«MOJEKVJIAPHBIE OCHOBDI
HACJIEACTBEHHOCTHW»

O0OKmMOp 0U0102u4eCKUX HaykK

npogeccop
Juous Hukonaeena CamviKuHna



POJ1b NTEHETUKW
B BUOTEXHOJNOI MW



['perop NoraHH MeH.qenb

* Poouncsa B XenHueHpgopdode,
ABctpuuckasa Umnepus;

e OCHOBOMNOJIOXHUK Y4€HUA O
HacneacTBEHHOCTMU;

* OTKpbITVE UM 3aKOHOMEPHOCTEN
HacnegoBaHUA MOHOIMEHHbIX
NPU3HaKoOB CTasio NepBbIM LLUArom
Ha NYTU K COBPEMEHHOU reHeTUKe;

e Ymep 6 aHBapa 1884 roga v He
ObIN1 NPU3HaH CBOUMM
coBpeMeHHuKamu. Ha ero morune
yCTaHOBJIEHA NJiuTa C HagNUCLHIO
«Moe Bpems ewle npunget!»

20.07.1822 - 06.01.1884



1900 rog — odpuumanbHan garta
NOSABNIEHUSA NreHeTUKMW.

16.02.1848 — 21.05.1935  19.09.1864 — 14.02.1933  15.11.1871 - 11.10.1962

1900 rog — noBTOpPHOE NEepeoTKpbITUE 3aKOHOB
MeHpens yyeHbiMu Xyro [le ®pusom, Kaprnom
KoppeHcoMm n dpuxom Hepmak-3enseHerrom. .



Bunorenom JlroabBur

Poouncsa B KoneHrareHe ﬂcheH

buonor, npodeccop UHCTUTyTa
domanonorum pacteHnu
KoneHrareHCKOro yHmBepcurerTa,
YysrieH WBeACKOU akageMunm Hayk;

Co3aan 3aKOH O «YUCTbLIX JIMHUSIXY;

B 1903 roay B pabdote «O
HacrnegoBaHUM B NONYNAUMAX U
YUCTbIX NIMHUAX» BBEN TePMUH
«NoNynaAunna»;

B 1909 roay B paboTe «3rneMeHTbl
TOYHOro y4eHus
HacrneacTBeHHOCTU BBeJ MNOHATUSA
«reH», «reHoTun», «peHoTUN».

03.02.1857 — 11.11.1927



Tomac XaHT MopraH

Poauncsa B JIeKCUHIToHe, WITaT
KeHTykku, CLUA;

OauH U3 OCHOBOMNOMOXHUKOB
reHeTUKMU;

B 1911 roay BmecTte ¢ K. Bpuaxecom,
A. CtepteBaHToM U . Munnepom
cchopmynupoBan XpoOMOCOMHYIO
Teopuro HacneacTBeHHOCTM,
onpenenni MecTornosioXXeHue reHa B
XpomMmocomax.

JlaypeaTt HoOOeneBcKou npemuu no
domnsuonorum n meguumHe 1933 ropa
«3a OTKpPbITUA, CBA3AHHbLIE C POJ1IbI0 25.09.1866 — 04.12.1945
XpPOMOCOM B HacneaACTBEeHHOCTUY;

Ymep 4 pekadbpsa 1945 roga ot
XXenyao4YHOro KpoBOTEe4YEeHMUS.




Hukonam KoHCcTaHTUHOBUY

03.07.1872 - 02.12.1 946

KonbuoB

Poouncsa B MockBe;

Cospatenb UHcTUTYTA
3KCnepumMeHTanbHOM uonoruu B
MockBe (neto 1917 roaa);

OauH U3 ocHoBaTerneu reHeTUKu B
Poccuu;

BnepBble npeanoxun naero
MaTPU4YHOIro CUHTE3a;

Co3pan ¢pyHOaAMEHT OTe4eCTBOEHHOM
LUKOJSIbl 9KCNepUMeHTarIbHOU
Ononorumn, KoTopas NPOTUBOCTOANA
NKeHay4YHbIM Teopuam T. JIbiICeHKO;

CkKoHYarncs nocrie ooLLIMPHOro
UHd(apKTa;

[loxopoHeH Ha BBeaAeHCKOM
knaaouvwe B MockBe. ;



AHapeu Hukonaesuy4

i Eenosepcxwﬁ
e Poguncsa 16 aBrycta 1905 roga B

TalwKeHTe;

e Bblgarowmncsa coBeTckuu ouonor,
ONOXUMMUK;

e OAVH N3 0OCHOBOMOJIOXXKHNKOB
monekynsapHou ounonornn B CCCP;

e Akapemuk AH CCCP;

 loka3an, 4TO B COCTaB XPOMOCOM
Bxoaunt OHK;

* [Mlonyuun nepBoe AOKa3aTesribCTBO
o cyuwectBoBaHnu m-PHK;

e Ymep 31 oekabpsa 1972 roga B
MockBe.

16.08.1905 - 31.12.1972



C 40-x ronoB oo 1956 rona
reHeTUKa B Hallewn cTpaHe Obina
3anpeLyeHa.

JTO ObIN Nnepuoa oTpuUaHuA
CywecTBOBaHUA reHOB U
XPOMOCOM, BbIABUHYTbIN
Tpodhumom [leHncoBunuyem
JlbiceHKO (COBEeTCKMM OBMoriorom

n arpoHomMomMm, akagemmkom AH
CCCP n YCCP).

