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= CooepXuT Tpu KOMMNOHEHTA
= PocdaTHyto rpynny
= [leHTO3HbIN caxap
= A30TUCTOE OCHOBaHUE

l'yanuH (M)

OcHoBanue

Caxap

Hykneorua

Yncrno BO3SMOXKHbIX
TPUNNETOB, KOTOPbIE
obpasyTca YeTbIpbM4A
HyKneoTngamu,
COOTBETCTBYET 43 = 64.
Takoro konnyecTBa
TPUNNETOB BrMOJSIHE
ANOCTaTOYHO, YTOObI
3awmndposathb 20
Hanobonee
pacnpoCcTpaHEHHbIX B
npupoae aMmMHOKNCHOT,
BXOOALLMX B COCTaB
oernka.



Takmum ob6pasom, pacumcppoBKa 6Monornyeckoro Koga nokasana,
4YTO OH:

1. TPUNNETEH (OQ4HA aMMHOKUCIOTa KogMpyeTca TpemMs paaom
CTOALLMMMN HYKNeoTungamu);

2. ceyndunyeH (oanH 1 ToT Aaxke TPUNNET KOAMPYET TONbKO OOHY
onpeaeneHHy aMmMHOKUCIIOTY).

* 3. YHUBepcarneH (OH NPUMEHNM AOJ1A BCEX KNMBbIX OpI'aHI/I3MOB),'

* 4. BbIPOXEH (TO €CTb 0gHa U Ta XXe aMUHOKUCNOTa MOXeT
KOAMPOBATLCA HECKOITbKUMW PasfiUYHbIMU TPUMNETaMM);

5. 0gHOHanpaBreH (cYnTbiBaHUE MHd OPMaL MM NPOUCXOONT TOSMbKO B
OAHOM HanpaBneHUun);

6. HE NepeKpbiBaeM (TO eCTb KaXXabl HYKNeoTna BXOAUT B COCTaB
TONbKO O4HOro TpunfeTa n 3aHMMaeT B HEM CTPOro onpegeneHHoe
MECTO).



Pennukauna HacnegcTBeEHHOro Marepuana

Pennukauuns BKnro4YaeT HECKONMbKO 3TanoB:

* 1. Pa3pbiB BOOOPOOHbLIX CBA3EN MeXay KOMMNIEMeHTapHbIMU a30TUCTbIMU
OCHOBaHUAMW OBYX MOMUHYKIEOTUOHbIX Lieneu OCIXLLI,eCTBJ'IFIeT depMeHT
[HK-renukasa, pacnnertasa gsouHyto cnmpans JHK.

* 2. IHK-TOonon3omepa3sa paspbiBaeT pochpoanadppHyto CBA3b B OOAHOU U3
nonuvHykneotugHoix uenen JHK, cHumaa HanpgkeHue, BbidbiIBaeMoe
pacnneTeHnem cnmpanm n pacxoxxgeHue uenemn B pensinkauMoHHOW BUTKE.

* 3. lecTabunusunpyrome oenku soinpamnsatoT ydactok OHK, pacTarmusatoT
oAuHOYHbIe uenn AHK, He no3Bonasa M COMKHYTbLCA, U OenatoT a3oTUCTbIe
OCHOBaHUs1 cBODOAHBLIMU A1 CBA3bIBAHUA C KOMMIEMEHTaPHbIMU
HyKneoTugamu,

* 4. B obnacTtu pennukaunHHOM BUNKN OenCTBYIOT doepMeHTbl [HK-
nonvmepasbl: Ha BeayLleun (nuaupytowen) n oTcTarLLen
(3anasgbiBaroLLen) uenax. Ha segyueun uenun JHK-nonnmepasa pabotaet
HenpepbIBHO, a Ha OTCTaroLen PepMeHT BpeMs OT BpeMeHU NpepbiBaET U
BHOBb BO30OHOBMAET CBOIO paborTy, I/ICI'IOJ'II:3|2/FI KOpoTKMe Mosekynbl PHK-
3aTpaBku, cuHTesnpyemble pepmeHToM OHK-npanmason.



