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IXOKAPANOTPAONYECKHUE ACIHEKTbBI JIUATHOCTUKU ®EHOMEHA TPABEKYJIAPU3AIIUU

MUOKAPIA JIEBOTI'O XKEJYIOYKA U HEKOMITAKTHOI'O MUOKAPIA

'Kadenpa rocriuransHoii Tepanuu Ne 2 nede6Horo daxynsrera PHIIMY nwm. ITuporosa, 127015, ©. Mocksa;
I'bY3 «Topoackas kinuuueckas conpauma Ne 24 JI3My, 127015, r. Mocksa, Poccust

+ HexomnakTHblii MuoOKapy Jesoro xkeiayrouka (Left Ventricular Non-Compaction, LVNC) — 3a0o;ieBanne, XapakTepu3sy-
o11eecsi TUnepTpadexyIsApu3anueiil MUOKapaa, siBJAsieTCsl IPUYHHOI (OPMUPOBAHUSI XPOHHYECKOI cep/leYyHoil Hel0CTaTou-
HocTH. B (hopMHpOBaHMM CTPYKTYPHBIX HAPYIIEHHIT NPH AAHHOI NMATOJOITMH OCHOBHASI POJIb NMPHHAVICKAT reHeTHYEeCKUM
HAPYIIEHUsIM U JUcYHKIIME OPraHOreHe3a Ha PAaHHUX CPoKax rectanun. Kiimandeckne nposiBjieHHsi aCCOIMUPOBaHBI ¢ (op-
MHPOBAHHEM CHCTOIHYECKOil THCHYHKIUHU JIEBOTO0 KeJYI104Ka, CJI0KHBIMH HAPYIIEHUSIMH PUTMa M TPOMO03MO0IHYECKUMHU
coobITusivu. IIpu TpaHcTOpakanbHOIl 3X0Kkapauorpaduu y NanueHToOB ¢ CHCTOJIMYECKOil AHcPYHKIHell J1eBOro KeayiouKa
HepeKo BeTpevaeTcsi peHoMeH runeprpadexyasipu3anny Muokapaa. CoBpeMeHHbIe THATHOCTHYECKHE KPUTEPUH MO3BOJISIOT
nu¢depeHIHPOBAHHO MOAXOAUTH K BONMPOCcaM BepHU(HKANHY HEKOMIIAKTHOT0 MHOKAP/AA U H30BITOUHOI TPadeKy JIsIpu3aiuu y
NMAIHEHTOB ¢ XPOHUYECKOH cepAeYHOif HeIOCTATOYHOCTHIO CO CHHUKEHHOH (ppakiueii BLIOPOCca J1eBOr0 KeIy10uKa.
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MHONATHH; CHCTOJIMYECKAs TUCHYHKIMS JIEBOTO sKeTy104uKa.,
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¢ The left ventricular non-compaction is a disease characterizing by hyper-trabecularization of myocardium causing devel-
opment of chronic heart failure. In the development of structural damages under this pathology the main role belongs to ge-
netic disorders and dysfunction of organogenesis in early periods of gestation. The clinical manifestations are associated with
development of systolic dysfunction of left ventricle, intricate abnormalities of rhythm and thromboembolic occurrences. In
patients with systolic dysfunction of left ventricle phenomenon of hyper-trabecularization of myocardium is quite often found
during transthoracic echocardiography. The modern diagnostic criteria permit approaching differentially issues of verification
of non-compact myocardium and redundant trabecularization in patients with chronic heart failure with reduced fraction of
output of left ventricle.
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HexomnakTHblii Muokapa JieBoro kemymouka (Left
Ventricular Non-Compaction, LVNC) — 3a0oneBanue, Ko-
TOpPOE MOXKET OBITH AMArHOCTHPOBAHO B JIIOOOM BO3pacTe.
Hecmotpst Ha TO 9TO 3Ta mpodieMa SBISETCS MPEIMETOM
u3yueHus yxe Oosee 30 jeT, AMArHOCTUYECKUE KPUTEPUU
HE SIBIISIIOTCSL CTPOTO CIICIN(IIHBIMH, a BEpUpHKAIHS Tra-
rHo3a abcomoTHoMH [1, 2]. OCHOBHOW CTPYKTYpHOH Xapak-
TEPUCTHKON IAaHHOTO COCTOSIHUSI SIBIISICTCSl JBYXCIIOHHAsS
CTPYKTypa MHOKap/a: TOHKHH KOMITAaKTHBIN JITHKApIHaIb-
HBIN CJION U PBIXJIbII TPaOeKyISAPHBIN 3HI0KapAUAIbHBIN, C
MHOKECTBEHHBIMHI JIAKyHAMH-CHHYCOHAMH, COOOIIAIOTH-
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MHUCSI C TIOJIOCTHIO JIeBOro XKemynouka cepaua (JDK) [1—3].
B ocHoBe 3a0oneBaHus JEKUT AUCHYHKIUS OpraHOreHe3a
B TIpoIiecce dMOPHOHAIBHOTO Pa3BUTHS, NIPUMEPHO C S5-#
o 8-10 HeJelno cpoka recranuu. [1ocKonbKy Ha dTarne paH-
Hero sMOpHoreHe3a KOpoHapHOe pyciio He c(hOPMHUPOBAHO,
KPOBOCHa0XEHUE MHUOKapJa OCYIICCTBISCTCS M3 BHYTPH-
MOJIOCTHOTO KpoBOTOKa B JIXK wepe3 yrmyOneHnsI-TaKkyHBI.
B xone HOpMaJILHOTO TEYESHUS] IMOPUOTEHEe3a 0 Mepe CTa-
HOBJIEHUSI CHUCTEMbl KOPOHApHOIO KpOBOOOpAILlEHHs He-
00XoanMOCTh B coobmernn Mexay nonoctsio JOK n muo-
Kap/IoM TepecTaeT OBITh aKTyaJdbHOH, JTaKyHBI-CHHYCOHIBI
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Puc. 1. Dxokapauorpamma My4auHbI 46 et. Tpabexynspusarus
MHOKapJa CPEIHETO U alMKaJIbHOTO OOKOBBIX cerMeHTOB JDK.

