Jlexuis 3. Opranizanisi reHOMY XJIOPOILIACTIB Ta MiTOXOH/APIii.

I[MOXOIXKEHHA.

2.5-1.5 mupa. pokiB TOMYy B IIEPBUHHY €YKapiOTHYHY KIITHHY, SIKa Maja BiIOKpeMJICHE
aapo, ane Oyja HE 3[aTHA M0 AWXaHHS (OKUCITIOBAIBHOTO (hochopuiaroBaHHs) i (POTOCUHTESY,
MIPOHHMKJIA aepoOHa ayib(a-IpoTeoOAKTEPis, 0 MEPETBOPUIIACS B X011 €BOTIONIT HA MITOXOHAPIIO.
binpme 1.5 mipza. pokiB TOMy €yKapioTH4HA KJITHHA, IO MICTHJIAa MalOyTHIO MITOXOHJIPIIO,
norjiMHyna (OTOCHHTE3YIOUY IlaHOOAKTepiro, SKa B XOJI EBOJIOII TepeTBOpUiIacsi Ha
xJioporutact. Anbda-mpoTeodaKTepisi mocTavana KIiTHHI-Xa3saiHy eHepriio y Burisgi AT, a
1iaHoOakTepis 3ade3nedyBaia NpoayKTaMu (OTOCUHTE3Y, B PE3YJIbTAaTI YOr0 KIITHHA-TOCIIOAAp
OTpHMaJia 3Ha4YHi €BOJIIOLINHI TIepeBary.

TpuBane iCHyBaHHsI €HIOCUMOIOHTIB BCEPEAMHI €YKapIOTUYHOI KIITHHH MPHU3BENO JI0
3HAYHMX 3MiH B OpraHi3amii Ta peryisiii eKcrpecii TeHeTHYHOTO anapaTy XJIOPOIJIAcTiB. Y psii
reHiB eHJA0CUMOIOHTIB 3'SBUIIMCS IHTPOHH, SIK1 HE 3yCTPIYaIOThCS y POKApiOTiB. 3'SBUIIKCS HOBI
xnoporactHi  PHK-momiMepasu  simepHOoro  KoayBaHHS. 3HA4HO — YCKJIQJHHUBCS — IIPOIEC
TPAHCKPHUIILIT 1 MOCTTPAHCKPUIILIIMHOT PeryJsiii eKCcIpecii IMIIacTUAHOTO TEHOMY.

B3AEMO/IA AAEPHOI'O I XJIOPOITJIACTHOI'O TEHOMIB.

XJIOpOIIaCTH € HaIiBaBTOHOMHI OpraHellaMH, OCKUIBKM B XOJi €BOJIONIi B yMOBax
eHJ0cuMO103y BOHM BTpaTuiM He MeHmie 95%0 TeHIB y MOpPIBHSHHI 3 BUIBHOXUBYYHUMU
nianoOakrepisimu. Bynu BTpadeHi TeHH, B MPOAYKTax SIKUX Oinbine He Oyno HEoOXiTHOCTI, a
3HAYHAa YaCTMHA JKUTTEBO BAXJIMBUX TEHIB, L0 paHime nepedyBajga B I€HOMI MONEPEAHUKA
XJIOPOIIJIACTIB, MEPEHECEHA B SACPHUI I'€HOM KIITHHU-TOCTOAaps. B spepHOMY reHOMi pucy
BusiiieHo 701 ¢parment xmoporiactHoi JIHK (xn/IHK) 3aransHoro poBxxuHO0 npubauzao 900
T. II. H.

binpmricte OiIKOBUX KOMIUIGKCIB TimakoigHuX MeMOpan xiopormiactiB (TMX) i1
MYJIbTHCYOOUHUYHUX (DEPMEHTIB MICTATH OUIKH, 110 KOAYIOTHCS SIK SACPHUM, TaK 1 TUIACTHIHIUM
reHomMamu. Lle nmpu3Beno 10 HEMOKIMBOCTI MOBHOIIIHHOTO ICHYBaHHS 1 AIJIEHHS XJIOPOIUIACTIB 1
MITOXOH/IpiH M03a KJIIITUHU-TOCTIOAPSL.

binbmicts pparmentiB xn/IHK Hanxoasats 3 xmoporuiacta npsmo B siipo, npote xnJIHK
MOYKE TaKOX 3 XJIOPOIUIACTa TIEPEHOCUTHCS CIIOYAaTKy B MITOXOHAPiabHUN TEHOM, a 3 HhOTO - B
AIEpHUM.

4500 reniB (18% snmepuux reniB A. thaliana) mepeneceni B simepHUMil T€HOM Bif
nornepegHuKa Xjoporuiacta. YacTMHa OUIKOBUX MNPOJYKTIB TI'eHIB, sIKi OyJlM MEepeHEeceHi BiJ
MIOTIEpPETHHKA TUIACTH/] B PO, 3HOBY HAIPABIISIETHCS Y XJIOPOIIACT. Y XJIOPOIUIACTaX BUSBICHO
oinbie 3000 6inkiB 1 auie 61u3bK0 3% O1NIKIB KOYIOTHCS TUIACTUAHIM T€HOMOM.

Snpo BU3HaUae sk O6ioreHes, Tak 1 PyHKLIOHYBAaHHs XJOPOIUIACTIB 3aBJSKU BEIMUYE3HIN
KUIBKOCTI OLJIKI, SIKI KOJIYIOTBCS B SIApPI Ta HAAXOAAThH B Xjloporuiactu (01m3pko 97% Beix OUIKIB
xJyioporacti). Lle Tak 3BaHMi si7iepHU a00 aHTeporpagHMii KOHTPOJIb. Maibxe Bci OUIKH, 1110
O0epyTh yuacth y mporeciary PHK, 2/3 OinkiB mimactumHux pubocoM 1 Maibke Bci GakTopu
peryJsii TPaHCKPUILIT 1 TpaHCIALIT KOXYIOThCS SAEPHUM I€HOMOM, 110 3a0e3Mneuye KOHTPOJIb
AIpa HaJ eKCIpeci€lo IIACTHAHOIO TEeHOMY, SK Ha pIiBHI TpaHCKpWILIi, Tak 1 Ha
MNOCTTPAHCKPUITIIHHUX eTarax.

B nanuii yac BCTaHOBJIEHO, IO IUIACTUIN HE TUTLKHU CIIPUHMAIOTh CUTHAJIH, IO J0 HUX
HA/IXOJISITh, ajlé MOXKyTh T€HEPYBATH 1 HANpaBIIATHU SIIPY CBiM CUTHAN, 3BaHUI IUIACTUAHUM a0o
perporpaanum. Lleit curnan indopmye siapo nmpo GyHKIIOHATBHUN CTaH MJIACTH/I.

Po3BuTok THIIaK0iTHOT cucTemMu 1 GopMyBaHHS EpPMEHTATUBHUX KOMIUIEKCIB TEMHOBUX
peakiiii GOTOCHHTE3y 3HAXOAATHCSA TMiJ KOHTPOJEM JIBOX T'€HOMIB: siApa ¥ xsoporuiacrta. e
3MIIACHIOETHCS. TAKUM YMHOM, 110 KOK€H (YHKI[IOHAJbHO BAXJIMBHM KOMIUIEKC B XJIOpOILIAcTax
CKJIQJIA€ThCs 3 OUIKIB, YaCTUHA SIKUX KOJIYETHCS 1 CHHTE3YEThCS B XJIOPOILJIAcTi, a YacTHHA



KOJY€EThCA B ]Ip1, CUHTE3yeThes Ha 80S pubocomax IUTOILIA3MH, a IIOTIM IIPOHUKAE B XJIOPOILIACT
1 TYT BKIIIOYA€THCS Pa3oM 3 YTBOPEHUMH B XJIOPOIUIACTI OUTKaMu B MOOYIOBY (YHKIIOHAIBEHO
AKTUBHUX  KOMIUIeKCiB. Hampuknax, nmns  QopmyBaHHS — XJOpPOIUIACTHUX  pPHOOCOM
BUKOPHCTOBYIOTHCSI CHHTE30BaHi B xj1oporuiactax pudbocomansui PHK 1 wactrna ppubocoManbHuX
O17IKiB, a 1HIIA YacTHHA OUIKiB, HEOOXITHUX JUII TOOYAOBU PUOOCOM, KOAYETHCS CUHTE3YETHCS B
SIP1 1 MATOTLIA3MI.

