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BBenenue

Ouodpumnsauusa npeacepauii (PII) umeer mporpeccupyroiiee TSYSHUE U 4acTO COMPOBOXKIAACTCS
pazButueM XCH. Cpean nammentoB ¢ ®OII m XCH 3HaYuTENbHYHO YacTh COCTABIAIOT JWIA C
coxpadneHHol @B JIDK. HecMoTps Ha HOpMaIbHYI COKPATUTEIBHYIO (DYHKITUIO, Y TAKUX HAIIUEHTOB
UMEET MECTO Juactojanueckas aucPyHkius wMuokapaa JDK, cBs3zanHas ¢ runeprpodueit
KapJIMOMHUOIIUTOB, N30BITOYHBIM HAKOIUIEHUEM KOJIJIar€Ha B MHTEPCTUIIMM MUOKAp/a, HAPYIICHUEM
penakcanuu JDK u mioBhIIIeHHEM JaBlieHUsS HanoJHEHWs. JIuchyHKIUsS 3HAOTEIUS Ha YpPOBHE
MHUKPOCOCYIMCTOTO pycClla MHOKAapAa PacCMATPUBACTCS KAaK OJWH U3 DIABHBIX TPUITEPOB
BBILICTICPEYMCIICHHBIX HW3MEHCHUN. OHIOTEIWH-1 SABISETCA CHIBHBIM BA30KOHCTPUKTOPOM H
MPUHUMAET YYACTHUE B PETYIALMHA apTEPUATBHOTO NABJICHUS, & HAJIMYUEC Y MAIMEHTA TOTO WJIM WHOTO
noauMopdHoro Bapuanra reda sugorenuHa-1 (EDN1, pacnomoxken Ha xpomocome 6p24.1) MoxeT
OBITh CBSI3aHO C PUCKOM Pa3BUTHS CEPACUHO-COCYIUCTHIX OCIO0KHEHHMIM.
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Pucynok 1. PemMogenupoBanre MUoKapaa U NporpeccupoBaHre GUOPHUILISIINN

peacepauid — pojb dHA0TEIMHA-1
aoanmuposano Sanders et al. JACC 2017;70(23):2906-8.
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PucyHok 2. [luToreHeTU4eCKOe MOJIOKEHHUE IT'eHa SHI0TEIMHA-1
(https://ghr.nim.nih.gov/gene/EDN1)

Hean

BbIsSIBUTH KIMHUYECKHUE U dXOKapauorpadgudyeckue accouranuu notumopduzma Lys198 Asn rena
sHporenrHa-1 y narmenToB ¢ @I u XCH ¢ coxpanennon OB.

Marepuaja u MeTOABbI

Ha pucynke 3 npeacTaBieHbl KPUTEPUHU BKIOUCHHUS U UCKITIOUEHHUS U3 UCCIIEIOBAHUS.

| |

JIOKyMEHTUpOBaHHAs
HexiananHas Il

Kpurepun
UCKJIIOYCHUS

Kpurepuu
BKJIIOYCHUSA

— CHA,DS,-VASC = 0 (Myx.) wiu
1 (>keH.)

BripakeHHas peryprurtamnus/ CTeHO3 Ha
JIFOOOM M3 KJIAIlaHOB

®B JIK =50% ]

HenaBuee TpoMO03MO0IHMUECKOE
COOBITHE WJIK OOJIBIIIOE KPOBOTECUCHHE

(6 mec.)

AKTHBHOE 3a00JI€BaHUE TICYCHU WIIU
L MEPCHUCTUPYIOIIECE MOBBIIIICHUE
IIEYCHOYHBIX TPAHCAMHHA3

3JI0Ka4€CTBEHHbBIEC 3a00JICBaHUS
(<5 nmeT ¢ MOMEHTa paJIuKaTbHOTO
JICYEHMS )

AKTUBHOE BOCHAJINUTEIHHOE
3200JIeBaHME 000U JTOKATU3AIlUU

Pucynok 3. Kpureprnu BKIIOUYEHHUS ¥ UCKIIOUECHHUS U3 UCCIICIOBAHUS

Boigensuin renomayro JJIHK U3 1eHKOUMTOB KPOBU C MOCICAYIOMIMM aHAIU30M MOJuMOopdu3zma
Lys198Asn rena EDN1 mocpeacTBom moimMepa3HOM HEMHOW peakiuu ¢ JeTEKIMel pe3yabTaToB B
PEKUME PEATBHOTO BPEMEHU.