PenyLUpYIOTCS, 1 MHOKapA NMPHOOpeTaeT 0O0bIYHYIO CTPYK-
Typy. B ciyuasx, korna 3Toil peyKunyu He IPOUCXOINT, MU-
OKapJl OCTAeTCsl HEKOMITAKTHBIM M K MOMEHTY POXKACHUS, U
Ha NPOTSHKEHUM BCEW KU3HM 4esloBeKa. JTa CTPYKTypHas
[1aTOJIOTUsl MOXKET OBITh M30JMPOBAHHOM WIIM COYETaThCs C
JIpYyTUMH aHOMalMsAMH pa3BUTHS. COINIACHO DAaHHBIM 3XO-
Kapauorpaduueckux UCcieloBaHUM, pacpoCTPaHEHHOCTh
B nonyssiuu koneonercst ot 0,014 mo 1,3%. Takoe cocrosi-
HHUE NPUBOAUT K (OPMUPOBAHUIO XPOHUUECKOH CepaeyHON
HEIOCTaTOYHOCTH, CHCTEMHBIM 5MOOJHMAM M Pa3BUTHIO
YKU3HEYTPOXKAIOLIUX apuTMuil [3—5].

BriepBbie B Hay4HOH MEIUIIMHCKOM JuTeparype Mopdo-
JIOTMYECKOEe ONHUCaHKUE TPAOEKYIAPHOH CTPYKTYpbl MHOKap-
Jla B COYETAaHWU C JAPYTMMHU MOPOKAaMM ceplla OIMHCaHO B
1932 . S.Bellet u B.Goulet [6]. 3arem ObLTH npeCcTaBICHBI
eIMHUYHbIE CIy4au TpaOeKyIsSApHbIX U3MEHEHHH MHOKap-
na JOK [7]. B 1984 1. R.Engberding u F.Bender BnepBbie
ONHUCHIBAIOT «U30JMPOBAaHHbIE MHOKAPIUAIIBHBIE CHHY-
counibl» [8]. B 1990 r. T.Chin u coaBT. BIiepBbIE BBOJIST
TEPMUH «U30JIMPOBAHHBIM HEKOMIAKTHBIA MHUOKapm» [9].
C aTOr0 MOMEHTa Havajach 3pa U3y4eHUs JaHHOW MaToJo-
I'MH, OHAKO O HACTOSILEro MOMEHTa MpobieMa sBIsSeTcs
ManonsyueHHOH. B 2008 1. HeKoMITaKkTHBIN MUOKap/1 ObLI OT-
HeceH B kiaccudukarmu kapaunomuonaruii (KMIT) B rpyn-
my ceMeitHbIX Heknaccuduippyemsix [ 10]. HecmoTpst Ha To
YTO Mpo0IeMa aKTHBHO U3y4aeTcs Ha MPOTSKEHUH JUTUTEIIb-
HOT'O BPEMEHHM, JJO HACTOSALIETO MOMEHTA HET JI0CTaTOYHBIX
JAaHHBIX JUI CUCTEMaTH3alui HHGOPMALMK U CO3IaHUs pe-
KOMEHJALUUH C YeTKUMH JUArHOCTHMYECKHMHU KPUTEPUSAMH,
anroputMoM AuddepeHnaIbHON AMaTHOCTUKH U JICUEHHS.
V¥ nereit LVNC onucaH paHbllie, 115 HUX CBOHCTBEHHO PaH-
Hee MOsIBJICHUE KIMHNYECKUX CUMITOMOB. B
TO e BpeMs BblsiBIeHHE mpu3sHakoB LVNC
B 3peJioM Bo3pacTte (crapeiiieMy HalUeHTy
¢ 9TUM 3a00JIeBaHUEM HAa MOMEHT BepHu(HKa-
nuu auarsosa oeuto 94 roma [11]), Bo3Mox-
HOCTb €0 AJUTEIBHOr0 OECCUMIITOMHOTIO Te-
YeHHs CBUAETEIbCTBYIOT O KIMHUYECKOM IO~
mumopdusme 3abosneBanus. K coxarnenuro,
€CIIM paHbllle TOBOPUIIOCH O HEAOCTATOYHOM
pacnpoCTpaHEHHOCTH Cpenu Bpaueil nHpop-
MaluK O JaHHOM 3a00JIeBaHMHM, TO ceiuac

CHIN
Intertrabecular recesses

Endocardium
MIPEIMETOM TUCKYCCUU SBISETCS THIIepauar- XY <05
Hoctuka LVNC. [1oaToMy naHHBIE, KOTOpbIE DIASTOLE

MIPUBOIUT CTATUCTUKA PACHPOCTPAHEHHOCTH

9TOr0 3a00JIeBaHMs, HE SABJISIOTCS TOUHBIMH.
B 2008 r. rpynnoii UCIAaHCKUX YYEHBIX

