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CYTOGENES AND
PRIONES: CYTOPLASMIC
INHERITANCE

WITHOUT DNA?

S. G. INGE-VECHTOMOV

The discovery of DNA
without cellular cytoplas-
mic organelles, mitochon-
dria, and plastids pro-
duced a substantial con-
tribution to the concept of
deoxyribonucleic acid
(DNA) as the universal
molecular  carrier  of
genetic information. Sev-
eral cytoplasmic genes
and some infectious
agents (priones) have
been identified as protein
molecules. These data
contributed additional
information to the mecha-
nisms of heredity.

CywjecTBeHHbIN BKJlag B
npegcrasneunss o [JHK
Kak yHuBepcaJibHOM HO-
cuTesie HacrieCTBEHHOW
UHopMaynu BHECsIO OT-
KpbiTne JHK B yuronnas-
MaTUYeCKUX opraHerssiax
KITIeTKU — MUTOXOHAPUSIX
u nnactugax. Hekoropbie
yutonsiasmaTuyeckue re-
Hbl UM UHPEKYUOHHbIEe
areHTbl (MPUOHbI) UGEHTH-
¢huympoBaHbl Kak 6es1Ko-
Bble MOJIeKY/bl. ATU cBe-
AeHUs1 [OMOJIHAIOT Halin
npegcrtaBsieHNUs1 O mMexa-
HU3Max Hacrie4oBaHus.

LLUTOTFEHLI U NPUOHDI:
LUTONJNIASMATHYECKAS
HACNEACTBEHHOCTb BE3 AHK?

C. . UHF'E-BEHTOMOB

CaHkT-lleTepbyprckuii rocy[apCTBEHHbIN YHUBEPCUTET

BBEJEHUE

PasBuTtue mpeactaBieHUil O HACIEACTBEHHOCTU —
MPUMEP HEMPEPHIBHOTO 3KCIIEPUMEHTAIbHOIO YTOYHE-
HUS (HaKTOB U 3aKOHOMEPHOCTEM, OTKPBITHIX B CEPEIH-
He npouwnroro croxerus [LM. Mennenem. OcHoBa 3THX
MpeACTaBIeHUIN — CyllIeCTBOBAaHME MaTepPUATbHBIX HO-
cUTesiei HACIeACTBEHHOCTH, COCPEIOTOYEHHBIX B XPO-
MOCOMax siipa 3yKapHOTHYecKOoil KieTKHu. Il1ombITKnI
PEBU30BATh 3TO ITOJOXEHNE JINIITH Pa3BUBAIN U YTOU-
HsIM ero. Mbl pacckaxeM 00 ouepeIHOM IapagoKce
HACJIEACTBEHHOCTH, MOJYYUBILIEM OOBSICHEHHE B IIO-
clieqHee BpeMsl.

LEHTPAJIbHAA JOIMA

SnepHast runoTe3a HacAeICTBEHHOCTH Oblia J0Ka-
3aHa yxe B koHle XIX Beka, elie 10 NepeoTKpbITHS 3a-
koHOB Mennens. B 1889 rony Teonop bosepu nokaszai,
YTO Y MOPCKMX €X€l MpHU OIUIOJIOTBOPEHUHU SHULIEKIIE-
TOK, JIMIIEHHBIX SIIpa, TTOJHOLUEHHBIMU CIIEPMaTO30M-
JlaMy 00pa3yIoTCsl BIOJHE KU3HECTIOCOOHbIE TUOPUIBI.
Bbonee Toro, a1 TMOPUABLI MOBTOPSUIM TIPU3HAKHY OTLA,
a He maTepu, eclii CKpellrBaeMble (OpMbI pazinya-
JIUCh TIO CTPOEHMIO cKejeTa JUYMHKU. Clienyer Mo-
MHUTD, YTO CTIEPMATO30M I IPUHOCUT B 3UTOTY IPHU OIT-
JIOAOTBOPEHUU MPAKTUYECKU TOJIBKO SIAPO, B TO BPEMsI
Kak siifuekyieTka Kak siapo, Tak U IMTOILIa3My, B ThICS -
YU pa3 NPEeBOCXOASLIYIO SIPO IO 0OBEMY.

BropuuHoe oTkpbITHe 3akoHOB MeHaenst B 1900 ro-
ny Iyro Jle ®pusom B Tomnanauu, Kapiom Koppencom
B [epmanuu n Dpuxom YepmakoM B ABCTPUH YTBEPIM-
JIO TIPEACTaBJIEHHUSI O CYIIIECTBOBAHMM MTMCKPETHBIX Ha-
CJIeCTBEHHBIX (haKTOpoB, KoTopble Buuibrensm Jlio-
npur MoranHceH mozxe (1909 rom) HazBays reHamu.
Bckope (1903 rom) V. CatroH “nomecTun” MeHIeneB-
ckue (akTophl (IeHbI) B XpOMOCOMBI simpa. Tak ObLI
CIIeJIaH TMEPBbIA 1Iar K XpOMOCOMHOM TEOpUM HacCel-
CTBEHHOCTH, OJiecTsiie 000CHOBAHHON B JajJibHEHIIEM
Tomacom XantoM MopraHoMm u ero yueHUKaMH. Xpo-
MOCOMHasI TeOpusl TpeOYeT OTIETbHOM MyOJIMKaALUK, a
3[1€Cb Mbl OTMETHM TOJIbKO, YTO SIIEpHAst TEOPUSI TAKUM
00pa3oM MoJTyuunsia pa3BUTUE B BUJIE XPOMOCOMHOI TeO-
pUM HacJIeACTBeHHOCTH (cM. [1]).

Kaszanoch ObI, Bce MOHSITHO: TEHBI — B XpOMOCOMax
s/ipa, TO3TOMY OHO M OTBeYaeT 3a Mepeaavyy HacaeacT-
BEHHBIX CBOMCTB opraHu3mMa. B nanbHeliieM OTKphITHe
TpaHchopMallMK y OaKTepuili U MU3ydeHHUE HaACJIEeACT-
BEHHOCTU OakTeprodaroB — 6akrepraabHbIX BUPYCOB
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JIOKA3aJIM, YTO TeHbl — 3TO MOJIEKYJIbl 1€30KCUPUOO-
aykiaenHoBoil kuciotel (JIHK). Umenno JIHK, a He
0eJI0K, SIBJISIETCS HOCUTEIeM reHeTu4ecKoil nHpopMa-
uuu. OQHO M3 caMbIX SIPKMX J0Ka3aTesIbCTB 3TOTO
npenctasuau B 1952 rogy Ansdpen Xepmm u Mapta
Yeit3. DT ydeHbIe TTOKa3aIM, UCIIONb3Ys paTiOaKTHB-
Hy1o MeTKy 2P ning JJHK u S w14 6e1xoB, 4To npu 3a-
paxkeHuun GakTepuu KuiiedyHoi nanodyku (Escherichia
coli) 6akrepuodarom T2 B KJIeTKY TPOHUKAET TOJBKO
JIHK, a 6emok octaercs BHe KJIeTKH. TeM He MEHee 3TOTro
JIOCTaTOYHO JJIST Pa3BUTHSI TTOJIHOLIEHHBIX YaCTUIL OaK-
TepruoGharoB-rMoTOMKOB, COCTOSIIIMX, KaK U UCXOAHBIE
nHpumpylomue yactuiibl, 3 JHK u 6enkos (cm. [1]).

CopemMeHHble nipeactasiaeHusi o ponu JJHK B Ha-
CJIeICTBEHHOCTH JIy4llle BCETO OTpakaeT TaK Ha3bIBae-
masl “LleHTpayibHass qorMa” MOJEKYJISIPHOI OMOJI0rMu
(puc. 1), cpopmynupoBanHass @psHcucom Kpukom [2].
CornacHo llentpansHoit norme B JIHK, criocobHoii Kk
CaMOBOCITPOM3BEICHUIO, 3aKOAUpOBaHa TepBUYHAS
CTPYKTypa O€JKOB, TO €CTb IOC/IeA0BaTeIbHOCTh WX
aMMHOKMCIIOTHBIX OCTAaTKOB. DTa reHeTu4ecKast uH(op-
manus neperHocurcda ¢ JIHK na PHK, xoropyio B aTom
cioydyae HaspiBaloT mHGopManuoHHoir — MPHK wmm
MPHK (ot aHr/1. messenger — IociaHHUK, IEPEHOCUNK).
Nmenno MPHK nepeHocut nHdopMaluio o CTpykType
6enkoB ot JIHK xpomocom, HaxoxsImxcs B siape, B 11-
TOTUTa3MYy, TJIe ¥ IIPOMCXOIUT CUHTE3 6e1KOB. Tak 06CcTO-
WUT JIeJI0 B 3YKApUOTHUYECKOM KIIETKE, TO €CTh TUITMYHOM
KJIeTKe, UMEIOILEH SIIpO U SIACPHYI0 MeMOpaHy, OTaeIs -
JOIIIYIO €TO COMEPKMMOE OT IIUTOTUIa3MBbI. Y OakTepuit Te
Xe TIPOIIECChI 00CTaBIEHBI HECKOJIBKO TTPOIIIE.