Tpancnoprtai PHK, siki 7O0CTaBIsAIOTH aMiHOKUCIIOTH B pUOOCOMY 1 3HAXOIATh IM MicIle B
3pOCTalOYOMy TMOJIMENTHAHOMY JIAHII031, CHHTE3YIOThCSI B XJIOPOIUIACTi, ane (epMeHTH, sKi
AKTUBYIOTh aMIHOKHMCJIOTY 1 IOTIOMAararoTh il 3HalTH cBoro TpaHcnoptHy PHK i1 mpuegnaTucs no
Hel (aminoami-TPHK-cuHTeTa3M), KOMYIOTHCS B SIIPi 1 CHHTE3YIOThCS Y IIUTOTIA3MI.

Touno Tak camo OJM3BKO MOJOBHMHU OINKIB, HEOOXIAHMX sl MOOYAOBH UYOTHPHOX
OCHOBHMX KOMIUIEKCIB €JIEKTPOH-TPAHCIIOPTHOI'O JAHLIOra THJIAKOMIHUX MEMOpaH, KOAYeTbCs
XJIOPOIIJIACTHUM T'€HOMOM 1 CHUHTE3YEThCS B XJIOPOILIACTI, a IOJOBHHA KOAYETbCA B sAIpi, B
LIUTOILIA3MI CUHTE3Y€ThCs, IPOHUKAE B XJIOPOILIACT 1, B3a€EMOIF0UHM 3 XJIOPOIUIACTHUMH OlJIKaMH,
Oepe y4acTh B YTBOPEHHI ITUX KOMIUICKCIB.

dopmyBaHHS (PepMEHTATUBHOI'O arnapaTry TEMHOBHUX peakliid (POTOCHHTE3Y, B X0/ SIKUX
BiI0yBaeThCsl acuMissis (3acBoeHHs) CO2 , TAKOX 3HAXOAUTHCA i KOHTPOJIEM JIBOX T€HOMIB,
aapa ¥ xjoporutacta. Lle 3a1HCHIOETBCS 3a PaxyHOK TOro, IO KIIOYOBUH (EPMEHT LHKITY
KansBina-bencona PB®K cknamaeTscs 3 1BOX cyOoauHUIG (3 ABOX MOJINENTUAIB). Bemmka
cyoonununs (54 x/la) komyeTbes 1 CHHTE3YEThCsI B XJIoporuiacTi, a Mana (14 k/la) kogyeTbcs Ta
CHUHTE3YEThCA B S/1pl 1 LUTOIUIA3MI y BUIIIAI monepeiHuKa. [1oTiM BOHa MPOHUKAE B XJIOPOILIACT
1 3yCTPIYAEThCS TaM 3 CHHTE30BAaHOIO B XJIOPOILIACTI BEJIMKOIO CYOOMHHULICIO.

Jdust Toro mo0 mi JBa TONINENTHAM YTBOPWIM TPABHIBHY KIHIIEBY CTPYKTYpYy
¢yHkuioHansHO akTHBHOTO (epmenty PBOK, mo ckiagaerscs 3 8 BenmMKHX Ta 8§ Manmx
cyOomuHMIb, HeoOXimHud momarkoBwii 60 kJla OiOK. Moro HasuBaoTh manepoHoM abo
nIarnepoHUHoM (BiJ aHri. chaperon - mpoBigHuK, HacTtaBHUK). 60 k/la manepon 3abesneuye
MpaBUIbHY YKJIAJKy JaHIoriB aBox cyooaunuis PBOK. Ileit 6110k Takok KOIYEThCS B
CUHTE3Y€ETbCA B s/Ipl 1 LUTOIIA3MI, MPOHUKAIOYHM IMOTIM B XJIOpOIUIAcT. Tak Sapo KOHTPOJIIOE
bopmyBaHHs QpyHKIIOHATHHO akTUBHOI PB®K - kitouoBoro pepmenty ¢ikcailii ByrieKUcIoTH y
dboTOoCHHTE3I.

Taxum unHOM, (hOpMYBaHHS BCIX HAaWBaXJIMBIIIUX CTPYKTYP XJIOPOIUIACTA 3AJIEKUTH Bijl
aapa 1 purtomjasMu. lle MosicHIOE HEMOXXJIMBICTH 17€1 CTBOPEHHS KYJIbTYpPH 130JbOBAHHMX
XJIOPOIIJIACTIB, 1€ 6 BOHM CaMOCTII{HO pO3MHOXYBaJIHCs Ha )KUBUJIBHOMY CEPEIOBHILI.

TUIIN TNTACTU.

VIMoBipHO, B Hepion ananTarii pocIMH 0 YMOB HA3eMHOTO iCHYBAHHS, KOTH y POCIIHH
3'SIBUJIUCH Pi3HI TKAHWHU, B110YJI0CS TEPETBOPEHHS XJIOPOIUIACTIB Y Pi3HI TUIH IUTACTHL, K1 MaJIH
OJITHAKOBY T'€HETHUHY iH(popMaIlito, aje BUKOHYBalU pi3Hi QyHKIi. HeoOxiaHicTh 30epekeHHs
IUIACTHI B HE(OTOCUHTE3YIOUUX TKAHMHAX, MOXIIUBO, MOSCHIOETHCS BEMUE3HOIO POJUTIO, SKY
IUTACTHIM TPalOTh y MeTaboii3Mi pocinuHHol KimiTuHU. KpiMm mpouecy goTocuHTesy, MIacTUAU
O0epyTh y4acThb B a30THOMY OOMiHI PEYOBMH, CHHTE31 aMIHOKHUCIIOT, IyPHUHIB 1 MipUMIJMHIB,
1301peHoiiB, (PEHOMBPHUX CIIONYK, KUPHUX KUCIOT, KPOXMaTI0, y MeTaboi3Mi (iTOrOPMOHIB
(mpuHaiiMHi, nuTOKiHIHIB, ABK 1 ribepeninis) i T. 1.

Bei mmactuam pocnMHHOI KINITHHMA TOXOIATH BiJ MPOIUIACTHI MEPUCTEMATHUHOI
TkaHuHU. [IpomnacTuau 3a3Buyail MICTATH HEBEIMKI (parMeHTH THJIAKOiTHUX MeMOpaH,
KpPOXMaJlbHI 3epHa, a TAKOX CTPYKTYpH, CXOXi Ha puOocomu. 3a3Buuail B kiituHi OyBae 10-20
MPOTIACTH] PO3MIPOM OIM3BKO 1 MKM.



Haii0inpmn mommpeHnMH IJIaCTUAAMHU, [0 PO3TAIIOBYIOTHCS Y (POTOCHHTE3YIOUHMX
TKaHWHAX, € XJOPOIJIacTH, SIKI 3MAIHCHIOITH mporec ¢orocuHTedy. SIK 1 BCi IUTACTUIM,
XJIOPOIIIIACTH 0OMEXKEHI MO/IBIHOI0 MEMOPaHHOI0 000JIOHKOI0. Y XJIOpOIJIacTaxX iCHye cucTeMa
TUJIAKOIMHUX MEMOpaH, 5Ki € MiciieM (POTOCHHTETUYHOTO TPAHCIIOPTY EIEKTPOHIB i cuHTe3y ATO.
Tunakoinu cKiIagaroTbCcA 3 JaMen, a 3i0paHi B CTONKH JlaMeNu Ha3WBAIOThCA T'paHaMH, SKi
3'€THYIOTBCS JTaMeJIaMH CTPOMH.

VY BIACYTHOCTI CBiTJIa 3 TPOIJIACTUI PO3BHBAIOTHCA eTiomuiacTd. B eriomacrax He
YTBOPIOETHCS XJI0pO(DiI, OAHAK € KAapOTUHOI M. B 11X opranenax HeMae THIAKOIIHUX MeMOpaH,
aJie € mpoJjaMessipHi Tiya. ETiommacTy MOXyTh IIBHIKO IEPETBOPUTHCS B XJIOPOIUIACTH 1 aKTUBHO
CHHTE3YBaTH XJIOPO]LJ i Ai€l0 CBITIIA.

