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OPAMEHEHWE F'EHA PHAHOJWHOBOI'O PEIEIITOPA (RYR1) B MAPKEPHOM
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Ionecckuii cocyoapcmeennbii yrugepcumen

Cucrema xpynHoMacIITaOHOH CeleKNIMH, OCHORAHHAA HA COBEPIICHHEX METOAAX ONECHKH I¢HOTHNA
N0 Ka4decTBY IMOTOMCTBE, 3Q)(PEKTUBHOH CUCTEME BOCTIPOM3BOACTBA M UH(GOPMARHMOHHOro ofecrnedeHHs
CeIeKlMHU, TO3BONIWIA AOCTHYL CYIIECTBEHHBIX pe3ynbraToB. OTkpbiTua B oOnactu JIHK-Texmomoruit
JANM MOLUHBIA UMITYJIEC K CO3JaHHIO NPHUHLMITHATBHO HOBBIX MOJXO/I0B B CENEKUMH XKHUBOTHEIX. ORHIM
W3 OCHOBHBIX HamlpaBIeHME B 3T0H paboTe sBmaeTcs moMck M mcnoms3oBanue JJHK-Mapxepos, nosso-
JAIUX MAPKAPOBATh OTACIBHEIC KOIMYECTBCHHBIC X03AHCTBEHHO-TIONIC3HBIE TIPUIHAKU, BBIABIATE TOY-
KOBEIE MYTALIMM M Ha 5TOM OCHOBE NMPOTHO3MPOBATH UX MPOSBICHHE M BECTH HATIPABICHHYIO CEJICKLIUIO.
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N3 MHOroobpasia cyllecTBYIOIIMX reHOB, HaMH Owln BHOpaH reH RYRI1 (pHaroanHOBOro pelento-
Pa), KOTOPHIH UrpaeT BBICOKYIO POk B NOBLIIIEHUH 3PHEKTHBHOCTU CENEKIMORHOro MpoLecca, Hanpas-
JIEHHOTO He TOJBKO Ha MOBHIILIEHHE TPOAYKTUBHOCTH CBHHEH, HO U MO3BOJIAIOMINUIN ITPOrHO3UPOBATh KO-
NMUYIEeCTBEHHRIE MPU3HAKY KUBOTHBIX B PAHHEM BO3DAcCTe,

CornacHo MONy9YeHHEIM JAHHRIM MHOTMMH YJeHEIMM, CEIEKIHS Ha MOBHIMEHWE MACHOCTH CBUHEH
TIPUBENA K YBEIMYEHHIO IHCIIA XHBOTHBIX, IOABEPKECHHABIX CTPECCY, 9TO HETATHBHO BIMAET Ha NpOSBIIe-
HHEe BOCIPOH3IBOIUTEIBHOM (DyHKITHMH XHUBOTHBIX.

Iloa meficTBHeM cTpecca BCISX 33 HANPMKEHHEM B MBIIIIAX, 3aTPYIHEHHBIM THIXAHUEM M ITOBHIIEH-
HOH 4acTOTOH MyJIbCa, U3-3a HAPYIMICHHA KPOBOOOPAMICHHK K CEPACYHOr0 WIOKA, Pa3BUBACTCA 3IOKATECT-
BeHHbIH runeprepMuteckuit cuaapoM (MHS). IlpuunHOi BOSHMKHOBEHUA CTPECCOBOrO CHHAPOMA Yy
CBHHeit ABIAeTca ToukoBad MyTauna B reHe RYR1, pacrnonoskeHHOM Ha liecToit XxpoMocoMe. PraHoxun-
peuenTopHuii Oenok peryldpyer KOHLUEHTPaUHI0 HOHOB Kanblyd B MbIIeYHOH KieTke. MoHu Kambuus
TIOCTOSHAQ CTUMYITHPYIOT MPONECC COKPAIIEHIA MR H BRI3KIBAIOT UX PUTHAHOCTD. Bellku MENmEeYHOro
COKpameHMA aKTHH M MMO3MH IPOAOIDKAKT padorath, motpefmas AT® (anenosunTtpHbocdar). 3ToT
TIPOLIECC ABJIALTCA MPUIHHON BOIHMKHOBEHWA runepMmeralomuima M co3maer M30EITOTHOE KOMWIECTBO
TEIUIA B OPTaHW3ME XXMBOTHOTO. Y CKOpeHHBIH MeTabomu3M OoraTex sHeprueit pocdaroB 1 agadpoOHBIL
ITHKOJIH3 B CKEJISTHBIX MHILINAX ¢ 06pa3oBaHHeM H3OBITOYHOrO KOIUYECTBA MOJOYHOMR KUCIOTEL, C YTH-
nu3anuel KoTopoi opraHu3My >KHBOTHOTO TPYAHO CIIPaBHTLCA, NPHBOAAT K HabmiogaeMEIM KIMHHYe-
ckuM npusHakaM MHS (Malignant Hipertermia Syndrome — 3moxa4ecTBeHHBIH I'UnepTepMUYEcKUd CHH-
IpOM) M MOABIEHHIO HKUBOTHEIX € IUIOXUM Ka4ecTBOM MiAca — OneaHoi, BOAAHHCTON, MATKOI CBUHUHEI —
PSE umm, Hao0opoT, TEMHOM, cyXoit, kECTROM cBMHUHE — DFD. [7].

