BnoCcHTE3 HYKNenHoBbIX
KUCIOT.

(MaTpu4yHble OMOCUHTES3DbI)

OCHOBbI MONEKYNAPHOU FreHeTUKM,
nonumopdnim 6enkos.
MpoucxoxaeHne pazHoobpa3una
aHTUTen.




InaH:

1. CTpyKTypHas opraHn3aumns HyKNenHoBbIX
KUCTIIOT.

2. Ctpykrypa OHK.
3. Ctpyktypa PHK.
4. Pnsuko-xummnyeckue ceouncrtaa 1HK n PHK.
5. Pennukauuna-socnpoussegeHue [HK.
6. KneTo4yHbIM LUKn.

7. Penapauuna OHK.

8. TpaHcKkpunuusa — cuHte3 PHK.

9. TpaHCNAUMA — CUHTE3 bernkKa.

10. NeHeTn4YeCKuUM Kop.




11.MHrMbuTOopPbLI MAaTPUYHOIO OMOCUHTE3A.

12. MexaHu3mMbl reHeTU4YECKOu
N3MEeHYNBOCTMU.

13. NMonumopdunsm 6enkos.
14. OHK -TexHonorum.



UcTopuyeckas cnpaBka.
1868-69 r. MuLlep :BblaeneHune U3 aaep KrneTtok HyKnemHoB

1943 r. 3Bepu, Mak Jleoa, MakkapTu: oOHapyxeHue, YTo
OHK BupyneHTHbIX OakTepun nepeBoauT
HEeBUPYIEHTHbIN LUITaMM OaKTepun B BUPYJIEHTHbIU, T.€.
AOHK HeceT nHdopmaumo o HacneaCcTBEeHHOCTMW.

1949 r. Yapradpc u ero konneru: BbisBrneHue
3akKoHoOMepHocTU hopmupoBaHunsa CTpyktypbl AHK.

1953 r. YotcoH u Kpuk: mogens OHK
1967 r. KopHbGepr: cuHte3 JHK Bupyca
1970 r. KopaHa: CUHTe3 UCKYCCTBEHHOIO reHa

1977 r. YCTaHOBNEHUE HYKNeoOTUOHOMU
nocnepnoBatenbHocTn [1HK 6akTepunodara

1978 r. Apbep, CMmuTt, HaTaHCOH: OTKPbITUE ABNEHUSA
pectpukumun AHK
2000 r. — nonHana pacwudposka AHK ( reHoma) yenoBeka.

2002 r. - B AHrnuu paspeLlueH CUHTe3 OTAEeNbHbIX OpraHoB
U TKAHen NyTEeM KNOHUPOBaHUA.



OTKpbITUE HYKNEUHOBbIX KUCIIOT MPUHAANEXUT LUBENLLaPCKOMY
XuMuky ®©. Muwepy, KOTOpPbIN NPOAOIIKUTENbHOE BpeMs nsy4van
aapa nemMkouuToB, BXoasilux B cocTaB rHosl. KponoTtnuBasa paboTta
3amMeyvyaTenbHOro uccriegoBaTtersnis yBeH4Yanacb ycnexom. B 1869 r.
®. Muwep obHapyxun B nenkoumMtTax HOBoe XMMMNYECKoe
coeAMHeHue, KOTopoe Ha3Bar HYKIenMHoOM (naT. nucleus — agpo).
JanbHeulwne nccregoBaHUA Nokasanu, YTo HyKNeuH
npeacrtaBnsaeT cooou cmechb HYKITIeMHOBBLIX KUCNOT. Bnocneacteum
HYKNEeUHOBbIE KUCINOTbI ObINn OOHapyXeHbl BO BCeX
pacTUTeNbHbLIX N XXNBOTHbIX KNeTKax, 0aKkTepusax n Bupycax.




CTPYKTYPHAA OPTAHU3ALUA HYKITEMHOBbBbIX
KUCNoT

B Kaxxgom XXuBoM opraHmsme
NPUCYTCTBYIOT AABa TUNA HYKIIEUHOBbIX
kucnort: puoboHyknemHoBasa (PHK) un
ne3okcupuoboHyknenHoBas (QHK). AHK
n PHK cocToAT N3 MOHOMepHbIX eauHUL,
— HYK1eoTuaoB, MO3TOMY HYKIIeUMHOBbIE
KUCINOTbIl HAa3bIBAKOT
NOJSINHYKIeoTUuaamm.




CTpoeHue HyKneoTnaos
Kaxabin HyKneoTna coaepXuT 3 XMMUYECKU PasfnyHbIX
KOMMOHEHTA: reTepoLMKIn4YecKoe a3zoTucToe oCHoBaHue,

MOHOcaxapupa (neHTo3y) n octatok poccpopHOU KUCIOTbI.

OBLLAA ®OPMYIJIA HYKINIEOTUAA

A30TUCTOE O o
OCHOBAHME CAXAP e
_ OH
AzoTtuc- P—0
ToE / [le30okcu- \ ~ OH
OCHOBa- pnbo3sa OcTaTOK
e o) dbochopHoi
CXEMA CTPOEHUA KUCNOTbI
HYKINEOTMNAOB — MOHOMEPOB OHK
_ OH
A3oTuc- 0 P— 0O
TOEe ~—
OCHOBa- < Pubosa > Ocrar<§|)<H
e docdopHoMn
CXEMA CTPOEHUHA KUCNOTbI

HYKINEOTUAOB — MOHOMEPOB PHK



[MleHTO3bI B HYKNeoTupax npeacraBrieHbl NMbo
nesokcupunboson (B coctaBe HK), nnbo
pndo3soun
(B coctaBe PHK).

HOCH, & OH HOCH, o OH
C C C C
Y .
R G Cc H H ¢ c H
OH H OH OH

2-Deoxyribose Ribose



B cocTaB HyKNneMHOBbIX KUCJIOT BXOAAT a30TUCTble OCHOBaHUA
ABYX TUMNOB: NYPUHOBLIE - afieHUH (A),ryaHuH (G) n
NMUPUMUAUHOBLIE - UNTO3UH (C), TmunH (T) n . B ocHOBe
CTPYKTYpPbl NYPUHOBbIX U MTMPUMUANHOBBLIX OCHOBaHWUMU fiexaT ABa
apoMaTU4YeCcKUX reTepoLUnKrin4ecKMx coeguHeHUsa — NnypuH u
nupuMuanH. Hymepauusa atToMmoB B OCHOBaHUAX 3anucbiBaeTcA
BHYTpM UMKna.

‘NH, o o
H | | |
b P X g ¢ CH;
P A
HC? SCH « gl (( B H G- SICH
S = 1 2 1 i 1
N~ Q N O N Q N
H H H
Pyrimidine Cytosine (C) Uracil (U) Thymine (T)
(found in RNA) (found in DNA)
NH, o
H | I
C C C
N N Z e\ N N N
N ° 5C/7\\ N ° 50/7\\ HN ° 50/7\\
!2 4\! 8/CH \2 4|| s/CH " !2 4H s CH
HC C 9 HC C 9 H-N — C C 9
SE-T R W = RS SN
H H H

Purine Adenine (A) Guanine (G)

© 2010 Pearson Education, Inc.



[MeHTO3y coeanHAeT ¢ ocCHOBaHMEeM N-rruMKo3naHas
CBA3b, OOpa3oBaHHaA C1l - aTOMOM NeHTO3bl (PNOO3bI
WUInun Ae30Kcupnoosbl) 1 N1 -aToMOM MUPUMUAUHA UNN
N9 aToMOM nypuHa.

Crpoem&e H COCTaABHbBIE HACTH HYKJIeOTHOa

NH»
AszoTHCTOE TNy
OCHOBaHHe : =0

NH»>

I
.
Moxocaxapua: mHoOo—CH, OH HO-CH3 -
prbosa (R=0H) O O
i S depMexTH
nesoxkcHpuboza -2Hy0

(R=H) 0O R 1|) R
" HO—-P—-0—H
on o
Pochopras I

— HO—-P—-—0—H
KHCIIOTA ngm

[l
o

O




HykneoTuabl, B KOTOPbIX NeHTO3a
npencraBrieHa pnb6o3oi1, Ha3bIBAOTCA
PUOOHYKNeoTuaamMum, a HyKriemMHoBble
KUCIOTbl — PUOOHYKNENHOBLIMN
(PHK). HyknenHoBbIe KUCNOThI,
MOHOMepPbI B COCTaB KOTOPbIX
BXOOUT [e30Kcupmnboza, Ha3biBalOTCA
AEe30KCUPNOOHYKNEeNHOBbLIMM
kucnotamu (QHK). AHK n PHK Bxogar
B COCTaB CJIOXKHbIX ODEenKoB —
HYKIleonpoTenHoOB (KayecTBe
NPOCTEeTUYECKOUN rpynnobl).




i Iy NJIVVYIITVDDIOV NWViWwJIVI DI IV UDUGIVI’ wi 'JUGI'IVITU

OTHOCST K Knaccy JIMHEUHbIX NOSIMMepPOB.
OCTOB HYKINeMHOBOWU KUCNOTbI UMeeT
OoAVWHaKOBOe CTPOEHMue Nno Bceu ArfinHe
MOIEKYIbl U COCTOUT U3 YepeayroLWnXca rpynn
— neHTo3a-dpoccaT-neHToO3a

INH,
N — ,-/S .
/s ’I N A
5 y. _— _/-J 2 S-xoneu
0CH2 N N~
< 3¢ ; NH, negro3a OCHOBaHHME
< [l/ L - docd
R ~ oCcqaT
o= g!>—ocu2 N O
OH _
O — IIeHTO3a OCHOBaAHHME
N |
’ = NH |
c|) </ ‘ f\/ | G docdhar
O=F—OCI—I2 e T\/A\ NH, |
OH k 9 O IICHTO3a OCHOBaAHHMC
i ]*{“’ )J\ \] ‘ |
O - 5 2
g pocpar
0=I|='—OCH2 N TO I
OH IIeHTO3a — OCHO

dbocdhar



coeadMHEeHUs, B KOTOPbIX a30TUCTbIEe OCHOBAHUS CBAI3aHbI C
pubo3oun nnu ge3okcnpuoboson nocpeacTBom N- rMUKO3NAHOMN

cea3un -HasbiBatotca HYKJ1€O3UAbI.

% Purines
\P /%/O/// O
- s, ] i AN
o) /(—) i@o._’P/‘i' \P/E Base 1/J </g sl/f/k
CHEE B N N
! 0O 0 0 glycosidic bond
| O i Adenine Guanine
Pyrimidines
eeeenuicleoside - NH; H
Lnucleotide monophosphate - é“ . §N’
| nucleotide diphosphate  ---------- ‘ r}l Yo }KJ/L\O ~N’&o

----- nucleotide triphosphate  --------- Cytosine Uraci Thyrmine



HyKknenHoBble KUCIOTbI.

