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TEMA: CTPOEHUE, CBOMCTBA U ®YHKIIMU BEJKOB.

Benku — 310 GHOMONMMMEPHI CIOKHOTO CTPOEHUS, MAKPOMOJIEKYIIbI (TIPOTEUHBI) KOTOPHIX,
COCTOAT U3 OCTATKOB AMHUHOKHUCIIOT, COEJMHEHHBIX MEXly cO00M aMUIHOM (eNTUIHOI) CBA3BIO.

1. CrpoutenbHblii MaTepuan — OCJIKH Yy4acTBYIOT B 00pa3oBaHUM OOOJIOUKH KIIETKH,
OpPraHOMJIOB W MeMOpaH KiIeTKHU. M3 OelKOB IOCTPOEHbI KPOBEHOCHBIE COCYABI, CYXOXKHIINS,
BOJIOCBI.

2. KartanuTtuueckas poib — BCE KJIETOYHBIC KAaTalM3aTOpbl — OENKU (AKTUBHBIE LIEHTPBI
depmenta). CTpykTypa akTUBHOIO LeHTpa (epMeHTa U CTpyKTypa cyOcTpata TOYHO
COOTBETCTBYIOT APYT APYTY, KaK K04 U 3aMOK.

3. JlBurarenbHas GyHKINS — COKPATUTEIbHBIC OCJIKH BBI3BIBAIOT BCSIKOE JBIKEHUE.

4. TpancnoptHas (QyHKUUS — JbpIxaTelabHass (QYHKLIMS KPOBH, B YAaCTHOCTH IE€PEHOC
KHCJIOPO/a, OCYLIECTBISIETCS MOJIEKyJaMH T'eMOTJIO0MHa — Oellka 3puTpouuToB. B Tpancmopre
JUMKAJOB MPUHUMAIOT y4acTHE ajJbOyMHHBI CBIBOPOTKH KPOBU. Psil ApYrUX ChIBOPOTOYHBIX OEJIKOB
00pa3yroT KOMIUIEKCHI C JKUPAMH, MEIbIO, JKEJIE€30M, TUPOKCHMHOM, BUTAMHUHOM A W JpyruMu
COEMHEHUSIMH, 00ecrieunBasi UX 10CTaBKY K OpraHaM-MUILIEHSIM.

5. 3amuTHAsA pOJIb — IMMYHHAsl CHCTEMa 00ECIIeYNBAET CHHTE3 CHEIM(PUUSCKIX 3aIUTHBIX
OEIKOB-aHTUTE B OTBET HA IOCTYIUIEHUE B OPraHU3M OAKTE€pHii, TOKCHHOB M BUPYCOB. 3alllUTHAs
¢GyHKIMs OENKOB MPOSBISIETCS. W B CIOCOOHOCTHM — psila OCNKOB KPOBH K CBEpPTHIBAHUIO.
CaeptbiBaHMe Oelka IU1a3Mbl KpOBH (hUOpUHOreHA NPUBOAUT K 00pa30BaHUIO CI'YCTKa KPOBH, YTO
IpeIOXpaHsIeT OT MOTEPU KPOBU MPU PAHEHUSX.

6. DHeprerudeckas QyHkius — 1 r 6enka sxBuBaneHTex 17,6 kJIx.

7. CokparutenbHas GyHKIUSA. B akTe MBIIIEYHOTO COKPALICHUS U pacciaabIeHus y9acTBYeT
MHOXECTBO OEJIKOBBIX BEIIECTB ( aKTUH W MUO3UH — crneurduyeckue OeJKM MBIIIEYHON TKaHH).
CoxparutenpHast (yHKIUS MPHUCYIIA HE TOJIBKO MBIIMICYHBIM O€lKaM, HO U OellkaM LUTOCKEJeTa,
4yT0 00ecrieynBaeT TOHYANIINE MPOLECCHl KU3HEAEATEILHOCTH KIETOK (pPacX0KAEHUE XPOMOCOM B
MPOLIECCE MUTO3a).

8. I'opmoHanbHas GyHKUMA. Pl TOpMOHOB mpejcTaBieH OeiakaMH WM MOJUIENTHAAMH,
HanpuMep rOpMOHBI THNO(dU3a, MOIKETYA0YHON Kene3bl U Jp. HekoTopble TOPMOHBI SIBISIOTCS
IIPOU3BOJIHBIMA AMUHOKHCIIOT.

HaubGonee Oorarbl OEIKOBBIMM BEIIECTBAMU TKaHW W OpraHbl XKUBOTHBIX. McTOUHHMKOM
Oenka TaKKe SBISIOTCS PAacTeHUsT U MHUKPOOPraHW3Mbl. BONBHIIMHCTBO 3THX OEIKOB XOpOILIO
pacTBopuMBI B Bojie. O1HAKO HEKOTOpPbIE OpraHUYECKHE BEIIECTBA, BbIIEJIEHHbIE U3 XPAllla, BOJIOC,
HOT'TEH, POroB, KOCTHOM TaKHHW — HEPacCTBOPUMBIE B BOJE — TaKKe ObUIM OTHECEHBI K Oenkam,
MOCKOJIBKY II0 CBOEMY XMMHYECKOMY COCTaBY OKa3aJlMCh OJIM3KM K OelkaM MBIIIEYHON TKaHH,
CBIBOPOTKH KpOBH, siiinia. KomuuecTBeHHOE cojiepkaHue OENKOB B Pa3IMUHBIX TKAHSAX M OpraHax
YyeJIoBeKa MPUBEICHO B TaOIHIIE.



Tatauua 1.1. ConepKanne Oe/IKOB B OpraHax H TKaHAX Ye/loBeKa

CojepxaHue Coaepxanue
denkos, % OenkoB, %
OT CYX0H [oT obure- OT CVXo0ii oT oOie-
()pril“bl H TKAHH MACCHI | TO KOTH- Oprﬂ”bl H TKAHH MACCH IO KOIH-
YyecTBa yecTpa
beaka Oenka
Tela Tena
Koxa 63 11,5 [Toukn 72 0.5
Koctu (TBepamie TKaHH) 20 18,7 [Togxenyaounas 47 0,1
3y0bl (TBepable TKaHH) 18 0,1 Kenesa
[lomepeuHomnoocaTeie 80 34,7 [TnmesapuTe1bHEBIH 63 1.8
MBI LI LB TPakT
Mosr 1 HepBHas TKaHb 45 2,0 Kuposas TKaHb 14 6.4
[legens 57 3,6 OcTabHBle TKaHU:
Cepaue 60 0,7 KIUJIKHe 85 1.4
Jlerkune 82 3.7 I1I0THbIE 54 14,6

CeneseHka 84 0,2 Bee teno 45 100

3. AMUHOKUCIIOTHBIN COCTaB OEIKOB

B kaxnoil MolieKyle aMHUHOKHCIOTBI €CTh aTOM YIJIEpOJa, CBS3aHHBIA C YEThIPbMS
3amectutenamu. OIMH U3 HUX — aToOM BOJOpOJa, BTOpoil — kapbokcunbHas rpymma —COOH.
OHa JIerKo OTIMyCKaeT HOH Bojopoga K, Omarojaps 4eMy B Ha3BaHHMM AaMHHOKHCIOT U
MPUCYTCTBYET CIIOBO «KHCJOTa». Tperuil 3amectutrens — amuHorpynma —NH; u, HakoHer,
4eTBEPTHIN 3aMECTHTENh — TPYIIa aTOMOB, KOTOPYIO B o0meM ciydae obo3HadaroT R. YV Beex
aMUHOKHUCIOT R-rpynmel pasHele.

CBolicTBa, OTJIMYAIOLIUE OJHY AMUHOKUCIOTY OT JIPYroM, CKpbIThl B R-rpynmax (ux emé
HA3bIBAIOT OOKOBBIMHU IEMSMH). ATOM Yriepoja B aMHUHOKHCIIOTaX, KOTOPBIA HaXOTUTCs OJKe
BCEX K KapOOKCHIJIBHOM TpyIIIIE, T. €. 0-aTOM, CBSI3aH TaK)K€ C aMUHOTPYIIION, T03TOMY NPUPOHBIE
AMHHOKHUCIIOTBI, BXOJISIINE B COCTaB OeJka, Ha3bIBAIOT 0l-aMUHOKHCIOTaMHU.

Uucno a-aMUHOKUCIIOT, pa3nuuatonuxcs R-rpynnoi, Benuko. Ho uame apyrux B Oenkax
BcTpevaercst Bcero 20 pa3HbIX aMUHOKHUCIIOT. Y CIOBHO OCHOBHBIE aMUHOKHCIIOTHI JICJIAT Ha YEThIPE
KJiacca.

B nepBblif BXOJAAT aMHUHOKUCIOTHI C HEMOJSIPHBIMH OOKOBBIMM IiemsMu. Bo BTopoit —
aMUHOKHCIIOTBI, COJIeprKallye noysipuyto rpynmny. Cienyroniye 1Ba COCTaBISAIOT AMUHOKHUCIIOTHI C
OOKOBBIMHU LEMSAMH, KOTOPbIE MOTYT 3apsDKaThCsl MOJOXKUTENBbHO (OHM OOBEIUHSIOTCS B TPETUH
KJIACC) WJIM OTPHUIATENHHO (UETBEPTHIN).

Jlis HOpMaJIbHOM JKM3HEAEATENbHOCTH OpraHu3M HYXKJaeTcs B MHOJHOM Habope u3 20
OCHOBHBIX a-Z-aMHUHOKHUCIOT. Ho ogHM M3 HUX MOTYT OBITh CHHTE3UPOBAHBI B KIETKaX Camoro
OpraHu3Ma, a Apyrue — JOJDKHBI [TOCTYNaTh B TOTOBOM BMJI€ M3 IUILEBBIX IIPOAYKTOB. B mepBoM
CJlydae aMHHOKHCIIOTHI HAa3bIBAIOT 3AMEHUMbBIMU, A BO BTOPOM — Heszamerumbvimu. J{ns ymooctsa 20
[JIABHBIX AMHHOKHCIOT OOO3HAYalOT CHMBOJIAMH, HCHOJb3ysd OJHY WIM TEpBble TpU OYKBBI
PYCCKOTO WJIM aHTJIMICKOro Ha3BaHUS aMHUHOKMCIIOTHI, HallpUMep alaHUH — AJia Wid A, TIUIUH
— I'mu o G.

CtpyKTypa 0-aMHHOKHCIIOT, HauboJjee YacTo BCTpeyarouxcs B Oenkax
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3amMeHNMMbIe H He3aMEHHUMbIe AMHHOKHCJIOTDI

3amMeHuMbIe Heszamenumeble 3amMeHuMbIe Heszamenumele
AnanuH I'myramunoBas

ApruHuH YT JInzun
Acnaprux KHUCJIOTa

Banun MeTrnoHuH
AcnaparuHoBas [Iposnnu

I'mctuaun Tpeonun
KHCIIOTa . Cepun

N3onennnx Tpunrodan
I munmu . Tuposun

Jletinuu dennnanaouy
I'myramun [ucrenn (1uCTUH)

He3zameHuMOCTh yKa3aHHBIX aMUHOKHUCIOT JJI1 POCTa U Pa3BUTHS OPraHU3Ma >KMBOTHBIX U
YelioBeKa CBSI3aHAa C OTCYTCTBHEM CIOCOOHOCTH TKaHEW CHHTE3HpPOBATh YIJIEPOJHBIE CKEJETHI
HE3aMEHUMBIX AMUHOKHCIIOT.

4. [TepBuyHas cTpyKTypa GenkoB. PasHooOpa3ue nepBUYHOM CTPYKTYPBL.

Ilon nepBUYHOW  CTPYKTYpOM  MOJPAa3yMEBAKOT  MOPSAOK,  IOCIEI0BATEIBHOCTh
pPacnoIOKEHUs AMUHOKUCIIOTHBIX OCTAaTKOB B MOJUIENTUIHON LEenu. 3Hasi NEPBUUHYIO CTPYKTYPY,
MECTOIOJIOKEHNE KAKIOrO0 OCTaTKa aMHHOKHCIOTHI, MOXHO TOYHO HAMUCaTh CTPYKTYPHYIO
dbopmyny OenKOBOI MONEKYNbI, €CIM OHAa IMpEACTaBlIeHa OJHOW MOMUNENTHIHON Ienbio. 3Has
MEPBUYHYIO CTPYKTYPY MOXHO TOYHO HANUCATh CTPYKTYPHYIO (OpMyiny OEITKOBOW MOJIEKYJIBI,
€CJIM OHA TPEJCTABICHAa OIHOW MOJUMENTUIHON 1enbio. Ecau B cocTaB Oenka BXOJIUT HECKOIBKO
MOJUTIENITUIHBIX LENEH, TO 3a7a4a ONpeIesICHUs] TEPBUYHON CTPYKTYPhl HECKOJIBKO CIIOJKHEE, TaK
KaK HEOOXOMMO MPEIBAPUTEIHHOE Pa3beIMHEHUE ITUX ILIETICH.




[TepBuyHas cTpykTypa O6enka

Bce Oenku pa3nuvaroTcss MO CBOEH TEPBUYHOW CTPYKTYpE. YCTaHOBJIEHHWE TEPBUYHOU
CTPYKTYpPbI O€llka CIIy’)KUT OCHOBOHM Ui OIpENeNeHUs BTOPUYHOH M TPETHYHOU CTPYKTYP,
BBISICHEHHS! PACIIONOKEHHs (PYHKIIMOHAJIBHBIX I'PYII B €r0 aKTUBHOM LIEHTPE U OTKPHIBAET MYTh K
MO3HAHUIO MEXaHU3Ma ero (yHKIMOHUPOBAHUSI.

[lepBuuHytO CTPYKTYpY OEJIKOB MOXKHO ONpEAEIATh IIyTEM HENOCPEICTBEHHOIO aHalu3a
AMHHOKHCIIOTHOM  TOCJTENOBATENbHOCTH  WJIM  IyTeM  pacliupoBKA  HYKJICOTHIHOU
IIOCJIE0BATENBHOCTH COOTBETCTBYIOIUX F€HOB € IOMOIIBIO T€HETUYECKOIO KOZA.

[lepBuuHas CTpyKTypa OINpPEAEIAETCS] COCTABOM aMUHOKHUCIIOT U IIOCJIEI0BATEIBHOCTBIO UX
coeMHEHUs B Lenu. M3MeHeHne B pacloJIOKEHUU JaKe OJHOW aMUHOKHCIIOTBHI WM 3aMEHE €e
Jpyroii BeneT K 0Opa3oBaHUIO COBEPIIEHHO HOBOW MOJIEKYJBI Oesika. Yncino OETKOBBIX MOJEKYI,
KOTOpO€e 00pa3yercs Ipu pa3HoM coueTaHuu 20 aMUHOKUCIIOT, OrpOMHO. PazHooOpa3ue nepBUYHOM
CTPYKTYPBI OCJIKOB JIGKHT B OCHOBE UX BUJOBOH CHIEIIU(PHUIHOCTH.

5.B3anMocBs3b NEepBUYHOM CTPYKTYPHI ¢ PyHKIIMEH GEIKOB

W3yueHne TmepBUYHOW CTPYKTYpHl OEIKOB HWMEET BaXHOE OOMIEOMOJIOTHYECKOe U
MEIMIMHCKOE 3HaueHue . M3yuyasd DOpAIOK YepeloBaHUS aMHUHOKHCIOTHBIX OCTaTKOB B
WH/IMBUYAIIbHBIX O€NKax ¥ COMOCTaBISAS 3TH 3HAHUSA C OCOOCHHOCTSIMH HPOCTPAHCTBEHHOTO
pacIiONIOKEHUsT MOJIEKYJIbl, MOXHO BBIABUTH 00wMe (yHIaMEeHTaldbHbIE 3aKOHOMEPHOCTU
(GopMUpOBaHUS MPOCTPAHCTBEHHON CTPYKTYpbl OenkoB. Kpome TOro, MHOrue reHETHYECKue
00J1€3HM — pe3yNIbTaT HAPYLICHUsI B aMUHOKHMCIIOTHOU mocieioBarenbHocTU OenkoB. WHbopmanus
0 TEPBUYHOH CTPYKType HOPMAJIBHOTO W MYTAHTHOTO O€JIKa MOXKET OBITh TIOJe3Ha IS
JMarHOCTUKYU U IPOTHO3UPOBAHUS Pa3BUTHUS 3a00JI€BaHMS.

B3anMocBs3b pyHKINH 0€1KOB OT MX POCTPAHCTBEHHOM CTPYKTYPbI

Monekynbl O€NKOB MpEeACTaBIAIOT COOOW JMHEHHBbIE MOJUMEpHl, cocTosmme Hu3 I-1,-
AMHHOKUCIOT  (KOTOpble  SIBISIOTCS ~ MOHOMEpaMH) H. B HEKOTOpBIX  ClydyasX, M3
MOJIM(PUIIMPOBAHHBIX OCHOBHBIX aMHHOKHCIIOT (TpaBiaa, MOAU(UKAIMKN MPOUCXOJAT YK€ Iocie
cuHTe3a Oenka Ha pubocome). [Ing o0003Ha4YeHHs AaMUHOKMCIOT B HAay4yHOM JUTepaType
UCIIONIB3YIOTCS OJHO- WM TPEXOYKBEHHbIE COKpAllleHUs. XOTs Ha NEpBBIA B3I MOXET
1oKa3aTbCs, YTO MCIIOJIIb30BaHUE B OONBIIMHCTBE OelkoB «Bcero» 20 BHUIOB aMHUHOKHCIIOT
OTrpaHMuYMBaET pazHooOpa3ue OENKOBBIX CTPYKTYp, IIa CAaMOM JIeJie KOJIMYECTBO BAPUAHTOB TPYIHO
NEPEOLIEHUTh: JUI LIENOYKH BCETO U3 5 aMUHOKMCIIOT OHO COCTaBJsIeT yke Ooyiee 3MUIIIMOHOB, a
nernovka u3 100 amuHOKKCIOT (HEOOBION OET0K) MOXKET OBITh TIPE/ICTaBIeHa 0oJiee YeM B 101%°
BapuaHTax. benkn UIMHOM OT 2 110 HECKOJBKHMX JECSATKOB AMUHOKHCIOTHBIX OCTaTKOB 4acTo
Ha3bIBAIOT MENTHAAMM, IIPH OOJbIIEH CTENEHU MOJUMEpU3alMU — OeJIKaMM, XOTS 3TO JIeJIeHHE
BECbMA YCJIOBHO.

[Ipu oOpazoBanumu Oenka B pe3ynbTare B3auMmojedcTBus a-amuHorpymnmnbsl (-NHz) oanoit
AMHHOKHUCIOTH ¢ a-kapOokcmibHOi rpynmnoi (-COOH) napyroii aMHHOKHCIOTHI 00pa3yroTcs
nenTtuaHble cBsi3u. KoHupl 6enka Ha3piBaloT C- u N- KOHIIOM (B 3aBUCHUMOCTH OT TOTO, Kakasl u3
IpymnI KOoHLEBOW amMuHOKHCHIOTH cBoOoaHa: -COOH umu - NHj. coorBercTBenHo). IIpu cunTtese
Oenka Ha puUOOCOME HOBBIE AMUHOKHUCIOTHI MpUCOENUHAIOTCS K C-KOHIly, MOSTOMY Ha3BaHHE
nenTua Wi 6enka gaércst myTéM MepeuncieHuss aMUHOKUCIOTHBIX OCTaTKOB HauuHast ¢ N-KoHIa.

[TocnenoBarenbHOCTh AMUHOKHUCIIOT B O€JIKEe COOTBETCTBYET MH(OpPMaLMH, COAepKallencs B
reHe JaHHoro Oesnka. Jta uHGopMaIMs MPeACTaBIeHa B BHUJIE MOCIEA0BATEIbHOCTH HYKJICOTUIOB,
npuuéM OJHOM aMHUHOKHUCIIOTE COOTBETCTBYET OJ[HA MJIM HECKOJIBKO MOCIIE0BATEIbHOCTEN U3 TPEX
HYKJIIEOTHJIOB —TaK Ha3blBa€MbIX TPHILIETOB WIM KOJAOHOB. To Kakas aMHMHOKHCIIOTa
COOTBETCTBYET JaHHOMY KO oHYy B MPHK omnpexaensiercs reHeTH4ECKMM KOAOM, KOTOPBI MOYKET
HECKOJIBKO OTJINYAThCsl Y pa3HbIX OPraHU3MOB.



CpaBHeHHE aMHHOKHCIOTHBIX IIOCIEIOBaTeIbHOCTEH OenkoB (B JAaHHOM  Cilydae
reMOIVIOOMHOB) M3 pa3HbIX OPraHU3MOB IMO3BOJISIET OMNPEAENATh YYAacTKH, BaXKHbIe s
(GyHKIMOHUPOBAaHUS OEJIKOB, a TAKXKE IBOIIOIUOHHYIO UCTOPHUIO CPABHUBAEMBIX BHJIOB

YpoBHH CTPYKTYPBHI OeJIKa

Kpome mocnenoBarenbHOCTH aMHUHOKHCIIOT MOJIMIIENTHAA (TIEPBUYHONM CTPYKTYpHI), KpaiiHe
Ba)XKHAa TpEXMEpHas CTpyKTypa Oenka, KoTtopas (opmupyercs B mpouecce (oyguara (0T aHIL
folding), «cBopaunBanue»). TpéxmepHas cTpykTypa GOpMHUPYETCS B pe3ysibTaTe B3auMOJICH CTBHSI
CTPYKTYp Oojiee HU3KUX YPOBHEW. BBIIENSAIOT YeThIpe YPOBHS CTPYKTYPHI 6enkal?

e [lepBu4Has CTPYKTYpa - [OCIEJOBATEIbHOCTh AMHUHOKHUCIIOT B MOJIMIIENTHIHON LIEHU.
BaxHbIMM 0COOEHHOCTSAMU MEPBUYHOMN CTPYKTYPBI SIBJISAIOTCS KOHCEPBATUBHBIE

MOTHUBBI -COYETAHUSI AMUHOKHCIIOT, BaXKHBIX JUIs (hyHKIMK Oenka. KoncepBaTuBHBIE

MOTHUBBI COXPAHSIOTCS B MPOLIECCE HBOJIIOLMH BUI0B, 10 HUM MOXHO INpe/ICKa3aTh (YHKIUIO
HEU3BECTHOTO OeKa.

* BropuuHasi cTpyKTypa — JIOKaJIbHOE yIOpsAA0YMBaHUE (parMeHTa MOJIUIIENTHIHON LeTH,
CTaOMIIM3UPOBAHHOE BOJOPOJHBIMU CBS3SIMH M THAPO()OOHBIMU B3amMoneicTBusiMu. Hinke
IPUBEICHbI HEKOTOPbIE paclIpOCTPaHEHHbBIE TUIIBI BTOPUUHON CTPYKTYPhI OCJIKOB!

* a-CIupaju — IUIOTHBIE BUTKU BOKPYT JJIMHHOM OCH MOJIEKYJIbI, OJJUH BUTOK COCTaBJISIOT
3.6 aMUHOKHCJIOTHBIX OCTaTKa, CIHUpalb CTA0OMIIN3UPOBaHA BOJOPOIAHBIMU CBs3siMU Mexay H u O
HNEeNTHIHBIX TPYII, OTCTOSIIIUX APYT OT Apyra Ha 4 3BeHa. Criupanb NOCTpOeHa UCKIIOUUTEIBHO U3
OJIHOTO THUIIA CTEPEOU30MEPOB aMUHOKHCIOT (L), XOTs OHa MOXKET ObITh KaK JICBO3AKPYUYEHHOMN TaK
U TIpaBO3aKpyueHHOH. B Oenkax mpeoOnamaer mpaBo3akpydeHHas. Crupaiab HapylIaooT
'3JIEKTPOCTaTUUECKUE  B3aMMOJAEHCTBHMS ~ IJIyTAMHUHOBOM  KUCJIOTBI.  JIM3MHA,  aprUHMHA,
0JIN3KOPACIIOJIOKEHHBIE aclaparuH. CEpUH, TPEOHMH U JIEMIIMH MOTYT CTEPUYECKH MeEIIaTh
00pa30BaHUIO CIIUPAJIH, IPOJIMH BBI3bIBAEM M3THO IIETIH M TaK)Ke HapyIlaeT a-CIUpaIH.

* B-nmucthl (ckianyaTble CIIOM)- HECKOJIBKO 3MI3arooOpa3HbIX MOJUMNENTHIMBIX Lenel, B
KOTOPBIX BOJOPOJHBIE CBA3M 00pa3yloTCs MEXIy OTHOCHTEIbHO YNaN€HHBIMHU JAPYr OT JApyra B
NEPBUYHON CTPYKTYype AaMHMHOKHUCIOTaMH WJIM pa3HbIMM LemsMu Oenka, a He OJIu3Ko
pAacIoNoKEHHBIMH, KaK MMEET MECTO B a-CIHMpayid. DTH LeNU OObIYHO HarpaBiieHbl N-KOHLaMH B
MIPOTUBOIIOJIOKHBIE CTOPOHBI (aHTUMapajieibHas opueHTtauus). s oOpasoBanusi B-muctos
Ba)XHbI HEOOJIbIIINE pa3Mephl R-rpyIin aMMHOKHUCIIOT, Tpeo01ajatoT 0ObIYHO TIUIMH U aJlaHUH.

* I-CIIUPAJIU:

* 310-ciMpany;

* HEYNOPSII0YEHHbIE (PParMEHTHI.

Pa3zHbpie crocoObl M300pakeHUs TPEXMEPHOM CTPYKTypbl Oenka Ha mpumMepe (epmeHTa
Tpro3odocdatuzomepasbl. CieBa - «I1aJI0UKOBasH» MOJEIb, C U300paKEHUEM BCEX aTOMOB U CBsI3eH
MEXy HUMH; LIBE€TaMH IOKa3aHbl 2JIeMEHTHI. B cepenune n3o0pakeHbl CTPYKTYPHbIE MOTHUBBI, a-
cnupanu 1 B-nmuctel. CripaBa n3o0pakeHa KOHTaKTHas MOBEPXHOCTH Oenka, ra ocHoBaHMM BaH-
nep-BaanbCoBbIX pajlycoB aTOMOB: I[BETAMH I10Ka3aHbl OCOOEHHOCTH AKTUBHOCTH Y4YacTKOB
TpernuHnas cTpykTypa

— TIPOCTPAaHCTBEHHOE CTPOCHHME IMOJIMIENTUAHON IIE€HM — B3aUMHOE PpaCIOJIOKEHUE
AIIEMEHTOB BTOPUYHOM CTPYKTYphl, CTAOMIM3UPOBAHHOE B3aUMOAECHCTBHEM MEXAY OOKOBBIMHU
HEeMsIMM aMMHOKHCIIOTHBIX OCTAaTKOB. B cTa0mnm3anuu TpeTUYHOH CTPYKTYpbl NPUHUMAIOT
y4acTHe:

* KOBAJICHTHBIE CBSI3U (MEXy ABYMS LIUCTEMHAMHU AUCYIb(MUIHBIE MOCTUKH):

* MOHHBIE (AJIEKTPOCTAaTUUYECKHE) B3aUMOACUCTBUS (MEXAY NPOTHUBOIMOIOKHO 3apsKEHHBIMU
AMHHOKHUCIIOTHBIMH OCTAaTKaMH):

* BOJIOPOJIHBIE CBS3H;

* ruipohoOHBIE B3aUMOICHCTBUSI.



benku pasgensior Ha IPYNNBL  COMNIACHO UX TPEXMEpPHOM cTpykrype. Hampumep,
n300pakEHHBIM Ha KapTUHKE crpaBa Oelliok, Tpuosodocdarm3zomepasa, COCTOUT W3 BOCBMH a-
CIupajeil, pacrojOKEHHBIX Ha BHEIIHEH MOBEPXHOCTU CTPYKTYpPhl MU BOCBMH IapajuleiabHbIX B-
CIIOEB BHYTPU CTPYKTYyphl. benku ¢ moioOHbIM TpEXMEPHBIM CTPOSHUEM HA3bIBAIOTCS aB-Oappesisl
(ot anri. barrel — 6ouka) [1].

UYerBepuuHas CTPYKTypa

— cyOpenuHW4YHAs ~ CTpyKTypa Oenka. B3amMHOe — pacmonokeHHe  HECKOJIbKUX
MOJIMNIENTUIHBIX [ENeil B COCTaBe eIMHOr0 OEIKOBOT0 KOMILJIEKCA.

Tax>xe BBIIEISAIOT:

* TpéxMepHyI0 CTPYKTYpY 0eJika - HaOOp MPOCTPAHCTBEHHBIX KOOPAMHAT.

COCTaBJISIOUINX OEJIOK aTOMOB.

* Cy0ObeqMHHYHYI0O (JOMEHHYK) CTPYKTYpPYy Oejika -  TOCJIEJOBAaTEIbHOCTh y4YaCTKOB
Oelka, UMEIOUINX U3BECTHYIO (DYHKIUIO WIH ONPEAeIEHHYIO TPEXMEPHYIO CTPYKTYPY.

* 'mapodgodHoe aapo, odecnieurBaroliee CBOpauyMBaHue OenKa.

OOpa3oBaHue u NoJJAePKAHNE CTPYKTYPHI 0€JIKOB B )KMBbIX OPraHU3Max

CrnocoOHOCTh OCNTKOB BOCCTAHABJIMBATh MPABHIBHYIO TPEXMEPHYIO CTPYKTYpY TOCIE
JICHATYPAIMH TI03BOJIAIIA BBIIBHHYTH THIIOTE3Y O TOM. YTO BCSI HH(OPMAIHSI O KOHCUHOM CTPYKTYpE
OelKa COOCPKUTCS B €ro aMHUHOKHCIOTHOM IOCICIOBAaTeIbHOCTH. B Hacrosimiee Bpems
o0menpru3Hana TEOPUsi O TOM, YTO B PE3yJbTaTe SBOJIONUH CTaOWiIbHAs KOH(opmaiws Oerka
o0yialaeT MHUHUMAJIbHOW CBOOOJHON OSHEprueidl IO CPaBHEHHIO C JPYTHMH BO3MOXXHBIMH
KOH(MOPMALMAME 3TOTO TONUIenTHAa [,

Tem He MeHee, B KJIETKax CYIIECTBYET TpyIma OeaKoB, GYHKIMS KOTOPbIX  obecredyeHue
BOCCTAHOBIICHUSI CTPYKTYPbI OCJIKOB TOCIE MOBPEKICHHS, a TAKKE CO3MAHUC U JIUCCOIIUAIIHSI
OEJKOBBIX KOMILICKCOB. DTH OEJIKM Ha3bIBAIOTCS mianeponaMu. KOHIIEHTpalusi MHOTHX IIAIIEPOHOB
B KJIETKE BO3PACTACT TMPH PE3KOM IMOBBIIICHHH TEMIEPATYPhl OKPYKAMOMIEH CPE3bl MOITOMY OHH
otHocsaTes kK rpymme lisp (amra. heat shock proteins - 6Genku TemioBoro moka)™! Baxsocts
HOpMaJbHOH  pabOThl  IIANEpOHOB JuIsi  (YHKIMOHUPOBAHMSI OpraHW3Ma MOXET ObITh
IPOWJUTIOCTPHPOBAHA Ha TMPHMEpE MIANepOHa. a-KPUCTAJUTMHA. BXOASILICID B COCTAB XPYCTAIHKa
rma3a denoBeka. Myranmuu B OTOM Oe€jKe NPUBOAAT K IOMYTHEHHIO XpyCTalnka W3-3a

15
AHKCTUPOBAHU OCJIKOB H. Kak pe3yibTar, K KaTapaKTe[ ]

3aBucumMocTh 0HOJIOTHYECKUX (PYHKIIUM OT CTPYKTYPHOH OpPraHu3anmu.

buonornyeckass akTUBHOCTh U (PYHKIIMM O€JIKOB 3aBHCAT OT CTPYKTYpblI Oejka (MepBUYHOM,
BTOPUYHOW U TPETUYHOW), T.K. MHPOpMaLMs O CTPYKType Oeika 3ajlo)KeHa B €ro INepBUYHON
CTPYKType, MOpPSAKE IOCIEI0BATEIbHOCTH AMUHOKHUCIOT B IOJMIENTUAHONW LENU. AKTHBHBIN
neHTp Oenka (GopmMupyercs B TPETHYHOM CTPYKType, U4TO OOECIeYMBaeT €ro akKTHUBHOCTh. [lpu
JIeHaTypaluu Oellka ero akTHUBHOCTh Tepsierca. Ecnm mox neiicTBueM pa3nuyHbBIX (aKTOpPOB
u3MeHseTcs KoHpopMmaius Oenka (TpeTUyHas U 4YEeTBEPTHYHAs CTPYKTypa) U3MeHsieTcs U gopma
AKTUBHOT'O IIEHTPA BCJIEACTBHE YEro OEJOK WM CTAHOBUTCS aKTUBHEE UM MHTUOUPYETCS.

HN3o0dyHkuuoHATbHBIE OEJTKH

B JkuBBIX oOpraHu3max O€NKH, BBINOJHSIOUINE ONpPEIeNeHHYI0 (QYHKIMIO MOTYT HMMETh
pa3IMYHOE CTPOCHWE, OTHU OENKM HOCAT Ha3BaHHE W30()YHKIIMOHAIBHBIX WM HW300€IKOB.
Hanpumep, reMorinoOMH 3pUTPOLMTOB MOXET MMETh HECKOJIBbKO (POpM; y B3pOCIOro uesnoBeKa
npesanupyetr HDBA (90% Bcero remormodouna). Mmeercs HbF u HbAa. I'emorinobun coctout u3s
YeThIpeX CYOBEAMHUII, SBISIETCS CIOXKHBIM OEJIKOM, B COCTaB KOTOPOT'O BXOJUT I'eM U OenKoBas
9acTh, KOTOPask MPECTaBIICHA YeThIPbMs OenKamu: o, 3, v, 6. ['emornooun HbA conmepxut 20 u 23
nernu; HbF — 2a, 2y nemm, HbA; — 20 u 26 nenu. Bee ¢opmbl remMorioOnHa OTIMYAIOTCS 10
HNEPBUYHON CTPYKTYpE, HO BBINOJHAIOT OAMHAKOBBIE (DYHKIMM, NPHUCOEAUHSIOT KHCIOPOZA U
TPAHCHOPTHUPYIOT €r0 B OpraHbl M TKaHU. OHM 00J1a1al0T pa3IMYHON aKTUBHOCTBIO K KHCIOPOAY U
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HbF moxer orHumats kucnopox y HbA. Paznuunbie MonekyinsipHbie (JOPMBI OJHOTO U TOTO K
Oenka B OpraHuM3Me 4eJIOBEKa Ha3bIBAIOT M300€lKaMM, OAHAKO reMOIJI00OMH, HalpuMep KpOJIUKa,
XOTSl U BBINOJHSET Ty K€ (PYHKIUIO, HE SIBISETCS M300€IKOM, OHH SIBJISIFOTCS TOMOJIOTHYECKUMU
OenKamu.

B3auMocBa3b 0€JKOB ¢ JJUTAHTAMM.

benku — 310 BBICOKOCTIEU(pUYECKHE OCIKH, T.e. OHM HE MOTYT BCTYNATh B PEAKIHUU C
pa3IMYHBIMH BEIIECTBAMHU HU3-3a CIENU(UISCKOT0 CTPOCHUS WX AaKTHUBHOTO IIEHTpa. BemecTro
(cyOcTpar) cnenuduuHbIi 1 JaHHOTO Oenka (€ro aKTUBHOTO IICHTPA) HA3bIBAIOTCS JIMTAHJIAMH.
JlurangamMu MOTYT ¥ HU3KOMOJIEKYIISIPHBIC, M BBICOKOMOJICKYJISIPHBIC BEIIECTBA.

Knaccupukauus 0ej1KoB.

benku nenstcs Ha nBa OonbIIMX Kiacca: MpOCThle M cioxHbIE. [IpocTbie Oenku cocTosT
TOJIKO W3 OCTATKOB AaMHUHOKHUCIOT. K HUM OTHOCATCS THUCTOHBI, INPOTAMHUHBI, TIJIOTHHBI,
anbOyMHHBI, TPOITHBIE TOPMOHBI.

CrnoxHble OeNnKH KpoMeE OeaKoBOH 4acTH, COACpKAT He6eJ’IKOBy10 4aCTb: I'CMM, JIMIIMIBI,
Yrji€BOJHbI, HYKJIICMHOBBIC KHCJIOTHI. COOTBETCTBEHHO OHH Ha3bIBArOTCA: FCMOFJIO6I/I,
JIMTIOIIPOTCU AbI, TNIIMKOIIPOTCUABI, HYKJICOIIPOTCHUABI U T.II.

ITo ¢dopme OenkoBOil MOJEKYNBI (B TPETUYHON CTPKYKType) OCJNKH TOIpa3AesSIOTCsS Ha:
rII00YJISPHBIE — XOPOIIO PACTBOPUMEBIC B BOjie M (PUOPUILISIPHBIC — HE PACTBOPUMBIE B BOJIC.

H3meHeHne 0eJKOBOro cocTaBa OpraHusmMa Inpu OHTOI'€HE3EC U 00J1e3HAX.

BenkoBbIii cOCTaB KaXIOro OpraHa 3aBHCHUT OT BBIMOJIHSACMBbIX ero ¢yHkiuu. Hampumep:
MOJICKYJIbI COZIEPIKAT OCJIKH, KOTOPBhIE MOTYT COKpamiarbes. [ledeHb BIMOMHACT (QYHKIUH: CHHTE3
KETOHOBBIX TeJl, HYKJICHHOBBIX KHCJIOT, HMMYHOIJIOOYJIMHOB, OCIKOB CBEPTHIBAHHS KPOBH,
00e3BpeKMBaHUE SJOBUTHIX U JIEKApCTBEHHBIX BemliecTB. [Ipum pocte M pa3BuTUM OpraHu3Ma
(oHTOTEHEe3) M3MEHSETCsl M OCIIKOBBI COCTaB OpPraHoOB W TkKaHed. Hampumep, B amOpuoreHese B
MNEYCHU OTCYTCTBYKOT MHOTHC (i)epMeHTI)I U OHMU HAYUHAKOT O6paSOBBIBaTI)C$I MOCJIC POXKIACHUA
pebeHka.

OOpazoBaHue HOBBIX (PEPMEHTOB HAYMHAETCS MPH YNOTPEOIEHUH PeOEHKOM MaTE€pPHHCKOTO
MoJoko. Jlpyrue QepmMeHThl 00pa3yroTcs NMpH Mepexojie 0T MAaTEPUHCKOTO MOJIOKA K OOBIYHBIM
npoaykraMm. Ilpu oHTOoreHese m3MeHsercss 330(pepMEHTHBIN crekTp ¢epmeHToB. Hampumep: B
nepuoJl AMOpHOreHe3a B  OpraHM3Me BCTpPEHYAIOTCS TOJNbKO 2  u3odepMeHTa U3 5
dbochodpykTokuHazel. Takum o00pa3oMm, TpU UHIAUBUIYATBHOM pa3BUTHE (OHTOTEHE3E)
CBOWCTBEHHO M3MeHeHue GpopM (HpepMeHTOB.

[Tpu Gone3nsx Takxke HabMoMaeTcs n3MeHnenune Gpopm pepmentos. [Ipumepom Tomy ciykat
OeNKH MIa3Mbl KPOBH, KOTOPHIE HMEIOT 3HAUYCHHE

Pu3NKO-XUMHYECKHE CBOICTBA 0eJIKOB

MounekynspHas Mmacca GelIKoB

Benku oTHOCATCS K BHICOKOMOJIEKYJISIPHBIM COETUHEHUSIM, B COCTaB KOTOPBIX BXOJAT COTHH
U JJaKe THICSYM aMHHOKHUCIIOTHBIX OCTAaTKOB, OOBEIMHEHHBIX B MaKPOMOJIEKYISIPHYIO CTPYKTYPY.
MonexkynsipHass macca OenkoB konebnercs ot 6000 (mwxuuit npexen) g0 1000000 u Beime B
3aBHCUMOCTH OT KOJIMYECTBA OTACTBHBIX IMOJUNENTHIHBIX [IENIEH B COCTaBE SAMHON MOJICKYISIPHON
CTPYKTYpbI Oemnka. Takue MoJIMNenTHIHbIE eNU NOJyYHIN Ha3BaHue cyobeauaui. Mx moi. macca
BapbHUpyeT B HUpokux npeaenax — ot 6000 o 100000 u 6o:ee.

AMUHOKHCIIOTHBIH COCTaB U IOCIEA0BATEIbHOCTh AMUHOKHUCIOT BBISICHEHBI JUISI MHOTHX
ThICSIY OenkoB. B CBS3M ¢ 3TUM CTajo0 BO3MOXKHBIM BBIUHCICHHE WX MOJICKYISIPHOM MacChl
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XUMHUYECKHM IYTEM C BBICOKOH TOYHOCTHIO. OHAKO /7151 OTPOMHOIO KOJMYECTBA BCTPEUAIOIIUXCS
B mpupoje OENKOB XHMHYECKOE CTPOCHHE HE BBIICHEHO, IO3TOMY OCHOBHBIMH METOIAMHU
OTpENeJICHUs] MOJIEKYJIAPHOH MacChl BCE €IIe OCTaloTCcd  (U3UKO-XUMHUYECKHE METOJIbI
(rpaBUMETpUYECKHE, OCMOMETPHUYECKHE, BHCKO3UMETPHUECKUE, EKTPOHOPETHUECKHE,
ONTUYECKHUE U JIP.).

Ha npaktuke HamboJiee 4acTo MCIOJIb3YIOTCS METO/Ibl CEAMMEHTAIIMOHHOTO aHAJIN3a, Teilb-
xpomarorpadus u remp-3aekTpodopes. OnpenencHre MOJNEKYIIPHONH Macchl OEIKOB METOAAMHU
CEIMMEHTAIIMOHHOTO aHAJIM3a IMPOBOMAT B YIBTPAUCHTPU(PYrax , B KOTOPHIX yIAeTCs CO3/aTh
HEeHTpoOeKHbIe yckopeHus (g), mpesbrmatomue B 200000 u Gonee pa3 yCKOpeHHE 3E€MHOTO
nputTshKeHUss. OOBIYHO BBIYMCIISIOT MOJICKYJSIPHYIO MAaccCy IO CKOPOCTH CETUMEHTAIIUH MOJICKYJI
Oenka WM CETUMEHTAIMOHHOMY paBHOBecHio. [1o Mepe mepememieHus MOJIEKYNl OT IHEHTpa K
nepudepun o0pa3yercsi pe3kas rpaHUIla PACTBOPUTEINL-0EJIOK (PErUCTPUPYETCsS aBTOMATHYECKH).
OnTuyeckre CBOMCTBA pacTBOpUTENS M O€lKa HCHOJB3YIOTCS MpPU ONPEACTICHHH CKOPOCTU
CEIMMEHTAIINH; TIOCJICHIOK BBIPAXKAIOT Yepe3 KOHCTAHTY CEJAMMEHTAIUU S, KOTOpasi 3aBUCUT Kak
OT MacChl, TaK ¥ OT (POPMBI OETTKOBOW YaCTHIIBI:

"
e

IIe V — CKOPOCTh IEPEeMEIICHUS] TPAHMIIBI PACTBOPHUTENb-OCIIOK, CM/C; ® — YIJIOBas
CKOpPOCTh POTOpA, paj/c; r — PacCTOSHUE OT IEHTpa POTOpa OO CEPeAMHBI SYCHKH C PacTBOPOM
Oenka, cM. KoHcTaHTa celMMEHTAllMU UMEET Pa3MEPHOCTh BPEMEHHU (€€ BBIPAKAIOT B CEKYHJaX).
Benuunna koHCTaHTHI ceiuMeHTaIuu, paBuas 1¢10—13 ¢, yciioBHO npuHATa 3a €IUHUILY U Ha3BaHa
cBenoeprom (S). 3HaueHUs KOHCTaHT CEMMEHTAIIMU OOJILIITMHCTBA OCIKOB JiexkaT B npeaenax 1—50
S, XxoT4 B psiie ciaydaeB 3TU 3HaueHus npesbimator 100 S.

Jliss  BBIUUCIICHUS MOJICKYISipHOW Macchl (M), MOMHMO KOHCTaHTBl CEIUMCHTAIUH,
HEOOXOIMMBI JIOTIOJTHUTENILHBIC CBEJICHHS O TUIOTHOCTH PACTBOPHUTENS M Oelka M APYrHe COTrJIAaCHO
ypaBHeHHI0 CBenoepra:

n-7s
D (1-ip)

rae R — razoBas nmocrosiHHas, 3pr/(Momnberpan); T — abcontoTHas TeMmeparypa (1o IKajie
KenpBrHA); S — KOHCTaHTa CEIMMEHTAlMU; P — IUIOTHOCTH PACTBOPUTENS; V — MapUUAIbHBINA
yJlenbHbIH 00beM MoJieKyibl 6enka; D - koadduuuent nuddysuu.

Omnpenenenne MOJIEKYISIPHON Macchl OEJIKOB METOAOM YJIbTpalleHTpU(yrupoBaHus TpedyeT
MHOI'O BpEMEHM M CIOXHOM M jJoporocrosied ammapaTypbl. IlosToMy B mocneaHue rojsl
pa3paboTaHsbl 1Ba OoJiee MPOCTHIX MeTo1a (Tenb-xpoMarorpadus u 35ekTpodopes).

Dopma OeTKOBBIX MOJEKYJ

O BennuumHe U (GopMmMe OEITKOBBIX  MOJEKYJd paHblle CYAMIM MO  JaHHBIM
yIbTpaleHTpU(YyTUPOBaHUsS, IBOMHOTO JIydenpeloMiIeHus U Aupy3uu. T TaHHbIE YKa3bIBAJIU
Ha CYIIECTBOBAaHHE B MPUPOJE MIOOYISAPHBIX (IIapOoOOpa3HbIX) U (GUOPHIUIAPHBIX (HUTEBHIHBIX )
OenkoB. B Hacrosiiee Bpemsi o0mue mpeacraBieHUs o (Gopme OENKOBBIX MOJEKYJ] B OCHOBHOM
HOJATBEPAMIUCH, OJHAKO TOJBKO COBPEMEHHBIE METOJbl HCCIEIOBaHMS IO3BOJIMIA YCTAaHOBUTH
JeTald TPOCTPAHCTBEHHOM KoHUTrypanuu (TpeXMEpPHOM CTPYKTYphl) OETKOBBIX MOJIEKYII.
bnaronapss mpUMEHEHHIO CKAaHUPYIOIIEH MHMKPOCKOIIMM M PEHTTCHOCTPYKTYpHOI'O aHalu3a
(BbIcOKOE paszpemieHue, nopsanka 0,2—0,3 HM) yaanmoch B JeTansx paciiddpoBaTb HE TOJIBKO
MOJIHYIO IPOCTPAHCTBEHHYIO CTPYKTYPY, POpPMY, HO M CTEIIEHb aCUMMETPHH OETKOBBIX MOJIEKYI BO
Bcex Tpex wusMepeHusx. Okxazaioch, 4YTO Jaxe TNOOyNspHble O€NKH KpOBH (IeMOryoOuH,
QIbOYMUHBl U TJIOOYJIMHBI) SIBISIOTCS AaCUMMETPHUUYHBIMH B YKa3aHHBIX H3MepeHusx. Cremyet
OTMETUTh, YTO HE TOJBKO (U3HKO-XUMHUYECKHE, HO U OHOJIOrMuecKkue CBOMCTBa OenkoB (B
CBOOOJHOM WJIM B CBSI3aHHOM JIpYI C JPYrOM WJIH C JAPYTUMH OHWOMOJIMMEpPaMU COCTOSHHH)
ONPEAEISAIOTCS UX TPOCTPAHCTBEHHON CTPYKTYPOM.
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Konnonnnele cBofcTBa OEIKOB

benku 00namaroT SBHO BBIPAKEHHBIMH TUAPO(PHUIBLHBIMU CBOWCTBaMH. PacTBOphl OenkoB
UMCIOT OYEHb HHU3KOE OCMOTHYECKOE JaBIICHHWE, BBICOKYIO BS3KOCTh M HE3HAUYUTEIHHYIO
cnocoOHocTh K auddysun. benku cnocoOHB Kk HaOyxaHUIO B O4eHb Oonpumx mpenenax. C
KOJUIOUIHBIM COCTOSIHHEM OEJKOB CBSI3aH DSJl XapaKTEPHBIX CBOWCTB, B YACTHOCTU SIBJICHUE
CBETOpACCESIHMSI, JIeKallee B OCHOBE KOJUYECTBEHHOTO OMpeneNeHHs] OeNKOB METOJ0M
HedenmomeTpun. DTOT 3PPEKT UCTIONB3YeTCs, KPOME TOTO, B COBPEMEHHBIX METOIaX MUKPOCKOITHU
Oouonornyeckux 00BEKTOB. MoJeKysbl Oelika He CIIOCOOHBI MPOHHUKATh Yepe3 MOIYNpPOHHULIAEMbIE
HUCKYCCTBEHHBbIC MeMOpaHbl (1ie/todaH, TEepraMeHT, KOJUIOAWH), a Takxke OnoMeMOpaHBI
pPACTUTENBHBIX W JKMBOTHBIX TKaHEW, XOTS MpPHU OPTaHUYECKUX IMOPAKEHUSX, HAIpHUMEp, MOYEeK
Karcyina rmoueyHoro kimyoouka (IymistHckoro-boymeHa) CTaHOBUTCS —IPOHHUIIAEMOW IS
QIb0YMUHOB CBIBOPOTKH KPOBH U TOCJIETHHIE MOSIBIISIOTCS B MOYE.

PacTBOPHMOCTP M OCaK1aeMOCTh OEITKOB

PacTBOprMOCTh O€nka B BOJI€ 3aBUCHT OT KOJMYECTBA THAPOPMIBHBIX TPYII, OT Pa3MepOB
U (GopMBI MOJEKYJ, OT BEJIMYMHE CYMMapHOrO 3apsjga. B H303JIEKTPUYECKOM COCTOSIHUU
pacTBOPUMOCTh  OEIKOB OOBIYHO CHMIKEHA, TIOCKOJIBKY OTCYTCTBYET 3JEKTPOCTATHUECKOE
OTTAJIKUBaHUE MEXIYy MOJICKyJaMH, W OHH CKIOHHBI  OOpa30BbIBAaTh  KPYITHBIC
MHOTOMOJIEKYJISIPHBIEC arperarsl, He CIIOCOOHBIE YIePKHUBATHCS B pacTBope. PacTBopuMOCTh OenkoB
3aBUCUT TAKXKE OT HAJMYUs JPYrMX PacTBOPEHHBIX BellecTB. Hampumep, HEKOTOpbie OCIKH He
pacTBOpAIOTCA B AWCTWUIMPOBAHHOH BOJE, HO PACTBOPSIOTCS B TPUCYTCTBUH HEOOJBIIMX
KOHIICHTPAIlUil HEUTPaJIbHBIX coJici. [Ipy BBICOKMX KOHIICHTPAIMSIX HEHTPAIbHBIX COJICH OCIKU
BBITIAJIAIOT B OCAJIOK, IIPH YeM JIJIsI OCAXKJICHUS (BBICAIMBAHUSA) Pa3HBIX OCIKOB TPEOYIOTCS pa3HbIC
KOHIICHTpanuu coyu. CienoBareinbHO, STHM CIIOCOOOM MOXHO (ppakiuoHupoBaTh Oenku. Yarie
BCETO Ui pasfefieHus] OeTKOB METOJOM BBICAIIMBAHUS HCHOJB3YIOT cynbdar ammonus. [locme
yIAJICHUsT CONM (HAampuMep, MyTeM JHajin3a) OCAKICHHBIH OSJIOK BHOBbH PACTBOPSIETCS: MPH STOM
COXPaHSIOTCS €r0 HATHBHBIE CBOWCTBA.

BI)ICEU'II/IBaHI/IG, FGJ’IBd)I/IJ'II:T‘[)aIII/IH, JAHaJIn3 OEIIKOB

1. BoicasmBanue. PacTBOpUMOCTh OETKOB CHUIIBHO 3aBHCHT OT KOHIIEHTpAIMu cojiedl (OT
MOHHOW cuibl). B nuctuiuimpoBaHHON Boje OENKM yallle BCEro pacTBOPSIIOTCS IJIOXO, OJHAKO MX
pacTBOPUMOCTh BO3pacTaeT IO Mepe yBeIWdeHUs: MOHHOM cuibl. [lpu sTomM Bce Oombliee
KOJINYECTBO T'MJIPATHPOBAHHBIX HEOPTaHMUECKUX MOHOB (CBETJIO-CHHUE KPY>KOUKH) CBSI3BIBAETCS C
MOBEPXHOCThIO O€JKa M TEM CaMbIM yYMEHBILIAETCS CTENEHb ero arperanuu (3acamuBanue). [Ipu
BBICOKOM MOHHOM CHJI€ MOJIEKYJIbl O€JIKOB JIMIIAIOTCS THIPATUPYIOIIUX 000JI0Y€eK, YTO MPUBOIUT K
arperanyy 4 BbINaJICHUIO Oelika B 0ca/lok (BbicaiBaHue). Mcnonb3ys pasnuuue B paCTBOPUMOCTH,
MOXKHO C IMOMOIIBI0 OObIUHBIX cojei, Hanpumep (NH4)2SO4, pazgenuts ((ppakiuoHUpOBATh)

CMeCh OEJIKOB
PacrsopvMoOCTb [ = @ ;

j. E

- P !

»

rmapaTtHas

oGono4ka
—t /

& = ? ,.;93:&.

\ : IR /‘\ s £
1 2

e— S 3acanueBanHume |

BhicannsaHne

KoHueHTpausa conm — —»
A. Beoicanwusanne
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2. Mmanu3. /{1 oTneneHus HU3KOMOJIEKYISIPHBIX IPUMECE MM 3aMEHBI COCTaBa CpPEJIbI
UCMONB3YIOT AMAIN3. MeToJ OCHOBAaH Ha TOM, YTO MOJIEKYJbl O€llka M3-3a CBOMX pa3MEpOB HE
MOTYT TMPOXOJHUTh Yepe3 MOMyNpPOHHUIIAeMble MEMOpPaHBI, B TO BpeMs KaK HH3KOMOJICKYIISPHBIC
BEIIECTBA PAaBHOMEPHO pACHPEIENAIOTCS MEXIy OOBEeMOM, OIpaHHYEHHBIM MeMOpaHo#l, u
OKpY’KaloIMM pacTBOpoM. [lociie MHOrOKpaTHONM 3aMEHBI BHEIIHErO pacTBOpa COCTaB CPEIbl B
JUAIM3HOM MeIlouYKe (KOHLEeHTpauus cojei, BenmunHa pH u ap.) Oyaer TOT ke, 4To U B
OKPY’KAIOILEM PacTBOPE.

e
@ ,.':""- IMonexyna
WoH o G_‘“*. Ko <6 ’ __‘;*_6enxa
e :
7 Ve ©
S 2
4

e |

paCTBOpr_. Y 2 } ANANNIHLIA
] LA mewomex
Gemna | Ll:f F—
NS /
N /

/

> GydepHsin
mewanka \ "< T pacreop
020 70 M0l St
B. OQuann3

3. I'eabguabTpanus. ['enb-npoHukaromas xpomarorpadus (reiab-GpuiabTparys) mo3BoJseT
pa3aensaTh Ok 1o BelnvuHE U (hopMe MoJieKyll. Pa3ieneHne mpoBoasT B XpoMarorpapuuecKux
KOJIOHKAX, 3all0JIHEHHBIX c(epuYecKMMHU YacTHIiaMu Halyxiuero rens (pasmepom 10-500 mxm) u3
noJauMepHbIX MarepuaioB (la). Yactuisl renst mpoHHIaeMbl Ojaronaps BHYTPEHHUM KaHalaM,
KOTOpPbIE XapaKTEePHU3YIOTCS OIpeJesIeHHbIM cpeHUM auameTpoM. Cmech OenkoB (10) BHOCAT B
KOJIOHKY C T€JIeM U DIIOUPYIOT Oy(epHBIM pacTBOpOM. benkoBble MOJIEKYJbI, HE CIIOCOOHBIE
NPOHHUKATh B TpaHyjbl Teis (MOMeYeHbl KPAacHbIM LBETOM), OyIyT MepeMelaThCsi C BBICOKOH
ckopocThio. CpenHue (3e1eHoro 1BeTa) U HeboblIe OenKu (CUHEro 1BeTa) OyAyT B TOW WM MHOU
CTETEHU YAep)KUBaThCs rpanynamu rens (1B). Ha BbIXOZe KOJOHKHM 3110aT COOMPAIOT B BHJE
oTnenbHbIX ¢pakiuil (2). O6beM BbIXOJA TOTO WJIM MHOro O€jKa 3aBHUCUT B OCHOBHOM OT €ro
MOJIEKYJISIpHOM Macchl (3).

1. OcHoBb METOAA

ceofonHbNn o
1 obuem (Vo)

—
———
"
o
l,’l

\
\

UV ki .

i
f
-

.‘
8 12 16 20 24 10 20 406080
OObem anoara, mn Mon.macca, kla
2. Mpadwmx anovposanmns 3. Onpeaenexne
MO, MacChi

B. lfenb-dpunsrpauns
Xpomartorpadus 1 ee BUIBI
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Xpomarorpadus - GU3NKO-XUMUYECKUI METO pa3eICHHs U aHAJIU3a CMeCcel, OCHOBaHHBIN

Ha paclpeieiicHHH WX KOMIIOHCHTOB MEXAY ABYMs (pazaMu — HEMOJIBMKHONH M TIOJBM)KHOU
(2JF0€HT), IPOTEKAIOIEH Yepe3 HEMOIBHKHYIO.
Buael  xpomatorpadum:  aicopOIMOHHAs,  pacmpelenuTeNbHas,  HWOHOOOMEHHas,

AKCKJIFO3MOHHAs (MOJIEKYJIIPHO-CUTOBASI) U 0CaI04Has. AJIcopOLMOHHas XpoMaTorpadusi OCHOBaHA
Ha Pa3InuMU COpOUMPYEMOCTH pa3lesIIeMbIX BELIECTB aJCOPOEHTOM (TBEPIOE TEIO C Pa3BUTOMH
MOBEPXHOCTHIO); paciperenuTeNnbHas XxpoMaTorpadusi — Ha Pa3HOM pacCTBOPHUMOCTH KOMITIOHEHTOB
CMECH B HEMOABIKHOW (aze (BBICOKOKMIIAIIAA IKUIKOCTb, HaHECEHHass Ha TBEPIBIN
MaKpOIOPUCTBIII HOCUTEIb) U BJIIOEHTE (CIEAyeT UMETh B BUAY, YTO IPHU PACIPEAEITUTEIILHOM
MEXaHU3Me pa3/ieJieHusl Ha MepeMelIeHue 30H KOMIIOHEHTOB YaCTUYHOE BIUSHHE OKa3blBaeT U
a/ICOPOIIMOHHOE  B3aUMOJICHCTBUE AaHATM3HPYEMBIX KOMIIOHEHTOB C TBEPIBIM COpPOECHTOM);
MOHOOOMEHHasi XpoMaTorpagust — Ha Pa3jIM4uu KOHCTAaHT MOHOOOMEHHOIO PaBHOBECHUS MEXKAY
HETMOABIDKHOW  (pa30ii (MOHMTOM) M KOMIIOHEHTAMH pa3fesieMOd CMeCH; HKCKIFO3MOHHAsS
(MOJIEKYJIIPHO-CUTOBAsT) XpoMaTorpaduss — Ha pa3HOM MPOHUIIAEMOCTH MOJIEKYJI KOMIIOHEHTOB B
HENOJIBIKHYIO (Da3y (BBICOKOTIOPUCTHI HEHMOHOTCHHBIH T'elb); AKCKIIO3HMOHHAS XpoMarorpadus
nojapasjensercs Ha reab-nponukarontyto (I'TIX), B KoTopoii 351F0€HT — HEBOJHBINA PACTBOPUTEND, U
renb-(OMIBTPAIMIo, I/I€ IIOEHT — BOAA; OCaZoYHasi Xpomarorpadusi, OCHOBaHAa Ha Pa3IMYHOM
CHOCOOHOCTH pa3fieieMbIX KOMIIOHEHTOB BBIIA/1aTh B 0CAJI0K Ha TBEPON HETIOABUKHOM (ase.

Xpomatorpadus HIUPOKO MPUMEHSECTCA B J1a0OpaTOpUsX M B MPOMBIIIICHHOCTH IS
KayeCTBEHHOI'O M  KOJIMYECTBEHHOI'O aHajlu3a MHOTOKOMIIOHEHTHBIX CHCTEM, KOHTpOJIS
IPOMU3BOJCTBA, OCOOCHHO B CBA3M C aBTOMATU3allMell MHOTMX IIPOIIECCOB, a TaKXKe IS
IpenapaTUBHOrO (B T. Y. IPOMBIIIJICHHOTO) BbIAEICHUS HWHIMBHyalbHBIX BELIECTB (Hampumep,
0JIaropoAHBIX METAJUIOB), Pa3/IeIeHHsI PEIKUX U PACCEIHHBIX JJIEMEHTOB.

Jlenarypauus v peHatuBalus OEJIKOB

ITon nenarypauueii cienyer MOHUMMaTh HapyLIEHHE OOIIEro MIaHa YHUKAJIbHOU CTPYKTYpPbI
HAaTUBHOW MOJIEKYJbI O€JIKa, IPEUMYILECTBEHHO €€ TPETUYHON CTPYKTYphI, IPUBOJSAIIEE K MOTEPE
XapakTepHBIX JJs Hee CBOMCTB (PacTBOPUMOCTb, 3JIEKTPOPOpeTHdecKas IMOJBUKHOCTD,
Ouosnoruyeckas aKTUBHOCTb U T.[.). BOJNBIIMHCTBO OEIKOB JNEHATYpUpPYET MPH HArpeBaHUM HX
pactBopos Bbliie 50—-60°C.

Buewnue mnposiBieHUs JAEHATYypalUd CBOJATCS K TMOTEpPE PACTBOPUMOCTH, OCOOEHHO B
U303JIEKTPUYECKOI TOUKE, MOBBIIECHUIO BA3KOCTH OEJIKOBBIX PACTBOPOB, YBEIMUYEHHUIO KOJIMYECTBA
CBOOOAHBIX (PYHKIMOHAIBHBIX SH-Ipynnm M M3MEHEHHIO XapaKTepa pacCeMBaHUS PEHTIC€HOBCKHX
aydei. Hanbosnee xapakTepHbIM MPU3HAKOM J€HATYpallUU SBISETCS PE3KOe CHMXKEHHE MITH TOJTHAs
norepss OelkoM ero OMOJIOTMYECKOM aKTUBHOCTH  (KaTaJlUTUYECKOH, aHTUIEHHOW WU
ropmoHansHOi). [lpu nenarypanum Oenka, BbI3BaHHOM 8M MOUEBMHON WM JAPYIMM areHTOM,
pa3pylIaroTcs B OCHOBHOM HEKOBAJEHTHBIE CBA3H (B YaCTHOCTH, TMIPO(POOHBIE B3aUMOIEHCTBUS U
BOJIOPOJIHBIE CBsA3M). Jlucynb(uiHble CBA3M B TPHUCYTCTBUM BOCCTAHABIIMBAIOLIETO AareHTa
MEpKaIlTOATAaHOJIa Pa3pbIBAIOTCS, B TO BpeMs KaK MENTHAHBIE CBSI3M CaMOIO OCTOBa
MOJIUIENTHAHON LIENH He 3aTparuBaroTcs. B 3THX yCmoBHSX pa3BepTHIBAIOTCS INIOOYIIbI HATUBHBIX
OEIKOBBIX MOJIEKYJI U 00pa3ytoTcs cilydailHble U OeCIIOpsAA0YHbIE CTPYKTYPBHI.
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Jenarypanust 0e1KOBOM MOJIEKYIHI (CXema).

a - UCXOJHOE COCTOsSHME; O - HauyMHAromeecs OoOpaTMMOE HapyIIeHHE MOJIEKYISIpHOU
CTPYKTYpBI; B - HEOOpAaTUMOE pa3BEPThIBAHKUE TOIUIICTITUIHON IICTIH.

Jloiroe BpeMs CUHTANIOCh, YTO IIPOLECC JeHaTypauuu OenkoB HeoOpatum. OpHaKo,
0Ka3aJoCh, YTO HEKOTOpBIC OUMILEHHBIE W JICHATYPUPOBAaHHBIC OEJIKH CIOCOOHBI B OIBITHBIX
YCIIOBHAX BOCCTaHABIMBATh KOH(MOPMAIMIO IPH YIAICHWU JCHATYPHPYIOUIMX AareHTOB. JTO
OTKpBITHE OBUIO CJENaHO NMPHU U3yYeHUM JeHaTypauuu puboHykieassl. O6paboTka puOOHYKIea3bl
B-mepkantostanonom (HO-CH2-CH,-SH) mnpuBomuT K paspeiBy IUCYIb(QHUIHBIX CBSI3eH U
BOCCTAHOBJICHUIO SH-Tpynmn LHCTEMHOBBIX OCTAaTKOB, YTO HAapyHIaeT KOMIIAKTHYIO CTPYKTYPY
oenka. Jlob6aBnenne 8M pacTBopa MOUYEBUHBI Wi 6M pacTBopa ryaHUIMHXJIOPUA, BBI3bIBAOIINX
pa3phIB cIa0BIX CBsI3el B Oelke M 00pa3oBaHME HOBBIX BOAOPOIHBIX CBSI3€H C JIEHATYPHPYIOIINMHU
areHTaMmu, MPHUBOJUT K OOPa30BAaHUIO CIyYaHBIM OOpPa3oM CBEPHYTHIX IMOJUMEHTHIHBIX IIeTei
puOOHYyKI€as3bl, T.e. K JeHaTypauuu ¢epMeHTa. JleHaTypupyromue areHThl He pa3pyllarT
HNEepBUYHYIO CTPYKTypy Oenka. OnHao ecim IyTeM [Aualn3a OYHUCTHTh pPHUOOHYKIeasy OT
JICHaTypUPYIOIIMX areHTOB M [-MepKamnTo3TaHojda, bIEPMEHTAaTHBHAs AaKTUBHOCTh Oelka
IIOCTENIEHHO BOCCTAHABIMBACTCA. DTOT IPOLIECC HOCUT Ha3BaHWE PEHATHBAIINH OeJKa.

Jenarypauus v peHaTuBanus puOoHyKIeassl (o AHPUHCEHY).
a - pa3BepThIBaHUE (MOYEBHHA + MEPKANTO3TaHOM); O - TOBTOPHOE CBEPTHIBAHHUE.

Tema: CTpoeHne HYKJIEHHOBBIX KUCJIOT

1. Hykneunossie kucaorsl: JIHK, PHK. OcHOBHBIE HYKJIEOTUIBI KJIETKH

HyxneunoBeie kucnotel (JJHK um PHK) oTHocsATCS K CIOXKHBIM BBICOKOMOJEKYISPHBIM
COEIMHEHUSIM, COCTOSIT U3 HEOOJBIIOrO YKCIa HHANBUAYATBHBIX XUMUYECKIX KOMIIOHEHTOB Oosee
pOCTOro CTpoeHusi. Tak, MpU TMOJHOM THUAPOIN3E HYKIEUHOBBIX KHUCJIOT (HAarpeBaHuE B
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NPUCYTCTBUH XJIOPHOM KHCJIOTHI) B THAPOJIM3aTe OOHAPYKUBAIOT IYPUHOBBIE U MUPUMHUAUHOBBIC
OCHOBaHWUsI, yIiIeBOIbI (prb03a u ne30Kkcupr003a) U GocHOpHYIO KUCITOTY :

JIHK PHK
H.,PO, H. PO,
JHeaokcupnboaa Pudosza
ANeHuH ANeHuH
lyaHnH ['yauuH
LuToauu LnToauu

[JUEETELY Ypaumn

B monexyne JIHK yrneBox mpencrasien ne3okcupr6o3oii, a B monekyine PHK — pubo3oii,
oTcrofa uX HaszBaHus: ne3okcupudonykienHoBas (JIHK) u pubGonyknemnosas (PHK) kucioTsr.
Kpome Toro, onu cogepxar GpochopHyr0 KUCIOTY, [0 JBa MYPUHOBBIX M MO JBa MUPUMHUIMHOBBIX
OCHOBaHUS; pa3Uyusl TOJIbKO B MUPUMHUAMHOBBIX ocHOBaHusx: B JIHK conmepxkurcs TumuH, a B
PHK — ypanun. B cocrase /IHK u PHK oTKkpbITBI Tak Ha3biBaeMble MUHOPHBIE (IK30TUUECKHE)
A30THCThIE OCHOBaHUS (CTPOECHUE HEKOTOPBIX U3 HUX MPUBOAUTCS AaJiee).

YrieBoasl (pubo3za u nezokcupu6osa) B monekynax JHK u PHK maxomsarcs B B-D-
pubodypano3noii popme:

O
C 2 C
H
H—C~-0OH HO-CH,0 OH H-C—H HO-CH, O OH
H—C~-OH - C'H 4 1C H-C—0OH -Ciy HiC
I A 4
H—C-OH H H H-C—OH HOU=CH
CH,—OH HO O} CH,—OH HO
D-pwuboaa B-D-puGodyparosza D-2-pesoxcunpu- f-D-2-peaokcu-
Bo3a puGodypanoaa

B cocraBe Hekotopbix ¢aroBeix JIHK oOHapyxkeHa Momekyna TJIHOKO3bl, KOTOpas
COEJIMHSETCS TIIMKO3UHON CBA3BIO C 5-OKCUMETHIIIIUTOSHHOM.

OCHOBY CTPYKTyphl IypHHOBBIX W HHUPUMHIMHOBBIX OCHOBAaHMM COCTaBIAIOT JBa
apoOMaTHYECKHUX T'€TEPOLUKINYECKUX COEIMHEHUS — MUPUMUINH U MYPHH :

=~ o~ N,
N= y N= TN
3 S
L | la | b 4

N M NH
Mupusnges MypwH

MOJ'ICKYJ'IEI IIypuHa COCTOUT U3 MABYX KOHACHCHPOBAHHBIX KOJCI: I[MUPUMHIWHA U

nMpgasoma.
B cocrase HYKJIICMHOBBIX KHCJIOT BCTPCUAKOTCA TPU TJIABHBIX NHUPUMUIANHOBBIX OCHOBAHMUS:

OUTO3WH, ypaluil 1 TUMHH.

O

oD oo

LnTo3umu Ypauun TumMnH

15



I[Ba IMYPUHOBLIX OCHOBAHU:, MMOCTOSAHHO BCTPCYHANOIIHUXCSA B TMAPOJIMU3aTaX HYKIICHMHOBBIX
KHCJIOT, UMCIOT CICAYIOIICC CTPOCHUC!

JH

AN \> . \\

'\JH

AneHWH lyanun

O noxkanu3alMM M KOJIMYECTBEHHOM COJIEP)KaHUU HYKJIEHMHOBBIX KHCJIOT B KIIETKax
MOJIy4eHbl OIpe/iesieHHbIe AaHHble. [loka3aHo, yTo konnuecTBeHHOe coaepxkanue JJHK B knerkax
OJIHOTO U TOTO € OpraHu3Ma OTJINYAECTCAd YIAUBUTEIBHBIM IIOCTOSHCTBOM U HCYMCISAETCS
HECKOJBKMMH IMHUKOTPaMMaMH, OJHAKO B KJIETKaX Pa3HbIX BUJIOB JKMBBIX OPIaHU3MOB HMEKOTCA
CYIIECTBEHHBIE KOJIMYECTBEHHbIE pa3anuusd B coxepxkannu JIHK. Xopomo u3BeCTHO Takxke, 4To
JHK npenmyiiiecTBEHHO cOCpeoTOUYeHA B S/Ipe, @ B MUTOXOHAPUIX U XJIOPO-IIJIACTaX COJEPKUTCS
ToibKO Hebombimol mpoueHt kierouHo [JIHK. O kommuectBe PHK Her TOuHBIX gaHHBIX,
MIOCKOJIBKY COJEp)KaHME€ €€ B pa3HbIX KIETKaX B 3HAUYUTEIBHOM CTENEHW OIpeaeseTcs
WHTEHCUBHOCThIO cuHTe3a Oenka. Ha gomo PHK mpuxomutcs oxono 5-10% ot obmieit macchl
kiaerku. CoBpeMeHHas kiaccuukauus pa3inuuHblx TUNOB KietouHoil PHK ocHoBbiBaercs Ha
JaHHBIX Tonorpaduu, QyHKIMHA U MOJIEKYJISIPHON MACCHI.

