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OBPALLEHUE K YATATENAM

YBaxaemble konneru!

JlaHHBIIT HOMEp XXypHaJja MOCBsIIeH HEKOPOHAPOTeH -
HOI1 MaTOJIOTMM MUOKapa U peaKuM 3a00JIeBaHUSIM Cep-
JIEYHO-COCYIMCTON CUCTeMBI. TpaauIIMOHHO XypHal
OTKpBIBAeTCsI 0630pOM 3apyOeKHbIX HOBOCTE! KIMHUYE-
CKOU MEIUIIUHBI.

IIpoGaema kapauoMuonaTWii MO IIpaBy 3aHUMAET
LIEHTpaJIbHOE MECTO B XXypHaJie, TaK KakK, CYUTABIIUECS
paHee peaIKUMHU, 3TU 3a00JIeBaHUS BCE Yallle TUarHOCTH-
pYyIOTCS U, B YCJIOBMSIX COBPEMEHHOUN BBICOKOTEXHOJIO-
TUYHON MEepCOHUPULIMPOBAHHONW MEIULIMHBLI Bpad A0J-
KEeH BbIOMpPATh ONTUMAJIbHYIO TAKTUKY JIEUEHUSI MallueH-
TOB ¢ KapauomuonatusMu. IlepenoBasi cTaThbsl XXypHajia
MOCBSIIIEHA OLIEHKE II00aIbHOM MPOA0JbHOUN AedopMma-
mun MetonoM 2 D Strain mis mporHo3upoBaHus HebJ1a-
TONPUSATHBIX COOBITHI (BHE3aITHOM CEepIEeYHONl CMEPTH,
KU3HEYTPOXKaAIIUX apUTMUIA), OOYCIOBIEHHBIX IPO-
rpecCUpPOBaHEM XPOHUYECKOM CepleuyHOol HenoCcTaTou-
HOCTU, IMpU TUNepTpoPrUUecKolt KapaAUOMHUONATUU
(FKMII).

B npyroii opurnHajIbHOM CTaThe aHAJIM3UPYIOTCS TE€H-
JIepHble 0COOEHHOCTH PEMOACIMPOBAHMS CEpALIA U KIIU-
Huuyeckoro tedyeHuss 'KMII y G0abHBIX MOXKUIOTO BO3-
pacTta. ABTOpbI CTaTby OOpalllaloT BHUMaHUE KIMHULINA-
CTOB Ha HEpeaKoe coyeTaHHWE TEeHEeTUYECKU
netepMuHupoBaHHOI natonorun — I'KMII ¢ mpuo6pe-
TEHHBIMU 3a00JIEBAaHUSIMU CEPACUYHO-COCYIUCTON CHUC-
TeMbI, B YACTHOCTH, C UIIEMUYECKOU OOJIE3HBIO cepala
y TTOXXWJIBIX MAllMEHTOB MYXCKOTO ToJia. BMecTe ¢ Tem,
Y >KEHIIWH MOXWJIOTO BO3pacTa HEPEIKO PETUCTPUPYETCS
obctpyktuBHas ¢opma 'KMII u gunartanvonHas gasa
3a00JIeBaHUSI.

3aciayXuBaeT 0co00OTO BHHMAaHMSA ITyOJMKAIIUS,
MOCBSIIEHHAs1 KJlacCUu(UKALIMU apUTMOT€HHOM IMCILIa-
31U TTPABOTO XKeayaouka. ABTOPbI, OCHOBBIBAsICh Ha JaH-
HBbIX JJMUTEJLHOTO TPOCHEKTUBHOTO HaOJIOAeHUS
3a 0OJIBIION KOrOpTOM MalMeHTOB, 0OOCHOBAHHO pasjie-
JISTIOT 3a0oJieBaHme Ha 4 (hOpMBI B 3aBUCHMOCTH OT KJI-
HUYECKOTO TEUEHMS U TPOTHO3a MALlMEHTOB.

OpurrHajIbHOE HCCIeHOBAaHNE TOCBSIIEHO OIICHKE
3((HEKTUBHOCTU MMIUIAHTALUU KapaAUOBEepTEpOB-Aedu-
OpWIIATOPOB B IIPOGIIAKTAKE BHE3aMHON CMEpPTH
W CHUXXEHUS JIETaJIbHOCTU y MALMEHTOB C AWJIaTallMOH-
HOU KapaAWOMHUOIIaTUEH.

Heckonbko nmybaukKauuii mocBsIIeHo podiemMe aop-
TaJIbHOTO CTeHO3a — HanboJiee 4acTOro MpruodpPeTeHHOTO
nopoka cepaua y B3pocibix. [IpeactaBiusiioT G0JblION
WHTEPEC OPUTHHAJIbHbBIE CTATbU, B KOTOPBIX 00CYKAAETCS
poxb cucteMbl octeorporeprnia/RANKL/RANK B dop-
MUPOBAaHUU KajbLUM(PUKAIIUM aOpTaJbHOTO KialaHa
U TIPOTHOCTUYECKOE 3HAYE€HNE TeHETUYECKHUX MapKepoB
¢$ubpo3a y 60JIbHBIX C A0PTATbHBIM CTEHO30M.

J.M.H., npodeccop
bapanoBa Enena MBaHoBHa

IIpobneMa IMATHOCTHKU W JICUCHUSI MUOKAPINTOB
BBI3BIBACT HAMOOJBINNE OHATHOCTUYECKUE TPYIHOCTU
B KJIMHUYECKOW MPaKTUKE KapAuoJoroB. KIMHULIIMCTOB,
0e3yCIIOBHO, 3aMHTEPECYET CTAThs, ITOCBSIICHHAS OLICHKE
WHGOPMATUBHOCTY HEWMHBA3WBHBIX METOIOB IWATHO-
CTUKM BOCHAJHUTCIBHBEIX 3a00JeBaHUI MHOKapia.
M3BecTHO, YTO «30JIOTHIM CTaHOAPTOM» TUATHOCTUKU
MHOKApINTA SIBJISICTCS SHIOMHOKApIUabHAs OMOIICHSI.
PesynbraTel MccnemoBaHUS €Ile pa3 JOKAa3BIBAIOT, YTO
KIIMHWYCCKIC W PYTHHHBIC JIAOOPaTOPHBIC TECTHI MaJlo-
nH(POPMATUBHBI, MarHUTHO-PE30HAHCHAsI TOMOTpadus
Hanbojiee UYyBCTBUTEIbHA IIPU OCTPOM MHOKApIMTE,
a TIp1 XpOHMIECKOM TCUCHUH 3a00JIeBaHUS YYBCTBUTETb-
HOCTh METOJAa 3aBHCUT OT aKTUBHOCTH BOCITAJICHHUSI.
B XypHame mpuBemeHBI WHTEPECHBIC KIMHUYCCKUE
HaOJIONCHMSI, ONMMCHIBAIOIINE pa3BUTHEC MHOKApOWUTa
y MallMeHTa ¢ HEKOMITAKTHBIM MUOKapIOM JIEBOTO XEeJly-
IOYKa, THTAHTOKJICTOYHOTO MHOKapauTa Ha dorHe BUY-
VH(peKIInn.

ApHUTMOJIOTOB 3aMHTEPECYeT ITyOJMKAIUs O POJIH
OUPKYIUPYIOIINX B KPOBM MapKepoB (uOpo3a TajeK-
THHA-3 U TpaHchopMUpYOIIero ¢dakropa pocTta-Oeral
B (opmupoBanum ¢ubpo3a MHOKapaa IIpemcepruid
y MalUEeHTOB ¢ GUOpWLISALIMENR mpeacepauii U MeTabon-
YEeCKUM CUHIPOMOM.

B mHabGmiomatenbHOIT HEWHTECPBCHIIMOHHON IIpO-
rpamMe XPOHOI'PA® wu3sydyeHa pacmpocTpaHEHHOCTH
MapKepoB XpoHWYecKoit 6one3nn mouyek (XBII) y mamm-
SHTOB ¢ apTepuaibHOU TumepTeH3ueil (Al ¢ caxapHBIM
nuabetoM 1 0e3 quabera. ABTOPHI 0OpallaloT BHUMAaHUE
yyTareneid Ha ToT (akt, yro npu Al pacmpocTpaHeH-
HOcTh MapkepoB XBII BeICOKA HE3aBUCMMO OT HAJIMUMS
caxapHoro muabera, ogHako coderanue Al ¢ caxapHBIM
IMa0eTOM SBJISIETCS TPEIUKTOPOM OYEHb BBICOKOTO
pucka nporpeccupoBanus XbII.

TpamgulIMOHHO pemaKIMOHHAS KOJUIETUS 3HAYUTEIIh-
HOe BHHMMAaHHE YAeNsIeT IpobjeMaM (hapMaKoTepaItin
CepIeYHO-COCYIUCTRIX 3a00JIeBaHMil. 3aBepIIacT HOMED
XypHaa 0030p pe3y/NBTaTOB KIMHUYCCKUX HCCIICI0BA-
HUM W ombiT 20-JIETHETO IPMMEHEHHUs aTopBacTaTHHA
B KIIMHUYECKOM TIPAKTUKE.
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0B30P 3APYBEXHbIX HOBOCTEN KTMHWYECKOW MEAULUHDI

KpymHbliii MexXmyHapoIHbIM MeTa-aHaJIu3 ObLT MOCBSI-
LIEH TToKa3aTellio “ABepb-0aJIJIOH” TIpU MEPBUYHOM Upec-
KOXKHOM BMEIIIaTeILCTBE B CBSI3M ¢ MH(MAPKTOM MHOKapa
¢ nogséMoM ST (STEMI). Foo, et al. (2018) mpo-
aHanu3upoBaian gaHHble 300 ThIC. TalMEHTOB B 32 Hcciie-
nmoBaHMsIX. [TokazaHo, 4To B 11eJI0M 00Jiee TTPOIOIKUTEIb-
HBI Mepuon “IBepb-0a/UIOH” B3aMMOCBSI3aH C OOJIbIIIEH
JacTOTOI HeXeJaTeNbHBIX SBJACHUM Yy MalMeHTOB. TeM
He MEeHee, CBSI3b 3Ta HEeJIMHEIHA, Y He€ CYIIECTBYIOT MOAM-
¢uKaTOphl JOTOCIUTAIBHOTO 3Tara. ABTOPHI Ipenrnoa-
raloT, YTO OTCYTCTBUE SIBHOTO TTOIYJISILIMOHHOTO 3¢deKTa
MpU BC€ OOJIbIIIEM COKpaIlleHUW BpeMEeHHU “IBepb-0alioH”
(kak B CIIIA) cBsI3aHO ¢ TOMOJHUTEIBHBIMU (haKTOPaMH.

(Mo paHHbIM: Heart BMJ, 2018)

[IpuBonmsSTCS HaHHBIE HCCIEIOBAaHUS B3aMMOCBSI3U
pPa3BUTUSI AEMEHIIMM W HAJW4Ms BPOXIEHHOIO ITOpOKa
cepaua. Bagge, et al. (2018) HaG1I0maIM B3pOCIIBIX MaLIM-
eHTOB ¢ auarHoctupoBaHHbIM BIIC B mepuom ¢ 1963
o 2012rr. K 80 romam y 4% wu3 10,6 Thic. nui ¢ BIIC
pa3BwiIach neMeHLMsl. OTHOIIEHUE PUCKOB OKa3aloCh
1,4 g muu ¢ BITC 6e3 akcTpakapaualbHbIX 1e(heKTOB
u 2,0 1151 UL ¢ TSKETBIMU ITOpoKaMU. BT BEICOK pUCK
paHHero (<65 yreT) Hayajga JeMeHInM: 2,6, Torna Kak st
MO3IHETr0 Hayajla OTHOIIEHUE PUCKOB ObLIO 1,3.

(Mo paHHbIM: Circulation, 2018)

AwmepukaHckue aBTopbl, Fanaroff, et al. (2018) obpara-
I0TCSI K BOMPOCY aHTUTPOMOOIIMTAPHON Teparnuu Iocie
uHpapkTa MMOKapna B cjaydyae BO3BpPaTHON MIIEMUU.
B uccnemoBanun TRANSLATE-ACS wu3y4yeHbl JaHHBIE
12365 marmenToB nocie UM 1 4pecKOXHOrO BMeIaTe b-
cTBa. Y 11% B TedeHue roaa ObUIA MILEMUYECKUE SITU30/IbL.
®akTOpOM, acCOLMUPOBAHHBIM C WHTeHCU(UKALIEH
AHTUTPOMOOLIMTAPHOM Tepaluu IperapaTaMu — aHTaro-
aucramn AJld-perienTopoB, ObUT MOBTOPHBIN MHMAPKT
MMOKapaa U TPOMOO3 CTEHTa, OMHAKO W B 3TUX CIIydasix
nHTeHcUbMKays Oobuta B 14% u 40% ciydasix, COOTBET-
cTBeHHO. E€ BeposTHOCTL ObLIa HIKE ¢ Oojiee CTaplvM
BO3pacToOM U 0oJjiee ITO3AHUM MTOBTOPHBIM COOBITHEM.

(Mo paHHbIM: J Am Heart Assoc, 2018)

AwmepukaHckue aBTopbl, Cohen, et al. (2018) nenaroT
BBIBOJ, O TOM, YTO CTaTMHBI MIPEAOXPAHSIOT OT 0Opa3oBa-
HUs KaMHel B IoyKaX. B ux mccienmoBaHue 6a3 TaHHBIX
o610 BKJIOYeHO 101 ThIC. MALMEHTOB ¢ AUArHOCTUPO-
BaHHOM IUCIUIIMICMMUENA M HUKOINA paHee HE MPUHU-
MaBIIUX CTaTUHBL. OTClIeXUBaHUE TAaHHBIX IPOAOJIKA-
Joch ¢ 2009 o 2015t ITokaszaHo, 4To cpeau MalMeHTOB
0e3 aHaMHe3a ypoJIuTHa3a, HauyaBIIMX MPUEM CTaTUHOB,
LIaHC UMETh YPOJIUTHA3 ObLT HUXKE, YeM Y HE ITPUHUMAI0-
muX ctaTuHbl. [TpoTeKTUBHBIN 3¢ ¢GEKT ObLT elIE BBIIIES
y JIMII C aHAMHE30M ypoJuTHha3a. MexaHu3M TaKoil CBsI3U
MMOKa HEMOHSTEH, KaK YKa3bIBaloT aBTOPHI.

(Mo panHbIM: Urology, 2018)

B Kurae npoBeneHo uccieaoBaHNUe CBSI3U 3arpsi3HEHUS
BO3IyXa B XKWIBIX CEJIbCKMX palloHaX W pa3BUTHS apTepH-
aJIbHOM TMIIEPTEH3UM, a TAKKe KECTKOCTH apTepUid Y KeH-
mmH. Baumgartner, et al. (2018) Bxmounnu 205 ceTbcKux
JKATEJIBHMIL B Bo3pacte 27-86 jeT. U3ydasu cTerneHb 3arpss-
HEHUS Bo3ayxa TBEpAbIMU YacTuiaMu v AJl. 1711 sKeHIIH
crapiie 50 JeT moka3aHa B3aMOCBSI3b MEXITY SKCITO3ULINEH
TBEPABIX YacTULl M moBbiIeHHEeM AJl (CUCTONMMYECKOro
OpaxuajJbHOrO — Ha 3,5 MM PT.CT., LIEHTPaJbHOTO —
Ha 4,4 MM pPT.CT.; IMACTOJIMUECKOIO LIEHTPaJIbHOTO —
Ha 1,3 MM PT.CT.), 6oJice BEICOKMM ITyJILCOBLIM JaBJICHUEM,
a Takke MeHbIIIei aMIUTM(UKAaIei yTbCOBOTO JaBJICHMUSI.
J17151 CKOpOCTH MYJIHCOBOM BOJIHBI CBSI3Ei HE OOHAPYKEHO.

(Mo naHHbIM: Heart BMJ, 2018)

[MokazaHo, YTO IIKaJIbI CEPACYHO-COCYIUCTOIO PHUCKA,
pa3paboTaHHbIe ISl OOLIEH MOIMyJISILIUM, HEAOOLECHNUBAIOT
puck y BUY-unpunmposannsix. Triant, et al. (2018) nccie-
JIOBAJI1 OCHOBaHHYIO0 Ha MPEMUHIEMCKOM WCCIIeI0BAaHNI
mkany B Koropre 1280 BUY-mHOULIMPOBAaHHBIX MY:KYMH
B TeueHue 4,4 ner (Memmana). Cimyyunochk 80 coOBITHIA
¢ naTWIIeTHeM YacTtoToit 16,7 Ha 1000 yeoBekosneT. Boisas-
JICHHBI PUCK IIPEBOCXOIWI IIPOTHO3UPOBAHHBIM PUCK
110 BceM (PYHKIIMSIM 1 OOJTBIITMHCTBY ACLIWIIEi IPOrHO3UpYe-
MOro pucka. PekannOpoBKa IIKaj He MOBbICHIA TOYHOCTb.
ABTOpPBI 3aKJTIOYAIOT, YTO B IIKaJIbl HY>KHO BKJIIOYaTh (haK-
TOpHI prcKa crienududeckue 1t BUY-nHduipoBaHHBIX.

(Mo panHbIM: Circulation, 2018)

MexnayHapogHas rpymrma uccienonareseii, Tikhonoff,
et al. (2018), m3yyama B3aMMOCBSI3b pUCKA DPa3BUTUSI
dubpmsiiny npencepamii (PI1) ¢ mokazaTeasiMu MOHU -
TOpYpPOBaHUsI apTepuanbHoro aasienus (Al). beiio mpo-
M3BeJICHO MOHUTOpUpoBaHUe A/l B TeueHUE IHS ITOYTU
4 TBIC. y4aCTHMKOB, BKJTIIouas 24-yacoBoe y 2,8 Teic. Habmo-
JieHre TIpoaosrKanock 14 1et. Beero B aHaims BoILIio 59 ThiC.
yesioBeko-JieT, a OIT passunack y 143 ygactHukos. Ilocie
aHaJIM3a YCTAaHOBJICHO, YTO Ha KaXKI0€ CTaHAapTHOE OTKJIO-
HEeHHUe cucTtonnyeckoro AJl BbIllie UCXOTHOTO PUCK pa3BH-
st @I1 pactér Ha 27% s 24-yacoBoro, Ha 22% mist
JHeBHOTO 1 Ha 20% 111 HOYHOTO. ABTOPBI 3aKJII0YAIOT, YTO
cucronuyeckoe AJl sBAsSETCS 3HAYUMBIM IPEIUKTOPOM
passutus OI1 B nomyastym.

(Mo naHHbIM: Heart BMJ, 2018)

ABTOpPBI 13 bpasuimu uzydyanu cBs3b OTHOIIeHMs ArioB/
ATOA] 1 cepaeyHO-COCyIMCTOro pucka y aeteil. OleHuBa-
JIUCh aHTPOINOMETpUYECKUE TToKazaTed U o0pa3 KU3HM,
COLIMATbHO-3KOHOMMYECKHE TIapaMeTphl. bblia oOHapy:keHa
npsiMasi KOPPEJISLIMS MEXKIY YMCIOM CepIeYHO-COCYIUCTBIX
(bakTOopoB pricKa 1 oTHOIIeHEM AToB/AmnoAl, He3aBUCUMO
or miona. Ilpu Gonee BHICOKOM COOTHOIIEHMM OBbLIM BbIIIE
CTeTeHb M30BITOYHOI Macchl Tejla, OOIlee M LICHTPATbHOE
OXXUpPEHUEe, HApYLLIEHHBIN TUIMIHBINA MPODUTD.

(Mo naHHbIM: J Pediatr, Rio J, 2018)




OPUIMHAJIbHBIE CTATBA

NPOrHOCTUYECKOE 3HAYEHUE MNT0BAJIbHON NPOA0JIbHON BE®OPMALMA Y NALIUEHTOB

C F’MNEPTPODUYECKON KAPAUOMUONATUEN

Komuccaposa C. M.1, 3axaposa E. }0.1, CeBpyk T. B.1, YctuHosa U. 5.1, Kpacbko O. B.

Uenb. OueHUTb NMPOTrHOCTUYECKYIO POJb CHUXEHWst rnobanbHON NPOAOBHOM
nedopmaumy kak npeamkTopa HebGNaronpusTHbIX MCXOA0B B OONbLLUOKA Koropte
nauMeHTOB C runepTpoduyeckon kapamomuonatmen (FTKMM).

Marepuan n metoabl. O6cnenosaHo 262 nauventa ¢ FTKMM (162 myxymH 1 100
XeHLUWH) B Bo3pacTe oT 16 1o 79 neT (MeamnaHa 48 net), KOTOPLIM MOMUMO Tpaaum-
LMOHHBIX axokapauorpaduyeckux nokasatenen, peructpuposanu 2 D Strain
1 onpenensiv nokasatesnb robansHoi NnpononbHoi aedopmauym. Knunnyeckme
KOHEYHbIE TOYKM BKNOYANN B CeOSl: CMEPTHOCTb, CBSI3AHHYIO C XPOHUYECKON cep-
[le4HoV HepocTaTodHOCTbIO (XCH) 1 rocnuTanvaaumio no noBoay NporpeccmpoBa-
Hust XCH.

Pesynbratbl. 3a nepuop HabnioneHus (Megmara HabnoneHus 2,5 (0,2...5,1) net
y 11 13 262 (4,2%) naumentoB ¢ FKMIT 6biav 3aperncTpupoBaHbl HeGnaronpusT-
Hbl€ MCXObl: BHE3aNHasA cepaeyHas cmepTb (BCC) passunace y 3 naumeHTtos, BCC
C YCMELIHOV peaHnMauuen 1 UMNnaHTauvein kapavosepTepa-aedudbpunnstopa
(MKA) —y 1 naumeHTa, cpabaTtbiBaHne VK, no noBogy yCTOMYMBOW XENyA04KOBOM
Taxukapaum — y 2 NauMeHToB, NeTabHbIA UCXOL BCNEACTBME NPOrpecCMpoBaHns
XCH no “koHe4Hol cTaaun” — y 5 nauyeHToB, rocnuTann3aLms B CBS3W C Nporpec-
cupoBaHuem cumntomoB XCH go Ill ®K — y 16 naumeHToB. MHOrohakTopHbIit
aHanu3 nokasasn, Y4Tto He3aBMCUMbIMW hakTopamy pucka NeTanbHOro ucxona
1 rocnutanusaumu ot nporpeccmpoBanus XCH sBnsnvch cnepytoLime xapaktepm-
CTUKU: CHUXeHwe rmobanbHoii npoaonbHoi aedopmaumn <13% (OP 28,5; 95% M
2,9-278, p=0,004), Hanuune anu3onmos ®M (OP 3,3; 95% AN 1,2-8,9, p=0,02)
1 Hanunare OK XCH 1l1-IV NYHA (OP 4,2; 95% AN 1,2-14,9, p=0,028).
SaknioueHue. Mokazatenb rnobanbHo NPOAbHOM AedopMaLmmn acCoUMMPOBaH
C pa3BuTViEeM HeBNAronpUsTHLIX COOBITWIA, CBS3aHHbIX C MporpeccuposaHem XCH
npu FTKMI 1 MoxeT 6biTb NPUMEHEH ANS MAESHTUDUKALMM NALMEHTOB C BbICOKUM
prckomM pa3suTns nporpeccupoBaHis XCH ¢ HeGnaronpusTHbIM MCXOLOM.

Poccwiickuii kapauonorudeckuii xypHan 2018, 2 (154): 7-12
http://dx.doi.org/10.15829/1560-4071-2018-2-7-12

KnioueBble cnoga: runeptpoduyeckas kapanommonarus, robansbHas npoaoib-
Hast aecopmauys, NPOrHo3 HeGAroNPUATHBLIX COBLITUIA.

1Pecny6n|/u<aHCK|/||7| Hay4HO-NpakTuyeckui ueHTp Kapanonorns, MuHck; ’THY 06b-
€[MHEHHBI MHCTUTYT Npobnem nHdopmatukn HAH Benapycun, Muxck, Benapyceb.
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PREDICTIVE VALUE OF THE GLOBAL LONGITUDINAL STRAIN IN HYPERTROPHIC CARDIOMYOPATHY

PATIENTS

Komissarova S. M.1, Zakharova E.Yu.1, Sevruk T.V.1, Ustinova I. B.1, Krasko O.V.”

Aim. To evaluate prognositc role of the decrease of global longitudinal strain as a
predictor of adverse outcomes in a large cohort or hypertrophic cardiomyopathy
patients (HCMP).

Material and methods. Totally, 262 HCMP patients investigated (162 males, 100
females) at the age 16-79 y.o. (median 48 y.0.), who, together with routine
echocardiographical parameters, underwent registration of 2D Strain and estimation
of the value of global longitudinal deformity. Clinical endpoints included mortality
related to chronic heart failure (CHF) and hospitalization for CHF progression.
Results. During the follow-up (median 2,5 (0,2...5,1) years) in 11 among 262
patients (4,2%) with HCMP, there were adverse outcomes registered: sudden
cardiac death (SCD) in 3 patients, resuscitated SCD and implanted cardioverter
(ICD) — 1 patient, ICD shocks due to sustained ventricular tachicardia — in 2
patients, fatal outcome due to progression of CHF to an end stage — 5 patients,
hospitalization due to CHF progression to Il FC — 16 patients. Multifactorial analysis
showed that independent factors for fatal outcome and hospitalization were the

Iuneprpoduueckass Kapauommoriatuss (I'KMIT)
SIBJIICTCSI TCHETMYECKY ACTepPMUHNPOBAHHEIM 3a00JIeBa-
HHEM MUOKapaa ¢ HEYKJIIOHHO IIPOrPEeCCUPYIOIINM Tede-
HHEM W BBICOKMM PUCKOM Pa3BUTHS JKNU3HEYTPOKAIOIINX
aputmuii [1]. Hau6omnee rpo3HbsiM ocinoxkHeHrueM I'KMII

following: decrease of global longitudinal strain <13% (HR 28,5; 95% CI 2,9-278,
p=0,004), AF episodes (HR 3,3; 95% CI 1,2-8,9, p=0,02) and CHF of IlI-IV FC NYHA
(HR 4,2; 95% ClI 1,2-14,9, p=0,028).

Conclusion. The value of global longitudinal strain is associated with the
development of adverse events related to progression of CHF in HCMP and might be
applied in identification of patients with high risk of adverse CHF progression.

Russ J Cardiol 2018, 2 (154): 7-12
http://dx.doi.org/10.15829/1560-4071-2018-2-7-12

Key words: hypertrophic cardiomyopathy, global longitudinal strain, adverse
events prediction.
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SIBIIICTCS BHe3amHast cepaedHast cmepThb (BCC). Exeron-
Hasi CMEPTHOCTb IalMEHTOB, cTpamatoimux ['KMII,
B pe3ynsratre BCC cocraBisieT 3-6% i neteil v mof-
poctkoB u 2-4% nist B3pocibix [2]. CoBeplieHCTBOBAaHKE
OUATHOCTHKM W JICYCHHUST M3MEHIIO €CTECTBECHHOE TeUe-




Poccuiickuin kapayonoruyeckuin xypHan N2 2 (154) | 2018

Hue 'KMII u B Hacrtosiee BpeMs HEOJIarornpusiTHBIC
HUCXOIOBI 3a00JICBaHUS CBSI3aHBI C IIPOTPECCHPOBAHNEM
XPOHUYECKOU cepaedHoit HemoctatouHocTr (XCH) [3].
IManmeHTH ¢ BBIpAXXEHHOM CHCTONIMIECKON MMCPYHK-
e JIETKO OIPENeIISIIOTCS C ITOMOIIBIO COBPEMEHHBIX
BU3YIM3UPYIOIINX TeXHOJoTnit. OMHAKO TaKMX ITallieH-
TOB HEOOJIBIIIOE YMCIIO B CTPYKTYpPEe HEOIArONPHUSATHBIX
HUCXOIOB 3aboeBaHmnsA. B HacTosimee BpeMsI B KIIMHINYC-
CKOM TIpaKTUKE WCIIOIB3YIOTCS 0ojiee UyBCTBUTEIBHBIC
MapKephl CUCTOJIMYECKON TUCOYHKIINY, TaKe KaK Mar-
HUTHO-pe3oHaHcHas1 Tomorpadus (MPT) ¢ orcpodueH-
HBIM KOHTPACTHPOBAHWEM TamoJWHUEM [4] 1 ompeneie-
HHE YPOBHEU IIpeAIIcCTBEHHUKA HATPUII-YPETHIECKOTO
mentunga (Nt-proBNP) [5] mna uneHTHdUKAIINN TAIM-
€HTOB C PUCKOM OCJIOXXHEHUN M (haTaTbHBIX KEIYIO0UKO-
BeIX aputMmii. K uymciry Hambojee IIepCIIEKTHMBHBIX
¢ KIIMHUYECKOI TOYKU 3PEHUSI TEXHOJIOTHIA, TTO3BOJISIO-
IINX OLICHUTH TJI00ATbHYI0 M PEeTMOHAIBHYIO (DYHKIIMIO
muokapaa y nauueHToB ¢ TKMII, oTHocuTcs TexXHOJIO0-
rus aByxmepHoi nepopmartim (2D Strain v 2D Speckle
tracking) [6]. OueHka r100aabHOM MPOAOJIBHOM Aehop-
Mary MetogoM 2D Strain B TpeX altmKaIbHBIX TO3UITHASIX
JIETKO BBITIOJITHUMA B KIIMHUYECKUX YCIIOBUSAX B JOITOTHE-
HYe€ K TPaAULIMOHHBIM MOKA3aTesIM, PEKOMEHI0BaHHBbIM
00BbeIMHEHHBIMU pPEKOMEHIAMSIMH AMEpPHKAHCKOTO
axokapauorpaguuyeckoro obmiectBa u EBpormeiickoi
accolMald 3XOKapauorpadum IO KOJIMYCCTBEHHOMU
OLICHKE CTPYKTYpHl W (YHKIIUM KaMmep cepAlla IIpu
I'KMII [7]. B psime uccienoBaHuii ObUIO MTOKA3aHO, YTO
YMEHBIIEHWE TI00aTbHON IIPONOIBHON medopMamun
SIBJIACTCSI pAHHHUM IIPH3HAKOM CHCTOJIMIECKOM TUCHYHK-
nuu y naumeHtoB ¢ 'KMII maxke mpu Haauyum coxpa-
HenHoir @B JIXK [6]. B HeCKOJBKMX HCCIIETOBAHUIX
IIPOBOAMIACH OIICHKA IIPOTHOCTUYECKON 3HAYMMOCTHU
m100aJIbHOM MpPOAOJIbHOU aedopMaliiid B HEOOJBIIMX
BuIOOpKax maumeHToB ¢ TKMIT [8, 9], HO 3T maHHEBIE
HEOTHO3HAYHBI.

Lers mccaemoBaHUS: OICHUTH IIPOTHOCTHYECKYIO
pOJIb CHIDKEHUSI TII00ATBEHOM MPOIOIBHOM HehopMaIny
KaK IIpeaUKTOpa HeOIArOIPUSITHEIX NCXOIOB B OOJIBIION
koropre nanueHToB ¢ ' KMII.

Martepuan u metogbl

C suBaps 2013r o suBapb 2017t 8 PHITL “Kapano-
Jorua”’ HaxXOIWJINUCH T10o[ HaOmomneHueM 345 manueHToB
¢ 'KMII B Bo3pacte ot 16 10 72 net (MenraHa Bo3pacTta
47 net, 199 mMyxuuH u 146 xenmmH). JIuarnoz I'KMII
yCcTaHaBIMBaIM Ha ocHoBe pekomeHmaumu ESC 2014r
IIpY HAJIMIUKA MaKCHUMAJbHON TONIMMHB cTeHKH JI2K
6osiee 15 MM, TIpU OTCYTCTBUU APYTUX CEPAECUHO-COCYAUC-
TBIX M CHUCTeMHBIX 3aboneBaHmii [10]. ITammeHTOB
He BKJIIOYaJIM B UCCJIEIOBAaHUE, €CJIU OHU: 1) ObLIU B BO3-
pacte miaiie 16 JeT Ha MOMEHT BKJIIOUEHHMS B UCCIIEN0-
BaHWe; 2) UMEJIH IIePCUCTUPYIONIYIO TN IIEPMaHECHTHYIO
dopmer pubpwursumu npencepouit (PI1); 3) ObuM
C BBIIOJIHCHHBIMUA MUWOCEITAKTOMUCH W/WIN TIPOTE3H-

poBaHMEM KJIAIlaHOB CEepIlla IO BKIIOYCHUS B MCCIICHO-
BaHwue; 4) 0pTH ¢ UMILTaHTHPOoBaHHBIMU DK C mmm MKJI
II0 BKITIOUCHUS B UCCIIEAOBAHNE; 5) IIPU HEBO3MOXKHOCTH
BBITIOJIHCHMST WCCIICIOBAHUS B PEXXMME HETONIIICPOB-
CKOI OIICHKM IIPOAOJIbHON medopmarimm Muokapma 2D
Strain (II0XO€ YIBTPa3BYKOBOE OKHO, medopMamus
IPYAHOM KJIETKU U IPYTve IPUYUHbI).

OKoHYaTeIbHAsE KOropTa COCTOsUIa 13 262 NaleHTOB
(162 myxuuH 1 100 xeHIIKMH) B Bo3pacte oT 16 go 79 jner
(MenmaHa Bo3pacTa 48 Jyier), MeauaHa HaOmMomeHus 2,5
seT (oT 2 MecsateB a0 5,1 roma).

Bcem mammenTaM, BKITIOYCHHBIM B HCCCHOBaHMUE,
MIPOBOIMIOCh KOMIUIEKCHOE KIMHHYECKOE U WHCTPY-
MeHTaabHOe obcnenoBanne. CTPYKTYpHBIC M TeMOIMHA-
MUYECKUE IapaMeTpbl cepala WUCCAeNOBAIM METOLOM
OxoKI' Ha ckaHepe skcmeptHoOro Kiacca 1E-33 ¢gpupmer
PHILIPS u Vivid 7 dupmer General Electric. Dxokapano-
rpapuueckoe WCCIeAOBaHWE TMPOBOAMIOCH COIIACHO
00BCIMHEHHBIM PEKOMEHIAIIUSIM AMEPUKAHCKOTO 3X0-
Kapauorpadguueckoro obmiecrsa u EBporeiickoil acco-
OUALNY 3X0Kapauorpaduu Mo KOJIWIeCTBEHHOM OIleHKE
CTPYKTYpbl U (pyHKLIMU Kamep cepaua [7]. IlepenHe-3an-
HU IMHEHHBIN pa3Mep JieBoro npencepaus (JIIT) mame-
psiIcs U3 MapacTepHAIbHON ITO3UILINHU MO IJTWHHOM OCH
JIK B M-pexuMe mnon KoHTposeM B-pexuma wuiau
B B-pexnme. O6nem JIIT usMepsicsd u3 anmmKaabHOMN
YeThIpexKaMepHOU no3uiinu MmetomoM CumiicoH. O0beM
JIIT cootHOCMIIC K muromany moBepxHoctH Tema (ITI1T)
¥ ompenessicss Kak mHaekc oovema JIIT (OJIII/TIIIT
MJI/M ). B KadecTBe moka3zaresicii CTEIIEHN BBIPAsKCHHO-
ctu runeprpodun JIZK m3Mmepsid TOMIMHY MUOKapAa
MexcKeTynoukoBoit meperopoaku (TMKIT), 3amHeit
creHKH JieBoro kemymouka (T3CJIK) m mHIeKe Macchl
muokapaa JIK (MMM JIXK). M3mepsiau Takke KOHEd-
HBIIT CUCTONIMYECKUI 1 TUACTOIMIecKuil 0o0beMbl (KO
n KCO) JIXK n dpakouio BeIOpoca JIEBOTO XKeTydodKa
(®B JIXK). Onpenmensiin HaImIne oOCTPYKIIMU BBIHOCS -
mero tpakTa JIZK (BTJIK). CocTrosiHre mracToIndecKoi
dyaxkaun JIK olleHMBaIM ¢ TOMOIIBIO WMITYJIBCHOTO
IOMIIJIEPOBCKOTO MCCIIEIOBAaHUS TPaHCMHUTPAJIBbHOTO
KpPOBOTOKA, KPOBOTOKA B JIETOYHBIX BEHaX W TKAHEBOTO
TOTITIEPOBCKOTO MCCIICIOBAHUS JNACTOINICCKOTO ITOIb-
eMa ocHoBaHus JI2K. Omnpenenstiim otHomenue (E/Em)
KaK OTHOIIICHNE MAaKCHUMAaJIbHOM CKOPOCTH PaHHETO IHa-
cronmaeckoro HanmoHeHMs (E) K MaKCMMaIbHOM CKOPO-
CTU ITHACTOJNYECKOTo mombeMa ocHoBaHUs JIK B paH-
HIOIO OWACTOJY B JIaTepaJbHOM OTAEIC MHTPAIBHOTO
konba (Em); uamepsin CKOpPOCTb TPUKYCIMAATBLHOMN
peryprutalini. BeipaXkeHHOCTh MUTPAJIBHOI peryprura-
WU OIICHMBAJIACh ITOJYKOJIMIECTBEHHO METONOM IIBET-
HOTO JOIIIJIEPOBCKOTO KapTHUPOBaHMS KPOBOTOKA
W3 MapacTepHAIbHON MO3UIIUH T10 IJTMHHOM 1 KOPOTKOM
OCH, U3 BepXYIICUYHON 4- KaMepHOM, 2-KaMepHOI 031~
LIMU ¥ TTIO3nLN JInHHON ocu JIK.

M3mepeHust pomoiabHO# aedopMmamum MHoKapma
HEIOIMUIEPOBCKUM MeTomoM (2D Strain) mpoBomminch




OPUIMHAJIbHBIE CTATBA

B TPEX allMKAIBHBIX TTO3UIIMX (aIIMKAIbHOM YeThIpexXKa-
MEPHOM, allMKaJIbHOM ABYXKAMEPHOM IMO3ULIMSIX U TT03U-
miy mmHHON ocu JIDK) Ha yasTpa3BYKOBOM CHCTEME
sKcreprHoro kjacca Vivid 7 Dimension (General
Electric, CIIIA) cormacHo pekoMeHmamussm ASE [11].
ITokasatenu TinobGanbHOTO TpomoabHOTO 2D Strain
ObUIM TIPOAHAJIU3UPOBAHBI IO 17-CErMEHTHON MOIenu
(6 GazanbHBIX, 6 CPEAHUX U 5 alMKAIBHBIX CETMEHTOB).
O06acTh MHTEpPECA OIPEISIISUIA B KOHIIE TUACTOJBI (TTUK
koMIntekca QRS) mo sHmoKapanaIbHOM U 3ITMKAPANATh-
HOM TpaHUWIIaM IJIST TIOJTYICHUST YCPETHEHHBIX pPe3yiIbTa-
TOB IO BCEU TOJIIE MHOKapaa. BpeMeHHBIe MHTEPBaIBI
OIIpeNeIIsUTNCh aBTOMAaTHYECKM OT 3yO11a R Ha amekTpo-
KapauorpaMmme. KOHEYHO-CHUCTOINICCKYIO IIPOHIOJIBHYIO
nmedopMalio U3MEPSUTM B MOMEHT 3aKPBITHSI aOPTallb-
Horo KiamnaHa. [1o KaxXmoMy U3 CeTMEHTOB aBTOMAaTHIE-
CKM B COOTBETCTBYIOIIEM IIBETC IOJIyJal 3HAYCHMUS
nedopmanuu. s moaydyeHus raodaabHol nedopMaliiu
BBIMUCIISUIN CPeIHIE 3HAUCHUSI TIEPCUNCIICHHBIX ITapaMeT-
POB IO TPEM alMKaJIbHBIM ITO3ULMSIM (10 17 cerMeHTaM
JIZK). IIpomonpHasa mecdopMalus UMeeT OTPUIIATEIBHOE
3HAYCHNE, BRIPAKACTCS B IIPOLICHTAX OT UCXOTHOM JUTMHBI
BojiokHa. [Ipm onmcaHnM MOKa3aTeIs TII00aTBHOM IIpo-
nmonbHOU medopmanmu (GLS) paccmaTpuBaim adbCcomoT-
HOE 3HaYCHMUE.

IIpu cyrounom mouutopupoBanun DKI (CM BKI)
OLICHUBAJIM KOJIMYECTBO KEIYIOIKOBBIX 3KCTPACHUCTOJN,
HaJIMYME STU30I0B HEYCTONIMBOM XKEIyIOIKOBOI TaXM-
kapmuu (HXT) n ¢ubpwmnsoun nipencepamit (PIT),
MIPONOJIKUTEILHOCTh KOPPUTUPOBAaHHOTO MHTepBajga QT
(QTc) u mucniepcuto naTepBaia QT (QTd).

IMaumneHTs HaOIOIAMMCH Yepe3 6 1 12 mMecareB 1oz
koHTposieM IDxoKI'-uccinemosanusg, DKI' u CM DKI.
Cumnromunie mameHTsl ¢ TKMIT npunumanm Geta-
anpeHo6okatophl (88%), aHTaroHUCTHI Kaibiust (2%),
AHTArOHUCTHI peuentopoB aHrmoTeHsuHa 11 (53,5%),
WHTUOMTOPHI aHTMOTCH3WHIIPEBpAIIaoNIero (epMeHTa
(23,5%), BepounupoH (48,5%), Bapdapun (20%). bec-
CUMITTOMHBIE ITAIIMEHTHI (8,9%) He TPUHUMAIT HUKAKWX
npenaparoB. MMmnaHTauus Kapauoseprepa-aeduopu-
nsropa (MK]I) npoBoauiiack mamueHTaM IIPY BOSHUKHO-
BEHUM BHE3AITHOM OCTAaHOBKM Cepilla M YCIICIIHON pea-
HUMAIH WIA TTOCTOSTHHOM XKeJTyTOYKOBOM TaXMKapIUM,
WIN ¢ IIeJIbIo mepBUYHOM npodmraktuk BCC y manm-
€HTOB BBICOKOTO pucKa, BKiodas mamueHToB ¢ ®B JIK
<50%. Pecunxponusupyiomas repamnus (CPT-/1) mposo-
IWIAach y IMAIlMEHTOB C CHCTOJMYECKON HUCHYHKIIICH
n pacimmpeHneM Komiiekca QRS >120 mc.

KoHeunble TOYKHM HccaenoBanusa. KinHuueckue
KOHEYHbI€ TOYKHU BKJIIOUYAIU B ce0s: 1) CMEPTHOCTD, CBSI-
3aHHy0 ¢ XCH; 2) rocrmranm3amniio o IOBOAY IIPO-
rpeccupoBanus XCH.

XCH-cBsg3aaHast cMepTh ONpenesiach KakK CMEPTh,
CBSI3aHHAS ¢ JeKOMITeHcAell (DYHKIIMY Cepalia U Ipo-
rpeccupoBaHreM 3a0oeBaHMsI. KOHKYypHpYIOITNM HCX0-
oM gasirsutack BCC.

Cratuctiyecknii anamm3. KoamdaecTBeHHBIE ITOKa3a-
TeJIU WCCIICAOBAHUS TIPEICTABICHB MEINAHOM U pa3Ma-
xoM. KadecTBeHHBIC ITOKA3aTeNIM IIPEACTaBICHBI YacTO-
TaMU 1 TIPOLICHTaMH.

7151 olIeHKYW BIMSHUS ITOKa3aTellel Ha HACTYIUICHUE
HeOIaronpuSaTHBIX COOBITHI, accounnpoBaHHBIX ¢ XCH,
HCITOJTB30BAJICS aHAIN3 KOHKYPHUPYIOIINX PUCKOB Ha 6aze
monemm Daitna u Ipesa [12]. OpgHodaKTOpHBII aHAIN3
TIPOBOIMIICS TI0 MOAEIIH TSI KaKIoTo IoKazartes. Jlamee
OIIpeACIISIICST YPOBEHB KaXKIOTO MOKA3aTesI, ACCOLIMUPO-
BaHHOTO C HEOIarOIpUSITHBIM MCXOI0M, Ha OCHOBE aJITO-
pUTMa MaKCMMaJILHOTO paHra M cTtatucTuku [13]. Tlpm
MHOTO(AKTOPHOM aHallM3e¢ WCCICHOBAINCh YPOBHU
TOoKa3aTeNeit, CTATUCTUICCKU 3HAYNMBIE B OMHO(MAKTOP-
HOM aHajm3e¢ Takke Ha 0aze Momemm @aiiHa u Ipes,
3aTeM OBLT MCIIOIB30BaH METOI TOIIATOBOTO MCKITIOUE-
Hus Ha 6a3ze BIC kpurepus [14] mis mpeaoTBpalicHHIS
TepeoOyICHIST MOICIIH.

7151 OKOHYATEILHOM MOIEIN PACCINTAHO OTHOIICHUE
puckoB (OP) Kak 3KCIIOHCHIIMAIBLHOE ITpeoOpa3oBaHNe
COOTBETCTBYIOIIMX KO3((PULIMEHTOB perpeccuu. Jlose-
puTeIbHBIe MHTEPBAIBI It OP paccYnTHIBAINCH TAKKE
KaK 3KCIIOHEHIIMAJIbHOE ITPpeoOpa30BaHNE COOTBETCTBY-
IOIINX TOBEPUTEIbHBIX WHTEPBAJIIOB KO3(pDUIMEeHTOB
perpeccum.

Bce pacueTsl TpOBOAMIINCH B CTATUCTUICCKOM TTAKETE
R, Bepcust 3.3.2 ¢ WcHoib30BaHMEM ITaKeTOB survival.
YpoBeHb CTATUCTUYECKOM 3HAYMMOCTHU B MCCIICAOBAHNT
npuHUMaics kak p<0,05.

Pesynbrathbl

HWcxomHble maHHBICE ITAllMEHTOB, BKIIOUYEHHBIX
B HMCCJICIOBaHWEe HA MOMEHT PETUCTPAlMH TEXHOJIOTHHU
2D Strain, ipeacTaBieHbl B TadaAIe 1.

Cpenn 262 nammenTtos ¢ TKMIT y 54 (20,6%) mamm-
€HTOB YyXe¢ IIPW WCXOTHOM OOCJICHOBAaHWUM BBISIBUIIN
Hammune cumitoMoB XCH ®K ITI-1IV NYHA. Iporpec-
cupoBanne cumiiromoB XCH mo ®K III-IV NYHA y 42
(16,0%) naunento ¢ 'KMII mpoucxoausio mpu Haiu-
UM COXpaHEeHHOU cucTtonmueckou ¢yakunm (OB JI2K
>50%) v muib y 12 (4,6%) nanmeHTOB COMPOBOXAATOCH
cucronmdeckoit auchpynkumein (OB JIXK <50%). ¥V 79
(30,1%) maLeHTOB OIpeAe NN BhIPAXKEHHYIO MUTPAlb-
Hyto peryprutaumio (I1I-1V crenenn).

3a mepuon HaOmomeHUs (MeawaHa HaOmomeHUs 2,5
(0,2...5,1) ner y 11 u3 262 (4,2%) maumentoB ¢ 'KMII
OBUIM 3apeTrUCTPUPOBAHBI HEOJIATONPUSITHBIC WCXOIBI:
BCC passunacsk y 3 naumenton, BCC ¢ ycnelrHoit peanu-
manmeit u umianTtauuein MKJ — y 1 mamuenTa, cpaba-
thiBaHue MKJI mo moBomy yCTOMUMBOI >KeIyITOYKOBOM
TaXUKApauu — y 2 TIAIMEHTOB, JIETAIbHBIN VICXOJ BCIIE/I-
ctBUe nporpeccupoBanusg XCH no “koHeuHoi ctamyun” —
y 5 IallMeHTOB, TOCIIUTAIN3AINS B CBSI3U C TIPOTPECCUPO-
BaHueM cumiitoMoB XCH mo 111 @K — y 16 manyeHTOB.

C 11es1p10 oTpeieNieHNsI TIPETUKTOPOB HEOIaTOTIPUSIT-
HBIX UCXO0MOB, CBs3aHHBIX ¢ XCH-netanbHOCTHIO
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Ta6nuua 1
UcxopHbie KNMHUKO-aemMorpaduyeckme
M MHCTPYMeEHTaNbHble nokasaTtenu y naumentos ¢ FKMIM

XapakTepucTuku N=262
Bo3pacT naumeHToB, BKIIOYEHHbIX B UCCNIE[0BAHME, 48 (16...79)
MeapaHa (pasmax)

Mon:

Myx, n (%) 162 (61,8)
XeH, n (%) 100 (38,2)
®K CH NYHA

I, n (%) 88 (33,6)

11, n (%) 120 (45,8)
-1V, n (%) 54 (20,6)
Hanviune cemeitHoit dopmbl, n (%) 99 (43,6)
Hanuune crHkonanbHbIX cCOCTosHUIA, N (%) 44 (16,8)
Hanunune anndonos HXT, n (%) 74 (28,2)
Hanuuune @I, n (%)

MapokcusmansHas 25(9,5)
MocTosHHas 15(5,7)
9OxoKT-aaHHble

JIN, MM, MeapaHa (pa3max) 43 (24...64)
Onn/nnT, meanana (pa3max) 43 (21...106)
KOO, mn, meanaHa (pa3max) 108 (11...255)
KCO, mn, meamnana (pa3max) 39 (5...121)
DB JIX, %, meauaHa (pa3max) 64 (32...98)
MMJIX, r, meanaHa (pa3max) 326 (115...990)
MMM, I’/M2, MeayaHa (pa3max) 162 (67...421)
' BTJTX, MM pT.CT, Makc, MeauaHa (pasmax) 22 (2...165)
Yucno naumenTos ¢ [, BT/IX >30 mm pT.CT. 100 (38,2)
E/Em, meaunaHa (pa3max) 11(1...25)
Yucno naumeHToB ¢ mutpanbHoii peryprutaupen -1V, n (%) 79 (30,1)
Imo6anbHas npononbHas fAedopmaums, %, meamara (GLS) 15,5(5,4...26,1)

(pa3max)

W TOCIMTAJINU3alieil B CBSI3M C IIPOTPECCHPOBAHMEM
XCH, 6bu1 poBefieH 0OMHO(PAKTOPHBIN perpecCUOHHBIN
aHamm3 (1abia. 2). B cBs13u ¢ mamouncieHHocThI0 BCC-
CBSI3aHHBIX COOBITMI aHAJIM3 PUCKA HEOIaroNpUSITHBIX
UCcxomoB, cBsa3aHHBIX ¢ BCC, He mpoBOmMICS.

Bce mpenmcraBiieHHBIC BBINIE ITOKAa3aTelIN, KOTOPHIC
OBUIM CTAaTUCTUYICCKN 3HAYUMBI B OMHO(MAKTOPHOM per-
PECCHOHHOM aHajin3e, ObLIM BKIIIOYECHBI B MHOTO(AK-
TOPHBIN aHAJIN3 U OIIPeAe/ICHbI NX IOPOTOBBIC 3HAUCHMS.

IIpu MHOTOMAKTOPHOM aHAINW3¢ HE3aBUCHUMBIMH
daxTopamMu, CBSI3aHHBIMM C mporpeccupoBaneM XCH-
CBSI3aHHBIX HEOJIATONMPUSITHBIX COOBITUM (JIeTaabHBIN
WCXOI ¥ TOCITUTAIN3ALINS), SIBJISUTACH CIICIYIOIINE XapaK-
tepuctuku: GLS <13% (OP 28,5; 95% AW 2,9-278,
p=0,004), nHanmnuue sruzonos PII (OP 3,3;95% AU 1,2-
8,9, p=0,02) u nHammune ®K XCH III-1V (OP 4,2; 95%
AN 1,2-14,9, p=0,028) (Tabm. 3).

Ha xpuBoli KyMyISITUBHOM WHIMICHTHOCTH ITOKA-
3aHa HaMOOJbIIAsg BEPOSITHOCTh PA3BUTHUsI HEOJIATrOIIpH-
SITHOTO WCXOJIa 3a TIeproI HabmoaeHus (puc. 1).

Tabnuua 2
OnHOGaKTOPHBIN aHaNNU3 PUCKa NIeTaNbHOro MCXoAa
ot XCH v rocnutanusauuu ot nporpeccuposanusa XCH

DakTopsb! OP (95% OM) p
Boapacr, net 1,04 (0,99-1,09) 0,12
Mon: MyX Vs XeH 1,98 (0,72-5,5) 0,19
MpenLwecTytowas O 12,5 (5-32) <0,001
DK XCH llI-IV NYHA 18,3 (6,4-53) <0,001
Hannuane HXT 4,9 (2-12) <0,001
DB JIX, % 0,9 (0,86-0,94) <0,001
ONN/NAT, M/’ 1,06 (1,04-1,08) <0,001
', BTJIX, makc 0,98 (0,96-1,0) 0,072
E/Em 1,14 (1,03-1,27) 0,015
BuipaxeHHast MP 1lI-IV 2,68 (1,15-6,3) 0,023
GLS, % 0,63 (0,56-0,7) <0,001
Ta6nuua 3

MHorogakTopHbIi aHanM3 pucka ieTanbHOro ucxoaa
ot XCH v rocnutanusauuu ot nporpeccuposanusa XCH

dakTopbl OP (95% OW) p
GLS, % <13% 28,5 (2,9-278) 0,004
Hannuune &N 3,3(1,2-8,9) 0,02
OK XCH I11-IV NYHA 4,2 (1,2-14,9) 0,028
0,4
2 0,34
Q
o)
I
=
T
(5]
]
E 0,2
S
=
<
T
m
=
5 0,1
i 5
=
M
0,0
I I I I I I
0 1 2 3 4 5
— XCH Toawt

Puc. 1. BeposTHOCTb pa3BuTis He6AaronpusTHOro cobbiTus y naumeHToB MKMM
B X0 NATUNETHero HabnoneHns.

KymynsgtuBHasgs 3-JeTHSSI BEpPOSITHOCTH pPa3BUTHUSI
He0JIaronpusiTHOro coobITust cocrasinser 7,6 (7,5-7,7)%.
TakxuMm obpa3oM, Mo uToraM MHOTO(AKTOPHOI'O aHa-
Im3a ObUIa WACHTHOUIIMpOBaHA TpyIIia IAIUeHTOB
¢ 'KMII, moTeHLMaIbHO MMEIOIIUX PUCK Ppa3BUTUS
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HeOJIaronpUATHBIX cOObITHI ITpy cHIkeHnn GLS <13%,
Haymmany sru3onoB OIT nu @K XCH III-1V NYHA.

06cyxaeHue

B maHHOM HMcclleqoBaHUY ITOKA3aHO, YTO Y MallMeH-
toB ¢ 'KMII cHmXeHMe 1mokazaTesisl TJ100aJIbHOI IIpo-
JIOJIbHOM nedopManiuu MeHee 13% sIBasieTcsl JOMOJIHM-
TEJIbHBIM HE3aBUCUMBIM TIPEIUKTOPOM HEOIaroIpHsIT-
HBIX COOBITHI, TaKMX KaK TOCHUTAIM3ANUS WA
JIeTaJIbHBIN Mcxon oT TporpeccupoBanusgs XCH no @K
CH III-IV NYHA. PesynbraTel MHOTO(aKTOPHOTO aHa-
JIM3a BBIABUIM accoumaruio cHikenus GLS <13% (OP
28.,5; 95% W 2,9-278, p=0,004), Hanmuusi 3MU3000B
®IT (OP 3,3;95% AN 1,2-8,9, p=0,02) u ®K CH III-1V
NYHA (OP 4,2; 95% AU 1,2-14,9, p=0,028) ¢ puckom
pPa3BUTHS JICTAILHOTO MCXOAa WM TOCIHUTAIN3ALNU
BcaenctBue mporpeccuposanust XCH (OP 7,17; 95% AU
1,69-30,31, p=0,007). dpyrue DxoKI'-mokaszareiu,
takne Kak guiatauus JII1, E/Em, @B JIXK n Hammane
BBIPAXKCHHOM MMWTPAIBbHON pPETypIUTAlliM TIPU MHOTO-
dakTOpHOM aHaNM3e HEe OBLIN aCCOMUPOBAHBI C KOHEY-
HBIMA TOYKAMH ITaHHOTO WCCedoBaHUSA. B maHHOM
HUCCACHOBAHUM HE BBISIBICHO acCONUAIlNN 3HAYCHMUS
ImoKazaTesIsd TJI00aTbHOM IIPOJOJIbHON AedopMannu
¢ puckoM BCC, 4T0 0OBSICHSICTCS MaJOYMCICHHOCTHIO
BCC-cBg3aHHBIX COOBITHIT. AccolMaling 3HAYEHUN TJ10-
G6anbHOIT TIpomonbHOU medopmanmu ¢ BCC tpebyer
JTATbHEHIIEero n3ydeHrs: Ha OOJIBIINX KOTOpTaxX MallleH-
ToB ¢ 'KMII.

B mocnenaux Pekomenmanmsax ESC 2014r [10] pa3pa-
6otaH anroput™M oueHKU prucka BCC, omHako HET peKo-
MEHOALMI IJIT OLIEHKA PUCKAa APYTUX TSKENBIX IIPU
I'KMII ocnoxHeHMi, TaKux KakK IIpOTpeccUpOBaHUE
XCH. IIporpeccupoBanne XCH mo III-IV ®K NYHA
y OonbiimHcTBa nMaunueHToB ¢ TKMII compoBoxmaercst
HanuuueM coxpaHeHHoi ®B JIK (OB JIXK >50%), koto-
pas B JAaHHOM cjydac HE MOXET CIYKUTh MapKepoM
CUCTOJINYECKOUN NUCGHYHKIIMU, TOTOMY aKTyaJleH IMTOMCK
HOBBIX ITPOTHOCTHYECKUX 3XOKApIUOTpapUIecKUX Map-
KepoB. Ha ceromHsimHuii OeHB, IIPOBEICHO HEOOJBIIOE
KOJIMIECTBO MCCIIEHIOBAHUI O IMPOrHOCTUICCKOI [EHHO-
CTM Tl0Ka3aTessl robaibHOM MpoaoJbHOU AedopMauu
y nanueHToB ¢ 'KMII, mpy 3TOoM aHaIu3upOBaIUCh
HeOoJIbIIEe BBIOOPKU TMAILMEHTOB U OOCYXIAIUCh pa3-
JINYHBIC TIOPOTOBBEIC 3HAYECHUSI 3TOTO ITOKAa3aTess It
MPOTHO3UPOBAHUS MCXOIOB 3a0oeBanud [8, 9]. B omHoMm
W3 WCCIICAOBAaHWI TTOKA3aHO, YTO IIOPOTOBOE 3HAYCHUE
mIo0aIbHOM TIpomosibHOM AedopManmm <12,9% sBis-
eTCs TIPEeANKTOPOM HeOIarOIPUSITHBIX COOBITHI, CBSI3aH-
HBIX C TOCIIMTAIM3AEH 1 JICTATBHBIM UCXOI0M OT IIPO-
rpeccupoBannst XCH, n KoppeaupyeT ¢ 30HOM pubpo3a
MHoKapaa o faHHEIM MPT ¢ oTcpoYyeHHBIM KOHTPACTH-
poBaHUeM ragonmHueM [9]. OmHaKO cepaedHO-COCYINC-
TBIC COOBITMSI B 3TOM MCCIIEHOBAHWM OBLIM MaJIO9H-
ciaenabl; BCC — y 1 manmenTa, y 3 ITallueHTOB — 3ITH-
30[bI HEYCTOMIMBOM KEIYIOUYKOBON TaxuKapanu 1 y 1

MmaneHTa — COOBITHE, CBA3aHHOE C TOCIUTATH3ALMCH
1o mmoBomy IporpeccupoBanus cumiroMoB XCH. Cxon-
Hble pe3yabTaThl ObUIM MoJjiyueHbl Reant P, et al. [15],
B KOTOPBIX ITOKA3aHO, YTO IIOPOTOBBIN YPOBEHB INIO0ATh-
HO TIpomoabHON Aedopmanum meHee 15% accoummpo-
BaH ¢ HEOJIArOMPHUSTHBIMU MCXOIAaMM M SIBIISICTCSI OoJee
YyBCTBUTEJIbHBIM MapKepoOM, YeM ITOPOTOBBI YPOBCHB
mIO0AIBHOM TIPOLOABbHON nedopmauun MeHee 16%,
MmojydeHHbIil B ucciaenoBanuu Hartlage GR, et al. [16].
B nccnegoBanum Debonnaire P, et al. [17] moka3aHo, 4To
MOpPOT TJIO0ABHOM IIPOTOIBLHON HedopMamuy MeHee
14% wcnonp3oBancsa misg uMmiutanTaumu MK/ ¢ mensio
nepBuaHoi mpodmnakTuky BCC y 21 u3 92 manmeHTOB
Beicokoro pucka BCC. B npyrom wucciemoBanuu |[18]
CHITXEHME INIO0ATLHOM ITPOIOIBLHOM HehopMaIiy 1 YBE-
JImyeHune oobeMa puodpo3sa mo gaHueiM MPT ¢ orcpoueH-
HBIM KOHTPACTHPOBAHHWEM TaIOJUHUEM SBJISIOTCS IIpe-
OIUKTOpaMM KEJTYOOYKOBBEIX apUTMUN. Y TAaIleHTOB
¢ obcTpykTuBHOM (opmoit 'KMII u KenyagouykoBbIMU
APUTMUSIMU OIIPEHE/ISIN CHIKCHHME TJIO0ATBbHOM IIpO-
IOIbHON medopMallny M YBEJIWUCHHYIO 30HY (hubpo3a
10 JTaHHBIM 3JICKTPOHHOM MHUKPOCKOIINM WHTpaoIiepa-
IUOHHBIX OMOIITaTOB. ABTOpaMH CIeJaH BBIBOI, YTO
CHIDKCHUE TJI00AIbHON MPOHOIBbHON AedopMannu
acCoIMMpyeTcs ¢ OoJbIeil 30HOUM (pmbpo3a, HapyIlIe-
HUEM COKPAaTHMMOCTH 1 00Jjice BBIPAXKCHHON THIIEPTPO-
dueit JIXK [18].

[IporpeccupoBanme cumnToMoB XCH mo-npexHeMy
SIBIISICTCSI CEPBhE3HBIM OCIIOKHEHHEM, OIIPEHC/ISIONINM
ucxon npu 'KMII. HeobxonuMo o6paTUTh BHUMAaHME,
4yTo B OOJBIIMHCTBE ciaydyaeB y mamueHToB ¢ ['KMII
¢ HamnuueM cuMnTomMoB BeIpakeHHOT XCH, ®BJIK
OCTaeTCsl COXPAaHCHHOM, YTO TpeOyeT ITOMCKAa HOBBIX
MTUATHOCTMYECKMX ITOAXOIOB B OICHKE CHCTOIMYECKON
¢byHKIMKM MUoOKapma. B maHHOM mMccienoBaHUM B OOJIb-
moit koropre nmauueHToB ¢ 'KMII 6su10 moka3aHo, 4To
3HaYCHHE ITOKa3aTelis I00AIbHOM MPOIOIBHOM medop-
Malliy MOXET IPEOOCTaBISATh LEHHYIO WH(OpPMAIIHIO,
KOTOpast TIO3BOJISIET IIpeACKa3aTh pa3BUTHE HEOIArOIIPH-
SITHBIX cOObITHI Yy MauueHToB ¢ ' KMII u uapeHTHOULIN-
pOBaTh TPYIIIY MHAIlMEHTOB BBEICOKOTO PHCKA CEpPACUYHO-
COCYIUCTBIX COOBITHI, CBSI3aHHBIX C IIPOTPECCHUPOBa-
aueMm XCH.

B HameM mccienoBaHNM OBUTH HEKOTOPEIC OTpaHIIC-
HUS npu Habope manueHToB. M3 mccnemoBaHus ObuIU
WCKIIIOYCHBI MAIIMeHTHI C TEePCHCTUPYIOIMIEH M IepMa-
HeHTHOU (opmoit DI, mepeHecHne MIOCEITIKTOMUIO
¥/WIIH TIPOTe3NPOBaHNE KIIAIMaHOB, NMITIaHTamuo DKC,
MK/, ocTpoe HapyllleHue MO3TOBOTO KPOBOOOpaIlleHUS
II0 BKJTIOUEHUS B McciienmoBaHre. KpoMe 3Toro He BKITIO-
Yajay B WCCIIeIOBaHUE MAlIMEHTOB, Y KOTOPBIX HE OBLIO
BO3MOXXHOCTH cheMa 1 aHanm3a 2D Strain. Hamra xoropra
C YICTOM TaKUX KPUTCPUEB WCKIIOUCHUS CHH3WIACH
Ha 24%. IlaureHTsl ¢ mapokcu3ManbHou (popmoit DIT
npu otcyrcTBrM napokcuama @I1 Ha MoMmeHT cbeMa 2D
Strain He OBUTM UCKITIOYCHBI U3 UCCIICIOBAHMSI.
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FEHAEPHBIE PA3NINYUSA KTUHUYECKOIO TEYEHUSA U PEMOAEJIUPOBAHUSA CEPALIA
NPU UAUONATUHECKON TMNEPTPODUYECKON KAPGUOMMUOMATUM B NOXXUJIOM BO3PACTE

MonsikoBa A. A.1‘2, BbapaHoBa E. VI.1’2, CemepHuH E. H.1’2, KpyTukos A. H.2, MenbHuk O. B.z, Mbiko C. A.Z’S,D,asbl,u,osa B. |'.2, KocTapesa A. A.1‘2,

l'yokosa A. 9.1'2

Llenb. /3y4nTb 0COBEHHOCTY KIMHUYECKOTO TeueHUs 3aboneBaHus U pemonenu-
POBaHMS MMOKapAa Y MYXYMH M XEHLMH C MAMONaTNHeCKOW runepTpoduyeckon
kapavomuonatuen (TKMM) B noxunom Bo3pacre.

Marepuan u metogbl. B uccnegosanue BkioyeH 131 naumeHT ¢ nguonaTmyeckomn
TKMIM. MaumeHTam NpoBeaeHbl CTaHAAPTHbIE KNMHUKO-N1a00paTOPHbLIE U MHCTPY-
MEHTaJbHbIE METOAbI AVArHOCTUKM.

Pesynbrathl. B rpynne nauneHToB NoXmnoro sospacta ¢ uauonatmydeckorn FKMIM
XEHLWMHbI cocTaBunm 63% (n=82), MyxumHbl — 37% (n=49). CpepnHuin Bo3pacT
XeHWyH — 69%7 neTt, MyxunH — 68+7 net. Mwemmnyeckas 6onesHb cepaua (MBC)
YCTaHOBIEHA YaLLe Y MYX4UH (32%), YEM Y XeHLLMH (22%), 04HAKO CTaTUCTNYECKM
3Ha4YVMBbIX OTAIMYUIA He nonyseHo (p=0,20). Prbpunnaumsa Npeacepanii valle 3ape-
rMCTPMpOBaHa y MyxunH (49% n 29%, cootseTctBeHHo, p=0,03). Paamep neBoro
npescepanst U KOHEYHO-AMACTONNYECKUIA pa3Mep NEBOTO XeNyaoyka Yy MyX4uH
NpeBbIany aHanornyHble nokasatenun y xeHwmH (51,2£9,0 mm un 46,3£4,7 mm;
51,5+7,6 Mmm 1 45,615,7 mm, cooTBeTCTBEHHO, P=0,01). Y MYX4MH CUMMETPUYHBIN
BapWaHT PEMOAENNPOBaHNS MMOKapaa yCTaHoBNeH yalle (42% u 25%, p=0,04).
O6cTpykTvBHas ¢opma FKMI npeobnagana y XeHwuH (45% un 14%, p=0,01).
Y 29% XeHWuH (n=24) n'y 12% Myx4uH (n=6) nmena MECTO XPOHMNYeCKas Cepaey-
Has HepoctaTo4yHOCTb (XCH) Il @K, 4To MMmeeT TeHaeHumo K otamumio (p=0,06).
XCH Il ©K 'y XeHLWH NPEeMMyLLECTBEHHO 00YCIOBMIEHAa NPOrPEeCCUPYIOLLVM Teve-
Huem KM B BuAe pa3sutusi 06CTPYKLmM BbIHOCALLEro TpakTa JIX (n=13) n guna-
TaunoHHo dasel TKMIM (n=3). Y nopasnsiowero 601bLUMHCTBA MYXYMH NOXMAOTO
Bo3pacTa (y 8 u3 9 naumentos) XCH llI-IV ®K sBnsietTcs 0cnoxHeHneM codeTaHms
'KMI ¢ conytcTayowwen MBC 1 nepeHeceHHbIM MHapKTOM Miokapaa. Y MyxXunH
dpakums Bbibpoca 3HauMOo MeHblLue (55,7+14,8% 1 62,2£10,9%, p=0,01).
3akniouenue. Mpu namonatuyeckoit FKMIM B noxunom Bo3pacTe NpeBanvpytoT
XeHLLWHbI. XXeHwuHbl ¢ TKMIT xapaktepu3aytoTcst 6onee TskensiM TedeHnem 3abo-
NeBaHuns, 06yCNOBEHHBIM HYaCTbIM Pa3BUTUEM 0BCTPYKTMBHLIX GOpM 3aboneBaHs
1 gunataunonHon @asbl FKMI. Y mMyxunH ¢ namonatuyeckoit FTKMIM vawe peru-
cTpupytoTcs Grbpunnsaums npeacepamii, 6onbWKi pa3mep NEBOr0 NPeacepas
1 KOHEYHO-AMACTONNYECKOro Pa3mep NIEBOr0 XKENYL04Ka, CUMMETPUYHbI BapUaHT
pemMopenupoBaHus Muokapaa, 6onee HU3kue nokasatenu ¢pakumm BeiGpoca
NEBOr0 XeNyaouka, BePOsSTHO, CBA3aHHbIE C coueTaHnem FKMIT ¢ conyTcTByiowein
MBC 1 nepeHeceHHbIM MHbAPKTOM MUOKapaa.
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GENDER DIFFERENCES OF CLINICAL MANIFESTATION AND CARDIAC REMODELING IN IDIOPATHIC
HYPERTROPHIC CARDIOMYOPATHY IN ELDERLY PATIENTS

Polyakova A.A.1’2, Baranova E. I.1'2, Semernin E. N.1’2, Krutikov A. N.Z, Melnik O.V.z, Pyko S.A.m, Davydova V.G.Z, Kostareva A.A.1’2,

Gudkova A.Ya."?

Aim. To study gender differences of clinical course and myocardial remodeling in
elderly patients with idiopathic hypertrophic cardiomyopathy (HCM).

Material and methods. The study included 131 patients with idiopathic HCM.
Patients underwent standard clinical, laboratory and instrumental diagnostics.
Results. In the elderly patients with idiopathic HCM, proportion of females was 63%
(n=82), males — 37% (n=49). Mean age of females 697 y.o., males — 68+7 y.o.
Coronary artery disease (CAD) was more common in males (32%) than in females
(22%), but with no significant difference (p=0,2). Atrial fibrillation was more common
in males (49% vs 29%, respectively, p=0,03). Size of the left atrium and end-
diastolic size of the left ventricle in males exceeded those in females (51,2+9,0 mm
versus 46,3+4,7 mm, 51,5+7,6 mm versus 45,6+5,7 mm, respectively, p=0,01). In

males, symmetrical myocardial remodeling was found more often (42% vs 25%,
p=0,04). Obstructive form of HCM was predominant in females (45% and 14%,
p=0,01). Chronic heart failure (CHF) with NYHA class Il was found in 29% in female
group (n=24) and in 12% in male group (n=6), with a tendency to difference
(p=0,086). In females, CHF with NYHA class Ill was mostly due to the left ventricle
outflow tract obstruction (n=13) and dilatation phase (n=3). In males, almost all
cases of CHF in NYHA class IlI-IV (8 of 9 patients) were a result of combination of
HCM with CAD and previous myocardial infarction. In males, the ejection fraction
was significantly lower (55,7+14,8% versus 62,2+10,9%, p=0,01).

Conclusion. Proportion of females was higher in elderly patients with idiopathic
HCM. Females with HCM were characterized by a more severe course of the disease
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due to the left ventricle outflow tract obstruction and dilatation phase. In males with
idiopathic HCM there were registered more often the following: atrial fibrillation,
larger left atrium and end-diastolic size of the left ventricle, symmetrical myocardial
remodeling, lower ejection fraction of the left ventricle, — probably associated with
a combination of HCM with CAD and previous myocardial infarction.

Russ J Cardiol 2018, 2 (154): 13-18
http://dx.doi.org/10.15829/1560-4071-2018-2-13-18

Iuneprpoduueckass Kapauommoratust (I'KMIT)
SIBJIICTCSI HamOoJiee pacIpOCTpaHCeHHBIM HACJICICTBEH-
HbIM 3a0o0seBaHKeM cepana [1] ¢ ayToOCOMHO-AOMMHAHT-
HBIM TUTIOM HACJICIOBAHMS, UTO TIPEATIONATracT pa3BUTHE
3a00JIeBaHUS KaK Y MYXYMH, TaK W Y XCHIIVH, SBJISIIO-
IIMXCST HOCUTEIISIMU TTATOTeHHBIX TCHETUIECKNUX BapraH-
TOoB. B psime pabGor oTrpaxkeHa Oojiee BBICOKasl pacIIpo-
CTPaHEHHOCTh 3a00JIEBaHMSI Y MYX4YWH [2], B Ipyrux
HUCCIIEIOBAHUSX — Y KCHINWH [3-5].

W3BecTHO, uto nanonatuueckass [ KMII xapakrepu-
3yeTCs Pa3IMIHBIM BO3PacTOM MaHU(ECTaIlu ITePBHIX
KIMHAYECKUX TPOSIBIICHUI 3a00JIeBaHUSI, MHOTOO0pa-
31eM KIIMHUIECKUX U MOP(POJIOTHICCKUX ITPU3HAKOB [2,
6-8]. Dta deHoOTUIIMYECKAS T€TEPOr€HHOCTh OOYCIOB-
JIeHa KaK TeHCTMYCCKUMH IIPUIMHAMU, TaKUMH KakK
MMaTOreHHble TeHeTnYecKrue AedekTol [6-8] m monaun-
Mop(pHBIE BapWMaHTBl TEHOB-MOAM(MUKATOPOB, TakK
W HEeTeHEeTHYCCKUMHU TOTCHIMAIBHO MOAUGUIINPYES-
MBIMH (paKTOpaMH KapAMOMeTaOOIMIEeCKOTO pHCKa
(oXupeHue, apTepraabHasi TuiepTeH3us) [8]. U3BecTHO,
YTO AeMorpaduuecKkne OeTepMUHAHTBI — ITOJ W BO3-
pacT — BHOCST CBOM BKJIaZ B OCOOCHHOCTU TCUCHMS
MHOTHUX 3a00JI¢BaHMUI CepAeIHO-COCYINUCTOM CUCTEMBI,
B TOM umcie, uanomnatudeckoii FTKMIT [9].

B 3apy06exxHOit TruTepatype ImpeacTaBIeHBI IPOTHBO-
peuMBbI€ CBEIEHUST B OTHOILIEHUM OCOOEHHOCTEN KIMHU-
YeCKOM KapTUHBI U peMOICIMPOBAHMS MIOKapIa Y MYyK-
YMH U XeHIIUH ¢ uauonatudeckoit 'KMII, yto moxer
OBITh OOYCIIOBJICHO PAa3IMIHBIM KOJIMYECTBOM BKITIOUCH-
HBIX TTAIMEHTOB U 3THUYECKUMU oTimuyusaMu [2-5, 10].
B moctymHO#T HaMm JuTepaTtype HAaHHBEIE O CXOICTBaX
W pa3Inuusix B TedeHUU uauorarudeckoii FTKMIT y xxeH-
IOMH W MYXYWH ITOXUJIOro Bo3pacTta B Poccuiickoi
MOMYJISILUUA OTCYTCTBYIOT.

Llenp mccaenoBaHus: N3yYUTh OCOOCHHOCTU KJIMHU-
YeCKOTO TeUYeHMSI 3a00JCBaHMSI M PEMOACITMPOBAHMUS
MHOKapma y MyXYMH ¥ XeHIIUH CeBepo-3amamgHoro
peruoHa Poccuu ¢ unnonarudeckoii ' KMII B moxuiaom
BO3pacrTe.

Martepuan u metogbl
B uccnenosanue Bxkiaoued 131 manueHT ¢ uauora-
tnyeckoii 'KMIT moxwmioro Bo3pacrta. ITom I'KMII
paccMaTpuBalii BCE CITyda TUTIEPTPOMUHU JICBOTO XKEIy-
nmouka (I'JI2K) HesscHOTo TeHe3a ¢ TONIIMHON MEXKKeTy-
moukoBoil meperopogku (M2XKII) mnm 3amHeil CTEHKH

Key words: idiopathic hypertrophic cardiomyopathy, elderly, gender differences.

'Paviov First Saint-Petersburg State Medical University of the Ministry of Health,
Saint-Petersburg; *Scientific Medical Research Center of the Ministry of Health,
Saint-Petersburg; *V.1. Ulianov (Lenin) Saint-Petersburg State Electrotechnical
University “LETI”, Saint-Petersburg, Russia.

neBoro xexymouka (3C JIXK) > 15 MM 1o TaHHBIM 3XO-
KapanorpamIecKoro MCCIeIOBaHUSI, COOTBETCTBYIO-
el KpUTEePUAM TUTICPTPODUICCKON KapANOMHUOIIATHI
COIIaCHO KIMHWYECKUM peKoMeHmanusiMm EBporreii-
CKOT0 00IIeCcTBa KapaMOJIOTOB IO TUATHOCTUKE U JIeUe-
auio T'KMIT ot 2014r [1]. ITo xiraccudukamyum, TpuHsI-
toii EBpomneiickuM pernoHaidbHBEIM 01opo BO3 (Kwmes,
1963r), Bo3pact oT 18 mo 44 ner mpu3HAH MOJIOIBIM,
oT 45 1o 59 ner — cpeguuM, ot 60 10 74 — ITOXKMIIBIM,
oT 75 mo 89 — crapueckuM, a 90 jeT u 6oyee — BO3pac-
TOM JTOJITOXUTEIICH.

IMauumentsl ¢ TKMII u conmyTcTByIOlIE# TaTojoruei
B BUIC OXWMPEHUS, apTePUAIbHON TUIICPTCH3NU, NMEIIN
>] W3 craeayoIIMX KPUTEPHUEB: CEMEWHBIM aHaMHeE3
I'KMII unm BHe3amHast cepaeuHast cmepth (BCC)
B MOJIOIIOM M CpeTHEM BO3pacTe y POICTBEHHUKOB IIep-
BOI1 JINMHUM POICTBA, N€OIOT apTepUaIbHON TUIICPTCH3NHT
nocie yctaHoBiaeHus auardHo3a 'KMII wiu HecooTBeT-
CTBHE MEXIY BRIpakeHHOU rumnepTpodueit JIK (Makcn-
MaJIbHas TOJIIIMHA CTeHOK 00jiee 20 MM) M HETaBHO BO3-
HUKIIEHW JIETKOW U YMEPEHHOW apTepUAJIbHOMN TATIEPTEH-
31eii, codeTaHre ¢ THUIepTpodueil IIpaBoro XeaymouKa,
OOCTPYKTHBHAS WJIN BepXyIIeTHass (GOpPMBI, ITOATBEPKIA-
1omme Hamnmune [KMIT.

Bce ygacTHUKM McciegoBaHUs MOANMCAIN HHDOP-
MHPOBAHHOE COTJIacHe Ha IPOBEICHUE HEOOXOIUMEBIX
METOHOB 00CIIEIOBAaHUS, B TOM UYHCJIe, TCHETUUECKOTO
aHanuza. PabGora omobpeHa 3TUYECKUM KOMUTETOM
®dIby “HMUI um. B.A. AnmaszoBa” MwuH3apaBa
Poccunu.

[MammenTaM TIpOBENCHBI CTaHOAPTHHIC KIMHHUKO-
JTabopaTopHbIE M WHCTPYMEHTAJIBHBIC METONBI OUArHO-
CTUKM (OIIpeAe/ICHNE YPOBHS TJIFOKO3Bl W JIAITMITHOIO
crrektpa (ob6mero xomecrepuHa (OX), TPpUIIMIIEPUIOB
(TI'), mumornpoTenHOB BBICOKOI IroTHOCcTH (JITIBIT),
JINTIIOIIPOTeMHOB HU3KoI 1moTHocT! (JITTHIT)), smekt-
pokapouorpadusi, cyrouHoe MoHumTopupoBaHue DKI,
axokapamorpadus). DxokapauorpadpuIeckKoe MCCIeno-
BaHME C OIPeACcICHUEM pa3MepOB JICBOTO IIPEACEPIUs,
TOJIIIIMHBI MEXKeaynoukoBoil mneperopoaku (M2KIT)
M 3amHelt creHKu JieBoro Xemynouka (3C JIK), namekca
Macchl MHMoOKapma JieBoro xemymouka (MMM JIXK),
KOHEUHO-INACTOINICCKOTO ¥ KOHETHO-CHUCTOIMIECKOTO
pa3MmepoB JieBoro xenaymouka (JIZK), cucromuueckoit
u quacroamyeckoin ¢pyHkunu JIZK mpoBoauaoch Ha aria-
pate Philips. Dxoxkapanorpacdudeckne mapaMeTpbl olle-
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OPUIMHAJIbHBIE CTATBA

HUBAJIUCh B COOTBETCTBMM C PEKOMEHIALIMSIMKU AMeEpu-
KaHCKOTo obmiecTBa IT0 3Xxokapauorpadpuu ot 2015t
n 2016r

Craructuyeckass o0paboTKa OCYILECTBIISAIACh C I10-
Moo maketoB Microsoft Excel 2010 m SPSS 22. JlaH-
HBIE TIPEICTABIICHH B BUIE: CpedHee 3HaUYCHUE T CTaH-
JapTHoe oTKiIoHeHue. CpaBHEHUE MeXay cO0Oi Herpe-
PBIBHBIX BEJIMYMH C IIPaBWIBHBIM paclipeie/ieHueM
MIPOBOAMJIOCH C IIOMOILBIO t-TecTa. st cpaBHEHUs He-
MPEPBIBHBIX BEJIMYMH MPH HEMPAaBUIBHOM pacIrpeielie-
HUU TToKa3aTels (pa3inyus KOJTMYECTBEHHBIX MapaMeT-
POB B HE3aBUCUMBIX TPYIIIAX) UCIIOJIb30BAJICS KPUTEPUIA
Manna-YutHu. CpaBHeHUE AUCKPETHBIX (HpeprBHbIXZ
BEJINYMH TTPOBOIUIIOCH C MCITOJIb30BAHUEM KPUTEPHS
¢ TIOTIPaBKOIi Ha HempepbIBHOCTH 110 Metcy. Ecm uncio
CJIydaeB B OJHOM U3 CPAaBHMBAEMBIX IPYIII ObLIO MEHbIIIE
5, TO UCIIOJIb30BAJICS ABYCTOPOHHMI KpuTepuii Puiiepa.
151 cpaBHEHHUSI YaCTOT UCIOJIb30BAJICS KPUTEPUIA COOT-
BercTBus Ilupcona — xz. Paznuuust cuMTaauch CTaTh-
CTUYECKM JOCTOBEPHBIMU I1pu 3HaueHusx p<0,05.

Pesynbrathbl

B rpyrmme mammeHToB MOXIIOTO BO3pacTa ¢ MINOTIa-
tyeckoir 'KMII keHmumHbl coctaBmmm 63% (n=82),
MyxX4ruHbl — 37% (n=49). CpenHuii BO3pacT KEHIIUH
u myxuuH ¢ TKMII ne pasauyancsa (697 et u 687
JIET, COOTBETCTBEHHO).

Y OONBIIMHCTBA MYXKUMH M XCHIIWH HMOAOIIATHIC-
ckasgs 'KMII BrepBbie BhISIBJIEHA B IIOXHUJIOM BO3pacTe
M XapaKTepr30Bajach CUMIITOMHBIM TeUCHHEM 3a00JIe-
BaHus (61% u 71%, COOTBETCTBEHHO). Y MEHBIIETO KO-
yecTtBa mamueHToB OeccumnToMHas 'KMII Bepuduim-
poBaHA IO JAHHBEIM MHCTPYMCHTAJIBHBIX (3XOKapIauoO-
rpadus+aaeKTpoKapanorpadus) MeToIOB TMATrHOCTUKI
B MOJIOJIIOM M CpeIHEM BO3pacTe, HO MaHU(ECTAIINST KITH-
HUYECKUX IIPOSIBJICHNI MMeJIa MECTO B IIOXKIJIOM BO3pac-
Te (39% u 29%, cCOOTBETCTBEHHO). [eHAEPHBIX OTIMYMIA
o Bo3pacty aebtora 'KMII He monaydyeHo.

Y nmammenToB ¢ unuonatnyeckoii ' KMII B moxmiom
BO3pacTe IpeodIamaan HeceMeliHbie GopMbI 3a00JIeBa-
Husa. Cemeitaple crygan 'KMII BeISIBICHBI B IBa pasa
Yalle y XCHIONH, YeM y MYXUYHMH ITOXMJIOTO BO3pacTa.
BHe3amHas cepmeyHast cMepTh Y pOACTBEHHUKOB TIEPBOit
JIVHUM POACTBA MPOOaHIOB BCTpeYaslach TOJBKO y XKEH-
e ¢ TKMIT B 7% ciyuaes. [Tapokcru3Mbl HEYCTOWYIM-
BOM XKeJIyIOIKOBOU TaXUKAPIUN TIPEBAIMPOBAIIN Y KEH-
muH ¢ 'KMII nmoxwmnoro Bo3pacta. CMmepTrelbHBbIE
HMCXOIBI 3apEeTUCTPUPOBAHBI TOJBKO Y KCHINWH C WINO-
marnaeckoit [ KMII B moxmtoM Bo3pacte (n=2) B CBSI3U
C IIPOrpecCUpPYIOIIe XPOHMICCKOM CepIedHON Hea0CTa-
TOYHOCTBIO, OOYCIOBJICHHOI pa3BUTHUEM MIUIATAIIMOH-
HoW da3er TKMIT.

MyXYlHBI W XCHIIMHBI MOXIIOTO BO3pacTa MMEIHN
TunudHele ig wunauonatudecko [KMII xamoOwr:
ONBIIIIKA TIPA YMEPEHHOUW (hM3NYEeCKON Harpyske, 001
3a TPYAVMHOM aHTWMHO3HOIO XapaKTepa, CeparcOncHMUE,

Ta6Gnuua 1
®dakTopbl KapANOMETA00INYECKOro PUCKA Y MYXXUUH
W XEeHLWuH ¢ nguonarnyeckoin FIKMIM B noxunom Bo3pacre

MapameTp MyX4uHbI XKeHLwmHbI p
nepToHuyeckas 60ne3Hb, % 94 89 0,53
Oucnnnugemus, % 59 73 0,18
OxwupeHune, % 47 31 0,13
MHpekc maccol Tena, Kr/M2 29,6+4,8 28,6%6,2 0,24
CaxapHbiii aabeT 2 Tuna, % 31 27 0,26
Tab6nuua 2

Axokapauorpaduyeckue napameTpbl y MYX4UH
W XEeHLWuH ¢ nguonarnyeckoin FIKMI B noxunom Bospacre

MapameTp MyX4uHbI KeHwmHbl p

MXT, Mm 18,6+3,7 20,1+4,3 0,10
3C JIX, mm 13,6%3,0 13,0+2,9 0,12
UMM JIX, r/m° 183,3+51,0 180,5+60,7 0,54
Jn, mm 51,249,0 46,3%4,7 0,01
KAOP, Mm 51,57,6 45,6+5,7 0,01
Ppakums Beibpoca, % 55,7+14,8 62,2£10,9 0,01
CUMMETPUYHbI BapuaHT, % 42 25 0,04
O6¢TpykTrBHas FTKMI, % 14 45 0,01

OTeKM M CHHKOIA/IbHbIe COCTOSIHUsI. OTINYMi B XapakK-
Tepe Kajuo0, aCCOLIMUPOBAHHBIX C TI0JIOM, HE BBISIBJICHO.

