buocunres
OeJIKa.
Crpoenue
reHa Impo-
1|

Honor nyTb

OT reHa K
NPU3HAKY...

K.6.H. CmMmnpHoBa C.



B npupoae cyuiectsyeTr
2 BnAa HYKNenHOBbIX KNCIOT

al \

PuOoHyK/IIeHHOBbBIE
KHCJIOTHI

JIHK
Je3oxkcupudo-

HYKJICHHOBBIC
KHCJIOTHI

AHK PHK




pOXAEeHUA
MOFeKynApHOM

BMOrormm Rl N

> g2 ;
b [DrenmMc TS

YOTCOHma

-



Fames D. Watson

-

THE
DOUBLE HELIX

A Personal Account of the Discovery
of the Seructure of DNA

rw";. :

SCRIBNER CLASSICS




HykneuHosble kucriomsl (HK)

K HYKNENHOBbIM KNCITIOTaM OTHOCAT
BbICOKOMONUMEPHbIE COEANHEHUS,
obpasytowme npu ruaponunse NnypuHoBbIE U
NMMPUMUONHOBbBIE OCHOBAHUSA, NEHTO3Y U
docopHYH KucnoTy. HyknenHosble
kucnotbl cogepxat C, H, O, Pu N.

PasnuyatoT ABa Knacca HyKnemHoBbIX
KUCINOT. pUOOHYKNENHOBbLIE KUCIOTb
(PHK), cogepxaline caxap pnboasy
(CSH1005) n pe3okcnpnboHyKknenHosbie
kncnotbl (QHK), cogepxaliune caxap
aesokcupundosy (CSH1004).

3HaYyeHue HYKNENHOBbLIX KNCNOT ANA XXUBbIX OpraHU3MOB 3aKio4aeTca B
obecneyeHnn xpaHeHUa, peanusauum n nepeaadun HacneacTBeHHON
UHopMaLuu.

[OHK cogepxartca B aape, MUTOXOHAPUAX U XnoponnacTtax — XpaHaT
reHeTuyeckyo nHopmauyuw. PHK — cogepxutca eLle u
oTBevaeT 3a buocuHTtes benka.




[HYKNEWHOBBLIE KUCNOTbI] <~ MOHOMEPbI - T —

PHK
puboHyKneuHoeas
Kucsoma

AHK —
de30KcupuboHyKeuHosas
Kucsioma

CoctaB Hykneotuga B 1HK v/ \
UHdpopmaumnoHHan

A3oTUCTble ‘ (MaTpUuHas) TpaHcnopTHasA
OCHOBaHUA: OcTaToK PHK (1-PHK) PHK (T-PHK)
AneHuH (A) chocchopHOM

l'yaHuH (T) Lkucnon:l v
UuTosuH (L) Pu6ocomHas PHK (p-PHK)

TUMUH (T)

CocrtaB Hykneotuga B PHK

A30TUCTbIE

OCHOBaHWMA.
AfOeHuH (A) OcTaTtok
MyaHuH (I) — poccopHoOHU
LinTosuH (L)

kKM CnoTbl

Ypauun (Y):




CxemaTrnueckoe crpoenue JHK

HyxkieoTupami:
1. Pacnonosicenbl Opye om
 0Opyea Ha paccmosiHuU
/////0,34um
2, "Macca O0HO20 HYKAeomuoa
p/aiua 345.
IplHa; cnupa/tu ZHM |
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IIpoctpancTBeHHas cTpykrypa JIHK omuceiBaeTcsi Kak KOMILIEKC IBYX
MOJIMHYKJICOTUIHBIX  AHTUIAPAUICIIBHBIX  LENEW,  3aKPYUYEHHBIX
OTHOCHUTEJIBLHO OOIIEH OCH. AHTUNAPAIICIBLHOCTh ITOJUHYKJICOTHIHBIX
LIETIEA BBIPAKAECTCS B TOM, UTO HA OJHOM Y TOM KE KOHIIE CIIMPAIN OJHA
MOJMHYKJICOTHIMAS 1IETb COACPKUT (HE3aMEILICHHYIO UJIA 3aMEICHHYIO)
rpyrny 3'-OH, a apyras 3'-OH. ®dyHgaMeHTanbHOE CBOKWCTBO JIBOMHOU
crimpanu JIHK cocrour B TOM, 4TO €€ e KOMILIEMEHTAPHbI IPYyr
IPYyry BCIEACTBUE TOTO, 4YTO HANPOTUB A OJHOM Wenu Bcerjga
Haxoautcsa T apyroi nenu, a HanporuB G Bcerna Haxoaurcs C.

MNPpUHLUMN KOMMIEMEHTAPHOCTH

B 1905 r. 3aBuH Yaprad g obHapywwun:

1.4MCcno NYPUHOBLIX OCHOBaHWA pasHO Yucny
NUPMMUAVMHOBLIX OCHOBaHWA.

2.49vcno «A» = «T», YUCNO «M» = «li».

S.(A+T)+(r+4u)=100%
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JIBoitHa crimpans JJHK moxeT ObITh
MPEACTABIICHA HECKOJIbKUMU
dbopMaMH:  NMPaBO3aKPY4YE€HHbIMH
CIIMPATAMHU A /| B, 5|
JICBO3AKPYYCHHON  Z-CNUPAJIBIO.
Hawubouee PacCIpOCTPaHEHHOM
dbopmoii  saBigeTcs B-cnupans, a
cnupaid A u 7 oOpa3iorca Ipu
U3MEHEHUHU YCIIOBUM.

I'lpHUymnbl cTpoeHna OHK

3" HeperynapHocTb

IByLeno4yeyHoCcTb

KOMI'I.I'IEMEHTapHOCTb

AHTVII'IapaJ'IJ'Ie.I'IbHOCTb

MHANPEEA o
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1950
Npasuna
Yapradda

2pBuH Yapracdb o

MpaBuna Yapradda

Purines = Pyrimidines

[A] +[F]=[T]+[U] = 50%

lIpasuno 3. Yapeaggpa

3. Hapradd — nsBeCTHbIN aMepUKaHCKUN
BNOXNMUK

CodepxxaHue A=T unu A\T=1
CodepxarHue = L{ unu NL=1
3HaYum YuUucso NUPpUMUIUHO8bLIX

ocHoeaHruu(ll u T) pasHO yucny

nypuHoebix ocHoesaHUU(A ul)

A+I —1
II+T



Komruiementapuoe cnapuBanue A ¢ T u G ¢ C
OCYIIECTBIAETCA  IOCPEACTBOM  BOJOPOJHBIX
cesazer.  Kutaccmyeckasi JABOMHAs CHUPAJb
Yorcona-Kpuka noayuyusia HazBanue B-popmbl
JHK. Ona - mpaBo3akpyyeHHas, IUIOCKOCTH
TETEPOLMKINYHBIX OCHOBAHUHN TEPIEHIUKYIAPHBI
OCH CIIMPAJIH, & YUCJIO MAp OCTATKOB HYKJICOTHUIOB
HAa OJWH BUTOK CIIUPAJIM pPaBHO IpuUMEpHO 10;
paccrosiHue Mexay BuTKamMu 3,4 HM. JlBoiHas
ciupanb JJHK crmocobOHa nenarypupoBath (Harmp.,
Opd TMOBBIIMICHUM TEMIIEpaTypbl) C  IOJHBIM
PACXOXKICHUEM KOMILJIEMEHTAPHBIX LETIEH,
KOTOPBIE COXPAHSIOT CHOCOOHOCTh K acCOIMallNu
C BOCCTAHOBJICHHEM (peKarypamnyei) JIBOMHOU
CIIMpaJId IIPU  BO3BpPAIICHUU K  HUCXOIHBIM
YCIIOBUSM.
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Pactywmm KoHeLl —
Bceroa 3’

A8 BCE€X HYKMNEeMHOBbIX
kmcnot — HK n PHK



" [HK — camas bonkluas Mmonekyna B KneTKe.
OHa HamHoro bonblue benkoB U PHK

" Kaxcgas xpomocoma = ogHa monekyna OHK

" 23 xpoMocoMbl YeroBeka = 23 monekynbsl AHK
=1 MeTp

" Camble ANMUHHBbIE U3 HUX = 8 CM

= [IHK — aTO MOneKkyna-TekcT. B nocnepoBa-
TENbHOCTU €€ HYKNEOTUAOB 3anucaHa BCA

HachneacraseHHan nporpamMmma opraHnasma
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IIpoekr «I'enom yenoBeka» 0oL 3anyuieH B 1990 roxay. ’
K CeroaHsiiHemMy JTHI0 UCCJIeA0BATE U paciuudpoBasin W’_ﬂ‘;

-

['eHeTHYECKHE UCCIEA0BaHNUS MOKHO Pa3ACIUTh Ha JBE YCJIOB w
. CobctBenno JIHK-anamu3, 1nipu KOTOPOM CpaBHHUBAECTC €CKOJIBKO
@parmentos JTHK (m1s1 ompenenenuss poAcTBa) win H3y4agiCHRCTPOCHUE

—
JIHK 1715 BBISIBIICHHSI TeHETUUECKH 00YCIIOBJICHHBIX 3a00JICB 4@!_

. KapuotunupoBaHue, WIM XPOMOCOMHBIM aHaJIW3, BO,

B ‘OpPOoTro

CHELMANINCT U3ydaeT GopMy U CTPYKTYPY XPOMOCOM B KHETKaX. IMEHHO TOT
aHAJIN3 TIPOBOJUTCA NPU IUIAHUPOBAHUM U BEICHU il OEPEMEHHOCTH, OH
BBISABIISIET XPOMOCOMHBIE 3a00JI€BaHUsI, HANpUMED CHEAPOMemdayHa WIH

CHHJPOM JaBapica.
Ona aHanu3ia [OHK noaoxopoAaT pa3sHble

Buabl Ounomartepuana: KpoBb, Crnepma,
KJNIeTKU KOXXU, Bosiochbl, crnoHa. OgHako B
KIIMHUYECKON MpaKTUKe 4alle BCero Ha /
aHanus 6epyT KpoBb U3 BeHbl (10-20 Mn) ‘5
WU, B CIy4ae MpPOBEAEHUSI TECTa HAa fmemm—————y
OTLIOBCTBO —  KINeTKU  CIIU3UCTOM —
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—
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Kakue cymecrByror JIHK-TecThI 1 4YeM OHM 110JI€3HbI

«310pPOBbE U JOJTOJECTHE» — MOXHO OLICHHUTh PUCKM BO3HUKHOBEHHS 150
3a00JICBaHUM, B TOM YHCJIE OHKOJIOTHYECKHX, CEPACYHO-COCYIUCTBHIX U

APYTHUX.

«l'eHeanorus» — moMoraer y3HaTh, OTKYyJla HPOM3OILIM IPEIKH YEIOBEKa,
pPaCUIUPUTH MIPEJCTABICHUE 00 HCTOPUU CEMBHU.

«Jluera 1 pUTHEC» — PEKOMEHIAIIUM T10 MUTAHUIO M 00pa3y >KU3HH.
«IInaHupoBanue aetTei» — AaéT KapTUHY TEHETUYECKUX PUCKOB peOeHKa IpU
MJIAHUPOBAHUN OEPEMEHHOCTH.

«TamadaTel ¥ cIOPT» — OCBEIOMIICHHOCTH O CIIOPTUBHBIX CKJIOHHOCTSIX H
TaJlaHTaXx.
«IPOdEKTUBHOCTh JEKAPCTB» — MOMOTaeT OICHUTh A(PHEKTUBHOCTH

ARRHREBAMROKSRTHBIEEHRE SIPEINROB—20 mbicsy pybned.

[lonHoe eeHemu4yeckoe obcriedosaHue d0aem UHopMayuro O rnpakmu4yecKku
gcex rpeodpacrionoxeHHocmsix. Takou mecm oboudemcsi 8 70-85 mbicsiy
pyb6ned.