2. llepBruHas, BTOpUYHAs U TPETUYHAS CTPYKTYPa HYKJIEHMHOBBIX KHCIIOT

IlepBuynas crpykrypa. [log nepBUYHONW CTPYKTYpOM HYKJIEHHOBBIX KHCJIOT ITOHUMAKOT
MOPSIIOK, TOCJIEI0BATEIbHOCTh PACIOJIOKEHUSI MOHOHYKJIEOTUIOB B MOJHUHYKICOTUAHOW LENU
JHK u PHK. Takas mens crabummsupyercs 3',5'-¢ochonudrdupueiMvu cBs3siMu. [lockombKy
MOJIEKYJISIpHAsI Macca HYKJIEMHOBBIX KUCIIOT KoieOnercs B mupokux npeaenax (ot 2¢104 mo 1010-
1011), ycranoBuTh nepBUUHYIO CTPYKTYpy Bcex wu3BecTHbix PHK u ocobenno JIHK Becpma
ClIO)kHO. TemM He MeHee BO BCeX HYKJIEMHOBBIX KHCJIOTax (TOYHEe, B OIHOLETIOYEYHOMH
HYKJICHHOBOW KHCIJIOTE) UMEETCS OJIMH U TOT XKe THI CBsi3u — 3',5'-pochoandrdupHas cBI3b MEXTY
COCEJIHUMHU HYKJIEOTHJIaMH. DTy OOILyI0 OCHOBY CTPYKTYPbI MOKHO HpPEICTaBUThH CJEIyIOIIUM
obOpazoM:

YcTaHoBiI€HO, 4TO B 00pa30BaHUM MEXKHYKJICOTHIHON CBSI3U YYaCTBYIOT T'MJIPOKCHIIbHBIE
rpynnsl B 3'- 1 5'-1I0JI0KEHUAX OCTATKOB YIIIEBOAA.

K Hacrosmiemy BpeMeHHU ynajoch ONpPENEIUTh NMEPBUUYHYIO CTPYKTYpy noutu Bcex TPHK,
psana monekyn 5S pPHK, 16S pPHK E.coli, Bupycubix PHK, B cocTaB KOTOpBIX BXOJST COTHHU U
THICSIUM HYKJICOTHUIHBIX OCTAaTKOB. Huke NMpUBOAWTCSA NpUMEpHas cXeMa IOCIIe0BAaTEeIbHOCTH
Hykieotu1oB B Moisiekysne PHK. Bce knerounsie PHK B OCHOBHOM COCTOSIT M3 OJHOLIENIOYEYHON
MO-JIMHYKJICOTUTHOM LETIH

S-I-Y-I-1I-A-A—-.. - Y-II-T-II-1I-A-3'

[Tonmunykneotunnas uenb wmosiekynasl PHK wuMeer Ha OIHOM KOHIIE MOYTHM BCEraa
cBOOOJHBIH MOHO(OCHOpHBIN 3(up, KOTOPBI NPUHATO 00O3HA4YaTh Kak S'-KOHeI; Ha
MIPOTUBOMNOJIOKHOM KOHIIE LeNnu Takol ¢ocdar OTCYTCTBYET, a COJEPKUTCA HYKIEOTHUI CO
CBOOOJHBIMU 2'- U 3'-TUAPOKCUIIBHBIMU TPYIIIIAMH.

Crnenyer 0cob0 yka3aTh Ha JBE CYHIECTBEHHbIE OCOOEHHOCTH MEPBUYHOM CTPYKTYpPHI BCEX
TPHK. IlepBast u3 HuUX 3aKJIFO4aeTCSl B TOM, YTO 5'-KOHLIOM BCEI/Ia SIBJSIETCSI TyaHWJIOBas (peaKo
[IATUIUIIOBAs) KUCIIOTa, Hecymlas cBOOOMHBIN ocTtatok ¢ocdara y C-5'. Bropas ocoOeHHOCTh —
HaJIMYME Ha TMPOTUBOIIOIOKHOM KOHIIE MOJIEKYJIBI OCTaTKOB TPEX MOHOHYKJIEOTH/IOB C OJIMHAKOBOMN
nocienoBareabHOCThI0 — I[IIA, mpuueM ocTaToK aAeHUIOBOW KHCIIOTHI COJEPKHUT CBOOOIHYO 3'-
OH-rpynmy.

Huxe npencraBieHbl TpU BapuaHTa CXeMbl HYKJICOTHAHOM nocinenoBatenbHocty JJHK:
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B nocnennee Bpemsi o nepsuuHoii ctpykrype JAHK (Tounee, oTaensHBIX ee (parMeHTOB)
CYJIAT IO psAly KOCBEHHBIX TAHHBIX, HAIIPUMED, 110 CTEIICHH CIIJIOYEHHOCTH HYKJICOTHIHBIX 3B€HBCB
B Mosiekyine JIHK (ompenenenue cBOOUTCS B KOHEYHOM CYETE K BBIICHEHHIO YHMCIIA U CTPYKTYPBI
OTJENBHBIX (pakUuil HYKICOTHJOB, TaK Ha3bIBAEMBIX H3O0IJIMTOB), TaKXe [0 KHUHETUKE
peaccounanuun JHK (mMeTon mno3BoisieT BBIACHUTh HAJIWYME B MOJIEKYJE IOBTOPSIOLIUXCS
nocienoBarenbHocTel HykieotunoB). O mepsuuHoi crpykrype JHK cynar, kpome Ttoro, mo
pacmpeneneHui0 MUHOPHBIX OCHOBaHMW (MMEIOTCS JaHHBIE O CYIIECTBOBAHMH I10J00HOM
3aKOHOMEPHOCTH).

Bropuunass crpykrypa. B coorBerctBuu ¢ mogenbto Jx. Yorcona u ®. Kpuka,
npemiokeHHo B 1953 1. Ha OCHOBaHMM psAla aHATUTUYECKUX JaHHBIX, a TakxKe
peHTreHOCTpYKTYypHOrO aHanu3za Mmoiekyna JIHK cocroutr w3 gaByx wmemeld, o0pasys
MIPABOBPAIIAOIIYIO CIIHPAJb, B KOTOPYIO 00€ MOJUHYKIICOTHIHBIC IIENU 3aKPYUICHBI BOKPYT OJHOM
U TOU e OCHU. Y IepKUBAIOTCS IenH O1aroaaps BOJAOPOAHBIM CBS3SIM, 00pa3yIOLUIUMCS MEXIY HX
a30TUCTBHIMU OCHOBaHUsIMU. O0e 11enu NoTU-HYKIICOTHIOB B OucupanbHoi Mosekyine JIHK nmeror
CTPOTO ONIPEAEIECHHOE IMPOCTPAHCTBEHHOE PACIOJIOKEHHUE, IMPU KOTOPOM Aa30THUCTHIE OCHOBAHUSA
HaxXOoJATCsI BHYTPH, a (OCHOPUIIbHBIE U YTIIEBOIHBIE KOMITIOHEHTHI — CHAPYKHU.

1,7 HM
AL

B

Cxemarnueckoe m3obpaxxenue nporHou crmpamu JIHK. a - mo Yorcony u Kpuky : ¢ -
OCTaTOK JIe30KCUpHOO03bI, p - ocTaTok (ochopHOl Kuciotsl; 6 - A-pop-ma JIHK; B - B-popma
JIHK.

O6e nenu B mozekyine JJHK umeoT mpoTHBOMONOXKHYIO MOJISPHOCTh. DTO 03HAYAET, UTO
MEXHYKJICOTH/THAS CBSA3b B OJTHOM IIETTM UMEeT HarpasieHue 5'—>3', a B aApyroit — 35", [TomoOHas
HalpaBJIEHHOCTh Ilerneil HUMeeT BaXHOe OHOJOTMYECKOe 3HAaYeHHWE NpU peIUIMKalud U
Tpanckpunuuu mosexkynsl JJHK.
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Menee oxapakTepu3oBaHa BTOpPHYHAs CTPYKTypa MaTpuuHbix U pubocomubix PHK.
OtHocuTenpbHO BTOpHYHOM CTpyKTyphl TPHK HamGonee BeposTHONW TpencTaBiseTcs MOJCIb,
npeziokeHHast P. Xomnnu, miockoe n3odpakeHne KOTOPOi HATOMUHAET KJICBEPHBIN JIUCT:

YyacTtok 3
CBASLIBAHWUA
AMUHOKMCIOT
~
EL 1~

W [lCEBACYPHOMNOBEA

[eTns, r 1/ neTns
cofepxailan =
ANrvAPOYPUaMH
AA ur \ JlobasoyHas
y/ ' ZCHaf "\ \\ / nerns
Hs ’\
-~

Mupuvnan  TypuH — CH,

Yy
MNetns, — (AJAIT

conepxauan
aHTVKOA0H AHTUKOOOH

B Hacrosiiee Bpewms, Korja H3BECTHa NepBUYHAs CTpykrypa OoabpmmHcTBa TPHK,
MOCIIE0BATEIBHOCTh BCEX WM MouTH BeeX mpupoaubix TPHK kak 6ynro Obl ykiagsiBaeTcs B 3Ty
CXEMY «KJIEBEPHOTrO JUCTa». [Ipu cpaBHEHMU 3THX CTPYKTYp BBIABISAETCS PsJi 3aKOHOMEPHOCTEM,
HECOMHEHHO, MUMEIOIINX OMpeeNeHHbI Ononorndeckuii cmbica. Bo Bcex TPHK ects yuacTtku,
B3aUMOJICUCTBYIOIINE C puOOCOMaMH, MECTA JIJIsl CBSI3BIBAHUS C AMHUHOKHUCIIOTaMU U (PEpMEHTaMH, a
Takoke crenuduyeckas MOCIEI0BATEIBHOCTh TPEX HYKICOTHIOB (TPUILIET), Ha3bIBaeMas aHTH-
KOJJOHOM, KOTOpasi OKa3bIBAECTCS KOMIUIEMEHTAPHOW TPUHYKJIEOTHIHON IIOCIEN0BATEIBHOCTH
MPHK (ko70HY), KOJUpyIOIel BKIIOUEHHE B OEITKOBYIO MOJIEKYJTY ONpEIeIeHHON aMUHOKHCIIOTHI.

HesaBucumo or tuma PHK cuHTE3MpoBaHHBIN B KIIETKE NPOIYKT TPAHCKPHUIILMM BCEr/AA
MPEJCTABIIEH €AUHCTBEHHOM LIETIBIO, YIIAKOBAHHOM BO BTOPHUYHYIO CTPYKTYpY HE CIIy4ailHO, a B
cootrBerctBuu ¢ mporpammort J[HK. Ilockomsky B coctaBe PHK wumerorcs cBoOonnbie 2'-
OKCUTPYMIBI PHOO3bI, HE CBS3aHHBIE CO CTAHAAPTHBIM KPUK-YOTCOHOBCKHM CIapUBaHHEM
A30THCTBIX OCHOBAHUMU, MOSBISAIOTCSA JOIOJHUTENbHBIE BO3MOXHOCTH OOpa30BaHMsI BTOPUYHOW U
TPETUYHOU CTPYKTYpP, COAEpPIKAIIUX BBIMYKIOCTH, IIMWIBKH, WM KPEeCTOOOpa3HbIE CTPYKTYPHI.
OcoOennoctu ctpykTypbl TPHK nmeroT npsiMoe oTHoOIIEHUE K MPOLECCY TPAHCISILUH.

Tpernunas crpykrypa. OOpa3oBanue koiblieBoi (opmbl Monekynsl JJHK y Oakrepuit
WJIM B MUTOXOHJIPUSX KJIETOK KUBOTHBIX YaCTO BBHI3BAHO KOBAJIEHTHBIM COEMHEHUEM UX OTKPBITHIX
KOHIIOB. I3BecTHO, uTO cymepcnupaibHas (CymepcKpydeHHas) CTpyKTypa o0OecreduBaer
SKOHOMHYIO YIIaKOBKY orpoMHoi moiekyisl JIHK B XpoMocome: BMECTO 8 CM JUIMHBI, KOTOPYIO
OHa Morjia Obl UMETh B BBITSAHYTOU ¢dopMme, B Xpomocome uenoBeka moiekyna JIHK Hactombko
MJIOTHO yIaKoBaHa, 9To ee JyiruHa coctaBisieT 5 HM. O0brano B JIHK BcTpedaroTcst monoxuTenbHbIe
U OTpULIATENbHBIE CYNEpPBUTKH, OOpa3OBaHHbIE 3a CYET CKPYYMBaHUS 1O 4YacOBOH
(MpaBOCTOPOHHEW) WM TPOTUB YaCOBOM CTPENIKH ABOMHOM crmpanu. OOpa3oBaHue MOJO0OHBIX
CYMEpPBUTKOB KaTanM3UpyeTcs ChenupudecKuMu (QepMeHTaMH, MOJNYUYHMBIIUMHU Ha3BaHUE
tonon3omepas. [logo0HbIe cynepcnupanin COeTUHAIOTCS ¢ OenKkaMu (TUICTOHAMH ), YITAKOBAaHHBIMU B
6oposakax, obecrieunBas TeM CaMbIM CTaOMWiIbHOCTH TpeTuyHoW crpykTypsl JIHK. Crenens
Cymnepcnupanb-HOCTH (Haymuue cynepBUTKoB) MmoJiekyiasl JIHK o00bdHO ycTaHaBaMBaKT 10
M3MEHEHUIO KOHCTaHThl CEIMMEHTALMU B ompeneNieHHbIX ycioBusix. Cynepcnu-panuzanus JHK
MOXXET OBITh HapyIlIeHa Pa3pbIBOM B OJHOW M3 IIETIel WM B 00EUX IEMAX ABOWHOW CITHPATU IO
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neiicteuem JIHKa3sr wunm  mpu  0oOpaboTKe HMHTEPKANMPYIOIIMMHU — coenuHeHusMu. [lox
MHTEPKASILUEH NOAPAa3yMEBAIOT BCTPAMBAHUE IUIOCKMX apOMAaTUYECKHX KOJIEL MEXIY CTONMKaMH
nap aszoTucteix ocHoBanuii JIHK. HMuTepkansius MoxeT OBbITh BbI3BaHA AHTUOMOTHKAMH U
KpacUTENsIMU; B MHTAKTHBIX KJIETKaX OHA MOYET ObIThb 00YyCJIOBJIEHA apOMaTUYECKHUMH KOJIbLIAMU
AMHOKHUCIIOT, YTO UMEET, OUEBU/HO, ONPEACICHHBIN OMOIOTHYECKH CMBICT B IPpoOIeMe OEeTKOBO-
HYKJIEMHOBOT'O y3HABaHMSL.

Tperuunas crpykrypa JJHK (cxema).

1 - muneitnas ognonenoueuynas JIHK - OGakrepmodar ¢X174 um npyrue BUpyCHI, 2 -
KousibLieBasi onHouenouyeynas JIHK BupycoB M MUTOXOHApHIA; 3 - KoJsiblieBas IBOWHAs CHHUpalb
JHK.

Hannbie o ctpykrype TPHK cBHIeTenbCTBYIOT O TOM, 4TO HaTtuBHBbIE MoJieKyibl TPHK
MMEIOT MPUMEPHO OJIMHAKOBYI) TPETUUHYIO CTPYKTYpY, KOTOpas OTJIMYAETCd OT IIJIOCKOM
CTPYKTYPBI «KIJIEBEPHOTO JIMCTa» OOJBIIOW KOMITAKTHOCTBIO 32 CUET CKJIQJBIBAHUS Pa3THYHBIX
yacteid Monekynsl. [Ipu ¢usnonorndyeckux 3naueHusx pH cpenbl, HOHHOW CHIIBI U TEMIEPaTyphl
CO3JAI0TCS YCIIOBUA IS OOpa3oBaHMsI B OJIHO-IIEMIOYEYHBIX MaTpUUHbIX U puOocoMHbix PHK
MHOKECTBA YYaCTKOB C JBOWHON CHUpaNbpl0 («IIMWIBKKY») W AalbHEHIIero QGopMUpOBaHUS
KOMIUIEMEHTAPHBIX YYaCTKOB, OMNPEACISIIOIINX B M3BECTHOM CTENEHU KECTKOCTh MX TPETUYHOM

CTPYKTYpbI

a 6
Tpernunas crpykrypa PHK B pactBope B 3aBHCMMOCTH OT MOHHOM CHJIBI, TEMIEPATYPHI U
pH cpensr (cxema) (mo A.C. Cnupuny u JLII. T'aBpu-ioBoif). a - KOMIakTHas majgoyka, O -
KOMIIAKTHBIN KIIyOOK; B - pa3BepHYTas LIETIb.

3. Koapdunuent cnennduyHOCTH HYKJIEHHOBBIX KUCIOT
Uccnenys nykneoruansiii cocraB HatuBHBIX JIHK paznuunoro mpoucxoxaenus, Yapradd
O0OHapyXWJI CIIeIyIOINe 3aKOHOMEPHOCTH.
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1. Bce ZIHK He3aBHUCHMO OT MX NMPOUCXOKIEHHS COJEPKAT OAMHAKOBOE YHCIIO IYPHUHOBBIX
U TUPUMHJIMHOBBIX ocHOBaHui. CrnemoBatenbHo, B mobOoi JIHK Ha kaxnmbiii mypuHOBBIMA
HYKJICOTU]T TPUXOUTCS OJIUH MUPUMUTUHOBBIH.

2. JIro6as JIHK Bcerma comepXKUT B paBHBIX KOJIMYECTBAaX IOMAPHO aJICHWH M THMHH,
TYaHHH M IIUTO3UH, 4TO 00bIYHO oOo3HauyaroT kKak A=T m G=C. U3 3THX 3aKOHOMEPHOCTEH
BBITEKAET TPEThS.

3. KonuuecTBO OCHOBaHUM, COAEPKAIIMX AMUHOTPYIIIHI B MOJOKEHUH 4 MUPUMUIUHOBOTO
a1pa 1 6 MypuHOBOro (IIMTO3MH U aJ€HHMH), PAaBHO KOJMYECTBY OCHOBAaHMil, COIEpkKAIIUX OKCO-
Ipyniy B TeX € MOJOXKEHUsAX (ryaHuH M TuUMuH), T. €. A+C=G+T. 3T 3aKOHOMEpPHOCTU
noJyuniu Ha3BaHue npasui Yapradda. Hapsay ¢ 3Tum ObUIO YCTAaHOBIEHO, YTO I KaXKJOTO THUIA
JHK cymmapHoe conepxaHue ryaHuHa U LIMTO3WHA HE PAaBHO CYMMapHOMY COJEPKaHUIO aJICHUHA
u tumuHa, T. €. 4to (G+C)/(A+T), Kak mpaBUIIO, OTJIMYACTCA OT CIAMHMIBI (MOXXET OBITh Kak
Oonbiie, Tak U MeHblIe ee). [lo aToMy npusHaky pasnuuaroT aBa ocHOBHbIX THna JHK: A-T-tum ¢
MPEUMYIIECTBEHHBIM COJepKaHueM ajaeHnHa W TumuHa U G-C-TMn ¢ npeumylecTBEHHBIM
CoJIep’KaHUEM T'yaHUHA U IUTO3UHA.

BenuuuHy OTHOIIEHHS COAEpKaHUS CyMMbl 'yaHWHA U LIUTO3WHA K CyMME COJEp KaHUS
aJlcHMHAa ¥ THUMHHA, XapaKTEpU3YIOLIYI0 HYKJICOTHIHBIN coctaB nanHoro Buaa JIHK, npunsito
Ha3bpiBaTh Kod(dunuentom cneruduunoctu. Kaxmas JJHK umeer xapakrtepHbiii kodddUIMEHT
cnenu(UIHOCTH, KOTOPBIH MOXET H3MEHAThCs B mnpexenax ot 0,3 mo 2,8. Ilpm moxcuere
kodd¢umeHTa cnenupUIHOCTH YYUTHIBACTCS cofepxaHue MHUHOPHBIX OCHOBaHM, a Takxke
3aMEHBI OCHOBHBIX OCHOBaHWW WX IMPOHW3BOAHBIMH. Hampumep, npu mojcdere kodduimenra
crnenuduanocty s DJIHK 3apopsimieli mieHuIbl, B KOTOPOH COAEPKUTCS 6% S5-METHUIIMTO3MHA,
[Tocneanuii BXOAUT B CyMMY cojepxaHus ryanuna (22,7%) u uurosusa (16,8%). Cmbica npaBui
Yapradda ms JJHK cran moHATHBIM MOCE YCTAaHOBIICHUS €€ MPOCTPAHCTBEHHON CTPYKTYPHI.

4. JleHarypaiiisi ¥ peHaTUBAIMS HYKJIEHHOBBIX KUCJIOT

= =

34 nm

024 rirny

\ Aecinan cnupant OauHapHBIe Uenu |7

JleHaTypanus U peHaTHBAIUs HYKJICHHOBBIX KHCIIOT

5. JHK-JIHK, JHK-PHK ruGpuauzaius - coeAMHEHHE in Vitro KOMIUIEMEHTapHBIX
OJTHOIICTIOYEYHBIX HYKJICEWHOBBIX KHCJIOT B OJHY MOJEKydy. [Ipu MoiHOW KOMIUIEMEHTapHOCTH
00beIMHEHHE MPOUCXOTUT JIETKO M OBICTPO, a B Cilydae YaCTHUYHOW HEKOMIUIEMEHTAapHOCTU
CIIMSTHUE TIETIOYEK 3aMEeJUISCTCS, YTO MO3BOJISIET OLEHUTh CTETICHh KOMIUIEMEHTapHOCTH. Bo3MoskHa
rubpuamzanus JJHK-/ITHK u JTHK-PHK.

Tema: buocunmes HYKI1eUHOBIX KUCIOM
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1. Buzbl nepeHoca reHeTH4ecKoi nHpopmamuu

MOXXHO OTMETHTh TpHU BapHaHTa II€PEHOCAa TEHETHYeCKOW uHdopMmaly, oOHapyKEHHbIE B
Pa3IMYHBIX OpraHU3Max.

1. IlepeHoc reneTnyeckoil HH(pOpPMALMK B IIpeJiesiaX OAHOTO .KJIacca HYKJIEHHOBBIX KUCIIOT, T. €. OT
JHK x JAHK wmm y Hexotopsix BiHpycoB oTr PHK k PHK, HaswBaercs peniuxayuen winun
camoyBoeHueM. VHoraa Takoil BUJ nepeHoca HaclleACTBEHHOW MH(pOpMalMyu 0Opa3HO Ha3bIBAIOT-
«IIEpEeHOCOM M3 XPaHWJIMILA B XpaHWUIMILE», nojapasyMmenas noxa 3tuMm, uyro JHK (umm PHK y
HEKOTOPBIX BUPYCOB) BBINOJIHACT (DYHKIMIO XpaHUJIMILA FeHEeTHYeCKOW nHpopManuu. Permkanus
IPOMCXOTUT BO BPEMS JCTICHUS KIETOK (B 5-(ha3y MUTOTHYECKOTO IIMKJIA) U PA3MHOKEHHS BUPYCOB,
KOI1a He0OXOIMMO LIEJIMKOM IepeaaTs HHPOPMALMIO OT OJHOI0 OpraHusMa K Jpyromy. Bo3moskHa
peruikanus oTAenbHbIX yaactkoB JIHK, Ha3piBaemas ammmmdukarnueii. "

2. IlepeHoc wuH(poOpMaMu MEXIy pa3HbBIMH KiaccamMu HyKJIenHOBbIX kucioT: JHK—PHK,
Ha3bIBaCTCAd MpaHcKpunyuer WIJIW TEPENucbiBAaHWEM. B oTimuMe OT pelMkKaiuuu IMpu
TPAHCKPUIILMM TIPOUCXOJUT KOIUPOBAaHHWE HE IEJIUMKOM Bcel WHQOpPMaLUKU, 3al0)KEHHOW B
monekyie JJHK, .a Toiapko ee oTnenbHbIX ydyacTKoB. B xone Tpanckpunmuu o0pa3yroTcsi BCE THUIIBI
PHK: rnaBubsie (MPHK, TPHK, pPHK) u munopHBIE.

N3 »srtoro cunenyer, uyro uuctponsl JIHK comepkar uHpOpManuio HE TOJBKO O CTPYKTYpe
nonunenTuaHou uenu, Ho u o crpykrype TPHK, pPHK u munopubix tunos PHK.

, Tpanckpunius ObiBaer npsmas (ot JHK k PHK) u obpatnas (or PHK x JIHK). Brnepssie
oOpartHast TpaHckpunuusi Obuta BbisiBIeHa y PHKoOBBIX omyxone-poaHbIX BUPYCOB (Ha3blBaeMbIX
OHKOpHaBHUpycamu), KoTopble BcrpauBatorcss B JIHK  kierku-xo3simHa nyreM oOpaTHOM
tpanckpunuuu. Yyxeponueid ydactok JJHK — komms Bupycnoit PHK — BbI3bIBaeT omyxoseByro
TpaHcopManmio KieTku. Bo3MOkHO, 0OpaTHas TPaHCKPUIIHA WMEET 3HaYCHHE HE TOJIBKO MpHU
OIlyX0JIEBOW TpaHC(POPMALIMH KJIETOK, HO U IIPU UX HOPMAJIbHOU JKU3HEAEATEIbHOCTH WIH B XOJ€ UX
muddepeHpoBk. B npuHImne odOpaTtHas TPaHCKPUIIIHS BO3MOXKHA MIPU UCIOIB30BAHUH JIFOOOTO
tuna PHK, a ve Tonsko MPHK-

3. Ilepenoc renernyeckoit nupopmaruu ot 'MPHK k Genky, T. e. B mpeaenax pa3HbIX KIJIACCOB
MaKpOMOJIEKYJI, Ha3bIBACTCA mpaHcasayuel Ui nepeBofoM. IIpu TpaHCHAuu NpoucxoauT Kak Obl
nepeBo MH(OPMALIMU C «I3bIKa» HYKJIEHHOBBIX KHCIIOT, UMEIOIIEr0 HYKJIEOTHIHBIN andaBUT, Ha
<«(13BIK» MOJMIIENITUIHOM 1IETTH, B KOTOPOM HMCIOJIb30BaH AMUHOKUCIIOTHBIN angaBut. TpaHcaupyercs
tonbko MPHK. Octansubie Tunbsl PHK sBrsitorcs ToTOBBIMH IIPOAYKTAMH F€HOB, 00pa3yHOIIMMHUCS
npu TpaHckpunuuu. pPHK u TPHK wurpator BcrnomoraTenbHyr0 posib NpU  TPaHCIALMH.
Tpancasus, Mo TEPMOAMHAMUYECKUM M OMOJOTHYECKHM COOOpPaXKEHUSM, MOXKET OBITh TOJIBKO
npsamoit — ot MPHK « Genky. OOpatHas TpaHCIALMS 3arperieHa.

[TonoOHoe HampaBieHue nepeHoca reHernyecko uHpopmamuu ot JIHK uepes PHK k Oenxy
Ha3bIBACTCS YEHMPANbHbIM NOCMYIAMOM_MOJEKYIAPHOU TeHETUKH, KOTOPBIA OblI chopMyTupoBaH
Kpukom. CornacHo eMy He MOKeT ObITh nepeHoca nHpopmanuu ot 6enka k PHK, Ho nonmyckaercs
nepeHoc ot PHK k JIHK. Ecnu Bapyr o6Hapysxutcst nepeHoc unpopmanuuu ot 6enka k PHK, To
MPUJIETCS IEPECMOTPETH BECh (PYHAAMEHT MOJIEKYJISIPHON T€HETHUKH.

WTak, nepBUYHBIMH NPOAYKTAMHU AEHCTBHSI T€HOB SBISAIOTCS BA TUIIA MAKPOMOJIEKYJ. DTO MPEXkIe
Bcero 6enok u Hekotopsle Tunbsl PHK: pPHK, TPHK 1 munopnsie PHK.

Bee Buabl mepenaud TreHETHYECKOW HH(OpPMAlMM OCHOBAaHbl HA MATPUYHOM MeEXaHHU3Me. ITO
03HayaeT, YTo AJA KaXJOro U3 HUX HeoOxoauma maTtpuua. [Ipu pennukanuu MaTpuieil ciyxuT
omHa u3 nened JJUK (unu PHK y BupycoB), nmpu tpanckpunuuu-—ydactok JHK (mpsamas
tpanckpunuusg) unu PHK (oOpatnas tpanckpunuus), a npu TpaHcasuuu - MPHK, 1. e.
MaTpulei MOXeT OBITh TOJBKO HYKJEHHOBAas KHUCIOTA. Marpuia Mo3BoJseT € OOJbIIOoH TOYHOCTHIO
(4TO OYEHb Ba)KHO, MOCKOJILKY p€ub MAET O HACIEACTBEHHBIX CBOMCTBAX) U IKOHOMUYHOCTHIO (UTO
HE MEHee Ba)XKHO) BOCIIPOM3BOJUTH MMEIOLIYIOCS B KJIETKE TEHETHYecKylo HH (popmanuioo. TouHoCTh
KONMPOBAaHMS COOTBETCTBYIOIIEH HYKIEHMHOBOW MAaTPHUIIbl OOECTICUUBACT NPUBUILO KOMNIEMEHMAPHOE
A30TUCTBIX OCHOBAHUM HYKIJIEOTHJIOB, COITIACHO KOTOPOMY MpoucXoaAuT cnapuBanue A c T (unu
¢ ¥ B PHK) u I' ¢ II> bnarogapst 5ToMy mopsiiok 4epe0BaHUs HYKJICOTHIOB B KaXKIOH HOBOM
HOJIMHYKJICOTHTHOM LIEM KOMIIJIEMEHTAPEH MaTpPHIIE.
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[IpencraBum cede, yTo HE OBUTO OBl MATPUYHOTO MEXaHU3Ma NepeHoca nHpopMaluu. B atom ciyuae
naxe st cOOpku, Hampumep, onHoi mnemu crenuduueckont JJHK Oakrtepuun, comepxaiieid 0KoJio
MHIJUTMOHA HYKJI€OTHOB, HY’)KHO MUMETh MOJIMHJUIMOHA BBHICOKO CHEUU(PHUHBIX MOJIEKYT (EepMEHTOB
(m6o kaxmas ¢dochomuddupHas CBA3b MEXKIY PSIJOM  CTOSIIMMH  HYKJICOTHIAMHU B
HOJMHYKJICOTUIHON IEeNU JIOJDKHA 00pa3oBBIBaThCs CTporo creuuduuno). CienoBaTenbHO, KIETKa
JOJKHA UMETh HEBEPOATHO OOJIBIION M30BITOK (PepMEHTOB TOJIBKO AJISI PEIIMKAIIMM, & CaM MPOLECC
ObL1 OBI TPY/ICH U JJHUTENEH, K TOMY € BBICOKast TOYHOCTb €T0 BPsi Jid Obliia ObI BO3MOJKHA.

2. MouiekyJIsipHbI€ OCHOBBI PeIlINKALAA

TeopeTnueckn BO3MOXKHBI HECKOJIbKO BapuaHToB perukanuu JIHK: xoumcepsamusnas, xorma
nouepHss nBoriHas crnmpans JIHK oOpasyercs 6e3 pasaenennustiened pomurensckon JIHK;
noJyKoHcepgamuenas. Npu Kotopor unenu poaurenbckorn JHK pacxondarcs, m Ha KaxIon u3
POIUTENBCKUX IeTell oOpa3yroTcs komiuieMeHTapHble nernu nodepuei JIHK, m oucnepcusnas,
KOTOpasi MpeayCMaTpUBaeT pACIICIUICHUE B HECKOJIBKUX MecTax uemned poaurensckon [IHK u
obOpasoBanue Ha Hell HOBBIX 1eneit JTHK

B 1957t Mecencon u Ctajib yCTaHOBWJIM, YTO B KMBbIX opranusmax perumkanus JJHK npoucxonut
10 TIOJYKOHCEPBAaTUBHOMY MexaHu3My. CHauana OH HpEeACTaBIsUICS MPOCTO: HA PACIUIETAIOLIUXCS
nensx JAHK, koTopsie siBisitoTcst MaTpuniaMu o0pasyroTcs KomiuieMeHTapHble HoBble nenu JJHK.
Hyxneotuasl pu 3TOM BBICTPAUBAIOTCS 110 MAaTPULIE COOTBETCTBEHHO MPaBUITy KOMILIEMEHTApHOCTH,
a «CIIMBAIOTCA», APYr ¢ aApyroM ¢ochoand>PupHBIMIA CBS3IMH C TIOMOIIBIO CIIEIUAIBEHOTO
dbepmenta JHK-nonumepasvi. BrnocneactBun oxaszanock, 4yto JIHK-momumepasza He crocoOHa
HauaTh cuHTe3 HOBOW JIHK m3 cBOOOAHBIX HYKJICOTHIOB, OHA JHIIb CIIOCOOHA YJUIMHATH
MOJIMHYKJICOTUAHYIO Lelb, T. €. JJI1 Hee HY)KHa 3aTpaBka B Hacrosmee Bpems permkanusa JJHK
IIPEJICTABIISIETCS  CJIOKHBIM, MHOTIOCTYIIEHYAThIM IIPOLIECCOM, KOTOPBIM HMEET OTIMYMTEIbHbIC
MIPU3HAKYU Y TPOKAPUOTOB U SYKapHOTOB.

Jns pennukanun JJHK HEoOX0miM psif ycmoBHUu:

1) wanuume  ne3okcHpuOoHyKIeosuarpudocharos  (HATD, aTTD, al'TD u allTD) kak
CTpYKTypHOro MaTepuaiia s coopku HoBbIX neneit J(HK;

2) pacruierenue BoiHol cnupanu JHK;

3) oOpa3oBaHuE 3aTPaBKU;

4) Hanuuue (EPMEHTOB, YJYaCTBYIOUIMX B OOpa3oBaHUU 3aTPaBKU M CHHTE3¢ HOBBIX
novHyKJeoTuHbIX 1ener JJHK.

Mexanusm pemnnkanun  JIHK y npokapmoroB. Kaxnas cragus mporecca perulMKanyy
IPOTEKAaeT C Y4YacCTHEM COOTBETCTBYIOIIUX (QepMeHTOB  Pacniemarowue Oeniku pa3pblBaloOT
BOJIOPOJIHBIE CBA3M MEXAY KOMIUIEMEHTapHbIMM W OCHOBaHMSAMHU aBovHOW cnupanu [IHK. B
pe3ynbTare ABOMHAs CIMpallb PACIUIETaeTCs M PacXOAUTCA Ha OTAeibHbIe Lenu. (BaemmHe 3to
HallOMUHAET PACCTETHMBAHUE  3aCTEXKKU  «MOJIHHS.) Pacrnerennsii yuwacrok  JIHK
HA3BIBACTCS penaukamueHou eunkou. B ero obpasoBanum ydactByeT cpazy o 200 Mosexy:n
pacruieTaroniero'oenka, mo3ToMy Kak/Jasi BETBb PEIUVIMKATUBHOU BUJIKH, HA KOTOPOM IMPOUCXOAUT
Hauasio cuHTe3a HoBoH JIHK, mmeer nporsxkenHocTs 10 2000 HecapeHHBIX OCHOBaHMN. MexaHu3m
JeMcTBUSL pacIuleTaroluX OeNKOB JeTalbHO He u3yueH  Bosmoxkno, s pacruterenust JJHK
ucronb3yercs 3Heprust ATO.

2 «3ampasounaay JHK-3aeucumas PHK-nonumepasa - ocoOwiii  Bapuant PHK-nommmepassr
(0ObIIHO 3TH (hepMEeHThI Y4acTBYIOT B TPAHCKPUMIIMH), KoTopas obpazyer HeOonburyro PHK-
3aTpaBKy («mpaimep»), KOMIUIEMEHTAapHYIO Y4acTKy peruimkaTtuBHO# Buike. Cunte3 PHK-
3aTpaBKd UAET OT KoHIA 5 K KoHIY 3. [lopsimok dyepenoBanusi HykiaeoTuaoBBPHK 3amaércs
PHKwmatpuneii, a cmmBka ux 5—3-dochonudpupHsiMu cBsizsiMu ocymectBisercs PHK-
MOJIMMEPa30il.

3 JIHK-I1onumepaszwvi. I3Bectol Tpu popmer JIHK-monmumepas y mpokapuortos: |, 11 u I11. Bee onn
o0nafaT AByMs BUIAMHU aKTHBHOCTH: MOJHMeEpa3HOW M HykieasHou. [lomnmepasHas cOCTOWUT B
obpazoBanunu pochoaurdupHbIX cBszei 5'--3' MEXITY A€30KCHPUOOHYKICOTHIaMHU, HyKJIea3Hass—B
ruzponnse GochoandIpUpPHBIX CBSII3EH.
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JHK-nonumepasa | pacmemnsser PHK-3arpaBky npu perumikanuu (aerictsyetr kak PHKaza) u Ha
€e MeCTe CHHTE3UpyeT KomIuieMeHTapHbiid ¢parmenT JJHK.

JHK-nonumepaza |l umeer oOdeHb HHU3KYIO0 [IOJIMMEPA3HYI0 AKTUBHOCTb. DYHKIIMS €€ B
pEIUINKAalMY HEU3BECTHA.
JAHK-Tlonmumepaza |l sBasercs OCHOBHBIM ()EPMEHTOM pEIUIMKALWHU, CHUHTE3HpYsS  Ta

pazomenmuxcsa nensx JJHK kommiemenrapubie yuactku HoBON'JIHK BHanpapnenuu 5--3.

4. Pubonyxneasza H. YuactByet B ruaponusze PHK-3arpaBku B xone permmkanuu Hapsaay ¢ JJHK-
nojmmepasou |.

5. AHK-JIucazvr (coemuustomue ¢epmeHTs). OOHApYKEHO HECKOJIBKO (hepMEeHTOB, G yHKIIHA
KOTOPBIX COCTOMT B COCAMHEHUH JPYr C JAPYyroM HOBOCHHTe3upoBaHHBIX ¢parmentoB JIHK. JIHK-
Jlurassr obpasyror dochommdupusie cBsa3u 3'-->-5') ucnomssys HAJ[' B kadecTBe MCTOYHMKA
aZICHUIINIIA.

OO0mas cxema pemnauKalHuU TPEICTABISETCS CleayrommM obpazom (puc. 65). Tlox neiicTBuem
pacruieTaronux 0enkoB o0pasyrorcs cpa3y B Heckonbkuxl &ecrax monekynbl JIHK (kak mpasuio,
Ha BHYTPEHHUX y4acTKaX) peIulMKaTuBHblEe BUIKU. .HauuHaeTcsa pemmkaiusa (MHUIUALUS) C
oopaszoBanusi PHK-3arpaBku ¢ momomnipto PHK-monmmepassr B HampaBienuu S5'-*-3'. Ilocie
3aBepiueHus cuare3a kopotkoil nenu PHK na marpune IHK depment otaensiercs ot JJHK. Jlanee
npoucxomut npucoenuHenue k PHK-3atl paBke nezokcuprbonykineotunoB ¢ mo-moncsia JJH K - 1 on u
mepa 361111 B (“paBnenuit" TT 3T O0Tryerca rubpunnas nens: PHK —IHK- ITpuuem" JJHK-
nonumepasza |1l cuntesupyer kopotkue ¢parmentsl JHK (dpparmenTtst Oxazaku) Ha Apyroi
"poANTENbCKON LENH peIUIMKATUB-TION BUJIKU. MHTepecHo, uro no xony cunteza JAHK-nommepasa
Il MoxeT ucpaBisTH OMIMOKK MPU HEMPaBUJIBHOM CIApUBaHUU HYKJIeOoTUI0B. Eciu mpousoria
omubOKa, TO OJTOT HYKJIECOTHJ TYT K€ OTIIeIUsieTcss (epMeHToM Oiaromapst HyKJIea3HON
AKTUBHOCTH, a MpPHU MPaBWIbHOM CHAPUBAHHKA HOBOTO HYKJICOTHAA MPUCOEAUHSAET €ro K YyKe
umeromemycs ¢pparmenty JJTHK.

PHK-3arpaBka nocne neiictus JJHK-monmumepasst |11 monHocThIO ynanseTcs wim crenuduyeckoit
pubonykieazoit H, unmu JIHK-monumepasoit I. Ha mecre OwiBmieit PHK-3aTpaBku HapammBaeTcs
nens JJHK ¢ momompro JIHK-nonmumepaser 1. Coennnenne cunte3upoBaHHbIX (pparmentoB [JHK
(¢pparmentoB Oka3zaku) k HanpasiaeHUH 3'-"0' npourcxoaut ¢ nomoupto JJHK-nurassr.

TOYHOCTH perMKaIMyU OuYeHb BhICOKA. YacToTa CIOHTAHHBIX OLIMOOK MPHU PETUIMKAIMU COCTABISET
okomo 10~°—10~°. Dro O03HA4yaeT, 4YTO BO3MOJKHO OINHMOOYHOE BKJIIOUEHHUE TOILKO OJHOTO
HYKJICOTH/Ia Ha KaxIbli HOBOCHHTe3upoBaHHbIM ¢parment JIHK, conepxammii 10°—10°
HYKJICOTU/IOB.

Puc. 05. Cxema pernnkanuu JIHK:

Permmukanus JIHK y sykapuor. Permmkanms ITHK B xpoMocomax M MUTOXOHAPUAX IYKapHOTOB
IOPOUCXOJUT TOXE MOJYKOHCEPBAaTHBHBIM CIOcOO0M. IMelT cs HEeKOTOpble OCOOEHHOCTH
perunkanuu  JIHK  sgep w  mutoxoHapuil (WM XJIOpOIUIAacTOB) dykapuoT. B kierkax
MIIEKOIIUTAIONMX OOHapy>keHb!I Te ke pepmenTsl perukanuu JJHK (pacrieraromue 6enxu,. PHK-
nosmmmepasza, JHK-nmomumepassl, pubonykneaza H, [HK-muraser). Opnako 3Tu depMeHTHI
OTJIMYAIOTCS M0 MOJIEKYJSIPHOM CTPYKTYpe M CBOMCTBaM OT (epMeHTOB mpokaproToB. Tak, JIHK-
noJmMepassl sijaep (a ux Toxke oOHapyXEHO TPU — a, B U 'Y) U MUTOXOHJIpUM (y-TUIa) KJIETOK
MJIGKONIUTAIONIMX HE O00JIaaloT HYyKJIea3HOM akTuBHOCThIO. HambGonee axTtuBHa y Hux JIHK-
nosmmMepaza a. OHa, BUAMMO, BBITIOJNHICT Ty e (QYHKIUIO mpu perumkanuu, 9to u JIHK-
nosumepasa | |1 mpokapuoTos.
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Penapanus JIHK. Penapauuto, ninm ucnpapieHre TOBPEXACHHBIX y4acTKoB ojHOM u3 nenei JJHK,
MOKHO paccMaTpuBaTh Kak OrpaHHMYEHHYIO peruinkanuio. Haunbonee usydeH mporecc pernapanuu
npu noBpexaennn uenu JHK ynpTpaduoneToBbIM H3Iyd4eHHUEM, HANpPUMEp, AMHUTEIHATBHBIX
kJeTok Koxu. [Ipu Y@ obnydenun oOpa3yroTcs «CIIUBKM» MEXKAY COCEAHUMH OCTaTKaMU THMHHA
B JIHK. DT numepsl THMHHA yXKe HE MOTYT BBIIOJIHATH (DYHKIIMIO MAaTPUIBI IPU PEIUIMKALIH.

3. MonekyJispHbIE OCHOBBI TPAHCKPUIILIUU

B mpormecce XKu3HEAEATENBHOCTH 3pETON KIETKM TOJIBKO 4YacTh TEHETHMYECKOW U HQopmanu,
3anucanHo B JJHK xpomaruna, peanusyercss npu Tpanckpunuuu B Buae konuii PHK- Yuactku
HEaKTUBHOHM, wumm penpeccupoBannoii, [IHK Bxomar B cocraB TIHOOYISApHBIX HYKICOCOM
XpOMaTHHA, a AaKTUBHOM — B COCTaB MEXKHYKJICOCOMHBIX (ParMEHTOB WIIHM «Pa3BEPHYTHIX»
JIMHENHBIX HYKJIEOCOM.

DJIEMEHTApHYIO €IWHMIYY TPAHCKPHUIIUU Yy IMPOKAPUOTOB M 3YKAPUOTOB, T. ¢. orpe3ok JIHK,
MIOABEPralOIIHUIC TPAHCKPHUIILUHU, IIPUHATO HA3BIBATh MPAHCKpUunmorHom. VIHOT1a TpaHCKPUIITOHBI
MIPOKAPHOTOB HA3BIBAIOT TAKXKE oneporamu. J|nuHa TpaHCKpUNTOHOB KoyeOmercs ot 300 mo 108
HYKJICOTHIOB (TIOCTeaHsst nudpa xapakTepHa ISl BBICIINX 3YKAPHOTOB, Y KOTOPBIX, KaK MPABUIIO,
pa3Mepbl TPAHCKPUIITOHOB HAMHOTO OOJIbIIE, YEM Y IPOKAPHOTOB).

OTtnenbHBIE YYaCTKM TPAHCKPHUIITOHOB HECYT pasHylo QyHKiuio. OpHa Tpynma y4acTKOB
OTHOCUTCS K UH(OPMATUBHBIM, a Ipyras — K HenHpopmaTuBHbIM. K M H popMaTUBHBIM OTHOCSTCS
CTPYKTYPHBIE LUCTPOHBI WJIM T€HBI, HECYIIHEe WHPOPMAIMIO O CTPYKTypE MOJMIENTHIHON IeTH
win Hemarpuunbix PHK (pPHK, TPHK, npyrux nHuskomonexkymsapHbeix cradmibHbix PHK);
HEeHMH()OPMAaTUBHBIE BBITIOIHAIOT ApYyrue (YyHKIMH U HE COJEp)KAaT TeHETUYECKOW WH(OPMAIHH.
Oco0eHHO BenrMKa HeMH(POPMATUBHAS YaCTh TPAHCKPUITOHA Y BBICHIMX 3yKapuoTOB. COBEpIICHHO
HEOXXHJIAHHO OKAa3aJ0Ch, YTO CTPYKTYpHBIE T€HBI B TPAHCKPHUIITOHE MOTYT OBITH JBYX THIIOB:
HENpEPbIBHBIMU M «Pa30pBaHHBIMW», WA MPEPbIBUCTBIMU. HenpupbIBHOCTE T€HOB CUUTAIACh
a0COMIOTHBIM Npu3HAKoM. JleHCTBUTENbHO, TPYAHO OBLIO MPEICTaBUTh, 4YTO, HANpPUMED,
MOJIMIIENTU/IHAS LTI 3alicaHa B COOTBETCTBYIOIIEM LIUCTPOHE HE BCA, a KyCKaMu. TeM He MeHee
BO MHOTHX CTPYKTYPHBIX T'€HaX, OCOOCHHO 3YKAapHOTOB, F€HeTHuYecKass MHpOpMaIys 3amucaHa c
nepepbIiBaMU. YYacTKU B CTPYKTYPHBIX F€HaxX, HECYIHe HH(POPMALINIO, HAa3bIBAIOTCS IK30HUMU.

a HeuHPOpPMaTHBHbIE — uHmpoHamu. BO3MOXHO, WHTPOHBI UIPAIOT JOIOJIHUTEIBHYIO
PETYIATOPHYIO (QYHKIIHUIO AJISt 5K30HOB.

B THK xpomocom oOHapy>keHbl MOJBUKHBIE (PparMEHThI, KOTOPbIE Ha3BaHbl MOOUNLHBIMU 2EHAMU
WIM MpaHcno3oHamu. BBIABIEHO HECKOJIBKO PAa3HOBUJHOCTEH TaKHUX TIE€HOB, OTIMYAFOIIUXCA
HYKJICOTHIHBIM COCTaBOM M [JIMHOM TMOJMHYKJICOTHAHON 1enu. Murpanudi TpaHCIIO30HOB
OOBSICHAIOT MEXaHM3MOM OOpaTHOW TpPaHCKPHUIIMHU, T. €. CHayajga oOpa3yercs TPaHCKPUIIT
MOOWJIBHOTO T€Ha, a 3aTe€M OH MCHOoJb3yeTcs Kak Marpuua il BectpauBanus JHK-konmu B npyrom
ydacTke XpoMocoM. DyHKINS «IIPBIrAlOIIKX» T€HOB €Ie He sicHa. M3BeCTHO, OIHAKO, YTO OHU MOT'YT
BbI3bIBaTh MEPECTPOUKH B T€HOME, U3MEHATh QyHKIMIo Tex ydacTkoB JIHK, psgom ¢ xoTopsiMu
OHM BCTpauMBaIOTCS. B 4YacTHOCTHM, BKJIMHHMBasCh psAoM ¢ oHKoreHoM (yuactkom JIHK,
BBI3BIBAIOIINM EPECTPONKY HOPMAJIbHOM KJIETKH B OIMYXOJIEBYIO), MOOMJIbHBIE T€Hbl aKTUBUPYIOT
uX (YHKIMIO,-4TO MOXET NPUBECTH K OIMYXOJIEBOMY MEpEepOXICHHI0O TKaHHU. Bmecte ¢ Tem
MOOWJIbHBIE TEHbI, Y4acTBYsl B IEpPECTpOMKE OTAEIbHBIX (parMeHTOB XPOMOCOM, BIHSIIOT Ha
U3MEHYHUBOCTb OPIrAHU3MOB U UX 3BOJIIOLMUIO.

Cxema (QYHKIMOHAIbHOM OpraHM3allud TPAHCKPUIITOHA y MPOKAPUOTOB U  3YKapHUOTOB
npefcTaBIeHa Ha puc. 66. HauanbHbI ydacTOK TPAaHCKPUNTOHA, C KOTOPOTO HayUMHAETCA
TPaHCKPUIILIUS, Ha3bIBaeTcsa npomomop. K HeMy mpucoenuHSIOTCS Oesku, oOJeryaroniye Havajio
TpaHCKpHunuuu, ¥ ¢epmenT Tpanckpunuuu PHK-nomumepaza. Onepamop — ywacrox JHK,
CBSI3BIBAIOIININ OCJIKH-PEryNIATOPhl TPAHCKPUIIIUHU. TakuM OeNKOM-PEryasiTOpOM TPAaHCKPUIINH Y
IIPOKapHUOTOB SABIIAECTCS penpeccop.

VY 2yKapuoTOB MOCIE IPOMOTOPA HAXOAMWTCS YYAaCTOK TPAHCKPUIITOHA, KOTOPBIA HAa3bIBAKOT
akyenmopHou WM ynpaeéifioujel 30HOW. C HeHW B3aUMOACUCTBYIOT pa3iIMUHBIE PETYJSATOPSI,
BIUSIONIME Ha TpaHCKpumuio. B akmenrophoit 3oHe mmeercs (parment JIHK (ero HazpBaror
YCHIIUTEIb WM «IHXaHCEP»), KOTOPbINA obnerdyaeT TpaHckpunuuio ¢ yuactuemM PHK-nonumepass.
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K oneparopy, nnu akuenTopHoi 30He, IPUMBIKAIOT CTPYKTYPHbIE LIUCTPOHBI, WIIM T€HBI, COAEPKaIINe
nepeMellaroIuecs y4acTKd HUTPOHOB M DK30HOB. B 0OJHOM TpaliCKpunTOHE MOXET ObIThb OJUH,
CTPYKTYpHBI IIMCTPOH (MOHOLIMCTPOHHBIM TPAHCKPUIITOH) WIM HECKOJIBKO (IOIMLMCTPOHHBIN
TPAaHCKPUNTOH). B KOHIIE TpaHCKPUNTOHA HMEETCs IOCIEeJOBATENbHOCTh HYKJICOTHAOB, KOTOpas
SBJISIETCSA CBOETO pOJa CHTHAIOM 00 OKOHYaHUM TpaHCKpunumu, — mepmunamop. PHK;
o0pazyromascs Npu TPAHCKPHUIILIMU, HA3bIBACTCS mpaHckpunmom. TpaHCKPUNT — KOMIUIEMEHTapHas
KOIHS TPAHCKPUIITOHA OT IPOMOTOPA /10 TEPMUHATOPA.

JUI TpaHCKPUTIIIU KM HEOOXOMMBI OIIPEI€TICHHBIE YCIOBHUSA:

1) yuacrok JIHK, mnomiexammii TpaHCKPUNIUH, JODKEH OBITh pacIuieTeH Ui 0Opa3oBaHUU
OJHOIIeTIOueYHOM MaTpuIlbl (Tojpko oxHa nenb JHK cinyxut matpumeit npu cuutesze» PHK;
ecin Obl 00e mern JIHK ogHOBpeMEHHO HCIONB30BANKMCh B KauecTBE' MATPHUIIBI, TO Ha OJHOM
TPAHCKPHUIITOHE CHHTe3upoBanuck Obl aABe KoMmmuemeHTapHble PHK, Hecymume undopmarmro s
JIBYX pa3HbIX OCJIKOB);

2) nammuue pubonykicozuarpapocdaroB (ATD, 'TD, VTD, [T D) mist cuaTezaPHK;

3) Hammuue ClIeLMaIbHBIX (epmeHTOB TPAHCKPUIILUU JAHK-3aBucumeix  ,,-PHK-
nonumepas, cutesupyromux PHK nomarpune AHK.

Mexanusm Ttpanckpunuuu JIHK. Tpanckpunuus umeer Tpu (asbl: HHULHMALUIO, DJIOHTALUIO U
TEpPMMHALIMIO, T. €. HAYaJlo, IPOJOJKEHUE U OKOHYaHue cuHTe3a PHK.

NWuHnnumanguu TpaHCKPUNILHUHU Ipoucxomut Beeactsue npucoequHeHus JJHK-3aBucumoit
PHK-nonaumepassl K NpoMOTOpYy, OOJIafalolieMy BBICOKMM CPOJICTBOM K 3TOMY (EpPMEHTY.
ITpomoTop — craproBas Touka TpaHckpunuuu. PHK-nonmnmepaza upokapuoToB COCTOUT W3 IATH
pasHbIX cyObenuHHL. YeTblpe U3 HUX 00pa3yroT arperar, Ha3blBaeMblil kop-gpepmenmom (OT nat.
cor — cepjIe, CepAleBUHA), KaTATH3UPYIOMUi oOpasoBanue (GochoandGUpPHBIX CBSI3EH MEXKITY
Hykineoruaamu B PHK. Ilaras cyobenuumna, Ha3piBaeMast a-(hakToOpoM MIIH 0-CyObEMHULIEH, JIETKO
oTAensieTcss OT Kop-¢epMeHTa. OJTa 0-CyObeAMHHUIIA Kak OBl BBIOMpPAET CTapTOBYIO TOUYKY
TPAHCKPUIILIMK, CBA3BIBAsACH C MNPOMOTOpPOM. 3areM .K 0-(pakTopy, BbIOpaBIIEMYy MeCTO
TPaHCKPUIILIUU, IPUCOEAUHSIETCS KOp-(hepMeHT U HauWHaeT TpaHCKpuniuio. HescHo, 4To BbI3bIBaeT
pazbeuHenue nBoiHo# cnupamu JJHK B Mecte TpaHckpunuuu. Bo3zMoxxHO, 3Ty QYHKIHMIO TOXKeE
BeimosiHsier PHK-monmumepasza, a MoxeT ObITh, €CTh CleHAIbHBIA O€OK (THUIla pacIjIeTaloIIero,
KaK [PH PeIUTUKALIUN ).

VY sykapuoton umeercsi Tpu PHK-nmonmumepassrt: I, 11 u 111, D10 6enku, cocrosimme u3 HECKOJIBKUX
CyObeIMHHIl M OTJIMYaroluecs Jpyr OT jApyra mno creuupuyHocTH TpaHckpunuuu. PHK-
[Tonmumepasa | orBercTBenHa 3a Tpanckpunimio reHoB pPHK, PHK-nonmmepasa Il - 3a TPHK u 55
pPHK, a PHK-momumepaza Il yudactByer B cuHTeze mnpenmecrBeHHuka MPHK. OueBnino,
CTpyKTypa Tpex pasHbix TunoB PHK-nmomumepas sykapuoToB mpeaycMaTpuBaeT crielupuyecKuit
BBIOOp TPAaHCKPUNTOHOB, cojaepxaummx uHpopmanuio o crpykrype pPHK, TPHK wu
MOJIMIIENTHUTHOM LETIH.

PHK-Ilonumepasel HapaluBarT LENb BCETJa TOJBKO B HANpaBiIeHUH 5'-»-3'. mo3Tomy S5'-KOHEIll
coaepxkut Bcerna tpudocdar (p~b~p—), a 3' — cBobonupiii OH. Haumnaercs cuHTe3 BCex
neneit PHK 6o o dddA, mudo ¢ oI, koToprie crierupuyecku CrnapuBarOTCsS CO CTapTOBBIMU
OCHOBaHUSIMU Pa3HBIX TPAHCKPHII TOHOB.

OnoHramusgs TPAHCKPHUNLUUHU MNpoUCXomuT npu ckoinmkennn PHK momimepassr  Bronb
Marpuel  JIHK.  Kaxngpni — cremyrommii HYKJICOTHJI  CIIapUBAETCS C KOMIUIEMEHTAPHBIM
ocHoBanueM B JIHK-marpune, a PHK-mommmepasa «ckpemnser» ero c¢ pacrymei nensto PHK
dbochoamdGupHbIME CBsI3sIMU. CKOPOCTH AJIOHTAIIMN COCTaBsieT mpuMepHo 40—50 HYKICOTHIOB B
CEKYHIY.

TepMunanus TpaHCKpUIDOUHU npoucxomur rmocine joctikeHnn PHK-nommmepason
HYKJIEOTUIHbIX nocnenoBarensHocTel JHK, saBusronmxcs cron-curnanamu. CUNTAIOT, 4YTO TaKUMU
CTOIN-CUTHAJIAMU B TPAHCKPUIITOHE MOTYT ObITh MONU(A) MOCIeI0BaTEIbHOCTH, IMOCKOJIBKY B
TpaHCKpunTax Ha  3'-KoHIEe  OOHApy>KUBAIOTCA  KOMIUIEeMEHTapHble uM  nomud (YY)
NIOCJIEZIOBATENIbHOCTH. Bplenen M crnenuanbHblil (akTop TepMHHAMM — p-(pakTop, KOTOPBIH
sBisiercst 6enkoM. OH 0OpBIBAaET TPAHCKPHUIIIHNIO, KAKUM-TO 00pa30M B3aUMOJICHCTBYS ¢ TEPMHHHU-
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PYIOLIMMHU  TIOCJIENOBATENLHOCTAMU TpaHCKpunToHa. briaromaps tepmunaropam nenu PHK
00pa3yIoTCs TOJIBKO OIPEICIIEHHON JJTHBI.

[To mepe TOro Kak TpaHCKPHUIILMS MOAXOIUT K KOHIY, cuHtesupoBanHass PHK oraenserca or JIHK.
[lepBuunble mnpoxykTbl TpaHckpunuuy, T. €. PHK, sBusgtorcs mnomHeiMu komusimMu (B
KOMILJIEMEHTapHOM H300pakeHnn) TpanckpuntoHoB JHK. A 3HauuT, B HOBOCHHTE3HMPOBAHHOM
PHK wumerorcs uH@opmaTuBHble M HeMH(pOpMaTuBHblE y4acTku. lIpuueM HeumHpopMaTHUBHBIE
y4YaCTKH, Hecylue onpezeneHnsie Gpynkuun B Tpanckpuntone JJHK, oueBuano, He HyxHBI B PHK
U SIBIISIIOTCSA CBOE€OOpPA3HbIMU M3JiepKKaMu TpaHckpunuuu. Jla u nepenecensl onn B PHK noromy,
YTO MPOIIECC TPAHCKPHUIIIIMH HEIIPEPBIBEH, a «BBIOOPOYHOE)» KOTIMPOBAHUE TOJIBKO MHPOPMATUBHBIX
(CTPYKTYPHBIX) YY4aCTKOB TPAHCKPUITOHOB BPsJI JIM BO3MOXHO. [IepBUUHBIE TPaHCKPUNTHI HYKHO
0CBOOOJHTH OT HEMH(OPMATUBHOTO I'Py3a M OCTABUTH TOJIBKO HH(POPMATHBHYIO 4acTh Mosiekya PHK

[TpouieccrHr BKIIOYAET TPU ONEpaLUu:

1) BbIpe3anue HeMH()OPMATUBHBIX Y4acTKOB U3 npe-PHK;

2) cpammBanie HHPOPMATUBHBIX YYAaCTKOB «Pa30pPBAHHBIX» TEHOB — CHIAUCUHS; .

3) moaudukanus 5'- u 3'-koH1eBbIX yyacTkoB PHK.

Ipoueccunr npe-MPHK- Bripe3anne nennpopmariBHbIx ydactkoB npe-MPHK ocymecTusercs ¢
MOMOIIbI0 pUOOHYKJI€a3 (9K30- W JHIOHYKIea3) . OHu ruapo-nu3yoT (ocdoanddupHbie CBS3H,
Ha4YMHas ¢ 5'-KoHIa, 1 ocTaBIstOT oT ipe-MPHK eHeobxoaumyto yacts rorooit MPHK. Ecnu mpe-
MPHK mnomydeHa ¢ TpaHCKpUIITOHA, COAEPKALIEr0 pa3opBaHHbIEC TEHbI, TO INPOUCXOAUT BBIPE3aHUE
HHUTPOHOB (Y4aCTKOB, HE HECYIIMX MH(POpPMAaIlMN), HaXOIAIMXCsA BO BHyTpeHHer yact npe-MPHK.
OcraBmmecs 5K30HBI CPAaIlMBAIOTCS B €IUHYIO LENb ¢ nomomplo cnenuanbHbix PHK-nuras. B
pe3yabrare BOCCTaHABIMBAETCS, YK€ MOCJE TPAHCKPUIILUHU, HETIPEPBIBHOCTh T'€HOB, KOJIUPYIOIINX
nojunentuanele nenu. J[lamee 3mech ke B sAApe MPOUCXOAUT Moxudukamms 5'- U 3'-KOHLOB
o6pazosasmeiics MPHK. K 5'-xommy MPHK mnpucoeamnsiercss OJMTOHYKICOTHA, KOTOPBINA
Ha3bIBACTCSl «KOJIAYKOM» WU «KITIOM». DTOT «KOJIIAYOK» COCTOMT, KaK MPABUWIIO, U3 IBYX UJIH TPEX
METHJIMPOBAHHBIX HYKJIEOTH/I0B; KOHIIEBHIM HYKJICOTUAOM SIBISIETCS /-METHJI-TYaHO3UH, KOTOPBIH
coenuHeH c¢ ocranpHoii MPHK we 3'-"3', a 5->-5' docho-audrdupHoii cBsa3plo. 10T
METHJIMPOBAHHBIN «koimavdoky 3ammuiaetr MPHK ot. pa3pymenus 3'-3x30HyKieazamu.

K 3'-konny MPHK y »sykapuor mnpucoequHsieTcss NONMAaAEHWIOBbIH (parmenT-momn (A),
cocrosuii mpuMepHo u3 200 HykneotunoB. IlpucoenuHeHHE OCYIIECTBISETCS C  MTOMOIIBIO
nonu(A)-nonumepasvl. 1ot nomu (A) -¢pparMeHT, OYEBHIHO, HE0OXoauM A TpaHcnopra MPHK
U3 A7pa B LIUTOIJIa3MY.

IIpoueccunr mpe-pPHK- Ilpe-pPHK oOpa3syercst B sapsliike, rjae HaXOIATCS TPAHCKPUITOHBI
pPHK. B JHK snpeimka renst 183 u 285 pPHK BXoasaT B OMH TPaHCKPUIITOH, IJIE PACHOIOKEHbBI
TaHJEeMaMu, T. €. onapHo Apyr 3a apyrom. B npe-pPHK ux pacnonoxxenue takoe xe. Pazmepsl
npe-pPHK nocrurator 455 (monexymnspuas macca mopsinka 4 — 5- 106). B xonme nporueecunra
octaercs 4yTh Oosbiue nonoBuHsl npe-pPHK u ocBoboxaatorcs 3pensie 185 u 285 pPHK. Yacts
nykieotunioB pPHK, moasepraercs monudukaimm, KOTopas COCTOMT B METHJIMPOBAHHK OCHOBAHHH.
Peakuus ocymiectBisiercst memunepauc ¢epazavu. B pom ToOHOpa METWIBHBIX TPYTI BBICTYMAET S-
anenozunMmetuonuH. 3penvie pPHK coenunsitores B siape ¢ Genkamu puOOCOM, MOCTYHAOMIMX
CIOZIa U3 IUTOIUIA3MBbI, U 00pa3yloT MAIyI0 M OOJIBIIYIO0 CyOYacTUIBI PUOOCOM.

IIpoueccunr npe-TPHK- [Ipe-TPHK o6pa3yercs B pazubix mecrax JIHK xpomocoM u comepskur
w3k npumepHo B 40 HykieotunoB mo cpaBHeHHIo co 3penoil TPHK. Ilpm mpoueccunre
puOOHYyKJI€a3aMH YAANSIOTCS M3JMIIKM HYKJICOTHUIOB, a 3aTeéM MPOUCXOIUT METUIMPOBaHUE
ocHopanuii TPHK. Ortor mnponecc ananormuen MetuampoBanuto pPHK. MerwmmpoBanue
npensitctByeT pazpymeHuto TPHK nykneazamu. OxonuarensHo 3penas TPHK o6pa3syercs nmyrem
NPUCOETUHEHU S creln(pHUecKoi TpOHKN HYKICOTHIOB (akuenTopHoro koHna) — LA, koTo-poc
ocylecTBisieTcs cnenuanibHoii PHK-nmonumepasoi.

Tpancnopr 3peasix PHK wu3 sigpa B nuromnasmy. B orinnume oT ImpoKapHOT y 3YKapHOTOB
uMeercs siepHas MeMOpaHa, depe3 KoTopyro Heooxoanmo noctaButh rotoBeie PHK B nuronnasmy,
rae npoucxoaut cuHres Oenka. Bee 3pensie PHK TpancmoptupyroTcs u3 siapa B LUTOIIa3My B
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KOMIUIEKCE ¢ OENKOM, KOTOPBIM JOIMOJHUTENBHO 3alIMINAET WX OT Pa3pyIlICHHUS U CIOCOOCTBYET
IIEPEHOCY.

buocunres 0eska

1. 'eHeTHYeCKHi KO U ero OMOIOTUYECKHE CBOMCTBA

Heo0xoqumMocTh KOAMPOBAHUSI CTPYKTYpbl O€IKOB B JIMHEWHOH IHOCIE10BaTEIbHOCTU
Hykiieoru1oB MPHK u JIHK npoaukroBana TeM, 4TO B X0J€ TPAHCIIALMMU:

*HET COOTBETCTBUSA MEXKIy 4YHCIOM MOHOMepoB B Marpuue MPHK wu mponykre -
CHHTE3UpPYEeMOM OelIKe;

*OTCYTCTBYET CTPYKTYPHOE CX0/cTBO Mexy MoHoMepamu PHK u Oenka.

OTO MCKIIOYAeT KOMIUIEMEHTAPHOE B3aWMOJCHCTBHE MEXKIY MaTpULIEH U IMPOIYKTOM -
MIPUHIIMII, TI0 KOTOpOMY ocyuiecTBisgeTcss noctpoenre HoBbix Mojekyn JHK u PHK B xone
peIIuKaluy U TPAaHCKPUIILUH.

Orcroga CTaHOBUTCA SCHBIM, UYTO JOJDKEH CYLIECTBOBATh «CJIOBapb», IO3BOJISIIOLIMM
BBISICHUTB, Kakas IOciefoBaTenbHOCTh HykiaeoTu10B MPHK obecnieunBaer BkitoueHue B O€lOK
AMHMHOKMUCJIOT B 3aJJaHHOM IIOCJIEOBAaTEIbHOCTU. OTOT «CJIOBapby» MOJYy4YWJI Ha3BaHUE
IFeHETUYECKOro, OMOJIOTHYECKOI0, HYKJICOTUIHOIO, UM aMUHOKUCIOTHOrO Koaa. OH M03BOJIET
mmdpoBaTh AMHUHOKHCIIOTBHI, BXOSIIME B COCTaB OENKOB, C TIOMOINBIO OIpeaeaEéHHOM
nocienoatenbHocTd HykineotuaoB B JIHK u MPHK. Jlns Hero xapakTepHbl omnpenenéHHbIE
CBOMCTBA.

Tpunnentocts. OJHUM K3 OCHOBHBIX BOIIPOCOB IPU BBIACHEHHWU CBOWCTB KoAa ObLI
BOIIPOC O YHCJIE HYKJICOTHUIOB, KOTOPOE IOJDKHO OINPENENATh BKIOYCHHE B OCIOK OJHOU
aMUHOKHCIIOTHI. Cpa3y ObLIIO MOHSATHO, YTO 3TO YUCJIO HE MOXET ObITh paBHbIM 1 uau 2, Tak
Kak B O3TOM CJly4yae KOJMYECTBO KOJUPYIOIIMUX D3JIEMEHTOB OyJIeT HEJOCTaTOYHBIM JUIf
mudpoBanus 20 aMUHOKMCIIOT B Oenkax. Yncno KOJUPYIOIUX HOCIe10BaTeIbHOCTEH U3 YeThIpEX
HYKJICOTHJIOB 110 TPHU PAaBHO 43=64, uto Goee YeM B 3 pasa peBbIIAET MUHUMAJIBHOE KOJIMYECTBO,
KOTOpO€ HeoO0XOoauMo s KonupoBaHus 20 aMUHOKMCIOT. B nmanpHeimem Obulo yCTaHOBJIEHO,
YTO KOJMPYIOUIMMHU 3JEMEHTaMH B IIUQPOBAHUM aMHHOKHUCIOTHOM IOCIIEI0BaTEIbHOCTH
JENCTBUTENBHO SIBISIOTCA TPOMKHM HYKJIEOTHIOB, WU TPUIUIETHI, KOTOPHIE MOJIYYWIN Ha3BaHHE
«KOJIOHBI».

Cwmbicn komoHOB. M3 64 KOIOHOB, BKJIIOYEHHE AMHHOKHUCIOT B CHHTE3UPYIOUIYIOCS
HOJUINENTHARYIO Lenb mudpyer 61 tpuruiet, a 3 ocranbHbix — UAA, UAG, UGA He koaupyroT
BKJIIOUEHHE B OEJIOK aMHUHOKHCJIOT M MEpBOHAYaJIbHO OBbUIM Ha3BaHbl O0E€CCMBICICHHBIMH, WU
HOHCEHC-KOJoHaMu. OpHako B JajbHeillieM ObIJIO MOKa3aHO, YTO 3TH TPUILIETHI
CUTHAJIU3UPYIOT O 3aBEPILICHUH TPAHCIALMH, U TO3TOMY UX CTaJId Ha3blBaThb TEPMUHUPYIOLUIUMHU,
WJIH CTON-KOJOHAMH.

Kononsr MPHK u Tpumiersr Hykneotunos B koaupyromeit Huti JJHK ¢ HanpaBiennem ot
5' k 3'-KOHIly HMEIT OJWHAKOBYK IIOCJIEAOBATEIBHOCTh a30TUCTBIX OCHOBAHUM, 3a
uckiouenrem toro, yto B JJHK Bmecto ypauuna (U), xapaktepnoro mais MPHK. ctout tumun

(T).

Cnemunduynocts. KaxmomMy KOIOHY COOTBETCTBYET TOJBKO OJHA OMNpeaenéHHas
aMHUHOKHUCIIOTA. B 5TOM CMBICIIE TEHETUYECKUN KO CTPOTrO OJTHO3HAUYEH.

Beipoxnernocts. B MPHK n JIHK umeer cmbicn 61 Tpumer, Kaxabli U3 KOTOPBIX
KOAMPYeT BKIIOUeHHe B Oenok onxHoW u3 20 amuHOkucaOT. M3 sToro cuemyer, 4ro B
MH(OPMAIMOHHBIX MOJIEKYJIaX BKJIIOUEHHE B O€JI0K OJHON U TOM e aMUHOKHCIIOTHI OIPENESIOT
HECKOJIbKO ~ KOJIOHOB. OJTO  CBOMCTBO  OHMOJIOTUYECKOTO KOJa MOJIYYMJIO  Ha3BaHUE
BBIPOXKJEHHOCTH.

VY 4yenoBeka OAHUM KOJOHOM 3amIM(pOBaHbl TOJIBKO 2 aMHUHOKUCIOTH — Met u Tpu,
torga kak Jleir, Cep u Apr — mecTbio KogoHamu, a Ana, Ban, ['mu, Ilpo, Tpe — 4erbipbMms
Ko/ioHaMu (Tabi. 4-4).

N30BITOYHOCTD KOAMPYIOMIUX TOCIIEI0BATEILHOCTEH — IICHHEHIIee CBOMCTBO KOJa, Tak
Kak OHa TIOBBIIIAET YCTOHYMBOCTH HWH(POPMALMOHHOTO TMOTOKa K HEOJIaronpusTHBIM
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BO3JCUCTBUSAM BHELIHEM M BHYTpeHHEW cpensl. [Ipu ompeneneHun npupoibl aMHUHOKHCIIOTHI,
KOTOpasi JOJKHA ObITh BKJIIOYEHAa B O€JOK, TPETUM HYKJIEOTHJ B KOJOHE HE HMEET CTOJb
BA)XXHOT'O 3HA4Y€HMs, KaK nepseie ABa. Kak BugHO 13 1adn. 4-4, 1is MHOTUX aMUHOKUCIIOT 3aMeHa
HYKJIEOTH/Ia B TPEThEH MO3ULIUU KO-IOHA HE CKa3bIBAETCS HA €r0 CMBICIIE.