XapakTep HapylLIEHUI IPOBOAMMOCTU CEPALIA Y MYX-
YMH U Y XEeHIIMH ¢ unuorarudeckoii 'KMII B nmoxuiaom
BO3pacTe ObL1 comocTtaBuM. OUOPWILISALMS MIpeacepani
(®IT) yamre 3aperucTpupoBaHa y MYXKIHMH, 9YeM Y XKeH-
wuH (49% u 29%, coorBeTcTBeHHO). I1py 3TOM, ITOCTO-
sHHas ¢popma DII Takke yalle MMea MECTO Y MYXKUUH
¢ 'KMII, yem y xeH1uH (33% 1 9%, COOTBETCTBEHHO).
Y XeHINWH, HAIpPOTUB, Yallle BBISIBISLIACH TAPOKCU3-
ManbHast ¢dopma PIT (82% wu 57%, COOTBETCTBEHHO).
Bcrpeuaemocts nepcuctupyionieii hopmbl @I comocra-
BuMa y MyxuuH (10%) u y xenmmH (9%). [eHaepHbIX
pasauuyuii B 4acTOTe IMEePEHECEHHBIX TPOMOOIMOOIMIA
MEJIKMX BETBEi JIETOYHOM apTepUM M OCTPOrO Hapylie-
HUSI MO3TOBOTO KPOBOOOpAIEHUS HE OOHAPYXKEHO.

IIpoaHanu3upoBaHa yacToTa (DaKTOPOB KapaUOMETa-
00JIMYECKOTO pUCKA Y MAIMEHTOB C WAMOTATUYECKOMN
TI'KMII B moxxmimom Bo3pacte (Tabir. 1). Y MyXKInH 1 3KeH-
LIMH OHA COIOCTABMMA.

Hiemuueckass 6oJie3Hb Cepalia, MOATBEPXIACHHAS
JAHHBIMM KOpPOHApoaHTHorpaduu, yCTaHOBJIEHA dYalle
Y MYXYMH, 4YeM Y XEHIIWH, OAHAKO CTATUCTUYECKM 3HA-
YUMBIX OTJIMYMI He IOJIydeHO. YKa3aHus Ha uHdapKT
MHOKap/a B aHaMHe3e uMenu 22% MyxxauH u 18% xeH-
wuH. PeBackynsipusanyss MuoKapaa IIpOBeaeHa y MyX-
YYH B [Ba pa3a 4yalle, YeM y KEHIIUH.

Dxokapauorpadpuueckue MmapaMeTrpbl y MYXKYUH
Uy XKeHIuH ¢ uauonatndyeckoit FKMII B moxkuniaoM Bo3-
pacte IpencTaBjieHbl B Ta0auLe 2.
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KeHIMHBI

MyXuuHBI

30

B Ouacronuueckas muchyHkuusa I Tuna

10 20 40

B duacronnueckas mucdynxums 11 Tuma
[0 Oumacromuueckas muchynkuus 11 Tuma

B Jduacronnueckyio GYHKIMIO HE OLIEHUTD

Puc. 1. Xapaktep HapyLieHWn AnacToNnyYeckon GYHKUMN Y MYXYUH W KEHLLWH
¢ nanonatunyeckon MKMI noxunoro Bo3pacta.

Oo6ctpyktuBHast (popma 'KMII BcTpeuamachk y KeH-
IIMH B TP pa3a Jallle, YeM Y MYKUHMH ITOKMIOTO BO3pacTa.
Y 6% myxuuH U y 4% XeHIIUH UMejIach TMHAMUYECKASI
OOCTPYKIIMSI BEIHOCSIIETO TpaKTa JIEBOTO KEIymOodKa,
BBISIBJICHHAs TIPH IIPOBEACHUH IIPpOOEI BabcabBEL

Pasmep neBoro mpencepmmst (JIIT) m KoHeuyHO-mMAa-
CTOJIMYECKUM pa3mep JjeBoro xenymouka (KIP) y myx-
YWH TPEBHIIAIN aHAJOTHYHBIC TTOKA3aTeIN Y KCHIIMH
(51,2£9,0MMmu 46,3£4,7 Mm; 51,517,6 MM 1 45,6157 MM,
cooTBeTcTBeHHO, p=0,01).

JlOoCTOBEpHBIX OTIWYWII B BEIWYWHE TUIICPTPODUU
MHOKapaa Y MYyKIYMH W Y XEHIIUH C MINOIATHICCKOU
I'KMII B moxmiioM Bo3pacTe He BBISIBIICHO (TaOi. 2).
OmHako, y My>KYWH CUMMETPUIHEIN BApHAHT PEMOICITH-
pOBaHUS MHOKapla YCTAaHOBJICH 4Yallle, YeM Y KCHIIMH,
3a cyeT MeHbliei ToamuHbl M2KII, coctaBuBLIE y MyX-
qyuH OT 15 MM 10 22 MM, B cpeaHeM — 18,6£3,7 mwm,
a 'y XEeHIIUH — OT 16 MM 10 24 MM, cpeJHee 3HauYeHUE —
20,1+4,3 MMm. bornee HU3KMe ITToKa3aTelW TOJIIIWHBI
MIXII y My>XuuH HaOJI0daIMCh B TPYIINE C IepeHeceH-
HbIM MH(papkToM Muokapaa (n=10) — 15,7£2,9 mm,
B To BpeMs Kak y myxunH ¢ 'KMII, He mepeHecimnx
nHbapkT Muokapma (n=39), tommumua MXKII
19,4+£3,5 MM OBIJTa cOIOCTaBMMA C JAaHHBIM MOKa3aTeaeM
y >KCHIIVH.

®paxk1ns BeIOpoca JieBoro kemyaouka (PB) y myxunH
3HAYMMO MEHBIIE, YeM TaHHBII IMoKa3aTellb Y KEeHIINMH
(55,7%£14,8% 1 62,2£10,9%, coorBercTBeHHO, p=0,01).

Takum o6pazom, 0OHapyKEHHbIE 0COOEHHOCTU PEMO-
IeTMPOBaHUS MUOKapIa y MY:KYMH OOYCIIOBJICHBI BITHSI-
HHUEM COITYTCTBYIOIIEH ITaTOJIOTUM B BUIIE MIIIEMUYCCKOM
6oJie3HU cepAla U TOCTUHDAPKTHOTO PEMOAECTUPOBAHUS
MMOKap/a, B TO BpeMsI KaK y XKCHIIIH YaIlle MM MECTO
obctpykTuBHBIE (popMbl 'KMIT.

Xapaktep HapylIeHUA OUAaCTONMIECKON (DYHKIIMU
IIpeACcTaBIcH Ha pUCYHKE 1.

[eHOepHBIX OTIMYMU B TSKECTH IHACTOIUICCKOMN
IUCHYHKIIMU HEe YCTAaHOBJICHO.

Hambomee d9acto MMalMEHTHI € WIUOTATHICCKON
T'KMII noxwunoro Bo3pacta nmetot npu3Hakn XCH 1-11
dyukunoHansHoro kiacca (PK): y myxuus B 76% ciy-
yaes, Y XeHIuH — B 68%; npu stom, XCH I ®K ycra-
HoBJIeHa y 7% MyxuuH 1 y 4% xeHmuH, 11 ®K — y 69%
MYKUMH U Y 64% XeHITUH.

Taxenas XCH I11-1V ®K na6moganace y 18% myx-
yuH U y 29% xeHmuH. Tak, y XeHIIUH ¢ WAMOMaTude-
ckoit 'KMIT moxwumnoro Bo3pacta XCH III @K nmena
MECTO IIPaKTUYECKU B IBa pasa vaiie (29% (n=24)), uem
y MyxuuH (12% (n=6)), 94T0 UMeeT TeHISHIINIO K OTJIN-
ypio (p=0,06). XCH IV @K BbisiBIeHa TOJBKO Y MYKUYMH
(n=3(6%)). Y xennmn XCH 111 ®K npeumyiiecTBeHHO
oOycioBiieHa mporpeccupyomuM TedeHuem ['KMII
B BUJI€ Pa3BUTUsI OOCTPYKLIMU BbIHOCSIIErO TpakTa JIZK
(n=13) u gmnatamuoHHOoM da3zer T'KMII (n=3).
3a uckimodyeHneM | TaMeHTa, BCe CIydaWl Pa3BUTHS
XCH III ®K (n=5) u IV ®K (n=3) y myxxuns ¢ TKMII
TIOXWJIOTO BO3PAacTa SIBIISICTCS OCJIOKHEHUEM COYCTAHMS
I'KMII c¢ comyrcrBytomeit MBC u mepeHeceHHBIM
nHpapKTOM MHoKapna. Y omHoro myxamHel XCH III
@K pa3Buiach Kak pe3yiIbraT IPOrpecCUpyIoNmero Teue-
Hust TKMII ¢ popmupoBaHreM OCIOXHEHHOTO PeMO/Ie-
JINPOBaHUSI MUOKapAa B BUIEC couyeTaHUA (PeHOTHIIOB —
TUTIEPTPODUICCKOTO M PECTPUKTHUBHOTO.

Y myxuns ¢ TKMII, ocioxaennoit XCH III-1V @K,
nmena Mecto XCH mpenmMyInecTBEHHO €O CHIKCHHOM
(<40%) (56% ) wmu ipomexxytouroit @B (40-49%) (11%),
B TO BpeMsI Kak y XeHImuH ¢ [ KMII, ocroxuerHoit XCH
111 ®K, npeobnagana XCH ¢ coxpanennoit ®B (=50%)
(83%).

BpaucOHast TaKTUKA Y MyXKYWH W Y XCHIOWH ¢ UIAO-
natudyeckoir 'KMII B moxuaoM Bo3pacTe 3aKJIr04anach
B IomOOpe ONTUMAIPHON MEIWKAMCHTO3HOM TepaItmn
COIIACHO KIIMHNIECKNM peKoMeHmanusM EBpomneiickoro
00IIIecTBa KapOMOJIOTOB IO JTUATHOCTUKE M JICYCHUIO
T'KMIT ot 20141 [1]. MHOSKTOMUS M CTTUPTOBAS a0JIaIns
MZKIIT BbIMOJAHEHBI MPEUMYILIECTBEHHO Yy XKEHIIWH —
B 22% HaOmofeHuit (MMOKTOMUSI — y 13 mauueHTOoK
u criupTtoBas abdnauus MXKIT — B 5 ciy4dasix) ¥ TOJIbKO
y 6% MyX4rH (MUOSKTOMHUSI — B 3 CiTydasix).

O6cyxaeHue

OCcoOeHHOCTH KIIMHUICCKUX XapaKTePUCTHK 1 PEMO-
IeIMPOBAaHUS MUOKapaa, Hajau4dre (pakKTopoB KapanuoMe-
TabOJIMIECKOTO PHCKA Y MYKUMH 1 Y XXSHIIWH C WINOIIA-
tuueckoii ' KMII B moxkuniaoM Bo3pacTe peako aHAIU3U-
pytorcs. IlonydeHHble B paboTax OTHCIBHBEIX aBTOPOB
CBeIleHUS IIPOTUBOPEUMBEHI [2-5, 9, 10], 9TO MOXET OBITH
00YCIIOBJICHO 3THHYCCKUMHU OCOOCHHOCTSIMHU, pa3Imd-
HBIM KOJITIECTBOM OOJIBHBIX, BKITFOUCHHBIX B MCCIICIOBA-
HIE, HECOTTOCTaBUMBIM BO3pacTOM MaHUMECTAIIMHU TIep-
BbIX KJIMHUYeckux mnposBaeHuit 'KMII y MyxuuH
n y XeHnmwuH. Tak, B padote Olivotto I, et al. (2005) mmoka-
3aHO, YTO cpeaHuii Bo3pacT BbisiBieHUs1 [ KMII 3Hauun-
TEJIbHO HIDKE Y MYXYMH, 4eM y XeHmwmH (38%18 mer
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u 47123 roga, COOTBETCTBEHHO). AHAJIOTMYHBIC PE3YIlhb-
TaTHI TTOJIYICHBI B psiie ApyTux padot [3-5, 11].

[Ipy m3ydeHNN TeHACPHBIX OCOOCHHOCTEI B TPYIIIIE
MMAIIMEHTOB ITOXMJIOTO BO3pacTa ¢ MOWOIATHIECKOM
I'KMII CeBepo-3amangHoro pernoHa Poccny BEISIBIEHO
mpeobmaganue XeHuH (1:1,7), 970 BeposTHO, CBSI3aHO
C MEHBIIel NIPOMOJLKUTECIBHOCTBIO XKMU3HU MYXKXUIMH.
[MomygyeHHBIC JaHHBIE COTJIACYIOTCS C PE3yJIFTaTaMHU Psiaa
HUCCIIEIOBAaHMI, B KOTOPBIX OTMe4YeHO, uTo ae00T 'KMII
y >KEHIIMH YaIlle HaOIomaeTcs B BO3pacTe cTapiie 55 1er
[3-5], B TO BpemMsI KaK y MYXYMH TICPBBIC CUMITTOMBI
3a00J1eBaHUS Yallle OSIBIISTIOTCS B Bo3pacTe 1o 55 jeT [2].

OTINYUTEIPHON OCOOEHHOCTHIO IIPOBEACHHOM
paboTHI ABISETCA TO, YTO BO3PACT MYKUMH W KCHIIMH
¢ uauomnatuueckoi 'KMII Ha MoMmeHT oOciiemoBaHMsI,
a TaKKe KOJIMYECTBO OOTBHEBIX ¢ MaHU(beCTaIINEH KITMHK-
YeCKHX TIPOSBICHUI B TOXWJIOM BO3pAcTe CPEeard MYXK-
YUH U XEHILWH, ObLIM COMOCTAaBUMBI.

BerpewaeMocTh (haKTOpPOB KapaMOMETa0OIMIeCKOTO
pHCKa He pa3Indajach Y MyXKYMH 1 Y 3KSHIIINH C WINOTIA-
tnyeckoir 'KMII moxwunoro Bo3pacrta. Mimemuueckast
0oyie3Hb cepalla W WHMAPKT MHOKapma dJalle WMeId
MECTO y MYXXUYMH, 4YeM y XeHIMuH. OmHaKo, OTCYTCTBUE
JIOCTOBEPHBIX Pa3IMIN B YaCTOTE BBHISBIICHUS WIIIEMU-
YecKOM 00JIe3HM cepilla U WH(papKTa MUOKapaa y MyxXK-
yuH U y XeHMUH ¢ TKMII MoxeT ObITb 00YCIOBIEHO
CpaBHUTEJIBHO HEOOJIBIINM YHCIOM OO0CIeI0BaHHBIX
MyxunH. [TomydeHHBIC JaHHBIC COTIACYIOTCS C pPabOTOMU
Lin CL, et al., B KOTOpoii moKa3aHO, YTO y ITallUEHTOB
MyXcKoro mnoJjia ¢ uauonatuueckoit 'KMIT yaie obHa-
PYKMBAIOT UIIIEMUYECKYIO 00JI€3Hb cepana [4].

Y 006cIeoBaHHBIX HAMHU KSHITUH B TIOKMJIOM BO3pac-
Te YCTaHOBJICHA TCHACHIINS K 00Jice TSKEIOMY TCUCHHIO
3abomeBanus. Tak, XCH III BeisiBIeHA gatie y XXeHIITUH,
yeM y myxanH. XCH III ®K y keHImmH 00ycoBiIcHA
nporpeccupyomum TeueHrneM nauonatndeckoin I'KMIT
B BHUJE Pa3BUTHS OWIATAIIMOHHON (bas3sl M (popMupo-
BaHWUSI OOCTPYKIIMK BBIHOCSIIETO TPAaKTa JICBOTO KEIy-
IIOYKa, IIOTpeOOBaBIIeil IIPOBEACHUSI MUOIKTOMUK
u cruptoBoit abmaumu MIKII yaie, 4yeM y My>KUYMH.
Y myxuna XCH III-IV @K accoummpoBaHa ¢ HATMINEM
WIIEMUYECKON OOJIE3HM Ccepalla M IIepeHECEHHBIMU
nHpapKTaMy MIOKapa.

B pa6orte Olivotto I, et al. (2005) moka3aHo, 4TO XeH-
IIIHEI Ha MOMeHT Bepudukaumy I'KMII taxke xapakTe-
PHU30BaJINCh HATMYHUEM 00Jjice BBIPAXKEHHBIX CUMIITOMOB,
yeMm MyxuuHbl (k1acc NYHA 1,8%0,8 npotus 1,4%0,6),
YTO COIJIacyeTcsl ¢ APYTMMM JIUTEPATYpHbIMU JAHHBIMU
[3-5, 11]. OmHako, clieayeT OTMETUTh, YTO aBTOPHI aHA-
Jm3upoBam TskecTh XCH B mipenenax omHOro (pyHKITNO-
HaJIBHOTO KJIacCa, COOTBETCTBYIOINIETO JIETKOI 1 YMEpEH-
Hoit XCH.

B HamieM wuccienoBaHMM y MYXYMH U Yy XXEHIIUH
¢ uagnomnatudeckoit 'KMII B moxuiaoM Bo3pacTe IpeBa-
JnupoBan 1 TUII AMacTonndeckoi nuchyHkuuu, Ho B 20%
ciTydaeB Y My>XKUMH U 'y 18% KeHIIMH yCTaHOBJIEHA va-

cronmaecKas nucyHknus 3 Thma. [eHIepHBIX pa3Imanii
B TSDKECTH HapyIIeHUs TUACTOJMYECKOM (DYHKIMU TIpU
5TOM HE BBISIBIICHO.

VY MmyxuuH ¢ uauonatuueckoit 'KMII B moxunom
Bo3pacTte GUOPMIUISIIUS TIPEACepONii perUCTPHPYETCS
qale, 9eM Y KCHIIMH, 9YTO TaKKe COIIacyercsl ¢ 00Jb-
IINMA pa3MepaMHt JIEBOTO MpPeICepaus B TPYIIIE 00cie-
IOBaHHBIX MYXUMH. B MicciemoBaHMSIX, aHAIM3UPYIOLIIX
gactoTy BestBiieHus PI1 y maumenros ¢ TKMII, mmomxy-
YeHBbl TPOTHUBOPEUMBEIC Pe3yabraTel. Tak, B paboTax
Zegkos T (2017tr) 1 Guttmann OP (2017t), et al., o6Hapy-
KEHO, YTO XKCHCKHIA TIOJT SIBJIICTCS He3aBUCUMBIM (DaKTO-
poMm pucka ®IT [12, 13]. Bmecte ¢ Tem, 110 maHHBIM Kubo
T, et al. (2010r) ycTaHOBJICHO, YTO MYKIMHBI 1 KCHIITTHBI
¢ 'KMII umenu oamMHAKOBYIO 4acToTy (UOPWIUISLIAU
npeacepauii [5].

Yacrora TpoMOO3IMOOIUUYECKUX OCIOXKHEHUN B Bbl-
TIOJTHEHHO# paboTe He MMesa CTATUCTHICCKH 3HAYMMBIX
Pa3IMIMii B TPYIIIAX MY>KIYMH ¥ XKCSHITWH ¢ MIXOTaTHIEC-
koit 'KMII B moxwuiiom Bo3pacte. Umerommecs: nturepa-
TYpHBIEC CBEACHUS TI0 3TOMY BOIIPOCY TaKXKe IIPOTUBOPE-
yuBHL. B pabote Russell JW, et al. (1991r) ommcaH moOBEI-
IIEHHBIA PUCK Pa3BUTHUSI OCTPOTO HAPYIIICHUS MO3TOBOTO
KpoBoOOpalleHus y XeHIIUH ¢ uauornatudyeckoir [ KMII
[10], B TOo Bpems Kak mo maHHEIM Kubo T, et al. (2010r)
PHUCK OCTPOTO HapyIICHHS MO3TOBOTO KPOBOOOPAIIICHMS
Y XEHIIMH HUXE, YEM y MYXYUH [5].

B mpoBereHHOM MCCIIeIOBAHUH TIPH aHAJIM3E IXOKap-
nrorpadMIecKnX IMapaMeTpoB Y KCHIIWH Yallle BBISB-
JICHBI OOCTPYKTUBHBIE (POPMBI 3a00JIEBaHMS, YTO COTJIa-
CyeTCsI ¢ TUTepaTypHBIMH JaHHBEIMH [2, 5, 11, 12].

B BEIMONHEHHOU paboTe Yy MYXYMH YCTaHOBJICHA
oonbmias BenmunHa padMepa JIII, KIP u 6onee Huskue
nokazarenu ¢pakuuu BbiOpoca. Takue 0coOeHHOCTHU
peMoIeIMpPOBaHMSI MIOKapaa MOTYT OBITh OOYCIIOBJICHBI
HaJIMIMEM Y MalMeHTOB UIIEMUIECKO OOJIE3HN cepiliia
¥ TIepeHEeCEHHOTo MH(papKTa MroKapaa. B To xke Bpems,
Kubo T, et al. (2010r) mpu IIpoBeOcHUN 3XOKapauorpa-
(braeckoro mcciaemoBaHUS BBISIBIIM OOJBIINIT TUaMETP
JICBOTO TIpPEACEepOUs M JIEBOTO KEIYHOYKa Y MYKINH
¢ 'KMII B oTcyTcTBUM MIlleMUYeCKOi 00JIe3HU cepilia
[5]. CuMMeTpUYHBII BapyaHT PEeMOAECTMPOBAHUS MUO-
Kapma Ipeo0J1afga B TPYIIIe My>KIMH ITOXIIOTO BO3pacTa
¢ naguonarudeckoir 'KMII, yto oOycnoBieHO MeHbIIEH
tonmuHoi M2XKII B nanHo# rpynne nanueHToB. [Tocnen-
HUI (PaKT, BOZMOXKHO, OOBSICHSICTCS HAJTMINEM ITOCTUH-
(apkTHOTO peMoOIeIUPOBAHUS MHOKapaa B ITaHHOM
TpyIIIIe.

HMMeroTcst emMHUYHBIC MCCICIOBAHMSI, OLICHUBAIOIINEC
OTJINYMSI B BBLDKMBAGMOCTH MYKYMH M XKeHIINH. B 00cte-
JNIOBAaHHOI TpyIlne MNalUeHTOB CMEPTEIbHbIE WCXOMAbI
3apPETUCTPUPOBAHEI TOJIBKO Y XXCHIIWH B CBSI3U C IIPO-
TPEeCCUPYIONIel XPOHMYECKOM CEpOeYHOM HEOOCTaTOU-
HOCTBIO (N=2) BCJICACTBHC Pa3BUTHSI IWIATAIIMOHHOM
dazer TKMII. UmeeTcsa myonmmKkaimst, B KOTOPOI JoKa-
3aHO, 9TO KCHCKUI TOJI He3aBUCHUMO CBSI3aH C PHUCKOM
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nporpeccupoBanusg cumntoMoB XCH mo III-IV ®K
no NYHA unu gaxe cMepTH OT CEpASYHOM HEIOCTaTOU-
HocTH win mHCynbTa [2]. Geske JB, et al. u3yammu cmepT-
HocTh mpu uauonatudyeckoid 'KMII cpeau MyX4yuH
M XEHIIMH B OOJbIIONA KOropre mamueHToB (n=3673,
cpemHUii Bo3pacT — 55%16 ser, myxunmH — 55%).
B pabGote moxkazaHo, uTo keHIIMHBI ¢ [KMII umeror
0oJiee HU3KYIO BEKMBACMOCTD IO CPAaBHEHUIO C MYXKUH-
HaMM, 4YTO TpeOyeT MIpoBedAeHUSI 0ojce MHTCHCHUBHOM
MeIVKAMEHTO3HON M HeMeOWKaMEHTO3HOM Tepanmuu
y XKeHIIUH ¢ uauonatuueckoit FKMIT [11].
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KIMHUYECKUE ®OPMbI (KNTACCUDUKALINA) APUTMOIEHHOW AUCTJIASUN NMPABOIO
XENYAO4KA: OCOBEHHOCTU AUATHOCTUKHN U JIEYEHUA

JlyToxmHa IO.A.1, Bnarosa O. B.1, Hepoctyn A. B.1, LLecTtak A. F.2, 3aknsabMuHckas E. B>

Llenb. Bbioenntb ycToiuvBbE KIMHUYECKME HOPMbI aPUTMOrEHHOW AUCNNasvun
npasoro xenyaouka (ALMX) ¢ y4eTom pa3nnyHoro Bknaga reHeTmyeckmx n Bocna-
JINTENbHBIX MEXaHU3MOB, NPOaHaNN3MPoBaTb 0CO6EHHOCTU AnddepeHLmanbHom
LMarHOCTUKV U NeYeHMs NPy KaXA0M 13 BapuaHTOB 60NesHu.

Martepuan n metoabl. OCHOBHYIO rpynny coctasunu 50 naumeHToB C fOCTOBEP-
HbIM (N=26), BeposTHbIM (N=13) nnn Bo3MoxHbIM (n=11) gnarnodom AAMX, cpea-
Huii Bo3pacT 38,1+14,6 net, myxunHbl — 20 (40%), cpok HabnoneHus 13,5 [4; 34]
Mec. [pynny cpaBHeHUsi COCTaBWIM 58 NaLMeHTOB, MMEIOLLMX OTAESbHbIE KpUTEpUM
avarHosa ALMXK, HepocTaTo4HblE AN MOCTAHOBKM AmarHo3a. Bcem nauyeHtam
BbinonHeHsl KT, cyTouHoe MoHuTopupoBaxue IKI no Xontepy, 9xoKr, nononHu-
TeNbHO B 0cHoBHOW rpynne — AHK-auarHocTuka (n=46), MPT cepaua (n=44), 3KI
BbICOKOrO pa3pelueHus (n=16), aHgoMuokapavansHas 6uoncus MK (3MB, n=2),
aytoncus (n=2). B rpynne cpaBHeHnst MPT BeinonHeHa 32 60nbHbIM, AMB (n=7),
aytoncus (n=1).

Pesynbratbl. Ha 0OCHOBaHWV aHanM3a KIMHWYECKMX JaHHbIX U XapakTepa TeveHus
3a601eBaHNs BbigeneHbl 4 CTabunbHbIX BO BPEMEHW KnHu4eckux Gopmbl AOMXK,
KOTOPbIE He CK/IOHHbI K B3aMMHOMY nepexomy: naTteHTHast aputmmyeckas (50%
60nbHbIX), pa3BepHyTas aputMudeckas (20%), AAMX ¢ npeobnafaHvem GuBeHT-
PUKYNSIPHOW XPOHUYECKO cepheyHoin HepocTatoyHocTn (XCH, 16%) v AOMXK
B COYETaHWM C HEKOMMAKTHbIM Muokapaom (HKM) nesoro xenynouka (14%). Pa3-
BUTWE TOW WU MHON POPMbI ONPEAEnseTcs Kak reHeTM4eckuMmn Gakropamu, Tak
1 NpucoeayHeHneM muokapauTta (8 % COOTBETCTBEHHO [N KO0 hOopMbl).
B gmarHocTuke nateHTHOM apuTMmyeckor GopMbl (4acTas npaBoOXenyao4koBas
aKcTpacucTonus, X3, n/unn HeycTo4mBas NpaBoXenyao4kosas Taxvkapamns, XT)
OCHOBHOE 3HaueHWe UMEenU XeHCKWii Non, CUHKone B aHamHese (16%), BHe3anHas
cMepTb B cembe (12%), IKI-kpuTepum n nonoxutensHole pesynstatel AHK-ana-
THOCTWKM (24%), pa3BepHYTON aputMuyeckon Gopmbl (yctonumeas XT, YXKT) —
BHE3anHas cmepTb B cembe (y 20%), MPT-kputepun (yBenanuerne MX co cHmxe-
Huem ero ®B), 3K -kpuTepumn 1 nonoxutensHele peaynstatel JHK-anarHocTrkm
(50%), AOMX ¢ nporpeccupytoweit XCH — Hanudme yctonumson XT (50%), cuH-
kone (37,5%), npeobnanaHue HegoctatouHoCTH MX ¢ pe3kum cHkeHnem ero @B
(25,7£15,0%), 60nblume MPT- 1 3KI-kputepun, cHkeHne BonbTaxa QRS v nono-
xuTenbHble pedynstatel AHK-anarHoctrkm (38%). Couetanne AOMXK n HKM otnn-
yatoT yacTas X9, arpeccusHas XT (57,1%), cuHkone (42,9%) n XCH ¢ poctoBepHO
MeHbLuei, 4em npu OKMM, ®B MX. NletansHocTs npu I-IV dopmax coctasuna
cootBeTcTBeHHO 0%, 10%, 25% n 14,3%, onpaBaaHHble cpabaTbiBaHUs 3aperu-
cTpupoBaHbl y 8 u3 13 (61,5%) GonbHbix ¢ KA,

3aknioueHue. LienecoobpasHo NCnonb30BaHMe NPeaioxXeHHoN knaccudukaumm
ALMX B KNMHUYECKOW NPaKTUKE C LENblo ONpeaeneHns cnekTpa aAmarHocTuye-

CKUX U NIe4eBHbIX MEPOMPUSATUIA U OLLEHKM NPOrHO3a 3a601EBAHUS Y KOHKPETHOrO
60/1bHOr0.
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CLINICAL TYPES (CLASSIFICATION) OF THE RIGHT VENTRICLE ARRHYTHMOGENIC DYSPLASIA:

SPECIFICS OF DIAGNOSTICS AND MANAGEMENT

Lutokhina Yu. A.1, Blagova O. V. 1, Nedostup A.V.1, Shestak A. G.Z, Zaklyazminskaya E.V2

Aim. To classify established clinical types of the right ventricle arrhythmogenic
dysplasia (RVAD) taken a variety of genetic and inflammatory mechanisms, and to
analyze the specifics of differential diagnostics and management of the respective
types.

Material and methods. Main group consisted of 50 patients with evident (n=26),
probable (n=13) and possible (n=11) RVAD diagnosis, mean age 38,1+14,6 v.o.,
males — 20 (40%), follow up time 13,5 [4; 34] months. Comparison group consisted
of 58 patients with some of the RVAD criteria insufficient for evident diagnosis. All
patients underwent ECG, Holter ECG 24 hours, EchoCG; in the main group
additionally — DNA-diagnostics (n=46), cardiac MRI (n=44), high definition ECG
(n=16), endomyocardial biopsy of the RV (n=2), autopsy (n=2). In comparison
group, MRI was done in 32 patients, biopsy to 7, and in 1 case — autopsy.
Results. Based upon the clinical data and specifics of the disease course, 4 types
of established clinical RVAD were selected, that do not tend to overlap: latent

arrhythmic (50% patients), manifest arrhythmic (20%), RVAD with predominant
biventricular chronic heart failure (CHF, 16%), and RVAD with non-compaction left
ventricle myocardium (14%). The development of one or another type is based on
genetic factors, as on comorbid myocarditis (in percent in the following,
respectively). In diagnostics of the latent arrhythmic type (frequent right ventricle
extrasystoly, VE and/or non-sustained right ventricular tachicardia, VT) the key role
played female sex, syncopes in anamnesis (16%), family history of sudden death
(12%), ECG-criteria and positive results of DNA diagnostics (24%). For manifest
arrhythmic type (sustained VT) — sudden death family anamnesis (in 20%), MRI-
criteria (enlarged RV with lower EF), ECG-criteria and positive DNA tests (50%). For
RVAD with progressing CHF — sustained VT (50%), syncopes (37,5%),
predominance of RV failure with its severely reduced EF (25,7+15,0%), major MRI-
and ECG-criteria, decreased QRS-voltage and positive DNA test (38%). Comorbidity
of RVAD and non-compaction myocardium differ by frequent VE, aggressive VT
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(57,1%), syncope (42,9%) and CHF with significantly lower than in DCMP EF LV.
Mortality rate in I-IV types was, respectively, 0%, 10%, 25%, 14,3%, and relevant
shocks in 8 of 13 (61,5%) patients with ICD.

Conclusion. It is worthy to use the proposed RVAD classification in clinical practice
to define the spectrum of diagnostical and management events and assess the
individual patient prognosis.

Russ J Cardiol 2018, 2 (154): 19-31
http://dx.doi.org/10.15829/1560-4071-2018-2-19-31

ApuTMOTeHHasd OWCIUIA3Ws IIPaBOrO KEJIymZoduKa
(AAITXKX) — HacmencTBeHHOE 3abojieBaHME MHOKapia,
XapaKTepHU3yIoleecsa IPOrpecCHpyomuM GUOPO3HO-
KMPOBBIM 3aMeIlleHreM I1paBoro xkemymouka (I12K), kmm-
HUYECKU MaHU(ECTUPYIOIIee XKeIyI0IKOBEIMI HapyIIle-
HUSMHU pUTMa, C BBICOKMM PHCKOM BHE3aITHOM cepred-
Hoit cmeptu (BCC) [1, 2].

Pacmnipoctpanennocte AJITTXK cocraBnster 1:2000-
1:5000, B 3aBucuMocTu oT peruoHa [3]. ¥ 20% ymepiuux
BHE3AITHO B BO3pacTe A0 35 JIeT IpHU ayTOIICUM OOHAapy-
xwuBatot nipu3Haku AJITTXK [4, 5]; cpenn mpuunn BCC
cioprcmeHoB Ha gomio AJITK mpuxommrest or 20%
10 35% [6]. Bonpeku mpeacraBienuio o6 AIITXK kak
0 peIKoM 3a00JIeBaHMM, OHA SBJISIETCS OTHOM M3 CaMBIX
pacIpoCcTpaHeHHBIX KapAMOMHUOIIATUI: HAIIpUMeEp,
B ropojie ¢ HaceJIeHWeM | MITH. 4eJIOBEK IIPOXMBAIOT, KaK
muHIMYM, 200 manuenToB ¢ AITT2K. BaxaocTh ee cBoe-
BPEMEHHOI OWATHOCTUKH, JICUCHUS WM IIPOPUMIaKTUKU
BCC c1oxxHO TTepeoreHUTbD.

C Tex mop, Kak JaHHasT HO30JIOTHS OBlIa OIMCaHa
B 1977t Fontaine G, et al., mporuio 40 ner. OmHaKo,
HECMOTpS Ha CYIIECTBEHHBIN IIPOrpPecC B M3YICHUU
ANITXK, 10 cux Mop OTCYTCTBYET eIMHas OOLIEeTpUHSITas
knaccudpmkarusgs AJIII2K, xoropas OBl y4uThIBaja BCe
KIMHUYeCKre (OpMBI 3a00JieBaHUSI W IIOIpa3yMeBaja
OCOOBIN ITOAXOM K BEICHUIO IMAIIMEHTA B 3aBUCHUMOCTU
OT BapuaHTa 6oJie3Hr. Hemarslii mHTepec IPeICTaBIIsSIIOT
dopmbl AJITT2K ¢ cepaeuyHoii HEAOCTATOYHOCTBIO, OCO-
OCHHOCTH KOTOPBIX TAKKE TPEOYIOT M3YUCHUS.

Llenp: BBIOCINTH YCTOMYMBEIC KIMHUYCCKHAE (POPMBI
(pa3paboTarh KIMHWYECKYIO Kinaccudpmkammo) AITTK
C YU4ETOM Pa3IMIHOIO BKJIAIa TCHETHYECKIX W BOCITAIH-
TEJIbHBIX MEXaHN3MOB, IIPOAHAIN3NPOBATh 0COOCHHOCTH
mnddepeHIINATPHON OHMATHOCTUKA W JICUCHHS IIpH
KaXXJIOM M3 BapMaHTOB OOJIC3HM.

Martepuan u metogbl

B ocHOBHYyI0 TpyIIy BKITI0YeHO 50 MaliMeHTOB ¢ Aua-
rHo3zoM AJIII2K, ycTaHOBJIEHHBIM B COOTBETCTBUM
¢ momupummpoBaHabiMu Kputepussmu 2010t (Task Force
Criteria, TFC) [7]. locTOBEpHBIiA IMarHO3 IIOCTaBIeH 26
OOJILHBIM, BepOosSTHBI — 13, Bo3MoxHblii — 11. Cpen-
HUIl Bo3pacT coctaBui 38,1%£14,6 jer, myxkunHb — 20
(40%), cpok Habmonenus 13,5 [4; 34] mec.

B rpyrmy cpaBHEeHMS (n=58) BOIIN TTAIIUCHTHI, IME-
olIMe JUIIL OTACAbHBIE Kputepuu auarHosa AJITK,

Key words: arrhythmogenic dysplasia/cardiomyopathy of the right ventricle,
ventricular extrasystoly, ventricular tachicardia, myocarditis, endomyocardial
byopsy, chronic heart failure, non-compaction myocardium.

VN, Vinogradov Faculty Clinics of Therapy, I.M. Sechenov First Moscow State
Medical University of the Ministry of Health, Moscow; VB. Petrovskiy Russian
National Research Centre of Surgery, Moscow; *N.1. Pirogov Russian National
Research Medical University (RNRMU), Moscow, Russia.

KOTOPBIX HEAOCTATOTHO TSI TIOCTAHOBKHU JOCTOBEPHOTO,
BEPOSITHOTO WJIM BO3MOXHOTO amarHosa. CpegHwuit BO3-
pact coctaBu 44,6+13,5 net, myxxuun 28 (48,3%), cpok
HaoOmoneHus 12,5 [8; 26,8] mec.

B uccnenoBanme He BKIIIOYAINCH MAIIMEHTHI C JEKOM-
TMCHCUPOBAHHBEIMM BPOXICHHBIMU ITIOPOKAMH Cepalia
¥ TIeperpy3KOi IPaBBIX OTIEIOB Cepilia, TPOMOO3IMOO-
JIMEN JIETOYHOM apTepuH, IIEPBUYHOM JIETOYHOM THUIIEP-
TEH3UEH, JIETOYHBIM CEepPIIICM.

Metoapl ucciaenoBanus. Bcem mnmanueHTaM o00eux
TPYIII BBEITIOJTHEHEI 3JIEKTpoKapauorpadus B 12 oTBeze-
austx (BKTI), cyrounoe moanTopupoBanue DKI mo Xoi-
Tepy, TpaHCTOpakKajabHas sxokapauorpadus (BxoKI),
IOITOTHUTEIFHO B OCHOBHOM T'PYIIIIE — MarHUTHO-PE30-
HaHcHasg tomorpadust (MPT) cepmira ¢ KOHTpacTHBEIM
yemnenreM (n=44), DKI BBICOKOTO pa3pelleHUs IS
BBISIBJICHUS ITTO3IHUX MOTCHINAIOB Xelynoukos (ITITXK,
n=16), sumomuokapauanbHas Ouomncus I[1XK (DMB,
n=2), ayroncuss (n=2). B rpymme cpaBaHenus MPT
BBITIOJIHEHA 32 OOIBHBIM, MOP(OJIOTMIecKOe UCCIeI0Ba-
Hue muokapma — 10 (BMb — 7, mHTpaomepalloHHAas
ouoricust MUOKapaa — 1, MCCIemoBaHUE SKCIUIAHTHPO-
BaHHOTO cepama — 1, ayroricust — 1). Jlmaraos Muokap-
IATA CTABUJICS TI0 pe3yJIbraTaM KOMILICKCHOTO KIIMHUKO-
MOP(HOJIOTUIECKOTO 00C/IeIOBaHUS C 00s13aTeIbHBIM
oIlpelelIcHNEM YPOBHSI AaHTUKApAWAJbHBEIX aHTUTE]
(MDA).

JHK-nmarHoctuka mpoBomuiaach 46 GOJXbHBIM
OCHOBHOM TPYIIIBI B JTAOOPATOPUM MEOUILIMHCKOM TeHe-
tTuku PHIX uM. akag. Bb. B. IleTpoBckoro ¢ mpumeHe-
aueM texHosornu Next Generation Sequencing (NGS).
[Mownck MyTammii OCyIIeCTBIISIICS B KOTUPYIOIIUX W TIPH-
JIeXXaAIIX MHTPOHHBIX ITOCICIOBATEIBHOCTSIX JECMOCOM-
HEIX (PKP2, DSG2, DSP, DSC2, JUP) 1 He-1eCMOCOMHBIX
reHoB (TMEM43, TGFB3, PLN, LMNA, DES, EMD,
SCN5A, LDB3, CTTNA3, CRYAB, FLNC). O6HapyXeH-
Hble ipu NGS MyTanuu MoATBepKIaTNCh METOIOM TIpSi-
MOTro ceKBeHMpoBaHMS 1o CeHrepy, UX 3G (GEKT OICHM-
BaJICS C IPUMEHEHNEM OMOMH(MOPMATHIECKOTO aHAIN3A.

Cratuctnueckuii anamm3. Mcmonb3oBamachk IIpo-
rpamma IBM SPSS v.22. InckpeTHBIE JaHHBIE ITPEACTaB-
JICHBI B BHIE aOCONIOTHOTO 3HAYeHUsS W IIPOILICHTOB,
HETIpephIBHBIC TaHHBIC — B BUIIE CPEIHETO aprudMeTHIC-
CKoro * cpemHeKBaIpaTUYHOE OTKIIOHCHHME B ClTydae
HOPMAaJIbHOTO pacrpeeIcHNS YIN B BUIe KBapTuiei 50
[25; 75], ecau pacmipeneieHre OTIIMYAETCS OT HOPMaJlb-
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OPUIMHAJIbHBIE CTATBA

Ta6nuua 1
KnuHuyeckue XapakKTepnucTuku nauneHToB
C NaTeHTHoI apuTMunyeckon ¢opmon ALIMK B conocTaBneHnun ¢ rpynnoi cpaBHEHUS
Mpnanak JlaTeHTHas apuTMmdeckas popma T'pynna cpaBHeHus (MaumeHTbl ¢ YacToii X3) p
KonnyectBo naumeHToB 25 24 -
Cpok HabnoaeHns, Mec. 19 [6; 30] 18,5[10; 52] 0,26
OtaroweHHbili no BCC cemeiiHblii aHaMHe3, % 12 0 0,13
Mwuokapput, % 76,0 87,5 0,25
KonuyectBo X3/cyTkn* (Tbicaum) 20,3 [12,3; 47,5] 15,8 [9,59; 22,4] 0,02
O6mMopoku*, % 16 4,2 0,05
HYXT 10 8 0,4
HU3kui1 BonbTax Ha AKT, % 3(12,5%) 0 0,125
KOO MX (MPT), mn 142,5+48,6 118,5+33,5 0,3
OB MK (MPT)*, % 45,4+10,1 59,1£3,3 <0,001
XXup npu MPT*, % 52 20,8 0,03
PYA (obLee konnyecTo/acdekTrBHA) 8/6 /7 -
AmunopapoH*, % 60 25 0,02
MepuatensHas aputmusi, % 4,0 12,5 0,3

CokpauweHusi: X3 — xenynoukosas akctpacuctonus, HYXXT — HeycToumBas xenynodkoBas Taxvkapamsi, MK — npasblin xenyaoyek, KOO — KOHeYHbI guactonunye-

ckuii 06bem, PB — dpakuus Beibpoca, PHA — paamnoyactoTHas abnaums.

MpumeyaHme: * — napameTpbl, N0 KOTOPbIM MOJYYEHbI JOCTOBEPHBIE PA3INYMA MEXAY rpynnamMu.

HOTO. CpaBHCHZI/Ie IMAIIIEHTOB TI0 TPYIIIaM IIPOBOIMIOCH
TIPY TIOMOIIIN § WJIM TOYHOTO Tecta Duiiepa st Katero-
PHUATBHBIX TUXOTOMHYECKMX IEPEeMEHHBIX, IS OCTaJlb-
HBIX — TIpn TToMo1nn T-tecta CThiofeHTa (IIPY HOPMaJTh-
HOM pacIpeleIcHIN W YHCJie HAaOIIOACHWIT CBBIIIE 25)
i U-tecta ManHa-YutHu. JIocTOBEpHBIMU CUUTAINCH
pa3Imaus Ipy ypoBHe 3HaunMocTH p<0,05.

HccrmengoBanne omoOpeHO JOKAIbHBIM STHICCKUAM
komuteToM (Ne poTtokona 11-15).

Pesynbrathbl

B cooTrBeTcTBUM C OCOOCHHOCTSIMU KIMHHYECKUX
MPOSIBIICHNIT M TeYeHUsI 3a00JicBaHMWSA y ITAIIMCHTOB
OCHOBHOW TpYyMIbI, HAMMU BbIIENIEHO 4 KIMHUYECKUE
dopmbr AJITTXK:

1. JlarentHast apuTMudeckasi popmMa — IPOSIBISIETCS
YacTOM XeyoOYKOBOM 3KcTpacucroivein (2KD) m/umm
Mpo0OeKKaMU HEYCTOMIMBOI KETyTOUYKOBOM TaXUKaAPIUU
(HYXT) B orcyrctBue ycroitamBoii (Y2KT).

II. Pa3BepHyrast apurmmudeckas ¢opma — HalIM4due
YXXT/pubpmmrsaunu xexymoukon (P2K).

III. AITIXK ¢ nporpeccupylollieidi XpoOHU4YeCKOu cep-
IeuHoM HemocTtaTodHOCThI0 (XCH sgBnsgercss Bemymm
KIMHUYCCKUM TIPOSIBJICHUEM).

IV. AJAITX B coyeTaHuu ¢ HEKOMITAKTHBIM MUOKap-
oM JeBoro xemymouka (HKM JIXK).

B coorBeTcTBUM ¢ 3TUM, B TPYIIY CpaBHCHUSI
HaOpaHBI 4 TTOATPYIIIEL: 1) OOJIBHBIC C YACTOI IpaBOXKe-
JIyIOYKOBOM aKcTpacuctonueir (6onee 5000/cytku) mipu
OTCYTCTBHM CTPYKTYPHOTO 3a00jieBaHUS cepaia (n=24);
2) MalMEeHTHl ¢ YCTOWYMBOW W HEYCTOMYMBOI TIpaBOXKe-
JIyIOYKOBOM TaXWKapOue IIPU OTCYTCTBHUU CTPYKTYp-

HoTro 3abojieBaHusT cepaua (n=6); 3) GoNbHBIE C TUjIaTa-
mueit ITK (cormacho TFC) B pamkax mmiaTalliOHHOMN
kapauomuonatuun (JIKMIT) kak cuHapoMa, Xeaya0uKko-
BBIMU aPUTMUSIMHA ¥ COOTHOIIIEHNEM KOHEYHOTO JTUACTO-
mmaeckoro pasmepa (KIP) JIZK k mepenHezamHeMy pas-
mepy (I13P) ITXK, mamepennnix mpu DxoKI, He 6onee 1,5
(n=20); 4) OonbHBIC C XapaKTePUCTHKAMU TIEPBOM WM
TpeTbeld monarpyniel B codetannu ¢ HKM JIK (n=S8).
B nmampHeiiIeM ITOATPYIIIEI, BBIACICHHBIE B OCHOBHOI
TPYIITIC W TPYIIIIe CpaBHEHMS, CPABHUBAJINCH TIOIIAPHO.

OcTaHOBUMCST TOAPOOHEE HA OCOOCHHOCTSIX KaXKIOMU
un3 kimHnueckux popm ALK B comocraBieHuu ¢ cooT-
BETCTBYIOIIICH TOATPYIITION CpaBHECHUS.

1. JlatenTHas aputMmudecKast opma (tadi. 1).

Hannbiii BapuanT AJITTK B Halreir Koropte 00JIbHBIX
BCTpevasicst Hambosee gacto (n=25). [Ipeobmamanm xxeH-
wuHbl (72%), cpenuuii Bo3pact 35x12 net. Joctosep-
HBII IUarHo3 TTOCTaBJIcH 8, BO3MOXHEIN 8 M BepOSTHHIN
9 mameHTaMm. [IpoLIeHT TOCTOBEPHOIO AMArHO3a B 3TOM
TpyIIIIe OBLI CAMBIM HU3KUM. Y OOJIBIITMHCTBA MAIIMEHTOB
AJITTX 3amomo3peHa B CBSI3M ¢ yacToit 2KD — B cpemHeEM
20,3 teIc. B rpymiie cpaBHeHMS 9acToTa 2K OBLIa 1OCTO-
BepHO HIKe (15,8 TrIC., p=0,02), pexxe oTMeYaINCh CUH-
KomnajbHble cocTostHus (4,2% vs 16,0%, p=0,05). Cemeii-
Helii aHamue3 no BCC oraromen y 12% mnanueHToB
¢ AITT2K, yero He OTMEYEHO B TpyMIie CpaBHEHMUSI.

Jnst moctaHoBku auarHoza AJIIT2K HanbGonee Bax-
HBIMU OBLIM OaHHEIC, moxydeHHBIe npu DKI u MPT.
Hanuuwne xots 661 ogHOoTro Masoro DKI'- mim MPT-kpu-
Tepysl B COYETAaHUU ¢ 9acToi 2KD IMO3BOJISIIIO TOBOPUTH,
Kak MUHUMYM, O Bo3MOxXHOM nuarHose AJITT2K. Ha OKT
y 3 IanyeHTOB BBISIBIICHA SIICHJIOH-BOJIHA B IIPABBIX
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Puc. 1. 3KI naupenTa ¢ nateHTHoOM aputmuyeckorn dopmon AIMX.

Mpumeyanue: ckopocTb 3anucy 25 mm/c. B otBeneHnn V1 — nopo3spexne Ha €-BOMHY (3a3ybpyrHa Ha BocxoasLLem koneHe komnnekca QRS), NpofonxuTensHoCTb KOHeY-

HoWi akTMBaumm QRS>55 mc, oTpuuatenbHble 3yOubl T B 0TBEAEHUSX V1-V2.

TPYOHBIX OTBeAeHUSX (eIe y 4 — IOA03peHNE Ha SIICH-
JIOH-BOJIHY B BHIE 3a3yOpHMHBI Ha BOCXOISIIEM KOJICHE
QRS, puc. 1). IIIXK 3aperucrpupoBanbl y 6 u3 11 marmm-
eHTOB. HapylieHus pernonsgpusaluyd OTMEYalInch y 6
OOJIBHBIX: V 4 oTpuIIaTeabHBIC 3yOIIBI T B OTBEHEHUSIX
VI—V3, ay 2 — B OTBEACHUSIX VI—V2. Y Tpoux nmamueHTOB
(12,5%) na DKI' obpatun Ha ceOsT BHUMaHUE HU3KUI
BoibTaX QRS (mcrmonbp3oBasicss HAaMM B Ka4eCTBE BCIIO-
MoraTeJIbHOTO Kputepus nuarnoctuku AJITTXK). Crnemyer
OTMETHUTH, uTo HopManbHasg DKI He nckmouana AITTXK.

IIpu MPT cepaua ysBenuuenue pa3mepon [12K ormeua-
JIOCH JIUIIB Y 4 TTAIIMEHTOB, JOCTOBEPHBIX pasamanii KIIP
W KOHEYHOro auacroiamdeckoro oowema (KIO) ITXK
C TPYIIION cpaBHeHUA He mojydeHo. OcHoBHBIM MPT-
MPU3HAKOM, KOTOPBIM MO3BoiMA 3anomo3puth AJITTK,
crajio cHikeHne (pakauu Beiopoca (PB) I12K, koTopast
ObUTa JOCTOBEPHO HIDKE, YeM B TPYIMIIe CPaBHCHMUS
(45,4%10,1% vs 59,1%£3,3, p<0,001). JJomogHUTEIbHBIM
MPT-kputeprem CIayXuiao oOHapyXeHUue KUPOBBIX
BKMIoueHMiT B Mmokapae I12K, a Takke MHOBBIIIEHHOE
comepXXaHWe 3MUKAPAMAIBHOTO XXupa ¢ “HaIoi3aHueM”
Ha Muokapn [I2K, dro BcTpeuaeTcsl HOCTOBEPHO Yallle
y MaIleHTOB OCHOBHOI rpyrs (52,0% vs 20,8%, p<0,05).

[laToreHHBIe MyTallMM BBIIBICHBEI Y 3 OOJBHBIX
B reHax DSG2, FLNC u SCN5A. Eme y 3 OOJBHBIX
B reHax, accouuupoBaHHbix ¢ AJIITXK, obHapyXeHbI
BapMaHTEl C HEW3BECTHHIM KIMHWYCCKUM 3HAYCHUEM,
KOTOpPBIE TAKXKE MOTYT 0Ka3aThCs IMAaTOTeHHBIMU. VX poJTb
B HacCTos1Iee BpeMsl yTouHsieTcs. MyTauuu Obuiu obHa-
pyXkeHBI V 1 OOJBHOTO C HOCTOBEPHBIM JIHMArHO30M,

TOCTaBJICHHBIM eltle 10 mpoBeneHus JIHK -mmarnoctnky,
My 2 ¢ BEpOSITHBIM, OJlaromapss 4eMy IMarHO3 TaKXKe
TeperesT B pa3psi JOCTOBEpPHOTO. XPOHNYSCKUIN MH(PEK-
HUOHHO-MMMYHHBIN MHOKApOUT OHMArHOCTHUPOBaH y 19
(76%) nauuentoB ¢ AIIITXK, y 2 — BUPYC-TIO3UTUBHBIA,
B rpynie cpaBHeHust — y 21 nauuenTa (87,5%), y 1 —
BUPYC-TIO3UTUBHBIN (IOCTOBEPHBIX Pa3IWUMil HE OTME-
yeHo). MepuarenpHas aputMust (MA) IIpaKTHIeCKU
He BcTpeyvasnach Ipu gaHHoil ¢opme AITXK, HO oT™Me-
yeHa y 12,5% nauueHTOB TPYIIIbI CpaBHEHUs (KaK IIpo-
SIBIICHIE MUOKapINTA).

Bcem mammeHTaM oOemXx TpyNIl Ha3HAYaJINCh aHTH-
aputMmaeckue Tperapathsl IC Kimacca (3Tanu3uH, auia-
nuanH), II (omcompoimon, Meromponon) u III kmacca
(aMmomapoH, COTajoJ), Hambojiee 9acTO — STAIlU3UH
(68% B ocHOBHOII U 83,3% MALMEHTOB B IPYIIIE CPaBHE-
Hus). Y 6ombHbIx ¢ AJITTK moctoBepHO yarie mpuxonu-
JIOCh MCIIOIB30BaTh amuomapoH (60% vs 25%, p<0,02).
PannoyacTtoTHas abGnauusi apuTMOTeHHOTO (oKyca
(PYA) BeITIOSTHEHA 8 TTAITMEHTAM C JIATCHTHOM apUTMHYC-
ckoii popmoit AJITTK (32%), nByM U3 HUX — TIOBTOPHO,
¢ xopoiuM apdekToMm — y 6 (75%). B rpy1irie cpaBHeHUs
PYA niposenena 7 6obHbIM co 100% addexTom, moTpesd-
HOCTH B TIOBTOPHBIX IIPOLIeAypaxX He OBLIO.

Kaponoseprep-gebudpmmrsitop (MKA)  ObLx
MMIUIAHTUPOBAH JIMIITh OTHOM ITAIlMeHTKE C JIATCHTHOM
ApUTMHUIECKOM (POPMOit B CBSI3UM C YaCTBIMM ITPOOCKKAMU
HYXT u snuzogomM morepu CO3HaAHUS apUTMOTEHHOTO
XapakTepa B aHaMHe3¢ B COYETAaHUM C ITOTPECOHOCTHIO
B IIOCTOSTHHOM CTUMYJISIIMY (CHHIPOM CJIa00CTH CHHYCO-
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Tabnuua 2
KnuHuyeckue XapakKTepnucTuku nauneHToB
C pa3BepHyToi apuTmuueckon popmon AMK B conocTtaBneHmn ¢ rpynnoi CpaBHEHUS
Mpnanak Pa3sepHyTas aputmuyeckas popma I'pynna cpasHeHus (naumneHTsl ¢ YXT) p
KonunyectBo naumeHToB 10 6 -
Cpok HabnoaeHns, Mec. 26,5 [5; 106] 10,5[1; 16] 0,2
OtaroweHHbili no BCC cemeiiHblii aHaMHe3, % 20 0 0,38
MwuokapaunT, % 30 83 0,06
KonuyectBo X3/cyTku (TbiCcsuM) 12 [0; 21,5] 1[0,3; 13,2] 0,66
0O6mopoku, % 60 50 0,4
HU3KkuiA BonbTax Ha 9K, % 30 16,5 0,51
KOO MX (MPT), mn 165+11,4 150£12,7 0,25
OB MX (MPT), % 42,7+3,8 50,5%6,4 0,25
Xup npu MPT*, % 50 0 0,027
PYA (06Lee konmM4ecTBO/3dbEKTMBHDI) 3/1 2/2 -
VKA, % 40 16,7 0,35
AnekBaTHble cpabaTbiBaHus, % oT nauueHTos ¢ VKL, 50 0 0,4
MepuatensHas aputmus, % 20 0 0,34
CwmepTb, % 10 0 0,62

CokpaweHus: X3 — xenynoukosas akcTpacuctonus, YXXKT — ycToiiumBas xenynoukosas Taxukapaus, MK — npasbiid xenynodek, KOO — KOHEYHbIA AMaCcTONNYECKNiA
06bem, DB — dpakuus Beibpoca, PHA — pagmnoyactoTHas abnaums, VKL — nMmnnaHTipyemblii kKapanoseptep-aedubpunnarop.

I'Ipumeuauue: *— napamMeTpbl, N0 KOTOPbLIM MOJTy4eHbl AOCTOBEPHbIE PA3NNYNA MeXay rpynnamMmu.
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Puc. 2 (a, 6). 3Kl nauueHTa ¢ passepHyToi apuTMuyeckoi dopmoit ALMXK.
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MpumeuaHue: ckopocTb 3anncy 25 MM/c, a — Napokcuam yctoiumeoii XXT ¢ mopcdonorueii 6nokaasl JIHMT ¢ HkHel ocbio; 6 — SKI nocne kynuposarus XT: HU3KMiA
BonbTax komnnekcoB QRS, HenonHas 6nokasa npasoi HOXKKM Nydka Mica, MK akcTpacucTonus, oTpuuaTensHole 3youbl T B V-V,

BOTO y37a). AnekBaTHbix cpabareiBanuii K]l He ObL10.
3a Bpems1 HaOJIOEHUST CMEepTeil B OCHOBHOU TpYIIIIe
HE OTMEYEHO, B TPYNIE CPAaBHEHUST yMEPSIO 2 OONBHBIX
(1 — TpoMOO3MOOIMS JIETOTHOM apTepnu, 1 — HACHIIb-
CTBEHHAST CMEPTH).

2. PasBepnyras aputmMudeckas dopMma (Taoir. 2).

PaszBepnyrasg apurmuueckas ¢hopma AIITXK nuarHo-
crtupoBaHa y 10 GoabHBIX (4 MyxunHbl, 40%, cpeaHuMit
Bo3pacT 48+12,6 net). ¥ 7 nauneHToB auarHo3 AJITTK
IOCTOBEPHBIN, ¥ 3 — BepoSTHBINM. OCHOBHOM OTINYM-
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TEJIbHON OCOOCHHOCTBIO 3THX OOJBHBEIX SIBJISIOTCS 3ITH-
3ombl YXKT m3 I12K (puc. 2); y 60% oTMedannch apuTMo-
reHHble OOMOpPOKM B aHaMHe3e, y 6 perucTpupoBaiach
yacras 2KD. MaTepecHo, uTo y 3 60mpHBIX 2KD He peru-
CTPUPOBAJINCH BOBce, a emé y 1 mx Obpuio mMeHee 500:
Yy OOHOW malMeHTKH O0e3 KO mmarHo3 DOCTOBEPHBIN,
a'y OCTaJIbHBIX Ha JaHHBIIX MOMEHT BEPOSITHBIN. B rpyrmmy
cpaBHeHUs Bouuio 6 xeHiuH ¢ YXKT, y 2 U3 HUX peru-
crpupoBajock He 6onee 100 XKD B cyTKi; CHHKOIIAIbHBIC
COCTOSTHUSI B aHaAMHE3¢ OTMEUCHBI Y TIOJIOBUHEL.

CewmeitHblit anaMHe3 otsaroiueH mo BCC y 20% mawu-
€HTOB C pa3BepHyTOl aputMmuueckoit dopmoit AITTK
W HU Y OTHOTO M3 OOJBHBIX B IpyIIie cpaBHeHUS. [Ipu
ananu3se DKI BoigBieHs! TunmmuHbie 1 AJITTK n3mene-
HUs, KOTOpEIe, B coueTaHnu ¢ Y KT, 3HAUNTETBHO YIIPO-
AT TTIOCTAHOBKY AMArHO3a: TUIIMYHAS STICUJIOH-BOJIHA
perucTpupoBajach y 3, eme y 2 — 3a3yOpHHEI Ha BOCXO-
msiieM KojeHe QRS B IpaBBIX TPYTHBIX OTBEICHUSX
(y omHOTO M3 HUX BBISIBICHBI [1112K); y mMomI0BHHEI 60JTh-
HbIX — OTpHULIaTeJbHbIe 3yOlLbl T B OTBeACHMSIX Vl—V3
(puc. 2). Cumxenue BoubTaxa QRS ormeueno y 30%
B OCHOBHOI rpymime u 'y 16,5% B rpyIire cpaBHeHUs].

ITIpu MPT cepana yBelmyeHWe UHIEKCUPOBAHHOTO
ooweMa IT2K (orHOmMeHme KJ1O IT2K X mmonany moBepx-
HOCTH TeJjia) OTMEUYEHO JIUIG Y 2 TTallieHTOB, CHIKEHIE
®B I1K menee 45% Takxke y 2. JI0CTOBEPHBIX pa3Inyuii
C TPYMIION CpaBHEHMSI HE ITOJYYCHO, YTO MOXKET OBITh
00yCJIOBIEHO MaJIBIM 00beMOM TpyTin. 2KMpOBbI€ BKIIO-
yeHUs B MuoKapue 12K um ToBBIIIIEHHOE ComepsKaHUe
SIHUKAPINATBLHOTO XXMpa ¢ “HaIloji3aHueM’ Ha MHOKap.I
I12K B OCHOBHOI4 TpyIINe BbISIBIEHBI y TTOJOBUHBI 0OJIb-
HBIX, B TPYIIIC CpaBHECHWUS HE OTMEUECHBI HH pa3y
(p<0,05).

Y oaHOI MalyeHTKU ¢ pa3BepHYTOM apUTMUYECKOM
dopwmoii as Bepudukanuu guarno3a AJIT2K u uckimo-
YyeHNs MHOKapAuTa ObUTa BEITIOJHEeHA DMBbB: B cy0sHIO-
KapauaibHbix otaenax 12K agumouutsr (25-50% 1uto-
mann) m Gubpos; MHoKapm pasmeiicH (pUOpO3HBIMU
CenTaMy Ha TOJbKHU (BRIpaKCHHOE HapYIICHUE apXUTCK-
TOHUKHW); TPU3HAKOB MHUOKApAWTA HET. Y IIOJIOBUHBI
0OJIbHBIX C pa3BepHyTOM apuTMuueckoit hopmoit AIITTK
IVarHO3 TeHETHYECKN BepU(HUIIMPOBAH: OOHApPYKEHEI
MyTanum B reHax PKP2 (n=3), TMEM43 (n=1), B ogHOM
caydae — B reHax DSG2 u DES (3HadyeHUE TIOCTICTHEH
MYTaIIM YTOUHSICTCST). MyTalluy BHISIBIICHH Y 4 TTalICH-
TOB C MICXOIHO JTOCTOBEPHBIM TUAaTHO30M U OTHOI C BO3-
MOXKHBIM (B CBSI3U C YeM €€ TUATHO3 CTaJl JOCTOBCPHEIM).
Y mauueHTOB ¢ pa3BepHYTOM apuTMUYECKON GopMoit
COITYTCTBYIOIIMI MUOKAPIUT BBISIBIISICS HanbOoJee pel-
KO II0 CpaBHEHMIO ¢ ocTajbHbIMU (opmamu AIITK —
y 3 6ombHBIX (30%), BUpPYC-TTO3UTUBHBIN Y 2. B Tpymme
CpaBHECHMSI BUPYC-HETATMBHBIA MHUOKAPIWT BBISBICH
B 83% (p=0,046). MA otmeuena y 20% GONBHBIX C JaH-
Hoit hopmoit ALK 1 Hu pa3y He BCTPETIIIACH B TPYIITIC
CpaBHEHMUS, IJIsI KOTOPOU OBljIa XapaKTepHa N30 IMPOBaH-
Hasg YXKT.

M3 aHTMapUTMMKOB B OCHOBHOI TPYIIIIE Ha Pa3HBIX
aTamnax HauboJjiee YacTo HazHavaauch amuomapoH (50%),
cotanon (30%) u srauusuH (30%), B rpyIine cpaBHEHUS
Kaxnblii u3 HUX nojiydano 50% GosbHBIX. JlOCTOBEpHBIX
pa3muInii He OBUIO. AHAM3 CTPYKTYPHI aHTHUAPUTMMYC-
ckoit Teparmuu nipu AJITI2K Bcerma mpencraBisieT CIIOX-
HOCTB B CBSI3M C 9aCTOI CMEHOM IIpeIrapaToB ¥ MX KOMOM-
Harmit y omHoro 6onbpHOTO. CliemyeT OTIeIbHO OTMETHUTD,
YTO Yy OTHOM M3 HMAIlMEHTOK ¢ TCHETUIECKHA 1 MOP(OIOTH -
YeCKH BepUGUIIMPOBaHHBIM auarHo3zom AIIIXK (6e3
MHMOKApANTa) TOoCiIe 0epeMEHHOCTH YIAJI0Ch ITOJHOCTHIO
OTKAa3aThCsl OT aHTUAPUTMUYCCKOM Tepalnu: B TCUCHUE
TOCTIETHNX HeCKOIbKIX JIeT 2KD 1 KT He pellnauBUPYIOT.

PYA sHIokapauaIbHBIM TOCTYITOM BEITTOJTHEHA 3 00Tb-
HBIM OCHOBHOW TPYIIIBL: IOJTHBIA 3(P@EKT ITOCTUTHYT
Y OTHOTO 13 HUX, B OIHOM ciiyyae PYA oka3anacsk ycremr-
Hoit B orHomeHuM KT (HO coxpaHsiachk dactas 2K3),
y TpeThero maumeHTa 3¢ dekTa He OBUIO BOBCE; IIOBTOP-
Hoit PYA (B T.4. aTMKapAMaIbHBIM JOCTYIIOM) HE IIPOBO-
IJIOCh, HApYIICHUsI PUTMa KOHTPOJIMPYIOTCS MeEIUKa-
MeHTO3HO. Eme y aByX OOJBHBIX C HETOCTAaTOUHBIM
3¢ dexToM aHTUAPUTMUKOB OT TIipoBedaeHusi PYA
peIlleHO BO3MEPKATBhCS B CBA3M C PHUCKOM WHIYKIINU
3JIeKTpUYeCKOoro mropMa. B rpymnne cpaBHeHusi PUA
Obl1a BBEITIOJIHEHA 2 OOJBHBIM C OIHBIM 3(p(eKTOM.

WK/ nmmutantuposat 4 (40%) manueHTaMm ¢ pa3Bep-
HyToM aputMuueckoi opmoit AJITT2K, anekBaTHbIE cpa-
GaTbhlBaHUS 3aperucTpupoBaHbl y 50%, B TOM 4uCIie
Yy OmTHOTO OOJBHOTO —HEOTHOKpATHBIC CpadaThIBAaHMS
no nosoxy ®XK; oguH manmeHT oT MMIDIaHTamun MK]]
otkazajics. B rpynne cpaBHeHus MK/ ummiaHTupoBaH
1 (16,7%) nauneHTKe, cpabaThIBAHKMI HA JAHHBII MOMEHT
He OBLT0. 32 BpeMs HaOIIONeHUS 3a MAallHeHTaMM B OCHOB-
Hoii Tpyrme ymep 1 manuenT 6e3 MKJI (BepositHO, apuT-
MMYecKast CMEpPTh), B TPYIIIIC CpaBHEHUSI CMEPTEil HET.

3. AJIITX c mporpeccupytonieit XCH (ta6a. 3).

IMpu3znakm XCH B Hameil Koropre OTMeYeHBI
y 19 (38%) manmeHTOB, OJJHAKO 3Ta KIMHUYeCcKast hopma
ITWATHOCTHPOBAHA JIMIIB Y TeX, Y Koro mposiaeHns XCH,
mmnataums 1K co coimkennem ®B, BeIpaxkeHHOM TpH-
KycIMmaabHo perypruranueii (TP) 1 pa3BuTremM 3acTost
10 OOJIBIIIOMY KPYTY BBIXOIST Ha TIEPBHI IUIAH B KIIMHK-
YecKoil KapTuHe. B rpymmy Bomuio 8 ImammeHToB, IIpe-
00J1a0a10T MyK4YMHbI (62,5%), cpeaHuii Bo3pact 45,8+19.,6
neT. Hecmotpst Ha 10, uto XCH He cunTaeTcs TUITMYHBIM
nposieieHrueM AJITT2K, uMeHHO B 3TOM rpyIrne auarHos
IOCTOBEPEH Y BCeX OOMBHBIX. BMecTe ¢ TeM, KOIMIeCTBO
KD y HuX 3HAUMTETLHO MEHBIIIE, YeM IIpU IPYTUX hopMax
AJITTX (B cpeneM 1,6 ThIC.) U MaJIO OTJIMYAETCS OT KO-
yecTBa KO B rpymre cpaBHeHms (1 ThIC.). TeM He MeHee,
B OCHOBHOM TrpymnIe CYyIIECTBEHHO dYalle OTMeYyalucCh
mapokcusMbl YXKT (50% vs 10%, p<0,05) u cuHKOMmajb-
Hble coctostHus (37,5% vs 5%), p=0,058).

Otsromennsbiit mo BCC ceMeiiHBIN aHaMHE3 OTMEUeH
y 1 maumeHTa B OCHOBHOM rpymnie. Y 6ojabHbix ¢ AJTTK
JTOMMHHPOBAJIa ITPAaBOXEIYIOYKOBAsA HEOOCTATOYHOCTB,
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Tabnuua 3

Knunuyeckue xapakrepuctuku naumeHtoB ¢ ALMXK ¢ nporpeccupyioweit XCH B conocTtaBneHuu ¢ rpynnoi CpaBHEHUs

Mpun3aHak AMX ¢ nporpeccupytoLuein XCH
KonnyectBo naumeHToB 8

Cpok HabnoaeHns, Mec. 6,5[1,75; 17]
OtaroweHHbili no BCC cemeiiHblii aHaMHe3, % 12,5
Mwuokapgut, % 87,5
KonuyectBo X3/cyTku (TbiCcsum) 1,6 [0,5; 3,5]
O6mopoku, % 37,5

YXT* 4 (50%)
HU3KWiA BonbTax Ha IKT, % 4 (50%)

DB JIX (3XO-KI)*, % 43,8+13,1
KAOP MX (MPT), Mm 54,3+12,6
KAP JIX (MPT), Mm 47,1£26,0
DK XCH (NYHA) 2[2;3]

nKa, % 50
AnekBaTHble cpabaTbiBanus, % oT naumeHTos ¢ KA, 50
MepuatensHas aputMus, % 37,5
CmepTb, % 25

I'pynna cpasHeHus (naumneHTs ¢ AKMIM) p

20 -
10,5 [4; 21] 0,4

0 0,28
95 0,5
1[0,2; 3] 0,95
5 0,058
2 (10%) 0,038
5 (25%) 0,28
28,5+7,8 0,001
45445 0,28
64,8+4,1 0,09
3[3;3] 0,1
35 0,4
14,3 0,28
65,0% 0,18
40 0,39

Cokpauwenusi: XCH — xpoHuyeckasi cepaeyHas HepocTaTtoyHocTb, AKMIM — aunataumoHHas kapayomumonatus, X3 — xenynoukosas akcTpacuctonus, YXXT — ycToi-
umMBas xenynoykosas Taxukapaus, MK — npasbiii xenynouek, KAP — koHeuHbll auactonunyeckuii pasmep, ®B — dpakums Boibpoca, PK — yHKLMOHANbHBIA Knacc,

KL — uMnnaHTupyemblii kapamosepTep-aebubpunnaTtop.

npumeuauue: *— napamMeTpbl, N0 KOTOPbLIM MOJTy4eHbl 4OCTOBEPHbIE PA3NNYNA MeXay rpynnamMmm.

®B JIXX y HAX ObIIa JOCTOBEPHO BBIIIE, YeM B TPYIIIC
CpaBHEHUsI, MpeacTaBiaeHHoN mauueHTamu ¢ JKMII
nHoM sTmonormu (43,8x13,1 vs 28,517,8, p<0,01).
OynkumonanbHblii Kiaace (PK) XCH mo NYHA 0wt
TaKKe HIKE Y MAIlMeHTOB OCHOBHOM Tpyrmisl (2 [2; 3] vs
3[3; 3], p=0,1). B To Xe BpeMsI BOBJICUCHNE B TTATOJIOTH-
yeckuii mpouecc JIZK B To# MM MHOM CTereHn HabIoa-
JIOCh TIpakKTU4ecKu Y BcexX nmaumeHToB ¢ AJITTK n XCH:
OB JIXX <50% ormeuena y 87,5% m3 HUX, OTPUIATEh-
HbIe 3yOnsl T B JIEBBIX U/WIN B HIDKHUX TPYIHBIX OTBEIC-
Husix — y 75,0%. IpuuuHoit BoBmevyenus: JI2K moryr
ObITh KakK OuBeHTpuKyJIsapHas ¢dopma AJIXK, Tak
W COITYTCTBYIOIINI MHOKAPIUT, KOTOPHEINA TUATHOCTUPO-
BaHYy 7 (87,5%) maiiieHTOB B OCHOBHOI rpytire. B rpymme
CpaBHEHMS YacTOTa MUOKapAKUTa cocTaBmia 95%.

Ha BKIT y mammmenToB ¢ AIITXK n XCH peructpupo-
BaJICSI KAK MUHUMMYM OIMH Oojibiioit kputepuii AITTK
(Y MOJIOBUHBI — 3IICUJIOH-BOJIHA, Y 75% — HeraTuBHbIE
3y01bl T B mpaBbIX TPYAHBIX OTBEACHMSIX). XapaKTEPHbIM
IJIT 9TOM (hOPMBI SIBIIICTCS CHIKeHME BosbTaxka QRS:
B OCHOBHOI1 TPYIIIE 3TOT IIPU3HAK OTMEUYCH Y TTOJIOBUHBI
MMAIleHTOB, a B TPYIIIIe CPAaBHCHMUS — JIUIIIb Y YETBEPTH.
VY 5 u3 6 6onbHbIX ipu MPT ormeueHo yBennuenue K/P
K (puc. 3). ®B ITK omneHmBanach y 3, OblIa pe3KO
CHIDKEHa M B cpemHeM cocrtaBwia 25,7+£15,0%. Ilpu
COIIOCTABJICHUM C TPYIION CpaBHEHUS IOCTOBEPHBIX
pa3IMInii He OTMEUYEHO, YTO, CKOpee BCETo, 00YCIIOBIICHO
TeM, 4yTo MPT Obl1a BbIMONHEHA JUIDL 4 OOJIBHBIM.
B cpaBHenuu ¢ nanueHTamu ¢ cuHapomom JIKMII nnoit
aTrojiornuu, 60abHbIX ¢ AJITXK otnuuanu 6oabinii pa3-

mep I1K (54,3£12,6 mm vs 45145 mm), npu JIKMIT xe,
Hao0opoT, BenyluMm siBisgeTcs nopaxenue JIZK (KIP
JIK 47,1£26,0 npu AAILXK vs 64,844,1 npu JKMII),
a 'K ipu aTOM OTCTaeT B pa3Mepax.

ITpu JHK-mmarHoctke y 3 OOJBHBIX BBISIBJICHBI
myTarun B reHax DSG2, DSP u FLNC. Crnenyer oTMe-
TATh, 9YTO HU y omHoro 6oxsHOro ¢ AJIIIK m XCH
He OBUIO MyTamuii B reHe PKP2, KoTopble IIpeobiamain
MpU pa3BepHYTOU apuTMUUECKOi dhopme. ¥ nByx 60Jb-
HBIX JOCTOBepHBIN auarHo3 AIIITK ObL1 mocTaBieH elie
no mposeneHus JHK-guarHocTuku, B TO BpeMsl Kak
Y OOHOM MAIMEHTKUA C COIYTCTBYIOIIUM MHOKAPIUTOM
nojioxXuteabHbiii pedynbraT JIHK-gmarnoctuku mon-
tBepaua Hanmmuue AITTK: nparHo3 u3 BeposiTHOTO mepe-
IIIeJT B KaTeTOPHIO JOCTOBEPHOTO.

AHTHapUTMHIYECKasl Tepallys B TIONABIISIONIEM OOJIb-
IIVHCTBE CJIy4aeB ObUIa MpPEACTaBeHa aMUOJAPOHOM:
ero mojydanu 75% maimeHToB B 06enx rpynmax. bera-
OJioKaTopsl ObUIM HasHadeHbl 62,5% u 75% OONBHBIX
B OCHOBHOM TpYIIle W TPYIIIIe CPaBHEHMS COOTBET-
ctBeHHO. Jleuenne XCH BKiIogaso Takke Ha3HadYCHUE
METJICBBIX ITUYPETHKOB, AHTArOHMCTOB aJbIOCTEpPOHA
n mHruoutopoB AII®. PYA BromonaHeHa 1 GolpHOMY
W3 OCHOBHO IPYIIIBI M 1 U3 TPYIIIBI CPAaBHEHUS, B 000MX
ciydyassX II0 TOBOAy TpemneTaHus mpencepouii. MK]I
nMrntanTupoBad 4 (50%) marmentam ¢ AITTK u 7 (35%)
OOJIBHBIM W3 TPYIITEI CpaBHEHMS. AIeKBaTHEIC CpabaThI-
BaHus1 3apeructpupoBanbl y 50% mnauuenroB ¢ MK]I
M3 OCHOBHOI IpyIbl 1 uiib y 1 (14%) B rpy1iie cpas-
HCHUSI.

25



Poccuiickuin kapayonoruyeckuin xypHan N2 2 (154) | 2018

Puc. 3 (a, 6, B, r). MPT cepaua 6onbHoro ALMX c nporpeccupyiotein XCH.
Mpumeyanue: nccnenosanue BoinonHeHo B JIPLL M3 P® (k.M.H. E.A. MepuHa, npodeccop B.E. CuHuubiH): @) knHo MPT, pnuntas ocbk JIK, 4-x kamepHas npoek-
umst; 6) knHo MPT, kopoTKasi OCb; B), I) OTCPOYEHHOE KOHTPACTUPOBAHME, BblPAXEHHbIE IMHENHbIE 30HbI UHTPAMMOKaPAUANLHOTO 1 CyGanmnkapamanbHOro KOHTPacTMPOBa-
Hua Muokapaa JIXK, andodysHoe koHTpacTpoBaHue myokapaa MK (conyTeTayiowmii Muonepukapamt). CTpenkamuy ykasaHbl y4acTkn UHTPaMUMOKapAvanbHoro 1 cy6anm-
KapZauanbHOro KOHTPACTMPOBaHUS Muokapaa JIK, MyHKTUPHLIMK CTPenkamMum — KOHTpacT1poBaHme mvokapaa X, * — BbINOT B NON0CTY Neprkapaa.

3a BpeMsi HAOMIOJEHUSI B OCHOBHOW TPYIITIe yMEpJn
2 yemoBeka (25%) B cBasu ¢ TepMuHaibHO XCH
(1 manuMeHT OTKa3ajcsl OT TPAHCIUIAHTAIIMU CEpla).
B omHOM ciydae MBI pacmiojiaraeM JaHHBIMM ayTOTICUU:
HapsIIy C TOTATbHBIM (DOPO3HO-XKMPOBHIM 3aMEIIEHNEM
muokapaa [12K BbISIBIeHB PU3HAKM aKTUBHOTO MUO-
kapaurta, metoaom TP B Muokapae obHapykeH reHoM
BHpYyca Teprieca 4yejoBeka 6 Tuma. B rpynme cpaBHeHUs
ymepiio 8 (40%) malveHTOB: TTOJIOBUHA — B CBSI3U C Tep-
muHanbHON XCH, 1 — BCC, 1 — oT IIposIBIICHUIA TOJIH-
OpTaHHOW HENOCTaTOYHOCTU Ha (hOHE TEPMUHATBHOMN
XCH, 1 — ot 1ybepkyne3a; emnie apouM (10%) Oblia
BBITIOJTHEHA TPAHCTUIAHTAIINS CEPIIA.

4. AJIITX B couetannu ¢ HKM (ta6u. 4).

CriepBa MBI HE BBIIEISUIM OOJBHBIX C COYETAHUEM
ANITXK u HKM B oTnenbHy0 popMy, HO UX KOJTUYECTBO
pOCIIO M K HACTOSIIIEMY MOMEHTY HOCTHUIJIO 7 YeIIOBEK:
2 M3 HUX paHee BXOIMIM B TPYIIITY C JJATCHTHOM apuTMHU-
geckoi popmoit, S — B rpyrmy AIITXK ¢ mporpeccupyio-
meit XCH. DTiM GOIBHBIM MPUCYIT PSAI OCOOCHHOCTEH,
KOTOpBIN OTJIMYaeT UX OT Apyrux mamueHToB ¢ ATTK
M, OYEBUIHO, OOYC/IOBJIEH MMeHHO HaiumuuemM HKM.
B rpymnmne npeo6iaagaiotr Myxx4uHbl (n=35, 62,5%), cpen-
HUl Bo3pacT 47,4%t12,9 mer. J1oCTOBEepHBI IUATHO3
HKM yctaHOBJIeH B COOTBETCTBUM C OOILLIETIPUHSITHIMU
BU3YaJIbHEIMM KPUTCPUSIMM Ha OCHOBAaHUM JTaHHBIX
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Ta6bnuua 4

KnuHunyeckue xapakrepuctuku naumeHTos ¢ coyetaHuem ALMX n HKM B conocTaBneHuu ¢ rpynnoil CpaBHeHUs

Mpnanak Coyetanne AOMK n HKM
KonunyectBo naumeHToB 7

Cpok HabnoaeHns, Mec. 12 [2; 40]
OtaroweHHbili no BCC cemeiiHblii aHaMHe3, % 14,3
MwuokapaunT, % 85,7
KonuyectBo X3/cyTku (TbiCcsuM) 15,4 [5,6; 33,2]
O6Mmopoku, % 42,9%

YXT 57,1%

HU3KUIA BonbTax Ha KT, % 42,9%

KAP MX (MPT), Mm 42+7,5

@B X (MPT), % 38,8+12,3
Xup npu MPT, % 57,1

OB JIX, % 43,1£9,3

KOO JIX, mn 14132

DK XCH (NYHA) 2[0;2,5]

nKa, % 57,1
AnekBaTHble cpabaTbiBanus, % oT nauueHTos ¢ KA, 75
MepuatensHas aputMus, % 28,6
AmMnOaapoH, % 71,4

CmepTb, % 14,3

I'pynna cpasHeHus (naumenTtsl ¢ HKM)
8

p

15,5 [7; 22] 0,5

0 0,47
87,5 0,73
210,5; 5,8] 0,03
25% 0,43
12,5% 0,1

0 0,077
45,8+12,7 0,7
60,5+0,7 0,017
0 0,07
38,8+17,2 0,054
148,9+33,3 0,7
1,75 [0; 2,9] 0,8
37,5 0,41
33,3 0,37
50,0% 0,4
50 0,24
0 0,47

CokpaueHusi: HKM — HekoMnakTHbI Myokapa, KO — xenypoukosas akctpacuctonms, Y)KT — ycToiiumeas xenynoukosas Taxukapavs, MK — npasbiii kenynouexk,
KO — KoHeuyHblii guactonuyeckuin 0obem, @B — dpakums Boiopoca, DK — dyHKUMoHaNbHbIN knacc, XCH — xpoHuyeckas cepagyHas HeloCTaTouHOCTb, UKL, — uMnnan-

TUPYEMbIi kapavosepTep-AedudpUAnaTop.

OxoKI, MCKT wu/umun MPT. Ouarno3 AIIIXK Obvn
JOCTOBEpHBIM Y 4 OonbHBIX (57,1%), BEpOSITHBIM Yy 2
(28,6%) v BoamoxxHBIM y 1 (14,3%). B rpymmy cpaBHeHUs
BOIIUIO § MAIIMEHTOB C JOCTOBEPHBLIM amarHo3oM HKM,
Kak “apurMmaeckux’ (n=4), Tak u ¢ heHoTrrioM JKMII
u XCH (n=4).

Cewmeiiabrif aHaMHe3 otgromeH mo BCCy 1 manuenTa
U3 OCHOBHOI Tpymiibl. bonabHbIX ¢ coueTtaHueM AJIITTK
1 HKM otnuyanu 6oJiee TsSoKeNble apuTMUM: KOJTUYECTBO
KD cocraBmino y HuX B cpemHeM 15,4 Teic. (OoJbIIe, YeM
pu 11 u 111 popmax AIITXK), B To BpeMs Kak B IpyIIIe
cpaBHeHUsT — b 2,1 Thic., p<0,05. Y KT peructpupo-
Bajach B 57,1% B comnoctasinenuu ¢ 12,5% B rpymie cpas-
HEHUSI, CMHKOITAJIbHBIC COCTOSIHMSI B aHaMHE3¢ OTMe-
yeHbl B 42,9% B cpaBHeHuH ¢ 25,0%. [posasienus XCH
y nareHToB ¢ AJITT2K 1 HKM 1 y 60JbHBIX ¢ U30JIUPO-
BaHHBIM HKM mnpaktuuecknm He ommmyanuch. PK
mo NYHA 2 [0; 2,5] vs 1,75 [0; 2,5], 9TO TOBOPUT O BeIy-
mem Britage HKM B paszsutiie XCH. Ot 60mbHBIX AIITTK
¢ mporpeccupymomieii XCH >tix OOJBHBIX OTIMYAIA
66mpmre pasmepsl JIZK, Ho mipu 3TOM 601ee HU3KU @K
XCH, HecMmotpg Ha 1o, uyto ®B JIXK mpu stux dopmax
ObLIA IIPAKTUYECKN OOMHAKOBAsI.

Ha OKTI' y 3 (42,9%) 6onbHbIX ¢ codetaHueM HKM
n AJITXK perucrpupoBaiach 3MCUIOH-BOIHA, Y OJHOTO
MMaIleHTa C HEIIOCTOSIHHON 3IICUJIOH-BOJHOM BBISIBJICHBI
IIITXK. OtpuuarensHble 3y0IbI T B IIpaBBIX TPYTHBIX
OTBEACHUSIX OBUIM 3apeTUCTPUPOBAHBI JIMIIL B OTHOM

ciyJae, y IBOMX OHU PETMCTPUPOBAINCH B JICBBIX TPYI-
HBIX OTBEICHUSIX, €IIle Y JBOMX — B HIDKHUX, 9YTO MOXKET
ObITb 00ycioBiaeHo 1 HanuuueM HKM. I1lpu MPT cepaua
pasmepsl [12K B OCHOBHOI TpymIle ¥ TPYyIIe CPaBHEHUS
JOCTOBEPHO HE OTIMYAINCh, B TO BpeMs Kak @B TTK
ObL1a JOCTOBepHO HUXKe y manueHToB ¢ AITIK u HKM
(38,8+£12,3 vs 60,5%0,7, p<0,05) (puc. 4).

