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OCOBEHHOCTU 3KCMPECCUM MrEHOB CA(2+)-
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EOJbHbLIX ULWEMUYECKOW EONE3HBLIO CEPLLIA,
COYETAHHOW C CAXAPHbIM JUABETOM 2 TUMA

MycnumoBa 3.®., CoHayes 3.J1., KoHgpateesa [1.C.,
Kosnos b.H., AdaHackeB C.A.



Ca(2+)-TpaHcnopTupylow,aa cuctTema capKkonaasmaTUMUecKkoro peTMKy1yma
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KapamomumouunuTos

N3veHeHns B pabore OGenkoB Ca(2+)-
TPaHCMOPTUPYIOLLEN CUCTEMbI CapKornnasmMaTu-
4Yeckoro peTtukynyma kapguomumoumtoB Ca(2+)-
AT®asbl, d¢ochonambaHa, KanbCekBeCTpUHa,
pUaHOAMHOBLIX peLenTopoB, a Takke betal-
aZjepHopeLenTopos MOryT  NpuvBOAUTL K
pa3BUTUIO coKpaTuTesibHOm AVNCAYHKLMN
MUOKapaa, O0cobeHHO Yy  nauuMeHToB  C
nwemmnyeckon donesHoto cepgua (MBC) [Lehnart
S.E. et al, 2009; Terentyev D. & Hamilton S., 2016].
OpHako ecTb faHHble, YTO Mpu rmneprimkemMmm
y 0onbHbix WBC dopmupyetrcs apgantuBHas
peakumss C coxpaHeHnem ypoBHs Ca(2+)-
TpaHcnopTupylowmx 6enkoB M cokpaTUTENnbHOro
pe3epBa Munokapaa [KoHgpateesa [.C. u agp., 2021].
@PYHKUMOHUPOBaAHNE  3TUX  CTPYKTYP  MOXET
3aBuceTb  OT  OCODEHHOCTEM  aKcnpeccuu
COOTBETCTBYOLLNX TEHOB  MpU  PasfiNyHbIX
MNaToNorMyecknx COCTOAHUSX.

Llenb: nayuyutb ocobeHHocTu B akcnpeccuum reHoB Ca(2+)-ATdasbl ATP2A2, puaHOOUHOBbLIX
peuentopoB RYR2, kanbcekBecTtpuHa CASQ2, hocdonambana PLN u 6eTtal1-agpeHopeuenTopa
ADRB1 y 6onbHbix MUBC 6e3 runeprnukeMmun 1 npu HanuyumM caxapHoro guabera 2 tuna.



MaTtepuan u metoabl

TOMCKWA HUMLY
HUH HAPAMONOMHA

Bbibopka - 122 naumeHTa 64 (59; 69) net ¢ uwemmn4yeckon 6ones3HbLI0 cepaua.
Cpeam Hux y 43 (35,3%) nauneHTOB BbISIBIIEH caxapHbIM AnadeTt 2 Tuna (CpeaHun ctax 5,5 ner).

(%) Bce nauneHTbl HarpasJieHbl Ha MJ1aHoOBYO ornepaunto

My>KUMHbI 100 (82,0) KOPOHapHOro WyHTUPOBaHUA.

NHbapKT mmMoKapaa 74 (60,7)

CreHoKapaus, 4(3,3)/37(30,3)/
knacc1/2/3 70 (57,4)
MnepToHMYecKas 118 (96,7)
6onesHb
XCH®K 1/ 11/ 11l 11 (9,0) / 67 (54,9) /

44 (36,1)

(parMeHT ylKa npasoro Bbigenenne PHK
OMpeHme 40 (32,8) npencepaust (~ 20 mr) nony4yeHue romoreHaTa (A260/280 ~ 2,0-2.3)
AUUETEIEIAN 282700 - e oEpm MLP B pexume peansHoro
Ounnatauma JTK 21 (17,2) BpemeHu. [NpaimMepbl 1 30HAbI
TagMan (OHK-CuHTtes, Poccus).

Mmneptpodua 1K 27 (22,1)

PacuyéT ypoBHA 3KCNPeccun ¢
nonpaBKoit Ha 3PPEKTUBHOCTL

B-appeHobnokatopbl 97 (79,5)
peakuum u kanubpatop no meroay

NHrmbuTopbl AN 91 (74,6) Pfaffl. PechepeHcHbIin reH —
reH rmuuepansaerva-3-gocdar-
Mpenapate! ACK 5 155,71 cunTes KIOHK pernaporeHass GAPDH
CTaTuHbI 106 (86,9)
AHANM3 KONMYECTBEHHbIX AaHHbIX — TecT MaHHa-YUTHU nnm Kpackena-
KypeHue, HeT / aa 32 (26,2) / 32 (26,2)

Yonnuca gna Tpéx He3aBUCMMbIX Fpynn ¢ nonpaskon boHpeppoHn. AHanms
KavyeCcTBeHHbIX AaHHbIX — X2 [MnpcoHa. MNpun BCex BUAAx aHann3a ypoBeHb
3HauymMmocTn 6bia p < 0,05.