JluneitHocTh 3anmucu mHpopmanuu. B xone tpancisiuu komoHbl MPHK «uurtarmoTes» ¢
(bUKCUPOBAHHOM CTapTOBOM TOYKM TMOCIEAOBAaTEIbHO M HE TMepeKkphiBaloTcs. B 3ammcu
UH(POPMAIIMK OTCYTCTBYIOT CHUTHAJbl, YKa3bIBAIOIIME HA KOHEN OJHOTO KOJOHA W Hadalo
CIEYIOIIETO.

YHuBepcanbHOCTh. Jl0 HEaBHETO BPEMEHH CUMTANIOCh, YTO KO aOCOJIIOTHO YHUBEPCAJICH,
T.. CMBICI KOJIOBBIX CJIOB OJMHAKOB JJIsi BCEX H3YYEHHBIX OpPraHU3MOB: BUPYCOB, OaKTEpHii,
pacTeHul, 36eMHOBOJHBIX, MJIEKOIIUTAIOIINX, BKJIIOYas yeaoBeka. OIHaKo M03JHEE CTaJIO U3BECTHO
OJIHO MCKJIFOUYEHHE, OKa3aloch, 4To MUTOXOHIpuasibHas MPHK conepxut 4 Tpuruiera, umerommx
apyroe 3Haduenue, yeM B MPHK snepnoro mnpoucxoxnenus. Tak, 8 MPHK muToxonnpui
tpurier UGA xomupyet Tpu, AUA — Met. a AGA u AGG npounTHIBalOTCS KaK JIOMOJHUTEIb-
HBIE CTON-KOJIOHBI.

KonuneapHocTh reHa u npoaykTa. ¥ IpoKapuoTOB 0OHAPY>KEHO JIMHEIHOE COOTBETCTBUE
[IOCJIEA0BATEIbHOCTH KOJJOHOB TI'€HAa U TIOCJIEI0BATEIbHOCTH AMHUHOKHUCIOT B OEIKOBOM
NPOAYKTE, WM, KaK TOBOPST, CYHIECTBYET KOJMHEAPHOCTh I'€HAa M NPOAYKTAa. Y 3YKapuOTOB
IIOCJIEOBATEIIBHOCTH OCHOBAHUM B I'€HE, KOJUHEAPHBIE AMUHOKHUCIOTHOM IOCIEN0BaTEIBHOCTH
B Oenke, mpepbIBalOTCs MUHTpoHaMU. [10ATOMYy B SyKapHOTHYECKHUX KJIETKAaX aMUHOKHCJIOTHAs
[IOCJIEA0BAaTENbHOCTh O€lKa KOJIMHEapHa IOCIIEI0BATEIbHOCTH 3K30HOB B T'€HE WIM 3pEson
MPHK nociie nocTTpaHCKpUNIMOHHOTO y1aJIeHUsI UHTPOHOB.

Ilep |BTopoe ocHoBanue
U C A G
UUU ®en UCU Cep UAU Tup UGU [uc
U UUC Oen UCC Cep UAC Tup UGC Iuc
UUA Jleit UCA Cep UAA* UGA*
UUGJIeit UCG Cep UAG* UGG Tpu
CUU Jleit CCU Ilpo CAU T'uc CGU Apr
C CUC Jleut CCC IIpo CAC I'mc CGC Apr
CUA Jleit CCA Ilpo CAA T CGA Apr
CUG Jleit CCG Ilpo CAG I'mu CGG Apr
AUU Urne ACU Tpe AAU AcH AGU Cep
A AUC Uine ACC Tpe AAC AcH AGC Cep
AUA Met ACA Tpe AAA Jlu3 AGA Apr
AUG Met ACG Tpe AAG JIuz | AGG Apr
GUU Ban GCU Ana GAU Acn GGU I'mn
G GUC Bau GCC Ana GAC Acn GGC I'mu
GUA Bau GCA Ana GAA I'ny GGA I'mu
GUG Bau GCG Ana GAG I'ny GGG I'm

2. Craguu OnocuHTE3a OEelIKa

CunTte3 Oenka MpeaCTaBIsSeT COOOW IUKIMYECKHH MHOT'OCTYIEHYAThId 3HEPro3aBUCHMBIHA
Ipouecc, B  KOTOPOM  CBOOOJHBIE AMUHOKHCIOTHI  MOJMMEpPU3YETCSI B  T'€HETUYECKHU
JIETEPMUHHAPOBAHHYIO IOCIIEI0BATEIbHOCTh ¢ 00pa3zoBaHueM HoaunenTtuaoB. Cucrema OeIKOBOrO
CHUHTE3a, TOYHEE CHCTEMa TPAHCIALMU, KOTOpas HCHOJb3yeT T'E€HETHYECKYl0 HH(OpPMAIHNIO,
TpanckpuOupoBanuyto B MPHK, s cunTe3a monunenTuaHON Henu ¢ ONpeAeeHHON MepBUYHON
CTPYKTYpoii, BKiIt04aeT okosio 200 TUIIOB MakpoMoOJIeKyJl — O€JIKOB M HYKJIEMHOBBIX KucioT. Cpeau
HuX okoj0 100 MakpoMoJIeKyJl, y4acTBYIOIUX B aKTUBUPOBAHUM aMUHOKHUCIIOT U UX IIEPEHOCE HA
pubocomebl, 6ostee 60 Makpomoliekys, Bxomsanmux B coctaB 70S wmm 80S pubocom, u okomo 10S
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MaKpOMOJIEKYJ, TPUHUMAIOIIUX HETIOCPEJACTBEHHOE yJacTHe B cUCTeMe TpaHcisuu. He pazoupas
OpUPOAY JAPYTrUX BaXHBIX JUIsI CHHTe3a (AaKTOPOB, PACCMOTPUM IOAPOOHO MEXaHU3M
UH/IMBUYAIBHBIX TyTeH CHHTE3a OCJIKOBOM MOJEKYJIbl B HCKYCCTBEHHOW CHHTE3UPYIOIIEH
cucreme. [Ipexxae Bcero mpu MOMOIIM HM30TOIHOIO METO/AA OBLIO BBIACHEHO, YTO CHHTE3 Oeika
HaunHaeTcs ¢ N-koH1a u 3aBepinaeTcsi C-KOHIIOM.

benkoBbIil cUHTE3, WK MPOLIECC TPAHCISLUU, MOXKET OBbITh YCJIOBHO Pa3/ieieH Ha 2 CTaJuu:
AKTUBUPOBAHHE aMHHOKHUCIIOT U COOCTBEHHO MPOIIECC TPAHCISIIH.

Bropoii sTan MaTpuyHOro cuHTe3a Oelika, COOCTBEHHO TPAaHCIALMIO, MPOTEKAOLIEH B
pubdocoMe, yCI0BHO AEIAT Ha TPU 3Talla: MHULUALMY, YJIOHTallii U TEPMUHALIUH.

HeoOxonuMmpIM ycioBUeM cuHTe3a Oellka, KOTOpPbIi B KOHEYHOM CYETE CBOJMUTCA K
HOJIMMEPU3ALMM aMUHOKHUCIIOT, SIBJISIETCSl HAJIMYUEM B CUCTEME HE CBOOOJHBIX, @ TaK HA3bIBAEMBIX
AKTUBUPOBAHHBIX AaMUHOKHMCIIOT, pAaclojararmliuX CBOMM BHYTPEHHHMM 3allacOM JHEPIHUU.
AKTHBaIUs CBOOOJHBIX AMUHOKCHIIOT OCYIIECTBISICTCS MPH MOMOIIMU CIEIU(PHIECKUX (HEPMEHTOB

amuHoarui - TPHK-cunrteras B npucyrcrsun AT®. DTOT nmpoiiecc mpoTeKaeT B 2 CTaAuu:
ATd PP,

| R—CH—COOH \ R—CH—CO ~ 0—aAM®

| l
NH2 —4 "'1—42

Avunoaumn-TPHK :

cuMTa2a AmuHoaumnageHunar
I R—(IZH—-CO'VO——x-,m + TPHK R=CH—CO~TPHK + AM®
|
AmuHoaunnanesunar Anunoaumn-TPHK

O06e craguu KaTaaU3UpPYHOTCs OJHUM M TeM ke gepmentoMm. Ha I craguu amuHOKuHCIIOTa
BcTrymaer B peakimuio ¢ AT®, mpm sTtom ocBoOokmaercs mmpo-pochar u obpasyercs
IIPOMEXYTOUHBIM MIPOAYKT, KOTOphIK Ha Il cranun pearupyer ¢ coorserctBytoniei 3'-OH-TPHK, B
pe3yabTate yero oopazyercs amunoarmi-TPHK (aa-TPHK) u ocBo6oxxnaercs AMO®.

3. AnantopHas dynkuus T-PHK

TiarenbHbIN aHAIU3 HYKIECOTUIHOW nocaenoBaTesibHOCTH pasHelx TPHK mokasai, uto Bce
OHHU COJEp)KaT OJMHAKOBBIN S5'-KOoHIEBOW HyKieoTun — ['M® — co cBobomHo# 5'-docdaTHoit
rpynmnoil. AnanropHas ¢ysakus monekyn TPHK 3axitouaercss B CBS3bIBAHUU KaXKA0H MOJEKYIIbI
TPHK co cBoeli cnenuduueckoir amMuHOKHCIOTOM. OJIHAKO, MOCKOJIBKY MEXIYy HYKJIEHHOBOU
KUCIOTOH W cnenuduyeckol (YHKIMOHAIBHOW TpYyNION aMHHOKHCIOT HET COOTBETCTBUS U
cpoicTBa, ATy (GYHKIHMIO y3HaBaHUs, TouHee, nocpeanuka mexay TPHK wu ammunHOkucinoToi,
JIOJDKHA BBIMOJHATE OesikoBas Mojiekyna ¢epmenTa. Bzaumoneiicteue mMexny amuHoanuna-TPHK-
cunterasoil u TPHK npunsito 0003Ha4aTh Kak «BTOPUYHBINA F€HETUYECKUHN KOJ», MOTUEPKHUBAs TEM
caMbIM €ro KIIOYEBYI0O pOJib B 0OecCHeueHHMH TOYHOCTH CHHTe3a Oellka, HpUYeM IpaBHia
KOJAMPOBAHUS SBJISIIOTCS, BEpPOSITHEE BCEro, OOJee CIOXKHBIMHU, YEeM IpaBUia «IIEPBUYHOTO
TE€HETUYECKOT 0 KOJa.

4. ®ynxius p-PHK

Heckonbko monexyn PHK, coctaBnstrormmx ocHoBy prdocombl. OcHoBHOM ¢yHkImet pPHK
SBJISIETCS OCYIIECTBJICHHE Mpollecca TPaHCIALUMU - cuuThiBaHUS HHPopmauuu ¢ MPHK npu
nomou anantopHeix Mojekyn TPHK wu karanmus oOpa3zoBaHusi NENTHIHBIX CBSA3€H MEXAY
npucoeanHEHHbIMU K TPHK amuHOKMCIIOTAMH.

Pu6ocomnass PHK cocraBnsier Gompmryto gomo (mo 80%) Bceir kimerounoit PHK, takoe
kosmyectBO pPHK TpeOyeT HMHTEHCHMBHOM TpaHCKPUIIMM KOAMpYyOUMX €€ TeHoB. Takas
MHTEHCUBHOCTh oOecreunBaeTcs OOJbIIMM KojuuecTBoM komui koaupyromux pPHK renos: y
HYKapHOT HACUUTBHIBAETCS OT HECKOJIBbKUX COTeH (~200 y apoxokeil) 10 NeCATKOB Thicsau (AJis
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pa3IMYHBIX JUHUN XJomka coolOmanock o 50 - 120 Teic. Komwuii) T€HOB, OPraHW30BAaHHBIX B
MacCHBBI TaHAEMHBIX TIOBTOPOB.

5. Dranbl OMocHHTe3a Oelika (MHUIMAIIMSL, STOHT AN, TEPMUHAIIHS)

1. NHunmanus TpaHCISIUU MPEICTaBIsAET cO00il COOBITHE, B X0/Ie KOTOPOTO MPOUCXOIUT
00pa3oBaHME KOMIUIEKCA, BKJIIOYAIOIIETO MeT-TPHKiMeT, MPHK u pubGocomy, rme TPHKiMeT -
uHnnuupytomas mernonnnonass TPHK. B atom nponecce yuactBytor He menee 10 ¢dakTopoB MHH-
[UaInuy, KoTopbie 00o3HadaroT Kak elF (ot anri. eukaryotic initiation factors) ¢ ykasanuem HoMepa
u OykBbl. [lepBoHaganbro 40S cyObeauHmIa puOOCOMBI COCTUHSIETCS C (AaKTOPOM MHHUIIHAIINH,
KOTOPBIN MpEensTCTBYeT €€ cBsA3bIBaHUIO ¢ 60S cyObeauHuIeld, HO CTUMYIHPYET 00beIMHEHUE C
TPOMHBIM KOMILIEKCOM, BKJIFOYAIOIIHM TPHKM", elF-2 u T'T®. 3ateM 5TOT Tereph yKe
00J1ee CIIOKHBIN KOMILTIEKC CBsA3bIBaeTcs ¢ 5'-koH-1oM MPHK mipu yuactum nHeckonpkux elF. Omgun
u3 (akropoB muuimanyu (€lF-4F) y3naér u mpucoenMHsSEeTCS K YY4acTKy «KOII» Ha MOJICKYJe
MPHK, mostoMy OH moJstyuus Ha3zBaHUE KAICBsA3bIBaroIIero oenka. [Ipukpenusmuck k MPHK, 40S
cyObequHUIIAa HAYMHAET CKOJB3UTh MO Hekomupytomied wactu MPHK 1o tex mop, moka He
JMOCTUTHET uHHIMHpyromero kogqona AUG koaupyromeid HYKJICOTHAHON MOCIeI0BATEIbLHOCTH.
Ckonbxenne 40S cyovemmauusl o MPHK compoBoxkmaercs ruaponuzom AT®, sHeprus
KOTOPOT'0 3aTpayrBaeTcsl Ha MPEOJ0JICHUE YYAaCTKOB CIHpANM3allii B HETPAHCIUPYEMOW YacTu
MPHK. B sykapuornueckux kinerkax Hekoaupyromue ysactku MPHK umeror paznyro niuuny, HO
00b14HO 0T 40 10 80 HYKJIEOTHIOB, XOTSI BCTPEUAIOTCA 00JAaCTH C MPOTKEHHOCTHIO Oonee 700
HYKJIEOTH/IOB.

HocturuyB Hauana koaupytomei mnociegoBatensHoctd MPHK, 40S cyOweaunuma
OCTaHABIIMBACTCS W CBA3BIBACTCS C JPYyruMu  (aKTOpaMd WHUIHMALNU, YCKOPSIOIIMMH
npucoeannenue 60S cyObenunuisl U oopasoanue 80S pubocomsl 3a cuét rugponusza ['TD go
I'’1® u nHeopranmueckoro ¢ocdara. [Ipu stom dopmupyrorcs A- u P-meHTpsl puOOCOMSI,
npuuém B P-tientpe okaszsiBaetcss AUG-konon MPHK ¢ npucoenuuénHol k Hemy TPHKiMeT.

B kmetkax ecth 2 pazmuaronuecss mo crpykrype TPHK, y3maromme komonm AUG.
NHnnuupyromui KOJOH y3HAET TPHKM", a tpuruietsl MPHK, kxoaupyromue BkitoueHue
METHOHUHA BO BHYTPEHHHE YYaCTKU OeJKa, IPOYUTHIBAIOTCS IpYyrou TPHKM®".

MPHK

elF-2(TO-Mar-TPHK
atF—z-rrm-m-r TPHK elF-2-Td-Mar-TPHKMT
elF-3 elF-3
e
elF-2
08 e1; 3
PuGocomansHan -
AT® A %
cyfGeenmHuua + rae
P, +

[=]

OOpa3oBaHne MHUIMHUPYIOLIET0 KOMILIEKCA B X0/le CHHTe3a 0eJIKka y 3yKapuoToB. Met-
TPHK;M" 0Gbenuusiercs ¢ Masoi cyobenuHuLell pudocomsl B popMe TpoifHOTO KoMIuiekca: Met-
TPHKiMeT, elF-2 u I'Td. OG6pasoBaBiimiicss 6ojiee CIOKHBIA YETHIPEXKOMIIOHEHTHBIA KOMILIEKC
npucoeaunserca K 5'-xkokny MPHK ¢ moMomipio HeCKOIbKUX TOMOTHHTENBHBIX (aKTOPOB, U Manas
cyOpenuHuIa HaunHaeT cKoib3uTh mo MPHK mo Tex mop, moka anTtukomoH Mert- TPHK.MeT He
cBsbkeTcsl ¢ mHUIMupyommM kogoHom AUG. Ilpu sToM B KOMIUIEKCE NMPOUCXOAUT M3MEHEHHE
COCTaBa MHHUIMUPYIOMHX (HAaKTOPOB, H yCKOpsieTcs: mpucoequHenne 60S cyObeAMHUIIBI pUOOCOMBI,

conpooxaaromeecs ruaponusom I'TO. Mer- TPHK;™" 3annmaer na pubocome  P-uieHTp.
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Ononrauus. Ilo 3aBepmienun wHULDMANMKU pubocoma pacnonaraercs Ha MPHK takum
obpaszom, uto B P-mienTpe Haxomutcs mHunuupyronmi kogoH AUG ¢ mpucoeanHEHHOW K HEMY
Mer- TPHKM, a B A-1leHTpe — TpUIUIET, KOJUPYIOLIMM BKJIIOYEHHE NEPBOM aMHHOKHCIIOTHI
cuHTe3upyemoro Oenka. Jlanee HauMHAETCs CaMblil MMPOIODKUTENBHBIN ATan OEIKOBOIO CHHTE3a —
AJIOHTAIUSA, B X0JIe KOTOpPOTO prbdocoma ¢ momoriikio aa-TPHK mocnenoBarensHo «amtaet» MPHK B Buie
TPHUIUIETOB HYKJIEOTHUIOB, CIICAYIOIIMX 3a MHULIMUPYIOUMM KOJIOHOM B HallpaBieHUU OT 5' Kk 3'-KOHILy,
HapaluBasi MOJIUIENTUIHYIO LIENOYKY 32 CYET MOCIIEI0BATEIBHOTO TPUCOSTUHEHNS aMUHOKHUCIIOT.

Bxitrouenne kax 10 aMUHOKHUCIIOTHI B O€JI0K TPOUCXOUT B 3 CTa/IUH, B X0J/1€ KOTOPBIX:

*aa-TPHK kaxmoit Bxossiieii B 010K aMUHOKHCIIOTHI CBSI3BIBACTCS C A-IICHTPOM PUOOCOMBI;

enienituy oT nentuauia-TPHK, naxosmerics B P-uentpe, npucoenuusercs k  o-NHp-rpynmne
amuHOAIMIIbHOTO ocTaTka aa-TPHK A-1ieHTpa ¢ 00pa3zoBaHreM HOBOM MENTHIHOW CBSI3H;

* y/JUIMHEHHAS HA OJIMH aMUHOKUCIIOTHBIN ocTatok nentuaui-TPHK nepemeraercst u3 A-tieHtpa B
P-uieHTp B pe3ysibTare TpaHCIOKAIUU pUOOCOMBI.

IlepBast craius SIIOHTalMK:

AmaHoaunn-TPHK

Lo Mer
Mer-TPHK MeT-TPHK

P-uenTp A-ueHTp

\v-—-L—_—oP

e

Td-EF-1 AmvHoaunn-tPHK EF1 7A@

Brumiouenne aa-TPHK™' B puGocomy. aa;-TPHK™' - BsanmoseiictByeT ¢ pubOCOMOii B
BUJIE TPOWHOTO KOMILIEKCa, COCTosAmero u3 d¢akropa smonramuu EF-1, aal-TPHKaal u I'TO.
AHTHKOIOH aa;-TPHK™! KOMIUIEMEHTApeH W aHTumnapameneH kogoHy MPHK B A-mentpe.
CBsa3bIBaHue aal-TPHKaal MIPOUCXOUT 3a cU€T s3Hepruu ruaponnsa ['TO no I'/IO u P,

OO6pa3oBanue TENTUIHON CBSI3M MPOUCXOJUT Cpa3y K€ IMocjie OTHieruieHus: komiiekca EF-1 u
I'’I® ot pubocombl. DTa cTagusi Mpoliecca MoTyduia Ha3BaHUE PEAKIIMK TPAHCIICTI T IAIUH.

PHK - 0 TPHK‘-— TPHK - 0 TPHK"- 0
I
CH,—S~(CH=),- cl:H R- (IJH R - tI:H
NH, NH, NH
CHS—( CHy),— :I:H
NH,

Peakuuss TtpaHcnmenTugamum. METHOHMH  OT MeT-TPHKlMeT, Haxozgsuerocss B P-ueHtpe,

1
MIPUCOEIUHSETCA K a-NH,-rpyme amuHoanuneHOro ocrarka aa;-TPHK*™ A-nentpa ¢
00pa3oBaHWEM HOBOM MENTUIHOMN CBSI3U.
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Tpanciokamus — TPEThs CTAIUS JIOHTAIUH.

A-uenTp caoboned

Crangus Tpanciokanuu. K pubocome npucoenuusercs gakrop smonranuu EF-2, u 3a cuér
sreprun ['T® mponsuraer pudbocomy nmo MPHK nHa omun xomon k 3'-koniy. Ilentunun-tPHK. He
MeHsisl cBoero monoxkenus oTHocuTensHo MPHK u3 A-nientpa nepemeriaercst B P-iientp. CBoOonHas
or merronrHa TPHK; ™™ nokumaer pubocomy, a B 001acTh A-IICHTpa IONAfaeT CIe YOIkl KOJOH.

[To 3aBepriieHUN TpeTheW CTauK MOHTaIMK pudocoma B P-tientpe nmeer munentunun-TPHK, a B
A-TISHTp TIONAIaeT TPHUIUIET, KOAUPYIOMIMHA BKIFOUEHUE B MOJUIEHTHIHYIO LIETh BTOPOW aMHHOKHC-
noTel. HaunHaeTcs cienyroniuil UK CTauu AJIOHTAllMU, B XOJ€ KOTOPOro Ha pubocomMe CHOBA
IPOXOJST BHIIEONHCAHHBIE COOBITHA. [lOBTOpEHHME TaKMX NHKIOB IO YHCIY CMBICIOBBIX
konoHoB MPHK 3aBepiaeT Bech 3Tar 3710HT AU,

Tepmunanus. TepmMuHanus TpaHCIALUUM HACTylaeT B TOM ciyyae, Korga B A-LIEHTp
pubocombl momagaer oxuH u3 crom-kogoHoB: UAG, UAA wm UGA. [[ns cTOm-KOJOHOB HET
coorBerctBytomux TPHK. Bmecro storo k pubocome mnpucoennHsOTcs 2 OEIKOBBIX BbIC-
BoOOxmaromux ¢pakropa RF (ot anri. Releasing factor) unu dakropa repmunanmu. OUH U3 HUX €
MOMOILBIO TMENTUAMITPaHC(HEpa3HOTO ILEeHTpa KaTalIW3UPYeT TUIPOIUTHUYECKOE OTIIEIIICHUE
cunTesupoBanHoro nentuga or TPHK. Jlpyroi 3a cuér sHeprum ruaponusa ['T® Bei3biBaeT
JUCCOLMAINI0 PUOOCOMBI Ha CyOBbEeTMHUIIBI.

Nenmiygun-TPHK

6. IlocTpaHCasIMOHHBIEC H3MEHEHUS 0eJKOB
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[TonunenTuaHble IEMHU MOTYT MOABEPTAThCA CTPYKTYPHBIM Moaudukanusm, 1mbo Oynydn
emé cBsI3aHHBIMU ¢ puOocoMamu, TUOO TOCIIe 3aBEepPIICHUS CUHTE3a. DT KOH()OPMAIIMOHHBIC U
CTPYKTYpPHBbIE M3MEHEHMsI NOJIMIENTHUIHBIX LENed NOJyYWIM Ha3BaHUE NOCTTPAHCIALHMOHHBIX
u3MeHeHuil. OHHM  BKJIIOYAIOT yAaJeHWE YacTH MOJUNENTUIHOW Ienu, KOBaJeHTHOE
NPUCOCAMHEHHE OJIHOTO WJIM HECKOJIbKMX HH3KOMOJIEKYJISAPHBIX JIMTAHJOB, MHpHOOpeTeHune
0eIKOM HaTUBHOU KOH(OpMaIuH.

Muorue wMogudukauuu ocymecTBisiorcs B OP.  3pmech  mpoucxomsaTr  (GoiauHr
MNOJIMNENTUAHBIX 1Lened u (HOopMHUPOBAHME YHUKAIBbHOW TPETHUYHOM MIJIM UYETBEPTUYHOM
CTPYKTYpHl OenkoB. Ilpuuém mist moanepx aHusi HATUBHOW KOH(OPMAIMKU MOJIEKYJ OTPOMHOE
3HaYeHHUE UMEET MPpaBUiIbHOE (POpMHUpPOBAHUE TUCYIb(OUIHBIX CBA3CH.

Yactuunplii npoteonus3. MHorue O€nKu, CEKpeTHpyeMble M3 KIETOK, NEepBOHAYaJIbHO
CHUHTE3UPYIOTCS B BUJI€ MOJICKYJI-IPEAIIECTBEHHUKOB, () YHKIIMOHAJIBHO HEAKTUBHBIX. Y JaJIeHHe
YacTH MOJUIEHTUIHON LeNHu CHenu@UYecCKUMH SHIOMPOTEa3aMu IMPUBOIUT K OOpa30BAHUIO
aKTUBHBIX MoseKysd. Hekotopble Oenku mpesecTBeHHUKU paclleruisitores B OP win anmapate
['onbmxu, apyrue - mocie cekpenuu. Tak, HEaKTUBHBIC MPEANIECTBEHHUKH CEKPETHPYEMBIX (ep-
MEHTOB - 3UMOI€HBI - 00pa3ylOT aKTUBHBIA ()EpMEHT IOCJe pacLeIJIeHUs IO ONpeaelEHHbIM
ydaCTKaM MOJICKYJIbL: 3UMOI'CH HaHeraTI/I‘-ICCKOf/'I JKCJIC3bl TPUIICUHOI'CH NOpEeBpallacTCsa B
AaKTUBHBII TPUIICMH IIOCJ€ CEeKpeuuu B TOHKUH KuIIeyHUK HarmsgauelM npumepom
II0CJIEIOBATENbHOIO JABYXCTAJUHHOIO IMPOTEOJIM3a CIYXKUT 0Opa3oBaHHWE AaKTHUBHBIX (QopM
HeNTUAHBIX TOPMOHOB (HampuMmep, HUHCYJIMHA WM TJIIOKaroHa) U3 IPErnporopMOHOB.
HepBOHaqaano N-KOHIIGBOP'I CUTHAJILHBIN NENTHA MOJICKYJBI-IIPCAMICCTBCHHUKA YyAaJIICTCA B
OP B mpouecce cuHTe3a Oenka W 00pa3yeTcss HEaKTHUBHBIM HPOrOPMOH. 3aTeM IpPOropMOH B
CEKPETOPHBIX TpaHynax, GopMupyonmxcs B anmnaparte ['oiabaku, oaBepraeTcs ASHCTBUIO H0-
U/WJIM 5K3011pOTea3 U MpeBpallaeTcs B aKTUBHBINA TOPMOH.

KoBanentnsie momudukanuu. CTpyKTypHbIE Oeidku U (epMEHThI MOTYT aKTHBHUPOBATHCS
WIM HMHAKTUBUPOBAThCA B pe3yjibTaTe MPHUCOCIWHEHUS PA3NIUYHBIX XUMHUYECKHMX TPYIII:
docdaTHBIX, aMITBHBIX, METATBHBIX, OJUTOCAXaPUIHBIX H HEKOTOPHIX APYTHX.

docdopunrpoBanue OEIKOB OCYIIECTBISIETCS MO TUAPOKCUIBHBIM TIpYINNaM CepHuHa,
TPEOHWHA |, pEeXe, THpPO3WHA (epMEeHTaMHu U3 TPYNIbl NPOTEMHKWUHA3, TOTAa Kak
nedocpopunupoBanue KaTaJlU3UpPYIOT TUJPOTUTHYECKHE (bepMeHTHI
dbochonporenndocdorassl.

I'muko3nnupoBanue. benku, BXoxasdmme B COCTaB IJIA3MAaTUYECKUX MEMOpaH WM
CEeKPETHPYIOUIHECS W3 KIETOK, IOABEPraroTCs TIUKO3WIMPOBAHUIO. YTJIEBOJHBIE MU
NPUCOEAMHSIIOTCS M0 TMIPOKCHIBHBIM TpyNIaM CepuHa UiIu TpeoHuHa (O-IIMKO3WJINPOBAHUE)
mubo acmaparuHa (N-rmmkosunmupoBanue). I[locnmegoBaTenbHOE HapallMBaHUE —YTIIEBOIHOTO
¢parmenta npoucxogutr B OP u anmapate [onbaku. MHOrOYHMCICHHBIM MOAMGUKALMIM
MOJIBEPraloTCss OOKOBBIC PAJAMKAIBI HEKOTOPHIX aMHHOKHCIIOT: B THPEOTIOOYIHHE HOIUPYIOTCS
OCTaTKH THUPO3MHA; B (paKTOpax CBEPTHIBAHUS KPOBU KapOOKCHIIMPYIOTCS OCTATKHU TilyTamaTa;
B OP pubpobnacToB ruipOKCHUIMPYIOTCS OCTATKU MPOJIMHA U JTU3HHA B LIETSAX TPOIMOKOJIareHa.

7. Peryasinusi 0OMocuHTEe3a 0€JIKOB, HHTHOMTOPbI CHHTE3a 0€JIKOB

CymHoCcTh 00IIeH TEOpHH peryaslud CHUHTe3a Oelka CBOIUTCA K «BBIKIIOUCHUIO» WU
«BKJIFOUYCHHIO» T€HOB KaK (DYHKIIMOHHPYIOUIUX €IWHUI] B IMPOLECC Nepeaaydl 3aKoJUPOBAHHOMN B
cTpykTypHbIX reHax JIHK renernueckoit mHpopmaium s cuHTe3a crieuuyeckux OenKoB.

CornacHo 3Toif Teopuu B OMOCHHTE3e Oesika y OaKkTepHil ydacTBYIOT IO KpaiHel mepe Tpu
TUIIA TEHOB: CTPYKTYpPHBIE T'€HBI, T€H-PETYIATOp U reH-oneparop. CTpyKTypHbIE T€HbI ONPEeNIIIOT
NEPBUYHYIO CTPYKTYpPY CUHTe3upyeMoro Oenka. Mimenno »tu rensl B uenu JJHK sBistorcs ocHOoBOM
st 6uocunre3a MPHK, koropas 3arem moctymaer B pubocoMy M, Kak ObUIO yKa3aHO BBIIIIE,
CIIY’)KUT MaTpuLel 1711 OnocuHTe3a Oelka.

Cunte3 MPHK nHa ctpykTypHbix renax mosekyiabsl [JHK HenmocpeaCTBEHHO KOHTPOJIUPYETCS
OTIpEeNIeICHHBIM yYacTKOM, HAa3bIBa€MBIM TE€HOM-omeparopoM. OH CIY)KUT Kak OBl ITYCKOBBIM
MEXaHU3MOM JUIsl (YHKIIMOHUPOBAHUS CTPYKTYPHBIX TeHOB. ['eH-omepaTtop JIOKaldu30BaH Ha
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KpallHEM OTpE3Ke CTPYKTYPHOI'O I'€Ha MUJIU CTPYKTYPHBIX F€HOB, PETYIUPYEMBbIX UM. «CUUTHIBAHUE
TEHETUYECKOTO Kojaa, T. €. ¢opmupoBanne MPHK, naumnaercs ¢ mpomoropa— yuactka JIHK,
ABJISIONIETOCA TOYKOW wuHMumamuu g cuntesa MPHK, w  pgamee  pacmpocrpassercs
MIOCJIEIOBATEIbHO BJIOJIb ONEparopa M CTPYKTYPHbIX Te€HOB. KOOpIMHUPOBAaHHBIA OAHUM
OTIepaTOPOM OJMHOYHBIN T'€H WIH IPYIIa CTPYKTYPHBIX T€HOB 00pa3yeT OMepoH.

B cBoro ouepenp AeATEABHOCTh ONEPOHA HAXOAUTCS IOJ KOHTPOJHUPYIOIIMM BIIHUSHHEM
apyroro ydactka uenu JIHK, mnonyuduBmiero HaszBanue reHa-perynsaropa. Ilockosbky
CTPYKTYPHBIE T€Hbl M T€H-PETYJIATOP HAXOAATCS B pa3HbIX ydactkax nenu JIHK, cBszp mexny
HUMH, OCYIIECTBIISAETCS MpPHU TOMOIIM BELIECTBA-TIOCPETHUKA, OKAa3aBIIErocs OEIKOM U
Ha3BaHHOTo penpeccopoM. OOpazoBaHue pempeccopa MPOMCXOAUT B pUOOCOMAx sjpa Ha
matpunie crerudpudeckoii MPHK, cuHTe3mpoBaHHOI Ha TeHe-perynsarope. Pempeccop mmeer
CPOJCTBO K I'€HY-OIlepaTopy U 0OpaTUMO COEIUHSETCS C HUM B KoMIuiekc. OOpa3oBaHue TaKOro
KOMIUIEKCa MPUBOANT K OnokupoBanuio cuaTte3a MPHK u, cnenoBarensHO, cuHTE3a Oenka, T.e.
GyHKIMS TreHa-peryiasTopa COCTOUT, B TOM, 4YTOOBI uepe3 OeloK-perpeccop MpeKpamaTh
JesITeIbHOCTh CTPYKTYPHBIX reHoB, cuHTe3upyronmx MPHK. Penpeccop, kpome Toro, o6mamgaer
CIIOCOOHOCTBIO CTPOTO CHEHU(PUUECKH CBS3BIBATHCS C OMPENEICHHBIMU HU3KOMOJIEKYISIPHBIMU
BEIICCTBAMHM, HA3bIBACMBIMH HWHAYKTOpaMHu, wWin 3¢dekropamu. Korma Ttakold WHIYKTOP
COCIIMHSCTCS C PEMpeccopoM, TMOCIEIHUNH TepsieT CIOCOOHOCTh CBS3BIBATHCS C T'EHOM-
OTepaToOpOM, KOTOPBIA TakUM 00pa3oM BBIXOAWT W3-TOJ KOHTPOJII TEHa-peryistopa, W
HaynHaeTcst cunTe3 MPHK.

OTO TUIUYHBIA TPUMEp OTPUIATEIBHON (OPMBI KOHTPOJISA, KOTJIa WHIYKTOP, COCTUHSSICH C
OEIKOM-PErpeccopoM, BbI3bIBAET M3MEHEHHUS €ro TPETUYHOM CTPYKTYpbl HACTOJBKO, 4YTO
penpeccop TepsieT CIOCOOHOCTh CBSI3bIBATHCSI C MEHOM-ONEPATOPOM. IDTOT MPOLECC aHAJIOTUYEH
B3aMMOOTHOIICHUSAM aJUIOCTEPUUECKOro LeHTpa ¢epMeHTa ¢ 3(p@eKTopoM, M0a BIUSIHUEM
KOTOPOTO M3MEHSIETCSI TPETHYHAs CTPYKTYpa (PepMEHTa U OH TEPSET CIIOCOOHOCTDH CBS3BIBATHCS CO
CBOUM CyOCTpaToM.

B perynsauuu skcnpeccun CTpyKTYPHBIX T€HOB CIEHU(UYECKOE ydyacTHe MPUHUMAET 0COObIN
0enoK, TMOJIyJyUBIIMN Ha3BaHUE KaTaOOMUTHBIM reH-akTuBHpyrouii Oenok (CAP); stoT Oenok
B3auMmozeiicteyer ¢ HAM®, oOpa3ys KOMIUIEKC, crnocoOcTByromuii npukperienno PHK-
HoJMMepasbl K IPOMOTOPHOMY y4acTKy reHoma. B npucyrcrBun kommiekca CAP-uAM® ¢epment
MO’KET HauyaTh TPAHCKPUIILIMIO ONIEPOHA, BKIIOYAsi CTPYKTYPHBIE TE€HBI, T. €. B KJIIETKaX UMEETCS elle
onuH, paonosHuTenbHbIl CAP-HAM® perynsatop, AEUCTBYIOHIMII CKOpee BCEro B KaudecTBE
MOJIO’KUTEIBHOIO PETYNATOPa, MOCKOJIBKY €ro MPUCYTCTBHE HEOOXOIMMO ISl Hayaja 3KCIpPEeCCUu
reHa.

OnuH U3 MOIIHBIX UHTHOUTOPOB OEITKOBOTO CHHTE3a — MypoMUIIMH. OH TIpeICTaBIIsieT cOO0M
aHAJIOI KOHIEBOro ydactka amuHoaumia-TPHK aneHwsnioBol KHCIOTBI M IOTOMY  JIETKO
B3aumozeiictByer ¢ A-mieHtpom nentuauna-TPHK ¢ oOpa3zoBanmem mnentuauii-mypoMHIIMHA
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HCHTI/I)II/IJ'I-HypOMI/IIII/IH HE HECET Ha ce6e TpI/IHJ'IeTa AHTUKOJOHA U HO3TOMy TOpMOSI/IT
DIIOHTALMIO TIENTUIHOMN IIeTH, BBI3BIBas OOPBIB PEAKIUH, T.€. MPEKIECBPEMEHHYIO TEPMUHAIUIO
cuHTe3a Oelka.
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BenkoBbIii CHMHTE3 TOPMO3UTCS AKTMHOMULMHOM D, 001amarommM HpOTHBOOITYXOJEBBIM
3¢ dexToM, OIHAKO BCIEACTBHE BBICOKOM TOKCHMYHOCTU IpemnapaT mpumenserca peako. OH
TOPMO3UT CUHTE3 Bcex TUMoB kietouHoi PHK, oco6enno MPHK. JlanHOE CBOWCTBO OOBSICHSICTCS
TopMO3sUM BiHsiHueM akTuHomuimHa D Ha JIHK-3aBucumyro PHK-nonmnmepasy, mockosibKy oH
CBSI3BIBAETCS C OCTaTkamu Je3okcuryaHosmHa uenu JHK, Beikimoyas MarpuyHyio (yHKIHIO
MOCIIEAHEH; 3TO JaeT OCHOBAHHUE CUUTATh, YTO aKTUHOMULIMH D uH-rubupyer tpanckpunuuio JJHK.

Jpyrum aHTHOMOTHKOM, Takxe TOopMo3sammM cuHTe3 kietoynoii PHK, sBnsercs
WCIIONIB3YEMBI TIpU  JIeYCHUW TyOepkyneza pudamuima. IOtoT mpenapar Ttopmo3ut JIHK-
3apucumyto PHK-nonmmepasy, cBs3bIBasch ¢ epMEHTOM.

BbisicHeHBI HEKOTOpbIE JeTald MexaHu3Ma [JeHCTBUS psAa JAPYruX aHTUOMOTHKOB,
UCTONB3YeMbIX TpU JiedeHuH TUGO3HBIX uHOpekuuil. Tak, Xiopam-(QpEeHHKON OKa3bIBaeT
MHTHOUpYIOlee BIMAHUE HAa MENTUIMITPAHCPEpasHyIO peakiuio (Ha CTauH SJIOHTAIK) CUHTE3a
oenka B 70S pubocome OakTepuii; Ha 3TOT Tiporiecc B 80S pubocome oH He neiicTByeT. Topmosut
cunte3 Oenka B 80S pubocome (6e3 mopaxkenus mporecca B 70S pubocome) MUKIOTEKCUMUL —
cnenn(puyecKuii ”HruOUTOP TPAHCIOKA3BI.

BecbMa wuHTepeceH MOJEKYISpHBIA MeXaHU3M JedcTBUS audTepuiiHoro TokcuHa. OH
OKa3ajCcsi HaJEJICHHBIM CIHOCOOHOCTBIO KaTanu3upoBaTh peakuuto AJ[P-pubosmnupoBanus
dakropa snonranuu 3ykapuot (eEF-2), BbIKiIO4as TeM caMmbIM €ro U3 y4yacTHsl B CHHTe3e Oeika.
Pe3ncTeHTHOCTh MHOTHX JKMBOTHBIX K AU(TEPUHHOMY TOKCHHY, BEPOSTHEE BCEro, 0OYCIIOBIECHA
TPYAHOCTHIO HIIM TOJIHBIM OTCYTCTBHEM IPOHUKHOBEHUS (TpaHCIOpPTA) TOKCHHA 4yepe3 MeMOpaHy
KJIETOK.

Crenyer OTMETHUTh, OJIHAKO, UTO OPTraHM3M PacrojliaraeT MOIIHBIMA MEXAHU3MAMH 3aIUTHI.
[TomoOHBIE W3MEHEHHs] TEHETHYECKOrO ammapara OBICTPO pPAaclo3HAOTCA Clenu(UISCKUMHU
dbepMeHTaMu — pecTpUKTa3aMH, W3MEHEHHBIE [OCIIEOBATEIbHOCTH BBIPE3AOTCI U BHOBB
3aMEIAI0TCsl COOTBETCTBYIOIMMHU HYKJIEOTHIaMU IIPU Y4aCTUU TIOJUMEPA3 U JIUra3.
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TEMA: ®EPMEHTHI, UI3YUEHUE CBOWCTB ®EPMEHTOB B KAYECTBE
BUOJIOI'MYECKHUX KATAJIU3ATOPOB

Mexanu3m aeiictBusi pepMeHTOB

MexaHu3M JeHCTBUS (PEPMEHTOB MOXKET OBITh PACCMOTPEH C JIBYX MO3UIMN: C TOUKH 3PCHUS U3~
MEHEHUSl SHEPreTUKM XMMUYECKUX PEaKUU M ¢ TOUKU 3pEHHs] COOBITMH B aKTUBHOM LIEHTpE
QHEPTETUYECKHUE MBMEHEHUS [TPU XUMHWYECKHUX PEAKIINAX

JIroOble XUMHMUYECKHE peakUUH [pPOTEKAIT, M[OAYUHSIACH JIBYM OCHOBHBIM 3aKOHAM
TEPMOJAMHAMUKHU: 3aKOHY COXPaHEHMsI SHEPTUU U 3aKOHY 3HTpornuu. CornacHo 3TUM 3aKoHaM, o0Iast
JHEPrusl XMMHUYECKOM CUCTEMBI U €€ OKPYKEHMsI OCTAE€TCA IOCTOSHHOW, IPU 3TOM XHMMHYECKas
CHUCTEMa CTPEMHUTCS K CHI)KEHUIO YIOPSJIOYEHHOCTH (YBEJIMYEHHUIO SHTponuu). Jns nmoHuMaHus
SHEPreTUKHM XUMMYECKOH peaklMM HEeIOCTaTOYHO 3HATh JHEPreTHdecKui OanaHC BXOIAIUX M
BBIXOJSIIIMX M3 PEAKIUH pPeareHTOB, HEOOXOIMMO YUYUTHIBATh M3MEHEHHUS PHEPIUU B IpoIecce
JAHHOM XMMHUYECKOW peakuuu U poib (EepMEHTOB B AMHAMHMKE 3TOro mpouecca. Paccmorpum
PEaKIUIO Pa3I0KEHUE YTOJbHON KHCIIOTHI:

H2CO3 —H20 + C02.

VYrompHas KHCIOTa ciadas; peakuusi e€ pas3joXKeHUs MONIET MpHU OOBIYHBIX YCIIOBHSIX, €CIU
MOJIEKYJIbIl YTOJIBHOM KHCJIOTBl HMMEIOT SHEPrUi0, IPEBHIIAIONIYI0 ONPEACIEHHBI YPOBEHb,
Ha3bIBAEMbIN SHEprueil aktusammu Ea.

OHeprueil akTUBALMM HAa3bIBAIOT JIONOJHUTEIBHOE KOJUYECTBO KHHETUYECKOW DSHEPIuu,
HEOOXOAMMOE MOJIEKYJIaM BEIEeCTBa, YTOObI OHU BCTYIWIN B PEAKIIUIO.

[Ipr AOCTMKEHWUU STOrO SHEPreTUYECKOro Oapbepa B MOJEKYJIE HPOUCXOAAT H3MEHEHHUS,
BBI3BIBAIOIINE TEpEpacIpe/ie]IeHIe XUMUYECKUX CBsI3ei 00pa3oBaHUE HOBBIX cOeqMHEeHMA. ['0BOPST,
YTO MOJIEKYJIbI, obnanatomue Ea, HaXxomsaTcs B MepexoHOM COCTOSHUU. PasHUIly sHepruii'Mexmy
ucxonaueiM peareHToM H2CO3 u xoneunbiMu coequHeHussMu H20 u C02 Ha3bIBalOT MU3MEHEHHUEM
cBoboanOl sHeprun peaknun DG. Moaekyabsl H20 u C02 - 6oJiee cTaOWIIBHBIC BEIIECTBA, YeM
H2CO3, T.e. 00:1a1a10T MEHbIIEH dHEPrHel U MPU OOBIUHBIX YCIOBHUSIX MPAaKTUYECKU HE pearupyror.
BoiienuBiuasicss sHeprusi B pe3yspTaTe 3TOM PeaklMK pacceuBaeTcs B BUJE TEIJIa B OKPYKAIOIIYIO
cpeny.

UYem 6ombiie MoJieKys 00a1aeT SHepruel, MpeBbllaolell ypoBeHb Ea, TeM BbIlIe CKOPOCTh
XUMHUYECKON peakuuu. [IoBBICUTH CKOPOCTh XMMHUYECKON peakuy MOXXHO HarpeBaHueM. [Ipu atom
YBEJIMYUBAETCSl SHEPrusi pearupyromux Mojiekyia. OJHako Uil JKUBBIX OPraHU3MOB BBICOKHE
TeMIIepaTypbl T'yOUTENbHBI, TO3TOMY B KJIETKE /ISl YCKOPEHHUsI XUMUYECKUX PEeaKLU UCIONb3YIOTCS
depmenThl. DepMEHThI 00eCTIEYNBAIOT BHICOKYIO CKOPOCTh PEAKIINI MIPU ONTUMANIBHBIX YCIOBHUSX.

JTansl (pePpMEHTATHBHOIO KAaTaJIN3a.

B 1959r. 6b11 pesioxkeH Jpyroi BApUaHT TUIOTE3bI KKITH0UY-3aMOK», O0BSCHSIOIINN COOBITHS B
aKTUBHOM LieHTpe (epMeHTa. [1o 3TON rUmorese akTUBHBIN LIEHTp ABIsSETCS TMOKON CTPYKTYpOM Mo
OTHOLIEHHUIO K cyOcTpaty. CyOcTpar, B3aUMOACHUCTBYS C aKTMBHBIM LIEHTPOM (DepMEHTA, BHI3bIBAET
M3MEHEHHE ero KOHPpopMaIu, NpuBoia K GopMHUpPOBaAHUIO

(bepMeHT - CcyOCTpaTHOTO KOMIUIEKCa, OJArompusATHOIO Ui XUMHYECKUX MOAH(HUKanui
cyoctpata. Ilpu »TomM Monekyma cybOcTparta TakKe H3MEHSET CBOWO KoHdopmamwio, 4dro |J
obecrieunBaet 6osiee BEICOKYIO 3(h(heKTUBHOCTD (hepMEHTAaTUBHON peaKIu.

[Ipouecc (epMeHTaTUBHOTO KaTall3a YCIOBHO MOKHO pa3/eiUTh Ha CIEIYIOIIUE STarlbl.
IlepBblii, BTOpPOM M 4YETBEPTBHIM JSTambl KaTajlu3a HENPOJOJDKUTENIBHBI M 3aBUCAT  OT
KOHIIEHTpaluu cyOcTpara (JUIsl MepBOro 3Tama) U KOHCTAHT CBSI3bIBAHUS JIMTAHJIOB B AKTUBHOM
HeHTpe GpepMeHTa (JUIst IEPBOro U TPETHEro TAnoB). MI3MeHeHUs! JHEPreTHKN XUMUYECKOH peakluu
Ha 3THUX CTAIUSX HE3HAYUTEIIbHBI.

Tpernii stan HauOosiee MeNJICHHBIN; ATUTEIBHOCTh €r0 3aBUCHUT OT JHEPIMM aKTHBALUU
XUMUYECKON peakiuu. Ha 3Toil cragum mpouCXOomaT pas3pbiB CBs3ed B MOJIEKyJe cyOcTpara,
00pa3oBaHNe HOBBIX CBA3EH U (OPMHUPOBAHUE MOJICKYJIBI TPOAYKTA.
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Otanbl ¢epMeHTATHBHOrO Kartaiam3a. | - oSTanm cOMMKEHUST W OPHUCHTAIMH CyOcTpara
OTHOCHTEJIHO aKTUBHOTO IieHTpa (epmenTa; Il - oOpazoBanue pepmeHT-cyocTpaTHoro komiuiekca (ES)

B pe3yibTare WHIYLIMPOBAHHOIO COOTBETCTBUS - Aedopmarus cyOcTpata M 00pa3oBaHHe HECTaOMILHOTO
komruiekca epmeHT-tpoaykt (EP); IV - pacran komruiekca (EP)c BICBOOOICHHEM MPOYKTOB PEAKIIN 13
AKTHUBHOTO LIEHTpa (pepMEeHTa K OCBOOOKICHUEM (PEPMEHTA.

HWHI'MBUPOBAHUE ®EPMEHTATUBHON AKTUBHOCTH

[Ton TepMuHOM «MHTHOMpOBaHWE (PEPMEHTATUBHON AaKTUBHOCTHY MOHUMAIOT CHWIKCHHE Ka-
TQIATUYECKOM aKTUBHOCTH B TMPHCYTCTBUU OMpPENCNEHHBIX BeHIeCTB — HWHruouropos. K
MHTUOMTOpaM CJelyeT OTHOCUTH BEIECTBA, BBI3BIBAIOIINE CHUKEHHE AKTUBHOCTHU (pepMmeHTa.
Crnemyer OTMETHTD, YTO BCE JICHATYPHUPYIOIINE areHThl TaKXKe BBI3BIBAIOT YMEHBIICHUE CKOPOCTH
m000i  (epMEHTATUBHON peakiuu, BCIEACTBHE Hecnelupuyeckol AeHaTypanuu OelKOBOi
MOJIEKYJIBI, TO3TOMY JACHATYPUPYIOIINE areHThl K HHTHOUTOpaM HE OTHOCHIT.

NHruburops! BHI3BIBAIOT OOJIBIION MHTEPEC IS BBIACHEHUS MEXaHU3MOB (DepMEHTATUBHOIO
KaTajin3a, IOMOTAa0T YCTAaHOBUTH pOJIb OTAEIBHBIX (EPMEHTOB B METAa0OJMUYECKHX ITyTSX
opranusMa. B ocHOBe JeiicTBUSI MHOTHX JIEKAPCTBEHHBIX MPEMApPaTOB U 0B JIEKUT UHTUOHPOBAHHE
AKTUBHOCTH (EPMEHTOB, ITOATOMY 3HAaHHME MEXaHHW3MOB JTOTO MpoIecca KpailHe BaXXHO IS
MOJIEKYJIApHOU (hapMaKOJIOTHH U TOKCUKOJIOTHH.

NHruduropsl cnocoOHbI B3aUMOIEHCTBOBATh C (DEPMEHTAMHU C Pa3HON CTENEHBIO MTPOYHOCTH.
Ha ocHoBanum 3TOro pasnmuyaroT oOpaTumoe M HeoOpaTuMoe HMHruOuposanue. ITo MexaHu3My
JeMCTBUSL HHTHOUTOPHI TIOPA3/IeIITIOT Ha KOHKYPEHTHBIE U HEKOHKYPEHTHBIE.

OBPATUMOE MHI'MBUPOBAHHUE

OO6patrmbie HHTHOUTOPHI CBS3BIBAIOTCS ¢ PEPMEHTOM CJIA0BIMU HEKOBAJICHTHBIMU CBSI3SIMU U
IIpU OTIPEAETEHHBIX YCIOBHX JIETKO OTAENAIOTCS OT pepMeHTa. OOpaTHMble HHTHOUTOPHI OBIBAIOT
KOHKYPEHTHBIMHU U HEKOHKYPEHTHBIMH.

1. Kouxypenmnoe uneubuposarnue K KOHKYpEeHTHOMY WHTHOMPOBAHUIO OTHOCAT OOpaTHMoOe
CHIDKEHHE CKOPOCTH (DEpMEHTAaTHBHOW PEAKIWH, BBI3BAHHOE HWHTHOWUTOPOM, CBS3BIBAIOIIUMCS C
aKTHUBHBIM LIEHTpOM (epMeHTa M MpPEensTCTBYIOIIUM O00pa3oBaHUIO (EpMEHT-CyOCTPaTHOTO
KOMITIeKca. Takoi TWI WHTHOMPOBAHMS HAONIONAIOT, KOTJAa WHTHOUTOP — CTPYKTYPHBIH aHAJIOT
cyOcTpara, B pe3yiabTaTe BO3HUKAET KOHKYPEHIIMS MOJIEKYJ cyOcTpaTra W MHTMOMTOpa 3a MECTO B
aKTUBHOM IIeHTpe pepmenTa. B aTom ciydae ¢ epMeHTOM B3aMMOICHCTBYET MO0 CyOCcTpar, Tubo
UHTHOMTOp, 00pa3yst KOMIUIeKChl (epmeHT-cyoctpar (ES) wmm depment-unrudurop (El). Ilpu
dbopmupoBanum KomIiekca gpepmenta u uaruouropa (El) npoaykr peakiuu He oopaszyercsi.

JI7isi KOHKYPEHTHOTO THUIa MHTHOWPOBAHUS CIPABEUIMBHI CIEIYIOIINE YpaBHEHUS:
E+S <« ES— E+P, E+I — EL

Kaccuueckuiét  mpuMep  KOHKYPEHTHOTO  WHTHOMPOBAaHHUS  —  WHTHOUPOBAHHE
CYKIIMHATJETUIPOT€HA3HON PEAKIIMU MaJIOHOBOM KHCIOTON. MaJloHOBasi KUCIIOTa — CTPYKTYPHBIHA
aHaJIOr CyKIMHATa (HaIW4HMe JABYX KapOOKCHIJIBHBIX TPYIII) U MOXET TaKXe B3aUMOCHCTBOBATH C
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CyripmaTaermaporeHaza

AKTUBHBIM IICHTPOM CYKIMHAT JETHUAPOTEHA3HI.
OpnHako OTHICTIJIEHWE JIBYX AaTOMOB BOJOpOJAa OT
MaJIOHOBOM KHCIIOTBI HEBO3MOXKHO; CJIEIOBATEIBHO,
CKOpPOCTh  peakuuu  cHmxkaercs. Kunermueckue
3aBUCUMOCTHKOHKYPEHTHBIE WHTHOUTOPBI
YMEHBIIAIOT  CKOPOCTb  XUMHYECKOH  peakluu.
KonkypenTHslii uHruOuTop mnoBbimaer Km s
JIAaHHOTO cyOCTparta (YMEHBIIIAeT CPOJCTBO CyOcTpara
K (epmenTy). DTO 03Ha4yaeT, 4YTO B MPUCYTCTBHH
KOHKYPEHTHOTrO MHruOuTopa HeoOxoauma OoJblas
KOHIIEHTpalus cyocTpara Juist foctkenus 1/2 Vmax
.YBenuuenue COOTHOIIEHUS KOHIEHTpAlUU
cyocTpara W = HMHTHOMTOpPA  CHW)KAET  CTEICHb
uHrubupoBanus. [Ipu 3HaunTenbHO OO0Jiee BBICOKHX
KOHIICHTPALIUSIX cyOctpara WHTUOMPOBAHUE
MOJIHOCTBIO MCYE3aET, IOTOMY YTO aKTHUBHBIC IIEHTPHI
BCEX MOJICKYT (QepMeHTa OyayT HaXOIUThCS
MPEUMYIIECTBEHHO B KOMILIIEKCE C CyOCTpaTOM.
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IIpuMep KOHKYPEHTHOr0 HMHIHOMPOBAHMS CYKIUHATAETHAPOTHHA3BI MAJIOHOBOI
KucaoToil. | -  CcyknuHAr  CBS3BIBa€TCS C  AaKTUBHBIM  IIGHTpOM  (epMeHTa
cykuumHatneruaporenassr; Il - B xome (QepMeHTaTUBHOW peakUuH IMPOUCXOAUT
OTIIEIUICHHE JBYX aTOMOB BOAOPOZA OT CYKIMHATa MPHUCOSIUHEHHE MX K KO(PEpPMEHTY
FAD. B pesynerare obOpasyercss (ymapar, KOTOpPBId BBICBOOOXKHAETCSI M3 AKTHBHOTO
IeHTpa CyKuuHaTaeruaporeHassl; |l - mamonoBas kuciora - CTPYKTYpHBIH aHaior
CYKIIMHATa, OHAa TAKKEC CBA3BIBACTCA C AKTHUBHBIM LICHTPOM CYKIUMHATACTUAPOICHA3BI. HpI/I
ITOM XMMHYECKasi peaKiys He UJIeT.

JlekapcTBeHHbIE MPenapaThl KAK KOHKYPEeHTHbIe HHTHOUTOPBI

MHorue JiekapcTBEHHBIE IMpenaparhl OKa3bIBalOT CBOE TEPANeBTHUECKOE JCHUCTBHE IO
MEXaHM3MY KOHKYPEHTHOTO WHruOMpoBaHus. Hampumep, YeTBEpTUYHBIE aMMOHHCBBIC
OCHOBAaHHUsI WHTHOHMPYIOT aleTHIXOJHHACTEpa3y, KaTATU3UPYIONIYI0 PEAKIMI0 THAPOJIH3a
aIleTUIIXOJIMHA Ha XOJIMH U YKCYCHYIO KUCIIOTY .

[lpu poGaBneHMM WHTHOUTOPOB AKTHBHOCTH AIlCTHIIXOJIUHACTEPA3bl YMEHBIIACTCS,
KOHIICHTpAIUs alleTUIXO0JIrHA (CyOcTpaTa) yBeJIMUMBACTCS, YTO COIPOBOXKIACTCS YCHIICHHEM
MPOBE/ICHHSI HEPBHOTO MMITYJIbca. HTHOUTOPBI XOJIMHACTEPA3bl UCHOIB3YIOT MPH JICYCHUU
MBIIICYHBIX TUCTPOPUi. DPPEKTUBHBIC aHTUXOIMHICTEPA3HBIC Tpernaparbl — MPO3EPHH,
sHApOodOHUM U ap.

AHTHMEeTA00JUTHI KaK JIeKaAPCTBEHHbIE MPenapaThbl

B  kadectBe = MHrMOMTOPOB  (PEpPMEHTOB MO  KOHKYPEHTHOMY  MEXaHU3My B
MEHUITMHCKOM

MIPaKTUKE;

HCIIOIb3YIOT BECIIIECTBA, Ha3bIBACMEIC AHTUMETA0O0JIUTAMH. Ot COCIMHCHUS,
Oymyuu

CTPYKTYPHBIMM  aHAJIOTAMU  TNPUPOJHBIX  CyOCTpPaToB,  BBI3BIBAIOT  KOHKYPEHTHOE
MHTUOUpPOBaHUE (PEPMEHTOB, C OJJHON, CTOPOHBI, U, C JPYrOil — MOTYT UCIOIb30BATHCS STUMH KE
(dbepMeHTaMH B Ka4yeCTBE ICEBIOCYOCTPATOB, YTO MPHUBOJUT K CHHTE3y aHOMAJIBHBIX MPOIYKTOB.
AHOMaInbHBIE IPOAYKTHI HE 00JIagar0T PYHKIMOHATBFHONW aKTUBHOCTBIO; B pe3yJbTare HaOII0Jat0T
CHUXEHHE CKOPOCTHU OMPEETEHHBIX META0OINYECKUX TTyTEH.

B kauecTBe INeKapCTBEHHBIX MPENApaTOB HCIONB3YIOT CIEAYIONINEe aHTUMETaOONIUTHI:
cynb(haHUIaMHUIHBIE TIperaparbl (aHaJoTH Tapa-aMUHOOEH30WHOW KHUCIIOTHI), MPUMEHSEMBIC IS
nedeHusT MHQEKIMOHHBIX 3a00JeBaHUN, aHAJOTH HYKJICOTHAOB JJSl JIEYCHUS OHKOJOTHYECKUX
3a00JIeBaHUH.
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HexonkypeHTHOe HHTHOMpPOBaHMe

HekoHKYpEeHTHBIM Ha3bIBalOT TaKOE€ WHTHOMpOBaHHE (EPMEHTATUBHOW PEAKIMHU, IPH
KOTOPOM HWHTHUOHMTOp B3aMMOJEHCTBYET C ()EPMEHTOM B YYacTKe, OTIMYHOM OT aKTHBHOIO
neHTpa. HekoHKypeHTHbIe WHTUOWTOPHI HE SIBISIFOTCS CTPYKTYPHBIMH aHAJOTaMH cyOcTpara.
HexoHKYpeHTHBIH MHTMOMTOP MOXeET CBs3bIBaThCs JHOO ¢ (epmenToM, b0 ¢ (epmeHT-
CyOCTpaTHBIM  KOMIUIEKCOM,  00pa3ys  HEakTHBHBIH  KoMIulekc.  llpucoeamHenue
HEKOHKYPEHTHOI'O MHIMOMTOpa BBI3BIBAET H3MEHEHHE KOH(OpMaruu MOJEKyNIbl (epMeHTa
TakuM 00pa3oM, YTO HapyIIaeTCsl B3aMMOJICHCTBHE CyOCTpaTa ¢ aKTUBHBIM IIEHTPOM (hepMeHTa,
YTO MPUBOJIUT K CHIDKEHHIO CKOPOCTH (hepMEHTATUBHON pPeaKlnu.



HeoOpaTtumoe nHrudupoBanue

HeoOpatumoe  mHrubupoBaHue
HaOMIOJAl0T B ciydae oOpa3oBaHHS
KOBAJICHTHBIX  CTaOWJIBHBIX  CBS3CH
MEXIy MOJIEKyJol uHTHOMTOpa W ¢epMeHta. Yame Bcero MoauduKaUM TOIABEPracTcs
aKTUBHBIN TeHTp (¢epMmeHTa. B pesynbraTte (epMEHT HE MOXKET BBIIOJHSATH KAaTATUTHYCCKYIO
byHKIHO.

K HeoOpaTMMbIM MHTHOWTOpaM OTHOCST HMOHBI TSDKENBIX METAIOB, HAMpPUMEp PTYTU
(ng+), cepebpa (Ag’) u Mbimbsika (AS'), KOTOpble B MalbIX KOHIIEHTPAIUSAX OJOKHPYIOT
Cynb(THIPUIBLHBIC TPYIIBl aKTUBHOTO IieHTpa. CybcTpar mpu 3TOM HE MOXKET MOIBEPraThCs
XHUMUYECKOMY TpeBpalieHuio, . [IpM Hanmuyuu peakTHBaTopoB (epmeHTaTuBHAS (QYHKIHS
BOCCTaHABIIMBACTCS. B OOJBIIUX KOHIICHTPAMSIX HOHBI TSOKENBIX METaNIOB BBI3BIBAIOT
JICHATYpalMi0 OCIIKOBOM MOJIEKYJIbl ()EepMEHTa, T.€. NPUBOAAT K TIOJHOH HWHAKTHUBAIIUH
dbepmenra.

MexaHu3M JelCTBHSI HOHOB PTYTH KaK HeoOpaTumMoro uHruduropa. Mossl pTyTH B
MaJIbIX KOHIEHTPALUSAX OJIOKHPYIOT CYIb(TrUAPHIbHBIE TPYNIBl aKTUBHOTO IEHTPA, YTO
MIPUBOJIUT K CHIXKEHHUIO CKOPOCTH (DEpMEHTATUBHON PEAKIIHH.

HeoOpaTnMbie HHTHOMTOPBI (hepPMEHTOB KAK JIEKAPCTBEHHbIE NPenaparhl

[Ipumep nekapcTBEHHOro mpemnapaTa, JEHCTBHE KOTOPOrO OCHOBAaHO Ha HEOOpaTUMOM
WHTUOMpPOBaHWM  (EpMEHTOB, —  HIMPOKO  UCIONB3YeMBbId  Tpenapar  acHUpHH.
[IpoTHBOBOCTIAIUTENbHBIN HECTEPOUAHBIN IpenapaT aCHUpUH obecreunBaeT GpapMaKoJIOrHyecKoe
JeiicTBUe 3a CYET MHTHOMpOBaHMA (EpMEHTa IUKIOOKCHUTEHA3bl, KATAIM3UPYIOMIETO PEaKIHI0
00pa3oBaHMsl MPOCTAIIAHAMHOB U3 apaxUJAO0HOBOM KHUCIOTHL. B pe3ynbTare XUMUYECKOH peakuuu
alleTWIBHBIA OCTATOK acIUpWHA MPHCOeNuHsIeTCS K cBoOoMHON KoHIeBor NH2,-rpynne omHo# u3
CyOBEAMHUI] LUKIOOKCUT'€Ha3bl. OJTO BBI3BIBAET CHI)KEHHUE OOpa30BaHUS TNPOIYKTOB pEaKIUH
MpOCTarjaHAMHOB, KOTOPbIE 00JIaat0T LIMPOKUM CIIEKTPOM OMOJIOTHUECKUX (DYHKIIH, B TOM YUCIIe
SBJIIIOTCS. MEMATOPaMU BOCIIAJICHUS.
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depmMenT IMapaxmop-
MEDEYDHOEHT0AT
Hneubuposanue AKMUSHOCMU pepmenmos ecredcmeue KOBALEHMHOU

MoOoughuxayuu 0cmamro8 Yucmeunda.

IIpuHIMnbI peryasuun epMeHTATHBHBIX NpoueccoB. KoMnapTMenTaausanus

Knerka — cnoxHO(QYHKIIMOHANbHASL CHCTEMa, PETYJIHMpyIolas CBOE KH3HeoOecleueHue.
MHuoroo6pa3ue ¢GyHKIHMM KIETKHM 0O0ecreurnBaeTcs MPOCTPAHCTBEHHONM M BPEMEHHOH (B MEPBYIO
ouepesib, B 3aBUCMOCTH OT PUTMa MUTAHUs) PETYIsiuell onpeeaEHHbIX METa00INUECKUX MyTeH.
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[IpocTpaHcTBEeHHas! PEryJsIUsl CBA3aHA CO CTPOTOH JIOKanu3amuend onpefenEHHbIX (EepMEHTOB B
pa3IUYHBIX OpraHeiax. Tak, B iape HaXoaaTcs PepMeHTHI, CBI3aHHbIe ¢ cuHTe30M Mojiekyn JIHK
u PHK, B nuTomiasme — ¢epMeHTHI IMNIMKOIN3a, B JIN30COMAX — THIPOIUTHYECKHE (PePMEHTHI, B
Matpukce MUTOXOHIpuii — ¢epmentsl I[TK, Bo BHyTpeHHel MeMOpaHEe MHTOXOHAPUHA —
(depMeHTHI Ienu TepeHoca JMeKTPOHOB W T.A.  Takas  cyOkieTrouHas  JIOKaJIM3alus
(epMEeHTOB CIOCOOCTBYET YHOPSAOYCHHOCTH OHMOXMMHUYECKHX TIPOLIECCOB U YBEIUYMBAET
CKOpOCTh ~ OOMEHa BemiecTB. Bce XMMHYeCKHe peakuud B KIETKE IMPOTEKAIOT NMPH YYaCTHH
¢depmentoB. [loaToMy, uTOOBI BO3/IEHCTBOBaTh HA CKOPOCTh MPOTEKAHUS META0O0IMUECKOro MYyTH,
JOCTaTOYHO PETyIHPOBATh KOJIWYECTBO WM aKTUBHOCTH (pepMeHTOB. OOBIYHO B METAOOIMYECKUX
MYTAX €CTh KIItoueBble (pepMeHTHI, Onarogaps KOTOPBHIM MPOUCXOIUT PEryJsLUs CKOPOCTU BCETO
nytd. Ot (epMeHTH! (OIMH WM HECKOJIBKO B META0ONIMYECKOM IIyTH) Ha3bIBAIOTCS
pErylaTOpHBIMH  (EepPMEHTaMU; OHHU KaTalu3UpPYIOT, Kak TMpaBWiIO, HadajdbHbIE pEaKIUU
MeTaboIMUECKOro IyTH, HeoOpaTHMblE PEAKIMH, CKOPOCTbh JUMHUTHPYIOIIUME pPEAaKUUU (camble
MEJIEHHBIC) WM PEaKIMU B MECTE MEePeKII0UeHUsT MeTabOoIMYecKOro MmyTu (TOYKU BETBIICHUS).
Perynsmus ckopoct pepMEHTATUBHBIX peaKLUii OCYIIECTBISETCS Ha 3 HE3aBUCUMBIX YPOBHSIX:

— M3MEHEHHEM KOJIMYeCTBa MOJIEKYI (hepMEHTAa,

— JIOCTYITHOCTBIO MOJIEKYJ cyOcTpaTta 1 KohepMeHTa;

— M3MEHEHNEM KaTaIUTUUECKON aKTUBHOCTU MOJIEKYIIBI (hepMEHTA.

Pecynayua kamanumuueckoii akmugHocmu hepmenmos

Baxneiiniee 3HaueHue B M3MEHEHHM CKOPOCTH META0OJMYECKUX IyTEeH WUIpaeT peryisuus
KaTaJUTUYECKOW AaKTUBHOCTH OJHOTO WM HECKOJBbKHMX KIIOYEBBIX (DEPMEHTOB JAHHOIO
MeTa00Iu4YecKoro TyTH. OTO BBICOKOI((EKTUBHBIA M OBICTPBIH  €HOCO0  pETyIsIUH
MeTadosan3ma.

OCHOBHBIE CIIOCOOBI PETYJISIINN AKTUBHOCTH (DEPMEHTOB:

* AIUIOCTepUYECcKast peryJisilus;

* PETyJIALMS € MOMOIIbIO 0e/1I0K-0eJIKOBBIX B3aUMOICHCTBHIA;

* perymsus nytéM docopunupoBanus/aedocHopuanpoBaHus MOJIEKYIbI (EPMEHTA;

* peryJsiys YACTHYHBIM (OrpaHHMYeHHBIM) ITPOTEOIH30M. AJJIOCTepHYeCcKas PeryJ/asinus

AnnocrepuyeckuMu (hepMEeHTaMM Ha3bIBAIOT (PEPMEHTHI, AKTUBHOCTb KOTOPBIX PEryJIUpYeTCs
HE TOJIbKO KOJMYECTBOM MOJIEKYJI CyOCTpaTa, HO W JPYI'MMH BEIIECTBAMHU, HA3bIBAEMBIMHU
spdexTopaMu. YUacTBYIOIIME B aJUIOCTEPUUECKOW perynsuuu 3¢dexkroppl — KIETOYHbIE
MeTabOoJIUThI YaCTO UMEHHO TOTO ITYTH, PETYJISILUI0 KOTOPOI'O OHU OCYILECTBIISIOT.

Poabr annocrepuyeckux ¢QepmMeHTOB B MeTa0oam3Me KJIETKH. AJNIOCTepHYECKHE
(epMEeHTHI UTPalOT BAXXKHYIO POJIb B METAa00IM3ME, TaK KaK OHU Ype3BbIYAiHO ObICTPO pearupyror
HA Majeillre M3MeHEeHHs BHYTPEHHETO COCTOSHMS KJIETKH. AJIOCTEpUYECKas PErysius uMeeT
00JIb1II0C 3HAYEHHE B CJIeIYIOIINX CUTYaIUIX:

npu aHaboianuyeckux mpoueccax. HruOupoBaHue KOHEYHBIM MPOAYKTOM METa0O0IMYECKOro
NyTU U aKTUBAlMsl HayaJlbHBIMH METa0OJMTaMH TO3BOJISIOT OCYIIECTBISATH PETYJNSALUI0O CHHTE3a
9TUX COCIMHEHUI;

* npu Kartabonumueckux mponeccax. B cinydae HakorieHus AT® B KieTKe NPOUCXOIUT
MHTUOMpOBaHHE METa0ONIMYEeCKUX IyTell, oOecrneunBaronMx cuHTe3 sHepruu. CyOcTpaTsl NpH
3TOM PACXOYIOTCS Ha PEaKLMU 3allacaHus Pe3ePBHBIX MUTATEIbHBIX BELIECTB;

» M1 KOOPAMHAIMM AaHA0oJMYecKHX M Karabonumueckux mnyreid. ATO u AP —
aioctepuueckre 3¢ GeKTopsbl, 1eiiCTBYIOIIME KAK AHTarOHKUCTHI,

* JUIA KOOpJIMHAIIMM TMapajuleJIbHO MPOTEKAIOUIMX M B3aWMOCBS3aHHBIX METAa00IMYECKHX
nyred (HampuMep, CHUHTE3 IYPUHOBBIX M NMUPUMHIMHOBBIX HYKJICOTHIIOB, HCIOJB3YEMbIX IS
CHHTE3a HYKJIEMHOBBIX KUCIIOT). Takum 00pa3oM, KOHeYHbIe MTPOIYKTHI OJJHOIO METab0INUECKOro
MYTH MOTYT OBITh AJJIOCTEPUIECKUMHU IPPEKTOpaMH APYroro MeTaboIN4IecKoro myTH.

