MarpuyHbie CHHTE3bI

> BuocuHTe3 HYKJIEMHOBBIX KHCJIOT.
» DaKkTopbl TPAHCKPUIIIMH.

> Bbuocunres GeJika.

» DaKkTOopbI TPAHCJISIIIUMN.

» IMocTTpaHCasiiUOHHbIE MOAUPUKAIHMU 0EJTKOBBIX MOJIEKY.JI.

BUOCHUHTE3 HYKVIEMUHOBBIX KUCJIOT U BEJIKOB
(MATPUYHBIE BUOCHUHTE3bI)

HykiienHoBbI€ KHUCJIOTHI - BBICOKOMOJICKYJISIPHBIE COEIMHEHUS CO CTPOTO
OTpeNeEHHON JIMHEeNHOU TIOCIEA0BaTeIbHOCTEI0 MOHOMEpPOB. OHU (QOpMUPYIOT B
OpraHu3Me J1BA UHQPOPMAYUOHHBIX NOMOKA.

Penuukanmsi — sro yoeoenue wmonekyn JIHK. Tlocnemyromue aeiaeHus
MepeIaroT BOCIPOU3BEACHHYIO HH(DOPMAIUIO TIOYEPHUM KJIETKaM, KOTOPbIE HACIEAYIOT
2€HOM DPOJIUTEIILCKOMN KIIETKH C IOJHBIM HAaOOPOM 2eH06 - "MHCTPYKIUK" 0 cmpoenuu
PHK u ecex 6enkoe opecanusma.

I'enom — 310 BCsl HAcNeNCTBEHHAs] HH(GOPMAIIHS, XPaHSIIasICs B JAHHOM OpraHu3Me.
I'en (o Tped. genos —  poja, TPOUCXOXKICHHE) - ITO  CTPYKTYypHO-
(yHKIIMOHATbHASA €IUHUIIA TE€HETUYECKOro MaTepuajia, »dJIeMEHTapHas €IUHHIA
HACJIEICTBEHHOCTH, y4acTOK MouieKynsl /JTHK, Ha KOTOPOM CHHTE3UPYETCS AKTUBHAs
mounekyna PHK (t-PHK, m-PHK, p-PHK).

Tpanckpunuusas - »sro cunre3 MPHK  (“cuumwieanue" renernyeckoit
MH(}OpMaIMK) KaK MaTPULbI JJI1 CHHTE3a COOTBETCTBYIOUIUX OEIKOB.

TpaHcasuma — sto cuntes oesika ("nepesod” unbopmanum, 3aKITOIEHHON B
MPHK, Ha "s13bIK" aMHMHOKHCIIOTHBIX OCTATKOB B O€IIKe).

"HeHTpaJII)HaH porma omoJiorum'' - »sto motox WHpOpPMALMH OT
J/ITHK uepe3 PHK na denox.

OH xapakTepeH Ui BCEX >XUBBIX OpPraHU3MOB, 32 HCKIIIOUEHHEM HEKOTOPBIX
PHK-cooepicawgux eupycoes.

Mampuunaa npuposa CUHTE3a HYKICHHOBBIX KHCJIOT M OEIKOB 00eCIeunBaeT
6bICOKYI0 MOYHOCMb 60CNPOU3EEOCHUA UHPOpMayuU.

Penapauus - sto mampuunetii cuaTe3, NCTIPABIISAIONINI ONIMOKH B CTPYKTYpE
JHK, BapuaHT ocpanuuennoii penaukayuu. BoOCCTaHABIUBAECT HEPEOHAUATIbHYIO
ctpykrypy AHK. Marpuna — 310 yuactok nenogpexcoénnoii nutu JIHK.



OOpaTHasi TPAHCKPUIILUA - 5TO CUHTE3 Komnaemenmapnoii [THK, kotopas
MOJKET BKJIOUAThCSI B TEHOM BBICIIMX OpraHu3MoB. Marpuna - PHK pa3zMHOkaronerocs
BHpYCa.

40 000 renoB cmOCOOGHBI K DKCHOPECCHH. JTO COCTAaBISET 5% OT BCETO
KOJINYECTBA reHoB B TeHoMe. Ocranbhble 95% - mapasuThl (BUPYCHBIE).

B zenome uenosexa oonapysyceno 400 paznosuonocmeit eupycoe.

IHorox nudopmanuu ot JJHK Kk crpykType Oeska

I'enemuueckaa vHpoOpMaLysl 2eHOmuna ONPENCIICT (heHomunuyecKkue NpPU3HAKU
KIIETKU - 2EHOMUN MPanchopmupyemcs 6 penomun.

DTO0 HampaBJIEHHE MOTOKA UH(OPMAIIUHU BKIIOUYAET TPU TUIIA MAMPUYHBIX CUHTE30B:

1. cunte3 DNA — pemyiukauust

2. cunte3 RNA — TpaHckpunuus

3. cuHTe3 6enka — TPaHCASIHA

KaXbIA M3 KOTOPBLIX b

obnanaeT yHUKansHoOM e
[Ae30KCUPHBOHYKNEOTUAHOM Tpanckpuntet PHK,
NOCNEA0BATENLHOCTLIO pUBOHYKNeoTUAHAR NOCNeA0BaTEeNLHOCTE
KOTOPbIX KOMMNNeMeHTapHa
HYKNEoTUAHON
nocnenosarensHocTu reqHos 8 HK
\ VI )
Tpaxckpunuuma TpaHcnsaums
(6nocuHTes PHK) (BuocuHTes NONUNENTUROS)

Cxema peanu3anuu reHeTn4eckoil HHpopmanumn B peHOTHIIMYECKHE
NPU3HAKH.

Penummkanua JHK

Penmmkanus JHK (BOCTIpOM3BEICHHUE reHoma) HPOUCXOIUT
10 nOJIyKOHCepeamugnomy mexanusmy. Kaxnast HUTh JBOWHOM CITUPAIM BBICTYIIACT B
POJTH Mampuypl 17151 CHHTE3a HOBOM IICIIH.

Je3okcunykieosuarpugocdarsl - 510 cmpoumensuvit Marepuan u
VCTOYHUKH IHEPZULL.
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Hcxonuas Pazomenmmueca  Jpe momekyisl DNA,
monekyna DNA  menn DNA HAeHTHYHbIe HCXOOHOH

IMoaykoHcepBaTuBHbIA MexaHu3M pervinkanuu JIHK
dTanbl pelmiMKauuu

1. Y3HaBaHue TOYKHM Hayaja nporecca
2. Pactimerenue poautenbekux nenei JJHK
3. Uanmmanms, anoHranus, TepMAHAIMS OnocuHTe3a qouepHnx meneit JJHK

HyxkJieocoma - 310 monekyna /[HK, ynakoBaHHas B OTAECIbHYIO XPOMOCOMY .
JIHK pacrionaraercst BOKpYT OCITKOB (2ucHoHbl i RPOMAMUHDBL).

KOMILICKC 13 8§ rHCTOHOE
4-X THIOB
(H2AH EILIUJH.‘:

DNA linker DNA

I'ncron (H1) Yuawoska DNA o rucromnos
HYKAEOCOMA B XPOMATHHE

VYnakoska JIHK u rucTOHOB ¢ 00pa3oBaHueM Xpomamuna

A. U"HMumaumsa pennukauum

Cunres JJHK y »5ykapuoToB HOpouCXOOuT B S-(pa3zy KIETOYHOrO IMKIIA.

DaKTOPbI POCTA — 3T0 CreUPUUESCKHE CUZHATIbHbIE OEIKOBBIE MOJICKYJIBL.
OHH perynupyroT HHULUAIKUIO PEIUTUKALIMU Yepe3 PEeNTOPbl MEMOpaH KIETOK.



Touka Hayaja peIUIMKAIMM — 3TO MECTO, TJA€ TNPOUCXOAUT JIOKAIbHAsA
oenamypayusn JIHK. Ilenu pacxogstca u  0o0Opa3yloTCsi JIBE penJAUKAMUBHbBLE
6UJIKU, IBUKYIIIAECS B MPOTHBOIOJIOKHBIX HAIIPABIICHUSX.

Penuiucoma — JJHK-pennukaznaa cucmema cocroutr uz 40 ¢depvenToB u
OeikoBbIX hakTOpoB. Mynvmughepmenmuslii KOMnaieKkc TOJKEH padoTaTh ObICTPO U
TouHo. Hanbomnee BaxxkHble:

Ilpaiimaza — PHK-nomumepasa ocymiectBisier cunte3 npaitmepa (10-60
HYKJICOTUJIOB) HA CTAJ I UHUIUALIUN:

Hpaiimep— (1) IIpaiimacoma (20 momunentTuaoB) —»2) Orcraromas uens JJTHK

N’- 6enok nepememaer (1) k (2). Ipossuser A T@-a3nyto aKTUBHOCTb.

Beaku dna B u dna C bOpPMUPYIOT cheuughuueckyro BTOPUYHYIO CTPYKTYPY
JAHK nns1 y3HaBaHuUs €€ npaimasoil.

JIHK-nonumepasza 11l — ocymectsiser conpsokeHHBI CHHTE3  6edyuyeii
(mupupyromeit) u omemarowen /[HK. Vicnonb3yet aByxienodeunsie yaactku JJHK.

JIHK-nonumepaza | — orwemwser npaiimep, 10CTpauBaeT NpOOEIbI
JI€30KCHHYKJIEOTH IAMH.

JIHK-nonumepasza |l — ocymectsiser «pemonmnviey (GyHKUMHU, YCTPaHSAET

noBpexaenus neneit JJTHK.

JIHK-nuzaza — o6pasyer pochomudpupusie cBsa3u, cumbaeT pparments JJHK.

Xenukaza (rep-6e0K) — packpyuusaer aBoiiHyro crmpans JHK, paspeias
BOJIOPOJHBIC CBSI3H.

Tonouzomepazer  (JHK-rupassl) -~  co3mailor  ©  JTHKBHAUPYIOT
ceepxcnupaiusauuio [JHK. O6nagator Hykieaznoii ak THBHOCTBIO.

SSB-6enku (ot anrm, single strand binding proteins) noanepxusaror
yuactku JJHK B packpyuennom cocrossuum.

JTHK-«peoaxkmupyrowiuii» pepmenm — ycrpausier ommbku B crpykrype JHK.

Aumunapaﬂﬂeﬂbuoe HanpaeleHUeé KOMRIIEMEHMAPDHbBIX ueneﬁ — 39TO

OOIIHIA IPUHIINI PEenAUKAUUU U MPAHCKPURYUU.

Ocob0ennocru peniukanuu JJHK y sykapuor:

1) ABTOHOMHO PEILIMIUPYIOIIUECS TOCea0BaTeIbHOCTH. He o/1Ha, a cpa3y MHOTO
(10 400 B npoxOKEBOM KIIETKE).

2) MHOKeCTBEHHOCTh TOUYCK «HaYajaa» PEIUIMKaIliu.

3) CkopocTh ABWKEHHS perutukarmonHon Buiku B 10 pa3 Huxke, yem y E.coli.

IIpaiimepsl -  weGompmue  omuro-AHK  (4-6  HyKICOTHIOB)  CIyXaT
«ampagkamuy 1 Hadana perumkanuu. [lozke OHM yHamsoTcs, U Ha UX MECTO
NOCTPAauBaETCsl COOTBETCTBYIOMWNM yyacTok JJHK.
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1 ‘l ‘/a [HK-Tononaomepa3a |

AHK-xenukasa
Yuyacrue IHK-Tononsomepassl I B 00pazoBaHuu peryinKaTUBHON BHJIKH.
1 - depment pacmemiger ogny uens JHK. Mexay ocTaTkOoM THPO3MHA MOJIEKYJIbI
dbepmenTa u GochOpHBIM OCTATKOM LIETIH 00pa3yeTcsi KOBAIeHMHAA CBS3b
2 - TIPOMCXOJHUT JIOKAJIbHOE pacKpy4YMBaHHE ABOWHOMN crupanu npu ydactuu /JHK-
XeIUKa3zbol.

