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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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- 66/34/46 mm.pT.cT, A3J1A - 5 MM/pT/CT., CEPaEYHbIii BbIOPOC -
3,2n/mun, NICC - 1025 guu/m/c-5. OcTtpas hapmakonornyeckas
npo6a ¢ OKCWAOM as30Ta - OTpuLaTeNbHAsA. Y4UTbIBAA NOJSYHEH-
Hble pe3ynbTaTbl NPOBEAEHHOr0 AMArHOCTUHECKOro Nnoucka, mc-
KNtoYeHne Opyrux hakTopoB pucka pa3sutus JIAT, BepOSATHOI
npuyuHon chopmmposanmsa JIIMy nauneHTKN SBUNCS AnnUTeNbHbIA
npuem npenapatos WHTEpEepoHa P. B cBA3N C Hann4mem pacce-
SHHOrO CKNepo3a No pekomeHaauum Heesponora nposegeHa MPT
rOSI0BHOIO MO3ra, BbIABNEHbI MHOXXECTBEHHbIE 04aru B 6e510M Be-
LLIeCTBE C He6OMbLLIOI OTPULIATENIbHOM AUHAMMKON NO CPABHEHMIO
C AaHHbIMK 0T 2013 1. YunTbiBas He3EKTUBHOCTb U MIIOXYHO
NepeHoCMMOCTb UHTepdhepoHa npenapar 3aMeHeH Ha rnatupame-
pa auetar (KonakcoH). B nnane JIAT - cneuunduyeckoir Tepanum
HasHayeH puouuryar 1,5/cyT ¢ TUTpaumen [o3bl 4o 3 mr/cyr. Mo
AaHHbIM noBTOpHOro T6MX mucTaHums coctasuna 473 metpa,
oAblLwKa no bopry — 3.

3akniovenue:

[laHHbIN KNMHWUYECKNIA CriyYaii LeMOHCTPUPYeT TPYAHOCTY Ana-
FHOCTUKW OTAENbHbIX (POPM NIErOYHON rUnepTeH3nn, opmmpo-
BaHWe 3a60M1eBaHNs B Te4eHMEe QIUTESIbHOrO Nepuoga BpeMeHu,
4TO AMKTYET HEe0BX0AMMOCTb TLLATENBbHOr0 aHann3a aHaMHeCTU-
YEeCKNX [AHHbIX, UCKITHOYEHNS BOSMOXHBIX TPUITEPHbIX (DAKTO-
POB, CNOCOOCTBYHOLLMX Pa3BUTMIO U nporpeccupoBanuio J1AT.

KNUHWYECKUIA CNYYA XPOHWYECKON
TPOMBO3MBOJINYECKOI NErOYHON TMNEPTEH3UN

Y bOJIbHOI C CUCTEMHOIA KPACHOIA BONTYAHKOIA

1 BTOPUYHbIM AHTUdOCHONUNUAHLIM CUHPOMOM

Moscucsn I'. A.
@rBY PKHIIK M3 P®, Mocksa

Beepenue (uenu/ 3apaym):

Onucatb KNUHWUYECKUA CRyYail XPOHWYECKON TPOMBOIMBONK-
YECKOM NEro4YHOW runepTeH3nn y 60MbHOA C CUCTEMHOI Kpac-
HOW BoNYaHkoi (CKB) u BTOPWUYHBIM aHTMOCEONNUNUAHBIM
cunapomom (ADC) XpoHuyeckas TpomM603MOONIMYECKas neroy-
Has runepTensua ( XTIJT) - 310 pefKo BCTpevaloLniics Bapu-
aHT MpeKanuIAPHON NEroYHON rMnNepTeH3nn, BOSHMKAET nocse
NepeHeceHHoOro anu3ofa TPOMOGO3MOONNN JIErO4HOW apTepum
(T3JTA) ¢ HenosHOLEHHOI pekaHanuaawueit Nero4Horo pycna.

