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rypax. AMHUHOKHMENOTH BBEIMEIBATEA B QNpeleseHHON flo¢nenoBa-
tenbHocTd. HeGonpmne mopiuu v110aTa OAKHHAKOBOro obbema cobu-
paloT aBTOMATHUYECKH B NPOGHPKM IpH NOMOWIM KOJaJMeKkTopa. Kax-
Ay ¢paxuuo CMELIWBAIOT ¢ AAlOIIHM OKPAacKy peareHToM (HHHTHIA-
pHH), HarpeBaioT B CTaHAAPTHHIX YCJAOBHAX M ONpenessior Ha ¢oTo-
MeTpe WHTeHCHBHOCTb oKpacKu. [IpoBolaT KanuOGpoOBKY mast Kaxnofi
aMHHOKHC/AOTHI, YYUTHIBRIOLIYI0 32BHCHMOCTb HOIVIOLIEHHS CBETa OT
koHueHTpauuu. [lrouwame KaXKHOro «mHKa» OTBEYaeT KOJHYECTBY
naHHOH aMUHOKHCJAOTH B rumposusarte (puc. 2.3) [11]- Bea npo-
uenypa cefiuac aBTOMAaTH3HPOBaHa M YCTAHOBJEHHE aMHHOKHCJAOT-
HOTO cocraBa Oeska He coCTaBJAsieT HpOGJaeMbl.
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[MocnenoBatenpHOCTE 2aMUHOKHCAOTHBIX OCTAaTKOB B MOJHNENTHI-
_HOH LleNH HasbiBaeTcst ee nepeuunol cTpykrypoti. Onpenenenyne nep-
BHYHOH CTPYKTYPH! HPOH3BOJAHTCS NYTEM YaCcTHYHOTO ruiipoinsa 6en-
Ka ¢ mOMoublo cnenupuuecKHX NpoTeas, KaTaAW3HPYIOLIHX pacuie-
NJeHHE TeNTHAHOH CBS3HM JHIb MEXIy ONpenesieHHBIMH OCTaTKaMH.
Tax, TpuncHH aTakyer JHUIb Te NeNTHIHbIE CBSI3H, KOTOphie 06paso-
Baupl CO-rpynmaMy OCTaTKOB OCHOBHBIX aMHHOKHCJAOT — Apr mau
Jin3. B pesyabrare oOpasyercsi cMech KOPOTKHX HOJHINENTHIHEIX L€
uet, oaucomepos. Takie KOPOTKHE LENH HA3bIBAIOTCS nNenTudamu.
Hx uccnenmoBanie npoU3BOMHTCS NOCPEINCTBOM XHMHYECKHX U Pusu-
KO-XMMHYECKHX MeToINOB (xpoMaTorpadus, Macc-CIeKTPOCKONHS).
Bosneficteys npyruM ¢epMeHTOM, MOXHO «pa3pe3aTb» 06enoK no
HNPYTHM CBSI3AM, MOJYYHTb cMech APYrux mnentuyos. N- u C-xoHue-
Bole ocTaTKu Oenka (cM. cTp. 68) ompenensioTes B pesysabTare HX
XUMHYECKOH MopudUKaluMM, NpemiecTBylollel YacTHYHOMY THUIPO-
JAu3y. 3Had CTpPOeHHe HENTUIOB, NMOJYYeHHBIX NpH cuenupuueckoM
pacilenieHny pasiHYHBIME (epMeHTaMH, MOXKHO YCTAaHOBHUIb Iep-
BHUHYIO cTpYKTYpy Oeaka. omycTmM, 4To GesnkoBas uelb HMeeT

