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KOMIIBIOTEPHBIN AHAJIN3 MEJIbCOJIEPXKAIIIAX ®EPPOKCHUJIA3,
YYHACTBYIOIIUX B METABOJIU3ME KEJIE3A

HoHbl Meau u xemnes3a, 0043aTelbHble KOMIOHEHTHI MUY U OJHOBPEMEHHO BBICOKOTOKCHY-
HBIE areHThI AJ11 OMOMOJIEKYJI, Yepe3 KJIETOUHYI0 MEMOpaHy Y BCEX OPraHU3MOB IEPEHOCSTCS TOJIb-
ko B Cu'"- n Fe’"-cocTosnsx. Bo BHEKIETOUHOM KOMIIAPTMEHTE BBICIIHX SyKAPHOTOB STU HOHBI B
cocrostamsax Cu® i Fe*" cBsisaHmHBI ¢ TpaHcropTepami. Y HH3IINX SYKapPHOTOB IEPEHOC HOHOB CO-
INpsDKEH € peakUUs MM OKHCIICHHMSA-BOCCTAHOBIEHHS B TPAHCMEMOpPAHHOM OKCHI0-pElyKTa3HOM
KOMILIEKCE, JTJOKaJIM30BaHHOM Ha I1a3MaTHueckoi memOpane [3]. BaxHyto posib B HeM urpaer Oe-
nok FET3 (meabcomeprkaimas heppoKcHiasa Apoxokeil), y4acTBYyIOIIas B OKMCICHHN HoHOB Fe .
['oMosTOrnyHBINA KOMILIEKC Y BBICHIMX 3yKapHOT, BO BHEKJIETOYHOU cpefie KOTOPBIX HET CBOOOIHBIX
HMOHOB MEJH U KeJie3a, He U3BECTEH.

Panee HamM U3 3KCIPECCHOHHOW OMOIMOTEKM IUIAIICHTHI YeI0BEKa METOJIOM MMMYHOCKpH-
HUHra ObUT U30JUpOBaH KIOH (ara msmOaa-gtl 1, necymmii yuactok k/IHK npeamomnaraemoro pe-
uentopa uepynormiasmuHa (LTI, Measconepkamuii rIMKONPOTENH CHIBOPOTKM KPOBU MO3BOHOY-
HBIX, obnangaromuii peppokcuaazHpiMu cBorictBamu, K®1.16.3.1.). beuto mokasaHo, 4To aHTHUTENA
K 371eKTpoopeTrnuecku yuctToMy npenapaty peuentopa L{I1, n3onupoBanHOMy U3 mi1a3MaTHYECKUX
MeMOpaH 3pUTPOLUTOB YeloBeKa, epeKpecTHO B3aumoeicTBytoT ¢ LII1. JIBymepHsbIii aHanmu3 nen-
TUOB NOJHOTO Tpunrtudeckoro nepesapa LI u ero peuentopa noATBEpAUI CTPYKTYPHOE CXOJCT-
BO 3TUX OenkoB. YacTuuHbIN aHaM3 KiIoHUpoBaHHOTO parmMenTta kJIHK npeanonaraemoro pernen-
topa LIII mokazan, 4To OH MOXXET ObITb OTHECEH B IPYMIy MeIbCOJEepKalluX TPaHCMEMOpaHHbIX
HIT-momo6ueix deppoxcunaz. Ha ocHoBe 3THX pe3ynbTaToB ObLIO chopMynnpoBaHO pabouee
npenmnosioxenue, yto peuentop LI ygacTByeT B rUIIOTETUYECKOM OKCHAO-PENYKTa3HOM KOMILIEK-
Ce BBICIIMX AYKAPUOT. DTa TUIIOTE3a NPEJyCMaTPUBACT y4yacTHE B KOMIUIEKCE MEIbTPAaHCIIOPTHON
AT®a3er ATP7A, HII kpoBu, penentopa LI u penentopa Tpancdeppuna, win TpaHceppuHa,
3a5KOPEHHOT0 B MEMOpaHe ¢ MOMOUIbIO TTUKO3UI(POChHATHIMINHO3UTONIA.

Lenb HACTOSIIEro MCCIEIOBAHUSI COCTOSIA B CPABHUTEIHHOM (IIIOTEHETHUYECKOM aHAJIH3e
KJIOHUPOBaHHBIX ()parMeHTOB INpenmnoaraemoro resa perenropa L{I1. BeipaBHuBanue nocnenosa-
TEJIbHOCTEH MPOBOJIMIIOCH C MOMOILBIO AJITOPUTMa MOJHOTO JUHAMUYECKOTO ITPOrpaMMHUPOBAHUS C
ucrnoib3oBanueM nporpammbl ClustalW [2]. OunoreHeTHYECKU aHaIn3 BHIPOBHEHHBIX MOCIEIO-
BaTeIbHOCTEN MPOBOJAMICS C MCIOJb30BaHHWEM nakera mporpamm PHYLIP [1] meTonoM mapHbIX
JUCTaHIMH. J[7151 aMHHOKHMCIIOTHBIX MOCJIEA0BAaTENbHOCTEN Takxke OblI MPUMEHEH METOJl HauOOIb-
mero npasnonogodus (ML) u3 makera mporpamMm PAML. Beruncrnenue 3HaYeHU YpOBHS 3HAYH-
MBIX ¥ HE3HAYMMBIX 3aMEH MEX1y HYKJICOTHIHBIMU IIOCIEA0BATENbHOCTAMU. AHAIN3 IPOBOIUIICS
MetosioM Yang&Nielsen (2000) ¢ momomrsio mporpamMmel yn() (maket mporpamm PAML) [4].

