PA3AEN IV. HAYKM O )KXNBOM U XNMUSA NOJIMMEPOB

3apava 1
B nonmmepaHamornyHeIX — peakuusx — (QYHKUMOHAIBHBIE TPYMNNbl  I[OJIUMEpPA

IpeTepreBaT MpEeBpallleHUs, a OCHOBHAs Ienb He 3aTparuBaerca. C MOMOIIBI0 TaKHX
peakuuii  MOJMMEpPY  MOXHO  MpuJaTh  HOBBIE  CBOWMCTBA, JIMOO  TOJY4YUTh
BBICOKOMOJIEKYJIIPHOE COSAMHEHHE, IPSMOI CHHTE3 KOTOPOT0 U3 MOHOMEPA HEBO3MOKEH.

PaCCMOTpI/IM CXCMY MO,ZII/I(I)I/IKaI_II/II/I IMOJIUCTHUPOJIA AT IIpUIaHUusSd EMY OKPACKH.
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1. Tlpu nomomm Kakoro(ux) peareHTa(0B) MOKHO OCYIIECTBUTH NpeBpaienre Al B A2?

BoccranoBierre HUTPOTPYIITBI MMPOTEKACT MOCTAAUHHO, ¢ 00pa30BaHUEM PA3THIHBIX
uHTepMeuaToB. [1o1HOE BOCCTAaHOBICHUE HUTPOTPYMIIBI MPUBOIUT K aMUHOIIPOU3BOTHOMY.
Hekoropbie MpoMeKyTOYHBIE MPOIYKTBI MOTYT OBITH TOJYYEHBI CEJICKTUBHO, HAIPUMEDP
a30KCHUOCH30II:

NaBH, Ph\ + /Ph

N=N

PhNO, i
DMSO 0

2. a) llomuMO JABYX TEPEUYUCIICHHBIX BBIIIE COEAMHEHUN, TPU BOCCTAHOBIICHUU
HUTPOOEH30/1a MOTYT OBITh TIOJIY4EHBI €IIe YeThIpe a30TCOACPKALINX MPOIyKTa.
[IpuBeauTe UX CTPyKTYpHI.

b) UM3oOpasute  CTPYyKTypbl  NPOAYKTOB  BOCCTAHOBICHUS  HUTPOOEH30JIA,
B3aMMO/ICHCTBUE KOTOPBIX MPUBOJIUT K 00pa30BAHUIO a30KCUOEH30JIa.

c) MWM3oOpasure crTpykTypHyto ¢GoOpMyly MNpOIyKTa BOCCTAHOBIEHHS MOIH-4-
Hutpoctupoina u3ositkoM NaBH, B JIMCO npu HU3KOM KOHIIEHTPAIUU OJIUMEDPA.

d) IIpu BBICOKOHN KOHIIEHTpAIMU TOJUMEpPA, HApsAy C OMUCAHHOW B Bompoce 2.c,
CTAaHOBUTCS BO3MOXXHOH moOouHass peakuus. I3o0pasure CTpykTypy ¢parmeHnra
MOJIMMEPHOM 1LIETIH, COAEPIKAIIETO TPYIIUPOBKY — MPOIYKT ATOM MOOOYHOM peaKIIuu.

[Ipu BoccTranoBieHN 00pasia A2 BOJIOPOJOM IMOJIyYEH MOJUMEPHBIA MPOoaykT P, Ha

tutpoBanue 1.000 r koroporo uzpacxononanu 1.920 mu 0.2000 M consiHOM KUCTOTHI.
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3. Omnpenenure CcTENEeHb HUTPOBaHUSA A2, cuMTasg, YTO pPEAKIUU MPOTEKAIOT
KOJINYECTBEHHO.
4. TlpuBenute cTpyKTypHBbIE (GOPMYIIBI NPOAYKTOB A4 1 AS.

BaxHol XapakTEpUCTUKON MEXaHHYECKHUX
CBOWCTB  MOJMMEPOB  SIBISIETCA ~ 3aBUCHUMOCTh
paBHOBECHOM epopmaliu €, KoTopast 00ycIoBIEeHA
pacnpsiMJICHUEM Lenerd mojauMepa moj JICUCTBUEM

KaTuOpOBaHHOM HArpy3kH, oT Temnepatypsl 7. Uem ’%

BbIIC TMMOABHXHOCTHL ITOJIMMCPHBIX L[GHGﬁ, TEM

TQ T T T
OoJpIre PaBHOBCCHBIC I[C(I)OpMaLII/II/I Pa3BHUBAIOTCA

Tepmomexanuueckas Kpugas
ROAUCMUPONA
[Tpu HU3KKMX TeMIlepaTypax B IOJUMEpPE pa3BUBAIOTCS JIUIIL HEOOJbIINE AepopmManun

B oOpa3iie.