17.09.1898 - 20.11.1976



B 1951 roay Ha
cumno3nyme B Heanone
amepukaHeu xenmc
YOTCOH BCTpeTUsics c
aHrnu4aHmHom Mopucom
YunkmnHcom. KoHe4yHoO Xxe,
OHU Toraa He Mornu cebe
AaXke npeacTaBUTb, YTO B
pe3ynbraTte 3TOU BCTPE4Mn
OHU CTaHYT HOOeNneBCKUMMU
naypeartamu.
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B TO Bpemsa YUNKUHC CcO
cBoeu Konnerou PosanuHgou
PpaHKNUH npoBOAUU B
KeMOpunaxckom yHuBepcurteTte
PEHITEHOCTPYKTYPHbLIN aHanNus3
OHK n onpepenunu, uto
MoOJIeKya npeacraBnseT
coboun, ckopee BCero, cnupanb.
[Mocne pa3roBopa ¢ YUNKUHCOM
YOTCOH «3aropencs» u pewuun
3aHATbLCHA UccneaoBaHUEM
CTPYKTYPbl HYKITEUHOBbIX
kucnot. OH nepebparnca B
KemMOpuax, rae nosHakoMmurncs
c PpeHcucom Kpukom.

25.06.1920 — 16.04.1958
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[eoprun AgamoBu4 HagcoH

23.05.1867 — 15.04.1939

Poouncs B Kuese;

JJokasan Ha HU3LWux rpndax
BO3MOXXHOCTb UCKYCCTBEHHOIO
nosly4yeHus mytauum noa AencTteBuem
WOHU3UNPYIOLLEro U3ny4vyeHus;

Oupektop UHCTUTYTa MUKpoOuMonorum
AH CCCP (1934-1938)

Penaktop nepBoro B Poccum XXypHana no
obwen mukpooumonorunm (1914-1938)

PeweHnem OGLiero cobpaHusa 29 anpens
1938 roga ncknroyeH ns AkagemMum Hayk.

NMpurosopeH BKBC CCCP 14 anpensa 1939
roga K paccrperny no oOBUMHEHUIO B
y4acTUN B KOHTPPEBOSNOLNOHHOM
TeppopUCTUYECKON OpraHusauum.

PaccTtpensH 15 anpensa 1939 roaa,
NoxopoHeH Ha «kKoMMyHapkey;

PeabunutnpoBaH 29 okta6psa 1955 roaa.
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B HacTosilee BpeMS
coBpeMeHHasl reHeTUuKa
3aHMMaeTCHa uccregoBaHUAMMU
HacriegoBaHUA NMPU3HAKOB Ha
OYeHb rnNyooKom
MOJIEKYIISAPHOM YpPOBHe,
nsydyeHa ctpykrypa AHK, rena,
B3auMoOOdeuCcTBUA reHoB U T.A.



OaoHako, HeCMOTPSA Ha Takoe yCUIeHHoe
pa3BUTUE reHeTUKN, OCHOBHaA KOHUenuus
3TOW HAYyKU — KOHUenuus reHa —
ocTaBanacb CyWHOCTbHO, JIULLEHHOWU
MaTepuanbHOro cogepxaHus. lreHeTuku
He MOITIU OO BACHUTL, KaK reH MOXeT
ynpaBnAaATb cneuudpmnyeckKumm
donsmnonornyeckumm npoueccamu B
KIeTKe, M KakK OH yCneLwHO ocyLlecTBnseT
CBOK COOCTBEHHYIO TOYHYIO penfiukauuio
B TeYEeHUe UMKNa KNneTo4yHOoro AereHus.
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OTKPbITUE
HHK




UcTopusa oTKpbITUSA
XUMUYECKOU Nnpupoabl.
YcTtaHOBNneHue ponu
HYKNEenHOBbIX KUCIIOT B
XpaHeHUU U nepegaye
reHeTU4eCckou nHpopmauumn
NOCNYXWUII0 MOLHbIM
CTUMYJIOM K U3YYEHUIO UX
CTPOEHUA U XMMUYECKOro
COCTaBa. 11.08.1905 - 20.06.2002
HykneotugHbin coctaB [1HK
BMEPBBLIE NPOAHANU3MPOBAN B 1951
. AMEPUKAHCKUA BUOXMMUK DPBUH
YarPraoo.
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OcHoBbIBasicb Ha pabotax 3. Yapradcdda, B 1953
roay xemmc YotcoH (6bumoxumuk) m ®dpeHcuc Kpuk
(dbun3uk), pabotaBwme B nabopatopum [lepytua wu
KeHapbio B AHrMUKU, HawWwnum npaBunbHoOE peLlueHue.