Ocob0ro BHUMaHUS 3aciTy>kuBatoT pe3yabraTsl JJHK-
OUAaTHOCTUKM: y | TaIlMeHTKM OOHapy:XeHa TUITMYHAS
mnst AITTK matoreHHass myrtamusa B reHe DSP, y mpy-
roii — couyeTaHuWe ABYX MyTallUil B T€HaX CApKOMEPHBIX
o6enkoB (MYH7w MyBPC3), uto Turimuno st HKM. Ee
otiimyaetr peuunusupywomasgs YXKT, pesucteHTHas
K MeAUKaMEeHTO3HOI Tepanuu u moBTopHEIM PUA. Emie
Yy omHOTO 60JIbHOTO B TUITMIHOM M1t AJITTXK rene PKP2
00Hapy:XKeH BapHaHT ¢ HEM3BECTHBIM KIIMHIYECKAM 3Ha-
YyeHUEM, pOJib KOTOporo TpebyeT yrouHeHusi. PYA
B OCHOBHOW TPYIIIe BBITIOJHSIACH JIMIIL YIIOMSHYTOU
0oJsibHOM, B rpymne ¢ uzoarpoBaHHbiIM HKM — onHomy
MAIMeHTY MO TTOBOMY YacToii 2K ¢ xopommm 3(hheKToM.
[IpomenT MHUOKapaWTa OBLI BHICOK KaK B OCHOBHOM
rpymme, Tak U B rpymme cpaBHeHus (85,7% u 87,5%,
COOTBETCTBEHHO). MA Kak B TaHHOM TpyIIIle, TakK U IIpU
AIITX ¢ XCH Bctpeuamacy pexe, yemM npu JKMIT
WHOI 3THojoruu u uzonupoBanHoM HKM, yrto otpa-
JKaeT MEHBIITYIO CTEIICHb ITOPAXKEHMS JICBBIX OTIECIOB.

UKl ummnantupoBaH 4 (57,1%) GOJIbHBIM B OCHOB-
Hoii rpymne, v 3 (75%) oTMeueHbI aneKBaTHbBIE CpabaTh-
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Puc. 4 (a, 6). MPT cepaua nauueHTku ¢ codetaHmem ALMXK 1 HekoMnakTHOro Myokapaa.

Mpumeuanue: nccnenosanue BeinonHeHo B HLUICCX um. A.H. Bakynesa (k.m.H. C.A. AnekcaHapoBa): @) HeKOMMNakTHbIN cnoii Muokapaa JIXX; 6) BbipaxeHHas aunaraums
X 1 oTCpOYEHHOE KOHTPACTUPOBaHWe B Mokapae 060X xenyao4kos 1 MXKIT co cTopoHsl MK (conyTcTBYIOLLMIA MUOKaPANT, BEPUPULIMPOBAHHBIV C MOMOLLbI0 6ruoncumn
Muokapza).

BaHus. B rpynne cpaBHeHus1 MK][ Obul MMILTAaHTUPO-
BaH 3 (37,5%) mauumeHTaM, ageKBaTHOe cpabaThbIBaHUE
3adukcupoBaHo y ogHoro (33%). IlpoiieHT UMIUTaHTa-
uuu MKJl u agekBaTHBIX IIOKOB Yy OOJbHBIX
¢ AATIK+HKM Haubojiee BbICOK, UTO TaKXKe MOATBEP-
KIAeT arpecCUBHOCTh apuUTMUN TIPU MMOZOOHOM 0CO00
HEOJAarompusITHOM co4yeTaHuu. M3 aHTHAPUTMUKOB
Ha3zHavYaIMCh TpenmMyliecTBeHHO Tipenapatsl 111 xmacca
(amuomapoH u corarekcan o 71,4%), a Takxke ajutanu-
HUH (42,9%), nponadpeHoOH u 3TammM3uH (1Mo 28,6%).
B rtpymnme cpaBHeHUs MOMOBMHA OOJBHBIX TOJTyvana
aMmuonapoH, 37,5% — coTajioj, 4eTBepTh — DTALMU3UH
u 12,5% — annanuHuH. B 0CHOBHOIM IpyIiiie BHE3amHO
yMmep | manueHT ¢ SIBIeHUSIMU TSKET0M OMBEHTPUKYIISIP-
Hoit XCH, koTOpbIli OTKAa3bIBajJCSI OT WMILTIAHTAIIUWN
CRT-D u tpaHcmnantauuu cepaua. Ilpu ayromncuu,
Hapsiny ¢ npusHakamu AIITI2K 1 HKM, BbISIBJIEH aKTUB-
HBIII BUPYCHBIN MUOKapauT. B rpymnme cpaBHeHUST Bce
TTAIINEHTHI KUBHI.

00cyxpeHue

B Hacrosiiem rcciieqoBaHUuM MPOIOIKEHO U3YyYEeHUE
KmHu4YecKux opm (BapuantoB) Teuenust AIITTK, Haua-
toe Hamu B 201 1. McxoqHO HAa OCHOBaHUY aHATM3a KITHA-
HUYECKON KapTHUHBI 3a00J1€eBaHUS OBUIM BBIAEIEHBI TPU
OCHOBHBIX (DOPMBI, Ha3BaHHBIE HAMU JIATEHTHASI ApUT-
Mu4YecKasi, pazBepHyras aputmuyeckas u AIITXK c mpo-
rpeccupytomeiit XCH [8]. O6ciemoBaHue CyIIeCTBEHHO
0OJIBIIIETO KOIMYECTBA OOJIBHBIX U IJTUTEBHOE HAOTIOAE-
HUE 32 HAMHU TOJHOCTBIO MOATBEPAWINA CTAOMIBHOCTD

JaHHBIX (DOPM: TTAIIMEHTHI C AMATHOCTUPOBAHHBIM M3HA-
YaJbHO BapuaHTOM (TIPU MaKCUMaJIbHOW JTaBHOCTHU
HabmoneHus 10 jieT) cOXpaHsSUTN €To YePTHl U MpaKTUie-
CKM HUKOTIA HE NEMOHCTPUPOBAIM Tepexoma K Oosee
TsKesoil (popme. Kpome Toro, B TaHHOM HCCIIETOBAHUYT
OblTa BbIIENIeHA HOBas kiamHMuYeckast ¢dopma: AJITTK
B couetanuu ¢ HKM.

ITo mpomrectBru 40 JIeT TTOCIE ONMMCAHUSI HO30JI0TUN
G. Fontaine o0menpuHATON KIMHUYECKON Kiaccudu-
xauuu AITTXK He cymecTtByeT. [lepBast Bepcust Kilaccu-
¢dukanmu Obuta TpemioxeHa B 1995t G. Fontaine
Ha OCHOBaHUHU JEBSITWIETHETO HabmoneHus 3a 4 60Jb-
HBIMU C PA3IMYHBIM KIMHUYECKNM TeUueHHEeM 3a00JieBa-
Hus. [1pu aTom He BrionHe sicHo, cuntan a1 G. Fontaine
pa3HBIMM 3TanamMu OOJIE3HU OTNMCAaHHBIE UM 3 (POPMBEI:
1) aputmMuyeckast (HamGojee vacrast, ¢ @B JIK >50%
u CTaOWIHHBIM 3(hGhEeKTOM aHTUAPUTMUYECKOW Tepa-
nuu); 2) crabwibHasi (popMa CO CHUKEHUEM COKpPATH-
mocTr JI2K (PB 30-50%) B pesyisrate GUOPO3HO-KUPO-
BOTO 3aMEIEHUS WU TIPUCOCAWHEHUS MUOKAPINTA;
3) mporpeccupytomas mo mpomectsuu 10 u Gojee et
Jierpafaius MUoKap/a ¢ pa3BUTHUEM TSXKeJI0i OMBEHTPU-
kynsipaoit XCH BcnmeactBue “ayTomMMyHHOTO (heHO-
MeHa” (OMBEHTPUKYJISIpHOU TuMdoOIMTapHOil MHOWIH-
Tpaumu) [9].

Kraccudukanus G. Fontaine ocTaBisieT HESICHBIM
BOITPOC O B3aMMOOTHOIIEHUSIX Pa3HbIX (hOPM; B HE#l OTCYT-
CTBYET pasesieHre apuTMUUYECKO (pOpMBI Ha JIATEHTHYIO
¥ Pa3BEpHYTYIO, YTO WMEET 3HAYeHUE JJIST TUATHOCTUKU
u BeIOOpa TakTtuku npoduinaktuku BCC; He sicHa poib
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MMOKAapINTa B MOSBICHUM U TporpeccupoBanun XCH,
KaK IIPaBOXEIYIOYKOBOM, TaK M JICBOXEIYIOUKOBOIA.
Crenytommii BapraHT Kiaccudukamvy AITTK 601 ripen-
noxeH Fontaine G, et al. B 1998t [10]. On Bxutrouan B cedst
cienyrommue cocTosTHuST: 1. M3ommpoBaHHBIC TTPaBOXETY-
noukoBblie popmbl AJITTXK (kinaccuyeckast popma AJTTXK;
6ome3nbr Hakcoca; BeHelmaHCKass KapIHMOMUOIIATHS,
SHAEMUYHAsI UII permoHa BeHero, B T.4. IIposarc
MUTPAIHHOTO KJIalTaHa; HEKOPOHAPOTeHHEIN ITOTBEM CeT-
MeHTa ST B IIpaBBIX TPYOHBIX OTBEACHUSX C BBICOKUM
puckoMm BCC Bo cHe; smoHckuii cuHapoMm Ilokkypu;
TaxXuKapOus WIA TOOPOKAYECTBEHHAS SKCTPACUCTOJMS
U3 BeIHOcsIMIero Tpakra [12K; anomanus Yis; Heapurmu-
yeckag (opma ANIXK); ocHOBaHWMEM IJIT OTHECCHMS
K AJITTXK cTtonb mupokKoro criekrpa 3a0ojieBaHUI MOCITy-
KW, B TIEPBYIO O4Yepenb, TUITNIHBIE MOPMOIOTHICCKIEC
MMPU3HAKA Yy 9acTh OompHBIX. 2. AIILK ¢ mpemmymecT-
BeHHBIM BobJieueHMeM JIK (Kiraccmaeckass OMBEHTPUKY-
nsipHast popma AITTK; AIITXK, ocnoxHeHHass MUOKap-
JTATOM).

JanHas KiaccuprKamms Takke He HaIIa IIpakKTHIe-
CKOTO TIpMMEHEHUS, W, Ha HAIl B3IJISIO, HE SBIISICTCS
MMATOTCHETHICCKA WM KIMHUICCKH OOOCHOBAaHHOM,
a CBOAUTCSI TOJBKO K OOBEAMHEHUIO BCEBO3MOXKHBIX
cocrosgauit, Hanmuuue AJITK mpu KOTOPBIX BBI3BIBAET
COMHCHMSI TI0 COBPEMEHHBIM KPUTCPUSAM THUATHOCTUKU
3a00j1eBaHMsI. MBI HE OTPUIIAEM, YTO B OTHCIHHO B3SITHIX
cIydasXx B OCHOBE 3THUX COCTOSHUM MOXET JeXaTb
AJITTK, onnako nmpuuunciienue K AJIITXK Bcex manieHTOB
C TaKMMW KIWHUYCCKUMU IIPOSIBIICHUSIMH TIPEICTABIIS-
eTcsd HaM HEIOCTaTOYHO 0OOCHOBaHHBIM. Kpome Toro,
MaHHAas KIacCU(PUKAIUS YINTHIBACT BO3ZMOXHOE HaJI-
Yie MUOKApIWUTA JIUIIb B OTHOU M3 JIEBOXKEIYIOYKOBBIX
¢dopm 3aboeBaHUSI.

Hcxonmst n3 aHamM3a cOOCTBEHHBIX TAHHBIX, TIPEACTAB-
JICHHBIX B HACTOSIIEH paboTe, MBI MpeaiaracM CIlIeAyio-
LM BApUAHT KIMHNYecKol kiaccugukanuu AIITTXK:

1. BHe3anmHas apuTMUYECKAsA CMePTh KaK ¢IMHCTBCH-
HOE KIIMHUYIECKOE TIPOSIBJICHIE.

2. JlaTeHTHBI APUTMHYECKUI1 BAPDHAHT.

* M30JIMPOBaHHAs IIPABOXEIYIOUYKOBAs BKCTpa-
CHUCTOJIUS;

* TIPAaBOXEIYIOYKOBasl KCTPACUCTONMS C TIIPOOEK-
kamu HeycTtoiunBoid XKT;

* HEyCTOMYMBAs XeJTyIOUYKOBasl SKTOIHS IIPU HaJIM-
YUW COMYTCTBYIOIIETO MIOKAPINTA.

3. Pa3BepHyTbIii apuTMUYECKHIi BAPUAHT.

+ ycroitamBas XKT/DX;

+ ycroitumBasg KT/DXK B coueTaHnm ¢ TIpaBOKeIy-
JTOYKOBOI HEAOCTATOYHOCTEIO;

+ ycroitumBasg KT /DK mpu HaTUIUM COMYTCTBYIO-
IIEr0 MUOKAPINTA.

4. BapuaHT ¢ npeo0JagaHHeM cepaedHoii Hea0CTATOu-
HOCTH.

* TIPEUMYIIECTBEHHO MPaBOXETyI0UYKOBasl HEIOCTa-
TOYHOCTB;

* OMBEHTPUKYJISIpHASI cepAcuHas HEIOCTaTOIHOCTE;

* OMBEHTPUKYJISIpHASI cepiacdyHas HEeIOCTaTOYHOCTh
MIpY HAJTMIUHY MAOKApINTA.

5. Coueranua AJITI2K ¢ HEKOMIAKTHbBIM MHOKApAOM
JIK.
* aputMmndeckasg popma 6e3 npossBieHnit XCH;
OMBEHTPUKYJISIpHAS CepAcUHast HEIOCTATOIHOCTE;

couetanue AJIT2K, HKM u Mmuokapnura.

6. Heapurmuueckas dpopma AJITIK.

* C COITYTCTBYIOIINM MHUOKAPINUTOM;

* 0e3 MIOKapanTa.

Cpa3zy oxapakTepu3yeM IIepBBIA W ITOCICIHUA Bapu-
aHTBI, KOTOPHIC MBI B TAaHHOM MCCJICIOBAaHUM He HAOJIO-
nanu. BHe3anmHas apuTMuuecKasi CMEpPThb KaK eIMHCTBEH-
Hoe kinumHuueckoe mposiienue AJIITK mpencrasisiet
co0oit oTmenbHYI0 (hopMy 3a00JIeBaHMSI, KOTOPAsT MOXET
ObITb AMArHOCTMPOBAHA TOJBKO TIPU AayTOIICUM,
B T.4. MoJIeKyJIsipHOU (mocMmepTHoM [IHK-nuarHocruke).
Cpenn yMepIInx BHE3aITHO B BO3pacTe M0 35 JIeT THCTO-
nornyeckue npusHaku AJIITXK o6uapyxusaior B 20% [4,
5]. Heaputmmueckas dopma AAITXK mompazymeBaer
OTCYTCTBHE XKEJIYIOUYKOBBIX HApYIICHUN pUTMa TIpU
HaJIMYUU TUaTHOCTUYECKUX KPUTEPUEB U3 IPYTUX TPYIIL.
CunTaeTcst, 9TO y TaKUX OOJIBHBIX MMEETCS CKPBITHIA
apuTMOTreHHBI cyoctpaT [10]: crpaTudmKamus pucka
BCC saBastercs y HUX CIIOXHOM 3amadeit. Kpome Toro,
HeobxoamMo TOMHNTL, YTo TFC He aBasioTcs abcomoT-
HBIMU 1 KaXIbII ¥ KpUTEPHEB 00JIagaeT CBOCH YyBCTBH -
TEJIBLHOCTBIO W CIleMPUIHOCTEI0. B Hallle moe 3peHus
nomnamgaid eIMHWYHBIC “HeapUTMHYECKME” TAlMCHTEHI,
OTHAKO BBMIY UX HEOOJBIIOTO KOJIMYECTBA MBI HE BKITIO-
YaJI UX B JaHHOE MCCIICIOBaHME.

Haubonpmmii mpUKIagHON WHTEpec IIPEACTaBIISIOT
WUMEHHO 4 KIWMHWYECKHUX BapHWaHTa, pPacCMOTPCHHBIC
B paszmenie “Pesynbrater”. B 3aBUCHMOCTH OT TOTO, KaKast
3 3TUX (GOpPM UMEeTCS y TTallieHTa, BO3MOXHO ITPOTHO-
3MpOBaTh JajJbHEIIee KIMHNICCKOe TeUeHe 3a00eBa-
HUSI U, ICXOIISI U3 3TOTO, BBIOPATh ONTHUMATbHYIO TAKTUKY
Bemennsa u mnpodunaktnkuy BCC. Tak, maumeHTaM
C JIAaTEHTHOW apUTMHUUYEeCKO (opMoOii LieaecooOpa3Ho
OTPAaHMYNTHCS Ha3HaUYCHUEM aHTUAPUTMHUYECCKON Tepa-
nuy u/vau nposeneHrueM PYA aputMoreHHOTO (hOoKyca;
0OJbHBIM C Pa3BEpPHYTON apuUTMHUYECKOW (HopMoii,
MOMHMO MEINKAMEHTO3HOTO W WHTEPBEHIIMOHHOIO
JIeYeHUST apUTMMii, HeoOxomuma umiuiaHTauuss WMKII;
y TaueHToB ¢ nporpeccupymomeit XCH u codyeranmem
ANITK n HKM, kpome nmmnantauuu MK u neuenus
XCH u HapymeHUi puT™Ma, HEOOXOIMMO YIASIUTb 0c000e
BHUMaHHNC IWATHOCTUKE U JICYCHHMIO COITYTCTBYIOIIETO
MuokKapauta. Ilpm Haauuuy MHOKapAuTa Ha3HAYeHHE
MMMYHOCYITIIPECCUBHOM ¥/YUIM ITIPOTUBOBUPYCHOI Tepa-
NUY 11eJiecoo0pa3Ho MpHU 000 KIMHUYECKON (opme
AJIITX. B caygae pazsurust pedppakreproit XCH (111, IV
(opMBI) MM HEKOHTPOJIMPYEMBIX KU3HEYTPOKAIOIINX
Hapymenuit putMa (11, IV) BctaeT Borpoc o TpaHCIUIaH-
TaIlMU CepIia.
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IMomo3peHne Ha TOT WX MHOM KIMHUYECKUIT BapuaHT
AJIITXK mo3BoasIeT O4YEepTUTHh CIIEKTP 3a00JeBaHUM,
C KOTOPHIMHU CJIeIyeT MPOBOINUTH AU depeHInaTbHBIN
nrarHo3. Tak, JaTeHTHYIO apUTMUIECKYIO GopMy, B TIep-
BYIO o4epenb, cienyeT nrudhepeHIINPOBaTh C UANOIIATH-
yeckoir KD, pa3BepHYTYyI0 apUTMUYECKyIO0 (GopMy —
¢ UBC, npnonarnyeckoit KT u kanamomatuamu, a 111
n IV dopmber — ¢ curapomom AKIIM mHOI 5THONOTHN.
B 3aBHCMMOCTH OT KIMHWYECKON (DOPMBI, OTIMIANICS
BKJIaA pas3HbIX Tpyrmmn KpurepreB TFC B mmarHocTuky
AJITT2K: mpu 1aTeHTHOM apUTMUYECKOl (popMe MpaKTu-
YyeCcKM He Urpanu poiu oosbine u majasie MPT-kpure-
prm (IT2K He mocTrraa AMarHOCTUICCKU 3HAYMMBIX pa3-
MEpOB), TP OTHOCUTEIBHOM MSATKOCTH apUTMUM BaX-
HBIM OBIJIO TeHETHMYECKOE IIOATBEPXKICHUE IHarHo3a
(montyueHo B 24%); mpu pa3BepHYTON apUTMUYECKOM
dopMe THUTIMIHAS ApUTMUS COYETAJIACh C OOJIBIITUMU
KPUTEPUSIMU 13 BCEX TPYII, B TO BpeMs Kak rmpu AITTK
¢ XCH u/umu HKM morto He 66Tk Y KT, TUITMYHBIX
OKI'- mmm MPT-xputepneB n gaxe 4actoii K3D. Ilpn
Bcex (hopMax TMarHOCTHMYECKOE 3HaUYCHNE UMEIIN KPUTe-
pumn, He Bomeamme B TFC: xX1poBbie BKIIIOYCHUS B MUO-
Kapae 1 Hu3Kuii BonsraxX QRS. 3HaumMocTh mocieaHero
IIpM3HaKa paHee ObLIa ITOKA3aHa JWIIb B COUHWUYIHBIX
pab6otax [11] — Ha HalI B3IJISIA, OH JIOJDKEH HAWTH OTpa-
xeHue B kputepusx AIITZK. B mojioxXuTenbHy0 CTOPOHY
IepeolleHNBaeTCd M 3HAaYeHWE XHpa B MHOKapie,
B TIOCJICAHME TONBI CUMTABIICTOCS HECTCIU(PUIHBIM
mpu3HakoM [12]. Bo Bcex ciaydasix HEOOXOIUMO ITPOBO-
InTh o GepeHINATBHBIA TUaTHO3 C M30JMPOBAHHBIM
aKTUBHBIM MHUOKApAWTOM, a TaKKe MCKITIOYaTh €To IIpH-
coeIMHEHME MTPY HaIMYum HecoMHeHHoM AJITTK.

YUuTHIBas pa3IMUIHYI0 TSOKECTh BBIICICHHBIX HAMM
xkmHndeckux dopm AJIK, MoxHO ObLIO TIpenriojia-
raTh, YTO OHM SIBIISIIOTCS TTOCJICIOBATEIEHBIMU CTAIUSIMU
3a00J1eBaHUS, 1 TIEPEX0d B CICAyIONIyo a3y — JIHIIIb
BOIIPOC BpeMEHU. eMCTBUTEIBHO, CYIIECTBYET, HAPSILY
¢ knmaccudmkanueii G. Fontaine, mpencraBieHne o ecTe-
CcTBeHHOM TeueHMM (crammitHoct) AIIIXK [13]:
1. HavampHasg (ckphITast) ha3a: CTPYKTypHBIC M3MEHE-
HUS OTCYTCTBYIOT MJIM MIHHUMAJIBHEI, OMHAKO YX€e TTOBBI-
meH puck BCC. 2. ®a3a IBHBIX 3JICKTPUICCKUX Hapy-
IICHUI: XeIyTOYKOBBIC HapYIICHUS pUTMa ¢ MOP(hOII0-
rueit 6jokKanbl JeBOM HOXKMU mydka [uca (CTpyKTypHbIE
W3MEHCHUS JIOKAIM3YIOTCA WCKIounTeabHO B I1K
M HOCSIT 09aroBhIi xapakTep). 3. M3oampoBaHHas Hemo-
cratogHocThb 12K (cHmxenne ®B), BO3MOXHO Hadallb-
Hoe BoBieueHue JIXK. 4. buBentpukymspHas XCH:
nopaxenue JIK co camxkennem @B.

TeM He MeHee, B X0Ie HAOIOMECHNS 3a HaIllel KOrop-
Tol OONBHEIX (B cpemHeM 13,5 [4; 34] mec.) mepexoma
MMaIeHTa OT OTHOW (POPMBI K IPYToil He IMPOUCXOMMIIO:
HH Y OMHOTO OOJILHOTO C JIJATEHTHOM apUTMHIECKOi hop-
Mol He oTMmedyeHo mnogBiaeHuss YXKT, paBHO Kak
W HU Y OTHOTO OOJIBHOTO ¢ Pa3BepHYTON apUTMHUYCCKOM
dopmoit cumntoMbl XCH He BBIXOIIT Ha TIePBHIN TIJIaH,

TIpY TOM, YTO IBOE ITAIIMEHTOB 3TOM TPYIIILI cTapiie 70
netT. CpemHuUiA Bo3pacT 60mpHEIX B rpymire ¢ XCH Bcé xe
BbILlIE, YeM B APYTrMX TIpymmax, OAHAaKO, BO-TEPBbIX,
B BTOH TPYIIE ecTh 3 MaleHTa Mojioxe 35 J1eT, y KOTo-
PBIX HETIOCPEICTBEHHO B eOI0Te 3a00JIeBaHUS B KIIMHU-
yeckoi KaptmHe mpeBaympoBaia XCH, a BoO-BTOpBHIX,
Y OCTaJIbHBIX ITAIIMCHTOB TOXE HE yHAeTCS IIPOCICINTHh
B aHaMHe3¢ TepHoI, KOTma UX MOXHO ObIJIO OBl OTHECTH
K apUTMHYECKUM (popmaM.

Ha nam B3misim, MpWHAUIEXXHOCTh K TOM WM MHOM
(bopme TeHeTMIEeCKN OO0YyCIIOBIcHA. DTy TUIIOTE3y ITOMd-
TBEPKIOACT U PA3TUIHBIA CIIEKTP MyTalldii, B 3aBUCUMO-
CTU OT KJIMHMYEeCKO popMbl. B To ke Bpemsi, HEOOXO-
IAMO TIOMHUTH, YTO S3KCIIPECCMBHOCTH WM IICHETPAHT-
Hocth AIIITK kpaiiHe BapuaOeNbHBI, JaXe €CIN pedb
WIET 0 KOHKPETHOI MyTaIliH, BEISIBIICHHON Y pa3IMIHBIX
YJICHOB OTHOM ceMbM. BaxkHyio posb B (popMUpOBaHUN
(beHOTHMTIA UTpPArOT TakWe (PAKTOPHI, KaK II0JI, BO3pacT,
¢msmueckasa Harpyska. M coBepiiieHHO 0COOBIM (paKTo-
poM, TPHUCOCAMHEHNE KOTOPOTO MOXET WMIpaTh OYEeHB
CYIIIECTBEHHYIO POJIb B OTIpeIeIcHIN (PeHOTHUIIA OOJIC3HH,
SIBJISIETCSI COMYTCTBYIOIINI MUOKAPAUT, U3YYEHUIO KOTO-
poro OyIeT MOCBSIIeHA OTAeIbHAS YaCTh PaOOTEHI.

Crnenmyet eme pa3 0cobo momuepkHyTh poiab JHK-
nuarHoctuku y nanueHToB ¢ AJITT2K: Hepenko B cCOMHM-
TEJIbHBIX CIy9asXx WMEHHO OOHApyKeHHE MaTOTCHHOM
MyTamu#d (9TO COOTBETCTBYET OOJBIIOMY KPHUTEPHIO)
TIO3BOJISLIO BepU(UIINPOBATh THMAarHo3. [1o10XUTeTEHEIC
pesynpraThl JJHK-ararHoCTHUKY MMO3BOIMIN YBEIUINUTH
JIIOCTOBEPHOCTh TWATHO3a V 4 TAIIMEHTOB: Y TPOUX OOJIb-
HBIX C BEPOATHBIM Uy 1 — ¢ BO3MOXHBIM, THATHO3 TIepe-
111eJ1 B KaTeropuio goctoBepHoro. Tem He meHee, JITHK-
NMArHOCTHUKA liejecoodpa3Ha U y OOJbHBIX C TOCTOBEP-
HeIM amarHo3oM AJIII2K. OOHapyXeHme MyTallnd
y mpobaHOa IO3BOJUT OBICTPO M C MUHHUMAJIbHBIMU
(bHAHCOBBIMU 3aTpaTaMM IIPOBECTH CEMEHHBIN CKpH-
HUHI, cIeIacT BO3MOXHON IIPECHATATBHYIO THATHOCTHKY.
Kpome ToT0, B 3aBUCUMOCTH OT JIOKAJIM3AINN TeHEeTHYC-
CcKoro aedekra MOXHO IIPEIIOJIOXHUTh OCOOCHHOCTHU
TporpeccupoBaHus 3aboyieBaHUS. Tak, y IaIlMeHTOB
¢ MyTaumeit B reHe DSP gaiie oTMedaloTcsl IIPOSBICHMS
XCH (mo 40%), uto He XapaKTepHO IJISI MyTalliH B TeHE
PKP2 [14, 15]. TloaTBepXaeHNE 3TOI 3aKOHOMEPHOCTHU
OTMeYaeTCs U B HaIlleH KOTOPTe OOJTbHBIX.

3aoveHne

Ha ocHoBaHWMM aHamm3a KIMHUYECKUX ITaHHBIX
¥ XapakKTepa TeUeHUs 3a00JIeBaHUS IIPU CPETHEM CPOKe
HabmoneHus 13,5 [4; 34] Mec. BoInesIeHB! 4 CTaOUIIbHEIE
BO BpeMeHM kiauHuueckue (opmbl AJIIIK, xotopwie
HE CKJIOHHBI K B3aMMHOMY IIePEXOAY: JIATCHTHAsI apuT-
muueckast (50% GoJbHBIX), pa3BepHyTasl apUTMUYECKast
(20%), AAILX c mpeoGnagaHueM OUBEHTPUKYJISIPHOM
XCH (16%) n AJATTX B coyeTaHMM ¢ HEKOMITAKTHBIM
muokapaoM JIXK (14%). PazButue Toi miu MHOM (DOPMBI
oIpenesaeTcsd KaK TeHeTUYeCKMMM (aKTopaMu, TakK
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1 IIPUCOCIMHEHNEM COITYTCTBYIOIIETO MUOKapanuTa. Pas-
paboTtaHbl KpuTepuun auddepeHInaIbHON TMarHOCTUKI
IaHHBIX GopM ¢ mamonatndeckumu 2KB/2KT, nzonmpo-
BaHHBIM MuokapautomMm u HKM, cunnpomom JIKMII
WHOU 3THOJ0TUN. BBISIBIEHBI pa3inuuus B OCIOXKHEHUSX
1 MICXOJIaX TIpH pa3HBIX popMax 60ose3Hu. [eHo-peHoTH-
MUYECKUE KOPPESILIMU JOJKHBI YYUTBIBATLCS TIPU OTpe-
neneHun gopmbl AJTTK. B KayecTBe TOMOJTHUTENbHBIX
mnarHoctTndecknx kpurepne AJTTK mpu Bcex dpopmax
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FEHETUMECKUE MAPKEPbl MUOKAPAWUAJIBHOIO ®UBPO3A: BOSMOXXHOCTb MPOrHO3UPOBAHUA
HEBJIAronPUATHbLIX UCXOL0B Y 50JIbHbIX AOPTAJIbHbIM CTEHO30M

Tuntesa T.A.1, Yymakosa O. C.1’2, BpoBKkuH A. H.3, HukutnH A. F.3, Pes3Hunyerko H. E.2, 3aTeiLmKoB ,£I,.A.1'3’4

Lenb. U3yunTb BNUSIHAE TEHETUYECKMX MApKEpPOB BocnaneHus m ¢ubposa
Ha BbIXVMBAEMOCTb GONbHbLIX C HEOMEPUPOBAHHLIM aopTasbHbIM CTEHO30M (AC).
Mounck HOBBIX MPOrHOCTUYECKN HEBNAroNPUATHLIX HAKTOPOB Y GOMBbHBIX KANbLWHMI-
poBaHHbIM AC 63 OMepaTyBHOIO NIeUEHUsl OCTAETCS akTyasnbHON 3afayeit.
Marepuan u metogpl. B Teyenne 2,1+0,11 roga Habntoganu 191 601bHOrO
(28,6% myxuuH, 78,0£0,60 net) ¢ “ectecTBeHHbIM TeueHneM” AC (nnowaab aop-
TaneHoro knanaxa (AK) <2,0 CMZ). Ddukcuposanu Bce datanbHble ucxogbl (PU).
B panbHeiiLiem NpoBOAMNOCH CPABHEHWE KIIMHUYECKUX, BUOXMMUYECKMX U 3X0Kap-
nunorpaduyeckrx napameTpoB, YaCTOT FEHOTUMOB W annenein OAHOHYKNEOTUAHbIX
nonumopdunamos (OHM) G(-238)A n G(-308)A reHa TNF, C(-592)A rena IL-10,
Arg25Pro resa TGF31 8 rpynnax 6onbHbix ¢ DY 1 6e3. OLeHNBanockL BpeMms LoXu-
™a 0o U,

Pesynbratbl. PU 6binn 3aperncTpupoBaHbl y 71 (37,2%) 6onbHoro. MpuunHamu
CMepTu CTanu: MHPapKT Mmokapaa y 5, MHcyneT y 8, BHe3anHas cmepTb y 10, xpo-
HUYeckas cepaedHas HegoctatodHocTb (XCH) y 29, Tpomboambonus y 5, Hekapau-
anbHasi npuynHa y 14 6onbHbIx. HezaBncumMbiMu hakTopamu, aCCoLMMPOBAHHBIMM
¢ passutuem ®U cranu: Hannume XCH lI-IV no NYHA, ypoBeHb KpeaTuHuHa, nno-
wanb AK, uHaekc macchl Muokapaa neBoro xenygoyka (JK) u HocuTensCcTBO
annens Pro OHM Arg25Pro rexa TGFB1 (p<0,05). Accoumaumn OHM G(-238)A
n G(-308)A reHa TNF, a Taike OHM C(-592)A reHa IL-10 ¢ ®U ycTaHOBNEHO
He Obino. CpenHee Bpems aoxuTus 1o OU y Hocutenein annens Pro OHM Arg25Pro
reHa TGFB1 cocrasuno 468,6£99,62 aren npotvie 617,6277,19 aHeit y HeHocuTe-
neii (p<0,05).

Bakniouenne. Hocutensctso annens Pro OHM Arg25Pro reHa TGF31 MoxHo pac-
CMaTpmBaTh Kak eLLe OAWH NpeankTop datanbHoro Mcxopa y 60sbHbIX C Heonepw-
poBaHHbiM AC. OueBuaHo, drnbpo3 mMuokappa JIXK, pas3suBaowmiicst y 60MbHbIX
¢ AC, MOXET BbITb HaKTOPOM, CYLLECTBEHHO BAMSIIOLLMM Ha MPOrHO3 3a60NeBaHus.

Poccuiickuii kapauonoruyeckuii xxypnan 2018, 2 (154): 32-38
http://dx.doi.org/10.15829/1560-4071-2018-2-32-38

KnioueBble cnoBa: aopTanbHblii CTEHO3, NPOrHo3, IL-10, TGFPR1, TNF, ¢punbpos.
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GENETIC MARKERS OF MYOCARDIAL FIBROSIS: OPPORTUNITY TO PREDICT ADVERSE OUTCOMES

IN AORTIC STENOSIS

Tipteva T.A.', Chumakova 0.S."?, Brovkin A.N.°, Nikitin A.G., Reznichenko N. E.%, Zateyshchikov D.A."**

Aim. To evaluate the influence of genetic markers of inflammation and fibrosis on
survival rate of patients with non operated aortic stenosis (AS). The search for novel
prognostically adverse factors in calcinated AS patients with none surgical treatment
remains actual.

Material and methods. During 2,1+0,11 years, 191 patient has been followed up
(28,6% males, 78,0+0,60 y.0.) with a “natural course” of AS (aortic valve area
<2,0 sz)_ All fatal outcomes (FO) were collected. Then the clinical, biochemical and
echocardiographic parameters were compared, genotypes frequencies and alleles
of mononucleotide polymorphisms (MNP) G(-238)A and G(-308)A gene TNF,
C(-592)A gene IL-10, Arg25Pro gene TGF31 in groups with FO and with none. Life
duration towards FO was evaluated.

Results. Fatal outcomes were registered in 71 (37,2%) of patients. Death causes
were: myocardial infarction in 5, stroke in 8, sudden death in 10, chronic heart failure
(CHF) in 29, thromboembolism in 5, non-cardiac cause in 14. Independent factors
associated with FO were: presence of CHF Ill-IV FC NYHA, creatinine level, aortic
valve area, myocardial mass index of the left ventricle and carriage of allele Pro MNP
Arg25Pro gene TGFB1 (p<0,05). Associations of MNP G(-238)A and G(-308)A gene
TNF, as MNP C(-592)A gene IL- 10 with FO were not found. Mean life duration before

death in Pro MNP Arg25Pro gene TGF31 carriers was 468,6+99,62 days versus
617,6%77,19 days in non-carriers (p<0,05).

Conclusion. The carriage of allele Pro MNP Arg25Pro gene TGFB1 can be
regarded as one more predictor of fatal outcome in patients with non-operated AS.
It is clear that LV myocardial fibrosis, developing in AS patients, might be a factor
significantly influencing prognosis.

Russ J Cardiol 2018, 2 (154): 32-38
http://dx.doi.org/10.15829/1560-4071-2018-2-32-38
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ITonck HOBEIX (DAKTOPOB, CITOCOOHBIX ITPEACKA3HIBATh
Ooiree OBICTPOE TIPOTPECCHUPOBAHME 1, COOTBETCTBEHHO,
HeOJaronpusATHOEe TeUYeHUE aopTaibHOTro creHos3a (AC)
ellle Ha paHHUX CTaAUsIX 3a00JIEBAaHMUS OCTACTCS aKTyallb-
Ho1 3amaueii. KilmHMYecKne 1 MHCTpyMEHTAJIbHbIC KPH-
TepUM HEOIaTOIIPHUSATHOTO ITPOTrHO3a 601bHBIX AC (00MO-
POKM, CTCHOKApAus, OHNBIIIKA, CHIKCHHE OpaKIny
BeIOpoca (PB) meBoro xemymouka (JI2K)), Bomremmie
B PEKOMEHIAIIMHU TI0 BEICHNIO OOJIBHBIX C KIIAITaHHBIMU
nopokaMu cepaua EBporeiickoro kKapauoaormyeckoro
obmiectBa u EBporreiickoit accomnanuy KapauoTopa-
KaJbHBIX XUpypros 20121, oTpaxaioT JOCTaTOYHO TO3M-
HHE 1 3a9aCTyI0 HeoOpaTuMbIe M3MEHEHUSI MIOKapaa.

OmHNM W3 COBPEMEHHBIX ITyTeH pEIICHUs NTaHHOM
3aa4d SIBJISICTCSI M3YUYCHUE TeHETUYECKUX BapHUaHTOB,
aCCOIMUPOBAHHBIX C TATOTCHETMIECKIMH MeXaHN3MaMU
AC (xampundukanneit, Guopo3oM, peMoIeIUpOBaHUEM
MEXKJICTOUHOTO MaTpHKCca M BOCTIAJICHHEM) KaK B CaMOM
aopTtanpbHOM KimanaHe (AK), Tak n B Muokapae JI2K [1].

Tpanchopmupytomuii hakrop pocta B1 (transforming
growth factor betal, TGFB1) siBnsiercss MHOTOGYHKITNO-
HaJIbHBIM IINTOKWHOM, aKTUBUPYIOIINUM IIPOIIECCHI KaTh-
mudukauuu 1 ¢uodposa kak B AK [2], Tak 1 MruoKapze
JIK mpu AC [3]. daxkrop HeKpo3a OIyXoau (tumor
necrosis factor, TNF) — npoBocnaanTe IbHBIN ITUTOKWH,
oOHapyxuBaeMblii kKak B AK, Tak 1 B KpOBU OOJIbHBIX
¢ AC [4]. Uurepneitkua 10 (interleukin-10, IL-10) —
IIPOTUBOBOCHAINTEILHBIN IIUTOKWH, C HEYTOUHCHHOM
pOJIBIO B TIpoliecce pa3BUTHA Topoka AK, HO ¢ ycTaHOB-
JICHHOM CBSI3bI0 OTHOHYKJICOTHIHOTO TOJIMMOpdu3Ma
(OHII) rena /L- 10 ¢ HanmmumneM yMepeHHO-TsKemoro AC
[5-7].

Llenpro paboTHI CTAJIO M3yYeHNE aCCOIMAIINY BapaH-
toB TeHOB TGFB1, TNF n IL-10 co cMepTHOCTBIO 0OJIb-
HBIX ¢ HeoneprupoBaHHBIM AC B IIPOCIIEKTUBHOM HCCIIE-
TOBaHUM.

MaTtepuan u metogbl

B viccienoBanme ObUT BKITIOUYEHO 196 GOJIBHBIX C yCTa-
HOBJICHHBIM T10 3x0Kapauorpadumueckum (OxoKI') mapa-
MeTpaM arnarao3oM AC (mwromans AK <2.,0 CM2), HaxXoIsd-
IIUXCST Ha CTAIIMOHAPHOM JICUCHUHN B KApIUOJIOTHICCKOM
otnenennu I'bBY3 “Toponckast kKimHuMYeckass OOJIbHUIIA
Ne 17 A3M” u nednBIIUXCS KOHCEPBAaTUBHO. Bce 60Ib-
HBIE Al CBOE COTJIacHe Ha yJacTHe B MCCICHOBAaHWU.
B mncciemoBanre He BKIIOYAINCH OOJBHBIC C IBYXCTBOP-
yateiM AK, apyroit 3HauMMoO# KJjalaHHOM IMaTOJIOTUeE,
C IOmO3peHMEM Ha peBMAaTHUYCCKMIA TeHE3 IopoKa,
a TakKe IIpM HEBO3MOXHOCTH KOHTaKTa C OOJIBHBIM
rmociie BRIMUCKH. McciaemoBaHne OBIIO OMOOPEHO MECT-
HBIM 3TUICCKIM KOMUTETOM.

[Tpu BKIIIOYEHUM OOJBHOTO B MCCeHOBaHME (hUKCH-
pOBAIMCh pe3yJbTaThl 00ILIETO0 OCMOTpa, aHaMHE3a, CBe-
IIeHUsI O TIPOBOAMMOMN Teparnuu, TCICHUM 3a00JIcBaHUS.
[Tpon3BoaMIOCH B3SITHE KPOBU ST OTIPEICTICHIST OMOXH -
MHMYEeCKHIX ITApaMeTPOB U TCHETHYECKOTO aHa/IM3a.

[Ipy TIpoCIEKTUBHOM HAONIONCHUM IIPOBOOUIINCH
Tene(hOHHBIE KOHTAKTHI C OOJBHBIMA M WX POIACTBCHHM-
KaMHu, 70O OTIPABISIICA 3alpoc B IOJIUKINHUKY
TI0 MECTY XUTEJIbCTBA, YTO TTO3BOJIMIO 3apeTUCTPUPOBATh
Bce (patanbHbie ncxonsl (PU). [IprarHa cMepTH yCTaHAB-
JINBajlach HAa OCHOBAaHWHU I1aTOJIOTOAHATOMUYECKOTO
3aKITIOUCHUS (TIPY HAJTMIMI) WM CIIPaBKHU O cMepTH. s
aHamm3za U ObumM pa3melleHBl Ha TPYIIIBL: CMEpTh
ot nH(apKTa Muokapaa (M), nHCynbTa, BHe3aITHas cep-
neaHast cMepTh (BCC), cMepTh B pe3yabrate XpOHMIECKOM
cepmeuHoit HemoctaTouHOCTH (XCH), TpomOosMOommit
(TB) m cmepTh OT OO0 APYroil HeKapAMAIBHOM TIpH-
YuHBL. Takke OIIEHMBAJIOCh BpeMsl HOXUTHUS OOJBHBIX
1m0 @®U. B ciaygae npoBeaeHUs O0IBHOMY XUPYPTAICCKOMN
KOPPEeKIINU TIOpOKA OH CUMTANICS “TIOTepSHHBIM~ IS
HaOJTIONCHUSI C TaTHI OIIEpaTUBHOTO BMEIIIATEIbCTRA.

TpancropakamsHas DxoKI. MccaenoBaHne mpoBoIn-
JIOCh Ha YJIbTpa3ByKoBoM ammapate Vivid i dupMsr
General Electric ¢ MyJbTUYacTOTHBEIM (ha3upoBaHHEIM
mataukoM 3S-RS (1,7-4,0 MIix). [TpumeHsuIcs ctanmapt-
HBIIT IPOTOKOJI MCCIIEIOBAHUS, PEKOMEHIOBAHHBIN AMe-
puKaHcKoi Acconuaumeit asxokapauorpadpuu 2015t
[Tnomane AK BEICUMTBIBAIACH C MCITOTb30BAHUEM ypaB-
HEHMS HEIIPEPHIBHOCTH, COTJIACHO OOBEIMHEHHBIM €BPO-
MEWCKUM WM aMepUKaHCKMM pekomeHmanusaM 2009r:
yIAapHBI 00BEM/MHTETpal IMMMKOBO CKOPOCTH ITOTOKA
Ha AK. ITmomanp AK 1,5-2,0 cM’ COOTBETCTBOBAJA
HavajgbHOUW ctenenu, 1,0-1,5 oM — YMEPEHHOM,
a<1,0 eM” — Tskenoit crenenn AC.

T'eneTnyeckoe uccienopanue. BeHo3Has KpoBb cOOM-
payach B TIpOOMPKY TUMa BakyTeliHepsl ¢ B TA, KoTO-
pBIc cpa3y 3aMOpaXWBAJIWCh IIPM TeMIIepaType HILKE
220" C. ITenomnayto JHK Bemensum MeTogoM peHOI-XII0-
podopMHOIT aKcTpakiu. Y meHTrduKamo nommmMopd-
HBIX MapKepoB mpoBoaunau ¢ nomombio PCR-RFLP
B peaJIbHOM BpeMEHH Ha TePMOILIMKIIEpE W Ha aMILTH (M-
katope PHC-2 (“Techne”, BeaukoOpuTaHus) ¢ IOCie-
OyIoIIeil pecTpUKIIMe crelIM@UIeCKUMI SHIOHYKIIea-
3aMH U 3JIeKTpoPOopeTHIecKNM pasaeacHrueM dparMeH-
toB JIHK B 10% nonuakpunamuaHom reje (ITAAT) n 2%
arapo3HOM Tejie, KOTOpBhIE OKpaIlWBadd OpPOMMCTHIM
atuaueMm. TepmoctadbunbHylo JHK-monumepasy Tag
nonyamr oT HITO “Buortex” (MockBa), peCTpUKTAa3BI
nosydanu ot HITO “Cu6sn3um” (HoBocmbupcek). Omm-
TOHYKJICOTUAHEBIC TpaiiMepbl cuHTe3upoBaHbl B HIIO
“Cunron” (Mocksa).

Bbeum onpenenensr OHIT G(-238)A u G(-308)A rena
TNF, C(-592)A tena [IL-10, Arg25Pro rena TGFBI1
y 6ompHBIX ¢ AC, pacmpeneicHNe YacTOT T€HOTHUIIOB
n3ydaeMblx OHII cooTBeTCTBOBAIO YpaBHEHUIO Xapam-
Baitn6epra (tabmn. 1). IIpoBommiock cpaBHEHHE pacipe-
IeJICHUSI JacTOT TeHOTHUIIOB M ajuleliell MEXIy IBYMS
TPYIITIaMU BEDKUBIIHNX U YMEPIITHX 332 BpeMsI HaOTIOICHUS
6ompHEIX ¢ AC.

Tpancdopmupyronmmii pakrop pocra f1. MsmepeHue
ypoBHss TGFB1 mpouwsBomuiioch C WCIOIb30BAaHUEM
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Tabnuua 1

MocneposatenbHOCTY NpailMepoB U 30HAOB, UCMOJIb30BaHHbIX ANS onpeaeneHus
OAHOHYKNEOoTUAHbIX N0MMOop¢M3MOB 1 COOTBETCTBUE ypaBHEHMIO Xapau-BaiiHGepra pacnpepgeneHus 4acToT reHOTUNOB

[eHbl-kanaMaaThl
TNF

OLHOHYKNEOTUAHbIE NONMMOPPU3MBI
G(-238)A

MocnenoBatenbHOCTV NpaiMeEPOB 1 30HAOB
FJL — CCTACACACAAATCAGTCA

CooTBeTCTBYIE YpaBHEHMIO Xapaun-BaiiHbepra
0,43

RJL — CAAGCATCAAGGATACCC
FAM- CTGCTCCGATTCCG -BHQ-1
VIC — CTGCTCTGATTCCG -BHQ-2

G(-308)A

FJL — CTGTCTGGAAGTTAGAAGG

0,44

RJL — GACTGATTTGTGTGTAGGA
FAM — CCGTCCCCATGCC -BHQ-1
VIC — CCGTCCTCATGCC -BHQ-2

IL-10 C(-592)A

FJ — GGCTAAATATCCTCAAAGTTC

0,83

RJ — TGCCTGAGAATCCTAATG
FAM — CCTACAGGACAGGCG -BHQ- 1
VIC — CCTACAGTACAGGCG -BHQ-2

TGFB1 915G>C unun Arg25Pro

FJ — GCTCCATGTCGATAGTCTTG

0,76

RJ — CTGCTGCTGCTGCTAC

RJ2 — GCTGCTGTGGCTACTG

FAM — CCTGGCCGGCCGG -BHQ-1
VIC — CCTGGCCCGCCGG -BHQ-2

UMMYHO(hEPMEHTHOTO Habopa IS KOJMYECTBEHHOTO
omnpeneneHus yenoBedyeckoro TGFB1 B ceiBopoTKe KpOBU
(Bender MedSystems, Asctpus). [ng aHanu3a Oblia
WCTIONTb30BaHa ChIBOPOTKA KPOBU, OTAEIEHHAS OT CTyCTKA
SPUTPOILIMTOB CPa3y MOCTE CBEPTHIBAHUSI KPOBU, AJTUKBO-
THpOBaHHAsI M 3aMOPOXKCHHAS TIPA TeMIIepaType 220° C.
HopmasbHoe 3HaueHue ot 4639 no 14757 or/mi.
Kpearunun. M3mepeHue ypoBHsI KpeaTUHWHA TIPOBO-
JMUAJIOCh KWHETMYECKUM METOIOM C WCIIOJb30BaHUEM
KoMMepuecKnxXx HabopoB “Biosystems” (Mcnanus)
Ha GuoxuMuuyeckoM aHanuzatope “I1LAB 650” (CILA).
Ckopoctb K1y0oukoBoii (pusrpamun (CK®). CK® pac-
cuuThIBasIach 1Mo opmyie Kokpodra-Tonra (Mi/MuH):
CKO®* = 88 x (140-Bo3pacT, rofsr) x Macca Tena, Kr/72 x
KpPEaTUHUH CHIBOPOTKHN, MKMOJIb/JI.
* — IS XKEeHIIIWH pe3yIbTaT yMHOXamu Ha (,85.
OrnpeneneHne ypOBHS IIIOKO3bI, 00IIEro X0JIeCTePHHA,
JMNONPOTENHOB BhICOKO# miioTHocTH (JIBIT), unonporen-
HOB HM3KOi miotHoctu (JIHII), Tpurmumepmaos cEHIBO-
POTKM KPOBU TaKXe MTPOBOIWIMN C TIOMOIIIbIO KOMMepYe-
ckux HabopoB “Biosystems” (Mcnanus) Ha OMoxumuye-
ckoMm aHanm3zatope “ILAB 650” (CIA).
CrarucTuyeckyw o0paboTKy pe3yJbTaToB TPOBOAWIN
C TIOMOIIBIO CTAHAAPTHOTO CTATUCTUYECKOTO TaKeTa
nporpamMm IBM SPSS Statistics v.22. /1 HenmpepbIBHBIX
ToKa3areJieil TpPOBOAWIICS aHAJIU3 PACTIPEeNICHUS U KPU -
TEPUEB €r0 COOTBETCTBUS HOPMAJIBHOMY TIPU TTOMOIIM
tecta Konmoroposa-CMupHoBa. [jist ommcanust mpusHa-
KOB C HOPMaJIBHBIM pacmpeneeHueM MCITOTb30BaIN
cpemHee C YKa3aHWEM CTaHJAPTHOTO OTKJIOHEHUS
(MzSD), mrs mpu3HAKOB ¢ OTIMYHBIM OT HOPMAJIBHOTO
pacripeneyieHusl yKa3blBald MeAVaHy W MEXKBapTUIIb-
HBIN nHTepBal — 25-1 1 75-i mpouenTb (Me(Q1-Q3).
JucKkpeTHbIE BEMYMHBI CPAaBHUBAIM C TPUMEHEHUEM

KpUTEpUS x2 IMupcona. CpaBHeHUE KOJIMYECTBEHHBIX
MPU3HAKOB, MTOAYMHSIIOLINXCSI HOPMAJIbHOMY pacrpeje-
JIEHUIO, MPOBOAUIU C UCIOJb30BAHUEM T-KPUTEPUS
CThlofcHTA, HEe TIONUYMHSIIOIINXCS HOPMaJTBHOMY pactipe-
NIeJIEHUIO C MCITOJIb30BaHKEM HelapaMeTpUyeCcKoro Tecta
Mann-Whitney u Kruskal-Wallis 11 HecBSI3aHHBIX
rpymir. O6paboTKa JaHHBIX IT0 TeHOTUIIMPOBAHMIO TIPO-
BOIWJIACH C MCITOJb30BaHWEM YHU(MUILIMPOBAHHOM IMPO-
rpaMMBl “IeH DKcnepT”: pacCUMTBHIBAIM pacIIpeacicHIe
YacTOT TeHOTHUIIOB (Tect Xapau-BaitHOepra), reHeTHde-
CKMIA pUCK pa3BUTUSI 3a00Ji€BaHUSI C UCMOJb30BaHUEM
MYJIBTUILUIMKATUBHOM, OOIEel, JOMUHAHTHOW U pelec-
CUBHOI Mojiesielt Hace0BaHusl. AHAJIN3 BbBLKMBAEMOCTU
W BIMSIONIMX Ha Hee (PaKTOpPOB IMPOBOAWIACH METOAOM
Kaplan-Meyer ¢ ucHnojb30BaHMEM CTaTUCTUUYECKOTO
kputepus Log Rank u mpu momoiu perpeccun Kokca.
B perpeccuonnblil ogHOGaKTOpHBIM aHanu3 Kokca Ob11mn
BKJIIOYEHBI MapaMeTphl, pa3vyaBIIMECS IPU MPOCTOM
CPaBHUTEIbHOM aHaJIM3€ MEXAYy TIpyIlInamMu OOJIbHBIX
¢ GnaronpusaTHBEIM ucxonoM n ¢ MU. Anamm3 accomma-
muu reHotunioB OHII ¢ mHCTpyMeHTaIBHBIMA U JTabOpa-
TOPHBIMU TTapaMeTpaMu MPOBOAUIN TIPU TTOMOIIHN JIOTH-
CTUYECKOM perpeccuu. JIJIst Bcex BUOOB aHAIM3a CTATH-
CTUYECKU 3HAYNMBIMU cunTaau 3HaueHus p<0,05.

Pesynbrathbl
M3 196 6onbHbIXx ¢ AC, BKIIIOYEHHBIX B MCCJIENOBA-
HUE, 5 OBUIH TTOTEePSIHBI TS HAOIIONCHUS 110 pa3IMIHBIM
MpuYMHaM (OTKa3 OT AaTbHEUINX KOHTAKTOB (1), cMeHa
KOHTAKTHBIX TaHHBIX (4)). Y 9 O0MbHBIX CPOK HabIIONE-
HUsI 0Ka3ajicsd MEHBIIEC, YeM B OCHOBHOM TPYIINE, M3-3a

XUPYPTUUECKOTO JICUCHHUSI ITOPOKa.
B pesynbrare, mporto3 66T n3BecTeH Wit 191 0071b-
Horo ¢ AC (28,6% myxuuH, 78,0£0,6 ser). 3a mepuon
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OPUIMHAJIbHBIE CTATBA

MapameTp

AHamHe3

BospacT, net (M+SD)

Mon myxckoin, n (%)

AT, n (%)

CreHokapaus, n (%)

O6Mopoku, n (%)

XCH lI-IV ®K, n (%)

MHeynbT, n (%)

MM, n (%)

Ch, n (%)

ATepocknepos nepudepnyeckmx aptepui, n (%)
Kypenue, n (%)

MA, n (%)

UMT, kr/m’ (M£SD)

JlabopaTopHbIE XapakTePUCTUKN
KpeatnHuH, mkmonb/n (M£SD)

CK®, mn/muH (M£SD)

XC, mmonb/n (M£SD)

Tr, Mmonb/n (M+SD)

JIHM, mmonb/n (M+SD)

NBM, mmonb/n (M£SD)

TGFB1, nr/mn (M+SD)
Oxokapaunorpaduyeckme napaMmeTps
Mnowans AK, cm’ (M£SD)

Cp. rpagmeHT AK, MM pT.cT. (M£SD)
MHpekc cuctonunyeckoro obbema JIM (M+SD)
DB JIX, %

TMXT, mm (M+SD)

Unaexc MM JTX, r/m’ (MSD)
HapyuieHnsa nok. cokpatumocTu, n (%)
E/e’ (M£SD)

Annenun v reHoTUnbI

TNFG(-238)A, (n=166)

GG/GA/AA, n (%)

TNFG(-308)A, (n=171)

GG/GA/AA, n (%)

IL-10 C(-592)A, (n=161)
AA/CC+CA, n (%)

TGFB1Arg25Pro, (n=171)
ArgPro+ProPro/ArgArg, n (%)

Tabnuua 2

CpaBHUTENbHasA XapaKTePMCTUKa KIIMHUYECKUX,
NabopaToPHbIX M UHCTPYMEHTaJIbHbIX MOKa3aTeJsieil BbDKMBLUMX U yMepLUMX 3a BpeMs HabnioaeHus 6onbHbix ¢ AC

Bce BraronpusTHbI ncxop, DatanbHbIE UCXOAb! p
(n=191) (n=120) (n=71)
78,0+0,60 76,8+0,77 79,1+0,86 HA,
52 (28,6%) 34 (28,3%) 22 (31,0%) HA,
175 (96,2%) 116 (96,7%) 68 (95,8%) HA,
144 (79,1%) 85 (70,8%) 63 (88,7%) 0,016
28 (15,4%) 8 (15,0%) 12 (16,9%) HA,
60 (33,0%) 7 (22,5%) 38 (53,5%) <0,0001
31 (17,0%) 6(13,3%) 14 (19,7%) HA,
89 (48,9%) 1(42,9%) 43 (60,6%) 0,024
44 (24,2%) 28 (23,3%) 18 (25,4%) HA,
44 (24,2%) 27 (22,5%) 15 (21,1%) HA,
30 (16,5%) 23 (19,2%) 10 (14,1%) HA,
82 (45,1%) 45 (37,5%) 36 (50,7%) HA,
30,4+0,41 30,6+0,52 30,0+0,69 HA,
116,713,54 109,2+2,69 129,818,16 0,001
49,0+1,28 52,7+1,64 44,2+1,96 0,002
5,2+0,10 5,3+0,12 5,1%0,15 HA,
1,7+0,08 1,8+0,12 1,6+0,10 HA,
2,6%0,07 2,7+0,10 2,5+0,10 HA,
1,4+0,04 1,4+0,06 1,3+0,07 HA,
20834,2+998,00 21592,6+1278,52 20732,2+1543,17 HA,
1,0£0,03 1,1£0,04 0,9+0,06 0,002
27,1+1,34 24,3+1,53 33,0+2,34 0,001
41,4+1,02 39,3+1,19 43,9+1,73 0,05
62,3+0,96 63,7+1,10 59,6+1,71 0,046
12,6+0,20 12,3+0,24 13,1£0,35 0,034
119,6+2,80 113,3+3,22 130,4+4,65 0,001
28 (14,7%) 1(9,2%) 18 (25,4%) 0,001
13,4+0,48 13,1x0,50 15,1£1,02 HA,
147 (88,6%)/19 (11,4%)/0 88 (86,3%)/14 (13,7%) 59 (92,2%)/5 (7,8%) HA,
152 (88,9%)/19 (11,1%)/0 92 (86,0%)/15 (14,0%) 60 (93,8%)/4 (6,3%) HA,
5(3,1%)/107 (66,5%)+49 (30,4%)  2(2,0%)/96 (98,0%) 3(4,7%)/61 (95,3%) HA,
28 (16,4%)+1(0,6%)/142 (83,0%) 13 (12,1%)/94 (87,9%) 16 (25,0%)/48 (75,0%) 0,030

CokpaueHusi: AT — aptepuarnbHas runepteHausi, XCH — xpoHuueckasl cepaeyHas HefocTtato4HocTb, UM — nHbapkT muokappaa, CL, — caxapHblil anabet, MA — mep-
uarenbHas aputmus, UMT — uHgekc maccel Tena, CK® — ckopocTb knyboukoBoi GpuabTpaumm, paccumtaHHas no popmyne Kokpodra-ronta, JIHM — nunonpoTtenHsl
HW3KOW NNOTHOCTK, JIBIM — nMNonpoTenHbl BLICOKOW NA0THOCTH, AK — aopTanbHblii knanaH, JIM — nesoe npeacepave, OB JIK — dpakumsa Boibpoca, TMXI — TonwmHa
MeXOKenyLoukoBov neperopoaku, MM JIK — macca munokapga JIX, E/e’ — oTHoweHue nuka E TpaHeMMTpanbHOrO KPOBOTOKA K MIKY € CKOPOCTW ABUXEHNUst GUOPO3HOro

KOnbLa MUTPanbHOro KnanaHa.

Habmonenus (B cpeaHeM 2,12+0,11 roxa) ymep 71 (37,2%)
OonpHOW. PacmpepeneHue mo mMpuuMHAM CMEPTU OBLIO
caenytomum: UM (5), uncynsr (8), BCC (10), XCH (29),
T3 (5). 14 60BHBIX YMEPIIH OT HeKapIUAIBHBIX IIPUINH:
7 — TIpOTpecCHUpYIONINE COMYTCTBYIOIINE 3a00JIeBaHMS

C pa3BUTUEM HOJII/IODT&HHOﬁ HEOOCTAaTOYHOCTHU, 3

OHKOJIOTMsI, 1 — YepemHo-Mo3roBas TpaBma, 1| — pac-
CJIOEHHUE aHEBPU3MBI AOPTHI, 2 — XKETYIOYHO-KUIIEYHOE
KpPOBOTEYEHUE.

CpaBHUTEIbHAS XapaKTePUCTUKA BbIKUBILIHUX U YMEP-
LIKX 3a BpeMsI HaOmoneHns 6obHbIX ¢ AC TIpeacTaBieHa
B Ta0unie 2.
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BnusiHne KNMHNYECKUX, UHCTPYMEHTAaJIbHbIX M 1a0opaTOPHbIX NapaMeTPoB
Ha cMepTHOCTb 6onbHbIX ¢ AC (n=171) (perpeccuoHHas mogenb Kokca)

MapameTp OpHodbakTopHbIN aHann3
OP (95% W)

AHamHe3

CreHokapaus 2,261 [1,080-4,733]

XCH IlI-IV ®K 2,730 [1,711-4,359]

NHdapkT B aHaMHe3e
JlabopaTtopHble XapakTepUCTUKN
KpeaTuHuH, MKMONb/n

9OxoKT napameTpel

Mnowanb AK, oM’

MHpekc cuctonuny. obbema Jir
Mnoekc MM JIX, r/M2

®B X, %

Annenw v reHoTUNbI
TGFB1Arg25ProArgPro+ProPro

1,896 [1,175-3,059]

1,009 [1,006-1,013]

3,777 [2,248-6,346]

1,020 [1,004-1,036]

1,011 [1,005-1,017]
[

0,523 [0,321-0,853]

2,350 [1,321-4,180]

Ta6nuua 3

p MHorodakTopHbIii aHanu3 p

OP (95% AN)
0,030 1,542 [0,661-3,598] HA,
<0,0001 1,872 [1,106-3,168] 0,020
0,009 1,421[0,812-2,489] HA,
<0,0001 1,011 [1,006-1,014] <0,0001
<0,0001 2,476 [1,343-4,565] 0,004
0,015 1,000 [0,979-1,022] HA,
<0,0001 1,011 [1,002-1,019] 0,013
0,009 1,228 [0,670-2,251] HA,
0,004 2,333 [1,274-4,271] 0,006

CokpauweHus: XCH — xpoHuyeckas cepaevHast HeloCcTaTouHOCTb, AK — aopTanbHbiii knanaH, JIN — nesoe npeacepave, OB JIK — dpakums Beibpoca JIK, MM JIXK —

macca mnokapga JIX.

1,0
0.8 I'enorun Arg/Arg
0,6
el
3]
<)
=
3
;M
; 0,4
E T'enorun Arg/Pro+Pro/Pro
0,2 I
0.0 Log Rank 8,977, p=0,003
T T T T T
,00 500,00 1000,00 1500,00 2000,00

Cpoxk 1o HactyrmieHust ®U, nau

Puc. 1. BoixvaemocTb 6onbHbix AC (rpacduk KannaH-Meiipa) B 3aBUcUMOoCTU
HocuTenscTea annens Pro OHIM Arg25Pro reHa TGFB1.

[lpy mpoBemeHMM MHOTO(MAKTOPHOTO PErPeCCUOH-
HOTO aHajin3a He3aBUCUMBIMU (haKTOPaMM, aCCOLIMUPO-
BaHHBIMU ¢ pa3ButheM PU y HeormepupoBaHHBIX 6OJTb-
HeIX ¢ AC cramm: Hamane XCH III-IV @K NYHA
(p=0,020), ypoBenb KpearmHuHa (p<0,0001), ruromanb
AK (p=0,004), muamekc MM JIXK (p=0,013), a Takxke
HocuTenbcTBO ajutesis Pro OHIT Arg25Pro rena TGFB1
(p=0,006) (taba. 3). Cpennee Bpemst goxutus go ®U
y Hocureneir amienst Pro OHIT Arg25Pro rena TGFBI1

TGFB1Arg25Pro ArgPro/ProPro
Olll, 95% AN

Arg/Arg 0 1 2 ArgPro/ProPro
| |
Iromans AK = 1,152[0,468-2,837] p=0,758
2,662[1,106-6,411] p=0,029
KCO JIX -
6,561[2,509-17,159] p<0,0001

Kpeatunun i

TGFBI chis. - 1,000[1,000-1,000] p=0,797

Puc. 2. Accoumnaums reHotuna ArgPro/ProPro OHM TGFB1Arg25Pro ¢ wHCTpy-
MeHTanbHLIMU 1 NabopaToOpHLIMU NokasaTensiMu y 6onbHelx ¢ AC (noructuyeckas
perpeccus).

Cokpauwienusi: AK — aopTtanbHblid knanaH, AC — aopTanbHblii cTeHo3, KCO JIK —
KOHEYHO-CUCTONNYeCKniA 06bEM NEBOro Xenyaoyka.

cocraBuio 468,6+£99,62 nueit mpotus 617,6+77,19 nHeit
y HeHocureneit (p=0,003). BekuBaeMocTh B rpymie AC
B 3aBHCMMOCTH OT Haymmums ajuresiss Pro OHIT Arg25Pro
rena TGFB1 (p=0,003) mpencrasicHa Ha puUCyHKeE 1.

HocurensctBo amnens Pro OHII Arg25Pro rena
TGFB1 accormnmpoBaoCh C OOJBIINM KOHEYHO-CHCTO-
anueckuMm oobeMoM (KCO) JIXK (p=0,029) u Gonaee
BBICOKMM ypoBHeM KpeaTuHnHa (p<0,0001), B TO BpeMs
Kak accolanuu ¢ riomnansio AK 1 ypoBHeM IUTOKMHA
B CHIBOPOTKE KPOBY BBISIBJIEHO He GbIJIO (pHC. 2).

Accounanuu ¢ nporrozom apyrux OHIL: G(-238)A
u G(-308)A rena TNF, C(-592)A rena IL-10 He ObuUIO
00HapyXeHO.
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00cyxpaeHue

[MomyueHHas B pe3ysIbTaTe IPOBEICHHOTO UCCIIeA0Ba-
HHS B3aIMOCBSI3b MEXKITY KITMHUYECKUMU TIPOSIBICHUSMU
XCH III-IV ®K NYHA, ypoBHeM KpeaTWHHWHA, ILIO-
manpio AK, mamekcomM Macchl Muokapaa 1 U cornacy-
€TCs C U3BECTHBIMU JaHHBIMU O HEOJIATOIIPUSATHOM BIIH-
SHUW TIEPEUMCICHHBIX (DaKTOpPOB Ha BBIKMBAEMOCTH
60spHBIX ¢ AC.

®axkrop Hekpo3a omyxou (TNF) — nmpoBocnanutens-
HBII IIUTOKWH, IIPUCYTCTBHE KOTOPOTO B KIaIlaHe
W TOBHIIICHHBIN ypoBeHb B KpoBH IIpu AC HM3ydeHBI
paHee [4]. YcTaHOBIeHA KOPPEIISIINS TIa3MEHHBIX YPOB-
Helr TNF ¢ ypoBHeM ero akcripeccuu B AK v BeipaxeH-
HOCTBIO KanblMdpukaumm mnociendero [9]. B mpenmect-
BYIOIIEH paboTe C y4acTHEM KOHTPOJIHHOM TPYIIIEI 00JIhb-
HBIX 0¢3 AC accommanuu OHIT G(-238)A u G(-308)A
5TOTO TeHa ¢ pa3BUTHEM YMepeHHO-Tskenmoro AC Hamu
BBISIBJICHO He ObLI0 [5]. B HacTosiein pabore Takxke
HE 0Ka3aJI0Ch W CBSI3M C IIPOTHO30M.

[MomygyeHHBIN OTPULIATEIBHBIN pE3yIbTaT IPH OdYe-
BUIHOI BOBJICUCHHOCTH LIMTOKMHA B TTaTOTEHE3 3a00JIe-
BaHUS TTO3BOJISIIOT TIPEAIIOIOXNUTh, 9TO OOMbIIas GyHK-
IroHaabHasI akTUBHOCTH Oenka TNF y 6ompHBIX ¢ AC
MIpeIOIIpeaeIIIeTCSI HOCUTEIBCTBOM APYTUX BapHAaHTOB
€ro TeHa, a TAK;KE BO3MOXKXHBIM PETYISITOPHBIM BIUSTHAEM
OHIT G(-238)A 1 G(-308)A Ha cocemHMe TEHBI, B 4acT-
HOCTH, TeHBI KOMIUIeKca rucrocoBMecTumMocty (Human
Leucocyte Antigens, HLA).

Nurepaeiikun 10 (IL-10) — mpoTuBoOBOCTIATUTENb-
HBII IIUTOKWH, TPOAYHUPYIOIIUNUCS JTUMOOINTaMU
W TIPETSTCTBYIOIINI BOCIIAJICHUIO, B TOM YHCJIC ITyTeM
nuHruoupoBaHus cuHte3a TNE xeMokuHoOB 1 depMeH-
TOB B aKTMBMPOBAHHBIX MaKpodarax, T-KjeTKax, MoIm-
MOp(HOSIIEPHBIX JIEUKOINTAaX, €CTeCTBEHHBIX KIIIIepax,
CIIOCOOHBIN PEeTryINpoBaTh Iponudepannio u gudde-
peHIIMPoBKY B-xietok. IlomydeHHBIC pe3yIbTaThl Mpe-
IIECTBYIOIINX HWCCICHOBAHUI OTHOCUTEIBHO YPOBHS
muTOKMHA Kak B AK, Tak m B mepudepndecKoil KpoBU
npu AC HeogHOo3HauHBI [6, 7]. [IpoTMBOpEYNBEI U JaH-
uwole o BrussHun OHIT (-592 C/A) rena IL-10 Ha 3kc-
rpeccuio Geska: MoBbIIIeHNe [6] wim ero cHkeHue [7].
M3BecTHO TakKe, YTO Ha SKCIIPECCHUIO OCJIKa BIMSIOT ABa
cocenuux mpomoTtepHbix OHIT artoro rena: G(1082)A
u C(-819)T.

Casa3p OHIT C(-592)A rena /L-10 ¢ Hanmuuuem yme-
peHHO-Tskenoro AC Oblla BBISIBJIEHA HaMu paHee [5],
OIHAKO B HACTOSIIEM MCCJICIOBAHNHI HE OBUIO accoIlha-
U MEXIY 3TUM HOJIUMOP(GU3MOM UM IIPOTHO30M 0OO0JIb-
HeIX ¢ AC. TakuMm o6pa3oM, y HOCHUTeJeii BapHaHTa
C(-592)A rena IL- 10 cHxeHa TIPOTUBOBOCTIAJIUTETHHAS
3ammuTa B AK, 9T0 061eT9aeT pa3BUTHE KaIbIIN(UKAIIAN,
HO HEe BHOCHT BKJIAJl B IIPOTHO3 3TUX OOJIBHBIX.

Tpanchopmupyrommii gakrop pocra Bl (TGFB1) —
LIUTOKWH, BRITIOJHSIONINI B HOpME 3aIlIUTHYIO POJIb IS
HEMpPOHOB LEHTPAJIbHON M TiepudepUIecKoil HEepBHOM
CHUCTEM, SABJISIONINICSI MOITHBIM NMMYHOCYTIIIPECCOPOM,

CTAOMIN3NPYIOIINM aTEePOCKIEPOTUUCCKIE OJISIIKA
IyTeM MHTHOMPOBAHMS MECTHOI BOCTIAIMTEIIPHOM peak-
UM, U CIIOCOOCTBYIOIIMI 3aXKMBIICHWIO paH, 3a CYET
CTUMYJISIIAM MWTpAllM  HEUTPO(DUIOB, MOHOIIMTOB
n (Guodpob6IacToB. B ciiydae MOBBIIICHHON 3KCIIPECCUU
TGFB1 mpu psine 3a0oneBaHUil yBEeTUINUBACTCS CUHTE3
OCJIKOB 3KCTPAlIC/UTIONSIPHOTO MaTpHuKca, B pe3yiabrare
nporpeccupyer ¢Guodpo3, MPUBOLIINNA K IUCOYHKIINN
COOTBETCTBYIOIIETO opraHa [§].

IMoseimennast akcnpeccusi MPHK TGFBl B AK
y 60mpHEIX ¢ AC MOAOTBEpXKICHA IMPEIIICCTBYIOIINME
uccnenoBanusimu [2]. Janasie 06 ypoBHe TGFB1 B mepu-
depryaeckoit KpoBU y 001bHBIX ¢ AC IPOTUBOPEYMBHI [2,
9]. B oqnux uccnenoBanusx ypoBeHb TGFB1 cHmxkaercs
C YBEIMYCHHNEM CTEIICHU CTEHO3a, B IPYTUX KOPPEIISIIHS
TIPOTHUBOIIONIOXHAS. ACCOIIMAIINN MEXKITY CBIBOPOTOTHEIM
YPOBHEM LIMTOKMHA U Tuiomaabsio AK B Hameit pabore
MOJIyYeHO He ObLIO.

OHII Arg25Pro pacmoiioxXeH B 9K30He 1, B CUTHAJIb-
HOH TOCIIeI0BAaTeIbHOCTH, OTBEYAIOIIEH 3a TPaHCIOPT
CHHTE3MPOBAHHOTO OejIKa yepe3 MeMOpaHy BO BHEKIIE-
TOYHOE TIPOCTPAHCTBO. BimsHME M3BECTHBIX IIPOMOTEP-
HeIXx 1 curHambHBIX OHII rena 7GFBI Ha yHKOUIO
Oeska ocTaeTcs 10 KOHIIA HE YTOUHEHHbIM.

Panee momydeHBI JaHHBIE O TOM, YTO Y HOCHTEICH
reHotunia ArgArg OHIT Arg25Pro skcmpeccust TGFB1
ObLIa BBIIIIE, 9YeM y reTepo3urot ArgPro [10], 9To mociy-
KWJIO OCHOBAaHNEM CUMTATh aJlIe]Ib Arg BEICOKOITPOIYII-
PYIOIINM, a ajuiesib Pro — HM3KOIIPOXYyIIUPYIOIITM.

OHII Arg25Pro B otHomeHUM cBs13u ¢ AC He m3yJajcs
paHee. [IpenmecTByrommue pabOTHl Ha MpUMEPE IPYTUX
nojaumopdusmoB rena TGFBI1 HeogHo3HayHbl: 509 C/T
T0Ka3aJI TCHICHIINIO K aCCOIMALINY C a0PTaIbHBIM CKJIC-
pozom (p=0,10) y keHITIMH B ITOocTMeHomay3e [l11],
y OITH rs6957 cBs13b ¢ HanmmumeM AC otcytcTBoBaia [12].

B Haieii pabote Obu1a BbISIBJIEHA acCOLMAlIUS HOCH-
teabeTBa aymienst Pro OHIT Arg25Pro rena TGFB1 ¢ pas-
ButreM ®U y 6oapHBIX ¢ AC. MBI TaKKe U3yJIalIk acCo-
Ouanmio HocuteabeTBa amenss Pro OHIT Arg25Pro rena
TGFB1 ¢ mapamerpamm AK u cocrostHuem JIK, a Takcke
(byHKIIMIEH TTOUEK (pHC. 2).

[MomrygyeHHBIC HAMM JaHHBIE O HE3aBUCHMOM, B TOM
YUCIe OT CTEIeHU TSLKECTH MOpPOKa M YPOBHSI KpeaTH-
HUHA (WX CKOPOCTH KIYOOYKOBOW (DUIIBTpaINN),
HEOJIArONPUATHOM BIMSIHUKM HOCHUTEIBCTBA ajiienst Pro
Ha TMPOrHO3 60NbHBEIX ¢ AC, BEpPOSTHO, MOXHO OOBSIC-
HUTb MHTeHcU(pUKauuenn (pubposa MperuMyIIECTBEHHO
B Muokapae JI2K, a ne B AK u mmoukax.

[MpemmecTByiomye paboOTH MOATBEPKIAIOT HATUINE
cBa3m akcnpeccuu TGFB1 B muokapae JIXK co crene-
HBIO ero (Gubpo3a, ompenensseMoro 1Mo o0beMy KoJijia-
reHa Tpu rucrojoruu y 6ompHBIX ¢ AC [3]. Xopotro
n3ydgeHa 1 B3anMocBa3b DXoKI mapamerpos KCO JI2K
u @B JIXX co crenrennio ¢puobposa JIK mo nanaeiMm MPT
y 6ompHBIX ¢ AC. OHII rena xumazsr CMAI rs1800875
u 11956923, cnocobHoro akTuBupoBath TGFB1, acco-
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muupoBaiauchk ¢ runeprpodueit JIXK y 6ompHBIX ¢ AC
[13]. Boiee BBICOKMIT YpOBEHb IMTOKMHA B TiepHUbepu-
YECKOM KpPOBH KOPPEIMPOBAT C TOJIMUHOM 3agHEH
creaku JIXK y 6onpHBIX ¢ AC 10 U TIOCiie XUpypTrhde-
ckoro npote3upoBanus AK [14].

TakuM o6pazoM, MOXHO MpeanoaaraTb Ipeumyiie-
crBeHHyw aktuBHOCcTh TGFB1 B wMwumokapme JIK
mo cpaBHeHUIO ¢ AK y 60abpHEIX ¢ AC, 4TO ABIISIETCS
CYIIECTBEHHBIM (PAKTOPOM, OTSATOINAIOIINM IIPOTHO3
TaKuX OOJIbHBIX.

OTcyTcTBHE KOPPEISAINNA MEXIY Pa3TIMIHBIMU TeHO-
nnamMu u amiensmu uzydaemoro OHII rena TGFBI
U CHIBOPOTOYHBIM YPOBHEM LIMTOKMHA B Hallei pabote
MOXET OBITh CBSI3aHO ¢ HECKOJbKUMM MTPUUYUHAMU.

Bo-1iepBhIX, ¢ pa3HOI aKTUBHOCTBIO T€HA: YCUJIEHEM
9KCIIPECCMU Y OOJIbHBIX C HadyaJbHbIM U YMEPEHHbIM
nopokoM AK U ee CHUXXeHHWEM IpU TPOrpecCupoBaHUU
3aboneBanus. M3BectHo, uto ypoBeHb TGFB1 moBsima-
eTcs B epudeprueckoit KpoBU Y O0JbHBIX C HAYaJIbHbIM
AC u1, Ha000pOT, CHIKAETCS ¥ OOTBHBIX C KPUTUICCKIM
AC [2]. M3yueHHOE paHee CHIDKCHHE [MUPKYIUPYIOIIETO
TGFB1 y 6ompHbIX ¢ kpuTnueckuM AC siBisieTcst HeOia-
TOTIPUATHBIM TIPOTHOCTHYECKUM (akTopoMm [15], uTto
MOATBEPXKIAET MOJYYEHHOE HAaMM HEraTMBHOE IPOTHO-
CTMYECKOE BIMSIHME HU3KOIPOAYLIMPYIOLIEro ajiiess Pro
rena TGFBI.

Bo-BTophix, ceiBopoTouHbIil ypoBeHb TGFB1 sBmsi-
eTCcsl pe3yJbTUPYIOLIMM MPOAYKTOM HECKOJbKUX
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POJ1b CUCTEMbl OCTEONPOTEFEPUHA /RANKL/RANK B NMATONEHE3E AOPTAJIbHOIO CTEHO3A

MpTiora O. B. ,Kupynesa E. B.1, Myptazanuesa Il. M. , Cnbararynnmna tO. C.1, Kpyk J1. I'I.2, ConHues B. H.1, LLnwkosa A.A.1, Manawmyesa A. 5.1'2,

Mowceesa O.M.'

Lenb. OueHntb KOHUEHTpauuio octeonpoTerepuHa (OPG) u pacTBOpMMOro
nvraHpa peuentopa aktveatopa daktopa TpaHckpunumm kanna-B (SRANKL)
B CbIBOPOTKE KPOBW Y 6ONbHbIX C Pa3NNYHO CTEMNEHbIO TSXKECTU a0pTabHOrO CTe-
Ho3a (AC).

Martepuan u metoabl. O6cnenoBaHo 247 60sbHbIX ¢ AC pasnnMyHOi CTEneHun
TAXECTU: 46 NaLMEHTOB C NIETKOW CTENeHbIO TSKeCTH, 53 naumeHTa ¢ yMepeHHbIM
AC 1 149 ¢ TsxxenbiM AC. U3 Hux 132 (53%) naupeHTa ¢ 6ukycnnaanbHbiM aopTab-
HbiM knanadoM (BAK) n 115 (47%) ¢ TpukyCnnpanbHeIM aopTasibHbIM KNanaHom
(TAK). KoHTponbHyto rpynny coctasmnu 58 naumeHToB 6e3 knanaHHoN natonorum
cepaua v uwemMmnyeckoin 6oneaHun cepaua. Y Bcex naLMeHToB onpeaensny nmnna-
Hblli MpodUib, CbIBOPOTOYHLIN ypoBeHb C-peakTuBHOro 6enka (CPB), OPG
1 sSRANKL.

Pe3ynbratbl. Bo Bcex uccnenyembix rpynnax 60mbHbIX ¢ AC BbISIBIEHO NOBbILLEHNE
conepxanns SRANKL B CbIBOPOTKE KPOBW B CPABHEHWU C KOHTPOJBHON rpynnon
(BAK =0,37 [0,32;0,53] nmonb/n, TAK =0,38 [0,33;0,50] nMonb/n, KOHTPOIbHAs
rpynna 0,30 [0,21;0,39] nmonb/n; p<0,0001. KoHueHTpaums OPG 6Gbina noebilueHa
TOMbKO y GonbHbIX ¢ TAK: 6,99 [5,19;9,90] nmonb/n; no cpaBHeHwio ¢ 5,23
[4,30;7,09] nmonb/n y naumentoB ¢ BAK (p=0,0008). BbickasaHa runotesa, 4To
pocT koHueHTpauun OPG BNSIeTCS KOMMEHCATOPHbIM U BO3HWKAaeT B OTBET
Ha NOBbILUEHVE YPOBHS UKW HapyLeHne HyBCTBMTENbHOCTY K SRANKL.
BaknioyeHue. Pa3sutre AC conpsikeHo ¢ HapyLieHusmu B cucteme OPG/RANKL,
a BbISIBNEHVE 3TVX U3MEHEHWIA MOXET MMETb BaXHOE AMarHOCTUHECKOE U MPOrHO-
CTUYeckoe 3HadyeHne, 0CoBeHHO y naumeHToB ¢ TAK.

Poccuiickuii kapauonoruyeckuii xypHan 2018, 2 (154): 39-43
http://dx.doi.org/10.15829/1560-4071-2018-2-39-43

KnioueBbie cnoBa: aopTasbHblli CTEHO3, KanbLMHO3, GromMapkepbl, 0cTeonpoTe-
repuH, SRANKL.
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THE ROLE OF OSTEOPROTEGERIN SYSTEM /RANKL/RANK IN PATHOGENESIS OF AORTIC STENOSIS

Irtyuga 0.B.", Zhiduleva E.V.', Murtazalieva P M.', SibagatullinaYu.S.', Kruk L.P>, Solntsev V.N.", Shishkova A.A.", Malashicheva A.B."?,

Moiseeva O. M.

Aim. To assess the concentrations of osteoprotegerin (OPG) and soluble ligand of
the receptor of transcription activator factor kappa-B (SRANKL) in the blood serum
of patients with various grade of aortic stenosis (AS) severity.

Material and methods. Totally, 247 AS patients studied of various grade: 46 —
mild, 53 — moderate and 149 — severe. Of those 132 (53%) with bicuspid aortic
valve (BAV) and 115 (47%) with tricuspid (TAV). Controls were 58 patients with no
valvular pathology or coronary heart disease. All patients underwent lipid profile
measurement, serum C-reactive protein (CRP) and OPG, sRANKL.

Results. In all studied groups of AS patients there was increased level of SRANKL in
blood serum, comparing to controls (BAV =0,37 [0,32;0,53] pM/L, TAV =0,38
[0,33;0,50] pM/L, controls 0,30 [0,21;0,39] pM/L; p<0,0001). Concentration of
OPG was increased only in TAV: 6,99 [5,19;9,90] pM/L; comparing to 5,23
[4,30;7,09] pM/Lin BAV (p=0,0008). A hypothesis proposed that OPG concentration

PazButne aopranpHoro creHo3a (AC), HamboJjee pac-
IIPOCTPAaHEHHOTO B HACTOSIIEe BpeMs IOpoKa cepara,
TECHO CBSI3aHO C MPOILECCOM KaTbIIN(UKAIIUN a0pTaIhb-
Horo kiarnaHa (AK). M3BecTHO, 4TO y KaXXa0ro MsITUIe-
CSITOrO YeJIoBeKa CTaplie 65 jeT BhISIBISETCS KalblMHO3
AK ¢ popmuposanuem AC. ITogBiieHre 1 IPOTpeCcCcUpo-
BaHUE CHUMIITOMOB, KOTOpble perucrpupyiorcssi y 80%

increase is compensatory and takes place as a response to the increase of the
concentration or due to loss of sensitivity to SRANKL.

Conclusion. Development of AS is related to disorders in OPG/RANKL system, and
these revealed changes might have significant diagnostic and predictive value,
especially in TAV.