Tak unu Have, HO BO BCEX CllydyasiX TeHeTUuec-
Kasi MHpopMalus MepeHOCUTCsI OOBIYHO IO LIEeMNU:
JHK — PHK —— BEJIOK. MHorna monexysbl
PHK crmoco0HEI K caMOBOCIIPOU3BEACHHUIO WM CITy>KaT
MPOMEXYTOUYHOW MATpULEH MNpyU BOCIPOU3BEIACHUN
JHK, Ho HHUKOTrIa 610K HE MOXKET CIY>KUTh MaTpULIei
mst cunte3a JJHK wam PHK!

Benok

Puc. 1. Cxema, nnmoctpupyowas LieHTpanbHyio
[OrMy MONEKYNSIPHOM Guonoruu.

CnnoLUHbIE CTPENKM NMOKA3bIBAIOT 00bIYHbBIN NyTh Nepe-
HOCa reHeTN4eckon MHPOPMALLU, MYHKTUPHbIE — 60-
nee penkume nyTu, Takke CYLLECTBYIOLLME B NPUPOAE.

Hrak, IHK uepes cBoero nocpennuxka (MPHK) om-
penesisieT 4yepeqoBaHue aMUHOKHUCIOT B Oenkax. [lpu
5TOM COONIONAIOTCS MpaBWJia TeHeTUYeCKOro Koja,
CyMMHpPOBaHHBIE B Tabimiie. boiee monpo6HO 0 HEKO-
TOPBIX TMPOOJIeMaX TeHETUYECKOTO KOAMPOBAHMSI MBI
pacckaxeM B JApYroii cTaTbe.

Tabauiia reHeTUYECKOro Koaa

[lepBas Bropas OykBa B KomoHe Tpetbs
OykBa B OykBa B
komone | U C A G | konone

8] ®en F | Cep Tup Huc C u

den CepS | TupY | Luc C

Jein L | Cep — — A

Jleit Cep — TpnW| G

C Jleii Ipo TucH | Apr u

Jleii L | Tlpo P | T'uc Apr R C

Jleit IIpo Inma Q | Apr A

Jleit IIpo I'ma Apr G

A Wne Tpe Aca N | Cep S U

Unel | TpeT | AcH Cep C

Une Tpe JIuz K | AprR A

Mer M| Tpe Juz Apr G

G Ban Ana Acn D | T'nu U

BanV | AnaA | Acnn [nmu G C

Ban Ana InyE | I'mu A

Ban Ana Ty I'mu G

IMpumeuanue: U — ypauwi, C — uuto3uH, A — ageHuH, G —
ryanuH — ocHoBaHuss PHK. B TaGmuiie nmpencraBieHbl Tpex-
OYKBEHHBIC COKpalleHWs HAaMEHOBAaHWI aMWHOKWCIIOT, a
TaKXe MX YCJIOBHbIE 0003HAUYEHUsI B BUJAE OTACIbHBIX OYKB,
npuHsTHIe B onoxumun. [Tpouepk ms konoHoB: UAA, UAG,
UGA yKa3bIBaeT Ha TO, YTO OHU HE KOIUPYIOT AMMHOKHCIIOT-
HBIX OCTATKOB, a SIBJISIIOTCSI CUTHAJIAMU TEPMUHALMU TPaHC-
JISILIMU, TO €CTh OCTAHOBKM CHMHTe3a Gelka.

FEHbl BHE SAPA

HckmoueHUsT 13 XpOMOCOMHOM T€OpUM HACTIEICT-
BEHHOCTH, HEOIHOKPATHO OOHapYyKMBaBIIWECS Y pa3-
JIMYHBIX OOBEKTOB, TEM HE MEHEe TOJIbKO pa3BUBAIU U
YTOUHSUIM €€ U B KOHIIE KOHIIOB MHTETPUPOBATUCH B
pamkax LleHTpanbHoi morMbl. OMHUM U3 TIEPBBIX UC-
KJIIOUYeHUI 13 XpOMOCOMHOI1 TeOpUM OBbLIO OOHapyXke-
HUE HesIePHBIX TeHOB, WIM LIUTOIUIa3MaTUYECKUX Te-
HoB. HesnmepHoe HacnemoBaHMe ONUCAIM Ha 3ape
reHetuku K. Koppenc (1908 rox) u 3. bayap (1909 ron).
K. KoppeHc, B 4aCTHOCTU, U3y4asl HacjleJ0BaHUeE MPU-
3HaKa MeCTPOJIUCTHOCTH Y HOYHOM KpacaBuilbl Mirabilis
jalapa. Y sToro pacteHus BCTpeyaroTcsl (OpMBbI, Ha
JINCTBSIX KOTOPBIX MO3aMYHO YepeAyIOTCsS 3eJICHBbIC
y4acTKH, conepxkauiue xaopobuiii, u 6eable ydacTKH,
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JuieHHbIe xopodwiia. Ecnv B ckpelmBaHuy MaTe-
puHCcKas ¢hopma MecTpOJIMCTHAS, a OTIIOBCKAsI 3eJIeHasl,
TO BCE MOTOMCTBO OKa3bIBa€TCs MECTPOJUCTHBIM. B pe-
LIMTIPOKHOM CKpelIMBaHWU, KOT[Ia MaTepuHCcKas oopma
3eJIeHas, a OTLOBCKas MECTPOIUCTHAsI, Bce TMOpUAHOE
MOTOMCTBO 3eieHoe (puc. 2) Hamuio npoTuBopeune
TOMY, 4TO HaOmwonan MeHaens. B ero ombitax peuu-
MPOKHBIE CKPEIIMBAaHUS BCETIa NaBalli OAWHAKOBBIM
pesyabTat. bojee Toro, eciy MOTOMCTBO OT CKpellvBa-
HUSI TIECTPOTUCTHOM (hOpMbI (MATEPUHCKOI) U 3€JIEHOM
(OTILIOBCKOIT) BHOBb OMBUISATH MbIIBLION 3eJIeHOH (hop-
MBI, TO €CTh €CJIM OHAa BHOBb BBICTYIAeT B KAYECTBE OT-
LIOBCKOW, TO pe3y/ibTaT BHOBb OyJeT TAKUM Xe, KaK U B
MEePBOM CKpelIMBaHUU. MOXHO MPOA0IXKaTh 3TU CKpe-
LIMBAHUS, HACKIIIAs SIAPO TMOPUIHOTO MOTOMCTBA XPO-
MOCOMaMM M TeHaMU 3eJIEHOTO PacTeHUs, U TeM He Me-
Hee pe3yJIbTat OyneT Heu3MeHeH. BHOBbL 1 BHOBB OyIeT
MOJIy4aTbCsl TECTPOJIMCTHOE MOTOMCTBO. HamomHum,
YTO y PACTeHUIA, KaK U y KUBOTHBIX, CIIEPMUI1 TTPAKTH-
YeCKHU He BHOCUT LIUTOTUIa3MYy B 3UTOTY IPH OTLJIOAOTBO-
penun. Takum oOpa3om, HaclieqOBaHUE TIECTPOIMCTHO-
CTH CBSI3aHO B IAHHOM CJly4yae He C XpOMOCOMaMU s11pa,
a CO CTPYKTypaMU LMTOIIa3Mbl. TAKUMU CTPYKTypaMu

Bce 3eneHble

PeunnpokHble
cKpeLmBaHus
M. jalapa

Bce nectponnctHole

Puc. 2. Pasnnumsa pes3ynbTatoB B PELMMPOKHbLIX
CKpeLMBaHUAX Npn Hacnen0BaHNn NeCTPOINCTHOC-
TN y HO4HOM Kpacasuupbl Mirabilis jalapa — nepsbin
npUMep HEXPOMOCOMHOIO (NacTUAHOr0) Hacneno-
BaHUS.

