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lMpoteonn3 B nocnegHne rogbl SIBASETCA MPEAMETOM
0C060ro BHUMaHUs1 B CBSI3U C pa3BUTUEM MPOTEOMMUKN — Of-
HOro M3 Ba)KHEWNLIMX HarpaBieHuin GUOXUMUKU «[TOCTFEHOM-
HOW 3pbli», MPEYCMaTPUBAaIOLEN OCYLLECTBUTL MHBEHTapHU3a-
Lm0 Bcex 6e/IKOB OpraH1M3Ma Ye/l0BeKa B HOPME U 1oy rnaTo-
JI0run, No3ToOMy 3HaHUe MpoLecCoB, ONpeaensiowmnx cyabby
6esika, HeobXoAUMO /1 COBPEMEHHOIO crienanmcra B 06-
N1acT¥ MeAULIMHCKOM BUoXuMnn. [JaHHas nybvmKaums sBaseT-
cs TpeTben U3 3afyMaHHON cepun 0630p0B, MOCBSALYEHHbIX
pa3n4yHbIM acrexkTam npoTeosm3a, ABe npeabiaylume Kaca-
JIMCb O6LLEN XapaKTEPUCTUKU MPOTED/IN3a, a TaKXKe K1accH-
puKaLmm u MexaHM3MOB EeNCTBHS MPOTENHA3.

erpajianust OeJIKOB SIBJISIETCST OIHOHAIIPABIIEH-
HBIM IIPOIIECCOM, ITOCTABJISIOIINM aMUHOKHC-
JIOTBI [JIA CHHTe3a OejIKa, a TakXKe IJIaBHBIM
MIOCTTPAHCISIIIUOHHBIM MEXaHU3MOM KOHTPOJSI KOH-
LIEHTPAIUI MHOXKECTBA CITeI(UIECKUX PErYISTOPHBIX
6enkoB. TeM caMbIM IIPOTEOJIN3 BOBJIEKAECTCS B Pasind-
HbIe IIPOIeCChl, TaKhe KaK MUTOTHUYECKUI KJIETOYHBII
LUKJ, HeOOXOMUMOe IepeKIoIeH e myTeil oOMeHa Be-
11ecTB, oTBeT Ha noBpexkaenue THK, cHabkenue nura-
TeJIbHBIMHU BEIIECTBAMM M afaIlTAIl[AsI K M3MEHSIOIIIM-
Cs1 YCTIOBHSIM, B TOM 9YHC/IEe K M3MEHEHUSM B ITUTAaHUU,
peMoenupoBaHe TKaHel, pa3BUTHE 3alIUTHBIX peak-
Ui, Cpequ KOTOPBIX CBepThIBaHME KPOBH, HUOPHUHO-
U3 1 MHOTHe npyrue. Kpome Toro, merpamanus 6enKkoB
CIIY’KUAT YOAIEHUIO TMOBPEXIEHHBIX WIM [IeHATypPUPO-
BaHHBIX, a TAK)Ke YY)KEPOIHBIX OEJIKOB U3 KJIETKH.
HecMmoTpst Ha OMTHOTHUITHOCTD U KaXKYITYIOCS IIPO-
CTOTY peakLui, IPOTeOIn3 — IUAPOIUTHIECKOE pac-
ILIerUieHre MeNTUIHBIX CBI3€eil B OeJIKaxX U IeNTUAaX —
[pencTaBisieT co00 OMHY U3 CAMBIX CIOXKHBIX CHCTEM
OpraHM3Ma, BKJIIOYAIOIIYIO GOJIBIIIOE YHCIO Pa3HO0O-
PasHBIX MPOTEONUTUIECKUX (DEPMEHTOB U MHOYKECTBO
(paxTopoB, perynupyomux ux aktuBHOCTh. K ocobeH-

HOCTSIM, 3aTPYIHAIONINM IIOHUMaHUEe POJIX IIPOTEOIH-
THYECKOH Jerpafialiu OelKoB, CIeyeT OTHeCTH He
TOJIbKO OTPOMHOE€ KOJIMYeCTBO DPA3INYHBIX OEIKOB H
HEeNTHIOB (B KJIETKe UX HACYUTBIBACTCS HECSTKH ThI-
CsT49), IOIBEPTAIOIINXCS IIPOTEOIHU3Y, HO U Pa3HYIO CTe-
IIeHb JIeTpajJallui UX MOJIEKYJI. B pesynbTare mocrpanc-
JISIIMOHHOTO IIPOTEO0IN3a MOJIEKYJI O€JIKOB, U3 HUX MO-
TYT TeHepUpPOBaThCs (DparMeHThI Pa3JINIHON BeIUIHU-
HBl 1 oO6Jajafoliue pasIuYHbBIMA OHOJIOTHYeCKUMHU
CBOHICTBaMH. B 3TOW CBA3M Ba)KHO IOAYEPKHYTb, 4TO
MpOTenHa3bl (PYHKIIMOHUPYIOT KaK IJIsT CO3MAHIS OMO-
JIOTMYeCKH aKTUBHBIX MOJIEKYJI O€JIKOB U IIENITHIOB, TaK
U IS UX paspylueHus. BMecre ¢ cuHTe30M OeJKa IIpo-
I[ecC ero fierpajjaliiy sBJSAETCS HEOOXOTUMBIM JUJIS
afanTalliy KJIE€TOK K BHYTPHUKJIETOYHBIM IIPOrpaMMaM
M CUTHAJIaM, a TaK)Ke K IIOCTOSHHO M3MEHSIOLINMCS YC-
noBusIM. Ha OCHOBe H3BeCTHBIX (PYHKIIUII IIPOTEOJIH3
MOJKeT OBITh pasliesieH Ha IBe KaTeTrOpHH:

1) orpaHMYEHHBIN IPOTEOJIH3, IIPU KOTOPOM IIPO-
TEMHA3bl PACHIEIUIAIOT TOJIBKO ONHY WJIM OTPaHUYEH-
HOE 4YHCJIO NENTHIHBIX CBsA3ell B OesIKax-MUIICHSX,
6s1aropapst KOTOPOMY B OCHOBHOM OCYILIECTBIISIETCSL UX
CO3peBaHMe W aKTHBUPOBAHME U3 HEAKTUBHBIX IIPEN-
IIIECTBEHHUKOB;

2) IIOJIHBIY MJIY HEOTPAaHUIEHHBIN IIPOTEOJIUS, IPH
KOTOPOM ITPOTEMHA3BI TIOJIHOCTBIO IETPaTUPYIOT OIKH
U STHUM PETYIUPYIOT KOHIIEHTPAIIMIO UX aKTUBHBIX MO-
JIEKYIL.

JaHHBIN 0630p paccMaTpUBaeT Psf MPOOIIeM MO
HOTO IPOTEOIN3a.

MoneKkynsipHble MEXaHU3Mbl KOHTPONS
M PYHKLMU NONHOIr0O NPOoTeonn3a 6eNKoB
M nenTuaos

ITonubrit IIPOTEOIN3 IMOJIUIIENTUAHOM MOJIEKYJIbI BO3-
MOJKEH JIMIIb C YYaCTUEM MHOXKECTBA IIPOTEOJIUTHIE-
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CKUX (PEepMEHTOB C PA3IUYHOM CHEIU(PUIHOCTHIO 110
OTHOILICHUIO K OIPeIeIeHHBIM IENTUNHBIM CBS3SIM U
TpebyeT HaJIMIUs TOCTATOYHO TOHKUX U HaIe>KHBIX Me-
XaHU3MOB KOHTPOJISI, OIPeeISIOIINX CKOPOCTh TUAPO-
JUTHYIECKOTO pacileIlieHns. Bee 3To obecriednBaeT Ma-
KCUMaJIbHYI0 3(dEKTUBHOCTD U B TOXKE BPEMsI BBICO-
KyI0 U30HPaTeIbHOCTD IPOTEOIIN3A.