Matepuan u MeTopbl:

bonbHas M.,28 nert, noctynuna B PKHIK ¢ »ano6amu Ha
OABILUKY MPU HE3HAYUTESIbHOW (HM3MYECKOW Harpyske, y4alleH-
Hoe ceppuebuenue. 13 aHamHe3a U3BECTHO, 4TO ¢ 16 neT 6ec-
NOKOWNN apTPUTbl MENKMX CYCTaBOB KUCTEI W KOSEHHbIX CyCTa-
BOB, N0 NOBOJAY 4ero He o6crefoBanack. B aHeape 2003 r. nocne
NepeHeceHHOro TpaBMAaTUYeCKOro paspbiBa KambanosuaHOM
MbILULBI CrlieBa CTana nepuoauyecku BO3HUKATb OTEYHOCTb fle-
BOW roneHu. B mapte 2004 r. ob6patunacbk B KAWHUKY, rae npu
nposeaeHun Y3 BEH HUMKHWUX KOHEYHOCTEN BbISIBNEH TPOMO03
rny6oKoil NoAB3AOLIHON BeHbl CNieBa, MPOBOAMNACL Tepanus
renapuHom, BapgapuHom. B mapte 2005 r — anu3on Tpom603a
NPaBoN HAPY>XHOI NOAB3JOLLHON BeHbl. Toraa >xe Brepsble Mo-
ABUSINCb Xan00bl HA OfbILIKY NPWU HE3HAYUTESIbHON PU3UYECKON
Harpyske, y4alleHHoe cepauebuerne, B CBA3N C 4eM rocnutanu-
3nposanacb B Kb Nel, nposogunace MCKT ¢ aHruonynsmoHo-
rpacomen (AMT), pnarHoctuposana TAJIA. HasHayanach Tepanus

BapdapuHOM, OJHAKO 4Yepe3 5 MecAueB npenapar 6bi1 camo-
CTOATENbHO OTMeHeH. Torda »e BO306HOBUINCL 60NN U NPUNYX-
NOCTb MESIKMX CYCTaBOB KUCTell, KOHCynbTupoBaHa B HUI Pes-
matosnoruu, BbisisneHa CKB, sBTopuynblit AOC (adJ1 ATlg G 80,6;
aHTuHK -42, AH®-1/320), BbisiBNEHA reTepo3nroTHas MyTauus
B reHe MTT®P, HazHaYeHa Tepanus MeTunpeaom 16 mr/cyT, nnak-
BeHunom 400 mr/cyT, B nocneayroLieM naumeHTka Habnhanacs
B HUIA pesmatonoruu, KNMHUHECKNUX NPpU3HaKoB akTuBHOCTU CKB
He oTMeyanocb. B mapte 2013 r. B CBA3W C MAIOXMM KOHTPOSEM
MHO BapchapuH 3ameHeH Ha gaburatpaH. B despane 2014 ycu-
nunacb ofplLiKa, NosBUANCL 6011 3a rPYAMHON AaBALLEro Xapak-
Tepa, rocnutanuamposaHa snepsble B PKHIK, roe nposoaunocs
KomnnekcHoe o6cneposaHue, noareepxaeHa XTIJI, BbIsBIEHO
nosbiwenue [-gumepa (1,45mkr/mn), NT-proBNP-143nr/mn,
npu nposedeHnn Tecta 6-MUHYTHOIM xoab6bbl (T6MX) aucraH-
ums - 480 meTpos, ofblwka no bopry - 3, no AaHHbIM: IXOKI
-npudnakn JI: OJTA —95/28/55MM.pT.CT, pacluMpeHne npasbIx
OTAEN0B CepAaua; CUMHTUrpadun nerkux — KapTuHa cybcermeH-
TapHOro HapyLleHns nepdy3ui HWKHER [ONM NEBOro Nerkoro;
MCKT nerkux ¢ ANM- oKKNtO31A apTepuit A3bIYKOBbIX CErMEHTOB
C4,C5;6ubypKaunoHHbIe CTEHO3bI HUKHeaoneBoi Beten K G7-
C10 ¢ 06eux CTOpPOH, CTEHO3 cermeHTapHoi BeTBM C 2 crnpasa.
KaTeTepusaumm npasblX OTLENOB CEpAua C aHruonynbMOHOrpa-
chueir (KMOC ¢ AMM) — AJ1A -85/36/56 mm.pT.cT, A3N1A -6Mm/pT/
cT, GB-2,8 n/muH, J1ICC — 1246 anH, NnpoKCUManbHOE NOPaXKeHue
Nero4yHoro cocyancToro pycna.