0Ka3aJIMCh TUTACTUIBI, B KOTOPBIX 1 JIOKAJIM30BaH XJIO-
podWILI ¥ Apyrue MUTMEHTHI (poTocuHTe3a (cM. [1]).

Jlpyroii WHTEpEeCHBI MPUMEP HEXPOMOCOMHOTIO
(HestmepHOTO) HacjaemoBaHUs oTKphUT bopuc Ddpyccu
B KoHIIe 40-X rogoB y IeKapcKux Ipoxkeir Saccharo-
myces cerevisiae. OH U3y4yaJsl y IpOXKeil HaclieoBaHUe
CMOCOOHOCTM K JabIXxaHWIO. HopmanbHO apllnaiiue
JIPOSKKKM 00Pa3yIOT Ha IUTOTHBIX CpellaX KPYITHbIE MaTo-
Bble KOJIOHUW M TIPEKPacHO PacTyT KaK Ha TJII0KO3e 3a
cyeT hepMeHTALMU, TaK U Ha HeepPMEHTUPYEMBbIX KC-
TOYHHUKAX YIjiepoa, HarpuMep 3TaHoJIe NI TIULEpH -
He, 3a CUET UX OKUCJIeHWS. MyTaHTHBIC OPOXKU, HE
CIOCOOHBIE K ABIXaHUIO, Ha INII0K03€ 00pa3yloT MeJIKIe
OsiecTsie KOJIOHUU, a Ha 9TaHoJIe, INIULIEPUHE U IpY-
TMX HECOPaXKMBAaEMbIX CyOCTpaTax He pacTyT COBCEM.

JIpoxcku — BoOOIIE OUYeHb YIOOHbIN O0BEKT IS Je-
MOHCTpallM1 MEHIEJIEBCKUX 3aKOHOMepHocCTe# (puc. 3).
Braromapst Tomy, 9TO BCe YeThIpe TaruIOMAHBIE CITOPHI
(WM TeTpaga Crop) — MPOAYKTHI KaxKI0T0 MHAUBUILY-
aJIbHOTO Meii03a y APOXKeil ocTaloTcst BMecTe (B CyM-
Ke, WIM acke), Yy HUX BO3MOXEH TeTpaJHbIi aHaJu3.
Ipu 3TOM TIpU TTOMOIIM MUKPOMAHMITYJISITOpPa IO
KOHTPOJIEM MUKPOCKOTIA U30JIUPYIOT CITOPHI U3 KaxKIO
CYMKH-TETPaJbl OTAEIbHO W BBIPAILIUBAIOT U3 HUX UH-
NUBUAYaTbHbIE TaIJIOUAHBIE KyJbTyphl. [1pu aTOM, ec-
JIA BBl paboTal ¢ UCXOAHBIM INTAMMOM-AUTUIOUIOM,
reTepO3UTOTHBIM T10 KaKoMy-Jnbo TeHy (4/a), To B
MOTOMCTBE KaxIOoi TeTpalnbl y Bac OyayT BbIpacTaThb
IIBa rarjiouaa ¢ Mpu3HakKoM A M aBa rariouaa ¢ rpu-
3HaKOM a (2A4 : 2a). DTo TaK Ha3bIBaEMOE HOPMAJIbHOE

Puc. 3. )Xu13HeHHbI umkn apoxoken Saccharomyces
cerevisiae, WNIOCTPUPYIOWNIA BO3MOXHOCTU TET-
pagHoro aHanuaa.
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pacuierieHue B TeTpajmax OJIecTsIe JOKa3bIBaeT, YTO
cooTHomieHne ramer 14 : la, ocTyIMpoBaHHOE IJIST
MOHOTETepO3UroThl A/a MeHaeneMm, AeiCTBUTEIBHO
CTPOTO 3aKOHOMEPHO peau3yeTcsi B Melo3e Kak pe-
3yJbTAaT TOYHOTO pacIpee/IeHIs TOMOJIOTMIHBIX XPO-

MOCOM M HaxXogAgIIMXCA B HUX TCHOB.

MIMEeHHO 3TOro 1 He ynaeTcsl HabaoAaTh MpU CKpe-
IIMBAaHUU HOPMAJIBHBIX U JIbIXaTeIbHO-HEKOMITETEHT-
HBIX TaIUIOMIHBIX IPOXKel, KoTophle m3ydan b. D¢-
pyccu. Bo Bcex TeTpamax rubpuaa, IOJy4eHHOTO OT
TaKkoro CKpellMBaHusi, BCE 4YeThipe MOTOMKa HOP-
MaJIbHO JIBIIIAIM U MIPEKPACHO POCIU Ha HedepMeH-
TUPYEeMBbIX MCTOYHMKAX yriaepona. Pe3yirbTar SIBHO
MPOTHUBOPEUYNIT MEXaHU3MY XPOMOCOMHOTI'O Haclemno-
BaHus. Okaszanoch, YTO B ITOM cllyyae MpU3HAK
CIMOCOOHOCTU / HECIIOCOOHOCTH K IBIXaHUIO Y APOXKKEN
orpenenseTcss MUTOXOHAPUSIMU, KOTOPBIE COMepKaTCs
B LIMTOIJIa3M€ B YMCJIe HECKOJIbKUX AECSITKOB. JlpIxa-
TEJIbHO-KOMIIETEHTHBIN POAUTENb B CKPEIIUBAHUY I1€-
penaetr B 3UrOTy CBOM HOpPMaJbHble MUTOXOHIPUU U
OHHU, CIIy4allHBIM 00pa30M pacmpenessisich B Meiose,
O0Ka3bIBAIOTCSI BO BCEX TATUIOMAHBIX MOTOMKAX KaxIOi
tetpaabl. CylIeCTBYIOT W siIepHBbIE JbIXaTeJbHO-HE-
KOMIIETeHTHbIE MYTaHTHI. Toraa B CKpElIMBAaHUM UX C
HOPMaJIbHO JBIIIAITUMHU IPOXKKAMU HaOJTI0MaeTCs pac-
1ervieHue B TeTpamax 2 : 2 [1].

HTtak, kpome siipa, 3a Tiepenady psifa HaclaeACTBeH-
HBIX IIPU3HAKOB OTBEYAIOT TaKXKe OpTraHeIIbl LIUTOILIA3-
MBI, TaK1e, KaK IUIaCTUAbI U MUTOXOHIprK. Bee “Berano
Ha CBOM MecTa”, KOrja B 9TUX KJIETOUHBIX OpraHeiax
Ham JIHK. Okazanock, 4TO TIaCTUABI U MUTOXOH/I -
puMd MMEIOT COOCTBEHHBIE HOCHUTEIN T'€HETUIECKOU
vH(pOpMALIMM U COOCTBEHHBIN armapar OeJIKOBOIo
cuHTe3a. MHTepecHo, yTo reHetnyeckuit koxa B JJHK
MUTOXOHAPHUI HECKOJIBKO OTIMYAETCSI OT KOJIa XpOMO-
comubix JIHK, a anmmapar 6e1KoBoro cuHTe3a B OpraHel-
JIaX OTJIMYAETCs OT TOT0, KOTOPBI pabOTaeT B LIUTOILIA3-
M€ DYKapMOTUYECKOM KJIETKMU U KOHTPOJUPYETCS
UCKIMIOUUTEbHO siapoM. CHHTe3 Oejika B opraHesiax
KOHTPOJMPYIOT KaK T'eHbl OpraHesUl, TaK W TeHHI Sapa.
I1pu 5TOM OpraHesUIbHBII allapaT CUHTe3a OeJika 00J1b-
11Ie TIOXO0XX Ha arlrapaT CMHTe3a 0ejika 6akTepuii. DTo Ha-
OsoeHre, B YaCTHOCTH, To3Bosiwiio JIuHH Maprenuc
[3] pa3BuTh runote3y Anapest CepreeBuua GaMUHIIBIHA
0 CUMOMOIeHETUYECKOM ITPOMCXOXKICHUU 3YKApUOTH-
YecKol KJIETKM, BbICKa3aHHYI0 MM B KoHIle XIX Beka.
A.C. ®aMuHILIBIH 00paTHI BHUMAaHUE HA CXOJACTBO CUHE-
3¢JICHBIX OaKTepuii (TOrma MX Ha3bIBAJIM CUHE3eICHBIMU
BOJOPOC/SIMU) M XJIOPOIUIACTOB BBICHIMX PacTeHUIl U
MPEANOJIOXUI, YTO 3TO CXOIACTBO €CTh CBUIIETEIHCTBO
cuMOK03a, BOBHUKIIIETO B IIEPUOJI IBOJIIOLIMOHHOTO BO3-
HUKHOBEHMS 3YKapUOTUICCKIX KIETOK.