[TonHeI NpoOTeONH3 PasHOOOPAa3HBIX OEIKOB U
HENTUIOB MOKET OCYIIECTBIIATHCS KaK BHYTPH KIIETOK,
Tak 1 BHeKIeTouHO. OIHAKO BCe IPOTENHA3BI Ha OIIpe-
IeJICHHBIX CTA[USAX UX CYIIeCTBOBAHHUS SIBJIIOTCS BHY-
TPUKJIETOUHBIMU. Tak,

+ HEKOTOpBIE U3 HUX CUHTE3UPYIOTCS IS SKCIIOP-
THPOBAHMs BO BHEKJICTOUHBIE IIPOCTPAHCTBA (CEKpe-
TOpHBIE MIPOTEHHA3bl) U TaM IMPOSIBISIOT OHOIOTHYe-
CKYIO aKTUBHOCTh KaK OUCKpeTHbIe (OPMBI (TaKUMHU
BHEKJIETOUYHBIMU (bepMEHTAMU SIBJISIIOTCS XOPOIIO H3-
BeCTHBIE IIPOTEMHA3bl ITAaHKPEATHYECKOU >KeJe3bl U
IPOTENHA3bI IUTa3MbI KPOBH);

« OpyTHe, TOXE CEeKpeTOpPHBIC IIPOTEHHA3bl, OCTa-
IOTCSI IVIUTEIbHOE BPeMsI B KJIeTKaX I10CJIe CHHTe3a, OHU
OOBITHO XPAHITCS B TPaHyJIax 0 MX CEKPETUPOBAHUS B
9KCTpaLeJUIIONIIPHOE IIPOCTPAHCTBO (HAIIpUMep, IIPO-
TeMHa3bl TYYHBIX KJIETOK — XUMa3bl U TPUIITA3bI);

+ KpOMe TOTO, eCTh KJIeTOYHbIe IIPOTEHHA3bI, KOTO-
PBIe IPOSBILIIOT CBOE JEMCTBUE KaK HHTErPaIbHbIe KOM-
[IOHEHTHI KJIETKHU, 9TU IPOTEHHA3bl MOTYT AEHCTBOBATH
Ha KJIETOYHbIE U BHEKJIeTOYHbIe ek (Hampumep, 6em-
KU, TIOIAJAIOIINe B KJIETKY ITyTeM 3HIOIUTO3a), HO OCy-~
IIeCTBILIOT IIPOTEOJIN3 TOJIBKO B CBSA3aHHOU C KJIETOU-
HBIMH CTPYKTYPaMU WA UX KOMIIOHeHTaMu dhopme;

* PSR KJIETOYHBIX NPOTeHHA3 (KaKk Hampumep, Iu-
TO30JIbHBIE ¥ MHUTOXOHAPHAJIbHBIC IPOTEHHA3bI) TUM-
POH3YeT UCKIIOYUTENbLHO KIETOYHBIE OeNKi;

+ TaKKe HMMEIOTCS IPOTEMHA3bl, KOTOPBlE MOLYT
y4acTBOBAaTh B IerPaflalliy KaK KICTOYHBIX TaK U BHeE-
KJIeTOYHBIX OeJIKOB (HalpuMmep, TU30COMHBIE IIPOTEH-
Hasbl WIX IPOTEHHA3bl IUIa3MaTUIeCKUX MeMOpaH);

« U, HAKOHeII, KJIETKU COfiep>KaT IIPOTENHAa3bl, T -
pornusyroIie 6eKy, CeKpeTUPyeMble KIETKaMH.

Cnenmyer oOpatuTh 0cob60oe BHHMaHKE Ha TO, 4YTO
MHOTHE CEPUHOBBIC U IIMCTEUHOBbIE UCTUHHO BHYTpH-
KJIETOYHBIC IIPOTEHHA3bI, KOTOPbIE OOBITHO HAXOUSITCS B
IIUTO30JIe WIX B JIN30COMaX U (PYHKIIMOHUPYIOT BHYTPU
KJIeTKH, MOTYT IOSIBJIATHCS BO BHEKJIETOYHOM IIPO-
CTpaHCTBe. DTO MPOUCXOAUT OOBIYHO IIPHU MATOJIOTHYE-
CKHX CHTYallWsIX W COIIPOBOKAAETCS IeCTPYKIHEH 3KCT-
Palle/UIIOJIIPHOTO MAaTPHUKCA, MHOTHMX OEJIKOB ILIA3MBI
KPOBH, COEIMHUTEIbHON TKAHU U IPYTUX OHOJIOTMIeCKU
Ba)XHBIX CTPYKTYp. O6 310 1Mpobiieme moapobHO MO¥-
IeT pedb B HECKOJIBKUX ITOCIENYIONINX 1Ty OINKAIHSX.

Perymsamust akTUBHOCTH IPOTEUHA3 OCYIIECTBIIS-
eTcst MHOruMu myTsimu. K Hanboiiee U3BeCTHBIM MeXa-
HU3MaM KOHTPOJISI aKTHBHOCTY 3TUX (PepMEHTOB OTHO-
CSATCS CIIeN YOI,

« KommaprmenTanusanusd. JlelicTBue NIpOTeHHA3
MOXKeT OBbITh JUMHUTHPOBAHO HX CyOKIETOYHOI JIOKa-
Ju3anuei, 06ecreInBaloIell IPOCTPAHCTBEHHbIE Pa3-
rpaHudeHus cy6cTpaToB ¢ hepMeHTaMu, a TaKkKe CIie-
nuduIeckne yCIoBUs B TOM WM HHOM KOMITAPTMeEHTe.

- CuHTe3 1 flerpaganus nporernHas. CKOPOCTh 3TUX
[IPOLIECCOB MOJKET M3MEHSTHCS B PA3NMIHBIX MeTabo-
JINYECKUX YCIOBUAX. VI3BeCTHBI HACIENCTBCHHBIC U
npuobpereHHble feUIUTHI CHHTe3a IPOTEHHA3 HIN
ux nonuMopbHbBIX popMm.

« UHruObuTopsl U aKTUBATOPBI IPOTEUHA3. DHAO-
TeHHbIe MHTUOUTOPHI ABJISIOTCS OMHIM U3 BKHEHMIIINX
MEeXaHU3MOB, OJIOKAPYIOLINX IeHCTBIE IPOTEHHA3.

« Meta6omutsl. Cpenu Hux Haubomnee 3ddexTus-
HBI MOHBI KaJIbLUsI, SKUPHbIE KUCJIOTHI, HYKJICOTU/BL, H,
ocobeHHo, ATO.

+ UyBCTBHTEIBHOCTD CyOCTpaTa K IpoTeonusy. Je-
rpajanus BHYTPUKIETOYHBIX OEIKOB 10 aMHUHOKHCIOT
1/TUIA MaJIbIX MENITU/IOB B 3HAYUTEIILHON Mepe orpene-
JIIETCSI CTPYKTYPHBIMU XapaKTEPUCTHKAMH MOJIEKYII
6enka-cybcTpaTra, KOTOpBIE MOTYT HU3MEHSATHCS IIO[
OeHACTBUEM OJHIOTEHHBIX U OK30T€HHBIX (DaKTOPOB.
[TpomoIDKUTENIPHOCTD MOJY>KU3HHU PA3INYHBIX OEJIKOB
BappUpYyeT B IIUPOKUX Ipenenax. HemaBHue uccieno-
BaHUsI [TOKA3bIBAIOT, YTO N-KOHIIEBbIe OCTATKH aMIHO-
KHCJIOT ITOJIMIENITUHBIX IeTIell ¥ crierududecKas moc-
JIEIOBATeIbHOCTh aMUHOKHUCIIOT B O€JIKe UIPaloT CyIIie-
CTBEHHYIO POJIb B CTaOMIIBHOCTH OEJIKOB in Vivo.

