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BONMPOCHI NEKLLIAN

1. DyHkumoHuposaHume 6enkos: AHHaM‘HKa
6enkosom MonekKynbli, B3aMmMmogeMcreme
Genoxk-nuranp, 6enok-6enok.

2. Pasnuuue 6enkoBsoro cocrasa opraHos
M TKAaHEeW, U3MEeHEeHMEe ero B OHTOreHese m
npm 6onesHax (NepBMUYHLIC U BTOPUUYHDIE
NPOTEMHOMNATUM).

3. MpocThie 6enkun: knaccuduxkauusa,
npepacTaBUMTeNnu, XapaKrepmcruka,
Guonornueckue hyHKUUM.

4. CnoxHblie 6enku: knaccuduxkauuna,
npeacTaBUMTeNnu, XapaKkrepucruka,
Guonornueckue hyHKUUM.



1. PyHKuUMOHMpoBaHue 6enkos: auHaMMKa
Genkosou Monexynbl, B3aMmMoOfEeMuCTBMe
6enoxk-nuranp, 6enok-6enox.

e Nna PyHKUMOHUpPOBaAHUA BonbluMHCTBA 6enKkoB
Heo6XxoauMOo nNpucoeauHEeHUe NUraHAaa K aKTUB-
HOMY UeHTpY benka.

e XapaKTepucTuKa N"MraHAoB:

e 1) umu moryt 6bITb HeopraHuueckue (MoOHbl me-
TaNAN0B) U OpraHU4ecKkue HU3KO- U BbICOKOMO-
NeKynAapHble Belw,ecTsa;

e 2) nuraHabl MOryT U3MEHATb CBOIO CTPYKTYpPY B
aKTUBHOM UeHTpe (cybcTpaT — 6enok-dpepmeHrT);



Cy6ctpar PepmenT-cybecTpaTHbIA
AKTUBHLI KOMMNNEKC

LUEHTP

CssasbiBaHue

Pacuiennexsne
cybcTpara

cybectpara

benkosasa yacte Kodepment

depmeHTa \’

e 3) nuraHabl MOryT NPUCOEAUHATLCA K OenKy B
MOMeEHT ero yHKuuoHuposaHua (Hanpumep, )
KUCNopoA K remornobuny) nnm 6oitb
NOCTOAHHO CBA3aHHbIM ¢ 6enkom (Hanpumep,
Kenes3o B remornobutxe).

N
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AKTUBHbLIK LEHTP — Y4YacToOK 6enkosou MONeKynbl,
chopMUpPOBaHHLIA paguKanamMuM aMMUHOKUCNOT B
yrnyoneHun monekynbl, KOMNNEMEHTaPHbIU NUraHAY.
KomnaemeHTapHOCTb — NPOCTPAHCTBEHHOE U XUMMU-
YecKoe COOTBeTCTBME aKTUBHOIO LleHTpa U AMraHaa.
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Macca kaTtanassbl - 250 000 )
Macca nepokcunga (H,0O,)- 34 )




XapaKTepucTtuka akTMBHOro LieHTpa:

1) oTHOCUTENbHO M30/IMPOBAH OT OKpYXKatloweil cpeabl;

2) umeert «penbed», cosnagatowmii ¢ NPOCTPAHCTBEHHOM
CTPYKTYPOU NUraHAa;

3) npu HenoaHOM coBnageHun cnocobeH K HebonbUMm
KOHPOPMaUUOHHBIM U3MEHEHUAM;

4) copepXuUT pagukanbl aMMHOKUCNOT, CNOCOOHbIe 06pa3o-
BblBaTb HEKOBA/IEHTHbIE U KOBA/ZIEHTHbIE CBA3U C IMFraHAOM;
5) obnapaet BbiICOKOU CNEUUPUUHOCTBIO K IMraHAaM;

6) npu ageHaTtypauum paspyLuiaeTca.




