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JltnTebHas TIEPCUCTEHITNS GeTa-2-MuKpormooyauHa (f2M) B BBICOKMX KOHIEHTPAIIMAX B KPOBU GOJBHBIX C
OCTPOI1 MOYEYHOM HEAOCTATOUYHOCTHIO MPUBOAUT K PA3BUTUIO FEMOIMATIM3HOTO aMUIona03a. B TKaHsIX M opraHax
MaIlMeHTOB, CTpafaloliX TaHHBIM 3a00JeBaHUEM, TIPOMCXOAUT HAKOTUICHUE aMUJIOUIHBIX OJIsIIIEK Ha OCHOBE
rosiHopasMepHoro 32M u ero ykopoueHHBbIX opM 6e3 6 u 10 N-KOHIIeBbIX aMUHOKHMCIIOTHBIX OCTATKOB. B Ha-
cTosieit paboTe MPOBEAEHO CPAaBHUTEIbHOE U3yYeHUE CTPYKTYPHI U (hOTOGUZNIECKUX CBOMCTB 3TUX aMUJIOU/I -
HBIX GuoOpua. C UCIIOJb30BaHMEM METOOOB PETMCTPALIMU MX COOCTBEHHOTIO YJIbTPahuOJEeTOBOrO M3Iy4eHUs
(YD-crniekTpockonuu) U Kpyrooro auxpousma (KJI-crieKTpocKomnnm), a Takke MeToaa 3JIEKTPOHHON MUKPO-
CKOIMU TI0KA3aHO Pa3JINuMe CTPYKTYPbl aMIJIOMIHBIX (DMOPWIIT HA OCHOBE TTOJTHOPAa3MEPHOM M YKOPOUYEHHBIX
dopm B2M. [I1a moaTBepXKIACHUS TTOIMMOP(GU3MA UCCIEAYEMBIX 06pa3iioB GBIJIO TIPOBEICHO U3YUYEHNE UX B3au-
MoAeNCcTBUSI ¢ payopeclieHTHBIM 30H10M ThuodaaBuHoM T. KitoueBbIM MOMEHTOM B IIPOBEIEHUM ITUX IKCIIEPH-
MEHTOB CTaJIO MPUMEHEHNE METO/Ia PABHOBECHOTO MUKPOIMAIN3a 151 TOATOTOBKY TeCTUPYEeMBbIX pacTBOpoB. Uc-
cJieIoBaHME ITUX PACTBOPOB C MCIOJb30BAHUEM PA3TUYHBIX CIIEKTPOCKOMUYECKUX MOIXOA0B MO3BOJIMIO pac-
CUMTATh TIApaMeTPhI CBI3bIBaHMS THO(IaBrHa T ¢ aMUIOUIHBIMY (GUOPHUTAMU Ha ocHOBE 32M U orpenennTh
boTodbu3zNUecKre XapaKTepUCTUKU CBSI3aHHOTO KpacuTesisd. AHAJIU3 TTOJYYeHHBIX pe3yIbTaTOB MO3BOJIMII MO -
TBEPAUTD MPEATIONOXKEHUE O PA3IMYNU CTPYKTYPbl aMUJIOUIHBIX (POPUILIT HA OCHOBE MOJTHOPAa3MEPHOIT M YKOPO-
yeHHBIX (hopM f2M, a TakKe MOKa3aTh UX CYIIECTBEHHOE OTJINYKE OT GUOPHIUT HA OCHOBE IPYTHUX AMUIOMIOTEH-
HBIX O€JTKOB (B YaCTHOCTH, MOJIEJIbHBIX OEJIKOB MHCYJIMHA U JIM30LIMMA).
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Bbera-2-mukpornobynuH (B2M) npencrasisieT co6oi
0eJIoK ¢ MoJieKyasipHoit Maccoit 11.8 k/la, cocTosiuii u3
99 aMMHOKUCIIOTHBIX OCTaTKOB. OH CUHTE3UPYETCSl BO
BCEX SIAPOCOMEPKAIINX KIIeTKaX OpraHM3Ma W UTpaeT
BaXKHYIO POJIb B KJIIETOYHOM UMMyHUTeTE. 32M obecrie-
yuBaeT (QOJIAVHT U SKCITOHUPOBaHUE Ha KJIETOYHOI T0-
BEPXHOCTH MOJIEKYJI TIEpBOTO Kiacca TJIABHOTO KOM-
Tiekca rucrocoBMectTuMoct (Bjorkman et al., 19874;
Goldsby, 2007). B Hopme KoHIleHTparus 2M B ruiazme
KpPOBMU cOCTaBjIsieT ~1—3 Mr/MiI, Ipu 3TOM B I€Hb B Op-
raHu3Me CUHTe3upyeTcst 2—4 MI/KT 6eJika, a IEpUuol ero

IIpunsameoie coxpawenus. KJ1 — kpyropoii nuxpousm, YO — yibrpa-
(uonerossrit, f2M — 6eTa-2-MUKporoOyuH, B2MA6 u B2MA10 —
6eTa-2-MUKPOIJIOOYJIMH C aMUHOKUCJIOTHOM IOCJIeI0BaTeIbHO-
CThIO, YKOPOUEHHO# Ha IIECTh U OeCSATh N-KOHILIEBBIX aMUHOKUC-
JIOTHBIX OCTaTKOB cOOTBeTCTBeHHO, ThT — TodaaBun T.
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MOJTYBBIBEZICHUS cocTaBsieT ~2.5 4. DnumuHanus f2M
Ha 95% obecrieynBaeTCs MyTeM KIIyOOUYKOBO (IIIbTpa-
1uu (¢ mocienytoleii peabcopOiiveit 1 BHyTPUKIIETOU-
HBIM MPOTEO0JIM30M B MPOKCUMATbHBIX KaHAJIbIIaX) U €TO
KOHILIEHTpAallMsl B TJIa3M€ KPOBU HAaMpsIMylO CBSI3aHa C
(byHKIIMOHUPOBaHUEM ToYeK. YpoBeHb B2M mpu xpo-
HUYECKOM MOYEeUHON HEJOCTATOUHOCTU MOXKET BO3pac-
Tath B 60 pa3 BcleacTBue 3HaUnTEIbHOTO (B 10—15 pa3)
YBEJIMYEHUs]T BPEMEHM BbIBENEHUS JaHHOTO OeJka.
Bosnbiie konuyectBa 32M OOGHapyKUBAIOTCSI B MOYE
OOJIbHBIX C HapyILIEHHOM peadbcopObuueii 6enka u3 mep-
BuuHoro ¢uiakTpara (Linke et al., 1989). I1pu npomod-
XKATEJILHOW TeMOmuaJIM3HON Teparmi, HeoOXOTUMOM
JIJIST OYMCTKY KPOBU MAIUEHTOB, CTPANAIOIINX TSKEIbI-
MU 3a60JIeBAaHUSIMU TIOY€EK, KOHIIeHTpawust $2M B ruias-
M€ KPOBH MOCTOSTHHO 3HAYUTEJIbHO MPEBBIIIIAET HOPMY.