Cytosine . - Cytosine .
(7:; — Nucleobases H:
ok, Ao
H H
Guanine . Guanine .
o}

o \
- NH N NH
(N N)\NH“ (N N)\ NH,
H 2

Base pair

Adenine Adenine
H.N @ H;N @
¥ o
# i #
&N N AN N
H H
Uracil Thymine
o] 0 .
H,C
NH . ‘NH
fi& helix of \(:tk
N o sugar-phosphates N o
Nucleobases Nucleobases
of RNA of DNA

RNA DNA
Ribonucleic acid Deoxyribonucleic acid



Paznuuna mexay PHK v [1HK.

Mo xumMunyeckomy
cocTaBy

oenku
pacnosnoxeHune
CTpoOeHue

ouonornyeckas
pyHKLUA

Pnoosa

ApeHuH (A)
N'yanuH (IN)
LHuto3uH (L)
Ypauun (Y)

Mano
uMTonnasma
HeperynsipHoe

nepeHoc nHpopmauum

[e3okcnpubosa

ApeHuH (A)
N'yanuH (IN)
LHuto3uH (L)
TumuH (T)

MHOTO
Aapo
perynspHoe

XpaHeHue
uHcpopmauum



CTpoeHune HyKneoTuaoB
(oTnN4nA)

aio o
HYKneoTua  y Q
B COCTaBe = Wit }';tr
Monekynbl AHK ;‘»gl “ ¢ v? O
<}
Lo TUMMH AesoKcuprbosa ¢°C%ng’*a"
HYKIeoTuA . zﬂ‘ v‘.:/.

B COCTase
MONeKysibl PHK

ocopHan
ypauun pn603a fbm NBTS




HomeHKnaTypa HyKneoTuaoB

A30TUCTO | HYKNeo3un

e
OCHOBaH
ue
afeHVH
ryaHuH
LUTO3UH

ypauun

TUMUH

afAeHO3UNH

ryaHo3wH

LUTUOUH

ypUauH

TMMNAUH

HyKneotTuna

ALEeHO3UH-
MoHodoccaTt

lN'yaHo3uH-
MoHodoccart
UuTtnaun-
MoHodoccaTt
YpuanH-
MoHodoccaTt

TumMnaunH-
MoHodoccaTt

TpéxbykBeHHo | OQHOOYKBEHH
e obo3Ha4yeHue bIll KOA

AMO® A
Mo G
LMD C
UMF U
TM® T



[HYKNEVMHOBBLIE KUCNOTbI| MOHOMEPbI - HYKNEOTUABI

PHK
puboHykneuHoesasi
Kucsioma

AHK —
de30KkcupuboHyKneuHogasi
Kucnoma

CocTtaB Hykneotuga B f1HK / \
NHdpopmaumoHHan
A30oTUCTbIE (MaTpuuHas) TpancnopTHas
OCHOBaHUA: OcTaToK PHK (1-PHK) PHK (T-PHK)
ApeHuH (A) DU dhocopHOW
MyanuH (1) KMCNOThI Y
LnTosuH (L) Pu6ocomHas PHK (p-PHK)
TumuH (T)

CocTaB Hykneotuaa B PHK

A30TUCTbIE

OCHOBaHMA!:
ApneHuH (A) OcTraTtokK
MyanuH () cpocchopHOM
LiuTtosumH (L) Pubosa KMCNOThI
Ypauwun (Y): [@ |




CtpykTypa OHK.




NepBuyHan ctpykrtypa OHK - nopagok
yepeaoBaHUA
Ae30KcupnboHykneosmgmoHodgocdaros
(AHM®) B nonNMHYKNeoTUaAHOU Lenu.

INH,;
N — /-/lb :
s "I N A
5 g A _/-J 3 S-xoneu
0CH2 IN N~
3¢ NH-, neHro3a OoCcCHOBaHHMC
=
i Oy By -
~ ~ ocgarT
o= {L—ocu2 T O
OH .
o — IEHTO33a — OCHOBaHMe
N |
. o NH l
c|) & 7 ft | G docdar
O=?—OCI—I2 ., G ;\//\ NH, l
OH k 9 O IICHTOoO3a OCHOBaHHC
L | ]3"‘ - "NH : |
(I) ¢ \H ‘ I dochdar
0=1l>—OCH2 NT T~ O I
OH IIcCHTOo3a — OoClio
3 I
O dbocdhar



Kaxxpan dpocdaTtHaa rpynna B
nonuHykneorunaHou uenu (MriL), 3a
ncknroyeHmem cpoccpopHoro ocrtatka Ha 5 -
KOHLLe MOJIEeKYJbl, y4acTByeT B 00pa3oBaHuMn
ABYX 3PUPHbIX CBA3elr ¢ y4yacTuem 3 us -
yrrnepoaHbIX aTOMOB ABYX COCeAHUNX
0e30KCnpubo3, N03ToOMy CBAAI3b MexXAay
MOHOMepamMu 000o3Ha4varoT

3 - 5- cdhocthoanadupHoM.

KoHueBble HyKneoTuabl pa3nuyaroT no
CTPYKTYpe: Ha 5 — KOHL|e HaxoauTcs
cdocchaTHas rpynna, a Ha 3' - KOHLe Lienu —
cBoboaHaa OH-rpynna. 3T KOHUbI Ha3bIBAKOT
3' u 5 - KoHUamu. NluHenHasn

nocrnegoBaTesibHOCTb
A0Ee30KCUPUOOHYKNeoTnaoB B nonumepl-lou

...... | = B B Y



BTopu4yHaga cTpyktypa AHK




B 1953 r. [1)x. YorTcoHOM n ®. Kpnkom Obina
npeanoXxeHa MmoAernb NPOCTPAHCTBEHHON CTPYKTYpPbI
OHK




CornacHo aton mogenu, monekyna AHK
nmeeT cpopmMy cnmpanu, oopasoBaHHYHO
ABYMS MONIMHYKINEOTUAHbIMM LensmMu,
3aKpy4YeHHbIMN OTHOCUTENbLHO ApPYr
Apyra v BOKpyr oouieu ocu. [iBonHas
cnupanb npaBo3aKpy4yeHHas,
NONMUHYKNeoTUAHbIEe Luenu B Heun
aHTUnapanneribHbl, T.e. eCNU ogHa U3
HMX OPUEHTUPOBaHa B HanpaBreHuu 3
- 5, To BTOpas — B HanpaBneHum 5 3.
Ha oanH BUTOK NnpuxoauTcsa NpUMepHoO
10 nap HYKneoTnaos.



S' 3'

Lenb caxapos
(gesokcupubossl)

A3sorucrele 3.4nm
OCHOBaHHA

3' S’



[NocneaoBaTenibHOCTb HYKIEOTUAOB OOHOM
Llenu NOSTHOCTbLHO KOMIMJIeMeHTapHa
nocriefoBaTefnibHOCTU HYKIeoTUO0B BTOPOU
uenu. [NloaTomy, cornacHo npasuny Yapradda
( B 1951 r. yctaHoBuUN
3aKOHOMEPHOCTU B COOTHOLUEHUU NYPUHOBbIX
U NTUPUMNANHOBbLIX OCHOBaHMUN B MOJMeKyne

AHK),

KomnnemeHTapHble OCHOBaHUSA YIOXEeHbI B
CTONKY B cepeauHe cnupanu. Mexnay
OCHOBaHMAMM OBYXL,eNO4Ye4YHOUN MOJIEKY bl B
CTOmNnKe BO3HUKaKOT ruapododHbIe
B3aMmMoaenucTBus, ctabunusupyrowme
ABOUHYIO cnupanb.



TpetudyHasa ctpyktypa OHK (cynepcnupanusauuna JHK).

Kaxpana monekyna [1HK ynakoBaHa B
oTAeNnbHYK XpoMocomy. B
ANNNOUAHbIX KINeTKax YyerioBeka
coaepxutcsa 46 xpomocom. OoLLas
anvHa JHK Bcex XpoMOCOM KneTKu —
1.74 meTpa , HO OHa ynakoBaHa B aape,
ANaMeTpP KOTOPOro B MUIINTUOHLI pa3
MeHbLlue. YToobl pacnonoxutb JHK B
Aape KreTku, AoMKHa ObITb
chopMmmpoBaHa o4eHb KOMMNaKTHas

- CTpyKTypa.



KomnakTtusauusa v cynepcnupanunsauus
OHK ocyuwiecTBnsieTcs ¢ NOMOLbIO
b6enkoB. Y aykapuotoB 6enku [JHK MOXHO
pa3aennTb Ha 2 rpynnbl — T’MCTOHOBLIE U
HernctoHoBble. Komnnekc 6enkos c
apepHou IHK Ha3bIBaeTcAa xpomaTUHOM.

CHROMATIN

histones




[[UCTOHLI — 6EesiIKu C MONEeKyNSAPHOU
maccou 11-21 k1, coaepkaLiume
OCTaTKWN apruHMHa u NM3unHa.
bnaropgapsa nonoXutenbHOMY
3apsAay rMCTOHbl 00OpPa3yT MOHHbIE
CBfI3U C OTpULAaTEeNbHO
3apsXXeHHbIMU pochaTHLIMN
rpynnamm, pacnosnioXxeHHbIMU Ha
BHeLWHen CTOpOHe ABOUHOM
cnupanu OHK.




NOMIJICKC ITMCTOROBDIA OCJIRODB C 4NN CJliymni
OCHOBHOMU CTPYKTYPHOU eANHULIEUN XPOMATUHA,
ee Ha3sbIiBarT “Hykneocoma”. AHK,
CBA3bIBaKOLLYH HYKIT€OCOMHbIe YaCTUlbl,
Ha3biBakoT NiuHKkepHou [AHK. B cpegHem
nuHkepHaa HK cocTtaBnsieT 60 nap
HYKrNneoTUAHbIX ocTaTkoB. MoneKkynbl rMCTOHa
H1 cBasbiBaroTca ¢ JHK B MeXHYKNEOCOMHbIX
ydyacTKax U 3almLlaroT 3TU Y4aCTKM OT
NeUCTBUA HVKINeas.

CTpoeHI/Ie HYKJ1eOCOMbI

Kop n3 8 mosieky/i rMCTOHOB
2 x (H2a, H2b, H3, H4)




HermctoHoBbLIe Denku
XDOMATUUHA

B aape aykapnoTu4ecKou KneTKu
NMPUCYTCTBYIOT COTHU pPa3HOOOpa3HbIX
NHK-cBfAA3bIBalOLWMNX HETrMCTOHOBbIX
benkoB. Kaxxabin 6enok KoMmnrieMeHTapeH
onpeaeneHHoOu nocrieaoBaTeNbHOCTU
HykneotnaoB OHK (caut OHK). MNpwn
Y4aCTUUN CTPYKTYPHbIX, PErynaTopHbIX
6enkoB n cpepMeHTOB, y4acTBYHOLUX B
cuHTe3e AHK n PHK, HuUTHL HyKkneocom
npeobpa3yeTcsa B
BbICOKOKOHAEHCUPOBAHHbIN KOMMJIEKC

oenkoB n [1HK. Obpa3oBaHHaA CTPyKTypa B
10 000 pa3 KOpo4e UCXOOAHOU MONNEeKVbl



FTEHETUYECKASA CUCTEMA MUTOXOHOPUI

MuToxoHOpUM — BaXXHEULLUE OpraHensbl KNeTokK,
ocyuwecTBnsawowme cuHtes AT® 3a cuer
oKucneHusa cyoctparoB. MutoxoHgpum nmerot
COOCTBEHHbLIN FreHOM, HacrieayeMmMbin Nno
MaTepPUHCKOMW JIMHUMU, TaK KaK OH NpoucxoauT n3
LuMTonsna3mMmbl AMLEeKNeTKku. FleHom MuToXoHAPUN
crnepmaTo3oMAaoB He NonaaaeT B
OnNJio4OTBOPEHHYIO SAULLEKIETKY.