(I). ITpn Temnepatype Bbime Ty NONAMED MEPEXOIUT B BBICOKODIACTHYECKOE COCTOSIHUE, B
KOTOpOM JedopMallii OIpeaenstoTes nepeMenienueM cermeHToB Makpomonekyn (II), a
Bobile 77— B Tekyuee cocrosinue (III). [Tpu Temnepatype 7y monumep pasnaraercs.
5. WM3oOpa3ure TepMOMEXaHMUYECKHE KpPUBBIE M YKAKUTE TeMmepaTypbl (a30oBbIX
MEepPEXO0B:

a) i monuctupona, BocctaHoBiaeHHOro u30biTkoM NaBH, B JIMCO npu HU3KOM
KOHIIEHTPAIIMU MTOJIMMepa (CTeTeHb HUTPOBAHUS MoJTUcTHpoa 5%).

b) Hnas monuctupona, BoccranopieHHoro u3oeitkoM NaBH, B JIMCO npu BbICOKOM
KOHIIEHTPALIUU MTOJIMMepa (CTeTeHb HUTPOBAHUS MOJTUcTUpoa 5%).

c¢) Jns momuctupona, BoccranoBiaeHHoro u3ositkom NaBH, B IMCO mpu BbICOKO#

KOHIEHTPALIUU MTOJIMMeEpa (CTEeNeHb HUTPOBaHUsI nmoiaucTrpona 15%).

3apava 2

TpagumMoHHO CYUTAETCS, YTO CHHTE3 OeNKa B MPOLIECCEe TPAHCIISAIIUU OCYIIECTBISIETCS
¢ ucmonb3oBanueM 20 aMUHOKHCIIOT, HAa3bIBAEMbIX KaHOHWYEeCKHMMH. HO, KaK BBISICHHIIOCH
CO BPEMEHEM, dTOT CIHCOK HETOJIHBINM U BKIIOYACT €Ille, KAK MUHUMYM, JIB€ aMHUHOKHCIIOTHI,
OJTHA M3 KOTOPBIX SBJSETCS OOBEKTOM HAIICH 3aJauH.

Kanonnueckue amunokuciaotsl A, B u C nuMeroT MaccoBoe COOTHOIICHHE YTJIepo/a,
Bojopona, aszora u kuciaopoma C:H:N:0=51:1:2:4.6. Cxuranue o0pa3ios
aMUHOKUCIOT Maccod 1.00 rpamMm Kaxaplii B H30BITKE KHUCIOPOJA C TMOCIEAYIOIIUM

MOrJIOMCHUCM MMPOAYKTOB PCAKIUH H30BITKOM pacTBOpa r’HApOoKCHIa KaJdblWs IIPUBOAUT K
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oOpazoBanuto ocagkoB ¢ maccamu 3.36 T (A), 3.47 r (B) u 2.78 r (C). Bo Bcex cmyuasx
OCaJIKM COCTOAT TOJILKO W3 BellecTBa Wiu BemiecTB obmiel dopmynbl CaXOs, roe X —
351eMeHT(bl), COJIEpKaIINECcs: B COCTaBE UCXOAHBIX aMUHOKHUCIIOT.
1. M3o6pasute o61uyro hopmMyy KAHOHUYECKUX aMUHOKHUCIOT B poekunu dumiepa.
2. H3zobpazute cTpykTypsl A, B u C ¢ y4eToM CTEpeOXUMHH, €CIM BCE OHM COAEpKAT
KaK MUHUMYM JIB€ YTJIE€POI-YIJIEPOIHBIE CBS3H.

DHeprusi, HeoOXoAMMas JJisi BKJIIOYEHHMS] aMHUHOKHCIOT B TOJMIENTUAHBIC LEIH,
cooOIaeTcs aMUHOKHUCIIOTE Ha CTaAuK aMuHoauwianpoBanus TpaHcnoptHbix PHK (tRNA-

OH). AMunoanmn-TPHK nMeroT o01iryto CTpyKTypy:

0]

R O/tRNA

NH,

O6pabotrka amunoauun-TPHK amunokucnorsr B Hukenem PeHes mnpuBoguT K
npoaykty D, KOTOpbIii MOXKET y4acTBOBAaTh B IPOLIECCE TPAHCISALMM U BKJIIOUATh B COCTaB
pacTylel NOJUNEeNnTUAHON HENU OCTaTOK APYTroi aMUHOKHUCIIOTHI U3 Tpoilku A—C.