Russ J Cardiol 2018, 2 (154): 39-43
http://dx.doi.org/10.15829/1560-4071-2018-2-39-43

Key words: aortic stenosis, calcinosis, biomarkers, osteoprotegerin, SRANKL.
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narneHToB ¢ AC, TpeOyIoT 00CYKIeHUS XUPYPTUICCKIX
METOIOB JICUCHUs IS IIPEIOTBPAIICHUS JICTAJTBHOTO
WCXOIa M yIy4IlleHns KadecTBa Xu3HM |1, 2]. Hanbomnee
3HAYUMBIM TPEOUKTOPOM TIiporpeccupoBaHus AC
Ha CETONHSIIHUI IeHb MPM3HAH WHICKC KalabIIM(pUKa-
mun AK. Ilpouecc ornoxenusi Kanbusi B AK mmeer
MYJIBTH(AKTOPHYIO IIPUPOAY, B KOTOPOM IIPUHUMAIOT
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TaGnuua 1
KnuHnyeckasi u nabopaTopHO-UHCTPYMEHTaIbHas XapakTepucTuka naymeHToB
0 1 3
BAK TAK KoHTponb p 3Hauvmble
132 (53%) 115 (47%) 57 pasnuans
Bospacr, net 58 [52;62] 62 [59;65] 56 [54;58] <0,0001 Ovs 1;
1vs3
Mon, M:x 1,1:1[70;62] 1:1[59;57] 1:1[30;27] 0,9
AT, n (%) 98 (74) 98 (85) 20 (36) <0,0001
Cuctonuueckoe All, MakcMmanbHOe, MM PT.CT. 160 [140;180] 180 [160;200] 130 [120;145] <0,0001 Ovs 1;
Ovs3
1vs3
[Jvnactonunyeckoe Al, MakcumanbHoe, MM pT.CT. 100 [90;100] 100 [90;110] 82 [80;90] <0,0001 0vs 3;
1vs3
Cuctonuueckoe Afl, odbucHoe, MM pT.CT. 130 [120;143] 140 [125;150] 130 [120;149] 0,01 Ovs1
[nactonuyeckoe ALl, o0ducHoe, MM pPT.CT. 80 [70;85] 80 [75;90] 84 [80;90] 0,001 Ovs3
CaxapHblii gnabert, n (%) 19 (14) 28 (25) 0 0,004
XOBJ1, n (%) 24 (18) 24 (21) 0 0,78
Kypenue, n (%) 42 (32) 42 (37) 4(9) 0,002
MakcumanbHas ckopocTb Ha AK, mM/c 4,2[3,3;4,9] 4,2 [3,2;4,7] 1,3[1,1;1,4] <0,0001 0vs 3;
1vs3
CpepnHuii rpagmeHT Ha AK, MM pT.CT. 43 [27;57] 43 [22;54] — 0,57
AVA, om’ 1,0[0,8;1,4] 1,0[0,7;1,3] = 0,39
OB JIX, % 64 [60;69] 64 [60;68] 65 [61;68] 0,47
ATepocknepoTM4ECKOe NOPaXeHVEe KOPOHAPHbIX 19 (15) 35 (35) 0 0,0005
aptepuit, n (%)
Tepanus ctatuHamm, n (%) 66 (54) 63 (63) 0 0,19
Tepanus nAMN®, n (%) 67 (55) 55 (51) 10 (50) 0,83
06t xoNecTepyH, MMOJb/N 5,28 [4,46;6,30] 5,10 [4,10;5,82] 5,49 [4,86;6,31] 0,06
XonectepuH-JITNBI, MMonb/n 1,23 [0,99;1,46] 1,22 [1,01;1,51] 1,45 [1,16;1,55] 0,09
XonectepuH-JIMHM, MMonb/n 3,24 [2,60;4,13] 3,16 [2,48;3,84] 2,54 [1,57;3,36] 0,0003 Ovs3;
1vs3
Tpurauepuasl, MMonb/n 1,32[0,96;1,83] 1,42 [1,02;1,75] 1,31[0,86;1,81] 0,57
CPB, mr/n 1,4[0,8;2,5] 2,4[1,4,4,8] 1,2[0,9;2,0] 0,0001 Ovs 1;
1vs3
OPG, nmonb/n 5,98 [4,60;7,85] 6,99 [5,19;9,90] 5,23 [4,30;7,09] 0,0008 Ovs1;
1vs3
SRANKL, nmonb/n 0,37[0,32;0,53] 0,38 [0,33;0,50] 0,30[0,21;0,39] <0,0001 Ovs 3;
1vs3

CokpauwieHus: AVA — nnowaab OTBEPCTUS a0PTaNbHOro knanaHa, Al — apTepuanbHasa runepteHaus, ALl —apTepuansHoe fasnenne, AK — aopTanbHbiii knanaH, JAL —
[macTonmyeckoe aptepuansHoe aasneHne, MAN® — nHrnbutop aHrmoTeHsamHnpespallaolero pepmenta, JINBIM — nmnonpotenasl BbICOKOR naoTHOCTK, JINHIM — nvno-
npoTeunabl H13Koi nnoTHocT, OXC — obwwmii xonectepon, CALL — cucTonuyeckoe aptepuansHoe gaenexve, TI — Tpurnuuepuabl, B — dpakums Beibpoca, XOBJT —

XPOHMYeckas 06CTPYKTMBHas 60NE3Hb NErkux.

yJacTHe HECKOJIbKO ITATOJIOTMYCCKUX CHUCTEM, BIIHUSIO-
MUX Ha IporpeccupoBaHme 3aboieBaHus. Cucrema
octreonporerepu/RANKL/RANK saBaseTrcs omHOI
n3 HUX. PaHee onyOomMKoBaHHBIC UCCIICTOBAHNS ITOKA3bI-
BaioT, uro B3aumozeiictee RANKL/RANK moxer cti-
MYJIMPOBaTh KaIbIIN(UKAIINIO KaK COCYINCTON CTEHKM,
TaK ¥ KimanaHoB cepana. OPG meiicTByeT Kak pelenTop-
npuMaHka misi mpoocteokaactuueckoro RANKL u moa-
TOMY MOXET WHTHOMPOBATh IIPOIECC KaJbIM(PUKAIINN
[3, 4]. Koadppumuent coorHomenuss OPG/RANKL
oIpenelisieT HaIpaBIEHHOCTh BO3ICHCTBUS CHCTEMBI
CHTHAJIMHTA Ha OCTEOKJIACTHI. PaHee Ha mpuMepe o0ciie-

IOBaHUS TAIIMEHTOB ¢ TsKedbIM AC HaMU TIpOIXEMOH-
CTPUPOBAHO, YTO HECMOTPSI Ha pa3IMUMsI B IaTOTCHE3e
AC y manueHTOB ¢ 6mkycrmmmaabHeIM (BAK) 1 Tpuky-
cnuganbHbIM KnanaHaMu (TAK), npoiecc kanbuuduka-
MY a0pTaJIbHOIO KJjlallaHa ¢ ydacthueM cucremMbl OPG/
RANKL/RANK wumeer ob6mue wmexaHW3MHBI [5-7].
OmHaKO OTKPBITEIM OCTaeTCsl BOIIPOC, COXPAHSICTCS JIU
TMOTOOHEBIN TTATTEPH Y OOJIBHBIX C JISTKUM M YMEPEHHBIM
AC. IToaToMy OIleHKa YPOBHS IIMPKYJIUPYIOIINX MapKe-
pPOB KalbIM(PUKAIUK y TTAIIMCHTOB C Pa3IMJHON CTe-
neHbpo TseKecTn AC ¥ pa3IMIHBIMA BaprHaHTaMu MOpQo-
Jiorun AK 1 nociyxuJa 1ejblo HaCTOSIIIEer paboThl.
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OPUIMHAJIbHBIE CTATBA

Martepuan u metogbl

HccnenmoBanme mposoaunaochk Ha 6aze ®I'BY “HMMUAI],
nMeHn B.A. Aiimaszosa”. TIpoToKoJ MccaenoBaHUS OBIT
ogobpeH ODrtmyeckuM Komuretom OI'bY HMMUI]
uM. B.A. AnmazoBa. [lo BKIIOUEHHUSI B MHCCIIEIOBaHUE
y BCEX YIACTHHKOB OBLIO TTOJIYIEHO IMTMChMEHHOE MH(DOP-
MHpPOBaHHOE corjiacre. B ocHOBHYIO TpyIIny Bouwin 247
mareHToB ¢ AC pa3IMIHOI CTEIeHU TsoKecTH (Tadi. 1).
KOHTpOIbHYIO TPYyNIy COCTaBWIM 58 TAIUCHTOB
(tabm. 1). ITammeHTB KOHTPOJBHOM TPYHITBI HE WMEIHN
KJIaITaHHO#M TATOJIOTUH, (heHOTUITMICCKUX IIPH3HAKOB
HACJICACTBEHHBIX HApYIICHUUW COCHMHUTEBHON TKaHU
U UIIEMUYECKOU OoJyie3HM cephla B aHamHe3e. [lanm-
eHTBI ¢ MH(PEKIIMOHHBIM SHIOKAPIUTOM U peBMaTHIC-
CKOIf 00JIe3HBIO Cep/lla B MCCIeIOBaHIE HE BKITIOYAINCH.
Tsoxects AC olleHMBaNACh IO CTAHAAPTHOMY IIPOTOKOITY
TPaHCTOPAKAJIbHOTO 3XOKApAMOTPa(PUISCKOTO HMCCIEI0-
Banus Ha armapate Vivid 7 (GE, CIIA) cormacao EBpo-
MeicKM/AMEPUKAHCKIM PEKOMEHIAIMSAM II0 3XOKap-
nnorpacduu [8]. OmepatnBHOE JedeHUe B CBSI3U C (pop-
MHpOBaHMEM  TSIKEJIOT0 CHMIITOMHOTO  CTEHO3a
rmpoBeneHo y 133 mammenToB. Hammume BAK y 74 manm-
€HTOB TOITBEPKICHO HAa OCHOBAaHWHM MHTPAOIICPAITIOH-
Hoi1 6uoricnu. OCHOBHBIM KpPUTEpPHEM OTOOpa IalreH-
TOB B HCClIeIOBaHUE OblIa MUKOBas CKOpocTb Ha AK
(Vmax) 6omee 2,0 M/c. B 3aBUCHMOCTH OT aHAaTOMMYC-
ckux ocobeHHocteil AK, manmeHTBl ObLIM pa3neeHbl
Ha 2 OATPYIIIEL: TIepBast OATPYIIIa — IMAIIMeHTHI C TPEX-
ctBopuarbiM kjanaHoM (TAK), Bropas moarpymma —
nauueHTol ¢ BAK. B 3aBUCMMOCTM OT CTENEHU TSKECTU
MMAIIMeHTHI OBLIM pa3mejicHBl Ha TPHU TPYIIILL: Y TTallueH-
ToB ¢ jerkuM AC Vmax 2,0-2,9 M/c, y TalieHToB ¢ yMme-
peraHBIM AC Vmax 3,0-3,9 M/c 11 y TAITUEHTOB C TSKEIJIBIM
AC Vmax 6oibine 4 M/c. KinmHnmaeckast xapakTeprcTrKa
IMAIIMeHTOB TIpeICcTaBlIeHa B TadauIe 1.

ChIBOpPOTOUYHAS KOHIICHTPAIIAS OCTEOIIPOTEreprHa
(42-0402 Biomedica Osteoprotegerin) 1 pacTBOPHMOTO
JIMTaHIIAa perenTopa akTuBaTopa pakTopa TPaHCKPHUITITAN
Kkarma-B (4442-0452 Biomedica sRANKL) ompenmens-
JINCH METOIOM PYYHOTO TIAHIIIETHOTO MMMYHO(EPMEHT-
Horo aHanmm3a (MM®DA) ¢ mereKmmeld Ha IDIAHIICTHOM
punepe “BioRad 690”. CriBopoTOUHbI ypoBeHb C-peak-
THUBHOTO OejIKa OLICHWBAJIM Ha aBTOMATUICCKOM OMOXM-
MmaecKoM aHaiam3aTope “Cobas Integra 400+ TypOmmm-
MeTpudeckuM metonoM. CoaepkaHue OOIIero XoiecTe-
puHa (OXC), tpurmmuepunoB (TI), xomectepuHa
JIMIIOTIPOTEMHOB BBICOKOM TmoTHOCTH (XC-JIIIBIT),
XOJIECTEPMHA JINIOIIPOTEMHOB HU3KOM TToTHOCTH (XC-
JITTHIT) B cbIBOPOTKE KPOBU OMPENEIISIIN C UCITOJIb30Ba-
HUEM CTaHJApPTHBIX HAOOPOB peakKTUBOB (PUpMBI “Abbott
Clinical Chemistry”. OXC u TT ompenemnsin SH3MMaTH-
yeckuM MetogoM, XC-JITIBIT, XC-JITTHIT xpomoreH-
HBIM MCTOIIOM.

Cratrctrdeckast 00paboTKa JaHHBIX IIPOBEICHA C MC-
oJIb30BaHNeM cTatrcTraeckoro makera STATISTICA 10
(StatSoft Inc., Tulsa, OK, USA). ITockoibKy pacIpe-

JeJieHre TIpakKTUYeCKHU BCeX KOJMYECTBEHHbBIX MoKa3aTe-
Jiell okaszajoch NaJleKuM OT HOPMAaJbHOTO, XapaKTepu-
CTUKW MOATPYII TpeaCTaBleHbl B BUIE MeauaHbl Me
¥ KBapTuiieit (25 1 75 IPOLCHTIIIN ). YIUTHIBASI IIPUHIIVIT
Bondepponn, mpm HaIWMIMKU MHOXECTBA CpaBHEHUI
MOPOTOBBLIM 3HAYEHWEM KPUTEPUST 3HAUMMOCTHU YCTAHOB-
smeHo 3HadyeHWe 0,01. [ BEISIBICHUS pasIdddil MEXKIY
noArpynnamMu MO KOJUYECTBEHHBIM IMOKa3aTessiM
HWCIIOJIb30BAJIUCh  HeMapamMeTpUuyeckKue KpuTepuu
ManHa-¥YutHu u Kpyckena-Youneca. J1j1st KaueCTBEHHBIX
rnokazaTesieil UCIOJIb30BaJICsl METOJ, XU-KBaapaT U TOY-
HBIM Kputepuit ®umepa. s OLEHKM KOppersaiuii
MEXIY KOJMYECTBEHHBIMU ITOKa3aTeJSIMU MCIOJb30-
BaJicsl Koa(dutmeHT Koppeisaun CnupMeHa.

Pesynbrathbl

IMomaBnstomnmiece OONBIIMHCTBO ITAIIMEHTOB WMEIH
TsoKeNblid creHo3 (149 yenosek). Kpome Toro, B aHamm3
BKJII04eHBI 46 maineHToB ¢ AC JIETKO# CTEIEHH TSKECTH
u 53 maruenTa ¢ ymepeHHBIM AC. COOTHOIIIEHIE TTallM-
eHTOoB ¢ AC B 3aBUCUMOCTH OT HAJTWUUS WU OTCYTCTBHS
BAK 06bU10 mMpakTUYeCKM PaBHBIM C HE3HAYUTEJIbHBIM
npeBanMpoBaHueM nauueHToB ¢ BAK, cocrtaBuBIINX
53% oT 00Iero 4mciia oO0CiaeIOBaHHBIX. I[lallMeHTHI
¢ TAK okazanuch 3HaYMTENIbHO CTapllie U UMean 0osee
BBICOKMI MHAEKC MaccChl Tena, 4yeM namueHThl ¢ BAK
¥ MAalMAEeHThl KOHTPOJIbHOM Tpymnnbl (Tabn. 1). B aHam-
Hese y 85% GonbHbix ¢ TAK mpucyTcTBOBajia apTepurab-
Has tunepteH3usa (Al), B To BpeMs KaK B IIOATPYIIIIE
BAK anamHecTmueckue ykazanus Ha A" purypuposaiu
auib Y 74% 060JbHBIX. B KOHTPOJIBLHOM TpYIIe TakkKe
B 36% cinyyaeB Bepupuumrponana Al. MakcuMaabHbBIE
mudpsl aprepranbHoro maBieHUs (AJl), a Takke IMOPHI
odpucHoro AJl ObLIM 3HAYMTEILHO BHIIIE Yy MALMEHTOB
¢ TAK. Ilpu 3TOM [OaHHBIE 3XOKapaAuorparuueckoro
HcciIenoBaHus y manueHToB ¢ AC B IBYX MCCIEIyeMBIX
MOATPYIIIAX He pa3INnJalIlCh, B TOM YUCJIC U 110 CTCIICH!
tsekectrt AC (Taom. 1).

ITo pesynpraTtam ananu3a KoHueHTpauii OPG BEISB-
JICHO 3HAa4MMOE €ro MoBbllIeHWE y MauueHToB ¢ TAK
(Tabm. 1). BMecte ¢ TeM, TOJBKO B IOATPYIITIC ITAIIMCHTOB
¢ BAK xonneHTpauusa OPG Oblia TeCHO CBsI3aHa C TSI-
xectpio AC (r=0,2, p<0,05; puc. 1). KonmeHTpamus
SRANKL B cpaBHEHHWM C KOHTPOJbHOI IpyImoi ObLia
MoBbIIeHAa Kak B rpymiie nauueHToB ¢ TAK, Tak u ¢ BAK
¥ He pa3Indajach B 3aBUCHMOCTH OT STHOJIOTHH 3a00J1¢-
BaHus. TOJBKO Yy MAIMEHTOB KOHTPOJIBHOI TPYIIIIHL,
He nMmerommx AC, TIpoIeMOHCTPUPOBAHBI XapaKTepHBIC
1T (PU3MOIOTUYECKOTO IIpollecca M3MEHEHMS COOTHO-
meHnst OPG/sRANKL: mpu TOBBIIICHMH CKOPOCTHU
Ha aopTrajbHOM KJianiaHe (AK) moBblllIaeTcsi KOHLIEHTpa-
nuss OPG, 6iokupyroomias B3anmopeiictBue RANKL
C COOCTBEHHBIM PELIETITOPOM, B CBSI3U C YeM CHIDKACTCS
konneHTpamuss SRANKL (r=0,35 u r=-0,38, cooTseT-
ctBeHHO, p<0,05). B ornmmume ot mammenToB ¢ AC
B KOHTPOJIBHOI TPYIIIIE IIPOCICKNBACTCS OTPUIIATSIbHAS
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MakcuManbHas CKOPOCTb Ha aOpTaJIbHOM KJlallaHE, M/C

Puc. 1. Baanmocssiab OPG 1 makcumanbHoit ckopoctu Ha AK y naupeHTos ¢ BAK.
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sRANKL, nmounb/n

Puc. 2. Bzanmocssiab SRANKL 1 OPG B KOHTPO/bHOW rpynne.

KOPPEISAIIMOHHAS 3aBUCUMOCTh MEXOY KOHIICHTpAIMCH
OPG u sRANKL (r=-0,4321, p=0,0009; puc. 2). Takum
obpa3oM, moaTBepxaeHo 3HaueHne OPG B kauecTBe
LIUTOKWHA, Tofassionero nopwieHrne SRANKL u 6110-
KHPYIOWIETO IIpoliecce Kanpiudukanun. CireqoBaTeIbHO,
dopmupoBaame AC CBSI3aHO ¢ HapyIICHUEM 3THUX KOM-
TEHCATOPHBIX MEXaHU3MOB.

OGcyxaeHune

Ha CCI‘OI[HH].HHI/Iﬁ JC€Hb U3BECTHO, YTO KaI[bLII/ICbI/IKa—
s AKc CbOpMI/IpOBaHI/IGM €T0 CTECHO3a ABJISIETCA aKTUB-
HbIM, CJIOKHBIM N MHOFO(i')aKTO]:)HHM IIpoecCcoM, KOTO-
]I)BII7I OIIpeacadaeTCA TCHETUYCCKMMHU TMPECIUMKTOPaAMU,
AKTMBHOCTBIO XPOHNYCCKOI'O BOCITIAJICHHUA C OTJIOKCHUEM
JIMMMUA0B N UX OKHUCIICHUEM, TOTOBHOCTBIO K ocreobnacT-
HOWM auddepeHINPOBKE C OTIOXKEHUEM AEO3UTOB KaJlb-
ous. HGCMOT]I)}I Ha BBICOKYIO COIMAJIbHYIO 3HAYMMOCTb
AC, 1o cux mop He pa3paboTaHbl (papMaKOTepareBTuye-
CKHE€ METOIBI, ITO3BOJIAIOIIHNE CACP>KMBATDL ITPOIrpeECCUPO-

BaHme KanblinHO3a AK. OCHOBHAs TIPUYMHA OTCYTCTBHS
B HACTOSIICEe BpeMsI TapTCTHBIX IIPEITapaToOB 3aKITI0IaCTCS
B TOM, YTO CYIIECCTBYIOIINX 3HAHWI O MeXaHM3MaX (Gop-
mupoBaHusa AC HeITOCTaTOYHO IS TIOHUMAaHMS KITIoUe-
BBIX 3BCHBEB €ro IaTOreHe3a, Ha KOTOPBIE MOXKHO
OBLUTO OBI BO3IEMCTBOBATH C ITOMOIIBIO JICKAPCTBEHHBIX
cpenctB. JIpyruM 3HAYMMBIM OTpaHWMYCHUEM B TaKTHUKE
BemeHUs maneHToB ¢ AC SBJISIeTCS ero QMarHOCTHKa
W OLICHKA CTCIIEHMW TSKECTU, KOTOphIE B HACTOSIIEE
BpeMsI 0a3UPYIOTCSI TOJIBKO Ha MHCTPYMEHTAIbHBIX METO-
max ucciaegoBanusa [9]. B sToMm ciaywae ormpeneneHue
YPOBHSI IIUPKYIUPYIOIINX OMOMapKEpPOB MOXKET IIPEIO-
CTaBUTh JOIIOTHUTEIBHYIO MH(MOPMAIINIO KaK IIJIT TOHU-
MaHMSI TTaTOTeHETHYECKMX MEXaHM3MOB pas3Butust AC
¥ BBISIBIICHUSI HOBBIX MMIICHEH IS TEpaIrleBTMYECKOTO
BO3ICHCTBHS, TaK M B KAUeCTBE JOIMOIHUTEIBHBIX METO-
OB ITWArHOCTUKMA M OIICHKW IIPOTHO3a 3a00JIeBaHUS.
3a 1rocenHee IeCITUICTIE UCCIeIOBaH LIEIBIN s OMo-
MapKepoB Kak B IepreprIeCKOi KpOBU, TaK 1 B TKAHIX
cepama. B ocHOBHOM 3TH GMOMapKephl OTPakaroT IIPo-
IeCcChl XPOHWYECKOTO BOCHAJCHUSI, BO3HUKAIOIINE
B OTBET Ha MOBPEXICHWE SHIOTEINUS OKUCICHHBIMU
JIATIOTIPOTENAAMI HU3KOM IIOTHOCTH. Jlpyras rpyrima
OMOMapKepPOB aCCOLMUPYETCSI CO BTOPOU cTammeit (op-
mupoBanusg AC ¢uobposom. IIpu pudbpose ormevarorcsd
W3MEHCHHMS YPOBHS MO3TOBOTO HATPHAYPETHICCKOTO
MEeNTHUIA U BBICOKOYYBCTBUTEILHOTO CEPACTHOTO TPOIIO-
HuHa. HakoHel, TpeThsi, Hambojiee MHMOpMATUBHAS
rpymma OmoMapKepoB, HEIOCPEICTBEHHO OTBEYaeT
3a KajablinHO3 AK. UMeHHO K TpeTbeil rpymnie OTHOCSTCS
OolMMCaHHBIE B HacTosmeM wuccienoBannu OPG
n SRANKL. OnHaxo, 13 BBIIIETIEpEeUNCICHHBIX OoMap-
KEpOB TOJIBKO YPOBEHb MO3TOBOTO HATPUYPETHIECKOTO
MENTHAa BKIIOUEH B KPHUTEPUIl OTOOpa MAIIMECHTOB
Ha KapIUOXNPyprudeckoe BMeImaTeabeTBo [10].

B nacrosmeit pabore, Tak xke Kak 1 B paborax Akat K
u Lis G, et al., morydeHBI 60JIee BEICOKME 3HAYCHUS KOH-
nentpaunu OPG y mammentoB ¢ TAK n AC o cpaBHe-
HUIO ¢ Tpynmoi Koutpois [3, 11]. ¥ mamuenToB ¢ BAK
nossimeHre OPG 0bI10 HE HACTOIBKO 3HAYMMO. OCHOB-
HOI MpWInHOK 00jiee BBICOKOTO ypoBHsI OPG B CHIBO-
poTke KpoBu y nanueHToB ¢ TAK, BeposITHO, SIBISIETCS
HaJIM4Ire aTepPOCKIEPOTUYECKOIO ITOpPaxkKeHHUsS COCYIOB
Pa3IMIHBIX JIOKAIN3AI, YTO TOATBEPKIACTCS Pe3yiIhb-
taramu Gamal RM, et al. n Siasos G, et al. mpomeMoH-
cTpupoBaBIIMMHK NoBbIieHrne OPG y malmeHToB ¢ aTe-
POCKJIEpO30M, TI0 CPaBHEHMIO ¢ KOHTPOJIBLHOM TPYIIION
6e3 atepockireposa [12, 13]. Omgnako Fojt R, et al. BbIs-
B Oosiee BbIcOKMe KoHIeHTparmu OPG B TkaHsX
nanueHToB ¢ AC 0e3 COIMyTCTBYIOIIETO aTepOoCKIepo3a,
YTO JIMITHUI pa3 yKa3blBaeT Ha BO3MOXHOE HECOOTBET-
CTBHE MEXIY YPOBHEM OMOMapKepa B CHIBOPOTKE KPOBU
n TKaHAx cepaua [4]. C mpyroif CTOPOHEI, €HIE OTHOM
IPUYNHOM 60jiee BhICOKMX 3HaueHNT OPG MoXeT OBITh
MOoIUGUIIPYIOIIee AeCTBUE COMYTCTBYIOIICH TepaItn
CTaTUHAMHM, KOTOPbIC B OOJBIIEH CTEIICHW MPUHUMAJIN
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nanueHTel ¢ TAK. Tperbeit BO3MOXHOW IPUUYMHON
noBeimeHnss OPG y nmanmenToB ¢ TAK mMoxeT ObITh Al
KOTOpasl daile BepupUIIMpoBalach y ITAallMCHTOB 03
BPOXIEHHOTO TTopoka cepaua. M, HakoHel, nocienHein
BO3MOXHOU TPUUYUHON SBJsETCS 00Jjiee MOXUIONH BO3-
pact manueHTOB ¢ TAK. Blazquez-Medela AM, et al.
BBISIBIUTM 3aBUCUMOCTh Mexny ypoBHeM OPG B chIBO-
pOTKE KPOBM M BO3pPacTOM OOCJICIOBAHHBIX, a TaKXKe
CUCTOJIMYECKNM U AWACTOINYECKUM JaBieHUeM [14].
B cBoio ouepenp, Uzui H, et al. mpogemoHcTpupoBamIn
camkenne OPG y mammenToB ¢ Al Ha (oHe Tepammu
OJIMECapTaHOM U a3eTHUANIIIMHOM, OOBSICHSISI 3TO BIIMS-
HUEM aHTUTUIEPTeH3UBHOM Tepanuu [15]. BmecTe ¢ TeMm,
HEJIb35 UCKITIOUNTh, YTO OCHOBHBIM MEXaHU3MOM CHIDKE-
Hus KoHOeHTpaunyu OPG y 3TuX malmeHToB OblIa HOP-
manuzauust A/l.

¥V naumenroB ¢ BAK, Tak e Kak U B KOHTPOJbHOI
rpyIie, otMevaiach cBs13b Mexny OPG u tsmkecteio AC.
Ho ecim B KOHTPOIIEHOI TPYIIIIE TIPH YBEJIMIECHIE CKOPOC-
™ Ha AK mopeimenne OPG compoBOXIAIOCh CHITKE-
HueMm SRANKL, To B rpynne nauueHToB ¢ BAK KOHIIEHT-
paunst SRANKL ocraBanachk Beicokoi. Takum oGpaszom,
y naieHToB ¢ BAK cyliecTByIOT JONOJIHUTEbHbBIE (DaK-
TOpBI TIporpeccupoBanus AC B OTIMYME OT MAIlCHTOB
¢ TAK 1 KOHTPOJIbHOI TPyIIOi, YTO MOXET OOBSICHSITD
6omee panHee pa3Butre AC y MAIlMEHTOB ¢ BPOXICHHBIM
MmopokoM cepaiia. OTHAM W3 BO3MOXKHEBIX MEXaHM3MOB
dopmupoBanusa AC, yIuThIBas pe3yIbTaThl HACTOSIICH
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paboTHI, SIBIIIeTCS HapylleHMe dyBcTBUTeNTbHOCTH OPG
K RANKL, BTOpOii BO3MOXHOI MNPUUYMHON SIBISCTCS
nopeimeHre KoHIeHTparun sSRANKL y 6ompHbIX ¢ AC.
Gamal RM, et al. aHAMM3MpPYs] aKTUBHOCTH CHUCTEMBI
OPG/RANKL cnmenan BeIBom, uto moBbimecHne OPG
SIBJISIETCS] KOMIICHCATOPHBIM MEXaHMU3MOM, HaIlpaBJICH-
HBIM Ha HerTpanm3annio SRANKL, a cootHomenne OPG/
RANKL moxker paccMaTpuBaThCsl KaK JUArHOCTUYECKUI
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3akoyeHme

Takum o6Gpa3oM, B pe3yabTaTe HACTOSIIETO Hccle-
JOBaHUS TIOKa3zaHo, 4To pa3Butue AC COMpSIKeHO
¢ HapymeHusmu B cucteme OPG/ RANKL, a BeisiBIIC-
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O6MoMapKepoB HEOOXOIUMBI JOMOJHUTEIbHBIC HCCIIe-
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MapKepoB KaJIbIIM(PUKAIIMU B CBIBOPOTKE KPOBU U TKa-
HSIX a0pPTAJIBHOTO KJTalaHa.
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MWOKAPAUT KAK SAKOHOMEPHbIA ®EHOMEH Y BOJIbHbIX C NEPBU4HbIM HEKOMMAKTHbIM
MWOKAPAOM: AUATHOCTUKA, JIEYHEHUE U BJIUAHUE HA UCXOAbl

Bnarosa O. B.1,4 MaBnenko E. B.1, B4apl/IOH'-IVIK H. B.1,1 Hepoctyn A. B.;, Cepos B. |'l.1, 5KoraH E.A.1, 63a17meH0E; B.A.2, Kyl'lpllleﬂHOBa A. I'.S,
DonuukoB A.E. ", KapoyHukosa B.B. ", larapuHa H.B. ', MepwwmHa E.A.", CuHunubiH B.E.”, Monsik M. E.”, 3aknssbmuHckas E. B.

Llenb. OueHUTb 4acTOTY MMOKapANUTa Y B3POCbIX GOSbHBIX C HEKOMMAKTHBIM MUO-
kapaom (HKM) nesoro xenygouka (JIX), ero BausHue Ha TeueHne 3abonesaHus,
pesynbTaTthl 1e4YEHUs U UCXOLbI.

Martepuan u metoppl. B uccnenosanue BktoyeHbl 103 B3pocbix nauyerta ¢ HKM,
61 MyxumHa, cpeaHuii BospacT 45,6+14,9 neT (o1 18 no 78). CpeaHwii KOHeYHbI ava-
cTonunyeckuin pasmep JIK coctasmn 6,0£0,8 cm, @B JIK 38,8+14,5%. AuarHos HKM
MOCTaBMEH MPW MOMOLLW 3xokapamorpadumn, MynbTUCNMPANbHOW KOMMbIOTEPHON
Tomorpadum (n=81) 1 mMarHUTHO-pe3oHaHcHol Tomorpadpumn (n=39). AHK-anarHo-
cTuka nposoaunack no metogy NGS ¢ nocnenyowwmm cekseHnposaHmem no CeHrepy.
MaToreHHble MyTaumy o6HapyxeHbl y 9% 60nbHbIx B reHax MYH7, MyBPC3, LAMP2,
DES, DSP, TTN. O6cnenoBaHie BKKOYaO Takke ONpeaeneHne YPoBHS aHTUKapay-
Q/bHbIX aHTUTEN, FEHOMA KapAMOTPOMNHbIX BUPYCOB MeTogoM MNLIP, kopoHaporpadwuio
(n=26), cumHturpaduio (n=25). Mopdonormyeckoe nccnefoBaH1e M1oKapaa Bbino-
HeHo 19 naupeHTam (12 aHaoMMokapananbHbix Gvoncuii (AMB), 1 MHTpaonepaumoH-
Hasi Guoncws, 3 nccnefoBaHys AKCMNaHTUPOBAHHOTO Cepauad, B T.u. Aga nocne 9MB,
1 5 aytoncuin). CpepHuin cpok HabnlofeHns cocTasmn 12 [2; 32] MecsiLes.
Pesynbratbl. Muokapant amarHoctvpoBaH B 53,4%, B T.4. BUPYC-NO3UTUBHLIN
y 32,7% 13 Hux, C NpMeHeHnemM MopdOonormyeckoro CCNeA0BaHNS Mmokapaa —
y 19 60nbHbIX (akTUBHBIA Y 10, NOrpaHnyHbIA y 6; ¢ MUHUMaNbHBIMK NMPU3HAKaMu
aKTUBHOCTM Yy 3). BMpYCHbI reHOM B MuoKapae BbifBNeH y 8 60nbHbIX (42,1%).
YacrtoTa mmnokapauTa coctasuna 44,4% npv aputMmmndeckom sapmante HKM, 12,5%
NPN XPOHUYECKOM MLLEMUYECKOM, 57,5% npu aunataumoHHON KapanomMmuonatum
50,0% y 6onbHbIx ¢ HKM B codeTaHuu ¢ apyrumm kapauomuonatamu. Ocobbimm
KIMHUYeCcKUMU popmamm Bbinn OCTPbINA/MOJOCTPbIA MUOKAPAUT Y 60MbHbIX ¢ HKM
(10,7% BCEX NALMEHTOB), OCTPLIA HEKPO3 (MHbAPKT) MMokapaa (4,9%). Mpucoenn-
HeHne muokapauTta k HKM npuBeno Kk AoCcToBepHO 6onee TAXenon amcdyHKumm
JDK(PKXCH 2 [1; 3] v 1,75 [0; 2], p<0,01, ®B 33,8+13,5 v 44,7+13,6%, p<0,001),
6onbLUeil 4YacTOTe HEeyCTOMYMBOW XeNyao4ykoBoi Taxmkapauu (67,3% v 29,3%,
p<0,01), onpaBaaHHbIX cpabaTtbiBaHmuii nedpubpunnstopos (38,9% v 0, p<0,05),
cmepten (16,4 n 4,2%, OLU 5,75, 95% CI 1,21-27,43, p<0,05) n TpaHcnnaHTaumm
(7,3% v 2,1%, p>0,05). Tonbko y 60MbHbIX C MUOKAPAMTOM B pe3ynbTate 6a3ncHoi
(NPOTMBOBMPYCHOM M UMMYHOCYNPECCUBHOM) 1M KapAMOTPONHOW Tepanun oTMe-
ueHo pocToBepHoe Bo3pacTaHve ®B (npu octpom muokapaute ¢ 25,4+7.9
1o 38,6+9,5%, p<0,01), cHuxeHwne paamepos JDK n CONA.

SaksnoyeHme. MrokapamT SBASeTCcs TMNMYHbIM GEHOMEHOM, KOTOPbIV 3aKOHOMEPHO
pa3BnBaeTCsy 60SIbHbIX C NEPBUYHBIM, B T.4. FeHETUYECKU BepUdULIMPOBAHHBIM, HKM.
Mpupoza muokapauTa npy HKM MoxeT 6biTb pa3nnyHa (NepBUYHbIA MHEKLMOHHO-
VIMMYHHbI, BTOPWYHBIA B OTBET Ha rEHETNYECKOE/MLLIEMYECKOE MOBPEXAEHME Kap-
[IVIOMVIOLTOB), OAHAKO HE3aBMUCUMO OT 3TOr0 OH MPUBOAMT K IOCTOBEPHOMY YXYALLIE-
HUIO CTPYKTYPHO-YHKLIMOHAMBHBIX NOKa3aTenei, yBEMYEHNIO YacTOThl KU3HEYrpo-
XalOLLWX aPUTMWIA, ICXOA0B (CMepTb + TpaHCINaHTaumsl, onpasaaHHble cpabaTbiBaHus
nepunbpunnaTopos) 1 TpebyeT akTUBHOW Ba3uCcHO Tepanuu.
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MYOCARDITIS AS A LEGITIMATE PHENOMENON IN NON-COMPACTION MYOCARDIUM: DIAGNOSTICS,

MANAGEMENT AND INFLUENCE ON OUTCOMES

Blagova O.V., Pavlenko E.V.', Varionchik N.V.", Nedostup A.V.',

Sedov V. P.1, Kogan E.A.1, Zaydenov V.A.2, Kupriyanova A. G.g,

Donnikov A. E.*, Kadochnikova V. V.*, Gagarina N.V.", Mershina E. A.?, Sinitsyn V. E.%, Polyak M. E.°, Zaklyazminskaya E.V.®

Aim. To evaluate the prevalence of myocarditis in adult patients with non-compaction
myocardium (NCM) of the left ventricle (LV), and its influence on the disease course,
results of treatment and outcomes.

Material and methods. To the study, 103 adult patients included, with NCM, 61
males, mean age 45,6+14,9 y.o. (from 18 to 78). Mean end diastolic LV size was
6,0+0,8 cm, EF LV 38,8+14,5%. Diagnosis of NCM had been done by

echocardiography, multispiral computed tomography (n=81) and magnetic
resonance tomography (n=39). DNA-diagnostics was performed by NGS method
with further Senger sequencing. Pathogenic mutations were found in 9% of patients
in the genes MYH7, MyBPC3, LAMP2, DES, DSP, TTN. The investigation also
included anticardiac antibodies, genome of cardiotropic viruses by PCR, coronary
arteriography (n=26), scintigraphy (n=25). Morphological assessment of the
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myocardium was done in 19 patients (12 endomyocardial biopsies), 1 intraoperation
biopsy, 3 explanted hearts, incl. 2 after biopsy, and 5 autopsies. Mean follow-up 12
[2; 32] months.

Results. Myocarditis was found in 53,4%, incl. virus-positive in 32,7% of those, with
morphology done for 19 patients (active myocarditis in 10, borderline in 6; with
minimal signs of activeness in 3). Viral genome in myocardium found in 8 patients
(42,1%). The prevalence of myocarditis 44,4% in an arrhythmic variant of NCM,
12,5% in chronic ischemic, 57,5% in dilation cardiomyopathy, 50,0% in NCM
patients with other cardiomyopathies. Special cases were acute/subacute
myocarditis in NCM (10,7% of all), acute necrosis (infarction) in 4,9%. Comorbidity
with myocarditis in NCM led to significantly more severe LV dysfunction (CHF FC 2
[1;3]v 1,75 [0; 2], p<0,01, EF 33,8+13,5 v 44,7£13,6%, p<0,001), more prevalent
non-sustained ventricular tachycardia (67,3% v 29,3%, p<0,01), proper shocks
(38,9% v 0, p<0,05), deaths (16,4 and 4,2%, OR 5,75, 95% Cl 1,21-27,43, p<0,05)
and transplantation (7,3% v 2,1%, p>0,05). Only in myocarditis patients, as a result
of basis (antiviral, immune suppression) and cardiotropic therapy there was
significant increase of EF (in acute myocarditis from 25,4+7,9 to 38,6+9,5%,
p<0,01), decrease of LV size and pulmonary systolic pressure.

Hexommnakrheiit Mmuokapa (HKM) siBasiercst oTHocuU-
TeJTHbHO HETABHO OIMMCAHHBEIM (HO M3BECTHBEIM M paHee)
3a001eBaHEM, HO30JIOTIIEeCKAsI IIPUPOIa KOTOPOTO OCTa-
eTCSI IO KOHIIA He SICHOM. Pe3ylbraThl MHOTOUYMCICHHBIX
WUCCIIEIOBAaHMM HE OCTaBISIIOT COMHEHHMII B TOM, 4YTO
y OousiblIMHCTBA 00MbHBIX Hamnune HKM reHetmyecku
00YCJIOBIIEHO — B €70 OCHOBE MOTYT JIEXKaTh MyTalliH KaK
B CapKOMEpHBIX, TaK M BO MHOI'MX ApPyruxX reHax [1].
OmHako yXe MHOXECTBEHHOCTh CBSI3aHHBIX C Pa3BUTHEM
HKM renernyeckux aedeKToB, a TakKKe pazHooOpasue
ero KIMHWYECKUX M CTPYKTYPHO-(PYHKIIMOHAIBHBIX
deHOTHTIOB [2], HESICHOCTH B3aMMOOTHOIICHUU C IpYy-
TMMU CapKOMEPHBIMA W HEeCapKOMEPHBIMU KapIHMOMMO-
MMaTASIMA CTaBSIT BOIIPOC O BO3MOXHOM HO30JI0THIECKOM
HECaMOCTOSITeIbHOCTH, CUHAPOMHOCTU (peHOMeHa HKM.

B pycne momoOHBIX COMHEHWIT IENAIOTCA ITOIBITKH
BbLIEIUTL BropuuHble (hopmbl HKM, ocobeHHO, y B3poc-
JIBIX. Psp Bemymmx eBpONEHCKMX 3KCIEPTOB CUUTAIOT,
yto BTopuuHbiii HKM MoXeT pa3BuBaTbcs y cClopTCMe-
HOB, OepeMEeHHBIX, OOJTBHBIX TAIACCEMHUEI, CEPITOBUIHO-
KJICTOYHOM aHeMHei 1 HEKOTOPBIMH APYTUMU TeMaToJI0-
TUTICCKUMH 3a00JIEBaHMSIMU, Y TTAIIUEHTOB C TIOJIMKUCTO-
30M ITOYEK ¥ XPOHUUYECKOM ITOYCTHOM HETOCTATOTHOCTHIO
[3]. OmHako Ha OOJBIIOW MOITYJISIIUHA CIOPTCMEHOB
(2501 gemoBeK) MoKa3aHa HU3Kasl 9aCTOTa MOBBIIIICHHOM
tpabekynspHoctu (1,4%) u tem 6onee HKM (0,1%) [4].
B ciyyae HacnenacTBeHHbIX 3aboJjieBaHUI OoJsiee Bepo-
SITHO, 4TOo 1js pa3Butuss HKM umeercs mepBuUuHas
(reHeTMYECKAsT) MPUIMHA — CJICACTBHE OCHOBHOM JTMOO
COYCTAHHBIX TCHETHYECKIX aHOMAJIHIA.

B psimy BO3MOXHBIX MMUTAaTOPOB WCTHMHHOTO, IIEp-
BUYHOI'O, T€HETUYECKM aeTepMuHupoBaHHoro HKM
0c000€e MeCTO OTBOIAT MHUOKapauTy. Korma peub 3aX0auT
o couetanun HKM u mmokapauta, HKM uaie Bcero
paccMaTpUBalOT KaK BTOPWYHBIN. Bemymas rumoresa
COCTOUT B TOM, UTO TsDKeJasi CUCTOIMIecKast TucHyHK-
ous B paMKaX MHOKapIWTa caMa II0 cebe IIPUBOIUT
K KOMIICHCATOPHOM THUIEPTPODUU TpabeKysl JIEBOTO
xenynouka (JIZK); Kk ToMy Ke yaydiaeTcsl uxX BU3yajiu3a-

Conclusion. Myocarditis is typical phenomenon developing in patients with the primary,
i.e. genetically verified NCM. The nature of myocarditis in NCM varies (primary
infectious-autoimmune, secondary as a response on genetic/ischemic damage of
cardiomyocytes), however regardless of this, it leads to significant worsening of structural
and functional parameters, increase of the life-threatening arrhythmias rate, and
outcomes (death + transplantation, proper shocks), demanding for active basic therapy.
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1M 32 CUET IJI0XOM COKPAaTUMOCTHU Y BbIpa>k€eHHOU aujia-
tamun JI2K [5]. OnHako hakTHaecKnX JaHHBIX, TOATBEPK-
JTAFOIINX ATy TUIIOTE3Y, OYCHb MaJIO.

C nmpyroit cTOpOHBI, PAOOTHI, B KOTOPBIX MUOKAPINT
aHAIM3UPOBAJICS OBl KaK BTOPUYHBIN WU COITYTCTBYIO-
muii peHoMeH y OoibHBIX ¢ UCTUHHBIM HKM, Ham
HEe M3BECTHBL. MMOKapIWT HEe YIIOMHHAeTCs B padoTax
¢ 6oapmiuM yuciiom ciydaeB HKM. Ilo-Bugumomy,
nMeeT MecTo runoauarHoctuka kak HKM, tak u muo-
Kapaurta; npu BbisiBaieHuM HKM (camoro mo cebe pen-
KOro 3a00jicBaHUS) ITOMCK WHBIX IPUYMH CHMIITOMOB
(B T.9. MUOKapaNTa) MpeacTapisgeTcsd u3mumranM. Cyte-
CTBYIOT JIMIIIb COUHWYIHBIC OMHUCAHUS CIIydaeB MUOKap-
muTa (Kak IpaBHIIO, OcTporo) y 6ombHEIX ¢ HKM, KoTo-
pble paccMaTpUBaIOTCS Kak Kazyucruueckue [6-10].

[ToTHOCTBIO OTCYTCTBYIOT ITOIBITKM CHCTEMATHIECKOTO
aHaJIM3a YacTOTHI, MEXaHM3MOB MMOKApAWTA B OOJBIINX
koroprax 6onbHbIX ¢ HKM u ero BIMsIHUSI Ha MPOTHO3,
XOTS TIPY APYTHX TTEPBUIHBIX (TCHETHUCCKH AETCPMIUHUPO-
BaHHBIX) KapIMOMHUOIIATHUSIX TaKNE MCCICIOBAHNS BBITION-
HSUTMCh W TIOKA3aJId CYIIECTBEHHBIN BKJIAJ MMOKApIWTa
B pasButhe auchyHkomm Mmokapma [11]. Tem ©Oonee
HE MPeANPUHUMAIUCH TTOMBITKU CUCTEMATUYECKOTO Jieue-
HUs1 MyuoKapauTa y 6oibHbIx ¢ HKM. Bee BbllliensnoxeH-
HOE JeTacT 0e3yCI0BHO aKTYaJIbHOIM HACTOSIIITYIO PaOOoTY.

Lenap: oIEeHWT, YACTOTY HAIMYUAS MHOKapOuTa
y B3pocibix 60abHBIX ¢ HKM, ero BiussHue Ha TeyeHue
3a00JIeBaHUSI, PE3YJIBTATHI JICYCHNUS U UCXOIEI.

MaTepuan n metopapl

B nccnenoBanme BKitoueHH 103 B3pOCIIBIX TTALIMCHTA,
61 myxunna u 42 xenuuHsl (59,2% u 40,8%), cpenHuii
BO3pAacT KOTOphIX coctaBui 45,6+£14,9 net (ot 18 mo 78).

KpurepussmMu BKITIOUYEHHS OBUTM BO3pacT oT 16 jer
W HaJIW4dhe OOMICIPUHSTHIX BU3YaJbHBEIX KPUTCPHUECB
HKM: nBycnoiinbiii muoxkapa JIZK ¢ cooTHolleHueM
HEKOMITAKTHOTO K KOMITAKTHOMY OT 2:1 (IIp¥ 3XOKapamno-
rpacdmu, OxoKI') mau ot 2,3 K 1 (TIp1 MyJIBTUCIIMPATh-
HoO#t KomrbpioTepHOi ToMorpacdun, MCKT/MarautHO-
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pe3oHaHcHoU ToMorpaduu, MPT); cCMHXpOHHOE IBUXE-
HHE HEKOMITAKTHOTO W KOMITAKTHOTO CJIOEB; BEISIBIICHUE
6oiee 3 Tpabekyn B JIZK n HaTmIMe MeXTpabeKyIsIpHOTO
KPOBOTOKA B KOHIIE THACTOJIEI.

EnuHCcTBEeHHBIM KpHUTEpUEM WCKIIOUCHUSI OBLIO
HemoATBepxxaeHne noctoBepHocT HKM, BBISIBIEHHOTO
nipu DxoKT, mpu posenennn MCKT wim MPT.

Mertonsl MCCIIeTOBaHNS BKIIIOUAIN TIPOBEACHIC aHAa-
JIM30B KPOBU Ha aHTUKapAUalbHble aHTUTEJIa K aHTUTe-
HaM smep KapAMOMMOIIMTOB (CIeIM(UICCKAI aHTH-
HyKiIeapHbIii dakrop, AH®), sHIoTe M, KapauOMNO-
IIUTOB, TJIAIKOW MYCKYJIaTyphl M BOJIOKOH ITPOBOMISIICIA
CHCTEMBI METOIOM HEIIPSIMOr0 MMMYHO(MEPMEHTHOTO
aHanm3a (Jradbopartopuss umMMmyHorucroxummum OHII
TPaHCIIAHTOJIOTUM M UCKYCCTBCHHBIX OPraHOB WM. aKaj,.
B. N. IllymakoBa 1 HUU niemnarpum), Ha JIHK xapmmo-
TPOITHBIX BUPYCOB (TeprieTUIecKask IPyIIia, IapBOBUPYC
B19, HII® “IHK-texHom0THs), 37ICKTpOKApIMOTpa-
¢uro, cyrounoe moHuTopupoBanme DKI mo Xomarepy,
OxoKI, mo nmokazaHussM — KopoHaporpabuwo (n=26),
cuuHTurpaduio (n=25), MPT (n=39), MCKT cepaua
¢ B/B KoHTpactupoBanueMm (n=81). [emommHamMmaecKu
3HAYMMBIA KOPOHAPHEI aTEPOCKICPO3 BHISIBICH y 9
obcnenoBanabix (10,6%).

Jluie B 14 ciyvasx (13,6%) muarHo3 HKM 6bun
IIOCTAaBJICH Cpa3y, IIpX IIePBOU B KU3HN 60IbHOTO DX0KT.
[IpomeHT oTpHUIATeIBHBIX pe3yiabraTtoB DXoKI y 6011b-
HBIX ¢ gocToBepHbIM MP- unu KT-auarnHo3om coctaBui
22,3% (23 wu3 103 6onpHBIX). MHOTHa Dx0KI nmasana
ITOJIOXKUTENIBHEBINA Pe3yJbTaT IMOBTOPHO, MOCIHE ITOIyde-
Husg gaHHBIX MPT/MCKT, B OTOeIbHBIX CIIydasx IJIsI
VIYYIIeHWS BU3yaJW3allid HEKOMIIAKTHOTO  CJIOST
ncnonb3oBajgachk KoHTpacTtHasg DxoKI. Tlpm MCKT
npoctoBepHble pu3Haky HKM BeisiBiienst y 75 (92,6%),
B OCTAJIbHBIX CIIyYasiX COCTOSHHE PACIIEHEHO KaK TOBBI-
meHHas TpabekyasapHocTh JIZK. Tlpy MPT npusznaku
HKM noaTBepxXaeHbl y BCEX MAllMEHTOB, BOIIEAIINX
B HACTOSIIIEEe MCCIICAOBAHMC.

Takum o6pa3om, Hanbonaee MHPOPMATUBHBIM METO-
oM okasanack MPT, xoropoil nuiib He3HAYUTEIHHO
yerymata MCKT. OkonvatenpHbiit nuarao3 HKM mpu
pPacXOXICHWN TAHHBIX PA3HBIX METOIOB CTaBUJICA IIpU
Haymant MPT- n/mmm MCKT-kputepues. B pesynbrare
2 BU3yanu3upyoIux ucciaemopanus (OxoKI + MPT
wm MCKT) npoBenersl 74 00IbHBEIM, BCe 3 MCCIICIOBA-
Hug — eme 23, 1.e. nnarHo3 HKM rmocraBieH ¢ mpume-
HEHMEM IIByX WU TpeX MeTomoB Yy 97 (94%) GONMbHBIX.
MPT He BBHINIONHSIACH, TIABHBIM 00pa30M, IpU HAJTUIUU
y TTaIleHTOB MMITJIAaHTUPOBaHHEIX ycTpoiicTB, MCKT —
MIPU TSDKEIOH MOYEeYHOU NTUCPYHKIIUN.

Mopdonoruueckoe uccienoBanue muokapaa c INLP-
IVATHOCTUKON BUPYCHBIX WH(MEKIINI BBIIOJIHEHO 19
marerTaM (12 sHgoMuoKapanaIbHBIX ouorncuii (9MB)
npaBoro xenymouka (IT2K), 1 wuHTpaomepauuoHHas
ounoncust JIDK, 3 mcciaemoBaHUS SKCIUIAHTUPOBAHHOTO
cepaia, B T.4. 1Ba mocie DMDB, u 5 ayTorcuii); emie TpeM

MaleHTaM BBITIOJTHEHA OMOIICHSI CKEJIETHOI MBIIIIIIHI,
BHYTPUTPYIHBIX JTHMQOY3I0B, ITOAKOXHON KHPOBOU
kjetyatku. boabmnHCTBY mpoBoautTcs IHK-muarHo-
cTrKa B maHenu reHoB MYH7, MYBPC3, TPM1, TNNI3,
TNNT2, ACTCI, TAZ, ZASP (LDB3), MYL2, MYL3
Ha mratdopme lon Torrent ¢ MCIIONIB30BaHUEM ITAHETN
ommroIpaiiMepoB AmpliSeq ¥ MOATBEPKICHUEM BBISIB-
JICHHBIX TeHETUICCKIX BapMAHTOB IIPSIMBIM CEKBEHUPO-
BaHueM 110 CeHrepy (IOIMOJTHUTEIBPHO ITPOBOMNTCS Tap-
TeTHasi TMaTHOCTHKA B HECApKOMEPHBIX TeHAX).

CpennHuii cpok HabmoneHus coctaBuia 12 [2; 32] mecst-
1eB. BoJBITMHCTBY AIIMEeHTOB IIPOBOAMIACH CTAHIAPTHAS
Tepanusl XpOHWYECKON CepaeyHOM HEeIOCTaTOIHOCTU
(XCH), 601pHBIM ¢ Bepu(pULIIPOBAHHEBIM IO Pe3yIbraTaM
MOP(dOTIOTMIECKOro/KOMIUIEKCHOTO O0CICIOBAHNS MUO-
KapouToM — OasucHas Tepanus (IIPOTUBOBUpPYCHAS,
MMMYHOCYIIPECCUBHASI, X COYCTAHME).

KoHeuHble TOYKM HMCCIICIOBAHMSI BKITIOYAIN OOIIYIO
JIETAIBHOCTD, ITOKA3aTellb “CMepTh + TpaHCIDIAaHTAIWs”,
YacTOTy ONPaBIAHHBIX CpabaThIBaHMI Ae(HOPHUILISITOPOB.

Crarnctrdeckasi 00paboTKa MaTreprania IIPOBOAMIACH
¢ Tomoibio TporpamMmbl SPSS Statistics 21. Kommuaect-
BEHHbIE MPU3HAKW TIpeACTaBleHbl Kak M*d (cpenmHee *
OIHO CTaHAApTHOEC OTKIIOHEHME) MO0 B BUIEC MEIUAHBI
¢ yKazaHueM 1-ro u 3-ro kBapTwieil. HopmaibHOCTB pac-
TpeAesicHNsT OIlCHWBAJIach ¢ MOMOIIBI0 TecTa Kommoro-
poBa-CMHUPHOBA, IOCTOBEPHOCTH PA3TINI — C IIOMOIIIBIO
kputepueB CrTblogeHTa, MaHHa-YUTHU, YMJIKOKCOHA.
Pazmuuug cumrannchk 3HaunmMbIMu Tipu p<0,05. g
OIICHKH TIPOTHOCTHYECKOI 3HAYMMOCTH HCITOJIB30BAIOCH
TIOCTPOCHME KPUBBIX HOXUTHSA 110 Karmany-Maiiepy.

Pesynbrathbl

O0mas KMHIYecKas xapakrepucTuka 6oybHbx ¢ HKM.
OCHOBHBIMU KIMHUYECKUMU TIPOSBICHUSIMU CHUHAPOMA
HKM 6sumn XCH I-111 cramuu, 1-4 ®K (79,6% 6omb-
HBIX), XEJIYIOYKOBEIC apUTMUN (PKCTPACHCTONIUS Oojee
100 B cytku y 63,1%, ycToiuuBasi/HEYyCTOMIMBAST XKEITy-
noukoBas Taxukapaus (KT) y 51,5%), mepuarenbHas
aputMus (MA) 34,0%, nposiBiieHust uieMuu (CTeHOKap-
sty 20,4%, Hekpo3 Muokapnaa 'y 9,7%), TpoM60aMOoIMI
(7,7%), a Takxe AB Gmokana 11-11I crerenn u cMHIAPOM
cmabocty cuHycoBoro y3na (o 7,8%). Couetanne HKM
C BPOXICHHBIMHM ITOPOKaMM cepalia (IedeKT MeXIIpen-
CEepOHOM, MEXKEITYIOIKOBOM IIEPETOPOIKH, CTECHO3
JIETOYHOI apTepny, TIOPOKH Pa3BUTHUS aOPTAJIbHOIO Kia-
MaHa, COCyJ0B) BhIsIBJICHO y 11 6ombHBIX (10,7%).

B cootBeTCcTBUHM ¢ TIPeMIOKEHHON HAMU KJIacCU(H-
Kamueil [2] BblOeaeHB 6 KIMHUYECKUMX BapHaHTOB
HKM: 6eccumnromusbiii (n=2, 1,9%), apurMudecKuii
(TTom Mackoi “MAMONATUYECKMX’ HapYyIIeHWI pHUTMa,
n=18, 17,5%), ninemuueckuii (mox mackoiit UbC, n=8,
7,8%), nunaTallMOHHbIN (IIOJ MacKOM AMIaTallMOHHOMK
kapauomuonatun (JKMII), n=40, 38,8%), HKM
y OOJBHBIX C OCTPHIM WJIM TOAOCTPHIM MHMOKapAUTOM
(n=11, 10,7%) u HKM y maiueHTOB ¢ ApyruMHU TIep-
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BUYHBIMU KapAMOMUOMATUSIMA — TUTIEPTPOPUUECKOIA,
PECTPUKTUBHOW, apUTMOTEHHOW, MHUOIMCTPODUIMU
(n=24, 23,3%). YxXe Ha TepBOM 3Tare IUArHOCTUKU
MMOKapAUT ObUT BBIIEJIEH y YacTh OOJIbHBIX B KA4eCTBE
BEIYIIEr0 KIMHUYECKOTO MPOSBICHUS, OMTHAKO HA 9TOM
€ro 3HaYeHUEe HE MCUEPITBIBATIOCH.

Cpenu CTPYKTYpPHO-(GYHKIIMOHATBHBIX (EeHOTHUIIOB
ImpeodyIaman auaaTannoHHbIN ¢ seiaeHusMu XCH. Cpen-
Hre OxoKI mapameTpsl cOCTaBWIN: KOHEUHBIN AMACTOJ -
yeckuit pasmep (KIAP) JIXK 6,0+0,8 cM, KoHeuHBIi ara-
crommyeckuii ooveM (KA0) JIK 149,3+65,1 (29-501) mu,
KOHeuHbIl cuctonmmueckuii oobeM (KCO) JIZK 88 [55; 125]
(19-386) M1, dpakims Beropoca (PB) JIK 38,8+14,5%,
dp/dt 745,3£246,6 mm pr.cT., VII 11,7£3,8 cM, TonmuHa
MeXOKeTymoukoBoit meperopoaku 10,3+2.8 mm, neBoe
npeacepave (JIIT) 4,3+1,1 cm, 93,9£38,6 (25-190) mu,
npaBoe tipencepave (ITIT) 70,4+35,2 (23-255) mn, 12K
2,910,7 cM, cucronnyeckoe JaBIEHUE B JIETOYHO apTe-
puu (CIJIA) 35,6£15,5 mm prcr, E/A 1,4 [1,0; 2,3],
mutpanbHas peryprurtanus 1,0 [0,875; 2,0] crenenu, Tpu-
kycripanbHast peryprutamms 1,0 [0,5; 1,0] crerenn.

[MaToreHHbIe MyTallMM BBISIBJIEHBI Y 9 OOJBHBIX: B TEHE
MyBPC3y 3, MyBPC3w MYH7y 1, DESy 2, TTN, DSP
u LAMP2 — mo 1. Obmasa >¢pdekruBHOCcTh JHK-1ma-
THOCTHUKU cOCTaBuIa Ha ceronss 8,7%, B T.4. 25,0% y 6oib-
HBIX C OTSIOILEHHBIM CeMEMHBIM aHaMHe30M U y 29,2%
OOJIBHBIX C IPYTMIMK KapauoMuonarusiMu. [loutu B mosio-
BUHe ciryvaeB (44,4%) MyTalluu BBISIBIICHBI B TeHAX CapKO-
MEpPHBIX OEJIKOB, B T.4. B JIByX Te€HAaX y OAHOW OOJBHOIA.
Takum obpasom, reHetmyeckas npupoga HKM nokaszana
Yy 4acTW TIAIMEHTOB W DPACCMATPUBACTCS KaK BEPOSITHAs
Y abCOJTIOTHOTO OOJTBIIMHCTBA OOTBHBIX C OTPULIATETHHBIMU
noka pesysasratamu JIHK-nrarnoctuku.

YacroTa BbIsBJeHHS MUOKapauTa y 0ombHbx ¢ HKM.
Cpenu Bcex 00ompHBIX ¢ HKM MHMOKapIuT IHarHoCTHUPO-
BaH B 53,4% cnydaeB (y 55 6obHBIX, puc. 1), BT.4. y 44,4%
¢ aputmMudeckuM Bapuantom HKM, y 12,5% — ¢ uiemu-
YeCKUM BapUaHTOM (HE CUMTAs CIy9aeB OCTPOTO MUOKap-
JIUTa ¢ HEKPO30OM MUOKapna), y 57,5% ¢ BapuaHTOM Xpo-
Huuyeckoro cuHapoma JKMIT u y 50,0% GoJbHBIX ¢ ApY-
TMMU KapauoMmuomnaTussMu. He BBISIBJIEHO MHMOKapauTa
HM y KOTO M3 TMAIlMEHTOB C OECCUMIITOMHBIM TEUEHUEM
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B be3 Muokapaura

I MuokapauT 1o JaHHEIM GUOTICHHU (BUPYC-TIO3UTUBHEINA)

B Muokapaut no naHHBIM GUOTICUM (BUPYC-HETaTUBHBIIT)

] Muokapaut no KIMHUYECKUM JAHHBIM (BUPYC-MO3UTHBHbIIA)
M Muokapaut Mo KIMHWIECKUM JAHHBIM (BUPYC-HETaTHBHBIIT)

Puc. 1. HYactota anarHocTuku mmokapauta y 60nbHeix ¢ HKM.

HKM, 06 octpom muokapaure y 60i1bHbIXx ¢ HKM kak
0Cco00M (TIATOM) KIIMHUYECKOM BapraHTE CKa3aHO BHIIIIE.

B 19 ciygasix mnarHo3 MuOKapanTa BepuUIMpoBaH
Mopdoorndecku (TI0OI03peHre Ha HETO CTaJIO TJIABHBIM
TMOKa3aHueM K TIPOBEIECHUIO OWOIICHM), €Ille B OTHOM
TEeHEPAIU30BAaHHBIA CapKOUIO3 C IMOpaXeHWeM cepila
IVUarTHOCTUPOBAH HA OCHOBAHWMW OWOMCHUU BHYTPUTPYI-
HBIX IMM(DOY3IIOB, PUCYHOK 2. MaKkpoCKOTTMIeCKUEe TpH-
3Haku HKM BbISIBIIEHBI BO BCEX CIIydasix TOCMEPTHOTO/
TOCJIEOTNEePAlIMOHHOTO HcclieqoBaHus cepaua. K Mmukpo-
ckonuueckuM npuzHakaM HKM MoXHO oTHecTH ckie-
P03 ¥ BBIPAXEHHOE YTOJIIECHUWE SHIOKApAa, a TaKxe
TMOBBILIEHHYIO TpadeKyaapHOcTh B Tmpemnaparax JIXK.
Juarno3 HKM renernyecku BepuduiimposaH y 4 6071b-
HBIX ¢ MOPGOJIOTMYECKUMH TIPU3HAKAMU MUOKapauTa
(mytaruu B reHe MyBPC3y 3 u DSPy 1).

IMo manHBIM MOPGHOTOTHMYECKOTO WCCIEAOBAHUSI MHO-
Kap/IUT paclieHeH KaK aKTUBHBIN y 10 OOIBHBIX, TTOTpaHWY-
HBII — y 6; B TPEX CIydasx NMPU3HAKA aKTMBHOCTU ObUIN
MUHUMAaJTBHBI (Y OHOTO M3 OOJIGHBIX TP TOCTEMYIOIeM

Puc. 2. Mpumepbl Mopdonornyeckoi BeprdrkaLumm Mnokapamta n capkonaosa y 6onbHbix ¢ HKM.

MpumeyaHue: 1-i dparmeHT — Mukponpenapat MX (3MB), 2-ii n 3-i1 dparmeHTbl — MUKponpenapartsl JIK (akcnnaHTMpoBaHHOe cepaue, aytoncus), 4-i pparMeHT —
MVKponpenapaT BHYTPUrpyAHOro numdoysna (BuaeoTopakockonuyeckas 6uoncus); okpacka reMaToKCUIMHOM-303MHOM, manoe (1-i1 u 4-i1) n Gonblioe (2-i1 n 3-i)
yBenuyerwe); 1-i v 3-i pparMeHTbl — OT BUPYC-NO3UTMBHBIX 60bHbIX; MPU3HAKK aKTUBHOTO MMokapauTa (1-3, nepusackynspHas u MexyToyHas HdunsTpaums numdo-

umMTaMm, HeKpo3), capkonaHas rpaHynemMa (4-i opparmMeHT).
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Tabnuua 1

CpaBHeHMe UCXOAHbIX NapamMeTpoB Yy 60sbHbIX ¢ HKM B coueTaHum ¢ MmokapautTom u 6e3 Hero

KnuHunyeckmin npuaHak HKM ¢ Mnokapautom

MyX4mnHbI 58,2%
Bospact 43,9+13,4 net
Crapua XCH A [IA; 11B]
DK XCH 2[1;3]
JleTanbHOCTb 14,5%
CmepTb + TpaHCMNaHTaLms 23,4%
X3/cytkn 824 [32; 3503]
Heycroiumnsas/ycroinumnsas XT 67,3%
OnpaspaaxHble woku UKL, 38,9%

MA (nio6as dopma) 36,4%
ccey 7,3%

AB 6nokaga 14,5%
HepocrtaTto4Hoe HapacTaHue 3. R 48,0%
MpoponxwuTensHocTs QRS 13312 mc
CreHokapausi (1-3 PK) 16,4%
Ambonum 9,1%
BHyTpucepaeyHbii TpoM603/ambonnm 18,2%

KAP JIX, cm 6,2+0,7
KOO JIX, mn 164,5£70,0
KCO JIX, mn 97 [67; 141]
OB JIX, % 33,8+13,5
OB meHee 35% 60,0%

dp/dt 772 [593; 875]
VTI 11,0£3,8
Tonwmua MXM, mm 9,7+2,2

nn, cm 4,4+0,8

nn, mn 93,9+33,9
nn, mn 75,6+38,4
X, cm 3,00,7
COJ1A, MM pT.CT. 38,4%16,3
E/A 1,5[1,1;2,6]
MwutpanbHas peryprutauus, CT. 1[1;2]
TpukycnuaanbHas peryprutaums, CT. 11[0,5; 2]
Bcero 60bHbIX 55

HCCIICIOBAHNN SKCIUIAHTHPOBAHHOTO CepIlla OTMEUYCHO
MIOJTHOE CTUXaHMe aKTUBHOCTH). BUPYCHBIN TEHOM B MIO-
Kapje BbIsiBleH y 8 mauueHToB (42,1%): nmapsoBupyc B19
y 7, BUpYC Teplieca 4eioBeKa 6 Turma y 2, BUpyc DIIIlTeiiHa-
Bapp y 2, Bupyc mpocroro repreca 1 tuma y 1 1 maromera-
JoBUpYyC y 1, B T.U. MUKCT-MH(peKIMs mmapBoBupycoM B19
W TepHeTUHIeCKUMK BHUPYCaMH Y OTHOTO IalMeHTa (IIpu
ayToricui). BupycHBIN TeHOM B KPOBH BBISIBIICH Y 4 00JIb-
HBIX ¢ MOP(OJIOTUIECKH TIOATBEPKACHHBIM MIOKAPINTOM.

HewnBa3uBHas IMarHOCTHKA MUOKApINTa IIPOBOIMIIACE
B COOTBETCTBUH C pa3pabOTaHHBIM HaMU aJropuT™MoM [12].
CBs13p 3a00JICBaHUST WIM BBIPAXKCHHOM IEeKOMIICHCAITN
¢ MH(pEKIIMEH, 0CTpoe HaYajIo, TaBHOCTb CHMITTOMOB MCHEE
rofa, moJyiHask Tpuaaa uMeanch y 28 GonbHbix (50,9%), cuc-
TeMHBIC MMMYHHBIC TIposiBiicHUA y 4. Hcrmoib3oBamich
omnpe/eieHre B KPOBY BUPYCHOTO reHOMa (BbIsIBIIEH B 25,5%),
aHTHKApIUAIbHBIX aHTUTE (IIOBbIIEHEI B 3-4 pa3a B 90,9%
cinyyaeB, creuuduueckuii AH® obHapyxkeH B 52,7%),
OxoKI' (oot B miepukapne), MPT, MCKT cepmiia (cyo-
SIMKapANAIBHOE/TpaHCMYPAIbHOE OTCPOYCHHOE HAKOIUIC-

HKM 6e3 mnokapauta
60,4%

J0CTOBEPHOCTb pa3nuyumii
HA,

47,5+16,3 net HO

I-1IA [0; 1IA] p<0,01
1,75 [0; 2] p<0,01
4,2% p=0,077
6,3% p<0,05
200 [9; 2690] HA,
29,3% p<0,01
0 p<0,05
27,1% HO
8,3% HO
14,65 HO
21,6% p<0,05
108+3 mc p=0,074
25,0% HO
4,2% HO,
14,6% HO,
5,8+0,9 p<0,05
131,1£54,0 p<0,01
76 [42; 102] p<0,01
44,7£13,6 p<0,001
22,9% p<0,001
735 [513; 944] HA,
12,93,6 HA,
11,0£3,3 HO
4,3+1,4 HA,
93,9+43,7 HO
64,4+30,4 HO
2,8+0,6 p<0,05
30,5£12,9 p=0,057
1,3[0,7;2,0] HA
110,5; 2] p=0,05
0,75[0,075; 1] HO,
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HHE KOHTPACTHOTO TIperiapara), CHMHTUTpadusT MIOKapa.
Bupyc-Tio3UTHBHEIIA TT0 KPOBH,/MHUOKAPAY MHOKAPIUT Ova-
THOCTUPOBaH y 18 6071bHBIX (32,7%). M301mMpoBaHHOE TTOBBI-
IIICHIE TUTPA aHTUTEJT K AHTUTEHAM KapIUOMUOIIUTOB MOTJIO
OTpakaThb BTOPHUYHYIO MMMYHHYIO PEaKIIIO Ha WX IIepBUI-
HOe TIoBpexXaeHrne. HenmHBa3sMBHBIN IUAarHo3 MHUOKAPOWTA
CTaBUJICSI TTO COBOKYITHOCTH ITPH3HAKOB.

KiunanyecKne mnposiBjieHHs MHOKAPANTA Y OOJBHBIX
¢ HKM u ero Bimsinne Ha nporuo3. [1oCcKoJIbKy KJIMHUYE-
cKMe TposiBiieHUs1 Muokapauta u camoro HKM Becbma
CXOIHEBI, OICHMWTh BKJIAJ MHOKApAWTA B KIMHUICCKYIO
KapTUHY MOXHO JIMIIb B COIOCTABICHUHN C OOJBHBIMU
HKM 6e3 muokapauta. Pe3yabTaTbl CpaBHEHUST UCXO/-
HBIX KJIMHUYECKUX M CTPYKTYPHO-(QYHKIMOHAIBHBIX
napameTpoB y nanmeHToB HKM ¢ Muokapautom u 6e3
HETO0, a TaKXKe MX TMHAMUKU B Pe3yJIbTaTe JIeUeHMS (Kap-
ITHOTPOITHOTO Y BCeX, 0a3MCHOTO Y OOIBHBIX C MHOKAPIH-
TOM) IIpeACTaBJICHBI B TabmIIe 1.

OTMe4deHBI BEIpaKEHHBIE M JOCTOBEPHBIC Pa3UMS:
npucoenHeHne muokapanta K HKM B mo6oii ero gpopme,
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Puc. 3. BnvsiHie MokapamTa Ha 4acToTy JOCTUXEHWS OCHOBHBIX KOHEYHbIX TO4YeK Y 60MbHbIX ¢ HKM.

HE 3aBHCEBIIICE OT ITOJIa M BO3PAcTa, COIPOBOXKIAIOCH:
a) 3HAYNTEIBHBIM yCyryoneHueM muchyHkouu JIDK —
mocToBepHO OompmmmMu ero pasmepamu (KAP, KO,
KCO), nocrosepHo 6onee Huskoit @B (33% B cpaBHeHUU
¢ 44%) 1 Kak ciencTBre 6oJjiee TSKEIO0 MUTPAIIbHOM HEI0-
CTaTOYHOCTBIO M 00JIee BRIPAKCHHOMU JICTOYHON THIIepTeH-
3meit; 0) mocToBepHO 6osee Tsekemoit XCH; B) mocToBepHO
0oJIee YacThIM pa3BUTHEM HanM0O0JIee OIACHBIX JKEITYIOYKO-
BBIX apuTMHil (ycToiumBoi 1 HeycroitumBoil XKT) 1 Kak
CJIeACTBHE OO0JIee YaCTHIMU OITpaBIAHHBIMHU IITOKAMU ey~
opwursttopoB. O 0ojiee TSTKEIIOM TIOPakKeHUHM MUOKaprIa
JIK cBMIeTehCTBOBAIA TAaKKe TOCTOBEPHO 0ojice JacToe
BBISIBJICHIE HEIOCTATOYHOTO HapacTaHus 3yornoB R Ha DKI
W HapylmIeHWH BHYTPIDKEIYIOYKOBON IIPOBOIMMOCTHU
(cpemnstsa mpomorskuTenbHOCTE QRS 133 Mc B cpaBHeHNN
co 108 Mmc B rpymme 6e3 MIOKapInTa).

He BEIIBIIEHO MOCTOBEPHBIX PA3IMIMiA IO YaCTOTE
SMOOMYECKUX COOBITHI, OMHAKO Y OOIBHBIX C MHUOKap-
IUTOM OHHU 3apeTUCTPUPOBAHEI B 2 pa3a Jalle, YTO MOKET
OBITh CBSI3aHO KaK ¢ OOJIBIIEH CTENEHBIO MTUCHOYHKIINU
JIK, munmatamum I12K m Oonbiieir yactotoir MA, Tak
W C TIOBBIIIICHHOW TPOMOOTEHHOCTHIO BOCIAJICHHOIO
sHIOKapaa. He oTMedeHO TaksKe JOCTOBEPHBIX pa3IMInid
10 YaCTOTEe CTCHOKAPANUH (HOCUBIIICH ITPENMYIIECTBEHHO
MUMKPOBACKY/ISIDHBIN XapaKTep) W IO YacTOTe CIydacB
nHpapKTa (HeKpo3a) MHoKapaa. TeM He MeHee, OIMCaH-
HBII HAMU HEKPO3 MUOKapAa SIBIIICTCS OMHUM M3 CaMBIX
OMAaCHBIX MpOSBIeHWI MUoKapauta Ha ¢oHe HKM,
KOTOpOE pa3BMBAETCS B OTCYTCTBHE KOPOHAPHOIO aTepo-
CKJIepo3a 1 OBMOOIMH B KOpOHapHEIe apTepun [13].

BiustaMe MMOKapanTa Ha 9acTOTY JOCTHKEHUSI OCHOB-
HBIX KOHEYHBIX TOYEK (CMepTh, CMEpTh + TpaHCILIaHTa-
IIMST ¥ 9aCTOTa OINpaBIAHHBIX CpabaThIBAHWIA KapauoBep-
TepoB-AcUOPUIUIITOPOB) TOKA3aHO Ha PHCYHKe 3.
JebnopmmIaTOphl OBUIM UMITJIAHTUPOBAHBI 28 OOJIHLHBIM
(27,2%) — 9 CRT-D u 18 kapauoBepTepoB 6e3 (yHKILINN
PECUHXPOHM3AlNH, B T.9. 18 OOJBHBIM C MHOKApINTOM
n 10 6e3 Hero. OmpaBgaHHbBIe cpadaTEIBAaHUS IeUOpHIT-
nsgTopoB 110 moBomy KT /GuOpmmismun KeIymouKoB

OBLTN 3apETHCTPHUPOBAHBI TOJIBKO Y IAIIMEHTOB ¢ MUOKap-
nutoM. JletaabHOCTh cpeau Bcex 0oiabHBIX ¢ HKM mpu
cpenHeM cpoke HaGmomeHus: 1 rom coctaBuina 9,7% (10
yenoBeK). M3 IpuumH cMepTH Y GOJTBHBIX ¢ MUOKAPIUTOM
Ha TIepBOM MecTe cTosu TepMuHanbHass XCH u BHe3an-
Hasl apuTMHMYecKass cMepTh (B T.94. Ha (pOHE OCTPOTO
HeKpo3a MHoKapma). JIBe cMepT 3aMKCHPOBAHBI Y TTALTH -
€HTOB 0e3 MMWOKapauTa: BCJICACTBHC 3MOOIMYECKOTO
nH(papKTa MUOKapaa W WHCYAbTa (BHYTPUCEPICIHEIN
TpoM003 Ha ¢oHe MA) M 10 HEyCTaHOBJICHHOMY MeXa-
HU3MY. TpaHCIDIaHTaIIds CepAlla BHIITOMIHEHA S5 OOJIBLHBIM
(4 c MMOKapINTOM), YETBEPO M3 HUX KUBBI.

Henocpencrennbie pe3yJisTaTbl 0a3UCHOI M KOMILIEKC-
HOi1 KapuoTponHoii Tepamun y 6osbHbIx ¢ HKM B 3aBucu-
MOCTH OT HAJIMYUS MHOKApAUTA. 3a1a9eii 3aKITIOINTETHhHOM
YacTH MCCJICIOBaHUS OBLIO OLICHWTHh BKJIAI Oa3MCHON
Tepamny MHOKapaIWTa B YAy4dIIeHWE CTPYKTYpHO-
(PyHKIIMOHAIBHBIX MapaMeTPOB M HMCXOIOB 3a00JICBaHMSL.
Bcero 6asmcHasg Tepalmsi MMOKApOWTa TIPOBOAMIACE 42
u3 55 6onbHbIX (76,4%) ¥ BKIIIOYaJa MPOTUBOBUPYCHOE
JledeHre (allMKIOBUP, TAHIIUKIIOBUD, B/B UMMYHOIJIO0Y-
JvH) y 13 (B T.9. M30IMpPOBaHHOE ¥ 7) 1 UIMMYHOCYIIIIpEeC-
cuBHy0 Teparmio (MUCT) y 33 maneHToB: MOHOTEPAITHIO
TUAPOKCUXJIIOPOXVHOM Y 14, cTeponmHyio Tepanuio y 18,
B T.9. B KOMOMHAIINN C THAPOKCUXJIOPOXWHOM Y 2 M C a3a-
TUOIIPUHOM Y 7; MOHOTEPANMs a3aTHOIPUHOM IIPOBOIM-
Jack eme 2 6ombHBIM. CpemHKe CyTOYHBIC TO3BI COCTa-
BUM: TuapokcnxiopoxuHa — 200 [200; 350] mr, KopTh-
KOCTEepOMIOB B nepecdere Ha mpegHu3oiaoH — 30 [10; 40]
MmT, azatnonpuHa — 150 [75; 150] M.

Hawnb6onee aktusHasg WMCT nposommnaach OONIbHBIM
C OCTPBIM/TIOTOCTPBIM MUOKAPAUTOM (CLIEHApU dHa-
THOCTUKH 5). UMennch TakKe CyIIeCTBEHHBIC Pa3JIMIMS
10 YacTOTe Ha3HAYCHMSI KapIWOTPOITHBIX IIpEIrapaToB
(Tabm. 2): OOJBHBIM C MHUOKApIWTOM JOCTOBEPHO dYalle
Ha3zHavyaym MHruouTopel AIT®, 610KaTOpBl MUHEPAIO-
KOPTUKOUIHEBIX PEIEIITOPOB, aMHOJAPOH U HEIPSIMBIC
AHTUKOATYJISTHTHI, YTO OOYCIIOBJICHO OOJIBIICH BBIpAXKEH-
HocThIo Y HHX XCH.
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Tabnuua 2

YacToTa Ha3Ha4YeHUs OCHOBHbIX KAPAUOTPOMNHBIX NPenapaToB y 60JIbHbIX C MMOKapAMTOM U 6e3 Hero

Mpenapatbl HKM ¢ Mnokapautom HKM 6e3 muokapamta J0CTOBEPHOCTbL Pa3nnyuii
[B-6nokaTopei 74,5% 62,5% HA,
WNHrnbutopsl AND 78,2% 37,5% p<0,001
CnYpoOHONaKTOH/3nnepeHoH 67,3% 39,6% p<0,01
AmnogapoH 76,4% 22,9% p<0,001
BapcdapuH/HOAK 58,2% 29,2% p<0,01
AcnunpuH 16,4% 18,8% HA,
Bcero 605bHbIX 55) 48
CokpaueHue: HOAK — HOBble OpanbHble aHTVKOAryNIsHTI.
Junnamuka @B JIK Junamuka K10 JI2K Jwunamuka CIJIA
50 160 50
155
4 4
> 150 >
40 — 145 40
35 ] 140 35
135
30 30
130
25 125 25 l
20 —mm L 120 . = ] 20 .
C(]i)i?azlnﬂn/ > Bce BosbHbIe C(L:)il:aiflﬁm/ 3 Bce BonbHble C(L:)i]:ai?ﬁu/ 3 Bce BosnbHble
P . OOJIbHBIE 6e3 P . OOJIbHBIE 0e3 p . GOJIbHBIE 6e3
TIOROCTPBIN MHOKApIMTOM MUOKapauTa TIONOCTPRI MHOKApIMTOM MHOKApIHUTa TOROCTPRI MHUOKapIUTOM MHOKapauTa
MUOKAPJINT) MHUOKAPIUT) MUOKapaIuT)

B Yicxomnas ®B Bl Ycxomunit KOO
[] Koneunas ®B [] Koneunsiit KOO

Puc. 4. uHamyika ocHoBHbIX Ox0KI™ napameTpoB y YacTu 60nbHbIX ¢ HKM.

VY YacTu TAMEHTOB IIpOCIieXKeHa MUHAMHUKA CTPYK-
TypHO-(QYHKIIMOHATBHEIX ITApaMETPOB IPH CPETHEM CPOKE
HabmoneHus 14 [6; 36] MecsieB y GOIbHBIX ¢ MUOKAPAU-
ToM U 8 [2; 22] MecsieB y OOMBHBIX 0e3 MHOKApIWTa.
B pe3yibsrare KOMITIEKCHOTO JICUCHHSI TOJIBKO Y TTALIMEHTOB
C MHOKapAWTOM OTMEYeHa TOCTOBEpPHAS TIOJIOKUTEIbHAST
mrHaMmrKa OB 1 6oee BRIpaskeHHOE, YeM Y OOJIBHBIX 0e3
MUOKapauTa, yiydlleHue no apyrum napamerpam (KO
JIK, CJIA). OcobGeHHO 3T0 Kacaaoch OOIBHBIX C OCTPBIM/
ITOIOCTPEIM MMOKApAWUTOM (CLIEHApUd OUATHOCTUKHU 5),
KOTOpEIM TIpoBommiiachk n 0omee aktuBHass UCT (puc. 4).
HecoMHeHHO, 3TH JaHHBIC HY>KIAIOTCA B JATBHEUIIICH ITPO-
BepKe Ha OOJIBIIIEM KOJIMUYECTBE OOJIBHBIX, OMHAKO IIPEaBa-
PpUTEIIBHEBIC PE3YJIBIAThI TOBOPSIT O TOM, YTO JICUCHIE MHO-
KapauTa B JOTIOJTHEHNE K KapAHOTPOITHOM Tepari OIpaB-
nmaHo mpr HKM. OHO OTKpBIBaeT peabHyIO TICPCIICKTUBY
YMeHbIIeHN JieTaTbHoCcT! Betencterue XCH u apummmii.

OGcyxpeHue

Hacrosgiiee ucciemoBaHue, BBIIOJTHEHHOE Ha 0OJIb-
0¥ KoropTe B3pocibix 00abHbIX ¢ HKM (103 yemoBeka),
BIIEPBBIE I10KA3aJI0, YTO MMOKAPOUT SIBJSIETCSI Yy ISTHUX
0OJIbHBIX HEe Ka3yMCTHKOM, HO 3aKOHOMEPHBIM (heHOMe-
HOM (BBISIBJIEH Y ITOJIOBUHbBI U3 HUX) Y IPUBOIUT K CYILIe-
CTBEHHOMY YTSDKEJICHUIO TedeHus 3abojieBaHust (ycyry-
OJIeHUIO JUCOYHKLMU MUOKAPIA, XKeJYIOUYKOBBIX apUT-
MUIA) 1 yXYALIEHUIO IIPOTHO3a (YBEJIMYEHUIO JIETAIbHOCTH,
CJlyyaeB TPAHCIUIAHTALMU U OIPaBIAHHBIX IIOKOB Ae(u-

[l Vicxomnas CIUIA
[[] Koneunas CIJIA

opwisitopoB). C Ipyroit CTOPOHBI, MUOKAPIUT SIBJISICTCS
TeM MOTEHIINATLHO KypaOeIbHBIM 3BEHOM, JICUCHIE KOTO-
pOTO TO3BOJISICT ITOCTHYh TOCTOBEPHOTO YIYUIICHUS
CTPYKTYPHO-(GYHKIIMOHAIBHBIX IOKA3aTejicii, B TO BpeMs
KaK B OTCYTCTBHE MUOKAapANTa CTaHIAPTHASI KapIHUOTPOII-
Hasl Tepanysl IIPUBOIUT JIMIIE K OIPeIeIeHHON CTa0MIM-
3aIUM COCTOSTHUSL. YeM ocTpee M aKTMBHEE MMOKAPIUT
y 60sibHBIX ¢ HKM, Tem GoJiee olyTUMBbI MOJIOKUTEbHbIE
PE3YIBTATHI €T0 CBOSBPEMEHHOTO JICUCHHSL.

Ho cux op B JIMTepaType YIIOMUHAIACH JIUIIITH OTICTb-
Hble ciydyan codeTaHusi muokapauta 1 HKM, kotopbie
TPaKTOBAJICh aBTOpaMU HEOAHO3HAYHO W BBUIY CBOCH
MAaJIOYMCIICHHOCTH HE TIO3BOJISUIM AENIaTh KaKUX-JIMOO
0000IIaommuxX BBIBOAOB. Ecim mnpum apuTMOreHHOM
mucriasuy 12K MuokapmuT OaBHO TIpU3HAH YaCThHIO
00JIC3HN 1 BBEIIBUTACTCS JaKe Ha POJIb OCTPOIt (pa3bl maH-
HoM Kapaumomuonatuu, To ipyu HKM omnmcanust HocST
TIOPOii TOBOJIBHO SK30THUCCKUIA XapakTep (B paMKaxX Cell-
cHca, TOKCOIUTa3Mo3a, Jmxopanku Q u mp. [10]), Muokap-
IUT HE pacCMaTpPUBAacTCS KaK YacThIii M 3aKOHOMEPHBIN
cnytHuK HKM. EcTb onucanus u 6osee TMIMMYHBIX MUO-
KapautoB npu HKM — ocTtporo, nmarHocTupoBaHHOIO
¢ momombio MPT i OMB [8, 14]; ocTporo ¢ pa3BuTieM
ycroviunBoit KT [7], a Takke BUPYCHOTO MMWOKapIuTa
y AeTeil u B3pocbix [6, 9]. B HemaBHei1 paboTte 3 CaHKT-
IlerepOypra MUOKapAWUT BbISIBIEH Y 5 U3 7 OOJbHBIX
¢ HKM npu nicciienoBaHN 3KCITIAHTAPOBAHHOTO CEPIIia
[15]. OgHako HeT paboT MO OIIEHKE YaCTOTHI MUOKAPIWTA
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B 0OoJiee CyIIECTBEHHBIX BbIOOpKax OoibHBIX ¢ HKM,
HE N3y4YaJINCh 9aCTOTa ¥ 3HAYCHNE XPOHNIECKOTO, JTATCHT-
Horo muokapauta y 6onbHbeix ¢ HKM n JIKMII, a Takke
C APUTMUSIMU, IPYTUMU TUITUYHBIMU MPOSIBJICHUSIMU CUH-
mpoma. OTmeTM, 4TO B Hammed nyommkammu 2012r
HE TOJIEKO MPHWBEICHBI OMHM M3 TEPBHIX OIMMCAHWIT MHO-
kapauta ipy HKM, HO ¥ BbIIBMHYTO TOJIOKEHUE O He-
CIIyIaifHOCTH TaKOTO codeTaHus [2], MOATBEPXKICHHOE
B HACTOSIILIEM PACILIMPEHHOM HCCJIEIOBAaHUU.