(6e3 bpocmBLINX)
MetpopmuH (MpnCa2) 22 (51,2)

NHcynuH (npn CA2) 8 (18,6)
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UM, n (%)

Bospact nepsoro
UM, net

CreHoKapaus,
knacc 1/2/3, n (%)

XCH, ®K1/11/11,
n (%)

®PpaKkuma
Bblbpoca J1HK, %

OrkupeHue, n (%)

dvnatauma JM1,
n (%)

Ovnatauma JTXK,
n (%)

Mneptpodpus JTK,
n (%)

B-aapeHobnoKa-
TopbI, N (%)

NHrmbuTopbl AN,
n (%)

MNpenapaTtbl ACK,
n (%)

CratuHbl, n (%)

KypeHue, HeT / aa,
n (%)

KnuHunyeckue napameTtpbl U 3KCNpeccusa reHOB Y NALUEHTOB C
coyeTtaHHbim TeyeHnem UBC n CO2 u naumeHToB 6€3 runeprankemmmn

T T
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25 (58,1)
60,5 (50,5; 66,5)
2(4,7)/ 14(32,6) /
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5(11,6)/24 (55,8)
/14 (32,6)
61 (52; 65)
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19 (44,2)
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Y nauueHToB ¢ coyeTaHHbIM TeyeHnem UBC n CA2
HabnoAaNNCh 3HAYMMO MOBbIWEHHbIE YPOBHM 3KCNpPeccun
reHoB ATP2A2, CASQ2, RYR2.




JKCnpeccrusa reHoB B 3aBUCMMOCTU OT KIMHUYECKUX NapamMeTpoB Y
naumeHToB ¢ UBC n caxapHbim guabetom 2 TMna

TOMCKWUIA HUML
HIW KAPANONOIHA
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3aKkn4yeHue

TOMCKWI HUMLY
HUH RAPOAMONOIrne

B BblOOpKE NaUMEHTOB C UWEMWUYECKOU 60ne3Hblo cepaua npuv Haanymu
caxapHoro auabetra 2 mmenn mecto 6onee BbICOKME YPOBHU 3KCNPECCUU TEHOB
Ca(2+)-ATdas3bl ATP2A2, KanbcekBecTpuHa CASQ2 v pUaHOAMHOBLIX PeLenTopoB
RYR2 no cpaBHeHUIO C naumeHTamu 6e3 runeprnnkemun. lNpu atom B rpynmne ¢
COYETaHHOM NaTo/NoOrneu, naumeHTbl, Ha MOMEHT MOCTYMN/IEHUS NPUHUMaBLUNE
MeTPOpMUH, B TOM 4MCAe B KOMOMHAUMW C APYTUMU  TUMOTINKEMUYECKMMU
npenapatamu, OTIMYanncb 6onee BbICOKMM YypPOBHEM 3Kcnpeccuum reHa betal-
agpeHopeuentopoB ADRBI1 v reHa RYR2. Kpome TOoro, oTme4yeHO CHUMeHUue ypoBHA
skcnpeccun reHa ATP2A2 y naumentoB 6e3 CA2 npu runeptpodumn JIXK, yero He
obHapyuBaetca y naymenHTtoB ¢ C[12.

[lonyyYyeHHble AaHHblIe MOTYT YKa3biBaTb HAa POPMUPOBAHME aJaNTUBHOW peaKkLumun B
MMnoKapae 6onbHbix MBEC U nonoKutenbHbin 3GPEKT TMNOTTMKEMUYECKON TEPAMNUN.
YKa3biBaeTcA, YTo Honee BbICOKMIM YpOBEHb 3Kcnpeccuu reHoB ADRBI1, ATP2A2, RYR2
N COOTBETCTBYIOLLMX DENKOB KOPPENNPYET C YBEMYEHUEM COKPATUTENBHOTO pe3epBa
MmunoKapaa [Vanderheyden M. et al., 2008; Greenberg B. et al, 2014].

NccnepnoBaHuMe BbINOMHEHO NPU NOAAEPKKE rpaHTa Poccuiickoro Hay4yHoro ¢poHaa
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