PesynbTarbl:

lMony4eHHble pe3ynbratbl 06CNEJ0BAHUA KOHCYNbTUPOBAHI
KapAnoXMpyprom, peKOMeHA0BaH0 0nepaTMBHOE BMELLATESIbCTBO
nocne KoppekLuun Tepanum n ctabunmaaumn coctosHus. B ceasu
C 3TUM 6bina HULMnUpoBaHa JIAT-cneyndmyeckas Tepanus cus-
neHadhunom B fo3upoBke 60 mr/cyT. B anpene 2014 r.- ygenunye-
Ha no3a cungeHadpuna go 120 mr/cyT. Ha dpoHe Tepanum yepes
16 Hedenb OTMeYaeTcs npupocT auctaHuun B T6MX oo 540 m,
NonoXuTenbHasa aMHamuka no aaHHbim KMOCG -OS1A 70/20/44mm.
pT.cT., GB-2,8 n/muH, J1ICC- 1005 auH. B Hos6pe 2014 r. npoBefe-
Ha onepauus Nero4yHoit TpoM63HAapPTEPIKTOMUK. B nocneonepa-
L1OHbIA nepuof no AaHHbIM IXoKI:CONA-45 mm.pT.cT., MM- 1,7
cM2, MK — 2.8 cm. B panbHeiilem, COCTOSHME 0CTaBanoCh CTa-
6unbHbIM (OK ), ogHako B ceHTa6pe 2015 r. nocne asmanepe-
neta ctanu 6ecnokoute 601K B 0651aCTU CepAaua, OfbIWKA npu
MUHUMaSTbHON (DU3NYECKOM Harpy3Ke, CyXon npucTynoo6pasHoii
Kawwenb. Mpu o6cneposanun: O-gumep -3,03 nkr/mn, no gaHHbIM
MCKT nerkux ¢ Al cnpaBa- Xrytroo6pasHble TPOMObI B CybCer-
MeHTapHbIx BeTAx K C9/C10, k C4/C5, cnesa —okkno3ns cy6-
cermeHTapHbix Betsen G7,G9,C10. Mposoaunack KMNOC: COMA
64 mm.pT.cT., JICC-608 anH.,CB-4,6 n/MUH. NMOBTOPHO KOHCYNb-
TUPOBAHA KapAMOXMPYProm, PEKOMeHA0BaHO NPOBefeHNe Kypca
AHTUKOAryNAHTHOM Tepanui 3HOKcanapyuHOM HaTpus ¢ nocnemy-
tOLLIMM PacCMOTPEHMEM BOMPOCA O NMPOBEAEHNEM aHTNONNACTUKM
NEroYHbIX apTepuit.

3aknioyenue:

MpeacTaBneHHbIN KNUHWYECKUIA CyYaii AeMOHCTPUPYET Heob-
XOAUMOCTb B KOMMAEKCHOM noaxofe K Tepanun XTSI ¢ 06s-
3aTesIbHOM OLEHKON BO3MOXHOCTU XMPYPru4ecKoro feyveHns, B
npefonepaunoHHOM nepuoje nauueHTam 4acto TpebyeTcs Me-
ONKAMEHTO3Has Tepanus ¢ Lenbto YNyyLeHns COCTOAHMSA U Noj-
FOTOBKW NauueHTa K onepaTtuMBHOMY BMeLlLaTenbCcTBy. VHTepec
NpeacTaBnseT 3HA0BACKYNApHOe neyveHune XTI,
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