br11 mpoBeneH puoreHeTHUECKUi aHAIM3 KIIOHUPOBAHHBIX ¢parMeHToB 1 u 2 (acc. no.
AF211154 u AF211153, cooTBeTCTBEHHO) MpEIoIaraeMoro peuenropa nepyiomiazmuna (LIT).
@®parmeHT 1 BBICOKO roMOJIOTHYEH BeceM u3BecTHBIM L{II-mogo6ubIM deppokcuaazam. OH coaep-
YKUT MOHOHYKJICAPHBII (PeppOKCUIA3HBIN LIEHTP, BBICOKO TOMOJIOTHYHBII U CXOXKUH CO BCEMU aHa-
nornyHbiMH 1ieHTpaMu LI 1-momo6upIx deppokcunas: LI gyenoseka, L{I1 kpricer, LIT mbrmm, LIT
oBupl, redectun (HEPH) uenoseka, redectun mbitm, GPI-popma LT kpsicel, penentop LT yerno-
Beka, FET3 u FETS u3 S. cerevisiae, FIO1 u3 S. pombe.

HyxneoruaHas mocnenoBareabHOCTh pparmenTa 2 umeet 0koiio 70% ToMoI0ruu ¢ 9K30HOM
16 rena LII, HO aMUHOKHUCIIOTHAS ITOCJIEOBATEILHOCTh TOMOJIOTHH HE IIPOosiBisieT. OHAa UMEET OT-



JTAJIEHHOE CXOJICTBO C TPAHCMEMOpPAaHHBIMU IOMEHaMU JIpyrux MeMOpanHocBs3aHHbIX L{I1-
nonob6HbIX peppokcunas. Ux ampunarnyeckue npodunu cxoausl. [locaenoBarensHocTs Ha 90%
roMoJIOTHYHas parMeHTy 2 Obljia HalifieHa B Oy OJIMKOBAaHHOM MOCIIE0BAaTEIbHOCTH F'€éHOMA Ye-
noBeka Ha Internet caiire NCBI. Ona nokannzoBana Ha xpoMmocome 3 B o6iactu 3x30Ha 16 rena LI1
Ha KOMIUIEMEHTapHON HUTH. J1Jis BBISIBIEHUS OMOJIOTHYECKON 3HAUMMOCTH BTOPUYHOM CTPYKTYPBI
B oOsactu 2670...2820 n.H. 6bu10 IpoBeeHo MexBuoBoe cpapHeHne MPHK LIIT Yposens cuHo-
HUMHUYECKUX 3aMEH B 3TOH 00J1aCTH OKa3aJcsl CyIECTBEHHO HUXKE, a YPOBEHb OTHOIIEHUS! CHHOHU-
MHUYECKHX 3aMEH K HCCHHOHUMUYECKUM CYIIIECTBEHHO BBIIIE, YEM I10 BCEH KOIUPYIOIIEeH 00IacTH
reda L{II B nenoM. OTu naHHbIE BHICBEUUBAIOT POJIb BTOPUYHON CTPYKTYpPbI B HYKJIEOTHIHOM 1O~
CJIEZIOBATEIbHOCTH Ha TPAaHMIIE PK30HOB 15 1 16 B MOCTTPAHCKPUIILIMOHHOM IPOLIECCUHTE TIpe-
MPHK LIII.

[Tomyuennsle naHHBIE 103BOJIAIOT 0THeCTH penentop LI B cemeiictBo LI1-ogo6HBIX MeM-
OpaHOCBsI3aHHBIX (PeppOKCHIA3 U BBIABUHYTH TUNIOTE3y 00 0Opa3oBanuu penenrtopa LT mytem
TKaHeCcNenn(pUIEeCKOro aJbTePHATUBHOIO CIUIAHCHHTa MIEPBUYHOTO MIPOAYKTa TPAHCKPUIILIMY T'€Ha
HII, B pe3ynbTaTte KoTOpOro 3k30Hb!I 16-19 LI 3amematorcs Ha OCIEN0BATENBHOCTD, COAEpXKaA-
LIYI0 TIpe/ICKa3aHHbII TpaHCMEMOpaHHbII TOMEH.
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