Takum ob6pa3oM, (pakThl OpraHeUTbHOU HaclencT-
BEHHOCTU PpacCUIMPUIN HAIIIM TIPEACTAaBICHUS O HOCH-
TeJIsIX reHeTnYeckoil mHdopmaumu — moneKynax JIHK,
KOTOpPBIE MOTYT OBITh JIOKAJTM30BaHbI KaK B SIIpE, TaK U
B opraHeyijax UMTOruiazMbl. C y4eToM TOTO, YTO MbI
pacckazaiu, TepMUH LIUTOTUIa3MaTUYecKast HacaeICT-
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BCHHOCTD IPCACTABJIACTCA HEAACKBATHBIM JJIS OITMCA-
HHA TEHOB OPTraHEJLI.

CyH_[CCTByIOT JIN HACTOAIME TUTOILIa3MaTUYCCKUE
TCHBbI, NN LIUTOr€HbI?

LMTOrEHbI APOXOKEM

M Bce-Taku nuTOMIa3MaTUYECKE HACIEICTBEH -
Hble NETePMUHAHTBHI, HE CBSI3aHHbBIE C KJIETOYHBIMU
opraHeJulaMu, CYIIecTBYIOT. X HallIK y IpOXKeii.
B 1965 roay Bpaitan Kokc omucan HeOOBIYHBINM Ha-
CJIeCTBEHHBIN (haKTOp HesIIEPHON MPUPOJbI, HE CBSI-
3aHHBIN ¢ MUTOXOHApUsIMU. Kokc Ha3Baz ero ) — rncu-
dakropoM. OH ecTb y OTHUX IITAMMOB M OTCYTCTBYET Y
npyrux. B mpucyrcTBUmM 3TOro (pakTropa HapyllaeTcs
TOYHOCTb CYMTHIBAHMSI KOMOHOB-TepMUHATOPOB (UAA,
UAG, UGA), Ha KOTOPBIX 3aBepIIaeTCcsI CUHTE3 ITOJIH-
MEeNTUIHOM Hernu (CM. TabauITy Koma). DTO MOXHO 00-
HapyXWThb, €CJIU BbI pabOTaeTe CO IITAMMOM, ¥ KOTOPO-
TO KaKo-J1100 U3 3TUX KOITOHOB BO3HUK B pe3yJibTaTe
MYTallH B TI000M 13 T€HOB, KOHTPOJUPYIOIINX OEI0K-
(bepMeHT, HarpUMep, OTBETCTBEHHBIN 3a CUHTE3 TypH-
HOBOTO OCHOBaHUsI — afeHuHa. Torma B oTCyTCTBUE -
(hakTopa cMHTE3 COOTBETCTBYIOLIETO (hepMeHTa 0OpbI-
BaeTcs Ha KOJOHEe-TepMUHATOpe (MX TaKXke Ha3bIBalOT
HOHCEHCaMU, TaK KaK OHU OOBIYHO HEe KOAUPYIOT HU-
KaKWX aMMHOKHCJIOT), ¥ KJIETKW HAYMHAIOT HYKIaTh-
csl B aicHUHE, TO €CTh He pacTyT 06e3 Hero. B mpucyt-
ctBuU -hakTopa 3Ta TMOTPEOHOCTh YACTUYHO WJIU
MTOJTHOCTBIO MCYe3aeT, TTOCKOIbKY Telepb KOMOH-TEp-
MMHATOP YUTAETCS KaK KOMOH UTsSl KaKOK -TM00 aMUHO-
kucaoTel. COOTBETCTBYIONIUI (hepMeHT oOpasyercs U
obecrieunBaeT CUHTE3 aicHUHA B KJIETKE. DTO SIBJICHUE
Ha3bIBaeTcs cynpeccueil. boiee moapo6GHO 0 HEM MBI
pacckaxeM B CIIeayIONIei cTaThe.

Hacnenosanue P-dakropa HamoMMUHAaET HaceI0Ba-
HUE JIbIXaTeJbHOM KOMIIETEHTHOCTH B ombiTax b. Dd-
pyccu. Ipu ckpenBanuu ramionaos Y+ u P~ o6pasy-
I0TCS AUILIOUABI P*, ¥ IPpH HOCHEAYIOIEM TETPAIHOM
aHaJM3e BCce YeThIpe MPOAYKTa KaxKa0T0 MHANBUIYaIb-
HOTO Meiio3a 00pasyror Komonuu ", Tak ycTaHOBUIN
HEXpOMOCOMHYI0 Tipupony -dakropa. DTO MOTJIO
yKa3bIBaTh HA MHOXECTBEHHOCTb Komuit Y-dakTopa u
ellle He yKa3bIBajo Ha ero JioKajau3aiuio B Kietke. OH
MoOT OBbITh U B siipe. U3BeCTHO, YTO B SIAp€ MOTYT CYIIIe-
CTBOBATh MIa3Muabl — Mosaekyiasl JJHK, conepxanim-
ecs B SIIpe BHE XPOMOCOM 1 BO MHOXKECTBE KOITHIA.

Hesnepnyto mpupomy 3Toro ¢akropa yCTaHOBWIN B
ONbITax MO Tak Ha3biBaeMoil LUTOAYKIMU. LluTomyk-
LIUST — 9TO HEOOBIYHBIM, TOBOJILHO PEIKUiA ITPOLIECC T -
OpUMIM3AIUY IPOXKIKE, KOTIa B 00pa3yloleiics 3urote
He TIPOMCXOINT CIUSHUSA POAUTEIBCKUX SIIEp, TO €CTh
HE TPOUCXOAMUT KapuoraMuu, W siipa POIUTENIbCKUX
KJIETOK COCYILIECTBYIOT B hopMe rerepokapuoHa. Takue
reTepoKapuoHbl 0OBIYHO 00pa3yOTCs C YacTOTON Me-
Hee 1% cpeny o611Iero Ynciia HOpMaJdbHBIX 3UTOT, Y KO-
TOPBIX siipa ciauBaioTcs. Jlajiee reTepoKapuoHbl OT-
TMOYKOBBIBAIOT TaIlJIOWJAHbIE KJIETKU, COJAepKallue
SIIPO TOTO WJIM IPYTOTO U3 POAMTENIe U CMEIIaHHYIO
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nuroruiasMy (puc. 4). Yactory o6pa3oBaHus reTepoKa-
PUOHOB MOXHO Pe3KO MOBLICUTH — BITIOTH 10 90%, ec-
JIM OOVH M3 poauTesieil OyneT HecTu Mytanuio karl,
GJIOKMPYIONIYIO0 KaproraMuio. MIcrionb3ys sSiBlieHUe 1T~
TOOYKLUIMU B IPUCYTCTBUM MyTanuu Karl, jerko yoe-
IATBCS, 4TO Y-(akTop Tepemaercss MOTOMKaM-IIUTO-
NYKTaHTaM HE3aBUCUMO OT sapa, OCOOEHHO €CI BbI
HCTOJIb30BAIM POIUTENCKUE IITAMMBI, Y KOTOPBIX ST~
pa ObLIM MO-pa3HOMY MapKUPOBaHbl XPOMOCOMHBIMU
MyTaluusIMU, HAIPUMEDP, Pa3HbIMU MyTalLIMSIMU TOTPEO-
HOCTH B (DaKkTOpax pocta Wik MyTallusIMU YCTOHIMBOC-
TH K aHTUOMOTUKAM UJIU aHTUMETa0OoJINTaM.