VY KBITKaX, CBIKUX (PPYKTax i T. M. (POPMYIOTHCS XPOMOIUTACTH — 1€ IUTACTUAN 3 BETUKUM
BMICTOM pI3HUX BHU/IB IIITMEHTIB, TOJOBHUM YHHOM KapoTwHOimiB. I[lpm mneperBopeHHi
XJIOPOIUIACTIB Y XPOMOIUIACTH PYHHYEThCS XJI0opodia 1 THIAKOigHI MeMOpaHH, a TaKOX
30UTBITYETHCS BMICT (DEpMEHTIB O10CHHTE3y KapOTHHOIIIB.

ina rpyma mmactuja, Ui SKUX XapaKTepHa BIACYTHICTh OyAb-KHUX IITMEHTIB,
HA3MBA€THCSA JeKkomacTamu. Jleiikomiactu gy e MUPOKO MOMIHUPEHi, BapiabeabHi M0 KUTbKOCTI
1 Mopdoutorii, MOXKyTh 3amacatu pi3Hi TUIK MoJieKyJl. JIelKoriacTy, o 3anacalTb KpOXMalb,
HA3UBAIOTHCS  aminoruiactamu. [lmactumy, SKI HaKONWYYHOTh JIIMITH, HA3UBAKOTHCS
JJIalioryiacTaMyu, a sKi HaKONWYYIOTh OUIKM - mporeiHomiactamu. JleWkoriactu 3a3Buyaid
(OpPMYIOTBCS 3 TIPOILIACTH/I B X011 PO3BHUTKY 3aracal0yrx OpPraHiB 1 TKAHUH.

Tun niuactua BU3HAYAE€THCSA TUIIOM TKAaHUHH. B 0/1HIN KITITHHI ICHYIOTh TUIACTUAM TUTHKU
OJTHOTO BUJLY.

I'EHOM XJIOPOIUJIACTIB.

I'eroM xJIOpOIUTACTIB POCIHH SIBIISIE cOO010 BOanHIoroBy JIHK (kibieBHii TyTuieKc),
cepenHiit po3mip sikoi - 120-180 T. m. H. goBxkuHa 10 40-60 MxMm. JloBxknHa Mosekyn xiuJIHK
Bapitoe Big 135 1. m. H. y Euglena gracilis 1o 200-220 t. m. u. y Pelargonium zonale. (mst
nopiBHsiHHS - JIHK miToxonapiit apixxmpkis - 80 T. m. H., TBapuH 20 T. 1. H.).

Pisauus B posmipit xn/IHK wmaiike 3aBxkauM moB's3aHa 3 po3MipaMHM 1HBEPTOBAHUX
nostopiB (II1). ¥V mnactugnomy renomi Husbkuii Bmict 'Ll map (30-40%). Mix iHBepTOBaHUMU
noTopamu (IRA 1 IRB) po3mipom npubnuzno no 25 T. 1. H., JokanizytoTecs Benuka (LSC) 1 mana
(SSC) ynikanpHi o6sacti. [HBepTOBaH1 MOBTOPH B OJHOMY I'€HOMI 3aBX A 0/1HaKoBi. KoxxeH ren
IIT mae nBi kxomii Ha reHoM. BoOoBi (ropox, JrolepHa Ta iH) 1 JIeAKi TOJOHACIHHI POCIUHU
(Hampukiaja, cocHa) He MaroTh II1.

Po3mipu II1 MOXyYTh CHIIBHO BIAPI3HATHUCS Y pI3HUX BUJIB pociuH. [lepenbavaerbes, 110
IT1, 36impmytoun no3y reHiB pPHK, 3abe3meuyroTh iX akTUBHY €KCIpeciio, a Tak camo
CTa0L113yI0Th T€HOM, OCKUIbKH YacToTa MyTaii B II1 3HauHO HIDKYE, HIK B YHIKAJIBHUX JIISTHKaX
mosexkynu JIHK.

KomniiiHicTe TeHOMY XJIOpOIIACTy B OJHIN opraxeini Bapitoe B Mexax 8-1000 xomiii Ha
IacTuRy, 10 50 mactu Ha KiTuHy. Tak, B IHIMBIIyaJbHOMY XJIOPOIUIACTI KyKYpY/I3U IPUCYTHI
20-40 xomiit monexyn JIHK.

VY aumeHIo reHoM XJoporutacTiB — 136 462 nmap ocHoB, nuienuui - 134 545 map ocHOB.
Hatenep B GenBank € monan 900 nepBUHHUX HYKJICOTUIHUX MTOCIIAOBHOCTEH MIIACTHA €yKapioT,
3 Hux Outst 700 - st rpynu Viridiplantae, o sikoi Hanexats 1 Bulii Ha3eMHi pOCTHHH.

XJ0pomaacT pPO3MHOXKYIOTBCS B KIIITHHAX pPOCIAMH HUlsixoM auteHHs.  [logimy
xJIoporuiacta nepeaye noapoeHns (penyrurikaitis) JJHK, mpore xmoporimacti po3MHOXKYIOTHCS B
KJIITUHI HE HeoOMexeHo. JIJig KOXKHOro BUAY XapaKTepHO IMEBHA KIIbKICTh XJIOPOIUIACTIB B
KJIITHHI, SIKa BapilO€ y PI3HUX BUJIIB BiJ JEKUIBKOX OJWHHIIL O BEJIUYHH, IO MEPEBUILYIOThH



COoTHIO. UMCIIO XJIOpOIUIacTiB B KIITHHI, a OTXKE, iX PO3MOIiJ, KOHTPOIIOITHCS SIPOM.
Hampuxnan, JAHK-nomimepasza, mo 3xaiiicHioe penymiikamiro xin/JIHK, komyeTbcst B sapi,
cuHTe3yeThes Ha 80S pubocomMax MUTOIUIA3MH 1 TIOTIM MTPOHUKAE B XJIOPOILIACT, e 1 3a0e3meuye
cunre3 /JJHK.

JHK xnoporuiactiB He nepe0yBae B KOMILIEKC] 3 TicToHaMu. Bci 1i XxapakTepucTHKH
JHK xnoporutactiB 61m3bki 10 xapakrepuctuk JJHK mpokapiotmunux wimitud. binemr toro,
cxoxicts JJHK miToxoHmpiit Ta GakTepii MiIKPIIUIIOETHCS 1€ i TUM, [0 OCHOBHI PETYJISATOpPHI
HOCIIOBHOCTI TpaHCKpunuii (mpoMotopu, TepMmiHaropu) y Hux oxHakoBi. Ha JIHK
xJyioporactiB cuHTe3ytoThes Bei Buan PHK (indopmaniiina, Tpancnoptha, pudbocomna). JIHK
xnoporactiB koaye pPHK, mo BxonuTs 10 ckiamy puOocom, siKi BITHOCATBHCS 70 MPOKapiOTiB
70S Tumy (mictats 4.5S; 5S; 16S 1238 pPHK). Pubocomu xstopormiacTiB 4y TIauBi 10 aHTHO10THKA
xJopaM(peHIKOITy, K Y TPOKAPIOTUYHUX KITITHH.

[TepenbadaeTncs, Mo A PYHKIIIOHYBaHHS IJIACTH]] BUIIMX POCIUH MOTPIOHO Olibie
2100 6inkiB. [Tnmactom pociaun MictuTh 3a3Bu4ail 100-115 renis, siki KOIyIOTh TIIBKU 0J13bK0 3%
BUSIBIICHUX Yy XJoporuiacti OuikiB. Lle o3Havae, mo 0am3bko 97% BCiX XJIOPOTUIACTHBIX OLIKIB
KOJIYIOThCSI SIICPHUM FCHOMOM.

Bci xyoporiactHi reHl MO’KHa YMOBHO PO3JLIUTH Ha TPU IPYIIH.