MuTtoxoHApUanbHbLIN FreHOM YenoBeKa
npeAacTaBfieH OAHOU KOMbL,EeBOU MOJIEKYIoun
OHK v copepXxunT 16 569 HyKkneoTnaHbIX nap. OH
KogupyeT 13 6enkoB, UCNOSIb3yeMbIX Ha
NOCTPOEHNEe KOMMOHEHTOB MUTOXOHAPUMN.

B MUTOXOHOPUAX OTCYTCTBYHOT (DEPMEHTHI,
OTBETCTBEHHbIE 3a penapauunio, N0O3ToMy
MUTOXOHAPUarbHbIX FEHOM COAEPXUT MHOIO
OLLUNOOK.
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CTPYKTYPA PUBOHYKIIEMHOBbIX KUCJIOT.

[MepBuyHasn cTtpyktypa PHK - nopagaok
yepeaoBaHuUs
puboHykneosnamoHodgoccaros (HMP) B
nonuHykneotuaHou uenu . B PHK, kak n
OHK , HykneoTnabl cBA3aHbI MeXxay cooou
3-5 — chochoanacdpHbLIMU CBA3AMM.
'MapokcunbHasga rpynnay 2 -yrnepoaHoro
aToma pubo3bl genaet monekyny PHK
HecTtabunobHou. Tak, B cnaboweno4yHoun
cpene monekynbl PHK rugponusyrorcs
Aaxke npu HoOpManbHOU Temneparype,
Toraa Kak cTpykrypa uenu OHK He
MEeHSeTCH.



BTopu4yHas cTtpykrypa PHK.

Monekyna PHK nocTtpoeHa u3 ogqHOM NONMMHYKIeOTUAHOU
uenu. OtaenbHble y4yacTku uenu PHK obpa3sytor
cnupanmn3oBaHHbIe NeTNu — “LWNUNbKU”, 3a CY4ET BOAOPOAHbIX
CBA3eU Mexay KoMmnreMeHTapHbIMU a30TUCTbIMU
ocHoBaHusAMU A-U n G-C. Yyactku uenu PHK B Takux
cnUpanbHbIX CTPYKTYypax aHTUnapannenbHbl, HO HE Bcerpa
KOMMMIeMeHTapHbl, B HUX BCTPeYarTCsA HecnapeHHble
HYKIeoTuAHbIe YY4aCcTKMU U ogHoUeno4YeYHble NeTnu, KoTtopble
He BNUCbIBAOTCA B ABOUHYIO cnupanb. Hannuwme
cnupanmn3oBaHHbIX YYaCTKOB XapaKTepHO ANns BCceX TUNoB
PHK.

AneMeHTbl BTOpU4HOM cTpyKTypbl PHK.




TpeTtuyHas ctpykrtypa PHK.

OaHouenoyveyHble PHK xapakTepusyrorcs
KOMMNaKTHOU U yNnopAaaA04YeHHON TPEeTUYHOU
CTPYKTYPOUN, BO3HUKAIOLLEUN NYyTEM
B3anMoaeucTBuUsA cnupanmn3oBaHHbIX
3/1eMEHTOB BTOPUYHOU CTPYKTYPb.
Bo3MoxHO obpa3oBaHue
AONONTHUTESNIbHbIX BOOOPOAHLIX CBA3EW
MeXAy HYKNeoTuaHbIMU ocTaTKaMu Unum
cBa3en mexay OH-rpynnamu octaTkoB
pndo3bl U OCHOBaAHUAMMU. TpeTU4Had
CTPYKTypa cTabunuanpoBaHa MUOHaAMMU
ABYXBarieHTHbIX MEeTansnoB, HanpumMmep
WoOHaMu MarHua Mg?*.



OcHoBHbIe Tunbl PHK.

B uMtonnasme KneTok NpucyTcTBYHOT 3
Tuna PHK : TpaHcnopTtHbie PHK (TPHK),

maTpuiHble PHK (MPHK)
pundocomanbHble PHK (pPHK).

OHu pa3nuyaroTcs Nno nepBUYHOMU
CTPYKTYpe, MONEeKynsipHOU Mmacce,
KOHhopMaLuuun, NpoAOIKNTENTbHOCTMU
XXU3HU 1 N0 PYHKLMOHASNIbHOW
aKTUBHOCTM.



MaTtpu4yHasga , unu uidpopmaumoHHaa PHK
(MPHK). messeger RNA, mRNA

OpHoueno4yeyHasi MOfeKyna, KoTopas
obpa3syeTtcsa Ha ogHou u3 uenen lHK B
npouecce TpaHckpunuunu. lNpu cuHTese
MPHK KonupyeTcsa TonbKo ogHa uenb
monekynbl JHK. HykneoTtuabl, N3 KoTopblix
cuHTe3sunpyrotca MPHK, npucoeanHsoTca K
IOHK B cooTBeTCTBMU C NpaBuUnamu
cnapuBaHus OCHOBaHUU NPU y4acTUmn
depmeHTa PHK-nonnmepass.l.
Coaepxutca B aape v uutonnasme,
OCHOBHas pyHKLUUA — nepenaya
nHcpopmaumm o cTpyktype 6enka ot AHK k
MeCTYy ero CMHTe3a B puboCoMbI.
CocTtaBnseTt npuMepHo 0.5-1.0% oT
coaepxaHusa oowero PHK kneTtku.



PuoocomHana PHK (pPHK).

[locneagoBaTeribHOCTbL OCHOBaHUN B
pPHK cxoaHa y Bcex opraHU3MoB —OT
OakTepuun 00 BbICLUUX PACTEHUN U
XUBOTHbIX. CocTaBnsieT CyweCcTBeHHYIO
YacTb CTPYKTYpPbl pudbocombl KneTku. Ha
aonto pPHK npuxoautca npumepHo 80%
ot Bcen PHK knetkn. Camble KpynHble
PHK. B ux monekyny Bxogut 3-5 TbicAay4

HYKTIeoOTUAO0B.



TpaHcnopTHasa PHK. (TPHK) transfer RNA

tRNA
HuskomonekynsapHasa PHK,
BbIMOJIHAET NepeHoC aMMHOKUCTIOT
B pudocomy ans cuHte3a benka.
CopoepXXutca B LUTONNIa3smMe KneTKu.
Ha ponto TPHK npuxoautcsa 10%
Bceun PHK knetkun. Coctont ns 70-90
HykneoTtunaoB. OOpa3yeT CTPYKTYpY
”"KneBepHbLIN NUCT”.



Ha BepwunHe nucrta kaxgoun TPHK nmeetca
nocriefoBaTeNIbHOCTb TPEX HYKNeoTUaAoBs,
KOMMJieMeHTapHbIX HyKneotugam kogoHa B UPHK, ux
Ha3bIBaKOT “aHTUKogoHOM” CneunanbHbIN hepPMEeHT
kona3a ono3HaeT TPHK 1 npucoeanHaeT K YyepeLuky
fiucta Ty aMMHOKUCIIOTY, KOTOpasa KonupyeTcs
TPUNNETOM, KOMMNNIeMeHTapPHbLIM KOAOHY.

CTPYKTYPA TPHK

AKUenTOpHbIN A 3r-romey
— cTebenb —_ ¢
-q - C

5'KoHel Pur

AHTUKOAOH



DPUsnKko-xmmmuyeckme cBomcTBa
HYKINeMHOBbIX KUCIOT.




Pdusunko-xummnueckue ceomcrtea [HK.

-B Boge o6pa3yroT BA3KMe pacTtBOpbI.

-Mo4yTn He pacTBOPAIOTCA B OPraHNYeCKUX
pacTBOpUTEnNsX.

-NMpu HarpeBaHUM BOAHbIX pacTBOPOB A0 60
rpagycoB C vnu npu gencTteuu wenoyen oBonHas
cnupanb pacnagaeTca Ha ABe Lenu, KoTopble MOryT
BHOBb O0beANHUTLCSA, €CIIU BEPHYTCA K UCXOAHbIM
yCIOBUAM.

-Monekyna JHK cnocobHa chparmeHTUpoOBaTbCA NoA

AeVNcCTBUEM MeXaHU4YecKUX cur, Hanpumep, Npu
nepemMeLuMBaHMM pacTBoOpa.




-He pacwennsaeTrcsa npu WenoYvHbIX
PH.

-NMpv pencTeBnu WEenNo4YHON
docchaTa3bl MOXHO yAANUTb
dochaTHbIe rpynnbl C KOHLOB
dparmeHToB [1HK.
HedocdhopmnmpoBaHHble KOHLbI
NHK He cwuuBarorcsa AHK-nurasomn.

- AHK yyBCcTBUTENbLHA K
MoBbILLeHHOW paanauunm.



OHK noaBepraetca rmaponusy.

KUCNOTHLIN rugponns — ngeT CTyneH4aTo U
MOXXeT ObITb OCTaHOBJIEH Ha Nbou ctaguum.

NMpoAaykTbl rmaponusa :e3oKkcnupmnodosa,
dochopHaa Kucrnorta, NypuHbl (AAeHUH ,
ryaHuH) m nMpUMuUOnHbIl (LMUTO3UH, TUMUH).

B cnabokucnbix ycnoBusax — npoucxoouT
rmaporninus, B pe3ynbraTte KOToOporo
o00pa3yrTCcA MOHOMEpPHbIe, AUMEPHbIe U
TPUMEPHbIe 3BeHbS, U3 KOTOPbLIX OblNna
cobpaHa uenb [AHK.




KucnortHbiun rMAaposina B XECTKUX YCINOBUAX

(70% xnopHasa kucnota u 100 rpagycoB C) -
npoucxoauT pa3pbiB BceX N-rmmMKo3naHbIX
cBfi3en n obpaszoBaHMe cMeCcU NYPUHOBbLIX U
NMUPUMUOUHOBBLIX OCHOBaHUMN,
Ae30Kkcnpuodo3bl u hochopHON KUCTIOTDI.

DepMeHTHLIN rnaponus — pparMeHTbl PBYTCH
cdepmMeHTOM Ae30KCUPNOOHYKIIea3oum.