Annocrepuueckue d¢pdextopsl. DPQPeKTop, BBHI3BIBAIOIIUN CHI)KEHHE (MHTHOMpPOBaHUE)
aKTUBHOCTH (hepMEHTa, HA3BIBAIOT OTPHUIIATEIbHBIM (P dekTopom, wim HHruOuTopom. DddexTop,
BBI3BIBAIOIINN TOBBIIICHUE (AaKTUBAILMIO) AKTMBHOCTU (PEPMEHTOB, HA3BIBAIOT MOJOKUTEIHHBIM
3 PexTopOM, UK AKTUBATOPOM.
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Annocrepuueckumu  3¢deKTOpaMi 4YacTo CJIY:KAT pasnuyHble MeTabonutbl. KoHeuHble
IPOAYKTHl MeTa00JIMYeCKOro MyTH — YacTO0 HHIMOMTOPbI ANJIOCTePHYECKHX (EpMEHTOB, a
HCXOJHBIE BEIIECTBA — AKTHBATOPbI. JTO TAaK Ha3bIBacMas rereporpomnHas peryjasinus. Takoit
BUJ AJIJIOCTEPUYECKOH PETYJISIIUY O4eHb PACIIPOCTPAHEH B OMOJIOTHYECKUX CHCTEMAaX.

bonee penkwii cjaydaii ajaa0ocTepUYecKOl pETryisiiiM, KOrJa caM cyOCcTpar MOXKET BBIC
Tynatb B KadecTBe IOJOXHUTENbHOrO 3(dexkropa. Takaa peryasiums  Ha3bIBaeTcs
romotponHoi (3dekrop m cybcTpaT — OAHO M TO KE BeIeCTBO). ITH (PEPMEHTHI UMEIOT
HECKOJIbKO ILIEHTPOB CBSI3bIBAHUSI I cyOcTpara, KOTOpbIe MOI'YT BBINOJHATH JIBOHHYIO
(GYHKLIMIO: KAaTAIMTHYECKYI0O M PeryjsiTopHylo. Ajuioctepuueckue (epMeHTbI TAKOIro Tuma
HCNOJIB3YIOTCH B CUTYyallud, KOIrJa cy0CcTpaT HakKalUIMBAaeTCs B M30BITKE M /10JIKeH ObICTPO
npeodpazoBaTbCsl B IPOIYKT.

Perymsiuus kaTaauTuyeckoll akTUBHOCTH  (epMEHTOB IyreM (ocdopunupoBaHus U
nedochopmmpoBanus. B Ononmormyeckux cucTeMax YacTo BCTPEUACTCS MEXAHM3M PETYISLUU
aKTUBHOCTU ()EPMEHTOB C IOMOIIBIO KOBAJIEHTHOM MOAMGUKAIMKM AMHUHOKHUCIOTHBIX OCTATKOB.
BeICTpBIIi M IIMPOKO pacIpOCTPaHEHHBI CHOCO0 XUMHYECKOH Moaupukaimuu (HepMeHTOB -
dhochopunupoBanne/nepochoprmmporanue. Moaudukaruu noxasepratorcs OH - rpymmsl
depMeHTaMH  TpoTeMHKMHa3amu, a  jaedocopuinpoBanue-pocdonporenHpochaTazamu.
[Ipucoenunenue ocrarka pocHopHON KUCIOTHI MPUBOIUT K U3MEHEHHIO KOH(POPMAIMY aKTUBHOTO
LIEHTPa U €ro KaTaIUTUYECKON aKTUBHOCTH.

[Tpu sTOM pe3yabTaT MOKET ObITh ABOSKUM: OJHU (epMeHTHl NpU (OochHOPHUIUPOBAHUI
aKTUBUPYIOTCA, APYTUE, HAIIPOTUB, CTAHOBSITCSI MEHee aKTHUBHBIMU.

M3meHeHne aKTUBHOCTM  (epMeHTa, BbI3BaHHOE (ochopuiimpoBaHHeM, 00pPaTUMO.
Otmieruienne ocratka (ocOpHON KUCIOTHI OCYHIECTBIsieTcsl (hepMeHTaMu (OCHOPUIMPOBAHUS
dhochonporenndocdarazamu.

AKTHBHOCTh TIpOTeHHKHHA3 u (ocdomnporenndocdaras peryaupyercss TOPMOHAMH, YTO
MO3BOJISIET OBICTPO M3MEHATh AKTUBHOCTh KIIIOYEBBIX (PEPMEHTOB METAaOOIMYECKUX NyTed B
3aBUCUMOCTH OT YCJIOBHI BHEIIHEH cpeJibl.

AHTaroHUCTU4YHble 1O (YHKUUM TOPMOHBI IPOTHBONOJOXKHBIM 00pa3oM BIHUSIOT Ha
dochopunmpoBanne aedochoprmupoBanre (GpepMEHTOB, BBI3BIBas MPOTHUBOMONOKHBIC 3(H(HEKTHI
U3MEHEHMs MeTaboIM3Ma KIIeTKH.

Hampumep, non paeiictBueMm rirokaroHa (B MepHOJ MEXIy NpUEMaMU MUIIM) B KIETKax
IIPOUCXOJUT YMEHBIIEHUE CUHTE3a SHEPIETUUYECKOI0 MaTepuana — JKMpa, MNIMKOIeHa U YCUJIEHUE
ero pacnaga (MoOmiIM3ausi), BBI3BAHHOTO (OCHOPHINPOBAHMEM KIIIOUEBBIX (DEPMEHTOB 3THUX
mporeccoB. A 1Moja ACHCTBHEM HMHCYJIWHA (BOBpeMsl MUILEBApeHHs), Ha000pOT, aKTUBUPYETCS
CHUHTE3 INIMKOT'€Ha U UHTMOUPYEeTCs €ro pacnaj, Tak Kak B3auMOJIEHCTBUE HHCYJIMHA C PELENTOPOM
aKTUBHUPYET CHUTHAJIbHBIA MyTh, NPUBOIAIIMK K aedochopuIMpOBaHUIO TeX IKe KIHUEBbIX
(bepMeHTOB.

Perynsiuus KaTaJMTHYECKOM AKTHBHOCTH (PEPMEHTOB YACTHYHBIM (OrPAaHUYEHHBIM)
NPOTEO0JH30M

Hekoropeie ¢epmentsl, ¢pynkuuonupyoomue BHe kieTok (B JXXKT unm B mnazme KpoBn),
CUHTE3UPYIOTCS B BUJE HEAKTUBHBIX IPEIIIECTBEHHUKOB M aKTUBHPYIOTCSI TOJBKO B PE3YJIbTaTe
TUIPOSIN3a OJHOM WM HECKOJbKHUX OINpeAeNEHHBIX MNMeNTHAHBIX CBs3€d, 4YTO NPUBOIUT K
OTIIETIJICHHUIO YacTu OEIKOBOM MOJIEKYJbl MpeAlIeCTBEHHUKA. B pe3ynbraTe B OCTaBIICHCS YacTH
0eKOBOI MOJIEKYJIbl IPOUCXOJUT KOH(OpMAalMOHHAs MepecTpoiika U (GOpMUPYETCS aKTUBHBIN
LEHTp (epMeHTa.

PaccMoTpuM MexaHM3M YaCTUYHOIO IPOTEOIN3a HA IPUMEPE AKTUBALIUU TPOTEOIUTUYECKOTO
¢depMeHTa TpUICHHA. TpPUIICUHOTEH, CHUHTE3UPYEMBIH B TMOKETYAOYHOM Keneze, IpHu
MULIEBAPEHUH 10 POTOKAM IODKENYI0YHOM JKENe3bl OCTYNAET B IBEHAIATUIIEPCTHYIO KUIIKY,
II€ U aKTUBUPYETCS MyTEM YacTHYHOIO MpOTeoin3a MojJ JAeicTBHEeM (GepMeHTa KUIIEYHHKA
SHTEPONENTHIA3HI.

B pesynbrare otmemneHus rexcanentuaa ¢ N-xoHma ¢opMupyeTrcsi aKTUBHBIA LIEHTP B
ocTaBlIeiicss YacTH MoJeKysbl. Cienyer HalmOMHHUTb, YTO TPUIICMH OTHOCAT K CEMEKNCTBY
«CEPUHOBBIX» TNPOTE€a3 — AaKTUBHBIM LIEHTp (epMeHTa COAEPKUT (YHKIMOHAIBHO BaXKHBIH,
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octatok Cep. YacTWyHBIl NPOTEONU3 — TNpPUMEpP PEryJSIIUU, KOTAAa aKTUBHOCTH (epMeHTa
U3MEHSIETCS HEO

oparumo. Takue depMeHTH (PYHKIIMOHUPYIOT, KaK MPABUIIO, B TEYCHHE KOPOTKOTO BPEMEHH,
OTIpE/ICNIIEMOr0 BPEMEHEM >KU3HHU OETKOBOM MoJieKylbl. YacTHUUHBIM MPOTEONIHU3 JESKUT B OCHOBE
aKTHBALMU TPOTEOJUTHYECKUX (EPMEHTOB, OEIKOB CBEPTHIBAIOIIEH CHCTEMBl KpPOBH H
¢bubpuHONIU3a, OEIKOB CUCTEMbI KOMILIEMEHTA, a TAK)KE MENTUIHBIX TOPMOHOB.

HN3odepmenTsI

DepMeHTHI, KaTaTU3UPYIOIIUe OAHY U Ty K€ XUMHUYECKYIO0 PEaKkiuio, HO OTIMYaIoIIHecs 10
MEPBUYHOM CTPYKTYpe Oenka, Ha3bIBAIOT M30(epMEHTaMH, WIN U303H3UMaMu. OHH KaTalu3upyroT
OJIUH U TOT K€ THUIl PEaKIMH C MPUHLUITUAIBHO OJJUHAKOBBIM MEXaHU3MOM, HO OTJIMYAIOTCA IPYT OT
Apyra KHHETHYECKUMH TapaMeTpaMy, YCIOBHSAMHU aKTHUBAIlUM, OCOOCHHOCTSAMHU  CBS3H
anogepMeHTa 1 KoepMeHTa.

[Tpupona noseneHust N30PepMEHTOB pazHOOOpa3Ha, HO Yallle BCEro 00yCIIOBIIEHA PA3IUUUAMU
B CTPYKType TE€HOB, Koaupymoumx A>T uzopepmentsl. CienoBareabHO, HU30(EPMEHTHI
pa3nuyarTca MO MEPBHUYHOW CTPYKType OENKOBOW MOJEKYJBI M, COOTBETCTBEHHO, MO (DU3HUKO-
XUMHUYECKUM cBoicTBaM. Ha paznuumsix B (PU3MKO-XMMHUYECKUX CBOWCTBAX OCHOBAHBI METOJbI
orpeiesieHust n30(h)epMEHTOB.

[To Bceilt cTpykType n30(hepMEeHTHl B OCHOBHOM SIBJISIFOTCS OJIMTOMEpHBIMH Oenkamu. [Ipuuem
Ta WM WHAsl TKaHb NMPEUMYIIECTBO CHHTE3UPYET ONpEAeIeHHBIC BHIBI IPOTOMEPOB. B pe3ynbrare
ONpeAeNIeHHOW KOMOMHAIIMM STHUX MHPOTOMEPOB (QOPMHUPYIOTCS (PEPMEHTHI C Pa3IHMYHOU
CTPYKTYpo#l - wu3oMepHble ¢GopMmbl. OOHapyXeHHE ONpPEACICHHBIX H30()epPMEHTHBIX (OpM
(hepMEeHTOB MO3BOJISIET UCTIOIB30BATh UX ISl TUATHOCTUKU 3a00JICBAHUIA.

Hzodopmbl nakTtataeruaporeHasbl. @epmenTsl naktataeruaporenasa (JIAI) karamusupyer
00paTUMYIO PEaKIMI0 OKHCIEHUS JIakTaTta (MOJOYHOW KHUCIOTHI) 0 MUpyBaTa (MUPOBHHOTPAIHOM
KHCJIOTHI).

JlakTaTneruaporeHaza - OJUIOMEpHbIM Oenok ¢ MouseKyisipHol Maccoit 134 000/,
cocrosiimii U3 4 cyobenenuir 2 tumoB: M (or anri. muscle - meimma) u H (ot anrn. heart -
cepaue). KomOunammst STux cyObeAeHUI] JEKUT B OCHOBE QopmMupoBanus 5 uzohopm
nakrataeruaporenassl. JIAI 1 u JI/I[, nanbosnee akTUBHBI B cepA€UHOM MbImie U noukax, JIJI s u
JIAI's - B CKENETHBIX MBIIIIAX U MEYEHH. B OCTaNbHBIX TKAHAX UMEIOTCS pa3iuyHble (POPMBI 3TOTO
dbepmenTa.

*  H3zodopmbl JIAr OTJINYAOTCS ANEeKTPO(OPETUIECKON MOJABUKHOCTBIO,  YTO
MO3BOJISIET  YCTAHABJIMBATh  TKAHEBYIO MPHUHAJIEKHOCTH u3opopm JIAT.

* [llosBnenne B 3BomtonMM pasnuuHbix u3odopm JI/IIT oOycnoBieHO OCOOEHHOCTSIMU
okucnurenbHoro meradonusma Tkaned. Mzodepmentst JIATy u JIAI's (M-tunst JIJAI) pabotator
3¢ ¢exTuBHO B aHa’poOHbIX ycnoBusx, JIAI' v u JIAI ,(H-tumel) - B a3poOHBIX, KOrja MUpPyBaT
osicTpo okucisiercs 10 CO;, u H,O, a He BoccTaHABIMBACTCS 10 MOJIOYHON KHUCIIOTHI.

* TIlpu psne 3aboneBanuii uccineayer aktuBHocTh JIJIIT B mmasme kpoBu. B HOpme
aktuBHOCTh JIJII' coctaBnsier 170-520 EJI/n. IloBblieHre akTUBHOCTH HAOJIOJAIOT MPU OCTPHIX
MOPaXEHUSX CepAlla, MEYEeHH, MTOYEK, a TAKKe MPU MEraJo0IaCTHBIX U TeMOJIMTHYECKUX aHEMUSX.
OnHako 3T0 yKa3bIBa€T HAa MOBPEXKIECHHE JIMILb OJTHOM U3 MEepEeUrCIECHHBIX TKaHEH.

e Jlns moctaHOBKM AuarHo3a HeoOxoauMmo uccienoanue uzopopm JIAI' B minazme kpoBu
METOJ0M dJeKTpodopesa.
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M3odopmbl JakTaTaernaporeHasbl. A - crpoeHue pa3mmuabix m3odopm JIJII; b -pacripenencaue
Ha sJekTpodoperpaMme M OTHOCHTENbHBIE KommuecTBa uzopopm JIJIIT B pasmmunbix opranax; B
conepkanne m3opopm JIAI' B m3Me KpoBM B HOpME M TIPH MATOJNOTHHU (3JIEKTPO(OpEerpamMMBbl - ClieBa |
(hoToMeTprueKoe CKaHUPOBAHHKE - CIIPaBa)

NPUMEHEHUE ®EPMEHTOB B ME/IUITUHE

depMeHTHBIE Tpenaparbl MUPOKO UCHONB3YIOT B MeauuuHe. DepMeHThl B MEIUIMHCKOU
MPaKTUKE HAXOAAT TMPUMEHEHHE B KayeCTBE JMArHOCTUYECKUX (SH3MMOJUATHOCTUKA) H
TepaneBTUYECKUX (IH3UMOTEPAIInsi) CPEICTB.

Kpome Toro, ¢epMeHTHI HCHOIB3YIOT B KAauyeCTBE CIHEIMU(DUUCCKUX PEAKTHBOB IS
ompeleNneHusl psaa BewlecTB. Tak, IIIOKO300KCHUIA3y HPUMEHSIOT i KOJUYECTBEHHOTO
ONpENENIECHNs] INIFOKO3bl B MO4Ye M KpoBU. (DEepMEHT cpeasy HCIONb3YIOT U1 ONPEICICHUS
COJIep KaHMs KOJIMYECTBA MOYEBHUHBI B KPOBU U Moue. C MOMOIIBIO Pa3IuYHbIX JIETHIpPOreHas
00HapYKMBAIOT COOTBETCTBYIOIIHME CyOCTpAThl, HAIPUMEP IMUPYBAT, JIAKTAT, STUIOBBIN CIIUPT U
zp.

IH3UMOJAUATHOCTUKA

BHSI/IMO)II/Ial"HOCTI/IKa 3aKJII0O4acTCAa B IMOCTAHOBKEC AMAIrHO3a 3a00JICBaHMS (I/IJ'II/I CI/IH)IpOMa)
Ha OCHOBC OIIPCACIICHUA AKTHBHOCTU (bepMeHTOB B OHMOJIOTHYECKUX KHUIKOCTAX YCIIOBCKA.
HpI/IHIII/IHBI OH3UMOANArHOCTHUKHU OCHOBAHBI HAa CIICAYIOIHNX ITO3UIUAX:

* IpY MOBPEX/JICHUU KJIETOK B KPOBHM WJIM JIPYTUX OMOJOTMYECKHUX KUIKOCTAX (Hampumep, B
MOUY€) YBEIMUYMBAETCS] KOHLIEHTPAUsI BHYTPUKIETOUHBIX ()EPMEHTOB MOBPEXKAEHHBIX KIETOK;

* KOJHMYECTBO BBHICBOOOXKAaeMOro (pepMeHTa JOCTATOUHO JIJIsl €r0 OOHAPYKEHUS;

* AaKTMBHOCTb ()€PMEHTOB B OHOJOIMUECKHX JKHUIKOCTAX, OOHApYKUBAaeMbIX IpHU
MOBPEXKICHUH KJIETOK, CTaOUIbHA B TE€YEHHE JOCTATOUYHO JJIUTEIBHOIO BPEMEHHU M OTIMYAETCS OT
HOpPMAaJIbHBIX 3HAYECHUI;

* psin (epMEHTOB HMEET MPEUMYIIECTBEHHYI0 WM aOCOJIIOTHYIO JIOKaJlM3aluio B
OIpeIeIEHHBIX OpraHax (OpraHocrnenupUIHOCTS);

* CyHIECTBYIOT Pa3JIMYMsI BO BHYTPUKJIETOUHOM JIOKaU3aluu psaa pepMeHTOB.

HpI/I‘IHHLI, NPUBOAANINEG K YBCJINYCHHUIO KOJIMYECTBA (l)epMeHTOB B KPpOBH

@epMeHTBl  IUIa3Mbl  KpPOBM  MOXHO  pasgenute Ha 2 rpynnel.  Ilepsas,

OTHOCHTEIBHO HeOobIIas rpynmna (dbepmeHToB AKTHBHO CEeKpeTupyercs B
IJ1a3My KpOBU OIpeEIEHHBIMU opraHaMu TaK Ha3bIBa€MbIE CEKpPETOPHBIE
¢depmentsl.  Hampumep, mneueHb  CHHTE3HpPYEeT  HEAaKTUBHBIE
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MPEALIECTBEHHUKH (DepMEHTOB CBEPTHIBAIOLIECH CUCTEMBI KpOBH. Ko BTOPOIi OTHOCAT OOJIBIIYIO
rpynny  (epMeHTOB, BBICBOOOXKIAIOIIMXCA U3 KIETOK BO BpeMs HMX  HOPMAaJIbHOTO
¢bynkunornupoBanuss OOBIYHO 3TH (PEPMEHTHI BBHINOJIHSIOT CBOIO (DYHKIMIO BHYTPH KIIETKH U HE
UMEIOT (PU3HOJIOTMYECKOro 3HAUCHMsI B IUIa3Me KPOBU. Y 3]I0pPOBOTO YEJIOBEKAa aKTUBHOCTh 3THX
(epMEeHTOB B TUIa3Me€ HHU3Kash M JOCTATOYHO IIOCTOSIHHAS, TaK KaK IOCTOSHHO COOTHOIICHHE
CKOpOCTEH BHICBOOOXIEHUS MX U3 KJIIETOK U CKOPOCTEH pa3pylleHHs..

[Tpr MHOTHMX 3a00JIEBaHHSX MPOUCXOAUT TOBPEXKACHHE KIETOK, M MX COAEPKUMOE, B TOM
quciae U (EepMEHThI, BBICBOOOXKIAIOTCS B KpoBb. K mIpuunHaM, BBI3BIBAIOIIMM BBICBOOOXKICHUE
BHYTPHUKJIETOYHOTO COAEPKUMOTO B KPOBb, OTHOCST HapylIEHHE MPOHUIIAEMOCTH MEMOpaHbI
KJIETOK (IpY BOCHAIUTENbHBIX MPOLECcCcax) WM HapyLIeHUE LENOCTHOCTU KIETOK (IIpU HEKpo3e).
Omnpenenenue B KpOBH AaKTUBHOCTH psifa (EPMEHTOB XOPOIIO HANAKEHO B OMOXMMHYECKHX
nabopaTopusiX, YTO MCHOJB3YIOT JUIl JAWArHOCTUKU 3a00J€BaHUIl cepila, MeYeHH, CKEJIECTHOM
MYCKYJIATypbl U JAPYI'MX TKaHEH. YPOBEHb aKTUBHOCTH ()EPMEHTOB B IIa3Me KOPPEIHPYET CO
CTEIEHbIO MIOBPEKIACHUS KIETOK.

Jlnist SH3MMO/IMAarHOCTUKYA UMEIOT OOJIBIIIOE 3HAUCHHE 3HAHUS O CYOKJIETOUHOM JIOKATM3aIuu
¢bepmentoB. Tak, mosiBieHHE B IUIa3Me€ KpPOBHU (EPMEHTOB, HUMEIOIIUX TOJIBKO IUTO30JIbHYIO
JIOKAJMM3alMi0, CBUACTEIBCTBYET O  BOCHAJIUTEIBHOM  Tpolecce; TMpH  OOHapyKEHUH
MUTOXOHJAPHAIBHBIX WM SJEpHBIX (EPMEHTOB MOXXHO TOBOPUTH O Oojee IIIyOOKHX
MOBPEXICHHUSX KJIETKU, HATPUMEP O HEKPO3eE.

OnHaKo MOBBILIEHHE KOHLIEHTPAMK (DEPMEHTOB HE BCET/1a CBA3AaHO C MOBPEKICHUEM TKaHEH.
[Tpu M30BITOYHON KIETOUYHOW Mpoiudepannuy, HanpuMep Ipu OHKOMPOIH(epaTUBHBIX MpoIeccax,
IIPY TOBBIIIEHHOM CKOPOCTH CHHTE3a HEKOTOPHIX (PEPMEHTOB B KJIETKAX WJIM IPU HAPYLUIEHHOM
KIIMpEeHCe (CIIOCOOHOCTH BBIBOAMTHCS MMOYKAMM) HAOIIOJAOT MOBBIIIEHNE KOHIICHTPALUU B KPOBH
ornpeie€HHBIX (epMeHTOB. Bpauam cienyer yduThIBaTh, YTO HOPMaJbHbIE 3HAYEHUSI aKTUBHOCTHU
(dbepMeHTOB B KPOBH JieTeil M OEPEeMEHHBIX KCHIIMH OTIMYAIOTCS OT IOKa3aTesiel, XapaKTepHBIX
JUIs1 B3POCIIBIX 3/10POBBIX JIIOJIEH.

JH3UMOIMATHOCTHKH NPH HHPAPKTEe MHOKAPAA

[Tpumepno 30% OGonbHBIX HHPAPKTOM MUOKApAA UMEIOT ATUITUYHYIO KIMHUYECKYIO KapTHHY
3TOro 3abosnesaHus. IloaToMy HEOOXOIUMO MPOBOIUTH JIOMOJHUTENBHBIE METO/Ibl UCCIIEI0BaHUS
TUTSL TIOATBEPIKACHUS TTOBPEXKICHHUS CEPACYHON MBIIIIIHI.

IIpu wunpapkTe MHOKapaa HaOMIONAIOT JOCTOBEPHbIE HM3MEHEHUS B KpPOBH aKTHBHOCTH

depmentroB KK, JIJAI' u acnapraramunotpancdepassl — ACT, KOTOpble 3aBUCAT OT BpPEMEHH,
IpOIIEIIEro OT Hayaja pa3BUTHUA HMH(papKTa M OT 30HBI TKaHEBOro mnoBpexaeHus. Ilocne
3aKyNOPKH (OKKJIFO3WH) KOPOHAPHOTO COCY/Ia B KPOBU BHAYaJIe OTMEUAIOT MOBBIIICHHE aKTHBHOCTH
KK wuzodopmer MB, oxHako ¢epmeHT OblcTpo yapamsercs U3 KpoBoToka. OOHapyxeHue
noBelleHHON akTuBHOCTH KK B ma3Me KpoBM — OCHOBHOM 3H3MMOAMATHOCTUYECKUN KPUTEPUil
uHpapkTa MUOKapja. Eciau y mamueHTta ¢ 3arpyJUHHBIMH OOJIIMU HE OOHapy)KEHO M3MEHEHHUs B
aktuBHOCcTH KK, nrarnos nngapkra Muokapia MajaoBepOSTEH.
JIONOJTHUTENBHBIM TOATBEP)KICHUEM 1
Mar”gosa uHpapkra MHOKap/a 6 ]
CIy’)KUT OOHapyKeHHe aKTHUBHOCTEH
depmento ACT u JIZII' B kpoBu
OonpHBIX. JI[MHaMHMKa W3MEHEHUH
3TUX AKTUBHOCTEU TaKxe
NpEJCTaBIeHa Ha JTOM pHUCYHKE.
AxtuBHocth  ACT B HOpMe
cocrapnser 5-40 ME/n.  Ilpu
nHpapKTe MHOKapjIa aKTHBHOCTb
ACT nossiaercs yepe3 4—=6 u;

HOPMAJIbHBIX SHAYC¢HHH
th

W A
Y

K[)EITHOP YBeJH'eHHe AKTHBHOCTH
[§)

(l) €PMEHTOB OTHOCHTEIbHO

1
0 24 48 72 %26 120

Bpenta,u
Huadapkr
MHOKApPJIA

H3zmenenue axmusnocmu pepmenmos 6 naasme Kposu npu uH@apkme mMuoxkapoq.
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SH3UMOIIATUN

B ocHoBe MHOrHX 3a005IeBaHMI JIeKaT HapyIIeHHs (DYHKIMOHUPOBaHUS ()EPMEHTOB B KIIETKE —
SH3UMOMATHY. Pa3nmyarorT mepBHYHBbIC (HACTIEICTBEHHBIC) M BTOPHYHBIC (IPUOOPETEHHBIE) SH3UMOMATHHL.
[IpnoOperéHHble 3H3UMOIIATUH, KaK W BOOOIIE MPOTEUHONATUH, MO-BUAMMOMY, HAONIOJAI0T MPU BCEX
00JIe3HSX.

[Ipy mepBUYHBIX SH3UMONATUSX ACPEKTHbIE (EepMEHTHI HACIEIYIOTCS, B OCHOBHOM, 110 ayTOCOMHO-
periecCHBHOMY THITy. ['€Tepo3uroThl, darie Bcero, He MMEIOT (DEHOTUITMUYECKUX OTKIOHEeHWH. [lepBUdHbIC
SH3UMONATUH OOBIYHO OTHOCAT K METa0OIMYecKUM OOJe3HsIM, TaK KaK MPOUCXOIUT HapyIlleHUe
ONpeIeNEHHBIX MeTaboIIecKux myTeil. -IIpr—ouBeM—pasBuTHe

INPUMEHEHUE ®EPMEHTOB B KAYECTBE JIEKAPCTBEHHBIX CPETCB
Hcnons3oBanue (pepMEHTOB B KauecTBE TEPANCBTUUECKHX CPEJCTB MMEET MHOTO OrpaHWYeHHU
BCJIEJICTBHE MX BBICOKOM HIMMYHOTEHHOCTH. TeM He MeHee SH3UMOTEPAITiiO aKTHUBHO Pa3BUBAIOT B CIIEIYIOLIX

HAIpaBJICHHSIX :

. 3aMeCTMTENbHAs  Tepalmust —  KCHONb30BaHWE  (DepMEHTOB B clydae  MX
HE/I0CTaTOYHOCTH;

*  DJIEMEHTbl KOMIUIEKCHOM Tepalmuu — IpUMEHEHHe (DEPMEHTOB B COYETAaHUHM C JPYroi
Tepanuen.

3amecTuTelbHas SH3UMOTEpaITHsl a(pexTrBHA pu HKEITYJOUHO-KHIIIEUHbIX

3a00JIeBaHUAX, CBSA3AHHBIX C HEIOCTATOYHOCTHIO CEKPELMH THIIEBAPUTEIHHBIX COKOB.

Hanpumep, merncuH HMCHONB3YIOT MPU aXWUJIUHW, THIO- M aHAUAHBIX ractpurtax. edunur
MaHKpeaTH4ecKux (EepPMEHTOB TaKXKe B 3HAYUTEIHHOM CTENEHU MOXKET OBbITh KOMIIEHCHPOBAH
npuéMOM BHYTPH IMIPEMapaToB, COJAEPIKAIMUX OCHOBHBIC (DEPMEHTHI TOHKCITYIOYHON >KeIe3bl
(dbecran, sn3ucTaN, Me3UM-GopTe U Ip.).

B kayecTBe JOMOTHUTENBHBIX TEPANEBTUYECKUX CPEICTB (DEPMEHTHI UCIOJIB3YIOT TP Psijie
3aboneBanuii, [Iporeonuruueckre GpepMeHTh (TPUIICHH, XUMOTPUIICHUH) MPUMEHSIOT MIPU MECTHOM
BO3JICUCTBUHU JJIs1 0OpaOOTKM THOWHBIX paH C IEJIbI0 PACIICIUICHHUS] OETKOB MOTUOIINX KJIETOK, JJIs
ylajdeHus] CTyCTKOB KpPOBU WM BS3KMX CEKPETOB IMPH BOCHAIMTEIBHBIX 3a00JeBaHUIX
JBIXaTeIbHBIX MyTed. DepMeHTHBIC npenapaTsl puOOHYKJI€a3y U J€30KCUPUOOHYKIIEa3zy
UCIONB3YIOT B KayecTBe MPOTHUBOBUPYCHBIX IIPENapatoB TMpU JICUEHUU aJCHOBUPYCHBIX
KOHBIOHKTUBHUTOB, TE€PMETHUYECKUX KEPATUTOB.

depMeHTHBIE Tpenaparbl CTAIM MKUPOKO MPUMEHATH MpH Tpombo3ax U TpomboamoOomusx. C
STOU LIETBIO UCTIONIB3YIOT MpemnapaTsl GUOPHUHOIN3NUHA, CTPENITOINA3BI, CTPENTO/IeKa3bl, YPOKHHA3HI.

®epMeHT THanypoHU a3y (JUAa3y), KaTATU3UPYIONINHI paciieneHie THaTypOHOBON KUCTIOTHI,
WCIIOB3YIOT TIOJIKO’KHO M BHYTPUMBIIIEYHO JJISl pacCaChIBaHUS KOHTPAKTYp PyOIIOB MOCIIE 0KOTOB
U omepalnuii (ruaypoHOBas KHCI0Ta 00pa3yeT CIIMBKU B COCTMHUTENBHON TKaHH).

depMeHTHBIE TpenapaThl UCHOJb3YIOT MPH OHKOJOTHMYECKUX 3a00JieBaHMsIX. AcmaparmHasa,
KaTaJlu3upyolas peakifio kaTabonu3Ma acraparuta, Haluia IpuMeHeHHe [T JISYeHUs JICHKO30B:

[IpennochuiKoi aHTUIECHKEMUYECKOTO IEHCTBHUS aclaparuHa3bl OCTYKUIO OOHApYKEHHE
B JIEWKO3HBIX KJIETKaX JePEKTHOTO

bepmenTa acraparMH-CHHTETAa3bl, .0 0
1 1
KaTAIM3UPYIOIIETO PEaKIMI CHHTE3a ?\NH (<0H
acnaparvHa. o |
CH; Acmaparmsasa 'Hy
JIefiKo3HbIE KIETKH HE MOTYT | +H0) ———> ] + NH,
CH-NH; CH-NH,
CHUHTE3UPOBAThH ACTIAPATUH U MOITYYaroT |
ero u3 IasMbel  KpoBH. Ecim CO0OH C0O0H
HMEIOIIMIICS B IUIa3ME€ acnaparvH
pa3pyliath BBEAECHHEM acmaparvHasbl, L-Acmparum L-Acnap arseoBa st
TO B JIEMKO3HBIX KJIETKAaX HACTYIHUT KHCTBITA

NeUIUT acraparuiHa U B pe3yibTare
— HapyllIeHne MeTaboIr3Ma KIIeTKH.
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"OH + | NH; S| 1|CH; .
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1 CHp
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COOH CH-NH, |
| CO0OH
L-Acnap ar uvoBa s COOH L-Acmparim L-T'myTamimsoBas
L-T myTavors KHCIOTA

KHC TH¥Ta

: MEXAHU3M PET'YJALINU AKTUBHOCTU ®EPMEHTOB,
KJIMHHUYECKAS SOH3UMOJIOTI'UA

OCHOBY JKM3HEIEATEIBHOCTU JIIOOOr0 OpraHM3Ma COCTABIIAIOT XMMHUYECKHE IPOLECCHI.
[IpakTueckun Bce peakUMM B JKMBOM OpraHM3ME€ IPOTEKAOT € YYacTHEM MPUPOIHBIX
OMOKaTaIN3aTOPOB, Ha3bIBaEMbIX (PepMEHTAMU, UM 3H3UMaMu. Cpea MHOKECTBA SHEPreTHYECKH
BO3MOXKHBIX ~peakiuii (QepMeHTh H30UpaTenbHO TPEoOpasyroT pPEareHThl, Ha3bIBaEMbIC
cyocTparamu, Mo (PU3MOJIOTMUECKH TMOJIE3HOMY MyTH. Takum o0pa3oM, (epMEHTHI YIpPaBISAIOT
BCEMU META0OIMYECKUMH TIpoleccaMu opranuzMa. DepMeHThl, Kak ObUIO YCTaHOBICHO el B
1922 r., saBnaworcs Oenkamu. VX ponb yHMKallbHA: OHM YBEJIMYUBAKOT CKOPOCTh HMPOTEKAHUS
XMMHUYECKOM peakluu, OJHAKO IpU ATOM He pacxoayrorcs. B 1926 r. Obu1 BnepBble OUMIIEH U
BbIJIEJIECH B BHUJAE OEIKOBBIX KpPUCTAUIOB (EPMEHT ypeas3a, KaTaJU3UPYIOLIUH peakiuu
pacileryieHdsi MOYEBHMHBI JI0 aMMMaka U JAuOoKcujaa yriepoja. K HacrosimeMy BpeMeHH B
KPUCTAZIMYECKOM BHUJE TIOJIy4EHbl COTHM Ppa3IM4YHBIX (EPMEHTOB, paclIM(pOBaHbl HX
AMHHOKUCIIOTHBIE [TOCIIEI0BATEIbHOCTH, U3y4aeTCs UX POJIb B META0OIMUECKUX ITPEBPAILICHUSX.

[Tockonbky (epMeHTBl — O€IKOBBIE MOJEKYJbl, CIEJOBATEIbHO, OHU OOJIAZAI0T BCEMHU
CBOMCTBaMHM, XapaKTepHbIMU i OenkoB. B TO ke BpeMsi OHM MMEIOT OCOOEHHOCTH CTPOEHUS,
XapaKTEPU3YIOLIUE UX KaK KaTaJIU3aTOPBI.

CINNEIIM®UYHOCTD JEHCTBUSA ®PEPMEHTOB

buonoruueckas ¢yHkius gepMeHTta, Kak M J1t000ro Oenka, 0OyCIOBIEHAa HAJIWYHEM B €TO
CTPYKTYpE aKTHBHOI'O LeHTpa. JIurann, B3auMoJEHCTBYIOIIUNA C aKTUBHBIM LEHTPOM (epMeHTa,
Ha3bIBAIOT cyOcTparoM. B akTuBHOM 1ieHTpe (epmMeHTa ecTb aMHHOKUCIOTHBIE OCTaTKH,
(yHKIMOHAIIbHBIE TPYMIBI KOTOPBIX OOECTIEUMBAIOT CBSI3bIBaHHWE CyOCTpaTa, U aMHHOKHCIOTHbBIE
OocTaTKH, (YHKIHMOHAIBHBIE TPYIIBI KOTOPBIX OCYIIECTBISIOT XUMHUYECKOE MpEeBpalleHHe
cyocTpara. YCIOBHO OTH TpyNmbl OOO3HAYAIOT KaK y4YacTOK CBS3bIBaHWS CyOcTpata U
KaTAIUTUYECKUN YYacTOK, OJTHAKO CJIEyeT MOMHHTb, YTO HE BCErJa ATH YYaCTKH HUMEIOT 4YE€TKOoe
MPOCTPAHCTBEHHOE pa3JieNIeHNE U MHOTIa MOTYT «II€PEKPBIBATHCSY.

B yuacTke cBA3bIBaHUS CcyOCTpaT MpU MOMOLIM HEKOBAJIEHTHBIX CBS3E€H B3aUMOJIEHCTBYET
(cBs3pIBaercs) ¢ (pepmeHTOM, Qopmupys pepMeHT- cyOCTpaTHBIM KOMIUIEKC. B KkaTaiuTuiyeckom
ydacTke cyOcTpaT mpeTepneBaeT XHMUYECKOEe IpeBpalleHue B MPOJYKT, KOTOPBIH 3areM
BBICBOOOKJIa€TCSl M3 aKTUBHOTO IeHTpa QepMeHTa. CxemMaTMYHO WpOIECC KaTalau3a MOKHO
MIPEICTAaBUTh CIIEAYIOINM yPAaBHEHUEM:!

E+S—ES—EP «-E+P,
I'ne E - depment, S - cyberpar, P- mponykr. lanHble 0003HaueHUs OOIICTIPUHATHI U
MIPOMCXO/IAT OT aHTJIMHCKUX CIIOB enzyme, substrat, product.
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CrnernupuyHOCTh - HanboJiee BAXKHOE CBOMCTBO (PEPMEHTOB, ONpeesionee ON0I0rHIeCKyI0
3HAYUMOCTh JITHX MOJEKYyJl1. Pa3nuvaior cyOCTpamHyl0 ¥ KaTaJUTHYEeCKYIO CHEIU(UIHOCTH
(dbepmeHTa, onpenenseMble CTPOSHHEM aKTUBHOTO LIEHTPA.

CyOcTpaTHas cieniu(pMYHOCTH

[Ton cyOcrpatHOW cHENMUPHUUHOCTHIO TIOHUMAKOT CHOCOOHOCTH Kaxaoro QepmeHTa
B3aMMO/ICHCTBOBATH JIUIIb C OJIHUM I HECKOJIBKUMU OIpeeIeHHBIMU cyOcTpaTtamu. Pazimiuaror:

*  AOCOIIOTHYIO CyOCTpaTHYIO CIIeIU(PHIHOCTB;
* ['pynmoByro cyOCTpaTHYO ClICIM(PUIHOCT;

*  Crepeocnenu(puaHOCTb.

.

AOcoII0THAA cyOCTPaTHAA ClleM(PUIHOCTD.

AKTHUBHBIA HEHTp (EepMEHTOB, 00OIaTarONIMX A0CONIOTHOM CyOCTpaTHOM crenu(u4HOCTHIO,
KOMILUIEMEHTaPEH TOJILKO OJJHOMY cyOcTpary. ClieayeT OTMETUTh, YTO TaKUX (PEPMEHTOB B JKUBBIX
OpraHu3Max Majo.

[Ipumep depmenTa ¢ abCOMIOTHOW CyOCTpaTHOM CHENM(PUYHOCTBIO - aprUHas3a,
KaTaJIM3UPYIOILAs PEaKIHIO PaclIeNIeHNs] aprMHIUHA 0 MOYEBHUHBI 1 OPHUTHHA!

2

C=NH lﬁHz
; 2
CH Aprumaza (CHy), .
5)3 FH,O e .ICH NH + CI.—O
CH NH 2 A2 NH »
I ‘OOH
COOH
ApruanH OpHHUTHH
Mot 1eBHHA

I'pynnoBasi cydcTpaTHasi cnenupuaHOCTh

BonpmMHCTBO  (epMEHTOB  KaTalu3upyeT OAHOTHUIIHBIE pPEaKIMU €  HeOOJIbLINM
KOJIMYECTBOM (TPyMIIOi) CTPYKTYPHO MOX0XKHUX CyOCTpaTOB.

Tak, QepMeHT maHKpeaTHyeckas JIMIa3a  KaTaJu3UpyeT THUIPOIHU3 JKUPOB B
JIBEHA/ILATUIIEPCTHON KHIIKE 4YeNOBEeKa, KaTalu3upys IpeBpalleHue J000M MOJIEKyNbl Kupa
(TpHanMATIMLEpONa) 10 MOJIEKYJIbl MOHOAUMIIIMIEPOIAa U JIBYX MOJEKYJI BBICHIUX MXHPHBIX
kucioT. IlaHkpearnueckas imnasa THAPOIN3YyeT 3(UPHYIO CBA3b Yy a - aTOMOB YIIIEpoAa
[JIMLEPOIIA, HE3aBUCUMO OT TOT'0, KAKHE )KUPHBIE KUCIIOTHI BXOIAT B COCTaB MOJIEKYJIBI JKHPa.

BonbIIMHCTBO  TPOTEONUTHYECKUX (EPMEHTOB, OCYLIECTBISIOUIMX TUAPOIU3 OEINKOB,
UMEeT TPYINIOBYIO  CYOCTpaTHYK  CHEUM(HUYHOCTb, THMIAPONU3YSd  TENTUIHbIE  CBS3H,
o0Opa3oBaHHbIE Pa3HBIMU AMHUHOKHCIIOTAMHU.

Crepeocnennduynoctn

[Tpu Hanuuuu y cyObcTpaTa HECKOJIBKUX CTEPEOM30MEPOB (PEPMEHT MPOSIBIIAET a0COTIOTHYIO
CHGIII/I(l)I/I‘IHOCTB K OJHOMY M3 HUX.

VckmtoueHne COCTaBISIOT TOJNBKO (DepMEHTHI 3muMepasbl (paremasbl), KaTaau3Hpyolue
MpEeBpalICHUEC ONITHYCCKUX N30MCPOB.

CTCpCOCHeHI/I(l)PI‘IHOCTb Kaue-T1JIUKO3UJIHbIM CBA3SAM.

@depMeHT ammiaza JEWCTBYeT TOJbKO HAa @ - TJIMKO3MIHBIE CBSI3M, YTO IO3BOJISET
THJIPOJI30BaTh KpaxMal M TJIMKOTEH (IOJMMEphl TJIIOKO3bl), OCTAaTKH TJIIOKO3bI B KOTOPBIX
COCJICHEHKI 4 - TJIMKO3UIHBIMHU CBA3AMU.

[lemutrono3a - TakXke MOTUMEP TIFOKO3BI, OJHAKO OCTAaTKW TJIIOKO3BI B HEM CBSI3aHBI 8 -
IVIMKO3UJIHBIMU CBSI3SIMH. B pe3ynbrare OTCYyTCTBUA Yy uenoBeka (PepMEeHTOB, Crielu(UYHBIX K 6 -
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FHHKOSHI[HOﬁ CBA3H, ICJUII0JI03a HC TUAPOJIU3YCTCS B KUIICUHHUKEC YCIIOBCKA U HC MOKCT CIIYKUTDH
HCTOYHHUKOM TJIFOKO3bI.

A
‘i
j CYSCTQNQ:}%Q
(;‘" f { W]
ARAVHOIMCTIOTH, O pazyomme
HARTAGHLIA UERTD DepMenHTa
b

\

Gy =0 P
il S oty

[

C Cyberpat )

[ Y9actok  Katarywses:
5 CERILIBAHKH KMI YYEOTOK
AKTHBHBLIA UEHTR
.. thepument

CTpoeHne aKTHBHOIO IIEHTpa GepMeHTa. A - IpUCOEIUHEHUE cyOcTpaTa K (epMEHTY B
aKTMBHOM IIeHTpe; b mosjoxkeHue aMMHOKHCIOTHBIX OCTAaTKOB, ()OPMUPYIOIIMX AKTUBHBIA LIEHTP
(dbepMenTa, B IepBUYHOMN CTPYKType Oenka; B - akTUBHBINM LEHTp (epMEeHTa YCIOBHO Pa3/IeNsaeTcs
Ha YYaCTOK CBSA3BIBAaHUS M KaTAIUTUYECKUN YYacTOK- Y4YaCTOK CBSA3BIBAaHUS IPEJICTABICH
panuKaiaMd aMHHOKHCIIOT, (YHKIMOHAIBHBIE TPYIIBI KOTOPBIX OOECHEUMBAIOT CBSI3BIBAHHE
cyocrpara. Karanutuueckuil y4dacTok oOpa3oBaH pajuKalaMd aMHHOKHCIOTHBIX OCTaTKOB,
(GyHKIIMOHATBHBIE TPYIIITBI KOTOPBIX 00E€CIIEYNBAIOT XUMHUYECKOE TPEBPAIICHNE CyOCTHaTs

Karaimutuyeckas cnenupuuHoCTh

®epMeHT KaTallu3upyeT MpeBpalleHne NPUCOEIMHEHHOTO MPEBpaleHHe TPUCOEAUHEHHOTO
cyOcTpara o OJJHOMY M3 BO3MOXKHBIX IIyTeH ero mpeBpaiieHHs. ITO CBOMCTBO 0OecreunBaeTcs
CTPOCHHEM KaTaJUTHYECKOIO y4yacTKa AaKTUBHOTO IIeHTpa (epMeHTa M  Ha3bIBaeTCs
KaTaJIMTUYECKOM CrIeu(pHUHOCTBIO TyTH IpeBpalieHus cyocrpara. Tak, kak MojeKysa II0K030-
6-¢pocara B KIeTKaXx TIEUYEHH UeNOBeKa - cyOctpar 4  pa3nuuHbBIX  (hepMeHTOB:
¢docormokoMyTasbl, TIHOK030-6-pocdardocdaraspl, GdochormokonzomMepasbl M IIIIOKO30-6-
dbocharaeruaporenassl. OgHAKO U3-32 OCOOCHHOCTEN CTPOCHMS KATATUTHYECKUX yYaCTKOB ITHX
(epMEeHTOB NPOMCXOIUT pa3IMYHOE IPEBpALICHHE 3TOT0 COeIMHEHHs ¢ oOpa3oBaHueM 4
Pa3IMYHBIX TPOIYKTOB.

Mmokoso-1-docda 6 - hoc OTITEOKOF 01T SHTOH
liJDccpc('moxamrra\ /ﬂ:msnﬁt}mct}:amemupﬂreﬂasa
-hocdar
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KIACCUOUKAIUA U HOMEHKYJIATYPA ®EPMEHTOB

Kaxnprit pepment mmeer 2 Ha3Banus. IlepBoe - KOpoTKOe, Tak HaszbplBaeMoe padouee,
yIoOHOe ISl TOBCEAHEBHOTO HCHIOJB30BaHUS. BTopoe (Oonee MoONHOE) - cHCTEMaTHYeCKOoe,
MpUMEHsIeMOe JIsl OJTHO3HAYHOM HAeHTU(UKAUU (HepMeHTa.

Pabouee HazBanue

B nazBanuu OoJIbIIMHCTBA (PEPMEHTOB COACPKUTCA CyPUKC «a3ay, MPUCOCAUHEHHBIA K
Ha3BaHMIO CyOCTparTa peakluy, HalpuMep ypeasa, caxapasa, JHIasa, Hykjiea3a Wi K Ha3BaHUI0
XUMHUYECKOTO MpEeBpalleHHs] OIpeleJeHHOro CcyOcTpara, HampuMep JIaKTaTAeruaporeHasa,
aZieHWIaTiukIasa, (Gocdormokomyrasa, nHpyBaTkapOokcmmaza. CoOriacHO pPOCCHICKOMN
kinaccupukanmu  pepmentoB (K®D), nHazBanms ¢epmeHToB mnumyrcs ciautHo. OaHAKO B
yIOTpeOJIEHUH COXpPAHWICA DSl TPUBHAIBHBIX, HCTOPUYECKHM 3aKpEIJICHHBIX Ha3BaHUI
(bepMeHTOB, KOTOpbIE HE JAlOT MPEACTAaBIEHUS HU O cyOcTpare, HU O THUIIE XUMHYECKOIO
MpeBpaIleHs], HalpuMep TPUIICHH, TIETICHH, PEHUH, TPOMOHH.

Kaaccs! ¢pepmenTon

MexayHapoIHBI COI03 OHOXMMHHM M MOJEKYJsIpHOWH Ouomormu B 1961r. paspaboran
CUCTEMAaTHUYECKYI0O HOMEHKIJIATypy, COTJacHO KOTOpOW Bce (pepMeHTHI pa30uThl Ha OOCHOBHBIX
KJIACCOB B 3aBUCHMOCTH OT THUIIA KaTAIU3UPYEMON XUMHUUYECKON peakuuu. Kaxablil Ki1acc COCTOUT
Y3 MHOTOYHCIIEHHBIX TOJKJIACCOB U TMOJIMOJAKIACCOB C YYETOM MpeodpasyeMoil XHMHUYECKOU
rpynnsl  cyOcTpara, JOHOpa M akUenTtopa IpeoOpa3yeMbIX TIpYNIHUPOBOK,  HAIUYHUS
JIOTIOTHUTEIBHBIX MOJIEKYN U T.A4. Kaxaplil u3 6 KjJaccoB UMEET CBOUM MOPSIKOBBIM HOMEp, CTPOTrO
3aKpEIUICHHBIN 32 HUM.

Oxcuopeaykrasbl

KaranusyioT pas3iuyHbleé OKUCIMTEIBHO - BOCCTAHOBHUTEIBHBIE PEAKLUHUU C ydacTuem 2
cyOcTpaToB (IIEpeHoC € WK aTOMOB BOJIOPOJIa C OJIHOTO cyOcTpara Ha Ipyrou).

CucremaTnueckoe HaMMEHOBaHHE (PEPMEHTOB COCTABIIAIOT MO (HOpMYyIe «IOHOP: aKIENTOp-
OKCHJIOpelyKTa3ay, pabouee - cyOCTpaT - MOAKIACC OKCUAOPEYKTa3.

Heruaporenaspl. B 3T0T moxmkmacc BXOIAT (PEPMEHTHI, KaTAIM3HPYIOUIME PEAKIIHU
JIeruapupoBaHusl (OTLICINIEHUS BOAOPOAa). B kauecTBe aKIeNTOPOB AJIEKTPOHOB HCHOIB3YIOTCS
xopepments: NAD®, NADP*,FAD",FMN" (cm. Hmxe). Bce depMeHTBI 9Toii Ipymnmmbl 06IagaroT
BBICOKOH cyOcTpaTHoii crienuduyHocThio. [Ipumep peakumu:

Tpancdepasbl

Karanu3upyior mnepeHoc  (QYHKIHOHAJIBHBIX TIPYNNI  OT OJHOIO  COEAMHEHHS K
ApyroMy.

[ToapazaenstoT B 3aBUCUMOCTH OT TIEPEHOCHMOM TPYIITIHL.

Ha3zBanue 3THX (epMEHTOB COCTABIISIOT 110 (POPMYJIE «IOHOP: aKIENTOp TPAaHCIIOPTUpyeMast

rpynna tpancdepasp». K kinaccy Tpancdepas orHocAT

aMHHOTpaHc(epaspl, amITpaHcdepasbl, METHWITpaHC ¢epas3bl, TIIMKO3UITpaHCc(epassbl,
KHNHAa3bI

(docdorpancdepassr). [Ipumeps! peakiuii.

I'mapoJiaszel

KarammupyroT peakiuu Tuapoin3a (pacileruieHrs KOBAJIEHTHON CBSI3M C MPHCOSAMHEHUEM
MOJIEKYJIBI BOJIBI MO MECTY pa3pbiBa). [lompazmensioT B 3aBUCHMOCTH OT PACHICTUIIEMOW CBSI3H.
HaumenoBanne QepMeHTOB COCTaBISIIOT 1o (opmyse «cyOcTpar—Tuaposa3a» WU TPSIMBIM
MPUCOCIMHEHNEM K Ha3BaHHIO cyOcTpata cyddukca «aza», HampuMep MpoTeasa, JHIasza,
docdonumaza, pubonykneasza. s OTAENBHBIX KIACCOB THAPONA3 MPUMEHUMBI CIEUATbHBIE
TEPMUHBI, XapaKTePU3YIOIIHE THAPOIIN3 ONPEICIEHHON XMMHUECKOH CBS3H: 3cTepasbl, pocdarassl

u ap.

JInasbl
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K n1mnazam oTHOCAT (epMEHTHI, OTHICIUISIONINE OT CYOCTPaTOB HETHAPOIMTHYECKUM ITYTEM
onpeaenéunyo rpymmy (nmpu 3ToM MoryT otmematbes CCbhb, H20, NH2, SH2 wu ap.) wim
MPUCOCAUHAIOIINEC YaIllC BCETO MOJICKYJTY BOABI 11O ,Z[BOfIHOﬁ CBsI3H.

HanmeHnoBaHue (QEpMEHTOB COCTaBISIOT IO (opMmyse «cyOcTpar—oTmieruisieMas Win
MPUCOSANHSIEMAs! TPYIITUPOBKAY.

IIpoTeHHRIHAA
IIpoTeHrH+ATP ———> DoconporenH+A D

0O 0O IIpoTeasa s ﬂ
---NH-(lfH-&-NH—(I?H-ET--AHD - ———N'H-QH—C_DH + N'H-(I.‘H—C___
R R R R
Bemok ey TenTan
i}‘,OOH COOH
I'iyraMaTIeKap0oKCHIIA3A }
cHy, poor (e,
+ CO,
CH-NH: (_l‘,H 2 -
|
CcOoORn NH:

I''myTaMHHOBAA KHCJIOTA V-AMHHOMACTIgHAs KucaoTa (I'AMEK)

COO~ COO~
|1 DyMaparapaTasa (pynapasa) |
M smo > H(-OH
(i 'H HE(F
COo0O” COO"
dymapart MaJat

H3omepa3sbl

KarammupyroT pa3indable  BHYTPUMOJICKYIISIpHBIC TpeBparieHus. [loapasnensoor B
3aBHCHMOCTH OT THIIA PEAKIIMH U30MEPH3aITUH.

Kak oOmee ©Ha3BaHue (QepMEHTOB STOr0 Kiacca MPUMEHSIOT TEPMHUH «H30Mepas3bl,
HarpuMep (cM. cxemy A).

H3omepasbl MOTYT KaTaIu3upOBaTh BHYTPUMOJIEKYIISPHBIE OKHCIIUTENBHO-
BOCCTAaHOBUTEIILHBIC PEAKIUH, OCYIISCTBIISAS B3aMMOIIPEBPAIICHUS ajbJ03 U KEeT03, KETOHHBIX U
€HOJIbHBIX TPYIII, IePEeMEIEHHUS IBOWHBIX CBSA3€H BHYTPU MOJEKYIHI (M. cxemy b).

Korma w3omepuzaiusi COCTOMT BO BHYTPHMOJICKYJIIPHOM IIEPEHOCE TPYIIIbI, (EepMEHT
HA3bIBAIOT «MYTa30i».

JIuraspl (CMHTETa3bI)

KaranusupyroT peakiuu NpUCOEeIMHEHUs APYr K IpYry JABYX MOJEKyl ¢ 0o0pa3oBaHUEM
KOBQJIGHTHOW CBSI3U. JTOT MPOIECC COMPsKEH ¢ pa3pbiBoM (ochorhupHON CBSI3M B MOJIEKYIIE
AT® (umm apyrux HykKiaeo3uaTpudocdaTtoB) Uiu ¢ pa3pblBOM; MaKpOIPTHUECKUX CBS3CH IPYTHX
coenuHeHue B nepBom ciydae (pu ucnonb3oBaHuu 3Hepruu: ruaponusza AT®) rakue pepmeHTHI
HA3BIBAIOT JIMTAa3aMHU WU CHUHTETa3aMH. B cilyuae, KOrJa MCTOYHHUKOM DHEPTHU CIYXKHT TH000e
npyroe Makpospruyeckoe coenuHerue (He AT®), ¢depMeHTh Ha3bIBAIOT CUHTa3aMHU.

Cucremaru4eckoe Ha3BaHue.

B 1972r. xomuccueld 1Mo HOMEHKIAType OMOXHMHYECKHX COSAMHEHHH MeXTyHapoaIHOro
COI03a TEOPETHUYECKON W TMPUKIAJAHON XUMUU ObUtH TpeanokeHbl «lIpaBuia HOMEHKIATYpHI
(dhepMeHTOBY», MMEIOIINE KOJOBOE YEThIpeX3HauHOe IM(dpoBoe 0003HaUeHHUE, T/e TepBas nudpa
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o0o3HauaeT kjacc ¢pepMeHTa, Bropas 1udpa (IoaKIacc) yToyHsIeT NpeodpazyeMyro IpyniupoBKy,
TpeThsl (MOAMOJKIIACC) - YTOUHSIET JOMOIHUTEIbHBIX YYACTHUKOB PEaKIUH (HalpuMep, TOHOpa U
aKIenTopa) W 4eTBepTas - MOPSIKOBBIA HOMep ¢epMeHTa B JaHHOW moarpynme. Tak, depmeHT
MajlaTJaerupore3ana UMeeT cucremaruueckoe HaszBanue L -mamat: NAD- okcupopenykraza u
komoBerid mmmdp 1.1.1.38. [udp o3Hagaer, 4To ATOT (EPMEHT OTHOCIAT K MEPBOMY KJaccy
(GepMEeHTOB - OKCHUIOpEAyKTa3, OKHCIseMas Trpynna -THIpOKCWiIbHAas rpymnmupoBka (1) B
npucyrctun kodepmenta NAD' (1) u mopsaxosblii Homep (epMeHTa B 3Toit moarpymme - 38.
KOJIOBYIO HOMEHKJIATypy ()€pMEHTOB B OCHOBHOM HCIOJIb3YIOT B HAYYHOM JUTEpaType.

KO®AKTOPBI U KO®EPMEHTbDI

bonbmmHCTBO (epMEHTOB ISl MPOSBIICHUS (EPMEHTATUBHON AaKTHUBHOCTH HYKJIAeTCs B
HU3KOMOJIEKYJISIPHBIX OPraHMYECKHX COEAMHEHMAX HEOEIKOBOH MpHposl (KodhepMeHTax) u/uim B
HOHAX METAJJIOB (KodaKTopax).

Tepmun «xodepMeHT» ObIT BBeAeH B Hawaime XX Beka W 0003HAYall 4acTh HEKOTOPBIX
(bepMeHTOB, KOTOpas JIErKO OTAENsUIach OT OEIKOBOW MOJIEKYNbl (pepMeHTa U yAasigach uepes
MONYNPOHUIIAEMYI0 MeMOpaHy mnpu Juanu3e. Heckonbko mo3xke ObUI0 BBIICHEHO, 4TO
00JBIIUHCTBO (DEPMEHTOB COCTOUT U3 TEPMOJIAOMIBLHOM OEIKOBOM YacTH U TEPMOCTAOUIIBLHOTO
HeOenkoBoro (akropa - kodepmeHTa. benkoBas dYacTh MoJydnia Ha3BaHHE «amo(epMEHTY,
KOTOPBIH B OTCYTCTBHE KOdepMeHTa He 00lalaeT KaTalIUTHUeCKOW akTUBHOCTHIO. KodepmeHT c
OenKkoBOM MOJIEKYJION (amodepMeHTOM) (GOPMHPYIOT MOJICKYITY XOJIO(PEpPMEHTa, 00JIaTaroIIyI0
KaTaJUTHYeCKOH aKkTUBHOCThIO. bomee 25% Bcex QepMeHTOB [Isi MPOSIBIACHUS TOJHOMN
KaTAIMTHYECKON aKTHBHOCTH HYKIAETCs B MOHAX MeTauioB. PaccmMoTpuMm ponb ko(]akTopoB B
(dbepMeTaTUBHOM KaTaiuse.

1. Ponb MeTaisioB B pUCOEIMHEHUH cyOCTpaTa B akTUBHOM LIEHTpE (pepMeHTa

Honbl MeTanna BBIMOIHAIOT (YHKIMIO CTAaOMIIM3aTOPOB MOJEKYIbl CyOCTpaTa, aKTHBHOTO
neHTpa ¢epmMenta W KoH(opmaryuu OeNKOBOW MOJIEKYNbl (pepMeHTa, a MMEHHO TPETHYHOH M
YETBEPTUYHOU CTPYKTYP.

NH»
Y

CxemaTHuHO posib KOGakTopa NpH B3aUMOJACHCTBUM (epMeHTa M CcyOcTpara MOKHO
IpeacTaBUTh Kak Komiieke E-S-Me, rae E - pepment, S - cyOeTpat, Me - HoH MeTana.

B kausecTBe mpuMepa MOXXHO TPUBECTH PACIIOJIOKEHHE CyOCTpaToB B AKTHBHOM IIEHTpE
TeKCOKHUHA3bI.

['excoknHa3a KaTaIM3NpPYyeT MEPEHOC KOHIIEBOTO, Y - (hochaTHOrO OcTaTKa Monekynsl ATD Ha
TIIIOKO3Y ¢ 00pa3oBaHUEM III0K030-6-(ocdaTa:

Hon Mg2+ Y4acTBYET B NPUCOCIUHEHUN U «IPABWIBHOI» OpHEHTaunu MOjeKyiasl ATD B
aKTMBHOM IIeHTpe (epmenTa, ocnabiss ¢ochodadupHyro cBsi3p U obnerdas nepeHoc ¢ocdara Ha
TITIOKO3Y.

Houbl MeTana - crabuin3aTtopsl akTHBHOTO LIEHTpa (hepMeHTa.

B HEKOTOpBIX CTydasX MOHBI METaNa CIIyXKaT «MOCTHKOM» MEXIy (epMEHTOM U CyOCTPaTOM.
OHHM BBINONHAIOT (PYHKIHMIO CTAOMIIN3aTOPOB aKTUBHOTO LIEHTpPa, 00serdasi NpucoeAMHEHHE K HeMy
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cyOocTpara M TPOTEKaHHE XHMHUYECKOW peakuuu. B psge ciaydaeB HMOH MeTalla MOXET
CII0COOCTBOBATH IIPHCOECAMHEHNIO KopepMenTa. [lepeunciennsie Boime (yHKIUH BBIOTHSIIOT TaKUE
Merael, kKak Mg=? Mn®*, Zn*, Co*, Mo®". B orcyTcTBie MeTama 5Ti ()epMeHTbI aKTHBHOCTBIO He
obmanaror. Takue (epMEHTHI IMOMYYMIIM Ha3BaHUE «METALIOAH3UMBD). (CXEMaTH4HO TaHHBIN
IpolLecc B3auMoieiicTBus (pepMeHTa, cyOcTpaTa U MeTajlla MOKHO IPEJICTaBUTh

E-Me-S

K wMeramnosH3uMaM OTHOCSAT, Hampumep, (GEepMEeHT NHPYBAaTKWHA3Y KaTaTU3UPYIOMIUN
peaknuio:

07 _
) 0 .
(F—O ~PO7; +AIP ITupyBaTKHHAA ?=O +ATD
i CH,
PochoeHOIMHPYBAT TIHpYBAT

Posib MeTa/1J10B B cTAa0WIN3AIMN TPETUYHON U YeTBEPTHYHOM CTPYKTYPbl (pepMeHTa
Honbl MeTayioB 00ecreyrBalOT COXPaHEHHE BTOPUYHOW, TPETUYHOM, YETBEPTUYHON CTPYKTYpPbI
MoJIeKyIbl pepmenTa. Takue pepMeHThl B OTCYTCTBUE

docdoenonmnupysar

Hon maramusa

Vyacrok cBsizbiBanust AJ{D

Yyacrue HOHOB MArHMsi B NPHCOCIMHEHHM CyOcTpaTa B AaKTHBHOM LEHTpe
NMPYBATKMHA3bL. AKTHBHBIA 1EHTP NUPYBATKMHA3bl MMEET YYaCTKH CBS3bIBAHUS IS
tdhochoenonmupysara u AJ1D. I\/Ig2+ Y4acTBYET B CTAOMIJIM3AIIMU aKTUBHOTO IIEHTPA, YTO O0JeryaeT
npucoeanHenue ochoeHonnupysaTa. B xone depMeHTaTUBHON peakinu oOpa3yercs MUpyBaT U
AT®. MoHOB METaJIOB CMOCOOHBI K XMMHUYECKOMY KaTaliu3y, OJHAKO OHM HeCcTaOWiIbHBL X
AKTUBHOCTh CHW)KAETCS W Jake IMOJNIHOCTBIO HcYe3aeT Mpu He OonbluX u3MeHeHusx pH,
TEMIIEpaTypbl M JPYTHMX HE3HAUUTEIHHBIX M3MEHEHHSX BHEIIHETO OKPYXKEHHs. TakuMm o0pazom,
MOHBI METAJUIOB BBIMOJHAIOT (PYHKIUIO CTAOMIM3aTOPOB ONTHUMAJIbHOUW KOH(OpMAIMU OENKOBOM
MOJICKYJIBI.

Wuorga B crabmin3anvyd BTOPUYHON M TPETHUHOM CTPYKTYpPhl MPUHUMAIOT y4acTHE HOHBI
MIETOYHO-3€MENBHBIX ~ META/UIOB. Tak, JUIsl  TOJJAEpKaHWsl  TPETUYHOM  KOHQOpMaruu
NUPYBATKUHA3E HEO6X0AUMBI HOHEI K.

Jnst ctabunn3anuu 4eTBEPTUYHON CTPYKTYPBI allKOTOJIBIETHAPOTeHA3bl, KaTATH3UPYIOIICH
PEaKInI0 OKUCICHUS ATaHOJIA, HEOOXOAMMBI HOHBI IMHKA. AJIKOTOIBIETUPOTeHAa3a COCTOUT u3 4
cyowseneHuI| ¢ MosekysapHoit maccoi 151 k/I. B cocraB hepmenTa BxoasT 4 aToma Zn**, Y nanenue
Zn?* MPUBOJIUT K MOTEpe aKTHUBHOCTH (hepMEeHTa 3a CUeT IUCCOLMAlMd Ha 4 HEaKTHUBHBIC
CcyOBeIeHUIIBI C MOJIEKYIsIpHOM Maccoi 30kl Poib memannoe 6 hepmenmamusnom Kkamaiuse
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He menee BAXHYIO POJIb OTBOAAT HMOHAM MCTAJIJIOB B OCYILICCTBJIICHHUU q)epMeHTaTI/IBHOFO
KaTajmn3a.

. . . Zne
_—
%
Q O _4 an*
36kJ] 36K Zn* 702
151K n

s &) €PMEHT He AKTHESH
AnmbKor OJIbAerHaporeHasa

@EI]NIEHT AKTHBE¢H
Eounuusl uzmepenus akmueHocmu pepmenma
Omna MexmyHaporHas emvHula akTuBHOCTH (ME) cooTBeTCTBYeT TakoMy KOJIHMYECTBY (pepMeEHTa,
KOTOpPOE KaTalu3upyeT TMpeBpaiieHre | MKMoib cyOcTpara 3a | MHH TNPH ONTUMAIBHBIX YCIIOBHSIX

npoBezieHusT (pepMeHTaTMBHOM peakimu. ONTUMAaIbHBIC YCIIOBUS MHAUBUTYAIbHBI [Tl KKI0ro (hepMeHTa U
3aBUCAT OT TEMIIEpaTyphbl cpefibl, pH pacTBopa, py OTCYTCTBUM aKTUBATOPOB M HTHTHOUTOPOB.

ME= 1 MxkMo0ib OpeBpaleHsoro cyocrpara
1 MmuH

KOJIMYECTBO €IMHUIl aKTUBHOCTH TME ompeaenstoT no ¢popmyiie:

NME= Kosm4ecTBo peBpaIieHHoro cyocrpara__
Bpewmst (Mun)

B 1973 r. Obi1a npuHsiTa HOBas €MHUIIA aKTUBHOCTH (hepMEHTOB: | KaTan (KaT), COOTBETCTBYIOIIMIA
TaKoOMy KOJIMUECTBY KaTaiu3aropa, KoTopoe rnpeBpamaeT 1 mosb cyoctpara 3a 1 ¢. KonnuecTBo karanos
OIIpeNIeIIAoT 1o (hopMyIie:

nkatay =KoJin4ecTBO MpeBpalieHHoro cyocrpara (MoJib)
Bpews (c)

MexayHnapoHas enuHuIa pepMeHTaTiBHOM akTuBHOCTH ME cBsi3aHa ¢ kKatajoM ClieyronmMu
paBEeHCTBaMU:

1kar=1moan S/c=60 mosb S/Mua=60x10° MxmoL/Mun = 6x10’ ME,

1 ME =1 mxmoan/mun = 1/60 mxmoJn/c = 1/60 mkkar = 16,67 HKAaT.

B meguimHCKON M (papMalieBTUUECKOW MPAKTHKE JUIS OLIEHKM aKTUBHOCTH (PEPMEHTOB 4acTo
UCHOJIB3YIOT MEXIYHAPOIHbIE €UHUIIBI aKkTUBHOCTH — ME.

JInst OIleHKH KOJIMYeCTBa MOJIEKYN ()epMEHTa Cpelu JPYrux OENKOB JAHHOW TKAHU ONPEICISIOT
YACIBHYIO aKTHBHOCTH (YII. aK.) )epMEHTa, YUCIICHHO PaBHYIO KOJIMYECTBY €IUHUI] aKTHBHOCTH (pepMeHTa
(mME) B 06pastie TkaHu, 1eIEHHOMY Ha Maccy (MT) OeJTka B 9TOM TKaHH:

Va. ak.= KonuyecTBo IMpeBpalieHHoro cyocrpara__
Bpewmst (MuH) 7y konmuecTBo Oerka (Mr)

ITo yIlCJ'IBHOfI AKTUBHOCTU CYIAT 00 o0uHncTKE (I)epMeHTa: YCM MCHbLIIC MOCTOPOHHUX 6CJ'IKOB,
TEM BBILIC yACIbHAsA aKTUBHOCTD.
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TEMA: BUTAMUWHbBI U UX KO®PEPMEHTHAS ®YHKIUA.

KNPOPACTBOPUMBIE BUTAMHUWHBI

BurtamuHsl - nuieBblie (hakTopbl, KOTOPbIE, IPUCYTCTBYS B HEOOJBIINX KOJIMYECTBAX IUILE,
o0ecreYnBa0T HOPMAJIbHOE MPOTEKaHNEe OMOXMMHUYECKHX M (PU3MOJOTHUYECKUX MPOIECCOB MyTeM
yJacTHs B pEryjsiluu oOMeHa LEeJOCTHOro opranusMa. HapyiieHus HopmainbHOro mporecca
Oo0OMEHa 4YacTO CBS3aHBI C HEIOCTATOYHBIM IOCTYIUICHHSM BHUTAMHHOB B OpPraHHW3M, MOJHBIM
OTCYTCTBHEM UX B OTPEOISIEMOM MUIlle WK HAPYLUIEHUSMHU MX BCAChIBAHUA, TPAHCIIOPTA U T.JI.

B pesynbrate pa3BHBAIOTCS aBHTAMHHO3bI — OOJIC3HU BO3HUKAIONIME HA TOYBE IOJIHOTO
OTCYTCTBMSI B TMHIIE WM IIOJHOIO HApyIIEHWs YCBOEHHUS Kakoro-iubo BHUTaMUHA, U
THIIOBUTAMMHO3bI, 00YCIIOBJICHHbIE HEJOCTATOYHBIM IOCTYIUIEHUEM BUTAMHHOB C NHILEH WU
IUIOXUM MX YcCBOoeHueM. Takke CyIIecCTBYIOT MAaTOJIOIMYECKHE COCTOSIHUSA, CBSI3aHHbBIE C
IIOCTYIUIEHUEM YEPE3MEPHO OOJIBIINX KOJIMYECTB BUTAMUHOB B OPIraHU3ME — FTHIIEPBUTAMUHO3BI.

Knaccupukauuss BUTAMHUHOB.