1. I'enn, oo koxyroTh poTocuaTeTHYHI O11KHK (O113BKO0 50);

2. I'enu rereTraHoi cucteMu (ipubau3HO 60);

3. IHmi reHMm — BCl TE€HH XJIOPOIUIACTHOTO TEHOMY, BKJIIOYAIOYHM BIJKPHUTI PaMKH
3YUTYBaHHS.

I'enu ¢QorocuHTeTHYHMX OUIKIB. VY MOKpUTOHACIHHMX pociuH 47 TeHiB
XJIOPOIIACTHOT'O TEHOMY KOJIyIOTh OUIKH, SIKi O€pyTh y4acTh Yy popMyBaHHI (H)OTOCHHTETHYHOTO
amaparty. 3 Hux 15 reniB, mo koayoTh cyooaunuii ®C II (psb A, B, C, D, E, F, H, L J, K, L, M,
N, T, Z). IIpogykTu cemu reuiB 6epyTh ydactb y popmysanni OCI (psa A, B, C, L, J). ¥V ui cim
reHiB BXOAATh J1Ba reHa (ycf3 i ycf4), mo xonyroTs 61kH, siki OepyTh yuyacTs y ckiananii OCIL.
[icte renis (petA, B, D, G, L, N) koxytoTs cyOonuHuUII HTUTOXpOMHOTO b6f - KOMIUIEKCY, KU
3aificHioe B3aemoniro @C I 1 ®C II. llicts reHiB, mo KoayoTh cyboaunuii ATd-cuHTazu
OauHanuate  TeHiB, MmO  KOAyIOTh  cyOoamHuui  xmnoporutactHoro  HAJIOH -
MIacTOXUHOHOKcHIopeaykTazHoro kommuiekcy (ndh A, B, C, D, E, F, G, H, 1, J, K), sxuii 6epe
y4acTh B UKJITYHOMY MOTOLI €1eKTpOoHIB 3a yuacTio @C I .

I'enn reHeruyHoi cucremu. HaiiOinpima rpyma reHiB (Bcboro 62), MpOXYKTH SKHUX
OepyTh ydacTh Ha BCiX eTamax ekcrnpecii mactugHoro renoMy: 30 reniB TPHK (trn), wotupu —
pPHK (rrn), 21 ren pubocomuux OinKiB (IeB'ATh A BenuKoi cyouactuusl (rpl) i 12 — mis manmoi
(rps), 4oTUpU TE€HU IJsi CYOOJIMHUIIL MYJIbTUCYOOAMHHYHOI XjoporutactHoi PHK-momimepasu
(rpo; PEP), matK ren koxye matypasy, ska 6epe yuyacTp y criaiicunry iHTpoHiB Il rpymnu, clpP
KOJye cyOOMMHUIIIO XJoporutacTHoi mporea3u (Caseinolytic protease) 1 infA — koaye daxrop
inimianii Tpancsmii [F-1.

Bci TPHK koayrotbest mnacTuanuM reHoMmoM. Ha BiiMiHY Bij reHiB MPOKapiOTIB KOJEH
mwiactuaauii red TPHK He xonye 3'-CCA kinenp. LlikaBo, mo kpiM y4acti B TpaHcisiii tRNA-
Glu BTATY€ETHCS B CHHTE3 0-aMiHOJIEBYJIIHOBOT KUCJIOTH, SIKA € TIONEPETHUKOM XJIOpodiry.

3 wotuprox tuniB pPHK tpu (23S, 5S 1 4.5 S) nos's3ani 3 50S cy6uactuneii. 16S pPHK
BxoauTh B 30S cy6uactuiy. Bei pPHK konyroTecs rrn omepoHOM 1 po3TalioBaHi B HACTYMHHIN
nociioBHocTi: rrl6-trnl-trnA-rrn23-rrn4,5-5S.  JIBi TpeTMHHM TeHiB puUOOCOMHUX OLIKiB
KOAYIOThCS SJIpOM, 1HIII MJIACTOMOM.

Yotupu cyboaunuui PHK-nomimepasn 6akTepiaibHOTO TUIY KOJYIOTHCS ITUIACTHIHUM
reHomoM (rpoA, rpoB , rpoCl 1 rpoC2), a Bci o-dakropu 1 PHK monimepasu darosoro tumy
KOJYIOThCSI IICPHUMH F'€HaMHU.



Inmi renn. Jlo miei rpynu BiTHOCSATHCSA T€HU, K1 HE 3alTy4eHi 0€3MocepeTHbO B MPOIEC
(oTocuHTE3y 1 TEHETHUHY CUCTEMY XJioporiacTiB. Jlo HUX MoxHA BigHecTu accD reH, 1o koaye
B-cybonuuuiiro anetun-KoA-kapOokcuiiasu, Kio4oBuil hepMeHT O10CHHTE3Y KUPHUX KUCIIOT.

Bucoxo xoncepBatuBHuil TeH ccsA (ycf5) xomye Oinok, mo Oepe ydactb B Oiorenesi
IIUTOXPOMIB Y ()OTOCHHTE3YIOUHX POCIIHH.

I'en cemA (ycfl0) xomye Oi1OK BHYTPIIIHBOI MEMOpaHM XJIOPOILIACTIB, 1HAKTHBALISA
SIKOTO MIPU3BOUTH A0 3HIKEHHS nornmuHanHsg CO2.

€ B XJIOPOIUIACTHOMY T'€HOMI TaKOXX BIIKPUTI paMKH 3YMTYBaHHS pO3MipoM He OibIie
150 x00HOB, sIKi, SIK Iepe0aYa€eThCsl, HE MAIOTh BEIUKOTO (DYHKIIOHAIBHOTO 3HAYCHHSI.

JUist TUTaCTUAHOTO TEHOMY XapaKTepHI SIK €yKapiOTWYHI, TaK 1 MPOKAPIOTHYHI O3HAKH.
bir3bK0 1OJIOBUHH TIJIACTUIHUX TeHIB 00'€IHaHI B OTIEPOHU- 1I€ BIACTHBICTH MTPOKAPIOTIB, OJTHAK
00'eIHYIOThCS B IJIACTUAHI OMEPOHH 1 Te€HH, SIKI KOJAYIOTh (PYHKIIOHAIBHO-Pi3HI OUTKK. Onepon
4acTO Ma€ KiJbKa IPOMOTOpIB, SKI MOXYTh BmizHaBatucs pizHumu PHK-mommmepazamu. Ha
BiZIMiHY BiJl OaKTepianbHUX TeHiB BiJ 15 no 17 muacTUIHUX reHIB POCIMH MAKTh iHTPOHM, 110
nependayae HasiBHICTh CIUIAMCHHTY, a IIe BXKE eyKapioTHyHa o3Haka. Kpim Toro, s rumactuj
XapaKTepHO peAaryBaHHs iX TPAHCKPHITIB.

VY tabn. 1 Ha npuKIaAi MIIEHUI MPEeACTaBICHUM TUIOBUN HAOIp TeHIB XJIOPOIIIACTHOL
JIHK BHIIUX POCIHH, YUCIIO SKUX B PI3HUX TAKCOHAX BHIIUX POCIUH IMPUOIU3HO OTHAKOBO.

VY TreHoMi TUTacTHIl POCIHMH 3yCTPIYaeThCsl TUTBKH OMUH iHTPOH | rpymu i Gimspko 20
iaTponiB Il rpymu. OcHOBHE 4YMCIIO OUTKOBMX YMHHUKIB, IO OEpyTh y4acTh B CIUIAMCHHTY
IUTACTUIHUX TEHIB, KOMYIOThCS SACPHUM T€HOMOM. binku, siki OepyThb y4acTh B CILIAMCHUHTY
SEPHUX 1 TUIACTITHUX TPAHCKPHUIITOB, Pi3HI.

CTtpykTypa XJIOpOIIaCTHUX OUJIKIB 1 BIIIIOBITHUX I'€HIB BHCOKOKOHCEPBATIBHA, TOMY IO
MIBUJIKICTh €BOJIONIT TociigoBHOCcTer JIHK XmopormiacTiB 3HaYHO HYDKYE TAKOi JUISl SIEPHHUX
reniB (mitoxouapiansHa JJHK eBomrorionye B 10 pa3ziB yacTiiie, HiX sIepHa).