ObcriedogaHue ripu rnaHuposaHuu bepemeHHocmu cmoum rpumMepHo 25—35
mabicsd pybreld u Oaem UHGOpPMauU O puckax OCIIOXHEHUU 80 8peMs
8bIHaWueaHus. HeuHea3usHbIU rnepuHamarbHbIU mecm Ha 8bISi8/1IeHUE pucKa
passumus rnamorsoauu y rnoda cmoum 35-55 meicay pybrnied — ueHa
eanhkliDvemecs o Kouyecmea onpeoernsemMbIX aHOMAanllll



% YpOBHH OPraHHIALIHH XPOMATHHA

OHK (aBoHaA cnupane)
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Al

Hykneocombl - kKomnneke AHK ¢ ructoHoBbIMKM Denkamu
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OO T2 Auamerp AHK

Hykneocombl

HykneomepHas pubpunna

Metnu uz pubpunnel

ChnuxeHne nertens

OBpazopaHune xpoMaTuab!

1400 HM XpoMOCOMa M3 OBYX XpoMaTig

-




®yuxkuun  JIHK. [1e30KCHpHOOHYKIEHMHOBAS KHUCJIOTA BBIMOJHSIET Ba)KHBIC
(GYyHKIMH, HEOOXOAUMBIC KakK JJId MOJJEepKaHUs, TaKk W JJIS1 BOCIPOU3BEIACHUSA
KU3HU.

Bo-miepBbIX, — 3TO0 XpaHEHHE HACJCACTBEHHON HH@POpPMALNK, KOTOpasd
3aKJII0Y€HA B IOCJIEeI0BATEJbHOCTH HYKJIEOTHIOB OJHOM M3 ee Ielem.
HaumMeHnbIien equHuIeH reHeTHYECKON HH(POPMALIUU TTOCJIE HYKICOTHIA SBIISTFOTCS
TPU  TIOCIEAOBATEIIbHO  PACHOJOXKEHHBIX  HYKIEOTHAA  —  TPHUIUIET.
IocienoBaTreJIbHOCTh TPHUILIETOB B MOJMHYKJICOTHIHOM LeNu onpeaesaser
MMOCJIeA0BATEIBLHOCTh AMUHOKHUCJIOT B 0€JIKOBOM MoJIeKyJie. PacrnoyiokeHHbIe
IpYT 3a APYTOM TPUILIETHI, OOYCIOBIMBAIOIIME CTPYKTYPY OJHOMN MOJIUMNEITHIHOM

1enuy, npeacTabisaoT cooor N'€H.

Bropas ¢ynkuma JHK — mnepemada nHaciaeacrBeHHoM wuHOoOpMAaNUM U3
MOKoJieHus1 B mokoJienue. OHa OCYIIECTBIAECTCS Ojaroaaps peayILNIMKAIAH
MAaTEPUHCKOW MOJICKYJIbl M TOCIEAYIOIEro PacCIpeACICHUs JOYEPHUX MOJICKYII
MEXY KJIETKAMU-TIOTOMKaMu. IMEHHO AByX1lenoyeyHas cTpykrypa mojiekyn JJHK
OnpeaesIsiIeT BO3MOXHOCTH 0Opa3oBaHMUsI aOCONIOTHO HJICHTHUYHBIX JOYEPHHUX
MOJIEKYJI TIPU PEAYIUTUKALIUHA.

Hakonen, JIHK y4acTrByer B KauyecTBe MATpPUIbI B IpouLecce Mepeaadu
reHeTH4ecKou MHpopMalMy U3 s/pa B MUTOILUIA3MY K MECTy CHHTe3a OeJika.
[Ipy >TOM HA OHHOW H3 €€ M[eNeu MO0 IPUHIUNY KOMIUIEMEHTAPHOCTH
cunte3upyercsa Moaekyina 1 PHK 3 HykiI1eoTH10B OKpy Karole MOJIEKYITY CPEIbI.



JHK-nosmumepa3sa

*B 1956 . KopHOepr BeIAETHII U3 KIIETOK OaKTepuu £.
coli pepmenm J[HK-nonumepasy.

e OtoT (epmeHT ocymecTBisn cuHte3 JHK npu
HAIMYUM B PEAKIIMOHHOM CMECH BCEX YETBIPEX
ne3okcunykieosuarpudocdarop: ATO, I'TO, TTO,
LT® u monekynsl JTHK

*B 1959 . nony4un HOOEIEBCKYIO TPEMUIO

«3a OTKpBITHE ME€XaHU3MOB OHMOJIOTMYECKOT0  Apryp
CUHTE3a PUOOHYKJIEMHOBOM u  KophGepr
N€30KCUPUOOHYKJICHHOBOU KHCIIOT.
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Pemummkanusa JJTHK

Perummkanmsa JIHK — niponiecce cuaTesa nouepHen
MOJICKYJIbI 1€30KCUPUOOHYKIEHHOBOM KUCIIOTBI
HA MaTPHUIIE POAUTEIBCKON MoJekyibl JIHK.
«Kaorwcoan uenv ogyuenoueunou /THK caysrcum
mMampuyei npu cuHmese KOMHIAEMEHMAPHOU
uenu u 6 pesyibmame 00pazyromcsa 06e napol
ueneu, 6 Kaxcoou u3 KOmopwvlx mobKO 00HA
aeaaemca pooumenvckou» — Yomcon u Kpuk.

OcCHOBHBIE 3TaNbI PEIIMKAIIUA:
| . Muaunnarisa

2.9n0HTanunsg

3. TepmuHanus

Parental

strand
)

Daughter
strands

/strand

Parent

Parental



NHunuanuss  pemiMKalMM — BKJIOYaeT  (hOPMHUPOBAHUE
peIUIMKAMOHHOM BWJIKKM M cuHTe3 PHK-mparimepa. Ilpouecc
MHUIMALMA HAYUHACTCI C TMPUCOCAUHEHUS K XPOMOCOME
oenka DnaA (B 001acTu origin-penanKanim). 9T0 OPpUBOAUT K
pa3JelICHUIO IeNel M CcHoCOOCTBYeT pPad0Te OCHOBHOIO
pacimjieraromero  oeiaka - xenmukasel  (DnaB). C
ooOpazoBasuieiics oguorenodeuyHor [JHK cBs3piBaroTcst O€IKu
SSB, KOTOpbIE€ CTAOMIM3UPYIOT BUJIKY perutukanud. @epMeHT
JIHK-nparimasa cuHTE3UpYET OAMH MPAUMEP HA JIMJAUPYIOIIEH
nerm JIHK g nsavana pemsmkamuu u MHOro  PHK-

IpariMEpOB Ha OTCTAIOIIECH LICNM AJs CHHTE3a (PparMEHTOB
Okazaku.




OcHoOBHbIE (pepMEHTHI pPeIIMKAIMT

«JIHK-nonmumepasza - (PepMEHT KaTAJIM3UPYIONIAN MOJIMMEPHU3ALUIO
ne30kcupuoonykiaeoruaoB  Ha Marpune JIHK 1o npunnumy
KOMILJIEMEHTAPHOCTH

oJIHK-nuraza -  ¢depMeHT  Karaau3upyoluid  o0pa30BaHHUE
dbochoaudpupHeIXx  cBszer  Mexay  S'-bochopunbHori u  3'-
TUJIPOKCUIIBHOW TPYIIIAMUA COCEAHUX HE30KCUHYKJICOTHIOB B MECTAX
pa3psiBa aBynenoyeunoun JJHK

oJIHK-xenukaza - (epMeHT pa3fensromuid [Eend ABYXIECIOYEYHOM

JIHK Ha ogunapHbIe.

eJIHK-Torionzomepaza -  (gepMEHT  HU3MECHSIOIIMH  CTEIICHB
ceepxcrimpanbHoctu  JIHK, 1myrem BHeceHMs OIHOLEOYECYHBIX
pa3psiBoB B JJIHK.

«JIHK-nipaitmaza - ato pepment PHK-nonumepasza, cuHTE3UpYOIIMI
KOPOTKHUH (bparMeHT PHK, Ha3bIBACMbIM IIPanMEPOM,

KOMILIEMEHTAPHBIN ofHoLIenoueuHorn marpuie JJHK.



TpaHnckpunuoOHHAS BHJIKA

YHUNONAPHOCTL:

PennMkaTMEHaA BUIKa PacTyupi kotel, HoBoW
LenoJKu — Bcerga 3
HanpagneHve ABWKEHNS BANKMN

I 3"
3 | 5"

oy 3JanasabIBaloLan }
n uenb
( naupylowan
e = __ =
[ dparmeHTLI OKasaku




Tomousomepasa
Xenukasa | ATD
JHK-cBs3b1Batomue < 0 ‘ = ALI® + @,
(J

OeIKH

JAHK-noniumepasa o JHK-nmonumepasa €

dparMeHThI / AHK- nurasa
Oka3aku \\ COCIUHSAET pa3phiB

JAHK- nonumepasa B/ ‘<

yASIET IIpaiiMep,

N\

\ 3acTpauBacT Opellb /

31 PHK-nipaiimep, CUHTE3UPYEMBIN . 31 5
5 JHK-nonumepaszoii o

OTcrarouias uemnb
JIngupyromas uenb



PEIIVIMKALIUA JHK

JHIHPVIOIIaA LCIIb

Jdnvep moamvepass! 11

Hanpas1eHue
perTHRauHyH  PoaHTeIbCcKaA

npaiivasa

MaTpH4HaA UCIb

S A\ THK Tonmon3zoMepasa

IToauyvepasal \? - 5
[/

Iurasa PHK Xe€IHKAa3a

‘ npaimep

SSB 0e1kH

3arnazablBaroian ¢dparmeHT
Uenb Oxasaru npainep




Penapanua JHK

ePenapanyss TIE€HETHYECKUX IIOBPEKICHUW — CBOMCTBO  JKHBBIX
OPraHU3MOB BOCCTAHABIIMBATh HAPYIICHUS U OBPEKICHUS, BO3HUKIIINEC
B JIHK B pe3ynbrare OMMOOK pEIUIMKAIIMHU, a TAKKE MPU BO3JICHCTBUHU
Pa3HOOOPA3HBIX AHAOTCHHBIX U BHEIIHUX MYTareHHbBIX (haKTOPOB.
IToBpexknenne JIHK — 310 HE MyTanus.

MyTaumss — 3TO HACIEACTBEHHOE ((DMKCHPOBAHHOE) H3MCHCHHE B
HYKJICOTUIHOHU ITOCJIEI0BATEIbHOCTA TEHOMA OpPraHu3Ma.

T
5 LANNS




JAHK siBjisieTcs1 e IMHCTBEHHOM MOJIEKYJIOM, KOTOPas CIOCOOHA K penapanuu

Jas JIHK xapakrepHo:

—Hannumne 00ab110ro 4ncia penapaluOHHbIX CUCTEM.

-B KJIETKaxX MMEIOTCS OeKu, CHEINAIILHO
«rarpyiaupyromme»  JIHK u  ocymecTsidronime IOUCK
ne(EeKTOB.

—bOJIBIIMHCTBO perapalMOHHBIX CUCTEM YAAIISIET HE TOJIBKO
CaMH IIOBPEXKIACHHBIE HYKJICOTHIbI, HO W HaXOIAIIUECA
PSJIOM YYaCTKM, T.€. YIAIAKTCA CEKIMU MOBPEKICHHBIX
HYKJIE€OTHIOB.

—Ilockonpky JIHK — sBiIsieTcss ABOWMHOK CIMpPAJIbIO, TO
HEIIOBPEXKJICHHASA  LIEIb CIYKAT  MaTpuled  IJIs

w2
DACCTATITTAD TATTIIA TTeaTTAnCTIINATT vanarmarvartr JTHER




Ceurn oCHOBOHMUS

BO3HMKHOBEHME ABYXUENOYEYHOro
pa3pbiga

Mexbenkoeon cumeks Bt
Ha4ano penapauyuun: Ku-aHTurex
Y3HaeT [Byxueno4yeyHblie KOHubl [HK

Ku-aHTureH conuxaer
ABYXUENOYEYHbIE KOHUbI

Hykneasb! «noape3anT» KoHub! [AHK

Neyxuuteeoi
POPLIE

[AHK-nonumepasbl 3aHOBO
CUHTE3MPYIOT yyacTkn [HK

Mexuuteean

. NoNepeyHos
[HK-nuraza «cwusaer» [JHK G - [muB'I](u



[ToBpexnenus JIHK ObiBaroT:
1.PenapupyemMbie 1 Hepenapupyemble.
2.CllOHTAaHHbIEC U HHAYUMPOBAHHBIE.
3. MHayuupyemMbie 3K30reHHbIMH (PAKTOPAMMU.
4. AuayuupyemMblie SJHAOT¢HHBIMU (PAKTOpPaMHU.
1. PenapupyeMbie TMOBPEXKIACHUS YIAISIOTCSI COOCTBEHHBIMHU
CUCTEMAMM KJIETOK, HAIIPUMEDP, BO3HUKAIOIIUE T10]] JIEUCTBUEM
Y®-nyueit. [logapnstomiee 00abMMHCTBO MoBpexkaeHui JJHK
pENapUupyroOTCS.