5. AHK-npanma3sa cuHtesnpyet oaHy PHK-3aTtpasky ("npanmep") ons
nuanpytowien uenu n gns kaxagoro dpparmeHTta HK (doparmeHTta Okasaku) B
3anasgbiBatollen, Y npokapmnot doparmeHTbl OKasaku cogepxart oT
1000-2000 HykneoTnAoB. Y 3yKapuoT 3Ha4MTenbHO kopoye- 100-200
HykneoTtngos. Monekyna [JHK-npariMa3sbl HeNOCPEACTBEHHO CBA3aHA C
OHK-renvkasoi, o6pasys CTpyKTypy, HasbiBaemyto [TPAVUMOCOMOMW,
KOTOpada ABMXETCHA B HarnpasneHnn 3 packpbiBaHUA PENMKaLMOHHON BUIKU
1 no xoay asmxeHusa cuHtesnpyet PHK-3atpasky ans doparmeHToB OKasakw.
B aTom e HanpaeneHun asmxetca AHK -nonnmepasa segyuien uenu v
[NHK-nonnmepasa otcratowen uenu. [inga atoro, Kak nosiaratoT, nocrnegHss
HaknagbiBaeT uenb [HK, koTopasi cnyXut en matpuuen, camy Ha cebs, 4To
n obecne4vmBaet pasBopoT AHKnonnmepasbl otcTatowen uenm Ha 180°.
CornacoBaHHoe apmxeHune asyx IHK-nonnmepas obecrnevnBaet
KOOPAWHUPOBAHHYIO pennukaumio 0benx HUTEN.

6. PHK-3aTtpaBka, He obnagatouiast KOppeKTUPYIOLLLEN aKTUBHOCTLIO,
OTnM4yaeTca oT HoBocuHTe3npoBaHHoU Lenn [HK, nockonbKy COCTOUT U3
PUBOHYKNEOTNAOB N B AanNbHENLLEM YOANSAETCS C NMOMOLLbIO
cneundomnyeckom pmboHykrneassl. ObpasoBaBLUMECS DpeLLn JOCTpanBatoTCS
KoMnremMmeHTapHbiMn ydactkamm JHK.

7. CoegnHeHune cuHTeanpoBaHHbIX dparmeHToB [HK (pparmeHToB



MexaHuam pennukaumm OHK

Hauano cunrela cigyiomero
pparmenta Orazakn

JHK-noaumepasa, 3aran 1uBaounas

cHuTes hparmenta OKazaku
\ SSh -benkn

PHK-npaiimaia

\ PHK-zarpaska
Marpuua 40asi CHHTE3A OTCTAIMCH HenH

HanpaBsneHne gBUXEeHUNA -

B pesyinbrare
pEILUIMKAIlU B
JOYEPHUX MOJIEKYTIaX
JITHK onHa
MOJIMHYKJICOTUAHAS
LENb SBJISICTCA BHOBb
CUHTE3UPOBAHHOM, a
Ipyras - paHee BXOIuia
B COCTaB MAaTEPUHCKOMN
moJtekynsl JIHK. Takoit
CIoco0 CHUHTE3a
HAa3bIBACTCS TIOJTY
KOHCEPBATHUBHBIM.



PenapatuBHbin cnHTe3 HK

— OHa ocyLLEeCTBNAETCA B 5
= 9Tanos:

Mospex- IHAOHY-

nenme xacas i] » 1. DepMeHT 3HOOHYKNeasa

e HagpesaerT uenoyky JHK B
MeCTe BO3HUKHOBEHUS

= \

= Buperanue

noBpeXaeHus.
« 2. DepMeHT HyKNneasa
r’cnapauuon-

Bblipe3aeT NoBpeXaeHHbIN
Y4acCTOK.