IIpupona BEISIBIICHHOTO HAMHU C BEICOKOM YaCTOTOM MHO-
kapauta y 6onbHbIXx ¢ HKM MoxeT obcyxnaTbcsi — Hallu
JTAHHBIC TOBOPSIT O TOM, YTO KaK MTHMMYM Y YaCTH OOJIEHBIX
5TO “OaHaNBHBIN~ BUPYCHBIN WM BUPYC-HCTaTUBHBIN, T.C.
B 1IeJTOM MH(MEKIIMOHHO-MMMYHHBI MHUOKApIOWT, KOTOPBIA
pa3BuBaeTcsl Ha OnaronpusitHoii mouse HKM. ¥ kakoii-to
YaCTH MAIICHTOB 3TO MOXET OBITh M BTOPUIHASI BOCIIAJIH-
TeJIbHAsI, ayTOMMMYHHASI TI0 TIPEUMYIIICCTBY PeaKIIvsl, BO3-
HMKAIOIIAsI B OTBET Ha IEPBUYIHOE ITOBPEXKICHIE Kapauo-
MHOIIATOB ¢ OOHAXXEHMEM WX aHTHTCHOB. DTO ITOBPEXKIC-
HHE, B CBOIO oOdYepedb, MOXET OBITh CBA3aHO Kak
C TCHETMYCCKUM Ae(PEeKTOM OEJIKOB KapIMOMUOIINTOB, TaK
M C XpPOHWYECKUM WJIM OCTPBIM WIIEMIUYECKUM TTOBPEXKIC-
HreM. OIHAKO KaKOBBI ObI HY OBUTH IIPYMHBI MIOKAPINTA,
OH CTAaHOBUTCSI BaXHBIM (PaKTOPOM IIPOTPECCHPOBAHMS
00J1e3HI 1 TPeOYeT CIeNATbHOTO JICUCHHS.

IIpeanonoxenue o BropuyHocTu camoro HKM B pam-
KaX MMOKAapIWTa He HaIUIO TOATBEPKICHMWS B HAaIIC
pabote, eMy TPOTHUBOPCUMT IICIBIA PsIl YCTAHOBIICHHBIX
(akToB: 1) MUOKApAUT AMATHOCTUPOBaH IouTH y 45%
0ONBHBIX C apuTMUYeckuM Bapuantom HKM, mipu koto-
pOM OTCYTCTBYeT cucToiauueckas aucyHkums JIXK;
2) MUOKAapIWT OUATHOCTUPOBAH, B T.U. ¢ IPUMEHCHUEM
OMOIICMY MHMOKapa, Y OOJIbHBIX C TCHESTHMUECKN BepUDH-
LIMPOBaHHBIM auarHo3om neppuyHoro HKM, a Taxke
y 6ompHBIX ¢ HKM 1 apyrumu dopMaMy TeHETUIECKU
JIETepPMUHUPOBAHHBIX KapAMOMHUOIIATHIA; 3) JIeYeHNE MHO-
KapauTa COIIPOBOXKIAIOCH JOCTOBEPHBIM BO3pacTaHUEM
®B 1 cokpamenueM pazmepoB JIZK, omHaKo K Mc4e3HOBe-
Huro npuzHakoB HKM 3t1o He mpuBomuno. Takum obOpa-
30M, €CTh BCE OCHOBAaHMSI YTBEPKIATh, YTO B OOJIBIITTHCTBE
cJIy4yaeB UIMEHHO MUOKAPIUT SIBJISIETCSI BTOPUYHBIM (DeHO-
MEHOM, KOTOPbIi1 pa3BuBaeTcs Ha ouse HKM.

Hanee, ycTaHOBJIeHa HECOMHEHHAsI KIIMHUIECKasT 3Ha-
YUMOCTb IPUCOETMHEHUSI MMOKapauTa y 00ibHbIX ¢ HKM.
XopoI10 M3BeCTHO (M CIIPaBEIINBO IIPAKTIUUECKY TSI BCEX
HaIlIAX TAIlMCHTOB), YTO, HECMOTPS Ha TCHETHMUYECKYIO TTPH-
pony, HKM MoxeT nosiroe BpeMsi HUKaK He MpPOSIBIISIThCS
1 OCTaBaThCs HEMMArHOCTUPOBAHHBIM. BMecTe ¢ TeM, TeHe-
TUYIECKU HETIOJTHOIICHHBII MUOKAPI SIBJISICTCS OJIarOIIPHsIT-
HOW MOYBO¥ T4 NMEPCUCTEHLINU BUPYCOB U Pa3BUTHS BOC-
maneHusd. IlpucoegwHeHMe MHMOKApaWTa CTAaHOBHUTCS
AMEHHO TeM (aKTOpOM, KOTOPEIN IIPOSIBISIET CKPBHITO
CYIIECTBOBABIIYIO 00JI€3Hb, YTO IIPOMCXOINT OCOOCHHO
SIPKO Y OOJBHBIX C TSDKCIBIM OCTPBIM MMOKAPIUTOM,
B T.Y. OCJIOXHEHHBIM HEKPO30M (MH(apKTOM) MHOKapaa.
OmHako, KaK U B CJIydae M30JIMPOBAHHOTO MUOKAPIWTa,

BocnajieHue npu HKM MoxeT HOCUTh TIEpBUYHO XpOHUYE-
CKUii xapakTep, uMuTupys kaptuny JJIKMIIT — B ee pa3Bu-
TAW OYEHb TPYOHO pa3meJnTh poibh camoro HKM (T.H.
HEKOMITAaKTHOM KapIMOMUOIIATHI) 1 MIOKAPINTA.

B cBeTe BBICOKOI 9acTOTHI MHMOKapmuTa (IIpu ¢heHO-
tune JKMII — 57,5%) TepMUH “HeKOMITAKTHASI KapauO-
MUoNaThsT” TIPEICTABISICTCS TeM OoJiee 3ay:KeHHBIM (HE
TOBOpPSI VK€ O TOM, YTO OH HEOOOCHOBAaHHO MCKIIIOYAET
cltyyau aputMudeckoro, uiemudyeckoro HKM 6e3 nuna-
tauuu JIXK). 1o cytu nena, mokaszaTesiv B mpaBoii KOJIOHKE
tabymisl 2 (HKM 6e3 MrmokapanTa) OTpaxaloT Ty CTeIIeHb
(GYHKIMOHAIBHBIX W CTPYKTYPHBIX HapyIICHUI, KOTOpasT
cBoiicTBeHHa u3oaupoBaHHoMy HKM: ®B okono 45%
(40-50%) n oueHb yMepeHHas cTerneHb muatauuy JIXK
Hanbosee TunmyHel it HKM. Ognako y 40% 311x 601b-
Hbix OB Obuta HuxXe 35%, 4TO He MO3BOJSIET CUYMTATh
YMEpPEeHHOCTh HapyIIeHHIT a0COMIOTHBIM KPUTEPHUEM; PeIb
WIET UMEHHO O cpedHMX 3HayeHusx. He odeHb xapak-
TepHbl st HKM B 11€710M ¥ peCTpUKTUBHBIE HApYILIEHUS,
0 9YeM CBUIETEIBCTBYET HOPMAJIIBHOE CpelHee 3HAUYCHIE
otHomeHuss E/A m yMepeHHas muiatalyisl TpeaCcepIuin
(B T.4. 1 y OOJIBHBIX C MUOKAPIUTOM).

3aciykmBaeT 0c000ro BHUMAHMS BIMSTHIE MUOKapInuTa
Ha ucxompl 3aboneBaHus. Eciam egmHCTBEHHAsT CMEpTh
C YCTaHOBJICHHBIM MEXaHM3MOM Cpelr OOJTBHBIX 0€3 MUO-
Kapouta ObUIa CBSI3aHA C MHOXECTBEHHON 3MOOJmMei
(B cocynbl MO3ra M cepilia), TO JeTalbHble UCXOAbl Y 0O0JIb-
HBIX C MMOKapIUTOM Pa3BUBATNCH BCIICACTBHE ABYX IJIaB-
HBIX TIpyInH: TepMuHaIbHOM XCH n aputmun (B T.4. CITy-
yay BHE3AITHOM CMEPTH y OONBHBIX C BOCITAIMTEIBHBIM
HEKpo30oM MHOKapma). To Xe KacaeTcsl M TpaHCIUIAHTa-
LI — €IUHCTBEHHbIN citydyait y 6071bHOM 6€3 MUOKapauTa
OB CBSI3aH ¢ HEKOHTPOJIMpPYyeMoit MA 11 MHOXeCTBEHHBIM
BHYTPHUCEPICYHEIM TPOMOO30M, B TO BpeMsI KakK BCe CIydan
y OOJIBHBIX C MMOKApINTOM — UCKITIoUnTeIbHO ¢ XCH.

O4YeBUIHO, YTO paHHSS TMATHOCTHKA U CBOEBPEMEHHOE
JIeYeHNe MUOKAPINTA OTKPBIBAIOT PEATbHYIO TICPCIICKTUBY
cHmkeHust cmeptHocti npu HKM. Becbma 1LieHHBIMU
TIPEICTABIIIOTCS TakKKe ITAaHHBIC, TTOYIeHHBIE B OTHOIIC-
HUU POJYM MUOKApAWTa KakK MpeauKTopa OMpaBIaHHBIX
cpabareiBanmii MKJI. C omHOI CTOPOHBI, MpUCOeAMHEHNE
MMOKapInTa IOJDKHO pacCMaTpUBAaThCA KaK CePhe3HBIN
dakTop prcKa BHE3AITHOM CMEPTH; C APYTOil, IMEIOTCS IIep-
CIIEKTHBBI €TO YCIEITHOTO IOmaBIeHMS (KaK MBI HaOJIIO-
JTJIM 3TO Y HAIIMX OOJIBHBIX, B T.9. C HEKPO30M MHOKApPIA)
¥ CHIDKCHUS 3TOTO prcKa. BIOOp BpeMeH! ISl IMIUIAHTA-
1 MKJI 1 yrouHeHue MoKa3aHuii K 3TOMY BMelllaTellb-
CTBY SIBIIIETCSI OMHUM M3 HETPOCTHIX BOIIPOCOB JICUCHUS.
BeposiTHO, B GOJBIIMHCTBE CIydacB OIIpaBIaHA PaHHSIS
WIMIUTAHTAIIMS YCTPOMCTBA Y TTAIMEHTOB C XKeIyI0UYKOBBIMU
apUTMUSIMHA, TIOCKOJIBKY COYeTaHHe OBYX CEpPhe3HBIX MX
MIPUYINH MOXKET 3aKOHYMTHCS TPArudecKH IO ITONTyYCHUS
a¢dexTa 0T MeIUKAMEHTO3HOI TePAaITHH.

Xyomwii IpoTHO3 ¥ OOJIBHBIX ¢ MUOKAPIUTOM, yCTa-
HOBJICHHBII B HallleM HMCCJICIOBAaHUM, HE 03HAYACT, YTO
JIedeHWe MUOKapauTa He maeT addekTa M He TOJLKHO
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IIPOBOAMUTHCS V TTOTOOHEBIX TTareHToB. CKopee, MOKHO
0o0CcyXmaTh HEIOCTATOUYHYIO arpecCMBHOCTH TaKOTO
nedeHust. CliemyeT OTMETUTh, YTO HAJTMUME TCHETUICCKH
HEIIOJTHOIIEHHOTO MMOKapaa OO0 HEKOTOpPOM CTeleHU
OrpaHMIMBAJIO HAC B HA3HAYCHUM BBICOKUX 103 KOPTH-
KOCTECpPOUIIOB; ITOJOXUTEIbHBIN 3G MEKT JIeUeHUST pas-
BUBAJICSI Y 3TUX OOJBHBIX HECKOJBKO ITO3XE, YeM IIpU
W30JIMPOBAaHHOM MHUOKapauTe. Ilo maHHBIM JIHMTepa-
TypBl, CIMHUYHBIC MOIBITKA 0a3WCHOM Tepalmyd MUO-
kapauta ipu HKM Ttakke He OTIM4aauch arpecCUBHO-
cThIO (B/B BBEIEHHUE AeKcaMeTa30Ha B mo3¢ 12 MI/cyT.,
[14]). OgHako M TIpUMEHEHHBIC HAMU CXEMBI JICUCHMUSI
Tanyd OYeBHOHBI 3G@EKT, KOTOPHIA MPOSBUICS
B D1ocTOBepHOM Bo3pactanny @B, cHIXKeHN 00BEMOB
JIK, CIJTA: 6e3 MroKapanTa TaKOM ITMHAMUKY He OBLIIO.
IlonyyeHHble AaHHBIE TOBOPSAT TakKXXe O TOM, YTO
IOJDKHBI OBITh OIICHEHBI W XECTKO C(HOPMYIUPOBAHBI
MOKAa3aHUS K HA3HAYEHUIO CTAHAAPTHOW KapAUOTPOITHOM
teparui XCH y 6ompHbeIx ¢ HKM 0e3 BBIpaXXeHHOM
ncxomHoit muchyHkumy JI2K: yaIuThIBasST BBISBICHHYIO
HaMU TEeHICHIMIO K yBemmueHUo oobeMa JIK m CIJIA
y 6ombHBIX ¢ “ymcteiM” HKM Ha ¢oHe HeBBICOKOI
4acTOTHl Ha3HauUeHUs [3-6j10kaTopoB, MHTHOUTOPOB AITD
1 0JIOKATOPOB MUHEPATTOKOPTUKOMIHBIX PEIICIITOPOB, MBI
cunTaeM HEOOXOOWMBIM ITOCTaBUThH BOIIPOC O BO3MOXKHO
OoJiee paHHEM Ha3HAUYCHUH XOTSI OBI IICPBBIX IBYX KJIACCOB
npenapaToB y 60JbHbIX ¢ n1uarHo3oM HKM, HezaBucumo
OT BBIPAXXEHHOCTH UCXOOHBIX CTPYKTYPHO-(YHKITNOHAb-
HBIX HapylieHW. 3amadeii-MUHUMYM B JICYCHUM STHUX
OOJIBHBIX SIBIISICTCSI CHOEPXKATh IIPOTPECCUPOBAHUE IIHC-
GyHKIIMM MHOKapma, ONHAKO MOXHO pPacCUMTHIBATH
W Ha HEKOTOpOe CTabMiIbHOe yaydmieHue. IIpucoenmae-
HHEe MAOKapauTa Jaaxe Ipu coxpaHHoit PB memaet mmoka-
3aHMS K ctaHgapTHoi Teparmt XCH abcomoTHEIMU.
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OPUIMHAJIbHBIE CTATBA

CPABHUTEJIbHOE UCCJIEBOBAHVUE UHOOPMATUBHOCTU HEUHBA3UBHbIX METO0B
AWATHOCTUKU BOCMAJIUTENbHbIX 3ABOJIEBAHUA MUOKAPOA

TutoB B. A., UrHatbesa E. C., MutpodaHosa J1. b., Peixkosa [1.B., 3sepes [.A., Nlebenes [.C., Monceesa O. M.

LUenb. OueHNTb AMarHoCTUYECKYI0 3HAYMMOCTb HEMHBA3MBHbLIX METOL0B AMarHo-
CTUKU MUOKapAmTa.

Martepuan u Metogbl. B nccnegosanme BktodeH 141 naumeHT ¢ Nofo3peHvem
Ha MyokapamT (104 myxunHbl, 37 XeHLwH; B Bo3pacTe 11-69 net; cpennwnii Bo3pacTt
42,7+13,7 net). Bcem naumeHTam, Hapsizly C KIMHUYECKMM 06CNnefoBaHEM, MPOBO-
OUNCb CTaHAAPTHOE 3xokapamorpaduyeckoe WCCnefoBaHWE, MarHWTHO-Pe3o-
HaHcHas Tomorpadus (MPT) cepaua ¢ KOHTPACTHBIM YCUIEHNEM M SHOOMVOKaPAM-
anbHasi 6uoncms (AMB) ¢ rMCTONOrMYECKM U UMMYHOTUCTOXUMUYECKUM aHANIM30M.
Kpome Toro, npoBoamnoch onpeaeneHne YpoBHS LIMPKYIMPYIOLWMX KapayoTPOMHbIX
ayToaHTWTeN, OLEeHKa ypoBHs TporoHuHa | 1 C-peakTmBHoro 6enka.

PeaynbTrarbl. He BbISIBNEHO CTATUCTMYECKU 3HAUMMBIX OTIMYUIA MEXAY NauyeH-
TaMu ¢ MMOKapAMTOM 1 AunaTaunMoHHON kapavomuonatuen (AKMIM) npy aHanuse
KJIMHWKO-2HAMHECTUYECKUX U CTaHAAPTHBLIX aBopaToOpHbIX AaHHbLIX. YCTaHOB-
NleHbl Pa3nnyms B YPOBHE LMPKYAVPYIOLLMX Kapamocneundrnyecknx ayToaHTuTen
y 60nbHbIX ¢ MUokapauTom U JKMI no cpaBHEHWIO C MPakTUYeCkn 300POBLIMU
foHopamu kpoBu. OpHako npoduab ayToaHTUTeN y 6ONbHBIX C MUOKApAUTOM
n KM pasnuyancs ToNbkO MO YPOBHIO ayTOAHTUTESN K CEpOe4YHOMY MUO3NHY
(xz=6,0; p=0,014), umtonnasmaTmyeckomy aHTureHy kapamommouuntos CoS-05-
40 (x2:10,2; p=0,001) n 6enky TpaHcnokatopa afAeHWHOBbIX HykneoTnaos ANT
(anuton EGS) (x2:10,7; p=0,001). YyscTBUTENLHOCTL MPT Cepaua ans auMarHo-
CTVKM MMoKapamnTa coctasuna 67%. Mpy 0CTPOM MUOKapAWTE YYBCTBUTENBHOCTb
MPT cepaua 3HaunTeNnbHO Bbile, YEM MPU XPOHUYECKOM BOCMANIMTENBHOM NPO-
uecce: 85% 1 63%, COOTBETCTBEHHO. Y NALMEHTOB C XPOHUYECKUM NOrPaHNYHbIM
MWOKapAMTOM YYBCTBUTENBHOCTb HEe NpeBbiwana 55%.

Bakniouenune. MoatBepxaeHa HW3Kas LMArHOCTMYECKAs LEHHOCTb KIMHUKO-
aHAMHeCTNYeCKVX AaHHbIX, @ TakXe AaHHbIX CTaHAApTHOro nabopaTopHOro
N VHCTPYMeHTanbHOro 06CnefoBaHNs B AMArHOCTUKe Muokapamta. Y 60nbHbIX
¢ muokapantom 1 KM BeisiBneH cneumdunyeckunin npoduib ayToaHTUTEN, OTINY-
Hbli OT NPaKTUYECKM 30POBbLIX LOHOPOB KPoBU. MPT o6nafaet HambonbLuei vyB-
CTBUTENbHOCTBIO 151 AMAarHOCTMKM OCTPbIX GOPM MUOKapAUTOB. [py XPOHUYECKOM
MVOKapAUTE YYBCTBUTENBHOCTb 3aBUCUT OT aKTUBHOCTY BOCTANIEHUS, YTO AMKTYeT
HeobX0AMMOCTb BbINOMHEHWS 3HLOMUOKAPAMANbHON Buoncum.

Poccwiickuii kapauonoruyeckuii xypHan 2018, 2 (154): 53-59
http://dx.doi.org/10.15829/1560-4071-2018-2-53-59
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MPT, nnarHocTuka.
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COMPARATIVE STUDY OF SIGNIFICANCE OF NON-INVASIVE DIAGNOSTIC METHODS IN INFLAMMATORY

DISEASES OF THE HEART

Titov V.A., Ignatieva E. S., Mitrofanova L. B., Ryzhkova D.V., Zverev D.A., Lebedev D. S., Moiseeva O. M.

Aim. To evaluate diagnostic significance of non-invasive methods of myocarditis
diagnostics.

Material and methods. To the study, 141 patient included with suspected
myocarditis (104 males, 37 females; age 11-69, mean age 42,7+13,7 y.0.). All
patients, together with clinical assessment, underwent standard echocardiography,
magnete resonance tomography (MRI) of the heart with contrast enhancement and
endomyocardial biopsy with histological and immunohistochemical analysis. Also,
the levels of circulating cardiotropic autoantibodies, troponin | and C-reactive
protein were measured.

Results. There were no significant differences between patients with myocarditis
and dilation cardiomyopathy (DCM) in analysis of clinical, anamnestical and
standard laboratory data. The differences found, in levels of circulating cardiospecific
autoantibodies in myocarditis patients and DCM comparing to almost healthy
donors. However the profile of autoantibodies in myocarditis and DCM patients
differed only by the level of autoantibodies to cardiac myosin (x2=6,0; p=0,014),
cytoplasmic antigen of cardiomyocytes CoS-05-40 (x2=10,2; p=0,001) and the
adenine nucleotide translocator protein ANT (epitope EGS) (x2=10,7; p=0,001).

Sensitivity of MRI for myocarditis diagnosis is 67%. In acute myocarditis MRI
sensitivity is significantly higher than in chronic inflammation: 85% and 63%,
respectively. In chronic borderline myocarditis the sensitivity is no more than 55%.
Conclusion. Low diagnostic significance of clinical and anamnestic data confirmed,
and the data of standard laboratory and instrumental investigation, in diagnostics of
myocarditis. In patients with myocarditis and DCM there was a specific autoantibodies
profile found, different from that of almost healthy donors. MRI shows the highest
sensitivity for acute myocarditis. In chronic one, sensitivity depends on inflammation
activeness, making necessary the biopsy.

Russ J Cardiol 2018, 2 (154): 53-59
http://dx.doi.org/10.15829/1560-4071-2018-2-53-59

Key words: myocarditis, dilation cardiomyopathy, biomarkers, MRI, diagnostics.
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Saint-Petersburg, Russia.

53



Poccuiickuin kapayonoruyeckuin xypHan N2 2 (154) | 2018

JnmarHocTnKa MHOKapAWTa IIO-TIPEXHEMY IIPEICTaB-
JIIeT 3HAYUTEIBHYIO TPYOHOCTH UIST MPAKTUKYIOIIETO
Bpava. [Ipexme Bcero, 3TO CBsSI3aHO C KpaifHe pa3HO-
00pa3HoOl KIMHUYECKOM KapTUHOU 3a00JieBaHMsI, BapbU-
pyIoIIei OT MaJlo- WM 0€CCUMIITOMHEIX (hOPM IO TSLKe-
JIBIX KIIMHUTYECKMX COCTOSTHUM, TaKMX KaK OCTpasi cepred-
Hasl HEAOCTAaTOYHOCTD, XXM3HEYTPOKAIOIINe HapyIICHUS
pUTMA VTN KapIUOTCHHBIN IITOK.

B cBs13u ¢ mpeobramaneM MaJOCUMITTOMHBIX (popM,
WCTUHHAS pPacHpOCTPAaHEHHOCTh MUOKApAWUTa HEU3-
BECTHA W IO OAaHHBEIM ayTOICHUWHBIX WMCCICIOBAHMI
kosebiercs ot 2 0o 42% [1]. Bmecre ¢ TeM, MUOKapAUT
ocTaeTcs OOHOI M3 BEAyIIMX NMPUYMH BHE3aITHOI cep-
JEYHO CMepTH, 4acToTa KOTOpOil mocturaet 8,5%,
a y nuu Mojioxe 35 ner — 15% [2].

TpymHOCTH B IMAarHOCTHMKE MUOKapaWTa 00YCIIOB-
JICHBI TakKXe HEOOXOIMMOCTBHIO MOP(HOIOTrUIECKOTO
MMOATBEepXKACHNSA muarHo3a. OmHaKO HIOMHOKApIU-
anpHas oworicusi (DMDbB) mpoBonuTCS TOMBKO B CIie-
MUATU3UPOBAHHBIX MEOINIIMHCKUX IIEHTpaX U TpeoyeT
HaIW4YWs KBaIW(GUIMPOBAHHOTO MeEIIIepCoHala.
JOTIOTHUTEIbHEIM OTpPaHUYCHUEM OaHHOTO MeTona
ocTaeTCs HU3Kasl YyBCTBUTEIHLHOCTDH, O0YCIIOBICHHAS
JIOKAJIbHBIM XapaKTepOM BOCIAJUTEIbHBIX HM3MEHE-
HAU MHUOKapaa W MaJbiM OO0OBEMOM ITOJIy4aeMOTO
Mmarepuana [3].

PyrunHBIE METOOB OMATHOCTUKHA MHUOKapAuWTa,
TaKre KaK 3JeKTPO- M 3XOKapamorpaduieckoe uccie-
ITOoBaHME, OIEHKAa YPOBHS MapKepOB IOBPEKICHUS
MHOKapIa M BOCHAJICHWS MMEIOT ITOBOJBHO HU3KYIO
cnenuUIHOCTh. B TociemHee BpeMs IIMPOKOE pac-
IIPOCTPAaHECHNUE IUIST BEHIABICHMS BOCIHANICHHS B MHUO-
Kap/ie TToIy4Yria MarHUTHO-pe30HaHCHAsI TOMOTrpadust
cepamma (MPT). B 2009t yrBepxkmensl MP-kputepuu
BOCHIAJIUTEBHOTO 3ab0JIcBaHMS MMOKapaa: OTeK,
TUTIepeMHsT W ITIO30HEe KOHTpAacTHOE ycuiieHue [4].
OnHako B MPEOIICCTBYIOIINX paboTax MMEIOTCS yKa3a-
HUS Ha CYIICCTBEHHYIO BapnuaOeIbHOCTh YYBCTBUTEIb-
HOCTM METOJa B 3aBUCHUMOCTH OT IJHTEIHLHOCTHU
1 aKTUBHOCTH BOCITAJIUTEILHOTO IIpoIiecca.

Hcxonst 3 COBpeMEHHBIX IIPEICTABIICHUI 00 ayTONM-
MYHHO TIpHpojAe BOCITaJiecHNMS MUOKapaa, 110 MHEHUIO
OOJIBIIMHCTBA SKCIEPTOB, UISI OTUATHOCTHKM MMOKap-
IATA TIPEACTABIISICTCS 1IeJIeCO00pa3HBIM OIICHUBATH YPO-
BeHb KapOWOTPOITHBIX ayroaHThUTe]d. OmHAKo, IO JaH-
HBIM psIIa WCCIICOOBAHUI, KapAMOTPOITHbIC ayHTOAHTH-
Tesla BBISBIAIOTCS Y 9-57% OGONBHBIX C AMIATALIMOHHON
kapauomuonarueir (JIKMIT), y 27,6% GONBHBIX C CUCTO-
JINYECKON TUCPYHKIMEH MUOKapaa HWIIEMHUYCCKOTO
redesa u gaxe y 2-25% 300pOBBIX JIULI, YTO PE3KO CHU-
JKaeT IMarHOCTUYECKYIO LIEHHOCTh MeToza |3, 6].

B cBsa3m ¢ 3TMM, IIeb HACTOSIIETO MCCIeHOBa-
HUSI — OICHUTH TMaTHOCTUYCCKYIO 3HAYMMOCTb HEMH-
Ba3MBHBIX MCTONOB BEISABICHHUS MHOKApIWUTa y OOJb-
HBIX ¢ MOP(OJIOTHIECKH MTOATBEPXKICHHBIM 3a00JIeBa-
HUEM.

MaTepuman n metopapl

Bce mccnmemoBaHMSI BBIIIOJTHEHBI B COOTBETCTBUH
CO CTaHmapTaMHM HamIeXallel KIMHWICCKON IpaKTUKU
¥ TIPUHINIIAMH XeJIbCMHKCKOM ITeKIapalliy Iocye OoI-
nucaHnsg WHGOPMHPOBaHHOTO corjacusa. I[IpoTokoir
HCCIICTOBAHMUS OMO0PEH JTOKAITBHBIM STUIeCKIM KOMUTE -
oM OI'BY “HMMUII um. B.A. AnmazoBa” Mun3npasa
Poccun.

B uccienmoBanue BKmoueH 141 maumeHT ¢ Tomo3pe-
HUeM Ha MuokapauT (104 MmyXawnHbI, 37 XEHIITUH; B BO3-
pacte 11-69 net; cpennuii Bo3pact 42,7+13,7 net). Jdusa
BKJTIOUCHUSI B MICCJIEIOBAHUE UCITOIb30BAINCH KPUTCPU
IWAaTHOCTHKM BOCTIAJIMTEIHHOTO 3a00JIeBaHNSI MUOKap/Ia,
MpemIoKeHHBIe 3KCIEPTHOM Tpymmoi EBporeiickoro
obI11ecTBa Kapanoiaoros [3].

Bcem manmeHTaM MPOBOIMIIOCH 3XOKapauorpadmde-
ckoe uccnenoBanne (OxoKI') mo cranmapTHOMY IIPOTO-
KOJY.

CHIBOpOTOUYHBINT ypoBeHb C-peaKTMBHOIO Oejika
(CPB) ompenmensiaca TypOMIUMETPUUCCKUM METOIOM
Ha aHanm3aTope “Cobas Integra 400+”. O1ieHKa CBIBOPO-
TOYHOII KOHIIGHTpAalMM TPOIIOHMHA | mpoBommiIach
NMMYHOMEpPMEHTHBIM MeToIoM Ha aHanm3aTope Elecsys
(Roche Diagnostic).

Hdnsg m3ydeHUS LUUPKYIAPYIOMMNX KapIUOTPOITHBIX
ayTOAHTUTE]T HWCIIOJIb30BAIMCh CTaHIAPTU30BaHHBIC
nMmyHodepMeHTHBIe (MMMDA) TecT-CUCTEeMBI TPYMIIBI
BJIN-TECT (MULL “Ummynkyayc”, MockBa, Poccus).
B cBrIBOpOTKEe KpOBU ITAIIMEHTOB OIIPEHEIISUIM COmepsKa-
HUE ayTOAHTHUTENI HAIPaBICHHBIX K aHTUTCHY IIUTOCKE-
neta kapauoMuontoB CoM-02, muToruiasmMaTuaeckomMy
aHTuTeHy KapaumomuonuToB CoS-05-40, antureny NO
cuaTeTassl (NOS), kaparnommosnHy L 1 KoutareHy. Bee
OeJIKOBBIE aHTUTEHBI BHIACSUIMCH B taboparopun MULL
“VIMMyHKYJTyC” C TIOMOIIBIO OOIIETTPUHSIITHIX XPOMATO-
rpacdmaecKnx MeTomoB. Kpome Toro, orpeaeisiiin comep-
KaHWE ayTOaHTUTEI K IBYM MENTUOHBIM (pparMeHTaM
OeKka-TpaHCIOKAaTopa AaJIeHWHOBBIX HYKJICOTHIOB
(ANT-1 m ANT-2), 6enky p53, MUO3MH-CBSI3BIBAIOIIEMY
6enky MyBPC3, M, -xonuHopeuenTopam u (hparMeHTy
BHCKJICTOYHOW meran [ -anpeHopenentopa. CuHTe3
MEeNTUIHBIX (DparMEeHTOB OCJIKOB BBITIOJTHEH KOMIIAaHUCH
“Peptide 2.0 Inc” (Chantilly, CIIIA).

MPT cepnua BeimoaHsyii Ha MP-tomorpadge
MAGNETOM Trio A Tim, Siemens ¢ HaIPsSKEHHOCTHIO
nosst 3,0 T, Coop TaHHBIX TPOU3BOIVIIM B peXXUMeE CUH-
xpoHm3annn ¢ DKI. [ oleHKM CTEIIeHN aKTUBHOCTH
BOCITAJICHUSI WMCIOJIb30BAIMCh AUAarHoctmicckue MP-
kputepun Mmuokapauta (Lake Louise Consensus Criteria):
(okampHOE MM T100ATBHOE MOBHIIIICHNE WHTCHCUBHO-
cti MP-curnana Ha T2 B3BEIIEHHBIX W300pakeHUSIX
(T2-BW) (ompenmeneHme OoTeKa MHUOKAapiAa), YBEIMICHHC
Ko dULIMeHTa TI00aIBPHOTO PaHHETO KOHTPACTHOTO
YCWJICHUSI MUOKapia (OIpelnejeHrne TUIIEPEMUN MHO-
Kapma), HaJTM4Jre 09aroB ITO3IHETO KOHTPACTHOTO YCHJIC-
HUs B MAOKapje (oImpeaeieHre HeKpo3a 1/ pubposa

54



OPUIMHAJIbHBIE CTATBA

Tabnuua 1

KnuHnyeckasi xapaktepucTuka 60bHbIX C MOPOSIOrMYECKM A0KYMEHTUPOBAHHbIM MyUokapauTom u AKMIN

Bospacr, net

Mon, m:x

UMT, Kkr/m°

Cumntomel CH, % (n)

IVPK CH, % (n)

Bonesoii cuHapom, % (n)
XKenyno4koBsble HapyLleHns putMa, % (n)
bubpunnaums npeacepamii, % (n)
Oxokapavorpadus

JleBoe npencepave, MM

KOO, mn

®B no CumncoHy, %

MpaBbiii xenynoyek, Mm
MarHuTHO-pe3oHaHcHas ToMorpadpus (n=70)
EGE+LGE+ T2-W, % (n)
T2-W+LGE, % (n)

LGE, % (n)

JlaBopatopHble MeToAb!
TponoxuH | >0,03 Hr/mn, %
C-peakTuBHbIi 6enoK, Mr/n
MIMMYHOrMCTOXUMUYECKUI aHann3
CD3+ T-numdouuTsl

HLA-DR, 6annbi ot 0 go 4

MauueHnTsl ¢ MMOKapanuToOM

n=100
41,8+13,3
75:25
26,1

67% (67)
30% (30)
25% (25)
68% (68)
34% (34)

4417 4
188,8+11,8
43,5+16,1
32,5746,1

19% (12)
34% (21)
90% (58)

36%
3(1,2;8,2)

18,08+6,8
4(3;4)

MaupenTsl ¢ AKMI
n=41

44,9+14,7

29:12

26,7

87% (36)*

36% (15)

17% (7)

53% (22)

48% (20)

49+7,0*
228,9+16,8*
31,1£13,7*
35,2+6,8*

0*
o*
82% (14)

33%
4(1,64,6)

5,24%2,4*
2(2;3)*

MpumMeyaHue: AaHHble NPEACTaBNEHb! B BUAE CPEAHEro apudMETUIECKOro 3HadYeH s (M), CpeaHeKBaApaTUHHOMO OTKIOHEHUS (G) U KONMYECTBA NPU3HAKOB B rpynne (n).

[LocTtoBepHOCTb pasnuumii * — p<0,05.

CokpauweHnus: CH — cepaedHas HeaocTaTodHOCTb, DK — dyHKuMoHanbHbI knace, KOO JIK — KoHeuHo-auacTonmyeckunii o6bemM nesoro xenynoyka, ®B JIK — dpakums
BbIGpOCA NEBOro Xenyaoyka, EGE — paHHee KoHTpacTHoe ycunenue, LGE — no3pHee KOHTpacTHoe ycunenue, T2-W — oTek Myokapaa.

Tabnuua 2

YacTtoTa BbiIBIeHUS NOBbILLEHHOr0 YPOBHS KAPAUOTPOMHbIX ayTOAHTUTEN Y NaLMEeHTOoB ¢ MuokapauTom, AKMI

M y 30,0POBbIX JOHOPOB KPOBU

C MMOKapanTom

AyTOaHTMTENa K 3NUTONamM aHTUreHoB MaumeHTsl
MYBPC3 32%
ANT (anuton VDP) 24%
ANT (anuTon EGS) 23%
BHeknetoyHas neTns [31-a,upeHopeuenTopa 43%
p53 44%
AHTUreH upTockenerta kapanommoumTos CoM-02 32%

LinTonnasmaruyeckmii aHTureH kapanommoumtos CoS-05-40  30%

CepaeyHblit MUO3UH 31%
NO-cvHTa3a 17%
Konnarex 40%
M2-xonuHopeLenTopsl 34%

Maumnentsl ¢ AKMI

29%
33%
0%

47%
52%
28%
6%

1%
1%
28%
35%

300pOoBbIe LOHOPLI
KpoBu n=30

10%
7%
3%
3%
3%
0%
17%
0%
0%
10%
7%

JocToBEPHOCTbL
pasnuunin

%’=6,6; p=0,04
=6,98; p=0,03
x*=15,2; p=0,0005
x*=22,7; p<0,0001
x*=22,7; p<0,0001
%*=19,7; p<0,0001
%*=10,7; p=0,005
%=20,4; p<0,0001
x*=9,7; p=0,008
%*=9,6; p=0,008
x*=10,3; p=0,006

CokpauweHus: MYBPC3 — M103nH-cBsA3biBatoLLmii npotenH C, ANT — 6enok 23 TpaHciokatopa aaeHVHOBbLIX HYKNeoTUA0B, P53 — TPaHCKPUMLMOHHLIA hakTop, peryim-
PYIOLLWIA KNeTouHbIN uykn, CoOM-02 — aHTuren umtockeneta kapamommoumtos CoS-05-40 — umtonnasMaTMyecknini aHTUreH KapavoMy1oLIMTOB.

B muokapae) (LGE). JInartos “mMmmokapant” 1o JaHHBIM

MP-tomorpaduu cepauia yctTaHaBIUBaad, €CIM OOHapy-
XeHbI 2 1 60s1ee MP-kputepus, ipeainoxenHsle Friedrich

MG, et al. (2009) [4].

IIpaBoxenynoukoBast DMbB BeIONHSIIACH TTOJ MECT-
HOM aHecTe3Mell, ¢ MOMOIIbI0 OMOTOMOB KOMIAHUU
“Cordis”, sIpeMHBIM HOCTYIIOM II0H (hJIyOpPOCKOIIYe-

CKUM KoHTpoJieM. [IpousBogunm 3abop 5 OuonTatoB
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Puc. 1. Mpodunb aytoaHTuten y 60bHbIX ¢ Mokapantom, AKMIT n npakTnyecku 300poBbIx i,
Cokpauwenus: MYBPC3 — Muo3uH-ceasbiBaowwin npotend C, ANT — 6Genok 23 TpaHciokatopa afeHVHOBbLIX HYKNeoTuaoB, P53 — TPaHCKPUMUMOHHLIA hakTop,
PerynvpytoLwmii KneTouHblii uykn, CoM-02 — aHTureH umtockeneta kapavomuountoB CoS-05-40 — uuTOonnasmaTvyeckuii aHTUreH kapamommoumutos, M2-ChR —

M2-xonnHopeuenTop.

U3 MEXCKEITYIOYKOBOI IIeperopoaKN M BEPXYIIKH IIpa-
BOTO XXeJIyaodKka. BceM manmeHTaM BBITIOHSIITA THCTOJIO-
rudeckoe 1 nMmmyHoructoxummieckoe (MI'X) nccneno-
BaHMe OMONTATOB. [MarHo3 MIMOKapanUTa YCTaHABINBAJIN
B COOTBETCTBMU C peKoMeHmaumsiMu EBpomeiickoro
obmecTBa maToyioroB [3]. MMOKapaIWT TMArHOCTHPO-
BaJIcs B ciydae BeIssBIeHMSI 0oj1ee 7 CD3+ -T-mmMdbornm-
TOB/MM2 B Omonrare Muokapaa. Ha ocHoBanuu MarOypr-
CKMX KpHUTEPHEB TIPA HATMINK HEKPO3a KapaIHOMHUOIIH-
TOB U BOCHAJIMTEIIFHOTO MHQWIBTPaTa, BKIIIOYAIOIIETO
He MeHee 14 NMEeHKOIMTOB Ha MMZ, ITHATHOCTHPOBAIIN
aKTUBHBIE MUOKApOUT. OTCYTCTBHE THCTOJIOTHYECKUX
MMPU3HAKOB HEKPO3a KapAUOMMOIIMTOB MPU HAJIMINU
BOCITAJINTEIBHOM WHQIWIBTPAIIMN paceHUBAIN KakK
IMOTPaHWYHBIN MAOKAPINT.

CraTUCTUYCCKUI aHalN3 IIPOBOIWIM C IIpHUMCEHE-
HHeM IporpaMmbl Statistica for Windows v.10.0 (StatSoft
Inc., CIIIA). [TapameTprmiecKue MoKa3aTeIN MIPEaCTaB-
JIEHBI B BUJE CpeIHEero apudmeTnieckoro 3HaueHus (M),
CPEeTHEKBaIPATUYHOTO OTKJIOHEHUs (C) M KOJWYeCTBa
MIPU3HAKOB B TpyIIIe (n), HeITapaMeTpUIECKIEe — B BUIIE
MeIWaHbl M KBapTuiiel. 11 BBISIBICHUS HE3aBUCHUMOTO
BIMSTHUS Ha KOJIMYECTBCHHBIC ITOKA3aTeIM KAadeCTBCH-
HBIX (haKTOPOB MCIIOIB30BANIACh IIpoIleaypa OmHOdaK-
TOPHOTO ITucniepcuoHHoro aHaam3a (ANOVA), mjis moka-
3aTeNeil ¢ pacIpenejicHHeM, OTIIMYHBIM OT HOPMAalb-

HOTO, — HeIlapaMeTpUUECKNe KPUTCPUU: MeTUaHHBIN
n Kpackena—Yommca. IIpoBommiacs ROC ananms
C oIpenesiecHNeM IyBCTBUTEIIBHOCTH M CIICHIMMUIHOCTH.
Kputepuii 3HaUMMOCTM YCTaHAaBAMBAJICI Ha YPOBHE
p<0,05.

Pesynbrathbl

B xonme uccienosanusga DMB BreimosHeHa 141 manm-
SHTY C TTOHO03peHNEeM Ha MHOKapauT. OCHOBHBIMU TTOKa-
3aHUAMMU IS BhIIONIHEHUS OMDbB Opuin: Hanuuue 6oJie-
BOTO CHHApPOMA y OOJBHOIO C MHTAKTHBIMM KOPOHAap-
HBIMU apTepUsIMM II0 JAaHHBIM KOpPOHapOaHTHOTrpaduu
(n=32, 22%), HegaBHO BO3HUKIIIE! 1 OBICTPO IIPOIpeC-
cupylollei cepaeuHoi HemocrarouHoctu (n=103; 73%),
KEJIYTOYKOBBIX WJIM HAIKCIYIOUYKOBEIX HapYIICHUMA
putMa (n=122; 86%), B ToM unciie B 63% ciydaeB — XKu3-
HEOMACHBIX (3KEJIyIOYKOBAsT TaXUKAPAUS WA QUOPIILISI-
s KeIyIoukKoB). KpoMe TOro, yIMTHIBAJIOCH MOBHIIIIC-
HUE YPOBHSI MapKepa MOBPeXIeHNS MIOKapaa — TPOIIO-
HUHa |, KoTophIii GBI TOBBIIICH Y 26 (27%) NallMeHTOB,
¥ MapKepa BocriaieHus — C-peaKTHUBHOTO Oejika, KOTO-
polii ToBbIIaNcs y 28% 6GonbHbIX (n=30). B 3aBUCHMO-
CTH OT pe3ysbTaToB ODMB, manmeHTHl pa3necHbl Ha IBE
TPYIIIBL: ¢ MOP(MOIIOTMIeCKN JOKYMEHTUPOBAHHBIM MO~
kapmutoM (n=100) 1 IKMII (n=41). Ux ximmHn9IecKast
XapaKTepHUCTUKa IIPEeICTaBIeHa B Tabmmie 1.
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Puc. 2. 30Hbl HaKoMNeHWs KOHTPACTHOrO Npenaparta cybanvkapAvanbHbIMKU OTAENaMK M1MoKapaa 6asanbHbiX U CPEAHUX CErMEHTOB HKHEN U 3afHel CTEHOK N1eBOro
Xenyaouka.

AHamm3 3xoKapauorpaduuecKnx TaHHBIX IT0KAa3ajl,
YTO YBEIWYECHHE KOHEYHO-IMACTOJIMYCCKOTO O0bheMa
JIEBOTO KeJIyIoYKa W CHIKCHIE €ro TJI00aIbHOM COKpa-
TUTEJBHO CITOCOOHOCTH, KaK IPAaBUJIO, XapaKTePHO IS
60spHBIX ¢ IKMII, y KOTOpPBIX OTCYTCTBOBAIA MOP(HOJI0-
rUIecKre Kputepu Muokapanta. C 9yBCTBUTEIBHOCTHIO
84% w crietmuaHOCTHIO 96% Ha 3TO YKa3bIBAJIO YBEJIN-
YeHNEe KOHEUHO-INACTOINIECKOTo 00bheMa 6oee 110 mr.

JocToBepHBIC pa3IMIMs B YPOBHSIX KapaUOTPOITHBIX
ayTOAHTUTE]I OOHAPYXEHBI y OOJBHBIX ¢ MHOKAPIUTOM
u JIKMII B cpaBHEeHNH CO 3MOPOBLIMU JOHOPAMU KPOBU
(tabn. 2). OmHAKoO pa3audus YPOBHEM ayTOAHTHUTE]
MeXny nauveHTaMu ¢ MuokapautoM u JIKMII otMme-
YeHBI TOJIPKO B OTHOIIICHWM ayTOAHTHUTEN K CepACTHOMY
MUO3UHY (X2=6,0; p=0,014), uMTOIIa3MaTUICCKOMY
aATHTeHy KapauomuouuToB CoS-05-40 (X2=10,2;
p=0,001) m GenKy TpaHCIOKAaTOpa afcHMHOBBIX HYKJICO-
taoB ANT (emurorr EGS) (X2=10,7; p=0,001) (puc. 1).
ITpu poBenenn ROC aHanmm3a He BBISIBICHO OTUATHO-
CTUYECKOM 3HAYMMOCTH MCCIICIOBAHUS STUX OMOMapKe-
poB B muddepeHINaIbHOM IUAarHO3¢ MEXKIy BOCIIAIM-
TeJILHBIM 3a00ieBaHMeM MuokKapaa u JJKMII.

MPT cepaua BeitonHeHa 70 mamueHTaMm ¢ Bepudu-
POBAaHHBIM MHUOKApIUTOM, U3 HUX Y 47 OuarHo3 ycTa-
HOBJICH YK€ Ha 3Tarle IPOBeIcHNS NCCIefoBaHMSI. TakuM
00pa3oM, IyBCTBUTEIBHOCTh JAHHOTO METOHa COCTaBUIIa
67%. 13 ocraBiuxcs 60abHbIX Y 21 (91%) oGHapyKeHO
TOJIBKO TTO3THEeEe KOHTPACTHOE YCUJICHHE, a Y IBYX TaIlH-
eHToB (9%) — rumnepemusi muokapaa. Ilpu anaamse
MMAIeHTOB C OCTPBIM MMOKapautoM (n=13) mmarfos
Ha artanne MPT wuccinenoBaHusl yaajoch noctaBuTh 11
mareaTaM. TakuM 06pa3oM, YyBCTBUTEILHOCTh METOIA
[P OCTPOM MHUOKapAuTe cocTaBuia 85%. Y AByx maiu-
€HTOB C JIOXXHOOTPHUIIATSIFHBIMI Pe3yJbTaTaMU OOHapy-
XKeH TOJIbKO onnH MP-kputepuii — Io3mHee KOHTPACT-
Hoe ycwreHue (LGE) wim rumepemus.

Ha ocHoBanuu ananmsa MPT cepaiia, XxpoHn4ecKuit
MMOKAPAUT AUArHOCTHPOBAH y 35 u3 56 GOJbHBIX, YTO
TTO3BOJIMJIO TOBOPUTH 0 63% YyBCTBUTEIIBHOCTU METOA.

Huskas nadopmatnBHOcTh MPT cepmiia momyueHa y 21
MMaIMEeHTa, Y KOTOPBIX BBISIBJIEH TOJIBKO oanH M P-kpure-
puii MUOKapAuTa: TO3[HEe KOHTPACTHOE YCWJICHUE
(n=20) wm runepemuss muokapma (n=1). Hecmotps
Ha 9TO0, ¥ BCeX MalMeHTOB C XPOHUYECKUM MUOKapIUTOM
YCTAHOBJIEH TUITUYHBIN TSI BOCTIAJIUTETHHBIX 3a001eBa-
HUI TTATTePH MO3JHETO KOHTPACTHOTO YCUJICHUSI C TIPEU-
MYIIIECTBEHHBIM pacTpeeieHNeM KOHTPACTHOTO Bellle-
CTBa B MHTPAMYPAJIbHBIX U CYORMUKAPANATBHBIX OTIEIaX
(puc. 2). Ciegyer o0paTuTh BHUMAHUE HA TO, YTO 30HEI
LGE HoCwmm cnvBHO# XapakTep U BO BCEX CIIydasix Ipe-
BBIIIAIN TIO TUTOIIANNA 30HBI OTEKAa CEpACYHON MBITIIIHI.
Y GOJIBHBIX C XPOHUYECKUM MUOKAPIUTOM TIPU OTCYT-
CTBUU HEKPO3a MUOKAP/A IO JAHHBIM TUCTOJIOTMYECKOTO
WCCJIEOBAaHUSI WIM TIO JAaHHBIM OIEHKU MapKepoB
TOBPEXIEHNST MUOKap/a IyBCTBUTENIbHOCTh M P-kpuTe-
pueB CHIXanach 10 55%.

O6GcyxaeHue

JebT BOCHaIUTEILHOrO 3a00JeBaHUSI MUOKapaa
¢ 0oJieil B rpyIHOM KJIeTKE, KIMHUKKU CepAeYHON Hemo-
CTaTOYHOCTU M HapyLIEHUH puTMa, MPEeUMYIIECTBEHHO
JKEJIyIOYKOBBIX, ONMUCAHHBIA B HACTOSIIEM MCCIIeI0Ba-
HUU, TI0 BCTPEYAEMOCTHU COBIIaIa€T C paHee OMyOIMKO-
BaHHBIMU pabOTaMu U CIYXXUT OOTMOJHUTEJIbHBIM 000-
CHOBaHMEM HEOOXOOMMOCTU MWCKIIOUYEHUS AuarHosa
“MUOKapIuT” TIpU 00CTIeOBaHNY TTAIIEHTOB C BHITIIETIE-
pPEUNCIIEHHBIMUA KIIMHUYECKUMHU TIPOSIBICHUSIMH [3].
BmecTte ¢ TeM, pe3yabTaThl HCCAEIOBAaHWS HAIJISIIHO
JNEMOHCTPUPYIOT HU3KYI0 MH(POPMATUBHOCTh KJIMHUKO-
aHAMHECTUYECKUX TaHHBIX TP poBeaeHNN quddepeH-
LIMAJIbHOTO AMAarHo3a Mexay MalueHTaMUu C MUOKapav-
ToM 1 JIKMII.

Huzkyio mHQOpMaTUBHOCTb UMEIOT U PEKOMEHIye-
MBI€ 3KCIepTaMM MapKephl IMOBPEXICHUS MMOKapaa
(tporroruH I) m Bocmanenust (CPB). Hecmotpst Ha TO,
4TO IIaTOreHe3 MMOKApAWTa acCOLIMUMPOBAH C aKTUBa-
LUel TIPOBOCHAIMUTEIbHBIX ILIMTOKMHOB, TOBBIIICHUE
MapKepoB BoCTaJIeHVs MMOKap/ia OTMEUYEHO 1 y TTallieH-
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ToB ¢ uamonatudeckoir JKMII, umMeromux BbICOKMIA
puck cmeptu [7]. IloBelmieHHEe YpOBHSI TpomoHuHaA |
Takke HaOmomaercs y nanueHToB ¢ JIKMII u siBasercs
HE3aBUCHMBIM TIPEINKTOPOM HEOIArOIPUSITHOTO IIPO-
rao3sa [8].

I[Ipr wm3ydyeHUM 3SXOKapauorpapuIecKMx TaHHEIX,
B ToM uuciie mpu nposBeaeHnr ROC ananmsa, ycTaHOB-
JICHO, YTO MEHBIINI 00BEM JIEBOTO XeTyoodKa h 0ojee
BBICOKME 3HAUCHUS €ro TJI00aIBbHOM COKPATUTCIHHOU
CIIOCOOHOCTH TTO3BOJISTIOT 3aI10I03PUThH BOCTIATNTCIBHBIIN
reHe3 IMOpakeHWsT MHOKapAa. ABTOPBI ITOHMMAIOT, YTO
ITaHHAas TCHICHIINS CBI3aHa C 0COOCHHOCTSIMU MCCIIeaye-
MO BEIOOPKHU M HE UMECT TMATHOCTUIECKOTO 3HAYCHUS,
YKa3bIBasl, OMHAKO, Ha BEIPAXKEHHOCTH ITPOIIeCca peMOJIe-
JIMPOBAHMS MHOKapAa 1 0oJjice OJaronpusITHOE TeUCHHE
3aboJjieBaHMs 110 cpaBHeHMIO ¢ JIKMII.

CoBpeMeHHEBIC TIPEACTABICHUS O ITaTOTeHEe3e¢ MHO-
KapanTa IIPOYHO CBSI3aHBI C ITOHATHEM ayTOMMMYHHU-
TeTa, MEPEeKPEeCTHONT MMMYHOPEAaKTMBHOCTH U (PeHO-
MCHOM “MOJICKYJISIPHON MUMHUKPUHM~, B CBSI3U C UeM
aKTyaJbHBIM IIPEACTABISICTCS UCCICIOBAHNE TUPKYIIH-
pYIOIINX KapOUOTPOIHBIX ayTOAHTUTEN y OOJIBHBIX
C BOCHAIUTEIBHBIMU IIpOIeccaMUd B MUOKapIe.
Ha ceromHsmrawii 1eHb, CYIIeCTBYIOT paOOTHI, JEMOH-
CTPUPYIOIINE IOBBHIIICHUE YPOBHSA ayTOAHTUTEN KakK
y 00abHBIX ¢ MuokapauTom, Tak 1 JIKMII. HecmoTps
Ha HU3KYIO CIIeIINOUIHOCTD, IIOBEIIICHHBIA TUTP ayTO-
AHTHUTEJ aCCOMUMPOBAH ¢ HEOIATOMPUATHBIM IIPOTHO-
30M Y MMalMEHTOB C CEPAEYHOI HEJOCTATOYHOCTBIO [6].
Bonee Toro, B mpocnekTuBHOM ucciaenoBannu Caforio
AL, et al. moka3zaHO, 4YTO LMPKYJIUPYIOIIE ayTOAHTU-
Tejla MOTYT IipenainecTtBoBaTh mnosapiaeHuo JAKMII
U SIBJISIIOTCS HE3aBUCUMBIMU MPEIUKTOPAMU pPa3BUTUS
6ome3Hu [9]. B xonme maHHOTO McclieqOBaHNS BBISIBICH
cnenuuIecKuil MpoGUIb KapINOTPOITHBIX ayTOAHTH-
Ten y 00JibHbIX ¢ MUoKapauTtom u JJKMII, oTanuHbii
OT 3IOPOBBIX TOHOPOB KPOBU. [JOCTOBEpHBIC OTIMUMUS
MeXay maluueHTamu ¢ Muokapautom u JJKMII BoisiB-
JICHBI TOJBKO B OTHOIICHWH ayTOAHTUTEN K Cepacu-
HOMY MUO3MHY, LMTOIJIa3MaTUYECKOMY aHTUTEHY Kap-
muoMmoumtToB CoS-05-40 m Oenky TpaHcJoKaTopa
aneHnHOBBIX HyKieoTunoB ANT (ammutonm EGS), uto
pe3KO CHIMXaeT WH(GOPMATUBHOCTH TAHHOTO METOIa
HUCCIICIOBaHUS.

B HacToSmmii MOMEHT CYIIIECTBYeT MHOTO padorT,
MTOCBSIMIEHHBIX POJIM YKa3aHHBIX ayTOAHTHUTE] B ITaTOTE-
He3e BocIajieHuss Mruokapaa. Cauraercs, 9To ayTOaHTH-
TejIa K CepIeYHOMY MUO3WHY PEan3yIOT CBOIO (DYHKIIIIO
IyTeM MHTUOMPOBAHUS KaJIbILIMIA-IyBCTBUTEIBHBIX MHO-
duIaMeHTOB, a TAKKE ITyTeM IIEPEKPECTHOTO pearnpoBa-
HUs C ayTOaHTUTEeIaMU K OcTa-1-ampeHopelenTopam,
CIOCOOCTBYSI CHIDKCHUIO KOHTPAaKTUILHOCTH MHOKapaa
1 BBI3BIBas HapylleHus putMa cepaua [10].

OtHocutenpHO ayToaHTHTea K ANT, cymectByer
MIPEIITOI0XEHUE, YTO OHU BHITIOIHSIIOT 3aIlIUTHYIO (QYHK-
M0, TIOAABIISIA WHTEPJCHKUH 17-acCOMUpPOBAHHOE

Bocrrasienne [10]. Ctout mobGaBUTH, YTO B psae padbor
OIMCAHHBIC ayTOAHTHUTENIa OOHAPYKCHBI Yy ITAIlCHTOB
¢ muokapautoM, JIKMIT n maxe ¢ UBC.

Takke ciemyeT OTMETHTh, YTO HaMU HE BBISIBIICHA
CTaTUCTUYCCKH 3HAUMMASI COMPSIKEHHOCTDh MEXKIY THCTO-
JIOTMIECKUMH TIPU3HAKAMM aKTUBHOCTH W XPOHM3AINK
BOCITAJINTEJILHOTO IIpoIecca B MHOKapae M YpPOBHEM
OUPKYITUPYIOIINX KapAUOTPOITHBIX ayTOAHTUTE.

B 1menoMm, KOMMEHTHpPYS HU3KYIO CIHCIHNOUIHOCTH
ayTOAHTHUTEJ, CTOUT T00aBUTh, UTO IIPOLIECCHI ayTOMMMY-
HUTETA U3YYEHbl B HACTOSLIMANA MOMEHT HEIOCTATOYHO,
BO MHOTOM MHAWBHUIYAJTbHBI U TCHETUICCKU JETCPMITHM -
POBaHBI, a OOJIBITMHCTBO UCCIICIOBAHNI ayTOMMMYHHBIX
peakInii TIp MUOKAPINUTE MO-IIPEKHEMY HOCSIT 3KCITe-
PUMEHTAIBHBINA XapaKTep.

Cpeny BH3YaIU3HUPYIOIINX METOOUK ITUATHOCTUKH
muokapauta MPT cepaua obiagaer HauOObIIEH TOY-
HOCThI0. TeM He MeHee, He BceTna yaaeTcsl 0OHapyXKUTh
nBa u 6onee MP-kputepus, Mo3BOSIIONINE TUATHOCTH -
poBatb Muokapaut. Beicokas Ttounocte MPT cepaua
B OOJIBIMMHCTBE MCCICOOBaHUI OOYCIOBJICHA TINATEIIb-
HBIM ITOI00POM TTAIIMEHTOB IUISI €T0 IIPOBEACHMS, CPpea
KOTOPBIX IPEUMYIIECTBEHHO OBUIN MAIIMECHTHI C OCTPHIM
muokapautoM. Takxke B padorax Cooper L (2009) orme-
4yeHo, YTo MP-kputepun Muokapaura o0JagaroT HaU-
OOJIBIIICH TMATHOCTUYCCKOM IIEHHOCTBHIO B IICPBBIC IBE
Hemenyn 3a00JieBaHMsA, TaK KaK B 0oJjiee IMO3MHNE CPOKHU
TUTICPEMUST U OTEK MUOKAapJa MOTYT HE OIPEHCISThCS
[11]. Pesynbrarhl, moiaydyeHHbIE B HacTOsIIE padorte,
HaXOISITCSI B COOTBETCTBUM C paHee OIyOJIMKOBAHHBIMU
maHHBIMU [12]. B Xome mcciiemoBaHUSI MOATBepXKIeHA
0osee BbIcOKas 4yyBCTBUTeAbHOCTL MPT cepama s
BBISIBJICHHSI OCTPOTO MUOKAPINTA 10 CPAaBHEHUIO C XPO-
HudeckuM (86% mpotuB 63%). OTek MUoOKapaa U ero
TUTICPEMHST UMEIOT MEHBIIICe 3HAUCHNE B TUATHOCTUKE
XPOHMYECKOTO MHOKApAWTa, YTO, BEPOSITHO, MOXKHO
00BICHUTHL OCOOEHHOCTSIMU BOCITAIMTEILHON MHGMUIb-
TpaIum.

Hawn6osee 9yBCTBUTEIFHEIM TIPU3HAKOM MUOKapINTA
0Ka3aJIOCh TT03MHEee KOHTPACTHOE YCWICHUE ¢ TUITMIHBIM
JUISL TOrO 3a00j1eBaHUsl [TATTEPHOM, BbIsIBIeHHOE Y 97%
nannreHToB. Takke B X0Ae JAaHHOTO MCCIICAOBAHUS yCTa-
HOBJICHO, YTO HaJU4YHWe OTCPOUYCHHOTO KOHTPACTHPOBA-
HUS TT03BOJISIET POBeCcTU nuddepeHIINaIbHBIA TMarHO3
MEXIY OCTPBIM U XpOHMIECKNM MHOKapauToM. B cirygae
XPOHUYIECKOTO BOCIAJICHMS 30HBI OTPOYCHHOTO KOHTpa-
CTUPOBAaHUS TIPEBBHIIIAIOT IO TUIOIMIATNA YJYacCTKM OTeKa
MHOKapIa W HE COOTBETCTBYIOT MM. [IaHHBIN IpU3HAK
MMEET BBIPAaXXCHHYIO CONPSTKEHHOCTD C IITUTEIIBHOCTHIO
BOCHIAJIUTEILHOTO TIpoIlecca M OOBSICHSIETCS TEM, UTO
Ha paHHUX 3Tallax BOCITaJICHMS MHUOKapaa OTCYTCTBYIOT
3HAYUTEJIbHBIE 30HBI (PUOpO3a.

BaxHylo poilb B peryjsiiuy WMMYHHOTO OTBETa,
CO3IaHWUM W MOIACPKaHUY MMMYHOJIOTHICCKON ayTOTO-
JIEPAaHTHOCTH WTPAIOT MOJIEKYJIbl IIIABHOTO KOMILIEKCA
ructocoBmectumoctt (MHC) 11 ximacca. IlosBrneHue
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STHX MOJIEKYJ Ha HETEeMOIO3TUYCCKUX KIIETKAX CBSI3BI-
BalOT C pa3BUTHEM ayTOMMMYHHEIX 3aboieBaHmit [13].
B HacrosilieM McCClIeIOBaHUM BBISIBJIEHBI pa3inyust
B akcrnpeccun Mojekyal MHC II kmacca y GONBHBIX
¢ muokapautom u JIKMII, yto MoXeT MMETh KakK Iua-
THOCTHYECKOE, TaK M TPOTHOCTHMIECKOE 3HAYCHHUE,
a TaKKe OIPEHeISITh BRIOOP TepaIlleBTMYECKOTO BMeIIIa-
TEJIbCTBA B IT0JIB3Y Ha3HAUYCHUS WMMYHOCYIIPECCUBHOM
Tepanuu. [lo MHEHUIO psila aBTOPOB, Pa3IUYUs B IKC-
mpeccuun Mojiekyal MHC 11 ximacca MOTYT OBITh OOYCIIOB-
JICHBI OCOOCHHOCTSIMU IIMTOKMHOBOTO IIpoduisa. B gact-
HOCTH, ITOKa3aHO, YTO TPaHCHOPMUPYIOIINN pOCTOBOM
(hakrop-f, narepreknH-4 u - 10 MOAABISIOT IKCTIPECCUTIO
Mosekyn MHC Il kiracca Ha ypoBHE TpaHCKpuIuu [ 14].
Kpome TOro, B pamMKax IMMPOKOT€HOMHOTO KCCIIeI0Ba-
Hus 6osbHBIX ¢ JIKMII ycTaHOB/NIEHO 3HaUY€HME TTOJIU-
MOpP(HBIX BapHaHTOB TE€HOB, KOIUPYIOIINX AHTUTCHBI
JIEKOLIMTOB, B Pa3BUTUM BOCHAJUTEIBHOrO IMpolecca
B Muokapae [15]. Bmecte ¢ TeM, ypoBeHb 3KCIpPECCUU
moisiekynr MHC Il kjmacca He mpu3HaH 3KCIIEpTaMU
0 BOCITAJINTEIBHBIM 3a00JIeBaHUSIM MHOKapaa B Kade-
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POJ1b TPAHC®OPMUPYIOLLEFO ®AKTOPA POCTA-BETA1 U TAJIEKTUHA-3 B ®OPMUPOBAHUU
®UBPO3A JIEBOIO NPEACEPAUA Y NALMEHTOB C MAPOKCU3MAJIbHON ®OPMOWN GUBPUNIALUN
NPEACEPOUA U METABOJIMMECKUM CUHLPOMOM

3acnasckas E.J1.', Moposos A.H.', Vonmr B.A."%, Ma W1.", Hudortoe C.E.', Baparosa E.W."*, Awwnn C.M.", Lnsxto E.B."

Llenb. OueHnTb CTeneHb BbipakeHHOCTH ¢prbpo3a MUokapaa NeBOro NPeAcepams
1 onpenenuTb 3HauYeHne TpaHchopmupytoLlero daktopa pocta-6etal (TGF-betal)
1 ranektnHa-3 B passutum drbpo3a Muokappa y naumeHToB ¢ Gubpunnsumeit
npeacepamii (GMN) n metabonuyeckum cuHapomom (MC).

Martepuan n metoabl. O6cnenosaHo 58 nauyeHToB ¢ @I, 13 HUX 27 GONbHBIX
¢ MC. T'pynny koHTpons cocTtaBunn 50 npakTryecku 3L0POBbIX NOAeN. YPOBHM
ranektmHa-3 1 TGF-betal B cbiBOpPOTKE KPOBU oLeHMBanM metogom VDA, [ns
oueHkn Grbposa CTPOUIMCh aHATOMUYECKME 1 aMMIUTYHbIE KapTbl IEBOrO NPes-
cepamsa (JIM) ¢ ncnonb3oBaHnem HedNIOOPOCKONUYECKON CUCTEMbI 3N1EKTPO-
aHaTommyeckoro kaptuposaHusi CARTO3 (Biosense Webster, USA) n kateTepa
C U3MEPEHUEM CUMbI KOHTAKTa C MUOKApLOM NeBOro npeacepamns (Smart Touch
Thermocool, Biosense Webster, USA). B pexume “off-line” npoeaeHa ougHka 30H
HW3KOro BosibTaxa B crnekTpax amnantyg, 0,2-0,5 mB 1 0,2-1,0 MB ¢ namepenvem
UX MIOLWAaM C UCMONBb30BaHNEM GYHKLIMM MPOrPaMMHOr0 06eCrneyeHnst HaBUraLm-
OHHOIA cMCTeMbl “area measurement”.

Pesynbratbl. O6bem JIM 1 uHgekc obbema JIM y GonbHbix ¢ OM 1 MC Gbinn
6onblue, 4em y naupeHTos ¢ O 6e3 MC: 78,0£20,4 mn 1 60,4£19,8 mn (p=0,005)
n 37,8+9,5 Mn/M2 n 30,4+9,0 Mn/M2 (p=0,005), cootBeTCTBEHHO. pPOLEHT No-
waam ounbposa JIN y naupeHTos ¢ OGN v MC GonbLue, 4em y naupeHTos ¢ O 6e3
MC (16,1 [12,8;20,5]% n 10,5 [7,3;16,2]%, cooTBeTcTBEHHO, p=0,028). BbisiBNEHbI
NONOXWUTENbHBIE KOPPENauun yposHeii ranektmHa-3 (r=0,410, p<0,001) n TGF-
betal (r=0,594, p<0,001) B CbIBOPOTKE KPOBY C NpoL,eHTOM ¢prbpo3a JIMy naumneH-
T0B ¢ ®I1. Mo AaHHBIM NIMHEHOTO PerpecC1OHHONO aHan3a YCTaHOBNEHO BIUSIHIE
ypoBHelt ranektuHa-3 (B=0,549, p<0,001) n TGF-betal (B=0,297, p=0,025)
Ha nnowaab dnbposa JIN y naumeHtos ¢ OI1.

BaknioyeHue. MNnowans $pubposa muokapaa JM y naupeHtos ¢ PI1 B coyeTa-
Hu1 ¢ MC Gonblue, 4em y nauueHToB ¢ PN 6e3 MC. OnpepeneHme MapkepoB
dwnbposa: ranektnHa-3 n TGF-betal B CbIBOPOTKE KPOBM MOTYT MMETb AMarHo-
CTMYECKYIO LEHHOCTb [ MPOrHO3MpoBaHus cteneHn ¢ubposa muokapaa JiM
y nauveHTos ¢ @I,
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THE ROLE OF TRANSFORMING GROWTH FACTOR BETA-1 AND GALECTIN-3 IN FORMATION
OF THE LEFT ATRIUM FIBROSIS IN PATIENTS WITH PAROXYSMAL ATRIAL FIBRILLATION

AND METABOLIC SYNDROME

Zaslavskaya E.L.', Morozov A.N.", lonin V.A."?, Ma I.", Nifontov S.E.", Baranova E.1."?, Yashin S.M.", Shlyakhto E.V."?

Aim. To evaluate the prominence of fibrosis of the left atrium myocardium and to
define the value of transforming growth factor beta 1 (TGF-beta1) and galectin-3 in
development of myocardial fibrosis in atrial fibrillation (AF) patients with metabolic
syndrome (MS).

Material and methods. Totally, 58 patients with AF included, of those 27 with MS.
Controls were 50 almost healthy participants. Levels of galectin-3 and TGF-beta1 in
blood serum were measured by immune enzyme assay. For fibrosis assessment, the
anatomical and amplitude charts of the left atrium (LA) were built up with non-
fluoroscopic system of electroanatomical charting CARTO3 (Biosense Webster,
USA) and catheter measurement of the contact power with myocardium of LA

(Smart Touch Thermocool, Biosense Webster, USA). In “off-line” regimen the
evaluation performed of the zones of low voltage in amplitude specters 0,2-0,5 mV
and 0,2-1,0 mV with the area measurement by navigation software function “area
measurement”.

Results. Volume of LA and volume index of LA in AF with MS were higher than in AF
with no MS: 78,0+20,4 mL and 60,4+19,8 mL (p=0,005) and 37,8+9,5 mL/m2 and
30,4+9,0 mL/m2 (p=0,005), respectively. The percent of LA fibrosis area in AF with
MS was higher than in AF with no MS (16,1 [12,8;20,5]% and 10,5 [7,3;16,2]%,
respectively, p=0,028). The positive correlations revealed of the level of galectin-3
(r=0,410, p<0,001) and TGF-betal (r=0,594, p<0,001) in blood serum with the
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percentage of LA fibrosis in AF patients. By the linear regression, the influence found
of galectin-3 levels ($=0,549, p<0,001) and of TGF-betal ($=0,297, p=0,025) on
the area of LA fibrosis in AF patients.

Conclusion. The area of fibrosis in the LA myocardium in AF patients with MS is
larger than in AF no MS patients. Myocardial fibrosis markers evaluation (galectin-3,
TGF-betal) in blood serum may have diagnostic significance in prediction of AF
fibrosis severity in AF patients.

Russ J Cardiol 2018, 2 (154): 60-66
http://dx.doi.org/10.15829/1560-4071-2018-2-60-66

Ouopmmsaius npeacepauii (PI1) — Hamboree yacTo
BCTpeyvaloleecsl HapyllleHNe pUTMa Ccepara, YBeIndnBa-
folllee pUCK CMEPTH Y MYK4YMH B 1,5 pasa, a y XXKeHIITUH —
B 2 pa3a. [Ipemnkropamm pasputus PII sBisiores cep-
JIEIHO-COCYAMCThIC 3a00JIEBaHMS: apTeprabHAasI TUTIeP-
teH3nst (Al), mmemuueckasgs 6ome3np cepama (MBC),
IIOPOKU cepAlla, KaparuoMuonaTtun u apyrue [1]. Bmecte
C TeM, MHOTOYHCIICHHBIC HeKapIHaJdbHBIC (HaKTOPHI
TakKKe cIoco0cTByOT passutuio PII: xpoHmUeckas
OOCTpYKTMBHasI 00JI€3Hb JIETKMX, 3a00JeBaHUSI LIUTO-
BUIHOI KeJe3bl, XpOHNYecKasl 00JIe3Hb IOYeK, caxap-
HBII nuabeT, oXupeHUe [2]. YcTaHOBIEHO, YTO PHCK
pazButust PI1 3HAYNUTETLHO BHIIIE Y JIIOACI ¢ OXUpe-
HUeM W MeTtabonmaeckuM cumHApoMmoMm (MC) [3]. Pac-
IIPOCTPaHEHHOCTH oxkupeHUs 1 MC B pOCCUIICKOI TTOITy-
JISIIIMH Ipe3BBIYAifHO BBICOKA; XOTS ObI OTWH KOMITOHEHT
MC Bctpeuaercs y 80%. B cpeaHeM 1o pesyabTaraM
MHOTOUYMCJICHHBIX MCCJCOOBAaHMWI, HaIpaBICHHBIX
Ha BeIsIBIIeHHe MC, ero pacrpocTpaHeHHOCTb COCTaBMIa
21,4% (1IDF-2005), 18,8% (ATP-111 2005), 23,9% (JIS-
2009), 18,4% (KPD) [4].

YTouHeHNE MATOreHETHICCKIUX MEXaHU3MOB (hOPMH-
poBaausg @I y marmmeHTOB ¢ METAOOIMICCKIM CUHIPO-
MoM (MC) mmeeT OoJbIOe 3HAYCHHME UIST IIPOTHO3a
pazButust PI1 1 BEIOOpA TAKTUKY JICUCHUS STUX ITAIlACH-
TOB. B HacTosimee BpeMsI He BBI3BIBAET COMHCHMI TOT
dakT, yto (pubpo3 MMoOKapaa — BaXKHEHILIMKA cyOcTpaT
dopmupoBanus DIT [5]. YcTaHOBIEHO, YTO CTENEHb
BBIPAXKCHHOCTH (PMOPO3a MUOKApAa JIEBOTO IIPEACEPIMS
(JIIT) HeraTMBHO BIMSIET HA IIPOTPECCUPOBAHNE aPUTMUH
1 Ha 3P PEKTUBHOCTH AHTUAPUTMHUYECKOTO JieueHus [6].
Oxupenne 1 AI' — OCHOBHBIE KOMHIOHEHTHI MC —
BBI3BIBAIOT CTPYKTYPHBIC M3MCHEHUS IIPEICEepOuii: yBe-
mmaeHne pasmepoB JIII, pa3BuThe WHTEPCTUIIMATBHOTO
¢ubpo3za npencepauii [7]. BmecTe ¢ TeM, METOIBI, IO3BO-
JISTIONINE OIICHMBATh CTEIICHBb BBIPAKEHHOCTH (hHOpo3a
MuoKapaa npeacepauii, Takue kak MPT, GunonsipHoe
KapTUpoBaHue Bo BpeMms mpoieaypbl PUA, mopdonoru-
YeCcKOe HCCIIeNOBaHNE, HEHMHBA3WMBHOE ITOBEPXHOCTHOE
kaptupoBanue “Amukapa 01K”, HeMHOTOYMCIECHHHI,
HEpeIKO WHBA3WBHEI M HWMEIOT BBEICOKYIO CTOMMOCTD,
BCJICACTBME YEeTO HE MOTYT IMHUPOKO MCIIOJIb30BaThCS
B IIOBCCIHEBHON KIIMHUYECKOU MpaKTHKe. B mocientee
Bpems 1ipu PI1 aKTUBHO M3ydaeTcsl poJIb M IMPOTHOCTH-
yecKoe 3HaYeHHE OMOMapKepoB, WHIYLHUPYIOIINX

Key words: galectin-3, transforming growth factor beta-1, myocardial fibrosis,
amplitude map, metabolic syndrome, atrial fibrillation.

'Paviov First Saint-Petersburg State Medical University of the Ministry of Health,
Saint-Petersburg; *Federal Almazov North-West Medical Research Centre of the
Ministry of Health, Saint-Petersburg, Russia.

¢nbpo3 Mrokapaa (TaleKTHH-3 1 TpaHCHOPMUPYIOIINIA
dakrop pocra-6etal) [8, 9]. Bmecre ¢ Tem, pabOTHI,
TOCBSIIICHHBIC OIIEHKE POJIM JAHHBIX ITHPKYIAPYIOIINX
MapKepoB B pa3BUTHH (rOpo3a MHOKapAa y OOJIbHBIX
¢ MC u OI1, npakTMIecKn OTCYTCTBYIOT.

Hcxonst m3 3TOTO, IIeIh HJAHHOTO WCCICOOBAHUS —
W3y4yeHNEe YPOBHS TaJeKTUHA-3 M TPaHCHOPMUPYIOIIETO
dakrTopa pocra-6eral (TGF-betal) B CBIBOPOTKE KPOBU
¥ OIICHKA WX B3aMMOCBSI3U C BBIPAXXKCHHOCTBIO (prbpo3a
muokappaa JITT y marmenToB ¢ MC mist onipeeaeHus BO3-
MOXHO poir 3THX (haKTOpoB B Bo3HNKHOBeHUH DII.

MaTepuan n metopapl

B nccnenoBaHme BKIIFOYEHO 58 TTAIIMEHTOB B BO3pacTe
oT 35 mo 65 ner ¢ mapokcusMmaiabHOU Gopmoit PIT: 27
60sbHBIX ¢ DPI1 B coueTaHNU ¢ META0OIMIECKIM CTHIPO-
MoM (PIT ¢ MC) u 31 manueHT ¢ PII 6e3 meTadboTMUC-
ckoro cuanpoma (PI1 6e3 MC). [lnarno3 @I ycraHoB-
JIeH Ha OCHOBaHUM IOKYMEHTAIIbHO 3apeTHCTPHPOBAH-
HBIX 3IM30I0B apUTMHUU IT0 JAHHBIM 3JICKTPOKApINO-
rpapum. ®opma PIT onpenesreHa cormacHo Hammonanb-
HBIM pPeKOMEHOAIIMSIM 10 OTUarHocTukKe u jiedeHmio DI
(PKO/BHOA/ACCX, 2012). Bcem mammeHTaM ¢ Hedh-
(GeKTUBHOM aHTHAPUTMUUYCCKON Tepamuel oIpeneIeHEBI
MOKa3aHUs IJid WHTepBeHIUOHHOTO edeHus PII.
B ycnoBusIX peHTTeHOITEpalMOHHONM C MCITOJIb30BaHUEM
HEDIIFOOPOCKOIMMYECKOM CHUCTEMBI 3JICKTpOAHATOMMUYC-
ckoro kaptupoBaaust CARTO3 (Biosense Webster, CILIA)
¥ KaTeTepa ¢ M3MEPEHUEM CIJIBI KOHTAKTa ¢ MUOKApIOM
neBoro npencepausa (Smart Touch Thermocool, Biosense
Webster, CIIIA) Ha (poHEe CHMHYCOBOTO pHTMa BBITIOTHSI-
JIOCh TIOCTPOCHUE OMITOJSIPHBIX AMIUIMTYIHBIX KapT
JIEBOTO TIpeIcepausi, KapT OILEHKN BPEMEHU JIOKATbHOMU
aktuBauuu (LAT). Ilpu mocTpoeHMM KapT cujia KOH-
TaKTa 3JICKTpoda C SHIOKApAoM cocTasisuia 5-10 r/CMz,
YTO OO0ECIEYMBAIO TOCTOBEPHYIO OILICHKY OOBEMHBIX
xapaktepuctuk JII1. BpIcokast ITOTHOCTH TOYeK (HE
meHee 300) oOecrmeynBajgach MaHYaJIbHBIM PEKIMOM
perucTpanuu “point by point”. OcCHOBHBIC 30HBI MHTE-
peca — 3amgHSISA CTEHKA, KPHIIIa, TIepeaHss CTeHKa, Cell-
TajlbHas 4yacTh U YKo JIIT, ycThsl TIETOUHBIX BEH.

O1neHKa 30H HU3KOTO BOJIBTaXKa B CIIEKTPaX aMILIUTYIT
0,2-0,5 mB mn 0,2-1,0 MB ¢ u3MmepeHneM UX TUIOLIAIHN
C MCTIOJIB30BaHNEM (PYHKIIMH IIPOrPaMMHOTO o0ecIiede-
Hua HasuraunoHHoi cucreMbl CARTO3 “area
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XapaktepucTuka rpynn nauneHToB ¢ @M ¢ MC n 6e3 MC

lMokasatenb @Il 6e3 MC (n=31)
Bospacr, net 55,66,8
[Mon, MyXCKO/>XXeHCKWiA 18/13
OKPYXHOCTb Tanmu, cMm 86,7+11,7
MHpekc maccol Tena, Kr/M2 25,9+3,5
XonectepwuH JINBIM, Mmmonb/n 1,4+0,3
Tpuranuepuasl, MMOnb/n 1,3+0,37
[nioko3a, MMosnb/n 5,1+0,4
O6bem JM, mn 60,4+19,8
MHaekc obbema JIM, Mn/M2 30,4+9,0
O6wem MM, mn 57,5+20,6
MHpekc obbema MM, MJ'l/M2 29,2+8,8
Dpakums BLIGPOCA NEBOrO Xenyno4ka, % 62,4+4,2

TGF-betal, nr/mn

[anekTuH-3, Hr/Mn 0,71%0,42
®dunbpos JN (0,2-0,5, MB), % 2,1[1,3;7,2]
dubpos JIM (0,2-1,0, MB), % 10,49 [7,3;16,2]

2504,9 [2165,3;2993,8]

Ta6nuua 1

@M u MC (n=27) p
58,2+5,9 0,100
10/17 0,081
104,7+19,1 0,0001
32,1%4,3 0,0001
1,240,2 0,007
1,841,2 0,021
6,0+1,1 0,0002
78,0+20,4 0,005
37,849,5 0,005
61,6+20,8 0,530
30,0+9,2 0,752
62,0+4,9 0,899
3073,0 [1932;4640] 0,446
0,72+0,13 0,320
5,3[3,4,7,3] 0,021
16,1 [12,8;20,5] 0,028

Cokpauenus: MC — metabonnyeckuin cuigpom, G — dpubpunnaums npeacepauin, MM — npasoe npeacepave, JIN — nesoe npeacepave.

measurement” TpoBoamiachk B pexxume offline”. @ubpo3
OLICHUBAJICS B MpoLieHTax oT obmiei miomaau JIIT.

Onenka koMnoHeHTOB MC OBIJIa IIpoBeaeHa CoTIac-
HO KpuTepussM MexxmyHaponHoit Pengepaiiniyl CieIIaI-
croB 110 caxapHomy nuabety (IDF, 2005). B ucciaenona-
HHE HE BKIIIOYAJINCH ITAIIMEHTHI ¢ KOPOHAPOTCHHBIMU
3a00JIeBaHUSIMM Ccepala. BceM marnieHTaM BBIIOJHSIIN
KopoHapoaHTuorpadwuio uim crpecc-OxoKI 1is nckmo-
yeansa MUBC. W3 uccnenoBaHmMsT NCKITIOYCHBI TTAITACHTEI
¢ BepuduumpoBanHoit XCH, martojorueil KirarmaHoOB
cepala, CHCTeMHBIMH M OHKOJIOTHICCKMMY 3a00JIeBaHM -
amu, a Takke ¢ XBII, martoyiorueit meyeHu ¢ Hapyliie-
HUeM ee¢ (QyHKOuM, 3a00JeBaHUSIMU IITUTOBUIHOM
XKeJie3bl, HapyIICHHSIMH MO3TOBOTO KPOBOOOpAIIeHMS,
olepalusaIMy WA APYTUMU WHTEPBCHIIMOHHBIMU BME-
IIaTeJIbCTBAMM Ha cepiarle B aHamHe3e. BceM obGcmemo-
BaHHBIM BBITIOJHSIJIOCH oIlpenesieHne ypoBHSI C-peak-
THUBHOTO OCJIKa B CHIBOPOTKE KPOBH IUISI MCKITIOUCHMSI
OCTPBIX M XPOHWIECKUX BOCHAIMTEIHPHBIX 3a00JICBaHMIA.
VY Bcex 00CJIeIOBaHHBIX OLICHUBAIM AHTPOIIOMETPUYC-
CKHMe 1 JJabopaTOpHBIC TOKA3aTeIN, Pe3yIbTaThl MHCTPY-
MeHTanmbHOM muarHocTukm: DKI, sxokapmuorpadmus
(Dx0KI). IIpoTtokon DxoKI BeIMOIHEH B CTaHOAPTHBIX
pexumax Ha ammapare Vivid 7 (GE, CIIA). YpoBHHn
ranektiHa-3 m TGF-betal B CBHIBOpOTKE KpOBU OBUIM
OIIpeleICHBl METOIOM MMMYHO(MEPMEHTHOTO aHaIu3a
(ELISA Kkit, eBioscience, ABcTpus).

B pe3synbrarax 4ncioBbIie TIepeMEeHHBIC TTPEICTABICHB
KaK cpemHee T cTaHmApTHOE OTKJIOHEHHWE WM MeInaHa
C yKa3aHHWEM MEXKBapTWILHBIX MHTEPBAJIOB B CKOOKaX.
CTaTUCTUYCCKA 3HAUYMMBIMHU CUMTAIN DPa3INIus IIpU
p<0,05. JIixst cpaBHeHMSI MoKaszaTejeil ¢ HOpMAaJbHBIM
pacripeieIcHUEeM OBLT MCIIOJB30BaH ITapaMeTpUICCKUI

t-tect CTBIOIEHTA; IPY PACIIPEACIICHNN, OTINIAIOIIECMCST
OT HOpMaJibHOro, Hemapamerpuueckuii U-tect MaHHa-
Yuthu. [1pu cpaBHeEHUHN B TpymIiax 6ojiee 2 MCITOIb30Ba-
Jace nornpaska boHdepponu. Ipu oueHke Koppeasuuu
WCIIOJIb30BaHbl KpuTepuu IlupcoHa mpu HoOpMaJbHOM
pactpeneneaun n CrimpMeHa IIpH He HOpMAaJIBHOM pac-
npenegeHuu. sk BbISIBICHUST BIUSTHUSI YPOBHEH rajiek-
tnHa-3 u TGF-betal Ha cTertenb pubdbposza muokapma JITT
WCTIOJIb30BAJICS JIMHEWHBIA PETPECCUOHHBIA aHAJIU3.
CratucTUUYeCKUA aHaAM3 OBUI BBIIIOJHEH C ITOMOIIBIO
nporpaMMHoOro obecrneyenus StatPlus: mac Pro
(AnalystSoft Inc.).

Pesynbrathbl

Hccaemyemsre rpynmbsl 00abHBIX @IT ¢ MC u ®PIT 6e3
MC He pa3THJYaIrCh IO BO3PACTY U OBUIM COITOCTABUMEI
B pacnpenenacHnu 1o noy. [Ipu cpaBHEHNHM TTAIIMEHTOB
¢ ®I1 ¢ MC n nmanuentoB ¢ PI1 6e3 MC ycTaHOBICHBI
pasnmaus 1Mo okpyxkHoctH Taaun (OT), mHaeKCy Macchl
tena (MMT), munmmmHOMYy TIpODUIII0 M YPOBHIO TJIMKE-
mun Hatomak. ITo pesymeratam OxoKI' ycraHoBieHO,
YTO MCCIICAyeMbIe TPYIIILI OBUIM COIOCTABMMEI IO 00b-
eMy IIpaBOTO IIpeACepamsI, a TakKke (ppakium BEIOpoca
smeoro Xemymouka (p>0,05). O6wem JII1 y mammeHTOB
¢ MC u ®II 6su1 6ompire, yeM y nanueHToB ¢ PIT 6e3
MC (78,0+20,4 M1 u 60,4£19,8 M1, COOTBETCTBEHHO,
p=0,005).

[Mpouent hubpo3za JII1 mpu aHam3e BOIbTaKa B IHa-
ma3oHe 0,2-1,0 MB 6501 Boimre y mmamueHToB ¢ @I MC,
yeM y GosbHbIx ¢ DIT 6e3 MC (16,1 [12,8;20,5]% u 10,5
[7,3;16,2]% cootBetcTBeHHO; p=0,028). I1pu cpaBHEHUK
CTEIIEHN BHIPAXXEHHOCTH (PUOpO3a, pacCUNTaHHOU IIPU
3HayeHun Bonbraxa 0,2-0,5 mMB, oTMeueHO, 4TO >TOT
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Tmokazarejb Takke ObT BhIie y manreHTos ¢ OIT u MC
(tabn. 1). [lpu yBenwyeHUW TpaHUIl 30HBI WHTEpeca
oneHku ¢uodposa ¢ 0,2-0,5 MB mo 0,2-1,0 MB, momyaeHo
3HAUMMOE YBEJMYEHUE TIpolieHTa (GudOpo3a MHUOKapaa
JIIT (p<0,001).