« «AHOMAJIFHO» CTPYKTYPHUPOBaHHBIE GEIKU IIPO-
TEOJTU3UPYIOTCS € OOJIBIIEN CKOPOCTBIO, UeM «HOP-
MasbHbIe». C BBICOKON CKOPOCTHIO IETPATHPYIOTCS TaK-
ke MopuUIpOBaHHbIe (OKUCICHHBIE UIH U30BITOT-
HO TJINKO3WJINPOBaHHbBIe) OEJIKMU.

« Cy6CcTpaThl M aJUTOCTEPUYECKIe aKTUBATOPBI MO-
I'YT «3alUIIaTh» OCJIKK OT IIPOTE0JIN3a, B TO BpeMs KaK
MHTHOUTOPHI U aJUIOCTEepUIeCKUe NHAKTUBATOPHI JIesa-
10T Oesiku 60Jiee YyBCTBUTEIbHBIMU K IIPOTEOJIA3Y.

« YnaseHue MOHOB KaJbIUs U3 OEIKOB, COmeprKa-
LIUX ero, JeJlaeT UX CTPYKTypy Oojiee pa3BepHYTOI,
CHIDKAsl TeM CaMbIM CTaOWIBHOCTH [0 OTHOIIEHHUIO K
pasJIMYHBIM [EHATYPUPYIOIIUM areHTaMm. [Ipumepom
TaKoro OeJIKa MOXKeT SIBUTHCS TPUTICUH, OIHA MOJIEKYJIa
KOTOPOTO CBSI3bIBAET OJUH MOH KaJIbIUsI; CaM KaJIbITUI
B TPUIICHHOBOM KaTalu3e y4acTHs He IPUHHUMAET, Ofi-
HAKO MPEISITCTBYEeT aBTOJNHM3Y TpHUICHHA. [lokaszaHo
TAKoKe, YTO DHTEPOIENTHIA3a JIUIIAETCS ee YHUKAJIb-
HO¥ CrIenuPUIHOCTH BCIIeICTBYE aBTOIM3a, BBI3SBAHHO-
ro norepeit GpepMEHTOM HOHOB KaJIbIIHSL.

Bce Tumnel nporenHas (CeprHOBBIE, THOJIOBBIE, aC-
IIapTaTHbIe U METaJUIONPOTEHHA3bl) YUACTBYIOT KaK B
IIPOIIECCHHTe OHOJIOTUIECKA aKTHBHBIX OEIKOB (orpa-
HUYeHHBIN l'IpOTeo.III/IS), TaK U B rJIy60K0ﬁ WJIN IOJIHOU
Ierpajamyy MOJIeKyJI OeJIKOB U IIeNTUIOB.

PacirierieHrie ENTUAHON CBS3H SIBJISIETCS TEPMO-
OVMHAMUAYECKH BBITOJHBIM IIPOIECCOM, H [erpajarus
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6eIKOB, KaTaauaupyeMmasi MHOXXECTBOM PasJIHYHBIX
IIPOTeNHa3, SABJIAETCS HeOTheMJIEMBIM U HeOOpaTHMBIM
nporeccoM B GUNOIOTMIECKUX YCIOBUSIX OPraHU3MA.
Tem He MeHee MMeeTcCs Psl IPOTEOTUTHYECKHX ep-
MEHTOB, aKTUBHOCTb KOTOPBIX TpeOyeT 3HepreTHIecKuX
3aTpaT | MPOSBIIAETCA TONBKO B mpucyTcTBuu ATO.

AHanu3 OOIIMPHOTO MaTepHaa, IOCBAIIEHHOTO
IIOJTHOMY TIPOTEOJIU3Y, IO3BOJAET 3aKIIOUHMTh, YTO
3TOT THII Jerpajianiuu 6eJIKOB U IEeNTHUIOB BOBJICYCH B
CJIeyIolIHe IPOIeCChl:

« IIepeBapuBaHUe OEIKOB B XKeJIYTOIHO-KUIIIEIHOM
tpakre (JKKT);

« lerpaganust «0TpabOTaHHBIX» KOPOTKO- H JTOJITO-
JKUBYIIUX O€JIKOB U NENTHIOB;

+ TIPOTEOJIN3 «AHOMATBHBIX», MOAUGDUIIPOBAH-
HBIX U YY>KePOIHBIX O€JIKOB U eI TH/IOB.

MpoTeonuTuyecKaa aerpaaauusa 6enKoB
B JKKT

Haubosnee usydeHHON U 04eBUIHON (DYHKIUEN «BHE-
KJIETOYHBIX» IPOTENHA3 SIBIISIETCS TUAPOIIH3 OEITKOBBIX
KOMITOHEHTOB ITUTATEJIbHOM CPEMbl.

CuHTe3 NMUILEeBaPUTENIbHBIX IIPOTENHA3 IIPOUCXO-
IUT B IIOJJKETYJTOYHOM JKejie3e U CIM3UCTON 00607109Ke
KeJTyIKa U KUIIETHHUKA, KaK IIPABUJIO, B BUZE HEAKTUB-
HbIX (popM — mpodepMeHTOB (3UMOreHOB). AKTHB-
HOCTb 9THX (PEPMEHTOB 3aBUCUT OT CKOPOCTH CHHTe3a
Y MHTEHCUBHOCTH aKTHBAIIMH UX IIPEIIIeCTBEHHIKOB 1
ypOBHsI MHIHOUTOpOB IpoTenHa3. CyOcTparHas cre-
uuduyHOCTh Hanbosee usBectHbIX mpoteas YKKT mo-
KasaHa Ha puc. 1.

Bompoc o gerepMuHaHTaX CHEUUIHOCTH Cepu-
HOBBIX [IPOTEUHA3, B YACTHOCTH TPUIICHHA, XUMOTPHII-
CHHA U 3JIaCTa3bl, TUAPOIHU3YIOIIUX MHOKECTBO Pa3HO-
00pasHBIX OEJIKOB, JUCKYTUPYETCSI C MOMEHTA YCTaHOB~
JIEHUS CTPYKTYphI oTux (pepmenToB. Obianas cXomHOU
TPEXMEPHOH CTPYKTYpPOUl U OfMHAKOBBIM KaTaJIUTHYC-
CKHM MEXaHH3MOM MENCTBUS (cM. 0030p 2), 3t (ep-
MEHTBI Pa3INIalOTCs B CBOMX CYOCTPATHBIX IPeIIouTe-
Husx. TpuricuH 3¢ ¢GeKTUBHO THIPOIU3YET HEeNTHIHbIE
CyOCTpaThl, cOfiepKallife CO CTOPOHBI KapOOKCHIBHOU
rpynmnsl Arg uinu Lys, Torma Kak XdAMOTPHUIICHH XapaKTe-
PH3YeTCsI CBOMCTBOM THIPOJIN30BATH IIEITUNHbIE CBS3U
OCTAaTKOB aMUHOKHUCJIOT, COIEP)KAIINX apOMaTHIeCKIe
rpymnsr — Trp, Tyr, Phe, a amacraza — ocraTkoB amu-
HOKHUCJIOT, UMEIOIUX ruapodo6HbIe GOKOBBIE TIeM —
Val, Ala, Leu, Gly.

OCHOBHBIMU 9K30IICNTUIA3aMH ITOIKEIYIOIHOM
JKeJIe3bl SIBJISIOTCS IUHKCOZIEp Kalie MEeTaIOIPOTEH -
Hasbl — KapOokcumenTunassl A u B, oriiensomniue ¢
KapOOKCIILHOTO KOHIA HOJTUIIENTHIHOMN LEIH [0 Ofi-
HOI aMHMHOKHUCJIOTE, NP 3TOM KapOOKCHIIEITHIA3a
B ormemnser Arg u Lys, a kapbokcunenrumas A —
[IPaKTUIECKU BCE AaMUHOKHUCIIOTHI.