Hepenapupyemble TTIOBPEKICHUA BOSHUKAIOT PEAKO.

2.CrioHTaHHBIC NOBPEKACHUS BO3HUKAIOT 0€3 KaKuX 1100
HampaBJICHHBIX BO3JICHCTBUIM, a HHIYIITUPOBAHHBIC — MO/
ACUCTBUEM (DU3NYECKUX, XMMHUUYECKHUX WM OHOJIOTHYECKHUX
(haKTOPOB.



ExenHeBHO B Ka)XJIOU KJIETKE YEJIOBEKa

or 2 10 3 TBhIC.
NAPUMUJVMHOBBIX  HYKJIEOTHAOB  (Ha
rarlOuJHbIA ~ TE€HOM)  TEPSAIT  CBOU
a30TUCTBIE OCHOBaHWA. B pesynbrare
obOpa3zytorcsi All-caifTel (amypuHOBBIE H
anupuMUIMHOBBIE). COXpAHSAETCS TOJIBKO
nesokcupuoosza u  dochoaudpupHas
CBSI3b.

IyPUHOBBIX U

ExxeTHEBHO y YellOBEKa BO3HHMKAET OKOJIO 50
THIC. OJIHOHUTEBBIX Pa3pPhIBOB, 0oJjiee &8 THIC.
OKMCJICHHBIX Y aJIKWJIMPOBAHHBIX OCHOBAHUM, U
€ue B COBOKYNMHOCTH OKOJIO 100 ClHoXHBIX
MTOBPEXKICHU M (IByHUTEBBIC Pa3pbIBHI,

MEXMOJICKYIISIPHBIC  KOBAJICHTHBIC  CIITUBKH
JIHK-/IHK u JIHK-6emoxk).

IKCUM3UOHHAA penapanus npeacTapasier 000l MHOTO3TAIIHbIN MPoLEecC 1

3aKJII0YAETCH B:
- «y3HaBaHUW» OBPEKICHUS;

2- Hagpe3anuu oaHo# nenu JIHK BOmu3u noBpexaeHUs (MHIIU3UN);

3- ynajaeHur MOBPEXKACHHOTO yYacTKa (IKCIU3HHN );

4- pecunrese JIHK Ha MecTe ymaleHHOroO y4acTka;

5- BOCCTaHOBJICHUY HEMPEPHIBHOCTH PENAPUPYyEMON IIENH 3a CUET 00pa30BAHUSA
dochoanrUpHBIX CBI3E MEXKAY HYKICOTHIAMMU.



o | ol
buojorn4ecKum CMbIC] penapanuu
Ycrpanser noBpexacHua B Mosnekyirax~HEK, npenorBparmas
oOpa3oBaHME HACJECACTBEHHO 3aK | 'ﬁapymeHHﬁ

I'CHCTHUYCCKOI'O MAaTCpHrajid — MyTalln ; . ‘. e |

bonee 150 reHOB y4acTBYIOT B penaphﬂﬁ?l"ﬂHK -b

[Tpubnusurensuo Kaxkasle 9 cexyHA JI /I_(__ oBpe g?dTCﬂ B
MPOLECCE KUZHEACITEIbHOCTH. Ka>KILO¢— HOBpG)K CHHI
l

OBICTPO JIMKBHUJMPYETCS, €CIM KIETKE, g “KQLOROH™OHO
IIPOU3OIILIO, HE IIPEAHAZHAYEHO HOFI/I6HyTI> % \\ ‘{5,

OnHOM W3  NPUYMH  BO3HUKHOBCHUS «mﬂm\’ psaaa
HaCJIEICTBEHHBIX 3a00JI€BAHUI U PAKOBBIX OIyXOISHSBIIIeTCS

HapylueHue penapamuu JJHK.

-
-




Tpuxoruogucrpodus
Hapyiiena skcuu3nonHas penaparus

o L,

KiimHu4yeckue nposiBJIeHMS:
- YMCTBEHHAAA 0TCTAJIOCTh
MOBBIICHHASA (POTOYYBCTBUTEJIBHOCTh
- UXTHO3 (Yelnyiyaras Koxa)
- HEBPOJIOTHYECKHME HAPYLIEHUS - 1e(PeKThbI pOCTA U PAa3BUTHUA



I'eH ABJISICTCA 3JIEMEHTAPHOU CTPYKTYPHO-(PYHKIIMOHAIBHOU
CAUHULICH HACJIECACTBEHHOCTHU, OIPEACIAIOMUN PAZBUTHE
OIPEACICHHOIO IMpPHU3HAKA KIETKM WIM opranusma. B
pe3yJIbTaTe IEpeJayd TIEeHOB B PAAY  [OKOJIECHUU
00€CIIEUMBAETCS NPEEMCTBEHHOCTh IIPU3HAKOB POIUTEICH.




[. Mengens Obl1 HEpBbIM, KTO B 1865 T
YTBEPKIAI O €IMHUIIE HACJIEIACTBEHHOCTH, OH
Ha3BaJll €¢ "HaCICACTBEHHBIM (DaKTOpOM'.

CnoBo "reH"0b110 BBeaeHO B. MoradH - CeHOM 4w

B 1909 r mig o0003HAYECHUS COUHULBI ~—

HACJIEACTBEHHOCTH, 3aHUMAIOIMHi  0co0oe
aBapa Jloypbe

MECTO (JIOKYC) B XpOMOCOME. TaiiTem
(1909-1975)

B 1948 r. JIx. bunn u 3. TeruteM npeaioxKuiu
runore3dy "OauH TreH - OoAuH Oellok" u
paccMarpuBaJIu reH Kak 105050%000%
HACJICACTBEHHOTO Marepuana, COACPXKAIIETro
MH(pOpMAaLIMIO JJIsI 00pa3oBaHMs OJJHOTO OEIKa.



ComacHO COBPEMEHHOM KOHIIEIIIUH, F€HbI - 3TO YYACTKHU
JHK, #MMewT YHHKAJIBHYI) I0CJIeI0BATEIbHOCTD
HYKJI€OTHA0B, Koaupyrwoiux onpeaejdeHnbie MPHK,
TPHK wiu pPHK. C nomompro Tpex pasHOBUIHOCTEH

PHK  nmpoucxomur CHHTE3 OCJIKOB, KOTOPBIE
OCYILIECTBJISIOT META00JM3M U OOYCIOBIMBAIOT Pa3BUTHE
IIPU3HAKOB.

I'eH - 5TO MUHUMAJILHOE KOJHYECTBO HACJIEIACTBEHHOIO
MaTepuanaa HeoOXoauM ISl cuHTe3a omnpeaencHHon PHK.
MuHuManbHbIE Pa3MEPOM T'€HBI COCTOAT W3 HECKOJIBbKUX
NECATKOB HYKJICOTUI0B, Hampumep, redbl TPHK. IeHsbl
oonpmmx Makpomonekyn pPHK u wuPHK comepxar
HECKOJIBKO COT M JaXK€ ThICAY HYKIICOTUIOB.



XYMMHUYECKOE CTPOCHUE TEHA.

Ien — ywacrok wmomekyiasl JIHK, cocrosmuin  wu3
ITOCJIEIOBATEIILHOCTH HYKJIEOTHAOB, SIBISIOIIMXCA MOHOMEPOM
JIHK, mu0o PHK. Hyxkneorua — CI0KHOE OpraHHYECKOE

COCIMHCHME, COCTOSIIEE M3: a) a30THUCThIX OCHOBAaHHUH
IIYPUHOBOTO (a€HUH, T'yaHWH), IMPUMHJIHMHOBOIO (THMUH,
ypamui, MATO3MH) psaja, 0) ocTaTkoB POCHOPHON KHUCIOTHI, B)
OCTaTKa MEHTO3BI.

OcTaTok chochopHoOM OcTaToK NeHTo3bl A30TUCTOE OCHOBaHue
KUCNOTbI (pn603a unu gesokcupubo3sa) (NypuH nnu nupMMmnauH)

HyKneosupg

HYKneotTua




CTpyKTypa reHa.
[ eHBI BKITIOUAIOT B C€0s1 TAKHE €IUHUIIBI;

1. MyToHBI — MHHUMAQJIBHO OJHA Iapa HYKJICOTHIOB,
CIIOCOOHBIX MYTHUPOBATh.

2. PexoHbl — MMHMMAJBHO JBE IIapbl HYKJICOTHIOB,
CIIOCOOHBIX PEKOMOMHHUPOBATH (MEHSIOTCS MECTaMH MEXKIY
co0oi).

3. HuctpoH (reH) — (QYHKIUOHAILHOEC HAa3BaHUE TICHA.
Conepxar HNECATKA COTCH nap HYKJIEOTHUOB,

KOHTPOJIUPYIOIIUX CUHTE3 MOJIUIIECIITUIOB.

LINCTPOH — CMHOHNM reHa
1 UmMcTpoH — 1 nonunenTngHas uernb

1 MyTOH — egunHunua mytauum (= 1 n.H.)
1 peKoH — eanHunua pekomounHaumm (=1n.H.)



Knaccudumkaumsa reHoB

I. CTpyKTYpHbIE

1. He3aBncumble II. PerynatTopHbie
2. [oBTOpAItOLLMECH 4 MpoMoTop

3. KnacrepHeble . OnepaTop

. PeryndaTop
. DHXaHcep

' CaneHcep II1. Perynupylowme xopn
- CNencep  guroreHesa
- [lCeBAoOreH 1 XpoHoreHsl
2. ['eHbl NPOCTPaHCTBEHHOM
OpraH13aLmm

NOUhL WNER



Kiaccupukanus reHoB 1o GQyHKIUAM:
[. CTpyKTypHBI€E IT'eHbl TPAaHCKPUOHUPYIOTCS U ONPEACIISIOT

CIPYKTYPY.

1. u-I
2. n-I

P

3. p-l
PH

4. 1-]

PH

HK u ciienoBarenbHO CTPYKTYPHBIX OCJIKOB

PHK wu crnegoBaTenbHO OCIKOB-(PEPMEHTOB

ﬂ—1—K
A A

K.

CTpyKTypHBI€ T€HBI HECYT MH(POPMALIMI0O O CTPYKType
OIIPEACICHHBIX nojunenTtuaoB. M3 »stux yyactkoB JIHK
Tpanckpuoupyercs HWPHK, koTopas HampaBaseT CHHTE3

OCJIKOB.




Numdatnyeckne knetkn 374 Moar 3195
SHAOTENManNbHbIE (Non- na= 547
cTunawiwme ) knetkn 1031 ¢ KocTe 904

CnwoHHaa xeneza 17 % 581
LlnToennHan xeneza 584 S

OkonolwmToEMaHas keneza 46 Tumyc 261
Mnankaa myckynarypa 127 Miweeon 76
Monoqlllaaq xeneza 696 ﬂgrkzi 1??35
OIKENY NOYHAas enaLe
iﬁngzg 1094 MNevyens 2091
CenezeHka 1094 Sputpount 8
Haanovye4yHnkm 658 TpomGounT 22
KenuHbii ny2ups 788 Toncreii
BEonbluoi canbHUK KnievHnk 879
(NOKpLIBAET Xeny oK ouvka 712
1 KMeyHnk) 163 Anunnk 504
TOHKWMIA KMIWeYHK 297 S‘e rEH :gKS 370
MnauenTa 1290 5 aTka
oxa 620
EnTRIR e Smopron 1989
CrkenetHaa meiluua 735 Quuko 1232
SEAas EEOUH o CuHoBMansHas

knetka 2164 oGonoyka 813




[I. ®yHKIuOHAJbHBbIE. BBIIOIHSAIOT PEryISITOPHBIC (DYHKIIUH.
1. BausAroT Ha aKTUBHOCTDH CTPYKTYPHBIX T'€HOB.

2. IlomaroT curHajg Hadaja W KOHI[A CHUHTE3a CTPYKTYPHBIX
TCHOB.

3. OOo3HayarT 3alyCcK MWJIM OKOHYAaHHE IIpolecca
TPAHCKPHUIILIUM.

K 3TuM rpymnmnam reHoB OTHOCATCS IIPOMOTOPbI, TEPMUHATOPHI,
PETYJISATOPHI U TTOITUPATOPHL.