YcTasoBNEHO OTpHIATENsHOE BIMAHKE MyTalnmu B reHe RYRI1 y xpaxoB-npoussogurenetii Genopyc-
CKOH MACHOH DOPOIBbI HA OIIIOAOTROPAEMOCTD MATOK H HX MHOTOIUIOHE.

Y4YeHBIMH YCTAHOBJIEHO, 9TO MATKH, YCTOHIHUBEIE K CTPECCY, HMEIH NPEeHMMYIIEeCTRO TI0 MHOTOILTO U0
Ha 8,8% (P<0,05), B ToM 9HCIe N0 KOMHIECTBY KHBBIX mopocar —Ha 11,1% (P<0,01), Macce rHE3na npH
poxaeHuu — Ha 11% (P<0,01), B cpaBHEHHH ¢ MpeAPacloNokeRHBIMHU K cTpeccy. Hocutenu 3nokavect-
BeHHol runeprepmuu (RYR1™™) xapaxrepusoBannck Gonee BHCOKMM MPOLEHTOM (2,5%) MEpTBOPOX-
IEeHHBIX [IOPOCAT M aBapHHHBIX onopocos (3,4%), CHIXEHHeM OTKOpMo4HoM (Ha 5-8,4%, P<0,01) u Mmac-
HoH (1m0 10%) npoXyKTUBHOCTH, YXyAlUleHHEM KauecTtBa Miaca (B 30% cmydasx — nopox PSE, u 10% —
DFD), uto cBUfeTenscTBYET O HeoOxoauMocTu 00a3arensHoro JJHK-TecTUpOBaHHS MIEMEHHBIX U UM-
TIOPTHPYEMEIX JKMBOTHBIX Ha YCTOWIHBOCTD K CTpeccy (2, 5, 6].

Bnepsrie cHHIpOM cTpecca y cBHHER OBUT ormcal uccnemoBaremsiva (Topel et al.) u3 YEuBepcuTeTa
mrara AjoBa (CILIA) B 1968r [6, 7]. 1A BBRIABICHASA CTPECCIYBCTBUTEIBHBIX KHBOTHBRIX IIMPOKO HC-
MONB30BAJIH PA3IHYHBIE METOAbl AHATHOCTHKH YCTOHYHBOCTH CBHHEH K CTpecCy (TaJOTaHOBBIH, HMMY-
HONOTHYECKOro MoKa, 3¢HPHEIX Mpob M Ap.), OOHAKO BCS OHU OKa3alIUCh MaNno3(GeKTUBHE, CIOXKHEL K
BeJM K rudenu oT 3 1o 5% Tectupyemoro MosoiHAka. HoBele BO3MOXHOCTH AHArHOCTUKM OTKPHUIHMCS,
xoraa D.H. Lennan u J. Fujii et al., BLIBHIH TOGKOBYIO MYTALMIO B I'eHe pelienTopa puasognHa (RYR1),
NPUYHMHON BO3HUKHOBEHUS KOTOPO#H y cBuHel ABngserca 3aMeHa C—T B 9x30He 17, npuBoagimas k 3aMe-
IIEHUIO aPT€HUHAE ITUCTEMHOM.