Bo miaBe ¢ Stollberger Obu1 poBeneH 00Ib-

Reviews

[I0M aHaNM3 BCEX WMEIOIIMXCS JINTEPATYPHBIX JaHHBIX O
COOTHOIICHUH TIOJa, BO3PacTa, CEMEHHOro aHaMHe3a y Ta-
[UEHTOB, KOTOPhIM ObUT ycTaHOBiIeH auarHo3 LVNC [12].
Ha ocHoOBaHMH pe3yabTaToOB TPAHCTOPAKAILHOW 3XOKAPIIH-
orpaduu 3a 10 net OpuH BBIsIBICHB! 100 MAMEHTOB, COOT-
BETCTBOBABIIHNX JUArHOCTHYECKUM KputepusMm. [lo MHe-
auto Stollberger, LVNC 0bu1 iuarnoctupoBas B 2,7 ciydast
Ha 1000 uccnemoBanuii (KOTOphIE HE MOTYT OBITH PacCMO-
TPEHBI KaK AKBUBAJICHT YPOBHS PaCIpPOCTPaHEHHOCTH 3a-
OoJieBaHUs Y TAIMEHTOB, MPOIICIINX XOKAPIUOTpAPHIO)
[13]. My>x4uHbI cocTaBnsitoT 70% manueHToB, HO TpabeKy-
nsipuzanwms (hypertrabeculation) Mmuokapna 6e3 Ipyrux 3Ha-
YUMBIX KPHTEPUEB HEKOMITAKTHOTO MHOKap/a BBISBIISETCS
yaine y skeHinuH. Ha ocHOBaHMHM 3TOro HaOOIeHUsT ObLIH
c(OpPMYIIMPOBAHBI CICAYIONIAE TUIIOTE3bI ISl OOBSICHEHHUS
OombIielt 9acTOTHI 3a00I€BaHUS Y MY)KIMH:

a) CYIIECTBYIOT HACIICIICTBCHHBIE ()OPMBI, CBSI3aHHBIE C
X-XpoMOCOMO1;

0) OoJbIlIe KCHIIHH YMUPAIOT Ha PAaHHUX CTaJHAX 3a-
OoJieBaHMs, @ y MY>KYHH B OOJBIICH CTEIIEHH Pa3BUBAIOTCS
nproOpeTeHHbIe (POPMBI (BEPOSTHO, STO CBS3aHO C OOJb-
[IMM MPOIEHTOM CITy4acB HEHIIEMUYECKAX BAPHAHTOB XPO-
HHAYECKOU cepaeunoit Hemoctarounoctu (XCH) ¢ cuctonm-
YeCKOH AUCHYHKIUEH);

B) PEMHCCHSI Yallle BCTPEUACTCs Y JKSHIIHH;

T') CYIIECTBYET CMEIICHUE BHIOOPKU MAIIMEHTOB C MCHb-
[IMM KOJIMYECTBOM BBITIOJHEHHOH TPaHCTOPaKalbHOW HXO-
kapauorpaduu y sxennmH ¢ cumnromamu XCH [14, 15].

XOoTsl BCe OTH THIIOTE3bI CIIPABE/JIMBEI, €IIe OJUH BO3-
MOXKHBIM BapuaHT, UMEIOLIUICS B HACTOSIIEE BpEeMs: AHa-
THOCTHYECKHE KPUTEPUHM HE SIBIISAIOTCS JOCTATOYHBIMU H
TpeOyIOT 3HAYNTETHHBIX TOMOTHCHNH U YTOUHCHHUH.

Ha ceropnsmmHuil IeHh B 9XOKapaHOTpapHIeCcKON ia-
rHoctke LVNC ncnome3yrorcsi Clenyonme KpUTEpHH,
npemioxkennbie R. Jennie u coasr. B 2001 r. [16]: orcyTcTBHE
COITyTCTBYIOIIMX aHOMAJINHK pa3BuTHs cepaua (puc. 1, 2);
¢ BU3yaIM3alMsA JBYX CJIOEB — KOMITAKTHOTO TOHKOTO

SMHKAPJIa M PHIXJIOTO YTOJIIEHHOTO 3HI0Kapa ¢ TIry0o-

KHMHU KapMaHaMu. KOHEYHO-CHUCTOIMYECKOE COOTHOIIIE-

HUE dHI0Kapa/snukaps >2 (puc. 3);
¢ JIOKaJIMU3alMs: CPEIHUN CErMEHT HUYKHEW CTEHKU U BEp-

xymka (cM. puc. 1);
¢ TIIyOOKHWE MHOKapIUalbHbIE KapMaHbI, COOOIIAIONIHeCs

¢ monocteio JIK, Bepuduimpyemplie ¢ IOMOIIBIO IIBET-

sott Jlormmuiep-OxoKTI (cm. puc. 1—3).

[ToMumMoO 3TOrO €CTh JIONOJHUTEIBHBIC KPUTCPUH
Stollberger et al. [17] (cm. puc. 2):
¢ Oomnee yeM 3 TpabOEKyIbl B CTEHKE JICBOTO JKEIYIOUYKA B

JENNI STOLLBERGER

LV Cavity
Epicardium
NC/C > 2 EXCESSIVE APICAL
TRABECULATION ON
SYSTOLE CUEATION©G

Puc. 2. JlnarHocTuueckue KpUTEPHH TPaOEKyISIPHOCTH M HEKOMITAKTHOTO MHOKapaa
JIK (Stollberger C. u coast. Refinement of echocardiografic criteria for left ventricular

noncompaction., 2011).
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Puc. 3. Dxokapauorpadust 60JI6HOTO ¢ HEKOMITAKTHEIM MUOKap/IOM.

a — xopotkas ock JOK Ha yposHe Bepxymku JOK, cTpenkoii ykazaHa rpaHuia Mexmy
KOMITaKTHBIM ¥ HEKOMITAaKTHBIM CIIOSIMH MHOKapaa; 6 — M-peXnM, OTMEUeHBI IPaHULIbI
HOPMAaJIbHOTO ¥ HEKOMITAKTHOTO MHOKApP/a; @ — TUCTONOTHYecKnii mpemapar Bepxymkn JDK,
B CyORHIOKApAMATbHOM 00JaCTH U OKOJIO TPaOeKy1 — pyOIIoBast TKaHb, XOPOIIO BHIHO

pasJeneHue CIoeB.