3. Hammmure ypaBHeHue peakiuu oOpazoBanus D (ctpykrypy TPHK 3amensiite
cumBojiom tRNA-OH).

Hexotoperit  Oenok, mnomaydeHHBIM BBeaeHueM D Bmecto amunoanuna-TPHK
aMUHOKUCIOTEI B B MojenbHyro cucteMy JUisli CHHTe3a  Oenka, OKasalics
HEe(DYHKIIMOHATBHBIM, BCJIEICTBHE 3aMEHbl BCEX AMHUHOKHCIOTHBIX OCTaTkOB B B
HOpMaJbHOM O€JKe€ Ha OCTaTKU APYrod aMUHOKHUCIOTHI (IPYTUMHU CJIOBAMH, MYTaHTHBIN
OEIJIOK HE CONIEPKUT OCTATKOB B).

4. MHcxons w3 mpeacTaBiICHHOW Bbllle HHPOPMALUMHU, YKKHUTE, YeM OIpeaessercs
BKJIFOUEHHE TOTO WJIM MHOTO aMHUHOKHCJIOTHOTO OCTaTKa B COCTaB OejKa HEMOCPEACTBEHHO
B XOJI€ TPAHCIISLIUH, BHIOPAB U3 MPEJIOKEHHOTO B JIUCTE OTBETOB CIUCKA.

OnHa u3 aMUHOKHUCIOT Tpolikn A—C MMeeT YHUKaIbHbBIN, OTIWYHBIN OT BCEX APYTUX
KaHOHUYECKUX aMUHOKHCIOT, MyTh oOpa3oBanusi amuHoanmi-TPHK. B ee oOpazoBanuu
yuactByeT amuHoauwi-TPHK cepuna, neopranmyeckue BemectBa E u F, a Ttaxxke

anenosuaTpUdochat (ATP). Cxema OnocuHTe3a MpECTaBICHA HUXKE:

0]

HO/\HJ\O/tRNA

ATP 0 AWP+P M \J Rﬁ)k tRNA
M O/

E F > NH,




rine AMP — anenosuamonodocdar, P; — Heopranmueckuii ¢pocdat, Bemectso F (1.88% H u
29.82% O no macce) CoAepKUT TOIbKO 3KBUBAJIEHTHbIE ATOMBI KUCIIOPOA.

5. Ilpemnoxure crpykrypsl coenuHenui E u F.

3apaaua 3

3HauuTenbHas  4YacTh  HYKJIEOTHJ0B, coaepxkamuxca B JHK, komgupyer
MOCTIEIOBATEIbHOCTh aMUHOKHCIOT B Oenkax. Ilpomecc skcmpeccuu TreHETHUECKOM
uHpopmarmu BriIroyaeT TpaHckpunuuio (cunte3 PHK) u Tpancnsuuio (cunres Oenka). 3a
BCTYIUIEHHE B @MUHOKHCJIOTHYIO MOCJIEN0BATEIBbHOCTh KaXA0I0 OCTaTKa OTBEYAET TPUILIET
HykieotunoB B nenu JHK. M3meHeHus B CTpyKType I'€HOB, Ha3bIBa€MbIC MYTAaLUSIMHU,
MOTYT MIPUBOJUTH K IePEKTHBIM OeIKaM.

Tak, ecimu 00 XpOMOCOMBI, KOIUPYIOIIHE CTPYKTypy Oellka reMorjio0OuHa,
HOJBEPIVINCh TOYEYHOM MyTalMu (3aMeHa JMIIb OJHOIO0 HYKJIEOTHIAa Ha Jpyron),
BO3HUKAET CEPIIOBUAHOKJIECTOYHAs aHEeMus, 3a0oJjeBaHHME, MPH KOTOPOM HaOIIOAAIOTCS
MOBBIILIEHHAs arperamus reMoriioonHa u geopManus SpUTPOLUTOB.

B Ta6J'II/II_Ie IIPUBCACHLI YYAaCTKH HOPMAJIbHOI'O U MyTaHTHOI'O I'CHOB reMOoTJIOOHMHa.

HOPMAJIbHBIN T'€H MYTaHTHBIN T€H
5-...CCTGAGGAG...-3" | 5'-...CCTGTGGAG...-3
3-...GGACTCCTC...-5" | 3'-...GGACACCTC...-5

1. B cocrase HYKJIICMHOBBIX KHCJIOT B 3aMCTHBIX KOJIMYCCTBAX MPUCYTCTBYIOT JIMIIb IIATh

OCHOBaHMH. YKaxkuTe, Kakue u3 Hux BxoasaT B coctaB PHK, a kakue — B coctas JIHK.