B pesymnbTaTe y4eHBIMH OBLI IPEATIOKEH METOA AJIA ONIPEAENEHH CTPECC-CHEAPOMa CBHHEH METOIOM
IMLP-TIAPD aHamm3a, DO3BOAIOMMHA IPOBOAKTE fonee OEICTPOE M TOYHOE ONPEREIeHHe reHOTHIIA CBH-
Hel no iokycy RYR1 [S, 6, 7).

Banauxum B.H., bekenessiM B.A., Enumko T.H., XKenqaxkosuM E. 1 ap. OE10 ycTaHOBICHO, YTO AaH-
Had MyTaUuuf MPUBOAUT K CHHKEHUIO CTECTBCHHOM PE3HCTEHTHOCTH, OCNabIeHUI0 I'yMOpalbHbIX, TKa-
HEBBIX U KJIETOYHEIX MEXAHU3MOB MMMYHHTETA, YBEIHYEHHIO OTX0Ja MIOPOCAT, PE3KOMY CHIDKEHMIO BOC-
IPOU3BOIUTENBHON QYHKIIKY, OTKOPMOYHON [TPOXYKTHBHOCTH, YXYAIIECHHIO KadyecTBa Miaca [1, 2, 4].

B uccnenosanuax R. Lahucky et al. mokasano, 4To y mopox AIOPOK, CNOBAlKas MACHAA U KpynHas Ge-
nas ¢ resoranoM RYRI™ HaGmromaeTca cHIXeHHE MeTaG0MMIMA B MENIEYHBIX TKAHAX B CPABHEHHH C
XUBOTHBIMM ¢ rerorunoM RYR1™,

B mopone OeeTPeH y XKHUBOTHBIX ¢ reHOTHIOM RYR1™ oTMeqamuch yXyAImeHds H0Ka3aTenei KaqecT-
Ba maca (32% wmsca ¢ nopokom PSE) mo cpasmemmro ¢ remorumomM RYRI™ (13,64%) u RYRI™
(11,36%).

Cornacuo BeiBogam C. Kuhn et al., rerepo3uroTHeIX ocobeli cnexyeT HCKIOUATh H3 MPOrpaMM CKpe-
IMBAKKA JUIA TIOTyueHHs (HHANLHBIX THOPHIOB, TaK KaKk CBHHBH ¢ MyTanueii B rene RYRI spmarotcs
reHETHYEeCKH DONBHRIMU M HE MOTYT ORITh HCTIONE30BAHRK! LA IPOU3BOACTRA MiACA.

O0o0menme 1 anaj M3 MaHHLIX HAYIHOH TUTEPATYPhl MOKA3KBAKIT, 9TO OJHMM M3 OCHOBOIONATAIO-
mUX (aKTOPOB, OKA3BIBAIDIINX ONPEASIAIONICEe BIMIHIE HA HHTEHCH(PUKAIMEQ CENEKIMOHHOro mponecca
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B CBUHOBOJCTRE, HAITPABIEHHOI'O HA MOBLINEHNE NPOAYKTHBHEX KaJeCTB CYIECTBYIONUX U BHEIBEEHUS
HOBBIX HOPOJ, JIMHHI M TUIIOB CBUHEH, ABNSETCA MPOTHO3UPOBAHKE H MOJEIUPOBAHNE CENEKIHMOHHOIQ
nponecca. OAHAKO, UCIONB3YS TONLKO TPANHIHOHHBIE METONEI CENEeKIIMH, HEBOIMOKHO OCYIECTBIATE
TIPOTHO3 CENEKUHOHHOIO ITIpOIecca, MOIydaTh aJcKBATHYIO OLEHKY IUNIEMEHHBIX KA4ECTB JKHBOTHBHIX W
obecnieuuBaTE HEOOXOMHMEIE TEMITH POCTA NPOM3BOICTBA KUBOTHOBOAYECKOH IpoAyKLuMH [S, 6, 7].
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