HaIpaBJICHUHU OT BEPXYIIKH K COCOYKOBBIM MBIIIILAM;
¢ Hamuuue nepdy3uu KpoBU B UHTPATPaOEKyISIPHBIX IIPO-

CTPaHCTBAX,

* Tpa6eKynH HMCHOT CXOXYHK C OCTAaJIbHBIM MHUOKApAOM
OXOI'CHHOCTbD,

¢ KHUHCTHKa Tpa6eKyn COBIMagacT C ABHMIKCHHEM CTCHKH
KCITYAOUKA,

¢ COOTHOIIIEHHE HEKOMIIAKTHBIX/KOMITAKTHBIX CJIOEB 0oJiee

2 B KOHIIE CUCTOJIHI;
¢ OTpenessIomeH sSBIseTCs anuKaibHast 4-KaMepHas I1o-

3ULHS.

Hcnonb3yroTest TakKe KOJMYECTBEHHBIC KPUTEPHU CTe-
MEHU HEKOMITAKTHOCTH: COOTHOIIIEHUE TOJIIIMHBI KOMITAKT-
HOTO CJTOSl 1 HeKoMmakTHoro [18]:
¢ 0,33—0,26: «MsTrKas» HEKOMITAKTHOCTE;
¢ 0,25—0,2: «ymepeHHas»;

o wMeHee 0,2: «TsDKemas.

Tak >xe KaKk JApyrue MEpBUYHBIC KapAHOMUONATHU (TH-
neprpoduueckue (I'KMII), nunaranuonssie (JJKMII), pe-
CTPUKTHBHBIC M apUTMOTCHHAs JIHC-
masusl mpaBoro xemymouka), LVNC
4acTO HOCUT ceMelHbIi xapakrep [19,

Orte
20] (puc. 4). HecmoTps Ha TO 4TO UJIe- (snoch)lB)
HBI CEMbH, CTPAIAIOIIUE TAaHHBIM 3200~
JIeBaHUEM, MOTYT OBITh WACHTU(UIH- l.
POBAHbI TOJNBKO B MOJIOBHHE CIIYYaes, Il
HACIIEICTBEHHbBIN XapaKkTep MaTtoioruu
4acTO OCTAETCS HE3aMEUYCHHBIM, €CIU Xy
«TIpUIIETTFHOE» 00CIIeZI0BAaHNE YJICHOB Il 3nopos
ceMbH He npoBoautcs. Kak u npu apy- [] bonex

IMX BapMaHTaX CEeMEHHBIX KapAUOMU-
onaTuii, JUarHOCTUPOBAHHBIE Cllydyau
BKJIIOUalOT HauOosee Tsokesble (op-
Mbl Oone3nu. Mmeromuecs omucaHust  xy
n3onupoBanHoik  LVNC  Britodaror '
ClIy4yau XpOHUYECKOH CepedHOi He- I

JOCTaTOYHOCTU C TSDKEJIOW CHCTONHU-
Yyeckol IucyHKUMEl, HapyIeHUIMU
puT™Ma, TpOoMOOAIMOOIUSMH, BBICOKHM
YpOBHEM OCJOXHEHUH u Hebnaro-
npusaTHOro mporHosza. Korma mposo-
JUTCSA CUCTEMaTH4eckoe HaOJroJeHue

CbiH
(3popoB)
U.S. National Library of Medicine

Hoyb

X-cuenneHHoe peLecCUBHOE HacnegoBaHue

(3popoBa)

3a YJeHAMU CEMbH, JIIOAU W3 TPYIIIBI
pucka WACHTU(QUIMPYIOTCS Ha paH-
HUX CTaausx 3a00JeBaHUS W/WIH C
0oree yMEpEHHBIMH TIPOSBICHUSIMU
WM OECCUMIITOMHBIME (POPMaMH, ITO
CBSI3aHO C OJIArONPHUATHBIM ITPOTHO30M
(Mo xpaifHe# Mepe B CPEAHECPOYHOMH
nepcriektuse) [19, 20]. [To-Bugumomy,
MOYKHO ITPOBECTH aHAIOTHIO C TEM, YTO
MIPOU30IILIO C O0JIee M3yUYSHHBIMH Kap-
muomuonarusamu: [ KMII uzxHagansHO
cUMTaNach PEIKUM 3a00JIEBAaHHEM C
BBICOKHM PHCKOM BHE3AITHOM CMEpTH,
HO KaK TOJIBKO TIOSIBUJIMCH JJAaHHBIE HIC-
ClIe/IoBaHu, OBIJIO YCTAHOBJICHO, YTO
yKazaHHasi KapINOMHUOIIATHS SBISICTCS
OTHOCHUTEIFHO  PACIpOCTPaHEHHBIM
3a00JIEBAaHUEM C XOPOIIIO KOHTPOJIHUPY-
€MBIMH CHMIITOMaMH B OOJBITMHCTBE
CIIy4aeB IPU COOTBETCTBYIOIIEH Tepa-
A U JUHAMUYECKOM KoHTpoie [19,
20]. To xe camoe MOXKHO CKa3aTh M O
JIKMII.

