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KneTto4HaAa foKanmsauma U QYyHKUMA

» MHOIJIOOMH COEPIKUTCA B KPACHBIX MBIIIIAX 1
yJacTBYyeT B 3allaCaHuM Kucaopoaa. B yciaoBusx
MHTEHCUBHOM MBIIIIEYHOM paboTHhI, KOT/Ia
mapIyaJbHOE JaBJIeHNe KHUCIOPO/ia B TKAHU I1a/IaeT,
02 ocBOOOXKMaeTca U3 KOMILIEKCA C MUOTJIOOUHOM U
HCIIOJIb3YETCSA B MUTOXOHAPHUAX KJIETOK JIJIs

IIOJIyUeHUsI He0OXO0AUMOM 111 paOOTHI MbIIIII]
DHEPIUH.
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CTpoeHne mMumornodbuHa

= MwnornobuH cogepxmT HebenkKoByO YacTb (rem) 1
6enKoBytO YacTb (AaNOMMOTrN06MH).

= [em - Mmosieky/sia, MetoLwasa CTPYKTYPY LLMKINYECKOrO
TETPANUPPOa, r4e 4 NMPPO/IbHBIX KONbL,A COeAMHEHDI
MEeTWJIEHOBbIMY MOCTUKAMM U COAEPXKAT 4 METa/IbHble, 2
BMHW/IbHbIE W 2 MPOMNMOHATHbIE BOKOBbIE Lenu. ITa
OpraHMyeckas 4acTb TEMa HA3bIBAETCS
npoTonopPmMprHOM. BO3MOXHbI 15 BApUAHTOB
pacnonoXeHms 6OKOBbIX LLeneun, HO B COCTaBe
reMonpoTEMHOB MPUCYTCTBYET TOJIbKO O4MH N30MEp,
Ha3blBaeMbIV NpoTonopdupuH IX. B Teme 4 atoma a3oTa
MMPPOJIbHbLIX Koslel, NpoTonopdumpmrHa IX cBA3aHbI
YETbIPbMS KOOPAMHALMOHHbIMM CBA3AMM C Fe2+,
HaxoAAWMMCS B LLeHTPe MOJIEKY/Ibl

= AnomunornobuH - 6enkoBas HaCcTb MUOIN0OMHA; NepBMYHas
CTPYKTYpa npeACcTaB/ieHa NOC/1eA0BaTe/IbHOCTbIO 13 153
aMUHOKMCAOT, KOTOPbI€ BO BTOPMYHOWN CTPYKTYpe




MuorinioouH

3MUTOI, PACTIO3HABAEMbIH
JPYTUM aHTHTENOM

SMUTOTI, PACTIO3HABACMbIN
OJIHAM QHTHTENOM

4aCTbh HCIIPECPBIBHOIO SIIMTOIIA

OIIUTOII




Head-to-tail
overlap

[moGynsipHbIi 6e10K, MojieKynsipHasi Macca 8o k/la, umeer 3 cyObe TUHULIBL:
TporioHWH "1, TporoHuH "C" 1 TponioHuH "[". Pacnonaraercst Ha TpONMOMHUO3UHE C
PaBHBIMM ITPOMEXXYTKAMHU, JUTHHA KOTOPBIX PaBHA [IITMHE MOJIEKY/TbI
TPOIIOMHO3HHA.

Tporonun T (THT) - orBevaeT 3a CBsi3bIBaHHE TPOIIOHHUHA C TPOIIOMUO3UHOM,
yepes3 TPOMOHUH "1 KOH(pOpPMaLIMOHHbIe U3MEHEHHsI TPOTIOHWHA TTepeJaloTCs Ha
TPOIIOMHO3UH.

Tpomonuu C (THC) - Ca2+-CBA3bIBAIOIIASA CYO'bEIUHUIIA, COTEPIKUT 4 YIaCTKA IS
CBSI3bIBAHMSI KAJIbIIMSI, IO CTPOEHHIO IMMOX0XKA Ha Oe/T0K KaJIbMOAY/IHH.