AMUANnouuabl 1 NPUMOHDLI - npumep
Genox-6enkoBbix B3aMMOAEeMCTBUM \

AmMmunompasl — camocobupatouwueca HeKOBanNeHT-
Hble PuUbpunnapHbie nonMmepbl UAEHTUUHDbIX
6enKoBbIX MONEKYAN, Y KOTOPbLIX HapyweH donauHr
6enka

NMpUMOoHBI - nepegatowmeca UHGEKLUOHHbIE amuaouabl |
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BonbwMHCTBO amunouaHbIX 3abonesaHunit nepeaatorca
MeXAY KNeTtkamu, U ANA HEKOTOPbIX aMmUaouaoB
( noKasaHa nepepaya Mmexay opraHusmamu.
B onpepenéHHOIA cTeneHn, MHOrMe aMmunouabl — NPUOHDI



“TEKCTOBOE” U “CTPYKTYPHOE
KOOQUPOBAHME
B BUOJIOFTMYMECKUX CUCTEMAX

«Texkcrosas» matpuua (AHK unu mPHK)

CTpykTypHaa matpuua (NpUoH)
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NAPANNENbHbLIM MEXXMONEKYNAPHbIW B-JIUCT
- IPUMEP CTPYKTYPHOIO KOOMPOBAHMUA

HoBbi MOHOMEP YKNaabiBaeTCA B CTPYKTYPY,
COOTBETCTBYIOULYIO NPUMOHOBOM «MaTpMue»

New monomer assumes
structure templated by
filamentend




* MlndheKumoHHbIe

e PrPC HopmanbHbIN
memMmbOpanHHbIn 6enok
HEepPBHbLIX KNeToK

e PrPSc
«naronormMvyecKasa»

K°H¢opma“"ﬂ. PrPC PrPSc
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O-CIHPAJIU NMEePexXoasT B B-CTPYKTYpPHI
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http://ru.wikipedia.org/wiki/%D0%98%D0%B7%D0%BE%D0%B1%D1%80%D0%B0%D0%B6%D0%B5%D0%BD%D0%B8%D0%B5:Prion.gif

sabonesaHuna
Hacnepyemsbie NHdeKuMOHHbIE
(BLI3LIBAIOTCA MyTALMAMM (nepeaatotca ot
8 [HK) OAHOro OpraHUsma K
| APYrOMY MpUOHAMMU)

Cnopaaunueckue
(BbI3bIBAFOTCA HEU3BECTHLIMU NPUMUHAMMU)




NMPUOHOBLIE 3ABONNEBAHUA YENOBEKA,

cCBA3aHHbIe C NnpuoHOoBbIM 6enkom-PrP, cmeprenbHbl
M HeM3NneUuMMmbl.

e Bonesxub Kponudennara-fikoba
(CJD)

Cnopaguueckan

« BapuanTHaa 6onesHb
Kpounudennara-fiko6a (vCJD)

UndexumuonHan (or 6elueHbIX KOpPOB)

e Cunppom NepcTmana—
lirpayccnepa —lllennkepa (GSS),

Hacnepyeman

e CmeprenbHas cemenHasn

6eccoHnmua (FFl), Hacnepyemasn ) Affected Regions:
; Cerebrum
y M > Thalamus

B "H¢3K“"OHH3’| ("epe3 PHTyaanuﬁ ___:._:;;;f::":' Spinal Cord
KaHHu6anuam y nnemenu chope Hosom 3
FBuHeM)
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2. Pasnnuue 6enkoBoro cocrasa oOpraHos M
TKaHen, MSMEHEeHMEe ero B OHTOoreHese m
npu GonesHax (NnepBnMUHbLIC U BTOPUUYHbIE

nporeMHonarMm).