kenMc YOTCOH ®peHcuc Kpuk
06.04.1928 8.06.1916-28.07.2004
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25 anpens 1953 r. B aHrNMUCKOM XXypHane
«Nature» ObINO0 onyonMKkoBaHO HebonbLoe
NMUCbLMO MONOALIX U TOoraa ewe
Manoun3BeCTHbIX Y4YeHbiX [ xenmca YOoTCcoHa u
®PpeHcuca Kpuka peaakropy xypHana. OHo
HayMHanochb croBamMm: «Mbl xoTesnu Obl
npeasfioXuTb CBOU COOOpaXeHUst No NoBoAyYy
cTpyKTYpbl conu OHK. 9Tta cTpykTypa umeet
HOBble CBOUCTBA, KOTOpble NpeacTaBnAaloT
bonbLon buonornyeckum uHTepec». Ctatbn
copgepxana Bcero okono 900 cnoB, HO — u 3TO
He npeyBesiuYeHne — Kaxaoe n3 HUX
OKa3ariocb Ha BecC 30s10Ta.
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Y4yeHble pelunnm COBMECTHbIMN
YCUITUAAMUM NONbITAaTbCA MNOHATb, KakK
ycTtpoeHa JHK. Pabora Ha4yanacb He Ha
nycTomMm Mmecte. B pacnopsxeHuu
nccnepnoBareneun obinu otorpacdumm
PEHTreHOCTPYKTYPHOIro aHanusa,
nony4yeHHble P. PpaHKNUH. QPBUH
Yapradd cchopmynupoBan K Tomy
BpeMeHM OYeHb BaXxXHOe npaBuno,
cornacHo KOTopomy
B IHK yucno A Bcerga paBHoO yucny T,
a yncno [ paBHo yucny L.




Ucnonb3ysa pe3ynbraThl AaHHbIX pabor,
Oxxenmc YoTcoH n PpaHcuc Kpuk onncanu
CO30aHHYH MMU TeOPEeTUYECKYIO Moaderb
ctpoeHus monekynbl JHK. CornacHo ux
«Hay4YHoM (haHTa3nMm», OCHOBaAaHHOMN TeM He
MeHee Ha onpeAeneHHbIX TBepAao
yCcTaHOBIEeHHbIX pakTax, monekyna AHK
AOJIKHA COCTOATb U3 ABYX F’MraHTCKUX
NOJIMMEPHbIX Lerno4vyeK. 3BeHbS Kaxaoro
nonumMmepa COCToAT U3 HYKINeoTuaoB:
yrrnesona 0e30KCcupmbosbl, ocTaTka
docchopHOU KNCNOTLI U 0gHOro m3 4
a3oTuctbix ocHoBaHuu (A, I, T unu L).
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[lochneaoBaTenbHOCTb 3BeHbLEB B
Lleno4yke MoXeT ObITb NHoboun, HO 3Ta
nocnenoBaTeribHOCTb CTPOro
CBsi3aHa C nocnenoBaTesribHOCTbLIO
3BeHbeB B Apyrov (napHou)
NOSIMMEpPHOMU Liernoyke:

HanpoTuB A OOMMKHO ObITb T,
HanpoTtusB T AOMMKHO ObITL A,
HanpotuB Ll aonmxHo ObITL I, a
HanpotuB I 4OMKHO ObITL L
(NpaBMnNo KOMMNeMeHTapHOCTHN).



[1Be nonnmMmepHbIe uenu 3aKkpy4veHbl B
npaBuUNbHYIO ABONHYIO cnupanb. OHK
yAepXMBaroTCsA BMecTe NoCpeaACTBOM BOAOPOAHbIX
cBA3eun napamu ocHoBaHuu (A-T n I'-l) nogobHo
CTyneHbKaM NnecTHuubl.

BHewHe (JHK HanomMnHaeT BepeBOYHYIO JIECTHULY,
3aBUTYHO B npaByo cnupanb. CTyneHsAMuU 3Tou
NecTHUUbI ABAAIOTCA Napbl HYKNeoTuaoB, a
cBA3biBalOLWUe UX «OOKOBUHKN» COCTOAT U3
yrneesoaHo-dgoc¢gaTHOro ocrtoBa.

Ecnu nocneaooBaTeribHOCTb 3BeHbLEB
(HykneotnpoB) B [IHK paccmaTpuBaTtb Kak ee
NepBUYHYIO CTPYKTYPY, TO ABOMHAs cnuparib — 3TO
yXXe BTOpu4Has cTtpykrypa OHK.



NpepnoxeHHasa YOTCOHOM n Kpukom
MoAaenb ABOUHOMU Cnupanun U3sLWHoO peLwiana
He TONIbKO Npoodriemy KogupoBaHUA
UMHpopmaummn, HO n pennukauum reHa. HK
Obiria Ha3BaHa camMou rrnaBHOU MOJEKYIIoun
XUBOU npupoabl. «3aecb, B Kemopupxe,
Npoun3oLWsno, ObITb MOXET, camoe
Bblaarowieecs nocrie KHiurm [lapsuHa coobiTue
B Ouonornn — YotcoH n Kpuk packpbinu
CTPYKTYpY reHal!» nucan B To BpeMs B
KoneHrareH Hunbcy bopy ero obiBLINU
yuyeHuk M. OenbOopiok.
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3BE€CTHbIN UCNAHCKUU XYOOXHUK
CanbBagop Oanwu
(11.05.1904-23.01.1989) nocne
OTKPbITUA ABOMHOMU CriMpanu
CKasan, YTo 3TO AN Hero SsBUNOCb
AoKa3aTenbCTBOM CyLleCTBOBaHUSA
bora, n nusoopasun AHK Ha ogHon
U3 CBOUX KapTUH.
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Buttefly Landscape



B ncropnyeckom macwitabe
OTKpbITUE CTPYKTYPbI AHK
CONOCTaBMMO C OTKpPbITUEM
CTPYKTYpbI aTomMa. Ecnu
BbIiICHEeHUe CTPOeHnda aTomMa
npuBeno K NosABeHU0 KBaHTOBOWU
(PU3NKN, TO OTKPbITUE CTPYKTYPbI
OHK aano Havyano MoneKkynsapHowu
ononorum.
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CTPOEHMUE
HHK




C XMMnNYeCKOU TOUKMU
3peHua HK — nonumepHan
MoOrieKyna, cocTtosiLias U3
MOHOMEPOB — HYKNeoTnaoB
OHa obecneunBaeT
XpaHeHue, nepepavy u3
NOKOJIeHUS B NOKOJieHue u
peanu3auuio
HacneacTBeHHOM
MHdopmMaLum.