JTHK-monouzomepasa I BocctanaBnupaet ¢oc¢Go3pupHyIO CBS3b.

B. dnoHrauusa

JAHK-nosiumepaswbl o (ansda),  (6era), & (nenpra), € (SICUIOH) YYaCTBYIOT
B cunte3e [JHK B siape kierTok.

JAHK-nosmmepa3sa y (ramMMa) - B perumkanui mumoxonopuanshoi JJTHK.

DOHeprus MakKpOdPTHYECKHX CBs3ed pacxoayeTcs Ha oOpazoBanue 3',5'-
Gocpoousrpupnoii cBsa3u Mexay mnociaeaHUM Hykieotuaom pactymen unenu JHK u
HPUCOETUHSICMbIM HYKJICOTH/IOM.

B kaxmoil permMKaTUBHOM BUJIKE HUAET OOHOBPEMEHHO CHUHTE3 0(;yx HOBBIX
(mouepHHX) HICTICH.

JInaupyroimas uemnb CHHTE3UPYETCs B HATPABJICHHUH JIBIKCHUSI PEILUTHKATHBHOM
BuikH. Ha Bropoit matpuunoii rienn cunrtes JouepHen JIHK ocymecrsisercs asyms
dbepmeHTaMu:

"®parmenTthl Oxa3aku' cunresupyrorcs JHK-noaumepazou a v JTHK-
noaumepasoii ¢ B Hanpasienun 5'—3', HO TPOTUB JBMKEHUS PEIUIMKATHBHOM
Bunku. OHE (GOPMUPYIOT OTCTAIOIIYIO HENb.

JHK-nmosiumepa3a P sanonaser Operib, BO3HHMKAIOIIYI0 MPH  YyIAaJICHUH
npaiimepa.

JTHK-aura3za odpasyert nenpepwvienyio nens JJHK u3 muoxectsa ghpazmenmos
Oka3axu.



OHK-nonumepasa &

!/[,,,III

[ PHK-npaitmep yanuxseTcs
AHK-nonumepasoi ¢ A0 BCTpeYM
C APYTMM NpaimMepom

PHK-npaimep BuipeaaeTcs
IOHK-nonumepason p

( Bpeuws ycTpanseTca 3

AOHK-nonumepason «

e

AHK-nonumepasa B

anoum \
Cxema permtukannu JJHK.

Opumkuabl (OT aHTI. Origin - IPOUCXOXKICHUE) PENMIMKANMH — 5TO CallThI
MHULMauuY perukanuu. "Caitm'" — amo 11060 yuacmok 2eHoma.

pa3pbiBbl COBAMHAGT

OpaHouenoveyHsie
nHK-

Orer

OpupkuH
pennukauum
Orcraowan uens Nnampyrowasn uens
: o T = ;
3 L, T
5' 4 e .
| PennmkoH | Orcraowan uens

Oo0Opa3zoBaHue ABYX PeIUVIMKATUBHBIX BUJIOK, MEPeMeIIAIIUXCH B
NMPOTUBOMNOJIOKHBIX HANMPABJIEHUAX OT OPU/IZKIHA.

PeniimkoHOM wnassiBaroT nocienosarensHocTh JJHK, orpannyennyro apyms
OPUOHCUHAMU PENTUKAUUU.

JIHK xpomocoMbl yenoBeka COAEPKUT MpuMepHO 150 man nap HYKIE€OTHIOB.
Pennukanuss Takod OOJIBIION MOJIEKYJIBI CO CKOPOCTBbIO 50 Hykieomuooeé é mumnymy
nuta Oel nmpumepHo 800 wu. Ilostomy wununmanus cuHte3a JHK npoucxoaut B
HeCKONbKUX CaiTax XpoMocoMbl (opudrcunax).



B. TepmuHauma pennukaumm
Perumkanms npekpamaercs, Korjaa BCTPEYarOTCs JBE PeNIUKAMUBHbBIE GUTIKU.
A - Ha PUCYHKE MOKa3aHO YKOPOUYEHHE BHOBb CUHTe3upoBaHHbIX nenen JJHK,
[10CJIE YAAJICHUs IPaiMEPOB.
PHK-npaimep Hepennuumpyemsiit
Oxkasax  y4acTox

A tparmenTa
5 5 3 5 3

3

PHK-npafmepos

Cunre3 Teqomepnoii HK.
b - B cocraB Tesomepasnsl BxoauT koportkas mosekyna PHK, conmepxkamas B
AKMUGHOM  YeHmpe  IIOCIECNOBATEIBHOCTh  HYKJICOTHIOB, KOMIIJIEMEHTapHYIO
TEJIOMEPHOMY HOBTOpY. TenoMepHbIil HOBTOp Ha PUCYHKE B3ST B KBaJpaTHbIE CKOOKH -

[GGGTTA]-.



TenoMépsolI (ot rpeueckoro A0 — KOHEI M PEPOC — 4YACTh) — KOHIIEBBIE
YYaCTKH XPOMOCOM. TEeJIIOMEPHBIE YYACTKH XPOMOCOM XapaKTEPU3YIOTCS OTCYTCTBHEM
CIIOCOOHOCTH K COEIUWHEHHUIO C JPYTMMH XpPOMOCOMaMHU WM WX (parMeHTamu u
BBITIOJIHAIOT 321U THYI0 (DYHKIIHIO.

Tenomepnbie moBTopsl — 310 T TAGGG (y BCceX IMO3BOHOYHBIX COCTOSAT U3
IIECTH HYKJICOTHJIOB).

TesioMepHbBIii reTEPOXPOMATHH - 3TO KOHCTUTYTHUBHBIA  (CTPYKTYpPHBIN)
HYKJICOMTPOTEUAHBIM  KOMIJIEKC M3  CHEeNHaJIM3UpoBaHHOW  xpomocomHou JJHK
(TermoMepHBIE TTOBTOPHI) U CTIEIIM(PUISCKUX OCITKOB.

YxopoueHue me1omep B 6ONBIINHCTBE KIETOK 10 MEPe UX CTapEHUS - BaXKHBIN
(hakTop, ONpeAETSIONIHA HPOOOIHCUMENLHOCHIb HCUZHU OPTaHU3MA.

Tesomepasa obecrieunBaeT BOCCTAHOBICHHE  HEIOPEILIMIMPOBAHHBIX — 5'-
KOHIIOB. B OonbiinHcTBe () HEepeHIIMpOBaHHBIX KIETOK TelioMepas3a 3a0JI0KHpPOBaHa,
OJIHAKO aKTHBHA B CTBOJIOBBIX U MOJIOBBIX KJIETKaX.

®parmedT PHK (npocretnveckas rpymma) B akTHBHOM IIEHTPE TEIOMEpPa3bl
CILYKUT Mampuyeil Ipyu CUHTE3€ TEJIOMEPHBIX TIOBTOPOB XPOMOCOM.

b. CunTtes renomep o . o C6opkaJHK
AHK TenomMep cospaerca BlSsiiii epa ., w“,’-"ep
M T CCTACTGAACGGABT TAGBATITAGG 2
CpeacinoM ¢ep Ll AHK yGGATGAclchCCCAACCCCAACCZg;IO 9 /
TENOMEpPEsHI - Acbg
p o1t " PHK
Eon o Gang’T "MaTpuua
- o Tenomepasa <~ DEAOK LGacoAA= 0y
5 8 ) P . —
G T — . ~PHK § % _
- A \ N o T \
. - - K v
= /A = o —it
J .__ ) /1 kN 2B Tenomepasa coctouT 13 npotensa u PHK
'L = T s B rAe NOCNeaHAR BLINOAHAET PONb MaTPHLL
K ININIEY $ ana cusresa [1HK renomep
= » b3

Ecnu Tenomepasa ke goctpansaer TenoMep, lenoMepaza NnoafepsnsasT
XPOMOCOME YKOPIYNBIETCH NPH KAKA0M NOCTOAHHYIO ANHHY TenomMep.
[eneHun, NoKa TeNOMEepPa He PaspyLnTeA MozTomy xpoMocomMa konupyeTca
¥ XPOMOCOMa H3YMHIET AerpaagHpoBaTE USNMKOM, HE YKOPa4YHBanACs



http://ru.wikipedia.org/wiki/%D0%A5%D1%80%D0%BE%D0%BC%D0%BE%D1%81%D0%BE%D0%BC%D0%B0
http://ru.wikipedia.org/wiki/%D0%93%D0%B5%D1%82%D0%B5%D1%80%D0%BE%D1%85%D1%80%D0%BE%D0%BC%D0%B0%D1%82%D0%B8%D0%BD
http://ru.wikipedia.org/wiki/%D0%9D%D1%83%D0%BA%D0%BB%D0%B5%D0%BE%D0%BF%D1%80%D0%BE%D1%82%D0%B5%D0%B8%D0%B4%D1%8B
http://ru.wikipedia.org/wiki/%D0%94%D0%9D%D0%9A

Penapauusa OHK

Hoepesrcoennvie yuactku DNA wid omu60ouno BCTPOCHHBIE HYKIEOTHIIBI
YAAISIOTCS B Pe3yJIbTare JeHCTBUs CIICIUATBHBIX IHA0 — 1 IK30HYKJIea3.

DNA caxapogocgarHeIi

QP08 napel 0CHOEaHHWH,
CEA3AHHLIE
BEOOOpPOAHLIMH
CEAZAMU

\L MNoepesxpeqHne

Ynanenue
NOBPEHOEHHOTD

yHacTKa

DNA-nonumepaza
CTPOMWT HOBYH KOMMWIO
no coXpaHMEl edcA
MCMNPAaBHOA KOMMK

DNA-nuraza
CUMBAET pa3pbiB

T

Penapanusa JHK

Cunre3 PHK — mpanckpunuyusa
PHK - mosimmepa3sa karanusupyer cunres Beex turnos PHK.
IIpoMoTOp - 570 yuacTok, ¢ kKoTopbiM cBsi3biBactcsi PHK-noumepasa.
TepMUuHUpPYIOIIMHA KOJAOH ocranaBiuBaet PHK-noumepasy.
IK30HBI - 3710 yuyactku [HK, keoupyrowue nndopmaruio.
HNHTPOHBI - 310 Hekodupyrowue yaactku JTHK.



IlepBUYHBIN TPAHCKPHUIIT 00pa3yeTcst PU TPAHCKPHUIIIIHH TCHA.
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Tpanckpunuus {HK ¢ oopazosanuem MPHK
Cragnu TpaHCKpUIILMH
B mpouecce TpaHCKpUNIMM Pa3IUvyarOT 3 CTAIuU: UHUUUAUUI, IIOH2AUUIO U
mepmunayuio.
A. UHnumaumsa
TATA-pakTOp — Oelok: aKkTHBUPYET MPOMOMOpP, B3AUMOJCUCTBYET CO
cHelu(pUIecKor MOCIeq0BaTeIbHOCThI0O HYKIIEOTHI0B npoMoTopa -TATAAA- (TATA-
0oKc).

TpaHCcKpUNIIHOHHAA BWJIKA o00pasyeTcs TNpu JICUCTBUH  (DAKTOPOB
WHUIIAAIINN.

TpanckpunrToH - yuacrok JIHK, orpaHuyeHHbIH npomomopom W caiimom
mepmunayuu.

5 ﬂpomorop Canr repuuuauuu 3

' - TpaHCKpunTOH

Crtpoenue mpanckpunmona.



Tpanckpunuuonbie (GaKTOpbl - Oenky,  B3aUMOJACHCTBYIOLMIHE  C
OHpCI[eJ'IéHHBIMI/I pezcyiamopnvimu caitamMu | YCKOpPAOMUEC WIKW 3aMCIJIAIOINC
IIPOLIECC TPAHCKPHUIILUH.

5' -A-G-C-T-T-A 3
AHK
3 -T-C-G-A-A-T 5
AT® RS
e, PHK-nonumepasa
yro~ ¥
Koaupyowas uens AHK
y . 1
5 3
3 5'
-T-C-G-A-A-T
Matpuunas yens JHK

Havano yenu PHK

Tpauckpunuusa PHK na marpuunoit uenu JIHK.