HemutoxoHapuanbHylo npupoay Y-dakropa Mox-
HO TIOKa3aThb, UCTIOJIb3YS ar€HThI, CIIeLU(PUISCKU CBSI-
3pIBatolIMecs: ¢ MuToxoHapuanbHoi JIHK, Hanpumep,
OpOMUCTHIN 3TUAMIA. B ero mpucyTcTBUM KJIETKH IPOXK-
xeit Ha 100% mpeBpalaroTcs B IbIXaTeJIbHO-HEKOMITE-
TEHTHbIE MYTaHTbI, HO coxpaHsoT YP-dakrop. B To xe
BpeMsl CYIIECTBYET IPYroe COeIUHEHUE, TPAaKTUIEeCKUN
He JeHCTByOlllee Ha MUTOXOHIPUU, HO 3(DGHEKTUBHO
“usronstoniee” YP-baxkTop U3 KIETKU. DTO — ryaHUANH
TUAPOXJIOPU/L.

CerLLLI/IBaeMbIe rannongHble KNeTkn

X
* IeTepoKapuoH

LinTooykTaHThbl

Puc. 4. Cxema npouecca UMToayKUunn y APOXOKEN.

KneTkun, pasnuyalowpmecs mapkepamu sapa v uuto-
nna3mel, 06pasyOT reTepoKaproH, B KOTOPOM B CMe-
LIaHHOW uMTONnNa3Me COCyLLECTBYIOT SApa CKpeLm-
BaeMbIx KneTok. [py nocneayoLwem NoYKoOBaHUM No-
ABNSAOTCA ranjiongHble KNeTKU, UMetoLme 94p0 TOoro
VAN APYroro poamTens B CMELLAaHHOM uuTonnasme.

MHOTOYMCIEHHBIE MTOMBITKK OOHAPYXUTD CBSI3b 3a-
ragoyHoro -cakropa ¢ KaKMMH-JIMOO MOJEKYJIaMu
HYKJIEMHOBBIX KUCJIOT (OCOOEHHO YCUJIMBIIMECS C Ha-
crymieHueM B 70-x — 80-x romax 3pbl FTeHHOM UHXKeHe-
pYM) He Jany HUKAKUX Pe3yJTbTaTOB. AHAJIOTMYHBIM
00pa3oM B OIIBITAX 10 THOpUAM3ALINY Bel ceOsl U ApYy-
royi HAaCJEACTBEHHBIM JETEPMUHAHT OPOXKEH —
[URE3], otkpriThiit @paHcya Jlakpytom B 1971 rony.
B npucyTCTBUM 3TOTO LIMTOTEHA IPOSKKK TTPUOOpETATN
CITOCOOHOCTD MCITOJIB30BaTh YPEHIOCYKIIMHAT B Kade-
CTBE UCTOYHMKA a30Ta.

IMpupona -dakTopa Oblja BbISICHEHA TOJIBKO B 11O~
clenHee BpeMsi Oyiarogapst IpUMEHEHUIO METOIOB IreH-
HOI MHXXEHEPUM, TO €CTh MAHUITYJIMPOBAHUIO MOJIEKY-
ngamu JHK reHoB, Wu3BJACYEHHBIMM U3 KIETKH,
CO3IaHMIO U3 HUX NCKYCCTBEHHBIX KOHCTPYKIIUIA, CIIO-
COOHBIX K CAMOBOCIIPOM3BEICHUIO, U3MEHEHUIO 3TUX
MOJIEKYJI KelaeMbIM 00pa30M U BHOBb BO3BPAILICHUIO
WX B KJIETKY IS M3Y4YeHUsI TOBEACHUSI IPU3HAKOB,
KOHTPOJIMPYEMBIX COOTBETCTBYIOIIIMU TeHAMMU.

Pemaronue sKCnepuMEHTbl OBbUIM I1OCTaBJICHBI
TPYIINON UcciaenoBareseil Ha Kadenpe reHeTUKU U ce-
nexkuuy  Cankr-IleTepOyprckoro rocymapCTBEHHOTO
VHUBEPCUTETA, YK€ TaBHO N3yUaBIIIel y IpoXcKelt saep-
Hblii reH SUP35, kotopblit, Tak xe kak u Y-dakrop,
KOHTPOJIMPYET CUYMTHIBAHHE KOJIOHOB-TEPMUHATOPOB.
INomuepkHeM, ogHako, yTo SUP35 — 3T0 simepHEIii, Tak
cKa3aTh, Kiaccuyeckuii reH. OH BbIIENIeH U3 KJIETKH,
MOJIyYeH B MpenapaTuBHBIX KOJIMYECTBAX, HYKJIEOTHI -
Hasl TOCJIe0BaTEIbHOCTD €ro MOJHOCTBIO paciiudpo-
BaHa mpexje Bcero ycunussmu Muxauna Tep-ABaHecsi-
Ha U ero Koyier B MockBe. Mytalimu B 3TOM TeHe
TIPUBOAST K CYUTHIBAHUIO KOJOHOB-TEPMUHATOPOB, TO
€CTh K CYIPECCUU HOHCEHCOB, MOYeMy OH M Ha3BaH
SUP, to ectb cymipeccop [4]. Oka3anoch, 4To IpU BBEIE-
HMM €TO B KJIIETKM OPOXKel -, MpuyeM He MyTaHTHO-
r0, a COBEPIIIEHHO HOPMAJIBHOTO, B UKCJIe HECKOJIBKUX
(20 — 30) xonuii Takke HabIOMaeTCs 3 (HEKT HOHCEHC-
cynpeccuu [5] — mpounThIBaHUSI KOMOHOB-TEPMUHATO-
POB. YBEIMUYUTDH YUCIIO KOMMUIM T€Ha MOXHO, BCTaBUB
ero B masmuay — mojiekyny JJHK, cnmocobnyio Kk camo-
BOCIIPOM3BENCHUIO B SIApe, U TPAHCHOPMUPOBATH TAKOM
KOHCTPYKIIMEN KJIETKU APOXKeit (puc. 5).

Dra mia3mMuia U BCTPOSHHBIN B Hee T'eH OyayT co-
nepxatbes B ssape B ynciie 20 — 30 xormmii. Hemocrar-
KOM 3TOTO METOJA SIBJISIETCS TO, YTO TaKUE TJIa3MUIbI
IIOBOJILHO YacTo Tepsitorces. [1paBna, moTepu He poxo-
NISIT HE3aMEUYEHHbBIMU, €CJIM Y Bac €CTh B TUIA3MUJIE J0-
TMOJTHUTEJIbHBIN TeH-MapKep, Harpumep, reH LEU2,
KOHTPOJIUPYIOIINI CUHTE3 aMUHOKUCIIOTHI — JIEHIIMHA.
Torma penunueHT mist TpaHcOpMALIMU JOLKEH OBITh
Leu2™, To ecTb Hy:XIaThCsl B JIEHIIMHE BCIEACTBUE MY-
TalM B TOM Xe€ reHe, HO JIOKaJIM30BaHHOM HOpMaJlb-
Ho — B siipe. Torna TpaHcdopMaHTHI cTaHOBATC Leu™,
a KJIETKU, TIOTepsIBLIKE TIa3MUAy, BHOBb CTaHYyT Leu™.
YrnomsiHyTas HeCTaOUIBbHOCTD ILJIa3MU/bI, Ka3aBIllasics
HEJIOCTaTKOM CUCTEMBI, TpUHECIa HEOXUIaHHbBIM pe-
3ynbraT. OKaszanock, 4To 0kojio 20% TpaHc(opMaHTOB,

WNHIE-BEYTOMOB C.I'. ULUTONEHbI U MPUOHbBI: ULUTOMNTASMATUYECKASA HACNEACTBEHHOCTb BE3 AHK?
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Puc. 5. Cxema TpaHchopmaummn Apodcken.

MHorokonurHas nnasmuaa, ynomsiHyTas B TeKkcTe,
copepxut OHK gpoxokein: reH SUP35 co ceonm pery-
NATOPHBLIM Y4aCTKOM-MPOMOTOPOM (P), y4acTok, He-
obxoaumelin ans pennvkauum B gpoxokax (Repl. S.c.),
reH LEU2, a taxxe HK 6aktepum E.coli (3awTpuxosa-
Ha), BKJTIOYAIOLLLYIO Yy4aCTOK, Heobxoanmbli Ans pen-
nukauuun B 6aktepun (Repl. E.c.). O6bl4HO nnasmuay
npeaBapuTesibHO Pa3MHOXAaIoT B 6akTepusix, Bbloens-
10T U3 KJIETOK, a 3aTeM TPAHCHOPMUPYIOT €10 APOXOKN.

norepsiBiux miaasmuay u reH SUP35 BMecre c Hel,
cranu kietkamu P [3]! [MoaydaeTcs:, 4TO0 YMHOXEHUE
(ammuukanms) yucia konuit reHa SUP35 unmyu-
pyeT B KJieTke Y-hakrop.