KoppensinoHHbIil aHaM3, MPOBEACHHBIN Y TTAlTUeH-
ToB ¢ @I, ycTaHOBWI TOJOXUTEIBHYIO CBSI3b MEXIY
YPOBHEM TajJeKTMHa-3 ¥ TpolleHToM ¢ubposa JITI
(r=0,545, p<0,001). BoisBieHa TONIOXUTETbHAST KOppe-
nsust ypoBHss TGF-betal B chIBOpOTKE KpoOBM U TIPO-
meHta ¢uoposa JIII y mammenToB ¢ PII (r=0,539,
p=0,04). dymrenpHocTs PII He KoppeampoBaja co CTe-
MMeHbI0 BBIpaxkeHHOCTH (ubposa JIII. Ilo pesymeraty
JIMTHEITHOTO PETPECCUOHHOTO aHaTM3a YCTAHOBJIEHO BIIM-
stHue ypoBHS ranektuHa-3 (f=0,549, p<0,001) u TGF-
betal (p=0,297, p=0,025) Ha cTemeHb BBIPAXKEHHOCTH
(ubpo3za JII1 y maumenTos ¢ PIT (puc. 1).

KnuHuueckue cnyyaun
Ha pucynke 2 mpencraBieHa 3JeKTpoaHaTOMUYE-
ckas kapra nauuenta JI., 37 meT ¢ mapokcu3ManbHOMN
O®IT mmurensHOCTHIO 2 Tonma. [leprognyHOCTh TIPUCTY-
moB 3-4 paza B TOA, TPUCTYIIBI MMEIOT BHE3aIMHOE

050 my
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®Dubpos Muokapaa, %

Puc. 1. JIMHeHbIN perpecCUOHHbIN aHann3 CBA3W YPOBHS ranekTuHa-3 n CTeneHn
BbIpaxeHHOCTV drbpo3sa muokapaa JIM y naumertos ¢ OI1.

020mv  Bj 0.50 my
= e omm—
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Puc. 2. dnekTpoaHaToMmuyeckas kapTa naumeHTa ¢ napokcuamansHoi dpopmoit dr 6es MC.
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Puc. 3. OnekTpoaHaToMmyeckas kapTa naumeHTa ¢ napokcuamansHoi gpopmoii @I MC.

Hayajo, IJISITCS O HECKOJNbKUX YacoB, COMPOBOXIA-
I0TCSI TIPECUHKOTIAJIbHBIM COCTOSTHUEM, KyMUPYIOTCS
CaMOCTOSITENIbHO WJIM TIpueMoM mpornadeHoHa. AHTHU-
apuTMHUYecKast Teparusi COTAJIOIOM 1 AJJTAMTMHUHOM Oe3
addexra. Tsaxects mposiBieHuit mapokcuzmoB DI
cootBercTBoBana Il xmaccy (EHRA). ITo pesynbratam
crpecc-OxoKI' mckmouena MBC. CPb — 6 wmr/mi.
Hannbix 32 MC He nonydyeHo (OT — 76 cm, UMT —
22 KF/MZ, JIIBIT — 1,13 mmons/n, TT — 1,8 Mmoo/,
rmoko3a — 4,3 mmone/n, A 130/70 MM prT.cT).
ITo pesynsratam OxoKI" — o6bem JITT — 41 My, uamexc
oowema JIIT 23 MJ‘I/MZ, KAP JIZK — 51 mm, UMM JIXK —
96 F/Mz, ®B — 64%). YpoBeHb rajektuHa-3 — 0,658
Hr/mi, TGF-betal — 1605,4 rir/mi). C yaeToM Hamu4Ius
cumnTomoB, ooycimoBiieHHBIX PIT (EHRA II1), u otcyT-
cTBUS 2heKTa OT aHTUAPUTMUIECKON Teparuu, Orpe-
neseHbl nokasanus st PHA. B peHTreHonepalimoHHOM
Ha (hOHE CUHYCOBOTO PUTMA BHITIOJIHEHO KapTUPOBAHUE
JIT1, o6bem JITT — 68,5 MJI/MZ, mwromiaas JIIT — 103,9 CM2,
dubpos — 1,44% mnpm moporax 0,2-0,5 mMB, dubpos
10,5% npu noporax 0,2-1,0 MB.

Ha pucynke 3 npeacrapieHa 3J1eKTpoaHATOMUYECKAsT
kaprta nanmenTa K., 55 jet, ¢ mapokcuzmanbHoU hopmoit

®I1 murensHOCTHIO 2 rona. B TeueHue 3 JIeT exXeHeneab-
Heie nipuctymbel OI1, conmpoBoxknammuecs: AMCKoM@op-
TOM B JIEBOW NOJOBUHE T'PYIHOM KJIETKU, BBIPAXKECHHOU
cnabocteio. [IpucTymsl KynmupoBaIMCh TTPUEMOM TIPO-
MpaHoj07a. AHTHAPUTMUYECKAsT TePaITns COTAIONOM 0e3
addexra. Tsxects nposiienunit mapokcusmon PI1 coot-
BercTtBoBaia Il kmacc (EHRA). UBC uckitiouena (kopo-
Hapoanruorpadus, crpecc tecr). CPb — 7 wmr/mi.
Y mnaumenrta amarHoctupoBan MC: OT — 125 cwm,
UMT — 31,5 kr/m’, JITIBI — 1,0 mmonb/n1, TT —
2,1 mmonb/i1, Tmoko3a — 5,16 mmoinb/in, A 170/100 MM
pr.ct. Ilo pesynpratam 3xoKI: oobem JIIT — 64 wmu,
nHOeKc oorema JIIT — 28,9 MJ'[/M2, KIP JI2K — 56 MM,
UMM JIXK — 108,4 F/Mz, ®B — 68%. YpoBeHb Tajek-
THHA-3 B cbIBOpoTKe KpoBu — 0,698 Hr/mi, TGF-betal —
16984,3 nr/mi). C y4yeToM HaJIWYMSI CUMIITOMOB,
ooycnosrenHbix OIT (EHRA 1), u otcyrcrBust apdexra
OT aHTUAPUTMUYECKOW Teparuu, OMpeAesieHbl MoKa3a-
Hus st PYA. B penTtreHornepaiinonHoit Ha (poHe cUHy-
COBOrO0 pWTMa BBHIMIOJIHEHO KaptupoBaHue JIIT: oObeM
JI1 — 116,17 MJ'I/MZ, mwromans JIIT — 142,7 CM2,
Gu6po3 — 8,5% npu noporax 0,2-0,5 mB, bubpos 22,5%
mpu nioporax 0,2-1,0 mB.
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00cyxpaeHue

3abomeBacmocts PI1 B momysmsIimm 3a IIOCICTHUE
rompl HEYKJIOHHO BO3pacTaeT M 3TO OOBSICHICTCS
HE TOJIPKO YBEJIMYCHHEM PACIIPOCTPAHCHHOCTH TpamM-
IMOHHBIX (PAaKTOPOB pHICKa JAHHOTO HAPYIICHUS pUTMa,
Takux Kak Bo3pact, UbC, xitamaHHas maToJiorys cepaia.
B monynasmmoHHOM TIPOCIEKTHMBHOM MCCIICIOBAHUM
ARIC (Atherosclerosis Risk in Communities Study) mpo-
IEeMOHCTPUpPOBaHO, YTo M C yBeIMUMBaET PUCK Pa3BUTHUSI
®I1 1a 67% [3].

BekTpoaHaToMuIecKoe KaptupoBanue JIIT — Mero-
KA, KOTOpass MOXET OBITh MCIIOJIB30BaHA I OICHKH
wromany ¢uodposa muokapnaa JIIT, omHako B HacTosIIee
BpeMsl HET eOWHBIX PEKOMEHIAIMii W PYKOBOICTB
10 OICHKE D3JICKTPOAHATOMHYECKON XapaKTePUCTUKU
JITI, xapakTepu3ylolleii CTeleHb BBIPAKCHHOCTH
¢uodposa JIIT. Robert S, et al. B cBoeit paboTe corocTa-
BUJIM [aHHBIE DJJeKTpoaHaToMHuyeckKux Kapt JIII
u pe3ynsratoB MPT ceparia 1 yCTaHOBHIIH, 9TO XapaKTe-
pHUCTHKA 3IOPOBOTO MHOKapia, OICHEHHAs! IIpW KapTH-
poBanuu JII1, umeer 3aeKTpuYECKU BOJBTaXK OOJIbIIE
1,0 MB, 9T0O COOTBETCTBYET 3MOPOBOMY MUOKAPAY ITO JaH-
HbiM MPT. YcTaHOBIEH TakKe MOpOr HU3KOTrO BOJbTaxa
<0,5 MB, cooTBeTcTBYIOMIMI ChOPMUPOBAHHOM (PHUOPO3-
Hoit TKauwm [10, 11]. [To MHEHUIO IPYTUX aBTOPOB, BOJIb-
Taxk <0,2 MB COOTBETCTBYEeT ITOTHOM PYyOIIOBOII TKaHU
y MaIlMeHTOB ¢ OPTAaHMYCCKUMU 3a00JIEBaHMSIMU Cepilia
u riepcuctupytomeit ®I1, a rpaHUIBl GrOpPO3a MIOKapIa
OMpeNesuIich B Aruana3oHe Bonbraxa ot 0,2 mo 0,5 mMB
[12]. HexoTopbie aBTOPHI ONIPeNeIISIOT I'paHUIIBl (HOpo3a
nipu BoJieTaxke 10 0,75 mB [13].

B cBa3m ¢ TeM, 9TO B HaIlleM UCCCAOBAaHMHU Y BCEX
MMAIIMeHTOB OBbIIa MCKITI0UCHA OpraHMYecKasl MaTOJIOTHS
cepala, pacIMpeHre paMKu 30HBI mHTepeca ¢ 0,2-0,5
MB 110 0,2-1,0 MB OBIJTI0 BEITTOJTHEHO C 1IETbI0 BKITIOYEHUS
B aHaAJM3 30H HE TOJILKO chopMHUpoBaHHOro (hudposa,
HO 1 (hopMUpYIOIIeicsT (UOPO3HONM TKAaHU — “TIpemdu-
6po3a”. [IpoaHaMM3MpoBaB IOJYIYCHHBIC JaHHEBIC, HAMU
YCTAaHOBJICHO, YTO HE3aBHCHMO OT BBIOpAaHHBIX KPHUTE-
pueB ¢udpo3a (HE3aBUCMMO OT OIIpeIeSiecHHsS HU3KOTO
BOJIBTaXa) TIpOLIeHT (prbpo3a y nmarueHToB ¢ OI1 u MC
3HAYMMO BHIIIEC, YeM y OOJNBHBIX C HaHHOW apuUTMHUEI,
Ho 6e3 MC.

DOnuKapauaabHas XUpoBas TKaHb — KilacCH4ecKas
BUCILIepaIbHAS XXMPOBasI TKaHb, UMEIOIIAsT TIPOUCXOXIC-
HHUE U3 CIUTAHXHOIUICBPAIIBHON Me30JepPMEBI, KaK MEe3CH-
TepUAJIBHBIN XUP W XUP CaJIbHUKA. DIHMKapauaJbHasT
XKUPoBast TKAHb TUIOTHO MPUJICKUT K MUOKApIy M UMECT
OIMHAKOBOE KPOBOCHAOXKEHNE ¢ MUOKAPIOM depe3 CHC-
TeMy KOpoHapHBIX aprepuii [14]. CymecTtByer TouKa
3pEeHUSI, 9TO SITNKApAUATbHAS XIUPOBast TKaHb, U3MEPCH-
Has ¢ noMolbio MPT, B Gosblieil cTeneHU OTpazkKaeT
BBIPaXXEHHOCTh BUCIIEpaabHOTO oXXupeHus, yeM OT [15].
DTO yTBepXIeHNE OCHOBAaHO HA TOM, YTO KOJUYECTBO
SIUKAPANATLHON XUPOBOM TKAHMU TOJIOXKUTEIHFHO KOP-
permpyeT ¢ KomrmoHeHTamMu MC: ypoBHEM apTepHallb-

Horo maBieHus, OT, ypoBHEM TJTIOKO3bI, TPUTIUIICPHUIOB
B KPOBHU U1 C COACPKaHUEM B KPOBM MapKepOB BOCIIAJIC-
HUS 1 TpoUOPOreHHBIX LIMTOKMHOB [15-17].

Ddubpo3 MroKapaa — BaXHEHIIMI cydocTpaT popmu-
poBanusg DI [5], B mpoliecce 0Opa3oBaHUS KOTOPOTO
YJacTBYeT OOJIBIIOE YMCIIO (DAKTOPOB, B TOM YHCIE, IIPO-
BOCITAJINTCIbHBIC ITMTOKWHEI, ITPOOKCHIAHTHI, TPaHC-
dopmupylomuit aktop pocra 6era-1, cCoeAUHUTETb-
HOTKAaHHBIN (paKTOp pPOCTa, KOMIIOHCHTBI CHCTEMBI
PEHMH-aHTUOTCH3UH-AJIBIOCTEPOH, SHIOTEINH-1 1 Apy-
rue. [18]. JlaBHo u3BectHO, utro TGF-betal — Hanbomee
MOILHBII CTUMYJISITOP CHMHTe3a KojuiareHa (ubpo0biia-
cramu ceprnma. Ilpm m36mITOuHO# 3Kcrpeccun TGF-
betal HauWHAETCA CENIEKTUBHAS CTUMYJISILIUS Pa3BUTHS
MHTEPCTULIMAILHOTO (GHUOpOo3a Mpeacepanii, 9To B CBOIO
odyepenb MOXET MHPUBOAUTH K Pa3BUTHUIO HapyIICHUN
MIPOBEICHNS MMITYJIBCOB IO TIpeAcepansiM, (hOpMHUPOBa-
HUIO re-entry 1 BosHnKHOBeHUIO PI1 [19]. Panee Obutn
TOJTyYeHBI JaHHBIE O TOM, 4TO Yy maumeHToB ¢ PII ypo-
BeHb IPO(HOPOTreHHOTO MapKepa rajleKTHHA-3 3HaYNMO
BBIIIIE, YeM Y 3MOPOBEIX obOcienoBaHHBIX [20]. B 2014t
OITyOJIMKOBaHBI TIEpBBIC MAHHBIC, CBHICTEILCTBYIOIINC
o ToM, 4To y manueHToB ¢ PII ypoBeHBH rajleKTHHA-3
BBIIIIE, YeM B momyisinuu. B gactHocTH, ipu 10-1eTHEM
Habmonenuu 3a 3306 yuactHukamu DpeMHHIEMCKOIo
KCCJIEIOBaHUSI YCTAHOBIEHO, uTo y 250 uenoBek (7,8%)
3apeructpupoBaHbl smm3onsl PII, mpu sTOoM, Ooiee
BBICOKMI YPOBEHb IIMPKYJIUPYIOIIETO TaJeKTHUHA-3 OBLI
acCOIIMMPOBAaH C TOBHBIIICHWEM pucka paszButus PII
(Ol =1,19, 95% AU 1,05-1,36, p=0,03) [21]. M&bI 012~
raeM, 4YTO TaJIeKTMH-3 WIpaeT CYIICCTBEHHYIO pOJb
B (hopMUpOBaHUN PEMOICITUPOBAHUS Ceplla Ha MOJICKY-
JISIPHO-KJIETOYHOM YPOBHE, CIIOCOOCTBYS pa3BUTHIO
¢ubpo3a MUOKapma Ipeacepanii, YTO IOATBEPKIACTCS
B pabore Yalcin MU, et al. (2015). B aToM nccienoBaHnn
BBISIBIICHA KOPPEJSIIAS MEXIYy YPOBHEM TalleKTHHA-3
B CBIBOPOTKE KpoBH Yy 0016HBIX ¢ PI1 1 cTeneHbIo BEIpa-
JXKEHHOCTU (hrOpOo3a JIEBOTO IMPEICCPANsI, YCTAHOBICHHOM
¢ nomotupio MPT (r=0,696, p<0,001) [22]. B uccinenona-
HUSIX paHee OBIIO YCTaHOBJICHO, 9TO ypoBeHb TGF-betal
KOppeTUPYIOT ¢ BeIpaXkeHHOCThIO (prbpo3sa JIIT [8].

I[lo maHHBIM aHaAIW3a pPe3yJAbTAaTOB, ITOJYYCHHBIX
B HaIleil paboTe, BIEPBEIC YCTAHOBJICHA CBS3b YPOBHEU
ranektHa-3 1 TGF-betal B cChIBOpOTKE KPOBU CO CTe-
TEHBIO BRIpaXkeHHOCTH (pubpo3a muokapaa JIIT, ompene-
JICHHOTO TI0 JaHHBIM 3JICKTPOAaHATOMUIECKOTO KapTHPO-
BaHus y rmanueHToB ¢ ®IT u MC.

PazButne ¢pubpuaasguum mnpeacepauii — mpoliecc
MHOTO(aKTOPHBIN, B OCHOBE KOTOPOTO JIEKAT CTPYKTYP-
HBIC W 3JICKTPUUECKIEC N3MECHEHUSI B MIOKape, TEMOIM -
HaMHWYECKHE HATrPy3KM U HEMPOTYMOPAIbHBIC BIIVSTHMSI.
BaxHyio poib B CTPYKTYPHOM peMOACIUPOBAHUUI
¥ TIOSIBJICHUY 0YaroB MUKPO re-entry UrparT IIPOIIEeCCH
BocHajicHHUS 1 (hnOpo3a B MruoKapie. BeIsBIcHIE HOBBIX
O6MOMapKepPOB, C MOMOIIBI0 KOTOPHIX MOXHO KOCBEHHO
OLICHUTh AaKTUBHOCTh IIPOIECCOB (POPMUPOBAHUS
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¢$ubpo3a, a Takke M3yYCHHE WX KIMHUYCCKON 3HAUM-
MOCTH ITO3BOJINT B OyOyIIleM HE TOJIBKO YTOUHSITH PUCK
Bo3HnkHoBeHUS PI1, HO M, BOBMOXHO, ONIPEICISATh TaK-
THKY palliOHAJIBHON (papMaKoTeparmmn.
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MHEHWE MO NPOBJIEME

3®DEKTUBHOCTb KAPAWOBEPTEPOB-AEDUBPUNNIATOPOB B MPOGUIIAKTUKE BHESANHOW
CMEPTU U CHWXEHWUW OBLLLEN JIETAJIbBHOCTU Y BOJIbHbIX C CUHAPOMOM OUJIATALMOHHON
KAPANOMUONATUU: AUDDEPEHLMPOBAHHbIN NOAXO0A

Bnaroga O. B.1, Hepoctyn A. B.1, 3aknsa3bmuHckast E. B.2

Llenb. OueHnTb HEMOCPeaCTBEHHYI0 3DHEKTUBHOCTb UMMIAHTUPYEMbIX Kapayo-
BepTepoB-aedpnbpunnstopos (MKA) n kombuHMpoBaHHbIx ycTpoitcTs (CRT-D), ux
B/ISIHWE HA YaCTOTY BHE3AMHON CMEPTM U 06LLYIO NeTaNbHOCTb Y GONbHBIX C CUH-
[IPOMOM AunaTauMoHHon kapanomuonatm (AKMI) n yTo4HWTL KpuTepum oTbopa
Ha VMNNaHTaLUMIO AaHHbIX YCTPOWCTB.

Marepuan u metogpl. Habnopanmcs 220 6onbHbIX ¢ cuHapomom OKMIM: 66
(80%) n3 Hux (cp. Bo3pacT 48,5£12,8 net, 47 MyxuuH) umnnaHtposaHbl MK
(n=37) u CRT-D (n=29), 154 (70%) 60nbHbIX COCTABWAW TPYMNMy CPaBHEHUs (Cp.
Bo3pacT 47,1£12,4 net, 104 mMyxuuHbl). Y 60 6onbHbix (93,9%) ycTpoiicTa Gbiin
CpPEeACcTBOM NEepBMYHON NpodunakTUK1 BHE3anHoin cepaeyHon cmeptn (BCC).
Cpok HabniopeHust coctasun 16 [6; 37] mec. B kayecTBe NepBUYHBIX KOHEYHbBIX
TOYEK OLEHMBANUCL MokasaTesn “cMepTb+TpaHcniaHTaums”, netansHocTb, BCC,
“BCC+cpabaTbiBaHus”, a Takke “cMepTb+TpaHcnaHTauys+onpasaaHHbie cpada-
ThiBaHUs AepubpUNNSTOpoB”.

Pe3ynbrartbl. JleTanbHOCTb Y Bcex 6onbHbIX ¢ cuHgpoMom AKMI coctasuna 19,1%,
“cmepTbtTpaHcnnaHTaums” — 21,4%, BCC — 2,7%. [JOCTOBEPHbIX pa3nmyuii no atum
rokasatensiM Mexay 60bHbIMK ¢ 06oummn ycTpoiicTBamu (19,7%; 22,7% wn 1,5%),
WKL, (21,6%; 24,3% 1 2,7%), CRT-D (17,2%; 20,7; 1 0) n nauveHTamu 6€3 yCTpoicTB
(18,8%; 20,8% 1 3,2%) He ObiNo. [LoCTOBEPHO GOsEee BbICOKME 3HAYEHNS NoKasaTenei
“BCC+cpabatbiBanust” (18,2%v3,2%, p<0,001) 1 “cMepTb+TpaHcnnaHTaums+cpada-
ThiBaHus” (36,4% v 20,8%, p<0,05) y GonbHbIX C YCTPONCTBaMW CBUAETENLCTBYET
0 peanbHOM BK/iaae AedpmOpuinsSTopoB B ypaBHUBaHIE nokasateneil obLuei cmepT-
HocTn 1 BCC. Cpeam nauyeHToB ¢ yCTpoiicTBamm npeobnafana reHeTnyeckas u cme-
LWaHHas! (reHeTnyeckas 1 BocnanutensHas) npupoga AKMM (62,1 v 35,7%, p<0,001),
0OblIM 4OCTOBEPHO MeHbLLE UcxoaHas OB (26,3+9,2v 30,7£10,3%, p<0,01), KoHeyHoe
ee 3HaueHve (31,1211,0 v 39,2+13,5%, p<0,01), moctoBepHo Gonblie KAP nesoro
xenynouka (JTX, 6,8+0,8 v 6,50,8 cm, p<0,05) 1 cTeneHb MUTPanbHON peryprutaumm.
Y naumeHToB C YCTPONCTBAMM YacToTa OnpaBAaHHbIX LWOKOB cocTasuna 18,2%. Mpu
M30/MPOBaHHOM MVOKapAUTE LLIOKOB He 0TMe4eHO. DB y naumneHToB ¢ LokamMu okasa-
nacb A0CTOBEPHO Bhilwe (35,319,1% v 26,8+9,3%, p<0,05), KZIP 00CTOBEPHO MEHbLLEe
(6,2+0,6 cmv 6,9£0,9 cm, p<0,01), pexe BcTpevanuck Ha KT NpraHakm runepTpodum
JIXK (16,7% v 56,3%, p<0,05), 60nee 4acTo perucTpupoBasicst H13KkMiA BonbTax QRS
(33,3% v 10,6%, p=0,53); pasnuuuii B YaCTOTE HA3HAYEHWS KAPAMOTPONHbIX Npenapa-
TOB He 0TMe4eHO. OCHOBHbLIMM MPEAVKTOPaMM LLOKOB SIBUNACh FEHETUYECKas Npu-
poaa OKMI (30n1poBaHHas/B Co4eTaHm ¢ MUOKapanToM, 25/75%, B CpaBHEHUN
¢ 20/33% y naumenToB 6e3 wokos, p<0,01, OP 1,58, OLL 10,93, 4yBCTBUTENLHOCTb
94,1%, oTpuuatenbHas npeackasartenbHas LeHHocTb 99,2%), a Takxe ycToumnsas
(OP 18,0, cneundunyHocTs 98,1%) 1 HeycToMuMBas xenyao4kosas Taxvkapans (OP
1,43, 4yBCTBUTENLHOCTb U OTpULATENbHAS NpefckasaTtenbHast LeHHocTb 100%),
CHuxeHve BonbTaxa QRS u oTcyTcTBME npu3dHakoB runeptpodum JHK Ha KM
(oTpuuaTenbHasa npeackasartenbHas LeHHoCTb 92,8% 1 95,6%).

BaknioyeHue. Y 60mbHbIX ¢ cuHapomom AKMIM umnnanTaums UKA/CRT-D nposo-
[MNach C Y4€TOM AOMONHUTENBHBIX KPUTEPUEB (FEHEeTUYeckas 1 CMeLlaHHas 3Tvo-

norus AKMIM, 6onee H1akas AB 1 xyaLumii 0TBET Ha neveHue); 3a cyeT aPPeKTuB-
Hon WK[-Tepanuy nokasatenu NeTanbHoCcTH, “cMepTb+TpaHcnnantaums” n BCC
He NPEBLICUIN TaKoBbIE Y MeHeE Tsxenblx 60MbHbIX 6e3 ycTpoiicTs. OnpasaaHHbIe
LIOKW pa3BuBanuchb y 60oMbHbIX C AOCTOBEpHO Gonee Bbicokoir PB. B kauectse
camocTosTensHoro daktopa pucka BCC v kputepus ons 0t6opa Ha MMnaaHTaumio
nedunbpunnatopa HeoOX0AMMO WMCMONL30BaTh reHeTMYeckylo npupomy KM,
0COGEHHO ee coyYeTaHne ¢ MMOKapAUTOM, B Ka4eCTBe NpeankTopoB GnaronpusT-
HOrO MPOrHO3a — OTCYTCTBME HEYCTONYMBOW XeNyA04KOBOW Taxnukapamm, a Takke
CHWxeHus BonbTaxa QRS, Hannume npuaHakos runepTpodum JIK Ha SKT. Mpeano-
XeH anropmMTM oTbopa naumeHToB ¢ cuHapomom AKMM Ha UK -Tepanuio.
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EFFICACY OF CARDIOVERTER-DEFIBRILLATORS IN PREVENTION OF SUDDEN DEATH AND OVERALL
MORTALITY DECREASE IN PATIENTS WITH THE SYNDROME OF DILATION CARDIOMYOPATHY:

DIFFERENTIAL APPROACH

Blagova 0.V, Nedostup AV, Zaklyazminskaya E.V?

Aim. To evaluate the exact efficacy of the implantable cardioverter-defibrillators
(ICD) and combination devices (CRT-D), and to evaluate their influence on the rate
of sudden death and overall mortality in patients with the dilation cardiomyopathy
syndrome (DCMP), and to clarify the selection criteria for implantation.

Material and methods. Totally, 220 DCMP patients investigated: 66 (30%) of them
(mean age 48,5+12,8 y.0., 47 males) underwent implantation of ICD (n=37) and CRT-D
(n=29), 154 (70%) patients were in comparison group (mean age 47,1£12,4 y.o., 104

males). In 60 patients (93,9%) the devices were implanted for primary prevention of
sudden cardiac death (SCD). Follow-up lasted for 16 [6; 37] months. As primary
endpoints, the following parameters were used: “death+transplantation”, mortality,
SCD, “SCD+shock” and “death+transplantation+proper shocks of the defibrillators”.

Results. Mortality in all DCMP patients was 19,1%, “death+transplantation” —
21,4%, SCD — 2,7%. There were no significant differences by these values in
patients with both devices (19,7%; 22,7% and 1,5%), ICD (21,6%; 24,3% and
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2,7%), CRT-D (17,2%; 20,7; and 0) and patients with no devices (18,8%; 20,8% and
3,2%). Significantly higher rates by “SCD+shocks” (18,2% v 3,2%, p<0,001) and
“death+transplantation+shocks” (36,4% vs 20,8%, p<0,05) in patients with the
implanted devices witness for real impact of the defibrillators in equality of overall
mortality and SCD parameters. Among the patients with implanted devices, the
genetic and mixed (genetic and inflammatory) nature of DCMP predominated (62,1
v 35,7%, p<0,001), there was significantly lower EF (26,3+9,2 v 30,7+10,3%,
p<0,01), its end value (31,1+11,0 v 39,2+13,5%, p<0,01), significantly higher end
diastolic size of the left ventricle (EDS, LV, 6,8+0,8 v 6,5£0,8 cm, p<0,05) and the
grade of mitral regurgitation. In patients with the devices, rate of proper shocks was
18,2%. In isolated myocarditis there were no shocks (35,3%9,1% v 26,8+9,3%,
p<0,05), EDS significantly lower (6,2+0,6 cm v 6,9£0,9 cm, p<0,01), ECG signs of
LV hypertrophy were more rare (16,7% v 56,3%, p<0,05), but more commonly — the
low voltage of QRS (33,3% v 10,6%, p=0,53); there were no differences in the rates
of cardiotropic drugs prescription. Main predictors of the shocks were genetic origin
of DCMP (isolated or with myocarditis, 25/75%, comparing with 20/33% in patients
with no shocks, p<0,01, HR 1,58, OR 10,93, sensitivity 94,1%, negative predictive
value 99,2%), and sustained (HR 18,0, sensitivity 98,1%) and non-sustained
ventricular tachycardia (HR 1,43, sensitivity and negative predictive value 100%),
decrease of QRS voltage and absence of the signs of LV hypertrophy on ECG
(negative predictive value 92,8% and 95,6%).

HunartannonHas Kapauomuonatus (JKMII) saBis-
eTCid OJHOW W3 BEeAyIIUX HEUIIeMUYECKUX MPUYUH
BHe3ammHoU cepaeunoit cMeptu (BCC) n TsKenoit xpo-
HOYecKoll cepmeuyHoit HemoctaTtouHocTu (XCH)
C HeOJarompusITHBIM TporHo30M. B paborax 90-x
roI0B IMPUBOAATCSA AaHHBIe O 25-30% neranbHOCTU
B TedeHue roga, 50% JeTaabHOCTU B TEYEHHUE 5 JIET
u abcomotHoit yactrore BCC 12%, KoTopas cocTaBisieT
25-30% Bcex cmepteir or JJKMII [1]. Ta xe yacTtora
BCC (12%) otmeueHa M B HEeJaBHUX UCCIEIOBAaHMIX
[2]. V mum 35-49 mer OKMII ocrtaetcst BTOpOU
Mo 4Yactore (Iociie MIIeMHIECKON OO0JIe3HM ceplrra)
npuunHoit BCC [3]. B mocnenHee necatuieTe geTanb-
HocTh ipu JIKMII cHusunace no 7-14% 3a 5 ner [2, 4],
a yactrora BCC — Ha 87% B cpaBHeHuu ¢ 1977-1984rr,
[2]), 9TO DOCTUTHYTO B pe3yabTaTe HE TOJHKO MEIMKA-
MeHTO3HOM Teparmun XCH, HO u BHeaApeHUST UMILIAH-
TUPYEMBIX KapauoBepTepoB-aeduopunaTopos (MKJI)
W PECUHXPOHU3UPYIOIINX YCTPOUCTB ¢ (YHKIUCH
nepuodpmwusitopoB (CRT-D).

ITo maHHBIM MUIOTHOTO €BPOIIEHICKOTO perucTpa Kap-
mnomuonatnit 2016r, UK/, mMmmiaanTupoBanbl 36,7%
manueHToB ¢ JKMII, B T.u. 28,0% — ¢ uenbio nepBud-
"ot npodunaktuku BCC [5]. [TokazaHUSIMU K UMIUIaH-
tauuu MKJI Ha cerogHs sBasiorcs: 1) B pamKax BTOpUY-
Hoit mpodmrakTnk BCC — GuOpmmisamms XKelIyIo4KoB
(®X)/xenymoukoBast Taxukapaus (XKT) B aHamHe3e
(knacc pexoMenaauuii I, ypoBeHb J0Ka3aTeIbHOCTH A)
¥ TeMOIMHAMHWYECKH XOPOIIIO ITIepeHOCHMAs CTaOMITbHAST
XT (Ila B); 2) B paMKax IepBUIHON TTPOPUIAKTUKIA —
dpakuus BeIOpoca yeBoro xemymouka (PB JI2K) meHee
35% Ha (poHe ONTUMAJILHOM TEpAluU B COYETAHUU C 2-3
®K XCH o NYHA (IB) wmu 1®K (IIb C), oxumanue
TpaHCILIaHTaUuu cepaua BHe kiauuuku (I11a C), [6]. Bme-
cre ¢ TeM, maHHble 00 3ddexkTuBHOCTH MK/CRT-D
y nameHToB ¢ JIKMII BecbMa MpOTUBOPEUYUBHI.

Conclusion. In DCMP patients, implanting of ICD/CRT-D was performed with
acknowledged additional criteria (genetic or mixed DCMP etiology, lower EF and
worse response to treatment); due to more effective ICD therapy, the values of
mortality, “death+transplantation” and SCD were not higher than in less severe
patients with no such devices. Proper shocks developed in patients with
significantly higher EF. As an independent SCD risk factor and a criteria for
patients selection to defibrillator implantation, genetic origin of DCMP should be
used, especially if comorbid with myocarditis. As the predictors for benign
outcome — absence of non-sustained ventricular tachycardia, lower QRS voltage,
signs of LV hypertrophy on ECG. An algorithm proposed of DCMP patients
selection for ICD treatment.
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Key words: dilation cardiomyopathy, myocarditis, sudden death, cardioverter-
defibrillator, ventricular tachicardia.
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B ucciaemoBanum SCD-HeFT y 001bHBIX ¢ HEUTITEMM -
yeckoit XCH u ®B He Gosiee 35% ycTaHOBIIEHO IOCTO-
BEpHOE CHIDKCHWE OOIIeil CMEPTHOCTA B pPe3yiIbIare
MK]I-Tepanuu B cpaBHEHUH C T1J1a11e00 ¥ aMUOJApOHOM
[7]. B HemaBHEM ucclieqoBaHNM, BKIIOYaBIeM 853 00Jb-
Heix ¢ AIKMII, UK]I-Tepanus ssBuiaack HauboJiee MOIII-
HBIM TIPEIUKTOPOM OJIATOIIPUSITHOTO IIPOTHO3a B OTHO-
meHnu Kak cMmeptd or XCH/rpancmmantaunmu (HR
0,375, p<0,001), Tak ¥ 9aCTOTHI JAHHBIX COOBITHII B COUE-
tauun ¢ BCC (HR 0,08, p<0,05), [4]. B Hamymesiiem
ucciaenoBanun 2016r DANISH, x xortopoMy MbI elie
BepHeMcs, noctoBepHoe BiausgHue MK/ Ha oO6uyio
CMEpPTHOCTh OTMEUEHO JIMIIb y “MOJIONBIX” OOJIBHBIX,
MoJjioxe 68 neT [8], ogHako Lieaast cepusl MOCIeAyIOIIMX
MeTa-aHanu3oB ucciaegoBanuit DANISH, DEFINIT
W psma Opyrux moaTrBepamia 3¢ dektuBHOCTE MKJI
B cHmkeHuu cMmeptHoctd u BCC mpm JKMII, numb
B OOHOM W3 HHX TMONTBEPXKICHO 3HAUYCHHWE BO3pacTa
[9-12]. CnenyeT oTMeTHTB, 4TO B ccienoBanne DANISH
BKJTIOYAJINCh TaKKe IMAllMEHTH C THUIIePTOHUYECKOM
M KJanmaHHOW (HeulleMUYecKoii!) aTuojoruei, 4To
HUKAaK HE COOTBETCTBYET MOHATUIO 00 ncTuHHOM JIKMII.

B uenom, monw3za UK mpu AKMII nokazaHa, omHaKO
OYCBUIHA HEOOXOOWMOCTh ITOMCKAa IOITOJHUTEIBHBIX
(momumo ®B JIXK) kpurepmeB oTOOpa ITAllICHTOB
Ha UK ]I-Teparmmio. [1pu MeTa-aHanm3e uccienoBaHmii 12
IpeIOKEeHHBIX paHee npeaukTopoB BCC Ha 0ombIIoi
nomnysiuu 6onbHbIX ¢ JKMII (6o1ee 6000) He ycTaHOB-
JICHO LIEHHOCTH HU OJHOTO U3 BETeTaTUBHBIX TeCTOB [13].
CoO0OIIeHNAM O BBICOKOM ITPOTHOCTUYCCKON 3HAYMMO-
CTH TIapaMeTpOB aBTOHOMHON Momyisaiun (deceleration
capacity, DC) omaux aBTOpoB [ 14] TpoTMBOpEYAT TaHHBIC
IPYTUX 00 OTCYTCTBMU Y HUX IIPEUMYIIECTB IO CpaBHE-
Huio ¢ ®B [15]. OueBumHO, YTO TTPOOIEMBI CTpaTU(UKA-
nuu pucka BCC BEITeKaloT U3 BEIpaXKEHHON HEOTHOPOI -
HocTH “HemineMudeckoit JKMIT”.
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MHEHWE MO NPOBJIEME

B 2011r vamu BBemeH TepmMuH “cuHapom JKMIT”
[16], KOTOpBII IpUMEHSIETCS M B JOKYMEHTAX €BPOIIEii-
ckux aKcneptoB (2016, [17]) u moguepKuBaeT HEOOXOAM -
MOCTh AU @PEepeHLIMPOBAHHOIO MOAX0Aa K 3TUM 0O0JIb-
HBIM. YTouHeHue aTuojiorun cuHapoma AKMII mpen-
CTaBJISICTCS OTHMM M3 TJIABHBIX ITyTEH YIIyYIIeHUS OTOOpa
Ha WKJ. DiIeMeHTB 3THOJOTMYECKOTO IIOIXOAa VXKe
HAIIUTM OTpaXkKeHME B PEKOMEHIAIIMX 110 MMPO(PUIAKTHAKE
BCC [6]: B kadecTBe CaMOCTOATEIbHBIX ITOKa3aHWI
K ummiantauuu MKI, B T.4. y GOJBbHBIX C CUHIPOMOM
JAKMII, paccmarpuBaioTcs MyTallMM B T€HE JlaMUHa,
HelipoTroHMYecKasa (1 Tura), mosicHo-KoHeyHocTHas 1B
IUCTpodUsI C TTOKA3aHUSIMH K CTUMYJISIIIAN W KeJTyI04-
koBbiMU aputMusiMu (I1a B), capkonno3 v ruraHToKJie-
TOYHBIN MHOKApIUT ¢ HecTaOmibHOM KT/ KITMHIIeCKOM
cmepteio (IIb C); mpu muokapmure mokazanus K K]
PEeKOMEHIYeTCSI pacCMaTPUBATh TOCJE pa3pelIeHMUS
octporo snu3ona (Ila C).

Takum o6paszom, uzyyeHue 3(pPeKTUBHOCTH Kapauo-
BepTepoB npu cuHapome JIKMII paznuyHoii aTnoorun
W BBHIIEJICHNE HOBBIX KPUTEPHEB OTOOpa HA TEPAITHIO
SIBJIIETCSI BEICOKO aKTyaJIbHOM 3amadcii.

Llenpo HACTOSIIETO MCCICIOBAHUS OBUIO OICHHUTH
HETOCPEICTBeHHYIO 3(D(MEKTUBHOCTh MMILTAHTAPYEMBIX
KapanoBepTepoB-aehudpmwmiaTropoB (MKJ) m xKoMmOm-
HuUpoBaHHBIX ycTpoiictB (CRT-D), wux BamgHue
Ha YacTOTy BHE3AITHOW CMEPTH M OOIIYIO JIETAIbHOCTH
y 00JbHBIX ¢ cuHApoMoM JKMII u yTouHUTh KpUTepUn
0TOOpa Ha MMITIAHTAIIAIO JAHHBIX YCTPOMUCTB.

Matepuan u metogbl

ITanuenTsl, BKIIOYEHHBIE B HCCIeaoBanne. B micciemo-
BaHue Bonutn 220 60abHBEIX ¢ cuHApomoM JKMII, 151
MyxkurHa (68,6%), ot 16 et u crapiie (CpeaHuUii BO3pacT
47,5%12,5, ot 16 mo 77 ner).

Kpurepusimu BkItoueHus1 Oblinm  amiatauus JI2K
(KoHeuHbIlt nuactonumueckuii pasmep, KIP, 6Gogee
5,5 cm) u @B JIK menee 50%.

KpurepussMu MCKITIOUECHUS CIIYKIIN WHDaPKT MUO-
Kapma, OCTPBI KOPOHApHBIN CHHAPOM M MHOEKIIMOH-
HbII SHIOKAPAUT JaBHOCTHIO MeHee 6 MeC., BPOXKIEHHbIE
W peBMAaTHMYCCKUE ITOPOKU cepiama (3a HMCKIIOYCHHEM
JMIIIT 6e3 3HauuMMoro copoca, ABYCTBOPYATOTO aop-
TaJTbHOTO KJIAllaHa), THPEOTOKCUICCKOE, THUIICPTOHMYC-
ckoe cepate (rureprpodus JIK Gomee 14 mm), tumep-
TpodudecKast KapaIMOMHUOTIATHsI, 00JIe3HN HAKOIUICHHUS,
BepH(UILIMPOBAaHHBIC paHee OOJE3HN COCAMHUTCIHHOU
TKaHU, CUCTEMHBIC BaCKYJIUTHI, JTHM@oIponndepaTnB-
HBIC 3a00JIEBaHUS, XUMHUOTEPANUs aHTPAMKINHAMMH,
oIepallid Ha CepAIle TaBHOCTBIO MEHee 2 MecC., OTKa3s
MMaIleHTa OT YIaCTUSI B MCCIICIOBAHMM.

XCH umMenach y Bcex malMeHTOB, 00JIee 9eM Y TI0JI0-
BUHBI OMBEeHTpUKYyIspHast: 1 ctamuu y 15 (6,8%) Goib-
HbIX, 1Ay 91 (41,4%), 11by 106 (48,2%), 111y 8 (3,6%),
1 dynkunonansHoro kinacca (PK) y 18 6onbHbIX (8,2%),
2 DKy 59 (26,8%), 3 DKy 112 (50,9%) u 4 ®K — y 31

(14,1%). Y 0OBIIMHCTBA MALMEHTOB ObUIM PACILIMPEHbI
Bce Kamepbl cepana: cpexauii KJIP JIK cocrasui 6,5
[6,0; 7,1] cM, KOHEUHBII AUacTOIMYECKUA 00beM JIDK —
185 [140; 204] M, cucrommyeckmii — 120 [92; 168] mi,
IraMeTp JieBoro npeacepaust — 4,8+0,8 cMm, ero oobeM —
107,0£46,4 M, o0beM TpaBoro Tpeacepanss — 76 [52;
109] mur, TIepemHe-3agHUI pa3Mep IPaBOTO KEIyI0oUKa,
K — 3,2 0,8 cm. Cpenasga ®B JIK cocraBuiia
30,3+£10,1%, y 41 Gomeroro (18,6%) — 20% u menee,
OBLIH 3HAYUTEILHO CHIDKCHBI IPYTHE ITOKA3aTeId COKpa-
tuMocTu (cpeaHee 3Hauenue dP/dt 659 [535; 774,25] mm
pr.ct., VII 10,8%£3,9 cMm); y 21,8% GONBHBIX BBISBIECHBI
JIOKaJIbHBIC TUNOKWHE3bl. CHCTONMYECKOe HaBIICHUE
B jaerouHoil aprepunm (CJIJIA) coctaBuiao B cpemHeM
42,2+16,5 MM pPT.CT.

B rpynmy HaGmoneHus Boiuin 66 6onbHbix (30%), 47
MYXXYMH, cpemIHUI Bo3pacTt 48,5t12,8 JeT, KOTOPHIM
0 BKJIIOUCHUs HCCIIEAOBAHWE WJIM B XOIE €r0o OBLIN
umiutanTupoBansl MKJl (n=37) uiu CRT-D (n=29),
nprdeM 60 601pHBIM (93,9%) — B KadecTBe MTEPBUYHOM
npodunaktnku BCC.

[pymiry cpaBHEHMST COCTaBWIIA OCTaBIIHECs 154 0071b-
Hbix (70%), 104 MyxuuHbI, cpeaHuii Bo3pact 47,1+£12.4
JIeT, KOTOPBIM He OBLI MMILIAHTUPOBAHBI Ie(UOPHIIII-
TOPHI WM PECHHXPOHM3HpYIoIIne ycTtpoiictBa. Coro-
CTaBJISIaCh C TPYMITON HAOMIOACHMS 4acTOTa HOCTIIKE-
HUSI KOHCYHBIX TOYCK.

JIabopaTopHO-HHCTPYMEHTAIbHOE 00CIeI0BaHne OBLIO
HaIpaBJIeHO Ha YTOUHEeHKe 3Trojoruu cuHapoma JJKMIT,
BKJTIOUAJIO CTAHIAPTHBIE METOIOBI 00CemOBaHMUS (OIIpPOC,
ocmotp, DKI, DxoKI, cyrounoe morutoprpoBanmne DKI
o XoJaTepy), a TAKKe OIpeAeicHIe YPOBHS aHTUKAPIH-
anpHBIX aHTHTE] MeTonoM M®A (PHII TpaHcIianTomo-
TMU U UCKYCCTBEHHBIX opraHoB uM. akan. B.MW. Illyma-
koBa), IIIIP-guarHoCcTMKy BUPYCHOTO T€HOMa B KpPOBU
¥ MHOKape (BUpYChl repreca 1,2,6 TUIIOB, 30cTep, DIIILI-
TeitHa-bapp, muTOMeramoBupyc, mnapBoBupyc BI19,
SHTEPO,/afeHOBUPYCHI), TpeaMuI-TecT (5,9%), KOpoHapo-
rpacuio (41,8%), MCKT cepaua (67,7%), MPT cepaua
(22,3%), cumHTUrpaduio ¢ " Te-MUBU (31,4%), xoH-
cynbraumto reHetuka (PHLX wuMm. axkan. b.B. IletpoB-
ckoro PAMH) un JIHK-amarHocTUKy MeTOIOM CEKBEHM-
posanust o Cenrepy (21,8% u 16,8%).

CocTossHUEe KOpPOHApPHBIX apTepyuii HE OIICHMBAJIOCh
TOJIBKO Y 16,4% GOJILHBIX C YYETOM MX MOJIOJOTO BO3pacTa
¥ TIOJTHOTO OTCYTCTBHSI (DAKTOPOB PHCKA, ¥ OCTATBHBIX
OTCYTCTBHEC TEMOAMHAMMYCCKN 3HAYMMBIX CTEHO30B (OT
50%) ormeuyeHo B 88,2% ciaydaeB; HU B OIHOM CiIy4ae
KOPOHAPHBIN aTepOCKIIePO3 He SBIISUICS BEAYIIEH ITPUIm-
Hoit JIKMII. Mopdosornyeckoe 1M BUPYCOJIOTUUECKOE
HccaeqoBaHe MHOKapaa BbinojHeHo 84 (38,2%) 0oinb-
HBIX, B TOM 4HCjIe 52 3HIOMMOKAPIMAIBHBIX OMOIICHIA
TT2K, 18 wHTpaonepanmoHHbIx omoricuii JIK, 5 mccneno-
BaHWI SKCIDIAaHTUPOBAHHOTO cepaiia W 11 ayToricuii.
Buoricnst mpyrix opraHoB (JIeTKHE, KOXa, MBITIIIEL, JTM-
(oyaibl cpenocrerust) BoinoaHeHa 11 6onbHbIM (5%).
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Tabnuua 1

ConocTaBneHne UCXOAHbIX napamMeTpoB U MeAUKaMEHTO3HOro ie4yeHnsa

B rpynne HaGnioaeHus (B LeNIOM U B NOArpynnax ¢ wokamu,/6e3) u rpynne cpaBHeHUs!

Mapametp Tpynna HabnioaeHns” OnpaBaaHHble WoKK'" Bes onpasaaHHbIx wokos’ l'pynna cpa\BHevaE p
Bospacr, net 48,5£12,8 44,8+14,7 49,5+12,3 47,1£12,4 HO
Cpok HabniofeHms, Mec. 21,5 [6; 42,25] 23 [10; 42] 21 [6; 46] 14,5 [5; 35,25] HO
MepBuyHas/reHeTUyeckas npupoga KM 62,1% 100% 53,7%"° 35,7%™ <0,001
BupyC B M1OKapae 33,3% 33,3%" 33,3%" 65,9%" 0,005
®K XCH 3[2;3] 3[2;3] 3[2,375; 3] 3[2; 3] HA
CHuxeHve BonbTaxa QRS 13,6% 33,6%° % 10,6%" % 13,6% HOL
OKI-npuaHaku MK 43,9% 16,7%6 56,3%" 39,6% HO
Monxas 6nokasa JIHMT 45,5% 45,5%° 45,5%° 14,9%™ <0,001
KonuyecTtBo xenyno4koBbix akcTpacucton 1194 [200; 4777] 1265 [413; 4375] 1031 [175; 4888] 456 [92,75; 2885] 0,039
HeycToitumsas XT 78,8% 91,7%° 81,5%° 46,1% <0,001
Ucxoanas ®B JIXK, % 26,3+9,2 34,3+9,4° 24,2+8,0*° 30,7+10,3° 0,008
MepBuyHas ®B 1K, % 31,2£9,1 31,249,8° 31,2+9,0° 41,5+11 ,16'” <0,001
Koneuras ®B JIX, % 32,1£11,0 33,312,8 31,7+10,5° 39,1£13,5° 0,002
noxov OTBET Ha Tepanuio 30,2% 33,3% 22,2% 25,2% HO
(npupocT ®B meHee 5%)

KIP JIX, cm 6,8+0,8 6,240,6° 6,940,9" 6,5£0,8° 0,049
MX, cm 3,4+0,8 3,4£0,7 3,4+0,8° 3,1J_r0,86 0,025
MwuTpanbHas peryprutauums, CteneHb 2[1,5; 3] 2[2;2,5] 2[1,375; 3]° 1,5[1; 2]6 0,001
CIUIA, MM pT.CT. 47,2+17,0 44,6+12,9 47,8+18,0° 40,0+15,8° 0,008
WHrmbutopsl AMN® 83,3% 91,7% 84,6% 79,9% HO
[B-anpeHobnokaTops! 83,3% 75,0% 88,5% 77,9% HO
CnrpoHONaKTOH/3nnepeHoH 81,8% 91,7% 79,6% 83,1% HO
AmuopapoH 62,1% 66,7% 62,3% 55,8% HA,
BasucHas Tepanus MuokapamTa 60,6% 58,3% 61,1% 63,6% HA,

Cpennnii cpok HabmoneHns coctasui 16 [6; 37] mec.
Bcem 60bHBIM ITpoBOAMIIACh cTaHmapTHasI Tepanus XCH,
MMaleHTaM ¢ BEpUUIIMPOBAHHBIM IT0 pe3yjIbraTaM MOp-
dorormIecKoro/KOMIIEKCHOTO 00CIeIOBaHNST MHOKap-
IATOM — OasucHas Tepamusl (IIPOTUBOBUPYCHASI, TMMY-
HOCYIIIpeCCUBHas, X coueTaHue). McciremoBanme HOCUIIO
XapakTep IIPOCIIEKTUBHOIO, HEPaHIOMHU3MPOBAHHOTO
COITOCTABJICHUS ABYX TPYIIIT (HAOIIOOCHNS I CPDABHEHIS).

KoHeuHBIE TOYKM HMCCICIOBAHMSI BKIIOYAIN OOIIYIO
netanbHOCTh, BCC, moka3zaTenu “cMepTh+TpaHCIIaHTa-
s’ , “cMepTh+TpaHCIUIAHTALIMS+OIIpaBIaHHEIC cpada-
TBIBAaHUS JIe(PUOPUIIITOPOB”, OLIEHUBAIMCH TaKXkKe
YacToTa cpabaThIBaHUI AeUOPIILIITOPOB U TTIOKA3aTelIh
“cpabateiBanusg+BCC”,

Craructigeckas od6padoTKa MaTepraja IIPOBOIMIACH
¢ momoiipio TporpamMMmbl SPSS Statistics 21. KonmmuecTt-
BeHHBIC TIPMU3HAKM IIpeACTaBICHBI Kak M=3 (cpem-
HeeTomHO CTaHTAPTHOE OTKIIOHEHME) OO B BUIC MEIM-
aHBI ¢ yKazaHaueM 1-ro u 3-ro kBapTmieir. HopmaibHOCTD
pacIipee/icHAsI OLIEHMUBAJIach ¢ TTOMOIIBIO Tecta KommMo-
ropoBa-CMHpPHOBA, TOCTOBEPHOCTb Pa3IMUMii — C II0-
Mo1bio KputepreB CTbiofeHTa, MaHHa- YUTHH, YUIIKOK-
coHa. Pazmruug cauramuck 3HaunMbiMu ipu p<0,05. Jlig
OIICHKM AUATHOCTUYCCKOM M IMPOTHOCTIICCKOM 3HAYMMO-
CTU pa3IMYHBIX IIPU3HAKOB MCIONB30Bach ROC-aHa-

JIU3, TIOCTPOCHKE KPUBBIX NOXUTHS TTo Karutany-Meiiepy,
JIOTHICTUYECKast perpeccusi. PUCK pa3sIMUHBIX COOBITHIA
OIICHUBAJIM C TIOMOIIIBIO pacyeTa BEIMYNHBI OTHOCUTEITb-
Horo pucka (OP) u orHomreHust maxcos (OILLD).

Pesynbrathbl

Hanee OyoyT M3I0XKEHBI pe3y/IbTaThl OLICHKU BIVSHUS
IehrOPMUIATOPOB Ha KOHCYHBIC TOUKH MCCIICIOBAHMS,
a TakKe HemocpeacTBeHHAsI 3((GEeKTUBHOCTD YCTPOICTB
(9acToTa oIpaBIaHHBIX CPaOATHIBAHWIA U WX PE3YIIETaT)
¥ (haKTOPHI, €€ OMPEIACIISIONINE.

ComnocrapjieHHe HCXOIHBIX NAPAMETPOB B Tpynmax
HaOmoneHns: M cpaBHeHHMs. PelreHume 00 MMIUIAHTALIMA
HMKJ1/CRT-D B KaxxmoMm ciydae IIpUHAMAIOCh MHIWBU-
IyaJTbHO B 3aBUCMMOCTH OT HAJIMYIUsI OCHOBHBIX ITOKa3a-
Huii (3mmu3onsl ycronuuBol KT /DXK/xnmHuaeckoit
cMmepti B aHamHesze, ®B, ®K XCH, npomomkuTenb-
HocTh QRS), a TakKe psima TOMOTHUTEIBHBIX (DAKTOPOB,
KOTOpBIC TIOKA He HAIITA OTPaXXKeHMS B peKOMEHIAIINSIX,
HO YCYIyOJISUTM CTaHHApPTHBIC TOKa3zaHUs (ITOmIO3peHHUe
Ha reHeTuyeckywo mnpupony cuHapoma JKMII, ciydyan
kapanomuonatni/BCC B cembe, MOJIOHOII BO3pacT,
BBIpaxKeHHOE U cTolikoe cHzkeHne @B, 00Mopoku, TIpo-
6exku HeycToiunBoii KT Ha ¢oHe onTUMalbHOU Tepa-
1Y, HAJTAIMe TTOKAa3aHUI K ITOCTOSTHHOM CTUMYJISIITUAHN).
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MHEHWE MO NPOBJIEME
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Mamuentsl ¢ UK/CRTD (rpynna HabmoaeHus )

IMaumeHThl 6€3 ycTpOoCcTB (Tpyrnia cpaBHEHUS)

Puc. 1. HYactoTa LOCTVXEHUS KOHEYHbIX TOYEK UCCNEA0BAHMSA B FPynnax CPaBHEHN

OTKa3 OT UMIUTAHTAIINH C IIeJIbIO TIEPBUYHOI TTpOodu-
naktukn BCC y 6onbHBIX ¢ ucxomHoit @B menee 35%
OBUT CBSI3aH C TEPCICKTUBAMHM perpecca CHUHAPOMA
JAKMII/Bospactannem ®B Boiie 35%, oTCyTCTBUEM
IOTIOJIHUTENBHEIX (akTopoB pucka BCC, HammuameM
IIPOTUBOMNOKA3aHU (BHYTPHCEPICIHBII TPOMOO3,
WHGEKIUN, OXHUmacMasl IPOMOJLKATECIBHOCTh KU3HU
CYIIIECTBEHHO MEHBIIIC OTHOTO T0/1a), OTKa30M OOJIBEHOTO,
BBITTOJTHEHUEM TPaHCIUIAHTALIUKM CepAla, B psiIe CydaeB —
OTCYTCTBHEM YCTPOMCTB JTMOO KBOT HAa WX WMMILIAHTA-
o, OOWH MaeHT U3 TPYIIILI CPAaBHEHUS UMEIT TIOKa-
3aHMS K BTopruHO# npodmraktnke BCC (mmapokcn3Mbl
ycroiynBoil KT Ha dboHe Tepanuu aMHUOJAPOHOM U [3-
0JI0KaTOpaMu), OTHAKO OT 3aMEHBI KapANMOCTUMYJIATOpa
Ha MUK]I oTtkasbiBasicsi. Bo Bcex ocTaibHBIX Clydasix BTO-
pudHast TPOoPUIAKTUKA OCYIICCTBISTIACh C TTOMOIIBIO
YCTPOWCTB.

B pe3ynbrare Takoro MHIVBUAYATIN3UPOBAHHOTO IO -
XoIa TPYMIIIBl HAONIONEHUS W CPaBHCHMS OTINYATINCH
TI0 PSITY MCXOTHBIX ITApaMeTPOB: IIPeKIe BCETO 3TO Kaca-
ercst atuojiorun cuHapoma JKMII u BeIpakeHHOCTH
CTPYKTYPHO-(YHKIMOHAIBLHBIX HapyIICHWH. Y TalueH-
TOB ¢ UMIUTAHTAPOBAHHBIMM YCTPONCTBAMU TOCTOBEPHO
Yalle BCTPEYAINCh ITEPBUIHBIC/TCHETHYECCKH ICTCPMMU-
HupoBaHHbIe PopMbl JIKMII 1 ux coueTaHusI ¢ MUOKap-
autoMm (62,1%), B To BpeMsl KaK B IpYIIEe CPaBHEHMS
npeobiagan U30JMPOBaHHBIM Muokapaut (64,3%).
Y OONBHBIX C YCTPOMCTBAMU OKa3ajlach ITOCTOBEPHO

an

,00 25,00 50,00 75,00 100,00 125,00 ,00 25,00 50,00 75,00 100,00 125,00

HabnoaeHVs (C MMNIAHTUPOBAHHLIMU YCTPOWCTBaMM).

MeHbIIe He ToinbKo ncxomHast @B, Ho m @B Ha ¢one
JtleyeHus (IepBUYHAS — B CpeIHEM Uepe3 6 Mec., 1 KOHEY-
HasT — K KOHILY CpOKa HAOJIIONCHNSI), OH MMEJTA TaKXKe
noctoBepHo Oonbiiue ucxoaHwit KJIP JIZK, pasmepsl
2K, CHJIA m cremeHb MUTPAJbHON peTypTUTAIINN
(tabn. 1). Kpome Toro, B rpyrre HaOIIOAeHUSI OTMEUEHA
JNIOCTOBEPHO OOJIbIIAs YacTOTa KEJTYTOYKOBBIX 3KCTpa-
cucron (2KD) m Konu4ecTBO OOJBHBIX, UMEBIINX STTU-
301bl HeycTtouuBoil KT. Yactora HazHauYeHUST OCHOB-
HBIX KapIUOTPOIHBIX MperapaToB M 0a3MCHOM Tepamnuu
MUOKapaWTa TOCTOBEPHO HE pa3jiMyaiach.

Ciemyer OTMETUTh, YTO MCXOOHO OOIbINAs BEIpa-
KEHHOCTb CTPYKTYPHO-(DYHKLUMOHAJbHBIX M3MEHEHUIA
M XKEJTYOOYKOBBIX apUTMMIA HE SBJISIIACh CIELMalbHbIM
KpuTepueM OTOOpa ITallMCHTOB Ha WMIIJIAHTAIINIO
YCTPOWCTB, pas3ivyus MO XapaKTepy OTBETa Ha KOM-
MJIEKCHOE JIeYeHUEe TPOSIBIASIMCL yXe€ B IIpoliecce
HaOJII0ICHUS ; TEM HEe MEHee, 9TU pa3audus (1 nepcrek-
TUBHI OTBETA Ha TEpAIMIO) YYUTHIBAIUCH, B HTOTE
rpynnbl HaOMIOAEHUS U CpaBHEHHUSI OKa3aJuCh He
BITOJTHE COIIOCTABMMBI IO TSIKECTH, YTO HEOOXOTMMO
YUYUTBIBaTh MpPU CPaBHEHUM UCXOAO0B JiedeHus. [los-
HOCTBIO paHIOMU3NPOBAHHOE paclpeaeliecHue MallieH-
TOB MO IpynIiaM HabJIOAEHNS U CPaBHEHMUS TIPEICTaB-
JISIIOCh HE3TUUYHBIM C YYETOM YCTAHOBJIEHHBIX paHee
npeumyiiectTs UK/ 1 neficTBy1oluMx Ha CETOOHS PEKO-
MEHAALMK 10 X UMILUIAHTALMU, KOTOPbIE Mbl CTPEMU-
JIUCh COOMI0ATh.
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I'pynna HaGmonenus (n=13, 19,7%)

15%

®[]TonA
@[] Muesmonus

(O |l TepmunanbHas cepreuHas HeIOCTATOYHOCTD

@ [l BuesanHas apuTMuUUEecKast CMepTh

® [l CMepTh B paHHMi TTOCEONEPALIMOHHBII MEPHO
@ [ TMeueHouHas HeAOCTATOYHOCTh

® |:| WHcynbT (MIIEeMUYECKUI, TeMOpparnyeckuii)

- Me3seHTepuaibHbIi TPOMO03

Puc. 2. HenocpencTBeHHbIE NPUUMHBI CMEPTM B rpynnax HabnioaeHNs v CpaBHEHUS.

Bmsane UKJI/CRT-D na yacrory BCC, neTaibHOCTh
H JApyrHe KOHedHble TOYKH. COIIOCTaBJIICHHE YaCTOTHI
TOCTVKEHUS Pa3IMYHBIX KOHEUYHBIX TOYEK HCCIICHOBa-
HUS B TPYINaxX HaOIIONCHUS U CPaBHEHUS IIPEICTaBICHO
Ha puc. 1. JIOCTOBepHBIX pa3IW4YUil IO JIETAIIBHOCTU
(19,7% v 18,8%), mokasareno “cMepTb+TpaHCILIaHTA-
uus” (22,7% v 20,8%) u vactore BCC (1,5% v 3,2%)
MEXIY IBYMS OCHOBHBIMU TPYIIIIaMHM, a TaKKe ITaIlueH-
tamu ¢ MK, CRT-D u 06e3 ycTpOMCTB HEe OTMEUYCHO,
XOTS WMeJIach TeHIOCHIIMS K MeHbInei vactore BCC
Yy MAUeHTOB ¢ nepudpwrisitopamu. [Ipw paszmeabHOM
aHajau3e y maureHToB oT 60 JIeT 1 cTapiie U 60jiee MOJIO-
IIBIX JOCTOBEPHOTO BIMSHUS YCTPOMCTB Ha JICTAJTEHOCTB,
BCC u noxkazaTtenb “cMepTh+TpaHCIIaHTALIMSA”® TakKKe
HE OTMEUYCHO.

B To ke Bpems1, mpu olieHKe TToka3arens “BCCHor-
paBIaHHBIC IIIOKK Ae(OUOPIIIIITOPOB” BRISIBICHBI TOCTO-
BepHO OoJiee BBICOKAS YacTOTa COOBITUI KaK B TPYIIIIC
HaOoneHns B 11es1oM, Tak 1 B rpynmax MKJ u CRT-D
10 OTHEIBHOCTH. bBe3ycIoBHO, HEIb3sd pacleHUBaTh
YaCcTOTy OIpaBHAaHHBIX CpaOaTBHIBAaHWI Ie(HOPUILISTO-
poB Kak mpsiMoii skBuBajeHT BCC (IIOCKOJBKY YacTh
KyImMpoBaHHEIX ammapartamu 3130108 KT n gaxe XK
MOTJIa 3aKOHYUTHCS CIIOHTAHHBIM BOCCTaHOBIICHHEM
CHHYCOBOTO PHUTMa), OMHAKO B 3HAYMTEIIFHON CTCIICHU
KOJIMYECTBO IIMOKOB OTpaxaeT peanbHBIH prick BCC
U ABJIsIeTcs Hanbosee 6m3knM K nctruHHOM BCC cyppo-
TaTHBIM TIOKa3aTelIeM.

COOTBETCTBEHHO, 4YacTOTa JOCTMKEHUSI CYyMMapHOU
KOHEYHOU TOYKM “CMepTh+TpaHCILIaHTALS +opaBIaH
HBIE IITOKM” OKa3alach JOCTOBEPHO OOJIBIIIE Y TTALIEHTOB
¢ nepubpwisitopamu (36,4% v 20,8%). Ha mocneaHux
(11paBBIX) rpadmKax MOXHO BHAETh, KaKOBa IIPHOIM3M-
TEJIbHO OBIJ1a OBI peasbHas JICTATBHOCTH B TPYIITIe HA0JIIO-
IeHUs TIpU OTKa3e OT MMIUIAHTALIMU aIlapaToB. DTH
MaHHBIC CBUIETEIHLCTBYIOT O TOM, UTO YCTPOIICTBA OBLIN
AMITIAHTUPOBAaHBI MMEHHO TeM MAallMEHTAaM, KOTOpPBIC
B HUX B HAMOOJIBIIEH CTEICHN HYKIAJINCh, YTO M TT03BO-

I'pynmna cpaBHenus (n=29, 18,8%)

10%

JIMJIO BBIPOBHATH IToKazaTeam JetambHOcTH M BCC
Yy UCXOMHO 0o0Jjiee TSDKENBIX OOJIBHBIX ¢ 0ojiee JISTKUMU
MaleHTaMM U3 TPYIIIEI cpaBHeHMsI. HeoOxommmo Takke
OTMETHUTh, YTO PACXOXKICHNE KPWBBIX HAYaJOCh IIOCIIEC
IBYX JICT HAOJIONCHUS: 3TO TOBOPUT O HEOOXOOUMOCTH
nmonrocpodHoit oreHKN 3ddektuBHoct MKJI/CRT-D.
YacTroTra ompaBOaHHBIX CpabaTBIBAHMN Yy TAIIMCHTOB
¢ CRT-D oxkazanace HIXe, 9eM y 00abHBIX ¢ MK/, 9O
MOXET OBITh CBS3aHO C BO3pacTaHWEM CEPICIHOIO
BBIOpOCa 3a cueT 3(pDEeKTUBHON peCMHXPOHU3AIINN.

IIpu comocTaBlIeHNM HEIOCPEACTBEHHBIX ITPUINH
CMEpPTH B TPYyMIIaX HAOMIOACHMS U CPAaBHEHUSI OTMEUCHO
Obosee gBHOe mpeobnamanume TepMuHaabHO XCH
y TareHToB ¢ ycTporictBamu (puc. 2). BCC Bctpedanach
B obOemx TpymnIax B PaBHOW NPOIIOPIUH — OXTHAKO
B TPYIIIIe HAOIIOMEHUS 3TO ObUIa eMMHCTBEHHAs 00JIbHAS
¢ tepmuHaabHOM XCH, y KoTtopoit He Tompko MKII,
HO ¥ HapYKHBIIA AeOUOPHIIIATOP B COYCTAHUM C TTOJTHBIM
KOMIUIEKCOM peaHMMAIIMOHHBIX MEPOIIPUSITHI OKa3a-
JIMCh 0€CCUJIbHBI B KYMMTMPOBaHUHU peluanBupytoiieit 2KT
¢ tpancdopmanmeit B @XK; B maHHOM cCiIydae CMepTh
JIMIITB YCJIOBHO MOXKET OBITh KiIacCH(UIIMpPOBaHA KakK
BHeE3aITHasl, B TO BpeMsI KaK y OBYX ITallMCHTOB 03
ycrpoiicTtB 310 6bUTa McTHHAA BCC B oTCcyTCTBHE Bpa-
e, peaHMMAaINs He TIPOBOIMIIACK.

Boénbpimasg nons TpoMO03MOOTUUECKUX OCTOXKHEHUH
B TPYIINC HAOMIOACHUS He ObUIa HEIIOCPEACTBEHHO CBSI-
3aHa C UMIUIAHTUPOBAHHBIMH YCTPOMCTBAMM — B OTHOM
cilydyae 3TO OBLI WIIEMWYCCKMI WHCYIBT BCIICICTBUC
TpoM003a IIPOTE3NPOBAHHOTO KJIallaHa cepilla Ha ¢oHe
HealeKBaTHOM aHTHKOATYJITHTHOM TepaIlii, B IPYTOM —
Me3eHTepHAIbHEIN TPOMOO3 IIPEATIONOXKUTEIEHO BCIIC -
CTBHE 3MOOJIMY M3 YIIKa JIEBOTO IIpeacepans Ha ¢oHe
TIprieMa aHTUKOATYJISTHTOB 1 B OTCYTCTBHE CpaOaThIBAaHUS
HWK]. B ob6enx rpynmax mauydeHThl MOTU0ANN B paHHUI
TOCIIeOTIepallnOHHBIN TIepro (ITOcae omnepauy oopaT-
HOTO pPEMOMACIMPOBAHMS CepAlla, PEeIpPOTe3MPOBAHMUS
KJarnaHa, TpaHCIUIAaHTalWMM cepila, 3KCTPEHHOTO BMe-
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Puc. 3. YacToTa onpaBaaHHbix U HEONpaBAaHHbIX cpabaTbiBaHuil 4edrOpUAN[STOpOB B rpynne HabnoaeHus.

IIATeIbCTBA IO TIOBOMY KEIYIOYHOTO KPOBOTCUCHMSI).
TpancrmanTauss cepialia BBIIIOJHEHA 7 OOJBHEBIM,
B T.9. IBOMM C WMIUIAHTUPOBAHHBIMHU YCTPOMCTBAMM;
IIBOE TIOTMOJIM B paHHEM IIOCJICOIIepallUOHHOM IIEPHOIEC
OT OCJOXHEHHI. B I1IeloM CIIeKTp OpUYMH CMEPTHU
y OOJIBHBIX TPYMITBI CpaBHEHUS OKa3ayicsl 0ojiee pa3HoO-
00pa3HbIM, UTO MOXET ObITh OOYCOBJIEHO OOJbILIEH MX
YHUCIICHHOCTHIO.

YacToTa, NpUYMHbI U MPEJUKTOPbI ONMPABIAAHHBIX Cpa-
OareBanmii medudpuIATOpPOB. IIpM OIECHKE HEIocpen-
CTBEHHOU 3(hdeKTUBHOCTU AeDUOPUILTATOPOB B IPyMIIe
HaOJTIOIECHNST YCTAHOBJICHA MaKCHUMaJIbHAs 9acTOTa pas-
BUTHS OIPaBIaHHBIX 3((GEKTUBHEIX IIOKOB B MOATPYIIIIE
MMAIIeHTOB, KOTOPEIM TIPOBOAMIACH BTOPUIHAS IPOGhH-
naktuka BCC — 50% (puc. 3). B monrpynie nepBUIHOMN
npodwiaktukn BCC yacToTra oOIpaBOaHHBIX IITOKOB
cocraBuna 15,0%, cymmapHas yactoTa cpabGaTbIBaHUsI
y BCeX IAlMEHTOB B TIpymie HabmomeHus — 18,2%.
Henp3ss MCKITIOUNTh cpabaThIBaHWE aIlllapaToB Y 9acTH
ManMeHToB, mnorudbmmx ot TepmMuHambHoii XCH
(B T.4. BHE CTAaIlMOHApa) B arOHAJIIBHBIN IIEPUO, OTHAKO
IMONO00HBIC IIIOKU, €CJTM OHY W OBUTH, HE MOTJIM U3MEHUTH
ncxona. Bo Bcex 3aperncTpupoBaHHEIX CTydasx OTMeda-
nochk passurue KT, B T.4. ¢ mocienyomieii TpaHchopMma-
nueii B O2K, HU pa3y snn301 He 06T 3 (GEKTUBHO yCTpa-
HCH ¢ TTOMOIIBI0O aHTUTAXUKAPAUTHICCKON CTUMYIISIINI
(y yacti OOJTBHBIX OHA BBI3BIBAJIa HapacTaHWE YaCTOTHI
KT u Obl1a OTKITIOUEHA).

B GosnblmiMHCTBE CilyyaeB ObUIM YCTAHOBJIEHBI HEIO-
CPEeICTBCHHBIC TIPUUMHEI (IIPOBOKATOPHI) OIPaBIAHHEIX
IIOKOB: MPUCOEAUHEHNE K CTAaOWJIbHOW T€HEeTUYEeCKOM
KapanoMHuonaTuu (HEKOMITAKTHOMY MHOKapay) aKTHB-
HOTO MHOKapINTa JIN00 000CTPEHNE XPOHNTIECKOTO MUO-
KapauTa, SKCTpeHHasl a0moMMWHAJIbHAST OIlepalus, 3Ha-
YUTeIbHAS (pU3ndecKas (pacumMcTKa CHera) 100 IICHXO0-
SMOIIMOHAIFHAS HAarpy3ka, UIMTEJIbHOE IIpeOBIBAHUE

B IyIlle, HeOIpaBIaHHAas OTMEHA aMuomapoHa (B T.4.
C 3aMeHOW Ha IWTOKCHH), Ha3HauyeHWE IIperapaToB
C OTeHUIMAIBHBIM IIPOAPUTMUICCKIM IeHCTBIEM (TIPO-
MPUHO3UH). JIUIIIb B TPEX CIydasix apuTMUUYECKOe COObI-
THE BO3HMKIIO Ha (hOHE BBIPAXKCHHOTO IIPOrPecCHpoBa-
Husg XCH, y omHOTO M3 MAIIMEHTOB Pa3BUTHC 3JICKTPH-
YeCKOro IINTOpMa CTaJl0 OCHOBHBIM ITOKa3aHUEM
K 3KCTPEHHOI TpaHCIUIAHTAIIUY Ceplia.

C menbio BEIABICHUSA IIPEIUKTOPOB OIIPAaBIAHHBIX
cpabatbiBaHU AeDUOPUIIIITOPOB MPOBEAECHO CpaBHE-
HUE pa3INYHBIX TapaMeTPOB Y OOJBHBIX C IIIOKaMU 1 0¢3
HUX (cM. Tab:. 1, 3-if 1 4-1t cToI01161). Bommpekn Bo3MoX-
HBIM OXumaHusIM, Hu3kasg @B He ToapKO He ABISAIACH
dakTopom pucka paszsutus KT/DPXK, HoO n okaszajgach
IOCTOBEPHO BHIIIC y MAIWEHTOB C OIpaBIaHHBIMH
IIIOKaMM B CPaBHEHUM C OOJIBHBIMU 0€3 TAKOBBIX, IIPHYEM
cpentee 3HaueHNe PB y O0JBHBIX 0€3 ITOKOB 0Ka3aJIoCh
Hxe 25%. COOTBETCTBEHHO, Y GOTBHBIX C IMOKAMU OKa-
3anuch noctoBepHo MeHblne KJIP JIK u pasmep IT2K,
nMmenach TeHaeHnusa K 6omee HU3komy CJIJIA. Te. mo
BCEM OCHOBHBIM CTPYKTYpHO-(PYHKIIMOHAIBHEIM IIapa-
MeTpaM ITaIleHTHI C IIIOKAMU OKAa3aJMCh CYIIECTBEHHO
JIerde.

He ormedeno 3HaumMbix pasmmuumii mo @K XCH,
KommuecTBy KD, 4YacToTe BBISIBICHUS HCEYCTOMNIMBOI
XT, BupycHOro reHoMa B MHOKapie, a TakkKe JacTOTe
Ha3HAaYeHUSI OCHOBHBIX KapIWOTPOITHBIX IIperapaToB
(BxITIOUAst 3-0JI0KATOPBI M aMUOIAPOH). Y OOITBHBIX, pa3-
BuBIux KT/DXK, HeckonmbKo yale oTMevaics TUIOXO0M
HEITOCPEACTBCHHBIN OTBeT Ha JjedeHue (mpupoct OB
MeHee 4eM Ha 5%), OmHaKO pa3jIudusl He JOCTULIU CTe-
IIEHU TOCTOBEPHOCTH. B pesynpraTe McxomHas pasHMIIA
mo ®B K KoHITy cpoKa HaOIIOACHMS IMPAKTUICCKN HUBE-
JIMPOBANIach, pa3Tnunii mo KoHeaHoit ®B He 6bLTO.

DaxkTrIecKy eIMHCTBEHHBIM ITapaMeTPOM, IT0 KOTO-
pOMY TTAIIMEHTHI C IIOKAaMM 1 6¢3 HUX JOCTOBEPHO OTIIH-
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Puc. 4. YactoTa onpaBnaHHbIX cpabaTtbiBaHWil 4edrbpUnnsTopoB B 3aBUCMMOCTM OT 3Tronorum cuiapoma AKMI (cnpasa — 9K 60N1bHOM CO CMELLAHHOW NPUPOAOIA

aKmn).

YaJIMCh APYT OT Apyra, ObLIa HO30JIOTMIecKas IpUpoIa
cuaapoma JKMII: y mamuenTos, passuBmmx KT /DK
B mpoiecce Habmonenus, B 100% ciy4yaeB perucTpupo-
BaJtach TeHeTM4ecKas coctapistiomas JIKMIT (kak equH-
CTBEHHAS IIPUYMHA YUIN B COYCTAHUH C APYTUMU IIPHIH-
HaMM), B TO BpeMsl KakK y OOJIbHBIX 0€3 1I0KOB OHa Jua-
rHoctupoBana juuib B 53,7% (p=0,002). B kauectBe
reHeTudeckux npuyrH JIKMII y OoibHBIX C YyCTpoOii-
CTBaMU BepU(PUUMPOBAHBI MUOIUCTPOUSI DMepu-
Hpetidyca (n=1), mecMmHOnaTUA (N=2), MyTamus B TeHE
IucToopeBrHa (n=1), HeyTOUHeHHasT MuonaTus (n=1),
CHHOPOM HEKOMITAKTHOTO MUOKapaa (n=23), B T.4. TIpA
AJIITX (n=1), TTR-amumonno3 (n=1). B omHOM ci1y4yae
IVMarHOCTUpOBaHa HeyToyHeHHas1 cemeiHas IKMII,
emie y 11 GoJbHBIX HA OCHOBAHWM UCKJIIOUEHUST U3BECT-
HbIX npuyrH — nepBuyHas JKMII HeycTaHOBIEHHON
TPUPOIBI (MIUOTIaTUIECKAsT).

BaxHo mom4epKHYTh, YTO HA MOMCHT HPUHSITHUSI
pemmenns 06 nmiiantanuu MK /CRT-D TouHbIil reHe-
TUYECKMI TUarHo3 ObLI YCTAHOBIICH JIMIID Y eIMHUIHBIX
O6ompHEIX. TeM He MeHee, HCCOMHEHHAsI TeHETHUECKasT
cocrapystomass cudapoMa JAKMII cioyxuna nomnoaHu-
TEJIbHBIM BECKMM apryMEHTOM B IIOJIb3Y MMITIAHTAIIWMN.
Y GOJTBHBIX C U30IMPOBAHHBEIM MUOKAPIUTOM (110 TIOBOLY
KOTOPOTO B OOJIBIIMHCTBE CIyIacB IIPOBOIMIACH AKTHUB-
Hast 6a3nCcHasI Tepalnsl) SIU300B OIpaBIaHHOTO cpada-
TBIBaHUS Ie(UOPUIUIITOPOB HE OTMEUECHO HM pasy
(puc. 4). [Ipn U30IMPOBAHHON TEHETUIECCKOI TIPUpPOIE
JAKMII moku pa3pwinch y 17,6% OOJIbHBIX, OITHAKO
HaubosbllIasg yacTtora cpabateiBanuii (33,3%) oTrmedeHa
y OOJIBHBIX C TIPUCOCAMHEHNEM MUOKApANTa K TeHETHYe-
ckoi JKMII.

IIpu cpaBHEeHUM ITAIIMEHTOB C IIMOKaMU M 0e3 HUX
BBISIBJICHBI TaKKe TOCTOBEPHBIC (MJIM ONM3KHME K TaKo-
BbIM) pasznuuus 1mo aBymM OKI-mpm3nakam (T1aba. 1):
y OOJIBHBIX C IITOKaMHU B 3 pa3a 9Jale perucTprpOBaIOCh
CHIKeHMe BojbTaxka Komruiekca QRS u B 3 pasza pexke —

npuszHaku runeprpoduu JIZK. HecoMHeHHO, 3TU mpu-
3HAKW CBSI3aHBI C TIEPBUIHBIM TCHETUICCKUM Ie(EKTOM
Kak BeaymuM ¢akTopoM IHMGY3HONH yTpaThl MacChI
pabodero muokapaa. OgHa 13 TunmnaHbIX DKI, “yrpoxa-
oIux”’ pa3BUTHEM apUTMUYCCKUX COOBITUI, IIPEICTaB-
JIeHa B TIpaBoil yacTm pucyHKa 4. boiee Bricokas DB
¥ MEHBIIINE Pa3Mephl XKeJTyI0UYKOB Y IIOTO0HBIX OOIBHEIX,
KOHEUYHO, He SIBJITIOTCSI CAMM 10 ce0¢ HeOIaronpusITHEIM
TIPOTHOCTUYECKUM (PaKTOPOM, HO JIMIITH OTpaXkaloT boJee
MEIJICHHOE IIPOTPECCHPOBAHUE CHUCTOJMICCKOM IHC-
byakumu y MHorux “reHeTmuyeckux’ OonbHBIX. [lpm
5TOM BBICOKASI apMTMOTEHHOCTb OOYCIIOBJICHA IIEPBUI-
HBIM 1e(heKTOM OCITKOB KapaIMOMHOIIUTOB ¥ MOXKET OYPHO
TIPOSIBIIATECSL TIPM OTHOBPEMEHHOM DPa3BUTHUHM MUOKap-
IATA y TAKOTO OOJIBHOTO.

Yacrora M NPUYMHBI HEONPABIAHHBIX CPaOATHIBAHMIA
nepuopuaropoB. HecompaBmanHBIe cpaOaTHIBAHUS
JIeUOpUUISTOPOB Pa3BWIKNCh B LIeIoM Y 7,6% GOJIbHBIX
(puc. 3), Hu pa3y — B ITOATPYIIIIE BTOPUYHON PO HIIaK-
Tk BCC. B nByx ciyyasix HeorpaBIaHHbIE IIIOKW ObUTA
CBSI3aHBI C TIEPEIOMOM BJICKTPOIOB, B OCTAJIBHBIX —
C pa3BUTHEM MEPIIATECILHOM TAXNAPUTMUH, B T.9. Ha (poHE
aMUOOapOH-MHIYIMPOBAHHOTO THPEOTOKCUKO3a, UYTO
HOTpebOBAJIO0 COOTBETCTBEHHO 3aMEHEI JICKTPOIOB, YCH-
JICHUsI aHTHAPUTMUYCCKOM/ypeXalolleli pUTM Teparuu
¥ TUPEOCTATUICCKOTO JieueHnsI. H1 B oMHOM cirydae Heo-
IpaBIaHHbIC IMOKA HE CTAM MPUIMHOM OTKIIOUCHMS
nedudpuasTOopa.

Kpurepun or6opa mamuentoB ¢ cunapomom JIKMII
Ha MMIUIAHTaNuIo AedudpmnisaTopos. McciaenoBanme moma-
TBEPIOMIIO IIEJICCOOOPA3HOCTh M BBICOKYIO 3(P(PEKTUB-
HOCTh MMIUIAHTAINU Ie(PUOPMIUISITOPOB C IIEJIBIO BTO-
puuHoii npodwnaktiku BCC. Haubonbmmii MHTEpeC
TPENCTABIsUIO BBIACICHNE BO3MOXHEIX IIPEIUKTOPOB
sppexTuBHocT MKJI-Tepanuu B npodunaktnke BCC
W JICTAJIBHOCTH B I1€JIOM M KPUTEPUEB OTOOpA HAa MMILIAH-
TaluIo ¢ 1enbio nepBuyHoit mpodwiakTuku BCC. Tpu
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Puc. 5. ROC-aHanun3 3Ha4MMOCTV Pa3nnyHbIX NPeayKTopoB daTanbHbIX N apUTMUYECKVX COBBITWIA Y 60MbHBIX ¢ cuHApomom AKMIT.

CpaBHEHUU Pa3IMIHBIX IIaPaMETPOB Y OOIBHBIX C IITOKAMU
Y TIAIUEHTOB TPYNIIbI cpaBHEHUS (Tabi. 1) BHOBB (Kak
U TIpU CpaBHEHMM BHYTPHU TPYMIIbl HAaOII0OeHUS) oOpa-
IIaeT Ha cebs BHMMaHMEe HeCKOJIBKO OOJIbIIasT BRIPAKEH-
HOCTh CTPYKTYPHO-(DYHKIIMOHAJIBHBIX M3MEHECHUI IIpU
MTOCTOBEPHO MEHBIIEM YHCJIC TeHETUIECKUX (HOpM
y OOJIBHBIX 0€3 YCTPOMCTB. Pa3mmanst, KOTOpble NCXOTHO
MPEACTABISUINCh 3HAYMMBIMU, HO OKa3aJNCh HEIOCTO-
BepHBIMHU Yy TAIIMCHTOB C IITOKaMU U 0e3 HuX (JacTtora
neycroitunBoit KT, yucio KO B cyrkm), TpeboBasm
JlaJIbHEUIIero aHajus3a.

ROC-anamm3 moxaszan (puc. 5), 4To y OONBHBIX
JKMII B uetom Hanbojee 3HAUMMBIMU MPEAUKTOPAMU
HEOJIArOIPUSITHOTO MCXoma (CMepTh/TPaHCIIAHTAIINS)
apisiorcst nucxonuelii @K XCH u HenmocpencTBeHHBIN
oTBeT Ha JiedeHHe (Tipupoct @B), T.e. Mporuo3 ompemne-
JISICTCST B TIEPBYIO OYepeab YCIeIrHOCThIo JeueHnst XCH.
XopoImii OTBET MOT HaOI0IaThCS Y OOJTBHBIX ¢ MIOKAp-
IATOM U McxogHo Hu3Kou PB, B cBA3M ¢ YeM OHa cama
Mo cebe M He CHhITpajia pellalolieil poim B IIPOTHO3E.
B 10 Xe Bpems, mcxomHo O6nbmasg @B y mammeHTOB
C YCTPOMCTBaMHU acCOIMMPOBAIACH C OOJIBIIEH JaCTOTOM

cpabaTeIBaHUS, €€ AWHAMHWKA B IIpoIllecce JICUCHMS
W KOHEYHOE 3HAaUCHME HEe WTPaM CYIICCTBEHHON POJIH
B yactore BCC u mokoB. B rpyrime cpaBHeHUS HCXOTHAST
n KoHeuHast @B, oTBeT Ha JleUeHME TaKKe HE aCCOLM-
npoBaimck ¢ pazsutueM BCC (AUC <0,3-0,5), HemocTa-
TOYHOM 3HaYMMOCThIO obagan u @K XCH (AUC 0,627,
p>0,05). Hambonee 3HaumMbIM TIipeagukTopom BCC/
OIIpaBIAHHEBIX IIOKOB ITo0 maHHBEIM ROC-aHamm3a oka-
3aJICST HO30JIOTUICCKUI TUATHO3.