PeryngaropHbie T€HbI KOHTPOJIUPYIOT U PETYIUPYIOT IPOLIECC
OMOCHHTE3a OEJIKa.

CAP-cAMP,

B npucytcTeum SO F _/

> N s
WHAYKTOPA W b 6?;/ @ \'.’\ \ TpaHckpunuma resoe PHK-nonumepasoit

B6e3 rniokoasl " . P
HaKTUBUPOBAHHbIN i% ‘ i & i ' i i mMPHK
‘ penpeccop 1 " 0 » “ 9

|

o e <
o -
- F = m ¢
r“&

J [}-ranakrosupasa Mepmeasa Auetunasa
Monekynbl uHAYKTOpPA




[II. I'enb1, BIIOJHAOIIHE PYHKIMH MOAYJIATOPOB (OHU
U3MEHSAIOT JIEUCTBUE JPYITUX T'€HOB, OCYIIECTBIIAS TOHKYIO
PEryJISILIMIO UX aKTUBHOCTH):

1. MHruOuTOpsl WIM CyOpeccoOpbl — TIE€Hbl MNOHABUTEIIH,
MOJIABJISIIOT AKTUBHOCTh JIPYTUX I'€HOB.

2. MaTeHCU(UKATOphl WM YCHINTEIM JICHCTBUS JIPYTHUX
TE€HOB.

3. Moaudukaropsl, MEHsSOMME AcucTBUE. HM3MeHsoT
AKTHUBHOCTh JPYTHUX I'€HOB B HEOOJBIINX MPE/CIax.



CBOHCTBA I'CHOB:

1. CrocoOHOCTh KOHTPOJIMPOBATh OIpeAcICHHbIE (EpMEHTAaTUBHBIC
pEaKIH.

2. CBOMCTBO K MyTUPOBAHMUIO.

3. CnocoOHOCTh pEKOMOMHUPOBATh.

4. JIMCKpETHOCTh TI€HAa — HaJW4YuMe BHYTPH TIeHa 0o0jJee MEJKHUX
nudepeHInPOBaHHBIX CTPYKTYD.

5. 11IenoTpOnHOCTh — MHOXXECTBEHHOE ACHMCTBUE I'€HA, KOrja OAWH I'€H
OTBEYAET 34 HECKOJILKO IPU3HAKOB.

6. JIo3MpOBaHHOCTh I'€HA — 3aBUCUMOCTb pe3yibTara (KOJU4eCTBO OelKa,
PHK, akTuBHOCTH (pepMeHTAa) OT J103bI I'€HA.

7. lleHeTpaHTHOCTh — KOJMYECTBEHHBIM I[OKA3aTelib JCUCTBUSA TI'€HOB:
yactora (PEHOTUIIMYECKOrO0 IIPOSBICHUS TI€Ha B Iomnyiaanuu (B
mpoleHTax!).

8. OJKCOPECCHMBHOCTh T'€HA — CBOMCTBO XapaKTEPU3YET CTEIECHB
BBIPAXKCHHOCTH IIPU3HAKA.

9. IIposiBieHue IeHCTBUS reHa 3aBUCUT OT (PaKTOPOB BHEIIHEH CPEIbL.



Yucno reHoB, Nosly4eHHOe Ha OCHOBE pac4eToB UMK B pe3ynbraTte
pacwmngpoBKU NocneaoBaTeNbHOCTEN HYKNEeOTUAO0B B reHOMax

TakcoH
Bupychl

[IpokapuoThI

['prOBI
YeHucToHOrNe
Momnrocku
XOpAOBBIE
pbI0a

MBIIIb

yeJIOBEK

Pacrenusa

Bun

bakrepuodar KO X174
Mycoplasma genitalium

Bacillus subtitilis

Escherichia coli

Saccharomyces cerevisiae

Drosophila melanogaster

Loligo peali

Fugu rubripes
Mus musculus

Homo sapiens

Yucno reHos
9

473

4200

4300

6200

12 000

> 35000

70 000
70 000
22 000



Perymsiiust TpaHCKPHUIIIUKM Y IPOKAPUOT

e OnepoH — (QyHKIHOHAIbHAS €IMHHUIIA TE€HOMA ¥
IPOKApHOT, B COCTaB KOTOPOH BXOJST LMUCTPOHBI (T€HHI,
CAVHUIIBI TPAHCKPUIILMK), KOAUPYIOIIME COBMECTHO WU
MIOCJIEI0BATENIbHO pa0OTaroNe OSJIKU U 00BbEIMHEHHBIC MO/
OJIHUM (MJIM HECKOJIbKUMHU ) IIPOMOTOPAMH.

« OnepoHsl MO KOJNMYECTBY IMCTPOHOB JENAT HA MOHO-, |

OJINTO- U TIOJUIMCTPOHHBIEC, COAEPIKAIIME, COOTBETCTBEHHO,
TOJILKO OJIMH, HECKOJIBKO MJIM MHOI'O IIUCTPOHOB (I'€HOB).

» Konnenmuo onepoHa JuIsi IpoOKapruoT NpeAIoKmiM B 1961
roqy (paHiy3ckue ydeHble JKakoO m MoHO, 3a 4YTO
noayuyusd HoOeseBckyro npemuto B 1965 rony.

CprKTypa JAKTO3HOI'0 OIICPOHA
A Lac-onepoH

i g
FeH-perynaTop Mpomotop FeH-onepartop S, S, S, |TepmiHatop
penpecop TpaHckpunuyusi 2eHoe S, Sy, S;
7 N\ 3abnokuposaHa

1l
penpecop
Y

Kak JIrocbeH MoHO



Mexanu3M paOOThI JIAKTO3HOI'O OIIEpOHA

 Kinetkn E. coli 0oObIMHO pacTyT Ha cpejie, MCHOJb3YysS B
KaueCTBE MCTOYHHMKA YIIIEPOAA IIIFOKO3Y.

« Ecilm B cpeae KylnbTHUBHPOBAHUS TINIIOKO3Y 3aMEHHUTH Ha
aucaxapuj — JaKTo3y, TO  KJIETKH  aJalTUPYIOTCS K
M3MCHHUBIIMMCS YCJIOBHSIM, HadyaB CHHTE3 TpPEX OEIKOB,
00€CNEeYNBAIOIINX YTUIN3AUIO JIAKTO3HI.

* OmuH wu3 d3TUX O€IKOB - (epMeHT [-rajakro3ngasa,
KaTaJIU3UPYIONIUN THAPOIUTUYECCKOE PACHICIIICHUE JIAKTO3bI
10 TJIFOKO3bI U TaJIaKTO3bI

CH,0H H OH

0
A4

Ho OH
D~ 2anakmo3a a-pD-
B \ ! H e 2/110K03a

H OH CH,OH
| J

Jlakmo3a




MexaHu3M padoOThI JIAKTO3HOIO OIIEPOHA

a) B orcyrcrBHe HMHAYKTOpa (JIAKTO3bl) OEJIOK-pEIPECCOp CBS3aH C
ormeparopoM. PHK- mnomummepaza HE MOXKET IPUCOCIAUHUTHCA K
IIPOMOTOPY, TPAHCKPHIIIHSA CTPYKTYPHBIX T€HOB ONEPOHA HE UJET

A [ [pomoTop CIPYKTYPHBIC [CHE

JUHK W‘ W

Onepartop A B C

NN\

-
TPAHCKPUITIIHS HE WICT
WP beaku A, B, C e o8pasyiics
|
v
[~

[ I0K-perpeccop
(AKTHBHEL)



b) B mOpuCyTCTBHMM JIaKTO3bl OEJIOK-PEOpPECcCOp MPUCOCAUHAECT €€,
M3MEHSIET CBOIO KOH()OPMAIIMIO U TepseT CpoACTBO K oneparopy. PHK-
[OJMMEpPA3a  CBA3BIBACTCA € IIPOMOTOPOM W TPAHCKpUOUPYET
CTPYKTYPHBIE TEHHBI.

PHK-noaumepaza
b e

'-lllkwy,, \

wPHK
l v Ipavckpaiinms
[Tomumeropuan /\/‘\/\
o~ wpik NS\ /N
@ - beaok beok be.ok
Mhwaykrop A B &
(L1aKTOo3 )
}
C@-

b tok-perpeccop | MHAYKTOP
(FICAKTHEBIITIN)



CTpyKTypa onepoHa MpoKapuoT

1. T'eH-pOMOTOpP WJIM MPOMOTOPHBIH YyYaCTOK — MECTO IIEPBUYHOIO IPUKPEIICHUS
dbepmenra PHK-mmonumepassr.

2. Ten-omepaTop BKJIIOYAET M BBIKJIIOYACT pPabOTy CTPYKTYpHbIX TeHOB. K Hemy
IPUCOCIUHSIOTCS 0€NKU-3P(DEKTOPHI, KOTOPHIE Ha3bIBAIOTCS PEIPECCOPHI.

3. CTpyKTypHBIE TE€HBI, pacrojiararoluecs €IUHbIM OJOKOM Yy IPOKapHoOT, 00pas3yroT
[IEHTPaJIbHOE 3BEHO OIEPOHa.

4. I'eH-perynsaTop HaXOAUTCA M30JMPOBAHHO HA PACCTOSSHUM OT OCHOBHOM 4YacTH OMNEpoHa
(Ho B omgHOM Xpomocome). OH KogupyeT CHUHTE3 OejKa-pempeccopa, CIOCOOHOrO
MPUCOCIUHATBLCA K TeHY-OIeparopy. OTO MPUCOSIUHEHHE OMpPEAciseT BO3MOXKHOCTb WU
OTCYTCTBHE TMpoliecca TpaHckpunuuu. Korma reH-omepaTrop cBsiZaH ¢ 0eJIKOM-
penpeccopom, TpaHckpunuus He uaetT. Korna ke oH cBo0oaeH oT Oesika-penpeccopa,
Tpanckpunuusa uaert. T.e. PHK-nmomumepasza MoxeT cBOOOIHO IBUTaThCs BJIOJIL ONEpPOHA U
OCYIIECTBIATHh TPAHCKPHUIILIMIO HA CTPYKTYPHBIX I'€HaX.

5. benok-penpeccop — aKTUBHAs MOJIEKYJa, CIIOCOOHAs CBA3BIBAThCA, IUOO ¢ CyOcTpaTaMu
(bepMEeHTAaTUBHBIX peakinii (3Ta popma OenKa-penpeccopa He MO3BOJISIET EMY CBS3BIBATHCS C
OMNEpPOHOM), JHOO C TpoaykTamMu (EpMEHTATUBHBIX peakuuil (3Ta ¢opma, HaoOO0POT,
MO3BOJISIET €My CBSI3BIBAaThCS C OIEPOHOM). biaromapsi cBoMcCTBaM Oejka-pemnpeccopa
IPOUCXOJUT PETYIISIMS ITpoIecca TPAHCKPUIIIIUM TI0 MEXaHU3MY:

a) IpsIMOM akTUBaIMU (C CyOCTpaToOM) — MHYKITHS.

0) ¢ IPOYKTOM peaKIuu — PENPECCUHT, T100 HHTHOMPOBAHHUE.