TpononuH I (THI) - uHrHOUTOPHAsK CYyObEIUHUILIA - DTO HEHACTOSIINI HHIHOUTOP
- OH TOBKO JIMIIb CO34aeT NPOCTPAHCTBEHHOE NPeNsITCTBHUe, Mellalollee
B3aMMOZENCTBUIO0 aKTHHA 1 MUO3HWHA B MOMEHT, KoTZia TpOortoHUH 'C" He CBsA3aH C
Caz+



PyHKIIMU TPOIIOHHWHA

TpononuH nprcoearHeH K 6€IKY TPOIIOMHO3UHY U
PACITIOJIOXKEH B YKeT0OKe MEXTy aKTUHOBBIMH HUTSIMU B
MBIIIIEYHOM BOJIOKHE. B pacc/rabieHHOM MBIIIIIIe
TPOTIOMHO3WH OJIOKHUPYET MECTO ITPUCOeTTHEHHUSI

MM O3MHOBOM I'OJIOBKHY K aKTUHY, IIPeLOTBpAllasi TAKUM
o6pa3oM MbllIeqHOe coKpaleHre. Korga Ha MpIIIeYHYIO
KJIETKY IMTOJQeTCS MOTeHLUAJI IeUCTBUSL, CTUMY/IUPYA €€
COKpallleHre, KaJIbLIUeBble KaHaJ/Ibl OTKPbIBAIOTCS B
CapKOIUIa3MaTHYeCKUi peTUKyIyM (sarcoplasmic
reticulum) ¥ BBIMYCKAIOT HOHBI KaJbIIMS B CAPKOILIA3MY.
YHacTp 3TOTr0 KanbLus NPpUCOEIUHSAETCSA K TDOIIOHHUHY,
BBbI3bIBAs €ro CTPYKTYPHOE U3MEeHEeHUe, B pe3y/ibrare
KOTOPOTO TPOTIOMHUO3WH CIBUTAETCS TAKUM 00pa3oM, 4To
MM O3MHOBAS T'OJI0OBKA MOXKET IIPUCOEIUHUTHCS K
AaKTMHOBOUW HUTH U BbI3BATh MBILLIEYHOE COKpAllleHue.



[lnarHocTnyeckoe
MCMOJIb30BaHUE

= AHa/IM3 KPOBM Ha COZEePXKaHUESROMOHNHA
MOXeT ObITb MCMNOJIb




ornJjiaamMmuH

epyJIOIUIa3sMVH — MeIb-Coaep Kallnii
OK (IJIMKOITPOTENH), IIPUCYTCTBYIOIIINTL B
IUIasMe KpoBu. B iepysioruasmimHe
COIEPXKUTCS OKOJI0 95 7% 00I1Iero KojmyecTsa
M€/ CBIBOPOTKM KPOBU UeJIOBeKa.
BpoxxmeHHbIVI IedpuInT 11epyIIoruiasMnHa
IIPUBOONT K JiedpeKTaM pa3BUTIS TOJIOBHOTO
MO3ra " TIeYeHN.



dusnosoruvecKasi pojib

[lepysoniasaMuH 0OHapY)KHMBaeTCsl He TOJBKO B TJIa3Me
YyeJI0BeKa ¥ MPUMATOB, HO M Y CBUHBY, JIOLIAAN, KO3bI, OJIeHHS,
co0aKH, KOIIKH U AP. )KUBOTHBIX. be/ToK UrpaeT BaXKHYIO
dbepMeHTATUBHYIO POJIb — OH KaTa/IM3UPYET OKHUCIeHUE
1o/ EHO0JIOB U MTOTMAMHHOB B TIJIa3Me.

CuHTe3 Hepy/lorIa3MHHA B eYeHH OCYIIECTBISIIOT relaToyThI
M CKOPOCTb 3TOTO TpoLecca peryaupyercs ropmonamu. Ha
MPOTSDKEHUH BCeH YKU3HU YPOBEHB 3TOTO OeTKa B IIa3mMe
OCTaeTCst CTaOM/IbHBIM, 33 UCK/TFOYEHEM HeOHATATbHOTO JTara
Y TIeprosia 6epeMeHHOCTHU Yy YKEeHIIVH.

[lepynoria3aMuH He TPOHUKAeT JIMOO0 c1ab0 MPOHUKAET Yepes
remaTtosHIledamyeckuii 6apbep. B Mo3re yenoBeka 6e0K
IIPOU3BOAUTCS OTNpeie/IEHHBIMU MOMY/IALIUSIMU T/THATbHBIX
KJIETOK, CBSI3aHHBIX C MUKPOCOCYZIAMH, a B CéTYaTKe I/la3a —
KJIETKaM{ BHYTPEHHEero HyK/IEapHOTO CJIOS.
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KAHM4YecKoe 3HavyeHue

1L S1029

ble, YPOBHHU 1l€pYyJIOILIa3MUHA OTMEYal0TCA
HU Buibcona — KoHoBasioBa u 00J1e3HU
IIEPBOM CJIydae 3TO 00YCJI0BJIEHO

€M IIponecca «Harpy3Ku»

JIOIIJIA3MUHA MEJIbI0 BCJIEICTBUE MyTallUN
reHa ATP7B. Bo BTopoMm cirydae HapyIieH 3axBat
ME/TM B KMIITEYHMKE N3-3a myTtauuu rena ATP7A.