CTPYKTYPY \
A->Bb-—>B—»T—-A->]]—>E->B>A—>)X—>3-—>
—>E-—>)X-—>b->B-—>A,

rae 6ykBamu 0003HaueHBl OCTATKH, CTPeJKaMH — [ENTHiHbiE CBS3H
—NH-—CO—. TMoneficteyeM Ha Gesox GepMeHTOM, Pa3pHIBAIOIIHM
cBsizb rpynasl CO ¢ ocratkom A. Iloayuum nentuasi A, B—>B—
—-I—A, I>E—>B—A, X—+3—>E-—>)X-—->5—-B—A. Ilo-
neficteyeM Ha Gesiok gpyrum (epMeHTOM, PaspHB2IOLIHM CBSI3H
¢ octatkamu I’ u E. IToayumm A—-B—->B—->T, A—»]JI—E, B~

>»A—>)X—->3—->E, X-—->bB—B->A. INocnenosareasHocTs nef-
THAOB HaM HEHU3BECTHA, HO OHa JErko ycTaHaBJAHBaeTcsd, TaK Kak
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Puc. 24. TlepsuuHas cTPyxTypa P-KOPTHKOTpONMHHA cBHHbH (A) H HHCYJuHA
6uxa (b

Pugc. 2,6, [TepBHuHast CTPYKTypa pHOOHyKJIeashl 6urKa,
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X MOXHO CKOMOGHMHHPOBaATh JHIIb OAHHM €IHMHCTBEHHHIM CIIOCO-
Gom [2]:

A B-»>B-»I'—A, J—->E—-»>B—A, X->3-E->)X->b->B->A,
A->Bb—»B-»I' A ->]J]—»E B->A —»)X-—+>3-E X->b->B->A.

C nmomompio 31oro Merona CaHrep BIepBHE ONpeneana cTPyK-
Typy uHcyauHa [12]. B panbueiiiieM OHJa ycTaHOBJeHa NMepBHUHAs
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Puc, 2.6. IlepBuyHast CTPYKTypa MHOrIOGHHA.

CTPyKTypa Goabiioro uucia GenkoBhx uene. Otmerum oMffenene-
HHe OJHOH M3 AJMHHeHIIMX NOCJef0BaTeNbHOCTe! — 3BeHbEB acmap-
TaTaMuHoTpancdepass [66]. CBoAKa TaKuX NaHHBIX, MOJAYYEHHBIX 1O
1968 r., npusenena B ataace [13]

Kaxnas GenxoBast [eflb HMeeT ONPEeNeeHHYI0 NePBHUHYIO CTPYK-
TYPy, H B 3TOM CMBICJI€ €CTh TEKCT, HalHCAaHHBIH 1BaAuaTHOYKBEH-
HbIM aJdaBuTOM. Belllie NpHBefeHE NepBHUHBIE CTPYKTYPH ABYX
NeNTHAHBIX TOPMOHOB — KOPTHKOTPONMHA W HHcyauHa (puc. 2.4)—
H OenkoB — puOOHYKJea3sl (pHc. 2.5) u wmuorio6una (puc. 2.6).
DenkoBpill TeKCT CONepKHT ONpenenennylo undopmanuo. Onennm
ee KoauuecTBo. Ha Kaxpom MecTe HaxoauTcst ofAuH H3 20 BO3MOXK-
HHX ocTtaTKoB. KonmuectBo mupopmanum B men# u3 N ocTaTKos (B
NPEeANOJOKeHHH 00 X paBHOBEPOSITHOCTH) COCTaBJSIET

I=Nlogs20=N - 4,32 6ur.
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B nefictBuTesibHOoCcTH [ MeHbuIe, TakK KaK 4YACTOTH TIOSBJEHUSA
pasHbIX OCTAaTKOB HEOINMHAKOBH. BMecre ¢ TeM aHasu3 mocsiejqoBa-
TeqbHOCTeH B OelKax M WX (pparMeHTax mokKasas, yTo MeXay CO-
CEeIHMMH OCTaTKaMH{ B JHIENTHAaX HEeT 3HaunMoH Koppessnuu [14].
Bonpoc 0 xoppensinuu Ha OOJbLINX PACCTOSHUSX MEWAY OCTATKAMH
HEJIb35i CUUTATH PELICHHBIM.