TpunrodanoBblii onmepon (trp-omepon) kieTtok E. coli, coxmepxkammii mATh
CTpyKTypHBIX TeHOB (A, B, C, D, E), HeoOxoaum ai1st oOpa3zoBaHus TpeX (epMEHTOB,
y4aCTBYIOIIUX B CUHTE3e TpulTopana. OTU PepMEHTHI SIBJISIOTCSA PEIPECCUPYESMBIMH.
CMBICIT 3TOro CIoco0a peryisaluy: HAKOIUICHHE B CPEAC H3JIUIIKOB MPOIYKTa
peakuu (TpuntodaHa) “BBIKIIOUACT  CHHTE3 OCIKOB-(PEPMEHTOB, CHHTE3UPYIOIIUX
3ToT TponykT. Kak wu lac-omepoH, trp-omepoH “BBIKIIOYAETCS’ BO3JCHCTBHEM
penpeccopa (trp-penpeccopa) Ha oneparop. OaHako, B OTIWYHME OT lac-pempeccopa,
trp- pempeccop CHMHTE3UPYETCS B HEAKTUBHOM (OopMe, MOITOMY HE MOXKET cpasy
MOCJIE CBOETO CHMHTE3a OJIOKMpoBaTh oreparop. B aktuBHyr0 dopmy trp-pernpeccop
NIEPEBOJIUT MPUCOETMHEHHUE K HEMYy Kopenpeccopa — TpunrtodaHa. AKTUBHBIN trp-
penpeccop MNPUCOCAUHSETCS K ONEpaTropy, YTO IPUBOAUT K HEBO3MOXKHOCTH
nocrpoeHnuds MPHK Ha OCHOBE CTPYyKTypHBIX T'€HOB OmepoHa. B pesynbrare cuHTe3
OeJKOB-(DEPMEHTOB Uil CHHTe3a TpulTo(aHa CTAHOBUTCS HEBO3MOXKEH. Takum
o0pa3oM, Peryisuus pEerIpecCUpyeMblx (PEpMEHTOB MNPOUCXOAUT MPH YYaCTUH
M3Ha4YaJIbHO HEAKTHBHOIO perpeccopa, KOTOPhId MPHOOpETaeT aKTUBHOCTh JIUIIb ITPH
B3aHMOJICHCTBUY C KOPEPECCOPOM — IMMPOAYKTOM KaTaJIM3UPYEMOH PEAKIIUU.
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Tpunropan nmeercs, penpeccop AKTUBEH, OIEPOH BbIKJIIYEH




OOmuMM  JJI9 BCEX OPraHU3MOB SBJIAIOTCA 3aKOHOMEPHOCTH
3allUCHU HACJIEACTBEHHOM HMH(POpPMAllMM, NPHUHIMIIBI 3KCIPECCUU
FCHOB B (PEHOTUINE — TpaHCKpUNuuss MW TpaHcisuusa. OIHaKo
OpraHu3alysl HACJICACTBCHHOrO MaTepuajga Yy IIPOKapHuoOT U
3YKapHOT UMEET CBOM OCOOCHHOCTH.

K 2000 romy mocmemoBarenbHOocTH JJHK mpocTO yCTpOEHHBIX
oaktepuit (50-60 BUAOB) U BUPYCOB paciii(ppOBaHbl C TOUHOCTHIO
OO0 OJHOIO0 HYKJIEOTHAA. BBIJIENCHHBIE W3 BHUPYCHBIX YaCTHII
mojiekynbl JIHK wumeror 1m0 nUHEHHYIO, JIMOO KOJBIEBYIO
dbopMy, ABYX- MM OJHOLENOYECYHYI. B KIETKax HOpoKapuoT
HaCJCACTBCHHAs: MWH(pOpMalMs COACPKUTCS 4Yallle BCEro B
CIUHCTBEHHOM KOJIBIIEBOU mosiekyne  JIHK, KOTOpas
pacmoiaraeTcsi  HEMOCPEACTBEHHO B  IIMTOIUIA3ME  KJICTKH.
Hanpumep, JIHK xumeunoi namouku (E.coll) umeeT AnvMHy OKOJIO
1 MM, cocrour m3 4x106 mH. m oOpazyer 4 300 reHOB.
BoJIBIIMHCTBO TOCHEA0BATEIBHOCTE HYKIICOTHIOB YHUKAJIbHBI,
xoaupyroT oenku u PHK.




3a4yeM HyXHa perynsauua aykapuoram?

B opranusme 4esoBexka umeercs 0ojiee 200 pa3jiMuYHbIX TUIIOB
KJIETOK, CYIIECTBEHHO PA3JIUYAKINUXCH MO0 CTPYKTYpe U PyHKIMAM

\ Oocyte
X % : Fertilized egg
Sperm \ R Development moruls
\j = e \'

Blastocyst

(64 to 200 cell stage,

CELL TYPE LIFESPAN

\ cross-section)
g trophoblasts

Granulocytes: eosinophils, 10 hours to 3 days
basophils, neutrophils

Stomach lining cells 2 days

Development of speclallzed cells
Sperm cells 2to 3days
Colon cells 3to 4 days

Epithelia of small intestine Up to 1 week

heart muscle cells
@E ‘

Platelets 10 days
Skin epidermal cells 2to 4 days Pluripotent
embryonic stem cells
Lymphocytes 2 months to more than a year
Red blood cells 4 months ’
pancreatic Islets colls intestinal cells
Macrophages Months to years
Endothelial cells Months to years
Pancreas cells 1 year or more

Bone cells 25 to 30 years




3aueM HY)KHA peryJsiius dyKapuoram?

Ko/in4ecTBO KJIETOK B OPraHu3Me 4ejioBeka — 0k0J10 100 TpusinoHoB

Cells @

Tissues

300 Billion
New Cells
Organs Every Day

200 Million
Sys[ems Per Minute

Body
IIpu pOXACHNM YEIOBEKA B MO3TY HACUUTHIBAETCSI OKOJIO
14 MusTMapa0B KIIETOK.
*TO KOJIMYECTBO HE YBEINYMBACTCS JI0 CAMOU CMEPTH.
[lociie TOro, Kak 4YEJIOBEKY HCIOJHAECTCA 25 JIET, €XEIHEBHO
MIPOUCXOJIUT COKPAILIEHUE KOJIMYECTBA KJI€TOK Mo3ra Ha 100 TeICsAy.



Oyxkapuotsl coaepxar JIHK sape. Konmnuecto JIHK B sykaproTHUeCKHUX KIIE€TKaxX

B JICCSTKH, COTHH, THICSIYM pa3 00JbIIE, YEM Y IPOKAPUOT.
Tak, y uwenoeka JIHK cocroutr wu3 3,2 - 3,5 Mipa HYKIECOTHIIOB, €€ UIMHA B
TUIUIOUIHOM Habope coctaBiisieT 174 cM. CTpyKTypHBIE€ T€HBI COCTABJISIOT JIMIIb OKOJIO
3%. Ponb oCcTalbHBIX YYaCTKOB HE PACKPHITA, OHU HE TPAHCKPUOUPYIOTCS U MOJTYYHIN
Ha3BaHUE «MoJtyaniei» uim "srouctudeckon’” JTHK.

N30b1ITouHOCTh JIHK 3yKaproT OOBSCHSETCS Tak)Ke MPEPBIBUCTOM OpraHU3aIue
OosibIIMHCTBA TeHOB. Koaupyromue mociaeaoBaTeIbHOCTH AK30HBI YEPEAYIOTCS C HE
KOAUPYIOIIUMH — MHTPpOHaAMU. KOJIMYeCTBO TaKMX yYaCTKOB BAPHLUPYET B Pa3HBIX I'CHAX.
Hanpumep, reH oBanbOyMHHa Kyp BKIKOYAeT /7 MWTPOHOB, a TE€H MPOKOJIareHa
MJIeKonuTaromux - 50. DTH y4acTKM TPAHCKPUOUPYIOTCS, a 3aTeM YIAJSIIOTCA W3
MIEPBUYHOIO TPAHCKPHUIITA ITIOCPEICTBOM CILIAWCHHTA.

Bceryruienne kiaeTku W3 UMHTEp(da3bl B MHUTO3 COIPOBOXKAACTCS AajIbHEUIECH
CyIepCrupaln3aluend XpoMaTrhHa.

B  pa3Hble 1iepuoabl  OHTOIE€HE3a  OCBOOOXIAIOTCA OT THMCTOHOB U
TPaHCKpUOUPYIOTCS T€ WK uMHbIE TeHbl JIHK, oTnnyarommecss B pa3HbIX KJIETKaX, 4TO
MPUBOJUT K Pa3BUTHIO OpraHusma. TakuM o0pa3oMm, FEHOM UMEET OIPEICICHHBIN SI3bIK
OpOrpaMMHUPOBaHUsl, COOCTBEHHYI  Iporpammy, 3anucanHyro B JIHK B
rojorpau4ecKkoM BHU/IE. ’ '

'.‘- N € o~



PoJib puOOHYKJIEMHOBBIX KHCJIOT B 0€JIKOBOM CHHTE3e

[eHeTndeckass mMHQOpMALUI O CTPYKTYpE CHEHUPHUUECCKUX
OenkoB, 3akoaupoBaHHas B JIHK, mepeHocuTcs u3 sapa B
nuTormiazMy ¢ nomoinsio Mosiekyn PHK. B nurommasme
OCYILIECTBIISIETCS ~ OMOCHMHTE3  Oc€iaka Ha  puOOCOMax.
OOpa3zyromuyecss O€lKH ONPEACIISIIOT OPU3HAKH KIIETKH, a
BMECTE C TEM IE€J0ro opraHusmMa. lTak TIIPOUCXOAUT
IKCIpeccus (IPOSBICHUE) TCHETUYECKONM MH(OPMALIMH.

HenocpencTtBeHHOE yyacTie B OMOCHHTE3€ OeliKa MPUHUMAIOT
mojiekynbel PHK Ttpex Bumpos: TpancmoptHas PHK (TPHK),
pudbocomnas PHK  (pPHK) u  marpuyHas, Wi
nHpopmarmonHas PHK (MPHK). Koanuectso PHK B kaxkgoi
KJICTKE HAXOAWTCA B IPSIMOM 3aBUCHUMOCTH OT KOJAYECTBA
BbIpaOaTeiBacMoro Oenika. Bce Bumbl PHK cunTE3npyrorcs
HerocpenacTBeHHo Ha J{HK, koTtopas ciiy:KUT MaTpuLen.




PHK !
N Ca HN
| Nen
HC\ /C\N/ HoN—
N
AQeHVH, A [yaHuH, [
Iy P ML
TP A AL H s

LinTosuH, Ll




OcHoBHble Tunbl PHK
 TwmPHK | Gywmawsn

¢ mPHK MepeHoc4MK KO Aa AnA GMOCMHTE3A BEnka
¢ pPHK DopMupPyeT OCTOB CybBEANHUL, PUEOCOM
¢ TPHK MocpeaHnk mexay amMmMHOKMEnoTamm v mPHK

# MukpOPHK (microRNA) MukpoPHK
¢ muPHK (siRNA) Manasa wHTe ppepupyrowan PHK
¢ maPHK (snRNA) Manbie agepHbie PHK -5 tTunoe maAPHK (U1,U2,U3,U4,U5)

¢ mAakPHK(snoRNA) Manan agpeiukoBan PHK

scaRNA PHK teney Kaxans, ydacteyet e moandurkaumm SNRNA n SNHORNA
7SLPHK Kaprac B yactuue and TpaHcnopra 6enkos & NP
¢ TmaPHK Mmbpuag TPaHCNOPTHON M MaTpuy4HOM PHK
¢ piviPHK, piPHK
¢ PHK Xist Y4yacTByeT B MHakTMBaunm X-XpoOMOCOMbI

rasiPHK, tasiPHK,



Tpancnoprnas  PHK (rPHK). Baxnas ponp B Opolecce HCIOIb30BaHUS
HacJeACTBEHHONM  uHpopmanuu  kietkod  npuHagnexutr TPHK.  JlocraBmss
HEOOXOIMMbIE aMUHOKUCJIOTHL K MecTy cOopku nmentuaHbix 1enei, TPHK BpimonHseT
¢yHkMo nocpenHuka. Kaxaolh aMUHOKHCIOTE COOTBETCTBYIOT JABE WJIIA OOJbIIEE
yucio cnenuduueckux TPHK.

Monexkynst TPHK npeactaBistoT co00M MOMMHYKICOTHUIHBIE IIEMH, COCTOSIIHAE W3
OTHOCUTEJILHO HEOOJBIIOr0 YMCIa HYKJICOTHIOB — 75 - 95, 4TO COOTBETCTBYET
monekynsipaor macce 24 000 - 31 000 mansron. B OompmmacTBe TPHK Ha 5’°-KkOHIE
HaXOAMUTCS T'yaHWH, a Ha 3’-KoHIEe Bcex TPHK mpucyTrcTByeT mocnenoBarenbHOCTh U3

TpeX HyKiIeoTua0B — [{1A.
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B pesynbrare KOMIUJIEMEHTAPHOTO COCAMHEHUS OCHOBAaHWM, KOTOPBIE HAXOHATCS B
pa3HbIX yyacTkax nonuHykineotugHor uenu TPHK, ona mnpuoOperaer cTpykrypy,
HaIIOMHUHAIOIYI0 MO (hOopMeE JINCT KiieBepa. B HEH BBIJICIAIOT YETHIPE INIaBHBIEC YACTH,
BBITIOJIHSIOIINE pa3inyHble PyHKIUMU. [[eHTpanbHass aHTUKOAOHOBAS BETBbL COACPKHUT
AHTUKOJOH — CHEUU(PUYECKUN TPHUILUIET HYKICOTHUIOB, KOTOPBIM KOMILIEMEHTApPEH
cooTBeTCTBYIOIEMY KOJIoHY MPHK 1 MmoXkeT 00pa3oBbIBaTh C HUM BOJIOPOIHBIE CBS3H.
Ha npoTHBOINOI0XHOW CTOPOHE paclojlaracTcsl AKLIENTOPHBIM CTe0Enb, KOTOPBIU
npucoeauHser crnenudpudeckyro a1 TPHK amMuHOKMCIOTY K MOCIEI0BaTeIbHOCTH
LIIA, cTosieln Ha 3°-KOHIIE.