2. Ilpu cunteze JJHK B peakuuio ynnuHeHUs LIENH Ha Ka)XJOM IlIare BCTyMawT 2'-
N€30KCUHYKJIe03u -5 -Tpudocdarsl, a B pe3yibTaTe peakiuu BbIAeIsIeTcs mupodocdar.
N3o6pazute crpoenne 3 - u 5'-KoHLOB (110 0gHOMY ocTaTKy ¢ kaxkaoro) JAHK, momyuennoit
Py TOMOIOJIUMEPHU3ANHN 2 -e30KCUIUTUINH-5 -Tpudocdara. I[IpaBuio Hymepanuu
aTOMOB yTJIEPOJia 1€30KCUPUO03bI MPUBEICHO HIDKE.

3. IlpuBemute nocienoBarenpbHOCTH ocHOBaHuWii MPHK, momywarommecss B pe3ynbrare
TPAHCKPUIIINK YYACTKOB HOPMAJILHOTO U MYTaHTHOTO TNIOOMHOBOT'O T€HOB, MPUBE/ICHHBIX B
Tabnuie. YUTuTe, 4TO CUMThIBaHUE HH(GOPMAIIMU UET B HanpaBiennn 3° — 5 nenu JJHK.
4. BoccraHOBHTE HOPMAJIBHYKD W MYTaHTHYIO TIOCIIEIOBATEIbHOCTH M3  TpeEX
AMUHOKHCJIOTHBIX OCTAaTKOB, €CIIM KoAWpyromen seisercs HwkHAsS uens JHK (cm.
TaONuIly), TpaHCHSAUs wuaer B HampaBienun 5° — 3° nemun PHK, a ¢parment

TE€HETHYECKOIo KoJa (mpaBuia cuntbiBanus ¢ matpuuHoil PHK) Takos:

UUC — Phe, GUG u GUC - Val, CCU u CCA — Pro, GAA u GAG — Glu, UAU — Tyr.
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5.  CepnoBHUIHOKJIETOYHAS aHeMus SIBJISICTCS pe3yJIbTaTOM HapyLICHHS
MPOCTPAHCTBEHHON CTPYKTYPhI MOJUTENTUIHON 1€ U CBONCTB MOBEPXHOCTH OEITKOBOM
ro0ynel. M3 BapuaHTOB, NMPUBEACHHBIX B JIUCTE OTBETOB, BbIOEpETE MPHUYMUHY 3TOTO
HapylIeHUs (CTPYKTYpHBIE (OPMYIIbI AMUHOKUCIOT CM. HIKE).

6. MyTanuu MOTYT BO3HHKHYTH Tak)K€ MOJ[ BO3JEUCTBUEM (DU3MUECKUX M XMMHUYECKHX
dakTopoB. OIHUM U3 MOIIHBIX MYTareHOB SIBIAETCS a30TUCTass kuciota. [lpuBenure
ypaBHeHue peakuun HNO, ¢ ocrarkoM UOWTO3MHA, B XOJ€ KOTOPOM BBIIEISAETCS
HEPEeaKIIMOHHOCIIOCOOHBIH ras3.

7. HWcxomHbli LIMTO3MH, KOTOPBIM OBLI MOJBEPTHYT MYTAallMM COTJIACHO YPaBHEHHUIO B
Bompoce 6, MoxeT ObITh BoccTaHOBIIeH B cTpykType JHK Gmaronapsi kommiieMeHTapHOCTH
OCHOBAaHMM B LEMAX (TaKo# mpolecc Ha3bIBaeTCs pernapanueii). YKaxuTe B JIUCTaX OTBETOB
npuuuHy Toro, uro B coctaB JHK Bxoaut T, a B coctaB PHK — U. Vuture, uro JJHK
SBJISIETCS HOCUTENIEM MH(POpPMALlMU U U3MEHEHUs JaHHOW MoJieKyJsbl HeponyctuMbl, a PHK
— KOPOTKO>XKHUBYIIIasi MOJIEKYJIA.

8. Pasmmumsa B crabmwnenoctn JHK w PHK ompenensitorcss ux CTpyKTypHBIMU
ocobeHHoctamU. Tak, Hannuue OH-rpynnsl B 2'-1moso0keHun pruO03bl MOXKET MPUBOJIUTH K
necTpykiun noiauMmepHor nenoukun PHK B menmounoit cpene. M3o0pasure MexaHU3M
necTpykuuu qunykieotugHoro ¢pparmenta PHK (00a a30THCTBIX OCHOBaHUS — IIUTO3UHBI) C

ydacTueM ykazanHoH Beiiie OH-rpynmsi.

0 0 NH, NH, 0
NH NH SN N>y N NH
| | ﬁ ¢ f ¢
Nko Nko Nko N N/) N N/)\NH 1
H H H H H 2 OH
ypauun TUMUH LUNTO3NH aeHVH ryaHuH 2'-ﬂe3OKCMpM603a
COOH \H\COOH COOH HOOC/\)\COOH COOH
Phe Val Pro Glu Tyr
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