BuTaMuHbl pacCTBOPUMBIE B HKHUPAX

1. Buramun A (anTukcepo(TallbMUYECKUN); PETHHOI

2. Butamun D (aHTUpaXUTHYECKHH ); KATbIIU(EPOIIbI

3. Buramun E (aHTHUCTEpUIBHBINA, BATAMUH PA3MHOXKEHUS); TOKO(EPOITBI
4. Bwutamus K (aHTHreMopparuveckuii); Hah TOXUHOHBI

BuTtamuHbI pacTBOpHUMBIE B BOJIE

Buramun B1 (aHTUHEBpUTHBIN); THAMUH

Butamun B2 (Butamusn pocrta); pubodiaBuH

Buramun B6 (anTuaepMaTUTHBIN, alepMUH); TUPUI0KCUH

Butamun B12 (anTHanemudeckuii); kobanaMuH

Butramun PP (aHTunemiarpu4ecKkuii) HUauH, HOKOTHHAMULL

Butamun Be (anTnanemuueckuii) onaueBas Kuciora

Burtamun B3 (aHTHI€pMaTUTHBIN) TAaHTOTEHOBAsI KUCIOTA

Burtamuna H (anTHCEOOpElHBIN, GakTOp pocTa OaKTepuil, IPOXKKeH U rpudOB) OUOTHH
Burtamun C (aHTHCKOPOYTHBIN) acCKOPOMHOBAs KMCIOTa

10 Burtamun P (kanuispoykperuisitoriuii, BATaMUH MPOHUIIAEMOCTH) O1MO0(IaBOHOU b

LCoNoOrwWNE

BUTAMMUHBI, PACTBOPUMBIE B ’KUPAX

Buramunbl rpynnsi A

Butamun A ( peTuHON , aHTHKCEPOPTATBLMUUECKUI BUTAMHH) XOpOLIO M3ydeH. M3BecTHBI Tpu
BUTaMMHa Tpynnbel A: A, A, u muc-¢popma BUTaMUHaA A, Ha3BaHHas HeoBUTaMMHOM A. C
XUMHMYECKOM TOYKU 3pEHUSI PETUHOJ MPEACTABISET COOOM IMKIMYECKUM HENpeleNbHbINA OJHOATOMHBIN
CIIUPT, COCTOAIIMI M3 MIECTUWIEHHOTO Koublla (B-MOHOHA), 1ByX OCTAaTKOB M30NpPEHA U MEPBUYHOMN
CIIMPTOBOMW I'PYIIIIBI.

Buramun A, otinuaercst oT BuTamMuHa Al, Haau4MeM NONOJHHUTENBHOM JABOWHOM CBSI3U B
KoJsble B-noHona. Bee Tpu hopMbl BUTAMHHOB TpyNIIbI A CYILIECTBYIOT B BUJIE CTEPEOU30MEPOB, OIHAKO
TOJIBKO HEKOTOpbIE U3 HUX 00JaJat0T OMOJIOTMYECKON aKTUBHOCTBIO. BUTaMUHBI Ipynmbl A XOpoIo
pacTBOpUMBI B KMpax U KUPOPACTBOPUTENSX: OeHzone, xyopodopme, rdupe, arerone u nap. B
OpraHu3Me OHHM JIETKO OKHCIAIOTCS TpH Y4acTHd crenmduueckux (epMeHToB ¢ 0Opa3oBaHHEM
COOTBETCTBYIOIMX YUC- U MpaHc-albIETUIOB, MOMYyYUBIINX Ha3BaHUE PETUHA J €l (DETUHEHOB), T.
€. aJbJeru10B BUTaMrHa A. B opranuszMe BUTaMHH A MOKET OTKJIQABIBATBCS PO 3aIlac B MIEYEHU B
(dopme Oosiee yCTONUMBBIX CIIOKHBIX 3UPOB ¢ YKCYCHOM HIIM MaJIbMUTHHOBON KUCIIOTOM.

XapakTepHbIMU CUMIITOMaMH HEJJOCTATOYHOCTH BUTAMUHA Ay YE€JIOBEKA U JKUBOTHBIX SIBIISIFOTCA,
MIOMHMO TOPMOXEHHUS pOCTa, MOTEPsI MacChl Teja U 00Ilee UCTOLIeHNEe OpraHu3Ma, crenuduyeckue
MOPaXXeHUS KOXKH, CIIM3UCTBIX 000J104€eK U I1a3. B mepByto ouepeab NOpakaeTcst AMUTEINI KOXH, YTO
COMpPOBOXKIAETCsl Mposudepanyell 1 NaToJoru4ecKMM OpPOrOBEHHUEM €ro; MPOLECC COMPOBOXKIAETCA
pa3BuTHEM (DOJUTHKYISIPHOTO TUIEPKEpaTo3a, KOXKa YCWIEHHO IIETYIIUTCS, CTAaHOBUTCSA CyXxou. B
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pe3ynbTare HAaYMHAIOTCS BTOPUYHBIC THOWHBIE W THWIOCTHBIC mporecchl. [Ipu aBuTammuHoze A
MOPAKACTCS TAKKE MUTEITHIA CITM3UCTOM 000IOUKH BCETO JKETYI0UHO-KHUIIIEYHOTO TPAKTa, MOUYETIOIOBOM
CHCTEMBI M JIBIXATEILHOTO anmnapara. XapakTepHO MOpaKeHHUe TIIa3HOro 010ka — Kcep o-p Tanb
M U S, T. €. pa3BUTHE CYXOCTH POTOBOM 00OJIOUKH Tiia3za (0T Trped. xef0X — cyxoii, ophtalmos - rias),
SIBJISIFOILIEECS CJICAICTBUEM 3aKyIOPKU CJIE3HOTO KaHajla, SMUTENUM KOTOPOro TaKXe I0JBEpracTcs
oporoBeHuto. [nazHoe £0JIOKO HE OMBIBAa€TCS CIIE30i, KOTOpas, KakK W3BECTHO, o0O01amaeT
OaKTEepULIMIHBIM CBOWCTBOM. BcliencTBHe STOro pa3BUBAIOTCS BOCHAJICHHS KOHBIOHKTUBBI, OTEK,
U3bS3BIICHUE U pa3MsTrdeHHe POroBOi OOOJOYKU. DTOT KOMIUIEKC MOPKEHUI 0003HA4aroT TEPMUHOM
KepaTomansiuus(oT rpey. Keras - por, malatia - pacran); oHa pa3BUBaeTCs OUCHb OBICTPO, HHOTIA
B TE€UEHHE HECKOJIbKHMX 4YacoB. Pacmaj W pasMsryeHue poroBoil OOOJOYKH CBSI3aHBI C Pa3BUTHEM
THOMHOIO IpoIiecca, MOCKOIbKY HMJIOCTHBIE MHUKPOOPIaHM3MBl IPU OTCYTCTBUM CIIE3HOM KUIKOCTH
OBICTPO pa3BUBAIOTCS HA MOBEPXHOCTU POT'OBHIIBI.

K nanbonee paHHUM U cnienmuUUECKUM CHUMIITOMAaM aBUTaMHUHO3a A (TUIIOBHTaMHHO3a A)
OTHOCHUTCSl KypuHas, WM HO4YHas, cienorta (remepasionusi). OHa BbIpaxaeTcs B IOTEPE OCTPOTHI
3peHHs], TOYHEE, CIIOCOOHOCTH pPa3NHuaTh NMPEIMETHl B CyMEpKax, XOTS OOJbHBIC JHEM BHUIST
HOPMAaJIbHO.

[lomumo TWMoO- ¥ aBUTAMMHO30B, OIMCAaHbl CIydal THIIE€PBUTAMHUHO3a. OJTOMy CO-
MyTCTBYIOT, KaK IMPaBWJIO, TIOTEPS anmeTHTa, TOJIOBHBIE OONH, MUCHETICHYECKUE SIBJICHUs (TOIIHOTA,
pBOTa), OeccoHHuUA. ['UIIepBUTAMHHO3 MOKET Pa3BUTHCS TAKXKE U Yy JETEM B pe3yabTare nmpuema
OONBIIMX KOJIUYECTB PBIOBETO KHMpa M mpenaparoB ButamuHa A. ONHCaHO pa3BUTHE OCTPOrO
TUIEpPBUTAMUHO3a Yy JETEH Iociie MpUeMa BBICOKUX 103 BUTAMUHA A, IIPU 3TOM MOBBIIIAETCS €r0
CoJIep>KaHUE B KPOBHU.

Buonoruveckas poib. Buramun A okaspiBaeT BIMsSHHE Ha OapbepHYIO (DYHKIHIO
KOXKH, CJIM3UCTBIX OOOJIOYEK, MPOHUIAEMOCTh KJIETOYHBIX MEMOpaH M OMOCHHTE3 WX KOMIIOHEHTOB, B
YaCTHOCTH ONpPEEIEHHBIX INIMKOIPOTEUHOB. JleficTBUe BUTaMUMHA A B 3THX CIy4asiX CBSI3bIBAIOT C €r0
BEPOATHOM MPUYACTHOCTBIO K cUHTE3y Oemnka. CylecTByeT MpeInooKeHHe, YTo Oaroaapsi HaTMIHIO
JIBOMHBIX CBSA3EH B MOJIEKYJI€ BUTAMHH A MOXKET Y4acTBOBATh B OKHCIHMTEIbHO-BOCCTAHOBUTEIIBHBIX
peaKIusaX, MOCKOIbKY OH CIOCOOEH OOpa3oBbIBaTh MEPEKUCH, KOTOPbIE B CBOIO OYEpPE/lb IOBBIIIAIOT
CKOPOCTb OKUCJICHHS IPYTUX COSTUHEHHIA.

bonee nonpoOHO BBIICHEHO 3HAUEHHE BUTaMUHA A B 1P OI[€CC € CBETOOUIylIeHUs. B aTom
BaXHOM (PH3UOJIOTUYECKOM TPOLIECCE BBIIAIOIIYIOCS POJIb UTPaeT OCOOBI XPOMOJIUIONPOTEHH -
CJIOXKHBIN OEOK POIOIICHH, WM 3pUTENBHBIN MypPITyp, SIBJSIOMIMICS OCHOBHBIM CBETOYYBCTBUTEIILHBIM
BEIIECTBOM CETYATKH, B YACTHOCTH MAJIOUEK, 3aHUMAIOIHX €€ Mepu(epruuecKyto 4acTb. Y CTAaHOBIIEHO, UTO
POJIOTICHH COCTOMT U3 JIMIO-IIPOTENHA OTICUHA M TIPOCTETUUYECKON TPYIIIIbI, IPEACTABIECHHON alTbJIETHIOM
BUTaMMHa A] (peTHHaNb); CBS3b MEXIYy HHUMH OCYIIECTBISIETCS Yepe3 albJerHJIHYI0 TPYIIy
BUTaMuHa U cBoOonHyo £-TMHrrpynny Oenka ¢ oOpazoBanueMm mmg¢oba ocHoBanus. Ha ceery
POJIOTICHH pacIIeruisieTcs: Ha OSMIOK OTNCHH M PETHHATD; OCIESAHIN MPEBPAIIACTCs B mpancghopmy, ¢ STUMA
MIPEBpAIEHUSIMUA KaKUM-TO 00pa3oM CBsi3aHa TpaHC(opMallysi SHEPTUM CBETOBBIX JIydel B 3pUTEIbHOE
BO30Y)KIIEHHE - MPOLIECC, KOTOPBINA JI0 CUX MOp OCTaeTcs 3arafkoid. B TeMHOTE MpOMCXOAUT OOpaTHBIMA
MIPOLIECC - CUHTE3 POOIICHHA, TPEOYIOIINIA HaTMUus akTUBHOU (OpMBI anbiaeruaa - [1-r/plopetunans,
KOTOPBI MOKET CHHTE3MPOBAThCS W3 YbIC-PETHHONA WM T/IIHC-PETHUHAIS, WU mMpaHc-Gpopmol
BUTAMUHA A TpH ydyacTUM cHelM(UUECKHX AErHIpOreHasbl M n3oMmepasbl. bosee mogpoOHO UMK
TIpEBpAILIEHU POJIOTNICHHA B CETUaTKe TJla3a Ha CBETY U B TEMHOTE MOXHO MPEACTaBUTH B BHJIE
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Takum 06pazom, moj JeHCTBIEM KBaHTa CBETA POJIOTICUH Yepe3 Psijl MPOMEKYTOUHBIX TPOYKTOB
(«OpaHKeBBIN» U (GKENTHINY OCITKM) pacrialacTcs Ha ONICUH W aJUlo-T/?aMC-peTH-HaNIb, TIPEICTABIISIOIIAI
co0oi1 HeakTHBHYIO (hOopMy aibaeruga BuTamuHa A. VIMeroTcs yka3aHHs, 4TO aJIo-TpaHC-pETUHAIb
MOKET YaCTUYHO IpeBpaliaThCs B aKTHBHBINA 11-1/bI0 peTHMa b NOJ BIMSHUEM CBETa (Ha CXEMe -
NyHKTUpHAsg cTpenka). OJHAKo TIaBHBIM IyTeM OOpa3oBaHHA I1-yHCc-peTuHans sBusieTcs
(dbepMeHTaTUBHOE TIpeBpalieHue mpanc-popmbl BUTaMuHA A B T/Mc-hopmy (mon JeHdcTBHEM
M30Mepasbl) U MOCIENYIOIIEE OKUCIEHUE €€ TIPU YYAaCTHH aJIKOT0JIbAETUAPOTrEHa3bI .

PacnpocTpanenue B npupo/ie U CyTo4Hasi NOTPeOHOCTH

Buramua A mmpoxo pacmpoctpaneH. Hambonee OoraTsl 3TUM BHUTaMUHOM CIEIYIOIINE
IPOAYKTHl >KMBOTHOI'O MPOMCXOXKIEHUS:,IEYeHb KPYIHOI'O POraToro CKOTa W CBUHEH, SIMUHBIN
KENTOK, IIeTbHOE MOJIOKO, CMeTaHa, CIIMBKH. OcOOEHHO MHOT'O CBOOOIHOTO BUTaMUHA A B KHpax
IIEYEHU MOPCKOK OKYHs, TPECKH, MalTyca; B YAaCTHOCTH, B JKHMpE IE€YEHH MOPCKOIO OKYHS
conepxkanue ButamuHa A goxoaut 10 35%. Vcrounukamu BUTaMUHA A JIJIsl YEJIOBEKa SIBJISFOTCS
TaKK€ KpPacHO-MSKOTHBbIE OBOILM (MOpPKOBb, TOMAThl, IEpell U Jp.), B KOTOPbIX BUTAMUH A
COJIEP’KUTCS BBUIE IPOBUTAMHU HOB — KapOTUH O B, BBIICJICHHBIX BIEPBbIE U3 MOPKOBH (OT
aat. carota - MOpKOBbB). 3BECTHBI TPU THIIA KAPOTHHOB: a-, }}- M Y-KapOTHHBI, OTIHYAIOIINECS
Apyr OT Jpyra MO XHMHYECKOMY CTPOCHHIO W OHMOJIOTMYEeCKOH akTuBHOCTU. HamOombiueit
OMOJIOrNYECKON aKTUBHOCTBIO 00J1aaeT 3-KapOTHH, MOCKOJBbKY OH COAEPXKUT J1Ba P-HOHOHOBBIX
KOJIbIIa U IIPU pacnajie B OpraHu3Me U3 HEro 00pas3yroTcs ABE MOJIEKYJIbl BATAMUHA A.

ITpu oxuciuTENBHOM pacnajie a- U y-KapOTHMHOB 00pa3yeTcsl TOJIBKO IO OJHON MOJIEKYJie
BUTaMUHA A, TIOCKOJBbKY 3TH IPOBUTAMUHBI cojepxkal 1o onHoMy P-HOHOHOBOMY KOJIbILY.
Paciieruienue KapoTMHOB Ha MOJIEKYJbl BUTAaMHHA A NPEUMYIIECTBEHHO OCYILECTBISETCA B
KHIICYHUKE HOJ JEHCTBHEM crenuduieckoro ¢epMeHTa P-KapoTHH-IHMOKCH-TE€Ha3bl (XOTS HE
UCKJIIOYE€Ha BO3MOXKHOCTh AaHAJIOTMYHOIO IPEBpALleHUs U B TMEYEHH). OTO paclIerIeHne
npoucxou! B IPUCYTCTBUM KUCIOPOJA; IPU 3TOM 00pa3yroTCs IBE MOJIEKYJIbl PETUHAIISI, KOTOPbIE
MOJ JIeHCTBHEM CHEeUU(UUYECKON KHUIIEYHOM peryKTa3bl BOCCTAHABIMBAIO T'esd B BUTAMUH A.
CreneHb yCBOGHMsI KAPOTUHOB U CBOOOJHOIO BUTAMHHA A 3aBHCUT KakK OT COJEpXaHUS KHUPOB B
MUIIE, TaK U OT HAIAYHS CBOOOJHBIX KETUYHBIX KHUCIIOT, SBISIFOIIUXCS a0COIIOTHO HEOOXOAUMBIMU
COEZMHEHUSIMHU U1 BCAChIBAaHUS IIPOJYKTOB pacrajia >KupoB.

CyTouHas noTpeOHOCTh B BUTAMUHE A Ui B3pOCIIOrO YEJI0BEKA COCTABISAET B CPEHEM 2,7
MI BUTaMMHa A miau oT 2 1o 5 mr P-xaporuna. OCHOBHBIM OpraHoM, B KOTOPOM YaCTUYHO
OTKJIaJpIBAECTCS BUTAaMUH A y 4elloBeKa, SBJISETCS IEYeHb, cojiepikaiias B HopMe okojo 20 mr
storo ButamMuHa Ha 100 r TkaHwu.

Butamuusl rpynnst D

Burtamun D (xanbuudepos1, aHTUpaXUTHUECKUH BUTAMHMH) CYLIECTBYET B BHJIE HECKOJIbKHUX
COEMHEHMH, OTJIMYAIOIIUXCSA MO XMMHYECKOMY CTPOEHHUI0 M OMOJIOTMYecKOM aKTHBHOCTH Jlist
YeJI0BeKa M JKMBOTHBIX AKTUBHBIMHU IIpernapatamMu cuurtatoTcss ButamuHbel D2 m D3 xotsa B
auTepaType Hu3BecTeH U BUTaMuH Dj (muruaposprokansuudeposn). B mpupoaHbIX NpoaykTax
CoJZiep)KaTcsi MPEeUMYIIEeCTBEHHO NpoBUTaMHHBl Dy m D3 , cOOTBETCTBEHHO — 3ProcTepuH U
XOJIECTEpPHH.

B 1924 r. A. T'ecc u M. Beitnmtok u HezaBucumo I'. CTUHOOK M3 pacTUTENbHBIX Macel U
MIPOAYKTOB MUTAHUS TOcie Bo3aeicTBus Y D-n3nmydenneM ¢ umHoM BosHBI 280-310 HM momydwmsmi
aKTUBHBIN TIperiapar, IpeIOTBPALIAIOIINI Pa3BUTHE paxuTa y rereil. OKa3aliock, 4YTo aKTUBHOE HAydallo
CBSI3aHO C KaKUM-TO CTEPUHOM, KOTOPBII ObLT MICHTU(UIMPOBAH C SPrOCTEPUHOM U Ha3BaH BUTAMUHOM
b). B 1932 r. A. Bunzayc BBIIEIII 3procTepoll U3 APOXKKeH U MOKa3al, YTO HCTUHHBIM BUTAMUHOM
D1 sBnsercs He SprocrepuH, a MPOMYKT €ro MpeBpalieHws, oOpasyrommuiics npu Y D-o0mydeHnny,
KOTOPBII ObUT 0003HaYeH BUTaMUHOM Dy, nin xansuugeponaom. B 1956 r. MexayHapoaHast KOMUCCHS
10 XMMHUYECKON HOMEHKJIaType NpeyIoxkua 1yisi BuTaMiHa D2 HoBoe Ha3BaHKe — 3pro-KaibLudepos.

C XuMHYeCKOW TOYKU 3pPEHHS SPrOCTEPUH TPEACTABISET COOOM OHOATOMHBIM HEHACHIICHHBIN
LMKJIMYECKU CIUPT, B OCHOBE CTPYKTYPbl KOTOpPOIO JIEKUT KOHJICHCHPOBaHHAas KOJIbLIEBAs CHUCTEMa
IMKJIONIEHTAHNepruipoeHaHTpeHa; 1oj] JelcTBueM Y@-u3nydyeHus DJprocTepuH  uepe3  psf
MIPOMEXYTOUHBIX IPOIYKTOB (FOMUCTEPHH TaXUCTEPUH ) MpeBpalaeTcsi B BUTaMUH D!
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Oprocrepun  * Butamun 0, (3prouansiudepod)

Kak BumgHo, BuTamMun Dy oOpasyercss u3 sprocrepuHa B pe3ysibTare pa3pbiBa Mexay 9-M u
10-m yrnepognsiMu atoMaMu KoJibiia B mon aeiictBueM Y @-usnydeHus.

B 1936 r. B naGopatopun A. Bunpmayca ObuT BBIICJICH AKTUBHBIA B OTHOIICHHM paxuTa
mpenapat U3 pbhIObero JKMpa M HazBaH ButamMuHOM D3. BblsicHMIIOCH, KpoMe TOro, 4YTO
IIpeIIECTBEHHUKOM BuTamMuHa D3 sBnsieTcst He aprocrepuH, a xonecTepuH. A. Bunpayc B
1937 r. BBIOENUI U3 MOBEPXHOCTHBIX CJIOEB KOXH CBUHBU 7-IETUAPO-XOJECTEPUH, KOTOPBIA HpHU
Y®-001ydeHnT TpeBpaIialics B aKTUBHBIN BuTaMuH D3.

.

2 N
HO H3 H3 HO H3 CH3

7-J1eruapoXoNBCTBPUH BuTamuH 03 (XoJeKanbuudepon)

Crnenyer oTMeTHUTh, 4TO Oylarojaps HaJIMYMIO XOJECTEpHHA M 7-IeT MIPOXOJECTepHHA B
COCTaBE JIMIMJIOB KOXKM 4YEIOBEKa MMEETCS BO3MOXKHOCTH CHMHTe3a BUTaMHHA D3 mpu conHeuHoM
O0JydeHHH WIM OOJYYeHUHM JIaMIOH yiIbTpauOIETOBOrO M3Iy4eHHUs] MOBEPXHOCTH Teja. OTUM
MIPUEMOM IIMPOKO IMOJIb3YIOTCA MIPH JICYEHUN paxuTa y AeTeu.

Buramunsr D, n D npezactaBistor co6oi OecriBeTHbIE KPUCTAILIBI ¢ TEMIIEPATYpOH IUIaBiIeHHs
115—117°C, HepacTBOpuMBIE B BOJIe, HO XOpOIIO PacTBOPUMBIE B KUpax, XjJopodopme, 3dupe u
JOPYTUX KUPOPACTBOPUTEIISX.

Henocratoxk ButammHa D B panuoHe neredl NPUBOAUT K BO3HHUKHOBEHHMIO IIMPOKO
M3BECTHOIO 3a00JI€BaHUs - paxuTa, B OCHOBE Pa3BUTHs KOTOPOTO JieXKaT M3MEHEeHHs (oc-popHO-
KaJIbLIUEeBOr0 OOMEHa M HapylIeHHE OTJIOKEHMsI B KOCTHOW TkaHM (ocgara kampuus. [loatomy
OCHOBHBIE CHMIITOMBI PAaxuTa CBSA3aHbl C HApyLIEHMEM HOPMAJIBHOIO IIpOLEcCa OCTEOreHe3a.
Pa3zBuBaercs ocTeomManssuusa — pasMardeHue kocteil. Koctu cTaHOBATCS MSATKUMH U O]
TSOKECTBIO Tela NMPUHUMAIOT ypojuuBble O- unu X-o6pasHbele (opmbl. Ha kocTHO-XpsieBoii
rpaHule pedep 0TMeuaroTcss cBoeoOpa3Hble YTONIIEHHUS -TaK Ha3bIBAEMbIE PAXUTHYECKHE YETKU. Y
JeTelt IpU paxuTe OTHOCUTENILHO OOJbIIasi TOJI0Ba U yBEJITMYEHHBIN KUBOT. Pa3BuTHE mocneaHero
CUMITOMa OOYCJIOBJIEHO TMIOTOHMEH MbIm. HapyiieHue mporecca ocTeoreHe3a MpU paxuTe
CKa3bIBAETCSl TAKXKe Ha Pa3BUTHUU 3yOOB - 3aJIepKMBAETCS MOSIBIIEHHE MEPBbIX 3yOOB M pa3BUTHE
nentuHa. [lns aButammuHoza D B3pocnbpIx XapakTepHOH OCOOEHHOCTBIO SIBISIETCSI pPa3BUTHE
OCTEONMOpPO3a BCICACTBUE BBIMBIBAHUS YK€ OTJIOXKUBUIMXCSA COJIEH; KOCTH CTaHOBSTCS
XPYIKUMH, YTO YACTO IPUBOJUT K TIEpeIOoMaM.

Buonormyeckas poab. 3HaueHue BuTamMuHa D HauMHaeT MpOSICHATBCS B IO-
cienHee Bpems. [lomyueHsl n0Kka3aTenbcTBa, 4TO MPHU (U3HOIOTMUECKHUX YCIOBUSAX KaIbIU(pEpOIbl
¢ynkunonanbHo MHepTHBL. Ilo manueiM I'. ne Jlyka u coTp., BUTaMHMH O BBINOJHSET CBOU
ouosornueckre (PyHKIIMU B opraHu3Me B (hopMe 00pa3yroIIMXcsl U3 HErO aKTUBHBIX METa00JIMTOB,
B yacTHocTH |,25-mmokcuxonekaneiindepona [o6o3nauaercs 1,25(0OH),D3] wu  24,25-
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nmokcnxonekansimdepona [24,25(0H);D3}]!, npuuem ecim rum-poxcimmposanme B 25-M
MOJIOKEHUN OCYILECTBIISIETCS] B MIEYEHH, TO 3TOT MPOLEecC B 1-M MOJOKEHUU MPOTEKAET B MOYKAX;
MO0Ka3aHo, KpOMe TOT0, YTO crieruduryueckas 1a-ruapo-Kcuiaza CoAEepPKUTCS, TOMUMO MOYEK, TaKKe
B KOCTHOM TKaHH U IUianeHTte. MimeroTcs 6ecciopHbie 10Ka3aTeabCcTBa, YTO UMEHHO 3TH aKTHBHbBIE
METa0OUTHI, BHIIOJHSISI CKOPEEe TOPMOHAIBHYIO, YeM OMOKATaTMTUYECKYIO POJIb, (PYHKIIMOHUPYIOT
B CHCTEME TOMEOCTaTH-YECKOM peryisiiuuu oOMeHa Kajblusi M OocTeoreHe3a. B uacTHoOCcTH,
1,25(OH);D3 yuactByeT B perymsuuu mnpoueccoB BcacsiBanusi Ca u P B kuieuHnuke, pe3opOuuu
KOCTHOM TKaHM U peabcopOumu Ca u P B moueunbix kananblax. [Ipoiieccel ocreoreneza u
peMoJeNnupo-BaHus KOCTHOM TKaHW, HampoTtus, peryaupyrorea 24,25(0OH);D. Mertonom
ayropaauorpa-puu mokaszano Hakorienue 1,25(OH),03 B smepHOM ammapare KJIETOK OpraHOB-
MHUIIEHEH (TOYKH, MO3T, MMOJKENyJ0YHas jKene3a, Tunodu3, MOJIOYHas JKeJe3a); B TO KEe BpeMs OH
HE OTKPBIBACTCS B MEUEHU, CEIEe3€HKE, CKEJIETHOW U CEepACYHOM MBIIIIAX, CIIOCOOCTBYSI CUHTE3Y
MPHK, cootBercTBeHHO Ca-CBSI3BIBAIONINX OCJIKOB M TOPMOHOB, PETYIUPYIONINX OOMEH KAbIIHUS.
[ToaTBepAUIIOCH MPEAINONIOKEHUE O CYHIECTBOBAHMM CHEIM(PUYECKOr0 BHYTPUKIETOYHOIO OerKa,
ABIISIIOIETOCS perenTopoM Kanbuudeponos. Ilokazano, kpome Toro, uro 1,25(OH);D3 Be3bIBacT
b hepeHIIMPOBKY HEKOTOPBIX JIBHKO3HBIX KJIETOK, YTO, O-BUIUMOMY, YKa3bIBa€T Ha BOZMOXKHYIO
CBSI3b MEXJy BUTaMUHaMu rpynnsl D u omyxoneBbIM pocToM. DTO HE O3HAYaeT, OJHAKO, YTO
¢byHKIMM BUTaMUHOB D ocyliecTBISIOTCA TOJNBKO uepe3 siaepHblii ammapar. CoBceM HeIaBHO
OTKPBITHl HOBBIE IYTH MeTabOJM3Ma BUTAaMHHOB Ipymmnbl D, Bkitouaromue okucieHue B 23-M
noJioxkeHuu ¢ oopazoanueM 23,25(0OH),D3.4 unu 23-ruapokcunuposannoit popmsr 1,25(0OH),D3.
bonee toro, 24- u 26-ruapokcunupoBaHHbie MeTa0oUThl D3 B 4acTHOCTH 1-OKCUIPOM3BOIHBIE
MOCIIEAHMX, IO OMOJIOTUYECKOMY JEHCTBUIO OKazanuch B 10 pa3 6ojee akTHBHBIMH, YeM HATHUBHBIN
1,25(OH),D.

PacnpocTpanenue B Ipupojie U CyToYHas NOTPeOHOCTH

HaubGonpimee komuuectBo BuTamMuHa D3 conepxurcs B MpPOAYKTax >KMBOTHOTO IIPOMC-
XOXKICHUS: CIIMBOYHOM MAcJie, KEJITKE SUII, IEYECHU U B KUPAX, a TAKXKE B PHIObEM KHUPE, KOTOPHIi
IIMPOKO HCIMOJIB30BAJCS JUIsl MPO(UIAKTUKU M JieueHus paxuTa. M3 pacTUTENbHBIX MPOIYKTOB
HamOosee 6oratel BuTaMuHOM D) pactuTenbHbIe Maciia (IT0ICOJIHEY HOE, OJIMBKOBOE H JIP.); MHOTO
ButamuHa D2 B apoxokax. J{ns npodunakTUky paxura a JeTCKOM BO3pacTe, IOMHUMO MOJIHOLEHHOTO
[IUTaHUs], BKJIIOYAIOIIEr0 MAacilo, MOJIOKO, JKHPBI, MSCO W JpYyrue INpOAYKThbl, pekomeHayercs Y-
00JTyueHHUE MTOBEPXHOCTH KOXKH (COTHEUHOE O0JTyUeHHE, JIaMITbl YIbTpa(roIeTOBOTO O0yUeHHs), a TAKKE
MIPOTYKTOB PACTUTEIILHOTO MPOUCXOKICHHSI, CTIOCOOCTBYIOIIHE 000TaIIEHUIO NX BUTaMHUHOM D.

Cyrounas motpeOHOCTh B BUTaMuHe D s gereit konebaercs ot 10 go 25 mkr (500-1000
ME) B 3aBHCHMMOCTH OT BO3pacTa, (PU3MOJOTMUECKOrO COCTOSHMS OpraHu3Ma, COOTHOILLUEHHMH coJel
¢dochopa u Kamplusg B paupoHe M Ap. s B3pocioro yenaoBeka JOCTATOYHO MHUHHMAJIBHOTO
KoJim4yecTBa Butamuna D.

Cnydan runepButamuHo3a D y mroneil HabmomaroTCs MpH «yAapHON» Tepanuu paxuTa U
HEKOTOPBIX JIEPMATO30B (BoyryaHka). [ muepBuTamMrHO3 ObLT 0TMEUEH mocie mpuema 6oaee 1 500000 ME
ButamuHa D B cytku. [Iprem odeHb OonbIIMX 703 BUTaMHHA D MOXET BbI3BATH CMEpPTENbHBII HCXO/.
VY B3KCIEpUMEHTATbHBIX JKUBOTHBIX THIIEPBUTAMMHO3 CONPOBOXKAACTCS  YBEJIMUEHUEM OTJIOKEHUS
TUIPOKCUIIANAaTUTAa B KOCTAX M HEKOTOPBIX BHYTPEHHUX oOpraHax. Y co0ak, HampuMep, OTMEYeHa
Kanplukays nodek. OnHako BCe 3TH CHUMITOMBI HCYE3AOT II0CJE MpPEKpalleHHs Mpuema
BUTaMHUHA.

Buramunsl rpynnst K

CornacHO HOMEHKJIaType OMOJIOTHUECKOM XMMUH, K rpyrie BuTaMuHOB K oTHOCATCS /1Ba THIA
XHUHOHOB ¢ OOKOBBIMH TIETISIMH, TIPEACTABICHHBIMU U30ITPEHOUTHHIMU 3BeHbsIMU: BUTaMuHbI K.1 1 Ky B
OCHOBE IIMKJINYECKOHN CTPYKTYpPbl 000MX BUTAMHHOB JISKUT KOJbLIO 1,4-HadTOXHHOHA.

Jst Buramuza K1 coxpaneHo Ha3BaHue P MIJIOX MHOH, a Ui BUTaMHHOB rpynmbl K 2 BBesieHO
Ha3BaHUE MEHAXWHOH C YKa3aHMEM 4YHCIa H30MPEHOBBIX 3BEHBCBY, B YACTHOCTH, JUIH BUTAMHHA K>
PEKOMEH/IOBAHO Ha3BaHME MEHAXWMHOH-6, TAe Imdpa 6 yKasbIBaeT YMCIO K3O0MPEHOBHIX 3BEHHEB B
OOKOBOH IIETIH.
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Buramun K.1 (¢pumioxuHOH) BriepBbie ObLT M30JUPOBAH W3 JIOIEPHBI, 3TO MPOU3BOJHOE 2-
MeTui-1,4-vadToxvHOHA, CoNlEepIKaIero B MOJI0KEHUH 3 (PUTUIIBHBIN paguKail, UMeromui 20 aToMOB

yriieposa:

CHy  CHg CHa CHs CH,
H,—CH-L’)“(Cl'iz)g—éH*(Cﬂq)g—CH—'(OH,)a H—CH

Buramun K(pumnoxuHon)

Butamun K-2 OTKpBIT B pacTeHUsAX W y JKUBOTHBIX U COAEPKHUT B OOKOBOW IIeNH OT 6 10
9 U30MPEHOBBIX €IUHMII.

Buramun K mnpezacraBnser co0ol CBETJIO-KENTYIO KUAKOCTb, HEYCTOWUYMBYIO IpU Ha-
IPEBAaHUM B IIEIOYHOW Cpele W MpH o0MydyeHHH; BUTaMHUH K 2 — >KenThle KPUCTaJUIBI, TaKkKe
HeycroiiuuB. O6a mpernapara HEpacTBOPHUMBI B BOJIE, HO XOPOIIO PACTBOPUMBI B OpraHHMYECKUX
pacTBopuTeIsX: OeH307€e, XI0podhopmMe, alleTOHE, TEKCaHE U JIp.

[Tomumo ButamunoB K) u Kj. Hekoropble mnpou3BoaHble HAPTOXMHOHA 00JaHal0T
BUTaMUHHBIMM CBOWCTBAMU U BBICOKOW aHTUI€MOpPPAruyecKoil akTUBHOCTHIO, HAIpUMEP
CUHTETHYECKU aHanmor BuTamuHa K, nmumieHHbI OOKOBOW 1N B MOJOXKEHHH 3, 0003HAaYaeTcs
ButaMuHOM K4 (ueHannon, wimm 2-metmi-1,4-naproxunon). [lockonbky Butamun K, HepacTBopuM
B BOJI€, HA €T0 OCHOBE OBbLITM CUHTE3UPOBAHBI JECATKU PACTBOPUMBIX B BOZIE MPOU3BOIHBIX,

OIHO W3 KOTOPBIX HAIUIO HIMPOKOE IPUMEHEHME B MEIULUHCKOM IPAKTUKE -3TO
CUHTe3upoBaHHas A. B. HaIIJIaI[I/IHI)IM HaTpHeBas CONb 6HchIL(1)HTH0r0 HpOI/ISBOI[HOFO BUTAMMHA

S0O3Na

Burawuue Ha Buxacon

K — Bukacom:

Butamun K sBnsercs anTHremMopparudeckuMm (hakTopoMm, ONpeAeseHHbIM 00pa3oM CBs-
3aHHBIM CO CBepThbIBaHHEM KpoBH. [loaToMy mpu aButammHo3e K BO3HMKAIOT caMONpPOU3BOJIBLHBIE
MapeHXMMaTO3Hble M KamWUIIPHbIE KpPOBOTEUEHHUs (HOCOBbIE KPOBOTEUYEHHUsS, BHYTpPEHHHE
KpoBou3nusaHusA). Kpome Toro, ro0ble MopakeHusi CoCyi0B (BKIHOYAsi XUPYPTUUECKUE OTIEpaIIiH)
npu aBuTampHo3e K Moryt mpuBecTH K OOMJIBHBIM KPOBOTEUEHMSM. Y uesloBeKa aBUTaMMHO3 K
BCTpEUaeTCsl pexe, 4YeM JIpyrue aBUTaMUHO3bl. OOBACHSAETCS 3TO JBYMS OOCTOATEILCTBAMH: BO-
NEPBbIX, CMEIIAaHHas MHIIAa J0BOJbHO Oorata BUTaMHHOM K (mockoibKy BUTaMuHBI rpymmbsl K
CHUHTE3UPYIOTCS B 3€JE€HBIX PpACTEHMSIX M HEKOTOPHIMH MHUKPOOPraHM3MaMu); BO-BTOPBIX,
CHUHTE3MPYEMOI0 KHIIEYHOW MHUKpO(IOpoil KoimuyecTBa BUTaMuHa K BIOJHE 1OCTATOYHO MM
MIPEeIOTBPALLECHUS aBUTAMMHO3a. ABHTAaMUHO3 OOBIYHO pPa3BHUBAETCS NPHU HApYUIEHWM Ipoliecca
BCACBHIBAaHUS JKUPOB B KHUIIEYHHUKE. Y TPYIHBIX JETEH 4acTO BO3HUKAIOT OOMJIbHBIE MOJKOKHBIE
KpOBOTEUYEHHS] U KPOBOUBIUSHUS; OHU HAOIIOAAIOTCS W MPU TaK Ha3bIBAEMOM I'eMOPpParuyeckoM
JuaTese, SABIISIOIEMCS CIEJCTBUEM HEJOCTATOYHOCTH CBEPTHIBAHUS KPOBU Yy MaTEpHU.

Buonornmueckas pouab. Buramun K npuHuMaer yyacTue B CHHTE3€ NMPOTPOM-
OMHa B IIEYEHH, OUYEBHUIHO, Yepe3 pepMeHTHYIO cucTeMy. [lomydensl qoka3aTeabcTBa, YTO BUTAMHUH
K HeoOXxomuM Kak CTHMYJSTOp OMOCHHTE3a B TNEYCHHM MHHHUMYM YeThIpeXx OenkoB-(epMEHTOB,
Y4YacTBYIOIIMX B CIIO)KHOM Tporiecce cBepThiBaHus KpoBu; ¢akxTopos I1. VII, IX, X. B wactHoctu,
UMEIOTCS JTaHHbIE, YTO B MOJIEKYJI€ yKa3aHHBIX ()aKTOpPOB 00s3aTENbHO MPHUCYTCTBYIOT OCTaTKU
KapOOKCUTITYTAMUHOBOW KHCJIOTBI; B MOJIEKyJe AaKTHBHOIO TPOTPOMOMHA TaKUX OCTATKOB
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oka3zanock 10. [TokazaHo, 4T0 y-KapOOKCHIMPOBAHUE OCTATKA TIyTAMUHOBOUW KUCIOTHI B MOJIEKYJIE
OCJIKOB TPOTEKAET IMOSTTPAHCISAIMOHHO TpH ydacTuu {MiyramuikapOoOKcuiasel, TpeOyromen
Hannuyusg ButamuHa K. B moit peaknum ButamuH K BBIMONMHSET, MO-BUAUMOMY, KO(DaKTOPHYIO

GyHKIUIO. |
_?o B o -?o . o
’ c0; COOH
-HN- CH—-CHg—-CHg-COOH = Dae o HN=CH-GHg=GH
Butamun H \ COOH

Peakiuisi moCT CHHTETHUYECKOTO KapOOKCHIIH'POBAHUS X KapOOKCHJIBHOM TpYMITBl TJIyTama-ra
UTPaeT, KPOME TOTO, BAYKHYIO POJIb B CBSI3bIBAaHMM MOHOB Ca” ¢ MOJIEKYJION Oelka, IIOCKOIBKY TIpU
3TOM 00pa3yrOTCsl JOMOJHUTEbHbIE OTPULIATENBHO 3apsDKEHHbIE HOHBI KADOOKCIIIBHBIX TPYIIL. YKaXKeM
TaKXe, 4T0 OMOTHH HE YJaCTBYET B 3TOH peakuy KapOOKCHUINPOBaHUS.

OnHMM M3 MOIIHBIX aHTUBUTAMMHOB K sBISETCS NPUPOIHOE BEIECTBO AU K Y Mapoll
(TMKyMapuH), BBEIEHHE KOTOPOTO BBI3BIBACT PE3KOE CHIDKEHHE B KPOBM IPOTPOMOMHA W pAda
Ipyrux OeTKOBBIX (PAKTOPOB CBEPTHIBAHHS KPOBH U COOTBETCTBEHHO KPOBOTEUCHUS. AHATOTUYHBIM
CBOICTBOM 00J1a/1a€T, KPOME TOT'0, CAJMIIMIIOBAS] KHCIIOTA.

OH OH
N CHa2 ~ COOH
o) o)\o OH
Juxymapon » CanuuuioBast KMCI0Ta

CrnocoOHOCTh  TMKyMapojla CHWXXaThb CBEPTHIBAEMOCTh KPOBM B JajbHEHIIEM CcTaiu
WCIIONB30BATh TS JICYCHUs] OOJIe3HEH YellOBeKa, XapaKTePU3YIOIIMXCS TTOBBIIICHHOW CBEPTHIBAEMOCTHIO
KpoBu. B yactHocTH, Tpu TpoMO03aX, TpoMOOo(IIeOnTaX TMKyMapodl, CIIOCOOCTBYS Pa3KIKEHUIO CI'yCTKa
KpOBH, OKa3bIBaeT A(ekrrBHOE eiicTBie. B cilydac BO3HMKHOBEHHSI KPOBOTEUYECHHSI TOCIIEC BBEICHUS
JMKyMapoJsia O0JIbHBIM Ha3HAyaloT Npenaparsl BuTamuHa K..

PacnpocTpanenue B mpupo/je u CyTouHasi NOTpeOHOCTH

Haubonee Oorarsl BuTamuHoMm K pacTeHus, B 4aCTHOCTHU 3€JI€HbIE JIUCThS KalllTaHa. KPaIluBbl,
JIONEPHBI; K PACTUTEIbHBIM MPOAYKTaM, OoratbiM BUTaMuHOM K, ciemyer oTHecTH Kamycrty,
LIMUHAT, THIKBY, 3€JE€HbIE TOMAaThl, apaXxMWCOBOE MacCJo, SITOAbl PSOMHBI M T. . B >KUBOTHBIX
MPOJIyKTaX, KpOMEe MEUeHN CBUHBH, OH MOUYTH He coepkurcs. CyTouHast moTpedHoCTh B BUTaMuHe K
JUIL YelloBeKa TOYHO HE YCTAHOBJICHA, IIOCKOJIBKY OH CHHTE3HPYETCS MHKPOOpraHW3MaMu
KHILIEYHNKA: CYUTAETCS TOCTATOUHBIM KOJIMYECTBO OKOJIO 1T.

Buramunsl rpynnsl E

B Havane 20-x ronos I'. DBaHCc nokazai, 4yTO B CMEUIAHHOW IUIE COAEPIKUTCS BEILECTBO,
KOTOpo€ a0COJIFOTHO HEOOXOIUMO /Jii HOPMAaJbHOTO Pa3MHOXKEHMs >KMBOTHBIX. Tak, y KpBbIC,
COJIep KALINXCS Ha CHHTETUUYECKON JlneTe, BKIIOYAIOLIed MOJIOKO, penaparsl jkene3a U IpoicKH (B
Ka4yecTBE MCTOYHMKA BUTAMHHOB Tpymiibl B), pazBuBanock 6ecruioaune. JlobaBieHne K Takol gueTe
JUCTBEB cajaTa IOJHOCTBIO U3JEYUBAIO KUBOTHBIX OT Oecruiofusa. AKTHBHOE BEIIECTBO,
npenoxpassioniee OT Oecruiofus, ObUIO BBIACIEHO M3 Macja MIIEHUYHBIX 3apoAbllled u
XJIOITKOBOTO Macjia M Ha3BaHO BHUTaMHHOM E, mimu Tokodeponom (ot rped. tokos — moromcTBo,
phero — wuecy). Bckope ObLT OCYIIECTBIACH U XMMUYECKHN CHHTE3. B HacTosIee BpeMst H3BeCTHO 7
NPUPOJHBIX COEAMHEHHH, 00JalaroMx OHOJIOrMYecKol aKkTUBHOCThIO BUTamMuHa E. Bce onu
BbIIEJICHBl K YUCTOM BHJE M3 PACTUTENBHBIX Macel WM MOJYy4YeHbl CHHTETHUYECKUM IyTEM HU
0003HaYar0TCs COOTBETCTBEHHO: a-, B-, y-, 5-ToK0(eposibl U §-METUITOKOTPUEHOIL.

C XUMHYECKON TOYKH 3peHHUs TOKO(DEpOsbl MPEACTaBIAI0T COO0N MPOU3BOJIHbBIE 2-METUII-
2(4 . 8, 12 -tpumernnTpuae)-XpoMaH-6-o1a, wim Tokona. Huke mpejicTaBiieHa CTpyKTypa a-
Tokodepona (5,7,8-TpUMeTUATOKOMA).
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Paznuunbie TOKO(EpOTBI OTAMYAIOTCS APYr OT Jpyra 4YHCIOM M PAaCHOJIOKECHHUEM
METaJIbHBIX I'PYNI B O€H301bHOM Kouiblle. OHM MpPEeACTaBISIIOT COO00M OEClBETHBIE MACISIHUCTHIE
KHJIKOCTH, XOPOIIO PaCTBOPUMBIE B )KHMpax (Maciax) M XHPOPACTBOPUTEIISAX, BEChbMa YCTOHUUBBIC
K HarpeBaHUI0, HO OBICTPO pa3pyliaroIuecs noa aelcteuem Y @-usiy-4eHus.

W3MeHeHHss B OpraHM3Me uesjoBeKa IpH aBUTaMMHO3e E H3ydeHbl HEAOCTaTOYHO,
IIOCKOJIBKY C PaCTUTENIBHBIMM MAacjlaMM YeJIOBEK IOJIy4aeT AOCTATOYHOE KOJUYECTBO BUTaMuHa E.
HenocrarouHocTh €ro oTMeueHa B HEKOTOPBIX TPOIMYECKUX CTPAHAX, IJI€ OCHOBHBIM MCTOYHHKOM
MUY SBJISIOTCS YIVIEBOJIBI, TOTJIA KaK JKUPbI YINOTPEOJSAIOTCS B HE3HAYMTENbHBIX KOJIMYECTBaX.
[Ipenmapatel BuTamMuHa E HamM NOpuMEHEHME B MEAMLMHCKOM mnpakTuke. OHM HMHOIAA
IPEJOTBPALIAlOT ~ CaMOINpPOU3BOJIbHbIE (WM NPUBBIYHBIE) A0OpTBI Yy  KEHIUH. Y
9KCIIEPUMEHTAJIBHBIX JKUBOTHBIX, B YaCTHOCTH KpbIC, HEAOCTATOYHOCTh BUTaMUHA E BbI3BIBAET
HapylleHue »MOpHUoreHe3a M JereHepaTUBHbIE HW3MEHEHUS pPENpPOAYKTHBHBIX OpIaHOB, YTO
MPUBOAMT K CTEPHIIBHOCTH. Y CaMOK B OOJIbIIEH CTENEHU IMOPAXKAETCs TUIAICHTa, YeM STMYHHUKH, He
HapylleH IpoLecC OIUIOAOTBOPEHUS Aila, HO OYEHb CKOPO IUIOJ paccachlBaeTcsi Y caM HOH
MPOUCXOIUT aTpo(us MOJOBBIX JKeJe3, MPUBOJAMIAS K MMOJHOW MM YaCTHYHOM cTepribHOCTH. K
crielu(UYECKUM IIPOSBICHUSAM HEAOCTaTOYHOCTH BUTaMUHA E OTHOCATCS TakKe MbllICUHas
aucTpodus, >KApoBas WHDUIBTpalUs TEYeHH, ACeTeHEepalus CHHHHOro Mo3ra. CrenctBheM
JIETEHEPAaTUBHBIX W JAUCTPO(PUYECKUX M3MEHEHHUH MBI SBJISETCS PE3KOe OrpaHuYeHHe
MIOJIBUKHOCTH JKMBOTHBIX; B MBILIIAX PE3KO CHIKACTCS KOJUYECTBO MUO3MHA, INIMKOI€Ha, Kajus,
MarHus, Gpocdopa 1 KpeaTuHa U, HA000pOT, MOBBIIIACTCS COJIEPXKAHUE JIMHUAOB U XJIOpUIa HATPUsl.

Buonormueckas poab. CymnecrByeT mnpsMas CBsI3b MEXAy BUTaMHHOM E u
TKaHEBBIM [bIXaHHEM M OOpaTHas CBSI3b MEXJY OSTUM BUTAMUHOM M CTENEHbIO OKHCICHHS
JIUIHUJIOB.

Kak Tenepp cTamo H3BECTHO, TOKO(EPOJbl BBHIIOJHSIOT B OpraHU3ME JBE TIJIaBHbIC
Metabonnueckue QyHkuuu. OHM SBISIOTCA HauOoliee aKTHBHBIMH W BO3MOXKHO TJIaBHBIMHU
KUPOPACTBOPUMBIMU ~ aHTHOKCUIAHTAMM, IIPENOXpaHsAs OT OKUCIECHUS IIOJUMHEHACHIILEHHBIC
KUPHbIE KHUCIIOTBI, U HUIPAIOT CHEeUU(UUYECKYI0, MOKa elle HE IMOJHOCTbIO PACKpPBHITYIO pOJib B
obmene ceneHa. CeJeH, Kak W3BECTHO, SIBISIETCS MHTEIPAIBHONW YacThIO TIYyTaTHOH-TIEPOKCHIA3BI,
obecrieynBaromeil 3ammrTy MeMOpaH OT pa3pyLIAloLIEero ACUCTBUS IMEPOKCUA-HBIX paJnKaJoB.
buonoruueckas posib BuTamuHa E cBoguTcs, TakuM 00pazoM, K MpeJOoTBPALICHUIO ayTOOKUCIICHUS
JUMUI0B OMOMEMOpaH M BO3MOXKHOMY CHIDKEHUIO IMOTPEOHOCTM B TIIIYTaTHOHIEPOKCHJA3e,
HEOOXOJUMOM [UIsl pa3pylIeHUs] 00pa3yroluxcsi B KIETKE NepeKkuceld. Yyactue TOKo(eposoB B
MEXaHHU3ME MEPEHO0CA MEKTPOHOB U ITPOTOHOB, KAaK U B PETYJISALNN IPOLECCA TPAHCKPUIILIMH F€HOB,
U UX poJib B METa0O0IM3Me YOMXHMHOHOB IOKa HEJIOCTATOUYHO BBIICHEHBL.” TOKOTPUEHOIBI U TOKOJbI
UMEIOT TIOYTH OJWHAKOBYIO CTPYKTYPY; OTJIMYAIOTCS TEM, YTO IIEPBBIE COAEPXkAT BMECTO ITOJIHOCTBHEO
TW/IPUPOBAHHON HEHACKIIIEHHYIO U30IPEHOUANYIO OOKOBYIO IIETIb.

BOAOPACTBOPUMBIE BUTAMUWHBbI

MecTo npoBeaeHusi 3aHATHUSI, OCHALLIEHHUE:

YCI0BHO MOKHO CUMTATh, UTO OTIMYUTEIHHON OCOOEHHOCTHIO BUTAMUHOB, PACTBOPUMBIX
B BOJE, SBJISIETCA Yy4YacTHE-OOJBIIMHCTBA M3 HHUX B TOCTPOCHMH MOJIEKYT KO(PEPMEHTOB,
MIPEJICTABISAIONINX COOOM HU3KOMOIEKYISIPHbIE OpraHMYECKHe BEIIecTBa HEOEIKOBOW MPUPOIBI,
Ha3bIBa€Mbl€ TaK)XE€ TMPOCTETUUYECKUMH TPYNINaMyd M MPUHUMAIOIINE BMECTEe C OEJIKOBBIM
KOMITOHEHTOM (amopepmenToM) HEIMOCPECTBEHHOE ydacTue B KaTaJIUTUYECKUX
peaknusax. KodepmeHntHas poyib ¢ JOCTOBEPHOCTBHIO JOKa3aHa JUIsl CJIEAYIOIMIMX BHUTAMHUHOB W
BUTAaMHHOIIOAO00HKIX BemiecTs: B1, B2, B6, B12, PP, 6uotuna, ponuenoii, mapaaMuHOOEH30MHOM,
[IAHTOTEHOBOM M  JIMIIOEBOM KHCJIOT, a TakKXe JKUPOPACTBOPUMBIX KO3H3MMa P wu
MUPPOJIOXUHOIUIIOXMHOHA. [louTn Bce OHM B OpraHu3Me 4YeloBeKa U JKMBOTHBIX HE
CHUHTE3UPYIOTCS, TTO3TOMY HEJIOCTAaTOYHOE COJIEP)KaHNE WIIM TIOJITHOE OTCYTCTBHE dTUX BUTAMUHOB
B MUIIE MPUBOJUT K CYIIECTBEHHBIM HAPYIICHUSIM IMPOIECCOB OOMEHa BEIIECTB U PA3BUTHUIO
COOTBETCTBYIOIIETO  KJIMHUYECKOTO  CHHIPOMA, XapakTepHOro  JJIs  JAHHOTO  THIIO-
WJIM aBUTaMUHO3a.
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Buramuu Bl

Butamua Bl (TmamMuH; aHTHHEBPUTHBINH), KaK OTMEYaJIoCh, OBUT  TEPBBIM
KPUCTAJTIMYECKUM BUTaMUHOM, BblieeHHBIM K. @yHkom B 1912 r. [1o3ke OB OCYIIIECTBIICH €ro
xumudeckuil cuares. Hapsny ¢ amuHorpynmnoi ButamMud Bl conepkut aTomsl cepbl, TO3TOMY OH
OBl Ha3BaH THAMHUHOM. B XUMHYECKOW CTPYKType €ro cojepkarcss 1Ba Kojiblla -
INUPUMUAMHOBOC M THA30JI0BOE, COEIMHEHHBIX METHJICHOBOH CBA3bI0. OO€ KOJIBLIEBBIE CHCTEMBI
CHUHTE3UPYIOTCSl OTIENbHO B BUAE ¢Gochop uiI MPOBaHHBIX (popM, 3aTeM OOBETUHSIOTCS dYepe3
YETBEPTUYHBIA aTOM a30Ta.

TuaMuH Xopouo pacTBOpUM B Bojae. BoaHble pacTBOpsl THAaMHMHAa B KHUCJIOW cpefe
BBIIEP)KUBAIOT HArPEBaHME J10 BBICOKUX TemIepaTyp 0e3 CHUKEHUs OMOJOrH4eCKOi aKTUBHOCTH.
B meliTpanbHON ¥ 0COOEGHHO B HICNIOYHOW cpene mmaMuH Bl, Ha000poT, ObICTpO paspyiaercs
IIPY HarpeBaHUM. DTUM OOBACHAETCS YAaCTMYHOE WIM Ja)Ke MOJHOE pa3pylleHHe THaMUHA IpU
KylIMHapHOW 0OpaOoTKe NHIIM, HAalpUMep BBHINEYKE TecTa ¢ J00aBIEHUEM THIpOKapOoHarTa
HaTpus wiau kapOoHata amMMoHus. Ilpu okucieHun TuamuHa oOpa3yercs THO-XPOM, JArOLIUN
cuHio (moopeciennu npu YO obnydennu. Ha 3ToM CBOWCTBE THAaMHUHA OCHOBAaHO €ro
KOJIMYECTBEHHOE OIIPE/IEIICHNUE.

Buramun B1 nerko BcachiBaeTcsi B KMILIEYHMKE, HO HE HAKaIUIMBAETCSl B TKAaHAX U HE
o0nazaeT TOKCHMYECKMMHU CBoiicTBamMH. M30BITOK MUIIEBOrO THAaMUHA OBICTPO BBIBOJUTCS C
Mouoil. B mpeBpamenun ButamuHa BlB ero aktuBHyo ¢opmy - tnamuHnupodocdar (TIID),
HasbIBaeMblil Takxke TuaMuH-gudocdarom (TAD), yuactByer cneunduuecknii ATD-3aBucUMBbII
dbepmeHT THaMHEBITUPOGOCPOKHHA3A, COAEPIKAIIAsCS TIAaBHBIM 00pa30M B IMEYEHHU U TKAHU MO3Ta.
Omnsbitamu ¢ MeueHHbIM 32P AT® nokazan mepeHoc Ha THAMHMH I€JIMKOM mnupodochaTHON
rpynmsl B npucyrctBun pepmenta. TIID nmeeT crneayromiee cTpoeHue:

[IpuBeneHHBIMU TNIpUMEpPAaMHU, BEPOATHEE BCEro, HE OrPAHUYMBAIOTCS OHMOJIOrMYECcKue
¢byakun tuamuHa. B uwactHocTh. TII® ydacTByeT B OKHCIHMTEIBHOM J1€KapOOKCHIMPOBAHUHU
IJINOKCUJIOBOM KHUCJIOTBI M a-KETOKHCIOT, 0Opa3ylollMXcsi NpU pacrnajge aMHHOKHUCIOT C
pa3BeTBICHHOM 00KOBOI 1enbto; B pacTeHusix TIID sBisercs scceHIUaNIbHBIM KO(GAKTOPOM MPHU
CUHTE3€ BaJINHA U JIEHIMHA B cOcTaBe ()epMEHTA alleTOJAKTaTCH HTETa3bl.

Pacnpocmpanenue 6 npupode u cymounaa nompebnocms. Butamun Bl mmpoko
pacnpoctpaHeH B mpupoje. OCHOBHOE KOJIMYECTBO €ro 4YeJIOBEK IOJIy4aeT C pPacTUTEIbHOM
nuieid. MHoro ButamMuHa Bl cozmepikutcst B Ipoxokax, MIIEHUYHOM XJjebe M3 MyKH IpyOoro
rmoMoJa, 000JI0YKe M 3apojbIliaXx CEMsSH XJIEOHBIX 3JIaKOB, coe, (acosiu, Topoxe, MEHbIIE - B
KapTogene, MOPKOBH, KamycTe. M3 MpoayKTOB >KMBOTHOI'O NPOMCXOXKAECHUS Hanbojee OOrarel
BuTaMrHoM B1 meuens, nmouku, mo3r. Hekoropslie OakTepuu, HaceNsIOIIMe KUIIIEYHNUK KUBOTHBIX,
CIIOCOOHBI CHHTE3UPOBATh JOCTATOYHOE KOJIMYECTBO THAMMHA: HApUMeEp, KOJIMYECTBa BUTAMUHA
B1, cunTe3supoBaHHOro MUKpOQIOpON KHUIIEYHHMKAa KOPOB, OKa3bIBAETCS BIIOJIHE JIOCTATOYHO JJIs
MOKpPBITHS MOTpeOHOocTel opranu3ma. Pekomenayembie MHcTuTyTOM nutanuss PAMH Hopwmel
CYTOYHOTO MOTPEOJIeHHs] THAMUHA JUIsl OTAENIbHBIX TPYII HAcEeJIeHHs COCTaBsIOT oT 1,2 1o 2,2
MT.

Buramun B2

Burtamun B2 (pubodnaBun) BriepBble ObUI BBIIETIEH U3 MOJIOKA U psAJa APYIHX MUILEBBIX
MPOAYKTOB. B 3aBHCHMOCTH OT UCTOYHHKA IMOJyYEHUS] BUTAaMUH B2 Ha3bIBaJM MO-pa3HOMY, XOTS
MO CYIIECTBY 3TO OBLIO OJTHO M TO K€ COEAMHEHHE: JIaKTO(IaBUH (U3 MOJIOKa), TenatodaaBuH (U3
neyeHu), oBo¢uaBuH (M3 Oenka sun), BepaoQuaBuUH (M3 pacTeHuil). XHUMHMUYECKHH CHHTE3
ButamuHa B2 6bu1 ocymectsiieH B 1935 r. P. Kynom. PactBopsl BuTamunaa B2 nmeror opanxkeBo-
KEJTYI0 OKPACKY M XapaKTEePU3YIOTCS KEJITO-3€JICHON (PITIOOPECIICHIINEH.

B ocHoBe Monekynbl pubo(diIaBUHA JICKUT TETEPOLUKINYECKOE COETUHEHHE
M30QJUTOKCA3HN (coueTaHWe OCH30JBHOTO, MUPA3WHOBOTO M THPUMHAMHOBOTO KOJIEI), K
KOTOPOMY B IOJIO)KEHUH 9 MPUCOETUHEH MATHATOMHBIA CIIUPT pUOU-TOJI. XMMHUYECKOE HAa3BaHUE
«puboQuaBuH» OTpa)kaeT HAJIW4YUE PUOUTONIAa M KEITOM OKpACKU IpernapaTta , palloOHaIbHOE
Ha3BaHUe ero 6,7-1uMeTni-9-0-puOnTHIN30aIIOKCa3UH.

PuGodmaBuH Xopomo pacTBOpHUM B BOJI€, YCTOHYHMB B KHCIBIX PacTBOpax, HO JIETKO
paspyliaercss B HEUTPaJIbHBIX U IIEJIOYHBIX pacTBopax. OH BecbMa UyBCTBHUTEJICH K BUIUMOMY U
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YO-uznyuyeHu0 U CPaBHUTEIBHO JIETKO TMOJABEpPraeTcs oOpaTUMOMY BOCCTaHOBJICHHIO,
MIPUCOCANHSS BOJOPO TIO MECTY TBOMHBIX CBSI3€H M MpEBpamiasch B OCCIBETHYIO JIEUKODOPMY.
D10 cBOHCTBO puOOQIaBHHA JIETKO OKHCIATHCS UM BOCCTAHABIIMBATHCS JICKHT B OCHOBE €ro
OMOJIOTUYECKOr0 JIEUCTBUS B KIIETOYHOM MeTaboIn3Me.

KnuHnyeckue MposiBICHUS HEIOCTATOYHOCTH puOOQIaBUHA JIyYIille BCETO HM3yYCHBI HA
HKCIIEPUMEHTAJbHBIX JKUBOTHBIX. [[OMHMO OCTAaHOBKM pOCTa, BBINAJACHHUS BOJIOC (QJIOMEIHs),
XapaKTEPHBIX JJI OONBIIMHCTBA aBUTAMUHO30B, CIICIU(UIHBIMY I aBUTaMUHO3a B2 sBIstoTCS
BOCHAIUTEIbHBIE MPOLIECCH CIU3UCTON 00O0JOUKH SI3bIKa (TJIOCCHUT), T'y0, OCOOEHHO y YIJIOB pTa,
AMUTENUs KO U Ap. Hanbomnee xapakTepHbl KEpaTUThI, BOCTAIUTEIBHBIC MPOIIECCH M YCUIICHHAS
BaCKyJIIpU3alis poroBoi 000JOYKH, KaTapakTa (MOMyTHeHue xpycranuka). [Ipu aBuTamuHose
B2 y moneit pazBuBaroTcs 0011asi MpleyHast ¢1abocTh U c1abOCTh CePACYHON MBIIIIIBL.

Cornacio nmanmneiM K.  frm, cymectByer 1mpsmas CBA3b MEXAY CTEIEHBIO
HEJ0CTaTOYHOCTH pUOOQIIaBIHA Y KUBOTHBIX M HAKOIUICHHEM B KPOBH MPOIYKTOB MEPEKHUCHOTO
okucienuss nunuaoB (I1OJI), pazButuem artepockiiepo3a M KaTapakTbl. OTH HapylleHUs, IO
MHEHUIO aBTOpa, YKa3bIBAIOT Ha BAXHYIO POJb (PIABOPOTEHHOB B MOJICKYISPHBIX MEXaHU3Max
cUHTe3a U pacnajga npoaykros [1OJI.

buonocuueckas ponb. PubodiaBuH BXOIUT B cOCTaB (PIaBHHOBBIX KO(dep-MEHTOB, B
yactHoctu ®MH u ®AJl , sBadrommxcs B CBOK O4Ye€pelb IPOCTE-TUYECKHUMHU TpyHIIaMU
(dbepMeHTOB psifia IPYTUX CIOKHBIX 0eTKOB - (uraBo-mpoTenHOB. HekoTopsie (hi1aBopoOTEHHEBI B
nonoiaHenue k ®MH wim ®AJl comepxar enie NpoOYHO CBSI3aHHbIE HEOPraHWYECKHE HOHBI, B
JaCTHOCTH KEJIE30 WU MOJHUOJCH, HAJCIICHHBIE CIIOCOOHOCTBIO KATaIM3WPOBATh TPAHCIOPT
AMEeKTpoHOB. Pa3nuuaror 2 Thma XMMUYECKUX peakUuild, KaTaau3upyeMbiXx 3TuMu ¢epmertamu. K
MEPBOMY OTHOCSITCS PEAKIHH, B KOTOPBIX (EPMEHT OCYIISCTBISET MPSAMOE OKHUCICHHE C
ydacTUeM KUCIIOopofa, T.e. JAeTUIApUpoBaHue (OTILEIIEHHUE 3JIEKTPOHOB M IMPOTOHOB) MCXOIHOTO
cyOcTpara Wi mpoMeKyTOIHOTo MeTaboauTa. K ¢hepMeHTam 3Toi rpyIimbl OTHOCSATCS OKCUAA3hI a
Y B-aMHHOKHUCJIOT, IMIMIMHOKCUA3a, ajJbJeruJ0KCH1a3a, KCAaHTUHOKCH1a3a U JIp. Bropas rpynna
peakuuii, KaTtaau3upyeMbIX (IaBOMPOTEHHAMH, XapaKTepHU3yeTcs NEPEeHOCOM SJIEKTPOHOB U
MIPOTOHOB HE OT HMCXOJHOTO CyOcTpaTa, a OT BOCCTAHOBJICHHBIX NMUPHUIMHOBBIX KO(EPMEHTOB.
@epMeHThl 3TOWM TPYMNNbl WrPalOT TIJIaBHYID pOJIb B OHOJOTMYECKOM OKHCIeHuu. B
KaTaTUTUYECKOM IMKIe Hu30auiokca3uHoBeii octaTok DAJ[ wim OMH noxsepraercs
00paTUMOMY BOCCTAHOBJICHHIO C IPUCOEIMHEHHEM IJIEKTPOHOB U aToMOB Boaopoaa k N1 u N10.
OMH u ®AJ] npoyHO CBSA3BIBAIOTCS ¢ OEIKOBHIM KOMITOHEHTOM, MHOT/IA J1a)Ke KOBAJIEHTHO, Kak,
HalpuMep, B MOJIEKYJI€ CYKIIMHATAETUIPOTr€Ha3bl.

OO6pa3zoBanne PAJ] B TKaHAX TakKe MPOTEKaeT Mpu ydacTuu crneuuduueckoro ATD-
3apucumoro ¢epmenta OMH-agenununtpancepasbl. VcXoqHbIM BEMIECTBOM JJisi CHHTE3a
sBasiercas ®MH:

OMH + ATO—* @A/l + IMupodocodar.

Pacnpocmpanenue 6 npupode u cymounas nompebnocms. PubodiaBuH 10CTaTOYHO
IIMPOKO pacnpocTpaHeH B mpupoae. OH COAEPKUTCA MOYTH BO BCEX YKUBOTHBIX TKaHAX M
pacTeHUsIX; CPAaBHUTEILHO BHICOKHE KOHIIEHTPAIMU €ro OOHApY>KEHBI B JIPOXoKax. M3 muIeBbix
MpOAYKTOB pubodmaBUHOM OoraTel Xyied (M3 Myku TpyOoro momoia), ceMeHa 3J1aKoB, SiIa,
MOJIOKO, MSICO, CBEKHUE OBOIIU U JIp.; B MOJIOKE€ OH COJIEPKUTCS B CBOOOJHOM COCTOSTHWUHU, a B
MEeYeHH U TOYKAaX JKUBOTHBIX MPOYHO CBs3aH ¢ O6enkamu B cocraBe DAl u ®MH. U3 opranuzma
YyelloBeKa W JKUBOTHBIX pPHOO(IaBUH BhIIENSETCS ¢ MOYOM B cBoOOgHOM Buae. CyrouHas
MOTPEOHOCTH B3POCIOTO YeloBeKa B pubodiaBuHE cocTaBiseT 1,7 Mr, B TOXKUIOM BO3pacTe W
IIpH TsKeNoN Gu3nueckoi paboTe 3Ta NOTPeOHOCTH BO3pacTaeT.

Butamuun PP

Butramun PP (HukoTnHOBas KMcioTa, HUKOTHHAMU, HUAIIMH) TOJYYHJI TAaKK€ Ha3BaHUE
aHTHIEIJIarpUYecKoro BUTaMuHa (0T utai. preyenn'ye pella§ra- npemoTBpamaronuii nemiarpy),
MMOCKOJIBKY €T0 OTCYTCTBHE SIBIIICTCS MPUIMHOM 3a00JI€BaHMs, HA3BIBAEMOTO TIEJUIArPOH.

HukotnHoBas Kucia0Ta U3BECTHA AaBHO, OJIHAKO TOJMBKO B 1937 r. oHa Obuta BeigeneHa K.
DOnbpBEreiMOM M3 OKCTpaKTa TE€YeHH | OBUIO T1I0Ka3aHO, YTO BBEJACHHE HUKOTUHOBOU
KHUCJIOTBI(UIT €€ aMuJa - HHKOTUHAMK/IA) THOO0 MpernapaToB MEUYeHH MPEAOXPaHsIeT OT pa3BUTHUS
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unu usneunBaer ot nemnarpel. B 1904 1. A. T'apgen u VY. IOHr ycraHoBwid, 4yTO MIJId
MpEeBpalleHHs] TJIIOKO3bl B OTAaHON B OECKIETOYHOM DJKCTpPAaKTe JApOXiKed Heo0XoauMo
MPHUCYTCTBUE JIETKOAUATM3UPYEMOT0 KO(paKkTopa, Ha3BaHHOTO KO3MMa30i. XMMHUYECKHH COCTaB
aQHAJOTUYHOTO KOo(aKTopa M3 IPHUTPOLMTOB MIICKONMUTAOIIUX ObLI pacmmdpoBan B 1934 r. O.
Bap6yrom u V. Kpuctrnanom; oH oKa3zayicsi MpOU3BOIHBIM aMHJ1a HUKOTUHOBON KHCIIOTHI.

HukoTtuHOBass KHUCIOTa TpEACTaBiIsieT COOOW COeAMHEHHE MHUPUIUHOBOTO pAla,
coJieprkalee KapOOKCUIIbHYIO Tpynny (HUKOTMHAMUJL OTJINYAETCS HAIMYUEM aMUHOM TPYIIIbI).

Buramun PP manopactBopuMm B Boze (mpumepHo 1%), HO XOpOIIO pacTBOPUM B BOJHBIX
pacTBopax uienodeil. HUKOTHHOBAs KMCIIOTa KPUCTAIN3YETCS B BUJIE OETIBIX UIJI.

Haunbonee xapakTepHpIMH NpU3HaAKaMH aBuTamuHo3a PP, T.e. memmarpser (ot utan. pelle a -
miepiiaBasi Koka), SBJISIIOTCS TMOPaXEHUsSI KOXHU (AepMaTUThI), MHUILEBAPUTEIHLHOIO TpPaKTa
(mmapes) u HapyIICHUS] HEPBHOU NIEATSIHBHOCTH (JIEMEHIINS ).