CopepxaHue 0enkoB B opraHax 4enoBeKa COCTaBNAET B CpeaHeM
15-20% ot cblpou Macchl TKaHU. OA4HAKO UMEKOTCA Kak
KONUYECTBEHHbIE, TaK W Ka4eCTBEHHbLIe pa3nu4ua 0enkoBoro
COCTaBa B pPa3HbIX OpraHax U TKaHAX

KonuuecrteeHHbIC pa3NMYMA coaepkaHua 6enka:
B NErkux , ceneseHke — 82-84%;

B Mbiwuax — a0 80%:;

B NeveHu — A0 72%;

B cepaue — 00 60%:;

B kocTaX — A0 20-40%;

B XXMPOBOK TKaHU — A0 14%.
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KauectBeHHbIe pasnuMuma 6enkosoro
COCTaBa OpPraHOB U TKaHei 06ycnoBneHbl ux

dYyHKUMOHaNbHOU audPepeHUUPOBKOMU.

A\
BE/IOK TKAHb U1 OPTAH /

COEAMHUTENbHAA TKAHb
KOMA, BONOCbI, HOFTU |
MbILLILbI |
KPOBb

CETHATKA TNA3A
HEPBHAA TKAHb
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e BbenKoBbIX cocTaB opraHU3Ima B3pocnoro
3A0pOBOro Yenoseka bonee unu meHee
NOCTOAHEH, 0A4HAaKO BO3MOXHbl Hebonbluue
M3MEHEHUA coaepXaHUA oTAeNbHbIX 6enKoB B
3aBUCUMOCTU OT GU3MONOrMUYECKOU aKTUBHOCTMH,
COCTaBa NULLKU U PEXMUMa NUTAHUA.

e B npouecce pa3sutua opraHM3Ma — B OHTOreHese,
0cob6eHHO Ha cambiX paHHUX cTaguax (OT 3UroTbl
A0 FMCTO- U OpraHoreHe3a) Ko/IMYecTBo U CoCcTas
6enka uameHAETCA 3HAYUTENbHO 3a CHET CUHTe3a
6enkoB co cneyuanusnpoBaHHbIMU QYHKLUAMM.
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UameHeHMe KonmuecTsa benka
B OpraHM3mMe YyenoBsekKka B

OHTOreHese

BO3PACT, ner

no 0,5
0,5-1
1-3
4-6
7-10
11 -14
15-18
19 ner u crapwe

bepeMeHHble
IKEeHLULMHbI

1, 9
1,7
1,4
1,2
0,95
0,82
0,75
1,3
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Cxkopocth oOMmeHa 6enkos B opraHnuame
°* 10 pHewn - 50 % 6enkoB neyeHU u /
nAa3mbl KPOBMU;
e 158 pHen - 6en0K MbilL U KOXKU
YenoBeKa;

e XXusHb - 200 pa3 obHoBNeHUe 6enkoB
BCEro opraHM3ma YenoBeka

Sy )




KauecTBeHHbIe UBMEHEeHMUA
‘ remornobuHa B OHTOreHese A
e [IpumumueHsbiu — HbP, 20.2¢, obpa3yeTcs B xen-

TOYHOM MeLUKe nyioga, MMeeT BbICOKOe CPOACTBO
K Kucriopogay.

* ®emasnibHbIU (y B3pocnbix 1,5%) —HbF, 2a.2y,
obpa3yeTcs B Ne4YeHU U KOCTHOM MO3re nnopaa, c
3-x 0o 6-Tn mecsiueB NnonHocTbo 3amMmeHseT HbP,
MMeeT BbICOKOE CPOACTBO K KUCnopoAay.

« 'emo2s106uH A (y B3pocnbix 98%) — HbA, 2a.2p,
obpa3yeTcs B KOCTHOM MO3re nnoga ¢ 8-mu
MecsLeB, K KOHUY 1-ro roga XXu3sHu sameHsiet HbF,.