W3mepsinu pasmepsl 1 00beMbl KaMep Cep/ilia, TUACTOIUYECKYIO U CUCTOIUYECKYIO (PYHKIIUIO
JDK' B COOTBETCTBUM € MEXAYHAPOJHBIMU PEKOMEHJAUMAMU. JIOMOJHUTEIHHO OICHUBAIU
BBIpaXXEHHOCTh (ubdpo3a Muokapaa JIK oneHnBanm nocpecTBOM aKyCTUYECKOW JEHCUTOMETPUH.
[TarimeHTamM BBIMOJHSUIM 3XOKapAuorpapuueckoe uccienoBanue. KuHomeTin, 3anucaHHbIC B
napacTepHaJIbHON MPOEKIMHU IO JIIMHHOM ocu ¢ yacTtotor oT 80 mo 120 I'u, Bkarouanu ot 5 go 10
CepACUHbIX HUKIOB. C MOMOIIBIO MOAYJA aHaidu3a oO0JacTel MHTepeca HU3MEPSIU 0O0paTHOE
paccesaue (IB) B cpemHeit yacTh MHOKapaa MEXIKETYIOYKOBOW MEPETOPOAKHA W 3aTHEH CTEHKH
JDK B Heckompkmx 30Hax pasmepoM 5x5 M. KammbGporannoe IB (CIB) paccunthiBamm kak
paznuity IB, momyuenHoro g mepukapaa, NPEACTABIECHHOTO  MPEUMYIIECTBEHHO
COEMHUTEIIbHON TKaHBIO, U YCPEAHEHHOTO 3HaYeHus i Muokapaa JIK.
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Pucynok 4. Oxokapauorpaduyeckas orneHka puoposa muokapaa JIK

HccnenoBanue 0OJ00pPEHO KOMHUTETOM IO OMOMEIUIIMHCKOW 3THKE W JeoHTosiorun [pI'MY
(22.06.2018) u xommccueii 1o BpaucOHOM 3THKE U AcoHTomoruu I'OKKI] (23.05.2018).

Pe3yabTarhl

O6cnenoBansl 274 nanuenTta ¢ HekinananHoi ®@IT u XCH ¢ coxpanennoit @B, Bo3pact 62 (55-
68) net, 101 (36,9%) xenmmasbl. [Tapokcusmanbras ¢opma DI Obima muarnHoctuposana y 150
(55%), nepcuctupyromas — 65 (24%), nocrostaaas — 59 (21%) manmenToB. IlanyeHTsI TOMyYaIn
JICYEHUE COMIACHO PEKOMEHIAIUAM 10 JUATHOCTUKE U JeueHuro DII.

Tadaunma 1. XapakrepucTrka rpyIn IMaueHTOB

[HapokcusmanbHasa Ilepcuctupywmas Ilocrosnnasa @II

llapaverpr! @I (n=150) @I (n=65) (n=59) b
Bo3pacr, Jer 64 (55-69) 59 (53-63) 65 (61-69) <0,001
Ken. moa, n (%) 67 (45) 14 (22) 21 (35) <0,01
AT, n(%) 118 (79) 55 (85) 50 (86) >0,05
UBC, n(%) 81 (54) 29 (44) 33 (57) >0,05
Kmacec EHRA 2 (1-3) 2 (1-2) 2 (1-2) >0,05
®K XCH NYHA 1(1-2) 2 (1-2) 3 (2-3) <0,01
NMT, xr/m? 30 (27-33) 30 (27-32) 31 (29-35) >0,05
CHA,DS,-VASc 3 (2-5) 4 (3-5) 4 (3-6) <0,01
nAII®/BPA, n (%) 125 (83) 81 (86) 28 (90) >0,05
B-610xaTopsl N (%) 127 (85) 48 (74) 51 (88) >0,05
Jnyperukn, n (%0) 119 (79) 60 (92) 55 (95) <0,001

NUMMUJIK, r/m? 113 (98-135) 115 (103-132) 124 (112-147) <0,05
KJO, mur 112 (93-131) 124 (111-145) 121 (106-164) ~ <0,01
KCO, ma 43 (34-55) 53 (43-62) 53 (40-71) <0,001
dB JI'K, % 61 (56-66) 58 (54-63) 60 (54-63) <0,05
TAPSE, mm 23 (21-27) 21 (19-24) 19 (16-22) <0,001
JII, mm 39 (35-44) 42 (39-46) 44 (39-49) <0,001
JII, mi1/m? 42 (34-51) 53 (44-61) 57 (46-69) <0,001
E/E* 8.2 (6.5-10.8) 8.1(7.3-10.2) 9.4 (7.6-11.3) >0,05