Marpuynas uens [JTHK TpaHCKpuOUpyeTcs B mpanckpunmone.
KO[[I/IpyIOluaﬂ — 3TO KOMIUIEMeHTapHast mampuunou uens JTHK.

B. dnoHrauusa
DakTOpHI JJIOHIAUMUM MOBBIIAIOT aKkTUBHOCTE PHK-noaumepasvl u
obneryarot pacxoxaenue nerneid JJHK. Cunrtes monexkynst PHK unér ot 5'- k 3'-kon1y
Komnaemenmapno Matpuunou nenu JIHK.
[To mepe nmponBwxkenust PHK-nonumepa3zst 1o MaTpuiie B HalpaBJIeHUH OT 3'- K
S'-Kkonuy BHepenu HeE MPOUCXOTUT PACX0XHCOeHUe, a No3a0u - 60CCHIAHOGIEHUE
neoriHou crimpanu JJHK.

B. TepmuHauua
PackpyuuBanue asoinou cnupanu JJHK B obGnactu caiita mepmunayuu
JENAET €ro NOCTYIHBIM I (paKkmopa mepmuHayuu.

CaliTbl TEPMHUHAIMH - 5TO CTPOrO OINPEICIECHHBIC YUACMKU MAMPUybl, B
KOTOpbIX 3agepuiaemcs cunte3 PHK.

1 - nmpucoeaunenue TATA-gpakmopa x npomoTopy. UToObI MpoMOTOp OBLT Y3HAH
PHK-nonumepaszoini, HeoOXonuMo o0pa3oBaHUE TPAHCKPUMIIMOHHOTO KOMILIEKCA
TATA-pakTop/TATA-60kc (mpomotop). TATA-dakTop oOCTaércs CBS3aHHBIM C
TATA-GokcoM BO BpeMsi TPaHCKPHUIIIMH, 3TO OOJIErdyaeT MCIOJIb30BAaHUE MPOMOTOPA
MHOruMHu mMoJiekysamu PHK-nonmmmepassr;

2 - 00pa3oBaHUE MPAHCKPUNYUOHHOU GUJIKU,



1 l e TALA-q)anop
AHK
« PHK-nonumepaza
PHK-nonumepasa v Dakropbl UHUUMaLUM
HT® (0]
3 PPi  DaKTopbl anoHraumm
PHK-Tpanckpunt 5'
OHK
4
PerynspHsie hakTops!
npe-PHK
YAVAVAVAVAVA
AHK

Cragnu TPAaHCKPHUIILNH.

3 - anoHranus; 4.- TepMUHAIHUA.

CnnancuHr nepBuUYHbIX TpaHckpuntoB MPHK

CnuaiicuHr (ot anri, to splice -cpamuBars) - Beipe3anue unmponos 3 MPHK
U npucoeauHenne xapakTepHsix st MPHK KOHIIEBBIX 1TOCIEA0BATEIBHOCTEN.



DNA Dmmuruﬁ TEH

HEeKOAH Y0

KO M Y B e I
YHACTOK ~ MHTPOH

YUHACTOK - IRCIEH

; TPANCKPHIT

HHTPOHA
RMNA
TPANCKPUIIT
I IKIOHA
miRNA

Ynanenue uHTpoHOB U3 MPHK

Mauabie saepHble puOoHykJeonporemnbl (MaPHII) yuacryior B
npouecce "evipezanua’ VHTPOHOB.

Cnuaiicocoma karanusupyer peakiuio pacuieruienus 3',5'-gocdoaudpupHoii
CBSI3U Ha TPAHUIIC IK30HA C UHMPOHOM.

[Ipu dopmupoBaHUM CTPYKTYpPHl CHAAUCOCOMBI 3'-KOHEW OJIHOTO IK30HA
commkaeTcss ¢ 5'-KOHIOM cleaywmero Jx3ona. IlociaenoBaTeabHOCTh UHMIPOHA
yaamnsieTcs, a IBa 9K30HA COSTUHSIOTCS.

Mauabie ssaepuble PHK, Bxomsmne B cTpykTypy cmaaiicocomst, oGpa3yror
3",5"-pocoandpupHbie CBIA3M MEKITY ABYMsI IKZOHAMU.



Cair cnnaidcukra WHTpOoH Cawr cnnaicuxra

5| K304 1 |-AGGU- —l— -GAGG- SK30H 2 |3

dopmuposanue 1./‘ maPHM
CrNancocoMb!

J' — MaPHMN

Cnnaticocoma

5 B30 1 P BK30H 2 |3

«BbipesaHHbIi» UHTPOH .Jl\* usPHM
[ Dison 1 T Swaon 2 1
«3penas» MPHK

Cmnaiicunr PHK.
Pu6o3umbI - 5170 PHK ¢ karanutiuyeckumu GYHKIMIME B CHIAHCOCOMAX.

KoBaneHTHasa moaudukaumsa (npoueccuHr) matpuyHon PHK

IIpoueccHHr — nopaboTka nepeuuno2o mpanckpunma.

Mopudukauun HeoOxoauMbl g ¢yHkuuoHupoBanuss MPHK B kauecTtse
mampuuyl.

Moouguxauyus 5'-xkonua

KanupoBanme 5-konnta  MPHK  ocymiectBisier  zyanununmpancgepasa.
[Tocnenyromee wmemunupoeanue ocrarka ryannHa B cocraBe [T 3aBepmaer
dhopMupoBaHue KIna.

MopaudunupoBanubiii  5'-KoHell  00ECNeUUBACT UHUUUAUUIO  MPAHCAAUUU,
yonunsem epema xcusnu MPHK, 3amumias e€ oT JelcTBus 5'-9K30HYKIea3 B
LUTOTLIa3MeE.

Nuauumupyromme Tpumiierbl AYT, I'VT pacnosHaroTcsi pud0oCcOMOii, TOIBKO
€CIM TIPUCYTCTBYET KIn. Hanmuume kIna taxxke HEOOXOIUMO i PabOTHI CIIONKHOM
(hepMEHTHOM CHUCTEMBI, 00ECTICUUBAIOIICH yoa1eHue UHmMPOHOS.

o GHs §———>§'
N+ y— Y
HNT 85y 7 9 9 .o-
k ol H 0-P-0-P-0-P-0
HoN SN SN [ O O O ]
0. °CH, CH, 0. OcHogarue

2 3
OH OH Q OH 3'- KoHey
(0] =:'-|’-O ’VVV\SS/V\pApApApApApAv ‘pA-OH
RN / S N Y
(@)

7-Memnryanoaimpucboo¢at (kan) MPHK MonuA-nocneaoBarensbHOCTL

KoBasienTHass Moaudukanus KOHIEBbIX HYKJI€OTHAHBIX OCTATKOB MEPBUYHOTO
Tpanckpunta MPHK.



Moougukauyua 3'"-konya

[HoauA-nosuMepasa  ¢GopmupyeT  MOIHA-IIOCIEIOBATEILHOCTE  (TTOTHA-
"xBoct"), cocrosmas u3 100-200 ocTaTKOB aleHUI0BOI KUCJIOTHI.

CurHaJioM K Hadaly HOJAUAOCHUIUPOGAHUA SIBISICTCS TIOCIIEIOBATEIBHOCTD -
AAUAAA- na pacrymeii nenu PHK. Hanuuue momuA-mocienoBaTeabHOCTH Ha 3'-
koHue oosieryaer Boixoad MPHK u3 siapa u 3amennsier €€ ruapoJim3 B LIUTOIIa3ME.

@DepMEHTHI, OCYHICCTBISAIONIME KIMUPOBAHME U  MOJUANCHWIHPOBaHHUE,
uzoupamenvno cszpialorca ¢ PHK-mosmmmepasoin II. B orcyrcTBHE monmMepasbl
HCAKTHUBHEL.

buocuHTe3 0eJIKOB — MPAHCIAUUA TEHETHYCCKON

uHpopManmn
TpaHCasIUMA - 53T0 nepe6od C YETHIPEXOYKBEHHOTO 53bIKA (HYKJICOTHIHAS
MOCJIEA0BATEIBLHOCTD) Ha JBAIIIATUOYKBEHHBIM SI3BIK (aMUHOKHCIIOTHAS

MOCJIEA0BATEIBHOCTD). JTO - TPETUIN MAMPUYHDBLI CUHTE3.
[TepeBoa MPOUCXOAUT C MIOMOILBIO OUOI02UUECKO20 (2eHEeMUYEeCK020) K0ooa.

FeHeTMYeckmnn Kog n ero CBOMCTBA
Heooxooumocmo KOJIUPOBaHUS CTPYKTYpPBhI 0eJIKoB B JIUHEUHOU
nocinenoBareabHocT HykiaeotuoB MPHK u JJHK mponukToBana Tem, 4to B XOj€
MpPAHCAAYUU HET:

o coomeemcmeus MEXIy uuciom MOHOMEpoB B mampuye MPHK u npoodykme -

CUHTE3UPYEMOM O€JIKe;

o CMPYKmMYpHO20 cxo0cmea mexy MoHoMepamu PHK v fenka.

Komnnemenmapnoe B3aumoneiicTBue MEXIY Mampuyeii i HPOOYKMOM -
MIPUHLINIL, [0 KOTOPOMY IPOUCXOauT noctpoenne HoBbIX Moiiekys JIHK n PHK B xone
penauxkayuu i mpaHcKpunyuu, Tpyu mMpancaayuu HeBO3MOKHO.

I'enemuueckuii K00 — 510 crnocob kooupoeanus vHGOPMALUK O CTPOECHHH
O€JIKOB B BUJIE HYKJICOTHUHOM MOCIIEI0BATEILHOCTH.

On ¢Qyukimonupyer kak ''crosapy’ Tipu TMEPEeBOJEC C YembIPEX3HAYHO20 SI3bIKA
aykieotunoB (A, I', ¥V, Il) B JIHK u MPHK Ha déaduamusnaunstii 1351k AMHHOKHUCJIOT
B KOJIUPYEMBbIX O€Kax.

CroiicTBa reHETHYECKOI0 KO/IA

TpumierHocTb. Tpu  HykieotHaa  (GOPMHUPYIOT  KOOOH,  KOIUPYHOIIHIA
AMUHOKHUCJIOTY.

Huciio Keoupyruyux 1nocien0BaTEeIbHOCTEN U3 Uemblpéx HYKICOTUIIOB 10 mpu
paHo 4°= 64. D10 B 3 pasa MpPEBBHINIACT MUHUMAIbHOE KOIMYECTBO, KOTOPOE
HE00X0 MO 151 KoaupoBaHus 20 aMHMHOKHCIIOT.

"Kooonwst" — 510 mpunnemsr (TpoWiKd HYKIEOTHIOB), KOIUPYIOIINE
AMUHOKHUCJIOTHYIO TIOCJIEIOBATEILHOCTh B O€IKaX.

CMmbICT KOAOHOB. 61 Tpumuier u3 64 KOIOHOB wugpyem BKIIOYEHHUE
aMUHOKHUCIOT B mnojunentuanyto 1enb. Ocraneapie 3 - UAA, UAG, UGA
CUTHAJIU3UPYIOT O 3d6epUieHUU MPAHCAAYUU. DTO - MEPMUHUPYIOUWUe, VU CMORn-
KOOOH®L.



"O¢ddexkr kavaHusa'. [lng KakI0H aAMUHOKUCIOTHL HMEETCS [0 JIBa
00sa3amenbHBIX HYKICOTUAA U TPETUN éapuadenvHblii, MeHee CrielIu(DUUHBIN.

Crnenuduanocth (0JHO3HAYHOCTD). KakaoMy Ko0OHYy COOTBETCTBYET
TOJIBKO 0OHA ONIPENCIIEHHAs AaMUHOKHNCIIOTA. B 3TOM CMBICIIE TEHETUYECKHUI KOJ CHIPO20
O0OHO3HAYeH.