HBIH CHHTE)

THK

2 Honuuyxne-

OTrdaAnNmMrala
-—

3. DepMeHT 3K30HYKNeasa
paclmpsieT bpeLub.

4. 1HK-nonnmepasa nartaer

Moaud ObpeLlb, CUHTE3NPYSH Y4aCTOK
P::cp':‘l-l ID.HK KOMMJIEMEHTapPHO
HenoBpeX4eHHOW LIerno4Ke.
= e 5. PepMeHTbI Nnrasbl

= CLUMBAIOT BHOBb

& NOCTPOEHHbIN Yy4aCTOK CO
cTapbiM, 1 uenoctHocTb HK
BOCCTaHaBIMBAETCA.




|_|I/IFMeHTHaFI Kcepouepma

[pynna 3aborieBaHumn, Npm KOTOPbIX
OTMeEYaEeTCcs NOBbILLEHHAS
YYBCTBUTENBHOCTb KOXW K CONMHEYHbIM
ny4yam (nokpacHeHue, NnurmeHTaums,
N3bA3BNEHMNS, 3NOKAYECTBEHHbIE
obpa3oBaHUs). ATO peLeCcCUBHO-
ayTocoMHoe 3abonesaHune. PndpobnacThbl
KOXXU OOnbHbIX Ntogen donee
YYBCTBUTESbHbI K YIbTPadUONETOBLIM
ny4yam, yem pmbpobnacTbl 300POBbLIX
nogen. To CBA3aHO C TEM, YTO OHU
obrnagaroT NOHUKEHHON CNOCODHOCTbLIO
BbILLENSATb AUMEPbLI TUMUHA,
criegoBartenbHO, UMEET MeCTO HapyLLleHue
penapaumn Ha NepBOM ee€ 3Tare, To eCTb
npounsoLuna Mmytauns B reHe, KOgMpyroLwem
CUHTE3 ynbTpadunoneTosoun crneundumnyeckon
9HAOHYKNea3bl. BO3MOXHbI HApyLLEHNSI U Ha
opyrnx atanax penapaunmn QHK nnu gaxe
Ha HECKOJIbKMX 3Tanax.




ATakcung

Mo3XeuKoBasl aT aKCHUA

[1porpeccupytoLlas
aTakcuga Mo3xXeuka C
HapyLleHnem
KoopanHauum
OBMXEHUN,
TeneaHrmoakTasung
cknep. B atom cniy4yae
CUNbHO 3anasgbiBaeT
BTOPOW 3Tan
penapauum -
yaoaneHue
NnoBpeXaeHHbIX
OCHOBaHUW MOJEKYrbI
NHK.
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CvHapom bnyma




Ha Hutu JHK B CTpyKTYype reHa MOryT BOSHUKHYTb U
HepenapupyemMblie U3MEHEHUS - FreHHble UJTN TOYKOBbIe MyTaLuuu:

1. MucceHc-myTtauuna. CeasaHbl C 3aMEHOM O0OHOro HyKeoTnaa Ha
apyrown. B pesynksraTte Takon 6 myTauumn BO3HUKITO 3aboneBaHne
cepnoBUOHOKNETOYHaA aHeEMUS. Y TOMO3UTOTHbLIX HOCUTENEWN 3TOro
reHa B 3puUTpoumTax CoaepXNTCHA reMorriodbuH S, oTnnyaroLmnca ot
HOpManbHOro remorrnobunHa. A TorbKO OAHON aMUHOKUCIOTOW,
NoTepPsABLUEN CMIOCODOHOCTD JTIENKO CBA3bIBAETCH C KUCNOPOAOM.

* 2. HoHCceHc-MyTaums. CBAsaHa ¢ 0bpasoBaHMeM DECCMbICIIEHHbIX
kogoHoB (YAA, YAT, YTA).

* 3. MyTauusa co "casurom pamkn". HabnogatotTca npu BCTaBKe UMn
BbiNageHUN OQHOIro HyKneoTuaa.