MpoaykTbl ruaponusa - HYKneoTmuabl.




dusuko-xnmmmnyeckue ceoucrtsea PHK.

HanomuHatroTt cBonctea AHK, ogHako Hanu4vue
ponornHutenbHbIX rpynn OH B pubo3se u
MeHbluee (B cpaBHeHUU ¢ 1HK) copgepxaHue
CTabMNM3npoBaHHbIX CNpParibHbIX

ydacTKoB genaet monekynbl PHK xumnyecku
oonee yazsumMmbiMu. lNpun gencTeBnm KUCroT Unu
Lerioyen OCHOBHbIe hparMeHTbl NOSIMMEpPHOMU
uenu P(O)-O-CH2 nerko rugponu3syroTcs,
rpynnupoBku A, Y, I n L oTwiennsaroTca nerye.
Ecnu HY)XXHO NONYy4YUTb MOHOMEpPHbIE
doparmMeHTbIl, COXpaHMUB NPU 3TOM XUMUNYECKHU
CBfi3aHHble reTepoLUMKrbl, UCMOMb3YIOT
AenunkKaTHoO gencreyrowmne epmMeHThbl,

HasbiBaemblie PUOOHYKIeasamu.




- Monekyna PHK un puboHykneotuabl

XOpOLWO pacTBOpUMbI B crnabom (0.15
M) pacTtBope NaCl

-IpakTnyeckun He pacTBopuma B
OpraHM4YecKux pacTBopuUTenax

- T-PHK B3aumogeunctByeT C
aMmuHokucnoramum n m-PHK

-Mm-PHK - B3anmopgeuncrByeT C
pnbocomamm

-loaBepraeTca rugponuay.




LLlenoyHoun rmgponus (PH >7). MpoAayKTbl:
HyKneoTuabl U octaTtkmn ¢pocchopHOM KUCHOThI,
HyKneo3unabl (NeHTo3a + a30TUCTOE OCHOBaHUe),
NeHTo3a + a3oTUCTOE OCHOBaHue

KucnotHbin xxectkmu rmgponus (aHanornvyHo HK)
KucnotHbin markum rmaponus (1H HCI, 100C)
NPOAYKTbI :NYPUHOBbIE OCHOBaHUA, MTUPUMNAUHOBLIE
HyKneo3sunadgocoarobl.

—
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Pennukauums




Pennukauus -n poueccC BocrnipounsenaeHus
NHK

XuBble opraHn3mbl B Te4yeHue S-cpasbl
KNeToOYHOro uuKrna, Kotopas npeaLwecreyeT
AEeJIeHU IO KNeTKW, yaBauBaloT coaepxaHue
OHK - kaxxpas govyepHsasa KneTtka nonyvaer

Habop XPOMOCOM, UAEHTUYHbLIN POANTESILCKON
KneTke.

XpomMocoma coaepXxXuT oaHy HenpepbIBHYO
AByxuenodeyHyro monekyny OHK. Mpwu
pennukaumMm Kaxaas uenb poaUTeNbCKOU
.quxu,enoqeLlHou OHK cnyxurt ManVILl,eVI ansi
CUHTEe3a HOBOU KOMMNJIEMEHTapPHOMU Uenu.
BHOBbL oOpa3oBaHHaA cnupanb UMeeT OOHY
UCXOAHYIO (pOANTENBLCKYH0) U OOHY BHOBb
CUHTE3UPOBaHHYO (A4O0YEpPHIOKO) LUenb. Takoun
MexaHu3m yasoeHus [IHK nonyuun HasBaHue

“NnonyKoHCepBaTUBHaA pennukauua”.



“PennmnkaTtuBHan Bunka”.

’
TonouzoMepaza 3

SSB/ 5

O NUAUPYIOLLAA HUTL

XenuKaza

OTCTAKWAEA HUTh

‘ ::T';aen‘; - 57\. OHK-nonuMepasa
HanpasneHwe TR ;

NBWKEHUS thparmeHT

PeNMKKAT UBHOM Okagzaku

BUNKW

AHK-npanmaza



TenomepHas [JHK.

Ha kaXxaom KoHLe XpOMOCOMbI HaxoAuUTCS
TenomepHasa AHK. OHa npegcraBrieHa
MHOro4YMCNeHHbIMU MOBTOpPaAMM
ONTUroHyKneoTnaoB-GGGTTA-. Hannuue
Teysiomep HeodxoaAMMO ASiA yCneLwHoro
3aBepLleHusa pennukauum , T. e ans
COXpaHeHUs reHeTU4eCcKkou nHpopmauuu.
B xoge kaXxaoro uuKna pennukauum 5’-
KOHUbI CUHTe3npoBaHHbIX HUTEen AHK
yKopauymBaloTcs. Takme notepu He
npencTaBnsAlOT ONacHOCTU AnNS
reHeTU4eCKou nHpopmaumm XpoMoCcom, TakK
KaKk ykopodyeHue JHK npet 3a cuer

~——Tenomep.



—TeAOMEePHbLIX NTOBTOPOB XPOMOCOM.

YKopoyeHue Teriomep B OONbLUMHCTBE
KIeTOK No Mepe MX CTapeHUs — BaXHbIV
cdakTop, onpeaenaloLLNN
NPOAOCIIKUTESNIbHOCTb XU3HM.

B aMObpunoHanbHbIX U APYyrux
ObICTpOAENALMNXCA KIeTKaxX noTepu
KOHLIOB XPOMOCOM HeaonyCTuMbl, NTOTOMY
yto YKopoueHue [IHK OyaeTt npoxoanTb
OYeHb ObICTPO. B KNneTkax ayKapuoToB -
depMeHT Tennomepasza, obecneymBaeTt
BOCCTaHOBJIEHWe HeJopenMUUpPoOBaHHbIX
5- KOHLOB. Oco6eHHOCTU 3Toro chepmeHTa
— MpUCyTCTBME B Ka4yecTBe
npocteTnyvyeckou rpynnbl PHK. ®dparmeHT
PHK B aKkTMBHOM LeHTpe Teriomepasbl
CITY>XUT MaTpuLeun npu CUHTe3e




B OonbLIMHCTBE COMAaTUYECKUX KINeTOK
TeyioMmepasa He aKTUBHA, TaK Kak
coMaTunyecKas KrneTtka umeeT OJINHY
TenomepHou [1HK, noctaTouHyro ansa
BPEMEHMU XXU3HU KIeTKN U ee
noromctBa. OgHako, HebonbLIYKO
aKTUBHOCTb TefioMepa3sbl
OOHapyXNBaKOT B KJIeTKaX C BbICOKOU
CKOPOCTbLIO OOHOBNEHUSA (MMM OoLUTDI,
KNEeTKN 3NUTenus, KNeTku annaepmmca
KOXXW, CTBOJIOBbI€ KIIETKM KOCTHOIO
Mo3ramT. A.)




KnetTouyHbIn UMKN

KnetouyHbIn UMK — 3TO
nepuopa cywecTtBoBaHUA
KJNIeTKU OT MOMEHTa ee
obpa3oBaHuA nyTem
AeneHust MaTepPUHCKOU
KJIeTKMN 0O COOCTBEHHOro
aerieHns unv rnoenm.



i
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dPa3bl KnetoyHoro uukna. lNocne pasbi M, B
Xo4e KOTOpOoU NpoucxoauT gerieHue sapa
(MUTO3) M UMTONNAa3Mbl , AOYEPHUE KNETKU
BCTYMNakT B MHTepdraly HOBOro Lukna.
WHTepdrasa HaunHaeTcs ¢ ¢pasbl G, 3AeCh
nponcxoasaT OMOCUHTETUYECKne npoueccu
daza S - nepuop cuHte3sa JHK: oHa
3aKaH4YMBaeTcH, koraa coaepxaHve AHK B agpe
yABOUTCSA U XPOMOCOMbI NOSTHOCTbLIO
pennuuupyrotca. B cbase G, npoucxoauT
AerieHne MUTOXOHOPUN Y yBeaneHMe
3|-|epremqecmx 3anacoB Knetku. ®asa
npoAaosKaeTcs A0 HaYyana MuTo3a, T.e. (ha3bl
Nf B dbaze M agepHas obono4yka paspyLiaeTcs,
dopmMUpyrOTCA ABa HOBbLIX A4pa, uMTonnasma

AernnuTca ¢ obpasoBaHneM ABYX AO0YEPHUX
KNeToK NMeoIIINX MO ONHOMY annv



NMpoaoMmKUTeNbHOCTb KIIeTOYHOIo LUKna
3aBUCUT OT TUNA KneTOK Bce dhasbl
KneTo4yHoro uukna G_,S,G_,M pa3nun4aroTcsd no
ONMUTeNnbHOCTMU, OCOéeHHO G , ANMMUTeNnbHOCTb
KOTOPON MOXET ObITb paBHa Hymo UNu ObITb
CTOJIb NPOAOIMKUTESNIbHOMWN, YTO MOXET
Ka3aTbCs, OyATO KNEeTKU NnpeKpaTunu gerieHme
( KNneTKn Haxop[ATCA B COCTOAHUU NOKoA (chasa
G,). Tak HeUPOHbI B3POCIIOro YerioBeKa Nno4Ty
He AeNnATCA , KNeTKU 3NUTenus KUeyHuKa
AENATCA Ha NPOTAXEeHUN BCEU XU3HU, HO
Aa)ke NoAroToBKa K AerieHUuro 3aHnmaert 24
yaca. KneTkm nerkmx, nodek, ne4yeHuv Bo
B3pPOCJSIOM OpraHu3mMme Ha4uMHaroT OefiuTbCA B
OTBEeT Ha NnoBpexaeHue opraHoB.



BHelwHMe curHanb! (MHTEepreNKUHbI, FOPMOHbI) MOTYT
CTUMYNMPOBATb UNTM UHTMOUPOBaTbL NPOXOXAEHUe KINeTKn
yepes uukn. Nepenaya curHanoB oT peuenTopa K Aapy

MHAOYLUMPYET TPAHCKPUNLUIO onpeaeriéHHbIX FreHOB.
YnpaBnsitoT KNeTOYHbIM LUKINOM b6enkn — unknmHbl. CuHTes

Ka)xgoro BuAaa LMKIMHA HaYMHaeTcAa npu noarotoBkKe K
COOTBeTCTBYIOLWeEN hase KNEeTOYHOro UuKna.

LIMKNNHBI — 6e/IKN, perynupytowme
neneHne KneTku

LinknuH E
YKU3HeHHbIW LMK KNeTKU perynupyerca tenkamm
UMKIMTMHaMK, KOHUEHT PpalunAa KOTOPbIX MEHAETCAH Ha
Pa3HbIX cbasax LUUKIa. ToanHa UBETHbIX CEKTOPOB
CoOTBeTCTYEeT KOHUEeHTpaunn UUKITMHOB.