MunHOpPHbLIE (POPMbI:
* 'emoenobuH A, (y B3pocnbix 2%) — HbA,, 20.26;
* 'emo2106uH A, (npn ctapeHum) — HbA;, 2a2p.




d erca, nubo umeer
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NPOTEMHONATUM

e/

—

PesynuTar nospe-
TUYECKOM ypoBHe
- 6enoxk nu6o BoB-

ce He CUHTe3upy-

2 p edeKThl B CTp-pe /

’

KonuuecrseHHoOe
nameHeHve ben-
KoB 6e3 nameHe-

CTPYKTYPbI nNpu
Jd onpeaeneHHbIX

_naronormsx
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NepeuuHbie (HAaCNEeACTBeHHLIC) NPOTEeMHONATUM

NMpumepom moxKet cnyXutb CepnoBMaHOKNEeToOuHan
aHeMuMA (remornobuHonaTua) npu KOTOpoi BMeCTo
HbA obpa3yertca HbS, coaepxawuu B B-uenax BariMH s
6 NoNnoXXeHuu BMecTo rMyTaMMHOBOM KMCIOThLI. B
pe3ynbTtaTe ero MoAeKyabl CAMNAIOTCA U 3PUTPOLMUTDI
npuHumatlotr ¢opmy cepna. OHM NNOXO NPOXOAAT Yepes
Kanuanapbl U Bbi3blBalOT I0OKANbHYIO TMNOKCUIO OPraHoB
N TKaHEeMW.

3TO roMmO3uUroTHOe peueccusHoe 3abonesaHue. /lioau,
romo3urotHble no HbS, norubatot or manokposua B
paHHeM AeTCKOM Bo3pacTe.

~p
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BropuuHblie (npuobpereHHbI€) NPOTEeMHONATUM

Mpu npuobpeTeHHbIX NPOTEUMHONATUAX U3MEHALTCA
KOonu4ecTso 6enka unu ero pacnpeaeneHue B TKaHAX, UNn
Hapywaertca pyHKuua 6enka B CBA3U C USMEHEHUEM
YCNOBUMU B KNETKe.

Hanpumep, npu HeKOTOpbIX popMax racTpuTta B KneTKax
CNU3UCTOMU XKenyaKa npekpawaerca obpasosaHue 6enka
cdaxkmopa Kacmana, obecneuuBalowero ecacblieaHue
eumamuHa B,,. B pe3ynbrate HapyLlaeTca CUHTe3
remornobuHa u passusaerca Taxenaa popma aHemum
(3nokauecrseHHaa aHemua).

)



Takum obpazom, uccnegosaHue 6enkos
opraHM3ma Yenoseka, umeer 6bonbluoe
3HavYeHue B meguuuHe. C ero nomouibio
BO3MOXKHO:

1) o6HapYXUTb NATONOrMHECKUIA NpoLEeCcC B x
opraHusme; /

2) OUEHUTb AUHAMUKY PA3BUTUA U TAXKECTb
3aboneBaHua; |

3) oueHuTb 3O PEKTUBHOCTL NEHEHUA.

Moatomy, npu NpaBuUNbHOU TPAKTOBKE, AaHHbIE )
nccnepoBaHua 6enkos umerot 6onbluoe
KIMHUKO — AMAarHOCTUYECKOe 3HauYeHue.

S /




Knaccucdbhukauua 6enkos
Nno XMMMUUYECKOMY COCTaBY

\ 4

NMpocrthie

CnoxHbie
(nporeuHsbl) (nporemabi)
benku, cocroawme Copepx<ar 6enKoByio u
TONMbKO U3 He6GenKoByio (MOHbI
AMMHOKMCINOT

MeTannos, nunuabl,
w/ [ yrnesopsi M Ap.) HacTb

;‘@‘ j
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Knaccndbukaumnna 6en|(6'3