BBIpO)KHeHHOCT]) —  0OHOIUL AMHHOKHCJIIOTC MOXCT COOTBCTCTBOBATH

HecKo1bKo KooHOB. Hampumep, amuHokuciioTa cepuH koaupyercs: Tpurieramu UCU,
UCC, UCA, UCG, AGC.

JIuneiiHocTh 3amucu uHpopmaumu. Huuyuupyrowui xonon AVT
POYUTHIBAETCS Kak Mem 1 ciy>kuT (PUKCUpOBaHHOU cmapmoeoii Toukon. Creayronue
3da HUM TPHUILUICTBI YUTAIOTCA nomedosameﬂbuo, HenpepvIB6HO, HEe nepexKpovlearomcn
BIIIIOTH 0 CHION-KOOOHA , HA KOTOPOM CHHTC3 HOHHHGHTHI[HOﬁ SN 3aBCPpIIAcTCA.

HenepekpbiBaeMOCTb — TpUIUICTHI HE HAKIAIBIBAIOTCS JPYr Ha Jpyra,
pacronarasicb psioM.

OTcyTcTBHE 3HAKOB NPENMHAHUS — MOKIY TPUILUICTAMH  Hem
JOTIOJTHUTENBHBIX HYKJIEOTUOB, POIMYCKOB WIIM KaKUX-THMO0 MHBIX CUTHAJIOB.

OaHoHANIPABJIEHHOCTb — IpU CUHTE3€ OClIKa CYMTHIBAHUE KOJOHOB HIET
MOCJIEI0OBATEIbHO, 0€3 MPOITYCKOB MJIM BO3BPATOB HAa3a/l.

YHuBepCaAJAbHOCTb. bHOJOTUYECKUN KONl 0OUHAKOG ]IS 6cex BUIOB
opraHu3mMoB Ha 3emiie (OJHAKO B MUMOXOHOPUAX MIICKOIUTAIOINIUX €CTh
HCKITIOUCHUS ).

KOJII/IHeapHOCTb —  nociedoeamenbHOCMb  KOJIOHOB  COOTBETCTBYET
nocn1e008amenbHOCmy aMUHOKHUCIIOT B KOJUPYEMOM OeliKe.
buonornyeckuid Koj He MOXKET MPOSBUTH ce0si 0€3 ITOMOJHUTEIBHBIX MOJIEKYI,

KOTOpPBIE BBIMOJIHSIIOT MEPEXOJHYI0 (PYHKINIO U QYHKIUIO AAANTOPA.
OCHOBHbI€ KOMMOHEHTDI 69]10KCVIHTG3MpyI-OLL|,el7I CUNCTeMbl

Ycnosua cunmesa oenka ¢ 6ecknemounoii cucmeme.
1) 20 BugoB mpoTenHoreHHbIX AMK
2) 20 Bugos T-PHK
3) 20 BugoB amuHoauuJa-TPHK-cuHTETa3 ¢ ABOMHOM
cnenqupuuHocTrio: K AMK u T-PHK
4) Pu6ocombl
5) Ucrounnku dHepruu: AT® u I'TD
6) I\/Ig+2
7) m-PHK — maTpuna
8) BesikoBbie GaKTOPHI

JI’O6ble OEJIKH MOKHO CUHTC3UPOBATH IIPHU HAJIMYHUH 3TUX KOMIIOHCHTOB.



@OYHKIMH OCHOBHBIX KOMIIOHEHTOB 0€JIOKCHHTE3UPYIONIeil CHCTEMbI

Heo0xoaumeie DOYyHKIUHU
KOMIIOHEHTBI
1 . AMUHOKHMCIIOTBI CyOcTtpathl 4151 CUHTE3a OSJIKOB
2. TPHK TPHK BrinonnstoT pyHkuuio aganrtepoB. OHu

AKICIITOPHBIM KOHIIOM BSaHMOI[efICTBYIOT C
amunokKuciomamu, a aHTUKOJAOHOM - C KOJOHOM

MmPHK.
3. AMunoanmi-TPHK Kaxnas aa-TPHK-cuHTeTa3a KaTtanusupyer
CUHTETA3bl PEaKLUIO cneyupuuecko2o CBI3bIBaHNS OTHOU

u3 20 amunokucaom c coorsercryromeid TPHK

4. MPHK Marpuia coepKUT JIUHCUHY IO
IOCJIEIOBATEIIBHOCTh KOJOHOB, ONPEICISIOMINX
MEPBUYHYIO CTPYKTYpY O€JIKOB

5. Pubocompl Pubonyxkneonpomeunoswie CyoOKI€TOUHbBIC
CTPYKTYpBI, SIBJISIIOIINECS MECTOM CHHTE3a
O€eJIKOB

6. ATO,I'TD HcTounuku sHepruun

7. benkoBble (haKTOPbI Cneyughuueckue BHeEprOOCOMHBIE OEIIKH,

WHULAALINY, SJIOHTAIUU, |HEoOXOoAUMBIe s mpoliecca TpaHciasuuu (12

TEpMHUHALIUU ¢daxropoB nannmanu: elF; 2 dhakropa

anonranuu: eEFI, eEF2, u dpakTopsr
TepmuHaIuu: eRF)

8. MoHbI Maruus Kodaxkrop, cTabunusupyomuii CTpykTypy
pudocom

Ipumeuanus: elF (eukaryotic initiation factors) - ¢akropsl unuyuauuu;, eEF
(eukaryotic elongation factors) - daxropsl 2.10nzauuu; eRF (eukaryotic releasing
factors) - paxTopsl mepmunayuu.

Craguu TpaHcasinum
Cunme3s 0Oenka OCYLIECTBISIETCS B S-Thb CTaauil (Ha mpuMepe OaKTepuaIbHOMN
KJIETKH): axkmueauus AMK, UHUYUAUUA, JI0HZAUUA, mepmunayus,
ROCHMPAHCIIAYUOHHAA MOOUDUKAUUA.




AxkTuBaumsa AMK

AnanTopHasi poJjib TpancnopTabix PHK
Tpancnoptable PHK - o510 enuncreennsiii nocpeonux wmexny 4-x
OyKBEHHOW IOCIICIOBATEILHOCTRIO HyKaeunosvix kuciom wu 20-tu  OyKBEHHOM
TOCJIEI0BATEIBHOCTHIO HEIK08.

AHTHKOIOH - 3TO Mpunjiemnas nocji1e006ameibHOCMb B aHTHKOJIOHOBOM
netrie y Kaxaoi mpancnopmuou PHK.

[IpucoeqMHUTh MOYKHO TOJIBKO TAKyl0 aMHHOKHUCIIOTY, KOTOpasi COOTBETCTBYET
ATOMY AHMUKOOOHY.

MMeHHO OT Hanmuuus TOoro wiM uHoro antukozoHa B TPHK 3aBucur, xakas
aMUHOKHCIIOTa BKJIIOUUTCS B OEJIKOBYIO MOJIEKYHly, T.K. HU pubocoma, Hu MPHK ne
y3HAIOT aMHUHOKHCIIOTY. Takum obpazom, agantopHas posb TPHK 3akmrouaercs:

1. B cneyughuunom cBA3pIBAaHNY C AMUHOKHCJI0TAMM,

2. B chneyuguunom, COTIACHO KOJOH-aHTHKOJOHOBOMY  B3aMMOJICHCTBHIO,
cBs3piBany ¢ MPHK,

3. BO BKIIOUYEHWU AaMHUHOKUCIOT B OCIKOBYIO IIEb B COOMEEMCHMEUU C
unpopmanueit MPHK.

Amunoaumia-TPHK-cuHTeTa3a Crienmpuyno nprcoenHseT aMUHOKHCIIOTY
K cootBercTBYromen TPHK.

Jns peakunu TpeOyeTcss ABe Makpodpruueckue cBsizu AT®O. AMHHOKHUCIOTA
npucoenuusercss kK 3'-xonuy axuyenmopuou nemau TPHK depes cBowo -
KapoOoOKCcunbHylo Tpymiy.

CBsa3p Mexay amuHokuciaoTo n TPHK crtaHoBuTcs Makpospruvyeckou. o-

AMMHOTpyIIIa OCTAETCA C60O0OHOIL.
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/ \ nernA TPHK

AMUHOKMCNOTE ® ® AMHHOAUMAN-AOoMMNAT

-

Tak xak cymectByer okono 60 pazmuunbix TPHK, TO HexkoTOphiM
aMHHOKHCJIOTaM COOTBETCTBYET MO dge uiu doiee TPHK.

N30akuenTopHbIMY HazbiBaoT pazauunsie TPHK, npucoequHsiomme oaHy
aMHUHOKHCJIOTY.

Peakuus cuaresza amunoanmia-TtPHK
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Oo0nbemuas moaeian T-PHK

DHeprus, 3aKIIOYEHHAS. B MAKPOIPZUUECKOU CI0KHOI(PUPHOI CBSI3M aMUHOALNII-
TPHK, BmocnencTBum wucnonb3yercss Ha 0Opa3OBaHUE MEMMUOHOU CBS3U B XOE

CUHTE3a OelKa.
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OobpazoBanne amunoanua-TPHK.

Hupoghocham, BouiACHAIONMNACT B XOA€ OTOHM peEaKlUH, TUAPOJUTHUUYECKU
pacuieruisiercsi ¢ o0pa3oBaHHEM JIBYX MOJIEKYN opTodocdaTa U BbIACICHUEM >HEPTHH,
YTO JIeaeT PEAKINIO aKTUBAIIMN AMUHOKHUCIIOT HeoOpamumoi.

CvHTe3 MOJIMNEeNnTHAHOM e HA pudocome
CoObiTusi Ha pubocoMe BKIIOYAIOT OTallbl: UHUUUAUUU, IINOH2AUUU U
mepmunayuu.
A. NHnunauumn

HMuaunuamma — sto mporece GOpMHUPOBAHHMS HHHITUMPYIOMIETO KOMIUIEKCA W3
Majiol u OO0JdbIION CyOBeIUHHUI] PUOOCOM, OCJIKOBBIX (DAaKTOPOB HMHUIIMALUM U
aMUHOAIUJI — tRNA. Nuaunmanusa 3aIlyCKaeTCA cneyughuueckoi
nociegoBaTeabHOCTEI0 MRNA, coaepikaiieit KoJ0OH MEeTHOHUHA.
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Nuaunuanust TpPaHCJIAIMA Y IYKaApUOT

elF-2I TO-MerTPHK M MPHK
60 S
P-ueHTp A-UeHTp
elF-2 rrm Nbr-rPHK elF-2- rTo-Mer-rPHK“"
30 5. "‘; 30
40-S
PubGocomansHas
cybreaunHuua elF-2
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OOpa3oBaHne HHUIUMPYOLIET0 KOMILJIEKCA B X0/[l¢ CHHTe3a 0eJIKka y JyKapHOTOB

Mer-TPHKM " 06beunsiercst ¢ Manoil  cyObequnuueil puOocoMbl B (opme
tpoitHoro komruiekca: Mem-mPHK ™", elF-2 u I'T®. O nipucoeIuHsieTcs K 5'-KOHILy
MPHK ¢ momompi0 HECKOTBKUX AOTONHHUTENIBHBIX (aKTOpoB. Aumukooon Mer-
TPHK™®" cBsi3bIBaeTCs C unuyuupyrouwgum xononom AUG. YckopseTcs NpucoeMHEHUE
60S cy6beamanip pudocomsl. Mer-tPHKIY" 3anuMaer Ha puGocome P-mentp.



B.9noHrauus

DJIOHranus NenTUIHOH LeNOYKH

AmuHoaunn-TPHK

Me
Met-TPHK

P-uenTp A-LieHTD

3‘
5‘

rT®-EF-1 AmuHoauun-TPHK EF' TA®
Brurouenne aa;-TPHK®, B pu6ocomy

aa;-mPHK®™| B3auMozeiicTByeT ¢ pubOCOMON B BHJIE TPOMHOTO KOMILIEKCA,
cocrosmiero us gpakmopa snonzayuu EF-11, aa,-mPHK™, u I'T®.
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Peammﬂ TPpaHCHenNTUuaAAlnu

MeTtnoHuHa ot MeT-TPHKiMeT, Haxojderocs B P-uientpe, npucoequuserca K ao-

NH, -zpynne amuHOanunbpHOro ocratka aa;-TPHK®; A-nentpa ¢ o6pasoBanneM HOBOI
nenmuoOHOoU CBS3U.