Penapauus
| o




[Mpouecc , No3BONAKOLWUN XUBbIM OpraHuamam
BOCCTaHaBNBaTb NOBpPeXaeHus,
Bo3HuKawwme B [1HK, Ha3bIBaroT penapaunen

Bce MexaHn3MbI penapauum ocHoBaHbl Ha Tom, 4To B [1HK
eCTb ABe Konuu reHeTn4yeckou uHcgpopmauuun. Ecnu
HyKrneoTuagHasa nocnegoBateNibHOCTbL OA4HOU U3 ABYX Lieneu
OKa3blBaeTcsl NoBpeXaeHHOU, UH(popMaL MO MOXXHO
BOCCTAaHOBUTDb, TaK KaK BTopas (KoMmnrieMeHTapHas) uenb

COXpaHeHa.
NMpouecc penapauumn NpoucxoouT B HECKOJILKO 3TanoB:

Ha 1 aTane- BbiABNsAeTCA HapyLleHne KOMMNJIeMEeHTapHOCTH
uenen OAHK

Ha 2 aTane- HeKOMNNeMeHTapHbIN HYKINeoTua ycTpaHsaeTcs
Ha 3-4 -aTanax ugeTt BocctaHoBNeHue LefmocTHOCTHU Luenu no
NPUHUMNY KOMMEeMEeHTapHOCTM!.

Peako npoucxogaT noBpexaeHus, 3aTparusatowme ode
uenu [HK. lNoBpexaeHna B NONIOBbLIX KNeTKax He
penapupyroTcs, T.K. Ans penapauuu TpebyeTca
ANNJIONOHbIN HAOOP XPOMOCOM.



noBpeXaeHus

CNMOHTaHHbLIEe

WHOYLMPOBAHHbI
e

1. Owwnbdbkn
pennukauum

2. [denypuHunsauyms
1.00pas3oBaHne ogumepos

NMMPNMNOANHOBbIX

3. [Ae3aMUHuUpoBaHu .
OCHOBaHWU

e

2.[NoBpexaeHne ocHoOBaHUU
AHK xumnyecknmn mytareHamu.




CnoHTaHHbIe NoBpeXaeHus- NpoxoanT 6e3 yyacTtus
nospexaparowmx akTopos.

1. Ownbku pennukaumm ToyHocTb pennukauuun AHK
BenMKa, HO OAWH pa3 Ha 10°-10° HyKNeoTUAHbIX
OCTaTKOB NMPOUCXOOAT OLULMOKM cCriapuBaHuA.
OpHako IHK-nonumepa3sbl 6, € CNOCOOHDLI
Bbipe3aTb HYKINeoTuabl, €Cs&iu OHU He
E?_IMKHHGMEHTaprI HYKrneoTnay MaTpuM4yHOU Lenu

2. JenypuHusauma OHK TepsieT 3a cyTku okono 5000
NYPUHOBbLIX OCTaTKOB BCrieacTBue pa3pbiBa N-
rMUKO3NAHON CBA3N MeXAy NyPUHOM U
ae3okcnpuboson. B monekyne 1HK obpasyetca
y4yacCToOK, NIULLEHHbIU a30TUCTbIX OCHOBaHUU( AP-site-
anypuHOBbLIN CaUT). ATOT TUMN NOBPEXAEHUN
ycTtpaHaeT HK- nHceprasa.

3. llesammnHupoBaHue . Bce npoaykKThl
Ae3aMUHUpPOBaHUA (ypauun, rMNOKCaHTUH, KCAHTUH)

HexapakTepHbl ana coctaBa [1HK u noaTtomy nerko
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WHOoyuupoBaHHble noBpexaeHusa —Bo3HukaroT B JHK B
pe3ynbraTte BO34eNCTBUA MyTareHHbIX (pakTopoB
paanauMoOHHON N XMMUYECKON NPUPOADI.

1. O6bpa3zoBaHue AgumMepoB NUPUMUNANHOBbLIX
ocHoBaHuu- nog aenctemem YOO aBoMHaA CBA3b
Mexnay C u C aToMamu yrrnepoaa ( B TUMMUHE U
u,wrosm-le) MOXeT pa3opBaTtbcs. O6pa3syrorca
NMUPMMUONHOBLIE OUMeEpPLI. YaaneHue AMumepos
npoucxoauT noa aencrtemem pepmeHTa
cdoTonunasebl . B poTtonnase ectb y4acTokK, KOTOPbIN
cam nornowaet poToHbl. CBeT akTUBUpYyeT
cdoTonunasy, Kotopasi pacno3HaeT oumepsbI B
oony4yeHHoun OHK.

2. NoBpexpeHne ocHoBaHun AAHK xummnuyecknmun
MyTareHamu.

A30TUCTbIe OCHOBaHUA MOFyT NnoaBepraTbCs
pa3H006pa3Hb|M nospemp,el-m;lM -




Penapauuna Heobxoauma aonsg coxpaHeHUst HATUBHOM
CTPYKTYpPbl FeHETUYECKOro Matepuarsna Ha NnpoTAXeHUU
BCEW XXU3HN OpraHn3ma.

CHMXXeHue akTUBHOCTU (hepMeHTOB penapauuu
NPUBOAMUT K HAKOMJIEeHUIO NOBpeXaeHnuu (Mytaummn) B
AOHK.

[MpnynHON HacneACTBEeHHbIX OONe3Hen YenoBeKa MOXeT
ObITb HapyLleHUe 3TanoB penapauuu.

lurmeHTHaa kcepoaepma —y 60nbHbIX B CUCTEME
penapauumn CHUXeHa akTUBHOCTb (PepMEeHTOB,
OTBETCTBEHHbIX 3a yAaneHune HenpaBUIibHbIX
OCHOBaHMUN, “3aCTPOUKY Opewwn” n gpyrue pyHKLUMN.
HdedeKT nposiBNsieTcA B CBEPXUYYBCTBUTESNIbHOCTU K YP-
CBETY, YTO NPUBOAUT K NOABNEHUIO KPAaCHbIX NATEH Ha
KOXe, nepexoasiux B He3axmBaroLme KOpocCcTbl U
HepeaKo B pakK KOXW.

Tpuxotnogucrpodcunsa- cBA3aHa C NOBbILLEHHON
yyBcTBUTENbHOCTLI0 [1HK, BbI3BaHHOM CHMXXEHUEM
aKTUBHOCTU (pepMeHTa, y4acTBYHLLEro B yaareHuu
AnMepoB TUMUHA. CUMNTOMbI —NTOMKOCTb BOJ1OC
BCrneAcTBUE HEXBATKU cepbl B berikax BONOC U UX

NYKOBUL, YMCTBeHHaA U c(pm3nveckas oTcTanocThb,




[Mpexae 4emMm Ha4YHYT CUHTE3UPOBaTLCA Oesikuy,
nHpopmauuro 006 NX CTPOEHUN HeobXoaAMMO NONY4YUTb
ot AHK n goctaBuThb €€ K MecTy CMHTe3a OerkoB.




CuHTte3 PHK (TpaHckpunuus)

TpaHckpunuusa (OT nart. transcriptio —
nepenucbiBaHue) — rnpouecc cuHtesza PHK c
ncnonb3oBaHnem [1HK B kayecTBe maTpuubil,
NPONCXoaAALMN BO BCEX XUBbIX KrneTkax. pyrumum
crnoBaMu, 3TO NepeHoC reHeTn4yeckon nHcdopmauum
¢ AHK Ha PHK.

TpaHckpunuusa Katanusupyetcsa pepmeHTom [JHK-
3aBncumoun PHK-nonumepason. Npouecc cuHtesa
PHK npoTekaeT B HanpaBneHuUu ot 5'- K 3'- KOHLY, TO
ecTb no matpudHoun uenm OHK PHK-

nonnmMmepasa ABuXeTcd B HanpaBneHuu 3'->5

TpaHCKpUNUuMa COCTOUT U3 CTaaUN MHULMaUuu,
3rfIOHrauum v TepmuHaumn. EanHnuen
TPAHCKPUNLUUN ABNAETCA TPAHCKPUNTOH, oparMeHT
monekynbl JHK, cocToawmnmn ns npomotopa,
TPaHCKPUOMpPyemMoun 4yacTu U TepMuUHaTopa.



Paznuuuns mexay pennvkauven n

TpaHCKpunuuen.
PennMKauMﬂ TpaHCKpMnuMﬂ
BuocunTte3 A1HK BunocuHte3 PHK
TuMmuH, pesokcnpubosa Ypauun, pubo3a
Konupyetca Bca xpomocoma NMepenucbiBaHue nHhopmauum c

OoTAEJIbHbIX (bpaI'MeHTOB
XPOMOCOMbLI (TpaHCKpMﬂTOHOB

OOGpa3yeTcs HoBast aovyepHAaa konua OO6pa3syrorca T-PHK, m-PHK, p-PHK
OHK

AByXxuenoyeyHble MOneKyns OpHoueno4yeyHble monekynbl PHK
ao4vyepHux OQHK, naeHTUYHbIX
MaTepPUHCKOMN



CuHTe3 benka




CuHTes bernka (TpaHcnauus) - npoucxoanTt Ha punbocomax.

OCHOBHbIEe KOMMNOHEHTbI 0enokK-
CUHTEe3unpyLwen CUCTeMbl:

1.AMUHOKUCHOTbI (20 LWT).

2. MatpunyHaa PHK (MPHK) - coaepxuT
MH(OpMaLUIO O CTPYKTYpPE CUHTE3UPyemMoro
Oenka n ncnonb3yeTcAa B KayecTBe MaTpuubl.

3. TpaHcnopTHasa PHK (TPHK). ObecneunBaeT
BKNIOYeHMe aMUHOKUCHOT B 6enokK. Y yenoBeka
- 50 BugoB TPHK. B npouecce cuHTe3a bernka
Ha pnbocome cBA3biBauHME aHTUKOAOHOB T
PHK ¢ kogoHamun m PHK npoucxoaut no
NPUHUMNY KOMMNJIEMEHTApPHOCTMU.

4. DepmeHTbl (amMnHoauun —-TPHK-cuHTa3bl,

—amMmuHoauun -TPHK =nura3ssl).



5. Pubocomoil.

6. benkoBble hakTOpbLI.

7. ACTOYHUKK 3Heprumn - ATOD-
ageHo3nHTpudocdopHasa kucnorta, ulr'Td -
ryaHosmHtpudgoccgopHasa Kucnora




[ MaBHbIe 3Tan.bI npouecca TpaHCcnAaAumun

1. NMpuncoeguHeHne vPHK Kk pnbocome.

2. AKTUBaLUMSA aMUHOKUCTIOTbI U eé
npucoeanHeHue K TPHK.

3. UHvumaums - Havano cuHTte3a MU
(nonunenTugHoOM LUenmn).

4. InoHrauus — yarimMHeHue uenu.
5. lepMmUHaLMa — OKOHYaHMe CUHTe3a uenu.

6. lanbHenwee ncnonb3oBaHne MPHK nnu
ee paspyLueHue.