BbisiBrieHbl MexaHn3mMbl, CHUXKakoLwWue 4acTtoTy
dheHOTMNUYECKOro NposiBrieHUA MyTauum n omonornyeckme
aHTUMyTareHHble (pakTopbl:

*]l. TPUNNETHOCTb U BbIPOXOEHHOCTb reHEeTUYEeCKOro Koaa;

*2. ANNNONOHOCTb (I'eTepO3I/IFOTHOCTI:) reHoTuna. MyTaLI,I/II/I
Yallle BCEro peuecCnBHbIE U NMPOABITIAKOTCA TOJIbKO B
TOMO3NTOTHOM COCTOAHWMN,

3. NOBTOPbI reHoB Ha HUTK [ HK;
4, penapaTuBHbIE NPOLIECCHI;

5. MmeTununposaHune HK (npncoeanHeHne metTunsHOM rpynnbl
CHa3 nog gencremem pepmMmeHTa MeTunasbl) NpeaoxpaHsaeT
[NHK oT gencrteuna pectpuktas (doepMeHTOB, pacLuennaoLwmx
[HK). C Bo3pacTtom npouecc METUNUPOBAHNS YCUITUBAETCA.



ObecnevyeHune peanumiauum
HacnencTtBeHHoU nHopmauuu. Ponb

PHEK

BBl PHK

n-PHK

v - PHK cyurbiBaer
UHchopMaLuio ¢
yvacTtka LHK o nepeuyHoM
CTRyKTYpe Cenka u Hecer ary
WHpopMaL o k pudocomam

T - PHK

T— PHK nepeHocur
aMWMHOKWUCNOTEI K
prnbocomam

p- PHK exogur B
cOCTaB pPUBOCOM.

B agpe KneTok aykapHoT
copepxuntca PHK yetBepToro
TUNa - reteporeHHasa sgepHas
PHK (raPHK). B oTnnymne ot
monekynbl JHK, PHK
npegcraendeT cobon oaHy
NONUHYKNEOTUAHYIO Lenb,
BKItO4atoLLyto 4
Pa3HOBMOHOCTM HYKINEOTUAOB,
cogepKallmx oCcTaTok
doocdopHOU KNCMOTbI, Caxap-
pPnbO3Y N OHO N3 YETLIPEX
a30TUCTbIX OCHOBAHUM -
afeHWH, r'yaHWH, LUUTO3UH U

ypaumn.



TpaHcnopTHble PHK
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" Monekyna-aganTtop.

" OOuH ee KoHel, y3HaeT
KoaoH B M-PHK, a apyro#
— HeceT aMUHOKNC/IOTY.

AHTUKOA,OH

T-PHK 3"\ / 5
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KopoH

CpenHas neTns HeceT Tpu
HyKneoTnga (aHTUKOL4OH)
KOMMNNEMEHTaPHbIX
onpegeneHHoMy KOOOHY B
monekyne nPHK,
Lndppyroemy JaHHYHo
aMUHOKUCOTY. Tak Kak
OOVH U3 HYKIeoTuaoB
aHTUKOQOHa coaepXXuT
HETUNMNYHOE OCHOBaHMe,
KOTOPOE MOXET
KOMMNMNEMEHTUPOBATL C
Nto6bbIM OCHOBAHMEM
KCF)FOHa, TO o4Ha U Ta Xe
TPHK cnocobHa y3HaBaTb
HECKOJ1bKO KOOOHOB,
asnuyaroLmxcs rno ogHy
rmaBHbIM 0Opa3om
TPETLEMY) OCHOBaHUIO. B

CBA3UN C 3TM B UUTOMNITIa3mMe

BCTpeYvaeTcs okono 40
BMAoB pa3nnyHbix TPHK,
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Peanunsauuna Hacneagyemoun nHdopmauum y
ayKapuoT

Bxone peannsaunun HacneactTBeHHOW
MHOPMaLMU Y IYKAPUOT BbiOenAaroT
crnepywowime atanbl:

1. TpaHcKkpmnnuus;

2. [locTTpaHCKpUNUMOHHbIE NPOLECCHI
(MpoueCccuHr);

3. TpaHCcnaung;
4. [locTTpaHCNALUMOHHbIE NPOLIECCH



TpaHcKkpunnuus
pa C p K PHK-nonnmepasa

HaxoauT NPOMOTOP,
B3aMMOOENCTBYET C
HMM W MOCne 3Toro,
ABUrasicb BOOIMNb
monekynsl OHK,

ik obecneyvBaet
NOCTENMEHHYIO
cOOpPKY MOSEKYIbI
MPHK B
COOTBETCTBUU C
NPUHLINMNOM
KOMMIEMEHTapPHOCT
nu
aHTuUnapanmnernbHOCT
n.