Tpancaokanus - tpersst cragust saoHrauu. K pubocoMe NpHCOEAUHSIETCS
¢axmop rnonzayuu EF-2 u 3a cuét sneprun [ TO npoasuraer pudocomy no MPHK Ha
OJIMH KOJIOH K 3'-KOHUY.

[To 3aBepmieHnu TpeTbel CTaAWM DIOHTAMM pubocomMa B P-meHTpe nMeer
ounenmuoun-mPHK, a B A-1leHTp nonajgaet mpuniem, KOAAPYIOINAN BKIOYECHHUE B
MOJIUTIENITHIHYIO LEMb BTOPO aMHUHOKHUCIIOTHI.

Hauunaercs cnenyromuii HUKII CTaJUU JIOHTALMH.

Craausi TpaHCIOKAIMH.

[Tentuaun-TPHK u3 A-yenmpa nepemeiaercs B P-yenmp.
[ToBTOpEHHE TaKMX LMKIOB IO YMUCIY CMBICIOBBIX KOJ0HOB MPHK 3aBepiiaer
BECH ATAIl AJIOHTALINM.



B. TepmuHauus

TepMUHANMA. DioHTaMs [EMU MPOJODKACTCS 0 TEX TOp, MoKa pubocoma He
NOCTUTHET mepmunanvhozo xonona. UAG, UAA, UGA (cTom-KomoHbI).

K pubocome mnpucoemuHsroTcs 2 OCIKOBBIX 6vlceodoxcoarouux dhaxktopa RF (ot
anri, releasing factor) wiu ¢pakropa TepMuHaAIMN.

Mamnas u 6onpiias cyObeqUHUIBI pUOOCOMBI B MPOIIECCE TPAHCISIUU BBITOIHSIOT
pazHble (QyHKIMU: Manas cyObeauHulia npucoeounsem mPHK u oOexooupyem
unpopmamuio ¢ nomompbio TPHK wu Mexanusma TtpaHciokanuu, a OoJblias
cyObeIMHUIIa OTBETCTBEHHA 33 00pa306anue nenmuoHblX céa3eil.

Tepmunanus cuHTe3a OeJiKa.

Iompud0OCOMBI Wi ROAUCOMA — DTO KOMIUIEKC U3 PUOOCOM, KOTODBIE
OJIHOBPEMEHHO y4acTBYET B CHHTEe3¢ Oeika Ha ogHou u Toii ke MPHK.

Honupubocomsi, accounupoBannsie ¢ DP, 10J JJIEKTPOHHBIM MUKPOCKOIIOM
MMEIOT BHUJ "LIEPOXOBATON" MOBEPXHOCTU. benku, cHHTE3upyeMble 'IIepOXOBaThIM"



OP, NOKHBI TPaHCIIOPTUPOBATHCS Yepe3 MEMOpaHy AJid TOro, YTOObI OHU JIOCTUTIIU
MeCTa OKOHYATEJIbHOM JIOKAJIU3aI1H.
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CuHre3 0eJIKOB HA MOJTUPUOOCOMHOM KOMILJIEKCE.

[Isa1T6 pubOCOM cunTHIBatOT MHGOpPMaIHIO, coaepxaitytocs B MPHK.
Hekortopble U3 3TuX 0ENKOB AJIA JalbHEUIIEro TPAHCIOPTa YIAKOBBIBAIOTCS aIapaToM
["onbaxku B cekpemopHbie cpanyiot.

MocTTpaHCcNALMOHHbIe MoanduKaumm nonunenTMAHON Lenu

Heab y ¢ponounca v npoueccunza («co3peBaHus») oaHAa — OOpa3oBaHUE
Hamuenou (HYHKIIMOHATIBLHO 3HAYMMOM) CTPYKTYPBHI.
Ilytu pasnwie:

o DonauHT — He3 KOIMISCTBEHHBIX M3MEHEHUN COCTaBa OCIKOBOM MOJICKYJIHI.
e [lpoueccunr — odsa3amenvHo KOJIUYECTBEHHBIE U3MEHEHHUS MyTEM XUMHYECKOU
Mo U dHraruu
3HaueHueE:
* B HEaKTUBHOM COCTOSIHUU: XPAHEHUE U TPAHCIIOPT
* AKTUBHPOBAHUE — [0 HEOOXOAMMOCTHU: B HY’KHOM MECTE M B HY)KHOE BPEeMs



[HocTTpaHCaAIMOHHAA MOAU(PUKAIMA — 5TO MPOIECC aKTHBAIUHU MyTEM
KOJIMYECTBEHHBIX U3MEHEHUI B KOH(POPMAIIMHN U CTPYKTYypE MOJUNEHTHIHOMN Lenu AJis
npuoOpeTeHusT OEeNKOM-IIPEIIIECTBEHHUKOM HATUBHOM, (DYHKUIMOHAJIBHO 3HAYMMOMU
KoH(popMaruu.

[TonmunenTuaHbIE LIETM MOTYT MOJABEPIaThCsl CTPYKTYPHBIM MOIU(PUKALNAM, 100
Oyayu eié CBA3aHHBIMU C pUOOCOMaMH, JIUOO MOCIIE 3aBEPIIEHUSI CUHTE3A.

MHorue  MoAu(pUKAaUMU  OCYIIECTBISIOTCA B IHOONAAZMAMUYECKOM
pemuxyyme.

3nech MmpPOUCXOMAT (POJAMHI  TOJMIENTUIHBIX Lened u  (OpMUPOBAHHE
YHUKAJIbHONW TPETUYHOW WJIM YETBEPTHUHOM CTPYKTYypbl OenkoB. [ls mopmepkaHus

HaTUBHOMU KoH(popmanmu MOJIEKYT OTPOMHOE 3HAYCHUE MMEET
IIPAaBWJIBHOE (DOPMHUPOBAHUE TUCYIb(PUIHBIX CBSA3EH.
YacTuyHbIi  MPOTEOJHM3 — 3TO  MpPONECC  aKTHBAIlMd  OEJKOB-

MPEIIICCTBCHHUKOB IyTEM YIAJACHHUS YacTH IMOJUIEHTHIHON IenH Crenu(pruecKuMu
SHJIOTPOTEA3aAMH.

nentva

benok (HeaKTMBHbm)‘L»BeHOK (aKTUBHBbIN)

Mwoponus

J
0‘0

IpouncyauH ——» WHCYJHMH (TOPMOH, PETYJIATOpHAS PYHKIIUS)

IlenmncuHOreH — MENCUH

TpuncuHoreH — > TPUIICHH [Iporeonutnueckue HepMeHTHI
XMMOTPHUIICHHOTEH —»>XUMOTPHUIICUH (kaTanu3 — nuIIEeBapeHUE)
IIposiacraza — 3j1acrasa

dudpunoren —> GuodpuH (3amKTa — 3aKyIMOPKa MOBPEKACHUSA COCY/1a CTYCTKOM)

KoBaJjieHTHBIE MO)]I/I(I)I/IKaIII/II/I
CrpyktypHble  Oenkd W (EepMEeHTbl  MOTYT  aKTUBHUPOBATbCA  WIH
MHAKTUBUPOBATHCS B PE3YJIbTATE MPUCOECIUHEHUS PA3IMYHBIX XUMUYECKHUX TPYIIIT

I'mMKo3uIMpoBaHuE — 3TO NPUCOCAWHECHHE )21€600HOU Wenu 1o
THJIPOKCHIIBHBIM TpyNmaM cepuHa wWin TpeoHuHa (O-riimko3uaupoBaHue) JmO0
acrmaparusa (N-riimko3ujimpoBaHue).

benku, BXoasmIMe B COCTaB TUIa3MaTHYECKUX MEMOpaH WM CEKPETUPYIOIIHECS U3
KJIETOK, TIOJBEPraroTCs 2iuKko3unupoeanuto. llocnenoBatenbHOe HapallMBaHHE
YIIEBOJHOTO (hparMeHTa MPOUCXOAUT B IHOONIAIMAMUUECKOM PEMUKYIyMe W
annapame I'o1v0cu.

[ Muko3uIMpoBaHUE 3aNUINAST OCIIKH OT PACIICIUICHHS MPOTEHHA3AMH, YIJTUHSIET
CPOK CYIIIECTBOBaHUS (ITPOYHAsi OCHOBA — MEXaHUYECKUE, CTPYKTYPHBIC (PYHKITUN).

YTpara yrieBogHOW YacTH TJIMKOMPOTESHHAMHM CITY)KHT CHUTHAJIOM JIJISl TICYCHHU U
APYTHX CTPYKTYp K TIOTJIONICHWIO W YTWIH3aIUuu (IMOBTOPHOE HCIIOJIh30BAHUE)
OEJIKOBOTO KOMIIOHEHTA (OCJIKU KPOBH, SPUTPOLIMTAPHBIX MEMOpaH).
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DochopuIUPOBAHME OEIKOB OCYIIECTBISIETCS MO THIPOKCHUIBHBIM TPYyIIIaM
cepuHa, TPEOHUHA U, Peke, TUPO3UWHA (PepMEeHTaMU U3 TPYIIbl MPOTEeMHKUHA3, TOrAa
Kak  Odegpocghopunuposeanue - KaTanuzupyroT — THAPOJIUTHUYECKHE bepMeHTHI



ghochonpomeunghocchamasoi.
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Peryasinusi cMHTe3a M pacnajaa riinkoreHa ropMoHamMu
I'J0Karon  akTUBUPYET  MPOMEUHKUHA3bI W CTUMYIHPYET  TIPOIECC
bochopunupoBanus gpocghopunazel v enukozencunmasvl. B urore yckopsercs pacnaj
TJIMKOT'¢HA.
MHcyauH 1iyTeM akTUBAIlMKM TMpoliecca oOegocghopunuposanus d>TUX Ke
(hepMEHTOB BBI3BIBACT YCKOPCHHE CHHTE3Q TJIMKOTI'CHA.

I'MapoKCUIMPOBAHME 3aKIIOYACTCS B MPUCOCAWHEHHH THAPOKCHIBHOM
TPpynmbl K OCTaTKaM aMUHOKHUCIOT. OO0si3aTeIbHBIMH KO(DAKTOpaMU MOHOOKCUZEHA3
(ruapokcuiiasz) ciyKat aCKOPOMHOBasi KUCJI0TA U TeTPAruJpoOuonTepuH.

B pesynbraTte 2cudpokcunupoeanus OCTaTKOB JIM3MHA W TMPOJHHA C
MOCIICAYIOLUM 2TUKOZUIUPOBGAHUEM O0PA30BABIINXCS OKCUIM3MHA U OKCUIIPOJIMHA U3
npokoJiareHa oobpasyercs koJsuiareH. OH TNpUAET TPOYHOCTh M DIACTUYHOCTH
CTEHKaM KPOBEHOCHBIX COCYAOB U (OPMHUPYET MPOYHYIO OmOopy it 3y0oB. CracaeT ot
IIBIHTH.

AueJIMPOBaHMeE OCYNICCTBISIOT —ayurmancgepazsr. OHU  TPUCOCTAUHSIOT
OCTaTKU KapOOHOBBIX KHCJIOT K THAPOKCWIBHBIM TpPYIIIaM CEpUHA, TPEOHWHA U
tupo3uHa. benok 3a cder moGaBiaeHHOTO THAPOGOOHOTO (dparMeHTa («SIKOPbHY)
MpUOOPETAET CIIOCOOHOCTh MHTETPUPOBATHCS C IHUTOIIA3MaTHUYeCKHe MeMOpaHbl. Tak
YCTpOEHbI U (YHKIIMOHUPYIOT UUMOXPOMBbI B TICTIA JILIXaTEIHHBIX IEPEHOCUYHKOB,
MeMOpaHHBIC peyenmopol.