Bo3HUK psii HeM36eXKHBIX BOITPOCOB: UTO MHIYIIN-
pyetr nosiieHue Y-dakropa — cama aMruiuduKanys
SUP35 unu ero moBBIIIEHHAs! 3KCIIPECCHsI, TO €CTh
YCUJICHHBIY CUHTE3 €0 FTeHHBIX IIPOIYKTOB, COITPOBOX-
naommid Takyto aMmruindukanuio? OTBeT Ha 3TU BO-
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TPOCHI Al M3SIIHBbIE 3KCITEPUMEHTBI COTPYIHUKOB
Kadenpsl reHeTnky u cenexkunu CIT6IY FOpus YepHo-
Ba u Mpunsl depkau. [Ipexne Bcero ObUIO IMOKa3aHoO,
yTO Y-(haKkTop MHAYLIMPYET UMEHHO MOBBILIEHHAs DKC-
npeccust SUP35. [Ins BeISICHEHUS] 3TOTO BOIpoca HUcC-
TTOJTH30BAIA KJICTKU, HECYIINE OMHY, a He HECKOJIBKO
KOITHIA TIJIa3MUIIBI C BCTPOEHHBIM B Hee reHoM SUP35.
Jig aTOTO B Ty XK€ TUIa3MUIY BLIUIWIA LEHTPOMEDP — I10-
cnenoBarenbHocTh JIHK omHOI M3 XpoMocoM apox-
xKeii. UMeHHO IIeHTpOMepHI B XpOMOCOMAaX OTBEYAIoT 3a
HX OJHOKONMITHOE COCTOSTHME M TOYHOE pacrpeaese-
HUE TIPU IeieHUH KieTku. KpoMe Toro, 3aMeHWIn coo-
CTBEHHBIN PETYISITOPHBINA YU4aCTOK (IPOMOTOD), TIPEe-
mectByromuii reny SUP35 m oTBeuaromuii 3a ero
SKCIPECCUI0, Ha TIPOMOTOP TeHa, OTBEYAlOIIero 3a yc-
BOEHME caxapa-TajJlakTo3bl. Takoil mpomoTop “3aryc-
KaeT” 3KCMPEeCcCUIo reHa Ha rajlakTose, Ho He paboTaer
Ha rmoko3e (puc. 6). JlocTaTOYHO GBUIO KJIETKH C TAKOM
TJIa3MMI0M TOMECTUTD Ha TAJIaKTO3Y, M B HUX TTOSIBIISII-
cs Y-daktop.

CrenoBateibHO, HaOMOMaeMbIi 3(pDEeKT — pe3ynb-
TaT UMEHHO ycuieHHoM akcnpeccuu reHa SUP35, a He
ero aMIIMUKAIN.

Jlaniee HYy>KHO OBLIO PEeIUTb, YTO K€ HEIOCPEeaCT-
BEHHO OoTBevaeT 3a uHaykuuio Y-dakropa: MPHK rena
SUP35 unu xogupyemblit uM 6e10k? JJist TOro 4ToOb!
BBISICHUTB 3TOT BOIIPOC, B camoe Havayio reHa SUP35,
HaXoJs111erocsl Moj KOHTPOJIEM TaJIaKTO3HOTO MPOMO-
TOpa Ha OJHOKONMWWHON I1a3Muae, ObLT BCTaBJIEH
JIMIITHUM HYKJIEOTHU]I, YTO MIPUBEJIO K HAPYIIEHUIO paM-
KM CUMTBHIBaHUS reHa, u TpaHcasauus ero MPHK, To
€CTb CUHTE3 COOTBETCTBYIOLLIETO OeJIKa — TEHHOTO Mpo-
ITyKTa, 0Ka3ajcsi HeBO3MOXHBIM. TpaHCKpunumst (CUH-
te3 MPHK) npu 3TOM He Obuta GiokrpoBaHa. Okasza-
JIOCh, YTO TIPM HEBO3MOXKHOCTU OOpa3oBaHus OeJika,
konupyemoro reHom SUP35, HuKakasi TOBBILIECHHAS
9KCMpPECcCUst 3TOro TeHa He MPUBOAUT K TOSIBJICHUIO B
kietkax P-dakropa. Takum oOpa3om, 3aramovyHbIi -
¢axkTop — 3TO OEJIIKOBBIN IMPOAYKT (OH, ECTECTBEHHO, B
uutoruiazme) reHa SUP35.

3nech YMECTHO HaKOHell CKa3aTh, YTO e KOIUPYeT
red SUP35 y nposxckeit. DTo cTajio u3BeCTHO COBCEM He-
naBHo. IIpomykTomM 3TOro reHa okazajics OEIKOBBIA
(axkTop, y3HaOLIMII KONOHBI-TEPMUHATOPLI B XOne
TpaHCISIIMM — cUHTe3a Oenka. [1pu “mipeBpaieHnn” B
Y-hakTop OH YaCTUYHO TepsieT CBOIO aKTUBHOCTb, TO
€CTh IiepecTaeT 0e30IIM00YHO y3HABaTh KOJXOHBI-HOH-
CEHChI, 0osiee TOro, Tenepb OH CIIOCOOCTBYET TOMY, UYTO
HOHCEHC CYMThIBAETCSI KaK OOBIYHBIN 3HAYAIINIi KOJOH.

AHaJIOTMYHBIM 00pa30M BCKOpe ObLIO IMOKa3aHO
Punom YuxsHepoM, 4TO Opyroil LIUTOTeH OPOXKKEU —
[URE3] Takke siBsieTcsl MPOAYKTOM XPOMOCOMHOTO
reHa URE2, ammudukaiims KoToporo mpuBOIMT K I10-
siBJIeHUI0 B KieTke (pakropa [URE3] [6].

BosHuKIIa MHTepecHasl CUTYalMs: TMO-BUANMOMY,
CYIIECTBYIOT LIUTOT€HbI OEJKOBOI MPUPOJbI, KOIUPY-
0T UX SIIEPHBIC TeHbI, U TEM HE MEHee HACJIeayIoTCs
9TU LUTOTeHBI He3aBUCUMO OT siipa. CKiaabiBaeTcs
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Ha ranaktose Ha rniokose
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Okcnpeccust SUP35 ¢ ranakTto3HbIM MPOMOTOPOM

Puc. 6. icnonb3oBaHne ranakTo3HOro npomMoTopa
(GalP) pna perynupyemoii akcnpeccum reHa SUP35
LPOXOKEN.

Hannune ueHtpomepHoro ydactka (CEN) penaet
nnasammay oOHOKOMUNHOM 1 cTabunbHon. Ha mecte
reHa URA3 mor 6bl 6b1Tb 1 LEU2, kak B npeaplaylem
aKCnepuMeHTe (puc. 5), ogHako B A4aHHOM Clyyae B
Ka4yecTBe PpeuunueHToB npu TpaHcdopmaumm uc-
nonb3oBanu kneTkn Ura™, xoTa BbIGOP CUCTEMbI Ce-
neKunn TpaHCPOPMaHTOB HE MMEET MPUHLMNNANb-
HOrO 3HAYEHUS.

BIeYaTIEHHE, YTO HEKOTOpbIe OelKH, B YaCTHOCTH,
npoayktsel reHoB SUP35 u URE2 y aposxokeit,MmoryT
MpUoGpeTaTh KAKME-TO HOBBIC CBOMCTBA, ITPEeBpAalao-
III1¢ UX B TAKKUE LIMTOTCHBI, XOTSI MBI C BAMU ITPEKPACHO
3HAeM, UYTO OEJIKM He CITOCOOHBI K pETINKAIIIH.

EctecTBEHHO BO3HUK BOIIPOC: a HE BCTPpCYAJIMCh JIU
CXOJHBbIC CUTYyallUU Yy KaKuX-JImbo Jpyrux 00BbEKTOB?