[Ipenebperass He3HAYUTENHHBIM KOJIHIECTBOM
IIPOTENHA3 B CJIIIOHE, MOXXHO CYUTATh, YTO JeTpajanius
U IPOTeosn3 OEIKOB HAYMHAETCS B JKETY/IKE MO IEHCT-
BreM memncuHa. [lencus obpasyercs u3 mpodepmeHTa
— MENCUHOTEHA, IIPUA 5TOM yHajusaercs 44 aMUHOKHUCIIO-
TbI ¢ N — KOHIIa MOJIeKyJIbl. Pacimjenienue nenTugHou
CBA3KA MEXIy 44 m 45 0CTaTKaMy aMUHOKHCJIOT IIETICH-
HOT€Ha IIPOUCXOIUT, IO-BUANMOMY, B pe3yJIbTaTe BHY-

+

NH; N — koHueeas aMHHOKNCIIOTA

| (" Phe
H—C—R — Tyr
AMHWHOIIETTTHUIA3bI | Glu
Cao  (_Asp
!
NH
| (" Arg
IMETICUH H—C-—R— Lys
| S
coo
|
NH
-
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TPUIICHUH H—C—R — Tyr
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cCuo _ Leu
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XUMOTPUIICUH H—C—R— Gly
| Ser
Cl1o ~
l——————b [
NH
|
DJIACTA3A H—C—R
I
cao0
I
NH
|
H—C-—R
|
cCno
[
NH
| kapOoxcunenTHaaza A
KAPBOKCHITEIITTUJIABA  H-—C—R (rmapochobrasn)
kapOokcunenTuasza b
C — KOHLIEBasA AMWHOKHUCIIOTA C— 00 _(Arg Lys)

Puc. 1. Heiicmbue npomeunas JKKT.

Cmpenxu nanpabnenvt Ha 2udponusyemvie smumu Gpepmen-
mamu nenmudnvie cBsi3u. Ilencun, mpuncu, XUuMompuncun,
anacmasa sbasomes sHdonenmudasamu, 2udpoaU3yIOUUMU
nenmuduovle cbsi3u 6nympu nonunemuonoti yenu. Dx3onen-
mudasvi-amunonenmudasvt (yoansiom N-xoHyebvie amuro-
Kucnomot) u xapboxcunenmudasvl (yoansiom C-xoHyeBoie
amunoxuciomst). Ocmamxu aMuHOKUCLOM, KAPOOKCUNL-
Hble 2pynnvL KOmopuix o6pasytom nenmuduvie cbs3u pacuje-
nasemovle coomBemcmbyrouiumy npomeuHasamu, nepeqicie-
Hol cnpaba.
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TPUMOJIEKY/IIPHON peaKlMU aBTOAKTUBALIMU 3UMOIeHa
npu pH Hmxe 5,0, a 3aTeM mox eiicTBEeM 06pa3oBaB-
IIerocst IercuHa (aBToKaTaauThIecku). [lenTun, KoTo-
Pblil OTIIEILIAETCA IIPU aKTUBAllUM IIEIICHHOIE€Ha, MO-
JKeT CBA3BIBATHCS C IIEIICMHOM U IIOJIaBJIATD €TI0 aKTUB-
HocTh npu pH Bbmme 2,0. IHrmOUTOpHBIE CBOMCTBA
nenTtupaa tepsitorcs npu pH Hmwke 2,0 u nipu ero gerpa-
JalXAX 110]] NEeCTBUEM IIEIICHHA.

I'maBHBIMU IIPOAYKTaMU AEUCTBUSA IIENICUHA ABJISA-
IOTCSI KPYIIHBIE MeNTHIHble PparMeHThl U HEKOTOpbIe
CBOOOIHBIE aMUHOKUCJIOTHI. 3HaUeHHe ITepeBapUBaHU
6€eJIKOB B JKeJIyIKe 3aKJII09aeTCsl He CTOJIBKO B pacIien-
JIEHUY MaKPOMOJIEKYJI, CKOJIbKO B TeHEpUPOBAHUU IIeII-
THJIOB ¥ aMAHOKHUCJIOT, KOTOPBIE JENCTBYIOT KaK aKTH-
BaTOPbI OCBOOOKACHUSI XOJEIUCTOKUHIHA, OHOTO M3
Hambosee 9PPeKTUBHBIX CTUMYIATOPOB CEKPEIuu
(epMenTOB MOmKENynOIHOM Kene3bl. [ToaToMy «wke-
JIyJOYHbIE» IENTHUABL SBJIAIOTCS Ba)KHBIM UHCTPYMEH-
TOM B MHHITUAIINY [TAHKPEaTHIECKON (asbl mepeBapu-
BaHUsI OEJIKOB.

HenaTtyparus 0eJKOB B >KeJyKe IPU HU3KUX 3HA-
yeHusx pH, mensme 2,0, menmaetr mx 6ojee YyBCTBU-
TeJIbHBIMU K THApPOJIN3Yy IpoTenHazamu. llemcun —
YHUKJIBHBIN (PepPMEHT, IIOCKOJIbKY OH CTaOWJIeH U aK-
TUBEH TOJIBKO B KHUCJIOU Cpefie U He IIPOSIBJIsieT aKTUB-
HOCTU B HeWTpanpHOU. Karamutudeckuii MexaHU3M,
9 dexTUBHBIN NS TUAPOIHM3A MENTHIOB B KUCION
cpenie, 3aBUCUT OT JBYX KapOOKCHJIBHBIX TPYIII B aK-
THUBHOM IieHTpe pepmenTa. [lencuH mpeanoITUTETFHO
TUIPOIU3YeT IEeNTUAHbIE CBSI3U 00pa30BaHHbIE AMUHO-
rpynnamu apomarugeckux kucior (Phe, Tyr).

Kax y»xe 65170 yKkasaHO, (GbepMEHTHI MOIKETyNOY-
HOW JKeJIe3bl CUHTE3UPYEeTC KaK HeaKTUBHbIE IIpefIe-
CTBEHHHUKHU, aKTHBallUsl KOTOPBIX OCYIIECTBIIAETCS
TOJIBKO B [B€HAAIaTUIIEpCTHOU Kuilke. KirodeBbIM
(bepMeHTOM, HAXOASIITMMCSI Ha BEPIIIMHE aKTUBAIIHOH-
HOTO KacKala, SIBJISIeTCSl dHTepolenTuaasa (IHTepOKu-
Hasa). DTO IPOTeUHas3a, CeKpeTHpyeMasi BOPCHHYAThI-
MM KJIETKAMU TOHKOIO KHUIIIEYHUKA, OCYIIECTBIAET aK-
THUBAIUIO TPUIICUHOTeHA. TPUIICUH UTpaeT IeHTpajb-
HYIO POJIb B IlepeBapUBaHUU OEJIKOB, IIOCKOIBKY OH aK-
TUBUPYET NPeIIIeCTBeHHUKU BCeX IPOTEUHA3, TeHepU-
PYEMBIX IIOIKEJIYJOYHOM JKeI€301, B 9aCTHOCTH XUMO-
TPUIICHHOTEeH, IIPO3JIacTady, IPOKapOOKCUIIECIITUA3bI
1 o6J1afiaeT ayTOKaTAIMTHYECKUM JICHICTBHEM.

IIpemoTBpalienue caMolepeBapUBaHUs IIOIKEILY -
TOYHO¥ >KeJIe3bl OCYIIeCTBIISIeTCs 61arogaps TOMy, 4T0O
6OJIBIIIMHCTBO [IPOTENHA3 CHHTE3UPYETCS B BH/IE 3UMO-
I'€HOB, KOTOPbIe TOJIbKO B KMIIIEYHUKE IIOJ AefCTBUEM
TPUIICHHA [IPEBPAIAIOTCS B aKTUBHBIE (DOPMBI, a IIpe-
JKIeBpPeMEHHAsl aKTHUBAalds OTHX 3UMOT€HOB TPUIICH-
HOM KOHTPOJIUPYETCSI €r0 HHTUOUTOPOM, 06pasyio-
UM C PepMEHTOM OYeHb IIPOYHBIN KOMILIEKC.