Ta6nuua 1. Cocras xs0ponnacTHoro reHoma nwenuupi (no: Ogihara et al., 2000; 2002)

KoHeuHbin 0O603HauyeHue reHoB Wndopmayma o kogupyeMom npoaykre
npoAayKT
PHK 23SrDNA, 16S rDNA, 55 rDNA, 4.55 rDNA PubocomanbHbie reHbl
trn A, trnC, trnD, trnE, trnF, trnG, trnH, trnl, trnkK, trnL, lenbl TPHK (30 TinoB, cooTseTcTByOWMX 20 aMUHOKUCNOTaM)

trnM (trnfM), trnN, trnP, trnQ, trnR, trnS, trnT, trV, trW,
trnY

Benku potocuH-  PsaA, -B,-C, -1, -J Qotocucrema 1
TeTu4eckoro
annapara PsbA,-B,-C, -D, -E, -F, -H, -1, -J,-K, -L,-M, -N, -T Qortocuctema 2
PetA, -B,-D, -G Liutoxpombi
AtpA, -B, -E, -F, -H, -1 ATO cuHTasa
rbcl bonbwan cybveaunnua pubynosobudocdarkapbokcunassi

Pubocomanbhbie  rpl 2, rpl14, rpl16, rpl20, rpl22, rpl23, rpl32, rpl33, rpl36 Bonbuwan cybveanHuya pubocom
6enku

1ps 2, rps3, rps4, rps7, rps8, rps11, rps12, rps14, rpsi15, Manas cybvegunmnya pubocom
1ps16, rps18, rps19
benku TpaHc- rpoA, rpoB, rpoC1, rpoC2 Cybveannuubl PHK nonumepassi
KpUNUWOHHOro/
infA TpaHcnAUMOHHDBIN dakTop

TPAaHCNAUMNOHHO-
ro annaparos

MNpouwne 6enkn ndhA, ndhB, ndhC, ndhD, ndhE, ndhF, ndhG, ndhH, ndhl, Cy6vegununuyst HAQ® aermpporexassi
ndhJ, ndhK

clpP MNporenHasa
cemA Benok membpaHbl xnoponnactos
matK Marypasa

ycf3, ycf4, ycfS, ycf6, ycf9 OTKPbITHIE PAMKMN CYUTBIBAHWA, KOHCEPBATUBHbIE CPeau
NNacToMOB 3NaKoB



Tadnuua A.1 — I'pynmel reHoB xnoponnactHoro reHoma L. Sibirica

Tpymma renos KonuuecTtBo koaupyomux
YYaCTKOB B TEHOME
tRNA 31
TRNA 3
Ribosomal proteins 25
Photosystems LII 22
Cytochrome (b6 — f, b559) 10
RNA polymerase 5
ATP synthase 4
Light-independent protochlorophyllide reductase 3
Translation initiation factor 1 1
NAD(P)H-quinone oxidoreductase 1
Cell division protein FtsH 1
Maturase K 1
Ribulose bisphosphate carboxylase 1
Acetyl-coenzyme A carboxyl transferase 1
ATP-dependent Clp protease 1
Hypothetical protein 10

PEJATYBAHHA PHK. XJIOpoIIaCTH  MarTh MEXaHi3M, 3JaTHHA 3MIHIOBATH
MOCJTIIOBHICTh TPAHCKPHUIITA B MOPIBHSHHI 3 MOCIIIOBHICTIO Horo reHa. llel mporec, 3BaHui
penaryBanusim (editing) PHK, OyB Bigkputuii B mnactunmax B 1991 poui. PenmaryBanus
nignaotbes naeski TPHK, pPHK, MmPHK u mikpoPHK. PenaryBanns PHK BinOyBaeThcs B
KIIITUHHOMY SIIp1 ¥ IIUTOIUIAa3Mi, a TAKOXK B MITOXOHPISX U IIACTHAAX.

Penarysanns PHK moxxe mpuzBoautu 1o nepersopenns uutuauny (C) B ypuaus (U) u
agenos3uny (A) B iHo3iH (I) B pe3ynbraTi Ae3amiHyBaHHs, a Takox npuenHanHs 10 PHK HoBux
HYKJICOTHIB U BUJIAJICHHS TUX, XTO BXOJUTH JIO 11 CKIay.

VY xnopomnactax Bigomi Timeku aBa Tumu 3amid C-U i pigme U-C. VY mmactupgax
KBITKOBHUX pociiuH icHye Bia 30 1o 40 caiiTiB penaryBanHs. PenaryBanHs 3a3BU4aii BijOyBa€eThCs
B IOCIIIOBHOCTI, 110 KOAYE 1 TUIbKH B PIAKICHUX BUIAAKaX - B IHTPOHaX a00 B HEKOJIYHOUMX
ninsHkax. PemaroBaHi KOJZOHM 3aBXKIU KOAYIOTh aMiHOKHUCIIOTH, JYXK€ BaXXJHUBI JUIsl (yHKIIIT
O1LIKa.

PenaryBanuss PHK moxe Tak 3minutu MPHK, 4T0 3MIHUTBCS aMiHOKHCIIOTHUN CKJIa/1
KOJIOBAHOTO OiJiKa 1 BiH Oyje BIAPIZHATUCS BiJl MOJIMENTIAY, Mepea0adeHoro 3a mociaioBHICTIO
reHa. PenaryBanHs OyBae Ba)JMBO JJIsi OTPUMaHHS akTUBHOro Ouika. IHONI penaryBaHHS
HE0OX1/THO, 100 CTBOPUTH CAUT 1HILIAIIT TpaHCTAIIT a00 "BUMpPaBUTH" CalT TEpMIHAIII].

OpnHe 3 mpumylleHi: €ITIHI BUHHMK CIIOYaTKy JUId KOpeKlii MyTauliil reHoma, sKi
3'IBIISTUCS T 3aceNieHHs 3eMuti pociHaMu. Pe3ynbTat - cuHTe3 HopMaiabHOTO biska. |

Y THK xiopomnacTiB BIKOPUCTOBY€EThCS YHIBEPCATbHUN T'€HETUYHUN KOJ.

TakuMm YMHOM, NMpOAHANI3yBaBUIM JIOCTYNHI B JaHWHA Yac €KCIIEpUMEHTaJbHI JaHi,
MOXKHa 3pOOUTH BHMCHOBOK, II0 Oyn0Ba 1 OCHOBHI €Tamu eKCHpecii MIacTUAHOIO TeHoMa
OpraHi3oBaHi 3a NMPOKAPIOTUYHHUM THUIIOM, MPOTE Yepe3 TpuBaje NepeOyBaHHS IUIACTHI B XOJi
€BOJIIOIIT B €yKapiOTUYHUX KJIIITHHAX B HUX BiZOynucs 3Ha4yHi 3MiHu. Ilnacruaa sBrpaTuiam 95%
reHiB B OPIBHSAHHI 3 BUIbHOXKUBYYUM 111aHOOAKTEPISMU 1 BTpaTHIIa 3AaTHICTH JI0 ICHYBaHHS 11032
€yKapiOTUYHOI0 KJIITHHOW. BoHM KoayroTh Tinbku Omm3pko 3% BceiX BHSIBJEHHUX B
xJioponJiacrax 0iikiB. 3HayHO YCKJIAJHUBCS B IUIACTHAX MPOIEC TPAHCKPHUIILIT Yepe3 MOsBY
nBox poxatkoBux PHK-momimepas saepHOro KoayBaHHS, BEJIMKOI KUIBKOCTI NPOMOTOPIB Y
IUTACTUIHUX TeHiB, Bitomi PHK-moniMepasu 00ox tumiB. VY 3B'A3Ky 3 MOSBOIO IHTPOHIB BUHUK



CIUTAMCUHT, 3'SBUJIOCS penaryBaHHs TpaHckpunTiB. Mik JIHK-BMicTHUME opraHenamMu KIIITUHA
BiJIOYBA€THCS MOCTIHHUN OOMiH iH(OpMAII€r0, CIPSIMOBAHUN Ha KOOPAWHAIIO il y BIAMOBIII
KIIITHHU Ha €K30TeHHI Ta eHaoreHHi (aktopu. Bce 1e cTBOproe Iyke CKIaIHy PEryJIsiliio
eKCcHpecii MIaCTUIHUX TeHiB, B AKiil Oepe yJacTh BeJIMKa KIJIBKICTh OUIKIB sIIEPHOTO KOAYBaHHS.

I'enom mMiTOXOHapIi.