KapOokcuiupoBanue — npucoequHeHre KapOOKCHIBHOW —TIPYINBl K
dakTopaM CBEpTHIBaHHUS KPOBHU: MPOTPOMOMHY, MPOKOHBEPTHHY, (hakTopy Kpucrtmaca,



¢daktopy Crioapta, - ¢ o00pa3oBaHHEM TraMMa-KapOOKCUTITYMHUHOBOW KHUCIOTHI,
HEO0OXOAMMOM ISl CBSA3BIBAHUS KaJblUsl, aKTUBUPYET 3TH Oenku. Butamun K yuactyer
B peakluaxX KapOOKCHUIMPOBAHUS B KauecTBE KOo(hepMeHTa.

Peryasiuus cunres3a 0ejika
KoHneHTparus MHOTHX OETKOB B KJIETKE HETIOCTOSIHHA M U3MEHSIETCS B 3aBUCHMOCTH OT
COCTOSIHUSI KJIETKM U BHEIIHHUX YCJIOBHU. DTO MPOUCXOIUT B PE3YyJbTaTe PETYIISLIUU
CKOpOCTEH CHHTe3a M pacrnana OenkoB. Perymsiuus SKCOpecCHMM TE€HOB MOXKET
OCYIIIECTBIIATHCS Ha JIFOOOW CTAaauu Ha MyTH OT TeHa J0 o0pa3oBaHMs (PYHKITMOHAITBHO
aKTUBHOTO OeJKa.

Peryasiuusi TpaHCKPUIIIIAN
TpaHCKpUNIMST TE€HOB MOET NOAABIATHCS WM AaKTUBUPOBATHCS, CIENOBATEIBHO,
CUHTE3 OCJIIKOB MOXKET penpeccuposamuvca Vil uHoyyuposamovca. Onepon — 310
ygactok DNA, KOIupyrooIMii CTpoeHue, KaK MpaBuiio, (PYHKIIMOHAIBHO CBS3aHHBIX
OCJIKOB M COJIEpXKAIIUM PETYIATOPHYIO 30HY, KOHTPOJIUPYIOUIYI0 CUHTE3 ITHX OEJIKOB.
Ha pucyHke npuBe/ieHa cxeMa JIAKTO3HOTO OIEpOHa:

ECR TPOMOTOP LCTPYRTYPHBIC MEA LIS
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Peryasiuus 3xcnpeccun Lac—onepona E.Coli

CmpyKkmypHble 2enbl, VHIYLIUPYEMbIE COBMECTHO PacIoJIaraloTcs Ha MOJIEKYJIe
JJHK psAIoOM c II0CJIEI0BATEIbHOCTIMU HYKJIEOTUJIOB,
HA3bIBAEMBIX HPOMOMOPOMY Onepamopom. [1is perynsaunn TPaHCKPUIILIUKA HE0OX0 UM
enie oauH ydactok JIHK — pezynamopmnuiit 2en, He Bcerna pacrosnararouiyaiicsi BOJIu3u
BBIIEONMCAaHHOM rpynibl. Bo Bpems Tpanckpuniuun PHK—nonumepasa cBsa3piBaeTcs ¢



npoMoTopoM u  mnpoxasuraercs Baoib JHK, o00pa3ys TpaHCKpUNT TEHOB
onepoHa. benku—penpeccopbt —  TIPOIYKTHI TPAHCISILUA ~ PETYJISATOPHBIX  T'€HOB,
CBS3BIBAIOIIUECS C COOTBETCTBYIOIIMMH OMNEPATOPHBIMU YYAaCTKaMH U OJOKHUPYIOIIHE
MPOJIBUKECHUE PHK—mnonmmepassi, H, CJICIOBATEIILHO, MPENATCTBYIOLINE
TPAHCKPUIIIUU.

Hnoykmopur. HeGonbiime MOJEKYJIbl, KOTOPbIE MOTYT CBSI3BIBATHCS C OeKaMu—
penpeccopaMd W HMHTHOMPOBATh WX CIOCOOHOCTHh CBS3BIBATHCS C OMEPATOPHBIMU
yuactkamu JIHK. Takum oOpa3zoM, TpaHCKpPUIIUS MOXKET MNPOUCXOJUTH TOJBKO B
MPUCYTCTBUM  WHAYKTOpa. MHAyKTOpaMHM  TPAHCKPUIIIMM CIYy)XaT  CyOCTpaThl
MeTabonuyeckux myTed. OHM CTUMYJIHUPYIOT CHHTE3 O€JIKOB, 00€CIeuMBAIONINX X
MIPEBpAILICHHUS.

Kopenpeccopvt — nuranapl OenkoB—penpeccopoB. Kopenpeccopamu, Kak
MPAaBUIIO, SIBISIIOTCS KOHE4YHble HPOOYKmbl Mmemabdoauveckux nymeii. Ponb
WHJIYKTOPOB U PENPECCOPOB MOTYT UTPATh 2OPMOHDL.

Peryasinus 1eficTBUA reHOB U KJIeTOYHaA U PepeHupoBKa
B kiieTkax >XKMBOTHBIX KpaTKOBPEMEHHAs aJalTUBHAs MHAYKIHUS U PENPECCUSICUHTE3A
OCJIKOB BO3HUKAET TMPU M3MEHEHUU KOHIIEHTpAIMU OIPEJCICHHBIX BEIECTB:
cyOCTpaToB, MPOAYKTOB METaOOJWYECKUX MyTed, ropMoHOB. OJIHAKO CYIIECTBYIOT
TAKXK€ JJIMTEIbHBIC, YACTO COXPAHAIOIINECS HA MPOTSHKEHUHM BCEM JKU3HW MHIYKUUS U
penpeccus, BO3HHMKAKOIIME B XOA€ KIETOYHOW auddepeHuupoBku. Pa3Hble
g depeHurpoBaHHbIE KIETKH OAHOTO OpraHM3Ma MMEIOT OAMHAKOBBIA HA0Op T'€HOB,
HO, Kak IMpaBWIO, OTJIWYAIOTCS MO OEJIKOBOMY cOCTaBy. Pa3nuuusi KIETOK TIpu
b depeHImpoBke BO3HUKAIOT B pe3yJibTaTe penpeccuu OJHAX TE€HOB
U depenpeccuu Npyrux. MOoONeKyIsipHbIE MEXaHW3Mbl PpEryJslud TakKoro THUMa
HEJIOCTATOYHO M3YYEHBI, HO OOIIMIA MPHUHIUM JEHCTBUSA CHEIU(PUUECKUX PETYIISTOPOB
ceoautcs K co3znanuro 30H JHK, HegoCcTymHbIX sl TPaHCKPUIILMU 34 CYET
KOHJICHCAIlUU XpOMAaTHHa.
NHruouTopsl MATPUYHBLIX OMOCUHTE30B

Hcnonb30BaHrE HEKOTOPHIX JIEKAPCTBEHHBIX CPEJCTB U3 TPYMNIbI aHTUOUOTHUKOB
OCHOBAaHO Ha MHTUOMPOBAHMM MATPUYHBIX OHOCHHTE30B, MPOTEKAIOIMIUX B
MUKpOOpraHu3Max, BbI3bIBaOMMUX HHGMEKU0. Hanpumep, TeTpauMKIMH UHTHOUPYET
AJIOHTalMI0, OJOKUpYsl IeHTp cBs3biBaHusi aa—TPHK Ha pubocome, 3puTpOMHIIMH
MHTUOUPYET TPAHCIOKALHUIO.

Ilpomugobaxkmepuanvusvle  cpeocmea OTIVYAIOTCA  JTOCTAaTOYHO  BBICOKOM
M30UPATEIPHOCTRI0O U MaJi0 TOKCHUYHBI JUISl YEJIOBEKA. DTO OOBACHSETCS TEM, 4YTO Y
OakTepuii puOOCOMBI B IIEJIOM, a Tak)Ke HEKOTOpbie (EepPMEHThI M OeNKu prubocoM
OTJIMYAIOTCS 110 CTPOSHUIO OT COOTBETCTBYIOIIUX OEITKOB dYKapHOT.

Ilpomuesoonyxonesvie anmubuomuxu (AKTUHOMUIMH D, pyooMHMIMH U T.1.)
Hapymatot ctpykrypy JAHK u uarubupyrot perumkaruto JIHK u (vmm) Tpanckpumnimro.
JlexapcTBEeHHBIE CpEICTBA ATOM TPYMIBI HE 00J1a1al0T aOCOMIOTHON M30MPATEIbHOCTHIO
no otHomeHno K JIHK omyxoneBbIX KIETOK, MO3TOMY OHH JOCTAaTOYHO TOKCHUYHBI.
OnHako M30MPATEILHOCTh B UX JICMCTBUM BCE K€ uMmeeTcs, Ho oObscHseTcsa He JIHK, a
IpyruMu (QakTopamu, HaIpUMEpP OTIWYUSMHU MPOHUIIAEMOCTH MEMOpPAH OITyXOJEBbIX
KJIETOK, 0COOEHHOCTSIMH MeTaboI13Ma U T.JI.



I'ennbie MyTaUUM

Pa3znuynble (akTopbl MOTYT HapyllaTh IOCIEA0BaTENbHOCTh HykJIeoTH10B B JIHK 1,
CJIEIOBATENbHO, U3MEHATh T€HETHUECKYI0 HHpopMaIuio. Takue n3MEHEHHS IEPBUYHOMN
CTPYKTYpPBbI DNA HE WCIIPABIICHHBIE penapupyroujeii CACTEMOU,
Ha3bIBAIOTCSA Mymayuamu. [lpuanHamu mytanmii Moryt ObiTh: noBpexaeHue JJHK
yIbTpaduoNeTOM, HOHU3UPYIOLIEH paauanued, XUMHYECKUMU COCAMHEHUSIMHU
OKpYXalolllel Cpellbl U, KpOME TOro, OMIMOKH peruMKanuu. ['eHeTudyeckue MyTaluuu
BEIyT K CHHTE3y HW3MEHEHHOro, naedexkTHoro Oenka. Myranuu, 3aTparuBalroliye
PETYIATOPHYIO 30HY OIIEPOHA, IPUBOJAT K HAPYLICHUIO PETYJISILUN WU MPEKPALIEHUIO
cuHTe3a Oenka. BeinenstoT cineyronme pa3sHOBUIHOCTA MY TALIUM:

1. 3amena nykneotuna B KoJOHE. Takoe M3MEHEHHUE MOXKET TPUBECTH K
U3MEHEHUIO CMbICIA KOJJOHA — MUCCEHC MYTAllUY, U TIOABIICHUIO B O€JKEe HOBOU
aMHUHOKHUCIOTHL. Eciiv B pe3yibTare 3aMeHbl HYKJICOTUAA KOJIOH IIPEBPAIAETCs B
TEPMUHUPYIOIMM — HOHCEHC MyTalluk, TO CHUHTE3UPYETCA HE3aBEPILICHHBIN
0eJIoK, TaK KaK €ro CUHTE3 MPEPhIBAETCs Ha ATOM KOJOHE. B TO e Bpems 3ameHa
HE BCETJIa NPUBOAUT K U3MEHEHHIO CMBICTIA KOJAOHA. TaK KaK KOJA BBIPOXKIACHHBIN
M OJIHA aMHUHOKHCJIOTAa KOJIWUPYETCS HECKOJIBKMMHU KOJAOHAMH, TO B PE3YJbTaTe
MyTallMM MOJKET TIOJYYUThCS HOBBIM KOJOH, HO KOJUPYIOIIUH Ty IK€
AMHUHOKHCJIOTY.