MpocrTbie Cnoxm LI
. <155emm:> d

NporeuHsl I'Iporeunb|<
I

1. AnbOyMmuHbl 1. Xpomonporemabl

2. FNoGynuHbl 2. MeTannonporeumabl '

*3. NMporamMmuHbl 3. Hyxneonporeuasb!l

4. FNCTOHDLI 4. ®ocdchonporeuabl

5. MponaMmuHbl 5. Jiunonporeunabl

6. FmoTenuHsbl 6. FNnukonporemab!

7. NMporenHouabl

N



3. NMpocrteie 6enku: knaccucdpuxkaumusa, npean-
cTaBMTenu, Xapaxkrepmcruka, 6uon. d-umm.

MpocTeie 6enkm - coctoar Tonbko us AK:

1) Ans6ymmrbl n rnobyrnMHbI — 6enkn NNa3mbl KPOBM.
AnbbymuHbl (M=40-70 meic.[a) nopaepXUBatoT OHKOTUYECKOE U
OCMOTUYECKOEe AaBNeHUe, OCYLECTBAAIOT TPAHCNOPT XXUPHbIX KUCNOT.
Fnobyauxel (M=150 Tbic.la u 6onee) obecneunsalor TpaHCNOPT
AMNMAO0B, TOPMOHOB, BUTaMUHOB, 3alLUTHYIO QYHKLMUIO.
Paspgenaiorca Ha ppakuyuu: a-rnobynuHbl — TpaHcnopt bunupybuHa,
BX0oAAT B coctas JIMNBMN;

B-rnobynuHbl — TpaHCNOPT MOHOB MeTannos (beppuUTuH, TpaHchepuH,
uepynonnasmMuH), yuactue B CBepTbiBaHMK KpoBu (NpoTpombuH);
y-rnobynuHbl — 3awutHan yHKuUA (MMMyHOrnobynuHbl — aHTutena).

2) lNporammrHbl M rUCTOHI — apepHbie 6enku. Y Hux
Bblpa*KeHbl OCHOBHbIe cBoicTBa. OHM XOPOLLO pacTBOpPUMbI B BOAE,
npoTtaMmuHbl (CaAbMUH, KNYNEUH) coaepKat MHOro apruHmHa (60-
85%), rUCTOHbI coaepKaT MHOTO 1M3MHa U apruHuHa (20-30 %),
BXOAAT B COCTAaB XpPOMaTUHA, PEryaupytor merabonuueckyio
aKTUBHOCTb reHoma. OcHoBHble 6enkun, UIT B WenouHou cpege.




3) lpornnamMuHbl M rIIOTeINTHHbI — 6enku
PacCTUTENbHOIO NPOUCXOXKAEHUA (3eUH-KYKYPY3a,
ropAeuvH - AYMEeHb, OPU3EHUH - PUC, TNIOTEHUH,
rnnaguH - nweHuua). CoaepKarca B cemeHax
3N1aKOB B COCTaBe KNeUKOBUHDbI, PacTBOPAIOTCA B
60-80 % BoagHOM pacTBOpe 3TaHOANA, coaepKaT 20-
25 % rnytramuHoBOU Kucnotol 1 10-15 % nponuna.

4) IlporenHoMab! (CKNeponporenHbl) -
6enkKu Kocten, xpawen, Bonoc, Horreu (KonnareH,
3NaCTUH, KepaTtuH). OHKM He nepeBapuBaloTCA Noa,
aeucrsuem ¢epmentos XKT, umetotr dpubpun-
NAPHYIO CTPYKTYPY, HE PacTBOPAETCA B BOAHbIX
pacTBopax, He NpUroaHbie ANA NUTaHUA.




4. CnoxHbie 6enkn: knaccudcdukauma, npea-
CTaBMTeNnu, XapaxKrepmcruka, 6uon. cdh-uum.

CnoxHeblie 6enxm - cocroar us 6enkosoit u
HebenkoBoM yactu (nuraHga), oHu cBA3aHbLI
KOBaNE€HTHbIMU UNN HEKOBAaIGHTHbIMMU CBA3AMM.

o 1) Xpomonporemghl — cocToat u3 6enKkosoii Hactu u
OKpalleHHOro He6enKoBoro KOMMNOHEHTa:

a) remonporemabl — Hebenkosana 4acTb — rem, pasnu-
vyatotT pepmeHTHbIE (LUTOXPOMbDI, KaTanasa, NepoKcuaasa)
n HedpepMmeHTHbIe (remornobmH u mMorno6uH).

