EBPA3NNCKUN KAPONOJIIOMMYECKU >XKYPHAI
EURASIAN HEART JOURNAL

3akntoyenue:

PeunnuenTsl 6M0NOrMYeCcKUX NPOTE30B NPU U30NUPOBAHHOM
NOPOKe MWUT-pPaNnbHOr0 KnanaHa umetoT 605ee BbICOKME MOKa3a-
Tenn Ka4yeCTtBa XWU3HU KaK 3a CHeT d)I/I3I/IHGCKO-F0, TaK U NCUXo-
NOrMYecKoro KOMMOHeHTa 3[0p0Bbs. MpK NOPOKe aopTanbHOro
KnanaHa B CBSI3W CO 3HAYUTENbHOI Pa3HOCTbIO B BO3PACTE «MO-
nopad» rpynna peunnnueHToB MexaHW4eCKMUX MpoTe30B [AEeMOH-
CTPUPYIOT GONee BbICOKWE NOKaA3aTenu Pu3N4eckoro KOMMOHeH-
Ta 3/10P0OBbS.

KJIMHWKO-3KOHOMUYECKAS 3®®EKTUBHOCTb YPANUAWIIA
B JIEYEHNW OCJ1I0)KHEHHOT 0 TMNEPTOHUYECKOI0 KPM3A

JluteuHoBa T. ., Nyyko B. C., Metenbckui t0. B., AHauko C. B.,
MKueywko T. A.

Y3 "poaHeHckas 061acTHasA KIMHNYECKas 60bHNLA"

Beepnenue (uenu/ 3agaym):

OcnoXHeHHble runepToHnyeckne kpusbl (IK), HecmoTps Ha
pasBuTMe (PapMakonoruu 1 YNny4yLleHWs KOHTPONs apTepualib-
HOTO [1aBNIEHNA Y HACeNeHWs, 0CTaoTCa 60bLION NPO6NEMOi, C
KOTOPOI1 eXXeJHEBHO CTANKWUBAKTCA NPaKTU4eCcKMe Bpayn. Yucno
PEKOMEHJO0BaHHbIX MpenapaTtoB PasHO06pasHo, OJHAKO WCcrie-
[O0BAHWIA N0 CPABHEHUIO UX KNHWNYECKOW N 3KOHOMUYECKO adh-
(PEKTMBHOCTM NpU NEYeHUM, KpaiitHe Mano, YTo [enaeT akTyanb-
HbIM HacToAwy ny6nmkauno. Llenb. CpaBHWTL KITMHMYECKYIO
N 3KOHOMUYECKYI0 3(p(PeKTUBHOCTb ypanuauna (pacteop Ans
BHYTPWUBEHHOrO BBELEHWUA 5 MI/M/ B amnynax no 5 mn) u 3ua-
nanpunara (pacteop Ans BHYTPUBEHHOrO BBefeHUs 1,25 mr/mn
B amnynax no 1 M) B e4eHUU OCNOXHEHHBIX TMNEPTOHUYECKNX
KpPWU30B Npu apTepuanbHomn runeptessuu (Al 1-3 cT.

Matepuan u MeTopfbl:

B nccnenoBanue BKoYeHbl 31 naumeHt ot 18 go 70 feT ¢ ycTa-
HOBJIEHHbIM AnarHo3om Al 1-3 CT., y KOTOPbIX Pa3BUCsA 0CNOX-
HEHHbIA TUNEPTOHUYECKMIA KPM3, ONpefensaeMblil KaK NnoBsbILLeHne
CALl > 180 v OAL > 120 MM.pT.CT. C NPU3HAKAMM MOPAXKEHNSA Op-
raHOB-MULLIEHEN TaKMX KaK rmnepTeH31BHas aHUedanonatus, Ho-
COBOE KPOBOTEYEHWe, CTeHOKapAmMS. [MaumeHTsl 6bin1 pas3aeneHsl
Ha rpynnbl: | rpynna — 16 4enoBek, KOTOPbIM BHYTPUBEHHO BBOAN-
nn 25 mr ypanuguna; Il rpynna — 15 4enosek, KOTOPbIM BHYTPY-
BeHHO BBOoAMNK 1,25 Mr aHananpunar. KnuHUKO-3KOHOMUYECKYHO
OLIeHKY [OCTVXEHWS TUNOTEH3UBHOrO 3dhdreKTa OCyLLeCTBNANN
METOAOM «3aTpathl-3(PEKTUBHOCTL», ONpeaenunu Koadhduuu-
eHT NpupaLleHns CTOUMOCTM K npupatlienuto addektusHoctu (K
efi) no cpopmyne: Kefi=(Cost | — Cost Il ):(Eff | - Eff Il), rae Cost |
n Cost Il — 3aTpatbl Ha BBefeHMe ypanuauna (l) n sHananpunara
(1) , Eff I n Eff Il — adbcpekTuBHOCTL BMELLATENLCTBA. Y4NTLIBA-
NNCb MpAMbIe 3aTpaThl, BKOYAKOLME CTOMMOCTb NEKapCTBEH-
HbIX CpPeacTB. LleHa nekapCTBEHHbIX Npenapatos onpenensnach
KaK CpefHff BeNuyMHa no npamc-nuctam antek Pecny6nuku
benapycb, nony4enHas B cet VIHTepHET No MHGhOPMALMOHHOMY
otonneteHto Ha 01.08.2016 (www.tabletka.by). CtoumocTs 3atpar
npw neveHnn ypanugunom coctasuna 3,6 gonnapa CLUA, aHana-
npunatom 2,4 nonnapa CLUA. 3a eqununiy 3eKTUBHOCTH OLie-
HUBANN BPEMs CHUXeHWUA apTepuanbHoro aasnenus (AL) Ha 20
- 25% ot ucxogHoro B 06emx rpynnax. Beefenue sHananpunara
ONpefeNieHo Kak pedpepeHTHOe BMeLIaTeNbCTBO.

PesynbTarbl:

Bpems HacTynneHns KnumHU4eckon 3chheKTUBHOCTH (MCHE3HO-
BEHWE WM BbIPAKEHHOE YMEeHbLUeHWe cumnTomMoB K 1 CHuxe-
Hine CAL<180 n JA<120 mm.pT.CT.) nOCne BBEAEHUS ypanuauna
Ha4MHANOCb HAa 5 MWHYTe, NpW BBELEHUU 3Hananpunara - K 60
MUHyTe. KO3thhmMLMeHT NpupaLLeHus CTOUMOCTM K NPUpaLLeHmnto
acppekTnsHocTM Kefi = - 0,02.

3akniovenue:

Pesyrnbratbl hapmako-akoHOMUYeckoro anannsa (Kefi = - 0,02)
noKasanu, 410 y NaLMeHTOB C OCNOXHEHHbIM TUNEPTOHUYECKUM
KPU30M ONTUMANTbHbIM MPEUMYLLECTBEHHBIM BbIGOPOM MOXHO
PEKOMEHJ0BaTb ypanuamn.

KNMHWYECKKE NMPU3HAKW NAMWUH-NO3UTUBHOI0
OEHOTUMA AUNATALUWOHHOA KAPANOMWUONATUM

BaiixaHckas T.T.", Cusuukas J1. H.2, LLlymosew B. B.,
Kypywiko T. B.", JaHunexko H. I'.2, ®ponos A. B.!, Mpouek A. T'.!