Kak Bbl 3HaeTe, HyKneotuabil
COCTOSAIT U3 TPeX KOMMNOHEHTOB:
dochaTHaa rpynna,
MOHOcCaxapug n ocHoBaHue. B
INHK moHocaxapua — 310
Ae3oKcupubosa, KoTopas
coeguHsAeTCA C OCHOBaHUEeM B
nonoxeHmn 1" n c pochatHoun
rpynnouv B NOJIOXEeHUn 5.



Korgpa noboaBnsieTrcs HOBbIU
HyKneoTua, OH nepemMeLyaeTcs C
NOMOLLLIO cBOEeUN XKe hocchaTHOM
rpynnbl C NONOXEHUA 5 Ha nofnoXxeHue
3". HoBble uenun OHK Bcerga 6epyT cBoe
Ha4vyano OoT 5 -KOHUa U ABUXYTCS No
HanpaBneHuro K 3 -KoHUy. bonee Toro,
BCe HYKINeMHOBbIE KUCIOTbl, HEBAXXHO
OHK vwnu PHK, Bcerga doopmupyrorcsa no
HanpaBrieHNI0 OT 5 -KOHUa K 3 -KOHLY.
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S X HYMEPALIUA ATOMOB JE3OKCHPUBO3bI

5!

®ocpar — O— CH, 0. OcHoBanmne

4' I’

Caexyomuii HyKJIe0OTH
NPHCOEAHHSIETCA 31eCh
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Xota [JHK oObIuHO
AByLeno4yeYvyHas, MHorga criyvyaeTcs,
4YTO ABe Lenu yCTPeMIsAloTCA B
oOpaTHOM HarnpaBrieHUU, TO eCTb,
ecriu ogHa ABUXeTCA B

HanpaBneHun oT 5 -KoHuUa K 3 -
KOHLY, TO ee KOMMNMeMeHTapHbIU
napTHep HanpaBnseTcH oT 3 -KOHLUA
K 5°-koHUY. Takme uenu Ha3bIBarOTCA

dHTUNapannesibHbIMMI.



OunameTp OBOMHON Cnupariv paBeH 2HM
(1HM=10"°M); paccTosiHMe Mexay coceaHUMM
napamum ocHoBaHuu coctasnseT 0,34 HM;
OoAUuH noBopoT cnupanu coctout U3 10 nap
ocHoBaHuW. [locnegoBaTeNnbHOCTbL Nap
HykneotupoB B JHK HeperynsapHa, HO camu
napbl yNOXeHbl B MOJIeKyre KakK B
anepunogu4vyeckom Kpucrtanne. Hucno
otAaenbHbIX Monekyn [JHK B kneTke paBHO
yucny xpomocom. [irfinHa Takon MorseKkynbl B
HanbonbLwewn No pasmepy xpomocome 1
yerioBeka cocTtaBnsieT OKoJio 7,5 CM.
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NMNoaoOHbLIX TMraHTCKUX MOSIMMEPOB NOKa He
BbISABNEeHO B nNpupoae. Y yernoBeka AJfinHa Bcex
monekyn OHK, coaepxawmxca Bo Bcex
XpoMocoMax O4HOMU KIleTKU coCcTaBnAeT
npumepHo 2Mm. CnepnoBaTternibHO, ANMHA MOJIEeKyn
OHK B Munnunapa pa3 6onbLue nx TonwmnHbl. Tak
KaK opraHu3m B3pOCIoro 4yenoBekKka CoOCToOUT
npumepHo u3 5x10"3* knertok, To o6waa anuHa
Bcex monekyn [QJHK B opraHuame pasHa 10" km
(3TO NOYTK B ThICAYY pa3 OonbLUe PAacCCTOAHUA OT
3emnu ao ConHua). Bot Takasa oHa, cymmapHas
NHK Bcero nuwb ogHoro yenoBekal!
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Korga roBopsT o paamepe reHoma, TO
noapasymeBaloT obuiee cogepxaHue HK B
eANHUYHOM Habope xpomocom siapa. Takon Habop
XPOMOCOM Ha3bIBaKT ransiongHbIM. BONbLWNHCTBO
KNeTOK Hawero opraHmama cogepxuvTt 4BOUHON
(amnnoungHbIn) Habop coBepLUEeHHO OAUHAKOBbIX
XPOMOCOM (TOSIbLKO Y MY>X4YUH 2 NorioBbIle
XpOMOCOMBbI oTnnyarTcs). UamepeHusa pasmepa
reHomMa npuBOAATCA B AaribTOHaX, napax
HYKrneoTtmnaos (M.H.) UnNu B NnMKorpammax (nr).