Bce mpoTemHa3bpl HOMKETyJOYHOHU >KeJe3bl IPO-
IOJDKAIOT IepeBapuBaHue OeJIKOB IIHIIY, HaYaTOe eI~

CHUHOM B JKeJIy[IKe, IIPY 9TOM OHH T'MJIPOJIU3YIOT I10JIN-
HEeNTUABI B HEUTPaJIbHOM MIN cimaborenoyHon obiac-
tu pH, cosmaBaemoit nonamu HCO;~, Heo6X0MUMbIMU
IJIs1 HeUTpaJIM3alliy COJITHON KHUCIOTHI sKeryaka. Kom-
OUHUPOBAHHOE MEUCTBUE MAHKPEATHMIeCKUX OHIO- U
9K30IIeTH/ a3, IPUBOJUT B pe3ysbTaTe K 0Opa30BaHUIO
CBOOOIHBIX aMUHOKUCIOT UM IENTUNOB, COMepPIKAIINX
oT 2 10 8 OCTaTKOB aMHUHOKMCJIOT.

QuHaIbHOE IepeBAPUBAHUE JU- U OJIUTONENTUIOB
ocyiecTBisieTcs: (HepMEeHTaMU TOHKOTO KHIIIEYHHUKA.
DnurennanabHbIe KIETKU, KPOMe JHTEPOIIeNITH/IA3bI, Ce-
KPeTUPYIOT B OCHOBHOM JHIONETHUA3bl U aMUHOIIEII-
THUJA3bl, KOTOPbIE aTaKYIOT KOpOoTKHe mentunbl. Koneu-
HBIMU [IPOJYKTAMU IepeBapUBaHUs OEJIKOB Ha ITOBEPX-
HOCTH JIIUTEINAIbHBIX KJIETOK ABJILIOTCA CBOOOIHBIE
AMHUHOKUCJIOTBI, V- U TPUIENTHUABI, KOTOpPble TPaHC-
IIOPTUPYIOTCA B KJIETKU KUIIIEYHUKA ¥ TaM B IUTOILIA3~
Me THJPOIHU3YIOTCS BHYTPUKIETOYHBIMU (epMeHTaMuU
(mu- ¥ TpUIeNTUIA3aMH).

B mpoteonutuyeckom kackazme YKKT MmeHee usy-
YE€HHBIMH SIBJISIIOTCS TPUTTEPHBIN HAYaIbHBIN U TEPMU-
HaJIbHBIN MeXaHU3MBbl peryysuuu. OpHako Onaromapst
HUCCIeMOBAaHUAM, BBIIIOJTHEHHBIM B ITOCIETHEE NeCaTU-
jieTre B 1abOpaTOPUU XUMUU POTEOTUTHIECKUX (ep-
MeHTOB MHcTHTyTa O6UMoopranudeckoir xumuu PAH, B
3HAYUTEJIBHON Mepe BBIACHEHBI JTAIlbl HAYaJIbHOU aK-
THUBAI[AU KaCKajla, OTKPBIT HOBBIN (hepMeHT — [Iyome-
Ha3a, BO3MOKHBIN aKTUBATOP NpeJIIeCTBEHHUKA JHTe-
poIenTuassel.

Kax y»xe 6bI7I0 OTMEYEHO, IHTEPOIIENITH/Ia3a HAX0-
OUTCA B Hadajle KOHBeHepa peaknuil aKTHUBaIluu (1)ep—
MEHTOB nuieBaperus. [Ipu akTuBanuu TpUIICUHOTEHA
SHTEPOIENTHUAA3a NIPOSIBIISIET CBOU YHUKAJIbHbBIE CBO-
CTBA, KaTaIU3UPYs C BBICOKOM 9(PHEKTUBHOCTHIO THJI-
pOJN3 NOJUIENTUIHON 1enu mociae N-KOHIeBOM IToC-
JIeIOBATeJIbHOCTU TeTpacHapTUUIM3UH, KaK 3TO IIOKa-
3aHO HIDKe Ha cxeme.

QHTEPOMENTHIa3a

v

H-Val-Asp-Asp-Asp-Asp-Lys-Ile-Val-Gly- Gly-Tyr-....(rpuncunoren) —»
—> H-Ile-Val-Gly-Gly-Tyr.....(rpumncun)

ITocnenoBarenbHOCTE Asp- Asp- Asp- Asp-Lys
KOHCepBaTHUBHA M HalJeHa TOJbKO B N-KOHIIEBBIX aK-
TUBAIlMOHHBIX MENTUAAX TPUIICUHOTEHOB. DHTEPOIeI-
THUIAa3a acCOIMMPOBAHHA C MeMOpaHaMM KHUIIIeTHBIX
BOPCUHOK, 4TO IO3BOJISAET €l aKTUBUPOBATh TPUIICUHO-
reH B POCBeTe KulilledHo# Tpy6ku. Kak u gpyrue mem-
OpaHHbIe SHIOIENTHIA3bI, SHTEPOIENTH/IA3a BBICOKO
crieuUIHA 110 OTHOIIEHUIO K CYOCTpaTy, B TaHHOM
cilydae TPUIICHHOTEHY.

MoJiekyia 3HTepOIeNITAIA3bI COePKUT 35% yriie-
BOJHBIX OCTaTKOB U COCTOUT M3 IBYX LENed — TsDKe-
JIOX U JIETKOU, COeIUHEHHBIX mxlcynb(bmmoﬂ CBS3bIO.
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OO6Hapy>KeHbI CTPYKTYPHBIE 9JIEMEHTBI, 00eCIIeYrBal0-
Iye BBICOKYIO Crienu@uIHOCTh 3Toro depmenTa. Ma-
MeHEeHUe YHHKAIbHOM CHeNUuMUIHOCTH SHTEpPOIIeNTH-
Ja3bl MOKET IIPOUCXOJUTE B Pe3ysIbTaTe aBTOJIN3a, BbI-
3bIBaE€MOTO IOTepeill (pepMEHTOM HOHOB KalbIus. B
IocJIefIHee BPeMs IIPOBOAMTCS MHTEHCUBHOE MCCIIENO-
BaHUe QYHKIIUY S9HTEPOIICNITHA3bI, B TOM IHCIIE OOJIb-
Ioe 3Ha4YeHHWe NpuobpeTaeT M3ydeHHE POJIM ITOTO
(depMeHTa B IaToreHe3e IMAHKPEATHTA, TaK KaK HaOJIIO-
JAIOIIUIACA IIPA 3TOM JyONE€HOIAHKpeaTHYeCKUH 3a-
6poc 3HTepONIeNTHa3bl ¢ TATbHEUIINM IIPOHUKHOBE-
HueM (depMeHTa B KPOBSIHOE PyCJIO MOXKET IIPUBOIUTD
K IIaTOJIOTHYECKOU Jierpajalliy reMOIIOONHa.

[IpeBpaiieHne IPOIHTEPONENTUA3EI OCYIIECTB-
JI4eTCs, IO-BUAMMOMY, IIOJ, HEUCTBHEM [yOJeHa3bl
1/WIA aBTOKaTaIUTUYECKU, IIPH ITOM OJHOIIENoYed-
Hasg MOJIEKYJIa 3MMOTE€HA IIpeBpalllaeTcss B JBYXIIENO-
qeqHbIU (pepMeHT. Jlerkas Iemb COOep>KUT KaTaIATHIe-
CKMH LEHTP, XapaKTepHBIA MNJIS TPUICHHOIONOOHOMI
CeprHOBOH npoTewHasbl. OfHAKO Mg aKTHUBALUHU
TPUIICUHOTeHA HeOOXOIMMO HaJIM4He U TsDKeJION Iielu,
KOTOpasi CIY)KHT MeMOpaHHBIM siKopeM. HeoObranas
CTPYKTYpa 3TOH CyObelUHUIIBI, a IMEHHO: HaJIMIHe 10~
MEHOB, TOMOJIOTHYHBIX Pa3JIMYHBIM pPellelnTopaM, Oe-
KaM CHUCTeMbl KOMIUIEMEHTA, METAJJIOIPOTEUHA3aM,
JIATIONIPOTENJAM, CBHUJETENLCTBYET O €€ BO3MOXKHOMU
6os1ee BasKHOU POJIH, YeM IIPOCTO MEMOPAHHBIN SIKOPb.