[TepBuunas cTpykrypa 6enxa MMEET, KakK yXe cKasaHo, ompene-
Jsfloulee 3HaueHHe 05 ero GyHKHuH. 3TO HOATBEPKAAETCA NpeXIe
BCero AByMs Tpynnmamu ¢akrtos. Bo-HepBriX, pasmUuHAMHU H CXOX-
CTBOM CTPYKTYp OLHOTHUNHBIX 6€JKOB pa3HbIX BUAOB H, BO-BTOPHIX,
NaTOJIOTHYECKUMH H3MeHEeHHIMH (PyHKIHE GeNKOB NpPH 3aMelieHHsX
(MyTanMOHHBIX) AMUHOKHCJAOTHBIX OCTATKOB.

B paGotax Maproauama u corpyaHukos (cm. [15, 16]) mpo--
BE€HO. CONOCTaBJEHHE IUTOXPOMOB €, TeMOTJIOOMHOB. U IPYrHX
6enKoB pasiuuHblX BHAOB. B Ta6a. 2.3 mpuBeneHbl NaHHbE, OTHO-
camuecs K nuroxpoMaM ¢ DyHKHMA IUTOXpoMa -— YYACTHE B
OKHCAUTEABHOM (PocOpUAHPOBAHHH — BO BCEX PA3HOPOILHBLIX Opra-
HM3Max OJHa M Ta Xe. Bapuanuu B mepBUUHOH cTpYKType Xapak-
TEPU3YIOT BHUA JKHUBOTHOTO M SBJSIIOTCS €r0 OJHO3HAYHLIM H SIPKHUM
BuipaxenueM. CpaBHHTENbHOe Hcc/leJOBAHHE IMepPBHYHBIX CTPYK-
TYp TO3BOJSeT HpOCAefUTb 32 XOAOM OHOJOTHUECKOH 3BO-
JIIOUHUH.

MyTanuu BeIpaxaoTcs B H3MEHEHUH NepBUYHOM CTPYKTYpH Oen-
KOB, B 3aMeEUIEHHH aMHUHOKHCIOTHBIX OCTATKOB, T. €. B HCKaXEeHHSX
G6enkoBoro Tekcra. «Oneuatka» B GElIKOBOM TEKCTE BCErjga uMeer
cepbesHble OHOJOTHUECKHE NOCACACTBUA. DTH SBJACHUS [E€TaJNbHO
H3y4YeHbl Ha TeMolIo0uHe.