ITonydennsle noOKa3aTenbCcTBa B
MOJIB3Yy CEMEHHOW NPUPOIBl TPaOSKyIsApU3allii U HEKOM-
nakTHOocTH Muokapaa JDK mpuBenn K akKTHBHBIM TTOMICKaM
B 00JIaCTH TCHETHKH, 3MOPHUOIOTHH, MPEAUMILIAHTAI[HOH-
HOM TeHETHYECKOM JUArHOCTHKH B cdepe BCIIOMOTraTesib-
HBIX PENpPOXyKTHBHBIX TEXHOJOTHH. 32 KOPOTKHH IEPHOA
(2008—2012 rrT.) mccmenoBarensimu EBporer 1 CIIIA 65110
MOKa3aHo, YTO, KaK U APYTHe NePBUYHBIE KAPANOMHOIIATHH,
LVNC Taxke sBISETCS TEHETHYCCKH TETCPOTCHHBIM 3a-
GoneBanneM. BOIBIIMHCTBO MyTamui MPOMCXOAWT B TEHE,
KOZMPYIOIIEM CTPYKTYPBI CEpACYHOTO CapKOMepa, SIBIISIO-
LIETOCS] OCHOBHOM «COKPATUTEIbHON EIMHUIICH» cepied-
HOW MBIIIEI. Pexxe MyTaruy mpouCXOasiT B KOMIIOHEHTaX
Z-mucka. MHoraa BU3yallbHash KapTHHA THIEPTPOPHH HITH
TpaOeKyIsIpU3allMd MOXKET OBITh CBSi3aHA C CHHJIPOMAaMH,
nmuTHpyonmmy, B yactHoct, I KMII, Ho He cBsizaHa c
HapyIIEHUSIMH CTPYKTYphl capkomepa. COOTBETCTBEHHO,
TUIEpTPOUs/ TpabeKyIsIpu3alis MHOKap/ia MOXET ObITh
KJIacCU(HUIMPOBAHA B 3aBHCUMOCTH OT TOTO, BOBJICYCHBI B

AyTOCOMHO-AOMUHaAHTHOE HacnegoBaHue

Matb
(3popoBa)

Matb

OTen
Jf (HocuTenb)

(6oneH)

CbIH D,O‘-Ib CbIH ﬂ,OHb
(6oner) (3popoBa)  (3mopoB) (6onbHa)

CblH
(6oneH)

[ouyb
(HocuTenb)

Puc. 4. Tuns! HacnenoBanus kapauomuonatuil (Kinuanueckas renetuka. ['eHoMuka u nporeo-
MUKa HACIIEICTBEHHO MaTojoruu: yueoHoe mocodue. 3-¢ nza. Myrosun [.P.,, 2010).
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MATOJIOTUYECKHH TPOIECC CTPYKTYpPhl capKkoMepa WM HeT.
«CapKoMepHbIe» MyTalllH acCONMUPOBaHbI ¢ MOpHOPyHK-
OUOHATBHBIMA W3MCHCHHSAMH HuTed wmumosmHa (MYH?7,
MYL2, MYL3), npomexyrounoii nutu (MYBPC3),
tonknx HuTed aktmHa (TNNT2, TNNI3, TNNCI1, TPM,
ACTC1), Z-nucka (ACTN2, MYOZ2) 1 HEKOTOPBIX OEIIKOB
(junctophillin, phospholamban). Bce npyrue myranuum He
SIBIISTEOTCST «CapKOMEPHBIMI». Tak, Harmpumep, y MarueHToB
¢ nuarnoctupoBanHeiM LVNC mipu npoBeieHIH TeHeTHYe-
CKOTO THITMUPOBAHUS OBLIH BBISBICHBI IS(EKTHI CIICAYIOIINX
TCHOB:

¢ G4.5, kogupyromux 0estok Tada33uH, CBI3aHHBIX C IH-

TOCKEIIETOM;
¢ 0-JIACTPOOPEBUH WIH AUCTPO(PHH-, KOTOPhIE KOIUPYIOT

0enKu Z TMHUAN capKoMepa;

+ LDB3, koTopbIii yIipaBiseT KOMUPOBaHUE CHHTE3a Oellka

Cypher/ZASP;
¢ TCHBI BHYTPEHHUX OeNKoB siepHoit MeMOpansl (LMNA),

KOTOpBIe KOUpyroT cuHTe3 JlamuHa A/C;
¢ MYH7 u AKTC, xotopble KOAMPYIOT CHHTE3 OCIKOB

capkoMepa — CepJIeUHOro alb(ha-akTHHA 1 OeTa-MHO3H-

Ha TspKenbIx 1ernei [20, 21] (Tadm. 1).

DTa TeHeTHYeCcKasi TeTePOreHHOCTh OOBSCHIET M3MEH-
YHBOCTPH HACJICJICTBEHHBIX MOJIEINEi, MOP(OIOTHH 1 MHOTO-
00pasusi CTPYKTYPHO-(QDYHKIIMOHAIBHBIX HApYIICHUH, CBSI-
3aHHBIX ¢ LVNC. I'er G4.5 HaxomuTces B X-XpOMOCOME, UTO
00BSCHSET, IOYEMY JaHHOE 3a00JICBaHUE SIBISICTCS HACIE-
CTBEHHBIM W MMEET TeHJIepHbIe 0coOeHHOCTH. MyTanuu B
9TOM T€HE CBSI3aHBI C PAa3IHMYHBIMH (PCHOTUIIAMHU, TAKUMH
Kak cuHapoM bapra (HeiTporeHusi, OTCTaBaHWE B POCTE,
JKMIT ummn LVNC), n m3oimuposannoii IKMII. Mytannu B
TeHe JUCTpo(uHA (TaKKe CBSI3aH C X-XPOMOCOMOI) MOTYT
BBI3BATh MBIIICYHbIC aucTpoduu romrenna (u/mmm bekke-
pa) u MoryT nposiBiATees JJKMII ¢ cyOknmanIecknm Bapu-
AHTOM CKEJICTHOM MHMOTATHH, KaK M MPH MyTaluu B OejKe
muctpoopesune. Mytarn B Cypher/ZASP n Jlamune A/C
MIPUCYTCTBYIOT B ayTOCOMHO-JIOMHHAHTHBIX MOJIEINISX WH-
JyIIMPOBAaHHBIX HACIEICTBEHHBIX 3abosieBaHuil. MyTtanuu
B 3THX IeHax OBUIM CBSI3aHBI C Pa3BUTHEM HACIEICTBEHHOMN
JKMII, u B caygae nedexra cunresa Jlammna A/C 3aborne-
BaHUE ACCOIMHPOBAHO C PAa3BUTHEM HapyIICHWHA BHYTPH-
KEITYTOYKOBOH M MPECepAHON MPOBOJUMOCTH, CKEIETHBIX
MHUOMATUI U Jpyrux naronorudeckux denorumos. Lupo-
KO M3BECTHO, YTO HApYIICHUS CHHTE3a OCJIKOB capKoMepa
KapIMOMHUOIINTOB accoluupoBanbl ¢ pazsurueM [ KMII
n JIKMII, xoTopble HaciemyloTcsi ayTOCOMHO-JIOMHHAHT-
HO. Takum 0Opa3oM, BechMa BBICOKA BEpPOSTHOCTH TOTO,
YTO, TIIATEJIEHO HCCIEAYs] CEMENHBIN aHAMHE3 alMeHTa ¢
LVNC, MOXHO BBISIBUTB WICHOB CEMBH ¢ (DEHOTHIIAMH Pa3-
TMYHBIX GOpM KapauoMuomnaruii [20—22].