JoyneHasa — IJIMKOIIPOTENH C HEOOIBIINM (OKO-
710 3%) copmep)KaHHEM YITIeBOJOB M MOJIEKYJISIPHOH
maccoit okono 27 x[la. B monunentunHoi nenu gep-
MEHTa UMEIOTCSI KOHCEPBAaTUBHbBIE YIaCTKH, XapaKTep-
HBI€ JIJI1 CEPUHOBLIX IIPOTEUHA3, B TOM YUCJIEe KaTalu-
THUYeCcKas Tpuaja aKTUBHOro IeHTpa — His, Asp, Ser.
K ocobenHOCTSIM (pepMeHTa OTHOCUTCSI HeO)KUTAHHOE
CTPYKTYPHOE CXOZCTBO C CEPUHOBBIMM IPOTEMHA3aMH
IATOTOKCHYIECKUX T-TMM(ONUTOB M TYIHBIX KIETOK,
a TaloKe C JICMKOLMTAPHBIM KaTellcuHOM G, o6pasyio-
IIMMU CEMEUCTBO €I1l€ MaJIO U3Y4EHHBIX IPaH3UMOIIO-
MOOHBIX HPOTEMHA3, COYETAIOIINX CHeNUPUIHOCTD
KaK TPHUIICHHO- TaK U XHMOTPHUIICUHOIIOAOOHBIX IIPO-
TEUHa3.

Metonom xioHnposanus kJHK 6puto mokasano,
YTO SHTEPOIENTUA3a CHHTE3UPYETCs B BUME MPeIIe-
CTBEHHUKA, IPOIIECCHHT KOTOPOTO TpebyeT ydacTHs
IPOTEMHA3bl, T'MJPOJMIYIOIIEH OIpeleIeHHYIO IIel-
THJHYIO CBA3b B CaliTe aKTUBAllUH, B pe3yJIbTaTe 4ero u
06pasyoTcst Be Ienu akTHBHOTO depmenTa. Crenyer
OTMETHTD, YTO DHTEPOIENTHJA3a CUHTE3UPYETC B 3H-
TEPOLUTAX ABEHANIATUIIEPCTHOM KHUIIIKH, B KOTOPOM
(OYHKIMOHUPYIOT MHOTOYHCJIEHHBIE yOJeHaIbHbBIE
JKeJle3bl, CeKPEeTHpYIoIue yofieHasy. AKTHBAIIMOH-
HBII CAaliT IPOSHTEPOIENITAAA3BI COOTBETCTBYET CIIEU-
¢braHOCTH TyOneHasHI.

Bce 3T0 maeT ocHOBaHUSA MOJIAraTh, YTO TPUITEPOM
nporteonuTtudeckoro kouserepa JKKT sBasercs «Ho-

Basi» CEpUHOBAasI IIPOTEMHAa3a — nayopeHasa. OepMeHT
CHHTE3UPYETCS B OIUTEINAIbHBIX CEKPETOPHBIX KIIET-
Kax OpyHHEpOBBIX (IyOIEHANbHBIX) JKelle3, MOCTyIaeT
B IIPOCBET [BEHANIATUIIEPCTHON KUIIIKY, I U IPOUC-
XOIOUT aKTUBAIUS IpeIIeCTBEHHIKA SHTEPOIeNTH/Ia-
3BI, TIOCJIE YeT0 BCTYIAeT B JICHICTBUE IIPOTEOHTHIC-
ckuit kackan JKKT.

MpoteonutnuecKasn aerpagauuns 6e/1KoB U NENTUAOB
B KJIeTKax syKapuot
B HacTosmiee BpeMs y>Ke OOIIEH3BECTHO, YTO IIPOTEO-
JIU3 SIBJISETCS. BOKHEUITUM (PaKTOPOM BHYTPUKIETOU-
HOH peryJsnuy pasHoOoOpasHbIX (PYHKIMI BO BCeX
KJIeTKax opraHusma. [loaTomMy 3HaHHe MeXaHH3MOB,
KOHTPOJIUPYIOIIUX IPOTEOTUTHIECKYI0 AKTHBHOCTD,
OYeHb Ba)KHO JUI IOHUMAHUs KaK (PyHIaMEHTaIbHBIX
OCHOB OMOJIOTMH KJIETKH, TaK U HapyIIeHHWH ee (PyHK-
LU IPU HATOJIOTHUU.

Jlo cux 1op HeU3BeCTHO, KAKUM MHOKECTBOM ITy-
Tell KJIeTKH OOJIaIafoT /IS IeTpaflalliil CBOUX CTPYK-
TypHBIX 6enkoB. KileTkn aykapuoT copepskar IIIpo-
KW CHeKTp pa3JIMYHBIX IIPOTEUHA3, JIOKAJIN30BaHHBIX
MpaKTUYeCKH BO BCEX CTPYKTYPHBIX KOMITAaHEHTaX
KJIeTKH M OHTOIUIasMe. lIuToruiasMaTudeckue JOJITo-
JKUBYIIEE OCJIKH, IEePEHOCITCS 9YKapHOTUYeCKUMHU
KJIETKaMU IS JieTpajalliy B JIN30COMBI, @ KOPOTKOKHU -
ByII[Ue IIUTOITIa3MaTHYeCKHe OeJIKH IT0BepraloTCs Ie-
rpajaluy OUTOILIA3MaTHIECKUMU IIPOTEOIUTHIECKI -
MU cUCTeMaMH. TakuM 00pa3oM, B KIETKaX 3yKapUOT
MHTEHCUBHAsI IIPOTEOJINTUIECKasI Jerpaganusi 6eIKoB
U IENTHUOB OCYIIeCTBIISIETCS KaK B JIN30COMaX, TaK U B
IATOIIJIA3MeE.

Lerpaaauum 6e1KOB B IM30cOMax

JIn30cOoMBI SBISIOTCSI KJIACCUYECKUM KOMIIAPTMEHTOM
IPOTEOIN3a, OHU COLEPIKAT MHOKECTBO HecrenuduIe-
CKUX IIPOTENHA3 pa3IMYHOro TUIA. Bo BHYTpUKIETOY-
HbI€ IIPOLIECCHI Herpaganuu 6eJIKOB B 3HAYUTEIHLHON
CTeIIeHU BOBJIEYEHBI IYICTEMHOBbBIE IIPOTENHA3DI, a TAK-
JKe aclapTaTHble, CEpPUHOBBIE, METAJUIONPOTEUHA3bl U
X UHTUOUTOPHI. JIN30COMBI, KOTOPble HAXOMIST MOYTH
BO BCeX KJIETKaX 3YKapHOT, KpaiHe reTeporeHHbl. Cy-
LIECTBEHHO BapbUPYET B PA3JIMYHBIX KIETKAX U TKAHAX
KOHIIEHTPALXA IM30COM U COOTBETCTBEHHO UX IIPOTEU-
Ha3; OHa 0COOEHHO BBICOKA B KJIE€TKAX II€YEHHU, CeJIe3eH-
KU, IOYKaxX U MaKpO(barax.