BetBs 1, comeprkaliias MUHOPHBIA HYKJICOTH IUTHIPOYPUINH, 00CCIIEUNBAECT KOHTAKT
TPHK ¢ pubocomoii, a BETBb 3, copeprkalias nceBaoypuanH, - ¢ hepmentom APCazoi

OH 34’-xoneu
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Pu6ocomuas PHK (pPHK) cocraBaser 6omee 80% Bceit PHK kierkw.
OHa KOOHUpPYETCS OCOOBIMM TI€HaMH, HaXOMSAIIMMHUCA B HECKOJbKUX
XpOMOCOMAaX M PACIIOJIO)KEHHBIMA B 30HE SJPBIIIKA, HA3bIBAEMOU
AAPBINIKOBBIM OPraHU3aTOpPOM. B KJIEeTKax 4esloBEKa COMEPHKUTCSA OKOJIO
100 xommii rena pPHK, nokann30BaHHBIX TpylnmnaMu HAa [OATH
xpoMocomax. C 3TOro resHa '"CIHUCHIBAETCSA' TIEPBUYHBIM TPAHCKPUIIT,
KOTOpBIN pasnensaerca Ha 3 Mmosekynsl: 28S, 18S u 5,85 pPHK. pPHK
CBSI3BIBACTCS C OCJIKOBBIMM MOJIEKYJaMH, 0Opa3yss BMECTE€ C HHUMHU
KJICTOYHBIC  OpraHe/Uibl —  pPUOOCOMBI,  KOTOpPbIE  HAaXOHATCA
MMPEMMYIIECTBEHHO B muToruiazme. Ha pudocomax mporexkaer CUHTE3
0esika.

Manas cybbegmHmua

m-PHK
T-PHK Pubocoma
AMUHOKMCNOTA

Pubocoma

— Bonblas
cybveanHmua

MembpaHa
3HAOMNIA3MATUYECKOWN
cemu

KNV CuHTeanpyemas
: NONMNENTAAHANA Lenk
g go=, NH,




Kaxmas pubocoMa COCTOMT M3 JIByX CyOUacTHI] — OONbIION U Majiou. B
IYKapUOTHYECKOM prubocome maias cyouactuma 40S cocTOUT U3 OJIHOMN
mojiekysibl pPHK m 33-x Mojiekyn pa3HbIX O€KOB, OOJbIIas - U3 Tpex
pasHbeix Mmonekynl pPHK wum okxono 40 OenkoB. IIpokapuoruueckue
prOOCOMBI U PUOOCOMBI MUTOXOHAPHUM M IIACTHJ COJACPKAT MEHBIIIE
KOMITOHEHTOB W HMMEKT MeEHbIMe pasMepbl. Morekynsl pPHK
BBIMIOJIHSAIOT, IPEXJE BCEro, pPoOJib KAPKACOB, Ha KOTOPBIX B CTPOTO
ONPEICIICHHOM TOpsAKE Kpenstca pubocoMmHblie Oenku. Kpome Toro,
pPHK oOecneunBaeTr CBSI3pIBAHHE PUOOCOMBI C  ONPEICICHHOMN
HYKJE€OTUHOM mnociegoBarenbHoCcThi0 MPHK, Onarogapss demy
YCTaHABJIWBACTCS HAYaJIO0 CUMTHIBAHUS HMH(OpMaLMK OpHU O0Opa30BaHUU
noJinentuaHor uenu. 28S pPHK umeeTr kaTanuTHYECKYH0 aKTUBHOCTD,
TO €CTh SIBJISICTCS PUOO3MMOM.

PudocoMHbIe Cy0YaACTHLBI OTACJAAKTCA APYr OT JApyra mocje
OKOHYAHHUS CUHTE3A MOJUIIENTHIHON L.

JykapuoTsbl

% Cxanuposanne Tpancnaumsa
- £
(D N G—— e




ChneuuaibHble y4acTKHA (WM (DYHKIIMOHAABHBIE IIEHTPBI) PHUOOCOMBI

obecneunBaroT ee B3aumoxaencteue ¢ TPHK. B  mnepBom -
aMuHoaradbHOM (A — meHtpe) pasmemaercs TPHK, Hecymas
AMHUHOKHCIOTHBIM ~ octaTtok  (amuHoammi-TPHK). B Il-uteHTpe
(mentuanabHOM) pacnonaraerca TPHK, HarpyxeHHas 1emnoukoun
AMHHOKHCJIOT, TO €CTh PACTYIIUM MOJMIIEITHAOM. Y YaCTKH 00pa3yroTcs
OJlarojapsi B3aMMOACHCTBHUIO 00euX cyOuacTul, pubocoM. B Kaxabii
MOMEHT OHMOCHHTE3a O€jlKa B IIEHTpax PpHOOCOMBI MOMEIIAKOTCS JBa
konoHa MPHK, koTopbie B3aMMOIEHCTBYIOT € ABYMS COOTBETCTBYIOIIUMHU
uM TPHK.PubGocoMHbIe cyOuacTHIlBl MMEIOT 3aMBICIIOBATYIO (opmy,
00€CNEYMBAOIIYIO BBIMOJHEHUE UMM WX (yHKIUHA. OHM «IOJIOTHAHBI"
IPYyT K JIPYyry, HO MEXAY HAMHU OCTACTCs WIENb. Uepes3 Ienb MPOXOAUT
"mpountanHas"  monekyna MPHK, orcroma ke  BbIABUIracTCA
HOBOCHHTE3UPOBAHHASA TTOJUNCOTUAHAS LICIb.

M-ueHTp

A-ueHTp —\l

M-ueHTp

MNTD-ueHTp

MATIAH BOJbLLAA
CYEbEOUHULA CYBbEANHULIA



CyllIecTBYeT YETKOE pazAcieHrue GQYHKIUM MEXIy CcyOdacTUIlaMu
prOOCOMBI: Mayasg CyO4YacTHIla OTBEYAET 3a IMPUEM M ACKOJUPOBAHUE
reHeTUYeCKol MH(OpMalMU, TO €CTh BBINOJHICT TI'€HETUYECKHE
(yHKIIMA, B TO BpeMs KakK OoJblIas OOECIICYMBACT SH3UMATHYECKHUE
peakiuyu B Ipolecce TpaHciasanuu. IIpeamonararoT, 4Tto 0Opa3oBaHHE
NENTUAHOM CBA3U (pEaKiys TPAHCHENTUIAIMHK) KaTaJIU3UPyeTCs
nenTUAWITpaHC(Epa3HbIM ILIEHTPOM pPHOOCOMBI, U OCHOBHOM BKJIaj]
BHOCHT pPHK ) 0, - & CHHTE3UPYEMBIA Benok

@ .
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BMIHOKHCNOT!
O\ Honblwan cybbeanHiLa q

manas cybbeamHmua



Marpuuynasa (MPHK) uiau ungpopmaunonnas (MPHK) cocrasnser Bcero 3 —
5% Bcen coupepxamerica B kinerke PHK. OHa nepeHOCHUT TreHEeTHYEeCKyro
nHpopmanuto ot JJHK k pubocomam, rie CiyKUT MaTpHUIEeH JJisi OMOCHHTE3a
NOJUNECONTUAHBIX Liened. B 1000l JaHHBIT MOMEHT B KJIETKE MPHUCYTCTBYET
YpE3BBIYAMHO CJIOKHaAsE cMech coreH MPHK, kaxmas u3 KOTOpPBIX KOJUPYET
ONHY WJIM HECKOJBbKO IOJMIENTUAHBIX Hener. bomasmmHcTBO MPHK
CYILIECTBYET B KJIETKE B T€UCHHUE KOPOTKOIO BPEMEHH, TaK KaK PACIaJarOTCs,
BBIMOJHUB CBOKO (yHKOU0. Marpuunbie PHK — 53T0 opHouenoueuyHsie
MOJIEKYJIBI CaMOM pa3HOM JUIMHBL. MuUHUMaJbHAA JJIMHA OIPEACIIACTCSA
pa3MEepoM TIOJUIIEIITUIHOM IIEMU, KOTOPYI0 OHA Komupyer. Hampumep, mis
cuHTe3a Oeinka, cocrosmero u3 100 aMMHOKHCIOTHBIX OCTAaTKOB, TPEOyeTCs
MPHK u3 300 HYKII€OTHAOB, MOCKOJBKY Ka)KJas aMHUHOKHUCJIOTA KOJIUPYETCS
TpoWKONM HyKiIeoTHA0B (Tpumuierom). Omnako MPHK Bcerma HecKoabko
IUIMHHEE, TAK KaK COACPKUT PsiJl TOTIOTHUTEIILHBIX YYaCTKOB. Tak, Ha 5’ -KOHIIE
UMeeTcsl Hekogupyromun "muaep” aimumHou ot 25 go 150 ocHoanuii. MPHK
MPOKApPHUOT OOBIYHO KOAMPYIOT ABAa WJIM OOJIbIIEE YHUCIO MHOJUIIENTHAOB (HX
Ha3bIBalOT HoJureHHbIMU). Takue MPHK coaepxkar MexreHHble 001acTH, WIH
CIIEHCEPhI, KOTOPBIE PA3IEIAIOT OTACIbHBIE KOJAUPYIOIINE YYACTKHA U, BUIUMO,
IIOMOTar0T PETYIUPOBATH CKOPOCTH TPAHCKPHUIILHH.




Otnuuus PHK ot HK

1. OgHouenoYeyHble MoneKynbl

2. Caxap — pubo3a BMecTo
[,e30KCcUpnBo3bl

3. VYemectoT

4 . HamHOro MeHblle — cpaBHUMBI MO
paamepy ¢ benkamu.



Oykapuornueckue MPHK 00bIUHO SIBISIOTCS MOHOTEHHBIMU. [pyroe ominyne 3yKapuoTHYECKUX
MPHK — 3T0 Hanuune B HUX 5’-KOHIIEBOTO “k3ma’ (OT aHIVI. cap — “‘miamnka’), MpeICTaBIISIIOIIETO
coOOl OCTaTOK 7-METWUJTYaHO3WHA, MPUCOCIUHEHHOTO TIOCPEACTBOM TpudocharHoil CBs3H.
Kpome Ttoro, ma cBoem 3’-xoHue oHum coaepxkar “xBoct’ wu3 100-200 nocmemoBarenbHO
NPUCOCIMHEHHBIX OCTaTKOB A (aaeHwWwiIara). DTU XapaKTEPHbIC YYACTKU MPUCOEAUHSIIOTCS K
IIEPBUYHOMY TpaHCKpunTy sykapuornueckorn MPHK B xone npoueccunra.