B donsnyeckom reHome YerioBeka coaepxurcs
oKkono 3,3 MnpAa. n.H., 4to paBHo 3,5 nr AHK.
INHK cocTtaBnsier meHee 1% OT Beca KneTKwm.
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TuUnbl pU6OHYKNENHOBbLIX KUCSIOT:
* npo-nPHK;
* uHdbopmauumoHHaa (MPHK);
e maTpu4vHaa PHK (MPHK);
e puoocomHasa PHK (pPHK);
e TpaHcnopTHan (TPHK);
 BHeKneto4yHasa (BupycHasa PHK).



Bce 3t Tunbl PHK xapakrepusyrorcs
onpeaeneHHbIM MOJIEKYNSAPHbIM BECOM U
onpeaeneHHbIM HYKNeoTUAHbLIM COCTaBOM.
Monekynbl y Bcex TunoB PHK oaHouenoveuHble.
Kaxabin us tTunos PHK BknoyaeT HecKkonbko
MoJeKynsapHbiXx Bugos. AAna pu6oocomHon PHK
N3BECTHO TPU OCHOBHbIX BUga; YMCcrio BUAoB
TpaHcnopTtHou PHK goxoaut pno 60, a yucno
BWOOB MH(popMaunoHHOU, unu matpuiHou PHK
AOCTUraeT COTEeH M pgaxe TbicAaY. B bonblunHCTBE
Knetok cogepxaHume PHK Bo MHoro pas
(ot 5 oo 10) npeBbiwaeT copgepxkaHmne OHK.
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MMpo-nPHK nepenucbiBaeT BCHO
nH¢opmMauuUIo C reHa, oHa obpa3syeTcsa B
aape, B pe3yrnbraTte TPAHCKPUNLUUMN.

Kak n 1HK oHa copgepXuT BCHO
MHOPMaLUIO: U CMbICITIOBYIHO, U
HEeCMbICJIOBYIO.

MPHK obpa3yeTcs Takxe B agpe B
pe3ynbraTte NpouecCcuHra, Ho B OTIINYUN
oT npo-n-PHK, oHa cogepXuT TonbKo
CMbICIIOBYIO UH(pOpMaLUIO.
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MaTtpuyHaa PHK cogepXxuT yeTbipe
ocHoBaHusa — A, I, LU nY.
OHa cuHTe3upyeTca B aAape B npouecce
TPaAHCKPUNUMKU, B Xo4e KOTOpPOoro
HyKneoTugHasa nocriegoBaTeNibHOCTbL OAHOMU
n3 ueneun xpomocomHoun AHK
depmMeHTaTUBHbLIM NyTEM «NMepenucbiBaeTCA»
(TpaHCKpubUpyertcs) c obpazoBaHuem
oanHo4yHoum uenu MPHK. OcHoBaHus
obpa3syrowencsa uenm MPHK
KOMMNNeMeHTapHbl OCHOBaHUAM
cootBeTcTBYrOWen uenu AHK.



[TocneaoBaTenNbHOCTb HYKNEOTUAHDbIX
TpunnetoB (KogoHoB) B uenu MPHK
KONnnuHeapHo onpeaensiet nocrneaoBaTeNbHOCTb
aMWUHOKMUCNOT B CUHTE3UpPYEMOM OerKe.

Xotsa monekynbl MPHK cocTaBnsaloT nullb Oo4YeHb
HeOonbLwylo agonto cymmapHou PHK kneTtku, oHm
npeAacTtaBfieHbl MHOFrIMMU BUAaMu, KOTopble
MOryT 3Ha4YUTeSsIbHO pa3fin4yaTtbCH MO CBOEeMY
MOJEKYIISIPHOMY BecCy U MO HYK1eoOTUAHOMU
nocriegoBartesribHocTU. Kaxabin U3 TbicAY
pPa3fiInyHbIX 0erfikoB, CUHTE3NPYEMbIX KIEeTKOMW,
koaunpyetcsa cneumndunyeckon MPHK unnum
cneunduydeckmm yyactkom monekynbol MPHK. ..



Monekynbl TpaHcnopTHbIX PHK
cpaBHUTENbHO HeBeNUKU. X oyHKLMA cocToUT
B TOM, YTOObI B Xoie 6erfiIkoBOro cuHTe3a
nepeHOCUTb Ha pnbocomy onpeperieHHble
aMUHOKMcnoTbl. MonekynspHbIU BeC pa3HbIX
TPHK konebnetcsa B npegenax ot 23000 oo
30000. Kaxxgou n3 20 aMMHOKUCIIOT,
OOHapyXeHHbIX B berikax, COOTBETCTBYEeT No
KpanHeun mepe oaHa TPHK. Monekynbl TPHK
MOryT HaxoaunTcHa B cBobogHon oopme n MoryT
ObITb «HarpyXxeHbl» cneunpnyecKnmm
aMWHOKMCIIOTaMMW.
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Bce TpaHCNOpTHLIE
PHK oTnuyatortcs
eLie u gpyrumum
XapaKTepHbIMK ANA
HUX OCOOEHHOCTAMM.




TPHK nmeeT 4yeTbipe KOPOTKUX
CTEepPXXHA CO CnapeHHbIMK
OCHOBaHUSAMMU U TPU NETNN. ITO —
CTPYKTYypa KrneBepHOro fnIMcTa,
KOTOpas nomMoraeTt HamMm pa3obopaTbcH
BO B3aumoaemcTBMN OCHOBaHUWN, U
nokasbiBaeT, YTo TPHK pacTtaHynacs,
KaK KanoT, KOTOpPOro nepeexarn
rpy30BMUK.