B 3aBepuieHue aHanusa onpeneaeHa MpeacKa3aTesb-
HasI IIEHHOCTh BO3MOXHBIX IIPEIUKTOPOB OIPAaBIAHHOTO
cpabaTteiBaHUA OeUOPMLISITOPOB (Tadim. 2). BwIcoKoif
IOCTOBEPHOM TIpemcKa3aTeIbHOM IEHHOCTBIO 00JIamaim
JIMIIB TIepBUYHAsI/TeHeTnaecKast mpupona JKMIT (mak-
cHMaJbHasl YyBCTBUTEIBHOCTb M OTPUIIATEIbHAS TIpCI-
ckazarenbHasg mneHHocTb, OIIl 6omee 10), coueraHume
TeHETUYECKOM KapANOMUOIIATUN ¥ MUOKApINTa (CIICIIM-
duanocTs Gomee 80%, OILLl Gomee 7) v XKeaymIOYKOBEIE
HapylIeHusi puTMa: He ToibKo ycroiumBas KT/DXK
B aHaMHe3e, HO U Haymuue HeyctoumBoil XKT (100%
YyBCTBUTEILHOCTh M OTPUIIATeIbHAS IIpeacKa3aTeIbHasT
meHHoCTh). YacTas KD Kak ImpeauKkTop He MMesia 00JIb-

75



Poccuiickuin kapayonoruyeckuin xypHan N2 2 (154) | 2018

Tabnuua 2
npOrHOCTVI‘-IGCKaSI 3HA4YMMOCTb BO3MOXHbIX NPeANKTOPOB
onpaepaaHHoro cpabarbiBaHus gedpudpunnaTopoB y 60nbHbIX ¢ cuHgpomom AKMIM

B03MOXHbIN NpeavikTop YysctBUTENbHOCTL  CneunduyHocTs  Monox. OtpuL. OP (95% OW) OLL (95% An)

npenck. npenck.

LIEHHOCTb LIEHHOCTb
3-4 K XCH 70,6% 35,5% 8,4% 93,5% 1,09 (0,79-1,51) 1,32 (0,45-3,89)
OB meHee 35% 58,3% 20,4% 13,7% 68,8% 0,73 (0,45-1,20) 0,36 (0,10-1,35)
®B MeHee 26% 16,7% 51,9% 7.1% 73,7% 0,35 (0,09-1,26) 0,22 (0,04-1,08)
Mnoxoi OTBET Ha NeyYeHne 41,2% 74,8% 14,9% 92,2% 1,64 (0,87-3,07) 2,08 (0,74-5,83)
lMepBuyHas/reHeTnyeckas (B T.4. MUKCT) 94,1% 60,6% 16,7% 99,2% 1,58 (1,36-1,84) 10,93 (1,43-83,52)
npupoga AKMI
CoyeTaHue renetuyeckoit KMIM n muokapamta 64,7% 80,8% 22,0% 96,5% 3,37 (2,15-5,28) 7,71(2,69-22,12)
Ycroitynsas XT/PX B aHamHe3e 33,3% 98,1% 80,0% 86,9% 18 (2,20-147,02) 26,5 (2,62-268,05)
Heycronymeas XT 100% 22,6% 22,6% 100% 1,43 (1,24-1,66) 6ECKOHEYHOCTb
X3 6onee 1000/cyTkn 58,3% 50,0% 25,0% 76,7% 1,17 (0,67-2,04) 1,4 (0,39-5,06)
CHuxeHvie BonbTaxa QRS 30,8% 86,5% 13,3% 92,8% 1,75 (0,69-4,42) 1,98 (0,60-6,53)
OrtcyTcTBre npuaHakos runeptpodumn JIK (3KI)  76,5% 44,1% 10,7% 95,6% 1,37 (1,02-1,83) 2,56 (0,81-8,15)

IUX MIPEUMYIIECTB, OTHAKO ITOATBEPKICHBI BHICOKAS
OTpHIIaTeIbHAS TIpeIcKa3aTeIbHasl EHHOCTh CHUKCHIST
BoibTaxka QRS 1 oTcyTcTBHMSI IPM3HAKOB THUIIEPTPODUN
JI2K na DKI. [1pu atoM, gaxe BeipakeHHOe (MeHee 26%)
caHmkeHne @B camo mo cedbe He MTpajo CyIIeCTBEHHOM
pOJH B TIpeACKa3aHUM OIPaBIAHHBIX IIIOKOB.

CiemyeT OTMETUTD, 9TO BCE MMAIIMCHTHI C YCTONIMBOM
KT wm ®XK B aHamMHe3¢ UMEIN TeHETUISCKYI0 COCTaB-
nsonryio cunapoma JIKMII, koropas y 80% u3 Hux
coueTajach ¢ MUOKapauToM. Takum oOGpa3om, oba Hau-
bosee 3HaUMMBIX IIpearkTopa BCC u onpaBmaHHEBIX cpa-
OaTeIBaHUN OeUOPMIUIATOPOB (IIEPBUYHASI/TCHETIIC-
ckas nipupoma JKMII u ycroitunBast 2KT/P2K B aHam-
He3e) BCTpEYaINCh Y OMHUX M TEX K¢ OOJBHBIX, OMHAKO
METOIOM JIOTMCTUICCKOI perpecCur yCTaHOBIICHA He3a-
BUCHMasI CTATUCTUIECKAS 3HAYMMOCTh 000X IIPEINKTO-
poB (p<0,05). DTu maHHBIC JAIOT OCHOBAHUS Il pa3pa-
0oTKM HOBoOro aaroputma otoopa Ha WMKJI-tepamnuio
namueHToB ¢ JJKMII.

OGcyxaeHune

Hacrosmee mccireqoBanme, IMOABOMSIIEE IIPEIBAPH-
TeJIbHBIC UTOTY ITOYTH 10-IeTHETO HAOIOOCHMS 3a 00JIb-
HbiMu JIKMII ¢ uMIaaHTUpyeMbIMM YCTPOWCTBaMU,
0OKa3aJloch Ha BOJIHE MHTepeca K Ipo0iieMe, BRI3BAHHOM
myomKamueir pe3ynapratoB ucciaemoBaHuss DANISH
B aBrycre 2016r. Haiim gaHHbIe TOATBEPAMIIN, YTO HALM-
eHTbl ¢ IKMII ymMupaloT npeuMyiiecTBeHHO OT TepMU-
HanmpHOI XCH 1 ee ocimoxHennii, yactrora BCC B rpymire
cpaBHeHUA (154 60BHBIX 63 1eUOPIILIITOPOB) COCTA-
Buia y Hac yminb 3,2% (B uccinenoBanun DANISH —
8,2% B rpyIiIe KOHTPOJIsL, HO GoJiee YeM 3a 5 JIeT HabJ1io-
nmeHus, [8]). B To e BpeMs, 4acToTa oIlpaBIaHHBIX Ccpa-
bateiBanuii UKJI/CRT-D pmocrurna 18,2% (15,0%

B Ipyie nepBuuHoii npodmiakTuku BCC) 3a 16 mec.
HabmoaeHus. B nccinegoBanum DANISH wacrora pa3su-
THUsI OIIPaBIAHHBIX IIIOKOB cocTaBuia 11,5%, eme y 17,4%
00JBHBIX 313006l yeroiunBoit 2KT/P2K ObLIN KyImmpo-
BaHBI C TIOMOIIBIO AHTUTAXUKAPAUTUICCKON CTUMYIISI-
umn (cymmapHo 28,9%).

TpynHo TIpeACcTaBUTH, YTO CTOJIb BBHICOKWU IIPOILICHT
KyIUPOBaHMUS IIOTCHIMAIBHO (haTaTbHBIX apUTMHUU
(B T.4. ®XK) He maeT HUKAKOTO CHUKCHMSI JICTATbHOCTH.
HeiicTBUTEIbHO, TIpU 00JIce OeTATPHOM aHAIN3e¢ aBTOPBI
nccinengoBanuss DANISH Beimenmim 3HAYUTEIHHYIO
TPYIIITYy OOJIBHBIX, Y KOTOPEIX pa3IMIKs 110 OOIIIel CMepT-
HOCTH C TPYIIIOM KOHTPOJS OKa3aJHnCh TOCTOBEP-
HBIMM, — 3TO IALMEHTHl MOJIOXe 68 J1eT (0COOEHHO —
mojoxke 59 gmer). Kpome Toro, mpemmymecrBa MK]I-
TepalmMy O0Ka3ajuch Ooyiee OYECBUOHBI IIPU MCXOTHOM
ypoBHe NT-proBNP menee 1177 nr/ma, mpu OB
oT 25% u BbllLIE, T.€. Y OOJIbHBIX, UMEBIINX MEHBIIIE IIaH-
COB yMepeTh OT TepMuHaIbHOIT XCH.

B namreit pabore BO3pacT He CHITpajJ TaKOM pOJH,
OTHAKO MMEJIACH CYIIIECTBEHHBIC UCXOMHBIC PA3TIMINSI —
HalMeHThl W3 TPYHIB 1e(UOPUILIATOPOB OBLIN TOCTO-
BEPHO TsDKEJIee IO BCEM OCHOBHBIM CTPYKTYPHO-(YHK-
OUOHAJIBHEIM ITapaMeTpaM. TeM He MeHee, IO JIeTalb-
HOCTM OHM CpaBHSIIUCh C TPYMOIION cpaBHEHUS. MBI
HE CYNTAIN STUIHBIM BCJICIIYIO CO3IaBaTh IPYIIITY KOHT-
poJs, MMEIOIIYI0 MoKa3aHus K uMiniaHTaumu MKJI
kiacca IA, 1 ¢ camoro Havajla OTOMpaJIM Ha UMILIAHTA-
U0 TAIIMECHTOB, UMEBINNX, HA HAIl B3TJISI, ITOIIOTHM-
tenbHbie (K ®B menee 35%) dakrtopel pucka BCC.
Bricokast (B cpaBHeHnu ¢ BCC) wacTota cpadareIBaHMit
CBUIETEIILCTBYET O IIPABIJIBHOCTHU IIPOBEICHHOTO OTOOpa
¥ TIO3BOJIMJIA HaM IIPOaHAIM3UPOBATh TOITOJTHUTEIBHEIC
npeauktopsl BCC.
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B ny6imKanusax mociIeqHuX JeT AeIaloTCs ITOBITKHI
BBIICINTD He TOJBKO (hakTopsl prcka BCC, HO 1 HOBBIE
npenukTopsl ycnemHoctu MKJI-tepanuu. Hanpaimsa-
JIach HEOOXOMMMOCTD YCTAHOBUTD BIMSTHIE BO3PACTAHUS
®B (emMHCTBeHHBIN YTBEPXKICHHBIM KpHUTEepHii O0TOOpa
Ha WMK/!) Ha 3(pPeKTUBHOCTD YCTPOMCTB — OTHAKO
B HECKOJBKMX HE3aBHCHUMBIX HCCICIOBAaHUSIX, B T.U.
DEFINITE (449 601pHBIX) 1 MapOypPrCKOM KCCIIEI0BA-
HuH (123 GOJBHBIX), ITOKAa3aHO, YTO YaCTOTa cpadaThIBa-
auii UKJ He cHmkaeTcd maxe mpu BosdpacTtanun OB,
XOTS JIETAJIbHOCTH ITpH 3TOM nazaet [18, 19]. Dtn naHHbIe
MIPEACTABIISTIOT CO00M OOOPOTHYIO CTOPOHY MCCJICIOBA-
Husg DANISH — kak niporpeccupoBanue XCH, Tak u ee
YCIIEITHOE JICYCHNE CYIIECTBEHHO HEe BIUSIOT Ha apUTMO-
reHe3 npu JIKMII u nenator onpaBaaHHBIM MPOAOJIKE-
Hue MKJI-nmpodunakTuky B TOM 4YHCJIE€ U Yy OOJbHBIX
¢ xopomM oTBeToM Ha Tepanuio XCH. B Hameit pabote
HETIOCPEICTBEHHBIN OTBET Ha JICUCHUE TaKKe HE MMeE
BBICOKOII 3HAYMMOCTH B IIpeACKa3aHWM OITPaBIAHHBIX
cpabaTtbIBaHU J1e(PUOPUILISTOPOB.

Jpyrum kangumatoM Ha poib npeaukTopa MK
CTaJl0 OTCpPOYeHHOEe HaKoIUIeHMe ramoinmHus (late
gadolinium enhancement, LGE) B Muokapmae xerymod-
koB nipu MPT. Ipymmoit D. Corrado ycTtaHOBiIeHa 4eT-
Kas 1 He3aBucuMas ot @B acconmanmg penomena LGE
C pa3BUTHEM CEpPhE3HBIX ApPUTMUYCCKUX COOBITHIA
(ycroitumBasg KT, @K, mpepBaHHAssE U COCTOSIBIIASICS
BCC) y 6onpHBIX ¢ Henmemudeckoit JJKMIT (OILI 4,17,
95% AW 1,56-11,2, p=0,005, [20]). ¥ 87 GOJabHBIX
¢ mocnenyrommeii mMmmiaHntanueit MKJl ycraHoBieHa
npenckasaTenbHast IeHHOCTh LGE B oTHOIIEHNM MOHO-
mopdHOo KT, ocobeHHO IpU TpaHCMYpaIbHOM KOH-
TpacTUpOBaHUM 0a3aibHBIX OoTHenoB [21]. TTokazaHo
nporHoctTrueckoe 3HaueHne LGE He TobKOo B OTHOIIIE-
HUM ob1ieii netanpbHocTH Tipu JIKMIT [22], HO m”MeHHO
B otHomreHNM BCC, a TakKe oIpaBIaHHBIX cpabaThIBa-
HUl gedubpuiaropa [23], mpuaem 3HaumMocth LGE
coxpaHseTcs M 'y OOJBHBIX ¢ YMepeHHO CHIDKeHHOIT DB
(6onee 35%), [24]. MBI oLieHMBaIM OTCPOYECHHOE HAKO-
TJIeHWe KOHTpAcTHOTO Tpemnapata ¢ nmoMoimsio MCKT
JUImp y 17 deloBeK, pa3IMydii IO YacTOTe IITOKOB
He BBIIBJICHO, HEOOXOOUMO IIPOBECTH aHAIN3 y 0OOJIb-
IIIeTO Yrciia OOTbHBIX.

ABTOpnl MeTa-aHaimm3a 2017t mo LGE npu JKMII
CIIpaBeIJIUBO CTaBAT ABa Borpoca [25]: MOoXeT JIn HaJu-
yne LGE 6wmiTh Kputepuem otdoopa Ha MK]I-Tepanmio,
HesaBucuMmo oT @B, n moxer 1 orcyrctBue LGE OBITH
ocHoBaHMeM 1151 oTKa3a oT MK y 6ompHBIX ¢ DB MeHee
35%? Ipymnma eBpOIEMCKMX DKCIEPTOB IO OOJIEe3HSIM
MHOKapaa mon pykoBoacTBoMm E. Arbustini cKIIOHsIETCS
K TOMY, YTOOBI JaTh ITOJOXUTEIBHBIN OTBET KaK MWHM-
MyM Ha IEpBbIi BoIpoc [26]: meTaJbHO aHAIU3UPYs
CYIIIECTBYIOIINE peKoMeHmaIuy 1o rpoduinaktuke BCC
npu JIKMII, oHn “IpeBHIIAIOT MOKa3aHUs” 10 IBYM
HaIIpaBIICHUSIM — PacCMaTPUBAIOT B KAYECTBE CAMOCTOSI -
TeJbHOro Kputepust oroopa Ha MK/ BeisiBieHue deHo-

MmeHa LGE, a Takke orgromennoro mo BCC cemeitHoro
aHaMHe3a, ceMmeriHoit popmbl JIKMII nubo maToreHHOM
MyTaunu. OgHAKO WMCCICHOBAaHUM, ITOATBEPKOAIOIINX
3TOT BEIOOp, TIOKA HET.

[l1aBHBIM BBIBOIIOM HAIIIETO MCCIICAOBAHMS IIPEACTaB-
JIIeTCsT BbIOENeHMEe TeHeTuueckoir mpupoabsl JAKMII
(M30TMPOBAHHON WM B COYCTAHMM C MHMOKAPIUTOM),
a takke nepsuaHoi JIKMII (Korma Bce BO3MOXKHEIE ITPH-
YWHBI UCKITIOYCHBI, U YOCIUTEIBHBIX JTAHHBIX B ITOJIb3Y
TeHETUYECKOM IMPUPOIBI TAKKE HET, XOTS OHA IIPeIToa-
raeTcsI) B Ka4eCTBE HE3aBUCHUMOIO, B T.4. OT BEJIMIMHBI
®B, 1 TOCTOBEPHOTO IIPEAUKTOPA OIPAaBIAHHEIX cpada-
TBEIBAaHUI Ie(UOPWIIATOPOB W, COOTBETCTBEHHO, BO3-
MOXHOro Kputepusi otoopa Ha MK]/I-tepanuio. Jluiib
misi HemMHorux reHeruueckux ¢opm JKMII cerogns
CYIIECTBYIOT CIEIHAIBHBIC PEKOMEHOAIIMM II0 OTOOpY
Ha K] — Hamm maHHBIC TOBOPSIT O TOM, 9TO BaXXCeH caM
¢daKT HaMMYIUS TEHETHMICCKOM COCTaBJIAIONIEH (XOTH,
HECOMHEHHO, IIpM BBISIBICHUM NATOTCHHON MyTalluu
nporHo3 B oTHomeHnn BCC moxer crath 6oiee TOU-
HBIM). M3 Hanbosee 0UeBUAHBIX YKAa3aHUI HE TCHETUIC-
CKyI0 (XOTg OBl M HeycTaHOBJICHHYI0) mpupory JKMII
cnemyeT Ha3BaTh cirydart BCC/KaparnoMmoIaTm B ceMbe,
BBISIBICHIE HEKOMIIAKTHOTO MMOKapna, Iepudepmie-
CKOM (CKeJIeTHOI) MHONATHU W/WJIM IIOBBIIICHHOIO
ypoBHsa KPK B KpoBH.

OCHOBHYIO CJIOXHOCTh TPCACTABIISICT BBISIBICHUE
epBUYIHOM/TeHeTHYecKoi mpuponbl JIKMII y 601bHBIX
0e3 3THX yKazaHuii. Jlaxe y malyeHToB ¢ Bepuduimpo-
BaHHBIM C TIOMOIIBIO OMOIICUM MHOKApAWUTOM OYCHbB
HEIIPOCTO OBIBaeT MCKIIOUYMTh HAJTWIME TCHETHICCKOU
HEITOJTHOLIEHHOCTH MHoKapaa. OcoOeHHO 3TO KacaeTcs
OOJIBHBIX C HEKOMITAKTHBIM MUOKAPIOM, TOJIIIMHA KOTO-
pOTro MOXET HE MOCTUTATh AWMATHOCTUYCCKU 3HAUYMMOI
BeMIMYMHEL. B 3TOM ciyyae ompaBmaH OUAarHO3 “IOBBI-
mreHHas TpadexysspHocTh JIK”, KoTopas MoXeT CBUIC-
TEJIbCTBOBATh KaK O TIEPBUYHOM TeHETUUECKOM AceKTe,
TaK UM BTOPUYHOI TuUIEpTpodun TpabeKysl y OOJbHBIX
C TSIKEJIOM CUCTOINYECKON TUCHYHKIIUEH.

CoMHEHHSI B TIOMOOHOM cIlydae HOJDKHBI, Ha HaIll
B3IJISIM, peIIaThCs B MOJIB3Y MOTCHIIMAILHO O0JIee ormac-
HOI TIepBUYHON TMPUPOJABI HEKOMITAKTHOCTU, KOTOPYIO
Ha CEeromHsi MOXET OKOHYATeJbHO IMOATBEPAWTH JUIIb
BBISIBJICHHE TIATOTCHHOM MyTaumn. D(PPeKTUBHOCTH
TEHETUYECKOU TMAarHOCTUKY MPU CUHAPOME HEKOMITaKT-
HOTr'0 MUOKAap/a J0CTaTOYHO BbicoKa (0koo 30% 1o gaH-
HbIM Jabopatopuu PHIIX), ogHako oTpuulaTeabHbIN
pe3yJabTaT HA B KOCH Mepe He MCKIIoYAaeT IWarHO3a.
Topazno B Oonbuieir cremeHu 3T1o Kacaetcs JKMII
B IEJIOM, TIPM KOTOPOI JIMIITh HAJTWYWE OIPEHCIICHHBIX
“KpacHBIX (1aroB” (3aIleToK ISl TCHETHKA) JaeT OCHO-
BaHus1 st npoBeaeHus JIHK-nmuarHocTuKM, MMOCKOJBKY
MOTeHIMAIbHO 3a pa3Butue cuHapoma JAKMII moryr
OBITh OTBETCTBCHHBI MyTaumu Oosee yeM B 100 reHax,
Kaxmast U3 KOTOPBIX BcTpedaeTcs peako. CeKBEHMPOBa-
HUE HOBOTO ITOKOJICHMSI TaKKe HE pelraeT 3TOM IIpo-
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cunapom AKMIT (nepsuuHas npodunaktuka BCC) |

}

|

| DB JIXK menee 35% | | DB JIXK 35% u 6onee |
TUTAHTOKJIETOUHBIH, M30JIMPOBAHHbBIN reHernyeckas JKMIT TeHeTU4YeCcKast
CapKOWIO03 Cepia MUOKApIUT * MaToreHHas MyTaLWst JKMIT + Muokapaut BePUOMINPOBAHHAS TCHETHYCCKAs
BCC/KMII kapauomuonarust (LMNA,
l / B ceMbe muonucrpodun, AJITTK)
- * HEKOMIIaKTHbIII MUOKAPIT
crieduryeckue 1) HeycroitunBas KT MMIUIAaHTALMA
= CKeJIeTHast MUOTIATHS —>
MoKa3aHust Ha (oHe Tepanuun MNK/CRT-D
noBblieHne ypoBHs KOK
MoKa3zaHust 2) CHUXEHME BOJIBTaXxa « TIOKA3aHUSI K TOCTOSIHHOM T crieuuduryeckue HET
K ITOCTOSIHHOM QRS CTUMYJISILIAN MOKa3aHus,
CTUMYJILIN 3) oTcyTcTBHE = oomopoku?? LGE?? 1) HeycToitunBas KT [OKasaHIst v
runeprpohun Ha (hoHe Tepanuu K MOCTOSHHON JIMHAMUIECKOE
JIK na OKT CTUMYILILIN Ha6oeH1e
HeT 2) CHUXKEHHUE BOJIBTaxKa o
4) oomopoku?? LGE?? QRS
OTCYTCTBHE JaHHBIX 3 3) oreyrernue
| MUOKAPIMUT U JP. MPUUMHBL  [—> Jr_l”);éepng)g?“
(nepsuunas JKMIT) Ha
GasucHas +
MMIUIaHTALASA KapauoTpoItHas
WKI/CRT-D Tepanust | KapIuOoTPOITHAsI Teparust |

| }

| NMHAMUYeCcKoe HaOIoaeHne

|

| croiikast cucronuueckast nucdynkimst (OB menee 35%) |

Puc. 6. Anroputm otbopa naumeHToB ¢ cuHapomom AKMI Ha umnnaHTaumio AedubpunnsTopos ¢ Lenblo nepsuyHoi npodunaktukm BCC.

0JIEMBI B CBSI3W C HETIPEOIOIMMOI CIIOXKHOCTBIO MHTEP-
IIpeTaly Pe3yIBTaToB.

Anropurm otoopa na UKJI-Tepanuio ¢ meibio nepsud-
noii npodmiaktukn BCC. Ha ceromasa momxon K oT6opy
60abHBIX ¢ JIKMII Ha nepBuynyto MK/I-npodunaktuky
BCC mnpencrasisiercst HaMm cieaytonuMm (puc. 6). Ilep-
BUYIHBIM KPUTEPUEM, 32 NCKITIOYCHUEM CITydaeB Bepu -
LIMPOBAHHBIX TEHETUYECKUX KApAUOMUOTIATHIA, OCTAETCS
ucxonHast @B menee 35%. CieayIoLIuM ILIATOM SIBJISIETCSI
HO30JIOTUYeCcKasd JTUAarHOCTHUKA (OTCBIJIaeM YHTATEIIs
K HaAIIAM ITOAPOOHBIM ITyOJMKAIIASIM Ha 3Ty TeMy, [27]).
[eHeTaecKkast KapIMOMUOIIATHS JINOO €€ COYCTAaHMST TPEe-
OYIOT MMIUIAHTAIIUM YCTPOMCTB, IPM ITOCTAHOBKE IHAa-
rHo3a “mepsuyHast JKMII” (oTCyTCTBMM YETKUX TaH-
HBIX 32 TE€HETUYECKYIO TMPUPOAY, MUOKAPAUT U APYTHE
MIPUYMHBI) YYUTBIBACTCSI Hamumuue Heycroiumpoit KT,
CHIDKEHMS BOJIbTaXa, runeprpodun JIXK (a Takke ooMo-
POKOB HESICHOTO TeHe3a M OTCPOYCHHOTO HAKOILICHMUS
B Muokapze 1mo naanHeiIM MPT/MCKT); Te ke ¢hakTopsI
paccMaTpUBArOTCS Y OOJIBHBIX ¢ M30JMPOBAHHBIM MUO-
KapauTOM, IIPA UX OTCYTCTBUM COCTOSHHE OLICHUBACTCSI
B IMHAMWKE Ha (hOHE ONTUMAJIBHOI TepaItiy, IIPY CoXpa-
HeHny Hu3Kou ®B mmoka3aHa MMITIaHTAUsI YCTPOMCTB.

3aknioyeHue
1. V¥V nmamuenTtoB ¢ cuHapomom JAKMII paznuuHoro
TeHe3a UMIUTAaHTaus JernopriuIsiTopa SBiseTcs 3hdeK-
TUBHEIM MeTomoM mpodwmraktuku BCC, B TomM uymcie
MEPBUYHOI: 3a CUET OIpaBIAHHBIX IIOKOB (Y 18,2% 60b-
HBIX IIPU CpedHeM cpoke HabmomeHus 16 [6; 37| mec.)

mokasareiau jaeranbHocTu (19,7%), “cmepTbtTpaHc-
mnanTamva” (22,7%) u BCC (1,5%) He TpeBLICHIN TaKO-
BBIC V OOCTOBEPHO MEHEE TSIKENIBIX OOJBHBIX 0e3
ycrpoiictB (¢ 6osee Beicokoit PB u mydmmM oTBeTOM
Ha seueHne). Beicokuit @K XCH u moxoit Hemocpe-
CTBEHHBI OTBET Ha JICUCHNE SIBIJIMCh HanbOojee 3HAUM-
MBIMU TIPEIUKTOPAMHK OOIIIEH JeTATPHOCTH Y BCeX 00JIb-
HbIX ¢ JIKMII.

2. B kagecTBe caMOCTOSITEILHOTO (pakTopa pHCKa
BCC u xputepus mist otbopa Ha MMITIAaHTALMIO nedu-
OpMJIIATOpa HEOOXOMMMO WCITOJIb30BaTh MEPBUIHYIO
(reretmueckyio) mpupomy JAKMII, B ToM uymciae mpu
OTCYTCTBUM YCTAHOBJIICHHOTO HAa MOMEHT MMIUIAHTALINT
reHetrdeckoro auaraosa (OP 1,58, OIII 10,93, awyBcTBU-
TeJIbHOCTh B mpenckaszannu BCC/ompaBmaHHBIX cpaba-
ThiBaHU gedubpuistopoB 94,1%, orpuliaTelibHas
IpeacKasaTeIbHas HeHHOCTh 99,2%).

3. Hajmmune TreHETMYECKON COCTaBJISIONMICH CHH-
npoma JIKMII ssBunock 6ojee 3HAYMMbBIM ITPEAUKTOPOM
apUTMUUYECKUX cOOBITHIT, yeM PB: onpaBmaHHBIC IITOKU
Pa3BUBAINCH Y OOJNBHEBIX C TOCTOBEPHO 00JIee BHICOKOI
®B, a Takke C HOCTOBEpPHO MEHBIINMU pa3MepaMu
JIEBOTO Xeaymouka. 3HadeHHMe ucxogHoit PB meHee
35%, a takxke Ooisiee xecTkuii Kputepuii (OB menee
26%) He o0iamaeT BBICOKOM IIpeAcKa3aTeIbHOM LIeH-
HocThi0O B oTHomeHnu BCC/ompaBmaHHBIX IIOKOB
nedudbpuigaTopa.

4. MaxkcuMalibHas 9acToTa OIpaBOAHHBIX CpabaThI-
Banmit MKJI orMeuaeTcss mpy COYeTaHMU TeHETUUSCKOM
¥ BocnanurteabHoi npuponabl JKMII (33,3%, OP BCC/
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cpabarwiBanmii 3,37, OII 7,71, orpuliaTenbHasI TIpeacKa-
3aresibHasl IEHHOCTh 96,5%), OTCYyTCTBHE IIOKOB — TIPU
HM30JIMPOBAHHOM MUOKApANTE, TI0 ITOBOAY KOTOPOTO IIPO-
BOOUTCS ameKBaTHAsI OasWcHasT Tepammsi. Y OOJIBHBIX
C M30JIMPOBAHHBIM MUOKapIuTOM M Hu3Koil ®B pemre-
HUe 00 WMMIUTAaHTAUMM JIeuOpUIIIATOpa MOXET OBITH
OTJIOKEHO B OTCYTCTBHE 0OoJiee XKECTKHX IIPEANKTOPOB
BCC nmo moxyueHHs pe3yJIbTaTOB JICUCHMSI.

5. Mpemukropamu BCC/ompaBmaHHBEIX cpabaThbIBa-
HU 1e(PUOPUIIISITOPOB C JOCTOBEPHOI AMATHOCTUYECKOM
3HAYMMOCTBIO SIBIITIOTCSI TAaKXKE 3JI0KAUECTBEHHBIC JKETY-
JTOYKOBEIC HapyIIeHUS PATMA Ha MOMEHT MMILIAHTALIVMN:
smmzonsl yeroiranBoit 2KT /MK B anamuese (OP 18, OIL
26,5, cnetmduuHoctsb 98,1%) 1 HamMmIre MpobekeK Hey-
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MATOJIOrUS TPYAHOI O OTAEJIA AOPTbI MPU AUCTIIASUN COEAUHUTE/IbHOW TKAHM
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B cTaTbe paccMOTpeHbl pasinyHble acnekTbl NaTonaorum aopTbl NPY AUCMNa3um
COEAVHUTENbBHOI TKaHW, 06CYXAEHbl MOAX0Abl ANArHOCTUKM W NIEYEHUs pacLumpe-
HUS! 20PThI MPU LAHHOM COCTOSHUN.
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PATHOLOGY OF THORACIC AORTA IN CONNECTIVE TISSUE DYSPLASIAS

Nechaeva G.I., Semenova E. V., Semenkin A.A., Druk I.V., Konev V.P., Chindareva O. 1., Zhivilova L. A., Loginova E.N., Tkachenko T. V.

The article is focused on a variety of aspects of aortic pathology in connective tissue
dysplasias; approaches discussed to diagnostics and management of aortic dilation
in dysplasias.

Russ J Cardiol 2018, 2 (154): 80-90
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Anuagemnonorus naTonaorum aopTbl

3aboJreBaHMSI A0PTHI IPEACTABICHBI IITUPOKUM CITCKT-
pOM TIPMOOPETCHHBIX W HACICICTBEHHBIX COCTOSHUM
pas3nmuuHEIX ee oTaenos [1, 2]. I1aToorus aopThl BXOIUT
B JOBAAIATKy B CIIMCKE BEOYIINX IMPWYMH CMEPTEIbHBIX
ncxonos [3].

3HAUYNTENBHBIN BKJIAI B CTPYKTYPY HaTOJIOTH a0PTHI
BHOCST paclIpeHNEe, aHEBPU3MEBI, Pa3phIBBI U Paccioe-
HUS cocyna. BEIIENSIoT pacimpeHns TpyaHOTO (KOPHS,
BOCXOISIIIETO €€ OTmejia, AyTH) W OPIONIHOTO OTHEJIOB
aoptel [2]. 3abojeBaeMOCTb aHEBpM3MaMH TPYIHOMU
aopThl cocTaBisgeT puomsuTeabHo 10,4 Ha 100000 verr.
B roxn [4]. Ciay4am paccCliOeHUN T'pyTHOM aOpTHI MMEIOT
IIOCTOSTHHYIO TEHIOCHINIO K pocTy. HMccaemoBaHus
LeMaire SA, Russell L (2011) ycranoBuIn, 9T0 paccioe-
HHe TPYIHOM aOPTHI BcTpeuaeTcs B 3-4 ciaygaes Ha 100000
YeJ0BCK B TOH M aCCOIMMPOBAHO C BBICOKMM PHCKOM
cmepta [5]. CormacHO MMEIOIIMMCS B JIMTEpaType JaH-
HBIM pacClIOEHHE M pa3pbiB aOpThl COCTAaBISIOT 1-2%

Key words: connective tissue dysplasia, aortic dilation, echocardiography.

Omsk State Medical University of the Ministry of Health, Omsk, Russia.

CJIyyaeB BCEX CMEPTEi B IMPOMBIIUIEHHO Pa3BUTHIX CTpa-
Hax [6]. I[IpoekT Global Burden Disease (2010) mpone-
MOHCTPHUPOBAJI, YTO CMEPTHOCTb OT aHEBPU3M U PACCIO-
eHuit aopThl ¢ 1999 mo 2009rr Bo3pocia ¢ 2,49 na 100000
mo 2,78 Ha 100000 HaceleHMsI, IpA DTOM OTMeEUYaeTCs
yBeJIMUYEHHE CMEPTHOCTH B BO3PACTHBIX TpymIax mo 45
JIeT, 0COOEHHO, Cpean MYyXK4YuH [7].

CuHApOMHOE pacLuMpeHne aopTbl

Pacmmpenne aopTel BCTpedaeTcs TP MHOTHX 3a00-
JICBAaHMSIX C TIOPaXXEHUEM CepICIHO-COCYIMCTON CuC-
TEeMBI, TAKMX KaK apTeprabHasI TUIICPTCH3NS, UIIIeMIIC-
ckasg 0oJIe3Hb cephlla, MOPOKU U aHOMAJUU Pa3BUTHUS
cepara, HACJACACTBEHHBIC HAPYIICHUS COCTMHUTCIHHOM
TKaHu U T.0. [1o coBpeMeHHBbIM TaHHBIM, B 20-25% ciy-
YaeB aHEBPU3M M PACCIIOCHWI TPYTHON aoOpTHl — 3TO
PE3yIIBTaT TEHETUICCKOM MPeapacIIooXeHHOCTH, IIpaK-
THYECKH BO BCEX CIy4YasgX OOBSICHSIOMINU ITaTOJIOTHIO
cpenu MoJtonbix uil [8-10]. [eHeTMUeCKM TeTepMUHUPO-
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BaHHOE COCTOSTHUE, BO3HUKAIONIEE BCJIECACTBUE Hapyllle-
HUS MeTabOJM3Ma COCTUHUTEILHOM TKaHU, XapaKTepH-
3yloleecsl HapyIIeHNUEM CTPYKTYPHI KOMITOHEHTOB 9KC-
TPALCJUTIONISIPHOTO MaTpuKca (BOJOKOH M OCHOBHOTO
BeIIeCTBa) U IIPUBOIIICE K POPMUPOBAHUIO IIPOTPECCH -
pyormx MophodyHKIIMOHAIBHEIX HApYIICHUN BHCIIC-
PaTbHBIX W JJOKOMOTOPHBIX OPTAaHOB HA3BIBAIOT IMCITIA-
sueit coequanTenbHON TKaHM (JCT). Cpenn mmpoKoro
CIIEKTpa TIOJMOPTaHHBIX W ITOJIMCHCTEMHBIX KIMHWYC-
ckux nposiieHuit ipu JICT MMeHHO KapauoBacKyJIsip-
HasI IaTOJIOTHS M, B TIICPBYIO O4Yepelb, MTATOJOTUS TPYI-
HO# aopThI, OIpEHessaeT TPYIOCIIOCOOHOCTh M XXNU3HEH-
HBIN IporHo3 [11]. ACUMOTOMHOCTb TeYEeHUSI U3MEHEHU M
¥ OTCYTCTBUE KIMHMYECKNX IIPU3HAKOB BILIOTH IO pas-
BUTHUSI OCTPOTO AOPTAIIBHOTO CHHIPOMAa CIIOCOOCTBYET
MMO3THEW TUAarHOCTUKE pacIINpeHUs] KOPHS aopTH [1, 2].
¥ nmanmeHToB ¢ cuHapoMHbIMEU opmamu JJCT aopTanb-
HBIE OCJIOXKHEHMUS SIBJITIOTCSI BEIyIIe IPUINHON CMEepT-
HoctH [12, 13].

HunddepeHimpoBantbie (cHHAPOMHBIC) hopMbl JJCT
XapaKTepU3YIOTCS peAKO BCTpeYaeMOCThIO, OoJiee JeT-
KOW KJIWHUYECKOU KapTUHOW, YCTAHOBJICHHBIMU TE€H-
HBIMU 1 OMOXMMUYCCKUMU Ie(EeKTaMM, OIpeaesICHHBIM
THIIOM HacJIeIOBaHUsI, OTHOCHUTEJIHHO HEBBICOKOI pac-
IIPOCTPAaHEHHOCTRIO B monyisiiuu [14]. Hanbosee gacTto
pacIIMpeHne aopThl BCTPEeUaeTCs IMPH CICAYIOMMX -
depenumpoBanHbix popmax JCT. cuaapom Mapdana
(CM), cuampoMm Jloiica-[IuTma, CMHIPOM aHEBPU3MEI-
OCTCOapTPUTa, CHHAPOM IOMHUHAHTHOM apTepHaIbHOU
W3BUTOCTH, cuHApoM Diepca-Jammo (CB/I), HecoBep-
meHHBIH ocTeoreHe3 [15]. IIpu CM pacmupeHne aopThl
Bcrpeuaercs B 60-80% ciyyaes [1, 16]. CornacHo Détaint,
et al., K Bo3pacty 60 et nmpaktuyecku y 100% nanueHToB
¢ CM pa3BuBaeTcs pas3IWdHOI CTCIICHU pacIIUpeHUe
aA0pTHI U ¥4 STHX MALIMEHTOB ITOABEPIaiOTCS IMIPOTE3UPO-
BaHU1o aopThl [17]. Ilo coBpeMeHHBIM MPEACTABICHUSIM
CepIeYHO-COCYINCTasl TTaTOJOTUS SBJISIETCS TPUIMHOMN
okosio 90% mnpexneBpeMEHHBIX CMEpPTed IMalueHTOB
¢ CM [18]. B CIIIA paccinoeHust 1 pa3pbiBBI aOPTHI TP
CM u OMU3KUX €My COCTOSTHUSX SIBIISIIOTCS IIPUIMHON
cmeptu B 50 ThIC. cirydaeB B rox [19].

HecuHapomHoe pacluMpeHne KOpHS aopTbl

I1o pe3yapraTaM aHajiM3a MEXIyHApOAHOTO PerucTpa
MalEeHTOB C JMCCEKLMel aopThl OBUIO BBISIBJICHO, YTO
y nauureHToB miafie 40 et auuib B 50% ciyyaeB uMe-
€TCsl TIOATBEPKIAECHHBIM TeHHbIN NedeKT, Yy ocTaBlIecs
MOJIOBMHBI MOJIOABIX JIIOAEH OOBSICHUTL MIPUUUHY U3ME-
HEHMII aopThl U JAJIbHEHUIIEN NUCCEKIUU B T€HETUYE-
ckoM ItaHe He ymaercsd [20]. B aToM perucTtpe y Mojo-
IbIX TMALMEHTOB YacTO BBISIBISUIACH 3HAUYMMAsT ITPOKCU-
MaJIbHasI IWIaTalvsl aopThl Jaxke Ipu oTcytcTBur CM.
CMepTHOCTB OT PACCIIOCHUS AOPThI STUX MAIlUEeHTOB OKa-
3ajlach HEOXUJIAaHHO BBICOKOW, CXOXel C MmalueHTaMu
crapmre 40 Jer, He3aBUCHMMO OT THIIA AUCCEKIINU,
U HE CBSI3aHHOM C 3aepKKOM B TIOCTAHOBKE AUArHO3a.

ITokazaHo, 4YTO MOJOXUTENbHbINM CEMEMUHBIN aHAMHE3
TOpakKeHMS aOPTHI Y MAIlMCHTOB, HE MMEIOIINX M3BECT-
Hble cuHapomsl, ¢ JJCT BerpeuaeTcst ¢ yacToroit 1o 19%
[8, 21-22]. CoOTBETCTBEHHO, BBIIECISIOT TaK Ha3bIBae-
MBbI€, CeMCIHBIC aHEBPU3MBI/TNCCEKIINHT a0pTHI. TOYHBIIN
TeHEeTUYeCKM MedeKT mpu 3TuX (popMax Ha CETOTHSIII-
HUI IeHb He ompeaeeH [6, 23]. I1pu 3ToM, y MallMeHTOB
MOTYT BEISIBIISITECS (DEHOTUTIMIECKIE TIPU3HAKN KOCTHO-
CKEJICTHBIX aHOMAJINiT B BIIE BPOKICHHOM medopMaliiy
TPYIHOI KIIETKN (BOPOHKOOOpPA3HOM M KWJICBHIHOI),
apaxXHOJAKTWJINU, apKOBUIHOTO Heba u T.1. [22, 24].

COBOKYITHOCTb (hDeHOTHUITMYECKMX ITPMU3HAKOB ITaTo-
JIOTUM COCAMHUTEIIPHON TKaHM, HE YKJIAIbIBAIOIIYIOCS
B CHHAPOMHEIC (DOPMEI, B OT€UECTBEHHOU JMTEpaType
obo3HavarOT Kak HemuddepeHumpopanuyo JACT
(HOCT) [11]. HAOCT xapakrepusyeTcs HaJIUINEM
y mannreHTa Habopa KIMHUIECKUX ITPU3HAKOB, KOTOPBIC
MOTYT BKJIIOYATh CKOJIMO3, Ie(popMaIiiy TPYIHON KIICTKH,
MUOITMIO, aCTUTMATH3M, IIPOJIAIIC MUTPAJBHOTO KiIa-
MaHa, TUIOCKOCTOITME, apaXHONAKTWINIO W T.I. B 3apy-
OeXHOI IUTEPATYpE MOCAEAHUX JIET TEPMUH “IACTUIA3US
coeMHUTEILHOM TKaHu”’ (“connective tissue dysplasia”)
WCITONIb3YeTCs KpaliHe peaKo, B €AMHUIHBIX ITyOJIMKa-
musix. Mensink KA, et al. (2006) 1cmoib3yeT 3TOT TEPMUH
KaK CHHOHUM 0o0Jice IMMPOKO pacIpoOCTpaHCHHOMY
B MHOCTpPAaHHBIX TIyOJIMKauMsax “connective tissue
abnormalities” mag XapaKTepUCTUKU MMEIOIIUXCS
Yy HalneHTOB (DEHOTUIIMICCKMX OCOOCHHOCTEM B BHIE
MpoJjiarica MUTPAJIBHOTO KJIallaHa, CKOJIMO03a, TUIICPMO-
OMJILHOCTH CYCTaBOB, TUTICPIJIACTUYHON KOXH U TIP., 9TO
TIOJTHOCTBIO COOTBETCTBYET HOHSTHUIHOMY COIEpP:KaHUIO
oTedecTBeHHOTO TepMmuHa [25]. Glesby MJ xapakTepu-
3yeT 3TO KJIMHUYECKOE pa3HooOpa3ue MOoHATHEM “(DeHo-
TANYecKas IPOTSKeHHOCTh” (phenotypic continuum)
[14, 26-28]. Hcxomsd W3 CMBICJIOBOIO COIEpKaHUS,
IINPOKO YIIOTpeOJIIeMBIe B 3apyOeKHOU JMTepaType
B KOHTEKCTE HEBOCITAJUTEIbHON HEMMMYHHOI IaTOJIO-
TUM COeNMHUTEIbHOM TKAaHU TEPMUHEI “‘connective tissue
abnormalities”, “connective tissue disorders”, “heritable
disorders of connective tissue”, “nonspecific connective
tissue disorder”, “congenital connective tissue disorders”,
“inherited connective tissue disease” MOXHO CYMTAaTh
SKBUBAJICHTHEIMM OTCYECTBCHHOMY TEPMHHY “IHCILIA-
31U COeIUHUTENLHOM TKaHm” [28-34].

I[lo maHHBIM pa3IUIHBIX WCTOYHUKOB, OTICIBHEIC
deHOTUNIMYECKIE TIPOSBICHMUS OHNCIUIA3WU COCIMHM-
TeJIbHOM TKaHU BeTpeualorcs: B nonyisuuu B 0,6-80,0%
HabmoneHwii [35]. UMetoTcd cBemeHMsI, 9TO paciivpe-
HUe aopTHl y utl ¢ Tpr3HakaMu JJCT BEISIBIISIETCS TOCTO-
BEpHO dYallle, YeM B ITOIYJISIIIUM, IIPH 3TOM CEMEWHBIN
aHaMHE3 B OTHOIIICHNH JAHHO TTaTOJIOTUH YacTO OTCYT-
cTByer [26, 27]. 1o manusiM ncciegosanusa Rhee D, et al.
(2008) v 9 u3 37 maneHTOB C BOPOHKOOOpa3HOoM Aedop-
Marueit rpynHoit xietku (BAI'K) mpucyrcTBoBaio pac-
mupeHue KopHs aoptsl (PKA), B To BpeMs Kak B IrpyIine
KOHTpPOJIST 113 43 4eI0BEeK aopTa y BeexX OblJIa HOPMaJIbHBIX
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Tabnuua 1

leHbl, OTBETCTBEHHbIE 32 HPOPMUPOBAHME aHEBPM3M U AUCCEKLMIA aOpThbl Npy Hanbonee YacTbix cuHapomax ACT

DyHKLS reHa
FBN1 koaypyeT dnbpunamH-1, 601bLWON rYKONPOTENH, KOTOPLIN SBASETCS

KOMMOHEHTOM BHEKJIETOYHOr0 MaTpukca

CurHanbHbivi nyTe TGF nrpaeT BaxHylo posnib B npoLeccax npoavdepaumm,

onbdepeHumnaumm n npoaykunm BKM

l'en COL3A1 kopupyeT Lenu npokonnarena lll Tuna, KpynHoro CTpyKTypHOro

KOMMOHEHTa KOXW1, KDOBEHOCHbLIX COCYA0B U MNOJIbIX OPraHoB
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pa3mMepoB. MUHTepec BBI3BIBACT TO, YTO TOJIBKO Y 2 TaIu-
€HTOB M3 5 C pacIIMpeHHeM aopThl IIPH TeHETHIECCKOM
nccnenosannn noarsepxiaeH CM [36]. CorimacHo co0-
cTBeHHBIM HcciieqoBanmsiM, PKA y i ¢ HACT BcTpe-
yaeTcs npuMepHo B 10% ciydaes [28], mpu 5TOM, B Kade-
cTBe (pakTOpOB pHCKa (HOPMHUPOBAHUSA PACIIUPCHUS/
aHEBPU3M aOPTHI OIIPEACIISTIOTCS MYXKCKOM IT0JI, HATMIHE
MHACTUIACTUKO3aBUCUMOM TTATOJIOTMH KOXM, IO3BOHOYHBIX
aprepuii, BeH, AuUarHocTWdeckuii koadduument JCT
nmo B.M. dxkosneBy n I.W. HeuaeBoii >23, codeTaHme
JCT ¢ nBycTBOpYATHIM a0OPTaTbHBIM KJIallaHOM, C apTepH-
aJTbHOUM THIICPTECH3MEH, MpoheCcCHOHATBHBIMUA 3aHSITH-
SIMA CITOPTOM, TSDKCNIBIM (Du3mdecKuM TpyaoMm [37-39].
Pacumpenue aoptel mpu HICT mMeeT KIMHMYECKOe
3HayeHWe. 1o JaHHBIM TPOCICKTUBHBIX HAOMIOMCHUIA
OBUIO OIpemeIcHO, YTO KIMHWYECKUE WCXOOBI TIPHU
HecMHIpOMHBIX aHeBpm3Max aopthl u HJICT cxomHbl
¢ TakoBeIMU TIpu CM [28, 40].

MatoreHes n mopdonorus pacluMpeHnus aopTbl
NPV CUHAPOMHbBIX U HECUHAPOMHbBIX popmax ACT
CylecTByeT MHOXKECTBO ITaTOTCHETMYCCKUX MeXa-

HU3MOB (OPMUPOBAHUS aHEBPU3M M PACHINPEHUU
aopThl. 3a NUCKIIOUCHUEM OTPaHWYCHHOTO YHCiIa MCCIIe-
IOBaHWI, STHOJIOTHSI W IIATOT€HE3 aHEBPHM3M BOCXOIS-
IIIETO OTJIeJIa a0PTHI U3yUYeHBI HemocTaTouHo [41, 42].
[Tpu mucIa3ny coeTMHUTEIPHOM TKAaHM Yallle TTopa-
KaeTcsl TPYIHOM OTHEe] aOpTHI, YTO COIIPSDKEHO C MyTa-
el TEeHOB, YYACTBYIOIIMX B CIOXHBIX IIpolleccax
CcOOpPKM M pacliaja KOMIIOHCHTOB BHEKJICTOYHOTO MaT-
pukca (BKM) [22]. [Tpu CM, sgBisromieMcs Kiaccude-
CKMM ¥ HamboJiee SIPKUM IIPOSIBIICHIEM HACJICACTBEHHBIX
HapyIIeHWH COCOWHUTENPHOW TKaHM, ITPOTCKAIOIINX
C pacIMpeHneM 1 pa3pbIBaMU a0PThI, KITMHNIECKHE TIPO-
SIBJICHUST CBSI3aHBI C MyTallMsIMU B TeHe ubpmmmHa-1
(FBN1I). Hutchinson S, et al. (2003) mpeaIToa0XuInd, 9To
paznuuus B aKcrnpeccuu FBNI1 B HOpMe MOTYT CIIOCO0-
CTBOBaTh KIMHWYECKON W3MEHUYMBOCTH, HAOMIOTAacMOM
B ceMbsix ¢ CM, 1 JOJDKHEI OBITh PACCMOTPEHEI KaK ITOTCH-
UaabHBI Momudukarop denHoruna [42, 43]. B cBete
BBICOKO BHYTPUCEMEMHON M3MEHUYMBOCTH CJICIYET ITOJIa-
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raTh, YTO BHEIIHUE W, BOSMOXHO, SIUTCHETUICCKIE (haK-
TOPBI UTPAIOT 3HAYNTEIIBHYIO POJIb B OIIPEICICHUM TSIKE-
¢ty (peHOTHUITA Y TAllMeHTa ¢ JaHHOU MyTamueil. Kpome
kinaccmyeckoro CM yKazaHHBIC NI3MEHEHMS B TCHAX TaKKe
0BT OOHApyXKeHHI y mareHToB ¢ apyrumu I CT, BKito-
yasg HeoHaTanmbHBIT CM [44], ceMeliHyI0 apaXHOMAKTH-
o [45], skTonuio XpycTaauka [46], BOCXOOSIIyI0 aHEeB-
pPU3MY aOpTHI M JTUCCEKIINIO 0e3 KIIaCCUISCKON KapTHUHBI
CM (Bocxopsimast aHeBprU3Ma aOPTHI M IUCCEKITUS, OTCYT-
CTBHE SKTOINH XPYCTaJInKa, HUKAKMX KOHKPETHBIX CKe-
JIETHBIX MaHHEIX) [47, 48], MASS-deHoTHn [49], HOBBIM
BapraHT CM (ckenetHele ocobeHHocT CM C cycTaB-
HBIMI KOHTPAKTYpaMd U BBIIIOTOM KOJICHHOTO CyCTaBa,
9KTONHEN XpyCTaJIMKa IIPU OTCYTCTBUM CEPICYHO-
coCymmMCThIX mposiiaeHuii) [50, 51] m m3ommMpoBaHHEBIC
CKeJIETHBIC TIPM3HAKM (BBICOKMIT pocT, cKoimo3, BJAT'K
¥ apaxHOOaKTWians) [52].

CeMelfiHBIE aHEBPM3MBI aOpPTHI aCCOIMMPOBAHBI
C UI3BMEHEHUSIMHU B pa3INYHBIX TeHax, TakKnx Kak: TGFBR2,
TGFBRI, MYHI11, ACTA2, MYLK, SMAD3 n wHorna
¢ FBN1, XoTOophIe TaKXKe MOTYT YIaCTBOBATh B (DOpMUPO-
BaHUU [MATOJIOTMH COEAMHUTEIbHOM TKaHu [6, 23].

[enb1, oTBeTCTBEHHBIE 32 (DOPMHUPOBAHNE AHEBPHU3M
¥ OUCCEKIMI aopTHI TP HaMOOJIee JACTBIX CHHIPOMAX
JCT, npencrasiaeHbl B Tabmuiie 1.

HdnureabHOE BpeMsl CUUTAIIOCH, YTO TOJIBKO MYTallU
BTreHe FBN-1 00ycI0BIUBAIOT CJTA00CTh M HECOCTOSITEITb-
HOCTb 371acTu4YecKoro kapkaca aoptel. FBN-1 — mimko-
npoTeuH, (UuOpuIbHBIE MOHOMEPBI KOTOPOro (opmu-
pPYyIOT 0a30BYI0 CTPYKTYpy IJISI CHHTE3a 3JIaCTHIECKUX
BoJIOKOH. Ho maHHBIC TTOCIETHUX JIET ITO3BOJISTIOT TOBO-
PUTH O TOM, YTO HACJICACTBEHHBIC HAPYIICHUS COCIMHU-
TeJIbHOM TKAaHU CBSI3aHBI HE TOJBKO C HAPYIICHUSIMU
MUKpOGUOPUIIISIPHOrO MaTpuKca. MIHTepec ObLI BhI3BaH
OTKPBITHEM TOTO (haKTa, YTo MyTanuu reHa FBN- I Takke
BBI3BIBAIOT MOBBIIICHHOE BHICBOOOXICHIE M30JIMPOBaH-
HOTO JIATEHTHOTO TpaHCc(HOpMUpPYIOIIEeTo (haKTopa pocTa
(TGF-B) — u3BecTHOTO MemuaTopa MpoIeCCOB PeMOoJIe-
JIpOBaHUS cocymoB. TakuM o6pa3oM, GOPMUPYIOTCS 1B
nyTd QOpMHUPOBAaHMS TATOJOTMH AOPTATBbHON CTEHKMU.
OnovH n3 HUX 00YyCIOBIeH (DOPMHPOBAHMEM HECOCTOSI-
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TeJIbHOTO 3Jl1aCTUHA, IPYroi CBsI3aH ¢ HapyLIEHUEM CUT-
HanmbHOTO TIyTH TGF-P.

TGF-f — pacTBOpUMBIf TIENITUI POCTa, OTHOCS-
IIHIcA K TPYIIe JUTaHIOB 1 perienTopoB. OH BEIpada-
TBIBaeTCS OOJIBIIMM KOJMYECTBOM THUIIOB KJIETOK, BKITIO-
yasy KJICTKU COCYIUCTOM CTCHKHM, ¥ BOBJICUCH B IIPOIIECCHI
mpoaudepallny, aHTHOTeHe3a W amomnTo3a. KpoMe Toro,
B HACTOSIIIIEE BPEMSI XOPOIIIO OIMCAaHa €TO POJIb B PETYJISI-
mnu dopmupoBannst BKM cocynucroit creaku. Omm-
CaHO OBE PA3HOBUAHOCTH curHaitbHOTO TIyTH TGF-B:
KJIacCMYeCKMiT M Heknaccmiyeckmit. [Ipm akTuBanmm
KJIaCCUYECKOTO IyTH MACeT (opMUpoBaHUE KOJIIarcHa,
5JIaCTUHA, MHTHOMTOPOB aKTHUBATOPOB IIa3MHHOTeHA- |
W WHTUOMTOPOB TKAHEBHIX MeETaJIONIPOTeHHA3-1.
Heknaccuuyeckuii myTh MpeacTaBiasieT co00il Kacka CUr-
HaJbHBIX Peakivii, C OMHOW CTOPOHBI YACTUYHO BCTpau-
BaIOIINICS B KIIACCUICCKUA ITyTh C COOTBETCTBYIOIINMU
KUCXOAaMU, C IPYyroii — MMEIIIUNA CBOE TMPOJOKEHUE
1 TIPUBOISAIINI K BEIPAaOOTKE MEINATOPOB, YIACTBYIOIINX
B JeTpajallid MaTpHWKcCa. YCTaHOBJICHHAS aKTUBAIIWSI
nmatentHoro TGF-B B pesynwsrate myranuu reHa FBN-1
MOKET CTUMYJINPOBATh KaK KJIACCHIECKMI, TaK U HEKJIAC-
cuueckuit curHainbHbie IytH TGF-B, uro Moxer n3me-
HSTb OOBIYHBIN MPOPUOPOTUYECKUI OTBET U B PE3YJib-
TaTte yBeJauMuuBaTh Aerpagainvio BKM, npuBoms K mpo-
TPECCUPOBAHUIO PaCIIMPEHUS aopTHI [41].

CKOpOCTh TIPOTPECCUPOBAHUS aHEBPU3M TPYITHOK
aopTBI CUJILHO BapbupyeT B mpenenax ot 0,03 mo 0,22 cM
B I'OI, a TCHETHYECKNE (haKTOPHI MOTYT OKa3bIBaTh BaXK-
HOe BIIMSTHME Ha 3TOT MoKa3aTe/b. JJaHHbIe TTOKa3bIBAIOT,
YTO TeHETUYEeCKas IMATOJIOTHS OIpenessieT 0ojiee OBICT-
poe pacIInpeHne aopThl, TEM CaMBIM YBEIMIMBAsT PUCK
pa3BUTHS paccioeHus aoptol [10, 42].

CocynucTeie TTopaxkeHUsI HarboJIee MOJTHO OIMCAHBI
MpU M3BECTHBIX cHHApOMHEIX dopmax NCT — CM,
CO n op. OgHaKO M3MEHEHMS COCYIOB 3aKOHOMEPHO
BO3HUKAIOT W NIpu HeauddepeHIUPOBAaHHBIX (opMax
HCT. INopaxeunwnst aoptsl mpu JCT 1oKanm3yeTcs mpeu-
MYIIECTBEHHO B BOCXOZSIIEH YacTW TPYTHON aOpTHI,
HECKOJIBKO peXe — B Oyre, B HHUCXOISIIEl dYacTH,
OpIOITHOM aopTe W €€ BETBSIX, JICTOYHBIX apTepUsX.
[TatorucTonornyeckoe wuCCIEeOIOBAaHME aOPTHI Kak
cocyma siactmiyeckoro tuma npu CM BHe o0OiacTu
aHeBpU3MBI OOHApy:XMWBaeT (parMeHTAIIMIO BHYTPCH-
HEl 3J1aCTUIeCKOM MeMOpaHbI (OTCYTCTBHE €€ B OTIEIb-
HBIX y4YacTKax), MCTOHYCHWE WM HapylmeHne (PopMbI
HapyXKHOI 3JaCTHIECKON MeMOpaHBI, 3aMCHY IJIaIKO-
MBIIICIHBIX KJIETOK IPOCIOMKaMU KoJIIareHa, pa3pac-
TaHWE PBIXJION coemmHUTeNbHOM TKaHu (CT) 1o mepu-
depum cocyma; B 30He aHEBPU3MbI — KPOBOM3IMSHHUS
B pa3JIMYHBIC YIaCTKN CTEHKHU COCyIa, MOSBICHUE Tpa-
HYJSLIMOHHOW TKaHW, OOYCJIIOBJAEHHON oOpraHu3aluei
IIPUCTCHOIHBIX TPOMOOB, B OTHCITBHBIX CIyJassX — IICEB-
IOKHCTHI B CTCHKE COCYyIa, KOJUIAaTCHOBBIC CTPYKTYPHI
aIBeHTHUIINN HEPAaBHOMEPHO TPy0OO MepeIlIeTeHEI, TIPH-
YyeM BOJIOKHA YTOJIICHBI, HEpaBHOMEPHO OKpaIllvBa-

oTcs (GyKCMHOM. [HcTOXMMMYeCKOoe HCcCIeI0BaHUE
CTeHKH a0pTHI AEMOHCTPHUPYET 3HAYNTEIbHOE HAKOTLIC-
HUE B OTHCIbHBIX YI4aCTKAaX HECYIb(haTHPOBAHHBIX TJIH-
KO3aMHWHOTJIMKAHOB, B IPYyTUX — 3HAYUTEIbHOE YBEJIU-
YyeHHe WX CyIbhaTMpoBaHHBIX ¢pakmuii [53-55]. [Ipn
HACT maroructojiorndeckre HaXOJIKHW CXOIHBI C O~
canabpiMu ipru CM, HO MeHee BBHIpaXeHBI. B mMmero-
IMUXCS SAMHUYHBIX pad0oTax MpU CEKIIMOHHOM U MaTO-
MOPGHOJITOTUICCKOM MCCICAOBAHNM B COCYIAX JIaCTHIC-
CKOTO THIIA y JIMI MOJIOJOTO BO3pacTa, MMEIOIINX
BHeIIHKME U BHyTpeHHME mpu3Haku [ CT, rucromormae-
CKMe M3MEHCHUS aOPTHI BKIIIOYAIN B cebsI pa3peskeHUE
¥ (hparMeHTAIINIO 3JIACTUHICCKIUX BOJIOKOH, UX 0YarOBOE
OTCYTCTBHE, YMEHBIICHWE YHCIAa TIaIKOMBIIICYHBIX
KJIETOK, HaJIM4YMe IIPOCIOeK KOJJIJareHa B MBIIICIHBIX
CIIOSIX, HapyIIeHWe apXUTCKTOHNUKU U YTOJIICHUE KO-
JIATCHOBEIX BOJIOKOH, 3HAUMTEJIBHOE pa3pacTaHUe KOJI-
JIATeHOBEIX BOJIOKOH BOKPYT Vasa vasorum, 4To COOTBET-
CTBYeT THCTOJIOTMYECKON “KapTWHE” CHHIPOMHBIX
dopm JACT [55].

TakuM o00pa3oM, TUCTOJIOTMYECKHE OCOOEHHOCTU
AOPTHl Y MALIMCHTOB C Pa3IMYHBIMU HACJICICTBEHHBIMU
cuagpoMamu JICT u HecmHapoMHbiMU dopmamu JCT
B BHIC KWCTO3HOW AeTeHepamuy CpeaHeil 000JI0UKU
cocyna SIBISIIOTCS HanboJiee XapaKTepHBIM OOBbeTMHSIIO-
IIMM 5T BUIOBI HACJICACTBEHHOM MATOJIOTUY IIPU3HAKOM
[54, 56]. AuameTp OUIAaTUPOBAHHOM AaOPTHI IIPSIMO KOP-
pemMpyeT ¢ BRIPAXKCHHOCTBIO IEeTpagalliid CpeaHeid 000-
Jnouku [57]. B cBSI3u ¢ TeMm, YTO ONTUMAJbHBIN OajaHC
KOMITOHEHTOB CpeHeil 000J0UKM aOpThI OMpEAesIeT ee
(byHKIIMOHAIBHBIC XapaKTePUCTUKH, OCOOCHHO, MEXaHU-
YeCKyI0 YCTOMYMBOCTh IIPU IEUCTBUM ITyJIBCHPYIOIIETO
TIOTOKA KPOBU, M30BITOUYHAS Ierpafgaliisl MaTpuKca Ipr
pPa3sBUTHMU KHUCTO3HOM IeTeHepallid OTBETCTBEHHA
3a TIPOTpecCUpYIOIee ITOBPEKICHNE CTCHKHW AaoOpTHI,
JIATAlMIoO W pa3pbiB B MOJIOAOM Bo3pacte [53].

Mpo6nemsbl guarHocTnku PKA

PacimmpeHnme KOpHS aOpTHI IIUTEILHO TeUeT OeCCrM-
MITOMHO W TIPAKTUYECKN HEe BEISIBIISICTCS TIPpU DU3NKATh-
HoMm ocmotpe [1, 2]. B Hacrosiuee Bpemst 6onee 40%
MAIleHTOB C aHEBPU3MaMU TPYTHOM AOPTHI OCTAIOTCS
aCUMIITOMHBIMM Ha MOMEHT IIOCTAaHOBKH [IHMAarHo3a
¥ BEISIBJISTIOTCS YK€ TP Pa3BUTHUM OCTPOTO a0PTaIbHOTO
cuHapoMma [58, 59]. PanHee BhIsSIBIeHNE TaHHOM MATOJIO-
TUH TI03BOJISIET CBOEBPEMEHHO HCIIONIB30BaTh HEXUPYP-
TUYCCKUE METONBI JICYCHUWS M 3aMEIJIUTh TEMITBI IIPO-
TPeCCUPOBAaHMS PACIIUPEHMS aOPTHI C TTOCICAYIOIINM €€
paccioenreM. HemoolieHKa HacleACTBEHHBIX (DaKTOPOB
MPUBOAUT K HECBOECBPEMEHHOI IMArHOCTHUKE HAYajlb-
HOTO 3Talla TWJIATAllMXA W, KaK CIeACTBUE, (DOPMHUPOBaA-
HUIO OCJIOKHEHUI, KOTOPBIC Pa3BUBAIOTCS Y TAKUX TALIM-
€HTOB TIpM 3HAYMTECIILHO MEHBIIMX pa3Mepax, 4eM
B nonyssiuuu [60-63]. KpoMe Toro, Haaiuuue aHeBpU3M,/
pacIIipeHus TPYIHON aopTHI SIBISICTCS OIIOPHBIM IHa-
THOCTUYCCKAM KPUTEPHUEM HEKOTOPHIX TeHETHYECKUX
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CUHIPOMOB, Takux Kak CM, cunapom Jloiica-/luTia,
MASS-denorun [63]. B yacTu KIMHUYECKUX CUTyaLlUid
YCTAaHOBUTH NMArHO3 M HAadaTh KOMIIIEKCHOE JICUCHUE
¥ HaOJTIOAcHNE 0¢3 YKa3aHHOTO IpH3HAKa HEBO3MOXHO,
YTO 3aIepKUBACT IIPOBEIACHNE JICICOHO-ITPOPUIAKTIIC-
CKMX MEPOTIPUSTHI 1 B TaJIbHEHIIIEM BIMSET HA IIPOTHO3
9TUX MauueHToB. JlmarHoctuky PKA ocioxHsieT TOT
(akT, YTO YACTOTA €TO BBISIBJICHMS 3aBUCHUT OT BO3pacTa.
Tak, y mammentoB ¢ CM PKA B Bo3pacte 5 jieT BcTpeda-
ercs B 35% ciyuaeB, B Bo3pacte 20 JjieT B 2 pasa vaiie
(70%), a B Bospacre 40 et — y 80% marmenTos [64, 65].

J71s IMarHOCTUKHU TTaTOJIOTUM MCITOIb3YIOTCSI PYTUH-
Hasg peHTreHorpadus opraHoB TpymHoit kimetku (PI
OI'K), sxokapmmorpacdus (BxoKI'), KomIbiorepHas
toMorpacdusa (KT), MarHUTHO-pe30HAHCHAs TOMOTpa-
¢us (MPT), aoprorpacpus [1, 2].

Pentrenorpacdus opranos rpyaHoil KjaeTKu. PyTuH-
HBII PEHTTCHOBCKMI CHUMOK WHOTIA MOXET BBISIBIISITH
OTKJIOHEHHUSI KOHTYpa I pa3Mepa aopThl, TPEOYIOIIe
boyiee ACTaabHOI aOpTANbHOM BHM3YyaJIM3allid B Ialb-
HelmmeM. PeHTreH rpygHOM KJIETKM YacTO CIYXUT
YacThl0 OOCIIENOBAHMS ITAIIEHTOB C IMOTCHIUAJIBHBIM
OCTPHIM AOPTAIBLHBIM CHHIPOMOM, MPEXKIE BCETO IS
BBISIBJICHUSI NOPYTMX TNPUYMH CHUMIITOMOB TalldeHTA,
HO TakXe KaK CKPUHWHTOBEIM TECT IJIS OIPEHCIICHMUS
COOBITHII, aCCOIMUPOBAHHEBIX C PACIIMPEHUEM aOpPThHI
i KpoBotedueHuii. Ognako, PI' OI'K HemoctatouyHo
YyBCTBUTENIbHA, YTOOBI OKOHYATEJIBHO WCKIIOUNTH
HaJIM4IHe OCTPOTO a0PTaJIbHOTO CUHAPOMA, 3a UCKITI0Ue-
HUEM MalMEHTOB C CaMbIM HHM3KUM puckoMm. O0bemm-
HEHHBIC gaHHBIe N3 10 mcciiemoBaHMit yKa3bIBAIOT, YTO
YyBCTBUTEJILHOCTb PACIIMPEHHOTO CPEIOCTCHUS WU
AaHOMAJILHBIE KOHTYP aoOpTHI, CBSI3aHHBIC CO 3HAYU-
MBIMHA 3a00JICBAaHMSIMA TPYIHOTO OTHEJIA COCTAaBIISICT
64% u 71%, cOOTBETCTBEHHO [66].

Kommnbiotepuas Ttomorpadmusa. KT-ckaHupoBaHue
HCIIONIBb3yeTCs 00JIee IBYX MECITUICTUN IUIST BBISIBJICHMST
OCTPOTO aOPTAIIBHOTO CMHIPOMA W JUATHOCTUKU IPYTUX
3a0ojeBaHuil TIpydHOi aopthl [67]. IlpeumyinectBa
BKJTIOUAIOT TTOYTH YHUBEPCATbHYIO TOCTYITHOCTh — CIIO-
COOHOCTh BHM3YAJIM3MPOBATh A0PTY IIETUKOM, BKITIOYAST
IIPOCBET, CTCHKY W MEPHAOPTAIbHBIC O0JACTH; CITOCO0-
HOCTb WICHTU(PUIIMPOBATh aHATOMUYCCKHE BapHaHTHI
BOBJICUCHUSI COCYIMCTBIX BETBEi; pa3InMdaTh THIIBI
OCTPBIX AOPTAJTBHBIX CUHAPOMOB (HampuMep, WHTPaMYy-
payibHasi TeMaToMa, IIeHEeTPUPYIONIast aTePOCKIIEPOTHIC-
CKasl OJISIIIKa, pa3phIB a0PTHI); KOPOTKOE BpeMsI, HE00X0-
INMOE Ui BU3yaIM3allMd M TPEXMEPHBIC OaHHBIC.
OmHako, BBHICOKAst CTOMMOCTD, 103a pagvallni U Hedpo-
TOKCUYHOCTb OTPAaHWYMBAIOT IMUPOKOE IIPUMEHEHUE
IaHHOTO MeToza [68, 69].

MarnutHo-pe3onancnas Tomorpadusi (MPT). B wccne-
JIOBaHUSIX ObUIO MokazaHo, uto MPT sBiasiercsi oyeHb
TOYHBIM METOAOM IHATHOCTHKHU ITaTOJIOTUH TPYTHOMU
aopThI, C BBICOKOM YYBCTBUTEIBLHOCTBIO M CIICIMDIY-
HOCTBIO, KOTOPBIC 9KBUBAJICHTHBI MJIM MOTYT IIPEBHIIIATH

takoBble 11t KT 1 OxoKI [70-75]. [Tomoono KT, MPT
JlaeT MHOTOIUIAHOBYIO OIICHKY TPYIHOI aOpTHI, M MCCIIe-
IOBaHME MOXET OBITh PACIIUPCHO VIS YBEIMICHUS
oxBaTa aopThl B IJIMHY 100 3axBaTa ee BeTBel. [Ipenmy-
mectBa MPT BKITIOYAIOT CIIOCOOHOCTh MACHTUMPUIIUPO-
BaThb aHATOMMYECKNE BapHAHTHI OCTPOTO AOPTaIbHOTO
CHHApPOMA, OLICHUTH BOBJICUCHUE apTePUN U TUATHOCTH-
pOBaTh ITATOJIOTUIO AOPTAJBHOTO KIamaHa M DUC(PYHK-
LU0 JIEBOTO KEJIymodyKa 0e3 BO3ICHCTBUSA Ha IAllMCHTA
pamyanMi U MOmHOTO KOoHTpacTa. HemocTaTKu BKITIO-
YaloT MPOMO/IKATEIFHOCTh WCCICHOBAHUS, BO BpeMs
KOTOpPOTr0 IMAallMEHT HEMOCTYIICH IUISI MEOUIIMHCKUX
pPabOTHUKOB; HECIIOCOOHOCTh HCIIOIb30BaTh KOHTPACT
TagOJMHUS Y TAIWEHTOB C IIOYCYHOM HEZOCTATOU-
HOCTBIO; TIPOTUBOIIOKA3aHUS Y MAIIEHTOB C KJIAyCTPO-
(bobmeit, MeTaINIMICCKUMU UMIUIAHTaTaAMU I Kapano-
CTUMYJIITOPAMH; W OTCYTCTBUE IMMPOKOM pacIIpocTpa-
HEHHOCTH M IOCTYITHOCTh B 3KCTPEHHBIX CUTYaIlUSIX.
HecMotpst Ha TO, YTO CO BpeMeHEeM METOAMKA YIydIla-
etrcs, 1o MPT gacTo HEBO3MOXKHO JaTh XapaKTe PUCTUKY
CBSI3M MHTHUMEI CO CTPYKTYpaMH KOPHSI aOPTHI, B OCO-
OCHHOCTH KOPOHAPHBIMHU apTEePUSIMU.

Dxokapauorpadus. AoOpTy WM €€ OCHOBHEIC BETBH
MOXHO BU3YaJM3UPOBATh C MOMOIIBIO TPAHCTOPAKaIhb-
HO M YPECITUIIICBOTHOM 3XOKapaNOTrpadpry ¢ NCIOIB30-
BaHMEM Pa3IUYHBIX mo3unuii. CymnpacTepHaabHasl IT03M-
us JIy9Ile IeMOHCTPUPYET IyTY aOpPTHI, B TO BpeMsI KaK
KOPEHb a0OPTHI ¥ BOCXOJAIIYIO A0PTY JIy4Ille OCMaTPUBaTh
B IIapacTepHAILHOM MO3UITNH.

B 11e10M, 1711 OLIEHKY TPYTHOM a0PTHI YPECIIUIIECBOI -
Hag OxoKI mpeBocxommT TpaHCcTOpakaiabHy0 DXoKI
(TTDx0KI). UpecrmmmeBomHass DxoKI' sgBisgercst momy-
WHBAa3WBHOM IIPOIICAYPOIl U TpeOyeT cemalny MalneHTa,
CTPOTOTO KOHTPOJISI apTepUaAIbHOTO TABJICHUS, a TaKKe
WCKITIOUYeHMe 3a0oaeBaHuii uiieBoaa [76]. TpexmepHast
ypectimmieBogHass BOxoKI B peadbHOM BpeMEHU
10 OOIINM TIPEACTABICHUSAM MMEET HEKOTOPHIC IIPEHUMY-
IIeCTBa Mepel IBYXMEPHOI, HO €€ MECTO B KITMHUYECKOM
IpaKTUKe elle He omnpeaeieHo [77].

Aoprorpadus. KateTepHasa nHBa3uBHAS aOpTOrpadus
BU3YAJIM3UPYET IIPOCBET A0PTHI, OOKOBEIC BETBU 1 KOJIJIa-
Tepanu. AHruorpadus maer TOYHYIO MH@OpMALIUIO
o (hopMe u pa3Mepe aopTHI, JTIOOBIX aHOMAJIMSIX, BMECTE
C TeM He JaBasl HUKaKOi WH(pOpPMAU 00 aopTaIbHOM
CTEHKE M TPOMOOTMYECKMX MaccaxX B IIPOCBETax aHEB-
pusM. Kpome Toro, aHrmorpacpudeckme METOIBI IT03BO-
JISSIOT OLIEHWBATh W IIPW HEOOXOOWMOCTU IIPOBOINTH
JIeYeHNe KOPOHAPHBIX apTepuii U BeTBe aopThl. Hako-
HEell, TP BTOM OOCJeIOBaHNU BO3MOXHO OICHUTH
COCTOSTHME KJIallaHa aopThl M (PYHKIIUIO JIEBOTO KEIIy-
JIOJKa.

C mpyroit cTOpoHBI, aHTHOTpadus SIBISIETCS WHBA-
3WBHOU MpoLIeAYpPOid, TpeOylollleli UCITOIb30BaHUS KOH-
TpacTHHEIX BemecTB. OHA MMOKa3bIBAaeT TOJHKO IPOCBET
AOPTHI U, CIIEA0BATEIFHO, MOXET IIPOITYCTUTh MHTPAMY-
paJbHYIO TeMaTOMy U pacciioeHre aopThl. Kpome Toro,
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TeXHHKa SBJISICTCS MeHee mocTymHoi, yeM TTOxoKI
win KT. Ilo 3Toii mpuuyMHEe HEUHBA3WUBHbIE METObI
BU3yAIM3allii B 3HAYUTEJIBHON CTEICHM 3aMCHIUIA
aoprorpaduio B IEPBON JIMHUM OUATHOCTUIECKOETO
TECTUPOBAaHUS KaK y IMAaIWCHTOB C TOHO03PCHUEM
Ha OCTPHIA aOPTaJIbHBIN CHHIPOM, TaK U IIPH IIOI03pe-
HUW WIN HaOJMIOACHNH 3a PaCIINPEHUEM a0pTHL. AOPTO-
rpacduss MOXET OBITh ITOJIE3HA, €CIIM Pe3yJBTaThl HEeWMH-
Ba3WBHBIX METOIOB SIBIISIIOTCSI HCOMHO3HAYHBIMM WJIU
HETMOJHBIMHA [2].

CoryracHo o0beOMHEHHBIM EBporieiicko-AmeprukaH-
cKnM pekoMeHmanmsM 20151, B ciydasix, Korjga pedb UaeT
00 oImpemellcHUM pPa3MEepOB KOPHS aOPTHI MIPU CKPH-
HUHTE, K puMmepy, Ha CM, TTOxoKI 6osee mipeamodrn-
tenbHa, yeM Mmetoabl KT um MPT, T.X. KopeHb aopThl
C WCIIOJIB30BAaHMEM 3THUX METOHOB MOXKET OBITH IUIOXO
BU3YAJIM3NPOBAH B CIJIy €TO PACITOJIOXCHUS IO YIJIOM
1 apTehaKTOB, CO3MABAEMbBIX CEPACYHBIMM COKpPAIICHM-
svu. C IpyToit CTOPOHEL, 1T BU3YaIU3allii JUCTATbHBIX
OTIIEJIOB BOCXOMASIIEH aOPTHI, IYTH AOPTHI M HUCXOISIIICH
rpyaHoii aopTel Metoabl KT u MPT 6osee npeanoutu-
TeJIbHEI [78].

TTOxoKI' gBmgeTcss MOCTYITHBIM, MPOCTHIM, TOCTa-
TOYHO TOYHBIM W BOCHPOM3BOIVWMBIM HCCIIEAOBAaHNEM
IIJIST OLICHKY pa3MepOB aOPTHI TP COOJTIONCHNH TpeOoBa-
HUI mipoTokoia [79]. B cTanmapTHBIN IPOTOKOJT OLIEHKHU
pa3MepoB KOPHS a0PThI BXOAUT U3MEPEHIE € TNaMEeTPOB
Ha ypoBHE (hMOpPO3HOTO KOJbIIa aOpTAJIBLHOTO KiIallaHa
(®K AoK), cuaycoB BambcalbBbl, CHHOTYOYISIDHOTO
coemumuenust/TpeoHs (CTI) u TyOymsipHoli yacTn (TIpOK-
CHMAaJILHOTO OTeJIa) BOCXOIAIIeit aopThl. Mcmonb3yeTcst
ImapacTepHalIbHasl MO3WUIMUS MO IIWHHOW och. JaHHas
IIPOEKIINST MMEET TIePBOCTEIICHHOE 3HAUYCHUE, TTO3BOJISIS
TOTIOJTHUTEILHO ITOJIYIUTh M300pakeHUs] OYTM aoOpTHI
1 TPeX OCHOBHBIX CYIIPaaopTaIbHEBIX COCYIIOB C TIEpeMEH-
HBIMA [JIMHAMM BOCXOISINWNA W HHUCXOMISIICH aOpPTHI.
CornacHo pekomeHgasM ESC o DxoKI mipu 3abode-
BaHUSIX aopTHI [79], WIS M3MEpPeHMST AUaMeTpa KOPHS
A0PTHI Y B3POCIBIX PEKOMEHIYSTCST MCITOIb30BaHME IO~
Xoma “oOT IepegHero Kpas o IepemgHero kpas” (leading
edge-to-leading edge) B KoH11le 1uacTosibl. KopeHb aopThl
B HOpME MMeEEeT MaKCHUMAJbHBIM IUaMETp Ha YPOBHE
crHycoB BanbcaibBBI, HECKOJIBKO MEHBIIUA pasMep —
Ha ypoBHe CTT m MuHMManbHbIN — Ha ypoBHe PK AoK.
HecooTBeTcTBUE pacIpenesieHusT pa3MepoB HTOJKHO
OBITh OTPAXEHO B 3aKITI0UCHNU. [1p1 BEIABICHUM PACIIH-
penust KA noinkeH ObITh 3a(hMKCHUPOBAH MAaKCUMaJIbHBIN
pa3mep [78].

CornacHO peKOMEHIALIMSIM, TIPEACIBHO TOITYCTUMBIM
3Ha4YeHHEM KOPHS aOpTHI, onipeneneHHBIM mpu TTOxoKT,
apisgercd 3,7 cM [80]. OgHako, oOIIEenpU3HAHO BIVSHIE
BO3pacTa M I10JIa Ha JaHHBIN IToKa3atesb [81], uTo mMeer
BaXXHOE 3HAYCHME IJIST JUATHOCTUKHU, IIPOTHO3a M TTOKa-
3aHUI K XUpypruyeckomy jiedeHuo 78, 82-95].

IpumenutenpHo K OxoKI, maa mocTtaHoOBKM Aua-
raHo3a PKA wmcmons3yercss aaropuTM, IIPemTIOKCHHBIN

Roman MJ, et al. (1989), c pacueroM MHAMBUIYATBHBIX
IOJDKHBIX 3HAUYeHWiT muamerpa KopHsT aopThl (JAIKA)
¥ yKazaHHEeM TpeaeoB “HopMaibHOCTH . Pacuer HOp-
MaJIBHOTO pa3Mepa KOPHS aOPThI CTPOUTCS Ha perpeccu-
oHHOI1 Mogmenu. Meton Roman 0wl pa3paboraH Iipu
obcaenoBaHuM 135 B3pocabIx M 52 nereit 6e3 cepaedHO-
cocynucroit matojornu. @opmyma pacuera KA yum-
TBIBACT IUIOIIAAb IMOBepXHOCTU Tena mmamueHTa (ITI1T),
paccuMTaHHas 1o ypaBHeHuo Du Bois D u Du Bois EF
(1916) u Bo3pacT mauKMeHTa, MPEACTaBisIeT cO00M ypaB-
HCHHE:

JOKA =b + k * ITIT,

rae b u k — ko3 GULIMEeHThI, 3aBUCUMbIE OT BO3pacTa.
Hanee TIpom3BOANTCSI pacdyeT Z-KpUTEpHUSI — OTKIIOHE-
HUSI JOJDKHOTO TUaMeTpa aopTHI OT (pakTmdeckoro (JIKA)
no opmyJe:

Z = (IKA-AIKA)/K,

rme k — xoadulmeHT, 3aBUCUMBII OT Bo3pacTa. 3Hade-
HUs Z-Kputepus >2 (Bo3pacT >20 ier) miaun >3 (Bo3pact
<20 y1eT) CBUAETEILCTBYIOT O PACIIMPEHUN a0OPThI [86].

B oTHOCHTENTEHO HEegaBHO OMYOJIMKOBAaHHBIX pabdOTax
MMEIOTCS IPYTUE aJITOPUTMBI IMATHOCTUKH PACIINPCHMS
aoptel. Metonm Deverex RB, et al. (2012) omimmaaercst TeM,
yro pacyeT IJIKA nmporcxoauT ¢ yueToM IoJia, BO3pacTa,
IITIT maumenTta. OH pa3pabaTbIBajics Ha OCHOBaHUU
HnccaeaoBaHus, BKiovyamoomiero 1207 yenosek crapire 15
JeT 0e3 cepmaedHO-COoCyaucToi maTtonorun. Popmyra
TIPEICTaBIIsICT CO0OI YypaBHEHHE:

JOKA = 2,423 + 0,009 x Bospact + 0,461 x IIIIT —
0,267 x 1o,

rae noia — 1-myx, 2-xed, SEE — 0,261 cm [81]. danee
TIPOM3BOIUTCS pacueT Z-KPUTepus 1mo ¢hopmydie:

Z = (IKA-I1IKA)/SEE,

3HaueHUe Z — KpuTepus >1,98, yka3piBaeT Ha TO, UTO
ITAaMETpP aOPTHI 3HAYMMO OTKJIOHSICTCS OT HOPMHEI.

Campens L, et al. (2014) pa3paboTtaiau Ipyroii MeTom
pacueta JJJIKA mpencraBisitommii codoit reHaep-crenm-
(praecKy0o MHOTOMEPHYIO PETPECCHOHHYIO MOJEb 3Ta-
JIOHHBIX 3HAYeHWI OUaMeTpa KOPHS aopThI, KOTopas
Takke yauTeiBaeT 1o, BodpacT 1 I1IIT mammenTa. OnHa
ObLIa [TojIydeHa IyTeM o0ciienoBaHust 849 yei0BeK B BO3-
pacte oT 1 mo 85 mer. Ilo pe3synbrataM HMcCCICTOBAHMS
TIpeaCTaBIeHBl HOMOTpAaMMEBI IUISI pacdeTa IIpeAeabHO
JOIYCTUMBIX pa3MepoB aopThl [96].

B mocnemame Tompl MccaeaoBaTeISIMI IIPEAITPUHIMA-
JIOCb MHOXECTBO JAPYTMX MOIBITOK CO3daHUS (HOpMy
no pacyety HJIKA, mpermyllieCTBEHHO B MeauaTpuye-
ckoit rpaktuke [97-105].

OOmMUM HEIOCTaTKOM IIPEeICTaBICHHBIX METOIOB
110 HaIleMy MHEHUIO MOXET OBITH TO, YTO IIPH UX pa3pa-
00TKe B pedepeHTHBIC TPYIIIHEI MOIJIM OBITh BKITIOUCHBI
JINIIA C OUCTUTa3Melt COeMMHUTEIbHOM TKaH! 1 3a0071eBa-
HUSMH CepACYHO-COCYINCTON CUCTEMBI, TIOTCHIINAIBHO
nMeloIme 0ojiee IMMPOKHUIT KOPEHb aopTHL. BceirencTeue
OTCYTCTBUS enmHCTBa Kiaccudukanuu I CT, mpu paspa-
0OTKE ONMMCAHHBIX METOAOB HauboJjee BEPOSITHO Mpu-
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LEeJIBHBIN 0TOOP W MCKITIOUCHUE M3 peePECHTHBIX TPYIIIT
nauveHToB ¢ HICT He mpoBogmimck. ITo HammM maH-
HbeM, y i1 ¢ HICT aopTa mMeeT OOIBIINIA pa3Mep, 4eM
B ITOITYJISIITMY ¥ BKJTIOYEHME TAaKUX ITAIIMEHTOB B UCCIICIY-
eMyI0 BBIOOPKY 3HAYMMO BJIMSET Ha pacyeT JOJKHOTO
nrameTrpa KopHs aoptsl [106]. JlaHHOE TpeanoioXeHne
TTOATBEPXKIACTCS TIPEACTABICHHBIMI B 3THUX MCCIICIOBA-
HUSAX KpUTEepUSIMH BKIIIodeHHUsA. Tak, B ctaTbe Roman
MJ, et al. (1989) roBopuTcst, 4TO B 00C/IEAYeMYIO BEIOOPKY
OBUIV BKJTIOUYEHBI POJCTBEHHUKU OONLHBEIX ¢ CM 1 mpo-
JIAIICOM MUTpaJIbHOro KiamaHa [86]. B BbIOOpKY Mccie-
moBaaus Devereux RB, et al. (2012) ObIIM BKIIFOYCHBI
B TOM 4uCJIe JINla U3 ucciegoBannss Roman MJ, et al.
(1989r). ObpamraeTr BHUMaHUE, 9YTO UX POCT U POCT JIPY-
I'MX YYaCTHHUKOB MccaemoBanus gocturai 1,91 m; 2,06 M;
1,98 M, 4ro, 0e3yCIOBHO, HE SIBIISICTCS IIATOJIOTHEH,
HO TTO3BOJISIET 3aIyMaThCs Hall BO3MOXKHBIM BKITIOUCHUEM
mareaToB ¢ npusHakamu I CT B sty Koroprty [81].
CyIecTBYIOT MCCICIOBAHUS, OMMCHIBAIOIINE, YTO POII-
CTBEHHUKU manreHToB ¢ CM MOIyT UMeTh eIUHUYIHBIC
npu3Haky natonoruu [107], mpu 3ToM JaHHBIM TTPU3HA-
KOM MOXeET OBITh TOJIbKO BEICOKMI POCT 3TUX MAIIMCHTOB.
[NoTeHuManbHO, HAaHHBIC JTUIA WMEIOT JTUOO CKIOHHEI
K Pa3BUTHIO pacIIMPeHMs KOPHS aopTHI [52].