Perynanus akTUBHOCTH IIPOTEOJIU3a B JIM30COMAX
BeCcbMa CJIOXKHA U ellle HeloCTaTO4YHOo u3ydeHa. EcTb oc-
HOBAHUSI I10/1araTh, YTO HOMUMO IIOCTTPAHCIIAIMOHHO-
To IpPOIECCUHIA aKTUBHBIX (bopM JIN30COMHBIX IIPOTE-
HMHa3, CYLIEeCTBYIOT IBa Pa3JIMYHbIX MeXaHU3Ma perysd-
MU UX aKTUBHOCTHU: 9HOOT€HHbIMU I/IHFI/I6I/ITOpaMI/I u
d)aKTopaMn, BIUAIOIIAMHA Ha yYPOBE€Hb TPaHCISILIUMU.
Hapymienus cucreM perynisiiuy, IpUBOJAIINE K aHO-
MaJIbHO BBICOKOM ITPOTEOIUTUIECKON aKTUBHOCTHU ITHAC-

JIABOPATOPHASA MEIUIIMHA 5/2002 43



NMPOTEOJIN3 U NPOTEOJINTUMECKUE CUCTEMbI

TEeMHOBBIX W JAPYIUX IPOTEHHA3, NPOSBIIOTCA IIPH
PasINYHBIX 3a00JI€BaHUSX, BKIIOYAsl MBIIICTHYIO JIAC-
TPOoHUIO, PEeBMATOUIHBINA APTPUT, OCTEONOPO3, 60-
Je3Hb AJIbIITeNIMepa, IIIOMepPyIOHePHUTHI, 3I0KAYeCT-
BeHHBIe HOBOOOpPA30BaHWs M MHOTrHe npyrue. JIluso-
COMHBIN IIpOTEOJIN3 ApaMaTUI€CKU aKTUBUPOBAaH IIpU
TOJIOfIAHUH KJIETOK.

B nenom, merpaganust 6e1KOB BHYTPHU KJICTKH CO3-
IaeT MOTEHIIHAIBHYIO BO3MOXKHOCTbh HEXXeJIAaTeTbHOTO
paciierieHus PyHKINOHATHHO aKTUBHBIX OeskoB. Ha-
CTHYHO 3TOT IPOLECC B IM30COMAX OTPAHUYICH TeM, ITO
MPOTEOJIN3 IIPOTEKAET B IIPUKPBHITOM MEMOPAHOI «Kap-
Maze». OIHAKO IJIS TOTO, YTOOBI TOHATH OCHOBHBIE Me-
XaHU3MBI, OTBETCTBEHHBIC 32 COXPAHHOCTDH «HY>KHBIX»
6€JIKOB C y4eTOM TOTO, YTO IIPOTEHMHA3bl B JM30COMaX
Hecrenu@IIHbI 10 IPUPOLE, CIeNyeT OTBETUTH Ha [Ba
BOIIPOCA: KAaKHUM OOPa3OM OCYIECTBIISETCS CeJIeKIIHs
6eJIKOB, MONJIEKAIINX IPOTEOJN3y, U KaK OTU OeIKH
TPAaHCIIOPTUPYIOTCS B JIN30COMBI. broxummudeckue co-
OBITHSI aKTHBAI[UU JIM30COMHOTO IyTH KaTaboausMa 1
cesteKIUH OeJIKOB 10 CHX IIOP MaJIo paciindpoBaHbl, HO
y’Ke TOHATHO, 9TO B (PU3MOIOTHIECKUX YCIOBUAX IS
Ierpaganuu OTOUPAIOTCS TOIBKO Te 6eJIKU, KOTOPbIe He
BBITIOJIHAKT BUTAJIBHBIX (bYHKI_[I/Iﬁ

CyIecTByeT MHOMKECTBO ITyTell, KOTOPBIMU BHYT-
PHUKJIETOYHbIe OEJIKH MOTYT HOCTABIIATHCS B JIM30COMBI
IJISL IOCJIEYIOIIero mporeonusa. HekoTopble U3 HUX B
BHUJIe YIIPOIIIEHHOMN CXeMBbl IIpeICTaBIeHbI Ha puc. 2.

Mukpo- 1 MakpoayToaruu He IPOSIBIISIIOT CeJIeK-
TUBHOCTH U Pa3jIMuHble OeJIKH, KaK U Apyrue cyocTpa-
TBI, 3aXBaTBIBAIOTCSI W JOCTABJISIIOTCS B JIM30COMBI C
OIMHAKOBOM CKOPOCTBIO. DHIOIUTO3, HAIIPOTUB, BBICO-
KO CeJISKTHBEH KaK B MHTepHAIU3AIIH OeIKOB IIa3Ma-
THYeCKUX MeMOpaH, Tak B IOCIEAYIOLIEM IOMafaHuN
UX B JH30COMBIL ITyTh MMIOpTa GEJIKOB C ydacTHeM
AT® g mpoTeonusa B JIN30COMaX TAKKe BBICOKOCETIe-
KTUBEH U IIOCTABJISIeT TOJIBKO IIUTO30JIbHBIE OEJIKH, CO-
IepyKalye MeNTUNHbIE MOTHB, KOTOPBI OMOXHMITIe-
CKH POACTBEHEH CJEAYIOIIel II0CIeIOBaTeIbHOCTH
amuHOKHCIOT Lys-Phe-Glu-Arg-Gln.

Ayrtodarus u popmupoBanue ayTodarocom sBis-
I0TCSI CJIOKHBIMHU IIPOLIECCAaMHU, KaK 0 Mopdostorude-
CKHM, TaK U 10 6HOXUMUYeCKUM KpuTepusiM. ITpenmo-
JIaraeTcst, ITO IpoIlecc ayTodaruy HaYMHACTCS C ITOTJIO-
IIeHNUsI, WX U30JIUPOBAHUs, CEKBECTPALIUHU CITyJaHOMN
HOPIUHU ITUTOIUIa3Mbl MEeMOpPaHHBIMU OpraHeIaMH,
HasbIBaeMbIMH (parodopaMu, KOTOpBIE CIMBAIOTCS C
JM30COMOII (MHOTZA IOCTIe IPOMEKYTOIHOTO CIIUSHUS
C 9H/IOCOMOI € 00pa3oBaHueM aM(UCOMBI), TIOCIIE Yero
6eJIKM CeKBeCTUPOBAHHOM I[UTOILIa3MBbI IerPafiupyIOT-
Csl TUAPOTUTUICCKUME (pepMeHTaMU B KHCJION cpefne
BHYTPH JIU30COM.

B OTHOIICHUU peryysinuu ayToarud H3BeCTHO,
9TO aKTMBHOCTbH IIPOIIeCCa KOHTPOJIHUPYETCS POCTOBBI-
mu ($HaKTopaMu, TOPMOHaMU, Pa3IUIHbBIMU MeTab0Iu-

TaMH, B TOM YHCJIe aMUHOKUCIIOTaMu (110 Ty obpar-
HOI cBsi3H). Tak, IpyU MakCUMaJIbHOM aKTHBHPOBAHUH,
BBI3BAHHOM HCTOII[CHHEM aMHHOKHUCIOT, ayTodarus
obecrevnBaeT ferpafaliio OCHOBHON MacChl BHYTPHU-
KJIeTOYHBIX OenkoB. [lokasaHO, YTO aMUHOKHUCIOTHI
MOTYT MHTUOUPOBATh KAXKABIM M3 30CHOBHBIX OTAIlOB
ayTodaruu: CekBeCTpaIuio, ClusiHue ayTodaracom ¢
JIM30COMaMH, JIN30COMHYIO erpafialiiio 6enkos. l3se-
CTHO TaKKe, ITO ayTodarusi peryanpyercs: HeKOTOPbI-
MU TIpOTerHKHUHa3aMu, pepmentamu, ochopunupy-
omuMu 6enky, ¢ yaactueM ATO.

Hrax, OCHOBHAsI POJIb BO BHYTPUKIETOYHOM MeXa-
HU3Me Jierpajjalliy [IUTOIIa3MaTHIeCKAX MaKpOMOJIe-
KyJI X KJICTOYHBIX OpTaHe/lI IPUHANJIC)KUT IIPOLeccaM

SHIOIMTO3

MHKpoayTodarus

MakpoayTodarus

+ hsp T3

HMIIOPT GEJIKOB

+ AT

Puc. 2. [Tymu docmabxu 6enko8 8 nusocomo 0nst npomeonusa:
L — nusocoma

E — 2ndocoma

AV — aymodpazanvuas baxyons

hsp 70 — 6enox mennoBozo woxa, mon.macca 70 kDa

hsp 73 — 6enoxk, cxoxuii ¢ 6enkom mennobozo uioxa, Mon.mac-
ca 73 kDa

44 JJIABOPATOPHAA MEJMIIMHA 5/2002



NMPOTEOJIN3 U NPOTEOJINTUMECKUE CUCTEMbI

ayTodaruu W TPOTEONN3a, KOTOPble KOHTPOIUPYIOT
pasMep U pOCT KJIETOK, UX OOHOBJICHHE, afallTAIIIo0 K
M3MEHSIOIIUMCS YCIIOBUSM, M IIOCTABJISIOT aMUHOKHUC-
JIOTBI — IIPOAYKTHI KaTab0onu3Ma 6eJIKOB — MJIS CHHTe-
3a OeJka.