JepmaTtuTsl 4yamie BCEro0 CHUMMETPUYHBI M MOPaXarOT TE€ YYAaCTKU KOXKH, KOTOpPbIE
MOJBEPKEHBl BIUSHUIO MPSIMBIX COJHEYHBIX Jy4€l: THUIbHYIO MOBEPXHOCTh KUCTEH PYK, ILIECHO,
JIMLO; KO’Ka CTAHOBUTCS KPACHOMW, 3aT€éM KOPUYHEBOM M wiepmaBod. IlopakeHus KullleyHHMKa
BBIPAXKAIOTCSA B Pa3BUTUU aHOPEKCUU, TOIIHOTOM, OoJsiMu B 00JACTH KMBOTA, MOHOcaMHu. J(napes
NPUBOJUT K O0€3BOXKHMBAHHMIO opranuzma. Cnm3ucrtas 000JOYKAa TOJCTOW KHIIKM CHadaia
BOCIAJSETCsA, 3aTeM u3bsa3BiIgerca. CnenuuyHbIMH JUJIS TEJUIarpbl SBISIOTCS CTOMATHUTHI,
TUHTMBUTHI, TOPAXEHUS SI3bIKAa CO B3JIyTHEM U TpeumuHaMu. [lopakeHuss Mo3ra HpOSIBISIOTCS
TOJIOBHBIMH  OOJIIMH, TOJOBOKPYXCHHEM, IOBBIIICHHOW pa3ApaKMMOCTBIO, Jempeccueil u
IPYTMMHU CUMIITOMaMHM, BKJIIOYas IICUXO3bl, ICUXOHEBPO3bl, TaJUTtoUUMHAIUU U Ap. CHUMITOMBI
neJuiarpbl OCOOEHHO PE3KO BBIPAXKEHBI y OONBHBIX C HEIOCTATOYHBIM OCJIKOBBIM MHTAHHEM.
YCTaHOBIEHO, YTO OTO OOBICHSIETCS HENOCTaTKOM TpHUNTO(paHa, KOTOPBIA  SBISETCS
MPEIUICCTBEHHUKOM HUKOTMHAMM/a, YacTUYHO CHHTE3HMPYEMOIO0 B TKaHAX YEJIIOBEKa U
KUBOTHBIX, a TAKXK€ HEJOCTATKOM psifia IPyruX BUTAMUHOB (ITUPUIOKCUHA).

buonoeuueckas _ponvr. Butamua PP BxomuT B coctaB HAJI miam HAJ®D, saensrommxcs
KoepMeHTamMu OOIBIIOTO YKCIa 00PaTUMO JEHCTBYIOUIUX B OKHCIUTEIbHO-BOCCTAHOBUTEIBHBIX
peakuusax aeruaporenas (popmyibl Ko-PEepMEHTOB IPUBEACHHI B IJ1aBe 9).

[TokxazaHno, uro psan aeruaporenas ucnoiabzyeT Toiabko HAJ[ u HAJI® (cooTBeTcTBEHHO
MalaTaeruiporeHasa M TIIOK030-6-hocdaTaernaporenasa), Apyrue MOTyT KaTalH3UPOBATh
OKHUCJINTENIbHO-BOCCTAHOBUTENBHBIE pPEAKIUKU B MPUCYTCTBUM JIIOOOTO U3 HHUX (Hampumep,
rIyTaMmaTAeruaporeHasa; cM. riaapy 12). B nmpouecce 6uonorudeckoro okucinennss HAJl u HA 1D
BBIIIOJIHSAIOT POJIb IIPOMEKYTOUYHBIX MIEPEHOCYMKOB JIEKTPOHOB U MPOTOHOB MEXAY OKHUCIISIEMBIM
cyOcTparoM U (IaBUHOBBIMU (pepMEHTaMU (MOJIEKYJISpPHbIE MEXAHU3MBbl Y4acTUsI MUPUIUHOBBIX
HYKJIEOTH/I0B B 3TOM Ipoliecce MoApoOHO pacCMaTpUBaIOTCs B I1aBe 9).

Pacnpocmpanenue 6 npupoode u cymounas nompebrocms. HUKOTHHOBas KUCIOTa TAKXKe
OTHOCUTCA K BHUTAMHHaM, IIUPOKO pACHpPOCTPAHEHHBIM B PACTUTEIBHBIX M JKMBOTHBIX
opranusmax. Jlns dyemoBeka OCHOBHBIMM HCTOYHMKAMU HUKOTMHOBOM KHCIOTHI U €€ aMHja
ABJISIIOTCSL pUC, XJ1€0, KapTodesnb, MACO, IIeUYeHb, TOYKH, MOPKOBb U JIpyrue npoaykThl. CyTo4yHas
MOTPEOHOCTD JIJIS1 B3POCIIOTO YEJIOBEKA COCTABIACT 18 M.

Buramun B6

Buramun B6 (nmupupokcurl. aHTHAEPMATUTHBIN) KaK CaMOCTOSITENbHBIM HE3aBHUCHUMBIN
nuieBoi ¢paktop 6611 OTKPHIT I1. [Ibepau B 1934 r. B pe3yibTare TOro, YTo B OTIUYHE OT

U3BECTHBIX K TOMY BPEMEHH BOJIOpAacTBOpUMBIX BuTamMuHOB Bl, B2u PP on ycrpansn
0cobyro (opmy aepmaruTa KOHEYHOCTEH y KpBIC, HA3BAaHHOTO akpojauHueil. BriepBrle BUTaMUH
B6 6wt BeIienieH B 1938 1. U3 nposxokel U medeHu, a BCKope ObLT CHHTE3NpOoBaH XxuMuuecku. OH
OKa3ajcsi MPOU3BOJHBIM 3-OKCHUMHMPUAMHA, B YacCTHOCTH 2-METHJI-3-OKCHU-4,5-THOKCHME-
THIAPUAUHOM. TepmMuHOM «BUTaMHH B6», mo pekomeHaanusM MexXIyHapoJaHOW KOMUCCUU T10
HOMEHKJIaType OHOJIOTMYECKOW XMMHUHU, 0003HAYAIOT BCE TPU MPOU3BOIHBIX 3-OKCHUIHPUIAMHA,
o0nagaronx oAMHAKOBON BUTAMUHHON aKTUBHOCTHIO: MUPHUAOKCHH (ITUPHUI0KCO), MUPUIOKCAb
u nupuaokcamuH. Kak BHIHO, MpPOM3BOJHBIE 3-OKCUNUPUAMHA OTJIMYAIOTCSA JAPYr OT Jpyra
MIPUPOJOH 3aMEIAOIIEH TPYIIBI B MOJIOXKEHUH 4 MUPUIAMHOBOrO sigpa. Butammn B6 xopomio
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pacTBOpUM B BOJI€ U 3TaHOJIe. BoAgHbIE pacTBOPHI BEChbMa YCTOMYUBHI 110 OTHOIIEHUIO K KUCIOTaM
Y 1IeJ104YaM, OJJHAKO OHU YyBCTBUTENBHBI K BIIMSIHUIO CBETA B HEUTpabHOU 30He pH cpensl.

Henocratrounocts Buramuaa B6 Hambosee monpoOHO M3ydeHa Ha KpbICaX, Y KOTOPBIX
CaMbIM XapaKTEepPHbIM MPHU3HAKOM SBJISETCS AaKpPOIUHUS, WIM CcHenuUUecKuil aepMaTuT ¢
MPEUMYIIECTBEHHBIM TOPAXKEHUEM KOXXM JIaloK, XBOCTa, Hoca u ymed. OrTMeuaroTcs
MOBBIIIEHHOE MIENYIIEHUE KOXH, BBINAJECHUE IIEPCTH, H3bIA3BICHUE KOXHU KOHEYHOCTEH,
3aKaHYMBAIOUIEECs TAaHTPEHON NabIEeB. JTU SBICHUS HE MOAJAI0TCS JIeUeHUI0 BUTaMuHoM PP, Ho
OBICTPO MPOXOJAT MPHU BBeJAeHUU nupuaokcuna. [Ipu 6omnee rirybokom aButamMmunose B6 y cobax,
CBUHEW, KpBIC W Kyp OTMEYAIOTCSA OSMIICNTU(GOPMHBIC MPUNAAKA C JIeTCHEPTHUBHBIMH
m3meHenusimu B LTHC.

VY deinoBeka HENOCTATOYHOCTh BUTaMHHa B6 BcTpeuaercs pexe, XOTS HEKOTOpbIe
MeJUIarponoI00HbIe IepMaTUThl, HE MOAJAI0IIMEcS JE€YCHUI0 HUKOTHUHOBON KHCIIOTOM, JEerKo
MPOXOJAT TPU BBEJICHUM MUPUJIOKCHHA. Y JAETed TpyIHOr0 BO3pacTa ONHUCAHBl JEPMATHUTHI,
MOPaKEHUST HEPBHON cHUCTeMbl (BKJIOYas HHUICHNTH(POPMHBIE MPUIATKH), OOYCIOBICHHBIE
HEJIOCTaTOYHBIM COJIep)KaHUEeM TMHUPUJIOKCMHA B MCKYCCTBeHHOM mnwuine. HemocTaTodHOCTb
MUPUAOKCHMHA YacTo Halmonaercs y OOJIbHBIX TyOepKysie3oM, KOTOPBIM C JIe4eOHOW IIelbio
BBOJST W3O0HUKOTHHWITHApa3u (M30HMA3HA), OKa3aBIIMICSA, Kak M JI€30KCHU-TIUPUJIOKCHH,
aHTaroHUCTOM BUTaMUHa B6.

W3 OuoXuMHUYeCKNX HApYIICHUW MPU HEIOCTATOYHOCTH BUTaMuHA B6 ciemyer oTMeTuTh
TOMOLUMCTUHYPUIO W LHUCTaTUOHUHYPUIO, a TakKe HapylleHus oOMeHa Tpunrodana,
BBIPAXKAIOIINECS B TOBBIIMICHUU JKCKPEIIMM C MOYOH KCAHTYPEHOBOW KHCJIOTHI M CHIKCHUHU
KOJIMYECTBA IKCKPETUPYEMOU KUHYPEHOBOU KUCIIOTHI (CM. riaaBy 12).

buonocuueckas ponv. Oxa3zaoch, 4TO, XOTS BC€ TPU IPOU3BOJIHBIX 3-OKCU-THPUIUHA
HaJeJeHbl BUTAMHUHHBIMH CBOMCTBaMH, KO(epMeHTHble (YHKIHUU BBINOIHIIOT  TOJBKO
dbochopumpoBaHHBIC TPOU3BOIHBIC MUPUIOKCAIS U ITH-PUIOKCAMHHA.

QDochopunupoBanue MNUPUAOKCANS U NUPUAOKCAMUHA sBJsSeTcs (GepMEeHTATUBHOMN
peakuuen, mpoTekaromniel npu ydactuu crnenuduueckux kuHasz. CuHTe3 nupuaokcaibdocdara,
HarpuMep, KaTaIu3upyeT NMUPUIOKCATbKIHA3a, KOTOpas Haubojiee akKTMBHA B TKAHW MoO3ra. DTy
PEaKLUIO MOKHO MPEICTABUTD CIEIYIOIIUM YPABHEHUEM:

[Mupunoxcans + ATO->TTupunokcansdocdar + A D.

JokazaHo, uYTO B  JKMBOTHBIX  TKaHSIX  HPOUCXOIAT  B3aUMOIIPEBPAILLECHUS
nupunokcainbpocdaTa U nupugoKcaMuHpocPaTa, B YaCTHOCTH B PEAKIUAX TPAaHCAMUHUPOBAHUS U
NeKapOOKCUITMPOBAHUS AMUHOKHCIIOT.

Crnenyer OTMETUTb, 4YTO B BBISICHEHHE OHMOJOTHMYECKOM poiau BuUTamMHUHA B6 u
nupuaokcanbpocdaTa B a30THCTOM OOMEHE CyIIecTBeHHBbIH BKiaa BHechau A.E. bpayHinreiin,
CP. Mappnames, 2. Cuemnn, 1. Memep, A. Maiictep u np. M3BectHo Oonee 20 mupuaoKcaIeBbIX
(hepMEeHTOB, KAaTaTU3UPYIOUIUX KIIOUYEBHIE PEaKIUU a30THCTOrO0 MeTaboau3Ma BO BCEX JKUBBIX
opranusmax. Tak [oka3aHo, 4yTO mNUpHUAOKcalbPocaT SBISETCS MNPOCTETUUECKOW TIpyHIon
aMUHOTpaHc-(pepa3, KaTalIU3UPYIOIUX OOpaTHUMbIA TMepeHoc aMuHOrpynmnbl (Nel2-rpymmbl) oT
aMUHOKHUCIOT Ha a-KeTOKHUCIOTYy, U JeKapOOKCHJIa3 aMHHOKHUCIOT, OCYIIECTBIISIOIINX
HeoOpatumoe otmemienne CO2 oT KapOOKCHIBHOW TPYNIbI aMUHOKHCIOT € OOpa3oBaHUEM
OMOTEHHBIX aMUHOB. YCTaHOBJIeHa Kkodep-MEeHTHas pojb  nupujokcambocdara B
(epMEHTATUBHBIX PEAKIUAX HEOKUCIUTEIBHOTO JI€3aMUHUPOBAHUS CEpUHA W TPEOHHHA,
OKHCIIEHHs TpunrTtodaHa, KUHYpEHHHA, TMPEBpAIIEHUs] CEPOCOJEPNKAUUX AMHHOKHUCIIOT,
B3aUMOINpEBpAIllEHUs cepuHa W runuHa (cM. rinaBy 12), a Takke B CHHTe3e S-
AMUHOJICBYJIMHOBOW KHCIIOTHI, SIBJISIOMICHCS TTPEAMIECTBEHHUKOM MOJIEKYJIBI TeMa TeMOTJIO0NHA, 1

Ap.

[TupuoKCHH OTHOCHUTCA K BUTaMHHaM, KOhepMeHTHasi pojb KOTOPBHIX H3ydeHa Hambosee
noapo6Ho. B mocnenHue roapl 4MCIO BHOBH OTKPBITHIX MUPHUIOKCA-TEBBIX (PEPMEHTOB OBICTPO
yBEeIUUUBAIOCh. Tak, s JAeWcTBHS TIWKOreHdoc-(popuaassl CYIIECTBEHHON OKazaiach
dbochopunbHasg, a He anpJeruAHas Tpynna nupuaokcanbocdarta. BcerencTsue MHPOKOTro
ydacTus THpHUAOKcanbpocdaTa B Tpoleccax OOMEHa INMPH HEAOCTATOYHOCTH BUTaMUHA BO6
OTMEYarTCs pa3HOOOpa3HbIe HAPYIICHUS] METab0IM3Ma aMUHOKHUCIIOT.
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Pacnpocmpanenue 6 npupode u cymounas nompebrHocms. Butamun B6 mmpoko
pacnpocTpaHeH B MPOAYKTaX PACTUTEIBHOTO M KHUBOTHOTO MNPOUCXOXKACHHUS. (OCHOBHBIMHU
HMCTOYHMKAMU BHTaMHHA B6 aiis uenoBeka ciyxaT XJyieO, Topox, ¢daconb, kaprodensb, Msco,
MOYKH, TeYyeHb U Jp. Bo MHOTHX mnpoAykTax >KHUBOTHOIO MPOUCXOXKIEHUS MUPHAOKCHH
XMUMHUYECKH CBSI3aH C OEJIKOM, HO B NMHIIEBAPUTEIBHOM TPAKTE MO JEHCTBHEM (EPMEHTOB OH
nerko ocoOoxknaercd. CyrouyHass HOTPeOHOCTh B MHUPUIOKCHUHE JUIs YeEJOBEKa TOYHO HeE
YCTaHOBJICHA, IIOCKOJIbKY OH CHHTE3UpPYETCS MHKPO(DIOpOi KHUIIEYHHKA B KOJUYECTBAX,
YaCTUYHO MOKPBHIBAIOIIKX MOTPEOHOCTH B HEM opraHu3Ma. KocBeHHbIE pacueThl OKa3bIBAIOT, YTO
B3POCIIBIN YEI0BEK AOJDKEH MOJIy4aTh B CyTKU OKOJIO 2 MI BUTaMuHa B6.

Bbuorun (Butamuu H)

B 1916 r. B onbITax Ha )KUBOTHBIX OBUIO MOKa3aHO TOKCUYHOE JEHCTBHE CHIPOTO SIMYHOTO
Oenka; ymoTpeOJieHME TI€YEHHW WM  JAPOXoKeH cHuUMaio AToT  3ddekr. dDakrop,
MpeIOTBPALIAOIINN pa3BUTHE TOKCHKO3a, Obl1 Ha3BaH BuTaMuHOM H. ITo3ke ObUIO ycTaHOBIICHO,
YTO B JAPOXOKEBOM DKCTPAKTE MEYCHH M KEJITKE KYpUHOIO siiilja COIEpKUTCS MUIIEBOUN (dakTop,
OTJIMYHBIA OT BCEX JPYIMX M3BECTHBIX K 3TOMY BPEMEHU BUTaMUHOB. JTOT (PAKTOP CTUMYIHPYET
pocTt apoxoked u azordukcupyrommx Oaktepuii IlIaroblmim, B cBs3M ¢ 4eM OH W TOJXYYHI
Ha3zBaHue «OMOTUH» (0T rped. blo3 - xu3Hb), nau kodH3uM S. B 1940 r. 6b110 ycTaHOBIEHO, YTO
Bce Tpu Ha3BaHus (6uotuH, BuTamMuH H 1 kosH3uM K) OTHOCATCS K OTHOMY U TOMY K€ XUMUYECKU
WHJUBUIyaJIbHOMY COEAMHEHUIO. BhIeIeHHOE U3 CHIPOro SIMYHOrO Oejika BEIIECTBO OKa3ajloch
TJIMKOMIPOTEUHOM - OETKOM OCHOBHOI'O XapakTepa, Ha3BaHHBIM aBUAMHOM; 3TOT O€JIOK o0iamaer
BBICOKMM CpPOJCTBOM CBSI3BIBAHUSI C OHMOTHIIOM C 0Opa3oBaHHEM HEPACTBOPUMOTO B BOJE
KoMIuiekca. KoMmieke He mojaBepraeTcs paclleljeHUI0 B MHUIIEBAPUTEIHLHOM TPaKTE, MOITOMY
OMOTHH HE BCACBIBACTCS, XOTS M COACPIKUTCS B TUILEBBIX MPOTYKTAX.

buotun Obu1 BoepBeie BbimeneH B 1935 r. u3 suyHoro sxentka. Molekyna OuoTHHA
SBJIIETCA LUKJINYECKUM IIPOU3BOJIHBIM MOYEBHHBI, a OOKOBasl LI€Nb MPEACTABIIEHA BaJepUaHOBOMN
KHUCIJIOTOM.

KapbonunbHas rpynmna OHOTHHA CBSI3BIBAETCS aMUIHON CBSI3bI0 C €-aMUHO-TPYIMION
TU3WHA, 00pa3ys OMOTHHWIUIM3WH (OMOIUTHH), OoO0NamarImuidi OWOJOTHYECKOW aKTUBHOCTBIO.
[Ipupoansie ciaoxHble OelIKU, colaepkamiie OMOTUH, IPH MONAJaHUH B OPraHU3M IOJBEPraroTCs
IIPOTE0JIN3Y C OCBOOOXKJAEHHEM CBOOOAHOrO OMOLMTHHA; MOCIEAHUM MOJIBEPTAETCS TUIPOIU3Y
noJl AeficTBUeM OMOLIMTHHA3bI IEYEHH U CBIBOPOTKH KPOBU C 00pa3oBaHHeM OMOTHHA U JIM3MHA.

KnuHuueckue mNposiBIE€HUS  HEAOCTATOYHOCTM OMOTMHA Yy 4eJlOBEeKa H3Y4YEHbI
HEJO0CTaTOYHO. DTO OOBACHSAETCA TEM, YTO OaKTepUM KHUIIEYHUKA 00JIaJal0T CIOCOOHOCTHIO
CUHTE3UpPOBaTh OMOTHH B HEOOXOAMMBIX KoJIMuecTBax. HelnocTaTOuHOCTh €ro mposiBisercs B
cilydae ynoTpeOsieHuss OOJIBLIOrO KOJIMYEecTBa CBHIPOTO SMYHOro Oenka WM IpHeMa
cyJb(aHMIAMHUIHBIX IPENapaToB U AHTUOUOTUKOB, MOJABJISIONINX POCT OaKTepUil B KUILIEUHUKE.
VY d4enoBeka NpU HEJOCTATOYHOCTH OMOTHHA OTMEUAIOTCS BOCHAIUTEIbHBIE MPOIECCHl KOXKH
(1epMaTUThI), CONMPOBOXKIAIOIINECS YCHUICHHOW AESTENbHOCTHIO CaJbHBIX JKeJie3, BbINAJCHUEM
BOJIOC, MOpPAXEHHEM HOITEH, 4acTO OTMEYaloTcsl OOJM B MBIIINAX, YCTalOCTh, COHJIUBOCTD,
Jenpeccusi, a Tak)Ke aHOpeKcHsl U aneMusi. Bece 3Tu gBieHMs] 00BIYHO MPOXOJAT Yepe3 HECKOJIBKO
JHEH Ioclie eXeJHEBHOrO0 BBEIEHUs OMOTHHA. Y KpPBIC HEAOCTAaTOYHOCTh OMOTHHA, BbI3BaHHAs
BBEJICHUEM C MHIIEH CHIPOTO STMYHOrO O€JIKa, BHI3BIBAET SIBJIEHUSI OCTPOTO JEPMATUTA, OOJIbICEHHE
Y TIapaauym.

buonocuueckas ponb. buotnH mnonpoOHO wu3yueH Omarogapss padoram @. JluHeHa.
M3BecTHBIE K HACTOSIIEMY BpeMEHU OMOTHHOBBIE (epMEHTHI (T.e. (EepMEHTHI, CoJepKaliue B
KauecTBe KohepMeHTa OMOTHH) KaTAIU3UPYIOT J1Ba TUIIA PEaKIIHil:

1) peakumn xapOokcumupoBanus (¢ ywdactmem CO02 wmm HCO3-), comnpspkeHHBIE C
pacnagom ATD

2) peakuuu TpaHcKapOOKcuiIMpoBaHus (mpotekaromue 0e3 ydactuss AT®), npu KOTOphIX
cyOcTparbl 0OMEHHBAIOTCS KapOOKCUIIBHOM TpyIoi

[TomyueHsl noKa3aTeNbCTBA JBYCTAAMMHOTO MEXaHHW3Ma 3TUX peakuuil ¢ oOpazoBaHHEM
MIPOMEKYTOYHOTO KOMILIeKca (KapOOKCUOMOTUHUI(PEPMEHT).
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K peakmusM mnepBoro Tuma OTHOCATCSA, Hampumep, aunetwi-KoA- u  nupysar-
KapOOKCUJIa3HBIC PEAKIIUH.

[TupyBaTkapOOKCHIIa3a SBISETCS BBICOKOCTICHU(UYHBIM (EPMEHTOM, KaTAIU3HPYIOIIUM
YHUKaJIbHYIO peakiuio ycBoeHuss C02 B opranusme XMBOTHBIX. CyIIHOCTh PEAKIMU CBOAUTCS K
IIOTOJHEHHUIO 3allacoB OKcajoalcTara (1laBe-JIEBOYKCYyCHAsl KUCIIOTA) B JINMOHHOKHUCIIOM IIMKJIE
(Tak Ha3bpIBaEMbIC «AHAILIEPO-TUUYECKUEY, CIIOMOIHSIIONINE) PEeaKIuu), T.e. ero cunte3y uz C02 u
nupyBara:

Peakius mpoTekaer B JABE CTaIuU: Ha TMEPBOW CTaAMM, CBSI3aHHOM C 3aTpaToil SHEpruw,
CO2 moxasepraercss akTUBHPOBAHUIO, T.€. KOBAICHTHOMY CBSI3BIBAHHIO C OMOTHHOM B aKTHBHOM
nentpe ¢pepmenta (E-6noTun)

Pacnpocmpanenue 6 npupode u cymounas nompebrocms. BUOTHH COAEPKUTCS TIOYTH BO
BCEX MPOJYKTaX >KUBOTHOTO M PACTUTEIHHOTO MPOUCXOXKIACHHS, TJIAaBHBIM 00pa3oM B CBA3aHHOU
dbopme. borartbl 3TUM BHTAMHHOM II€Y€Hb, MOYKH, MOJOKO, JKEITOK siila. B pacTUTenbHBIX
npoaykrax (kaprodenb, Jyk, TOMAT, MIMUHAT) OMOTHH HAaXOAUTCSA Kak B CBOOOJHOM, Tak U B
CBSI3AHHOM COCTOSIHUHU. [l 4enmoBeKka M KUBOTHBIX BaXKHBIM HMCTOYHHUKOM SIBISIETCS OMOTHH,
CUHTE3UpyeMbld Mukpodaopoit kumeuynuka. CyToyHas MOTPEOHOCTbH B3POCIOTO YEIOBEKa B
ouotuHe npudbauzuTensHo 0,25 Mmr.

DoneBast KHCJI0TA

@domnueBas (NTEPOMITIIyTAMUHOBAsI) KuciaoTa (QoslalliH) B 3aBUCHMOCTH OT BHJA
KUBOTHBIX WJIM IITaMMa OaKTepui, HYKIAIOUIUXCS JIsi HOPMAJIbHOTO pOCTa B MPUCYTCTBUU
3TOr0 MHUIIEBOrO (hakTopa, Ha3blBaNach MHoO-pasHoMy: (akTop poctra b. cazen Butamua M,
HEOOXOAMMBIN 711 HOPMAJIbHOT'O KPOBETBOPEHUS Yy 00€3bsiH; BUTaMHUH Bc, pakTop pocTta HBITLIAT
(uanekc «c» ot aHria. cblcken — upiuieHok). B 1941 r. ¢onueBas kuciora Oblia BbIAEIEHA U3
3€JIeHBIX JIUCTHEB PACTEHHI, B CBSI3U C YEM U MOJy4yusa CBO€ OKOHYATEIbHOE Ha3BaHME (OT JarT.
rblit - swmcr). Eme 10 ycTaHOBIEHHS XUMHYECKOTO CTPOSHUS (DOTUEBON KHCIOTHI OBLIO
MOKa3aHo, 4TO JIJIsl pOCTa HEKOTOPBIX OakTepuit HEOOXOIUMO MPUCYTCTBHE B MUTATEIBHOU Cpelie
napaaMMHOOEH30iHONW KHcTOThl. JloOaBlneHHE CTPYKTYpPHBIX AaHAJOTOB €€, B YaCTHOCTHU
CyJib(aHWIAMHIHBIX TpernapaToB, HA00OPOT, OKa3bIBAIO TOPMO3AIIEe ICHCTBHE HA pPOCT
OakTepuii. B HacTosiee BpeMs YCTaHOBIEHO, 4YTO O5TO POCTCTUMYNIHpYIOLIEe JeHCTBUE
[apaaMMHOOEH-30MHON KUCIOTHl OOYCJIOBJICHO BKJIIOYEHHEM €€ B COCTaB 00Jiee CIIOXKHO
MIOCTPOECHHOM MOJIEKYJIbI (DOITHEBON KUCITOTHI.

donmeBast KHCIOTa COCTOUT W3 TPEX CTPYKTYPHBIX €IMHHMIL: OCTaTKa 2-aMHUHO-4-OKCH-6-
metunntepununa (l), mapaamuno6en3zoitnoit (1) u a-rmyramunoBoii (Ill) kucnor dbopmunbHON
rpynnel) U T.0. (cM. raaBel 12 u 13). IlepeuncneHHble BelecTBa UIPAIOT HCKIIOUYUTEIBHO
BaXXHYIO, KIJIIOUEBYIO, pOJib B OMOCHHTE3€ OEJNKOB M HYKJIEMHOBBIX KHUCJIOT, MOATOMY CTaHOBATCS
MOHATHBIMU T€ TJIyOOKHME HapylIeHHs oOMeHa, KOTOpble HaOJI0/aloTCsl MPU HEAOCTaTOYHOCTU
(b oIneBoil KUCIOTHI.

B mMeaunuHCcKoM mpakTHKe (B YACTHOCTH, B OHKOJIOTMH) HAIUIM NMPUMEHEHUE HEKOTOpbIE
CUHTETUYECKHE aHAJIOTU (aHTaroHUCTHI) honueBoi KUCAOThl. Tak, 4-aMUHONITEPUH HUCIIOJIb3YETCs
B Ka4yecTBE Ipernapara, TOPMO3SILIEro CHHTE3 HyKIEMHOBBIX KUCIIOT, U PEKOMEH]IyeTCs] B KaUeCTBE
Je4eOHOro mpemnapara Ipu OMyXOJIEBBIX MOPAXKEHUSAX, B YACTHOCTH MPU OCTPHIX U XPOHUUYECKUX
(dhopmax JIEHKO30B y IETeH U B3POCIBIX.

Pacnpocmpanenue 6 npupode u cymounas nompednocms. BemiecTBa, oOnamaromiue
aKTUBHOCTBbIO ()OJINEBOM KMCIIOTHI, IIMPOKO PpaclpoCTpaHeHbl B mpupoae. borarsimMu
HCTOYHUKAMM HX SIBISAIOTCS 3€JIEHBIE JIMCThS PACTEHUHM U JPOAOKU. DTHU BELIECTBA COJEpKATCA
TaK)Xe B MEYEHH, MOYKax, Msce M APYTrUX MpoayKTax. MHorme MHKpPOOPraHW3Mbl KUIIEUHHKA
KUBOTHBIX M YEJIOBEKAa CHHTE3UPYIOT (POJIMEBYIO KHCIOTY B KOJMYECTBAX, AOCTATOYHBIX IS
YAOBIETBOPEHUsI MOTpeOHOCTEN opraHu3mMa B 3ToM BuTamuHe. CyTouHas NOTPEOHOCTh B
cBO0OOIHOH (POTMEBOM KHCIOTE I B3POCIOTo YeI0BeKa cOCTaBisieT 1-2 mr.

Buramun B12

Buramun B12 (kobamamun; aHTHaHEeMHUYECKHMH BUTAaMHUH) BbIACIEH M3 TE€YEHU B
KpucTauimiaeckoM Buze B 1948 1. 3amonro m0 3Toro OBLIIO M3BECTHO, YTO B MEYCHU JKUBOTHBIX
COJIEPKUTCST 0c000€ BEIIECTBO, PErylupyrollee Mpolecc KPOBETBOPEHHUs U OKa3bIBarollee
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nedeOHbI AP(GEeKT Ipu NEPHULIMO3HOHN (37T0KAYeCTBEHHOW) aHeMuu y mrojeil. OJHaKO TOJBKO B
1955 1. JI. XomkkuH pacmudpoBaia ero CTpyKTypy, BKIIOUYas TPEXMEPHYIO MPOCTPAHCTBEHHYIO
KOH(QUTYpalKio, TJIaBHBIM OOpa3oM TMpH TMOMOIM (U3UYECKUX METOJ0B HCCIECIOBAHUS
pentrenorpaduyeckas kpucramiorpadus). Ha ocHoBaHMM 3THX JaHHBIX, a TaKXe Pe3yJbTaTOB
M3yUYEHHS] XUMHUUYECKOTO COCTaBa /il BUTaMuHa B12 ObL10 npeioKeHo cieayromiee CTpoeHue:

B monekyne ButamuHa B12 neHtpanbHbli aTOM KoOajbTa COCIMHEH C aTOMaMU a30Ta
YEeTHIPEX BOCCTAHOBJICHHBIX MUPPOJIBHBIX  Kojel, oOpasyromux nophupuHOnoao0HOe
KOPPUHOBOE SIIpO, U C aTOMOM a30Ta 5,6-nmuMerni-0ensumunaszona . Kobanbrcoaepskamias yactb
MOJIEKYJIbI BUTAMUHA TPEACTABISET COO0H TIaHApHYIO (MTIOCKOCTHYIO) (DUTYPY; IO OTHOIICHHUIO K
HEl TEepHeHAUKYJSIPHO PACIHOJOXKEH HYKICOTUIHBIM JIMraHJ, KOTOpbId, IMOMUMO 5,6-
TUMETHUIOCH3UMUIA30/1a, COJIEPKUT prub03y W ocTaTok ¢ocdara y 3-ro atoma yriepoaa. Bes
CTPYKTypa MOJIyuusia Ha3BaHUE «koOalaMuH». bbulM Moiy4deHbl MPOM3BOJHBIE BUTamMuHa B12,
conepxamme OH-rpynmy (okcukobanamus), xjiop (xiopkobanamun), H20 (akBakoOanamuH) u
A30THCTYIO KHUCJIOTY (HUTpHUTO-KoOanamuH). Ctpoenne KoA pacmmdposan @. Jlunen. B ocHose
CTPYKTYpPBI JSXKHUT ocTaToK 3'-docdoaneno3nn-5"-mudocdara (ornmugaercs or ATD Hanuuuem y
3'-ruapokcuna GocdaTHON TpyMNIbl), COSAMHEHHBIH C OCTAaTKOM TAHTOTEHOBOW KHCIIOTHI,
KapOOHMJIbHAS TPYIIa KOTOPOl B CBOIO OYepe/b CBs3aHa C OCTAaTKOM [3-MepKamnTOATHIaMHHA
(THOATHIIAMUHA).

PeaknimonHocniocoOHbIM ~ yyacTkOM Mosiekynbl KoA B OHMOXMMHMUYECKHX pPEAKLUAX
apisietcss 8H-rpynma, moaTomy npuHATO cokpaiieHHoe obo3HaueHue KoA B Bume 8H-KoA. O
BakHelIeM 3HadyeHnd KoA B oOMeHe BemiecTB (Kak OyaeT MOKa3aHo jainee - cM. riaBbl 9-11)
CBUJICTENILCTBYIOT 00s53aTEIbHOE HEMOCPEICTBEHHOE Yy4acTHE €r0 B OCHOBHBIX OMOXHMMHUYECKUX
mporeccax, OKHCIEHHE W OHMOCHHTE3  BBICIIMX JKHPHBIX  KHCJIOT, OKHCIUTEIbHOE
JNeKapOOKCUITUPOBAHUE a-KETOKHUCIOT (MUPYBaT, a-KETOrayTapar), OMOCHHTE3 HEHTpalbHBIX
KHUPOB, (ochomunuaoB, CTEPOMIHBIX TOPMOHOB, TIeMa TeMOrjoOWHa, aleTHIX OJHHA,
TUIITYPOBOU KUCIOTHI U JIP.

Pacnpocmpanenue 6 npupode u cymounas nompednocms. YK€ OTMEUAIOCh HIMPOKOE,
ITIOBCEMECTHOE PAaCIpOCTPAaHEHUE MAHTOTEHOBOM KHUCIOTHI B Ipupojae. OCHOBHBIMHU MHULIEBBIMU
HMCTOYHHKAMU €€ JJI1 YellOBeKa SBISIOTCS MEYeHb, SUYHBIM KEITOK, APOXIKUA U 3€JeHbIe YacTu
pacteHuii. IlaHTOTEHOBas KuUciOra CHHTE3UPYETCA, KpPOME TOro, MUKPO(DIOPON KHUIICHYHMKA.
CytouHas noTpeOHOCTh B TAHTOTEHOBOM KHCIIOTE AJIsl B3POCIIOro YeJI0BeKa COCTaBIsAET 3-5 MT.

Butamun C

Buramua C (ackopOuHOBasi KHCJIOTa; aHTUCKOPOYTHBIM BUTAaMHUH) MONYYHJI Ha3BaHHE
AHTUCKOPOYTHOI'0, aHTUIIMHIOTHOTO (paKTOpa, MPEAOXPAHSIONIEro OT Pa3BUTHSI LIUHTH -00JI€3HU,
IpUHUMaBIIEH B cpelHUE BeKa xapakrtep snuaeMuu. IlpuumHy OOJe€3HHM 1OATO HE MOIUIH
pacno3Harb, U ToJabko B 1907-1912 rr. ObLIM MOJTyYEHBl HEOCIOPUMBIE 3KCIEPUMEHTAJIbHBIC
JI0Ka3aTeabCcTBa (Ha MOPCKHUX CBMHKAX, TAKXKe IOJBEP)KEHHBIX, MMOJ00HO JIIOISIM, 3a00J€BAaHUIO
LUHTOM) MPSAMON 3aBUCUMOCTH MEXAY Pa3BUTHUEM LIUHTU U HEJOCTATOYHOCTHIO UM OTCYTCTBUEM
B nuie Butamuna C.

[To xuMHUecKoi CTPYKType acKOpOMHOBas KUCJIOTa MPEACTaBiIseT cOO0M JTaKTOH KUCIOTHI
CO CTPYKTYpOH, OJIM3KOH CTPYKType b-TIIOKO3bI; OKOHYATEeNbHO cTpoeHHe BuTamuHa C ObLIO
YCTaHOBJIEHO IOCJI€ CHHTE3a €ro u3 b-kcuino3bl. ACKOpOMHOBas KMCIOTa OTHOCUTCS K CHJIbHBIM
KHCIIOTaM; KHUCJBIH XapakTep ee OOYyCJOBJIE€H HaJU4YMeM JBYX OOpaTHMMO IUCCOLMUPYIOLIUX
€HOJIb-HbIX TUJPOKCHUIIOB y 2-TO U 3-TO yIJIepOAHBIX aTOMOB.

[IpeamonararoT, 9yTo BuTaMuH C ydacTByeT B peakKIHsIX THIPOKCHIMPOBAHUS MPOJIMHA U
JIU3VHA MPU CUHTE3€ KOJIJIareHa, CUHTE3€ TOPMOHOB KOPBI Ha/AMOYEUYHUKOB (KOPTUKOC T€POUJIOB),
AMUHOKUCJIOTHI TpUntodaHa U, BO3MOXKHO, B JIPYTUX PEAKIHIX THAPOKCUIUpOBaHUs. VMeroTcs
JI0Ka3aTelbCcTBa HEOOXOAUMOCTH ydacTus BUTaMHHA C B OKHMCIUTEIBHOM pacmnaje TUPO3WHA U
reMorjaoOuHa B TKaHSX.

Pacnpocmpanenue 6 npupode u cymounasa nompednocms. Buramun C OTHOCHTCS K
IIUPOKO PacIpOCTpaHEHHBIM B MpUpoJie BUTaMuHaM. Hanbosee BaXKHBIMU UCTOYHHKAMU €TO IS
YeJloBeKa CHYKAaT MPOAYKTHl PACTUTENBHOIO MPOUCXOXJIeHUs (oBoumu u (pykThl). MHOrO
ButamuHa C B meple, caiate, Kamycre, XpeHe, YKpoIe, sirofax psAOUHbI, YepHOH CMOPOJUHBI U
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0co0eHHO B IUTPYCOBBIX (MMMOH). Kaprodenb Takke OTHOCHTCS K OCHOBHBIM IOBCETHEBHBIM
ucrouHukaM BuTamuHa C, XOTS COIEPXKHUT €ro 3HAUYUTEIbHO MeHblle. I3 HenwuieBbIX
HMCTOYHUKOB OoraTel BUTAMHHOM C IIMMOBHHK, XBOS, JUCThS YePHOU CMOPOIUHBI, IKCTPAKTHI U3
KOTOPBIX MOTYT IMOJIHOCTBIO YAOBIETBOPUTH MOTpeOHOCTH opranu3ma. CyTouHas moTpeOHOCTh B
BuTamune C Jyist 4esloBeKa cocTaBisieT 75 Mr. PekoMeHj0BaHHbBIE PSAIOM YU€HBIX (B TOM uuciie JI.
[Tonunarom) Oojiee BBICOKHE CYTOUYHBIE 03Bl aCKOpPOMHOBOW KHCIOTHI (1 T) mmsa demoBeka,
BEpOsITHEE BCETO, HEJIOCTATOYHO 0OOCHOBAHHBI.

Buramun P

Burtamun P (pyrun, nuTpuH; BUTaMHH IpoHMLaeMocTu) BbiaeneH B 1936 r. A. Cenr-
Hbepapn U3 KOXKYpbl JuMoHA. [loj TepMUHOM «BUTaMUH P, MOBBIMIAIONIMM PE3UCTEHTHOCTD
KanmuuiipoB (ot jar. perreabHmy - mpoHHIIaeMOCTh), OOBEIMHSETCS TPYIIa BEIIECTB CO
CXOJTHOM OMOJIOTMYECKOM aKTHUBHOCTBIO: KATEXUHBI, XaJKOHBI, TUTHIPOXAJKOHBI, (hJIaBUHBI,
(h1aBoHOHBI. N30-(P1aBOHBI, G1aBOHOIEI U ap. Bece oHM 00manar0T P-BUTAMHUHHON aKTHBHOCTBIO, U
B OCHOBE HX CTPYKTYpbI JEXHUT AU(PEHWINPONAHOBBIA YIIIEPOJHBIH «CKEIET» XPOMOHA WIH
¢naBoHa. OTUM 00BsICHAETCA WX oOIee Ha3zBaHue «Omodua-BoHOUIB». [IpUBOAMM CTPYKTYpPY
pPYTHHA, BBIJICIICHHOTO U3 JTUCTHEB I'PEUNXHU:

—QH
) ) =——OH

'
Pyrun

[Tpu HegocTaTouHOCTH OMOGITABOHOUIOB WM OTCYTCTBUU UX B MHUIIE Y JIIOJEH U MOPCKUX
CBUHOK  TIOBBIIIAETCSI  NPOHMIIAEMOCTh  KPOBEHOCHBIX  COCYZOB,  COIPOBOXKAAOIIAsACA
KPOBOMIMSIHUSIMU M KPOBOTEUYEHHSIMH; y JIOJIEH OTMEYalOTCsl KPOMe€ TOro, obmasi ciadocTsb,
OBICTpast yTOMJIIEMOCTh B OOJIM B KOHEUHOCTSIX.

buonocuueckas  ponv. buodnaBoHOMABl  CTaOMIM3UPYIOT  OCHOBHOE  BELIECTBO
COEIMHUTENBHON TKAHU IyTEM MHTMOMPOBAHMS TMAIypOHMJIa3bl, YTO MOATBEPKAAECTCA JTaHHBIMU
O TOJIOXKHUTEIIbHOM BIMSHUU P-BUTaMUHHBIX NpenapaToB, KaKk U aCKOPOMHOBOW KHCIIOTHI, B
npoUIaKTUKE W JICYCHWW LUHTH, PEBMAaTHU3Ma, OKOTOB M Jp. OTH JaHHBIE YKa3bIBAIOT Ha
TEeCHYI0 (YHKIIMOHANbHYIO CBA3b BUTaMUHOB C u P B OKHCIMTENHbHO-BOCCTAaHOBUTEIHHBIX
mpoleccax OpraHu3ma, o0pa3yrolux eauHyr cucteMmy. OO0 3TOM KOCBEHHO CBHIETENbCTBYET
neyeOHbI 3P deKT, okazpiBaeMblil KoMmIiekcoM BuUTaMuHa C u OmM0(pIaBOHOWIOB, HAa3BAaHHBIN
ACKOPYTHHOM.

OCHOBHBIMM HCTOYHMKaMHU BHUTaMuHa P 15 B3pOCIIOro uesjoBeKa SIBISIOTCA Te Ke
pacTuTenbHbIe MPOAYKTHI MUTAHUS (B YACTHOCTH, OBOIIM M (PYKTHI), B KOTOPHIX COACPIKUTCS
MHoro ButamuHa C. BuTamMuHHas TPOMBIINIJIEHHOCTh BBIIYCKAaeT psja IpenapatoB ¢ P-
BUTAMUHHOI aKTUBHOCTBIO: YaliHbl€ KaT€XWHbI, PYTUH, KBEPLUETUH, T€CIIEPUINH, HAPUHTUI U JP.
CyTouHas noTpeOHOCTh B BUTaMuHe P He ycTaHOBJIEHA.

J

Bansinme BHTAMHHOB Ha O0O0MeH BCIIECTB B TKAHAX 3y6a U IOJOCTH PpTa, HUX
NPUMECHECHHUE B CTOMATOJIOTUU B KAY€CTBE JICKAPCTBCHHOI0 CPE/ICTBA.

VYyacTie BUTAaMHHOB B Mpolieccax MUHEpaTU3aluu

ButamMrHA BiHseT Ha CKOPOCTh OWOCHHTE3a TJIIMKO3aMUHOTJIMKAaHOB — OJHOTO U3
OpPraHMYeCKUX KOMIIOHEHTOB JEHTHHA M IIeMeHTa. BuTaMuH A akTHUBHpYyeT CHHTE3 OEJIKOB
TJIUKOTIPOTENHOB U TIPOTEOTIINKAHOB (CTPYKTYpHBIE KOMIIOHEHTHI MYIWHA — 3allUTHOTO Oelka
CIIM3UCTBIX O00O0JIOYEeK, B T.4. MOJOCTU pTa), oOecrmeyuBas MpPOLECChl MHUHEpaau3aluu 3y0a;
oOecrnieunBaeT 00pa3oBaHUE aKTUBHOW (OpPMBI Cyinb(paTOB (11 CHHTE3a XOHJIPOUTUHCYIH(PATOB).
['unoBUTaMUHO3 A MOXET HMETh TIOCJIEACTBUSA: YTHETAeTCsS AaKTUBHOCTb OJOHTOOJNACTOB U
¢bubpobnactoB. Hapymaercs kanpimdukanys 5Mald U JACHTHHA 3a/IepKUBACTCS MPOPE3bIBAaHUE
3y0OB y JeTed, HempaBWIbHOE UX pa3BUTHE. BO3HMKAaeT CyXOCTh CIM3MUCTBIX OOOJIOYEK pTa,
TPEUINHBI ¥ SPO3UU B YroOJIKax I'y0, YBEJIHMUMBACTCS PUCK MH(EKIIMOHHBIX MPOIEeCCOB. ButaMmHA
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HCIOJIb3YETCSI B CTOMATOJIOTMUECKON IPAKTHKE KaK CPEACTBO, YCKOPSIOLIEE SMUTEIU3ALUI0
9PO3UH, 3aKUBJICHNE TTOBPEKICHUH CITU3UCTON 000JI0UYKH POTOBOM MOJTOCTH.

Buramua C (ackopOWHOBass KHCIIOTa) CIIOCOOCTBYET CO3PEBAHHMIO KOJIJIareHa depes
oOpazoBanue rujapokcunponua. Burtamun C sBiseTcss HeoOXoIUMBIM (DaKTOPOM B IpoIieccax
THUIPOKCWIMPOBAHMS TPOJIMHA M JIM3MHA B COCTAaBE KOJIJIareHa. 3peiblii MPOTEMH CIOCOOeH
CBS3bIBaTh HOHBI Kanbliug U QocdaroB, dopMupys KpucTaiel TUApoKcuanatuTa. llpu
runoBuTamMuHo3e C yraeraercs (GOpMHpPOBAHHE KPUCTAIUIOB THAPOKCHANIATHTOB, Hapymaercs 21
MpolLecC MHUHEpalu3aluyd TKaHed 3y0a, ycuiuBaercs JeMuHepanuzauua. Kpome Toro, 3yObl
(bUKCUPYIOTCA TEPUONOHTAIBHON CBS3KOH, KOTOpas oOpa3oBaHa KOJUIAT€HOBBIMH BOJIOKHAMHU.
[ToaToMy mpH LMHIE MPOUCXOIUT pacUIaTbIBAHUE M BbINaJeHHE3yOOB.BceneacTsue yBennueHus
IIPOHUIIAEMOCTH M JIOMKOCTM  KalWUISIPOB  pPa3BUBAIOTCS  MHOXECTBEHHBIE  TOUYCUYHbBIE
KpOBOM3JIUAHUA (IETEXUH ), KPOBOTOUMBOCTh U BOCIIAJICHHUE JIECEH.

Butamun ]| ycuiuBaeT BcachblBaHHWE KaJIbIUS B KHUIICYHHKE IIYTEM CTUMYIISIIIUU
CarpancniopTHOro 6einka, TakKuM 00pa3oM peryaupyeT mpoliecchl Kaablupukauuu Tkanei 3yoa. U3
XO0JIecTepoia B KOXKE MOJ] BO3/ICHCTBHEM YIbTPaHOJIETOBBIX JIyueii CHHTE3UpyeTcs MpoBUTaMuH D
(kampriuTpuon). I'mmoBurammHo3 JI B mepuon (opMupoBaHHs TKaHEW 3yba 00yCIOBIMBaeT
HEMOJIHOIICHHYI0 MUHEpanu3aluio,nedekTsl u Kapuec 3yooB. Buramun K. Hemocratok BuTamuHa
K yrueraer oOpazoBanune Ca — cssbiBaronierooenka(Kanpnporenna), T. €. yrHeTaercs mnpoiiecc
MUHEepanu3auuu TKaHedl 3yb6a. Buramun E. buonorumueckoe pnelictBue cBsi3ZaHO € €ro
AHTHUOKCHJIAHTHBIMU CBOWCTBaMH, CTa0MIM3alMel OHOJIOrMYeckux MeMmOpaH. [ HUIoBHTaMHHO3
BUTaMrHa E BBI3BIBa€T yMEHBIIIEHHE CTOMKOCTHM TKaHEH 3y0a, YBEJIMYMUBACT MPOHUIIAEMOCTH
KanwuapoB néceH.Butamun E ucnonb3yercs B JieueHUH MapOJOHTO3a, 3PO3HUM U SI3B CIM3UCTOMN
000JIOYKH POTOBOH MOJIOCTH.

Buramun A (peruHoun). [Ipy HegocTaroyHOCTH BUTaMHUHA A BO3HHKAET THUIIEPOPOTOBEHHE
CIIM3UCTBIX 000JI0UEK (THUIIEPKEPATO3), CHUIKACTCSA CEKPELUs CIIOHHBIX jKeJe3, 3yObl "Kak MeJIoM
MOKPBITHI", YrHETAeTCsl CHUHTE3 aHTUTeNl U (arouuro3, yMeHbInaercs UMMyHHUTET. [loaTomy
BUTaMUH A MIMPOKO MPUMEHSIOT MECTHO B KOMIIEKCHOIN Tepanuy 3p03UBHO-SI3BEHHBIX IIPOLIECCOB,
TpEUIUH, BOCHAJIUTENBHO-AUCTPOPHUECKON bopMbI MapOJIOHTHUTA, 3a00JIeBaHUH,
COINPOBOXAAIOIIMUXCS  TUIEpKepaTo3oM  (JIEMKOIUIaKus, KpacHbIM IUIOCKMi  jmmaid). Ilpu
Ha3HAYEHUM Ipernapara BHYTPh B JI03aX, MPEBOCXOAAIIMX CYTOUHYIO NMOTPEOHOCTh, HEOOXOIUMO
IIOMHUTB O BO3MOKHOCTH Pa3BUTHUSA TMIIEPBUTAMUHO3A.

[Ipu »TOM HabmromaeTcss CyXOCTh M MUTMEHTAlUS KOKU, BBIMAJEHHE BOJOC, JJOMKOCTh HOTTEH,
0oy B 00JacTH CycTaBOB M KocTed, nud@y3HOE YTOINIEHHWE KOCTEH, YBEITWYEHUE TEYEHU U
CeJIe3eHKH, TUCTICTICHIECKUE SIBICHUSI.

Buramun D (Oprokansuudgepos wiam BATAMUH D3) CIOCOOCTBYIOT OTIIOKCHHUIO KalbLUS B
KOCTHOW TKaHM U J€HTHHE, MPEMSITCTBYET pe30pOLMU KOCTHOM TKaHH, CIIOCOOCTBYET BBIBEJICHUIO
cBHUHLA U3 opraHusma. [Ipuem mnpemnapatoB BuTaMuHa D B 103aX, 3HAUUTEIBHO IPEBBILIAIOIINX
CYTOYHYIO HOTPEOHOCTh B HUX, 0€3 pEKOMEHAALINU Bpaya HEOMYCTHM.

I[J'II/ITGJ'[BHOC HpI/IMeHeHI/Ie BUTAMHWHA Ds ITOBBIIICHHBIX A03aX WJIW UCIIOJIB30BAHUEC €TI0 B yI[apHI)IX
J103aX MOXET IIPUBOJUTH K PpPACCAaChIBAHUIO CTPOMBI KOCTEH, PAa3BUTHIO OCTEOIIOPO3a,
JNeMUHEpaIU3alii KOCTEeH, YBETMYEHUIO CHHTE3a MYKOIIOJIUCAaXaphI0B B MATKHUX TKAaHAX (COCY/BbI,
KJIaITaHbl CEP/IA U T.J.) C TOCIEAYIONIEH UX KanbIU(pUKAIIEH.

Buramun E (Toxodepoit). YunTsiBass AaHTHOKCHUAAHTHYHO AaKTHBHOCTh BUTamMuHa E, B
CTOMATOJIOTUYECKON IPAKTUKE €ro IPUMEHSAIOT B KOMIUIEKCHOW TEpallMi BOCIHAIUTEIBHBIX,
9PO3UBHO-S3BEHHBIX U PYyOLIOBBIX MOPAKEHUHN CIAU3UCTON 000JOYKU MOJIOCTH PTA, BOCHAIUTEIHHO-
nucTpodudeckux 3a00JIeBaHUM MApOJOHTA U KOCTHON TKaHU.

Buramun K. B cromaronoruu IIpru KpPOBOTOUUBOCTU CIU3UCTON OO0OJIOYKH IIOJIOCTH pTa,
rCHCpAJIM30BAHHOM IMAPOAOHTUTE W IIEPEH CTOMATOJOTHMYCCKUMHU OIICpalyusiMU Y IAIMEHTOB C
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ITIOHMKEHHOM CBEPTHIBAEMOCTBIO KPOBU HCIIOJIB3YETCs BOJOPACTBOPUMBIM aHalor BuramuHa K -
BHMKAaCOJL.

Buramun B; (Tuamun). [lepBrie npu3Haku runoButamMuHo3a B B mosioctu pra (GkokeHHe U 00JIb B
SI3BIKE, HAPYIIEHUE BKYCa, YXYAIICHUE TPODUKH CITU3UCTON 000JIOUYKHU MOJIOCTH PTa, TUIIEPECTE3HSI,
CYXOCTh BO PTY U JKaxJa) OOOCHOBBIBAIOT €r0 MPHUMEHEHHWE B CTOMATOJIOTUU TMPHU TMAPECTE3UU
CIIM3UCTON OOOJIOYKH TIOJIOCTU PTa, TIIOCCAITHH, TJIIOCCHTE, HEBPAITUU, HEBPUTE TPOMHUYHOTO U
JUIEBOTO HEPBOB, CTOMATUTE, TMHTUBHUTE, MAPOJIOHTHUTE, 3a00JEBaHMIX CIHU3UCTONH 00O0JIOYKU
MOJIOCTH pPTa, MHOXKECTBEHHOM Kapuece. J[muTenpbHOEe NpUMEHEHUE OOJNBIIMX 03 BHTaMHHA
Bi1 MokeT mpuBecTH K Mepelo3UpPOBKE, COMPOBONKAAIOIIEHCS TUCKOOpAMHALMEH (DepMEHTHBIX
CUCTeM TMICYCHH U €€ >KUPOBOH auctpodueld, HapymeHueM (QYHKIMH IOYEK, IMOBBIIICHUEM
AKTUBHOCTH alIETWJIXOJIMHA, KOTOPBIN UTPAET BAXKHYIO POJIb B MIATOTCHE3E aNIEPTHH.

Buramun B (puboduaBun). [Ipy runoButamuHo3e B mosSBIAIOTCS TpemMHBI B yIylaX pra
(aHTYNSIpHBINA XEHINT), BOCHIAJIEHUE CIM3UCTOM 00OJIOUKH TIOJIOCTH PTa, aTPO(pHUs COCOUYKOB SI3bIKA.
B cromaronornueckold NpakTUKE BUTaMHUH By mpuMeHseTcs OpH UIUTEIBbHO HE3aKMBAIOLINX
TpeLMHaxX I'y0, XeiunTe, TeHepanu30BaHHON (opMe MapOJOHTHUTA, TIIOCCUTE, THHTUBUTE, KPACHOU
BOJMYaHKe. BurtamuH B XOpoumo nNepeHOCUTCs U HE 3aperucCTPpUPOBAHO  OTPULIATENIbHBIX
MOCJIE/ICTBHI J1a’ke IIPU €r0 UCIOJIb30BAaHUU B MOBBIILICHHBIX /1033X.

Butamun Bg (mupuaokcun). [leppuunoro runoButaMrnto3a Be y uenoBeka B OOBIYHBIX yCIOBHSIIX
HE HaOJIOAeTCs, TPH BHI3BIBAEMOM HCKYCCTBEHHO Yy JOOpPOBOJIBLIEB OH COIMPOBOXKAAETCS
3a00JIeBaHUSAMHU CIIM3UCTON OOOJOYKHU IMOJIOCTH PTa, SI3bIKa U T'y0, SBICHUAMU MepudepruIecKoro
HEBpUTAa U CHIKEHHMEM HMMYHOOMOJIOrMYECKOM peakTUBHOCTH. lIpumensercs BuramuH Bg B
CTOMATOJIOTUU NPU HEBPAITMU U HEBPUTE TPOMHUUYHOI'O HEPBA, TJIOCCAITUU, THHTUBUTE, XCHIINUTE,
JIECKBAMaTUBHOM TJIOCCUTE, MAPOJIOHTUTE, KPACHOM IUIOCKOM JIMIIAE, MHOKECTBEHHOM KapHece.
Burtamun Bg Xxopo11io nepeHocuTcsl, HO MHOT'/1a BBI3bIBAET aJNIEPTUUECKUE PEAKLIUH.

Buramun Bi; (unanoko6amamun). [Ipu nepunure ButamMuna By mosiBiseTcss CyXocTh MOJIOCTH
pTa, BO3HHUKACT JXKCHHUC W CAJHCHUC A3bIKA, OH CTAHOBUTCA APKO-KPACHBIM, IIOJHUPOBAHHBLIM,
00JIe3HEHHBIM, aTPO(UPYIOTCS BKYCOBBIE COCOUKH.

B cromaronorun ButamuH Bip mpuMeHseTcs mpu M3MEHEHUSAX B MOJIOCTH pTa Ha (oHe aHeMHH,
BBI3BAHHBIX TOKCHMYHBIMM JIEKAPCTBEHHBIMM IIperapaTaMH, JIydeBOM OO0JIE3HBbIO, B KOMIUIEKCHOM
TepanuM TJIOCCUTA, XEWIHTa, MapoJOHTHUTA, apTO3HOTO CTOMATUTA, KPAaCHOIO IUIOCKOrO JIMIIasi,
[JIOCCAJITUH, HEBPAITUU TPOMHUYHOTO HEPBA.

®osmmeBasi kucjaora (Burtamud Bc). [Ipu nedpunure GoamueBoit KUCIOTHI pa3BUBACTCS TIIOCCHT,
SI3BEHHBIM CTOMATHT, aHTYJISIPHBIA XEWINT, THHTUBUT. B cTromarosnornyeckoit npaktuke QonueBas
KHCIIOTa TPUMEHSIETCS TNPU TSDKEIBIX 3a00JIeBaHUSAX CIM3UCTOM OOOJOYKM MOJIOCTH pTa s
HOpMaJIM3allil MPOLIECCOB pereHepanuu. Y naerei Oosblive 1036l (OJIMEBONW KUCIOTHI MHOT/IA
BBI3BIBAIOT JMCIENCUIO, TMoBblmeHue Bo30yaumoctu IIHC, mnpuBogst k runeprpoduu u
TUINEPIUIA3UH SMUTENNANBHBIX KIETOK Modek. /nuTenbHoe nmpuMeHeHue OoNbIIMX 7103 (OIHeBOM
KHCJIOTBI HE PEKOMEHIYETCs M3-3a BO3MOXKHOCTH CHUYKEHHUS B KPOBU KOHIICHTPALIMU BUTaMUHA Bi).

Buramun PP (HMKOTHHOBasi KHCJI0TA, HUKOTHHAMUA). [lepBrle npu3Haky runosutamMuHo3a PP
HEpEeJIKO MPOSBISAIOTCA B IMOJIOCTH pPTa: TNIOCCUT (TEMHO-KOPHYHEBBIM HAJeT Ha CIHMHKE, Kpas U
KOHYMK - KpacHble), MapruHaJbHBI THHTUBUT, $3BBI HAa MEX3yOHBIX COCOYKAX, CTOMATHT,
HCYE3HOBEHHE COCOYKOB $3bIKA, YCHUJIEHHE CeKpeuuu, TpeuuHsl ryd. Ilostomy Butamun PP
IIPUMEHSAETCS IIPU CTOMATUTE, THHTUBUTE, IJIOCCAITUH, TIIOCCUTE, TIAPOJOHTUTE, KPACHOM IUIOCKOM
JUIIae, MHOro(hOpMHOM SKCCYIaTUBHOM ApUTEME, BSIIOTEKYIIUX 3PO3UBHO-SI3BEHHBIX MOPAKEHUAX
Y TPUOKOBBIX MOPAKEHUSAX CIU3UCTON 000I0UYKHU MOJIOCTU PTa, MHOKECTBEHHOM KapHece.

O,Z[HaKO AJIUTCIIBHOC TMPUMCHCHUC OOJIBIIIHX J03 BUTaMHHa PP Moxer BBI3BAThH JKHUPOBYIO
)II/ICTPO(i)I/IIO NEUYCHU U YCHUIINTH CUMIITOMBI Bl-BHTaMHHHOﬁ HEAOCTATOYHOCTH. HpI/I JJIIUTCIIBHOM
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MpUMEHEHUH BUTaMuHa PP pekoMeHayercss OJHOBPEMEHHO BBOJIUTH (OIUEBYIO KHUCIOTY U
BUTaMUH B1o.

Buramun C (ackopOuMHOBasi KHCJI0TAa) HEOOXoAauMa JUIsl CHHTE3a JACHTHMHA 3YOOB, OCCEMHA
KOCTEH, 00pa3oBaHUs TMPOKOJUIAreHa M IepexoJa ero B KOJUIareH, OCHOBHOTO BEIIECTBA
COCIMHHUTEIIbHOW TKaHW, DHJIOTEIHNS COCYAOB, KOCTHOW M COCIUHUTEIBHOW TKaHH, CIIOCOOCTBYET
HOPMAJIbHOMY TMPOIIECCY PEreHepaldd W 3aXHUBJICHUS paH M $A3B, IOBBIIIACT YCTOMYMBOCTH
opraHusma K cTtpeccy, MHOEKIIMU U XOJIOAY, CIIOCOOCTBYET BBIPAOOTKE OPraHM3MOM aHTUTET U
CTUMYJIUPYET (ParouTapHyr aKTUBHOCTH JICHKOITUTOB.

[Ipn HemoCcTaTOYHOM TIOCTYIUIGHMHM B opraHu3Mm ButamuHa C HaOIrOmaeTcss yBEIUYCHUE
MIPOHUIIAEMOCTH COCYAMCTBIX CTEHOK, OTEYHOCTh M KPOBOTOYHMBOCTBH JIECHEBBIX COCOYKOB, OHH
CTAaHOBSATCS CUHIONIHBIMHU, HEPEIKO OTMEYACTCS W3bS3BJICHHUE JECHEBOTO Kpas, pacliaThiBaHUE H
BBINIQJICHUE 3YOOB, CIM3UCTas 000JIOYKA IIEK CTAHOBUTCSA OTCYHOM, MOSBJISIOTCS IETEXHAIbHBIC
BBICBITIAHUSI U TEMOpPparud B MECTaX MEXAHMUYECKOTO pa3JIpaKeHHUs, HApPYIIAETCs IEIOCTHOCTh
ONOPHBIX TKAHEH ME3CHXUMAIBHOIO MPOUCXOXKACHHUS ((HDUOPO3HOM, XpSAIIEBOH, KOCTHOH U
JICHTUHA).

B cromaronmormyeckoi mnpaktuke BuTtamMuH C npuMeHseTcss B KOMIUIEKCHOM Tepanuu
BOCTIAJIUTEIBHBIX, AJUIEPTUIECKUX M WH(PEKIIMOHHBIX 3a00JIEBaHUI CIM3UCTON 0OOJIOYKH MOJIOCTH
pTa, neceH, ry0, 3abojeBaHUN MApoJOHTA, IPU MHOXXECTBEHHOM KapHuece, IUI0OXO 3aKMBAOLIUX
A3BaX, IIEPEJIOMax YEIIOCTEH.

[Ipu mnuTensHOM NMpUMEHEHUH OoNbIuX 103 BUTaMuHA C BO3MOXKHO IOSBICHUE BO30YKICHUS
IHHC, 6ecnokoiicTBa, O€CCOHHHUIIBI, YyBCTBA Kapa, yrHETeHHE (PYHKIUU WHCYJISPHOTO ammapara
MOJKETYIOYHOM JKEJe3bl, MOSIBJIECHUE caxapa B MOYE, IMOBBIIICHUE APTEPUAIBHOTO NABJIECHUA U
CBEPTHIBAEMOCTHU KPOBH, Y OEpEMEHHBIX JKEHIIIUH BO3MOXKEH BBIKUBIII, 00pa3yroIascs maBeneBas
KHCIIOTa OKa3bIBaCT HEOJIArONPUSATHOE JICHCTBHME HA IIOYKH, YBEIMYMBACTCS BBIBEICHUE U3
opranu3ma BUTaMuHbI B1s, Bg, 1 Bs.

Buramun P (pyTun) - $hakTop NpoOHMIAEMOCTH YYaCTBYET B OKHCIUTEIbHO-BOCCTAHOBHTEIBHBIX
nmponeccax, TKaHCBOM JbIXaHUH, TOPMO3UT AKTUBHOCTb T'MATYpOHHUAA3bl, CHUKACT IMIPOHUIIACMOCTDb
U JIOMKOCTh KalMWJUIAPOB, YCWJIMBaeT JeHCTBHE aJpeHalMHa U AacKOpOMHOBOH KHCIOTHL. B
CTOMATOJIOTUH HNPUMCHACTCA IMPU BOCHAIUTCIIBHBIX W aJINICPTUYCCKUX 3a00JIEBAHUAX CIIM3UCTOM
000JI0UKH MOJIOCTH PTa.

IManToreHoBasi KucI0Ta (BUTAMUH Bs). B cToMaronoruu maHTOTEHOBAsh KUCIOTA MPUMEHSETCS
npu 3a00JI€BaHUSIX CIM3UCTOW OOOJOYKM MOJOCTH pTa MU MAapOJOHTA, NApecTe3UsX, HEBPUTE
TPOWHHUYHOTO U JIMIIEBOTO HEPBA, AIJIEPTUUECKUX PEAKIUAX.

[ToGounbIe 3(1)(1)CKTBI (TOI_HHOTa, pBOTA, I/IB)I(OFa) BO3HHUKAIOT PEAKO U UCUC3A0T CAMOCTOATCIILHO.

Buramun Bis (manramoBasi kmuciaora). [Ipumensercs B cTOMaTojgoruu mOpu  3a00JeBaHMSIX
CIIM3UCTON 00O0JI0YKH MOJIOCTU PTa U MApOIOHTa Ha (POHE aTEPOCKIIEPO3a.

3Ha$[, Kakoe BJIUSHHUC Ha OOMEHHBIC IMPpOLECChl OKAa3bIBAKOT PA3JIMYHBIC BUTAMHUHBI W UYTO
Ha6J'IIOJIa€TC$I npu MUX COUYCTAaHHOM IIPUMCHCHHHU, Bpad MOKET HOI[O6paTI> panroOHaJIbHBIC
IMOJIMBUTAMHUHHBIC KOMINJICKCHI JJISA KaXXJ0r'o mnmalucHTa U IIOBBICUTH B(I)(I)GKTI/IBHOCTL KOMILJIEKCHOM
TCpaIluy MHOT'UX 3a00JIeBaHUM YEeIIFOCTHO-JIUIIEBOM oOactu.
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TEMA: OBMEH BEINECTB. BUOJIOTHUYECKHUE MEMBPAHbBI

BBenenue B 00MeH BeleCTB

Cocmae nuwiu uenosexa

[TumieBol palMoOH 4YeIOBEKa COCTOMT M3 OPraHWYeCKUX U MUHEpalbHBIX BemecTB. K
OpPraHMYECKUM KOMIIOHEHTaM TIHINA OTHOCATCS OENKH, YIJIEBOJAbI WM JIMIHUILI W COCTaBJISIOT
OCHOBHBIX KOMIIOHEHTOB.

K wMuHepaJibHbIM KOMIIOHEHTaM OTHOCATCS KaTMOHBI M AQHUOHBI PA3IMYHBIX COJIEH U
MHUKPO3JIEMEHTOB.

PaznuuaroT Takke MUHOpPHBIE KOMIOHEHTHI. K HUM OTHOCSTCS Hapsiiy ¢ MUKpPO3JIeMEHTaMU
BUTAMUHBI.

benku mnumm comaepkar 3aMEHHMMbIE W HE3aMEHUMBIE AMHHOKHCIOTBI M BBIMOJHSIOT
iacTuyeckyro ¢GyHkiuioo. HezaMeHnMble aMUHOKHUCIOTHI HE CHHTE3HPYIOTCS B OpraHU3ME M
HEJOCTATOK WJIM OTCYTCTBHE MX B THINE MPUBOJUT K OTPHUIATh a30THCTOMY OalaHCy U pa3IMdIHBIM
3a0oneBanusaM. [loiaHOLEHHBIE OENTKU MOJDKHBI COJAEpKaTh B JOCTATOYHOM  KOJHMYECTBE BCEX
HE3aMEHUMBIX aMHUHOKHUCIIOT M XOPOIIO MEpPeBapUBaAIOTCS B MUILEBAPUTEILHOM TpakTe. K Takum
OenkaM OTHOCSITCS OelKu Msca, silla NTHIl, PbIO, MOJIOKO U Apyrue. K HemolHOIeHHbIM OeKam,
KOTOpBIE MaJIO COJIEpKaT HE3aMEHUMBIE aMHHOKHCIIOTHI U TUIOXO TEPEBApPUBAIOTCS OTHOCATCA
pacTUTENbHBIE OCNIKH U CTPYKTYpPHBIE OCJIKH.

B kadecTBe 3TaNi0HA MOJHOIICHHOTO OEJIKa MPUHST OSJIOK KYPHHOTO SHTIA.

HopwMma Genka B mumiy Asisi B3pOCHbIX Jitojel ymMcTBeHHOTro Tpyaa paseH 80 — 100rp Oenka.
Jronsam gusnueckoro Tpyaa HazHa4yaroT JOMOJHUTENBHO Mo 10 rp Oenka Ha kaxasie 500 kkan
3aTpaunBaeMoil sHepruu. Hopma Genka B jkapKoOM KIMMAaTe HECKOJIBKO BBIIIE YEM B YMEPEHHOM
KJIUMATe.

YrneBoasl (kpaxmai, caxapo3a, TII0K03a, JaKT03a) UTPAIOT SHEPreTudeckyro poiib. CyTouHas
notpedHocts 400 — 500 rp kpaxmaia.

Jlnuael:  ToMOEpUAb], (GochOTUMHABI, XOJECTEPUH HUTPAIOT JHEPTEeTHYECKYI0 pOIlb H
Y4acCTBYIOT B CTPOCHUHU KIIETOYHBIX MeMOpaH. Cyrounas norpednocts 80 — 100rp.

Hezamenumole Komnonenmol nuwiu

K aum oTHOCATCS:

1. He3aMeHHMMBblE aMUHOKHCIOTHI: TpH, JeH, uieil, Bam, Tpe, U3, MeT, (eH. YCIOBHO
HE3aMEHUMBIMH SIBJIICTCS apr ¥ [ UC, B TKAaHW YaCTHYHO CHHTE3UPYIOTCS

2. TOJMHEHACHIIIEHHBIC XHUpPHbIE KUCIOTHI: auHoneBass (C 1g7), auHONeHoBas (Cig3) U
apaxunoHoBas (Cyp:4) KHCIOTHI.

Buramunbi

Onu oOecreynBalOT HOPMaJbHOE TEUEHHE OHMONTMYECKHMX M (U3NOJIOTUYECKUX (YHKIUI
opranuzMa. OHM HE CHHTE3UPYIOTCSI B OpPraHU3Me, OTCYCTBHE WJIM HEIOCTaTOK MX B IHILE
MPUBOJUT K aBUTAMUHO3HOM 3a0o0jeBaHUAM. Pa3nuyaroT alvMMeHTapHble aBUTAMUHO3bI, KOTOPbIE
Pa3BUBAIOTCS B pe3y/bTaTe OTCYTCTBUS BHUTAMUHA B MUIIE M BTOPUYHbIE aBUTAMUHO3bI, KOTOpHIE
pa3BUBAIOTCS MPU IUIOXOM YCBOSIEMOCTH BUTAMUHA B JKEITyIOYHO-KUIIIEYHOM TpPAKTE.

BuramuHbl Ha3bpIBalOTCS 3aryIaBHBIMU  JIATUHCKUMH OyKBaMH WJIM 10 HMMEHH TOTO
3a00JieBaHUs, KOTOpOE€ pa3BUBAETCS IpPU OTCYTCTBHUM B MHIIE BHUTAMHUHA WM Ha3bIBAETCS
XUMUYECKMMHU Ha3BaHHUSIMU.

ButamMuHbl KIacCUQUIMPYIOTCS 1O pacTBOPUMOCTH B BOJAE WIM JKUpaX WIA IO
(bU3MOIOrNYECKOMY JICHCTBHIO.

[To pacTBOpUMOCTH BUTAaMUHBI AenaTcs Ha Ba kinacca (M.U.Cmupnos, 1974)

1. BuTamuHbI pacTBOpuMbIE B )kupax: A D E K

2. BHUTaMHHBI pacTBOpUMEIC B Bojie: B; By B3 Bs Bg Bio, C, P u mp.
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[To ¢u3monornuYeckoMy ACHCTBHIO BHTAMHHBI MOXXHO [I€IHTh Ha CJCIYIOIIME TPYIIIHI
(IT.A.IIunoB u ap 1960)
BUTaMUHBI MTOBBIMIAIONINE OOIIYI0 pe3UCTEeHTHOCTh opr-ma : By BoPP A C
anturemopparudeckue: C, P, K
anTuanemuueckue: Biy donmesas kucnora u C
anturHpexnuonusie: A, C
perynsTopsl 3penusi: A, B, C.

arONE

@OyHKIMS BUTAMHUHOB HApsAgy C [EPEYUCICHHBIMH (PU3HONIOTUYECKUMHU dPderTamu
3aKJIIOYAeTCs B BBINOJHEHUM KAaTAINTHYECKOM (YHKIMM, TaK KaK OHH BXOAAT B COCTaB
Ko(pepMeHTOB (KoepMeHTHAs PYHKITUS).