B nactosimee BpeMsi 0COOBIii MHTEpEC MPEICTABISIOT
JIBE TPYMITHl ManueHToB. IlepBas rpymma xapakTepu3yercs
KakK TOJIOXKUTEIbHBI TCHOTUI/OTPUIIATEIBHBIA (EeHOTHIT
(G+/P-). Ona Bkitoyaer B ce0s HOCHTENICH MyTanmuu 0e3
KJIMHIYECKUX W WHCTPYMEHTANBHBIX JAHHBIX, CBHICTEIb-
CTBYIOIIUX 00 W3MEHEHHSX CTPYKTYpbl MHOKapnaa. OT1a
rpyIna MHTEPECHa ¢ TOW TOYKU 3PEHHUS, YTO MOXKET OBITh
MUIIECHBIO JUII MEAMKAMEHTO3HOH M HEMEINKaMEHTO3HOM
Teparny, HalpaBICHHOW Ha BO3MOXXHOE TPEIOTBpAIICHUE
¢dbopmupoBanus 3aboneBanus (P+). Dra rpynma He Obuia
BKITIOUCHA B CTPATU(HUKALUK PUCKA MHOTOLICHTPOBBIX HC-
cnenoBanuii. Cepieunble COOBITHS B HEH CUMTAIOTCS PEIKO-
cThr0. HO mamuenTs! 5Toi TpyMIIbl, I0 MHEHUIO SKCIIEPTOB,
TpeOyIoT TIIATEIHHOTO U PETYISIPHOTO TWHAMHYECKOTO Ha-
Onronenus. Cumraercs, 4To (OPMUPOBAHHE CTPYKTYPHBIX
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Tabnuna 1
T'enemuueckue acnekmol HeKOMRaKmuoz2o muoxapoa JIK

Ten Bernok % LVNC Tin
HacJe10BaHus
MYH?7 bera-mmozun 15 AyTOCOMHBII
TSDKEIIBIX
mereun
AKTC AxTuH 3 AyTOCOMHBII
o-DYSTROBREVIN  Benku Hewussectno X-crermnjeHa
Z-nuHUN
LDB3 Cypher/ZASP 7 AyTOCOMHBII
LNMA Jlamun A/C HewuspectHo ~ AyTOCOMHBINM
G4.5 Taddazun 2 X-cuerieHa

W3MEHEHU MHOKapAa TMpH HEOJAaronpusATHBIX BHEIIHUX
(hakTOopax MOXKET HMPOHM3OUTH B JH0OOM Bo3pacte. Hekoro-
pble 3xXokapauorpaduveckue MPU3HAKH MOTYT OBITH TIpe-
JMKTOpaMH BO3MOXKHOTO (DOPMHPOBAHHUS KapAHOMHUOIIATHH,
HaNpHUMep, paHHssA auactoimdyeckas auchyskips JIK umm
YYaCTK{ HapyIIeHHUS JOKaJIbHONH COKPaTHMOCTH.

Bropas rpynma Bkiroyaetr B ceds MalMeHTOB C THIEp-
Tpodueii/Tpadekynspuzanueit JIK n orcyrcTBreM MyTaruii
TCHOB, KOJUPYIONIHUX (OPMUPOBAHUE CTPYKTYP capKomepa.
I'pymma (G-/P+) npencrapieHa MaMeHTaMH C Pa3THYHBIMH
ximangecknMy, JKI'- n OxoKI -mpu3HakamMu HapymeHUs
CTPYKTYpbl MHOKapJa. B 3Toli rpynne Hanuuwe runeprpo-
¢bun 1 TpabeKyIsIpU3aMA MAOKAPIa MOXKET OBITh CBSA3aHO
HE TOJIFKO C TEHETHYECKHMH HapyIICHWSMH, a caM MeXa-
HU3M (OPMHUPOBAHUS BU3YATBHOTO d(deKTa «rurneprpodun
MHOKap/1a» 00yCIIOBIICH ITaTOJIOTHYECKUMH TPOIECCaMU, HE
CBSI3aHHBIMU C capKomMepoM (ammiionzos) [22].

K coxanenuto, n3-3a Majioi BEIOOPKH MAITMUECHTOB JI0 Ha-
CTOSILLIETO BpeMeHU He cylecTByeT KpynHelx PKU no nan-
HOU mpobneme. MccnenoBanusi B OONBITMHCTBE CBOEM HO-
CAT JIOKAJIbHBIN XapakTep.