VIHULaAUUNA-HAYYaJ10 CUHTE3a O€eJ1Kad

Ana nHmumaumn Heo6xoanmbl — MPHK, I'T® (ryaHo3unHTpudochopHas
KUcnora), Manasa v bonblias cyobeaAnHULbl pubocombl, GerikoBble
¢dakTopbl uHMUMaunm (M®-1, UO-2, UD-3), metnoHnH n TPHK ansa
MeTUOoHMHA. B Havyane chopMupyroTca ABa TPOUHbIX KOMMeKkca. TponHble
KOMMJIeKCbl 00beaANHAIOTCA C 60NbLIOU eaAnHNLIEN PUOOCOMbI, UCTOYHUK
aHepruu - F'TO. NMocne c60pkn KoMmnsiekca MHULUUpYyrowaa metTmoHnn-TPHK
cBA3biBaeTcs ¢ nepBbiM KogoHoMm AYI matpuyHoun PHK v pacnonaraetca B
nenTMauNbHOM LeHTpe (ueHTp - 1) bonbwon cyobeanHULbIl. A- LLeHTP
(aMmMHOAUMNBbHBLIN LEHTP) OCTaéTcA cBOOOAHLIM, OH OyAeT 3aAencTBOBaH
Ha ctaaum anoHrauum . NMocne npucoeauHeHUs 6onbLWON CYyObLEeAUHNLbI
Ha' marpuarnas Pk 077 rTe

OaxTOPR “MHMUMaAaLMees MaD-3 MerTrmsornmmn-TPHK
Manass cyOwenmrnua pmSocomes CaxKTOP MHMuManimsme M2

l 4+ PaxKTOoOP MiHammuMmagyme M- l

(’)();){]:;()[)i!lll~1(’.‘ M O0DLODe A AMMHEeEHME TPOMHBIX KOoOMINNnexCcCo e

Bonsusass

CyOneamMmHMmuLa pmSocomnMmes
K_» O + @

MD-1T, D2 MTD-3

ALY T MavTpsruariass PHK
Y A

@O ™



ANOHrauus- yarimuHeHve uenm.

[1ns 3Ton ctagum Heobxoaumsbl Bce 20
amuHokucnort, TPHK, benkoBble
cbakTopbl anoHrauum, I TO. YonnHeHue
Llenu npoucxoauT Co CKOPOCTbIO
npuMmepHoO 20 aMMHOKUCIIOT B CEKYyHAY.
ANOoHrauus — npouecc LMKIN4YeCcKuu.
Kaxabiv uMKn BKNo4vaeT B cebs Tpu
wara:




L. 1ipyucoecamnenve avimnoauwvii- TriaN K KOAORY MR,
aMMHOKMCNOTa NpPU 3TOM BCTpanBaeTcA B A-LleHTp pMOOCOMbI.
UcTOUYHUK aHeprum - TP .

2.PepMeHT nenTuguTrpaHcgepasa —-NnepeHOCUT METUOHMH C
meTnoHun-TPHK (B lN-ueHTpe) Ha BTOpYto ammnHoauun -TPHK (B A-
LeHTpe) c obpasoBaHMeM nNenTUOHON CBA3N MeXay MeTUOHUHOM U
BTOPON aMUHOKUCNOTOU. UCTOUYHME 3HEeprun —Makpoapruyeckas
CBsI3b MeXay amuHokucnortoun u T-PHK.

3. ®epMmeHT TpaHcrokas3a nepemewaetr MPHK oTHoCcutensHo
puboCcoMbI TaKUM 0Opa3oMm, YTO NepBbIN KOAOH OKa3biBaeTCH BHe
pubocombl. UICTOYHUK aHeprumn 'TPD. UHnummpyrowasa nepas T-
PHK BbixoguT u3 pnéocombl. LIMKN arioHraumm noBTOpsieTcA
CTOJILKO pa3, CKONIbKO aMUHOKUCIIOT Heobxoaumo Bknouutb MNMNL
(nonunenTnAaHyo Uenb).

AY r 22 2 3 3 3~




TepMuHaumMa —oKoOH4YaHUe CUHTe3a.
CuHTe3 Oenka npopomkaeTcs A0 Tex nop, nokKa
pundocoma He pocTurHet Ha MPHK ocoObix
TepMuHupyrowmx cton-kogoHos YAA,YAT.

UCTOYHUK 3Hepruu gnsa 3aBepLlieHus
TpaHcnauum -I TO(ryaHo3nHTpudocdcopHas
KUCIoTa).

NocneaMmum

CMLICNOBOM KOOOH
/ Cron-+0Q0Hb!
(YAT, YTA, YAA)

Bonxoagwo
axmopis
MePMUNBLUU

benkoeawre
Pakmopi
mepMuMayuu

"

CyMTEIMPOBAMHAA
NONMNeNTHUAHARA Lenk

N N N Stop

Orpenenne
> CYOREAMHAL

prbBocoOMLI
Opyr OoT Apyra

Matpuynan PHK

Nocnenusn
T-PHK




MMonupudocomobl .

[MoCKONbKY NPOoAOMKNTENbHOCTb XXU3HU MaTPUYHOMU
PHK He Benuka, nepen KneTkom CTOUT 3agava
UCNONb30BaTb €€ MakcumanbHO 3dhdekTnBHO. AAnsA
3TOro0 B KJIETKe MOXET pacnonaratbCs HeCKOJIbKO
pubocom, BCcTarowmnx gpyr 3a gpyrom. Takme
oOpa3oBaHUA Ha3bIBaKOTCH — NONTMPUOOCOMBI
(nonucombl).




[Mocne TOro Kak nenTuaHas uenb oTxXoauT OT
pndoCoOMbI, OHa AO0J1KHA NMPUHATb CBOLO
ononornyeckyro chopmy -3TO Ha3bIBaeTCH
nocTTpaHcnsaumoHaa mogudunkauma 6enkos




npuMepbl NOCTTPAHCNALNOHOWU
moandpunkauma 6ernkoB:

MpncoeanHeHne XMMNYeCKOM rpynnUpPOBKMU K
AMWHOKUCJIIOTHbLIM OCTaTKamMm 6efikoBOW Lienu:

doccopHON KUCTOTbI =K CEePUHY, TPEOHUHY, TUPO3UHY
ncnonb3yeTcs NpPU perynauum akTUBHOCTU pepMeHTOB
Unun and cBA3biBaHUSA MOHOB KanbLUA.

KapOOKCUIbLHOW rpynnbl — KApOoKkcunmpoBaHue
rmyTamara, YTo No3BONAET CBA3bIBAaTb MOHbI KanbLus
Nnpu CBEPTbLIBAaHUMN KPOBM.

MeTUJIbHOM rpynnbl — Aansd pyrynaumm akKtTMBHOCTHU
reHoma.

rMAOPOKCUIbLHOMN rpynnbi — ANs CO3peBaHNUsA MOSeKyn
KonnareHa npu y4actum ButammHa C.

noaa — B TMpeornoodynuHe, onst oopasoBaHus
npeawecTBeHHNKOB rOPMOHOB LWMTOBULOHOMU Xere3bl.

BKIMro4eHune npOCTETM‘IeCKOVI rpynnbi: yrneBoAHbIX
OCTaTKOB, reMMa, BUTaAMUHHbIX KO(bepMeHTOB nT.A.

O6bLeanHeHMe NPOTOMEpPOB B €AUHbIN OFTIUTOMEPHbIN
OGenok:



®PonauHr oenkoB - npouecc yknagku MNL B
NpPaBUSIbHYI TPEXMEPHYIO MPOCTPAHCTBEHHYO
CTPYKTYpPY C NOMOLUbL OeNnKOoB —LLUanepoHOB.
LLlanepoHbl — Knacc 6enkoB, rnaBHast PyHKLUA
KOTOPbIX COCTOUT B BOCCTAaHOBMEHUM NpaBUNTbHOM
HaTUBHOU TPETUYHOMN UJTU YEeTBEPTUYHOMN CTPYKTYPbI
OenkoB, a Takxke obpa3oBaHne 6eNKoBbLIX KOMMJIEKCOB.
LLlanepoHbl eCTb BO BCEX XXUBbIX OpraHu3max,
MeXaHU3M UX AeUCTBUSA- HEKOBaNeHTHoe
npucoeanHeHue K 6enkam 1 nx «pacnneteHme» ¢
ncnonb3oBaHuem aHeprum AT .




LLlanepoHbI, 3aWwimLiaroime 6ernkm ot
AeHaTYypPUpPYHLLMX BO3AEUCTBUMN,
OTHOCHAT K Oerikam TensioBoOro LwokKa
(BTLL).

Mpun aencTtBuU cTpeccoBbIX (paKTOpPOB B
Knetke ycunuBaetcs cuHTte3 bTLU - oHuM
NpPenAaTCTBYKOT AeHaTypauuu u
BOCCTaHaBNIMBAlOT HATUBHYIO
KOH(popMaLuio 0ernkos.




Perynaumsa ckopoctun cuHTe3a 6enka Ha ypoBHe
TDaHCNALUMU:

CKOpPOCTb CMHTE3a CNOXHbIX
OenkoB 3aBUCUT OT KONMM4YecTBa
NnpocTeTUYeCKMUX rpynn (CMHTe3

rmoonHa 3aBUCUT OT KONTn4yecTBa
rema).

TOKCUHbI 6aKkTepuu, BUPYyCOB,
A00BUTbLIX IPUOOB, AU(PTEPUUHBLIN
9HTEPOTOKCUH - NOOaBNAAIOT
oOpa3oBaHue OernkoB n

HYKINeNHOBbIX KUCIIOT,

BALEISIF" 1414\ 70 A A\QII'I'I\V\LI




AHTUOMOTUKU N aHTUDOaAKTepuanbHbIe Npenaparhbl

cneundUYHO MHIrIMONPYIOT pa3Hbie cTagumn 6enKoBoro
CAHTARA"

AKTUHOMULMHbI — AEUCTBYIOT Ha YPOBHE

TPpaHCKpUNLUUU, CBA3bIBasACb C KoAUpYHOLLEen
uenb AHK.

TeTpauUKrHbI — HAPYLLAKOT CBA3bIBaHUEe
aMmuHokucnot u ammHoauun -T1-PHK B A-
LLleHTpe pubocombli

APUTPOMULIUH- UHTUOUPYET aKTUBHOCTDb
TpaHCNoKa3 B pubocomax.

[TypOMULMH- NHTIMOUPYET TEPMUHALUIO
0eNnnkoBOro CMHTe3a.

CTpenToOMULMH — UHTMOUPYET UHULMaALNIO
CUHTE3a benka.




[eHeTUYeCKUU Koa




Ona Kaxxporo Buaa XMBOro opraHM3mMa xapakrtepeH
CBOU 0CcOObLIN HAbop 6enkoB. OnpeaeneHHble
coYeTaHUsAA HYKNeoTUAOB U NOCsieA0BaTeNbHOCTDb
nx pacnonoxeHus B monekyne [IHK , aBnatoTcs
KOAOM, HecyLinm MHopmMauunio 0 CTPYKType bernka

HacneacTtBeHHasa uHhopMauusa — 3ToO UHpopmMauua
O NepPBUYHOUN CTPYKTYpe MOrieKynbl 6erka, Bce
CBOUCTBA XXMBbIX OPraHU3MoB OOYCIIOBNEeHbI UX
oenkamm.