MPUOHDI

Pun Yuknep o6paTu BHUMaHME Ha CXOACTBO MEX-
Iy YIIOMSIHYTBIMU IIUTOT€HaMU IPOXKel M TTpUOHAMU
1mo3BoHOYHBIX. UTO Takoe npuoHbl? [Tpuonamu CTaH-
mu IIpycuHep Ha3Basl MHGEKIIMOHHOE HAYajao OeIKO-
Boii nipupoabl. IIpruoHbl yenoBeka mepeHocsT 3a0oJie-
BaHUSI HEPBHOM CUCTEMBbI, U3BECTHBIE KaK KYpY, WIK
cMmeromasicsi cMepTh, 6one3Hb Kpoiindenbaa—Axkooa,
6one3np Iepmronna—IlTpoccnepa—Illeitnkepa u ap.
IIpuoHbI SBISIOTCS IepeHOCYMKaMU OOJIE3HM OBEll,
MU3BECTHOM KaK CKPAIU, UK MoYecyxa, a TakKe CXO/I-
HBIX 3200JIeBaHUI y KO3, OJIEHE, MbIIIei, XOMSIKOB 1

HEKOTOPBIX JAPYruX MieKonmuTamoumux. B mocnenHee
BpeMsI CXOIHOEe 3aboJieBaHME OBbLTO OOHAPYXEHO Y
KPYIHOTO pOraToro cKoTa M IOJYyYMJIO Ha3BaHUE “Cy-
MacliecTBue KopoB”. Bo Bcex aTux ciyyasix 00Jie3Hb
MEepeHOCUT OeIoK, OOHapyXuBaeMblii y OOJIBHBIX B
HEPBHOW TKaHW B TTOBHIIIEHHON KOHIIEHTPAIINU U 00-
Jajaloluid  YCTOMYMBOCTBIO K MPOTEOJUTUUYECKHAM
depmeHTaM. DTO U €CTh IIPUOH.

besiok ¢ Takoii Xe aMWHOKMCJIOTHOM TOcCJieIoBa-
TEJIbHOCTHIO 00HAPYXMBAETCS B HEPBHOM TKaHU 310PO-
BBIX JIIOJCH U XKUBOTHBIX. DYHKIIMS €T0 IT0Ka HEU3BECT-
Ha. [IpuoHHast ¢opma 3TUX OEJIKOB OTIMYAETCS HE
TOJIbKO TOBBIILIEHHON YCTOMYMBOCTBIO K MPOTEOJIU3Y,
HO M XapaKTepOM IIPOCTPAaHCTBEHHOU YKJIAAKMU ITOJIM-
MENTUAHON 1LIeTIM, B YaCTHOCTU, B IPUOHAX MEHbIIIE
O -CIMpaJbHbIX YYaCTKOB.

[lepBbIM 13 BCEX YIOMSIHYTBIX 3a00/€BaHUIA YesI0-
Beka Obl1a OTKphITa B 60-X Tomax 60JIe3Hb Kypy U OIpe-
nIejieHa ee MHMEKIMOHHAs Ipupoda. DTO OTKPBHITHE
MPUHAJIEXUT KPYITHOMY BUPYCOJIOTY, 0MObU3UKY, aH-
TPOMOJIOTY, MEAUKY U MOJIEKYJsipHOMY Ouojory — [da-
Huamo Kapnrony laiinyseky (yale Ha pycCKMi SI3bIK
ero ums nepeBonaT Kak laimyiiek). MpauHasts pomaH-
THKa 3TOTO OTKPBITUSI 3aKJTI0UAETCS B TOM, UTO, KaK Bbl-
SICHUJIOCh, MUH(EKIIMOHHOE HayaJlo Kypy nepeaaBajioch
Mexny yieHamu tuieMenn @ope B HoBoii [BuHee B pe-
3yJbTaTe PHUTYaJIbHOIO KaHHuOanu3ma. B 1976 romy
laiinymiex ObL1 ynoctoeH HoGeneBcKoi mpemMuu 1o
dusuonoruu u meauunHe (BMecte ¢ b.C. biram6eprom)
3a “OTKpPBITE HOBBIX MEXaHU3MOB ITPOUCXOXICHUS U
pacnpocTpaHeHus UH(PEKIMOHHBIX 3a00/1eBaHuii” [6].

B pesynbTarte uccienoBaHus Kypy U APYTUX YITOMSI-
HYTBIX 3a00JIeBaHUI YeOBeKa M KMBOTHBIX CUJIaMU
MHOTHX YYEHBIX OblJIa IOCTOBEPHO JI0Ka3aHa OelKoBast
Nprpona MHMEKIIMOHHOIO areHTa BO BCEX CydasX.
Ponunace enie ogHa ceHcalus — Bupyc 6e3 JITHK, Bo-
o011e 6e3 HyKJIEMHOBOM KUCJIOTHI, HACAEACTBEHHOCTh
6e3 JIHK!

CeHcalus IIpocyIiecTBOBaIa Heaoaro. bt ooHa-
PYXEHbl CIydyau HaCJEeICTBEHHOW MpeapacroioXeH-
HOCTU K MPUOHHBIM 3a00JIeBaHUSIM, ObLT OOHapykeH
SIEpHBIN TeH Prp y uesoBeka, a TakKe y JKUBOTHBIX, MY-
Taluy B KOTOPOM TOXE SIBJISIIOTCS TPUYMHOM 3THX 3a-
OosneBaHuil. [eH Prp BoimeeH U3 HECKOJBbKUX OpraHu3-
MOB, CpaBHEHME IOCJEIOBATEIbBHOCTY HYKJIEOTUIOB
9TUX TE€HOB TOKa3ajio, YTO BCE OHM IMOXOXHU NPYTr Ha
JIpyra, TO €CTh TOMOJIOTUYHBI. OCOOEHHO MHOTO OOIIIETO
Yy HUX B HayaJlbHOI 4yacTu — Komupytomeil N-Tepmu-
HaJIbHBIM KoHel nojunenTtuna. [epBonpuunHoit 60-
JIE3HU SIBJISIETCS CIIOHTAHHOE U3MEHEHME XapaKTepa YK-
JIAJIKU TIOJIUMENTUAHON 11eTT — U3MEHEHNEe TPETUYHOM
CTPYKTYpHI Oesika. B pesynbTaTe 3TOr0 6€710K MHAKTH-
BUpYETCS, 00pa3ys KOHTJIOMEPaThl, yCTOMYMBBIE K MPO-
Teonu3y. DTO U ecTh IpUOHHas opma Genka.

Hauboee nHTpUTYIOIIEH 3arafKoi OCTaeTCsI MeXa-
HU3M npuoHHoU uHpexkuuu. [IproH, nmonagas B 310-
POBBIIi OPraHW3M YeJIoBeKa WM KMBOTHOTO, TPeBpa-
1IIaeT BCe BHOBb CMHTE3MPYEeMbIe MOJIEKYJIbI Oesika Prp

WNHIE-BEYTOMOB C.I'. ULUTONEHbI U MPUOHbBI: ULUTOMNTASMATUYECKASA HACNEACTBEHHOCTb BE3 AHK?



B niproH. Kak 3To mporcXoauT, Mbl TOJIbKO HAUMHAaeM
y3HaBaTh, 1 B 3TOI 00IaCTHU ceifdac OOJIBIIIE ITPEaIIOJIO-
JKEHUI, 4eM OKOHYATEIbHO YCTAHOBJIEHHBIX (DaKTOB.

31ech BaXKHO MOTYEPKHYTh, YTO U B UCTOPUHU C TIPU-
oHamMu HacjeacTBeHHocTh 0e3 JITHK He oOxomurcs.
MHubopmanus o mepBUYHON CTPYKTYpe OesiKa-TpuoHa
3aKOJMpOBaHa B XpoMocoMHOM reHe Prp. Bonee Toro,
coBceM HenasHO (1994 ron) . Yacraysii nokaszan, 4yTo
CBEpX3KCIpeccus reHa Prp y MBIIIY BBI3bIBAET MPUOH-
Hoe 3a0o0jieBaHNE — TIOSIBJICHNE B IIMTOTUIa3Me KJIETOK
aHOMAJIbHBIX OEJIKOB-TIPMOHOB CO BCEMU BBITCKAIOIIY -
MM OTCIOIa IAaTOJIOTMUYECKUMM MOCaeaACcTBUSIMU. [lom-
YepKHEM, YTO B 3TOM cliyyae NMPUYMHOM 0OJIe3HU CITy-
JKUAT He MHDEKIIUS, a yCUJIeHWe NefCTBHSI HOpMaJIbHOTO
reHa B kKiieTke. OHO U3 HanboJiee BEPOSITHBIX OObsICHE-
HUIi 3TOro (heHOMEHA 3aKJIF0YaeTCsl B IPU3HAHUHU TOTO,
4yTo “TproHM3anys” 6eaka Prp — mpoiiecc BeposITHOCT-
HbIi. Torma ycuneHne SKCIIpeccuy TeHa, IpUBOISIIee K
MOBHILIEHUIO KOHILIEHTpaUuu Oenka Prp, moBbilnaer
BEPOSITHOCTh MIPMOHMU3ALIMM B IIEpeCcUeTe Ha KJIETKY.
A nanbliie rmapiMBasi OBLia IOPTUT BCE CTAO0.