AMMWHOKMCIIOTA NPUKpenrneHa K
cBOOOAHOMY KOHLY CTBONa
aKuenTopa. AHTUKOOOH pacnosioXeH
Ha NPOTUBOMNOJNIOXHOM KOHLEe Ha
aHTUKOOOHOBOMU MneTne.
OcTtaBwuecs ase netnu TPHK
noniyyaroT Ha3BaHUA B YeCTb

MoaudnLunpoBaHHbLIX OCHOBaHUMN.



Metna TyC copepxunt «P» (NnueTcs
«ncuy», a npounsHocutca «CAN»), uto
o3Ha4aeT ncesaoypauun v D-netns
coaepxuTt «D», YTO 3HAYUT
aunrugpoypauun.

IJTN CTPaHHble OCHOBaHUA HeOOXoAUMBI
Ana Hagnexawero cknaabiBaHUA v
dyHkumoHuposaHusa TPHK.

[Metna TYC n D-neTtna HeobxoanmMbl AnA
pacno3HaBaHuA pepMeHTOB, KOTOpPbIle
npucoeanHAOT aMmnHokucnoTtbl K TPHK.
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Kak TPHK nony4yaet Heobxoanmyto
aAMUHOKUCNOTY?

Ona kaxpoun TPHK cywectByeT
0COObLIN (hepMEeHT, KOTOPbLIU
pacno3HaeT TPHK u
COOTBETCTBYHOLYH aMUHOKUCTIOTY.
PepMeHTbIl, KOTOpPble Ha3bIBalOTCA
aMmuHo-aunn-tPHK-cuHTeTashbl,
npucoeanHAT aMUHOKUCTIIOTY K
TPHK.



[lyctana TPHK (Ha3biBaeTcs
He3arpyxeHHada TPHK), a
TPHK c cooTBeTCcTBYIOLLEN
aMUHOKNCIIOTOMU
Ha3bliBaeTcH

3azspyxeHHasi TPHK.



TPHK aBnfaeTca monekynsapHbIM aganTopom,
B KOTOPbIN «BCTaBNIAE€TCA» aMUHOKUCIIOTA, TaK
YTO OHA CTAHOBUTCSA CNOCOOHON OTBeYaThb Ha
CUrHanbl «A3blKa» HYKNeOTUAHbIX TPUNJIETOB
reHeTu4yeckoro Kkoga. AKtTusupyroLime
chepmMeHTbI OOMKHLI 00NnapaThb
UCKITIOYUTESIbHO BbLICOKOU CTEMNEHBLIO
cneundpmnyHOCTU KaK B OTHOLUEHUU
aMUHOKUCIOT, TaKk U B oTHoweHuun TPHK,
NOCKOJSIbKY OLUMOKM, BO3HUKLLUUE B Xo4e
aKTUBaUuU, yXe He MOryT ObITb UCTpaBrieHbl
npu obpasoBaHUM NONUMNENTUAHOU LENM.
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[10 3aBepLUeHUN
aKTuBauuu
aAMWHOKUCNOTbI
HarpyxeHHas ero TPHK
rotoBa Ans cneayroLlero
3Tana cuHTe3a benka,
NPOTeKarLero yxe B
pubocome.



Ha nepBou ctagun 6enkoBoro cuHtesa 20
OObIYHbIX aMUHOKUCIIOT OOHapyXMBaeMbIX B
Oenkax, akTUBUPYHOTCH, T. €.
aTepudpuumnpyrorca coorsetcreyrowumm TPHK
npv nomowmn bepmMeHTOB, U3BECTHbIX Noa
HasBaHueM amuHoauun-TPHK-cuHTeTas.
Kaxabin n3 atux pepmeHToB cneuuduyeH B
OTHOLUEeHUN O4HOU ornpenerneHHoOU
aAMUHOKUCIOThI. ATa cTaama OMocuHTe3a
Oenka ocyuwecTBnAeTcA B paCTBOPMMOU HYacTu
LuuTonsnasmMmbl U ONUCbLIBaeTCH crnenyowmum
YpaBHEHUEeM peakuum:
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AmuHokucnota + TPHK + AT® Mg+

AmuHoauunn-TPHK + AMO + CDCDH




Ha ponto pubocomanbHon PHK
npuxogautca Ao 65% maccobl
pundocomM. Ee MOXHO 3KCTparmpoBaTb
n3 pubocom E. coli peHonom un
NoNy4YnTb B (hopmMe NIMHEUHbIX
oAHoLEeno4Ye4YHbIX MOJIeKyn Tpex
XapaKkTtepHbIX TunoB. OHa coaepPXuT
yeTbIpe rnaBHbIX OCHOBaHUA:

A T,LUnY.
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PPHK cuHTe3unpyetcsa B obnactun
BTOPUYHOMN NepeTAKKN XpOMOCOMbI,
KOTOopas ABNAeTcHA AAPbILKOBbLIM
opraHusaTtopom. p-PHK aBnseTcs
CTPYKTYPHbIM KOMMOHEHTOM pubocom,
OHa obecne4vyunBaeT CBA3biBaHMe
pndocomM c onpenerieHHOU
HYKINeoTuaHOU nocrieoBaTesfibHOCTbIO
MPHK. Kpome TOoro, oHa obecneuyuBaer
B3aumopgeucteume pnoocombl ¢ TPHK.
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MUTOXOHOPWUAJIbHAA

HHK




Kpome sgepHoun
IHHK B opraHusme
yenoBeka
CYLEeCTBYET TaKXe
MUTOXOHAPWarnbHas

HHK.