MuHepajibHbIe BelIeCTBA U MHKPO3JIEMEHTHI

B cocrase numu yenosek monydaer Na, K, Ca, Fe, Cl, P u 1p muHep BemectBaBa, a Takxke
MUKPODJIEMEHTBI: MeJIb, XKelle30, Ko0anbT, Gprop, om u ap.

K pernoHaabHBIM MaTONOTHSM, CBSA3aHHBIM C HEIOCTATKOM MHKPOIJIEMEHTOB OTHOCHTCS
JHAEMHYECKUN 300 (TIpu HEAOCTaTKE COJICpKAHMS COJIeH Holla B MHINE U BOJIE), IPU KOTOPOM
YBEIIUYMBAETCS 300Has XkKele3a MyTéM nepepoxkaeHus. OTHOCUTCS TakKe Kapuec 3y0O0B, KOTOPBIH
pa3BHUBACTA B pe3yJibTaTe HEMOCTaTKa (PTOpa B BOAC U MHUIIIH.

CTpoenne KJIeTOYHbIX MEMOpPaH

B 1890 romy Ildedbdep chopmynupoBan mMOHATHE KIECTOYHOM WIM IUIa3MaTHYECKOM
MeMOpaHbl, OKPYXKAroIIel BCIO KIETKY M CO3/AIOUICH Mperpagy ¢ M3MEHYMBON MPOHHUIIAEMOCTHIO
(Tak Ha3bIBaCMBIi Oapbep MPOHUIIAEMOCTH ) — IPErpaay, PEryJIUPYIOIICO MOCTYIICHHE B KIETKY U
BBIXOJ] M3 HEE BOBI, COJICH U METaOOJIMTOB.

Haumnas ¢ 1955rona BBISICHWIICS HOBBIM BaXKHBIH (aKT: B KJIETKE COJIEPIKATCS CUCTEMBI
BHYTPCHHUX CYOMHKPOCKOIIMYECKMX MEMOpPaH — IIUTOMEMOpaH, pa3AeisioIInuX KIETKY Ha KaMephl,
OUYeHb pa3iu4dHbIe 0 Gopme, 00béMY U copepkumomMy. K 3Toii cructeMe nuToMeMOpaH OTHOCSTCS:
MeMOpan mutoxouapuu, DIIT cetu, anmapata ['onbpku TU30cOoM, BaKyoJIei, siepHbIX MeMOpaH. B
OTPECIICHHBIX TKAHAX W KJIETKaX CYIICCTBYIOT MHUEIMHOBEIC MEMOpaHBbI, CHHANTHYCCKUE
MeMOpaHbl, MEMOpPaHbI SPUTPOIIMTOB, CBETOUYBCTBUTENBHBIX KJIETOK U AP.

JInnuaHeii coctaB MeMOpaH M CTPOeHHE JIMITMIHOTO OHCI051

Krnetku okpykeHbl masmMaTuueckoil MeMOpaHoil. MeMOpaHa Kak CT€Ha OTAEINSAET KIETKY
OT oKpy»atoreit cpeabl. Kaxapiil cyOKJIeTOUHBIH OpraHou 1 TaKkKe NU30JUpOBaH MEMOPaHOii.

Bce MeMOpaHbl TOCTPOEHBI U3:

Jlununos, 6enkoB 40-75%, yrneBonos 10%.

B coctaB MmeMOpaH BXOJAT CEIYIOIINE JTUIHIbL:

1. Tnunepodochonunuast : O3, ®C, U, kapauonunuH, OX ( TEIUTHHBI )

2. Cdunrodochomumuapl: cGUHrOMUEINH, Lepedpaznu

3. XomnecTtepHH U ero 3upsl

Jlunuael B cCaMOMTPOU3BOJIBHO — O0Pa3yrOT JABOMHBIC JTUMUIAHBIC CIOU — JIUMUAHBIA OUCIIOHN,
KOTOPBIN 00pa3yercst MyTEM ONpeIeIEHHOTO PACIIONOKEHHS MOJIEKYJT JIMITH/IOB.
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Beakun memOpan
Paznuyarot 3 rpymnmbl 6€TKOB:
1. Oenku dpepMeHTHI
2. peuenTopHbIe OCTKH
3. CTpYKTYypHbIE (HEaKTHBHEIE) OCIKU
- OHU OOEIMHSISICH C JIUMUIAMU 00pa3yeT JIUIMONPOTEHHBI.
B 3aBHCHMOCTH OT MECTOIONIOKEHHSI B MeMOpaHe OeIKU pa3essioT 2 TPYIIIbL:
1. nepudepuueckue 6eIKH — PACIONIOKEHHBIE Ha MOBEPXHOCTH MeMOpaH. Crnabo cBA3aHBI C
MeMOpaHoii - IUTOXPOM 1T , cieKTpuH , MAO.
2. BHYTpeHHbIE OenKku: (hepMEHTHI , aHTUTEHbI, TPAHCIIOPTHHIE OENKHU, pEeUENTOpPHbIE OEIKH,
TJTUKOTIPOTEHHBI.

[IpouHo cBsizaHBl ¢ MEMOpaHOW M B3aUMOJCHCTBYIOT ¢ MeMOpaHHbIMM JUnuAaMu. OCHOBHas
4acTb MOTPY’KEHA B JIMMUAHBINA OUCIION.

Yriaesoa — 0eJJKOBBIE KOMIIOHEHTHI
1. rIMKOMPOTEUHBI
2. TIWAKOJHIAIBI

B coctaB ux BXOIAT CIIEAYIONINE MOHOCAXAPHIBI:

N — areTHATIIOKO3aMUH

N - areTniaragakTo3aMuH

N — aneTunHepaMuHOBas KUCIIOTA (CHANIOBasi KUCIIOTA)

Nx Bcero 9 yrneBonoB. OHU cBs3aHbl ¢ OenkoBoi yacThio uepe3 OH rpymmel cepuna,
OKCHJIM3UHA, OKCUIIPOJIMHA, TPEOHUHA U JIp. PaznuuaroT

1. nepucdepuyeckue

2. WHTETpaJbHBIE TITHUKOMPOTECHIBI

N3 Hux 1 5erko OSKCTparupyrooTcss W3 IUIa3MaTHYeCKOM MeMOpaHbl BOJHBIMH HE
conepxkamumu  [TAB pacTBopuTensmu, B TO BpeMs KaKk HMHTErpajbHbIE TNIMKOMPOTEUAbl Oojiee
TECHO CBsI3aHbl C MeMOpaHOHl M JIeTKO MOTYT OBITh COJMIOOMIM3HMpOBaHBl ¢ momonibio [1AB,
KOTOpBIE pa3pylIaoT JUIUAHBINA OUCIION.

B Hacrosiee Bpems npeanoxkeHbl HECKOJIBKO Mojiesie 6nomemMOpaH:
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» byrep6ponnas moxens [anuenu u [ascona (1931). Jlununueiii Oucioil pacnoioxeH
MEXy JIOMTS OeJTKamHu.

» Mopgenb IUNONPOTENHHOTO KoBpa. MOJEKyabl JUMHI0B U OENKOB NEperuieTeHbl B
JIMITOTIPOTEUIHBIA KOBEP.

» Mozauunas mMozaenb MeMOpaHbl U Jap. MeMmOpaHa COCTOMT M3 JUIHIHOTO OWCIOS B
KOTOPBIM BKpaIJIeHbl MOJICKYJIbI OelKoB. B Hacrosimee BpeMs OTCYTCTBYIOT YJOBJIETBOPHTEIHHO
OOBsICHAIONIAsT MOJIENIb MEMOpPAHBI.

O0mme cBoiictBa MeMOpaH

a) JKuaKoCTHOCTB.

MemOpaHbl  SIBIAIOTCS TMOJBWKHBIMH M THOKHMMH, 4YTO TIO3BOJISICT PACTITUBATHCH,
OTHEJNATHCS, CIAMBATBCA APYr C ApyroM. HaxomuTcs NMOCTOSHHO B JIBU)KEHUH, CBOPAYMBATHCA,
00pa3zoBaTh c(HepHUECKYIO CTPYKTYPY KIETKH, MOTYT CIMBATHCS APYT C APYTOM.

CTpyKkTypHBII nepexoa BHYTpb MeMOpaH WrpaeT pojb TPUITEPHOIO MEXaHHU3MA.
[epextoueHne KIETKU U3 OJHOTO META0OJIMUYECKOTO COCTOSHUSA B Apyroe. IIpu sToM m3mMeHseTcs
JIMITAIHBIA 1 OEJIKOBBIN COCTAB.

b) Tlonepeunas accumerpus

HapyxHast ¥ BHYTpPEeHHSAS CTOPOHBI HMMEIOT PAa3JIMYHBIM COCTaB JUMIHJIOB U OEJIKOB.
I'mrokomnporenibl  HaXOAATCS Ha HApYXKHOM cropoHe. Ha BHYTpeHHEH CTOpOHE HaxoIATCA
¢depmenTsl. HapykHast moBepXxHOCTh MeMOpaH oOoraieHa XoiauH(pochoTuaaMu, a BHYTPEHHAS —
amuHodochatunamu ( DO, OC, u ap. ).

C) W3buparenbHas MPOHUIIAEMOCTb

OHH 0YEHB YETKO PEeryIUpPYIOT MOCTYIUICHHE PAa3IMYHBIX BEIIECTB B KJIETKY U BBIXOJ UX U3
Heé.

MeMOpaHHBIii TPAHCHIOPT OCYILECTBISAETCS CAETYIOUMMU ITyTAMHU:
- IACCUBHBIHM TPAHCIIOPT
- aKTMBHBIN TPAHCIOPT

1. macCUBHBIA TPAHCIOPT OCYHIECTBIISCTCS IMyTeM MU Gy3un: GU3NIECKOM, 00IeTYeHHON
1 0OMeHHOM Tuddy3un.

B memOpaHax MMEIOTCSI «BOPOTBHI» WJIM MOPBI, KaHabl, 00pa30BaHHbIE U3 THIPO(PUIBHBIX
BEIIECTB WU OEJIKOB.

[Ipu obneruenHoi auQGy3UN y4acTBYIOT CHEIHMalIbHbIE OEIKOBbIE MEPEHOCUNKHU, KOTOPbIE
BCTPauBAIOTCSI B MeMOpaHy, 00pa3ys KaHal WM BBINOJHSIOTYENTHOUHYI  QyHKuuio. I[lpu
W3MEHEHUH KOH(pOpMAIU 3TUX OEIKOB NEPEHOCUMKOB OTKPBHIBAIOTCS KaHalbl WM BOpPOTa B
memOpane. He tpeOytor 3arparel AT®. Tak ocymBisercs BXOJ TJIOKO3bl B TI'eHaTOLMTHI,
SPUTPOLMTEI, MBIIICYHBIE K-KH.

2. aKTHUBHBINA TPAHCTIOPT

Knerounbie MeMOpaHbl JEHCTBYIOT MOJOOHO HAacoCcy M MepeKauynBaeT BEIIECTBO NPOTUB
rpaJeHTa KOHIEHTPAaLUU. DTO SBJIEHUE HA3bIBAETCSA AKTUBHBIM TPAHCIIOPTOM.

B Hacrosiee BpeMs XOpOILIO U3YYEHBI: KaIui — HATPUEBBIN HACOC U KAJIBIIMEBBIN HACOC.

b1l Hacoc BeIKauMBaeT u3 kiIeTku Na u HakaunBaeT HOHbI K.

2001 — HakaunBaeT HOHBI Ca B KIIETKY.

MonekynsipHoil MamIMHON Hacoca siBisieTcs: pepMeHT HaTpuii-kanuii 3aBucumas AT®daza,
Maraui 3aBucumasi AT®aza, ICTOYHMKOM dHepruu Hacoca sBisiercs ATO.

depMeHT MPOCTPAHCTBEHHO aCCUMMETPHUEH, T.€. OH CTUMYIHpyeTcs BHeKneTounsM K’ u
BHyTpHKIeTouHsIM Na', no6aska Tonpko Na' mwmm tomeko K' He Bimsler Ha (epMEHTATHBHYIO
akTUBHOCTH. [Ipu nmpucyrcrBun 060oux noHoB runpoian3 AT 3ameTHO yCKOpsieTCs.

Na* K* ATdaza mmeer Mom. maccy =~ 250000. COCTONT W3 KaTaIMTHYECKOH WM
TIIMKONIPOTEUAHON cyObenuHunel. Ilpu rtupponmze AT® karanutuueckas CcyObeIuHUIA

77



dochopumupyercs. Ona umeer Mmecto cBsasbBanus mis Na* K'  u yaGamma (cepaeunoro
TJIMKO3U/1a) MHTHOMpyomero akTuBHBIA Tpancmopt Na® K' Bo MHoOrmx KJIETKaX.
[Ipennonoraercs: Oonplnas cyObeIUHHUIIA IPOCTHPACTCA Yepe3 BCIO TOJNIIY KJIETOYHOM MeMOpaHsbl,
npuuéM MecTo cBa3biBaHuS K' 0Ka3bIBIOTCA Ha HAPYKHOM MoBepxHOCTH MeMOpaHsl, a Na* u AT®
— Ha BHyTpeHHel. Caxapa TJIMKONPOTEUIHON CYOBEIUHUIIBI TPECTABICHBI CHAIIOBOW KUCIOTOM,
bpykTo30ii, N-aleTHIITIIOKO3aMUHOM U JIAKTO30H.

CUMIIOPT U aHTUIIOPT.

{1 “ ]
t 1Y
1 1! )

AKTHUBHBIN IIEPEHOC BEIIECTB Yepe3 MEMOpaHbl OCYILECTBISAETCS 3a CUET SHEPIUH I'PaJUEHTA
KOHIIEHTPALUU ApYyroro BemecTBa. [lepeHocunk nMeer crienupruecKue HEeHTPbl CBSA3bIBAHUS IS
o0Ooux BemiecTB. Ecnu koHUEeHTpamuss X BeELIECTBA CHapyXH OOJbllle, YEM BHYTPU OHO MOKET
nepemMeaTbest MyTéM obaerdeHHoil nuddys3uu. IlepeHocUMK MMeEeT LEHTP CBS3bIBAHUSA U IS
BELIECTB Y KOTOPBIX MEPEHOCATCS MOMYTHO € BEIECTBOM X. JTO Ha3bIBAETCS CUMIIOPTOM.

AHTHIIOPT — MepeMelleHUe BellecTBa MPOTHUB IpaJMeHTa KOHLEHTpAlUd B HalpaBICHUH
MIPOTUBOIMOJIOKHOM MEPEMEIIAIOIIETO IPYTroro BEIIECTBA MO €ro IPaAMeHTy KOHIIEHTPAIIUH.

CHUMIOPT ¥ aHTUIIOPT MOXKET MPOUCXOAUT 3a CUET SHEPTUH I'PaJUEHTa KOHLEHTPALUU HOHOB
Na’ cosmaBaemoro Na K AT®da3s1 (H-p, BcachlBaHHE AMHHOKHCIOT M3 KHIIEYHHKA, TITFOKO3BI U3
MIEPBUYHON MOYH).

[Toctymienne K B KJIeTKy NPUBOJIUT K CO3/IaHUIO Pa3HOCTH MOTEHLMAIOB HEOOXOoauMasi s
nepefayd  MMIYJIbCOB M coKpamjaromue Mbimnel.  [loctymnenne wnonoB Ca  3amyckaer
MHOTOYHCJICHHbIE BHYTPUKIIETOUHBIE MTpoLiecchl. H-p, ABiIseTCS CUTHATIOM JUIsl COKpAILIEHHSI MBIIIIIL,
JIeNICHUsI KJIETKH, IBI)KEHUE KIIETOYHON MeMOpaHOH, CEeKpeLiuy U JIp.

PasHooOpaszue memOpaHHbIX cTpykTyp. Haumnas c 19551 ycraHOBIIEHO, YTO B KIIETKE
cojiepKarcss MeMOpaHbl CYOKJIETOYHBIX OPTraHOMJOB — IIMTOMEMOpPaHBbl, KOTOpBIE pa3essioT
KJIETKH Ha orceku (kamepsl). K aTum nuromemOpanam oTHocsATcs: MemOpansl MX, OP, annapara
TOJIBJIKH, JIN30COM, SJIpa.

[TnasmaTtuueckas memOpana. OHa B omnpezeNIeHHBIX ydacTKax IJajKasi, B JIPyruX MOKpHITa
MUKpoBopcuHKamH. [TnazmMaTnueckue meMOpaHbl 001a1at0T:

- CHCTEMOM perenTopoB OETKOBOW MPUPOIbI, KOTOpPHIE YIIABIMBAIOT HW3MEHECHHE
OKpY’KaloIiel Cpejabl, BbI3BIBAET OTBETHHIE pPEAKIMHM, KOTOpPblE NPUBOIUT K H3MEHEHUIO
MIPOHUIIAEMOCTH MeMOpaH

O¢ddekr MHOrMX TOPMOHOB OCYIIECTBISIETCS uepe3 CHelU(pUUYECKUX pPEeLenTopoB. OTH
TOPMOHBI aKTUBHPYIOT CBA3aHHYIO C pelentopaMu (pepMeHTa ageHunaaTiukiIa3zy. OIHU TOPMOHbI
CTUMYJUPYIOT aKTUBHOCTb a/ICHUJIATIIMKIIA3bI, IPYTUE MT0/IaBIISIOT.
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Peneniropsr o6ecrieunBaioT 3¢G(GEKTUBHOCTh KOHTPOJIS BHYTPUKJIETOUHBIX IPOLIECCOB IMPH
y4acTUU BTOPUYHBIX MOCPEIHUKOB ( MEPBUYHBIA MOCPEAHUK — FOPMOH, BTOPUUHBIM MMOCPETHUK —
UAM® u np).

MeXKJIeTouHble KOHTakThl. B KieTouHOl MeMOpaHe MMEIOTCSl y4acTKHU OOecreunBarolue
KOHTakTbl € JpyruMHU KieTKamMu. B 3TUX ~ yyacTkax HMEIOTCS HHU3KOE 3JIEKTPUYECKOe
compoTuBiieHHne, Oojee BbICOKas mpoBoauMocTh (B10000 pa3) mo CpaBHEHHIO C OCTAJIbHBIMU
MOBEPXHOCTAMHU. Ha mOBepXHOCTH TuIa3M MeMOpaHBbl UMEIOTCSI 0COOBIE «y3HAIOIINE)» Y4acTKH. B
3TUX Y4YacTKax COJIEP>KaTcsi TJIMKOMPOTEMHBl U TIIMKOJUMHUABI C YIJIEBOAHOW IETEepMHUHAHTHOU
Ipynmoi. DTH yYacTKHM OOECIEYMBAIOT OTBETHYIO pEakIuio KieTku. Hampumep, BbIpaObOTKH
aHTHUTEN Ha YyKEPOIHbIE KICTKH.

B MeXKIIETOYHBIX KOHTAKTaX BKHYIO POJIb UTPAET 3apsi/i KJIETOYHON MeMOpaHbI

OHJIOLMTO3 U DK30IIUTO3

Knerounsie MeMOpaHbl 0071a/1a10T CBOMCTBAMHU HHJIOIUTO3a U AK30IUTO3A.

OHJIOLMTO3 — MHOTHE KJIETKH MOTYT TMOXKHUpaTh 4YyXKHe KICTKH, WHOPOJHBIC Tea,
MaKpOMOJIEKYJIbl, JKUPOBBIE KaIUIM M3 OKpYXKarolled cpeabl. DTO SIBICHHE Ha3bIBAlOT TaKKe
MUHOLIMTO30M WK (haraluTo30M.

BeuecTBa nonasuiee B KJIETKY IyTEM 3HJOLMTO3a B KOHEYHOM CUETE IONAAAET B JIM30COMBI
U pacUICTUIAIOTCS (pepMEHTaMU JIU30COM.

OK301IMTO3 — BBIJIEJICHUE CEKpeTa U3 KIETKU. MHOTHE KIIETKU CEKPETUPYIOT MAKPOMOJIEKYJIbI
Ha DKCIOPT.

Hanpumep, cekpennsi CHHTE3UpYEMbIX OEJNKOB: CHHTE3 OEIKOB NMPOUCXOAUT B puOOCOMAx
OIIC, 3aTeM cUHTE3UpPOBAHHbBIEC OENKU IMepelalTcs B LMUCTEPHBI KOMIUIeKca ['onbmku. 31ech oHu
MOJIBEPTatOTC XUMUIECKOH MOTU(BHUKAIMH (IPHCOSTUHEHHUIO YTIIEBOIHBIX OCTATKOB, CYJIb(AaTHBIX
TpyNN U T.J.) U YIaKOBBIBAIOTCS B OCOOBIE TPaHYIIbl, 3T TPAHYJbl XPAHITCS HEKOTOPOE BpeMsl B
UTOIUIa3ME BOJMM3M TUIA3MaTHYECKOW MeMOpaHbl. JK30LMTO3 MPOUCXOIUT B pe3yibTare
BHYTPHUKIIETOYHOTO COKpAILIEHHUs, CBSI3aHHOTO C MUKPOTPYOOUKaMH U MUKPO(UIaMEHTaMHU.

MeMOpaHbl MUTOXOHAPUM

Kaxnprit remarouut coaepxut 1000-2000 wmutoxonapuu. Pa3znuyaroT HapyXHYIO U
BHYTPEHHIOIO MEMOPaHy MUTOXOHIPUU.

Hapyxnas memOpana riajkas, a BHyTpEeHHssI MeMOpaHa 00pa3yeT MHOTOUNCIIEHHbIE CKIaJIKH
(KpHCTHI) U OTJIETIEHA OT HAPYKHOW BOJAHBIM MPOCTPAHCTBOM.

B napy:xHO#1 MemOpaHe J0KaIn30BaHbl ()EPMEHTHI CBOOOIHOTO OKUCIIEHHUS, a BO BHYTPEHHEN
MeMOpaHe — (hepMEHTHI TKAaHEBOTO JIbIXaHUS C OKHUCIUTENbHBIM (pochOopHInpoBaHuEeM
( merxatenbHas nenpb win I3 ). HI1D 310 okucnuTenbHbIM KOHBEHP — 00€CTIeUNBAIOIINI IEPEHOC
JIEKTPOHOB, IIPU KOTOPOM BO3HHMKAET Pa3HOCTb PEJOKC MOTEHIMAIOB B PAa3HBIX y4acTKax LIEIH.
JlanHasi snekTpuyeckas 3Hepruu TpaHchopmupyrorcs B mertabonmdeckyro dHepruto ATO. K
qricy (epMEHTOB JIbIXaTENbHON IIeTH OTHOCSATCS:

HAJl, HAJl®-3aBucumsbie nperuaporeHans, OMH, ®OA]J[-3aBUcUMBbIE JIETHAPOTEHA3HI,
LUTOXPOMBI.

BuyTpeHHsast mMemOpaHa OTHOCSITCS K CONpErarouMM MemMOpaHamM — COIpEeraer IMpoLEecCh
OKHCIIeHHs cyOcTpaTa ¢ pochopuIupOBaHUEM.

HapyxHnas mMeMOpaHa MUTOXOHJIPHUM COJEPKUT LIMTOXPOM Bs, MOHOAMUHOOKCHJA3bl U JIp.
(bepMeHTHI.

MemoOpana KJI€TOYHOIO SAPa

OO0ecrieunBaeT XpaHEHHE TEeHeTWYeckoro Marepuana (xpomaTuH). OHa COCTOMT M3 2X
MeMOpaH. Mmeet nopel, yepes koTopseie mpoxoaar mojuekyna JIHK (u PHK).

MemOpaHa KJIeTOUHOTO sijpa 00ecIeunBaeT SHEPTrueii BHYTPHUSIEPHBIX IPOIIECCOB.

MemOpaHa CIyXHUT NepelaTUYMKoM HH(POpMAMU MEXIY SAPOM U OCTaIbHBIMU YacTSIMHU
KJIETKH.

Hapyxnast memOpana ycesiHa pubocomMaMH M COCTaBIISIET YacThb equHoi cuctemsl JIIP. Oto
uMeeT O0bIIoe 3HAUeHUE [T PETYIISAIUU Poliecca CHHTE3a MAKPOMOJIEKYII.

U HEe3aMEHUMbIE€ AMHUHOKHCIOTHI M BBIMOJHAIOT IJacTHueckyro (yHkuuoo. Hesamenumbie
AMUHOKHCIIOTBl HE CHUHTE3UPYIOTCS B OpPraHM3M€ M HENOCTATOK WJIM OTCYTCTBHE MX B IHULIE
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MPUBOJIUT K OTPHIIATh a30THCTOMY OallaHCy W pa3NudHbIM 3a0oneBaHusM. [lomHOeHHBIE OemKU
JOJKHBI COJIEP)KaTh B JIOCTATOYHOM KOJMYECTBE BCEX HE3aMEHUMBIX aMHUHOKHCIOT U XOPOLIO
MepPEeBapUBAIOTCS B MHUINEBAPUTETLHOM TpakTe. K Takum OenmkaMm OTHOCATCS Ok Msca, siia
OTUL, pbIO, MONOKO M Jnpyrue. K HemojgHoOLeHHbIM OenkaMm, KOTOpble Majo COJepKaT
HE3aMEHMMbIC AMHUHOKHCIOTHI M IUIOXO TEPEBAPUBAIOTCS  OTHOCATCS PACTUTENbHBbIE OCNKU WU
CTPYKTypHBIE OCJIKH.

B kauecTBe 3Tar0Ha MOJHOLEHHOTO OeIKa MPUHAT OETOK KYPUHOTO UL,

Hopwma Genka B mummm aJis B3pOCIHBIX JIFOACH yMcTBeHHOTO Tpyna paBeH 80 — 100rp Oenka.
Jlrogsim pu3Mdeckoro TpyJaa HazHAYArOT JONOTHUTENbHO 1o 10 rp Oenka Ha kaxaeie 500 Kkan
3arpaunBaeMoil sHepruu. Hopma Genka B jkapKoOM KJIMMaTe HECKOJIBKO BBIIIE YEM B YMEPEHHOM
KIIIMare.

YrneBoasl (kpaxmal, caxapo3a, III0K03a, JaKT03a) UTPAIOT SHEPreTU4YecKyto poiib. CyTouHas
notpedHocTs 400 — 500 rp Kpaxmana.

Jlunuael:  TrMuepunabl, GocoNUMHUIbI, XOJECTEPUH HIParOT SHEPreTHUYECKYI pOJb U
y4acTBYIOT B CTPOEHHH KJIETOUYHbIX MeMOpaH. CyrouHast motpednocts 80 — 100rp.

BUOJIO'MYECKOE OKUCJIEHME.

Karabonu3m opraHn4eckux BEIIECTB B TKAHAX COMPOBOXKIACTCS MOTPeOIeHHEM KUCIOpoaa
u BoiziesiearemM CO2. DTOT mpoliecc Ha3bIBAaeTCsl TKAHEBBIM JibIxaHueM. Kucimopos B 3Tom mporiecce
UCIOJIb3YETCS KaK aKIENnTop BOJIOPOJAa OT OKUCISIEMBIX (AETUAPUPYEMBIX) BEIIECTB (CyOCTpaToB),
B pe3ysIbTaTe 4ero CHHTEe3upyercs Boja. lIpomecc OKHUCIEHUS MOXKHO MPEICTABUTH CIIEAYIOIINM
ypaBHenueM: SH2 +1/2 02 — S+ H20. OxwucnseMble pa3nuyHble OpraHUYecKHe BemecTBa (S
CyOCTpaThl), MPEACTaBISIOT COOOH METabONHMTHI KaTaboiau3Ma, UX JICTHIAPUPOBAHUE SBISETCS
AK30PTMUYECKUM TMPOIIECCOM. DHEPTHUs, OCBOOOXKIAIOIIAACA B XOJ€ pPEeaKlIHid OKHCIEHHUS, JIMOO
MIOJTHOCTBIO PacCcEeMBAETCs B BHJIE TEIUIA, TMOO YacTUYHO Tpatutcs Ha (ochopunupoanne ADP B
SHEPTrUIo0 Makposprudeckux cBsizeMATP. bonpmmrHCTBO OpraHn3mMoB B Ouocdepe HCIonb3yeT 3TOT
Croco0 UM OYEHb CXOJHBIN ¢ HUM ( B Ka4eCTBE TEPMHUHAIBLHOTO aKIENTOPa BOJOPO/Ia MOXKET OBITh
HE KHCJIOPOZA, a APYroe COeIWHEHHE) KaK OCHOBHOW HMCTOYHHK SHEPrHH, HEOOXOIMMBIA st
cuHTe3a BHyTpukieTouHot ATP. TakuM myTem KieTKa MpeBpallaeT XUMHYECKYI0 SHEPTHUIO
MUTATEIBHBIX BEIIECTB, MOCTYNUBIIMNX M3 BHE, B YTHWIM3HPYEMYIO METa0OIMYECKYIO0 SHEPTHIO.
Peakuust geruipupoBaHus U coco0 MpeBpalleHus BbIACTUBIIEHCS SHepruu nyteMm cunteza ATP —
3TO DHEPreTHUYECKU COMPSHKEHHBIC peakuuu. L{ennkom Bech COIpPSsDKEHHBIN MPOIECC HA3bIBACTCS
OKHCIUTENBHBIM (pocoprnpoBannem ADP:

Peakuyu 6no0ornyeckoro OKUCIEHUs KaTalTu3upyoTes (hepMeHTaMu.

OxucneHue MOXXeT ObITh CBSI3aHO:
1.c oTHeTIIeHHeM BOIOPO/Ia OT OKUCIIIEMOTO CyOCcTpaTa (IerHIpupOBaHuE)

~ ~Hee ;

SH+A —— S +AH; )
b S2H+

r ‘
v 3

2. ¢ TOTEpell JTCKSTPOHOB:

e
FetHt <> Fe+

OKCHJO-peflyKTasa
3. ¢ IprCcoeTHHEHIEM KHCIIOPO/a

OKCHRA32
SH, + %0, ———> S + HQ

Bce Tpu Tumna peakuuii IMEIOT MECTO B )KUBOU KIIETKE.
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Haubonee  pacmpocTpaHEHHBIM  THIIOM  OHOJIOTUYECKOTO  OKHUCIICHUS  SIBISIETCS
NeTUIpUpoBaHue cyOCTpaToB Moj BiHsHHEM (epMeHTOB neruaporeHad. K HuUM oTHocsATCS
uukotuHamuy 3aBucumele (HAJIY) gmermjporeHasbl, Tae aKIENTOPOM —OTIIEIISEMOTO  OT
cybcrpaToB Bomopona ciayxar HAJT" u HAJI®' n ¢naBuH3aBHCHMBIE IETHMAPOTEHA3BI, TIE
akuentopom Bojiopoja ciyxatr ®MH u OAJI.

Bonopon ucnosnb3yeTcst Kak rJiaBHOE TOIUIMBO ISl 00pa30BaHUs SHEPruu. B MUTOXOHIpHsIX
MOTOK AJICKTPOHOB OT BOJOPOJAa YCTPEMJISIETCS K MX KOHEUHOMY aKIenTopy — kuciopoxay. [lpu
3TOM 00pa3yeTcs MOJIEKYJIa BOJbI — KOTOPAst SABJIAETCS KOHEUHBIM MPOJTYKTOM TKAHEBOTO JbIXaHUSI.

DepMEHTBI JbIXaTeIbHOM EIH.
KodepmenTs! neruaporenas.

HHTOXpOMbI — 9TO TIEMOIIPpOTCHUHBI — 6eJ'IKI/I, CoZCpKalmure B KauCeCTBC IIPOYHO CBSI3aHHOM

MIPOCTETUYECKOU IPYIIIBI-TEM:
Benox

IIpocTeTnyeckas rpynna remmMa B CTPYKType HUTOXPOMOB.

CrnenoBarenbHO, JETHAPUPOBAHHE CYOCTPaToB M OKHUCIEHHE BOJOpOJa ¢ 00pa3oBaHUEM
BOJIbI SIBJISIETCSI HICTOUHUKOM JHEPIHH.

Ha coBpemMeHHOM »3Tame W3BECTHO, YTO TKAHEBOE [bIXaHHWE MPEACTaBIAET COOOi
NOJU(PEPMEHTHYIO LIENb NIEPEHOCA HJIEKTPOHOB U MIPOTOHOB OT CyOCTpaTa K KUCIOpoay. JTa Lelb
NepeHOCUYUKOB HaszbiBaeTcs LII1D mnm npixaTenbHOM LENbIO.
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ALl — »T0 KOHBelep Mo mepeHocy MpoToHOB U 3nekTpoHoB oT HAJIH2 u OAJIH2 «
KHCIIOPOJTY.

Cumpon 2H' o3HauaeT 1Ba SI€KTpOHA M JIBAa IPOTOHA, OOBLIMHO MEPEHOCHMBIE B BHUJIE
ruapua noHa. B 3ToM ciyyae BMECTO TEPMUHOB «IOHOP 3JEKTPOHOBY» U «AKIIETITOP 3JIEKTPOHOBY
WHOT/Ia UCHOJNB3YIOT TEPMHHBI <«IOHOP WM akuentop Bojopoma». PAJ[ — 3aBucumas
JETUpOreHas3a TakyKe BBIMOJIHAET (YHKIMIO MEpBUYHON neruaporeHasbl. Kobepmenrom spisercs
®AJl, KoTOphIli SIBISETCA aKLENTOpPOM Bojopona or cybcrpara. HAJIH — npermnmporenasa
katanmsupyet okuciienne HAJIH u BoccranoBnenue youxuHona (CoQ). Ilepenocunkom Bogopoaa
sapisercss kopepment - OMH (kommekc 1). B mporecce peaknuu BOAOPOJ] CHavania
npucoeaunsercs kK ®MH, coennnenHomy ¢ ¢epMeHTOM, a 3aTeM MepeAaeTcs Ha yOUXHHOH.
®naBunoBbie KoepmenTsl (PAJ] 1 ®MH) npouno cBsi3aHbl ¢ (HEPMEHTOM KaK MPOCTATHYECKUE
IpyNInbl, MO3TOMY (EpMEHTHI, B COCTAaB KOTOPBIX OHH BXOJSAT, HAa3bIBAIOTCA (PIIABOIPOTEHHBI.
dnaBuamoHonyKIeoTH ] (OPMH), unu pubodnaBun docdar, HEpa3pbIBHO CBs3aH C OEIKOBOM
yacTbio pepmenta. Ctporo rosopsi, ®MH He sBiseTcs HYKJICOTHIOM, TaK Kak (pJIaBUHOBasl 4acTh
CBsI3aHa ¢ pUOUTOJIOM, a HE C puO030ii.

Haspanue «yOMXHWHOH» BO3HUKIO H3-32 €ro IOBCEMECTHON pacHpOCTPaHEHHOCTH B
npupoje. Kopepment Q nelicTByeT Kak MepeHOCUUK MEKTPOHOB HA IIUTOXPOMBI

ATOM 3Kene3a B reMe MOKET MEHSITh BaJICHTHOCTh, IPUCOEAUHSS UM OTAaBAast SJEKTPOHBI
+e
Fe** o Fe”*
_e-

B npixaTenbHOM 1€y MUTOXPOMBI CIIYKaT MEPEHOCYHKAMH 3JIEKTPOHOB U PACIIONIAraroTCs
COOTBETCTBEHHO BEJIMUYNHE OKUCIIUTEIbHO-BOCCTAHOBUTEIBHOIO NOTEHIIMANA CIIEIYIOIIUM 00pazoM
B, Cl1, C, a, a3. I'eMoBble Tpynmbl IUTOXPOMOB CBSI3aHbI C OEJIKOBOW YacTbiO JIOHOPHO-
aKIENTOPHBIMUA CBSA3SIMH MEXIYy HOHOM JKelie3a M COOTBETCTBYIOIIMMH aMHUHOKHCIOTHBIMH
OCTaTKaMU:

\.‘ T rwerunnn :
{
% r//
*
; b
%) P
on
e 2
o) awereni
. Metitony -

Py
Cesi3piBaHME reMa ¢ 0eTKOBOM YacThio nuToxpoma C.

B muroxpomax C u Cl , mONOTHUTENbHbIE KOBAJICHTHBIE CBSI3U (POPMUPYIOTCS MEKIY
THOTPYIIIIaMU [HCTEWHA W OOKOBBIMH BHHWJIBHBIMH rpynmamu Tremma. QH2™ nermaporenasa
(xommurekc 1) mpeacrasmiser coboit komruieke ruroxpomoB b u C1. DToT hepMeHT KaTtanmu3upyer
OKHCJICHHE BOCCTaHOBIIEHHOTO Ko(epmeHTa Q m mepeHoc 1eKTpOHOB Ha MUTOXPOM C.DIEKTPOHBI
MOCIIEIOBATENIFHO TIEPEHOCSTCST aToMaMu Jkene3a muroxpomoB b u Cl, a 3areM MOCTymarOT Ha
utoxpom C. IIporons! mocne okucinennss QH2 ocBoOokmaroTcst B pacTBOP.

IuToxpoMoKcHIa3a BKJIIOYACT KOMIUIEKC IMTOXPOMOB a u az (komruiekc V).
[{uToXpoMOKCHIa3a KPOME TeMa COJCPKHUT MOHBI MEIIH, KOTOPBIE CITOCOOHBI MEHSTHh BaJCHTHOCTh
U TaKHM CI0COOOM y4acTBOBATh B IEPEHOCE AIIEKTPOHOB:
+e
Cu*e Cu’

_e-

[luToxpoMoKcH1a3a NMEPEeHOCUT 3MEeKTpoHbl ¢ 1uroxpoma C Ha kuciopoa. B mepenoce
AJIEKTPOHOB YYaCTBYIOT CHadaa MOHBI JKejle3a IMTOXPOMOB a U a3, a 3aT€M HOH MEJIN [TUTOXpOoMa
az. Mosekyna KHCIIOpOJia CBSI3BIBAETCS C JKele3oM B reMe nuroxpoma asz . CiegoBaTenbHO,
Mepexoj] AJIEKTPOHOB Ha KHUCIOPOA C HMOHA MEAM IUTOXpOMa a3 NPOMCXOJUT Ha MOJICKYIe
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depmenTta. Kaxapiii 3 aTOMOB MOJIEKYJTBI KUCIOPO/Ia MPUCOEIUHSET TI0 JIBa SJIEKTPOHA U MPOTOHA,
o0pasyst IpU 3TOM MOJIEKYJTy BObI.

benku, cooepycawjue nezemunosoe incenezo. Hekotopoe KOINYECTBO aTOMOB JKEJIE3a B
MUTOXOHJIPHSIX CBA3aHO HE B TeMe IIUTOXPOMOB , 2 00Pa3yl0T KOMILJIEKCHI ¢ APYTUMH OeKamMu. DTH
OCNKM HAa3BIBAIOT TAKXKE JKEIE30CEPHBIMU, TaK KaK aTOMBI Kelle3a CBSI3aHbI C aTOMaMH CEpbI
LMCTEMHOBBIX OCTaTkoB. benku, coaepikalue HEreMHUHOBOE KEJie30, YYacTBYIOT B IepeHOce
3JIEKTPOHOB Ha HECKOJBKHX CTaAMsIX, OJHAKO, HE COBCEM SICHBI MX JIOKAIM3alUsi U MEXaHU3M
JEUCTBUSL.

JeruaHoreHasbl ¥ NEPBUYHbBIC aKIIEITOPHI BOJIOPOIA.

1.HAJI-3aBucumeie JII', uzpectro >150 HAJI 3aBucumerx JAI" (mamp. JIII, TTI).

2.®naBun 3aBucumsbie I, (Pan 3aBucumas JAI'—CAI; ®MH-3aBucumas JAI'—HA/IH -
AD).

3. XKene3ocepHblie O€JIKH, COAEPKAT HETEMHUHOBOE KETE30.

VYyacTByIOT B EpeHOCE JIEKTPOHOB U MPOTOHOB B ABYX yuyactkax JII; mexay ®PII u KoA u
MeXay IMT B U cl.

4 Kodepment Q2 wim yOMXWHOH (CTPYKTYPHBINM aHaior ButamuHa K, GpumioxuHoHa).

5.1IuTOXpOMBI: B,C1,C,a, a3 - IPOCTETUUECKAS TPYIINA — KeJ1e30M0p(PUPUHOBOE SIAPO.

e + 12 0y
oy e
T KeQHa_
o)
N

AbIXaTeNnbHas UCTb W1 MATOXOHIpHANbHAY LeIb TIEPEHOCA 3ICKTPOHOB

p—-Fes —C—c —wa—a;_f2e

S®— HAJl — ®I1— FeSKoQ II.B.—s FeS 11.C; —>

NH o032 (@MH) +0,046 0076 023
0,05

—> C. — LA —> ILA;— % O, —> H)0
+3,25 6,29 +0,32 1

[Tporneccrl OKMCIEHHsI CONPsHKEHHBIE ¢ MporieccoM (ocdonmrpoBanus. B pesynabrare 3Toro
cuHTesupyercss ATO.

Baxxnas ponb BHyTpeHHeW uMeMOpaHbl MX COCTOMT B TOM, YTO OHA CBSI3bIBAET (MU
COMpATAET) MPOIECC TEPEHOCcA AIEKTPOHOB B POCHOPIUPOBAHHUS.

s-H 2e
T ———— e 100,
0o (Pueprun
Al e " 55

> AT® + H,0

Hanpasiienne rmnepeHoca DJIEKTPOHOB U IPOLIECCOB  OMPENENAIOT  OKUCIHUTEIBHO-
BOCCTAHOBHTEJBHBIM TIOTEHIIMAIOM (peIoKC-TToTeHInaisl), a umeHHo ot HAJIH2 (EO = -0,32V) k
kuciopoay (E0=+0,81V).

3Has PENOKC-TIOTEHUHAI OKHCIUTEIBHO-BOCCTAHOBUTEIBHBIX Iap, MOXHO PpacCUHUTaTh
BBIXOJT CBOOOIHOW SHEPTHH TPH MEPEHOCE JIEKTPOHOB o ypaBHeHuio: |G =nF [E, rme [ G —
KOJINYECTBO CBOOOIHOM SHEPIUU.
h-uucino snekTpoHoB (2)

F-nocrostnuas dapaznes (95 xJx)
"IE-pa3HOCTB MTOTEHITHATIOB.

Jlnst cunTe3a onHOM Makpospruyeckoit cBsisu AT® tpedyercsa 40 k/[x/mMonb sHEepruu, npu
3TOM Iepenaj] peloKC-IIOTEHIINAIOB COCTABIISCT:
aG 40

. P
A noF 2.9 0,22 v
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@epmentsr /I  mokanm3oBaHbl BO BHYTpeHHeH MemOpane MX, B kpucrax MX.
VYcranosneno, uto B J{I[ ecth 3 yuacTka, Ha KOTOPBIX IPOMCXOAUT 0OpazoBaHue MoJiekyid AT.

B »Tux ywactkax pasHocTh nmoteHiuanos Beime 0,16V, KoTopoi BIOJIHE HOCTATOYHO IS
CHUHTEe3a OHOI MosieKyibl ATO.
1-as monekyna AT® obpasyercs mpu mepeHoce mapbl MIEKTPOHOB OT BOCCTaHOBICHHBIX HAJI Ha
DD (Puas.pepmentsr) nau OI1.
2-asi MOJIEKYJIa MEXXIY II.B. H II.C.
3-as Mmexay 1.c. u LIXO (aaj3)

S—> HAJl— O —— KoQ—p—— Gi—¢—a—a;— 0,

A+ ATO ALO+Oy AT® ALlG+dy ATO

OxkuciurensHoe ¢ochopunupoBanue- ¢epmeHTuBHoe npespamenue AlD B AT,
COIPSDKEHHOE C IEPEHOCOM JIEKTPOHOB OT CyOCTpaTa K MOJIEKYJIIPHOMY KHUCIOPOY.

BuoJsiornyeckoe okucieHue.

Karabonu3m opraHu4ecKiX BEIIECTB B TKAHIX COMPOBOXKIAETCS MOTPeOIeHNEM KUCIOpoaa U
BBIJICJICHUEM YTJIEKHCIIOTO Ta3a. DTOT MPOLIECC Ha3bIBAIOT TKAHEBBIM JbIXxaHueM. Kuciopon B 3ToM
MPOLIECCe HUCMONb3YeTCs Kak aKIEenTop BOJOPOAA OT OKHUCISIEMBIX (IETHIpPHUPYEMbIX) BEIECTB
(cybcTpaToB), B pe3ynbTaTe 4ero CHHTE3upyercs Boja. Ilpomecc okucaeHuss MOXXHO MTPEICTaBUTh
cnenytouM ypaBHenuem: SH; +1/20, -> S + H,0. Oxwucnsemble pa3indHble OpraHHYECKHE
BemecTBa (S-CyOCTpaThl), IPEACTABISIOT COO0H METa0OMUTHI KaTa0OIM3Ma, MX JCTUAPUPOBAHUE
SIBJIETCS IK30PrHYECKUM TPOIIECCOM. DHEPrHsi, 0CBOOOKIAIOMIASICS B XOJ€ PEaKIUil OKUCIICHHUS,
1100 TOTHOCTBIO PACCEMBAETCS B BUJE TEIUIA, MO0 YaCTUYHO TpaTHTCA Ha (PochopriimpoBaHHe
ADP sHepruto makpospruueckux cBsizeit ATP. bonbmimHcTBO opranu3MoB B 6nochepe Ucronb3yer
3TOT CIOCOO WJIM OYEHb CXOJHBIA C HUM(B Ka4eCTBE TEPMUHAIBHOTO aKLENTOPa BOJOPOIA MOKET
OBITH HE KUCIIOPOJ, a JPYroe COeAMHEHHE) Kak OCHOBHOM MCTOYHUK SHEPruu, HEOOXOAUMBIN st
cuHTe3a BHyTpukieTouHod ATP. Takum myréM KieTka NOpeBpamlaeT XUMHYECKYI0 SHEPIrHIo
MUTATENbHBIX BEIIECTB, MOCTYMHUBIIMX H3BHE, B YTHWIM3UPYEMYIO META0OIHUYECKYI0 SHEPTHIO.
Peakuust neruapupoBanus U crocod MpeBpallieHus BhLACTUBIINIICS dJHEpTU MyTéM cuHTe3a ATP —
9TO IHEPrUYeCKH COMPsiKEHHbIe peakiuu. LlennkoM Bech CONMPSDKEHHBIN MPOILECC HA3hIBACTCS
OKHCIHUTENbHBIM (ocopunnpoBanuem ADP:

Peakiiu 6M010rn4eckoro OKUCICHUs KaTalTu3upyIoTCs (pepMeHTaMH.

OxucneHne MOXeT ObITh CBS3aHO:

1.c oTmienyeHneM BOJOpOAa OT OKUCISIEMOTO cyOcTpaTa(IeTuIpupoOBaHKE):

H
SH,+A 2> S + AH,
H
2.C TIOTepEe AIEKTPOHOB:
e

Okcupo-penykrasza
3.c IpUCOeAMHEHUEM KHUCIIOPOIa:

OKcHJla3a
SH,+1/20, = S+H0

Bce Tpu Tna peakuuii UMEIOT MECTO B KUBOM KIIETKE.

Haubonee  pacmpocTpaHeHHBIM  TUIIOM  OMOJIOTUYECKOTO  OKUCIEHHUS  SIBIISIETCS
JNEeTUIPUPOBaHUsS CyOCTpaTOB MOJ BiIMsHMEM (epMeHTOB neruaporeHad. K HuM oTHocsATCS
HukoTHHaMuA 3aBucumble (HAJI') nermpaporemassl, rIie aKLENTOPOM OTIIEIUIIEMOTO OT
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cybetparoB Bomopoma ciayxatr HAJI" u HAJI®' u ¢naBuH-3aBUCHMBIE JETHIPOTEHAshbl, IJIE
akientopom Bogopona ciay:xxatr ®MH u ®AJI.

Bopmopoa ucnonb3yeTcst Kak I1aBHOE TOILIMBO JJIsi 00pa3oBaHMs SHEPIUU. B MUTOXOHIpUAX
IIOTOK 3JIEKTPOHOB OT BOJOPOJAA YCTPEMIISIETCS K MX KOHEUYHOMY akLENnTopy - kuciopony. Ilpu
3TOM 00pa3yeTcs MOJIEKYJIa BOJIbI - KOTOpasl SIBJISIETCS KOHEYHBIM IIPOAYKTOM TKAHEBOT'O JIbIXaHUS.

CrnepnoBarenbHO, JETUIPUPOBAHKUE CYOCTPATOB U OKHUCIIEHHE BOJIOPOAA C 0Opa30BaHUEM BO/IbI
SBJIAETCS UCTOYHUKOM SHEPIHUU.

Ha coBpemeHHOM »JTame W3BECTHO, YTO TKAHEBOE JbIXaHHME MpEJCTaBiIsieT co0oit
noJMU(pEPMEHTHYIO LIENb MEPEHOCA HIIEKTPOHOB U MPOTOHOB OT CyOCTpaTa K KUCIOpoay. JTa Lenb
nepeHocurnkoB Ha3biBaeTcs LIID wnm nprxarenbHON HEnbo.

LI - a3T0 KOHBElep Mo nepeHocy NpoToHoB U. 3nekTpoHoB oT HAJIH2 u ®AJIH, kucnoposy.

Cumpon 2H" o3HauaeT 1Ba IEKTPOHA U 1BA MPOTOHA, OOBIYHO MEPEHOCUMBIE B BHJIE THAPHL
noHa. B aTom ciyyae BMECTO TEPMHUHOB JIOHOP 3JEKTPOHOB» U «AKLENTOP 3JEKTPOHOBY» MHOTA
HCIOJIB3YIOT TEPMHUHBI «JJOHOP WK akuenTop Bogopona». DA/l - sasucuman decuopocenasa Taxkxe
BBIMOJIHSACT (YHKUUIO TepBUYHON neruaporeHassl. Kodepmentom ssisiercs: DAJl, KOTOpbIi
SBJIAETCS aKLENTOpPOM Bojopoaa ot cyocrpata. HAJIH - decudpocenasa karanuzupyer OKHUCICHHE
HAJIH u Boccranosnenue youxunona (CoQ). Ilepenocunkom Bogopoja SIBISETCS KOpEpMEHT-
OMH (xommuiekc 1). B mpomecce peakuwu Bojopoa cHadama mnpucoenunsercs k OMH,
COCTMHECHHOMY C ()EpPMEHTOM, a 3aTeM IMepenaeTcs Ha yOWXuHOH. (DIIaBHHOBBIC KO(PEPMEHTHI
(A u ®MH) pouHoO cBsi3aHbl ¢ HEPMEHTOM KaK MPOCTATHUECKHUE TPYIIIbI, TO3TOMY (HepMEHTHI,
B COCTaB KOTOPBIX OHH BXOJSIT, Ha3bIBarOTCA (praBonporenHamu. diaauHomMoHonyKiIeotu(PMH),
win puboduaBun docdar, Hepa3pblHO CBA3aH ¢ OenkoBOM yacThio (pepmenta. CTporo roBops,
OMH He sBusieTcss HYKICOTHIOM, TaKk Kak (pIaBUHOBAs 4acTh CBs3aHa C PHUOMTOIOM, a HE C
pr6030ii.

HasBanue «yOMXHMHOH» BO3HHMKIIO U3 3a €r0 MOBCEMECTHOM pacHpOCTPaHEHHOCTU B MIPUPOJIE.
Kodepment Q neiicTByeT Kak MepeHOCYUK JIEKTPOHOB HAa IIUTOXPOMBI.

B npixatenbHON LENM LHUTOXPOMBI CIIyKaT MEPEHOCUYMKAMH 3JIEKTPOHOB M PacCIOIOrarTcs
COOTBETCTBEHHO  BEJIMYMHE  OKHUCIUTEIbHO-BOCCTAHOBUTEIBHOTOMOTEHIMAIA  CIEAYIOLIUM
obpazom: B, Ci, C, a, ag. reMOBbI€ TPYMIbl IUTOXPOMOB CBSI3aHBI C OETKOBOM YaCThIO JIOHOPHO-
aKLUENTOPHBIMM CBSI3AMHU MEXJIYy HMOHOM JKejle3a M COOTBETCTBYIOIIMMHM aMUHOKHCIOTHBIMU
OCTaTKaMH.

B nuroxpomax C1 m C pgomnosHUTENbHBIE KOBAJIEHTHBIE CBA3M (OPMHUPYIOTCS MEXIY
TUOTPYNIIaMU IIMCTEMHa W OOKOBBIMH BUHWJIBHBIMH rpynmamMu remma. QH, — nermaporenasa
(xommiekce 111) mpencrasnser coboii komiieke uToxpomMoB b u Ci. DTOT dhepMeHT KaTamusupyeT
OKHCJICHHE BOCCTaHOBJIEHHOTO KoepMeHTa Q U mepeHoc MEeKTPOHOB Ha LUTOXpoM C. DIeKTpoHbI
MOCJIEZIOBATEIBHO MEPEHOCATCS aToMaMM Jkene3a muTtoxpoMoB D um Ci, a 3aTeM mocTymamT Ha
utoxpoM C. IIporons! nocne okucienus QH, ocBoboxk1aeTcs B pacTBop.

[IuTOXpOMOKCH/Ia3a BKJIIOYaET KOMIUIEKC LUTOXpOMOB a u az (kommiekc V).
[{uToxpoMoKcHIa3a KpOME reMa COAEPIKUT MOHBI MU, KOTOPbIE CITIOCOOHBI MEHSATh BaJIEHTHOCTh U
TaKMM CIIOCOOOM y4acTBOBAaTh B IEPEHOCE AIEKTPOHOB:

+e
: au2+ Cu*

-€

[{uToxpoMoKcHaa3a MEPEeHOCUT 3JIEKTpoHbl ¢ muroxpoma C Ha kuciopold. B mepenoce
AJIEKTPOHOB YYacCTBYIOT CHadajla MOHBI JKeJle3a IIMTOXPOMOB a U a3, a 3aT€M MOH MEJU I[IUroXpoma
az. MoJiekysa KHCIIOpo/ia CBSI3bIBAETCS C JKEJIE30M B reMe nuroxpoma as. CienoBareiabHo, IEPEXo
AJIEKTPOHOB Ha KHUCIOPOJ C MOHA MeIW LUTOXpOoMa a3, MPOMCXOAMT Ha MoJjeKkyle (epMeHTa.
Kaxxnpiii U3 aTOMOB MOJIEKYJIbI KHCIIOPO/ia IPUCOSAUHSET 1O JBa JEKTPOHA U MPOTOHA, 00pasys
MIPU ITOM MOJIEKYITY BOJIBI.

benku,conepxaiire HereMHUHOBOE kene3a. HekoTopoe KOIMYecTBO aTOMOB jKelie3a B
MUTOXOHJIPUSIX CBS3aHO HE B T€ME IIMTOXPOMOB, a 00pa3yeT KOMIUJIEKCHI C IPYTUMHU OeKaMu. DTH
OENKM HA3BIBAIOT TaKXeE >KEIe30CEPHBIMU, TaK KaK aTOMBI jKelie3a CBS3aHbl C aTOMaMH Cepbl
LMCTEMHOBBIX OCTaTKOB. benku, cojepraiine HETeMHUHOBOE JKE€Je30, YYacTBYIOT B IepeHOCce
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3JIEKTPOHOB HA HECKOJIbKUX CTaJMSIX, OJIHAKO, HE COBCEM SICHbI MX JIOKAJIM3AlUs MU MEXaHU3M
JIEUCTBUSL.

HeruaporeHasbl ¥ IEpBUYHBIE aKLIETITOPBI BOJOPOA.

1.HAJI - 3aBucumeie JI', wm3BectHo > 150 HAJ 3aBucumeix JI' (wamp JIATL,
IAr).

2.®naBun 3aBucumblie 117, (DAJ] 3aBucumas [I-» CAI'; ®MH - 3aBucumas

Ar-»HAIH-AT).

3. JKeneszocepHbie OekH, copepKaT HETEMHUHOBOE JKEJIE30.

VY4acTByIOT B lepeHOCE 3JIEKTPOHOB U MPOTOHOB B 2-X yuacTtkax [ILI; mexny @Il u Ko A u
MEXy IUT U cl.

4. Kopepment Q; Wi yOUXHUHOH. (cTpykTypHbIli aHamor BuTamuHa K,
(UIIIOXWHOHA).

5. llutoxpomsl: B, ¢1, €, a, ag - MPOCTETHYECKas Tpymnma- xKerezonopdupu-
HOBOE s1JIpO.

[Iporecchl OKUCIIEHHS CONpsbKEHHBIE ¢ mpoueccaMu dochopunupoBanus. B pesynbrare
storo cunresupyercs ATO.
Baxnas ponp BHyTpeHHerd MeMOpanbl MX cOCTOMT B TOM, YTO OHAa CBSI3bIBACT (WJIH
COTPATAET) MPOIIeCC MepeHoca dIEKTPOHOB U (HochopUIMpOBaHUS.

HamnpaBiienue mepeHoca 3JICKTPOHOB W MPOLECCOB OMPEACISIOT OKHCIUTEIBHO -
BOCCTAHOBHUTEJIbHBIC TOTEHIIMAIaM (PEIOKC - MOTeHIHa bl ), a uMeHHO oT HAJIH»; Ep=-0,32 V)
kucnopoxy (Ep =+ 0,81V).

3Has peoKC - MOTEHIUANT OKUCIUTEIHHO - BOCCTAHOBHUTENIBHBIX AP, MOXKHO PACCUUTAThH
BBIXOJI CBOOOJHOW HEPrHH MPU MEPEHOCE IJICKTPOHOB 1Mo ypaBHeHuto: (G = F - E rme - |G
KOJIMYECTBO CBOOOAHON SHEPTHUU.

h- gucio anekTpoHoB (2)

F- nocrosinnas gapanes (95 x [Ix)

-E - pa3HocTh noTeHIaNOB.

Jlnst cunTesa onHoi Makposprudeckoil cBs3u ATD tpebyercs 40 x/Ix/ Monb 3HEpruu, Ipu
3TOM Iepernaj peIoKC- MOTSHIIUATIOB COCTABIISCT:

®epmentsl [II] noxanu3oBanel BO BHyTpeHHei wmemOpane MX, B kpuerax MX.
VYcranosneno, uro B JII{ ecth 3 yudacTka, Ha KOTOPBIX HMPOUCXOIUT OOpa3oBaHUE MOJIEKYII
ATO.

B »Tux yuactkax paszHocTh noreHuuanoB Beime 0,16V, koTopass BHOJHE JAOCTATOYHO IS
CUHTE3a OOHOU MoseKysbl ATO.

I monekyna AT® o0pasyercs NpU TEPEHOCE Taphbl JIEKTPOHOB OT BOCCTAHOBJIEHHBIX
HAJl Ha ©D (¢pnas. pep-Tb1) mim OII.

2" Monexya MeX.Iy I1.B. U II,C.
3 mexay m.c.u. u IIXO (aaz).

OxucnurenbHoe pochopmnupoBanue - hpepmentaruBHoe npespamienne AJ[D B ATO,
COTPSKEHHOE C MEPEHOCOM 3JIEKTPOHOB OT CyOcTpaTa K MOJEKYISIPHOMY KHCIOPOY.

MEXAHU3M COIIPAKEHUA JABIXAHUA n
POCPOPUIINPOBAHUA B MUTOXOHAPUAX

CYHIGCTBOBaHI/Ie TAKOro CONPsKECHUA OOKa3bIBACTCA TEM, UYTO MOXKHO I/IHFI/I6I/IpOBaTI)
obpazoanue AT®, He Hapymas mpolecca TpaHCIOpPTa JIEKTPOHOB. DTO JOCTUTAETCA
n00aBIeHNEM XUMUYECKUX BEIIECTB, HA3BAHHBIX Pa300IIUTEIIMHU.

[Tocne ynmanenus pazoommureneit cuates AT® BoccranaBnuBaercs. M3ydenne mexanm3ma
COMpPSKEHUs JaET OTBET HA BOMPOCHL:

1.xakum 00pa3oM TPAHCIIOPT IEKTPOHOB CIYKHUT UCTOUHUKOM SHEPTUU?
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2.xax 9ta ’Heprus nepeaaércs B peakuuto AJ{D+Pi ATD?

CyiiecTByeT HECKOJbKO THIOTE3, OOBACHAIONIUX MEXaHWU3M compspkeHus. OAHUM U3
HUX SBIISIETCS XEMOOCMOTH4YecKas Teopus. Llemb TpaHcmopTa 37MeKTpHOB (YHKIIMOHHUPYET Kak
npomounas (H) nomna, ocyuiecTBisisi IepeHOC MPOTOHOB M3 MaTpPUKCa 4Yepe3 BHYTPEHHIOIO
MeMOpaHy B MEXKMEMOpaHHOE MPOCTPAHCTBO. DHIOIPTHUECKUM MPOIECC BBHIOpOCca MPOTOHOB
U3 MaTPHUKCa BO3MOXKEH 32 CYET HK309PIMUECKUX OKUCIMTEIbHO-BOCCTAHOBUTEIBHBIX pPEaKIIHii
npIxarenbHol 1enu. [lepeHoc MpoOTOHOB MPUBOJAUT K BOSHUKHOBEHHUIO PA3HOCTU KOHLEHTPAILUU
H' ¢ 1BYX CTOpPOH MHTOXOHIpPHANBHOH MeMOpaHbI: Golee BBICOKAs KOHIIEHTpAIMsA OyaeT
CHapyku u Oojiee HHU3Kas - BHYTpU. MUTOXOHAPUA B pe3ylibTaTe IMEPEXOJUT B
«IHEPrU30BaHHOE» COCTOSIHME, TaK KaK BO3HHKAET 2paduenm KoHyenmpayuu H'W u
OJTHOBPEMEHHO PAa3HOCTb J1eKMPUUECKUX NOMEHYUuanoé cO 3HAKOM IUIIOC Ha HapyKHOMU
MMOBEPXHOCTH.

Dnekmpoxumudeckuli. nomeHyuan CrocoOeH COBEpIIATh «IOJe3HYyI» paboTy, OH
3acTaBiieT MPOTOHBI JIBUTaThCS B OOpaTHOM HamNpaBlIEHWH, HO MeMOpaHa HeNpoHUIlaeMa JUIs
HUX KPOME OTJAENBHBIX YYacCTKOB, HA3bIBAEMBIX MPOTOHHBIMU KaHajdamMu. OOpaTHBIA TEPEHOC
MIPOTOHOB B MAaTPUKC SBIISIETCS 9K303P2UYECKUM NpOoYeccoM, BBICBOOOXKAAIOMIASICA MPU ITOM
sHeprus ucnoyibzyercs Ha ¢ochopunupoBanue AJ[D. DTy peaknuo KaTaTu3upyeT GepMeHT
H'-AT®-cunmemasa, pacronaraomascs B 007acTH TNPOTOHHEIX KAaHAJIOB HA BHYTPEHHEH
MOBEPXHOCTH BHYTPEHHEN MeMOpaHBbI.

[IpOTOHHBI TIOTEHIUAN, HITH >IEeKTPOXUMUUYECKHil rpaauent nonos H* o6osnagaercs spuH"
U COCTOMT M3 2" KOMIIOHEHTOB:

OCMOTHYECKOTO - Pa3HOCTH KOHIEHTpamuii MoHOB H' »iexkTphuyeckoro - pasHOCTH
AJIEKTPOXUMUUECKUX TTOTCHI[UAIOB.

OcMOTHUYECKUI KOMITOHEHT — U3MeHsieTcsa B eqnnunax PH u o6o3nauerca APH.

Hapymenust cTpykTypHO# 1IEJIOCTHOCTH MEMOpaHbl WJIM TOBBIINICHUE €€ MPOHHUIAEMOCTH
JUIsl TIPOTOHOB JIeJaeT HEBO3MOXHBIM O0pa3oBaHUME MPOTOHHOTO MOTEHIIMAlla, YTO BBI3bIBAET
paso0IeHue MeXy IbIXaHueM U GoChHOPHINPOBA-HUEM.

H" AT® cunrerasa ocymiectBisieT ¢ochopunupopanne AJ[D, conpskEHHBIA C
o6patHoit muddysueii nporonos (H) uepes membpany. Bremne oHa umMeeT rpuboBHAHYIO (HOpMy
U COCTOMT W3 2" CTPYKTYpHBIX 4acreil: Fo HOXKa rpuba, mpeacrtaBiseT coOod GeaKoBBIN
UUIUH]P, WK KaHAT MO0 KOTOPOMY XOJST MPOTOHBI.

Fi-«ronoska rpuba»(mapoBugHasi).
H' - AT® - cunresa = Fo+ F,.
Ctpoenue, CBOWCTBA U QYHKIMH STHX 2™ yacTeil pepMeHTa pasHble:

Fo - criibHO TUAPOGOOHEIH OET0K, COCTOUT K3 4™ /11 Lenen.

Fi| - u3 10 n/m memneli maTh pa3HbIX TUIOB (IO 2 KaXIOTO THIIA) COSAUHSAIOTCS Fo
¢ F1| uepes & - curma menu.

Fo - BeimonHseT (QYHKIMIO KaHalla B MeMOpaHe, yepe3 KOTOPBIM MpPOXOAST

MIPOTOHBI.

F1 - BeImosHAT hochopunupyuryro GyHKIHUIO.

Ecnu cpesate " F," to mpekpamaercs cunte3 AT® uz AJI® u yepe3 kaHall JIETKO
MPOXOJAT 1O FPAJAUEHTY.

Uepesp Fo moctaBisitoTCsl MPOTOHBI K aKTUBHOMY IIEHTPY Fi, Tie mpoucXoauT CUHTE3
ATO.

KOSOOUIUEHT ®OCPOPUIUPOBAHUSA P/O

[Tokazarenb conpspkHeHUs! AbIxaHus U ¢ochopunupoBanus. [lpu morjgoumieHUu OJHOTO
aToMa KUCJIOpO/Jia MOTJIoNIaeTcs TpH aToMa Heopranuyeckoro ¢gocdara. [loaromy P/o < 3.

CyOctpatel, okucisromuecss HAJl 3aBucumbimu [I', sBistoTcs sHepreTmuecku Oosee
LIEHHBIMHU, YeM OKHUcIsomuecs ¢praBuHzaBucumbiMu I

OTHoLIEHHE KOJMYecTBa CBA3aHHON (hochOpHON KHCIOTHI K KOJMYECTBY IMOIJIOMIEHHOTO
kucnopoa (0) HazpiBaroT ko3 punnuentom gochopuiuposanus P/O.

87



Pa3HOCTh OKHCIHUTENHHO - BOCCTAHOBHUTENHHBIX MOTEHIIMANIOB KHCIOPOJA M OKUCISIEMBIX
CyOCTpaTOB - UCTOYHHUK SHEPTUH OKUCITUTEILHOTO (HhOoChHOPUINPOBAHUS.

[Ipuy O® mnoreHUIMAn MepeHOca OHIIEKTPOHOB, Mpeodpasyercs B IMOTEHIMANT MepeHoca
dbocdatHO# rpynmbl, NpUCyIIeH B TOTeHIUAN iepeHoca podcedarHoit rpynmsl, npucyiieid ATO.

OKUCITUTENHHO - BOCCTAHOBHTEIBHBIM MOTEHHIHMAN ( WM PEIOKC - TMOTEHIHAN) - 3TO
JJEKTPOXMMHUYECKAsi ~ KaTeropusi,  KoTopas  oOpasyercd  MEXIy  OKHCIUTEJIbHO -
BOCCTaHOBUTENbHOM Napoil Hanp.mexay HAIH u @A/

Penokc - moTeHnnan MOKHO ONPEEIUTh, U3MEPSs AIEKTPOIBUKYILLYIO CUITY.

CwnbHbIl  BoccranoButenb (Hanp HAJIH) oOmamaer OTpUIIATENbHBIM -IIOTEHIIMATIOM,
KOT/1a KaK CUJIbHBIN okucauTesnb (O2) uMeeT MOT0KUTENbHBINH peloKC- MOTEHIIHAI

PIT - HAJH/ HAX: - 0,32v

@I1:-0,0610-0,1v
Haubonee Bricok PII O, - + 0,82v

JBIXATEJBbHBIM KOHTPOJIb

CKopocCThb JbIXaHUSI MUTOXOHJPUN MOKET KOHTPOJIMpPOBaThCA KOHUEeHTpauued AJlPD. Oto
OOBSCHSCTCSI TEM, YTO OKUCIeHHE U (OCHOPUWINPOBAHUE IHKECTKO COIPSDKEHbl. OJHEprus,
HeoOXoauMmasi KJIETKEe J/Jisi COBEpUIeHHs paboThl, MocTaBisgeTcs 3a cuer rugponusza AJlD.
Konnenrpanus AJL® npu 3TOM yBeJIMUUBACTCS; B PE3YNIbTaTe CO3/1at0TCS YCIOBHS ATl YCKOPEHUS
IBIXaHMS, YTO U BEJET K BOCIOIHEHHUIO 3anacoB AT®.

3aBHCHMMOCTb JABbIXaHUA MHUTOXOHAPUH 0T KoHueHTpamuum AJI® Ha3pIBaeTcs
AbIXaTeJbHbIM KOHTpPoOJeM (IK).

JK omnpenensier moTpeGHOCTh KIETKH B dHepruu (T.e. ckopocth cuHTe3a ATd): Hamp,
npu yBenu4ueHuu pacxogoBanus AT® (OMOCHHTETHYECKUE MPOIECCHI, TPAHCTIOPT HOHOB U JIp.)
yBenuuuBaercs KoHueHTpauusa AJ[D, a 370 aBTOMaTHYECKHM BEAET K YCKOPEHMIO JIbIXaHUS U
dbochopunupoBanus u ciegoBareiabHo reHepanuu ATO.

WHruburtopsl, OGJOKUPYIONIME IbIXaTENbHYIO I€lb, JEHCTBYIOT B OIpeesIeHHbIX MecTax,
mpensTcTBYsl padore apixatenbHbIX (pepmentoB (KCN, Gapbutypartsl, poTeHoH). CyIecTBYIOT
TaK)Xe BelllecTBa, MHTMOUPYIOLIUEe OKUCIUTENbHOE (oc-(hopuaupoBaHue.

OO0mupHyI0 Tpynmy  BELIECTB, BIUSAIOMMX HA  JbIXaHWUE€ U  OKHUCIUTEIbHOE
¢bochopunrpoBanre MOXKHO 110 MEXaHU3MY JEHCTBUS pa3/ieNnuTh Ha 4 TPYNIIbL:

1. Uaruduropsr AT

2.VIHTUOUTOPHI ABIXAHUS

3.Pa3o0umuTenn OKUCIUTENbHOTO (GoCHOpHIINPOBAHUS.

4. VIaru6utops! hochopuanpoBaHusl.

1. Wurubutopsr AI' (HAJ u DA 3aBucumbie JII') - NOpenmsaTcTBYIOT OKHCICHHUIO
cyOCTpaToOB M CHUXKAIOT MOCTYIJIEHHE BOJAOPOA B AbIXaTEIbHYIO IEMb

2. Vuruburtopsl abIxaHus - OJOKUPYIOT OJHY M3 3 3BEHbEB 0Opa3oBaHUs HPOTOHHOTO
(MemMOpaHHOI0) MOTEHIIMAJIA, TPEPBIBAs MOTOK 3J1eKTpoHOB o LII13.

Henstcs Ha 3 rpynm:

[lepBas rpynna mpenapaToB OJOKUPYIOT 1-0e 3BeHO (IyHKT) compsikeHuss Mexay FeS u
KoQ.

Bropas rpynna 610kupyeT 2-0il MyHKT CONMpPSIKEHUS MEXIY B >FeS; ----- >C.

Tperbst Tpynna OJIOKHpYeT LUTOXPOMOKCHIA3y U JelaeT HEBO3MOXHBIM caM Ipolecc
JBIXaHUS.

DTH Ipenaparthl BhIKIIOUAOT obpaszoanue AuH' u cs3anHOro ¢ HUM Gocho-pUIUpPOBAHUS
(MHTUOUTOPBI ag ABISAIOTCS CUIIBHBIMHU sI1aMU, OTPaBJIEHUE MU BBI3bIBAE€T THOEIb OpraHu3Ma).
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3. PazoOumrenu OKHCIUTENBHOTO (GocHOopHIMpOBaHMs - 3TH BEIIECTBA BIMIIOT Ha
compsraroIiee 3BeHO MEXAy AbIXaHueM U (GochopuanpoBaHueM (M HE BIMSIIOT Ha CO3/JaHUC
IIPOTOHHOTO NoTeHuana). Dueprus ApH" pacxonyercs B 06xon HYAT® cunTeTasHoii peakuuu
(B OCHOBHOM B BHJIC TEIIJIA).