* recthl Kpackena-Yomnuca u 2 Ilupcona

[lo pe3yabraraM reHOTUIIUPOBAHHS MAIUEHTOB C Mapokcu3MaibHOW DIl mo momumopduzmy
Lys198Asn rena EDN1 nomydens! ciemyromue pe3yabrarsl: reHoTHn GG BoisiBiaeH y 79 (52,7%)
nanuentoB, remoturr TT — y 10 (6,7%) manuenTos, rereposurora GT —y 61 (40,7%) nanueHTOB.

VY manuenToB ¢ nepcuctupyromieir ®I1 romo3urora GG nmomumopduzma Lys198Asn rena EDN1
BeIsBIIeHA y 40 (61,5%) manuenToB, rerepo3urora GT —y 22 (33,9%) mamuenTos, romo3urora T T
-y 3 (4,6%) nanueHToB.

VY manueHToB ¢ mocTositHHOM (opmoii aputmum pacnpenenenue reHotunoB GG, GT u TT
coctaBmiio 25 (42,4%), 33 (55,9%) u 1 (1,7%), coorBeTcTBeHHO. IlaniMeHTHI ¢ pa3HBIMH (HOPMaAMHU
®II He paznuyaInuch MEXIY COOOM MO YacTOTe T€HOTUNOB monuMopdHoro Mapkepa Lys198Asn
rera EDN1 (pucynku 5 u 6).
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Pucynok 5. Yactora reHoTuIioB nojaumopduoro mapkepa Lys198 Asn rena EDN1 (py2>0,05)
Yacrora auieneu
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Pucynok 6. Yactora aureneid G u T rena EDN1 y manuenToB ¢ pa3asiMu popmamu OIT (py2>0,05)

Y manmenToB ¢ renotunioM GG nomyumnm Beanuuny CIB 26,1 (23,6-28,4) nb, ¢ renotunom GT —
25,2 (22,1-27,8) nb, a B ciryyae renotumna TT — 22,5 (19,9-26,0) nb (p<0,05, pucynok 7). Paznuuus
no BbIpakeHHOCTH ¢Gubpo3a muokapaa JDK wmexay rpynmamuy, BBIJCICHHBIME Ha OCHOBE
nonumopduzma Lys198Asn rena EDNI1, O6butn oOycnoBieHbl Oojiee HHM3KUM 3HaueHueM CIB y
naneHToB ¢ BapuantoM 1T mo cpaBHeHuio ¢ manweHTamu ¢ Bapuantom GG (p=0,013). Kpome
TOr0, MMEJI MECTO TPEHJ M OTHOCHTCIIPHO mHalueHToB ¢ BapuanTtoM reHotmma GT (p=0,05).
Benuuuna cIB y nanuenToB ¢ renotunamu GT u GG He paznnyanace.
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* p=0,013 U-tect Manna-Yuthau ¢ nonpaskoit bonpepponu

Pucynok 4. Bennuuna clB B rpynnax marnuenToB ¢ ®II B 3aBUCMMOCTH OT NOAUMOP(HHOTO
BapuaHnta reHa EDN1

BriBoabI

Yacrorta amieneit 1 reHotunoB nosmmopdHoro mapkepa Lys198Asn rena EDN1 y manueHToB c
pasubeiMu popmamu DII He paznuuaerca. [IporpeccupoBanue ®DII He 3aBHCHUT OT monMMOp(Pu3IMa
reHa dHAoTenrHa-1.

Benuuuna CIB y manmentoB ¢ @Il u XCH ¢ coxpanennoii @B paznuyaercs y HNalMEHTOB C
pa3HbIMM TeHOoTUIamMu nonuMopduoro mapkepa Lys198Asn rena EDN1 ¢ Hanbomnee BeIpaKeHHBIM
(budpozom Muokapaa JIXK, uaMepeHHBIM IpH 3XOKapaAuorpaduu, y MardeHToB ¢ reHOTUIoM 1 T.

Kon¢uiukT uHTEpECOB

HccrienoBanue BBIMOJHEHO MNPHU MOIJEPKKE rpaHTa bernopycckoro pecnyOnmkaHCKoro (onpaa
(yHIaMEHTAIbHBIX UCCIEIOBAHUMN.
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