EoMHUUbI TPaHCKpUNUUU

MexaHU3m n[mgg,cﬁm;a N CNJIaUuCUHT
K OK30H MWHTPOH OJOK30H WMHTPOH J3K30H \

Kan - wanoyka / Monun - A

YoangarwTcd YnansaroTcs

3penaa uPHK £57 MyShared



I'eHeTHYECKHUHU KO M €r0 CBOMCTBA

[ EHETHYECKHM KO - 3TO CIIOCO0 3alCH F€HETUYECKON HH(POPMALUH O
CTPYKType€ OCIKOB (IMOJMIICIITH/IOB) MOCPEACTBOM IOCIEI0BATEILHOCTH
HYKJICOTHI0B B HYKJIEMHOBBIX kuciorax (JIHK win PHK).
[TocnemoBarensHOCTh HYKICOTHIOB JIHK omHO3HAYHO oOnpeaenseT
MOPANOK PACHOJIOXKEHUS AMUHOKHUCIIOT B MOJUIIETITUIHON ienu. B To xe
BpeMsl ~ XMMHYECKassh  NOpUpPOJa  MOHOMEPOB  (HYKJICOTHABI U
AMHHOKHCJIOTBI) COBEPIICHHO pa3jiIMdyHa, TaK YTO OHH HE MOIYT
HEIIOCPEJACTBEHHO B3aMMOJCUCTBOBAThH APYr ¢ JApyroM. K Tomy xe B
HYKJIECHHOBBIX KHCJIOTaX COACPIKUTCS BCEro 4 HyKJICOTHIA, a B OCJKE -
20 amuHOKUCIOT. [IoaTOMY O€JI0K MOKHO paccMaTpUBaTh KaK JTMHEUHBIN
TEKCT, 3allUCaHHbIA IpH moMomy ajadasura u3 20 OyKB, pOjb KOTOPBIX
UTPAIOT AMUHOKHUCIIOTHI, KOTOPBIN OMNpeAcasieTcs (KOQUpyeTcs) Apyrum
TEKCTOM, 3alMCAaHHBIM TIpH TIOMoImM aindaBura u3 4-x OykKB —
HykieoruoB  Mosuekynsl JIHK. CnemoBarenbHO, [ Kaxaou
AMHUHOKUCJIOTHI UMEETCS CBOU KOJOH.




[IpocThie MareMarM4eCKUE PACUYEThl IOKA3bIBAKOT, YTO Kaxas
AMHHOKHCJIOTAa KOAUpPYETCsl OoJiee, 4eM OJHHUM HYKIJICOTHJI0M. OmHAKO
coueTaHuu 1o 2 Hykiaeoruaa 42 = 16 HeHOCTATOYHO JUISI KOJAUPOBAHUS
20-T aMUHOKHUCIOT. [Ipn coueTannm HyKJIECOTUIOB 110 3 monyvaercs 43
= 64 KOJIOHA, 4TO U PEAITU3YETCS B KIIETKE.
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I'eHeTHMYeCKHUI KO UMeEET CJIeAYIoIIe 0COOCHHOCTH.

1. Kox TpUILIETHBIN, TO €CTh OJIHY aMUHOKHUCIIOTY OMPEEIISET TPOUKA HYKICOTHIOB.

2. Kon onHO3HauHBIM (CEUU(UYHBINA): KaXKAbIM KOAOH O003HA4YaeT TOJBKO OJIHY,
"CBOIO" aMHHOKUCIIOTY.

3. Koxg He mmeeT “3amaThIX”’, TO €CTh OTCYTCTBYIOT CHUTHAJIbl, ITOKA3bIBAIOIIME KOHEII
OJIHOTO KOJIOHA YU Havalio cienyrouero. [loatomy B Havane npoureHuss MPHK nomkHa
OBITH NPABWJILHO YCTaHOBJICHA “‘paMKa CUMTBHIBaHUSA . ECiu B pe3ynbTare BO3ICUCTBUS
MYTArcHOB MPOMU30MJIET BHINAJICHUEC WA BCTPAMBAHWE OJHOTO HYKJICOTHA, TO PaMKa
cUMThIBaHHUS "cOMBaeTCs'" Ha OJUH HYKJICOTHI, M BCE MOCIEAYIONINE KOJAOHBI BBIMAYT U3
NpaBWJIBHOM paMKH, 4YTO MNOpPUBEAECT K 00pa3oBaHUIO O€lka C HCKaKEHHOU
AMUHOKHUCIIOTHOH MOCJIEI0BATEIbHOCTHIO (MyTallMM CO CIABUTOM PAMKH CUUTBHIBAHUS ).
4. TeHeTMYEeCKMUW KOI BBIPOXKJIECH, TO €CTh OJHOW AMHWHOKHCIIOTE MOXET
COOTBETCTBOBATh 00JI€€, YEM OJUH KOJOH. TOJILKO JIBE€ aMUHOKHUCJIOTHI — METUOHUH U
TpunToaH HMEIT IO OAHOMY KOJOHY. JICHIIMHY M CEpHUHY COOTBETCTBYET IO 6
KOAOHOB, NIMIIMHY U aJJaHWHY - 110 4, a TITyTaMUHOBOW KHUCJIOTE, TUPO3UHY U TUCTUIAHY
- o 2. Eciin aMMHOKHKCIIOTa KOOUPYETCS HECKOJbKMMH KOJOHAMH, TO B OOJIBITUHCTBE
CIIy4aeB OHM PA3IUYAIOTCA 10 TPEThEH OYKBE, TO €CTh M0 HYKJICOTHAY Ha UX 3'- KOHIIE.
Takum oOpa3zoMm, CHENU(PUUIHOCTH Ka)JI0ro KOJAOHA OMPEACTIACTCS INIaBHBIM 00pa3zom
€ro NEPBBIMU JABYMS HYKJICOTHUIAMHU, TPETUM K€ UMEET MEHBIIYIO CIICIIU(PUIHOCTbD.



5. I'eHeTHYECKUN KO COJECPKUT TPUILICThI, 0003HAYAIOIIUE HAYaI0 M
OKOHYaHME cHHTe3a Oenka. AYI' - HHUIMMPYIOMHWH KOAOH (HO BO
BHYTPEHHEM TMOJOXXECHUHA OH KOAUPYET AMMHOKMCIIOTY METHOHHH).
Tepmunupyromue konoHbl - YAIL, YAA, YI'A (HOHCEHC-KOAOHBI) HE
KOAUPYIOT HH OJHY M3 H3BECTHBIX AMHUHOKHCJIOT, CHTHAIM3UPYIOT 00
OKOHYAaHWHU cUHTE3a OelIKa.

6. BaXHbIM CBOHCTBOM TEHETHYECKOIO KOHA ABISIETCI  €r0
HEIIEPEKPBIBAEMOCTh, TO €CTh HE3aBUCHMOCTH OTJCIbHBIX TPHUILJICTOB.
Benencreue 3Toro OTCYTCTBYKOT OTPaHUYEHUS B MOCIIEA0BATEIILHOCTH
AMHUHOKHCJIIOT B OEJIKax.

7. YIUBUTEIBHOE CBOMCTBO KOJA 3TO €r0 YHUBEPCAIBbHOCThL. KOmOBBIE
CJI0Ba OJMHAKOBBI y YEJIOBEKA, )KUBOTHBIX, PACTCHHUMN, MHOTUX OaKTCpH.
DTO CIYKUT €II€ OJHHUM JIOKA3aTeJIbCTBOM B IIOJB3Y TOTO, YTO BCE
)KMBBIC OpPraHU3Mbl MOPOU3ONILIM OT €OWHOTO MPEAKa, HMEBIIEIO
FEHETUYECKUHW  KOJI,  COXPAHMBIIMCA  HA  TPOTIXKEHUU  BCEU
OMOJOrMYECKOM  JBOJIOIMH. bnaromaps yHHBEPCAIBHOCTH  KOJa
BO3MO>XKHA I'€HHAsA NHXCHEPUSL.




ILleHTpajJbHasE J0rMa MOJICKYJIAPHOUA OMOJI0TUHA

Central Dogma: DNA -> RNA -> Protein
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(& translation
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Tpanckpunuuu — cuare3 uPHK mo mosiekyiie JTHK.

TpaHnckpunuus, Kak U peIriMKamnys, BKJIIOYACT JCHATYPALUIO — PACIIJIETAHUE
nporiHon 1enodyku JIHK w®  mocrpoeHme mno omHOM M3 IIEIIOYEK
koMmIuieMeHtapHor nenodku PHK. TpaHckpunuus wuaer B TOM  XKe
HAIPABJICHUM, YTO U PEIUIMKAUSA — OT 5’ K 3’°. BCe 3TO AEmaeT CI0XHBIN
bepment PHK-nonumepasa. Ilpu atoMm cuntesupyemas nenouka PHK moutu
cpa3dy ke II0 Mepe cBoero moctpoeHus cxoauT ¢ JIHK, obe memoudkwm
KOTOPOH CHOBA 00Pa3yrOT ABOMHYIO CIIUPAIIb —pPeHaAmypupyrom.
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" CospeBaHue N-PHK
(npoueccuHr)

CnnancuHr - BbipesaHue dparmeHToB N-PHK,
He coaepXxalwmx nHdopmauuto o benke.
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CuHTe3 O€jaKa B KIJIETKE COCTOUT M3 JIByX JTaloB: PEKOTHUIUH U
TPAHCJASAMU- COOCTBEHHO CHUHTE3a IOJUNENnTH1a Ha puoocome. KimroueBbiM
CyOCTpaToM peKOTHUIINU BJsgeTcs TpancnopTHas PHK.

PeKOrHuMs - 3TO NOATOTOBUTEIBHBIM 3TAIl TPAHCIISAINN, CYTh KOTOPOIO B
oOpa3zoBaHMM KoBaJIeHTHOW CBs3n Mexay TPHK u coorBeTcTBytromiei
AMUHOKHUCJIIOTOM.

1. AKTUBHUPOBAHUE AMUHOKHUCIIOTHI.

2. ITpucoenuuenne amuHOKUCIOTHI K TPHK - aMmuHOanmnnpoBanue.

O0e craguu PEKOTHUIIMK OCYIIECTBISIOTCS (PEPMEHTOM aMHHOAIWJII-
TPHK-cunTerazon (APC-a3oi, kogazon).CymecTtByeT 20 BapuaHTOB KOJ1a3
(MO 4YMCIly aMHUHOKMCIIOT). Y KaXJIOM Koaazbl 3 IIEHTpa OINO3HABAHUS.
Kaxnas APC-a3a y3naer tpetuunyro cTpykrypy TPHK.

1.PeKoenuuusi — akmubBusauusi amuyoKuciom u

nepenoc ux na T-PHEK (?ﬂ\@ AHMUKOO0H
%
g
1

YAT
1]

Arn




Tpauncasimusa (6uocuHTe3 OenkoB ¢ wucnoiab3oBanneM MPHK B kauecTBe Marpuiibl)
OCYIIIECTBIISACTCS B KIETKAaX TMPH TOMOIIMA CJIOKHOM O€JIOK-CHHTE3UPYIOMIEH CHCTEMBI.
OTaenpHbIE KOMIIOHEHTHI ATOM CHCTEMBI AaCCOIMUPYIOT B EAMHYIO CTPYKTYpy MO MeEpe ee
(GYHKIIMOHUPOBAHUS 1 Pa300IIal0TCs 0 OKOHYAHUIO CHHTe3a. B cocTtaB OenoK-CHHTE3Upyroleh
CHUCTEMBI BXOJIST CJICTYIOIINE CTPYKTYPHI:

[ puGocomsr;

0 marpuunas PHK;

0 Tparcnopraas PHK;

[ 6enkoBbIe akTOpsl U (DEPMEHTH HHUIIHAIIMH, SJIOHTallMA U TCPMUHAIIMK TPAHCIISAIINH;

[0 Habop aMHUHOKHCIIOT;

0 nabop amuuoanun-TPHK-cuaTeTas, oopasyronux amuHoami-TPHK;

0 makpospru AT® u I'Td; A0 1 R Senesaet 13

pwocombl.

0 nonsr Mg 2+, Ca2+, K+, NH4+. e ®s.  ” 3vo-Tpancnauma




HoOeneBckyro mnpemuro no xumuu B 2009 rogy pasgelwiad Tpoe
onoxuMukoB: Axa HMonar u3 m3pamnsckoro WHcTuTyra Beifmvana,
Benkarpaman  (Benxku) Pamakpumnan, rpaxgannH — CIIA,
pabOoTaronidii B HacTofAllee BpeMs B KeMOpHIKCKoW Jlaboparopum
MOJICKYJIIPHOM OHMOJIOruy MEeAUIIMHCKOIO UCCIEA0BAaTEIbCKOIO0 COBETA, 1
Tomac Craiin n3 Venbckoro yHUBEpCUTETA.

