BNMUAHUE CAKYBUTPUINA N BANICAPTAHA HA OCOBEHHOCTU HEUPOI'YMOPAJIbHbIX
HAPYLUEHWUA N QHOOMEHHOW MHTOKCUKALIMU Y BOJbHBbIX XCH 3-4 ®K
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AKkTyanbHoCTb. VHrMOUTOpPbLI aHMMOTEH3MH-MNpe-
Bpaljatoero ¢epMeHTa CHWXaT OTHOCUTENbHbI
PUCK CMEPTHOCTU Yy BOSbHbIX C NErKON U yMEepPEeHHOMN
XPOHMYECKOW cepaeyvHon HepocTaTtovHocTbio (XCH).
[OelicTBue koMnnekca BancapTaH + cakybuTpmn cocTo-
UT B HOBOM MeXaHu3me — B OAHOBPEMEHHOM nojasre-
HAM aKTUBHOCTM HenpunuauHa BellectBom LBQ657
(akTnBHBIN MeTabonut cakybuTtpuna) u 6nokagon pe-
uentopoB Kk AT1 BancapTaHOM, SIBASIKOWMMCS aHTaro-
Huctom APA 1)

Lenb mnccnepoBaHus. V3yuntb BnusiHMe npe-
napata KOnepuo® (komnnekc BancaptaH + cakyou-
Tpun, Entresto) Ha cocTosaHue GonbHbix ¢ XCH 3-4
d.K., NpM Hanuumn apTtepuanbHOW runepTeHaum I
cTaauu.

Matepnan um Metoabl uccrneaoBaHuA. bbinu
obcnepoBaHbl 20 6onbHbIX ¢ XCH 1l nnun IV knacca
(no NYHA) B Bo3pacTe 40-65 net u ¢ dpakumen Bbl-
6poca 30%-m u meHee. [AnuTtenbHoCcTb 3abonesaHus
6onbHbIX cocTaBnsana ot 5 go 20 net. Bcem 60nbHbIM
6Ny NpoBeAeHbl OOLEKNMHNYECKME NCNENOBaHNS U
OMOXMMMYEeCKMe aHamnuabl KPOBUM UM MHCTPYMEHTalb-
Hble uccnenoBaHust cepgua (XonTepoBcKOe MOHMUTO-
pupoBaHune IOKI n OxoKI) MNauneHTsbl, NpuHMMaroLmne
nby o3y mHrnbutopa Ald He meHee, yem go 4
HeJenb [O Hayana [AaHHOro MCCcrefoBaHus, LONX-
Hbl ObINM npuHMMaTb GeTa-6nokatop Guconponon
10 mr + cepgeyHbln rmuko3ng-Digoxinum (no 0,25 mr
3 pasa B cyT) + guypeTuk Trifas B po3e 10 mq/cyTku
+MAMN® — nepuHgonpun 5-10 mr/cyT. N3 mnccnepo-
BaHUs ObINM UCKNOYeHbl BomnbHblE C cUMNTOMaTUYe-
CKOW TUMNOTEH3MEeN, CUCTONUYECKUM apTepuarnbHbIM
nasneHnem meHee 100—90 MM pT. CT. NPU CKPUHUHrE,
CO CHWXEHMEM CKOPOCTM KNyOouKkoBOM chunbTpaumm
bonee yem Ha 25%, ypOBHEM Kanus B CbIBOPOTKE
KpoBu Gornee 5,2 MMOnb/N NPU CKPUHWUHIE, aHTMOHEB-
pPOTMYECKUIA OTEK UM HeJonyCcTUMble NoBoYHbIE 3h-
dekTbl BO BpeMsa npuema uHrnomutopos Al®. MNpuem
npenapaTta OCyLLEeCTBNANCA MO CXeme: nepBbll Me-