KinpkicTh MITOXOHIPIHA y POCIMHHIN KIiTHHI cTaHoBUTH Big 50 mo 2000, i koxHa
MITOXOHIPist MicTUTH Bia 1 1o 100 xomiit reHoma.

PocauaH1 MITOXOHAPIT CHIIBHO BIJIPI3HSIOTHCS BiJ MITOXOHJpIA TBapwH. BoHM MaroTh
JOJTATKOBI TUISXU EJIIEKTPOHHOTO TPAHCIOPTY, HE MOB's3aHi 3 cuHTe3oM AT®, BKIFOYArOUU
nHecrpstkeHi okucienus HAJIH 1 HAJI®H 308BHI 1 3cepeinHr MITOXOH/PIT, 8 TAKOXK HECIIPSIKEHE
NEPEHECEHHSI ENIEKTPOHIB 3 YOIXiHOHYy Ha KHCEHb. DbBUIKHM, 10 BHKOHYIOTH Wi peakii
(amprepunatuBHi HAJI(®)H-nmerimporeHasu Ta aJbTepHATHBHA OKCHJIa3a, CTIMKA 10 ITHAHITY),
KOAYIOThCSL B sipi. DyHKIIS OUX NIUIIXiB, MaOyTh, MOB'A3aHa 3 (POTOCHMHTE30M 1 TMoyArae B
HEOOXITHOCTI IIBHUAKOTO OKHCJICHHS (OTOCHMHTETHYHO YTBOPEHHX CyOcCTpariB. MiToxoHApii
(OTOCUHTE3YIOUNX TKAHHWH 3]IaTHI IHTEHCUBHO OKUCIISITH TJIIHH, IO YTBOPIOETHCS B JIMCTKAX Y
BEJIMKHUX KUIBKOCTSX 1 € TPOIYKTOM (DOTOMXAHHS.

MT reHoMm TBapHH BUIJISJIAE TAK: 1€ KUTbIieBa MoJieKyia po3mipom 14-20 Kbp. 3azpuuait
Takuii reHoM konye 2 pubocomuiPHK, 13 cnemmdivnnx mominentunis i 1o 25 TPHK (kinbkicTb
MO>KE 3MIHIOBATHCSA Bijg 2 10 24 y pi3HUX BUJIIB).

['enomu TBapWH MICTATH JyXKe He3HAYHUH BincoTok Hekoxyrouoi JJIHK y Burmsiai exunoi
KOHTPOJIbHOI o0sacti (mpoTe, TparuiioThess BHHATKUA. [HTpoHM BiacyTHi. ['eam TPHK
pO3TamioBaHi, SIK MPaBWIO, MK TeHaMH OUIKIB i, KpiM OCHOBHOI (YHKIII — TpaHCHOPTY
aMIHOKHCJIOT Tpu OilocuHTe31 Oika, BHUKOHYIOTh (YHKIIO CHUTHATIB («KOM»), 3a SKUM
BifOyBaeThest mporecuHr nosinuctponnoi npe-MPHK. (Hdomxuna mT/IHK xpeberHux TBapun
BIJJPI3HSIE€THCS HE3HAUHO: Y IOJUHU — 16569 map HykneoTuais, y cBuHi — 16350, y nenbdina
— 16330, y mmoprieBoi xabu Xenopus laevis — 17533, y kopoma — 16400).

[Ipuknanom iHIIOro BapiaHTy opraHizauii Mo)ke OyTH T'€HOM J1aTOMOBOi BOJOPOCTI
Synedra acus , reHOMH 3eJICHUX 1 YUepBOHKX BoJopocTeid. Lle Takox KibIieBa MOJIEKYJ1a, PO3MIipHi
MeXI1 SIKOi 3HaxX0aIThcs B Mekax 19 — 1000 Kbp. BinMiHHOCTI BiJ1 IEPIIOTO BapiaHTy CTOCYIOTHCS
B IIepIIy 4Yepry HasBHOCTI MIKTE€HHHX CIEHCEepPHHUX TMOCIIJOBHOCTEH pi3HOI JOBXKWHU 1
MPUCYTHICTIO JOJJATKOBUX TeHIB. KUIbKICTh 11eHTU(IKOBaHUX IeHiB KoauBaeThes Big 40 mo 156.
CTpyKTypHi reHH y JesIKUX BUAIB MicTATh iHTpoHH [ abo II tumy.

Tpertiii BapianT BusABIEHMH y OaraThbox IpuOIB 1 BHIIMX POCIHH. Po3Mip reHomy
MITOXOH/Ipiil Ha3eMHUX pociuH Habararo Ouibiie MTIHK TBapuH 1 Moke nocsiraTu COTEHb THCSY
nap HykineotuaiB (Hanpukian, y Arabidopsis thaliana 366 924 nap nykieorunis — 1e B 20 pasis
Oulbllle, HDK y JIOAMHM). [ TpeThoro BapiaHTy XapaKT€pHO HPUCYTHICTh KpPIM KUIbLEBOT
MOJIEKYJIU (PO3MipU MOJIEKYIH K y npyromy BapiaHTi Big 20 mo 1000 Kbp, wactime 100-500)
IUIa3MiJIOTIOI00HUX KiJbIIEBUX a00 JiHIMHMX Moiyekys. Po3Mipu i1 kinbkicTs Mosiekyn mMt/IHK
MOJKE BapilOBaTH B IMIMPOKUX Mexax. [Ipm mpomy 7-8-kpatHi BimmiHHOCTI B po3mipax MT/JHK
BUIIMX POCIMH BUSBIAIOTBCA HaBITh y MeXax oJHoOro cimeiictBa. Hampuknana, ciMelcTBO
rap0Oy30BHX y KaByHa MITOXOH/piajbHHI F€HOM HaBITh MEHIIE, HIX Yy apabigorncucy (330 tuc.
nap HyKJIEOTH/iB), y rapOy3a BiH MicTUTh 850 THC. map HyKJIEOTHAIB, a y AuHI - 2400 THc. map
HYKJICOTH/IIB.

TakuMm unHOM, MITOXOHJIPIT MICTATh HabaraTo OLIBIII TEHOMH, HIXK TUIACTHAN (OCTaHHI
3a3Bu4ail MicTiaTh 120-160 TuC. map HyKJIEOTUIIB), IPOTE B MITOXOHIPIaIbBHOMY T'€HOMI POCIIUH
Ha0arato MeHIle YHIKaJIbHUX KOJIYIOUUX MOCIIIOBHOCTEH.



BcranoBneno, mo 30UTbIIEHHS PO3MIPy TE€HOMY CTaJOCSA TICIS TOTrO, SIK POCIUHU
3aCeNMIIH CYITY, 1 B LIeH e eBOJIOLIHMIA TIepiol MiTOXOH/piaibHi TEHOMU POCIHH BTPATHIIN P
TeHiB, TIEPEIaBIIHN iX 110 sApa. 3BIJICH BUIUIMBAE, IO 30UIBIICHHS PO3MIPY T€HOMY MITOXOHPIN
BiZIOyJI0CS 32 paXyHOK MEXI'€HHBIX TUITHOK. CTPYKTYpa IUX IUISTHOK T€HOMY HEMOCTiiHa. Y HUX
MepeBaXaroTh BUIOCTCIU(BIUHI MOCTITOBHOCTI. TakuM YHWHOM, CIPSMOBaHICTh EBOJIFOILIT
MITOXOHAPIAJILHOTO TEHOMY POCIIMH MPOTHJICKHA CIIPSIMOBAHOCTI €BOJIIOLIT MITOXOHIPiaJbHOTO
F€HOMY TBAapHWH KJITHH, Y SKHX T€HOM MITOXOHJpIA B TPOIECI €BOJIONII CTaB MEHIIE 1
KOMIIAKTHIIIIE.