[IpemMust mpucyKJie€Ha «3a UCCICAOBAHUS CTPOCHUS U PadOThI puOOCOMY.
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Cxema OMocuHTe3a Oenka. TpaHCKPUNUMA U TPaAHCNALUMUA.

doepmeHT PHK-nonumepasa
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Obuwasa cxema TpaHCcnAUMn

» Maunuanug
1 DJIOHT I
1 TepMuBanus

UHuymnauyuma tpaHcnauum




Jns nannmanuu Heooxoaumbl MPHK, Manast u 6osnbinas cyObeIuHUIIBI puOOCOMBI, TPU
oenkoBbiXx (akropa uHHIManuu (UD-1, UD-2, NUD-3), mermonud u TPHK mms
MeTHOHUHA. B Hauvasne 3Toi craguu GopMHUPYIOTCS JIBa TPOMHBIX KOMILIECKCA:

nepBbiil komruieke — MPHK + manas cyobennnuna + UO-3,

BTOpOM KOMIUIEKC — METUOHUI-TPHK + ND-2 + I'TO.

[Tocne hopMupoBaHUs TPOMHBIE KOMIIJIEKCHI 0ObEAUHSIOTCS ¢ OOJIBIION CyObeIUHUIICH
pubocomel. ITocie coopku KoMmIuiekca nHUIMUpYywmasa metuoHmi-TPHK cBsizpiBaeTcs
¢ mnepBeiM kogoHOM AYID' wmarpuunon PHK wu pacnionmaraercs B Il-neHTpe
(eNTUAUIBHBIN LIEHTP) OOJBIION CyObeAUMHUIIBI. A-IIEHTP (aMHHOALMJIBHBIA IIEHT])
OCTaeTCs CBOOOJHBIM, OH OyAeT 3aJelCTBOBAH Ha CTAJWU DJIOHTAIIMHU JIJIs CBS3bIBAHUS

amuHoaui-TPHK.

Large
ribosomal
subunit

Initiator tRNA

5'
T—
Start codon

Small

. o . ribosomal el
mRNA binding site subunit Translation initiation complex



PubocomMa B 1eiCTBUH

P-site A-site



CaMplii TPOAOJKUTENbHBIN Tall OEJIKOBOTO CHHTE3a — JJIOHTalUs, B X0JI€ KOTOPOTO
pubocoma ¢ nomouipto aa-TPHK nocnenoparensHo "unraer" MPHK B Buae TpumieToB
HYKJICOTHJIOB, CICAYIOINMX 32 WHUIMHUPYIOIMMM KOJOHOM B HampaBiicHHH OoT S5' k 3'-
KOHIly, HapaiiuBas IOJUICITUIHYIO ILEMOYKY 3a CYET MOCIEI0BATEIbHOIO
IIPUCOEIMHEHNST aMUHOKHUCIIOT. [Iprcoearnuenne cooTBeTCTBYOMEN aMruHoaiI-TPHK
B A-ydacTKe TpeOyeT TOYHOro y3HaBaHMs kKojoHa. Dakrtop snoHranuu EF1 oOpazyer
koMIuieke ¢ ['T® u monekynoun amunoauun-TPHK. biaronaps atomy amunoanun-TPHK
MOXET IIPUCOCIUHUTBCI K puoocome. I[Ipm 3TOM NpOM30HIET BBICBOOOXKICHUE
xkomiuiekca EF1-I'JI® u ¢pocdara. Kommnexke EF1-I'JI® 3arem BHOBB NpeBpaIacTcs B
EF1-I'T® npu y4dactum JApyrux CBOOOJHBIX OenKoBbIX (akTopoB U I'TD. a-
AmuHorpynna HoBoi amuHO-aumiI-TPHK B yyacTke A ocyliecTBisieT HyKJI€oPUIbHYIO
aTaky sTepeUIUpPOBAHHON KapOOKCHIbHOM rpymnmnsl nentuaui-TPHK, 3anumatomien P-
y4acTOK. Ta peakius KaTaJIu3UupyeTcs MNenTUAWIATpaHcpepa3ol — OEJIKOBBIM
KOMITOHEHTOM, BXOASAIIUM B cocTaB 60S-prnOOCOMHOM CyObEIUHUIIBI.

[Tocne ynanenusa nentuauiabHoro ocrarka ¢ TPHK B P-yuacTke cBoOOmHas Moliekyna
TPHK ObicTpo nmokmpaer P-ydactok. Kommiekc I'T® ¢ EF2 ywacTByeT B mpoiecce
TpaHCcaoKaluu HOoBooOpaoBaHHOW nentuauia-TPHK u3 A-yuyactka B P-ywactok. Ilpwu
ATOM MPOUCXOAUT Tuapoau3 I ' T, ncnons3dyemoro B kauectBe kodakropa EF2, no I'/1d
u ¢ocdara. B pesynbprare TpaHCIOKAIMK BHOBL cpopmupoBaHHasa nentuaui-TPHK u
COOTBETCTBYIOIIMNA €M KOIOH MEpexoisar B P-ydacTok, ocBOOOXmas A-ydacTOK s
HOBOI'O [MKJIa Y3HAaBaHUS CJCAYIOIIETO0 KOJOHA COOTBETCTBYIOLIEH MOJIEKYJION
amuHoatmiI-TPHK u snonranum.



growing polypeptide chain
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Tepmunanus

TepMmuHaiua mnpencTaBisieT COOOM 3aBEPIICHUE CHUHTE3a MOJMUICNTUIHOW LENU U
OCBOOOXKJEHUE €€ OT puOOocOoMbl. [locie MHOrMX IMKIIOB 3JIOHTAllMU, B PE3YyJbTaTe
KOTOPBIX CHHTE3UPYETCA IMOJUMENTHAHAA Lenb Oelka, B A-ydacTOKE IOSBISETCS
TEPMUHUPYIOIIUKA WM HOHCEHC-KOJIOH. B HOpMe orcyTcTBYrOT MoseKyiabl TPHK,
CIIOCOOHBIE Y3HABaTh HOHCEHC-KOJOHBI. [losiBIeHHE B A-ydacTKe TEPMUHHUPYIOILIETO
KOJIOHA PacIiO3HAETCS TaK Ha3bIBAEMbIMU (pakTOpamMu BeICBOOOXIeHUS (R-(hakropamn).

TepMunHauusa TpaHcnaymnm
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[epBUYHAA CTRYKTY DA BTopuyHaAcTRykTYRa  TPETMYHAA CTRYKTYRA YeTBepTIMHAA CTRYKTYNA
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CrponTensHan
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PerynaTopHan

SAWMTHAR TPAHCNOPTHAR



MoneKkyna remornobuHa



Heobrodumue noscnenus:

o Qpunmar 1o nonusi purok curpans JHK-nosopor na 360°

o Oun marcoctapndnt [0 map HyKIeOTHOB

o Jlnuna ofHoro mara- 3,4 nu

o Daccroqnme Mekay ABYMA HYyKAeOTHLAME - 0,34 By

o Momexynsprag wacca offnoro HykneorHaa - 343 rlwons

o Momexynsprag macca offnod aMuROKECAOTH - 120 r/ion

o B wonekyne JHK: A+T=T+I] (ITpasuno Yapragda: } (A)=Y(T), Y([)= Y (I[), Y (A+T)=)(T+I])

o Komnnewmentaprocts uykneorugon: A=T,; =]l

o [lenu [HK ynepxupawTes BOAOPONHBIME CBA3AMHE, KOTOPHS 00PA3YITCA MK Y KOMIIGHMSHTAPHH MK
A30THCTH ME OCHOBAHEAMH: ALCHEH ¢ THMEHOM COSIHEAKTCA 2 BOJOPONRBINE CBA3AME, & TYAHKE ¢ HETO3HHOM
RS

o B cpepnen ofnn Oenok copeprut 400 amunoKHCTOT,

o BHUHCHCHES MONSKYNAPHOMN MACCH OenKa;

d
Muin = = x 100%,

B
N6 Mg - MEREMANBEAS MONEKYIIPHAT MACCa Delka,
A - ATOMHAS KIE MONSKYNIPHAL MACCA KOMIOHEHTA,
B - IPOLSHTHOS CONEPKARES KOMIOHGHTA,



B wonekyne JHK Ha 1010 WHTHTHTOBHX HYKIEOTHT0B
npaxoqnted 18% ., Onpenenute npoueHTHOE COREPK RN
1pyriY Hykagotugos B atoi JHK.

Pewente:

kL= 18, toul =18h;

JHagorn AT npuxognres [100% - (18% +18%)
04% 1.6, m0 32Y%

| B



B monekyne ITHK obnapyxeno 880 ryanuaunosnx
HYKJTCOTHAOB, KOTOPH ¢ COCTABAAKN T 22% 0T 00mero
yucna Hykaeotuaos B 93Toi JHK. Onmpeaenute: a) cxoapko
apyrux Hykneotuaos B 3Toi JHK? 0) xakoBa gnuua 3T0TO
bparmeunTa’

Peuwenue:

)Y (T)=>(1l)=880 (310 22% ); Ha nonto apyrux
HykaeoTuaoB nmpuxogutca 100% - (22%+22% )=356%, T.¢c.
mo 28% ; Jlnga BRIUMCICHUSA KOMHYCCTBA 3THX HYKICOTHIOB
COCTABAACM MPOMOPIHIO :

22% - 880
28% - x,o0oT1crogax =1120

2) nng oupeaencHusa anuubl JHK Hy X HO Yy3HATH, CKONTBKO
BCCTO HYKICOTHAOB COACPKUTCA B | enu:

(880 + 880 + 1120 + 1120):2 =2000
2000 x 0,34 =680 (um)



llana monexyna JHK ¢ otHOCHTEAbHON MONEKYAAPHOI
maccoir 09 000, w3 wux 8625 mpuXOJHTCd HA 101K
ANCHUTOBNX HYk1eoTHJoB. Haligute KonmuecTBO BCEX
rykaeotuaos B aroi JHK. Ompegennte gammy 3toro
DparMenta

Pewenye:

1169000345 =200 (ryxneorngos s JHK), §625 ;345 =
25 (ajennnosex mykneorngos B aroil JHK)) (I+1]) =
200 - (25425)F= 130, te. wx om0 T3,
2) 200 mykmeoTna0B B ABYX mENAX, 3HAUKT B 04K O - 100,

100 % 0,34 = 34 (1w)



Uro Togenee: 0enok wum ero rex!

Powene: lyets 1 - KOTHYCCTBO QNNHOKECTOT B
0eTKe, TO11A Maced yor0 denxa - [20x, kornuectso
BYEI0THI0B B TeRE, KOXHDYRIEN 3T0T 080K, - 1,
Macea 7070 Tema - 343 % 3x. [20x < 34 x dx,
SWAYHT TEH TARENGE DenKa,



AbOyYMEH CHBOPOTKH KPOBH Y€N0BEKA

HMEeT MOMEKYNApHY K Maccy 68400,
OmpegenuTe KONHYECTBO AMHHOKHCIOTHH X
0CTATKOB B MONEKYJIE 3TOTO0 OenKa.

Pewenne: 68400 :120 =570 (amuHOKHCHOT B
MONEKYNE anbOyMuHa)



['emormoOnH KkpoBu 4eloBeka coaepkut 0,34%
Kelie3a. BelumcinTe MUHUMANIBHYIO MOJICKYIISPHYIO
MacCy reMorjao0MHa.

Pentenne:Mmin = 56 : 0,.34% x 100% =16 471

AJILOyMHUH CBIBOPOTKHU KPOBH YEJIOBEKA UMEECT
MOJICKYJSIpHYIO Maccy 68400. Ompenendre KOJIMYECTBO
AMMHOKMCIIOTHBIX OCTaTKOB B MOJICKYJIE ATOr0 OenKa.
PeuieHue:

68400 : 120 = 570 (aMUHOKHCIOT B MOJICKYJIE aJIbOyMHHA).



Jlana mousekyna JIHK ¢ oTHOCHUTENBbHOM  MOJIEKYJISPHOM
maccon 69 000, w3 Hux 8625 NPUXOAUTCS HA HJOJIO
aJICHUJIOBBIX HYKJICOTHIOB.

Haigure xoimdecTBO BCeX HyKIeotuaoB B 3tou JIHK.
Onpeaenure JJIMHY 3TOro (pparMeHTa.

Pemenue:

1) 69 000 : 345 =200 (mykneorunos B JIHK),

8625 : 345 = 25 (ageHUIOBBIX HYKJI€oTHI0B B 3TOoM JIHK),

Y (I'+1D) = 200 — (25+25)= 150, T.e. ux mo 75;

2) 200 HyKJICOTHIO0B B ABYX LIEMAX, 3HAYUT B ogHOM — 100.
100 x 0,34 = 34 (am)
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