cay — 50 mr/cyTtkun, B nocnegytowme mecaubl — 100
mr/cyTkn. WM3mepeHne napameTpoB LEHTpanbHOMN
reMoAMHaMUKU W HacOCHOW (yHKUMW cepaua npo-
BOAMNOCb ANMHAMWYECKM B KOHLIE KaX[oro mecsila B
TeyeHne 12 mecsue. lNMpoBoaunucb nabopaTopHO-
MHCTpYMeHTanbHble 06cneaoBaHMsa Bcex OOMbHbIX,
BKNIOYas onpegeneHve nokasaTenenm aHTUOKCK-
OaHTHOM cucTeMbl (ManoHoBbin ananbgerng (MOA),
kaTanasa n GSH), nypuHHOro obmeHa, NUNUAHOrO
cnekTpa n ypoHs ANP (1-98), nameHeHnss ropmoHoB
HaANOYeYHbIX Xene3 N OTHOWeEeHne obxBaTa Tanuu K
obxeaTy 6egep (OT/OB), Hanuuve abaomMuHanNbLHOro
oxupeHusa (AO), nHgekc maccel Tena (MMT). B pe-
3ynbTaTe MCCrneaoBaHUs OBHapyXeHO: HU3KUA Yypo-
BEHb XOoNnecTepuHa nunonpoTenaoB BbICOKOW MMOT-
HocTn (XC JIMBI1), NOBbIWEHHbIA YPOBEHb TPUMMN-
uepugos, JIMHIM. BeigaBneHa npamasa 3aBUCUMOCTb
ypoBHs Tr-os (r=0,4, P<0,05 ) 1 mo4yeBON KNCNOThI
(r =0,4, P<0,001) ot nokasatena OT/OBb; a Takxe
obpartHasa 3aBucumocTb ypoHs XC-JMBIM ot UMT
(r=0,4 P<0,005). BbisBneHo nosblweHne MOA —
51%, katanasbl — 41%, a ypoBeHb GSH yMmeHbLUeH
B 1,5 pasa. Hapaay c yeBenuueHvnem ypoBHS Hagmno-
YeYHbIX TFOPMOHOB ObINO OBGHAPYXXEHO NOBbILIEHNE
pro-ANP(1-98) Ha 45% (P<0,001) no cpaBHeHuto
C KOHTp. rpynnon. Ha doHe nedyeHus npenapaTom
Onepuo obHapyXeHO [OCTOBEPHOE M3MHEeHue B Ou-
Hamuke nokasaTeneun remogumHamukm cepgua — KCP,
KOP, yBenuyeHne ®B Ha 7,8% cBuagetenbcTBoBano
00 ynydweHun penakcauum nesoro xenygodka. MNpu-
BOASA B NOPSIAOK HelporymoparnbHOe perynMpoBaHue
KpoBoobpalleHus, obHapyxxeHo cHuxeHne ANP(1-98)
N KOHUEHTpauMM rOPMOHOB HaAMNOYeYHbIX Xene3 B
nnasme KpoBMu.

3akntoyeHune. Takum obpas3om, NpenMyLLECTBOM
npenapaTta KOnepuo asnswTca metabonuyeckne ag-
hekThl, 3aKroyaLmnecs B ynyylleHun nokasartenemn
@HTUMOKCUAAHTHOW CUCTeMbl, MypuHHOro obmeHa, nu-
nMOHOro cnekTpa, Bkno4vasa n yposeHo ANP(1-98).

FEHETUYECKASA TETEPOrFEHHOCTb HEKOMMAKTHOW KAPOAUOMUONATUU

BAWXAHCKAS T.I'Y, KYPYLIKO T.B.:, CUBULIKAS J1.H.2, TEBOAHCKNA 0.4.2, AAHWUJIEHKO H.I.?

'Y PecnybnukaHckull Hay4YHo-npakmu4eckul yeHmp «Kapduosoausi»;
2rHY UHcmumym 2eHemuku u yumoJsioe2uu HayuoHanbHol akademuu Hayk Benapycu, 2. MuHck. Benapychb

Ons  KAVHWYECKUX NPOSIBNEHMA HEeKOMNaKTHOMW
kapanomuonaTtun (HKMI) xapakTepHa Tpuaga cuwm-
NTOMOB — cepaeyHas HepoctaTovHocTb (CH), onac-
Hble AN XU3HWU XenyaoykoBble Taxuaputmum (PKTA)
WUNN HapyleHns npoBogMMOCTW, Tpomboambonunye-
ckune ocnoxHerus (TAO0).
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LUenb uccnepgosaHua. OnpeneneHne reHoB-KaH-
anpgatos HKMI, nsyyeHue reHoTUN-OeHOTUNNYECKNX
KOoppensaumi n aHanna HebnaronpusTHbIX NCXOO0B.