6) marHuMnopdupuHbLl — cogepiKartca B xnopodunne;

B) cdonasonporemabl — B Kauectse NPocTeTuYecKkoun
rpynnol — ®MH n ®AA;

r) peTuHanbsnporeMabl — COAepXaTt BUTaMUH A,
HaXoAATCA B CeTHaTKe rnasa;

2) Merannonporengb! — B aKTUBHOM LeHTpe
HaxoAuTCcA metann — eppuUTUH, TpaHCPEeppPUH,
remocugepuH, uepynonnasmuH.




3) Hyxneonporemgsil — ne6enkoBoi 4acTbio
ABNAETCA HYKNenHOoBaA KUcnora, ecam ato AlHK -
Ae3okcupubonykneonporeuabl (AHM), echn PHK -
puboHykneonpoteuabl (PHM). AHMN cocTtasaaioT
XpomaTtuH, obecneunBaloT XxpaHeHUe HacneaCTBEHHOMU
nHoopmauuu. PHIN BxoaaT B coctaB pubocom, y4acTeytoT
B TPaHCAALUMN.

4) @occhonporemngbl — Ka3euH, BUTENNUH,
BUTENNIUHUH, POCBUTUH, 0BaNbOYMUH, UXTYNUH —
OCYL,EeCTBAAIOT NUTaHUE 3apoAbILA U HOBOPOXKAEHHOTO.
d®ochopHana Kucnora cBazaHa CNOXKHOU 3PUPHOMN CBA3LIO
¢ 6enkoBou vactbio uepes OH-rpynny cepuHa, MHoraa
TPEOHMUHA. YHACTBYIOT B SHEpPreTMYecKux npoueccax.




R

5) Jinmnonporemgbl - npocTeTUHECKan
rpynna npeacraBneHa AiMnuaom, BXOAAT B COCTaB
KNETOUYHbIX  MembpaH, MUTOXOHAPUM "
MMUKPOCOM, a TaKXKe NPUCYTCTBYET B cBO6oaHOM /
COCTOAHMU B nNNasme KpOBU;, AENATCA Ha
BbICOKOUW nnotHoctu -— JINBI (TpchnopT’
Xonecrepona M3 TKaHeM B MNEYEHb), HU3KOU -
JINHN (TpaHcnopT xonecrepona B TKaHMU), oqel-lb>
HU3Kom — JINOHMN un xunomukpoHbl (TpaHcnopT
Tpurnuuepugos). CBA3b Mmexay AAMNUAOM U

0enIKoMm HeKOBaJZIeHTHaA.
S /
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6) 'nnikonporemngbl — npocteTu4eckue

rpynnbl NpeacrasneHbl yrnesoaamm
(onurocaxapuaamm) u ux nponsBogHbIMU —
rMMKO3aMUHOIIMKaHaMu (rmanypoHoBas u
XOHAPOUTUHCEPHAA KUCNOTbI), KOTOPbIE NPOYHO
cBA3aHbl C 6enKoBOU HacTbIO.

Pasnuualot: cobcTtBeHHO rnukonpoteuHsbl (95%
6enka, 5% yrnesogHblit KOMNOHEHT) —
TUPEOTPONHbLIN U PONNUKYNO-CTUMYNUPYIOLLLUNA
ropmoH, peuentopbl membpaH;
nporeornuMkaHbl (5% 6enka, 95% yrnesogHoro
KOMMOHEHTA) — KOMNOHEHTbl MEXXKNETOYHOro
MaTpUKca.




CIIACHABO

34 BHVMAHME!
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