"Pecnyb6imKkaHCKnil HayYHO-NPaKTUHeCcKni UeHTp "Kapanonorns',
2[HY WHCTUTYT reHeTnkn n yntonorny HaymoHansHoi akagemmm
Hayk benapycu, MurHck, benapycs

Beepenne (uenu/ 3agaym):

JlTamMuHOBbLIA  TEHOTUN  AMNATAUMOHHON  KapauomuonaTtum
(OKMI), meTepMUHNPOBAHHON MyTauMsmmn B reHe namuHa A/C
(LMNA), accounupyercs ¢ BbICOKUM PUCKOM BHE3arnHOM Cepaey-
Hoit cmepTu (BCC) gaxke npw OTCYTCTBUW 3HAYNTENBHON AmnaTa-
LMW Kamep Cepaua 1 NeBoXesly404K0BOW CUCTONIMYECKON Auc-
(PyHKLMN. Llenbio HACTOALLEro UCCNesoBaHmns ABUNOCH U3Y4eHNe
KNUHUYECKUX NPU3HAKOB NAMUH-aCCOLMMPOBAHHOM0 (heHoTuna
OKMIT n onpegeneHune npeankropos, NO3BONAIOLMUX BbIAENNTb
rpynny nauueHToB Ansg 0643aTeslbHOr0 reHeTUYeCKOro CKPUHNH-
ra LMNA v paHHero nporHo3upoBanus He61aronpuaTHbIX Taxma-
PUTMUYECKNX COBLITUIA.

Martepuan u meTopbl:

B uccneposaHue Bknoymnu 165 naumeHToB ¢ Bepucpuumpo-
BaHHon OKMI (Bospact 49,2+11,5 net; 13581,8% myxunn; ®K
NYHA 2,67+0,45; ®BJTXK 26,7+10,1%; nepuog HabnoneHus
39,7+12,4 mec). Bcem nauneHTam 6b1iv NPOBEAEHbI KIIMHNKO-UH-
CTPYMEHTarbHble UCCnefoBaHmns: (puankanbHoe 06¢neaoBaHue u
N3y4eHne ceMeinHoro aHamue3a; IXoKI; CyTo4HOE XONTEePOBCKOE
MoHuTOpupoBanue (XM) 3KI; CnnpoB3ll; 7 muH peructpaums
9KT-12 (MuTekapa-7, PB) - 2 MuHyTbl C (OM3MYECKOI Harpys-
KO MOLLUHOCTbIO 25 BaTtT M 5 MUH B NOKoe - C UaeHTUdmKaum-
el TypbyneHTHOCTK cepaedHoro putMa (TCP) u MUKpOBONLTHOM
anstepHauuu T-oniHbl (MATB). Bcem naumeHTam SOMONHWUTENb-
HO NPOBEJEHbI: HENPOMbILLIEYHOE UCCNE0BaHNe, FeHETUYECKUI
CKPUHWMHT C CeKkBeHMpoBaHuev reHa nammHa A/C (LMNA) n onpe-
[ieneHne ypoBHS CbIBOPOTO4HON KpeaTMHMOCHoKMHasbl (KPK).

PesynbTartbl:

Y 45 (27,3%) naumeHToB B reHe LMNA BbISiBIIEHbI U3MEHEHMS:
81 HykneoTuaHas 3ameHa (SNPs n mucceHc-myTtauun); 16 (9,69
%) HOCWTENEei UMENN MHOXXECTBEHHbIE USMEHEHUSA - IBE 1 Gornee
3ameHbl. B pesynsrate npoBeeHHOr0 KOPPensunoHHOro aHanm-
32 BbISIBNIEHbI 3HAYWMble MONOXUTESIbHbIE KOPPENALMM Mexay
NaMWUH-NO3UTUBHLIM TEHOTUMOM U KITUHUYECKUMU (DEHOTUNMYE-
ckumu npusHakamu OKMIT: pedpektol LMNA (MucceHc-myTaLmm
1, 3, 5 1 9 3K30HOB) KOPpPENUPOBaNU C NOJIOXKMTENBHBIM TECTOM
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MATB (KoadhdmumeHT Koppensuumu Cnupmena ans tecta MATB -
% natonoruyeckoro nokasatens MATB: r=0,58; p<0,005; makcu-
mManbHoe 3HaveHune MATB: r=0,41; p<0,01), NOBbILEHHbIM YPOB-
Hem KOK (r=0,53; p<0,005), wupuHon komnnekca QRS (r=0,43;
p<0,01), AB-6nokagon 1-3 ct. (uHTepsan PR: r=0,74; p<0,0001)
u yctonymeon XKT (yXT: r=0,57; p<0,005). XKenyno4ykosble Ta-
XUapUTMUK (YCTONYMBBIE N HeycToR4mMBble XKT) Koppenuposanu
¢ naronoruyeckon TCP (Hayano Typ6yneHtHoctn TO: r=0,52;
p<0,005), QT untepsanom (r=0,43; p<0,01) 1 no3uTnHON MATB
(% nartonoruyeckoit MATB>46 mkB: r=0,57; p<0,005). Monoxu-
TeNbHasA KOpPenauns BbISIBNIEHA TaKkXe Mexmy runeprpabeky-
nspHbIM cTpoeHuem JTXK, npogonbHomn aedpopmaumen (GLS) JDXK,
HaknoHom TCP (TS) u ycTonyusbIMn napokeusmamu XT (r>0,49;
p<0,005), a Takxe ¢ n3meHeHnsMN B 10 9K30HE reHa namumHa (Hy-
KneotnaHble 3ameHbl €.1698C>T, rs4641CT: r=0,55; p<0,001).
Pasnu4us no yactote BbisBneHns AB-6nokagel (1-3 cT.), napok-
cu3manbHoi KT, NoBbILEHHOr0 YpoBHA KDK 1 CKeneTHO-MbI-
weyHbIx pacctponcts B rpynnax LMNA-no3uTuBHbIX (n=45) n
LMNA-neratusHbIx nauuedtos (n=120) ¢ JKMIT ctatuctuyecku
3Ha4YMMO Pa3NNYanncb Mo KOPPEKTUPOBAHHOMY KPUTEPUIO x2
(p< 0,003) 1 no TO4HOMY OLJHOCTOPOHHEMY MeTody Puwepa (p
< 0,002). Mo 4yacToTe AMArHOCTUKMU AeEeKTOB MEeXOKenyno4ko-
Boro nposegenus (MBJTHMAM v NBMHNT) n doubpunnauum nped-
Cepanii, aHanu3npyemble rpynrbl 3HAYMMO He pasnmyanucs (no
Kputepuio x2 n no ToyHomy Ttecty ®uwepa, p > 0,052). [na
OnpefesieHnst He3aBUCUMbIX KIMHUYECKUX NPeANKTOPOB flaMUH-
noautusHoi [JKMI nposeaeH MHoroakTopHblin ROC aHanus ko-
NINYECTBEHHbIX (PEHOTUNMYECKMX NPU3HAKOB C nocTpoeHnem ROC
(receiver-operating characteristic curve) kpusbix. B pesynbrarte
ROC ananusa onpepeneHbl HesaBucumble IKI npeamkTopbl W
TOYKI OTCEYEHUS UX 3Ha4eHnin (AB-6rokafa - yanuHesue PR uH-
Tepsana >215 mc: AUC 0.987, 95% [l 0.973 - 0.999, p=0.0001,
YyBCTBUTENbHOCTb 95%, cneundunyHoCcTb 95%; NaTonornvyeckui
TecT MATB (> 25 % MATB >46 mkB): AUC 0.775, 95% [ 0.701 -
0.848, p=0.0001; n wupuHa QRS komnnekca =122 mc: AUC 0.773,
95% [ 0.689 - 0.857, p=0.0001) ¢ NPUOPUTETHON 3HAYUMOCTbIO
B nporHoctuyeckon oueHke LMNA-nosutusHoro ¢peHotuna no
CpaBHeHUto ¢ 6roxnmmyeckum KOK-tectom (yposeHb KOK: AUC
0.671,95% [l 0.548 - 0.793, p = 0.009; 4yBCTBUTENBHOCTb 65%,
cneunuyHocTb 69%). B Ka4yecTBe MepBUYHBIX KOHEYHbIX TOYEK
B MOJeJSIb MHOro(DakTopHON perpeccun Kokca (Mogenb nponop-
LMOHANTbHOCTI PUCKOB) BbIfN NPUHATBI: YCTOMRYMBASA XKESTYA04KO-
Bas Taxukapgus (yXKT) uunu doubpunngumns xenynoukos (OX),
JokymeHTMpoBaHHasa BCC. B pe3ynbrate aHann3a BbisB/EHbI [Ba
HE3aBUCMMbIX NPeANKTOpa »Mn3HeonacHbIx XKTA: HeycTon4mMBas
XT (=5 komnnekcos ¢ YCC >150 ya. 8 muH: HR 3.24; 95% [I:
1.29 - 9.25; p=0.007) n namenenns s reve LMNA (mucceHc-my-
Tauum uunu rsd641, ¢.1698C>T: HR 2.01; 95% AW: 1.02 - 4.32;
p = 0.032).