HanoMHMM, 4TO CXOIHBIM 00pa30M CBEPX3KCIIpeC-
cust reHa SUP35 y npoxckeil BbI3bIBaeT MOSIBIIEHUE B
uuToruiazMe (akrtopa | 0eNKOBOI MPUPOJBI. DTUM
CXONICTBO BYX TpPYMI SIBJ€HUN HE OrpaHUYMBAETCS.
[TepeHoc Y-dakTopa npu HIUTOAYKIIMU CIYKUT aHAJIO-
roM IIPUOHHO MH(PEKIINHN Y TO3BOHOYHBIX. B reHe Prp
TMO3BOHOYHBIX U3BECTHBI MyTallM, TTPUBOIAIINE K Ta-
KOMY Xe 3a00JIeBaHUI0, KaK U IMIPUOHHAsI MHGMEKIYs, a
B reHe SUP35 nposxckeil TporucxXomsaT MyTalluy, KMo~
1Y€ TTIOYTH UIEHTUIHOE TTPOSIBIIEHKE C TTPOSIBIICHUEM U,
Hakomnern, P.YukHep 3aMeTw1, 4To CyIIeCTBYET CXOMICT-
BO B opraHusauuu reHoB Prp u SUP35, a cienoBatenb-
HO, ¥ KOTUPYEMBIX UM 0eTKOB. B o6oux ciydasx B N-
TEPMUHATLHOMN YacTH MTOJIMTIENITUIOB OOHAPYKEHBI Xa-
pakTepHbIE TIOBTOPBIL: 4 — 6 pa3 MOBTOPSIIOTCS ITOCJIEI0-
BaTeJIbHOCTU U3 OJHUX U TeX Xe 8 — 9 aMUHOKUCIIOT-
HBIX OCTaTKOB. DTM Yy4YaCTKM TMpPU CKJIaJbIBAHUK
00pa3yioT Tak Ha3bIBaeMbIe [3-CJIOM M HUKOTIa He obpa-
3YIOT O -criupain. IMEeHHO 3TY y4acTKHM M OTBEYaloT 3a
BO3MOXKHOCTb “MPUOHM3ALUMN" OEJTKOB — FeHHbIX MPO-
nyktoB. C nerkoii pyku P. Yuknepa Y-dakrop, a Takxe
[URE3] mposxckeii yxKe cTaayd Ha3bIBaTh APOXKEBBIMU
TPYOHAMH.

Takum 00pa3oM, IPUOHBI IO3BOHOYHBIX U IIUTOIE-
HBbI JPOXKEH:

a) UMEIOT HECOMHEHHOE CXOICTBO MO CTPYKTYpE,
XapaKTepy HacJieICTBEHHOM TeTepMUHAIIUK U T.1.;

6) TO3BOJISIIOT TPOBOAUTH B3aMMOIOIIOTHSIIOIINE
uccaenoBaHusi, 0ojiee TIOJHO BCKPHIBAIOUIUE MPUPOILY
000X SIBJIEHUI, U TEM CaMbIM IPOXXKU CTaHOBSITCS
MOJIEJIbHBIM OOBEKTOM ISl U3YYEHUS] IPUOHHBIX UH-
exmit 1 METOI0B UX JICUCHUS;

B) 00a SIBJICHMSI, Ka3aBIIKNeCsT 9K30TUYECKUMHU IIPU
pa3IeIbHOM PACCMOTPEHUH, YKa3bIBAIOT Ha CYIIECTBO-
BaHMeE B IIPUPOJE paHee HEM3BECTHOIO MEXaHNU3Ma pe-
IYJISIIAYA aKTUBHOCTH TEHHBIX TIPOAYKTOB — OEJIKOB.

3AKJTIO4YEHUE

HTak, MbI cMOTJIM YOEIUTHCS, YTO HACJIEACTBEHHO-
ctu 6e3 JIHK He ObiBaeT. 3mech Mbl HE TOBOPWIU 00
PHK-conepxanux Bupycax. [IpuoHbI 4yenoBeka 1 K-
BOTHBIX 1 IIUTOTeHHBI Apoxcokeit — |, [URE3] — pesynb-
TaT BapualUil B B3KCIIPECCUM XPOMOCOMHBIX TE€HOB,
MPUBOISIIUX K aIbTEPHATUBHBIM BapraHTaM CKJIa/ibl-
BaHUS TMOJUIIENTUIHBIX Lerneid. Bo3MoXHOCTh Takoro
aJIbTePHATUBHOTO CKJIAIBIBAHUSI MOXET OMPEIeISITHCS
yJacTKaMM 3TUX O€TKOB, 3aKOAUPOBAHHBIX B TEX XKe ca-
MBIX CTPYKTYPHBIX reHax. CpaBHeHHe OJM3KUX (hEeHO-
MEHOB Y APOX>KeH M MO3BOHOYHBIX MOKA3bIBAET, YTO
MMPUOHU3ALIUU MOTYT TTOJIBEPraThCsl OJIKU, pa3IMuHbIC
1Mo cBouM (pyHKLMSAM. MexaHu3M SIBIIEHUs TTPUOHU3a-
LIMM U3YYEH €ellle OYeHb c1ab0, ¥ Mbl TPAKTUYECKU HU-
4yero o0 3TOM He FOBOPWIM. 37eCh CTOUT TOJIbKO J00a-
BUTb, UTO YK€ M3BECTHO, YTO MPOLECC TPUOHU3AIIUU U
COXpaHEHUs TIPUOHOB B KJIETKE 3aBUCUT OT CrelUalb-
HBIX TEHOB, HEKOTOPbIE U3 KOTOPBIX OTBEYAIOT 3a MpPO-
1iecc ckianapiBaHus1 0enkoB. MccnenoBanus, 0 KOTOPBIX
MBI paccKasaji, OTKPBIBAIOT MEPCIIEKTUBDI JJIsI TIOHU-
MaHUsT HOBBIX MOJIEKYJISIPHBIX MEXaHU3MOB PEeTYIMPOBa-
HUsI IeUCTBUSI OEJIKOB IyTeM IJIUTEIbHO COXPaHSIONIe -
Ccd HACTPOMKM WX AaKTUBHOCTM 0€3 W3MEHEHUs
TePBUYHOI CTPYKTYPHI, 3aKoaupoBaHHo# B JIHK reHoB.
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Ceprein leopruesuy ViHre-BewtomoB, AokTop 61o-
JNIOrMYECKNX Hayk, NPOdEeCccop, YNeH-KOPPECNOHOEHT
PAH, 3aBenyowmin kadenpor reHeTukKn U Cenekumm
CaHkT-lNeTepbyprckoro rocyaapCTBEHHOINO YHUBEP-
cuTeTa, 3amecTutenb npeacepatens [llpe3vanyma
CaHkT-lNeTepbyprckoro Hay4Horo ueHTpa PAH. O6-
NIaCTb Hay4HbIX MHTEPECOB: obLWas U MonekynspHas
reHeTnka — FeHETUYECKMIA KOHTPOMb CUHTE3a Benka 1
TOYHOCTW CHUTBIBAHMSI FEHETUYECKOro KOAa, reHeTnka
MWKPOOPraHN3MOB (ApOoXKel), akonornyeckas reHe-
Tnka. Onybnukosan 6onee 200 neyatHbix paboT B
OTEYECTBEHHBIX N MEXAYHAPOOHbIX U3AAHUSX, B TOM
yncne y4ebHUKM onsi yHMBepcuTeTOoB “BBeaeHue B
MOJEKYNSAPHYIO reHeTuky”, “freHeTrka ¢ OCHOBaMu ce-
nekumn”.

COPOCOBCKUIN OBEPA3OBATE/IbHbIN XXYPHAT, Ne5, 1996