Benmka BapiaGenbHICT MOB'sI3aHa 3 PEKOMOIHOTEHOIO IPUPOAOI0 TEHOMY MITOXOHApii
BUIIUX POCITHH. MITOXOHAPIQJIbHUN TEHOM pOCIWH, SIK TPABWIIO, CKIAJAEThCS 3 JEKUIBKOX
MOJIEKYJ pi3HOTO po3mipy. OmHa 3 HUX, "0cHOBHa XxpoMocoMma', ""MaiicTep-xpoMocoma", MiCTUTh
BEJIMKY YaCTUHY T'eHIB, a KUIbIIEBI ()OPMHU MEHIIOI TOBXHUHH, 110 3HAXOMATHCS B JUHAMIUHIN
piBHOBa3i sK MiX c000I0, TaKk 1 3 OCHOBHOIO XPOMOCOMOIO, YTBOPIOIOTBCS B pe3yJIbTari
BHYTPIIITHBO-1 MI>KMOJICKYJIIPHOT peKOMOIHAIII1 3aBISKH HASBHOCTI MOBTOPEHUX MOCITIIOBHOCTEH
(puc.1).

Ha Bigminy Bix XxpebeTHUX, y pociuH, TpubiB 1 Halinpoctimux MTAHK mictats 1o 80%
HE KOJYIOUUX MOCITIIOBHOCTEH.

CCO

Puc 1. Cxema yrBOopenns kunbieBux JJHK. PekoMOiHarttist Bii0yBa€ThCS 1O MOBTOPEHUM JIISTHKAM
(cuHi).

Bucoka koHIeHTpalisi akTUBHMX (DOpM KHMCHIO B MITOXOHJpisSX 1 cinabka cucrema
penapauii 3011b1yI0Th yacToTy MyTamiil MTIHK y nopiBHsHHI 3 siiepHOIOHA OopsAIoK. Pagukanu
KHCHIO CITyXaTbh NpUUnHOI0 crnennpiyaux 3amid L[-T (nezaminyBanns uurto3una) i I'-T (okucHe
MOIIKO/KEHHSI TyaHiHa), BHACIIOK 4yoro, MoxumBo, MTJIHK Garati AT-nmapamu. Kpim Toro, Bci
MT/IHK BOMOAIIOTH 11iKaBOIO BIACTUBICTIO — BOHU HE METHIIIOIOTHCS, HA BIIMIHY BiJl AIEPHUX 1
npokapiotnunux JHK.

Briepie BusiBieHe B MiTOXOH/pisAx TpunaHocoMmu peaaryBanHs PHK (exitinr) mmpoko
HOLIMpPEHe B XJIOPOIUIACTaxX 1 MITOXOHApisAX BUIUX pociuH. PHK penaryBaHHs B MITOXOHIpIsX
KBITKOBUX POCJIMH mnosisArae B fe3aminyBanHl C 1o U. ¥V BUBUEHMX MITOXOHJIpiaJIbHUX I€HOMax
HamuyeTbes 6mu3bko 400-500 caiiTiB ne3aMiHyBaHHS BCEpEIUH] BIAKPUTUX PAMOK 3YUTYBAaHHSL.
3apa3 Bijomo, 110 peaaryBanHs PHK — gacto 3ycTpivaerses 1 ayke BaXKIUBHUI MPOIeC KOPEKIi
eKcITpecii TeHIB B MITOXOHAPISAX OUIBIIOCTI BUAIB POCIHH. Bennka yactuHa caliTiB peaaryBaHHs
PHK 3naxoguThcsi B reHax, mo KoaykoTh Outku. Hebarato Takux caitiB BusiBieHo B TPHK,
HETPaHCIIEMUX TUISTHKAX MITOXOHAPIaIbHOTO FeHOMY 1 1HTpoHaX. Yucio cailTiB penaryBaHHs



Bapitoe Big 357 y mykpoBux OypskiB 1o 491 y pucy. BussiaeHo psng BugocnenuuyHUX CanTIB
penaryBaHHsL.

JlokasiB HasiBHOCTI peaaryBanHsi PHK B MITOXOH/pisiX KJIITUH TBapuH i rpuliB HEMae.
IcHye ysBICHHS, IO Pi3HI ApCTBa IBKAPIOT Malld PI3HHUX MPEAKIB 1 €HI0CUMOi03 OakTepii
BUHUKAB Ha PI3HUX €TaIax eBOIOLIT )KUBUX opraHi3miB. I1po 11e  roBopsATh BIAMIHHOCTI B Oy10B1
MITOXOHApIAJIbHUX TE€HOMIB HAaWIpPOCTIMINX, T'PUOIB, POCIMH 1 BUIIMX TBapuH. AJle y BCiX
BUIIA/IKAX OCHOBHA YaCTHHA I€HIB 3 MPOMITOXOHIPHUIA MTOTPAIIHIIA B SIIPO, MOXKIIMBO, 3 IOTIOMOTOI0
MOOITEHUX TEHETHYHUX EJIEMEHTIB.

[HII0I0 HE3BUYAWHOIO PHCOI0 MITOXOHJpPIA € OCOOJHMBICTD BIHi3HABAHHS KOJOHOB
tparcnoptauMu PHK, 1110 mpu3BOauTh A0 TOTO, IO OJHA MOJIEKYJIA JI3HAETHCS Bilpa3y YOTHPU
KOJI0OHA. 3a3HaueHa 3MiHa MITOXOHAPIAIbHOTO TEHETHYHOT'O KOJTy 3MEHIITY€E 3HAYUMICTh TPETHOTO
HYKJICOTHIY B KOJAOHE 1 PU3BOIUTH JI0 TOTO, 1110 MOTPiOHO MeHie TpancniopTHux PHK. Beboro
22 tpancnoptaux PHK nocraTtHbo ajis misHaBaHHS BCiX 64 KOJIOHIB.

VY cknaai mt/IHK mictuthes Bin 25 (y xnamigomonanu) no 104 (y mediHOYHHMKA) TEHIB .
VY Bunmx pociud MTAHK mictuts 50-70 reniB. Hanpuknan, y apabigorncucy 3arajibHa KUTbKICTb
rediB — 52. I'enu cknagawTs 7-17% MITOXOHApPIadbHOTO TEHOMY IMOKPUTOHACIHHHX. Jleski
MDKTeHHI AUISHKH MicTaTh nociigoBHocTi XnJJHK (1.6—6.2% renomy) i1 a/IHK (0.1—13.4%
reHoMy). Taka "3mimana" JIHK He BUSBICHO B MITOXOHIpiallbHUX T'€HOMax TBAapUH KIITHH.
BBaxators, mo mnocnigoBHocti xnJHK B mMTJHK MoxyTes OyTu mKepenamMu JesKHX
dyukionansHux reHiB TPHK, a Takox CciayXuTH NpoOMOTOpaMU MITOXOHIpPialbHUX TEHIB.
Oynkuii saeproi JJHK y MiToxoHapianbHUX reHOMax HEBiIOMI.

Konyrots Oiok — 27; 3 HUX:

HNuxanbanii komruiekce — 17. (Jlesiki 611K IUXaabHOTO JIAHIIOTa, YaCTUHA CYyOOJMHUITh
(3) AT®-cunrerasu, yotupu Olika, OepyTb ywacTb Yy CHHTe31 LUTOXpoMy c. B
MUTOXOHJIPHAJIbHOM TE€HOM1 pOCIMH OyiM 1AeHTH(]IKOBaH1 AesIKl CyOOAMHMIN AUXAIBHOTO
KOMIUIEKCY, HE XapaKTepHI1 I CCaBLIiB)

Pu6ocomusie Oinku — 7 (MTAHK pocnun xonye 10 pubocomHux OLIKIB, B TOM Yac sSIK y
ccaBILiB koJieH 3 85 pubocomHux 6e 1koB He KoayeTbed il MTIHK);

TpancnoptHi Oi1ku — 3;

I'enn pPHK — 3 (Mitoxonapiansni pPHK pocnun (18S 126S) 6inbie, Hix y TBapuH (12S
1 16S). Kpim Toro, mutopubocomsl pociut MicTaTh 5SS pPHK.).