3aknioyenue:

Mony4eHHble HaMW [aHHble NOLTBEPXAAKT CTPATErnveckyt
BAXHOCTb reHeTM4eckoro noucka mytauun LMNA y nauueHTos
C npu3Hakamu namuH-no3utusHoin JKMI ana paHHero nporHo-
3UPOBaHNA HeBNAronpuATHbIX TaXUapuTMUYECKUX COBLITUIA U, C
Y4eTOM BbISIBNEHHbIX NPEANKTOPOB (B pe3ysibTaTe perpecCcloHHo-
ro aHanusa Kokca kymynatusHblil addekT 2-x pakTopos, HXT
n LMNA-no3utusHoctu, coctasun HR 5.23; 95 % 1 1.45-16.9;
p=0.013), cBOeBpEMeHHOro 0T60Pa NOTEHLNaNbHbLIX KaHAWLATOB
AN nepsuyHoin npodpunaktnkin BCC — umnnaHTaumm Kapanosep-
Tep-aedombpunnsaTopa.

KNUHWYECKWUIA CNYYAIA NETOYHON APTEPUAJIbHON
TMNEPTEH3WUK, UHAYLUPOBAHHON NPMEMOM
WHTEP®EPOHA

MoscucsH I'. A.
@IBY PKHIIK M3 P®, Mocksa

Beepenue (uenu/ 3apaum):

Neroynas aptepuansHas runepteHsus (JIAl) - Taxenoe npo-
rpeccupytolee 3abonesaHue ¢ He6naronpusTHLIM NPOrHO30M,
KOTOPOE MOXET WMEeTb WMAMONATUYECKYH) UNN HACNEACTBEHHYI
npupoay, accoumnpoBarteCs C APYruMU 3a60MeBaHMAMW WUNKA
NPUEMOM JIeKapPCTBEHHbIX CPEACTB U TOKCUHOB. BO3MOXHbIMU
(hakTopamu pucka passuTus 3a60neBaHNA ABNAIOTCA Npenaparbl
MHTEP(EPOHOB.

Matepuan u meTopfbl:

bonbHas K. noctynuna B PKHIK ¢ xano6amu Ha 0fplILLKy K
rOJI0BOKPY)XEHME Npu HeBONbLION (PU3NHECKON HArpy3ke, cepl-
LebueHue. 13 aHamHesa: B 2005 r. - HEBPUT NEBOIO 3pUTESILHOIO
Hepsa. B 2006 r. - HEBPUT NPaBOro 3pUTESIbHOr0 HepBa, NPU Npo-
BegeHuM MPT ronoBHOro Mo3ra BbiiBIEHbI MHOXECTBEHHbIE [1e-
MUWEeNMHU3NPYIoLLMe o4ary B 6es1oM BeLecTse. [lnarHocTupoBaH
PaCcCesHHbIN CKIepos, Ha3Ha4YeHa Tepanusa nHTepdepoHom P -1b
0,3 mr n/k (9,6 mnH. ME) 4yepe3 aeHb. JleueHue conpoBOXaanoch
rpunnonofo6HbIM CUHAPOMOM B BUJE NOBbILIEHUS TEMNEPATYPbI
Tena 4o cy6debpunbHbIX Ludp, 03H06a, apTpanruii 1 Muanrui.
C uenblo KynupoBaHMs CUMNTOMOB MAUMEHTKA NpuHWMana na-
pauetramon n néynpodeH ¢ nonoxutenbHsiM addektom. 060-
CTpeHns 3abonesaHns - B 2007 r., 2008 r. u 2013 r., korga npu
nposegeHun MPT ronoBHOro mMoara BbiiBieHA OTpuUUaTenbHas
LWHAMUKA, 4TO He NPUBENO K Koppekuuu Tepanuu. B 2015 . Bnep-
Bble OTMETINIA NOABEHUE OLbILIKYN NPU YMEPEHHbIX QIU3UYECKUX
Harpyskax, Kotopas noCTeneHHO NporpeccupoBana, CHuUXxanachb
TONEPAHTHOCTb K (ou3m4eckum Harpyskam. B saHBape 2016 r. B
CBSI3M C YCWUJIEHWEM OAbIWKK rocnuTanuamposara B LIPB ¢ no-
L03PEHNEM Ha OCTPbIil MUOKAPAWUT, NPOBOAMIIOCH CTaLMOHAPHOE
neyeHune 6e3 ynydwenus. B dpespane 2016 r. npu 06¢cnefoBaHum
Mo MeCTy XWTENbCTBA N0 AaHHbIM IXOKI BhepBble BbISBNEHbI
npuaHakm Boicokoin JII (CLAMA 92 MM.pT.CT.), 3HaYUTENbHOE pac-
LUMpeHne npasbix 0Taenos cepaua v crteona J1A. Mo gaHHbiM KT
OpraHoB rpyaHOI KNeTKn AaHHbiX 3a TAJTA He nony4eHo.

PesynbTartbl:

B mae 2016 r. Bnepsble rocnutanusuposana B PKHIK, roe npu
o6cnefoBaHne: No AaHHbIM IXOKI - pacluMpeHue npasbix 0Tae-
NOB cepaua, BbipaxeHHas JIM (COA 111 mm.pT.cT.), A3/1A - 13,8
MM.pT.cT., TP — 3 cT., JIP — 2 CT., paclunpeHne HUxXHel nonon
BEHbI (2,5 CM) C HE[LOCTATOYHbLIM KONNMabupOBaHWEM Ha BLOXE; N0
[aHHbIM PEHTreHorpadoun OpraHoB rpyaHOR KIETKN — NPU3HAKK
NAT ( 06eaHeHne nepucpepuHecKoro IEro4HOr0 PUCYHKA C 06enx
CTOPOH, Ko3a(hd. Mypa — 39%, koadhd. Jlonu — 39%); no aau-
HbiM Y31 opraHoB 6POLLIHOI NONOCTM - AUAQDY3HbIE N3MEHEHMS
NapeHX1Mbl MeYeHn, NMPU3HAKN BEHOSHOMO 3acTos, pacluupeHue
NEYEHOYHbIX BEH W HWXKHEA Nonoi BeHbl. [uCTaHuus B TecTte
6-MuHYTHON X04b6bI (TBMX) - 450 M., nngekc bopra - 5. B xogme
[NarHoCcTM4ecKoro noncka ucknwyanacs S Ha doHe naronoruu
NeBbIX OTAEN0B CepALa, Nerkux, BPOXAEHHbIX NOPOKOB CepaLa,
CUCTEMHbIX 3a60/1€BaHUA COEANHWUTENLHOW TKaHW, NepeHeceH-
Hoii TAJTA. Tocne komneHcauun sieneHwit XCH npoBoamnach
KaTeTepusaums npasbix 0TAeN0B cepaua: AJ1A (cuct/guact/cp.)
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