B ropoacknx kmmHMYecKnX OompHHMIAX No 12 m No 24
Ha KIMHWUYECKHX 0a3zax Kadeapbl TOCIUTAIBHON Teparuu
Ne 2 PHUMY wum. H.U.[Tuporoea B oteneHusx OJoka Kap-
JUOpEeaHNMall 1M KapAWOJOTHH Ha mpoTspkennu 20 mer
MBI HaOMOay 7 TAlWeHTOB, KOTOPHIM Ha OCHOBAHWH
2D-3x0KapauorpauuecKoro MCCiIe0BaHns OblUTa JTHarHo-
ctupoBana Tpabekynsipusaiys JIXK / HEKOMIIAKTHOCTh MHO-
kapra JOK. Bee marmenTs! 6sum Myskckoro nona. CpeaHuit
Bo3pacT coctaBmi 42,4 roma. 86% rocrnuTamm3anmuid OBLIO
CBSI3aHO C Pa3BUTHEM OCTPOW CEPACYHON HEITOCTATOUYHOCTH
(Killip III—IV), 14% — co CIIOKHBIMU KEITyITOYKOBBIMH Ha-
pYILICHUSIMU cepiieaHoro putMa. CpeHuiA TToKa3aTenb (pax-
nun Beiopoca JIK (%) mo Cumricony coctasun 28,4%. YV 5
TMAIMEHTOB B MOJIOCTSX CEPALla ObLTH BBIIBICHBI TPOMOBI HITH
3¢ eKT CHOHTAaHHOTO KOHTpacTHpoBaHWs. [laHHBIE, MOMY-
yeHHsbIe 1pu 2D-3x0oKkapanorpadun, MpeacTaBIeHb! B Ta0MI. 2.

IIpn nmeranu3anny CeMEWHOTO aHaMHe3a B TIOJOBHHE
CIIy4aeB yAaJOCh BBISIBUTH AMHM30/bI BHE3ATHON Cepicd-
HO-COCYJIUCTON CMEpPTH B CeMbe (Y JIMIl MY>KCKOTO TI0Ja B
Bozpacte 47—>53 neT). Y 2 manneHToB yIajioch BHITOIHUTH
IXOKapaAnorpaduio y KPOBHBIX POJCTBEHHUKOB MEPBOH JTU-
HUH, TIPA KOTOPOH ObIIa BBISIBIIEHA TPaOEKyISIPHOCTH MHO-
kapna JOK Ge3 Hapymenus Ipyrux mapaMeTpoB BHyTpHCEp-
JIEYHON T€eMOIMHAMHUKH.

[Ipu 5TOM POACTBEHHUKH MMAITMEHTOB HE IMEITN HUKAKAX
KapAnaJIbHBIX KaJl0o0 M MMEH BBICOKYIO TOJIEPAHTHOCTH K
Harpy3kam. Ha OKI' y 6 marieHTOB MBI HaOTIOAIN HHBEP-
CHUIO KOHEYHOW YaCTH KEIyTOIYKOBOTO KOMITJIEKCA B HIKHE-
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Tabunuma 2
Oxokapouozpaghuueckue dannble NAYUEHNO8 C PEHOMEHOM T1E80IHCETYOOUKOBOU MPADEKYNAPUZAUUN/HEKOMNAKIMHOCU.
CHudicenue 10KanbHOIl COKPAMUMOCHU 7166020 JICENYOOUKA Y 6CeX NAYUEHMO6 HOCUIO0 OudPy3Hnblit xapaKkmep
CootHole- ComyTtct- Hapywenust IponukHoBeHus: | CHHXpOHM3ALHUS TpabeKkyIsIpHOCTh Mexokey- TIpensi-
Bospacr | ®B (%) | Hue kommakt/ BYIOILME JIOKaIbHOM KPOBOTOKA B TPa- | KUHETHKHM Tpabe- | B 4-KaMepHOii anu- JIOYKOBast Iymuit
HCKOMITAKT aHOMaJInu COKpaTUMOCTH GeKyHLI o ]_UlK KYyJI 1 MHOKapaa KaJbHOM TIO3UIIUN JUCCUHXPOHUA JAHarHo3
46 27 4,33 - Juddysno + + + + JKMIT
46 44 3,26 - Juddysno + + + - HBC
16 46 2,88 JInnesoit Huddysao + + + + LVNC
JTUCMOp-
¢buzm
31 15 3,11 - Juddysao - + + - JIKMIT
56 21 2,27 - Juddysno - + + - -
77 16 3,20 - Juddysno + + + HbC
57 30 4,27 - Huddysao - + + + UbC
JaTepaibHbIX OTBeJeHUAX. [1o TaHHBIM aHaIM3a CyTOYHOTO REFERENCES

monutopupoBanus IKI' B 2/3 ciyuaeB ObLia 3aperucTpupo-
BaHa ITOCTOsIHHAs TojHasa Osokama JIHIIT V 6 nmanuenToB
OTMEYaJIMCh CIIOKHBIE JKEITYJOYKOBBIE HApYHICHUS pUTMa
cepaua. [TogpoOusie nanubie 00 mamenenusix DKI mpen-
cTaBjeHbl B Ta0I. 3.

W3 7 maumenToB 6 panee HaOmoxamuch o nmosoxy XCH
W HapyIICHUH CEepeYHOrO PUTMA, U JIMIIb B OJTHOM CITydae
ObL1 ycTanoBieH nuarao3 LVNC.

Xodercst MOMYePKHYTh, YTO BCEM ATHM MAIEHTaM NPH
BBINKCKE U3 CTAllMOHApa TOMUMO MEIUKAMEHTO3HBIX U He-
MEIUMKAMEHTO3HbLIX METOMOB JIHArHOCTHKHA M JeYeHHs Obl-
JI0O PEKOMEH/IOBAHO 3XOKapAHOTpapruecKoe HCCIeJ0BaHUE
pOACTBEeHHUKaM |-ii cTeneHu pojacTBa.