OcHOBHOE NoroXXeHne MorieKynsipHon ononormu
yTBepXaaeT, UTO NepeHOC reHeTU4YeCKou
nHdopmMmauum moxet npoucxoautb oT [1HK yepes u-
PHK k 6erky, To eCTb no cxeme:

OHK — n-PHK — 6enok.




[eHeTU4Yecknu (bnonornyeckKkumn) Kog — 3To
cnocob KogupoBaHusa UH(popMaLUn O CTPOEHUN
OenkoB B BUAe HYKNeoTuaHou
nocnepoBatenibHocTU. OH NpegHa3HavYeH Ans
nepeBofa YeTbIpex3Ha4YHOro fAsblKa
Hykneotungos (A,IY,l) B ABaguaTU3HaAYHbIN
A3bIK aAMUHOKUCIIOT.

Second Letter

TGT :
TGC} Cys

TGA Stop
TGG Trp

TAT
TAC}TV'

TAA  Stop
TAG Stop

|

CGT
CGC
caa (A9
CGG

»
CAT
CAc | His

(C;ﬁé} Gin

|
AGT di
AGC ) Ser

AGA
AGG} Arg g

GGT T
GGC
GGA}G'V
GGG

First Letter
07 puyL

Anc | Asn
Aag | Lye

GAC) AsP

gﬁg} Glu




CBonCcTBa reHeTUYeCKOro Koaa.

1. TpUNJIeTHOCTL — TPU HyKneoTnaa (popMuUpPyHOT KOAOH,
KOOUPYOLWNM aMUHOKUCNOTY. Bcero HacuutbiBaroT 61
CMbICJIOBOM KOO OH.

2. Cneundm4HOCTL — KaXKOOMY KOAOHY COOTBETCTBYET
TONbKO OAHA aMUHOKUCIIOTA.

3. BbipoxaeHHOCTHL — O4HOW aMUHOKNCIIOTE MOXeT
COOTBETCTBOBaTb HECKONMbKO KOOOHOB.

4. YHMBepcanbHOCThL — Ko OAMHAKOB ANs1 BCeX BUAOB
OopraHnM3mMoB Ha 3emre.

5. HenepekpbiBaemocTb — TPUNNETbl HE HAKNAAbIBAalOTCS
APYr Ha Apyra, pacnonarasicb psaom.

6. OTCYTCTBVIe 3HaAKOB npernuHaHuna — Mmexay Tpunnetamum
HeT AONOJIHUTEeJ1bHbIX HYKINeoTUAo0B.

7. OgHOHanNpaeneHHoCTL — MPU CMHTe3e 6enka cunTbiBaHue
KOOAOHOB MAET nocriegoBaTeNibHO, 6€3 NPONyCKOB U
BO3BpaTOB.




MHrMbutopbl MaTpmnyHoro
OnocuHTe3Aa.




CywecTtByeT Oonbluaa rpynna
BewecTB, MHrIMOUpyrowmnx cuHtes [HK,
PHK nnu 6enkoB. HekoTopblie U3 HUX
HaLUsIM NpUMeHeHne B MeanuuHe ans
re4vyeHust UHPEeKUMNOHHbIX U
OHKONOrn4yeckux saboneBaHuu, a
Apyrue Ana YyenoBeka oKkasariucb
TOKCUHamMu. [lencteme MHrMoOUTopoB
OCHOBaHO Ha moaunduKkauum maTpuu,
OHK, PHK, pubocom nnu Ha
MHaKTUBauuu bepMeHTOB.
LleHTpanbHOe MeCcTO 34eChb

NMAUUHANAAWUT aldTUAIUOTIAV AR




K nHruburopam matpmyHoro omocuHrtesa
OTHOCHT:

1.MlHrMOUTOPLI pennmKaLnum —
NPOTUBOONYXOrieBble Npenaparhbl.

2. AHrMGMTOpPBLI TPAHCKPUNLIUU U
TpaHCcnAUMnM — aHTUOGaKTepunanbHbIle
npenaparbl.

3. BUpycbl U TOKCUHbI-MHTMONTOPbI
MaTPUYHbIX CUHTE30B B

_ 3yKapuOTUYECKUX KNeTKax.

4. NHTepdepOoHbI.



1. UHrMbuTtopsbl pennukauum — npoTuBoonyxoneBble
noenanaThl.

[lpenapaTtbl AayHOMULUH U OOKCOPYOULIUH,
B3aumogeuncteyroT ¢ [IHK Takum obpasom, uto
LUKNn4YecKas CTPyYKTypa aHTMOMOTMKa BCTpauBaeTcH
(“HTepKanupyeT”’) Mexxgy napamum G-C.

AHTUONOTUK AaKTUHOMULUH D — ONTOKUpPYET CUHTE3
OHK n PHK y npo- n aykapuoTtoB. TokcuyeH, noatomy
MCNOJSIb3YEeTCA TONIbKO B HaYy4HbIX Lensx.

B HacToslILLlee BpeMs co34aloTCA npenaparsbl,
KoTopble ob6ecne4ynBaroT 4OCTaBKy MHTMOUTOpa
TONbKO B ONyXOJieBble KNeTKN. 3TO AO0CTUraeTcs
cBfA3blBaHUEM LLMTOCTaTUYECKNX aHTUOMOTUKOB C
6enkamu, peLenTopbl K KOTOPbIM HaXoasATCA HA
onyxoreBbIX KNeTKax.




2. MIHrMbuTopbl TPAHCKPUNLMKM U TPAHCAALUN —
aHTuMbakTepuanbHble npenaparbl.

AHTUOMOTUK puchamMnuumH MHrMbupyet 6aktepuanbHyro [HK-
3aBucumyro PHK-nonnmepa3sy , npumeHseTcsa Ana nevyeHus
TyOepKyne3sa.

CTpenToOMMUMH - UHTMONPYET MHMLUMALUIO CUHTEe3a benkay

NPOKapUOTOB U BbI3bIBaeT OLUMOKM B NPOYTEHUU MHhopMaLmn
maTpuiHou PHK.

TeTpaLI,VIKHVIH — HapyuwaeT 3JIOHraumio nonMnenTUaHOM Uenu.

JleBOMMUETUH — UHTMOUPYET CUHTE3 OerKa 3a CYeT
npucoeanHeHus K 50S cyoeanHuue pubocombl, nogaBnAsa
nenTuannTpaHcdepasHyro aKTUBHOCTb.

MeHnUMNNuHLbI N LedanocnopuHbI — UHFTMOUPYIOT CUHTES3
KINEeTOYHbIX CTEHOK Y rpaMM —oTpuulaTenbHbIX OakTepun.

lNMpenapaTtbl aHTMOaKTepManbLHOMU rpynnbl OTIINYAKOTCS BbICOKON
N30npaTenbHOCTbLIO U MAaNIOTOKCUYHbI AJ1A YenoBeKka. 9To
o6bsicHAeTcA pasnuunamu B cTpyktype PHK - nonnmepas, PHK
n 6enKkoB puboCoM y NPOKapMUoOTOB U 3YKapUOTOB.




3. BI/IpbeI N TOKCUHDbI — I/IHFI/IGVITOpr MaTpPUYHbLIX CUHTE30B B
AYKAPUOTUYHECKUX KrieTKax.

Bupychbil.

FeHeTUYecKuUU maTepuan BUpycoB npeactasneH monekynou AHK
wnu PHK, oH cogepxut nHcpopmauumio o cneumnmnyeckux dernkax u
cdepmeHTax, HeobxoauMbIX ANA penpoaykuumn Bupyca (Bupyc
ocnbl, NTOIMOMUENNTA, rpuUnna, renaturta). B nnpuunpoBaHHbIX
KIeTKax Xo3siMHa npeKpalwaeTcs CUHTEe3 HYKINeMHOBbIX KUCTOT U
GenkoB. PenpoayKkuna BUPYCHbIX YacTUl UAET BNOTbL A0 rubenu
3apaKEeHHOM KIeTKMU.




TOKCUHDI.

NMpuynHon rmbenu nogeun npu oTpaBreHnn 6negHoON NOraHKoun
Amanita phalloides ABNseTCA TOKCUH — anb@a-amaHUTUH, Bbi3biBas
HeoOpaTumyro AUCYHKLUIO Ne4YeHU U novyeK. TOKCUH MHrnbupyeT
aykapuotnyeckue PHK-nonumepasbl. Hanbonbluyro
YyBCTBUTEJILHOCTL K Aay ooHapyxusaet PHK-nonumepasa,
Katanusunpyrowasa cuHte3s mPHK.

Benok pyuuuH, BblAeNeHHbIN U3 KNneweBUHbl 0ObIKHOBEHHOM
MHIMOunpyeT CUHTE3 6enka y aykapmnotoB. PULnH — 6enkoBbIU
KOMMNOHEHT KacTopoBoro macrna. flnuteribHoe npuMeHeHue -

MOXXeT BbI3BaTb HapyLleHne paboTbl KULLEeYHUKa 1 rmbenb
OOnbHOro




4. NHTeppepoOHbI.

UHTepcdepoHbl —HebornbLune 6erKu (rMUKONpoTeunHbl),
cogepxaTt 160 aMMHOKUCIIOTHbLIX OCTAaTKOB.
CeKkpeTnpyroTcs KrneTtkamMum no3BOHOYHbIX B OTBET Ha
3apaxeHue BuUpycamu, NnpenaTCcTBYIOT
pacnpocTtpaHeHuo BuUpycHou nHdekummn. OgHa
MOJeKyna nHtepdgepoHa cnocobHa 3alWmnTUTb OOHY
KneTky. UHTepgepoHbl CTUMYNIUPYIOT CUHTES3
cdepmeHTOB, CNOCOOHLIX pa3pywats MPHK Bupycos



MexaHun3mMmbl reHeTuU4YeCKou
N3IMEH4YUNBOCTM.




Buonornyeckas 3BonwOLUUA U eCTeCTBEHHbIU
OTOOpP BO3MOXHbI TOJNIbKO MPU HaNIM4nm
reHeTu4eckom naMmeH4YMBocTU. [eHOM
NMOCTOAHHO NpeTepneBaeT U3MEHEeHUS.

N3MeHeHnAa B nocnenoBaTesibHOCTHU
NYPUHOBbIX UM NTUPUMNANHOBBLIX OCHOBaHUN
B reHe, He uUcnpasrieHHble dpepMeHTaMIn
penapauuu, nonyumMnu HassaHue “mytauun’”.

MyTauum B NONOBbLIX KNeTKax, nepeaarTcs no
HacneacTBY U MOTYT NPOSIBAATLCA B cheHOTUNE
NOTOMCTBA KaK HacneacTBeHHast O0one3Hb.