B mocienHve TONBI TOMYIUIO PA3BUTHE U3ydeHUE
CEJIEKTUBHOTO MMIIOPTA GEKOB B JIM30COMBI, UTO T103-
BOJIUJIO TIPEIVIOXKUTH CIICHYIOIIYIO MOZIEIIb TPAHCIIOPTa
[UTO30JIbHBIX OeKOB Yepe3 MmeMbpany snzocom. Cy6-
CTpPaTHBIN O€JIOK B3aMMOIENCTBYET C IIUTO30TIbHBIM
6€eJIKOM TEIJIOBOTO LIOKA (cM. puc.2) depes crenudude-
ckue (110 aMIHOKHCIIOTHOM TIOC/IeNOBATEIbHOCTH) Ya-
CTKU U TTOCJIE 9TOTO CBA3BIBAETCS C Iy BCTBUTENHHBIME K
IIPOTerHa3aM KOMIIOHEHTaMU JTU30COMHOM MeMOpaHBbI,
CKOpee BCEro ¢ peLenTopaM H\IUIKA IepeHOCYUKaMHU
moaunenTuaoB. Ilocae CBSI3BIBAaHUS U Ilepel MMIIOp-
ToM, Gestok TertoBoro 1moka (hsp 73) ocBoboskmaercst
13 KoMIulekca ¢ yaactueM AT®-3aBucumoro mpormecca
7 MO>KET BXOIUTB BMeCTe C CyOCTPaTHBIM OEIKOM B JIH-
30COMY, HO He paspylaercs B Heil. ITo BunuMomy, 6e-
JIOK TEIUIOBOTO IIOKa TpebyeTcss AT HeoOpaTUMO
TpaHciaokanuu Oenka-cybctpara. Haxomsce BHyTpu
JIN30COMHOTO MaTPUKCa B YCIOBUSAX BBHICOKOI KOHIIEH-
TPAIUH JIN30COMHBIX 9HIO- U SKIOIENTHIA3 U HU3KOM
BHyTpmiIn3ocoMHoM pH, cybcrpaThslit 6es1oK 6BICTPO
IIPOTEOIU3UPYETCS.

OpHako 9Ta MOHeNb, OCHOBaHHAsI Ha OOIIMPHBIX
9KCIEPUMEHTAIbHBIX NAaHHBIX, He OOBSICHIET MeXa-
HU3M CeJIeKINU 6eIKOB-CyOCTPaToB U He BKIIIOYaeT (ha-
KTOPBI, PETyIHPYIOLINe Pa3IndHble ITAIBI IPOIlecca B
(bU3NOTOTNIECKUX M TIATOJOTUIECKUX YCIOBUSX. DTH
IIPOGIIEMBI €I11e SKAYT CBOErO PeIlIeHHsI.

Oerpaaaums 6en1KOB B UuToniasme

B otnumvyuu oT 1M30COM IUTOIIA3Ma COMEPSKUT HPO-
TE€nHa3bl, BI)ICOKOCHCI_[I/I(bI/I‘IHbIe II0 OTHOIICHUI K
6enKkaM, KOTOpble OTOUPAIOTCS B KJIeTKe IS Jerpaa-
IWH, HO U B 3TOM CJIyd4ae, OCTAIOTCS [[eHTPATbHBIMU
BOIIPOCHI:

+« KAaKIM 00pasoM OCYII[ECTBIISETCS CeIEKIMSI U Y3-
HaBaHue OeJIKOB-MUIIIeHEN,

+ KAKOBBI 0COOEHHOCTH GEJIKOB, IOIJISKAIIUX IPO-
TEOIH3Y,

+ KAKOBBI MEXaHU3MbI UX JerPaial[Uiu.

B HacTOsIII€E BPEMST CTAJIO M3BECTHO, YTO CETIEKITHUS
6eJIKOB [T MTOCIIEAYIOIIEro IPOTE0IN3a OCYIIeCTBIIS-
€TCS B IUTOILJIa3Me CJIOKHOM MHOTOKOMIIOHEHTHOM CH-
CTEMOW, OTHEJIbHBbIE 3JIEMEHTHI KOTOPOU H3y4YEHBI
TOJIBKO B ITOCJIEOHNE NBA OECATUIICTUA. BBUII/I OTKPI)ITBI
IyTH Jerpafanuu OeNKOB, B KOTOPBIX B PasIMIHbIX
KOMOWHAIASIX IPUHUMAIOT YIaCTHe OJIUTOenTu ] you-
KBUTUH U YOMKBHUTHHOBAsI CHCTeMa, CIIOCOOHAs y3Ha-

BaTh U METHUTH OesIKH, mopexaue aerpagauns, AT
U nonudepMeHTHBIN KOMIUIEKC, Ha3bIBaeMBI IIpOTea-
COMOI1, KOTOPBIN KPOMe HECKOTIBKIX TUIIOB IIPOTEOJIN-
TUYECKOM aKTUBHOCTH obianaer errfe u AT®-a3Hoi ak-
TUBHOCTBIO, 4 TAK)Ke IIANIePOHBI, crierududeckue He-
KH, KOHTPOJIUPYIOIINe CBepThIBaHME ((POJIIUHT) IOJIH-
MENTUIHBIX IIeTell, UX MUTPAIUIo U rporeosus. [lom-
po6Hee 9TU BOIPOCHI OYAYT paCCMOTPEHBI B ITOCIENYIO-
LUX TyOIHNKAIMSIX.

MOKHO 3aKIIOYUTh, YTO IPOIECCHl BHYTPHUKIIE-
TOYHOTO Karaboysn3ma OesKOB, HEOOXOTUMBI IUISI Jie-
rpajanuu:

+ HOBOOOPA30BaHHBIX IOJHIENTULHBIX Ierei C
HENPaBIJIBHOU BHYTPHUKJICTOYHOU KOMITAPTMEHTAJIN-
3arueil, KOTopasi IPOTeKaeT B LIUTOJIN3E M SHIOIUIA3-
MaTHIECKOM PETUKYIYMe;

+ HOBOOOPA3yIOIINXCS MOJUIEIITUIHBIX IIenell Ha
CTQ@UU UX CBOpAaYMBaHUsA (KoJulareH, (pakTop KpOBU
VII),

+ He3BSI3aHHBIX KOMIIOHEHTOB MYJIBTHCYOBEIH-
HUYHBIX O€NIKOBBIX KOMIUIEKCOB (ammapar lonbmku
KOMIAPTMEHT, MUTOXOHAPUHU, IUTOILIA3MaTHIeCKast
MeMbpaHna);

+ OTHEJbHBIX KOMIIOHEHTOB MYJIBTHCYOBEIHHITY-
HBIX KOMIIJIEKCOB B CBSI3M C M3MEHEHHEeM (YHKIIHO-
HQJIBHOTO COCTOSIHUS IIOCTICTHUX;

+ 6eIKOB, KOHTPOJIUPYIOIIUX ObICTpble HU3UOIIO-
TUYeCcKye IPOouecchl (IIUKINHBL U T.1.).

H3MmeHeHMe CKOPOCTEN CHHTe3a M pacraza O0eKoB
MOJKET UIpaTh PELIAIONIYI0 POJIb B aJalTallHOHHBIX
rporieccax, CB3aHHBIX ¢ AuddepeHInpoBKON, poc-
TOM, TOPMOHATBHBIMH 3 deKTaMu, IUTaHUEM, aTPO-
dueit u 601e3HIMU.
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