MutoxoHgpuanbHaa JHK O6birna oTKpbITa
Mapaum Hacc u CunbeeH Hacc

B 1963 roay B CTOKronbMCcKOM
YHUBepcUTeTe Nnpmv nomMoLuu
3NIEKTPOHHOU MUKPOCKOMMUM.

A, He3aBUCUMO, YYEHbLIMU

ArinieH XapricbpyHHep,
XaHcom Tynnu

u l'ommopudom Llauem
npu omoxmumMmmn4vyeckom aHanumse ppakummn
MUTOXOHAPUN ApoxxKen B BeHCKoOm
yHuBepcurtete B 1964 roay.



MutoxoHapuanbHaa OHK (MutOHK) —
ato [1HK, HaxoaAawasnca (B oTnu4ymne
ot sagepHon OJHK) B MUTOXOHOpUAX -
opraHesnnax aykapmoTu4eckmx KneTok.

eHbl, 3aKOAUpPOBaHHbLIE B
mutoxoHgpuanbHou OHK, oTHocATCA K
rpynne nnasmareHoB, pacnosfioXeHHbIX BHe
aapa (BHe XpoMmocoMbl). COBOKYNHOCTb 3TUX
chakTOopoOB HacneaACTBEHHOCTMU,
coOCpeaAOoTOYEeHHbIX B UuTonmna3smMme KneTku,
cocTaBnseT 1Jia3MoOH paHHOro Bupa
OpraHmM3moB (B oTnn4Yue oT reHoma).
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MutOHK
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B kneTtke yenoBeka HacuutbiBaeTcs ot 100
0o 1 000 MuToxoHOpPUN, B KXXAOU N3 KOTOPbIX
coaepxutca ot 2 no 10 moneKkyn KonbLueBOU
vutOAHK gnuHoun 16 569 n.H.
(nonuHykneoTnaos).

Takum obpa3om, pasmepbl
MUTOXOHAPUanNnbHOro reHoma npumepHo B 200
TbICAY pa3 MeHblue AAepPHOoro.

UHTepecHO, yTo pasmep mnutHKy
yerioBeka — oAMH N3 HauUMeHbLUINX cpeaun
BbICLULMX OPraHM3MOB (3yKapuor).

Hanpuwmep, y gpoxxxen mutHK cocTouTt u3
78 520 n.H.

Henoeeveckas mutOHK coaepxuT 37 reHoB,

koaupyrwmx 13 6enkoBbIX Leneu,
22 TPHK n 2 pPHK.
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3a CYeT OKUCIINTENIbLHOIo
cdocdhopunupoBaHusd B
MUTOXOHAPUAX OCYLLECTBNAETCH
npoun3BoacTteo 6onee 90%
cneunanbHbIX monekyn ATO,
ABNAIOLWUXCA OCHOBOMU IHEpPreTUKu
KNeTKW.

Bcero ke B npouecce
OoKUcnutenbHoro pocopmnupoBaHuUs
3agencTBoBaHoO 87 reHOB, HO Bce
HeaocTawwue 74 KOQNpPYKTCH He
MUTOXOHAPUANbHbLIM, a
AAepHbIM reHOMOM.
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BBuay orpaHu4yeHHOro pasmepa
MUTOXOHAPUANIBHOIO reHoma
HaundonbLaa YacTb MUTOXOHAPUANbHbIX
benkoB koaupyeTcsa B agape. lNpu atom
HaunbonbLlaa YacTb MUTOXOHAPUANbHbIX
TPHK Koanpyetca MutoxoHapuanbHbIM
reHOMOM.

UHTepecHO, YTO B AAepPHOM reHoOMe
OOHapyXuBarlTCH y4aCTKU, NOOOOHLIe
MutOHK. lpednonazaemcs, ymo e
rnpouyecce 38o0J1IOUUU U nNpuU pa3/TuUYHbIX
namoJsio2usix umesia Mecmo muzapauyusi
yacmu mum/[HK e si0epHbIU 2eHOoM.



Oco00eHHOCTbIO MUTOXOHAPUATbHbIX
3aboneBaHuU ABNSAETCH TO, YTO OHMU
nepeaaroTCcA NO MaTePUHCKOU FIMHUN
(cnepmaTo3onabl cogepKaTt OvYeHb Marnoe
KONIn4eCcTBO XPOMOCOM).

Knaccundukauma mmtoxoHgpuanbHbIX

oone3Hen
. yyacTue MyTaHTHOro 6erika B peakumax
oKucnurternibHoro ocdopunmpoBaHus;
). KOAUPYETCH NI MYTaHTHTbIN 0enokK
MutOHK nnu aagepHon OHK.
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Knacc | Bkno4vaer
3aboneBaHusl, BO3HUKawlLlliue B
pe3ynbrate MyTauun B reHax
MUTOHK, KoTOpble KogupyroT
cyobeanHuubl 6enkKkos,
y4acTBYHOLIMNX B OKUCNTUTENTbHOM
dbocchopunmpoBsaHuu,
MutoxoHapuanbHble TPHK u
pPHK.