PHK-noanmepasa




OcCHOBHbIE (ha3bl
TpaHCNAUUn:

1) MAHWUMALUNS;
e 2) 3NIOHrauus;

*3) TepMUHaALNA.

TPAHC/14UNSA

BTopoii aTan 6nocnHTE3a— TPaHCAALMS.

I'paHcnayusa- nepesod  nocsiedosamesibHOCMu  HyK/leomuodos B8
nocsiedosamesibHOCMb aMUHOKUC/IOM 6€eJIKa.

B uutonnasme amMWHOKWCNOTbI MOA4 CTPOrMM KOHTponem hepMeHTOB
amuHoaunn-TPHK-cuHteTas coeguHsatca ¢ TPHK, obpasya ammHoauun-TPHK.

3TO o4veHb BugocneundhnyHble peakuun: onpefeneHHblii oepmMeHT cnocobteH
y3HaBaTb W CBSA3blBaTb C cOOTBETCTBYOLWEN TPHK TONbKO CBOKO aMWHOKUCIOTY.




MHnunaumnsa TpaHcnaunsa npeanonaraeT crnegyrouwme coobiTua:

* o C NOMOLLbIO KoNnayvka MPHK HaxoaunT B yutonnasme manyto
cybbeanHuyy pndbocomel;

* o C MOMOLLLIO NNOEPHOU NOCregoBaTenbHOCTN YCTaHaBMNBAETCH
CBSA3b C KOMNNIEMEHTaPHbLIM y4aCTKOM onpeaeneHHou opakumnm
pPHK 1 nPHK npukpennseTtcs kK manon cydobeaunHuLe;

* o K cTapTOBOMY KOOOHY (AYI) npnucoegmnHaetca TPHK, Hecyllas
dopMUNIMETUOHUH;

* ¢ Masiasd cyobeanHmnua accoummpyetcs ¢ bonbLuom cybbeanHuUen
B aMuHoauunbHom LeHTpe (ALl), B KOTOpou pacnonaraeTtcs
doOPMUNTMETNOHUH.



[TocTTpaHCNALMOHHBLIE NMPOLECCHI

B xoge npeablayLmx atanos peanm3aummn HacneacTBeHHOW
MHdopmaLmm obecnevynmBaeTca CUHTE3 NENTUOHOW LUENN, KOToOpas B
OonbLWMHCTBE CNy4YyaeB HAYNHAETCHA C aMUHOKMCIIOTbI
dopMNUNMETNOHNH U COOTBETCTBYET NEPBUYHON CTPYKTYpe BENnKoBOU
Monekynobl. [Nocrneayowme cobbITUA 3aKOYarTCs B OTLLENTEHNN
doopMUNMETUOHNHA, B HEKOTOPbLIX ClyYyasaX OCYLLECTBIAETCS
MoauduLmMpoBaHMe nentuaa nocne TpaHcnaunum, opMmnpyeTca
BTOPUYHAA U TPETUYHASA CTPYKTYPbI Oenka (MHoraa anst HEKOTOPbIX
DEenkoB, XxapakTepusyloLMXCA YHETBEPTUYHOW CTPYKTYPOU,
OCyLLecTBNAeTca o0begnHeEHNE OAUHAKOBbIX, MO0 pasnnUYHbIX
nenTUOHbIX Lenen ¢ obpasoBaHMeEM aKTUBHO (PYHKLIMOHMPYIOLLIETO
benka). B 3aBUCUMOCTU OT TOro, KakoBbl PYHKLNK Denka (bepMeHThI,
CTPOUTENbHbLIM MaTepuan, aHTuTena v 1.4), oH NPUHUMAET y4YacTue B
obecnevyeHnn Mopdo-PyHKLMOHANBbHBIX OCOOEHHOCTEWN KNETKU

(opranHuama), T.e. B hopMnUpoBaHnmM onpeaeneHHbIX CIOoXHbIX
ANDIRAHAKOR ATO arngaaeTecd RAaraDIHAITTIAM ATANOM aNnoaliecea