Marepuan n metoabl. B nccnepoBaHne Bkto-
yunm 56 HepopCTBEHHbIX NaumeHToB (37,2+12,1 neT;
30/53,6 % myx; ©BJDK — 45,3+12,1 %, HabnogeHne —



49,7+16,2 mec.) ¢ mopdonorndeckummu IxoKI (Jenni/
Stollberger) unn MPT (Jacquie/Petersen)-kputepusamu
B COYeTaHuM C mnobbiM 0BMUraTHbIM KINMHUYECKUM
npudHakom HKMIT: HapyweHne cepgedyHoro putma
unu nposogumoctn, CH (cuctonuyeckasas wnu pua-
cTonu4yeckasl) cokpatutenbHas gucyHkumsa, TOO,
HelipombileYyHasi natonorns. Bcem nauveHTam npo-
BegeHo reHeTtudeckoe (NGS/174 rena + Sanger) u
KIMHUKO-MHCTpyMeHTanbHoe (OxoKl, MPT, XM, OKI-
12) obcneposaHue.

PesynbTratbl. [1aTbaecaT nATb nNaToreHHbIX (Mnu
BEPOATHO MaTOreHHbIX) BapuMaHTOB WAEHTUDULK-
poBaHbl Yy 40/71,4% HocuTenen (reHONO3UTUBHbIE
nauueHTbl), B ToM vncne 29/51,8% naumeHToB C 0A-
HUM BapuaHToMm U 13/23,2% — C AWreHHbIMW MyTa-
unsmu. Hambonee pacnpoCTpaHeHHbIMU BapuaH-
Tamu 6binn myTaumm B reHax TTN (n=11 truncated),
MYBPC3 (n=8) n LMNA (n=5), satem MYH7 (n=4),
ILK (n=3), HCN4 (n=2), no gBe MyTauum B reHax
LAMP2, ACTC1, RAF1, SDHA n RYR2. o ogHomn my-
Taumm obHapyxunu B reHax TAZ, HADHA, ACTNZ2,
MYH6, DSP, CRYAB, SLC25A4, FBN1, MYO6, BAGS3,
SCN5A, TBX20.

B pesynbrate rank-KoppensiLMoHHOro aHanusa
CnupmeHa BbisSIBfieHa accoumauusi reHo-Mo3UTUBHO-
CTM C HebnaronpuATHBIMU KITMHUYECKUMWN UCXOOaMMU
(neTanbHOCTb, TpaHcnnanTtauus cepgua (TC), uwm-
nnaHtaums kapguosepTtep-gedunbpunnatopa (MKBL)
—r=0,66; p<0,0001), dparmeHTaumen QRSfr (r=0,52;
p<0,001) un dubposom mwuokapga (LGE: r=0,53;

p<0,001); no3nTMBHbIE KOpPPENALUN TakxKe obHapyxe-
Hbl ¢ WnpuHon QRS (r=0,49; p<0,001), konu4yecTsoM
otBegeHun QRSfr (r=0,54; p<0,001) n XXTA (yXT/
HXT: r=0,41; p<0,001).

Mo AaHHbIM MHOroakToOpHOro pPerpecCUoHHOro
aHanu3a (Mofernb C UCKIOYEHNEM MEPEMEHHbIX MO
metogy duwepa: R=0,78; F(5,64)=10,5; p<0,0001)
NEePBUYHBLIX KOHEYHbIX TO4YeKk (CMepTb BCNeacTBue
CH wnu TC) onpepeneHbl He3aBUCUMblE Npeau-
KTopbl nporpeccupoBaHus CH: cHuxeHne OBJDK
(B=-0,58; p=0,00001) n punbpo3 no MPT (konuye-
cTBO (hnbp. cermeHToB nLGE=4: 3=-0,25; p=0,036).
B pesynbraTe perpeccuMoHHOro aHanumaa BTOPUYHbIX
KOHEYHbIX Touyek (kuaHeyrpoxatwowme XTA: yXKT/
OX, ycnewHas CJIP, paspsgbl KB[) nocTtpoeHa
nporHoctudyeckaa mogenb (R=0,75; F(3,66)=8,50;
p<0,0001) n onpegeneHbl TpU He3aBUCUMbIX Npe-
auktopa JKTA: natonoruveckun HaknoH TCP (TS:
3=-0,36; p=0,002), dparmeHTauna QRS (nQRSfr:
3=0,32; p=0,001) u dnbpo3 MmMokapaa No AaHHbLIM
MPT (LGE %: B=0,27; p=0,02).