H3Becten psin HaclelcTBEHHBIX 3260/7eBaHUM KPOBH — aHEMUH.
[lpu Tak HaspiBaeMoH cepHOBHIHOKJIETOUYHOM AaHEMHH, pacnpocTpa-
HeHHoll B HekoTophix pahonax Adpuxs, I0ro-Bocrouno#t Asuu, Cpe-
AH3eMHOMOPbS, 3PUTPOIHUTH HMelT ¢opMmy ceploB. B stom cayudae
remornobuH (S-remMorno0uH, B OTJIHYHe OT HOpMaJbHOTO A-remoruo-
6uHa) HMeeT KpHCTAJLJIONOJOGHYI0 CTPYKTYPY, SPHTPOUUTH CIH-
nalTes ¥ HOABEpraloTes reMoausy — pacnany. Taxenble Hapylie-
HHSt KpOBOOOpaleHHs, Bbi3BaHHEIE 3TUM 3a00JeBaHHEM, 3a4acTyIO
NPUBOASIT K CMEpPTH B paHHeM Bo3pacTe. Cpeldu3seMHOMOpCKas aHe-
mua (T-remorno6uu) BeIpaxkaercs B pacoaje 3PUTPOLUTOB, Maso-
KPOBHH, KOMIEHC2TOPHOM pa3pacTaHHH KPOBETBOPHOR TKaHH KOCT-
HOrO MO3ra, BLI3HIBAlOLleM CKeJeTHble AedopManuu, B yBEIHUYSHHH
NedeHyu U cenesenku. Ilpyrue anemuu Takxe BecbMa ON4CHBL DTH 3a-
OosieBaHHSA HACAEAYIOTCSl PEIECCHBHO B COOTBETCTBUH ¢ 3aKOHOM Men-
Adens. WMHpiMu cioBamHu, aHeMUs pe3KO NposIBJIsieTcss Y TOMO3MIOT-
HBIX, HO He Yy TeTepO3UTOTHHIX ocobedl. [Tonnepxanne BHICOKOTO ypon-
H SA-reTeposdroT B Ha3BAaHHBIX paloHaX 0Ka3anoch CBS3aHHBIM
C pacmpocTpaHeHHeM B HHX Manaspuu. Manspus sB/isAercda B 3THX
palioHax OMHOM M3 IVI2BHBIX NPHUUH CMEPTHOCTH. SA-reteposuroThi
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6osnee ycTOMUMBBI K MaJsipuH, TaK Kak NJIa3MOAuil Mampnnnoro
KoMapa XyXKe pa3MHOXKaeTcs B UX KPOBH.

[Tonuur u ero corpyaHuky [17] o6HapyXRuau pas3inuus MNOABHK-
HocT# S- ® A-remornoGuuOB npu 3aextpodopese, yTo oGBACHAETCS
pasJHuleM B aMUHOKHCJOTHOM COCTaBe W, TEM CaMhbiM, B UHCJe 3a-
psixenusix rpynn. [loaunr onpenenun GoJe3HH reMorjoGHHa Kax
monekyaspusie. Heficreurensno, Hurpam [18] nokasan, yto orau-
YHe aHOMAaJbHbIX T'eMOrJOGHHOB OT HOPMAJbLHOTO ONpenensiercsd 3a-
MellleHHeM BCero MWk OJHOro OcTtaTka B O€JKOBOH IenH, — Befb
CMbIC/I TEKCTa CYLIECTBEHHO MeHsieTcsl IpU 3aMeHe ONHON «GYKBbi».
B raGa. 2.4 ykasaubl HEKOTOpHIE NaTOTeHHBIE 3aMENIEHUST B TeMO-
rnobune uenoseka [13, 19]. Ceftuac ussectHo okosno 100 MyTaHTHBIX
reMOrJ100MHOB Y&JIOBEKa.

Ta6auma 24
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Xumus pacnomaraeT MeTOAAMH CHHTe3a NeNTHAHOH CBSI3H, T. e
auuefiHOf clHMBKH aMHHOKHcaoT (cM. [20]). DTH MerTons!, He HMelo-
mue Hudero oGIHEN0 €O CHOCOGOM cHHTesa -6eKa B XKHBOH KieTKe
{cM. mKe T, 9), OOLIUHO TPHMEHAWTCA AJAs TOJAY4YeHWs TIONH-
AMHHOKHUCJOT — F'OMONOJMMEPOB aMHHOKUCJOT, CXONHbIX ¢ 6eJKaMu,
OnHako ecaud nepBHYHasi CTPYKTypa OesJka M3BeCTHA, TO OCylle-
CTBHM €r0 XMMHUYeCKUHl cHHTe3 in vifro. Tak OblIH CHHTE3HPOBAHLI
GesKOBble TOPMOHBI KOPTHKOTPONHH M HHCYAMH. Meppuduan asto-
MaTH3MPOBaJ METOJ CHHTE3a H BrepBble HOMYYHJ HACTOALIMH HCKyc-
CTBeHHLIHl Genok, o6nafamoumuili ¢epMeHTaTUBHOR QyHRuUelH, —
pubonykaeasy [21].