[eHOM 3yKapuoTOB noaBepraeTcs
n3aMmeHeHUAM v npu 3apaxeHun OHK- nnu PHK-
coaepXxawmmm BUpycamu, KOTopble BHeAPAIOT
cBou reHeTn4veckumn matepuan B [1HK kneTtok
XO3fAAUHa.




—W3meHeHUnA B reHoOMe MOTyT ObiTb pa3HoOObpa3HbIi U

3aTparmBaTb pa3fiMyHble NO NPOTAXXEHHOCTU YYaCTKMU
OHK ot XxpoMmocoM v reHOB A0 OTAEeNIbHbIX

HYKINneoTnaos.
reHOMHbIle U3meHeHUe uncna bonesHb [layHa
XPOMOCOM (nosiBNeHue nuwiHen
XpOMOCOMBI Y 21 napbl)
XPOMOCOMHbI€e OOGwee uncno MbiweyHas auctpodums
XPOMOCOM He AdoweHa.
MeHsIeTCH.
HaGnroparorca
nepecTpomnku
XpOMOCOM, BUAUMBIE
npwu
MUKPOCKOMNYECKOM
uccrnengoBaHuUun
reHHble NU3meHeHuA CepnoBugHo-
3aTparuBaroT OauH KJIeTOYHasa aHeMus,
KOOOH NV HebomnbLWOW Bbi3BaHHAA 3aMeHOM
OTPEe30K reHa u He OOHOro HyKneortugaB

OOHapyXxuBarTcs OeTa-uenu rnobuHa.



[Tonnmopdpunsm 6enkos.
Pa3HooOpa3une aHTuTen.




B npouecce pa3Butus
MHOIOKJ1IeTOYHOIro OpraHn3ma,
0CO00eHHO Ha cTaguax
anddepeHUNPOBKU KINETOK, 0eNKOBbLIU
COCTaB 3HAYNTESNIbHO N3MEHSeTCH.
Ecnu nameHeHus HOCAT He NneTarnbHbIU
XapakTtep, a npucnocoounTenbHbIN,TO
HOBbIN DesfloOK MOXeT nepenaTtbCH MNo
HacneAacTBY U OCTaTbCA B nonynauun. B
pe3yrnibTate BO3HUKAOT HOBbIE Oeriku C
NOXOXUMU PYHKUMAMU. Takoe siBreHUue

Ha3blBaeTCA I10]1VIMOpCbI/I3M

oenkoB




[Tonumopdunam 6enkoB —

3TO CyLlecTBOBaHME OO4HOro U TOro Xxe
Oerka B HECKOJNIbKNX MOMEKYIAPHbIX
cdoopmax, oTnnyaroLMXCc No NepBUYHON
CTPYKTYpPE, PU3UKO-XUMNYECKUM
CBONCTBaAM U NPOABMEHUAM
Ononornyeckom akTUBHOCTM.
[MpnuynHamu nonnmopdcdpmnima 6enkosB
ABIAIOTCA peKOMOUHaUMU U MyTaunmn
reHoB.




N300enKMW - cemeiictea 6enKOB, BbIMONHSIFOLLMNX

ONMnN3Kyro PYHKUUNIO, HO PA3NINYHbI MO CTPOEHUIO .
NMpnmep Taknx 6enkos - n3ohopmbl reMmorrnodmnHa
yenoBeka: HbA, HbA , HbF . Femorno6uHbI BbINONMHAIOT
OAMHAKOBYH (PYHKLMIO - NpucoeauHstot O, u
nepeHoOCAT ero B TKaHU. Kpome HoOpMaribHOro
remornoouHa HbA, nasectHo 6onee 50 NaTororM4eCcKnx
cdopm , KOTOpbIE BbI3bIBAKOT reMOrnoonHonaTum
(cepnoBupgHO-KneTo4yHaa aHemus S, Tanaccemus C).

royrnrmna rema | TINoSumH - Sernok



Benku, BbINONHAKOLWME OANHAKOBbIE
oyHKLUMM B OpraHu3mMmax pasHbIX
ouonornyecKkmx BUOOB, HOCAT Ha3BaHue

"romMoJiIorm4yHblie 6enkun".

Hanpumep, uutoxpom C — 6enok
MUTOXOHAPUUN, y4aCTBYET B OMONOrmM4ecKom
OKUCNEeHUU, NPUCYyTCTBYET Y MHOMMX BUAOB
XUBOTHbIX




[‘pynnbl KpoBKU

BaXHbIn npumep nonnmopdusma 6enkKkos,
CBfi3aHHbIN C NPOONIeMoun neperimBaHNA KPOBMU,
- cyliecTBOBaHue B nonynauuuv nogen 3
BapuaHTOB reHa oepmeHTa
rmuko3mnTpaHcdepassbl (A, B u 0). 3toT
depmeHT onpeaenseT aHTUreHHblIe CBONCTBA

3PUTPOLUTOB.

I pynnesl Kpoeswm: cmctTema ABO

é‘(TBelbﬂ) - 7A-B(—‘48TBBDT69

MNoynna xkpoan 0 (nepsasn) . A'(n*ropaa;
MrewoTvn 00 AA u AO BB »n BO AB

a A 8

AHTHMIren

AHTuTena aHTn-A

8 KpOoBM anTn-B
PacnpocrTpaHeHHoCcTs
B8 UlenTpansHon
Espone

409%




MHorune cpepmMeHTbl UMerT HEeCKOJILKO
N3o0popM U HOCAT Ha3BaHMEe U30(PEepPMEHTOB.
N3ohepMeHTbI— 3TO pa3fnuyHbie No
aMWUHOKUCIIOTHOMY COCTaBy M30(POpPMbl OOHOrO
MU TOro Xe (pepMeHTa, cylecTByOLnE B
OOHOM OpraHu3me, HO, B pa3HbIX
ero KneTtkax, TKaHsIX UNu opraHax.

BbINONHAKOT OOQHY U TY Xe KaTalIMTU4YeCKYyHo

dyHKUMUIO.




- MUOKappga).

®epmeHT neyeHn FEKCOKMHA34d, nmeer
YyeTblipe usormna.

[TaHKpeaTnyeckaa ammnasa
OTNIN4YaeTcs No CTPOEHUK U CBOUCTBaM OT
amMuria3sbl CIIIOHHbIX Xeneé3, KNWWeYHUKa U
APYrnx opraHoB. 3TO MNOCNYXXNUJI0 OCHOBOW OIS
AWarHOCTUKM OCTPOro naHKpeaTuta NnyTem
onpeaerieHus He obLwen amunasbl NNa3Mbl
KPOBW, @ UMEHHO NaHKpeaTtu4yeckou
n3oamMmunasbl.

KpeaTnHdhocdoKknHasa — nsortun
aToro chepmMeHTa, aKCNpeccupyemMbin B cepaue,
oTnunyaeTcs No cocTaBy OT
KpeaTUHMPOCHOKMHA3bI CKESNIeTHbIX MbILL. ITO
nossonseT audpdepeHUUpoBaTb NOBPEXKAEHUA
MUoKappga (Hanpumep, npu nHdapkre




Ooowumn nnaHoM CTPOEeHUA UMeroT

MMMYHOTOOYrIMHbLI, UFNTU aHTUTENa, -
cneuuduyeckme 6enku, BbipadbartbiBaemblie B-
numcountTammu

B OTBET Ha nonagaHvne B OpraHusm
YyyXXepoaHbIX CTPYKTYP, Ha3bliBaeMbIX
aHTUreHamu. B opraHuame 4yenoBeka
BbipabaTbiBaeTcA OKosio 10’ KNoHoB
B-numdounToB, KaXKabin U3 KOTOPbIX
cneuvanM3npoBaH Ha BbIpaboOTKe 04HOro u3

1N7 pARAD UMMMV /LAFAARVAUULAD
IT=1>




[Tonumopdnam pas3nmnyHbIX
OernkoB HACTONMbKO BeJlUK,

4YTO MOXHO roBOPUTHL O
onoxmmMmumnuyeckon

MHOMBUAYANIbHOCTU W

VHUKaINIbHOCTU Kaxgoro
yenoBeka !




Ucnonb3oBaHue [IHK-TexHonorum B
MeauLuHe.

[TonnmepasHan uenHasa peakuus.

MeTon noniumepasHoOM LLenHON peakuumn
(MUP), npeanoxeH B 1983 r. Kappu
Mynnucom (HobeneBckasa npemusa, 1993
r.).






[MonnmepasHas uenHasa peakums [[LP (PCR)] no3BofiseT MHOroKpaTHO BOCNPON3BOAUTb
(amnnudmnumpoBaTtb)BbLIOpaHHbI parmeHT [HK. [1ns 3TOro Hy>kHO UMETb B CBOEM
pacnops>KeHnn aBa ONUroHyKrneoTuaa (npanmepa), Kaxablin 3 KoTopblx byaeT
rmépmnamsoBaTbCs C 0QHOM U3 LieNen Ha NPOTUBOMOMOXHbIX KOHLAX

noanexawero amnnundounkaummn dparmenta AHK, goctatoyHoe
KONnnMyecTBoAe30KCUpruboHykneosunatTpudoccgaToB 1 cneunanbHyto
TepmocTabuneHyto AIHK-nonumepasy. Npanmep cuHTE3MpyLOT, anonnmMepasy nosyyator
N3 TepMOCTabunbHbIX DakTepuin.

Ha nepsown ctaguu asyHutesyto [1IHK HarpeatoT 1o 90°C ans pasgeneHna Luenen u
nony4deHnsa ogHoHntesoun [HK (a). 3atem cmech oxnaxgatoT, YToObl

npousoLwina rmbpmnansauna c npanmepamm (0). KomnnemeHtapHble

uenu JHKcnHTe3npytoTca B 000mnx HanpaBneHnax, HaunHasi oT Npanmepos (B). OTOT
LMKITMYECKUI Npouecc (UMK 1) NOBTOPSOT C TOM XKe caMOon peakLMOHHOMN CMEChIO (LMK 2,
3 U T.4.) 20-30-KpaTHO. [1ByHMTEBbLIE oparmeHTbl [IHK, paBHbIe No AfiMHe pacCToSAHUIO
MeXay ABYMS nNpanMepamu, HaunHalT HakannmeaTbCAa Nocne TPeTbero umkna. Mx
KOSIMYECTBO yaBanBaETCS NOCIIE KaXXAoro UMKia go Tex nop, noka rnoyTtm Bce
CUHTE3MpPOBAHHbLIE hparMeHTbl He ByayT COOTBETCTBOBATL NEpPBOHAYaribHOMY oparMeHTy,
orpaHM4yeHHOMY npanmMmepamu. Linknbl HarpeBaHua 1 oxnaxgeHus NpoBoaATCS B
TepmocTaTe-amnnudunkaTope ¢ NporpaMmMmpyembiM TemMnepaTypHbIM PEXUMOM.






CVMHTESIS BENNKA —