Takum 00pa3oM, Ha OCHOBAaHWM HMMEIOLIMXCS MEXITy-
HapOJIHBIX MCCIICOBAHMM, a TaKKe COOCTBEHHBIX TaHHBIX
MOXHO CYAWTHb O TOM, YTO TpaOeKysspu3alusi MUOKapaa
JIK Berpewaercs He Tak Y W PEAKO Yy MalMEHTOB, OCO-
OCHHO C CHUCTONMYECKON NUCHYHKIMEW JIEBOTO JKEIyJ0uKa
HEYTOYHEHHOW O3THOJOTHH. [eHe3 Tpadexyispu3anud Ha
OCHOBaHMHM HMMEIOUIMXCSI B HACTOSIIEE BPEMS JUArHOCTH-
YECKUX TMPOIEAYp HE BCErna ylaeTcsl WICHTU(DHUIMPOBATS.
Oxokapauorpadusi, O0e3yClIOBHO, SIBISETCS «HHULIUUPY-
omum» MetonoMm auarHoctukd LVNC. Jlns mocTaHOBKHU
JIMarHo3a «HEeKOMITaKTHBIH MUOKap/» HEOOXOAMMO HaJIHIue
axokapauorpaduyeckux kpurepues, nanabix MPT cepana,
JIAHHBIX TEHETUYECKOTO THIMPOBAHUS, TOATBEPKICHHOE
JIMarHOCTHYECKUMHU METOJIJaMH OTCYTCTBHE HMHBIX MPHYUH
dhopmupoBanus kapauomuonarud. Ham npezacraisiercs
1[eJIECO00Pa3HbIM OMKCATENBHBI XapaKTep BBISBICHHBIX
HapyIIeHUH MPH HAJIUYUN dXOoKapauorpaduieckoro (exo-
MeHa M30BITOYHON Tpabdekyispuszannu mMuokapaa. OmHako
HaJM4YUe ITHX M3MEHEHWH TpeOyeT HacTOPOKEHHOCTH OT-
HOCHTEJIBHO CEMEHHOro XapakTepa MaToJOTHH U JUKTYEeT
HEOOXOIMMOCTh CKPUHWHTA Ha MpeIMET CEMEHHOTO Xapak-
Tepa KapIMOMHOTIATHH.
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NEPCHEKTUBBI MIPUMEHEHUS CTATUHOB ITPHU JIETOYHOW T'MITEPTEH3UHA
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+ B nanHoM 0030pe JIMTEPATYPhl pACCMaTPUBAIOTCS MePCHeKTHBLI NIPUMEHEeHHs] CTATHHOB NPH JieroyHoii runeprenzuu. Ha
CeroAHsINIHUI JeHb HMEIOTC BechbMa 00HAIeKHBAIOLIME IKCIIEPUMEHTANIbHbIC JaHHbIE O IOJI0KHTEIHLHOM MHOIOrPAHHOM
BO3/IefiCTBUM CTaTHHOB HA MAaJlblii KPYr KpoBooOpamieHus. Pe3yabTarbl M3yuyeHHs 3TOI0 BOIPOCA € y4acTHeM NALHEHTOB
eIMHUYHBI H NOKA OCTAIOTCSI MPOTHBOPEYUBBLIMH. [IJI1 KIMHHYECKOro 000CHOBAHHSI IPHMEHEHHUs] HOBBIX NpenapaTros, BO3-
JAEHCTBYIOIHX HA MOJIEKYJISIPHbIC MEXaHH3Mbl NATOreHe3a JIErOYHON runepTeH3HH (peMoje/MpoBaHHe, dHIO0TEeJHAIbHYI0
auchyHKumo, QYHKIHIO NPABOIr0 KeIyl04Ka), He00X0AHMMO NpPOBeeHHe KPYNHBIX ILIane00-KOHTPOIMPYeMbIX M0 AH3AiiHY
M CTAaTHCTHYecKoii 00padoTke HccieoBaHuil. UMEeHHO B 3TOM KOHTEKCTe NPHMeHeHHe CTATHHOB NMpeACTaB/IseT HHTepec KaK
NOTEHIHAILHO CTPATerHYecKoe HANPaBJICHHE B JICYCHUH JIETOYHOM I'HIlePTeH3HHU.

KioueBble ciioBa: JieroyHast THNEePTEH3UsA; CTATUHDBI; KINHHYECKHE UCCICI0BAHUSA; KapAUOopeCIUPaTOpHad NnaToJorus; 3a-

0os1eBaHMs cepala; 3a00JIeBAHUS JIETKHX; MPaBbIil HKeJIy104eK.

Jna yumupoeanusa: baxmees B.U., Konomoenn H.M., IlIxnosckuii b.JI., Oiinorknnaosa O.111. [TepcriekTHBBI IPUMEHEHHS CTATHHOB
U JICTOYHOI runiepTeH3un. Poccutickuti meduyunckuil scypaan. 2016; 22(1): 36—42. DOI 10.18821/0869-2106-2016-22-1-36-42.

/lna koppecnondenyuu: baxiiees Binagumup ViBaHoBUY, TOKTOp MeJ. HayK, HadyaibHUK oTaeneHus. E-mail: baksheevld@mail.ru
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THE PERSPECTIVES OF APPLICATION OF STATINS UNDER PULMONARY HYPERTENSION
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¢ The present publications' review considers perspectives of application of statins under pulmonary hypertension. Nowa-
days, there are quite encouraging experimental data concerning positive versatile effect of statins on lesser blood circulation.
The results of study of this issue with participation of patients are singular and continue to be controversial still. The clinical
substantiation of application of new pharmaceuticals effecting molecular mechanisms of pathogenesis of pulmonary hyperten-
sion (re-modeling, endothelial dysfunction, function of right ventricle) requires carrying out of large investigations placebo-
controlled by design and statistical processing. Precisely in this context the application of statins is of interest as potentially
strategic direction in treatment of pulmonary hypertension.
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eroyHas rumneprensus (JII') — 3To cuHApOM MYNBTH-
(akTOpHON STHOJIOTHM, XapaKTEePU3YIOLIUHCA Mpo-

TpeCCUPYIOIIHMM TOBBIMICHHUEM JICTOYHOI'O COCYAUCTOTO
COIIPOTHUBJICHUA, KOTOPOC MPUBOAUT K Pa3BUTHUIO ITPABOXKC-
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