BbiBogbl. [MpeactaBneHHble pesynbTaThbl Mcche-
[OBaHWs MOATBEPXAAKT 3HAYUTENbHYK reHeTude-
CKyto reteporeHHocte HKMIT ¢ npeobnagatowmmm
mMyTaumsamm B reHe TutuHa (TTNtr). Mpu cpaBHeHuun
reHoTunoB u dpeHotTunos HKMIT oBGHapy>xeHbl cTporne
B3aMMOCBS3M MeXAy reHeTu4eckum crtaTycom, cpar-
MeHTaumen komnnekca QRS, dubposom muokapga
(LGE) n HebnaronpusaTHbIMU KIWMHWUYECKUMM UCXO-
aamu.

BKNALO OLEHKU BUOMAPKEPOB SST2 U NT-PROBNP B BO3MOXHOCTb
NMPOrHO3UPOBAHUA CEPOEYHOW OEKOMMEHCALUN U XXU3HEYIPOXAIOLLIUX
XENYOOYKOBbLIX TAXUAPUTMUN

FACIMAPSH A.K., LLUJIEBKOB H.bB., LUAP® T.B., LLINTOB B.H., KALLUTAHOBA C.10., YUYMYEBA M.A.,
MUPOHOBA H.A., MACEHKO B.I1., CKBOPL|OB A.A.

®rbY HMUL kapduonozuu. 2. Mockea. Poccusi

BBepeHue (uenu/zapgaum). MogynaTtopbl cepaeu-
Hon cokpaTumoctu (MCC) u pecuHXpoHu3MpytloLine
ycTpovictBa-gedpubpunnatopsl  (CRTD) aensatoTtca
OBYMS BUAAMU UMMMA@HTUPYyEeMbIX YCTPONCTB, cnocob-
HbIX ynyylaTb KIWHUYECKME NPOSABMEHUS MNpu Xpo-
Hu4yeckon cepgedHon HepgoctatovHocTn (XCH). Bnu-
sSiHUEe [OaHHbIX YCTPOWCTB Ha ypoBHM OMOMapkepoB
sST2 n NT-proBNP manownsy4eHo.

Lenb. OueHWUTb M3MEHEeHUs YpPOBHEW Henporop-
MOHanbHbIX MapkepoB sST2 n NT-proBNP y 60nbHbIX
XPOHMYECKOWN cepAeyHON HeJoCTaTOYHOCTbIO BO B3a-
MMOCBA3N C pesynbTaTamMu NPUMEHEHWs MOoOymnsaTo-
pPOB CEPAEYHON COKPATUMOCTU U PECUHXPOHU3UPYIO-
LLNX YCTPOWCTB.

Martepuan n metoabl. B npocnekTuBHoe uccne-
[OBaHMe BKOYeHbl 23 naumeHTa (16 Myx./7 >xeH.,
cped.Bo3pact=59+9 neT), KOTOpbIM C LUeNbl ne-
YEHUST MeOUKOMEHTO3HO-pe3ncteHTHom XCH II-Ill

®K(no NYHA) 6binn nmnnantuposaHsl CRTD (n=11)
unun MCC (n=12). PesynbTtatbl TecTa ¢ 6-MUHYTHOW
xoabbon (T6X), OxoKI 1 ypoBHM HelnporopmMoHanb-
HbIX MapKepoB OLEHMBANUCb UCXOLHO, a TakXe 4ye-
pe3 6 1 12 mecsaueB Nocne nMmnaaHTaunm ycTponcTs.
MonoxuTenbHbIM OTBETOM Ha NPUMEHEHWe MMMNaH-
TUPOBAHHbLIX YCTPOWCTB CYMTANOCb YMEHbLUEHNE KO-
HEYHO-CUCTONNYECKOro pasmepa MeBOoro Xenyaoyka
Ha 15% v 6onee No faHHbIM NOBTOPHOW OXOKT.
Pe3ynbtatbl. [lo pesynbratam HabnwogeHus vy
6/12 (50 %) naumneHtoB ¢ MCC un 7/11 (64 %) ¢ CRTD
3apervcTpupoBaHbl MPU3HAKW MOMOXUTENbHOrO OT-
BeTa Ha neyeHue (rpynna «dddekT»), ocTanbHble
6onbHble (n=10) GbINM 0bbeanHeHbl B rpynny «bes
adpektar. UcxogHo rpynnbl «3ddekt» n «bes ag-
dekTa» He pasnuyanucb nNo pesynstaTam TecTa
Cc 6-muHyTHOM xogbbonm [400 (360—405) meTpoB w
380 (270—487) meTpoB COOTBETCTBEHHO], Mapame-
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