2. /leneyus — ytpata MoHOMepa u3 nenu. Mosxer ObITh yTpaTta ¢parmenta JJHK,
COCTOSIIIETO U3 TPEX HYKJIEOTHUIOB WIIA KOJINYECTBA HYKJIECOTUIOB KPATHOTO TPEM.
B sTom ciyuyae BbImagaeT oJuH KOJOH WJIM HECKOJIBKO, a B OEJIKe yTpauuBaeTCs
OJlHa WJIK HECKOJIbKO amuHOoKucioT. Eciim B JIHK yrpauuBaerca onuH MOHOMED
(MM KOJIMYECTBO HYKJIEOTHJIOB, HE KpaTHOE TPEM), TO U3MEHSETCS CMBICI BCeX
NOCJIEAYIOIMX KOAOHOB. HEINOmHbI KOJOH IpU CUHUTHIBAHUU JOIOJIHAETCS
HEJIOCTAIOIIMM HYKJICOTHUJIOM U3 COCEAHEro KoJoHa U Lpamka, cuMThIBaHUS NpU
TPAHCKPUIILUU cMellaeTcs. B pe3ysibTare Takol MyTalluu CHHTE3UpYyeTcsl OeoK
CO CIIy4alHOM IOCJEA0BATEIBHOCTHIO AMUHOKHCIIOT ITOCJIE MECTAa MyTaLlUH.
Bcmagka nononHUTENbHBIX MOHOMEPOB. B ciyuae BcTaBku (parMeHTa U3 Tpex

HYKJICOTHJIOB (MJIM KOJIMYECTBA KPATHOTO TPEM) CUHTE3UPYETCs OENOK yIJIMHEHHBIN Ha
OJIHY WJIM HECKOJIBKO aMHHOKHUCIIOT. EClIHM ke B LENb BKIKOYAETCI OOUH MOHOMEp WU
KOJINYECTBO MOHOMEPOB HE KPATHOE TPEM, TO IPOUCXOAUT MYTALUSA CO CABUTOM PaMKH
CUMTHIBAHMS, KAaK OINKCAHO BBIIE, M CHUHTE3UpPYyeTCs OEJIOK C U3MEHEHHOU
MOCJIEIOBATEIbHOCTHI0 aMUHOKHUCIIOT MOCJE MECTa MYTallUM, HE CIIOCOOHBIN BBITIOJIHATD
cBou (pyHkuMH. MyTanuum MOryT OBITh HEWTpaJIbHBIMH, MOJIE3HBIMH M BPEAHBIMHU.
MyTanuy B TNOJIOBBIX KJIETKAaX IEPENArOTCs MO HACIEACTBY U MOTYT IPOSBIATHCSA
KaK Hacieocmeennas 0071e3Hb, CBSI3aHHAs CO CTPYKTYPHBIMH U (YHKIHMOHAJIbHBIMU
M3MEHEHUsIMU OeskoB. MyTaluy B COMaTHUECKHUX KJIETKaX MOTYT BBI3BIBATh PA3IUYHbIC
(GyHKIIMOHAIbHBIE HapyLIEHUs, a HWHOTAa TpaHCHOpMALMIO KJIETOK M pPa3BUTHE
omyxonei. Eciu B pesynbrare MyTanuu CcBOMCTBa Oejlka HM3MEHWIHNCh B JIYYIIYIO
CTOPOHY M TIOBBIIIAIOT JKU3HECIIOCOOHOCTh OpraHu3Ma, TO TaKHe MyTaluH
OMOJIOIrMYECKH IOJIE3HBI U SIBISIFOTCS] CPEACTBOM €CTECTBEHHOI'O 0TOOpA.



IHoammopdusm 6e1KkoB

[Ipn ¢unorenese MNPOUCXOAUT YCIOKHEHHE F€HOMA [0 JBYM [PUYMHAM:
YABOCHUE TI'€HOB M HE3aBUCHMbIE MyTallMu B HUX. lloimydaroTcs BapuaHTbl T'€HOB,
KOTOpbIE, OOpa30BaBIIMCh y OTIEIBHBIX OCOOEH, PACHPOCTPAHAIOTCS B TMOMYJSIUU B
pe3yliibTaTe HacienoBaHus. Tak ¢popMupyercs reHeTuYecKas HeOJHOPOIHOCTh, BeaAyIIas K
HEOJTHOPOIHOCTH (2emepozeHnocmu) GSHOTUITNICCKOM.

Ioaumoppusm OenkoB 0OyCIOBIMBAET CYIIECTBOBaHUE pa3HBIX (opM Oelnka,
BBITOJTHSIOIIETO OJIMHAKOBBIE UM OYE€Hb CXOHbIE (PYHKIIHH.

[IepBblii THII MOJIUMOP(HBIX 0enKoB CBSI3aH c YBEJIMYEHUEM
YHCJIa JI0OKYCO8 KOAUPYIOUIUX ONpPEeIeTICHHbIA OEIOK B XpOMOCOME B PE3YJIbTATE yABOCHHUS
U MyTallMii, TO €CTh UMEET MECTO IpylIa CXOAHBIX JIOKyCOB B F€HOME MHAMBHUJAA. ['€HbI
9THUX OCJIKOB He ai1ebHbl, OHU 3aHUMAIOT pa3Hbie JIokychl (HbA, HbA,, HbF).

Bropoii T noauMophHbIX OSIKOB — MPOAYKTH astrensublx 2ernoe (HbA, HbS) —
TO €CTh MMEET MECTO MHOXECTBO ayliesied B reHodonae nomynsnuu. [lomumopduszm
OEJIKOB HACTOJIBKO BEJMK, YTO MOYKHO FOBOPUTH O OMOXMMHUYECKON UHIMBUIYATbHOCTH
OpraHu3Ma.

MeToabl padoThI C FT€HHBIM MATEPUAJIOM

Tpynunoctu B nzyuenuun [IHK 3axmtouarorcs B cinenyromeM:

» wmonekynbl JJHK )UBOTHBIX U YeloBeKa UMEIOT OTPOMHBIC pa3Mephl. Takue MOJIEKYIIbI
HEYIOOHBI JJI1 MCCIENIOBAaHUSl U MX MPEABAPUTEIBHO pa3pe3aroT, (parMeHTUpyIoT ¢
MOMOIIbIO CIHEIHUAIBHBIX (PEPMEHTOB — pecmpuxmas, BBIICISEMbIX W3 OaKTepuil.
Pectpukrassl Ly3naror, ompeaeneHHble mocieaoBarensHoCTH U paspesaror JIHK B
OTIpEICTICHHBIX MECTAX;

» xomuuectBO DNA B KJIETKE HEBEIHMKO, TOATOMY HEOOXOAMM CHOCO0 YMHOKEHHUSI
(amnaugpurkayuu) nzyvaemoit JIHK in vitro. Takum METOIOM SABISICTCS HOAUMEPAZHAA
uyennaa peaxuyus — PCR, xotopas mno3Bosser amrummduiupoBatb DNA wim ee
¢bparMeHT B MUJUTMOHBI Pa3 3a HECKOJIBKO YacoB.

PCR ocymiecTBasitor B mpoOupke ¢ momoibio TepmocTabunshoit JIHK—mommepassl

(Tag—noaumepaser) nipu ydacTHd JAC30KCHHYKIE3UATPUPOCHATOB — CyOCTpaToB W

KOPOTKUX OJIMTOHYKJICOTUAHBIX 3aTpaBOK — npaiimepos. llpaiimep — 3TO KOpPOTKHUE,

mmHOoM B 20—30 HYKJICOTHAOB OHOIIeIoYedHbIe (parMeHThl DNA, KoMITJIeMeHTapHbIe 3-

—KOHIIEBBIM  TMOCIEAOBAaTEIbHOCTIM  KonupyemMod  DNA—wmatpuubl.  biaromaps

npaitmepam orpannuuBaercsa pparmeHT DNA, koTopsiit Oyaer ckonupoBan Tag—DNA—

MOJMMEPA30M, MPUCOCIUHSIONIEHCS K 3-—KOHIIaM MpaiMeEPOB U JOCTPAUBAIOLICH UX N0

3aJJaHHOU JIIMHBL. Peakuys nporCcXOIUT B HECKOJIBKO CTaJuN:

4 & 3 5 E

"
-
-
k-
e
M

ot

5 3 it » o 2 x g 5§
IRENEY Y [ I'Ilﬁpll.'l HIaAUHA e pME RS



Cranum oqnoro mukjaa PCR

Jenamypayusa. VnkyGannonHyro cmech HarpeBatror g0 90°. Ilpu stom
IPOUCXOIUT paspylieHue ciadbwix cBs3eid B JIHK w u3 omgHolt aByxienoudeuyHOM
MOJIEKYJIbl 00pa3yroTCsl IB€ OJTHOICTIOYCUHBIE.

Tuopuousayus npaiimepos. Temmeparypy cHmwkaor g0 50°. Ilpu  stom
npoucxoaut rudbpuanzanus uenerd [JHK ¢ npaiitmepamu.

Honumepuszayua. VHkyOanumonHyro cmech HarpeBaioT gm0 70°. Ilpu oroit
temnepatype Tag—rmonumepasa yauHsIeT 00a npaiiMepa ¢ ux 3-—KoHIOB. [Ipaitmepsl
I0pacTarT A0 pa3MepoB marpuibl. B pesynprare konmuectBo JIHK yaBaumBaercs.
Tag—rmonuMepaza BbIJIEISETCS U3 TEPMOPMIBHBIX OakTepuil HW  OTIMYAETCA
YCTOMYMBOCTBIO K BBICOKOM Temmeparype. Ilpu Ttemneparype 70° rubpu mpaiimep —
JNHK wne nenarypupyer, a Tag—rmonumepasa crnocobHa paboTaTh € OOJBIION
CKOPOCTBIO.

Hanpagpiaenus ucnosbzoBanusi PCR
Juaznocmuxka oonesneii (J/IHK—ouaznocmuka). Meton OCHOBaH Ha TOM, YTO
nepBuyHas ctpykrypa JHK pasHbIX BHIOB OpraHn3MOB pa3ivvHa. 3HAYUT, MOKHO
HallTH moclenoBarenbHoCTH, XapaktepHsie miua JHK Bo3Oyauteneit Oose3Hu u
noa00paTh Takue mpaiimepsl, KoTopsle OyayT rubpuauzosarbes ¢ JJHK Bo30ynuTens,
Ho He ¢ JIHK yenoBeka. B atom ciyyae npoaykrom ammundukauuu Oyaer JIHK tonbko
BO30yAUTENA, & HE TAI[UEHTA.
H3yuenue cenoma uenogeka. JIns 3Toro HEOOXOAMMO BBIJACICHHE U aMIUIU(UKALIISL
OTIIEJBHBIX TeHOB. Mcronb3ytoTes npaiMepbl, KOMIUIEMEHTapHbIE Havyaldy M3y4aeMoro
reHa. IlocienoBaTenbHOCTh HYKJIEOTHAOB B TaKOM ITpailMepe MOKHO ONPEIEIUTh IO
AMUHOKHCIIOTHOM TmocienoBaTebHOCTH N—KoHIa 1 C—KOHIa COOTBETCTBYIOLIETO
Oenka M Tabiuue koja. TpyIHOCTh 3aKIOYaeTcsl B TOM, YTO KOJ BBIPOXKIECHHBIA U
IIPUXOAUTCS CHHTE3UPOBATh HECKOJIBKO MTPAaiMEPOB, a 3aTEM OIBITHBIM IIyTEM HAXOAWTH
npaiiMepsl, KOMIUIEMEHTapHbIE KOHLAM TIeHa. BblaeneHue M aHamu3 OTAEIbHBIX
(GparMEeHTOB T€HOB WCIIOJIb3YeTCSl JJsi OIpeAeseHUs] MYyTalud U JUarHOCTUKH
HaCJIEICTBEHHBIX OOJIE3HEH.