MutoxoHapuanbHble OOrie3HU Krnacca
Il BbI3BaHbI MyTaunuaMum AgepHbIX reHOB,
NPOAYKTbI KOTOPbLIX UMMOPTUPYIOTCH
MUTOXOHAPUAMM U HAPYLLAIOT
TPaHCKpUNLUUIO, TPAHCNALUIO UMK
pennukaunio MutHK, Bbi3biBaloT
npsamoe noBpexaeHne MmutaHK nnu
pernapauuio Takmx noBpexneHumn,
HapyLwarT COOpKy cyobeanHuL
dhepmMeHTOB, y4acTBYHOLWUX B peakuusax
oKucnurtenbHoro gocdopunmpoBaHus
U X UMNOPT MUTOXOHAPUAMM.



K knaccy | MutToxoHapuanbHbIX
bone3Hen OTHOCUTCA aTpodhua ANCKOB
3puTeribHbIX HepBOB Jlebepa.
3aboneBaHue NPoOSABIISETCHA OCTPOUN UMK
NoOgOCTPOU NOTEpPEUN LLeHTParNbHOro
3peHunsa, oodycrnoBsrieHHOU aTpodumen
3pUTeribHbIX HEPBOB.

ATpodua 3puTernbHbIX HepBOB
JleGepa obycnoBneHa myTayuusamu B
reHax mutOHK. Hanbonee yacTas
MyTauuma — 3ameHa I Ha A B 11778-m

HyKneoTuge reHa
ND4 (Apr340 [ N'uc).




3puTeAbHLIN HEPB B HOpMe Arpodusd 3pUTEALBHOIO HepBa




CVMHOPOM MUOKIMOHYC-3MUSNIENCUU N PBaHbIX
KPpaCHbIX MbILUEe4YHbIX BOJTOKOH, KOTOPbLIN
NPoABNAeTCA Inuriercuen, oeMeHumen,
aTakcueu n mmonatueun, BO3HMKaeT B criy4yae

myTauuum B reHe MutAHK. CuHagpom moxeT
NPOABNATLCA B E€TCKOM U B3pPOCSIOM BO3pacTe.

Ewe oanH cuHOpoM, o6ycnoBrieHHbIN TOYKOBOW
3ameHoun B reHe MuTOHK — 3TO cMHOpom
MUTOXOHAPUaNbLHOU 3HUedanoMmumonaTum u
MHCYNbTONOAOOHbLIX 3nNn3onoB. OCHOBHLIE
KNMUHNYECKNe NPOABNEeHNs BKNIOYaloT
aHUedanommonaTuio, MHCYNLTONOAOOHLIE
COCTOSIHUA, MUTPEeHenoaoOHbIe rorioBHbIe 6onu.
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HapyweHuem B3aumMmopencrTBus
Mexay SO0epPHbIM U
MUTOXOHAPUANIbHbIM FreHOMaMW
OO BACHAIOT CUHOPOM UCTOLLEHUS
MutOAHK, a Takxkxe cuHgpom
MHOXecTBeHHbIX aeneunn mutAHK.
O0a 3T coCcToAHMNA HacnenyrTCS
KaKk ayTOCOMHO-AOMUHAHTHbIE
NPU3HaKu, NO3TOMY NMPUYNHOMWN,
BEePOSATHO, ABNAKOTCA MyTauuu
AAepHbIX reHOB. .



PacwundppoBka XumMn4yeckon u
npocTpaHcTBeHHOU CTPYKTYpPbI OHK -
HOCUTENA reHeTU4YeCKoun nHpopmaumn
— OoLueHeHa BO BCeM MUpe KakKk oaHO U3
HaunOonee BblIOAOLWNXCA OTKPLITUN
XX-XXI BeKOB.

[eHOM CTOUT B LleHTpe BceX
Ononoru4yeckux npoodrem, Bcex
CBOMUCTB M CNMOCOOHOCTEeN YenoBeka,
BCero pasHoobpa3usa 4yerioBeka.
Tenepb 3TO yXXe aKkcuoma.
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Kak roBopwun
Kosbma lNpyTKOB:

«Mmnocue nroou
nO000OHBL KolOacam:
yem ux HaYuHAm, mo
U HOCAm 6 ceie.
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Tak BOT, Mbl HauuHeHbl [1HK, HocuMm ee
B cebe, a OHA-TO, rMaBHbIM O0Opa3om, n
onpepnenseTr MHoroe B Hac.
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OcobeHHocTbI0 IHK

MUTOXOHAPUU ABNAETCA
OTCYyTCTBMUE CBA3U C ructoHamu. O

npouncxoxaeHnn mOHK
BbICKa3blBaeTCA MHOXeCTBO
npeanosioXXeHu, oa4HO U3
OCHOBHbIX COCTOUT B TOM, YTO OHW
npencTaBnsAlOT COOON OCTaTKMN
XPOMOCOM ApeBHUX OaKTepum,
nonaBLWnX B LUUTOMNMA3My KINeTKN
XO35iMHa U CTanwu
npegLlecTtBeHHUKaMm 3TuUX
opraHenn.

mIMTHK vonuunviOT
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bnaroaapto
3a BHUmMmaHue!