I'enm TPHK - 22. (Cxknan reniB TPHK B MITOXOHIpiSX pOCIHMH YyHIKalIbHUH.
[ToxpuTtonacinni pociaunu Mictath 15-21 reniB TPHK. Yactuna renis TPHK Bosozie 3nauHOIO
romosoriero 3 reHamu xnJ[HK. HykneoTruaHi mocmioBHOCTI IHIIMX TEHIB HE BiAMOBINAIOTH
nociainoBHocTi TPHK >xomHOrO 3 Bimomux mxepen. s MITOXOHAPIM pOCIMH THUMOBUH IMIIOPT
monekys TPHK 3 nuto3omo. [Tpu cekBeHyBaHHS MITOXOHApiaIbHUX T€HOMIB OYJI0 BCTAaHOBIIEHO,
110 B HUX BijacyTHI 3a3Buyail renn TPHK ananiny, apriiny, JefinHy, TpeoHiHa 1 BaJliHy, TaK 110
BianosigHi TPHK, iimoBipHO, iMnopTytoTscs. Monexkynu TPHK, sik npumyckatoTs, 1110 HaIX0A4Th
y MITOXOHJpIi Yepe3 MOTeHIia -3aIeKHI aHIOHH] KaHaJIM 30BHIIIHbOT MEMOpaHH. )

Yucno iHTpoHIB — 23. (Y KOXHOMY 3 CEKBEHHPOBAHUX MITOXOHpIaJbHUX T'€HOMIB
3arajbHe YHCJIO IHTPOHIB CTaHOBUTH 20-24, o Bianosinae 4-13% renomy. [HTpOHU BiTHOCATHCSA
no rpyn I 1 I, mpudyomy ocoOnuBO yucieHH1 y pociuH 1HTpoHHU Il rpynu, Toai sIK y 1HIIMX
OpraHi3MiB IIe¥ THI IHTPOHIB 3yCTPIYA€THCS Y BUIJISAII BUHATKY. [HTpOHU BUSIBJIEHI TAaKOX B reHaX



MITOXOHJIpii TMPOTHCTIB 1 TpubiB, aje BOHU BIACYTHI (3a HeOaraThbMa BHHSATKAMH) B
MITOXOH/IpiaJIbHUX T€HaX TBApHUH.)

[B renomax GakTepiii i opranes 3yCTpidaloThCs CaMOCIUIACyI0Ui IHTPOHH, X04Ya BOHHU 1
nyxe piakicHi (1. 3B. inTponu TumiB I 1 II). Li inTpoHM BHpi3atoThcs 6€3 TOMOMOTH CIUTaiCOCOMHU
3a paxyHOK pUOO3MMHOI aKTHBHOCTI CaMHX IHTPOHIB, YTBOPIOIOTH CHEIiajibHI CTPYKTypu. €
CBIJIONTBA TOTO, 110 iIHTPOHU TUITY Il 1 CIITaiicOCOMHI IHTPOHU MaJU CIIITBHOTO TIpeka. MexaHizM
BUpi3aHHA i€l IHTPOHIB TUITy Il CX0XKMI 3 TAKUM y CILIaliCOCOMHHX iHTPOHIB. }

MiTOXOH/piaJIbHI T€HW POCIHH TPAHCIIOITHCA 33 JIONIOMOTO0 YHIBEpCAIbHOTO
TEHETHUYHOTO KOy (Y TBapHH — Hi).

[HaitOinpmuii cropnpus BYEHHM MiTOXOHApii migHecan B 1979 p. Jlo Toro wacy
BBA)XXAJIOCA, 110 T€HETUYHHMH KOJ YHIBEpCaJIbHUH 1 OAHI 1 Ti K TPHUIUIETH KOAYIOTh OIHAKOBI
aMIHOKHCJIOTH y OaKTepii, BipyciB, rpu0OiB, POCIUH 1 TBApUH. AHTUIIMCHKUN TOCHITHUK beppen
31CTaBUB CTPYKTYPY OJTHOTO 3 MITOXOHJIpiaJIbHUX T€HIB TEJIATH 3 MOCIIIIOBHICTIO aMiHOKHCIIOT Y
KOZIOBAHOTO IIUM TE€HOM CYOOJIMHHUIIl IUTOXPOMOKCHAA3W. BusBMIOCA, 110 T€HETUYHHH KOJ
MITOXOHJPI BeNUKOI poratoi Xyaodou (SK 1 JIOAWHY) HE MPOCTO BIAPIZHAETHCS BiJ
yHIBEpCaIbHOT0, BiH "ileabHUIA", TOOTO MiANOPSAKOBYETHCS HACTYITHUM MPABHIIOM: "SIKIIO JBa
KOZIOHAa MAalOTh J[Ba OJHAKOBHX HYKJIEOTHU]Y, @ TPETi HYKJICOTHJU HANEXaThb J0 OJHOrO Kiacy
(mypunoBux — A, I', abo nipumiguHoBux — VY, 1), To BOHU KOAYIOTh OJIHY 1 Ty % aMiHOKHUCIIOTY".
B yHiBepcanbHOMY KOl € JBa BUHATKH 3 IIbOTO MpaBuia: TpumieT AYA koaye i30iediuH, a
kogoH AYI — MeTioHIH, B TOM 4Yac SK B 1ieaJbHOMY KOJi MITOXOHJpiN 0OMIBa 1i TPUIUIETH
KOAyloTh MeTioHiH; TputuieT YI'T konye nmumie tpunrodan, a tpumier YI'A — cromn-kogoH. B
yHIBEpCaTbHOMY KO/l 00HM/IBa BIIXUIECHHS CTOCYIOThCS MPUHIIMIIOBUX MOMEHTIB CHUHTE3Y OljKa:
KomoH AV — iHIiNifOrOUHiA, a CTON-KOJOH Y A 3ynuHS€ CHHTE3 MOJIMENTUAY. [neansuuii ko
BJIACTHBHMI HE BCIM OIMCAaHUM MITOXOHJIPiH, ajie JKOJAHA 3 HUX HEMAa€ YHIBEPCAIBHOTO KOY.
MoskHa cKa3aTH, 1[0 MITOXOHJIPIl TOBOPATH Ha PI3HMX MOBAaX, ajieé HIKOJIM — Ha MOBI s/1pa. |

KpiMm KomyBaHHS KIIOYOBMX KOMIIOHEHTIB JWXABbHOTO JIAHIIOTa 1 BIACHOTO
OUIOKCHHTE3YI0UOr0 anapary, MITOXOHJpIaJbHUI F€HOM B OKpPEMMX BUIIaJKax Oepe ydyacTb y
dbopmyBaHH1 Jeskux MopdoioriyHuX 1 (i310J0TIYHUX O3HaK. JIo TakWX O3HAKU BITHOCSTHCS
XapakTepHi Juis psay BB Buimx pociud cuHgpom NCS  (non-chromosomal stripe,
HEXPOMOCOMHO KOJY€THCS IUIIMHUCTICTh JIMCTS) 1 IUTOIUIa3MaTHYHA 4YOJIOBIYa CTEPUIIBHICTH
(IMC), mo npuBoAWTH A0 MOPYIIEHHS HOPMAJIbHOTO PO3BUTKY NHWIKY. [IposiB 000X O3HaK
o0ymoBneHo 3miHamu B cTpykTypl MTIHK. IIpun LIMC cnocrepiratoTbest nepe0y10BH FeHOMIB
MITOXOHJIPiH B pe3ybTaTi peKOMOIHAIIHHUX TIOJIiH, 110 BEAyTh J0 AeTelii, qyTIiKallii, iHBepcii
abo iHcepIliii MEeBHUX HYKJICOTHIHUX MOCHIAOBHOCTEH a00 minux reHiB. Taki 3MiHH MOXYTh
BUKJIMKATH HE TIJIbKY MOIIKOIKEHHs HassBHUX T'€HIB, aJie 1 M0siBa HOBUX MPAIIOI0YHUX T'eHIB.

B3aemonist Mk MpoyKTaMu XpOMOCOMHHMX, MITOXOHJIpIaJIbHUX 1 XJIOPOIUIACTHUX T'€HIB
oOymoBieHa reHetuyHo. Hampuknan, mytamii B mitoxoHapisx JIHK kykypyasu MoxyTh
CYIIPECHPOBATHCSI XPOMOCOMHUMH MYTAIlisIMH, a II€BH1 BH/II YOJIOBIUO1 CTEPMIIBHOCTI - BUKJIMKaHI
myTanismMu B MitoxouapianeHid JJHK (BinHOBIEHHS (epTUIBHOCTI MOB'S3aHICTh MOBs3aHI 3
MYTaIisIMH B XpOMOCOMHUX T'€HaX).
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