« KoHIIeHTP3@@Ta [epysIoIiasMuHa Tak»Ke BO3PaCTaeT
IIPY BOCHAJMATEIBHBIX ITPOIECCAX, TPABMAaX.

"+ B pane I/ICCJIQZE&E‘&IHI/II/I OTMEYaloTCA MOBBIIIIEHHBIE

YVPOBHH I1€PYJIONJIA3MIHA y OOJIbHBIX MU30(PPEHUEN.
B eiiHCTBEHHOM Ha IaHHBIM MOMEHT HEOOJIbIIIOM
MCCJIEIOBAHUH JIUI] C 00CECCUBHO-KOMILYJIbCUBHBIM
pPacCTPONCTBOM TaK:Ke ObLJIM OTMeUeHbI IIOBHIIIIEHHEIE
YPOBHH IIEPYJIOILJIa3MHHA.



lanTormoouH

1 Mantorno6buH (anrn. Haptoglobin, Hp) — Genok
nniasmbl KPOBU, C BLICOKOU adPpPUHHOCTbLIO
CBA3bIBAOLWNN reMornobunH, BbICBODOXOaoLLNNCS
N3 3pUTPOLMTOB, N TEM CaMbIiM UHIMOMNPYOLLINY
ero OKUCIIUTENbHYI akTUBHOCTb. Kommnnekc
reMmornobuH-ranTornobunH 3atem yaansercs
KrneTkaMmn peTukyno-aHaoTenmanbHOW CUCTEMBI.

1 B HekoTopbIx nccnegosaHmnax reH HP
accouumpoBaH C PUCKOM pa3BUTUA LLN30MPPEHUN.
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® [anTorAobuH oTHoCKTCA K Beakam ocTpol ¢asbl —
BblpabaTbiBaeTCsl B OTBET Ha UHPEKLMUIO,
noBpeXAeHue, onyxoAesbi npouecc. CuHTes
ranToraobuHa Bo3pacTaeT NoA AEMCTBMEM FOPMOHA
POCTa, UHCYAUHA, SHAOTOKCUHOB BaKkTepui,
NPOCTarAAaHAMHOB U LMUTOKUHOB. [1pn BocnaaeHnn oH
BbIMOAHSIET GYHKLMM aHTUOKCUAAHTA, YMEHbLUAS
NOBPEXAEHUSA KAETOK, MPENATCTBYET POCTY
HeKoTopbix 6akTepui, Hanpumep Escherichia Coli —
KMLUEYHOM MAaAOYKM, MOAABASIET BOCMAAEHME 32 CHET
YrHETEHUSA CMHTE3a NMpocTaraaHAuMHoB. Kpome Toro,
OH CTUMYAMPYET POCT COCYAOB U Y4acCTBYET B
PEryAsilUM UMMYHHOM cucTeMbI. TaknMm obpasom, npu
BOCMAAEHWUU, OMYXOAEBOM POCTE, MOBPEXAEHUAX
XUMUYECKUMU PaKTOpaMn YpOBEHb ranTorAobuHa B
KPOBM MOBbIWaeTCs Ha 4-6-1 AeHb MOCAE HavaAa
AENCTBMA NoBpexaaloLero ¢pakTopa 1 NnpekpallaeTcs
yepe3 |4 AHel nocAe ero ncyesHoOBEHMS.
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/InarHoCTMKa

o JIJ11 TMarHOCTUKHU
BHYTPUCOCYIICTOTO T€MOJIN3a U
CTEIIeHU ero TsKeCTU

o JIJ11 BBIAABJIEHUA PEAKIINU OCTPOM
daznl (MHEeKIMH, BOCIIaJeHUs],
OIIYXOJIH, 03K0T'a, 0OMOPOKEHMU,
ayTOMMMYHHBIX 3a00JIeBaHUI).

o JIJ14 OlleHKU (DYHKIUU [I€YEHMU.