KiionupoBanue reHos

@®parmentsl JIHK MOXHO BbIpe3aTh M3 TEHOMA 3YKApUOT CHEUUATBHO MOJA00pAHHBIMU
pectpukTazamu 1 BctpauBaTh B JIHK naazmuow unu Bupyca BCKphITYIO (pa3pe3aHHYIo)
TeMU ke pecTpukTazamu. OOpazyercss ruOpuAHas IUIa3MUAA WIA PEKOMOUHAHMHASA
JIHK. OnHako TakuM CHOCOOOM TMOJY4YaeTcsi O4YeHb HeOOJIbIIOe KOJIMYECTBO
pexomOunantHoit JIHK. KnonupoBanue — 310 cmnoco® ee HakoreHus. s 3Toro
PEKOMOMHAHTHBIC TJIA3MHUIBI BCTPAMBAIOT B OAKTEPUU M MOJTY4YalOT PEKOMOWHAHTHBIC
OaKTepuu, KOTOPbIC PETUTHIIUPYIOT, TPAHCKPUOUPYIOT U TPAHCIUPYIOT Luykue, reHsl.



syxapvoTuueckan DNA

1‘_ E. coli

Hoebiid rMOpKD NAazm nakl
M OXET MCNONL30BaTLCA NPH
KNOHUPOBAHUKN IYKapHOTHHECKD R
DHA B DakTepnanbHOl KyNBLTYpE

ﬁalﬂ'EpHﬂﬂhHﬂH nnasMuna
IMosnydyenue pekomOuHanTHoi JJTHK

N3 GakTepuanbHO MacChl MOXKHO BBIJICUTH IOCTATOYHOE KOJIMYECTBO
pekombObunanTHoM JIHK.



4 MoIKeAYIoTHAR Keaeia

¥ srpenenne RNA

mRNA npenposncyainm
W ofpaTHAN TPAHCKPHOTATA
SOOI OO DN A-TeHa NPenpoHHCy. A
W BEETEHNE FeHA B IIAIMIY

perombunanrnas DNA

BECISHIS TUIATVMHIL B
GARTEPUATLHY D KIAETKY

[ CKOMDEHANTHAR
EIETRA

pasMHMGKeHE DaKTepHn
L
NPENMPOHHCYINH

CxeMa cHMHTe3a NPeNnpoOMHCYJIUHA B TpaHcGopMupoBaHHbIX KieTKax E.Coli.

[1na3muael KObIEBBIE, ABYXIENOUYEUHbIE MOJIEKYIbl DNA, coagepxaliuecs B
OaKTepHabHBIX KJIETKAX M CIIOCOOHBIC K PETIMKAIIUY U TPAHCKPHUIIIIUHU, HE3aBUCHUMO OT
KJIETOYHBIX XPOMOCOM.
Oopamnas mpanckpunmasza (PHK—s3asucumas JIHK—monumepasa) — depmenr,
karanusupytomuit cunate3 JJHK, ucnons3ys B kauectBe marpuiiel PHK. DT1oT dhepment
HeoOxoauM niyist mosrydenust nocneaoBarensuoctu JIHK, kommnementaproit MPHK
(x/IHK), mpumMeHsiemoli B TeHHOM nHxeHepuu. C MOMOIIbI0 0OpaTHON TPaHCKPUTITAa3bI
MOXHO nosryuuTh K IHK— xormnn MPHK, B KOTOpOi1 OTCYTCTBYIOT HHTPOHBI.
CriemoBartesibHO, MPY BKJIKOYEHNUH B TUIA3MHUJIBI 3TA MOJIEKYJIA HE TIOIBEPTAETCS
cruialicuHry. PekoMOMHaHTHBIE MUKPOOPTaHU3MbI HAIILIU TPAKTUYECKOE IPUMEHCHHE
KaK MPOAYLIEHThI HEOOXOAUMBIX YEJIOBEKY BEIIECTB: OETKOBBIX TOPMOHOB,
OMOJIOTUYECKH AKTUBHBIX MEMTH/IOB.

bejiku HUMMYHHOH CHCTEMBbI
NMMyHHas cucteMa 4eloBeKa — O3TO COIVIACOBAHHO (YHKIMOHUPYIOIIAs CHCTEMa
MOJIEKYJ M KJIETOK, PAacHo3HAIOIMX M YAAISIOMIUX YYyKEpOJHbIE BeElIeCcTBa. 3a
UMMYHUTET OTBe4atoT B— m T—=xneTku. B—xkiieTku BbIpaOaThIBAIOT aHTHTENA —
ummyHoOTTOOymuHBL  (Ig). T—xmeTkm wmoryT yOuBaTh YY>KEPOJIHBIE KIETKH WM
coOcTBeHHBIC, MHOUIIUPOBAHHBIE BHPYCOM, U MOTYT OBITh PETyJISITOPaMH MMMYHHOTO



otBera. Kaxkmas Mosekyna aHTHTENa MPeCTaBisIeT co0oi Oeok, uMerImi Gopmy
OykBbl Y U COCTOSIIMH W3 JBYX WICHTUYHBIX maxceavtx (H) neneit m nByx
UJEHTUYHBIX J1eckux (L) nernei.

N,

HOHE OO {i ) .

CTpoeHne MMMYHOTII00YJIHHOB: 2 — MEeNTUAHBIE e MMMYHO—T100ynHoB (H
— TsKeJble, L — Jierkue); myHKTHPOM 0003Ha4YeHbI Bapuade/bHbIe 00J1acTH; 0 —
MoJiekyJaa IgM, nsiTb MOHOMEpPOB CBSI3aHbI AUCYJIb(UIHBIMH CBA3SIMH; B —
KOMILJIEKChl aHTUT€H—AaHTHUTEJ10.

CymiecTByeT IsATh KJIACCOB aHTUTEN, UMEIOIINX Pa3INuHble KOHCTaHTHBIE obnactn H—
nernu. C moObiM TunoM H—riienelr Moryt ObITH CBs3aHbl L—1ienu r000r0 THTMA.
Kaxnas L— u H—uens Ig cocroutr wu3 eapuabenwvnoii obnactu Ha N—KOHIE H
pPacIoJIOKEHHOW 3a Hel KoHcmanmuou ob6nacti. BapuabenbHOCTh aMHUHOKHCIIOTHOM
MOCJEA0BATEIbHOCTY N—KOHIIEBBIX Y4YacTKOB, Kak H — Ttak wu L—iuenen
o0OecrieunBaeT CTPYKTYpPHYIO OCHOBY Ui Pa3HOOOpa3usi aHTUTCHCBS3BIBAIOIINX
yuyacTkoB. H—iienu o6pa3yror Fc—obnacts (LxBocToBy10,) anTuTen. Pazusie H—ienu
npuaaoT LXBOCTOBBIM, O0JACTSM aHTUTEN Pa3IMUHYI0 KOH(OpMAIMIO, OT KOTOpOM
3aBUCUT JajbHEWIas CyJp0a KOMIUIEKCAa aHTUreH—aHTuTea0. OT TOro, ¢ KakKuMu
Oenkamu Oynet cBsa3biBaThcsi Fc—oOnacts H—iienel, 3aBucaT cBoiicTBa U (yHKUUU
nanHoro kimacca Ig. Fc—obOmacth Ig MOXeT CBA3BIBATBCS HE  TOJBKO €
(haroUTUPYIOUMMH KJIETKaAMHU, HO U C TIEPBBIM KOMIIOHEHTOM CHUCTEMbl KOMIUIEMEHTA,
B pE3yJbTaTe 4Yero akTUBHpPYETCs Ta ocobas cucremMa OCJNKOB KPOBH, KOTOpas
CIIOCOOCTBYET pa3pyLICHUIO aHTUTCHA.

Paznooopazue anmumen — pezyivmam mpancnozuyuu 2enog. Bce B—mumboruts
opraHu3Ma 00pa3yroT 00JBIIIOE YUCIIO KIIOHOB, KOTOPBhIE CUHTE3UPYIOT aHTUTENA TOJIBKO
OJIHOTO BHJa — HMEIOIIME OJWHAKOBBIC BapuadeabHble 00JacTH. AHTHUTEH,
MIPUCOEAUHSSICH K TUM(OIIMTaM COOTBETCTBYIONIETO KJIOHA, BBI3bIBAET MPOJIUdEpaInio
ATOTO KJIOHA M AKTUBUPYET CUHTE3 M CEKPELUHIO0 aHTHUTEN KJIETKaMu 3TOro KioHa. B
NpeNlIeCTBeHHUKAX JIMMQOIMTOB TEHbl, KOJIUPYIOIIME pa3Hble 00JIACTU MENTHIHbBIX
LENe aHTUTEN, pachoJIoKeHbl B  pa3HbIX dacTax Modekynsl JIHK. Ilpu



audpdepeHInpoBKe JTUM(POLMTOB B IMPOLIECCEOHTOreHE3a MPOUCXOIUT PEKOMOMHAIUS
— TMEpEeHOC TEHOB M3 OAHOrO Mecra B Jpyroe B mnpenenax Mousekyasl JHK
(tpancno3unmst). JAHK, ompenenstomnias BapuaOesbHbIE 00JIaCTU aHTUTEN, COCTABJICHA
n3 npumepHo 400 renoB V, okoiio 20 renoB D u 4 renos J. B pe3ynbrare TpaHCno3uluu
o0benuHAOTCS 3 reHa V, D u J B monHbIi reH BapuabenbHOM 00JaCTH, KOTOPBIMA
COEIUHSETCS C JIOOBIM U3 T€HOB KOHCTAHTHOM 00JAacTH, M TOJy4YaeTcsl MOJHBIM TeH
TsDKeNoN 1enu. CXOMHBIM MyTeM OOpa3yloTCsl U T'eHbI JIETKUX Ieneil aHTuTen. Takum
CI0OCOOOM BO3HUKAKOT MUJUIMOHBI PA3HBIX T€HOB, OTBETCTBEHHBIX 32 CUHTE3 AHTHUTEIL.

Tpancasiuus siBJsIETCHA XOPOILEeH MHUILIEHbIO IS
JleKapcme

MHnoeue sewgecmea oo1a0aiom cnocobOHOCMbIO CBA3bIBAMbCSL C INEMEHMAMU PUOOCOM
unu opyeumu gpaxmopamu mpanciasayuu. Hexomopoie uz smux BEIECTB UCIIONb3YIOTCS B
KAaueCTBE JIEKAPCTBEHHBIX CPEJICTB, KOTOPHIE B COCTOSIHUU JIEHCTBOBATh HA PA3HBIX
YPOBHSIX TPAHCIISILIUU, HAITPUMED:

1. MnakTuBanusi GpaKTOpoOB HHULIHALMH

HHTeP(EepPOH aKTUBUPYET BHYTPUKIECTOYHbIE IPOTEUHKNHA3bI, KOTOPHIE, B CBOIO
ouepeib, hochopunupyrot 6eaKoBbIN pakTop HHUIHANKN VD-2 1 oaaBIsIOT €ro
AKTUBHOCTb.

2. Hapyuienue K010H-aHTUKOI0HOBOT0 B3aUMOeCTBUS

CTPENTOMUIIMH MTPUCOETUHICTCS K MaJIOW CYObEMHUIIE U BHI3BIBAET OIIHOKY
CUUTHIBAHUSI IEPBOTO OCHOBAHUS KOJIOHA.

3. biiokaga ctaauu 3JIOHr AU

TeTPAMKJIUHBI OJIOKUPYIOT A-LIEHTP PUOOCOMBI U JIMIIAOT €€ CIIOCOOHOCTH
CBsA3bIBaThCs ¢ amMmuHoaumia-TPHK,

JIEBOMHUIIETUH CBsi3bIBaeTcs ¢ S0S-uactuiieid puboCOMbI 1 HHTUOUPYET
nenTuauiI-Tpancdepasy,

IPUTPOMHUIIUH CBsi3bIBaeTCs ¢ 50S-vyactuiieit ppuboCOMbI 1 HHTUOUPYET
TPaHCJIOKa3y,

MYPOMMIMH T10 CTPYKTYpe cxox ¢ Tupo3uia-TPHK, Bxoaut B A-tieHTp prbocombl
¥ y4acTBYET B MENTUIUI-TpaHChepa3sHON peakiuu, 00pasys CBSI3b C UMEIOIIUMCS
nentuaoMm. [Tociae 3Toro KOMIUIEKC MypPOMUIIMH--TIETITH]T OTAEISAETCS OT puOOCOMBI, UTO
OCTaHaBJIMBAET CUHTE3 OeJKa.