MexaHu3M JIeiCTBUS pa300UIUTENeH 3aKII0YaeTCsl B TOM, YTO OHU SBIISIOTCS MEPEHOCUUKAMHU
KAaTHUOHOB (IIPOTOHOB WJIM APYTUX MOHOB) 4Yepe3 MeMOpaHy M BbI3bIBAIOT KOPOTKOE 3aMbIKaHUE
MEXy pa3HO3APSIKEHHBIMH TOBepXHOCTAMH MX memOpanbl, mepesoas sHepruio ApH™ B
TEIUIOTY.

Pazo6mmrenn 5Tol Tpynmbl OTKIIOYAOT (ochopunupoBanue OT JbIxaHus. JlpixaHue
ycunuBaercs, a pochopuarpoBaHue NOJABISIETCS.

YOenurenpHble AKCIIEPUMEHTAIbHBIC JOKA3aTeIbCTBA B IOJb3Yy OIKMCAHHOTO MEXaHU3Ma
COMpsDKEHUsT IbiXxaHus W (HochHOpUIUPOBaHKS OBUIM TOJYYEHBI C IMOMOIIBIO UOHOPOPOS.
MoJiekynbl 3THX BEIIECTB, KaK MPaBUIIO, JUNOPUIbHGI U CIIOCOOHBI MEPEHOCUTh MOHBI Yepes
MeMmOpany. Hanpumep, 2,4-ounumpogenon (npomonogop) nerko audPyHIUPYET Uepes
MeMOpaHy, B HOHU3UPOBAHHOW W HEMOHU3UPOBAHHOHN (opMe, MepeHOCs MPOTOHBI B CTOPOHY HX
MEHBIIEH KOHIIEHTpAlMu B 00XOJ MPOTOHHBIX KaHauoB. Takum oOpa3om, 2,4-TUHUATPO(EHOT
YHUUYTOXACT IICKTPOXUMHYCCKUH MoTeHnual, U cuHTe3 ATP cTaHOBUTCS HEBO3MOXKHBIM, XOTS
OKHCIIEHHE CYOCTpPaTOB HpPH ITOM IMPOUCXOTUT. DHEPrusl NbIXaTEIbHOW IEMU B 3TOM cllydae
MOJIHOCTHIO PAaCCEMBACTCS B BHJE TEIUIOTBI. OJTHM OOBSICHSACTCS MHPOTCHHOE JCHCTBHE
pazobmuTeneid. Pa3zobmiaromum neiicTBueM 00J1a/1at0T TOPMOH IIUTOBUIHON JKEJIEe3bl - THPOKCHUH,
a Tak’)kKe HEKOTOPBIC AHTHOMOTHKH, TAKUE KaK BAIMHOMUIIUH U TPAMUIIHAJIHH.

HUHI'UBUTOPBI ®OCPOPUINPOBAHUSA

HeitctBytor Ha H® AT® cunTerasy, npensrcTBys mcmomb3oBanuio ApH® 11 cunTesa
ATO.

o Jumuknokapoomuumun  (JUKIA) -  «3anevarsiBaeT»  OPOTOHHBIM  KaHaln B
Fo H AT® cunTerassl u (ochopHInpoBaHHE CTAHOBUTCA HEBO3MOMKHBIM

9 o +

* OumroMuuMH - CcBsi3bIBaeTcss ¢ OeaxoBoid cyObenHuHmeid H AT® cun
Tera3bl B MecTe coeamHenuss F, ¢ Fi u  «3ameuaTbiBaeT»  BBIXOJ ~ KaHaJja
u IpeKpaaer IOCTYIJICHUE IIPOTOHOB K F1 OJTHOBPEMEHHO, MHTHUOu-

pys cunte3 AT® B akTUBHOM LieHTepe F.
+
O6a wuHrubutropa mnOAABISIOT U JbixaHue, T.K ApH He wucnoip3yercs ¢doc-
¢dbopunupoBaHueM, a pacxoayeTcs Ha oOpalieHue noToka 31ekTpoHoB B JI11.

KATABOJIN3M

Ecmu nmponecc KaTaboJIM3Ma paccMaTpuBaTb C O6H_IeI7I TOYKH 3PCHUSA, TO MOKXHO BBIACIHUTL TPU
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OCHOBHBIE €r0 YaCTH: T HO

Kara0o113M OCHOBHBIX MHUIIEBBIX BEIIECTB
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1. PacmienuieHHe B NHINEBAPUTENbHOM TPaKTe. OTO TUJIPOJUTUYECKHE PEaKIINH,
MpeBpallaloNIfe CIOXKHbIE MUIIEBbIE BEIIECTBA B OTHOCUTEIBHO HEOOJBIIOE YHCIO MPOCTHIX
MeTabOIHUTOB: TIII0OK03a, AMUHOKHUCIIOTHI, TIIUIEPHH, KUPHBIE KHCIOTHI.

2. Cneuudpuueckue nyTu karadosusma. IIpocTeie MeTabOIUTBI TOJBEPrarOTCs
CHeIM(PUIECKIM peaklusM pacIIeIUICHHs, B pe3ylibTaTe KOTOPBIX oOpa3yercs aubo
MUPOBUHOTPAHAS KHUCI0Ta, 1100 anetua - CoA. Ilpuuem anetmn - CoA MoxeT oOpa3oBaTbes U3
MMpyBaTa B pPe3yJabTaTe OKHUCIUTEIBHOTO IEKAPOOKCHIMPOBaHUA. MOTYT Takke 00pa3oBaThCs
Jpyrue COeIMHEHUs, HETIOCPEICTBEHHO BKIIFOUAIOIIUECS B IIUTPATHBIN IIUKI.

3. IluTpaTHBIi OMKJ W JAbIXaTeJbHasl IeNb 3aBEPIIAIOT PACIICIUICHUE MUIICBBIX
BEIIECTB 10 KOHEUHbIX TPoaykToB - CO, u H70.

CrnenoBarenbHO, HAUMHAS CO CTaguM O0Opa3oBaHMs NHUPYBaTa MPOMCXOJUT YHH(PHUKAIHS
nyTei karabonmu3ma. M3 60bIIoro yrcia nCXOIHBIX COSAUHEHNI 00pa3yeTcs BCEro J1Ba - MUPYBaT
n amerun - CoA. Ilpomecc, HauWHAIOMIMKCSA OT NHUpPyBaTa, Ha3bIBaCTCS OOLIUM MyTeM
KaTadoIM3Ma 1 B CBOIO OYepeb BKIIIOYACT:

e OKHCJIHTEJIbHOE IeKAapOOKCHIMPOBAHUE MUPYyBaTa
e NUTPATHBIN UK.

HNmenno B obmeM mytu kataboimm3Ma oOpa3yeTcs OCHOBHash mMacca CyOCTpaToB MJisl peakiuit
neruapupoBanus. COBMECTHO C JIbIXaTEIbHOM LIENBI0O M OKHCIUTEIbHBIM (ochopuiarpoBaHuemM
00U MyTh KaTaboIM3Ma SBISETCS OCHOBHBIM HCTOUHUKOM dHepruu B popme ATP.

Oxucaure/ibHOE 1eKaPOOKCHIMPOBAHNE MUPOBUHOTIPAIHON KHCJI0THI

CYMMapHBIﬁ pe3yibTar MHOFOCTEII[HIZHOFI PCaKU BBIMJIAAUT CICAYIOIIUM 06pa30M:

CH;-C-COOH +NADT+ H3-CoA — CH;-C-CoA + NADH + CO-

I I
HHI?}’B&T aneTr HE-COA

Peaknuss  karanmusupyercss  Tpems  (epmeHTamMu,  paboTalOIMMU B OIpeJeIeHHOU
MIOCJIEI0BATENBHOCTU M 00bEIMHEHHBIMU B MMPYBATAETHAPOreHa3HbIi KOMILJIEKC.

OTOT KOMILIIEKC (pepMEHTOB paboTaeT MoA0OHO KOHBEHEPY, B KOTOPOM MPOIYKT NepeaaeTcs
oT pepmenTa K pepmeHTy. Taxoil mpUHIUI MOBBILAET Y3PPEKTUBHOCTL PabOTHl (PEPMEHTOB, TaK
KaK CHIDKaeT CIy4alHOCTh B KOHTAKTE pearupyroliux BeniecTB ¢ pepmenToM. Jlanee mpuBoasTcs
Ha3BaHMsI PEPMEHTOB U XapaKTEPUCTUKA KaTaIM3UPyEMbIX pEaKIuil.

1. Tlupysatnekapbokcunaza (1). B kauectBe KodepMeHTa B peakIUH Yy4acTBYET
THaMuHIuochaTr - Mpous3BoAHOE BuTamMMHAa Bj. ®depMeHT KaTanu3upyeT OTLIETJICHHE
kapOokcmibHOM rpymisl B Buje CO2, a alleTHIIBHBIN OCTaTOK MPUCOCINHSET K JUIIOSBON KUCIOTE -
KoepMeHTy BTOporo gepmenTa. [lomydaeTcs aneTuia-Iunoar.

2. Jwuruaponumoart-anetunrpancdepasza(2) - Bropoir pepmMeHT KomIuiekca. Karamusupyer
MEPEeHOC alleTUIBHOIO OCTAaTKa, COEJAMHEHHOIO C JIMIOEBOW KUCIOTON Ha BTOpoi KodepmeHT HS-
CoA ¢ obpazoBanuem aretun-CoA. Takum o6pa3om, B 3TOM peakI[uu y4acTBYIOT JIBa KOGepMeHTa:
JIMIOEBasi KUCIIOTa, MPOYHO COENMHEHHAs ¢ (epMEeHTOM, M KOopepMeHT A, O0ObEIUHSIOUIUICS C
(dbepMeHTOM B MOMEHT peaknuu. Bomopoa ocTaercsi CBS3aHHBIM C JIMIIOEBON KHCIIOTOM, KOTOpas
MpeBpaIaeTcs B AUTHIPOIIUIIOAT.

3. JlermmporeHasa IUTHIPOIUIIOCBONH KHUCIOTHI (3) OTHICIUISET BOJOPOI OT JIMITOSBOM
KMCJIOTHI ¥ iepeHocut ero Ha NAD™. Jlanee BoI0pO/I TpaHCIIOPTUPYETCS AbIXaTeNbHOM LEnbio
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T
[MasToTeHoBan KHCA0TA

AM P-:l'-q;ocqun (bm:qmna1 HTCTECHH
Crpoenue HS-CoA

['maBHBIE TIPOAYKTHI PEAKIIUU - ITO NADH+H" u anernn-CoA. NADH+H" nanee okucisiercst B
JBIXATEJIbHOM LIETIH, TJIe PHEPIUs Ucnoib3yeTcs Ha cuHTe3 3 Moib ATP, a anetmin-CoA oxucnsercs
B uTpaTHOM nukie. [lupyBaraexkapOoKcuiIa3Hblii KOMILIEKC HAXOIUTCS HA BHYTpEeHHEH MeMOpaHe
MHUTOXOHJIPUH U COEUHEH C HEM CO CTOPOHBI MaTPHUKCA.

uTpaTHbIA UK
Hutpatseiii mukn (mukn Kpebea, nukin TpukapOOHOBBIX KUCIOT) - 3TO CHUCTEMa pPEaKIIUid,

MPUBOJIANIAS K IIOJIHOMY OKHUCIICHHIO IBYXYIJIEPOJHOTO AaleTUIHHOrO (parMeHTa, UMEIONIETo
pasnu4HoOe MpoUcXOoXKAeHue. LIuTpaTHBIA UK SBISETCS OOLIMM KOHEYHBIM IyTEM OKHCIICHUS
OCIKOB, JKHPOB M YIVIEBOJOB. Bce peakmuy LUTPATHOTO IHMKJIA, KaK W OKHCIUTEIBHOTO
neKkapOOKCUIIMPOBAHUSl MHUPYBaTa, JIOKATM30BaHbl B MHUTOXOHAPUAX. B XoJe OAHOro MmoiHOro
LMKJIA TPOUCXOJINT:

e MOJHOE OKUCIIEHNE alleTUIILHOTO OCTaTKa A0 ABYX Mojekyn COp;

« 00pa3oBaHME TPeX MoJeKys BoccTanoBIeHHOro NAD™ u ouoit Monexynst FADHy;

e oOpa3oBanue onHoit monekynbsl GTP B pesymnbrare cybcrpatHoro ¢ochopunupoBaHusi.
Peakuuu muTpaTHOTO MUKIIA, GEPMEHTHI  UX XapaKTCPUCTHKA IIPUBEICHA HA PUCYHKE:

" I'}"_HAT'
{2z}
v
| NAD
1
._.P MR H"
€1,
n,n-g-ml
Manar + OKcanoaueTat AunerniCoA
coa NAD d

c'!!"m-l“"JmIT”h MR l NAD “Eth.' . ¥
H5.CoA  GDP cykummma-KoA | yg g @ -KETORIVTADT
[ Gl Pi HADH+H"
CxemMa UIUTPAaTHOrO WMKJIA; ¢GepMEHTh: 1- NHUpPyBaTAErHAPOTreHA3HbI KOMIUIEKC, 2-
LIUTPATCUHTA3a, 3- aKOHUTAa3a, 4- N30LUTPATAETUAPOreHasa, 5- [ -KeToryTapaTJeruporeHa3Hbli
KoMIUIeKC, 6- cyknuHuin-KoA-THoknHa3a, 7- CyKIMHATAETWAporeHasa, 8- Qymapasza, 9-

MaJIaTACTUAPOrcHa3a
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Conpsirkenne 001UX MyTeld KaTa00/1M3Ma € AbIXaTeJIbHON LeNbIo

B o0mux nyTsax karaGoau3ma IPOUCXOAUT MATh Peakluil NeruIpupoBaHus: OJHA HA CTauu
OKHUCIIUTEIHHOTO JAEKapOOKCIIIMPOBAHMS TUPYBATa U YEThIpe B mUTpaTHOM Iukie. Bee 10 aromos
BOZIOPOJa MEPEHOCATCS Ha KO(EpPMEHTHI JeTUpOreHas, KOTOpble B CBOIO OYEpEIb OKUCISIOTCS B
npixaTenbHOM 1menu. OKHUCIeHHbIE KO(QEepMEHTHl BO3BpAIAOTCS B PEAKIUU OOMMX TMyTeil
katabonu3ma. PereHepanusi kopepMeHTOB - 3TO 00si3aTejibHOE YCJIOBHE ISl NMPOTEeKAHHS
peakuuu aeruapupoBanus. Takum oOpa3zom, oOmMi MyTh KaTabonm3Ma W AbIXaTelbHas IeMb
HEMPEPBIBHO CBSA3aHBI MEXy COO0H U OTAETBHO (PYHKIMOHUPOBATH HE MOTYT.

JHepreTHKa HUTPATHOIO IUKJIA U 00IIUX NMyTel KaTadoau3ma

3a oauH 000pOT HUTpaTHOrO HUKiIa cuHTesupyercs 12 mogexya ATP. JleBate u3 HuUX
00pa3yloTCsl 32 CUET SHEPrHH TPAHCIOPTa B JBIXATEIbHOW IIEMM TPEeX IMap BOAOPOAa OT Tpex
monekyn NADH + H*. JIse monekynsl ATP cunTesupyrorcs npu okuciennu 1 Monekyms FADH,,
TaK Kak B JbIXaTEIbHOM LIEMH B JIAHHOM CJIy4ae JCHCTBYIOT TOJBKO JBa IYHKTA COINPSDKEHUS C
okucauTenbHbIM pochopunupoBanueM ADP. Kpome Toro, B IUTpaTHOM LHMKJIE MPOUCXOIUT OJIHA
peakuusi cyocrpatHoro (ochopunupoBanus, naromas 1| mome GTP (ATP). B obmux myrtsx
katabonuama cuHTesupyercs 15 wmonekyn ATP. Tpu w©3 HUX TP OKUCIUTEIBHOM
NeKapOOKCHIMPOBAHNY NMUPYBaTa U 12 - B IUTPATHOM LIUKJIE.
Peryasinusi 001uux mytei katadomsma

['maBHBIM (aKTOPOM, PETYIUPYIOIIUM CKOPOCTh AbIXaHMs U (POChHOpUIPOBAHUS, SIBIISTFOTCS

JHepreTuyecKue NnorpedHocTH opranm3ma. OCHOBHasg Macca BOCCTAHOBJICHHBIX HKBHBAJIEHTOB
IUISL TBIXATEeIBbHOM LEeNH MOCTynaeT u3 o0mmx myTeil karabosnmsma. CrenoBaTeiabHO, peryiasiius
o0mmx nyredl KaTradoJM3Ma M IbIXaTeJbHOH Lenu TeCHO cBsi3aHa. Bce KoHTpoaupyromue
MEXaHU3MBbl OCYIIECTBIISIIOTCSA Ha YpOBHE (PEPMEHTOB M MHOTHE U3 HHX C TOMOIIBIO
annoctepruueckux 3P¢exkTopoB. [l OLEHKH IHEPreTUYECKOTO COCTOSHUS KIETKU HCHOIb3YIOT
BEJIMYMHY JHEPreTH4YecKoro 3apsiia, OTPaKaOLIEro COOTHOIIEHHE KOHIeHTpauuun ATP x
npoaykram ee pacnaaa - ADP u AMP. Ilpu yBenuueHHu >HEPreTHUYECKOTO 3apsja B KIEeTKe (B
COCTOSTHMH TOKOSI) CKOPOCTh peakluii o0muX myTel kaTaboln3Ma CHIXKAETCS, a IPH YMEHbIICHUN
SHEPTeTUYECKOro 3apsifa - yBeJuuuBaercs. JTo gocturaercs tem, 4To ATP pgelicTByer kak

ajuiocrepuyeckuii. mHruouTop, a ADP m AMP - kak ajsocrepuyeckue aKTHBATOPbI
MHPYBAT
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g == ate
il i ST TN MADH
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i -, Aemd
M &NET nap' oKcanoaleTar AucTBACOA |\ ar
, \‘;"“l—} 3 T T . 2 “.. LMC-aKoHUTaT
i ! 3
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TE 3 g Wy
ADP
symspar AMP  M3ouMTpaT ‘
. o NAD o
ME‘HJ . ‘«'—_‘-?}-L..‘- 4
e, L
FAD . - AL
e I
e e &
cykuMHaT o CF' eyrummma-KoA Nap L-KeTOray :apnh )
55 GDP HS.Caf = ATP
HEKOTOPbIX (l)epMeHTOB: i NADHH MADH

Peakmun OUTPATHOTO LIUKJIA U PEryJIsIIUA O6I_I_ICFO nyTn KaTaboIM3Ma

Jlpyroii MexaHM3M PpErylslMM CBS3aH C HEOOXOAMMOCTbIO pereHepamud NAD® B
apixarenbHoi nenu. [lpn ymenpmenun pacxoga ATP B KileTke CKOPOCTh JIBIXaHHUSI MUTOXOHAPUN
CHIKAaeTcs (IbIXaTeNbHbI KOHTPOJb), YMEHbIIAeTCs Takke CKOpocTh okucieHuss NADH B
JBIXaTeIbHOM 1enu u yBenudyuBaetTcs: koHueHtpanus NADH. B atom cnyuae NADH unru6upyer
HEKOTOpble (epMeHThl 00X myTell KaTaboau3Ma, YTO MPHUBOAMT K 3aMEUICHHIO pPeakUui
Kataboiu3Ma W, CJIEJOBATENbHO, 3aMeIJICHHI0 HapaOOTKH BOCCTAHOBIIEHHBIX KO(EPMEHTOB U
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yMmeHnbiienuio cunte3a ATP. [lpu yBenuueHHMHM »HEpPreTHUEcKUX MNOTpPeOHOCTeH opraHuzMa
IIPOUCXOIUT Bce HAo0OpOT. Psin mpoMexyTOUHBIX NPOAYKTOB ILMTPATHOTO LUKJIA CIIy’KaT
MPEIIECTBeHHUKAMU JUII CHHTE3a HEOOXOJUMBIX OpraHu3My BemiecTB. Tak cykuuHuia-CoA
UCIIOJIb3YETCS Ul CUHTE3a reMa, OKcajloaleTar ¥ [] -KeToriyrapar - Ul CUHTE3a aclaparnHOBOU
U TIIYyTaMUHOBOH KHCHOT. O4YeBUAHO, YTO BBIBEJIECHHE XOTS ObI OJHOTO METadOIHMTa HapyIlaeT
pa0oTy LMKIA, TaKk Kak yMEHBIIAeT pereHepanuio okcanoarerata. Jlins KoMmeHcauuu
KOHIICHTPALUU META0OJUTOB LKA B MUTOXOHAPHUSAX MPOUCXOANUT PEaKIHsi KapOOKCHIMPOBAHHUS
nupyBara ¢ o0pa3oBaHHEM OKcaioalerata. TakuMm o0pa3oM, MHPYBAT BKJIHOYAETCS B LIUTPATHBIN
UK ABYMS TYTSMHU: OKHCIUTEIbHOE JIeKapOOKCHIMpOBaHHE ¢ oOpa3zoBanueM aneTui-CoA,
KapOOKCHWJIMpOBaHHE C 00pa3oBaHMEM oOKcanoalerata. llocieaHio peakluio KaTaau3hupyer
nupyBaTkapOOKcUiIas3a, KOPepMEHTOM SIBIISICTCS OMOTHH:

CH;- C-COOH + CO;+ ATP =» COOH-CH,-C-COOH + ADP + H;PO,

| |
O O
nHpYEaT oKcaoamerar

I'mno3neprernyeckue cOCTOAHUSA
HauGonee duacToif NPUYMHOM  TUIOSHEPreTUYECKMX  COCTOSIHUH  SBISIETCS  TMIIOKCHSA,
BO3HHUKHOBEHHE KOTOPOW B CBOIO OUYEPE]Ib CBA3AHO C HAPYLIECHUEM:
e TMOCTYIUICHHSI KHMCJOPOJAAa B KpPOBb, YTO HalOmojaercs npu HexoctatoyHocTw Oz BO
BJIBIXa€MOM BO3]lyX€ WJINA HapYIIEHUH JETOYHON BEHTUIISALIUY;
e TPAHCNOPTA KHCJIOPOJAa B TKAHW IIPU HApYIIEHUU KPOBOOOPAIIEHUS WIM CHI)KEHUH
TPAHCHOPTHOH (PYHKIIH reMOTIO0NHA;
e (yHKUHMIT MUTOXOAPHIi, BBI3BAHHOE JCHCTBUEM 5]10B, Pa300IUTENEH.
Kpome TOro, npuynMHON runo3HEPTETUYECKUX COCTOSIHUM MOTYT ObITh TMIIOBUTAMUHO3BI, TaK
KaK B peakuusax oOummx myreil kaTaboiau3Ma M JAbIXaTeNbHOM LENU Y4acTBYIOT KO(EpPMEHTHI,
cojepkaniie BUTaMuHBL. Tak, BuTamuH Bji Bxoaut B coctaB tmamuuaupocdara, B, sBisercs
coctaBHo# 4Jactbio FMN u FAD, Butamun PP B Buae HUKOTMHaAMKAA BXOJIHT B COCTaB NAD" u
NADP®, manToTeHOBas KMCIOTa - B COCTaB KodepMeHTa A, OHOTHH TaKKe BBINOTHSAET
KopepMeHTHYI0 QpyHKIUIO akTuBamu CO;.
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TEMA: IIEPEBAPUBAHUE, BCACBIBAHUE YIJIEBOJOB. METABOJIN3M
I''IMKOI'EHA

[TuTaTenbHbIe BElIECTBA MOCTYNAIOT B BUJIE YTIIEBOIOB, KUPOB U OEIKOB, B COOTHOILIECHUSIX
IIMPOKO BapbHUPYIOIIUX B Pa3HBIX TPYIIax HACEICHUs. AJIKOTONIb TaKKE MOXKET CIIYKHUTh
HMCTOYHUKOM DHEPIHH.

MHorue TkaHu 00JIaJaroT cCeupuIeckor MOTPeOHOCTRIO B TIIFOK03€, KOTOpasi, OJTHAKO, HE
00s3aTeNTbHO JIOJKHA TOCTYIATh C MHILNEH, MOCKOJbKY B HEe JIETKO IPEBpaIlalOTCs JIpyrue
MUIIEBBIC YTIIEBOABI TUOO B TpOIECCe MepeBapuBaHus (HampuMep, Kpaxmani), JTu0O IMO3IHEeE B
nevyeHu (Hampumep, Gpykrosa, rajakros3a). [ noko3a oOpa3yercs U U3 TIUIEPOIOBOTO KOMIOHEHTA
KHUPOB U U3 TNIFOKOTEHHBIX aMHUHOKHCIIOT B XOJI€ TJIFOKOHEOTeHe3a. Y CTAHOBIICHO, YTO MUHUMATHHO
JTHEBHOE TOTpEOJICHHE YTriaeBOAOB MOJDKHO cocTaBiaTh 50-100 rp. Takas mosa mpemoTBpariact
KETO3 U IOTEPIO MBIIIEYHOTO OeKa y YeI0OBeKa.

HekoTopsie yriieBoipl BXOJAT B COCTaB CJIOKHBIX JIMIIUJOB U 00pa3yloT BMecTe ¢ OelikaMu
TJIMKOMIPOTEUHBI W TpoTeoriukanpl. C HapylmieHHEeM OOMEHa VIJIEBOJOB TECHO CBS3aH Pl
3a00JieBaHUN — caxapHbId Aua0eT, rajiakTo3eMHusi, HapyIIeHHs B CHUCTEME 3alacaHusl TJIUKOIeHa,
HETOJIEPAHTHOCTH K MOJIOKY.

MuHnumanbHble TOTPEOHOCTH B TUIIOKO3€ HUMEIOT BCE€ TKAaHHW, HO Yy HEKOTOPBIX U3 HHUX
(HampuMmep, TKaHEW MO3ra, SPUTPOIMTOB) ITH MOTPEOHOCTH BEChMa 3HAYMTENBHBI. [ JIMKOIW3 —
TJIaBHBIN NyTh YTHJIM3AlUU TJIIOKO3bI; OH MPOTEKaeT BO BCEX KIETKaX. DTO YHHKAIbHBIA MYTh,
IIOCKOJIBKY OH MOYKET MCIOJIb30BaTh KUCIOPOJ, €CIIM MOCIEIHUI AOCTYyIEH (a3pOOHbIE YCIOBHUS),
HO MOXET MMPOTEKaTh U B OTCYTCTBHH KHCIIOpOoa (aHa3pOOHBIE YCIOBUS).

B xXuMu4eckoM IIIaHE YrIeBOJIBI MOXHO ONPEICIIUTh KaK MPOW3BOJIHBIC IMOJTHATOMHBIX
CIUPTOB, MPU TUIPOIU3E KOTOPHIX 00PA3YIOTCS 3TH MIPOU3BOJIHBIE:

1. MoHocaxapuapl — YTIJICBOJbI, KOTOPhIE HE MOTYT OBITh THIPOJIU30BaHBI 10 Oojee
MPOCTHIX HOPM.

2. lucaxapuabl — Ipy THAPOIU3E JAIOT JIBE MOJIEKYJIbl MOHOCAXapHuaa.

3. Onurocaxapuabl IPH TUIPOIIU3E AT 3-6 MOHOCAXapUIOB.

4. [Monucaxapuapl JAOT MPU TUAPOIN3e Oosee 6 MOIEKyT MOHOCaXapHI0B.

B  poroBoil monoctu moj AEHCTBUEM AaMUia3bl CIIOHBI OCYILECTBISAECTCS THUAPOJIN3
Kpaxmalia ¥ TJIMKOTeHa JI0 JAEKCTPUHOB M MalbTO3bI: ATOT MPOILIECC HE UTPaeT BaXXHOW pPOIU B
OpraHu3Me M3-3a KPAaTKOBPEMEHHOCTH JACHCTBHS (pepMeHTa HA TTUTITY.

Kpaxmanpacuiennstomnas akTUBHOCTh CEKpeTa MOJKEIYJA0YHON Kele3bl 00yCIOBIeHa
MaHKpeaTHuecKoi a — aMmuiiazoi. OHa CXOJ/IHA MO JACHCTBUIO C aMIUIa30M  CIIOHBI W THAPOJIM3YET
Kpaxmall ¥ TJHKOTeH ¢ 00pa3oBaHHWEM MalbTO3bl, MATBTOTPUO3BI [TPU O — TIIOKO3HBIX
ocTaTka, cBsi3aHHble o (1—4) cBs3sAMuU]|, HEpa3BETBICHHBIX OJMIOCAXapHUJIOB M HEKOTOPOTO
KOJMYECTBA TTIOKO3bI.

Kumreunslii cok cexkpetupyeMblil skene3amu bpyHHepa u JIubGepkioHa, Takke COAECPKHUT
MUIIeBapUTeNbHbIE (EPMEHTHI, B YHCIO KOTOPBIX BXOJAT: CHENH(pHUUCECKHE Aucaxapuuaza u
oJIMTocaxapujasa, Takxke, Kak o — IJII0Ko3uaa3a (MajabTasza), u3omMaiibrasa (o — JIeKCTpuHasa, f —
rajakTo3uja3a) Jiaktasa, caxapasa u Tperajasa.

OxoHYATEIBHBIA  PE3yIbTaT JCHCTBUS ONMUCAHHBIX IHINEBAPUTEIBHBIX  (PEPMEHTOB
3aKJIF0YAeTCsl B PEAYIUPOBAHUU KOMIIOHEHTOB MUINU 0 (OpPM, KOTOPHIE MOTYT BCACHIBATHCS U
YCBaWBAThCS. DTHMH KOHEUHBIMH TPOJYKTAMH TIEPEBAPUBAHUS SBIISIOTCS MOHOCaXapuibl (B
OCHOBHOM TJTFOK032).

[TpoayKTHI IEpeBapUBaHUS YTICBOIOB BCACKIBAIOTCS M3 TOIICH KHUITKHA B KPOBH TTOPTAITBHOMN
BEHO3HOH CHCTEMBI C MOMOIIBIO JIBYX MEXaHHU3MOB: aKTHBHOTO TPAHCIIOPTa MPOTUB TPATUCHTHI
KOHLEHTpAalUu U pocToil tuddy3uent.

Opnako BcachklBaHUE HEKOTOPBIX CaxapoB HENb3s YE€TKO MPHUMHCATh JEHCTBUIO OJHOTO U3
Hux. @pyKTO3a BCACHIBAETCS MEIJICHHEE, YeM TJII0KO03a U TrajlakTo3a JTOT MPOLECC, MO-BUAUMOMY
mporekaer mnyreM auddy3un 1o rpaaueHTe KoHIeHTparuu. CyIecTBYIOT MEePEeHOCYUKH,
CIIOCOOHBIE CBS3BIBATH PA3IMYHBIMA CBOMMH YyYacTKaMH TJIOKO3y M Na v IepeHOCHTh UX depes
MeMOpaHy.
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METABOJIU3M I'NIMUKOT'EHA

'nukoreH — rnaBHas (opma 3amacaHusi yIJIEBOJOB Y XHBOTHBIX. [ JIMKOTEH 3amacaercs
IJIaBHBIM 00pa3oM B medyeHu (10 6% Macchl Me4eHH) M B MBIIINAX, IJI€ €r0 COJepKaHUe PEaKo
npessiaet 1%.

DyHKIMS MBIIMICYHOIO TJIMKOT€HA COCTOMT B TOM, YTO OH SIBJISCTCS JIETKOJIOCTYITHBIM
MCTOYHMKOM T'€KCO3HBIX CIMHUI], UCIOJIb3YEMbIX B XOJ€ TNIMKOJIM3a B caMoil Mblmie. [ mKoren
MEYCHU HCIIONB3YeTCsl TNIABHBIM O0Opaselr] Uil MOoJjepKaHus (H3MOJOTMYECKUX KOHICHTpALUil
TJIIOKO3bl B KPOBH, MPEXKIEC BCEro B MPOMEXKYTKax Mexay npuémamu mumm. CojepikaHue
MBIILICYHOTO TJIMKOT€Ha 3aMETHO CHHIXKACTCSI TOJBKO I10CIE MPOJOJDKUTEIBHOW M HANPSHKEHHOM
¢uznveckoii paboThI.

CxeMa IJIMKOreHe3a M INIMKOTeHOJIH3a B eYeHH
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I'makoreneno3u.  Cragueil  JIUTHPYIOIIEH — TJIMKOTEHOJIM3a  SIBISETCS  PEakIus,
Karanusupyemas hocpopunazoii:

(C) +Pi — (C) + rroko3a-1 dpocdar
[JIMKOT€H  TJIMKOTe€H

®epmeHT crienuuuHo KaTanusupyer dochopunutuueckoe paciieruieHne (hochoponaus)
(1—>4)-cBs3eil THMKOreHa, MPOAYKTOM sIBIseTCs TMI0K030-1 docdar. OcTaTku TIIOKO3BI
OTIICTUISFOTCS OT JIAJTbHUX KOHIIOB MOJICKYJIBI TJIMKOT€HA JIO TEX TOp, MMOKA Ha BETBSIX, HIIYIIUX OT
TOYKHU BETBIICHUS [ 1 —6]-CBSI3M HE OCTAHETCSl MPUMEPHO 10 4 OCTaTKa IIFOKO3bI.

['maBHBIE ~ PepMEHTHI, KOHTPOIUPYIOIIHNE META00IM3M TIMKOreHa rIIMKoreHpochopuiaza
Y TJIMKOTEHCHHTETa3a — PEryIUPYIOTCS CIOKHOM CyMMOU peakiuii, B KOTOPBIX HCHOIB3YIOTCS
KaK aJUIOCTEPHYECKAE MEXAaHM3M TaK U KOBAJICHTHAas Moaudukarys mytemM GochoprinpoBaHus U
nedochopunrpoBanus GpepmeHTa.
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BOJIE3HHU CBA3AHHBIE C HAKOIIVIEHUEM I''@IMKOI'EHA «I'JIMKOI'EHO3bI»

TepMUH «TTTUKOTEHO3» SIBISETCS OOMUM JUIsl TPYIIBI HACJIEICTBEHHBIX 3a00JeBaHUI
XapaKTePU3YIOMIUXCS OTIOKEHHEM B TKaHAX JHO0 HE HOPMAIbHBIX OONBIIMX KOJIMYECTB
IJIMKOTeHa JIM00 He OOLIYHBIX €TI0 BUIOB.

boJesHb I'mpke, KJIETKHM IIEYEHU U U3BUTHIX ITOYEYHBIX KAIIAJIbIIEB 3alI0IHEHA TVIMKOT€HOM
OJTHAKO ATH 3amachl OKa3bIBAIOTCS HE JOCTYIMHBIMA 00 3TOM CBHUJCTEIIBCTBYET THUIOTIMKEMHUS a
TaKk)Xe OTCYTCTBHS TOBBIIICHHS YPOBHSI TJIFOKO3HI B KPOBH B OTBET Ha aJpeHAIMH W IIIIOKaroH. B
IIeYeHN B IMOYKaX M TKAHAX KHUIIEYHHKA aKTHMBHOCTEL IIIOKO3a-6-(acdarosa mmbo KpaliHe HM3Ka
1100 BOOOIIIE OTCYTCTBYET.

Boje3nb _IlomMna BenerT K (aTaJbHBIM IOCIEICTBUSAM M XapaKTEPU3YETCS OTCYTCTBHEM
mu3zocoManbHO o-(1—4) u(1—6) rnmko3unaspl, (GyHKIHEH KOTOpPOW SBIsSETCS Aerpaianus
TJIMKOTeHA, TTPEIOTBPAIIAIOIIAsl €r0 HAKOIUICHHE B JTM30COMAaX.

Boje3nb @®opdca wiam_0o0je3ub Kopu xapakTepusyeTcsi OTCYTCTBHUEM JI€BETBAIIETO
dbepMeHTa; B pe3yiabTaTe HAKAIUIUBACTCS  XapaKTePHBI  PA3BETBICHHBIA  ITOJIHCAXAPH/T
«OCTATOYHBIN JIEKCTPUHY.

Cungpom  Mak-Apaiasi. Y OOJBHBIX HAOMIOHAETCS MOHMIKEHHAST BBIHOCIMBOCTL K
(U3MYECKUM HArpy3KaM XOTS B UX CKEJIETHBIX MBIIIIIAX UMEETCS aHOMAIIbHO BBICOKOE COJIEpKAHUE
mKoTeHa «2,5-4,1%», B KpoBHM TOCII€ BBIOTHEHUST (Pr3WUecKoi pabOThI IOYTH WM BOOOIIE HE
OoOHapyKUBaeTCsI TAKTaT.

KaTa00am3m rioKko3.l.

B xmerkax denmoBeka TiIOKO3a pacHICTUISIETCS MO TpeM MyTsAM: a’dpoOHoe (C yJacTHeM
KHCIIOpO/Ia) paclIeIIeHue TIIOKO3bI, aHa’dpoOHoe (0e3 ydacTus KHCIopoja) paclleIuieHne
INIIOKO3bl M TeHTo3o(docdaTHelii myTh. [Ipm 3TOM THIOKO3a B KJIETKaXx B pe3ylbTare
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B3aumozeiicteust AT® ¢dochopunmpyercst ¢ oOpa3oBaHueM TI0K030-6-pocdara. DTy peakuuio
KaTamu3upyeT (EepMEeHT TeKCOKrHa3a. [Joko3a cmocoOHa MPOXOMUTh dYepe3 KIETOYHBIE
MeMOpaHbl, B TO BpeMs Kak JUIs III0K030-6-pochaTameMOpanbl HepoHUIaeMbl. Takum o6pa3om, B
pesynbTrare GocHOpUINPOBAHUS TIFOKO03a «3aMUPACTCS» B KIICTKH.

AHa’po0HoOe paciuenjieHue rJioKo3bl.

JlecaTh LIUTO30JBHBIX (DEPMEHTOB, MPEBPAINAIOUINX TJIIOKO3y B MUPYBAaT, COBMECTHO C
JAKTaTACTUAPOTCHA30M, KaTaIM3UPYIOIIel o0paTuMoe NMpeBpalieHle MTUPOBUHOTPATHON KHUCIOTHI
B MOJIOYHYIO, CIOCOOHBI obOecreunTh cuHTe3 AT® B OTCYTCTBHM KHCIOpOJa B aHa’pOOHBIX
YCIIOBUSIX.

OTO TO3BOJSIET MOAJCPKUBATH MHTCHCUBHYIO DPAa0OTy CKEJIETHOW MBIIIIBI B YCIOBUSX
HeIoCTaTOuHON 3(h(HEKTUBHOCTH a3pOOHOTO OKUCICHHUS; TKAHU C MOBBIIIEHHON TIIMKOJIUTHYECKON
AKTUBHOCTBIO CIIOCOOHBI COXPAHATh AKTHBHOCTH B TIEPHO]] KUCIOPOTHOTO TOJIOIAHUS.

CyMMmapHOe ypaBHEHHE TIIMKOJIN3a, 3aBEPIIAIOIErocst 00pa3oBaHMEM JIAKTaTa, CIeTyIoIIee:

I'moko3a+2AJI®P+2Pu—2L -Jlakrart2AT®+2HO
Bce ¢epMeHThl TIIMKOIUTUYECKOTO IMYTH BO BHEMHUTOXOHIPHUATBHOW PpPACTBOPUMOM
KJIETOYHOH (pakiuu. OHM KaTAIM3UPYIOT PEeaKlUU MPEeBPALICHHs TIIIOKO3bI B MUPYBAT W JIAKTAT,

KOTOPBIC ITPOTCKAKOT B cneny}omeﬁ oCJIICA0OBATCIIbHOCTH.

I'nukoJM3 ¥ OKUCJIeHne nmuapyBara.
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HOCKOJILKy Ha KaXXKAYHO MOJICKYJY T'JIFOKO3BbI, y‘IaCTBYIOH_Ieﬁ B I''TMKOJIN3C, 06pa3y10Tc;1 JABEC
MOJICKYJIBI TPUO3bI, TO B CTAAUAX!

1. 1,3 ouogpocghocnuuepam+A/71®@— 3-gpocpoznuyepam+ATD
Alld
2. @ocehoenonnupysam—nupysam+ATO

Oo6pa3zyetcs o aBe MoieKyasl ATO.
XoTsi Oonplias YacTb TIUKOJIUTUYECKUX peakUuil oOparuma, TpU U3 HUX HOCAT
BBIPQ)KEHHBIMAK30pPraHUYECKH ~ XapakTep M IOITOMY  MOTLYT  paccMaTpHUBaThCs — Kak
¢busznonoruyecku  HeoOpaTumble. ITO  peakluH, KaTalu3upyemble TIeKCOKHHa3ouh (1
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TIIIOKOKUHA30# ), HochOoPpyKTOKMHA30H U MTUPYBATKUHA30M; OHH CITY>KAT INIABHBIMU yYaCTHUKAMH,
Ha KOTOPBIX MPOUCXOJUT PETYJISALMS TIINKOIN3A.

B 3aBHCUMOCTM OT OKHUCIMTEIBbHO-BOCTAHOBUTEIBHOIO COCTOSIHHS TKaHU JAJIbHEHIIUN
MpoIecC MOXKET HUATH 10 OJHOMY U3 JByX nyred. B ana’poOHBIX ycnmoBusx HAJIH
BOCCTaHABJIMBACT MHUPYBAT B JIAKTAaT, 3TY PEAKIMIO KAaTAJM3UYpPyeT JIAKTaTAETUIpOreHasza. ITo
o0ecrnieunBaeT BOZMOXKHOCTh MPOTEKAHUS TJIMKOJIM3a B OTCYTCTBUU KUCIOPOJA. .

A3po0OHOe pacuiensieHue IJII0K03bI U ee (PU3u0JI0rHdecKoe 3HaUeHue.
[Ipu a’poOHOM pACIICTUIEHUH TIIIOKO3bI KOHEYHBIM MPOAYKTOM peakiuu ssisitorcss CO2,
H20 u sHeprus. 310 OCHOBHOM MYTh PACHICIIICHHS TJIFOKO3bI M OH MPOTEKAET B TPU CTA/IUM:
l. I'mukonuTHYecKas CTaans OKHCICHHS TJIIOKO3bI 3aBepiiaeTcs 00pa3oBaHUEM MTUPYBaTa.
Il. OxkuciuTensbHOE IeKapOOKCHIIMPOBaHUE TUpyBaTa ¢ oOpa3zoBanueM AneTuii-KoA.
1. ukn Kpebca n MUTOXOHpUANIbHAS IIETIb IEPEeHOCa SJIEKTPOHOB.
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Oxuciienne nupysara B anetuia-KoA.

OkucnuTenbHOe JeKapOOKCUIMPOBAaHNE MUpyBaTa U oOpa3zoBanue areTms KoA mporekaet
BHYTPH MHUTOXOHJPUN NpU y4aCTUU PA3IUYHBIX (EPMEHTOB, PAOOTAIOMIMX B OIpPENEIEHHOM
MOCTIEIOBACTEILHOCTH M OOBEAMHEHHBIX B MYJbTH(QEPMEHTHBIH MUPYBATACTUAPOTECHAZHBIN
KOMILJIEKC.

[TupyBar B mpucyrctBuu Tuamuuaudocdara (TIID) nexapOokcunupyercs, mMpu  3ITOM
MPOUCXOJUT TEPEeHOC THJIPOKCUATUIBHOM TPYIIbl HAa THO30JBHOE KOJIBLIO CBSI3aHHOTO C
dbepmenTom TnamuHIUpochaTa; q07I€€ 3Ta THAPOKCUITHIFHOE MMPOU3BOAHOE BCTYIACT B PEAKIIHIO
C OKHUCIEHHBIM JIMIIOAMMJIOM C OOpa3oBaHMEM C aleTWuIMIoaMuaa. B  mpucyrctBun
IUTUAPOIUIIONIITPaHChEepasbl aleTHILTUIIOAMHT pearupyer ¢ kodepMeHToM A, o0pa3ys aneTHi
KoA 1 BocCTaHOBJIEHHBIN JIMIIOAMU. 3aBEpIIACTCS UK PEOKUCICHUEM JIMIIOAMU/IAa B PEAKLIUH C
¢aBonpoTeMHOM B TMPHCYTCTBUU  JITHIPOJMIIOWIACTHIPOTeHa3bl.  BoccTaHOBIEHHBIH
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¢dnaBonporenH oxucisiercs HAJI, koTopblii B CBOIO ouepelnb IpeaaeT BOCCTAHOBUTEIBHBIE
SKBUBAJICHTHI HA JIBIXATEJIbHYIO LEIb.

B nwupyBarmeruaporeHazHbli  KOMIUIEKC ~ BXOJUT  HpUMEpPHO 29  MoJieKyl
MAPYBATACTUPOTE€HA3bl, OKOJIO & MOJIEKYJ JUTHAPOIUIOWIAEIHAPOreHassl U 1  Mojekynia
TpaHCaLETUIa3bl.

Huka sumonHoi kucaorbl. Katadoansm anerna KoA.

[Mukn numoHHOW KHMCIOTHI (mukin Kpebca) mpeacraBisier coOOW CEpHI0  PEaKIui,
MPOTEKAMIINX B MUTAXOHJAPHUSIX, B XOJI€ KOTOPBIX OCYIIECTBISETCS KaTaOOJIW3M alleTHIIbHBIX
Ipynn ¥ BBICBOOOXKICHHE BOJOPOJHBIX 3KBHUBAJICHTOB; MPH OKHCIEHUU MOCIEIHUX MOCTABISETCS
CcBOOO/IHAST DHEPIHsl TOIUTUBHBIX PECYpCOB TKaHEH. AIETHIIBHBIE TPYMIBl HAXOMATCS B COCTaBE
anerua KoA.

I'maBHas QyHKIMS HMKIA JTUMOHHON KHCJIOTBI COCTOMUT B TOM, YTO OH SIBJISIETCS OOIIUM
KOHEYHBIM IyT€M OKHCJICHHS YIJIEBOJOB, JUMUAOB, OEJIKOB, MOCKOJIbKY B XO0J€ MeTadoiau3Ma
TJIFOKO3BI, JKUPHBIE KHUCIOTHI M aMUHOKHUCIIOTHI MpeBpamatoTcs audo B ametun KoA, mubo B
MIPOMEXYTOUHbIE COSJUHEHUS pacCMaTPUBAEMOro IUKiIa. LIk TMMOHHON KUCIIOTHI UTPAET TaKKe
BXHYIO POJIb B IpoIIeccax TIIOKOreHe3a, IepeaMUHUPOBAHUS, €3aMUHUPOBAHUS | JIUIIOTCHE3A.
XOTsl psAno 3TUX TMPOILIECCOB MPOTEKAET BO MHOTUX TKaHAX, ME€YEHb — €AMHCTBEHHBIM OpraH, B
KOTOPOM HJIYT BCE MEPEUYUCIICHHBIC MPOIecChl. [10ATOMY MOBpEk)ACHHE OONBIIOTO YUCIIA KIETOK
MEYCHU WM 3aMEeIllEHUE UX COCIMHUTENbHON TKaHbIO, KaK 3TO UMEET MECTO MPU OCTPOM TemaTuTe
WJIM [IUPPO3€, BHI3BIBACT CEPHE3HBIC TTOCIICICTBHS.

UK JUMOHHOM KHCJI0THI: KaTa00113M aneTwi-CoA.
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I'JTIOKOHEOT'EHE3 U TIEHTO30®OC®ATHBIN ITYTh.

I'mokoHeoreHe3 BKIIOYAeT BCEe MEXaHU3MBI U ImyTH, O6CCHCHI/IBEIIOH_[I/IC O6p330BaHI/Ie
TJIFOKO3BI U INIMKOI'€HA U3 HEYTJICBOJHBIX KOMIIOHCHTOB.

I'maBHBIMI Cy6CTpaKTaMI/I TJIFOKOHCOT€HE3a CJIYKAT I''IFOKOTCHHBIC aMWHOKHUCJIOTEI, JIAKTAT,
T EPOJI. I'mukoneorenes MMPOUCXOJUT TJIaBHBIM o6pa30M B TICUCHU M B IIOYKaX, IMOCKOJIBKY

CHNLEHAT O Ha A
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MMEHHO B 3THUX OpraHax HMMEEeTCs MOJHBIH HAa0Op HEOOXOMUMBIH MpPU THKEIOW THIIOTIIMKEMUHU
(hepMeHTOB.

['mroxoHeorene3 obecreunBaeT MOTPEOHOCTH OPraHM3Ma B IUIIOKO3€ B TEX Clydasx, KOTJa
JMeTa COAEPKUT HEIOCTATOUYHOE KOJIMYECTBO YIiieBoAOB. [IoCTOSIHHOE MOCTYyIIEHHE TJIFOKO3bl B
Ka4yecTBE MCTOYHHMKA SHEPTUM 0COOEHHO HEOOXOAUMO JIJIsl HEPBHOW CUCTEMBI U ApUTPOIHUTOB. [Ipn
MNOHMXEHUU KOHLIEHTPALMHU TJIIOKO3bl B KPOBU HIKE OINPENEIEHHOIO0 KPUTHYECKOrO YpPOBHS
Hapymaercs (yHKIMOHMPOBAHUE MO3Ta; MPU TSIKEJIOW TOMIOTIMKEMHH BO3HHKAET KOMAaTO3HOE
COCTOSIHUE M MOXKET HACTYINUTh JIETAJbHBIA UCXOJ. [IoKO03a Takxke HeoOXoAMMa AJIs >KUPOBOIL
TKaHM KaK MCTOYHMK IJIMIEPOJIA, , BXOZSIIETO B COCTaB INIMIIEPUAOB; OHA MIPaeT, BEPOSATHO,
CYIIECTBEHHYIO pOJIb B MOAJAEpX aHUM 3(P(PEKTUBHBIX KOHUEHTpaLMUi HHTEPMEIUATOB LUKIA
JMMOHHOM KHMCJIOTBI BO MHOTHX TKaHsiX. M3 aToro ciemyer, 4To gake B YCIOBHUSX, KOT/Ia OOJIbINas
4acTh NOTPeOHOCTEH OpraHu3Ma B KaJOpHUIX 00eCHeunBaeTcs 3a CUeT JKMpa BCEra COXPaHseTcs
olpejiesnieHHasi NOTPeOHOCTh B TiiroKo3e. Kpome TOoro, riitoko3a CIy>KUT €IWHCTBEHHBIM BUIAOM
TOIUIMBA U1 pabOThl CKEJIETHOM MBINIIBI B  aHadpoOHBIX ycinoBusx. OHa sBIseTcs
MPE/IIECTBEHHUKOM MOJIOYHOTO caxapa (JIaKTO3bI) B MOJIOUHBIX JKeJie3aX U aKTUBHO MOTpeOsieTCs
IUIOIOM B NEPUOA pa3BUTHUA. MexaHM3M IUIFOKOHEOI'€He3a JAaeT BO3MOXKHOCTh YJAlE€HUs U3 KPOBU
MPOAYKTOB TKAaHEBOrO KaTaOonmu3Ma, HampuMep JiakTtaTa, oOOpa3ylomlerocs B MBIIIAX U
SPUTPOLMTAX, TIULEPOIIa HEIPEPHIBHO 00PA3YIOIIErocs B )KUPOBOM TKaHHU.

[Terro3odochaTHbIl MyTh- SBISETCS AITBTEPHATHBHBIM ITyTEM OKHUCICHHUS TIIOKO3bl. OH
BKJIFOYAE€T HECKOJBKO LIMKIOB B pe3ylbTaTe KOTOPBIX M3 3-X MOJIEKYJ IJIIOKO3bI-6-(pocdara
obpasxyercs 3-monekyinbsl CO2 u 3-MOJEKYIIbI IEHTO3.

[Tenro3zodocdaTtHbiil 1muKn He HNpUBOAUT K cuHTEe3y ATd, OH BBINOIHSAET 2 TJaBHbIE
¢bynkuun: 1) ObpazoBanue HAJIPH2 nns BOCCTAaHOBUTENBHBIX CHHTE30B, TaKMX, KaK CHHTE3
KHUPHBIX KUCJIOT U CTEpOMJIOB; 2) obecrieueHue pruO030i CHHTE3a HYKJICOTHUJOB M HYKJIECHMHOBBIX
kucioT. HemocratoyHOCTh psina (QepMEHTOB MEHTO30(OC(hHATHOrO IYTH SBISAETCS NPUIUHON
remosinza 3purpouuToB. Hampumep: ogHa u3 (opM remMoiaMTHYeCKOH aHEeMHMHM OO0YCIIOBJIEHA
HE/I0CTaTOYHOCTBIO TII0K03a-6-(pocdarnernaporeHassl.

@epmeHTHl TEHT030()0C(PAaTHOTO IMYTH JIOKATU30BaHBI BO BHE MHUTOXOHPUATBHOM
IPOCTPAHCTBE KJIETKM — nuro3e. Kak M B INIMKOIM3€, OKHUCIEHHE OCYIIECTBISIETCS IyTEM
JETUIPUPOBAHUS, OJIHAKO, aKIIEMITOPOM BOIOPOJIa B 3TOM citydae ciyxut e HAJ[, a HAJ1®.

[TocnenoBaTenbHOCTh peakiMii MyTH MOKHO pa3JeuTh Ha JIBe (a3bl: OKUCIUTEIbHYIO U HE
OKHCIUTENbHYI0. B peakuusx mepBod ¢a3el TIIIOK030-6-¢uichaT mermmporeHupyercs u
nexkapOokcuiupyercst ¢ obpazoBaHueM puOyno3o-5-pocdara. B xoxe BTopoit ¢assl pudynozo-5-
docdar npeBpariaercs B TIIOK030-6-pocdar B pe3ynabTaTe cepuu peakiuid, B KOTOPBIX TJIABHYIO
poJb UrparoT 2 pepMeHTa: TPaHCKETOoIa3a U TPaHCCaIb/10J1a3a.

OBMEH ®PYKTO3bI U T'AJIAKTO3bI

'mukomu3 — STO HE TONBKO TJIAaBHBIA IyTh MeTabOJM3Ma TIOKO3bI, BEAYIIMH K
oOpa3zoBanuio aneTwiKoA U ero OKHUCIEHUIO B IIUKJIE JUMOHHOM KUCIIOTBHI, HO TaK)Ke U TJaBHBIN
MyTh MeTaboIM3Ma (PPYKTO3BI U TANTAKTO3BI, TIOCTYIAOIINX C THIIEH.

@pykroza B opranusmMe Qocdonupyercs Bo  (Ppykro3o-6-pochar  pepmenToM
rekcoknHa3oil. OgHako cpeAcTBO 3TOro depMeHTa K (GpyKTo3e ropa3io MEHbIIE YeM K TIIFOKO3E,
MIO3TOMY MaJIO BEPOSITHO, YTO 3TOT MYTh SIBJISETCS ITIABHBIM METYM YCBOCHUS (PPYKTO3BI.

B neuenun umeercs npyroil pepMeHT, Ha3bIBaeMbli PPYKTHUHA3Z0M, KOTOPHIN KaTaau3upyeT
nepeHoc ocdara ot ATO Ha PpykTO3y ¢ oOpazoBanreM Pppykro3o-1-pocdaTa. ITOT hepMeHT He
Katanu3upyeT ¢GochopuiarpoBaHre TIIOKO3bI M Ha €ro aKTHBHOCTH (B OTIMYHE OT aKTHBHOCTH
TJIIOKOKWHA3bl) HE BIUSIOT HU IOJI0JaHNUe, HU WHCYJIHH; 3TO MO3BOJISIET MOHATH, I0YeMY Y OOJIBHBIX
IabeToM BBIBEIEHHE (PPYKTO3BI W3 KPOBH MPOUCXOTUT C HOPMAIBbHOW CKOpocThio. [Ipm
OTCYTCTBHUH B N€YE€HU PPYKTOKHHA3BI HAOII0AaeTCs HIMONanTHYeCcKast PpyKTo3ypusi.

®py kTo30-1-pocdar pacmersiercs Ha Jl-raunepanbaerug U auruapokcuamnetondocdar
aJb/10Ja30ii B, koTopast mpuCYTCTBYeT B IMEYEHH U CIIOCOOHA TaKXKe paculerisaTh GpykTo30-1,6-
oucdocdar. OrcyrcTBHE 3TOTO (DEepMEHTa BbI3LIBAET HACJIEICTBEHHYIO HETO0JIEPAHTHOCTH K
dpykro3e. [I-rimuuepansaerun ¢pochopunupyercs ¢ o0pa3oBaHUEM IULEpaibIerua-3-pocdarta.
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JlBa Ttpmo3zadocdara-guruapokcuaneronochar u raunepanpaerua-3-gocdar moryr ganee
IPEeBpaIIaThCs MO0 MINKOIUTUYECKOMY MYTH, JINOO KOHJICHCHPOBATHCS O] JEHCTBHEM albI0ia3 C
MOCJICAYIOIIUM MTPEBPALICHUEM B TIFOKO3Y.

[Tpu renetnyeckn OOYCIOBIEHHBIX HE TOJEPAHTHOCTH K (PYKTO3C WIM HEIOCTATOUHOMN
aKTUBHOCTH (PpykT030-1,6-n1udocdaraspr HabmogaeTcss HHAYHHpYeMask PPyKTO30i TUIIOTIUKEMUS,
BO3HMKAIONIAasi HECMOTPs Ha Halu4yue OOJBIIMX 3aracoB TIJHMKOreHa. BeposrtHo, ¢pykrozo-1-
dochar u ¢pykro3o-1,0-6uchochar wHrHOHPYIOT Qochapmiazy NedeHH U ATICTEPUICCKOMY
MEXaHHU3MY.

VY 4enoBeka B OTIIMYME OT KPbIC 3HAYMTENBbHOE HANW4ue (PPYyKTO3bI, 00Opa3yrolieics npu
pacIieruieHre caxapos3bl, MPEXkIe YeM IOCTYIUTh B CUCTEMY BOPOTHOH BEHBI MPEBPAIIAIOTCS B
TJIFOKO3Y B KJIETKaX CTCHKU KUIICYHHKA. MeTaboau3M (pyKTO3bl B IIEUYCHH 110 TITUKOIUTHUECKOMY
IYTH TMPOMCXOIMUT Topa3fo ObIcTpee, 4eM MeTabOJIM3M TJIOKO3bl. JTO OOBSCHSAETCS TEM, UYTO
bpyKkTO3a MHUHYET CTaJHI0, XapakTepHYH0 MeTabojau3Ma TJFOKO3bI, KaTaJHu3HpYEeMYIO
dochodpykToknHazoi. Ha sToli cragmm ocymiecTBisieTcss METaOOIMYECKU KOHTPOJIb CKOPOCTH
KaTraboyM3Ma TIIIOKO3bl. DTO MO3BOJSET (PPYKTO3€ WHTCHCHH(UIMPOBHIATH B TEYEHH IPOLIECCHI
MeTabosim3Ma BeIylIue K CHHTE3Y JKUPHBIX KHCIIOT, UX 3TEPUPHUKALNIO CEKPEIUIO JTUITONPOTEHHOB
OYEHb HU3KOH IUIOTHOCTH; B PE3YJIbTATE MOKET YBEIMYUTHCS KOHIICHTPALUS TPUALMITIIUIEPOIIOB
B IJIa3Me KPOBH.

CHzOH ®-o

HOCHp _  CHpOH Hz

PeaKkyHa MaNOaKTHEHE ®-ocr

Maxcoxunaza _ H _ Hiomepaia
QH fr" '\ H * » H
AT® H
Af®
dpyxTO3a pyrToso-G-thocdiar Iniokozo-B-tpocdar
ATd Py
®pyxmoso-1,6- [Cnwkoso-6-
@pyxmoxunala af ochamaza gochamaza Py
Age
H cHyo—(F) (F)—o—cH;  cHyo—(F) HOCHy
OH H
H
©pyrroao-1-hocgar DpyrToac-1,6-pocdar MMigrcaa

@pyxmoio-1-9- ¢H3—0—®

anbdonasa ®pykmoio-1,6-dud-

=0 ansdonaia
élvlz—ﬂH
H WoKCHaueToR- "
-.?ﬁo thoctar ,tl: =0
CH—=0H Tpuo3loKUNE2S CH—0H
EHgon 7N > 0@
Mnuuepansaenig, AT® Afld rFIHLI.Epa.I'lb#I'_E'nm-
OBMEH I'AJIAKTO3bI

lNaymakTo3a oOpa3yeTcsi pU TUIPOJU3E B KHUIICYHUKE aUcaxapuja JakTo3a (MOJIOYHOTO
caxapa). B meyenu ona 5erko mpeBpaiiaercs B INr0Ko3y. CocOOHOCTh MEYEHH OCYIIECTBISATEH 3TO
MpEeBpaIICHNE MOXKET OBITh HCIOJb30BaHa B KauecTBE (DYHKIIMOHAIBHOW MpOOBI-TECTAa Ha
TOJIEPAHTHOCTH K TrajakTo3e.

[Iytn mpeBpamieHus TajdakTO3bl B TJIIOKO3y IIOKa3aH Ha pHUCYHKE. [JII0KO3a MOMXKET
MPEeBPAIIAThCsl B TAIAKTO3Y, U MOCIEIHSS HE SBISIETCS HE3aMEHUMBIM KOMITOHEHTOM TTHIIIH.

lamakTo3a HeoOxomuma st OOpa3oBaHUsS HE TOJBKO JIAKTO3bI HO W TIIMKOJMITHIOB
(1epebpu3HIOB), MPOTEOTTUKAHOB U TNIMKOMPOTEHHOB.

Hapymienne merabonm3ma ramakTo3bl HAOMIOJACTCS MPU TaJaKTO3EMHH, KOTOpPas MOXKET
OBITh BBI3BAHA HACIEJACTBEHHBIMH JIe(heKTaMU OJTHOTO U3 TpeX PepMEeHTOB:
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raJIaKTOKHHA3bI: rajakTo30-1-gocat-ypuaunrpancdepassl; Y I®-ranakro3o-4-
AIUMEPA3HI.

[Ipu yBenuueHHM KOHLEHTPAIIMHM TaJaKTO3bl B KPOBU TOBBIMNACTCA €€ KOHIIGHTpaLus B
TKaHsX. B TkaHsfX T7a3a OHa BOCCTAHABIMBACTCS AJbJA030PEAVKTA30i B IaJaKTUTOJ],
HAKOIICHUIO KOTOPOT'O CIIOCOOCTBYET Pa3BUTHIO KATAPAKTHI.

OueHb TsKENble MOCHEACTBHS HaOmonaloTcs npu Aepuuure ypuaunTpanchepasbl: B
MEYEeHU MPOUCXOIUT HAKOIUICHHWE rayakro3o-l-¢hocdara, mpu 3TOM COOTBETCTBEHHO CHMIXKACTCS
KOHIIEHTpalus HeopraHudeckoro ¢ocdara. B pesynbrare BO3HHMKaeT HapyiieHHE (YHKIUU
[IEYEHHU, a 3aTEM PACCTPONCTBO IICUXUKHU.

Ecnim mnpu HacnenctBeHHOM jAeduiuTe rajgaakro3o-l-docdarypuanarpanc-depassbl,
IIPUBOJALIEM K HApYIICHHWIO META0OJM3Ma TajlakTO3bl B IIEUEHU M KPACHBIX KPOBSHBIX TEbLax
3MMMepa3bl MPUCYTCTBYET B JOCTATOYHOM KOJIMYECTBE, TO y OOJBHBIX MOXET MPOUCXOAUTH
obpazoBanue Y [D-ramakTo3sl U3 MIIOKO3bI. DTO OOBSACHSET, TIOYEM JIETH C TaKUM 3a00JIeBaHUEM
MOTYT HOpPMaJbHO pAacTH M Pa3BUBAThCSA MPH HA3HAYCHUHM MJHETHI, U3 KOTOPOW MCKIIIOYEHA
rajakTo3a (AueTa Ha3Ha4YaeTcCs U MPEeJOTBPALCHHS TSHKEIbIX (popm 3aboneBanus).

Ypauun
HO—CH3 Fanakxmoxunasza HO—CH; HO—CH, J
H H H Pubosa
o b 7 Fy-® ¥ -0
OH Ao H H
lanakro3o-1-  Fanmaxmoso-1-¢pocgham-
Manakroaa docdar ypudun mpamﬁbepdgaa YA®-ranakrosa
Snumepasa
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B RS
HO\H H ®ocoanoxo- HONDH -® HO\QH -®-
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nsoko3o-1- rmwoxozo-1-gpocham-
rnioxkoso-6-thocdar ocdar pudun mpaucepepasa YA®-rmokosa
rnwokoso-6-
Qocgpamasza
Pu yT® DDy
HO—CH;
HO\OH 4
H
Mmiokosa

Hymb npespauienun cajilaKmao3nvl 6 2JIIOKO3y U nymb CUHmMe3a JiIaKmo3bol

PEI'YJisIUA YIJIEBOJHOI'O OBMEHA

Perynsanus meTaboauueckux MmyTel, CHaOXaroIuX OpraHu3M «TOIIMBHBIMI MOJIEKYJIaMH,
Heo0xo0/luMa, MOCKOJIbKY OHH JIOJDKHBI MOCTYINAaTh MOCTOSHHO NPHU PA3JIMYHBIX YCJIOBUAX U NpU
BO3HUKHOBEHUHU IATOJIOTMYECKUX COCTOSIHMM, YTO HANpPABICHHO HAa IMOAJEP/KAHUE KAK IPHUHSITO
TOBOPHTB, «OHEPTETUYECKOTO0 TOMEOCTA3a.

DOHepreTuyeckuii romeocrad o00eCHeuyuBaeT SHEPreTUYeckre MOTPEOHOCTH PA3TUYHBIX
TKaHeW, HCHOJb3ysl MPH HEOOXOIWMOCTH albT€pHATHBHBIE BUABI «TOIMBa». OH BKIHOYAET
TPAaHCHOPT Ppa3IUUYHBIX CyOCTpaToB B OpraHu3Me, a TakXKe pealu3allio MEXaHHW3MOB
OCYILIECTBISIONIMX PETYJSAILHUI0 YPOBHA CYOCTpPaTOB B KpPOBH. DTH MEXaHM3MBbI 00€CHEUMBAIOT
HEMPEPHIBHYIO MOCTABKY TKAHSIM IIIFOKO3bI MEXKY MTPHUEMaMHU MU U [IPU TOJI0/IaHuUE.

Perynsamus ckopocTH NMPOTEKAaHUs PEAKLUHU ONPEIEICHHOIO METAIUIMYECKOrO IyTH 4YacTo
OCYHIECTBJISIETCA MYTEM H3MEHEHHUS CKOPOCTH OJHOW WJIM BO3MOXHO JBYX KIIFOYEBBIX pPEAKIUN
KaTaJIN3UPYEMbIX «PeryJsiTOPHbIMH (DepMEHTAMU» HEKOTOpble (U3UKO-XUMHUYECKHE (DaKTOPBI,
KOHTPOJMPYIOIIUE CKOPOCTh (PEepMEHTATHBHOM peaklued, HalpuMep, KOHILIEHTpaluHu cyOcTpara
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UMEIOT TEPBOCTEIIEHHOE 3HAUCHHHM NPU PEeryasiuu oOmieid CKopocTH o0pa3oBaHUE IMPOIYKTa
JAHHOTO TYT MeTaboIM3Ma.

B opranusme CymecTBYIOT MEXaHHM3MbI, C TIOMOIIBIO KOTOPBIX MOXHO H3MEHUTh
aKTUBHOCTh (DEPMEHTOB, €r0 KOJHYECTBO: 1) paBHOBECHBIE W HEPABHOBECHBIC DPEAKIUU; 2)
W3MEHEHHE KOJHMYECTBO (epMeHTa «perymsnus OuocuHTe3a Oenka»; 3) amiocTepuyeckas
perynsius;, 4) dYacTH4YHBIA mpoTeonus; S) docdopunupoBanue nedochopunupoBanue; 6)
perpounrubupoBanue. Perymsanus u aganrtanus (GepMEHTOB, B OCHOBHOM II€YEHHU IpHBEICHA B
TadJmIe.

Pecynayus memabonusma yenesooa
PerynsaropHsbie 1 agantuBHbIe (PEPMEHTHI KPBICHI
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6 b
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CoA, NAD,
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@epMeHThI IVIIOKOHEOr eHe3a
IMupyBaTtkap6oK- I'moxokop-
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wi | ) THKOMIEL, Nucynuu Arnerun-CoA ADP
TJIFOKOTOH,
aJIpeHAIIMH
dochoeHonmupy-BaT- I'mroxoxop-
KapOOKCHKUHA3a THUKOHIBI,
P l i 8 Wncynun I'mokaron
TJIFOKOTOH,
aJpeHaITNH
®pykro30-1,6- I'moxoxop- ®pykTo
ocdaraza THKOUJIBI, I'mroxaron 30-1,6-
pocd l i 8 Wncynun
[JIFOKOTOH, (cAMP) ouodoc
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AMP,
¢bpykTo3
0-2,6-
ouodoc
dat
I'nroxo30-6-¢ocdaraza I'nroxokop-
TUKOUJIBI,
! ) FHOKOT O, Nucynun WNucynun
aJIpeHAINH
®DepmeHTHI NEHT030(0ochaTHOrO MYTH U JUMOTeHe3a
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H
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I'nukonpomeunwvt u npomeoznukanvl

B kierkax v OMOJIOTMYECKUX KHMJKOCTAX OJIMTOcCaxapujbl (caxaposa, JIaKTo3a, MajlbTo3a,
TpPHUTaJIo3a) HAXOIATCSA KaK B CBOOOJHOM BHJE, TaK M B COCTAaBE CMEIIAHHBIX YIJIEBOJI-OEIKOBBIX
KOMILJIEKCOB — TJIMKOIIPOTEMHOB, COEIMHEHHBIX C OEJIKOM KOBAJICHTHBIMHU CBs3AMU. bronoruueckoe
3Ha4eHUE OJINIOCaXapuJoB €Ile IOAPOOHO He H3y4eHO. B03MOXKHO, YTO OIMrocaxapumusl,
BXOJSIIlME B COCTaB IJIMKOIPOTEUJOB KIETOYHON MeMOpaHbl, SBISIOTCS CBOEOOpa3HBIMU
«JI0OKaTOpamu», C MOMOILBIO KOTOPBIX KJIETKU y3HAIOT IpYyr-Apyra.

[Tonmucaxapuapl WIK TJIMKaHBl — BBICOKOMOJIEKYJISIPHBIE COEMHEHHs Cojepikaiiue Oonee
JIECSITU MOHOCAXapUAHBIX 3BEHbEB, COCIUHEHHBIX TJIMKO3UIHBIMHM CBs3sIMU. Yamie Bcero Hx
MOHOMEpOM siBJIsIeTCs J[-TI0K03a, HO MOTYT BCTPEYAThCs TajlakTo3a, MAaHHO3a, GPYKTO3a.

PaznnuaroT romononrcaxapu bl (rOMOIJIMKAaHbl) U T€TepPOIoncaxapubl (reTeporIuKaHbl).
Hanpumep, kpaxman romorosMcaxapuj, COCTOALIMN M3 OCTAaTKOB TIUIIOKO3bl, @ IIaJypOHOBAs
KHCIIOTa — TeTeporoyncaxapu (B Hee BXJIAT Yyepeayromuecs 38eHbs J[-IIIIOKypOHOBOI KHUCIOTHI U
N-aretni-/I-rioKo3aMuHa).

Kucnple rerepomnonucaxapuibl MPEACTAaBIAIOT COOOH CHWJIBHO THMJIpaTUPOBAaHHBIE,
KENernoJA0OHbIe BEIIeCTBA, KOTOpbIE HAaXOJATCSI B CBA3aHHOM C OelKaMH COCTOSHUU —
MPOTEOrIMKAaHA WM TJIIOKO3aMHHIPOTEOINIMKAHbI, IIOCKOJIbKY OCHOBHBIE CBOMCTBA 3THX
MaKpOMOJIEKYJI ONIPEAEIAIOTCSA UX YTIIEBOJHOMN YacThIO.

B 3aBucuMocTH OT CTPYKTYphl L€ KHUCIbIE TeTepOIoNcaxapuipl JIEISITCS Ha CEMb
OCHOBHBIX THUIOB: HIAJYpOHOBas KHCJIOTA, XOHAPOUTUH-4-Cynb(ar, XOHIPOUTHH-G-Cyibdar,
JepMocTaHCynb(hat, UMapyH, renapaHcynbdar u kepaTancyabgar.

HaubGonee BakHble (YHKIMM [OJHCAXapUIOB: SHEpPreTUYecKas, OMOpHas, 3aIlIUTHO-
MeXaHu4YecKas, CBs3yiolas (CTPyKTypHas), THAPOOCMOTHYECKass UM  HOHpEryIupyrolas,
Ko(akTopHasl.

Ha nmnpaktuke remapuH U Cynb(aTUpOBaHHBIE CHHTETHUECKHE  IOJHMCAXAPHJIBI
(remapvHOUABI) IIMPOKO MPUMEHSIOT KaK AaHTUKOATYJISIHTBI M IPOTHBOATEPOCKIEPOTUUYECKHE
(IpepATCTBYIOIIME OTIOKEHHUIO JIMITUIOB B COCY/Iax) Mpernaparsl.
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