B wuccnemoBanme Campens L, et al. (2014) Opum
BKJTIOUCHBI JINIIA, TIOABEPIIIHECS PYTHHHOMY 00CJICIOBa-
HUIO CEPIECYHO-COCYINUCTON CUCTEMBI Ha MIPEIMET CKpPH-
HUHTAa HACJICICTBEHHBIX 3a00JIeBaHMIA, IIPEAOTICPAITIOH-
HOTO 0OCIeHOBaHMSI TICPel XMPYPTUYCCKUM JICYCHUEM
HE CepIeIHO-COCYANCTO ITaTOJIOTUM, OLICHKH! CepACIHO-
COCYIMCTOM CHCTEMBI IUISI TIONYYCHUS pa3pelIeHMUs
Ha 3aHSITUS CIIOPTOM, MCKITIOUCHUS TIEPUKAPINTOB WU
SHIOKAPAWTOB, a TaKKe MALMEHTHI, HaXOMSIIUEeCs IO
HaOJIIOMeHEM Y Kapauojiora II0 pa3HbIM IIPHYMHAM,
HE OTHOCSIIIUMCS K ITATOJIOTHH aOPTHI, TPCOYIOIINM YITh-
TPa3BYKOBOTO 00CeI0BaHMs cepalia (MpealiecTBYIoas
XUMHOTEPAITs, peBMaTUICCKIE 3a00IeBaHUSI, apUTMHUS,
KopoHapHast 60s1e3Hb cepaua) [96]. [lpu aToMm, cpenHue
uudpel AJl B pedepeHTHOU rpymnmne CoCTaBUIU
129+17,3 MM PT.CT., YTO TOBOPHUT O BEPOSITHOCTH BKITIO-
YeHMS JINII C apTepUaTbHOU THIIEPTeH3UEH, KOTopasl, KaK
W3BECTHO, SIBJISIETCS (DaKTOPOM pHcKa (DOPMUPOBAHMS
pacmmpeHnusT KOpHS aopTHl [1]. OmmcaHHAs CUTyaLusT
ITO3BOJISIET TIPEATIONOXNATh HETOYHOCTh OOIICTIPUHSITHIX
Croco00B.

Hamwu pa3paboTaH HOBBII CITOCOO IMAarHOCTUKM pac-
IIAPEeHUS] KOPHS aOPThI, JTUIICHHBIN YKa3aHHBIX BBIIIIE
HemocTaTKoB [108]. B HacTosIIIee BpeMsT BEIyTCS MCCIe-
JIOBaHUSI IO €TO aIpoOalIlnm.

Bo3moxHoOCTU neyeHus
TakTuka BenmeHus nanueHToB ¢ PKA BritouaeT B ce0st
TeHeTUYeCKOe KOHCYJIBTHPOBaHWE (IIPU OTCYTCTBHU
BBIPAXKEHHBIX OOIIETIPUHATHIX (DAKTOPOB PUCKA, TAKMX
KaK aprepuaibHas TUIEPTEH3MUs, KOApKTallsl aopTHI,
IIBYCTBOPYATHII a0pTaIbHEIN KJIallaH U T.1I.), TIIATeIbHOE

HaOIIfoIeHNe, Ha3HauYeHNE MEIWKAMEHTO3HOM TepaItmiy
(B-6sokaTopsl M GIOKATOPHI PEETITOPOB AHTMOTEH3WHA
I1 (APA)) [109-111], npodriaKTHIeCKOE XUPYPTAIECKOE
BMemaTenbeTBo [112, 113].

Tepanus B-6iokatopamu Obula OOOCHOBaHA B Psile
HUCCeq0BaHUI KaK crocoOcTBylolas 3aMenieHnio PKA
[69, 114-116] u accouuupyeTcs ¢ yBeIMYEHUEM IIPOIOII-
XuTeabHOCTH Xu3HuU [117]. MexaHusm [0 KOHIIA
HE SICeH, HO BEpOSITHEE BCETO OMOCPEIOBaH YMEHBIIIC-
HUEeM (paKIMU BHIOpOCA JICBOTO XEIYIOUYKa, KPOBSHOTO
IABIICHUS W YIapHOTO NABJICHMS, KaXmoe M3 KOTOPBIX
TMOTCHIINAIPHO YMEHBIIACT BIMSHUE HA CTEHKY aOPTHI
[118]. B nureparype ommcaHBI MCCIEOOBAHMS CpEOd
nmeteir ¢ CM 1 MeTa-aHaIM3bI, CTABSIIINAE IO COMHEHHUE
addexkTuBHOCTh Tepanuu [-6mokaropamu [118]. Bonee
TOTO, YacCTh MAIlMEHTOB MMEIOT HETIEPEHOCUMOCTh 3THUX
npenapatoB (25-50% nanuentoB ¢ CM) B CBA3U C HaJU-
qreM OpOHXHMAIBHOM aCTMBI, BCTPEYAIONIYIOCS Y OKOJIO
20% neteit ¢ CM, 1100 B CBSI3M C HEKOHTPOJIUPYEMbIMK
no0oYHBIMI 3(pdeKkTaMK, BKIIOYAsT TOJIOBOKPYKCHUE,
HOYHBIEC KOIIIMaPBI YJIN CITOCOOHOCTh IEPEHOCUTD TOJIBKO
HU3KHWE MOO03BI IperapaToB. Kpome Toro, Tepamus
B-OnokaropamMu He BIUSIET Ha IIPOIIECC, JEXKAIIUN
B OCHOBE (DOPMHMPOBAHMS PACIIMPEHUSI KOPHS aOPTHI
[112, 113-118].

CyIecTBYIOT ITaHHBIC, COTIACHO KOTOPBHIM MHTHOM-
TOPHI aHTHMOTEH3WH-TIpeBpamaroIiero depmenra (AIID)
n APA 3aMemisioT mporpeccupoBaHUe TMIATAIIINA A0PTHI
npu CM [112,119-120]. PacTeT 4mciio moKa3aTeIbCTB
TOTO, 9TO U30BITOYHASI AKTUBAIINSI PpCHUH-aHTHOTCH3MH-
anprnoctepoHoBoil cucteMbl (PAAC) MOXeT y9acTBOBATh
B TaToreHe3e pacmmpeHus aoptel [109]. MHrMOUTOpH!
PAAC Moryr mpeIsiTcTBOBaTh peaim3auni 3(pdeKToB
aroit cucremsbl [109]. APA uarubupytor TGF B u 3amen-
JISIOT JUJIATalliIO aOPTHl B MOJEIN Ha Mbimax [121].

Kak onpenensommii KpUTepuit 11 XUPYPIUIeCKOTOo
BMEIIATEILCTBA BEICTYIIACT YBEJIMUCHIE TUAMETPa aOPTHI
0 KPUTUICCKOTO, CUMIITOMBI aOPTAJIbHOI HEIOCTaTOU-
HocTH 60 auccekums tuma “A” cormacHo CreHdopa-
ckoif Kimaccupukaumu. B GompmmHCTBe ciydacB CM
IHACCEKIIAS a0PTHl MaHU(PECTUPYET KaK OCTpasi CUTYaIIUS
¥ TIOOBEPracTCs XMPYPTUISCKOMY JICUCHHMIO B paMKax
HCOTJIOXKHOM ITOMOIIM, ITO3TOMY IIPUHSATA CTPATEeTHS
pOoGMIAKTIYECKOTO TIPOTE3NPOBAHMS A0PTHI Y MTAIlCH-
toB ¢ CM [17].

[MpodmmakTaeckas 3aMeHa KOPHS a0pTHI IIPUMEHSI -
eTCA IUIS TIPEHOTBPAIlCHUS 3TUX ITOTCHIIMAJIbHO KaTa-
CTPO(UIECKUX a0PTATBHBIX OCIOXHEHMIT, HO ITO-TIPEX-
HEMY CYIIECTBYIOT HEKOTOPHIC CIIOPHI O AWaMeTpe, Ipr
KOTOPOM KOPEHB a0PTHI JOJKEH OBITh 3aMeHeH. B HacTo-
SqIIee BpeMsl B XUPYPTHU IIPUHSITO OPHEHTHPOBATHCS
Ha abcooTHoe 3HaueHue JIKA. B akryaibHOM MexXmay-
HapOOHOM PYKOBOACTBE TOBOPHUTCSI, YTO KOPEHBb AOPTHI
TMOICKUT IIPOTE3MPOBAHMIO, €CIM €Tro auameTp >5,0-
5,5 cMm [122]. Tommaanckoe pykoBoacTBo [123] comepkut
IOIIOJIHUTENIbHYIO CIEeIU(MUKAINIO U 3asBIISICT, YTO
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XUPYPTUYECKOTO BMEIIATEIBLCTBA TPEOYIOT CIICHYIOIINE
curyarun: 1) KA >5,5 cMm, 2) AKA >5,0 cM y mmanmeH-
TOB C CEMEHBIM aHAMHE30M JUCCEKIINU aOPTHI, TMJIaTa-
Y KOPHST a0pThI >0),2 ¢M/TOI YUIH TSDKEJI0H a0pTaIbHOM
WIA MUTPAJIbHOM KJIaIIaHHOM peryprurammei, 3) mpo-
rpeccupylomas TWiaTalrs Wi TuaMeTp oKojio 5,0 cM
B IPYTHX YaCTSIX aOPTHI.

CormacHo pekomenpauusam ESC, mamuentam ¢ CM
XUPYPTAYECKOE JICUeHNE ITOKA3aHO MPY HAJIMYNN aHEeB-
PHU3MBI KOPHS a0PTHI 1 MAKCUMAJTBHOM JHUAMETPE aOPThI
>5,0 cm. Tem He MeHee, BO3MOXHOCTh XHUPYPTHUECKOTO
JICYCHUST Y TaKUX TMALIMCHTOB CIIEAYeT PacCMOTPETh YXKe
IIpY IMaMeTpe aopThI >4,5 cM. Takas XKe TaKTHKa OIIpee-
JIeHa W UIS TAlMEeHTOB, MMEIOIMNX (haKTOPHl PHCKa,
a IMEHHO CEMEIHBI aHaMHe3 IVCCEKIINMU aOPTHI, AVIa-
TaurIo KOPHS aopTH >0,3 ¢M/TOI WX TSLKETYIO a0pTalhb-
HYIO WJIM MUTPAIBHYIO KJIATIAHHYIO PETYpPrUTAIINIO, TUIa-
HHUpYeMYI0 OepeMEeHHOCTS [2].

OnHako, HECKOJIbKO HMCCIICIOBAaHMI ITOKAa3al, 9TO
IVCCEeKIUS M Pa3phiB aOPTHI MOTYT BO3HUKATH HIXKE
STUX MHOPOTOBBIX 3HaueHWi [123, 124]. CymecTByIOT
MaHHBIC, CBUICTEIBCTBYIOIINE O TOM, YTO aOCOIIOTHOE
3HaUYCHHE pa3Mepa aopThl HE MOXET IMPUMEHSITHCS KakK
WHOWKATOp K TIPOTe3MPOBAHUIO aoOpTHL. B mcciemoBa-
uun Eun Kyoung Kim, et al. (2014) tonbko 13% mnanu-
eHToB 0e3 CM, y KOTOPBHIX IPOM3OIILIO pacClocHHUE
aopTHI TUIIA A UMEIU AUAMETP aoOpPThI OOJbIIE 55 MM,
a'y 87% mauKMeHTOB pa3pbiB MPOU3O0LIET IIPU AUAMETPE
KODHS aOpThl MEHEE PEKOMEHIYEMOTO IS XUPYypTrUde-
CKOTO BMeEIIaTeabCTBA, TO €CTh MeHee 55 Mm [125-127].
Puck pacciioerust Tuia A IpoOIOPLHHNOHAILHO 3HAYNMO
YBEJIMUMBACTCS C YBEIMICHUEM THaMeTpa KOPHS aOpTHI,
OIHAKO OHWCCEKIMS aOpPThl MOXET BCTpPEUaThCs WU IIPU
pacliupeHUM aopThl cpegHeil cremenm [128]. Tak,
o pe3ysbpratam ucciaenoBanmii Hiratzka LE, et al. (2010)
y 15% manuenToB ¢ CM auccekuust MPOUCXOAUT MIPU
nuameTpe aopThl MeHee 5 cM [1]. Takke mpu 9TOM MOTYT
OBITh pacCIIMpeHBl APYTde 4YacTH aOpTHI, YTO 4Yallle
He TIposIBIIsIeTcs KiImHudecku [128].
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KNMHWKA N @APMAKOTEPANUA

PACMPOCTPAHEHHOCTb MAPKEPOB XPOHMYECKOM BOJIEBHWU NOYEK Y NALMUEHTOB
C APTEPUAJIbHOW TMNEPTOHUEN B 3ABUCUMOCTU OT HAJTUMUA CAXAPHOIO JUABETA:
PE3VYJIbTATbl 3NMMAEMUOJIOTMYECKOIO UCCNEAOBAHUA XPOHOIPA®

Kobanasa )K.}J,.1, Bunnesanbpe C. B.1, BarmaHoBa H.X.1, BaTiowmH M. M.z, OpnosarT. M.

Lienb. B HeHTEPBEHLMOHHO HAbNOAATENbHOM OTKPLITON MHOTOLIEHTPOBOI NpO-
rpamme XPOHOTPAD (MonyyeHne pononHuTenbHbIX AaHHbIx 0 PacnpOcTpaHeH-
HOCTU CHxeHHOM CkopOCTM KyBOYKOBOM GuAbTpaLWmK 1 anbbyMUHYpUM y nauy-
€HTOB C apTepuanbHoii MMnePToHWel ¢ unn 6e3 cAxapHoro avabeTa 2 Tuna B Poc-
cuiickoii Pepepaumn) M3yunTb PacrnpPOCTPAHEHHOCTb MApKEepPOB XPOHWUYECKON
60ne3HM noyek (XBIM).

Marepuan u metoabl. Y 1363 naumeHTOB C apTepuanbHoii runeptoHueit (Ar) n/
wnmn caxapHbiM guabetom (C/l) 2 Tuna paccunTaHa CkopocTb KNnyboukoBown ¢uiib-
Tpauum (CK®P) no popmyne CKD-EPI n onpesneneHa anbbymuHypusi (AY) no oTHO-
LeHWio anbByMuH/KpeaTnHuH (A/Kp) B yTPEHHER NopLummn MoYK.

Pesynbratbl. Y naumentoB ¢ Cl (n=779, 62,6% xeHwuH, 63,8 rona) no cpasHe-
Huio ¢ nauuenTamm 6e3 CL, (n=584, 50,7% xeHwwymH, 60,5 roga) yalle BbISBASNOCH
cHuxeHne CK® <60 mn/mMuH/1,73 M (38 1 31%), <45 mn/MuH/1,73 M (C36-C5)
(15,92 1 9,94%) n <30 mn/munn/1,73 M (C4-C5) (4,24 n 2,06%), BbICOKAsi U O4EHb
Bbicokas AY (36,6 1 28,1%), oueHb Bbicokast AY (A3) — (7,321 2,40%). Y naupeHToB
¢ CJ] yawe BbISIBASNOCH Hanu4me xoTs Obl ogHoro Mapkepa XBIM (cHkeHne CKD
<60 mn/mnH/1,73 M n/mnn A/Kp >30 mr/r) (54,0 n 44,35%), N30IMPOBAHHOE CHU-
xeHune CK® <60 mn/muH/1,73 M (17,46 v 16,27%), 301MpPOBAHHOE MOBLILLEHNE
A/Kp >30 mr/r (15,66 1 13,35%) n coyetaHne cHuxeHnns CK® n Bbicokoii/04eHb
Bbicokon AY (20,93 n 14,71%). Cpeamn naumeHtoB ¢ C, HWMXe mMponopums nuu,
C HU3KUM KOMBVHUPOBaHHLIM PUCKOM Nporpeccuposanms XBI u cepaeyHo-cocy-
[NCTbIX OCNOXHeHWn (45,2 n 53,6%), Bbilue — C 04eHb BLICOKUM pUCKOM (28,5
1 20%). Hanbonee 4yacTbiMu SIBSIOTCS COYETAHUSI, COOTBETCTBYIOLLME Ha4asbHbIM
ctagmsam XBIM: C3aA1, C2A2 n C3aA2.

SaknioueHue. B Poccuiickoit Denepauym naumeHTsl ¢ AM HE3aBMCKMO OT HaNMYMS
C/l xapakTepu3yloTcs BbICOKOW 4acToToi Mapkepos XBIl. Y naumentoB ¢ C[l
no cpaBHeHMIO ¢ nauveHTamy 6e3 C[, yalle BbiISBNSAN CHkeHne CKP <60 mn/
MUH/1,73 MZ, nosbiweHve A/Kp >30 Mr/r kak M30IMPOBaHHOE, Tak 1 B COYETaHNN.
Mpwv AT 1 C[1 6onbLUe NPOMNopLIMs NALUMEHTOB C O4EHb BLICOKMM PUCKOM MPOrpec-
cupoBanns XBI 1 cepagyHo-CoCYaANCTbIX OCNOXHEHNIA.

Poccuiickuii kapguonorudeckuii xypHan 2018, 2 (154): 91-101
http://dx.doi.org/10.15829/1560-4071-2018-2-91-101

KnioyeBble cioBa: aptepuanbHas rMnepToHus, caxapHblil AnabeT, XpoHuyeckas
601e3Hb NO4eEK, CKOPOCTb KNyGOUKOBOV GUNLTPALMM, anbOYMUHYPHS.
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Bepcutet, PocTos-Ha-[oHy; 3I/IpKyT(:Kvu7| roCyapCTBEHHbIVi MEAULMHCKUIA YHUBEP-
cuteT, Npkytck, Poceus.

Ko6anasa X.[. — A.M.H., npodeccop, 3aB. kadeapoi BHYTPeHHWX GonesHeit
C KypCOM Kapavonorum v GyHKUMOHaNbHON AnarHoCTUKY, 3aB. kadeapoit BHYTPeH-
HUX 6GonesHei, KapauonorMM W KIMHWYeckon dapmakonorum, Bunne-
Banbae C.B.* — a.M.H., npodeccop, npodeccop kadeapbl BHyTPEHHUX BoneaHei
C KypCOM Kapavonoruv u ¢yHKUMOHaNbHOM AuarHoctuku, BarmaHosa H.X. —
K.M.H., BOLEHT kacdeapbl BHYTPEHHUX 6ONE3Hel C KypcoM KapAamoaorum n dyHKLMo-
HaNbHOW gmarHocTuku, batiownH M. M. — a.m.H., npodeccop, npodeccop kaden-
pbl, Opnoea M. — n.M.H., npodeccop, npodeccop kadeapbl rocnmTanbHOM
Tepanuu.

*ABTOp, OTBETCTBEHHbIN 32 Nnepenucky (Corresponding author):
villevalde_sv@rudn.university

ALl — apTepuansHoe aaeneHue, Al — apTepuanbHas runeptonus, C42 — caxap-
HbIli anadet 2 Tuna, X6M — xpoHuyeckas 6onesHb novek, CK — ckopocTb Kiy-
604k0BOM punsTpaumu, AY — ansbymuHypus, A/Kp — anbbymuH/ KpeaTuHH.

Pykonwuck nonyyeHa 16.01.2018
PeueHaus nonyyera 17.01.2018
MpuHsiTa k ny6nvkaumm 24.01.2018

THE PREVALENCE OF CHRONIC KIDNEY DISEASE MARKERS IN ARTERIAL HYPERTENSION PATIENTS
AND RELATION WITH DIABETES: RESULTS OF EPIDEMIOLOGICAL STUDY KHRONOGRAPH

Kobalava Zh.D.", Villevalde S.V.', Bagmanova N.Kh.', Batyushin M.M., Orlova G.M.?

Aim. Under the framework of non-interventional observational multi-center program
KHRONOGRAPH (Acquisition of additional data on the prevalence of declined
glomerular filtration rate and albuminuria in systemic hypertension patients with and
with no diabetes mellitus type 2 in Russian Federation) to evaluate the prevalence of
chronic kidney disease (CKD) markers.

Material and methods. In 1363 patients with arterial hypertension (AH) and/or
type 2 diabetes (DM2) the glomerular filtration rate (GFR) was calculated with
CKD-EPI, and albuminuria (AU) assessed via albumin/creatinine ratio (ACr) in
morning urine.

Results. In DM2 patients (n=779, 62,6% women, 63,8 y.0.) comparing to non-DM2
patients (n=584, 50,7% women, 60,5 y.0.) there was more common decrease of
GFR <60 mL/min/1,73 m’ (38 and 31%), <45 mL/min/1,73 m’ (G3b-G5) (15,92 and
9,94%) and <30 mL/min/1,73 m’ (G4-G5) (4,24 and 2,06%), high and very high AU
(36,6 and 28,1%), very high AU (A3) — (7,32 and 2,40%). In DM2 patients there was
more common presence of at least one marker of CKD <60 mL/min/1,73 m’ and/or
ACr >30 mg/g) (54,0 and 44,35%), isolated GFR decrease <60 mL/min/1,73 m
(17,46 and 16,27%), isolated increase of ACr >30 mg/g (15,66 and 13,35%) and
combination of decreased GFR and high/very high AU (20,93 and 14,71%). Among
DM2 patients, the portion is lower of decreased combination risk of CKD progression

and cardiovascular complications (45,2 and 53,6%), higher — in very high risk (28,5
and 20%). Most prevalent are the combinations related to early stages of CKD:
G3aA1, G2A2 and G3aA2.

Conclusion. In Russian Federation, patients with AH, regardless of DM2, are
characterized by high rate of CKD markers. In DM2 patients comparing to those
with none, there was more prevalent GFR decrease <60 mL/min/1,73 mz,
increase of ACr >30 mg/g isolated and in combination. In AH and DM2 the
portion of patients with a very high risk of CKD progression and cardiovascular
complications is higher.

Russ J Cardiol 2018, 2 (154): 91-101
http://dx.doi.org/10.15829/1560-4071-2018-2-91-101

Key words: arterial hypertension, diabetes, chronic kidney disease, glomerular
filtration rate, albuminuria.
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XpoHmueckast 0ojye3Hp Imouek (XBII) — BaxHas
MEIMKO-COIIMaIbHasI IIpobiieMa He TOJIbKO B Poccuiickoi
®enepanyu, HO ¥ BO BCEM MHpE, YIUTHIBAs €€ SIMHICMU-
YeCKNe MACINTaOBl, YaCTOTy OCJIOXHEHHWI WM CBSI3aHHBIC
C HMMU 3aTpaThl 3apaBooxpaHeHMsI. B Hacrosmee Bpemst
XBII saBaseTcsa He3aBUCUMBIM (paKTOPOM pPUCKA pa3BUTHUS
CePIEeYHO-COCYINCTRIX OCIIOXHEHMI, a TTOCIICIHIE SBIISI-
IOTCSI IPUYMHON cMepTH manmeHToB B 10-20 pa3 uyare,
YeM B TIOITYJISIIIMY B IIEJIOM. YBEINIMBACTCS paCIIpOCTpa-
HEHHOCTb CEpIEeYHO-COCYIUCTHIX 3a00JIeBaHU, OXKUpPE-
HusA, caxapHoro mmabera 2 Ttuma (CH2). OCHOBHBEIMU
MMpUYMHAMM HapYIIeHWST (DYHKIWU IIOYEK CTAaHOBSITCS
He TIepBUYHO-TIOUCYHBIC 3a00JICBaHUS, a apTephalIbHAsT
runiepronnst (Al u CI2 [1].

XBIT n CJI2 9BAgioTCS TECHO B3aMMOCBSI3aHHBIMU
npobneMamu. B Poccniickoit Menepamnnm, Kak 1 BO BCeX
CTpaHax MHpa, OTMeYaeTcs 3HAYMMEIM pOCT pacipo-
crpanenHocTy CJ1. [To maHHBIM (pegepalibHOTO pEeTUCT-
pa C, B P® na okonuanue 2016r Ha AuMCIIaHCEPHOM
yuere cocTtostiio 4,35 MaH u4ejaoBeK, u3 HuX 92%
(4 mma) — CJ2 [2]. OgHako peajbHasg YMCICHHOCTH
manreHToB ¢ C[ B P® He MeHee §-9 MIH 4eloBeK
(oxos10 6% HaceneHust). Y 3HAUUTEIbHOM YaCTU MallK-
eaToB CJI ocraercsl He OUATHOCTUPOBAHHBIM, ITAIlM-
€HTHl He IOJIYJaloT JCUCHUS M MMEIOT BBICOKHMIT PUCK
pPa3BUTHUS COCYIMCTHIX OCIIOXHEHU. B pa3BUTBIX cTpa-
Hax Mupa guadetmdycckas HedpomaTus 3aHUMAaET Iep-
BOE€ MECTO B CTPYKType OTHAIM3HON CITyXOBI, TOCTHUTAS
35-45%. B Poccun cpeny IMamnydeHTOB Ha JUaln3e Clie-
IIyeT OTMETUTDh CTAaOMJIPHOE YBEJIMUCHHUE TOJIM ITalleH-
TOB ¢ IMAOCTUYECKON HedpommaTtneil U THIIepTOHWYE-
CKMM HE(PPOCKIEpO30M II0 CPaBHCHUIO C TIPECABIIY-
IIUMHA TOJAMU, YTO MOXHO CBS3aTh C YBEIMYCHHEM
IOCTYITHOCTH nuanm3Hoit momommu. 3a 2007-2011rr
IOJIsT OOJNBHBEIX HA TeMOIMANN3E C JTUa0CTUUECCKOM
Hedponatueir yBenuuwiach Ha 3,7%, B OCHOBHOM
3a CYET CTapILKX BO3PACTHBIX IPyIIl, 1 coctaBuia 11,8%
Ha 31.12.2011 [3]. PacnpocTtpaHeHHOCTh auabeTmye-
CKOTO TIOpaxXeHUs IodeK y mmanmeHToB ¢ C2 mpu
aKTMBHOM CKpMHUHTEe cocrtaBwia 39,3%, dro B 1,5-2
pa3a BEIIIIE MOKa3aTelIell pernOHaIbHBIX PETUCTPOB [4].

Mapkepamu XBII gBiasiioTcsl CHMXXKEHUE pacyeTHOM
CKOpoCTH Ki1y60ukoBoil duibrpanuu (pCKD) <60 mi/
muH/1,73 Mz, paccumtanHoit 1m0 opmyse CKD-EPI,
n apoymMuHypus (AY) >30 Mr/T, oTipenesIeHHast 10 OTHO-
IIeHuIo aTpoyMuH,/KpeatnHnH (A/Kp) B yrpeHHei pa3o-
BOI TTOPIIMM MOYH, B TEUCHHUE 3 MeCAIIeB U 00jiee, KOTO-
pBle MCHOJB3YIOTCS TakKKe IS pa3TpaHUICHUS CTaTuid
3a00J1eBaHUS 1 B KaYeCTBE IMPOTHOCTUIECKOTO (DaKkTOopa
[5-8]. HesnauutenpHoe cHmXeHue CK®D, mosBiaeHUe
AY, He3aBUCUMO JPYT OT [pyra M APYyrux GakTopos cep-
JIEIHO-COCYIMCTOTO PHCKA, aCCOIMMPYETCS C yBEIIMUe-
HUEM pHCKa CepHcIHO-COCYOMCTOM M OOImeil cMmepT-
HOCTH, B CBSI3M C YeM 0co0oe 3HauyeHWe IpruodpeTaet
CBOeBpeMeHHasI guarHoctnka paHHux cragnii XBIT [9].
Anamm3 B3ammocBs3elr Mexny CK®, AY u mcxomamm

XBII 6bu1 TpoBeneH B KOroprax oOIlel MOMyIsuu,
MAIlMeHTOB BHICOKOTO PMCKAa M TOATBEpAMJI OOPATHYIO
111 CK® u mpssmyo mist AY acconmainuio ¢ OOIIei
¥ CepICIHO-COCYINCTOM CMEPTHOCTBIO, a TAKKE C PUCKOM
pa3BUTHS TTOYEYHBIX 1cxonoB [10].

HaHHBIC UCCIIeNOBAaHUI CBUACTEIBCTBYIOT O BO3MOX-
HOCTH 3aMeJICHUS TIporpeccupoBaHus u perpecca XbII.
Pannsas muarHoctuka XBII mpuoOpetaeTr BaxHeiiliee
3HaYCHNE UISI CBOEBPEMCHHOTO Hadajia HedpOIIpOTEeK-
THUBHBIX CTPaTCTHIA.

Llenblo HEMHTEpBEHUMOHHOU HabMOIATEILHON
OTKPBITOIT MHOTOLIEHTpOBOI TTporpamMmMmbl XPOHOT'PAD
OBLTO MOJIydeHNE TOITOTHUTEIBHBIX MaHHBIX 0 PacrpO-
crpaHeHHOCTH CHmkKeHHOM CKOpPOCTH KIIyOOUKOBOI
¢unprpanM ¥ aTLOYMUHYPUH Y TAIIMEHTOB C apTepH-
anpHOlt [unePronmeil ¢ mnam 6e3 cAxapHoro amadera
2 tuma B Poccniickoit ®enepanmm.

MaTepuman n metoppl

[IporpamMma mpoBonmiack B 24 meHTpax (14 — amOy-
nmatopHbIX) 21 ropoma Poccuiickoit Denepaiiuy ¢ UIOHS
1o nexadbppb 20161, 6bUTa 0MOOpPEHAa DTUYECKUM KOMMTE-
ToM MenuuuHckoro nHctutyta PYJIH. B mporpamme
NnpuHsLIOo yuactue 49 Bpaueit (13 Hux 69,4% KapauoJioru,
24,5% TepaneBThl U BpauM O0IIei TPakKTUKH, 6,1% sHIO0-
KPUHOJIOTH).

Bximoyanm MyxX9WMH W KeHIODWH 18 et m crapiie,
TOCIIEAOBATSIbHO IPUXOAAIINX HAa IIPHUEM B TedeHUE 3
MeCSIEeB, ¢ TTOATBEPKICHHBIM IHAarHOo30M “IurmeproHm-
yeckas 6osesHnp” u/mam “CaxapHBIii auaber 2 Tuma”,
IABIIMX COIVIacHe Ha ydJacThe B mporpamme. He BKiiO-
YaJIy MallieHTOB ¢ BTOpUYHOM Al TSDKEIBIMU CEpaeIHO-
COCYIMCTHIMA 3a0oJieBaHUSIMM (MH(MAPKTOM MHOKapia,
OCTPBEIM HapyImIeHHWEM MO3TOBOTO KpPOBOOOpPAIICHMUS
B TeYEHME MOCIEAHUX 6 MecsleB, CepaeyHoil HeaocTa-
toaHoCThIO [1I-1V hyHKIIMOHAIFHOTO KJIacca).

B mporpammy BximodeHo 1600 manueHTOB B Bo3pacTte
oT 21 go 94 net, pe3yiabraThl MpeAcTaBieHBl M0 1363
maleHTaM C IOJTHBIM HaOOpoM MaHHBIX, M3 HUX 584
yenoBeka (42,8%) ¢ Al 6e3 CI1 (AT-CH) u 779 (57,2%) —
¢ AT u C[ (AI'+CM). lanasie mo rpyIire u3 37 mammueH-
ToB (2,3%) ¢ CJI 6e3 AI' BBUIy ee MaJOYMCICHHOCTU
HE TIPEICTABIICHBI.

Cpenauii Bo3pact naureHToB B rpymie Al'+CJl 3Ha-
gyuMo 0osbIe, yeM B Tpyrme AI'-CJI (ta6:. 1), mpu aToMm
ponopuus mareHToB Motoxe 50 et B rpyrme AI+CJI
MeHblle, a crapire 60 u crapme 70 jer — OGoJbliIe
(p<0,001 mmsa Bcex cpaBHEHMIN) IT0 CPAaBHEHUIO C MAIIHCH-
tamu 0e3 CI (puc. 1). B rpymme AI'+CJl 0bu10 GosbIe
KEHIIMH, B TO BpeMs KaK YMCIO0 MYXYWH U KCHIITWH
0Ka3aJIoCh MpUMepHO paBHEIM B rpymiie AI-CJI (ta6i. 1).
[Mammenter ¢ AI+CJl xapakTepH30BaJduCh XYIIIAM
CEMEHBIM M COIMAJIbHBIM CTATyCOM: CPEIM HUX OBLIO
Gosbie BOOB/BHOBLOB (22 u 15%), MeHbIIe paboTaro-
mwux (35 u 51%) u aul ¢ BBICIIMM OOpa3oBaHUEM
(381 47%), p<0,05 st Bcex CpaBHEHUIA.
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Honunpen® A, Honunpen® A-thopte, Honunpen® A bu-thopte

(COCTAB*. Honunpen A 0,625 mr/2,5 mr TabneTku: uraanamug 0,625 mr 1 nepungonpun 2,5 mr. Honunpen A dopre 1,25 Mr/5 mr TabneTku: uganamug 1,25 Mr u nepurgonpun 5 mr. Honunpen A bu-gopre 2,5 mr/10 Mr

Tabnerku: uraanammg 2,5 Mr u nepunonpun 10 mr. IOKASAHUA K NPUMEHEHWIO®. Honunpen A 2,5/0,625 u Honunpen A dhopme 5/1,25: 3cceHumanbHas runepTensns. Y alleHToB ¢ apTepuanbHoil runeprensueit u

CaXapHbIM AMa6ETOM 2 TUNa ANA CHIKEHIA PHUCKa Pa3BUTHA MIKPOCOCYAUCTBIX OCMOXHERHit (O CTOPOHBI NI0YeK) 1 MaKPOCOCYAMCTBIX OCNOXKHEHMiE OT CepiedHo-COcyaUCTbIX 3a6oneBarmit. Homunpen A bu-hopme 10/2,5:

3CCeHUMaNbHaA TUNepTeH3is (nauuenTam, KOTOpbIM TpebyeTca Tepanis nepukonpuioM B o3e 10 Mr v MHZanammom B fiose 2,5 mr). CMIOCOB MPUMEHEHWA U J103bI*. BHyTpb, 17abnerka 1pa3 B cyTki, yTpom, Niepep

TIpUeMOM nuLu. [layueHms! noxunozo sospacma. Honunpen A 0,625/2,5 u Honunpen A hopme 1,25/5: HasHauaTb neyeHie noce KOHTPonA dywKu novex u AfL. Homunpen A bu-chopme 2,5/10: knupeHc KpeaTuuna (KK)

PACCHMTHIBAIOT C y4eToM BO3PACTa, MacChl Tena v nona. floveyras HedocmamoyHocmb. HeoBXonuM perynapHbiii KOHTPOMb KOHLGHTPALIAW KpeaTWHMH W Kanu B nnasme kpoBi. Mauyentam ¢ KK>60 m/MuH Koppekuun

103bl He Tpebyerca. Honunpen A 0,625/2,5 u Honunpen A hopme 1,25/5: AnA naiMeHTOB c yMepeHHO Bbipax)eHHoii no4euroit HeploctatouocTbio (KK 30-60 Mn/Mitk) peKoMeHAeTCA KauiHaTb Tepanuio  Heo6XoBuMbIX 03

npenapatos (B Bue MoHOTepanik), BXoBALIUX B coctas Honunpena A/Honunpena A Gopre; npoTvBOMOKa3aH MalieRTaM ¢ TAXENOIH MoveyHoii HegoctatouKocTblo (KK menee 30 Ma/Muk). Homunpen A bu-hopme:

NpOTBONOKa3aH NallHeHTam CyMepeHHOI 1 TAXENOii noyeyHoit Hepoctato4HocTblo (KK<60 mn/muw). NPOTUBOMOKA3AHMA®. MoBbilueHan uyBCTBUTEbHOCTL K NepuHAonpuy U Apyrim UATIO, uHaanamiay, ApyrvM CynbGOHaMIAAM, a Takie K BCOMOraTeNbHbIM BeLLIECTBAM. AHTYOHEBPOTUYECKINi OTEK (oTek KBHUHKe) B aHaMHe3e Ha GoHe
npuéMma ukru6iTopos ATIO (cm. «Ocobble ykasaHits»). Hamencmeuubm/unmonamuecmaumouespmwuwm OTEK. OAHOBPEMEHHOE NPUMEHeHMe C anUCKMPEHOM  NIekapCTBEHHbIMM TpenapaTamit, CORiepXalliMM anUCKWpeH, Y aLIHEHTOB € CaXapHbIM AMaGETOM W/un YMEPEHHbIMM WM TAXENbIMI HapyLIEHUAM GYHKLIH NIoYex (cKopocTb
KnyBoukoBoii dunbtpausa (CKO) Meree 60 mn/mun/1,73M nnoliany noBepxHoCTY Tena). unokanMemis. Taxenas noueuHan HegocTatouroctb (KK<30 mn/muk) ana Honunpen A 0,625/2,5 u Honunpen A dopre 1,25/5. YMepexHas 1 Taxenas noveuras HegoctatousocTs (KK<60 ma/muk) ans Honunpen A Bu-Gopre 1,25/5. OHoBpemenHoe
npimenetie ¢ APA Il y nauwenTos ¢ quabeTuueckoit Hegponarued. MeyeHouwan sHedanonarua. TAxenan neyeouHas HeROCTaTouHoCTb. OBHOBPEMEKHOE PUMEHEHIe C HeaHTUApUTMUYECKUMIU CD/ICTBAMH, CTIOCOGHBIMM BbI3BTb MONMMOPHYI0 XENyLOYKOBYI0 TaXMKAPAMIO TN «Upy3T» (cM. pasaen «B3auMofeiicTBe ¢ Apyrumit
NeKaCTBEHHBIMM CPE/ICTBAMM»). BepeMeHHOCT U NIepHoJ PYAHOTO BCkapMAMBaHUA. 13-3a OTCYTCTBHA A0CTATO4HOTO KAMHUYECKOTO OMbiTa MPenapar He CreAlyeT NPUMEHATH Y MaLlUEHTOB, HaXORALIMXCA Ha reMOBUaNK3e, a TaKiKe y NaLIMeRTOB C HenleyeHoil fieKOMNEHCUPOBAHHO/ CepAieuHoit HeloCTaTouHOCTBH0. Bo3pacr 7o 18 ner. Hanuuwe
NaKTa3HOi HeI0CTTOYHOCTH, ranaKTo3eMits WM CUHJPOM IIOK030-TanakTo3Hoii Manbabcop6um, HenepeocumocTb nakTo3sl. 0COBBIE YKA3AHUS*. CoBMecTHOE npUMeHeHHe ¢ npenapataMit MMTUA, Kanwiicbeperaiouux AMypeTUKoB, coneii Kanws. /1BoiiHan 6nokaa PAAC nocpeicTBom couetanys uHruGuTopa ATIO ¢ APA Il unv anuckepeHom He
PEKOMEHAeTCs, TaK Kak UMEIOTCA AaHKble 06 yBENM4EHUM PUCKa BOSHHKHOBEHMA apTepUaNbHO TUMOTEH3UW, rinepKanueMiit 1 HapyLLIeHWit QYHKLIMA ModeK (BKTIYaA OCTPYI0 NOYEYHYI0 HeAOCTATOUHOCTS). [TpUMeHeHMe UHrUGUTOpoB ATI B coueTanMM € aHTaroHUCTaMu petienTopos APA Il ipoTHBOMOKa3aHO Y MalieHTOB ¢ AuabeTuyeckoii
Hedponaryeii i He peKOMEHAYETCA Y /ipyriX naLMeHToB. Helimponerus/azpanynoyumo3/mpoMBoyumoneHus/aHeMus: y NaLMeHToB C CCTEMHBIMM 3a60neBaUAMM COGIMHUTENbHOV TKaHH, Ha GOHE NIpHeMa UMMYHOAENPECCUBHBIX CPEICTB, aNTIONYPUHONA PeKOMEHYETCA NepHORUuECkW KOHTPONUPOBAT KOMMYECTBO NEfiKOLIUTOB B KPOBH.
TTogbluuieHHaA 4y8CBUMeNbHOCMb/aHeLI0HespoMuYeckuti oméx: WM npenapata AMKeH GbiTb PeKpaliieH, a NaLMeHT JOMKeH HabnioRaTHCA A0 NOTHOTO MCHE3HOBEHMA NPU3HAKOB OTeKa. AHTMOHEBPOTUYECKN] OTeK, COMPOBOXAAIOIMTICA OTEKOM FOTaHH, MOXET MPUBECTH K NeTanbHOMY UCXofy. O0HOBpemeHHOe npuMeHeHue ukeuGumopos
mTOR (MuuieHu panamuyuHa MrexonumatouLx) (Hanpumep, CUpOTUMYc, 38epOTUMYC, MeMCUPOTUMYC): MOXET NOBBILIATLCA PUCK Pa3BUTHA aHTHOHEBPOTUYECKOTO OTeKa (B TOM YMCTE OTeKa AbIXATENbHBIX NyTeii WM A3bika ¢/6e3 HapyLieHUA QYHKUMM [ibiXaHs). AHagunaxmoudHsie peakijuu npu nposedeHUU OeceHcUBUU3ayUU; UMEIoTCA
OTAAbHbIE CO0DLLIEHMA 0 Pa3BATHH AAMTENbHbIX, YTPOXAIOLLIMK XHU3HH aHAOWNAKTOWIHbIX PeaKLIMi y NaL/MeHTOB C OTATOLLICHKbIM ANNEPrUYECkiM aHAMHE30M WM CKIIOKHOCTbIO K aNNeri4eckiti peaKiiuAM, NPOXOAALLIX NPOLieRYyPbI AeceHcuGMnU3aLIK. MHruGTopbi ATIO HeobXoRuMO NPUMEHATH C OCTOPOXHOCTBIO Y CKAOHHBIX K annepruyeckim
PeaKuAM NALIVERTOB Ut U30eraTb HaHa4eHwA MaMeRTaM, NONY|aIoLLIM UMMYHOTEpaNMi0. PeaKLiuu MOXHO 30exaTb nyTem BpeMeHHOi 0TMeHbl HruGuTopa ATIO He Metee yem 3a 24 yaca 0 Hayana npouenypbl. AHaghunakmoudHsie peaxyuu npu nposedexuu acbepesa JITHIT: cnenyeT BpemeHHO NpeKpaLLaTh Tepanuio MHTMGUTOPOM neper
Kaxaoit npoueaypoit agepesa. B penkux cnydasx npu nposesenun agepesa JMHIM ¢ ucnonb3oBaHmem AeKcTpana cynbhata paseuBaniich Yrpoxalollive Xy3Hi aHadunakTouaHble peakiu. (nefyet BpemeHo npekpaLiatb Tepanuio uhrubutopom MO nepen Kaxzoit npoLeaypoit agepesa. /emoduanus: Npu NPOBECHAN reMOAManK3a
CHCNIONb30BaHHEM BbICOKONPOTOYHBIX MeMOPaH Gbinyt 0TMeYeHbI aHadunakTouAHbIe peakiiuu. XenatenbHo cnonb30BaTh MeMOpaHy Apyroro TANa WM MPUMEHATL aHTUTUNEPTEH3UBHOE CPEAICTBO AIpYroii GapMaKoTepanesTHyeckoit rpyniibl. /ledeHo4Ha IHuepanonamus: Cnefyet npexpaTuTb Tepanuio. GomoyyscmaumenbHoCb: CRenyer
TIDEKPATTb edeHite. Hapyuieue yHKyuuU noYeK: y HeKOTOpbIX NALIMEHTOB 663 NpeLIECTBYIOLIErO 0YEBHTIHOTO KapyLieHA QYHKLIMM NOYeK MOTYT NOABHUTCA Na6opaTopHble MpU3HaKt OYHKLIMOHANbHOM NOYEYHOM HEAOCTATOUHOCTI. fledenie CnedyeT NPeKpaTHT. B AanbHeiiliem MOXHO B0306HOBHTS KOMGUHUDOBAKHYI0 Tepaniio, UConb3yA
HU3KUe 703b| NPeNaparo, 160 NPUMEHATH TONbKO 0k U3 NpenapatoB. HeoGXomum perynApHbii KOHTPONb YPOBHA Kanus W KpeaTuHKa B CbIBOOTKE KPOBY — Yepe3 2 Helen Mociie Hayana Tepaniit U B fanbHeiiLLem Kaxible 2 MecALia. JJaycmoporHuil cmero3 nodeyreix apmepuii unu Hasu4ue 00HoL gbyHKUOHUPYIoUjed NOYKU: He NoKa3aH.
TTeyeHo4HaA Hedoamamo4HOCMb: NP NOABNEHIN XENTYXIK WA 3HAYHTENbHOM NOBBILIEHNN aKTUBHOCTA NIEYEHOUHBIX GEPMEHTOB CeyeT NPeKpaTHTB NPHEM npenapara. B pekitx cnyuasx Ha GoHe npuema uHruBuTopoB ATIO BO3HHKAET XoniecTaTHueckan KenTyxa. llpi PorpeccpoBaHIH STr0 CHHPOMA BO3MOXHO Pa3BUTHE GyMbMUHAHTHOTO
HeKPO3a NIeYeHH, HOTAA CNIETanbHbIM UCXO/IOM. TpaH3UMOpHAA yHKUUOHANbHAA NOYeYHAs HedoCmamOoYHOCMb: NIEYeHie CeAlyeT NPeKPaTTL. B flanbHeliLLieM MOXHO BOCCTaHOBHTH KOMGHUDOBAHHYI0 Tepanio, UCoNb3yA H3KMe f03bi NPenapaTos, AuGo MCroNb30BaT NpenapaTbi B PEXuMe MoHoTepanui. HeoBxosum perynapHbiii KOHTpONL
YPOBHA KauA 1 KPEaTHHIUHA B CIBOPOTKE. PeHOBACKYNAPHAS 2UNEpMeH3U: HaUAHATD NeYeHHe C HUKOJE 036l Npenapara B YCIOBUAX CTaLIMOHAPa. PUck dpmepuaisHoL 2unomeH3uu u/unu nodeqHoil HedocmamoyHoCM (y MALIMEHTOB C UCXOHO HU3KAM All, y NALIMEHTOB C CepAleuHOM HEZOCTATONHOCTbIO, CO CTEHO30M NOYEYHbIX apTepHi,
HapylLIeHYeM BOAHO-3NEKTDONMTHOO 6anaHca, ¢ LUPPO30M NEYeHit C OTEKOM 1 aCUTOM U T1.): NPUMEHATL npenapar B Goriee HU3KOi 03¢ 1 3aTem NOCTENEHHO YBeNM4UBATb [03y. ApMepUanbHAS UNoMmeH3UA U HapyuleHue B00HO-3nexmponumHo20 6anaca: HeobXogum perynAPHbII KOTPONb YPOBHA INEKTPONUTOB Mnasmbl kposi. ocne
BocctaHonenns OLIK u Al MoxXHo BO30GHOBUTb Tepanuio, UCONb3ys HU3Kite A03bI NPenaparos, 6o Ucronb3oBaTb NpenapaTbl B pexume MoKoTepanuu. layuermsi ¢ maxenoli cepdeqHoli HedocmamoyHocmbio (IV cmadus): NeYeHue HaUMHaTb C HU3KVX 103 U NOZ TLATENbHbIM BPaYeGHbIM KOHTpONeM. AopmabHbiii cmero3/mumpansHeii
CmeHo3/2unepmpocbuuveckas KapouoMUONamus: C OCTOPOXHOCTbIO NallHeRTaM ¢ 0BCTPYKLMeli BBIKOCALLIEr TPaKTa NeBoro Xeny/iouKa. Amepock/iepo3: y NaLIEHTOB C MILIEMUHECKOii G0ne3Hbio CepLa it HElJOCTaTOYHOCTbI0 MO3FOBOTO KPOBOOGPaLLIEHIA NIeYeHHe CNElyeT HauuHaTb C H3Kux f03. Kauiene. (odepXaruie UOHOB KanuA 8 nAIa3Me Kpoau:
1eo6XozuM perynApHbiii KOKTOMb. [UnepKanLiemus: Ha GOHe PErynAPHOTo KOHTPOA COAEPIKAHIA HOHOB KaWA B CIBOPOTKE KDOBY Y NALIMEHTOB C faKTOPamH PUCKa: NOYEUHaA HEAOCTATOUHOCTD, HapyLieHie QyHKLMM N0ueK, NoXunoii Bo3pacr (crapuse 70 ner), caxapHbiii AuaGer, HeKoTopbie CoNyTCTBYlolIMe COCTORHMS (AerwripaTauiu, 0CTpan
[IeKOMMEHCALIA CepAieYHOi ACATENbHOCTH, METABONMUECKWil aLIA03), OAHOBPEMEHHbIA NPUeM Kanuiic6eperaloLux AMYPETHKOB (TaKuX, Kak CPOHONaKTOH, SEPeHOH, TPHAMTEpeH, aMuopiA), a TakKe NPenapatos KanuA Wi KanuiiconepXxalliux 3ameHuTeneii nuuieBoit con. fnepKanveMua MOXET NPUBECTH K CePbe3HbIM, WHOMA
(DaTanbHbIM HapyLICHUAM PUTMa CePALQ. [UMoKaUeMUA: TPyMNa BLICOKOTO PCKa: MALMEHTI MOXWOr0 BO3PACTa, UCTOLLHHbIE NaLMeHTbI (Kak NonyualolLwe, TaK U He Monydaiolue CoueTaHHylo MeLMKaMEHTO3HyI0 Tepaniio), MAWMEHTb  LUPPO30M NeyeHM (C oTeKamM 1 aCUMTOM), MILIMUYECKOi B0ne3HbIO CepALa, XPOHNYECKOI CepedHO/i
HeJl0CTaTouHOCTBI0, NALIUERTbI C YBeAMYeHHbIM uTepaanom QT. HeobXogum perynapHbiii KOHTPONb COAEPKaHitA UOHOB Kanka B Nia3me KpoB. (MoCOBCTBYET PasBUTIO TAXENBIX HapyLIeHWi cepAEYHOrO PUTMa, 0COBEHHO aPUTMItK TN <TTUPY3T, KOTOPas MOXET BbiTb GaranbHoii. (odepXaHue UOHOB HAMPUS 8 NIA3Me KPOBU: HeobXORMMO
onpezenyTh [0 Havana neyei. bonee yacTuiii KOHTPOMb MOKa3aH NaLMeHTaM C LUPPO30M MedeHit 1 MMM NIOXWANOr0 Bo3pacTa. (00epKaHue UOHO8 KATbUUA B NIA3Me KPOL: TIeDel UCCe/I0BaHMEM (YHKLIAW NapALIATOBWIHOI XeNe3bl CreAVeT OTMEHUT NPUEM AUyPETHYECKIX CPEAiCTB. Moyesas KUCTOMa: MOXET yBENHYMBATbCA acToTa
BO3HUKHOBEHNA NPACTYNOB NOAArPbl. Xupypauseckoe Bmewamenbcmeo/o6ujas aHecmesus: PeKOMEHAYETCA NPEKPATUTL Npvem npenapata 3a CyTku [0 XMpYPrM4eckoi onepauun. [layuenmsi ¢ naxmasHoi HedocmamoyHoCMbio, 2a7aKMo3emued Wi CUHOPOMOM 2Ni0K030-20NaKMO3HOL MabaBcopBijuL, HenepeHoCUMOCMblo AaKMIO3bI:
nIpOTUBONOKa3aH. [TayuieHms! ¢ CaxapHeim OuaBemonm: HeoGXOAMMO KOHTPONMPOBATb KOHLIHTPALIMIO FTI0KO3bI B KPOBM, 0COGEKHO NP HANUYMM FANIOKANUEMAH, JMHUYeCKue Pa3UYUA: ABHO MEHEE BbIDAXeHHOE TMNOTEH3MBHOR AeiCTBME Y NALMEHTOB HErpOMHOI Pacbl. (nopmckeHsl: MPenapaT MOXET AaTb NONOXHTENbHYI0 PeaKLuio npi
POBE/ieH M AOTHT-KOHTDONA. (MpaA MUOMLA U BMOPUSHAA 30KPbIMIOY2015HAA 271GYKOMA: KaK MOXHO CKOpee MDEKpaTHTS NpUem 1eKapCTBEHHOF0 npenapara. B cyae eci BHyTpHTa3Hoe AaBeHHe NPOAOMKEET OCTaBATLCA BbICOKMM, MOXET NOTEGOBATLCA HEMeAeHHO TeparesTHyeckoe W XUPYPTHYECKOR TEuere. B3AUMOAEVCTBHE
C [IPYTVIMM NEKAPCTBEHHIMY NPENAPATAMI¥. OHospemeroe npuMeneue NpOMUSONOKA3aHO: anNCKPeH W NeKapCTBEHHble NpenapaTbi, CRepKaLLIMe ANMCKAPEH y NaLMEHTOB C CaxapHbiM AaGETOM W/Ani yMepeHHOit M TAXenoii NoyeuHoi HegocTatouHocTbio (CKO<60 mn/muk/1,73m? nnoLuas nosepxocTy Tena). KomGurayuy, He
PeKoMeHOyeMbie K npUMeHeHUIO: NUCKPEH Y ALIUEHTOB, He UMElDLLMX caxapHOro AuabeTa Wik HapyLLeHUA GyHKLIMM NoYe, npenaparbi NTIA, kanuiicGeperalotuiue AMYPETUKM, Npenaparhi Kana, AHOBPEMERHOE KasHaueHue uHrubuTopos AT n APAII, ScTpamycTiw, kanuiicBeperatotuiue AuypeTHKi (Hanpumep, TPHAMTEPeH, aMuTIopH) 1 coni
Kanus. KomGurayuu, mpe6yioujue 0co6020 8HuMaHuS: GaknodeH, HecTepowaHbIe POTUBOBOCTANKTENbHIE npenaparbi (HIBII), BKioYas BbiCokWe 403bI aLIETANCATMUMNIOBOH KICTOTbI, TMMOTMKEMAYECKHe CDE/ICTBa, NPENapaTbi, CoCOHbe BbI3BaTb AUTMIIO TN «MPY3T, Mpenaparhi, cioCoGHbIE BbI3bIBaTb TMNOKANUEMMIO, NeKapCTBEHHbIE
TIpenaparbi, BbI3bIBaloLLMe runepKanuemtio, KanvitHecheperalollue MYPETUKH, CepieuHble IMKO3AbI, paLeKanoTpun, Hru6uTopbl mTOR (MiLIGHM panamiuLiKa MAeKonMTaloLyx) (anpumep, CMPORMMYC, BEPONUMYC, TeMCUPONMYC). KoMOUHaLIM, TpeGylolLive BHUMAHA: TPHLIKAMYECKE aHTHAENDECCAHTI, BHTUTICUXOTHYECKIe CPe/CTBa
(HeliponenTkw), rMNOTeH3UBHbIe CPE/ICTBA U BA3OAMNATATOPbI, AANIONYPHHON, LMTOCTATUYECKIAE 1 UMMYHOCYNPECCHBHbIE CDEAICTBA, KOPTAKOCTEPOWAbI (TPit CHCTEMHOM NPUMEHEHWH) 1 NIDOKAMHAMIZ WNW TETDAK03aKT, CPEACTBA ANA 0BlLIei aHECTE3WM, TIMNTUHBI, CUMNATOMMMETHKW, TIpenapaTbl 301073, METGOPMUK, fioAconepXaLLme
KOHTDACTHbIe BELLIeCTBA, COMM KarlbLyts, Unknocnopuk, Takponumyc. BEPEMEHHOCTb U TEPUOA TPYAHOIO BCKAPMIIMBAHMA*. MpotuBonokasat. BNMAHUE HA CIOCOBHOCTb YNPABNATH ABTOMOBHIEM WM MEXAHMUECKUMMU YCTPOUCTBAMM™. B oTBer Ha cHinketie AlL MOryT pasBuBaTbCA pasniyHbie WHAMBIAYaNbHbIE peakuuh.
(noco6HOCT yNpaBAATH ABTOTPAHCTIOPTOM MK JPYTUMI MEXaKU3MaMu MoXeT Obib cHinkena. 1OBOYHOE JIEMCTBUE. Yacmo: runepuyBCTBUTENbHOCTS (B OCHOBHOM KOXHbIE PeaKLii Y NaLMeHTOB C PEAPACTIONOKEHHOCTbIO K NepriyeckM 1 acTMaTHYeCkiM peaKLuAM), FoN0BOKPYXeHie, ronioBHas 607b, napecTe3itk, HapyLLeHHe BKyCoBOro
BOCTPUATAA, HapyWIeHUA 3PEHNS, BEDTHO, 3B0H B ylLax, apTeparibHas FNOTeH3A, Kaluenlb, 60nb B XMBOTe, 3anop, AUapes, ACTENCUA, TOLIHOTa, PBOTa, KOXHaA Chiflb, KOXHbiii 3y, MaKkylonanyle3Has Cbifib, Crla3bl MblLUL, aCTEHWS. Heyacmo: 303MHOQWIA, THNOFNUKEMMS, TWTIEPKaTMeMNS, TMMOHaTPMEMHR, Na6WIbHOCTb HacTpoeHHA,
HapyLLIeHie CHa, COHTMBOCTb, 0BMOPOK, OLLyLLIEHHe CepALIeOUeHMA, TaXUKapNA, BACKYNHT, GPOHXOCNa3M, CyXOCTb CTUHCTOM 060MI0YKM NONOCTH PTa, KpanuBHHLLa, aHTMOHEBPOTMYECKWA OTeK, Npnypa, NOBbILLIEHHOE MOTOOTARTIEHHE, PeakLiA GOTOUYBCTBATENIbHOCTH, NeMUTOW, ApTPAnTAA, MUANTUA, M0YEYHaR HEROCTATOUHOCTD, IPEKTHbHAA
AMCOYHKLMA, 607b B FpYAHOI KNeTKe, HeioMoraHuts, NepUQepu3eckue oTeki, IMXOajika, NOBbILIEHHE KOHLIEHTDALIM MOYEBHHbI B KPOBH, NIOBbILLIEHHE KOHLIEHTPaLMH KpeaTHHHHa B KDOBM, NajieHus. Pedko: 060cTpeie ncopiasa, MoBbILLEHHaA YTOMAREMOCTb, FunepGUAUpyGMHeMAS, NOBbILLEHHE aKTHBHOCTI Mle4eHOYHbIX GepMeHTOB. Odeks
PeOKO: PUHAT, arpaHyNOLMTO3, ANNACTYECKaR aHEMHS, NaHLIATONHWA, TPOMBOUUTONEHIA, NViKONEHWA, HelTPONeHIA, FeMONMTHYECKAA aHEMUA, TNEPKATIbUMEMIA, CYTaHHOCTb CO3HAHWA, HCY, BO3MOXHO, BCE/ACTBHE 4PE3MEPHOTO CHibKeHA AJl y aLMeHTOB U3 FYNNbi BbICOKOTO PUCKA, CTEHOKAPAWA, HapyLLIEMA PHTMA CepaLa (B Tom
yucrie OpaMKapaus, Xeny[04K0Bas TaXMKapaus ¥ GMOPWINALIMA peAIcepauii), HOAPKT MUOKapa, BO3MOXHO, BCECTBHe M36bITO4HOrO CinkeHUA Al Y MALIVEHTOB FpyNNbl BbICOKOTO PHCKa, 303MHOGWIbHaR THEBMOHMA, TaHKPETHT, HapyLLIeHHe GYHKLIAN eYe W, MHOrOGOPMHaA PHTEMa, XONeCTaTh4ecKas KefTyXa, FenaTuT LUTONMTHECKNii
M XONECTaTHYECKAH, MyTbTHOPMHAA PATEM?, TOKCHECKHH SMUAPMANbHbt HeKPOTHS, CHHAPOM CTHBEHCa-[LXOHCOHa, 0CTPaA NOYENHaR HEAOCTATOHHOCTS, CHIDKEHHE FEMOTAOGHHA Y TEMATOKpUTa. HeymourerHol Yacmomb: CHINKEHWE COREPKHHA KaniA U THNOKaNHEMAR, 0COBeHHO 3HaYMMAA ANA NALVIEHTOB, OTHOCALLIAXCA K FPYNE PHCKa,
TIeYeH0YHas HLedanonaTua Y NaUMeHTOB C MeyeHOUHOM HEAOCTATOYHOCTBIO, MO, HEYETKOCTb 3peHus, NOTUMOPQHaA XenyAi04KOBaA TaXHKGPAMA TN «TUpYST» (BO3MOXHO, CO CMEpTeNIbHBIM HCXOAOM), BO3MOXHO 060CTpeHMe e MMeloLIeiicA CUCTEMHOTE KpacHOi BONYaHKH, NIOBHILLIEHHE KOHUEHTDALIM MOYEBOi! KNCTOTbI W FI0KO3bI
B KDOBM, YAHeHUE QT-uutepsana Ha JKT. NIEPEL03UPOBKA*. CBOVCTBA*. Honunpen A/dopre/Bu-$opte — Kom6ukMpoBaHHbiit npenapar, COZiepKaLLIiA NIePUKZONDUNA APTUHUH — UHTMOUTOP GePMEHTa, NPEBPALLIAIOLLIET0 aHTMOTEH3WH | B aKrIOTeH3H I, i MKZanamwz, KOTOPbI OTHOCUTCA K rpynINe ynbGOKAMMZOB U 110 apMaKOROTMYECKIM
CBOCTBAM B71M30K K THA3nAHbIM AypeTikam. KoMOUHaLA nepuHonpuna aprvkiuHa W MHAANaMIAa YCWIMBAET aHTUTUNEPTEH3UBHOE AeicTBHe Kaxzoro u3 Hix. GOPMA BbIMYCKA. Honunpen A/gopre/bu-Gopre: TabneTkw, nokpbiTbie nnienouHoii 060M104KOi, 2,5 Mr + 0,625Mr/5 Mr + 1,25 Mr/10 Mr + 2,5 Mr (¢niakok) 14/29/30x1 (nauka
Kapronnas). PY Ne J1CP-010489/08, /1CP-010490/08, ICP-008847/10.

*lin nonyderus nonHoil ukghopmayuy, noxanyiicma, o6pamumecs K UHCTIYKYUU 0 MeOUYUHCKOMY npUMeHeHUI NeKapcmeenHoz2o npenapama, |

A0 «CepBbe». 125047, PO, MockBa, yn. Jlecas, p. 7. Ten.: +7 (495) 937-07-00, dakc: +7 (495) 937-07-01.
www.servier.ru

—= SERVIER



Poccuiickuin kapayonoruyeckuin xypHan N2 2 (154) | 2018

40,4
36,4
29,1

23,9 24,3

16,7

11,2
6,8

HpOLICHT ITaeHTOB

| 3,5 0.8

0 T
Menee 40 40-50 50-60 60-70 70-80  boxee 80
Bo3spacTHble AMana3soHbl, TOAbI

2,7 3,6

B AT-CA

[] AT+cCh

Puc. 1. PacnpeneneHve naumeHToB no BO3pacTy.

CokpaweHnus: Ar-C[l — naumeHTbl C apTepuanbHoi runepToHuer 6e3 caxap-
Horo guabeta, Ar+CJl — nauueHTbl C apTepuanbHOR rMNepToHNE C caxapHbiM
nvabeTom.

Ta6nuua 1

KnuHuko-gemorpaduyeckas xapakrepucTmka nauMeHTos
MapameTp 3HaueHve

Ar-ca AT+CA

(n=584) (n=779)
JKeHLwwmHbl, n (%) 296 (50,7) 488 (62,6)***
Boaspacr, rogsl (M+SD) 60,5+10,9 63,8+9,8***
OnutensHocTs AT, roabl Me (IQR) 10 (5;17) 11(8;20)**
[AnutensHocTtb CAl, rogsl Me (IQR) - 10 (4;15)
VIMT, kr/m* (M£SD) 295 3146***
W36kiTouHas Macca Tena’, n (%) 203 (34,8) 326 (41,9)*
Osxwperne’, n (%) 239 (40,9) 396 (50,8)***
OkpyxHocTb Tanuu (OT), cm, (M£SD)  96+14 98+15*
ABaommHanbHoe oxmpeHmes, n (%) 314 (53,8) 456 (58,5)
KypeHue, n (%) 92(15,8) 111 (14,3)*

Mpumeyanus: ' _ 25 <UMT <30 KI’/MZ, 2 — UMT 230 KI’/MZ, ® — 0T >102 cm
Y MYyX41H, >88 CM y XeHLUWH. JJOCTOBEPHOCTb Pasnnyuil Mo CPABHEHMIO C rpynmnom
nauuenToB Ar-Cl * — p<0,05, ** — p<0,01, *** — p<0,001.

Cokpauwenus: M — cpegHee 3HayeHne, SD — cTaHgapTHoe OTkIoHeHue, Me —
Megmana, IQR — MeXKBapTUNbHBINA MHTEPBAN, N — KOMMYECTBO NALMEHTOB.

Ta6nuua 2
ConyTcTBylowme 3abonesaHus

MapameTp 3HayeHne

Ar-ca Ar+C

(n=584) (n=779)
Mwemmnyeckas 6onesHb cepaua, n (%) 243 (41,6) 360 (46,2)
WHeynbT, n (%) 38 (6,5) 82(10,5)**
3abonesaHus nepudepuyeckux aptepuii, n (%) 28 (4,8) 106 (13,6)***
dubpunnauma npeacepauii, n (%) 46 (7,9) 88 (11,3)*
Ovcavnupemus, n (%) 354 (60,6) 573 (73,6)***
XCH I ®K, n (%) 46 (7,9) 174 (22,3)***
AHemus, n (%) 73 (12,5) 163 (20,9)***
3a60eBaHNsl LMTOBWIHO Xenesbl, n (%) 33(5,7) 61(7,8)

MpuMeyaHune: [OCTOBEPHOCTb PA3NMYMIA MO CPABHEHWIO C PYNMOMA NauveHToB
cAr-CA * — p<0,05, ** — p<0,01, *** — p<0,001.

Cokpauwenus: M — cpegHee 3HayeHve, SD — cTaHOapTHOe OTKIoHeHue, Me —
MeauaHa, IQR — MeXKBapTUIbHbIA UHTEpBa.

IMammenTtsl ¢ AI'+CJI xapakTepu30BaJNCh OOIbIIEH
IUTeTbHOCTEI0O Al, 00jiee BEICOKMM HHIECKCOM MAaCCHI
Tejla U OKPYKHOCTH TaJIUM, OOJIBIIICIT YaCTOTOM OXKHUpe-
Hud (Tabn. 1). B uenom cienyeT OTMETUTD BEICOKYIO TTPO-
TMOPLIHIO TMAIIMEHTOB C M30BITOYHOM MAacCOil Tella WU
OXHpEHHEM B ucciaemyemoil momyasiuu: 92,7 u 75,7%
B rpymme ¢ u 6e3 CI (p<0,001). Pazmuuwmit B 9actoTte
KypeHHS MEXIy TpyIIlaMi He 0OHAPYKEHO.

Y marmmenTos ¢ C/I BEIsSIBICHA 00JIee BHICOKASI 4acTOTa
OCHOBHBIX COITYTCTBYIOIINX COCTOSTHUI: TUCTUTINACMUH,
aTepPOCKIICPOTHIECKUX 3a00JIeBaHMi TepreprIeCcKIX
apTepuii, OUOPWUISIIINN TIpeACcepanii, WHCYIbTa, Cep-
IEYHOUM HeAOCTaTOYHOCTH | (pyHKIIMOHAIBHOTO KJjlacca,
anemun (ta6n. 2). UBC m 3abojeBaHUs IMUTOBUIHOM
JKeJie3bl BCTPEUANCh C COIOCTaBMMOM dacTtoToit. Ilpm
OIlpoce Ha HaJW4Me 3aboieBaHWII MOYEeK yKazaim 248
(31,8%) n 107 (18,3%) maumentos ¢ u 6e3 CJI (p<0,001).

CpenHue 3HaYeHUS cucTommIeckoro AJl OBLIM coIIo-
CTaBUMBI Y nauueHToB ¢ 1 6e3 CII: 138%+16 u 139£17 MM
pt.cT., p=0,37. YpoBeHb AuacTonmdeckoro A/l 61 BbIle
y manuerToB ¢ CH: 8510 m 82+9 mMm pr.ct., p<0,001.
Yacrora cepmeunnix cokpameHuii (YCC) y maumeHTOB
¢ CJI 6bura Beme: 75x10 m 7129 ym./muH, p<0,001.
Lenesoro ypoBHS AJl (<140/<85 MM PT.CT. y HAIIMCHTOB
¢ AT+CJl un <140/<90 mMm pr.cT. y manmmeHToB ¢ Al-CJI)
pocturiu 23,85 u 45,76% nalueHTOB. AHTUTUIIEPTEH-
3UBHYIO Tepanuio noiydanu 97,2 u 91,8% mnanumeHTOB
¢ u 6e3 C/I. IManments! ¢ CJl yaiie, 4eM MalMeHTHI Oe3
CI, monyJanm OUypeTUKHA, WHIMONTOPHl aHTMOTCH3WH-
npespaimaiomero ¢gepmenTa (MAII®D), d6era-agpeHOOIO-
karopsl (bB), npyrrve aHTUrMIIEpTEeH3MBHbBIEC TIpEeNapaThl,
pexe — OJIoKaTOpsI perienTopoB aHrrnoTeH3nHa 11 (BPA)
(puc. 2). YacrtoTa Ha3HAYeHUS] aHTATOHWCTOB KaJIbITVSI
OBbLJIa COITOCTABUMOI B OOCHX TpyIIIIax.

AHamM3 COITyTCTBYIOIIEH Tepaltiu BEHIIBIUI OoJjice
BBICOKYIO YacCTOTy Ha3HAYCHUSI OPaJIbHBIX aHTHUKOATy-
JISTHTOB, aCITMPUHA U CTaTUHOB IanueHTam ¢ C/I (puc. 3).
®ubpats! 1 23eTMUO moaydanu 0,6 u 0,4% malLueHTOoB.

MennKaMeHTO3HYIO CaxapOCHIXKAIOIIYI0 Teparnio
noay4danu 729 (93,6%) nauuentos ¢ CI, mpu 3ToM, Tepa-
I1IO TOJIBKO MepopajibHo — 363 (49,8%), TOABKO MHCY-
auHoM — 221 (30,3%), nepopajibHO ¥ MUHCYJIUHOM — 145
(19,9%) mnamumentoB. INlaumentsr ¢ C/I, mosydaromiye
(n=366, 50,2%) 1 He MOJydYalollKe UHCYJINH, HE Pa3JIK-
YaJrch IO Bo3pacty, mmreabHocTr Al Cpenn manmeH-
TOB, TIOJYYAIOIINX WHCYJWHOTEPANNio, ObLIa MEHBIIe
nponopius myxunH (33,8 u 41,3%, p=0,022), narueH-
TOB ¢ U30BITOYHOI Maccoii Tena (29,4 u 38,6%, p<0,01).
DTa MoATpyIa MaleHTOB XapaKTepU30BajIach OOIbIICH
qmtenbHocTbio CJ (Meamana 10 u 6 jet, p<0,001),
OoJjiee BBICOKOM wacTtoToil Kypenus (17,8 u 13,1%,
p=0,045), yka3zaauii Ha 3a00JIcBaHUS ITOYEK B aHAMHE3¢
(39,7 u 24,1%, p<0,001), Gonee yacTbIM Ha3HAYEHUEM
uAIl® (67,9 u 57,6%, p<0,01), bb (54,7 u 47,8%,
p=0,043), acupuna (39,5 u 29,2%, p=0,001), cratuHOB
(65,2 u 45,1%, p<0,001), Oonee peakuM Ha3zHAYeHUEM

94



KNMHWKA N @APMAKOTEPANUA

2,6%

<0,05
Hpyrue AI'TI 4.9% p<0,
40,1%
2 <
Tuyperun — 1o £<0.001
EPA 32,0% p<0,01
26,3%
51,2%
ATIO :
" _—\ s 5<0.001
33,5%
AK
34,7% e
BB 45,0%
52.9% p<0,001
T T 1
0,0% 10 0% 20,0% 30, 0% 40 0% 50,0% 60,0% 70,0% 80,0%
W AT-CI
] AT+C

Puc. 2. AHTUrVNepTEH3NBHAs Tepanus.

Cokpauienus: Al-Cl — naumeHTbl C apTepuanbHol runepToHvein 6e3 caxapHoro anabeta, Al+CJ] — naumeHTbl C apTepuanbHON r’MNepToHMet ¢ caxapHbiM AnabeToMm,
Al — aHTUrMNepTeH3nBHbIe Npenapatsl, BPA — 610KkaTopbl PELENTOPOB K aHrMoTeH3uHy II, MAMD — MHrMBUTOPLI aHrMOTEH3VHMPEBpaLLatoLLero depmeHTa, AK — aHTa-

rOHWCTHI Kanbuys, BB — 6eTa-aapeHo6nokaTopsl.

BPA (20,6 u 28,9%, p<0,01). IlauueHTHl, MMOIydYalOLINe
WHCYJIWHOTEPANNIo, MMM MEHbBIINE 3HAYCHUS CHUCTO-
nuueckoro (13616 u 139x16 mm pr.ct., p=0,0027)
n puactonmaeckoro (8119 m 8319 mm pr.ct., p<0,001)
AJl u 6onee Bbicokue 3HaueHus YCC (7710 u 7319
ya./muH, p<0,001), game mocTUTaIM IIEJICBOTO YPOBHS
Al (51,2wn43,3%, p=0,017).

Y Bcex MAlMEHTOB OICHMBAIM MOKA3aTeaW JIATINI-
HOro oomeHa: obmmit xonectepuH (OXC), IMUIIONIpOTE-
uapl HU3KoM T1IoTHOcTH (XC-JIHII), numomporemms
BeIcoKO# ToTHOCTH (XC-JIBIT), Tpurmmuepuasr (TT),
a TaKXe YPOBCHb T€MOIVIOOMHA, TIMKEMHIO HATOIIAK.
JucmunuaeMuio Ompenessuii TIpu HaJIMduu JTI000TO
U3 yKazaHHBIX mpusHakoB: OXC >5,0 mmonb/n1, XC-
JIHIT >3,0 mmonb/n1 umu TT >1,7 mmons/a [11]. OyHK-
M TIOYeK OIeHWBajach Ha ocHoBaHUM pacueta CK®
o popmyne CKD-EPI, AY omnpeneneHa 1Mo OTHOIICHUIO
A/Kp B pa3oBoii yTpeHHEH TOPIIUA MOYH.

Kateroprm CK® oneHUBaINCH CISAYIOIIAM 00pa30M:
C1 (Bbicokas unu onrtumManbHas) >90 mu/mun/1,73 M,
C2 (He3HauMTEbHO CHIKeHHas ) 60-89 mi/mMuH/1, 73 M
C3a (ymepeHHO cHmXeHHast) 45-59 mn/mun/1,73 M C36
(cymectBeHHO cHUXeHHas) 30-44 MJ'[/MI/IH/l 73 M
C4 (pesko cHxenHast) 15-29 mu/mun/1,73 M ,C5 (Tep—
MHMHATbHAS  TOueyHAs HEOOCTATOYHOCTD) <15 i1/
muH/1,73 M kateropun AY-Al (onTuMmanbHas WA
HEe3HAYNTEIBPHO MOBBIIMIeHHAss) A/Kp B pa3oBoil mopmuu
Mmoun <30 mr/r, A2 (Beicokast) A/Kp 30-300 mr/r, A3

p<0,05
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Puc. 3. ConyTtcTaytoLas Tepanms.

Cokpawienus: Ar-C[l — naumeHTbl C apTepuanbHoi runeptoHuein 6e3 caxap-
Horo amabeta, Ar+CJl — nauueHTbl C apTepuasbHO TMNEepPTOHNel C caxapHbiM
nvabeTtom.

(ouenp Bricokast) A/Kp >300 mr/t [5, 7]. Beut paccuntan
KOMOMHMPOBAHHBIN PUCK CEPIEYHO-COCYIUCTBIX OCIOXK-
HeHuit 1 nporpeccuposanus XbII [5, 7].

Y naumenToB ¢ CJ1 o6Hapy:KeHBI MEHBIINEC 3HAYCHUS
reMorjio0nMHa, 4TO MOXET OBbITh CBSI3aHO C OOJIBIIUM
MIPEACTAaBUTEIECTBOM XCHIIMH B 3TOM rpyme. Hapsmy
¢ oM, y manueHToB ¢ CJ/l BEIIBICHBI 00Jice BBICOKHE
ypoBau OXC, TT, meabmme — XC-JIBII, uro oTpaxkaer
xapakrepuble mist CJI HapylmieHUs JUIIMIHOTO OOMeHa
(ta6m. 3). Ipymnmel He paznuyanuch 1Mo yposHio XC-JIHII.
IIpu coOImOCTaBUMBIX CpEeOHMX 3HAYCHMSIX KpeaTHMHMHA
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Ta6nuua 3
JlaGopaTtopHbie napameTpbl
MapameTp 3HaueHne
AT-C[ (n=584) AT+CJ, (n=779)
T'emorno6uH, r/n (M+SD) 139+17 132+18***
'nioko3a kposu, Mmmonb/n, Me (IQR) 5,2 (4,6; 5,8) 8,1(6,4; 10,8)***
OXC, mmonb/n, Me (IQR) 5,2 (4,29;6,11) 5,39 (4,37; 6,3)**
XC-JHM, mmons/n, Me (IQR) 3,1(2,23; 3,87) 3(2,3; 3,89)
XC-NBIM, mmonb/n, Me (IQR) 1,2 (1;1,44) 1,1(0,9; 1,36)***
Tr, mmonb/n, Me (IQR) 1,52 (1,1;2) 1,86 (1,26; 1,82)***
KpeaTtuHuH, mkmonb/n, Me (IQR) 89 (74; 107) 90 (76; 107)
CK® (CKD-EPI), mn/mut/1,73 M°, Me (IQR) 70 (56; 88) 66 (52; 83)***
MpumMeuaHue: LOCTOBEPHOCTL Pa3NMyMiA N0 CPaBHEHUIO C rpynnoii naumeHTos ¢ Ar-CA * — p<0,05, ** — p<0,01, *** — p<0,001.
Cokpauienuns: M — cpefHee 3HaveHune, SD — cTaHaapTHOe OTkoHeHne, Me — meauana, IQR — MexKBapTUbHbIA MHTEpBan.
Ta6nuua 4
PacnpegeneHue naumeHToB B 3aBUCMMOCTM OT kaTteropuun CKP
Kateropusi CK® 3HayeHus CK®, mn/muH/1,73 M AT-CJ] (n=584) Ar+CJl (n=779)
n (%) n (%)
C1 Bricokas unm ontumansHas >90 130 (22,26) 111 (14,25)
Cc2 He3HaunTenbHo CHUXEeHa ot 60 no 89 273 (46,75) 369 (47,37)
C3a YMepeHHO CHmxeHa o1 45 no 59 123 (21,06) 175 (22,46)
C36 CyLLECTBEHHO CHUXeHa o1 30 oo 44 46 (7,88) 91 (11,68)
(07) Pe3sko cHuxeHa ot 15 1029 6(1,03) 30 (3,85)
C5 MoyeyHas HefOCTaTOYMHOCT <15 6 (1,03) 3(0,39)
Tabnuua 5
PacnpepeneHue nauMeHTOB B 3aBMCUMOCTHU OT KaTeropum ajilbyMmHypum
Kareropusi ans6ymuHypmm 3HayeHus A/Kp, mr/r AT-CJ] (n=584) Ar+CJl (n=779)
n (%) n (%)
OnTumanbHas UM HE3HAYNUTESNbHO MOBbILLEHHAs <30 420 (71,92) 494 (63,41)
Bbicokas ot 30 no 299 150 (25,68) 228 (29,27)
OuyeHb BbICOKast >300 14 (2,40) 57 (7,32)

ChIBOPOTKM y mauueHToB ¢ CJ] oTMevanach MeHbILAst
CK®.

Cratuctuyeckast 00paboTKa pe3y/IbTaTOB UCCIea0Ba-
HUS TIPOBOIMIIACH C MCITOJIB30BAaHHMEM ITaKeTa TIPUKJIIAMI-
HBIX CTaTUCTMYECKMX TTporpamMm Statistica, Bepcus 12.0
C IPUMEHEHMEM CTaHAAPTHBIX AJITOPUTMOB BapHAallOH-
HOM CTaTUCTUKU. Pa3nuums cpelHUX BEJIMYUH U KOppe-
JISSUMOHHBIE CBSI3M CYUTAIMUCh OOCTOBEPHBIMU IIPHU
ypoBHe 3Haunmoctn p<0,05.

Pe3ynbraTthbl

Cuaumxennie CK® <60 mia/mun/1,73 M’ Yalle BbISIBIS-
Joch y nanveHToB ¢ CJI 1o CpaBHEHMIO C IMalMeHTaMu
6e3 CII (n=299, 38% u n=181, 31%; p<0,001) (ta6i. 4).
B rpymme namyenToB ¢ C/1 TakKe 00JIblIe ObUIa IPoITop-
ous TanueHToB co cHmXeHuemM CKO® <45 wmi/
MuH/1,73 M (C36-C5) (15,92 1 9,94%, p=0,0014) u <30
mi1/mun/1,73 M (C4-C5) (4,24 1 2,06%, p=0,04). Tlamu-

eHtel ¢ CJI XapakTepM30BaluMCh MEHBIIEH YacCTOTOM
BBICOKOI m onrtuMabHoi CK® (=90 mir/muH/1,73 Mz)i
14,25 n 22,26%, p<0,001. B 06eux rpymmax OOJIBIINH-
ctBO nauueHToB ¢ CK® <60 mu/mun/1,73 M XapakTepu-
30BaJIOCh YMEPEHHO CHIKEHHOW M CYIIECTBEHHO CHU-
xeHHoit CK® (C3a-C36): 266 (90%) mauuenrtos ¢ CJ1
u 169 (93,4%) nauuentos 6e3 C/I.

Bbicokyio 1 ouyeHb BBICOKYI0O AY (A2 u A3) uaie
obHapyxuBanu y mamuentoB ¢ CI (n=285, 36,6%
u n=164, 28,1%) (tabn. 5). IIpomopLusi NaLKEeHTOB
C ONTHMMAJIbHOM WIM HE3HAYUTEIbHO IOBBIIIECHHON AY
(A/Kp <30 mr/T) B rpymire ¢ CJI 6pU1a 3HAUMMO MEHBIIIE
(63,41 171,92%, p<0,001), a ¢ 04eHb BLICOKOI1 aTbOYMM-
Hypueii (A3) — 6oabiie (7,32 u 2,40%, p<0,001). Cpenn
Bcex manneHToB ¢ A/Kp >30 Mr/T mmpeobramaay maim-
eHTBI ¢ BeicoKO# AY (80 u 91,5% B rpymnmax ¢ u 6e3 CJ1).

Cpenu mnanuentoB ¢ CJI, moaydaroliux Teparuio
MHCYJIMHOM, 110 CPAaBHEHUIO C MallieHTaMK 0e3 UHCYJIU-
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Ta6nuua 6
Pacnpenenenue naumeHnToB ¢ Al-C[l B 3aBucumocTu oT kKateropmii CK® n Ay
Craaus 3HayeHusa CK®P, Al A2 A3 Bcero
mi/MuH/1,73 M <30 mr/r 30-300 mr/r >300 mr/r n (%)
Ct >90 112 (19,18) 16 (2,74) 2(0,34) 130 (22,26)
c2 60-90 213 (36,47) 57 (9,76) 3(0,51) 273 (46,75)
C3a 45-60 69 (11,82) 50 (8,56) 4(0,68) 123 (21,06)
C36 30-45 23 (3,94) 23 (3,94) 0(0) 46 (7,88)
c4 15-30 2(0,34) 2(0,34) 2(0,34) 6(1,03)
c5 <15 1(0,17) 2(0,34) 3(0,51) 6(1,03)
Bcero, n (%) 420 (71,92) 150 (25,68) 14 (2,40) 584 (100)
Tabnuua 7
Pacnpenenenue naumeHToB ¢ Al+C/[], B 3aBucumocTu ot kateropuii CK® n AY
Craaus 3HayeHusa CK®P, Al A2 A3 Bcero,
MN/MUH/1,73 M <30 mr/r 30-300 mr/r >300 mr/r n (%)
Ct >90 83 (10,65) 24.(3,08) 4(0,51) 111 (14,25)
c2 60-90 275 (35,30) 82(10,53) 12 (1,54) 369 (47,37)
C3a 45-60 97 (12,45) 63 (8,09) 15(1,93) 175 (22,46)
C36 30-45 32 (4,11) 47 (6,03) 12 (1,54) 91 (11,68)
c4 15-30 7(0,90) 10(1,28) 13 (1,67) 30 (3,85)
c5 <15 0(0) 2(0,26) 1(0,13) 3(0,39)
Bcero, n (%) 494 (63,41) 228 (29,27) 57 (7,32) 779 (100)
HOTepaItny 4aire Berpedanoch cHinkeHne CK® <45 v/ 60
MuH/1,73 M (C306-C5) (18,4u 11,3%, p=0,0025) u oueHb
BeicoKast AY (9,4 u 4,85%, p=0,011). 50
Hammame xots O0v1 omHOro Mapkepa XBII (cHIkeHUS
CK® <60 mia/mun/1,73 Ve n/wm A/Kp >30 Mr/r) gare
BBISIBIISUIOCH Yy ManneHToB ¢ CII (n=421, 54,05% u n=259, 401
44.35%, p<0,001) (taba. 6, 7). ¥ mauuenrtoB ¢ CJI
10 cpaBHEHUIO ¢ manueHTamMu 0e3 CJI valne BBIABISIIN %30 4
cuuxenne CK® <60 mui/mun/1,73 M’ 6€3 TIOBBIIIEHHS]
A/Kp >30 mr/T (HEIIpOTeMHYPUIECKI BapraHT Hedpo- 20
natun) (n=136, 17,46% u n=95, 16,27%), n301upoBaH-
Hy1o (6e3 cHikeHuss CK®D <60 mn/mun/1,73 Mz) BBICO- 10 4
KyI0/0o4eHb BBRICOKYIO AY (n=122, 15,66% u n=78
13,35%), coueranme cHkennst CK® <60 mir/mMun/1,73 M 0
T 1

1 BBICOKOIi/04eHb BhicOKOi AY (n=163, 20,93% (38,7)
u n==86, 14,71%) (tabu. 6, 7, puc. 4).

ITpu onienke pactpeneneruss pCK® u A/Kp odoHapy-
KeHa 0Oojiee BBICOKAs PAaCIPOCTPAaHEHHOCTb BBICOKOI/
o4eHb BEICOKOI AY 110 Mepe cHimkeHust CK® (puc. 5).

YcranoBeHo, uTo cpeny nauneHToB ¢ CJI OblIa HImKe
IIPOIIOPLIMST JINII ¢ HU3KUM KOMOMHUPOBAHHBIM PHUCKOM
nporpeccupoBaHusi XDBIl U cepaedyHO-COCYAUCTHIX
ocnoxHaeHnnit (p=0,0021), HO BEIIIIE — ¢ OYCHb BHICOKUM
puckoM (p<0,001) (puc. 6). ITaunents: ¢ CJI, mosyyaio-
IIre MHCYJIMHOTEPAITHIO, TI0 CPAaBHEHMIO C TTaIlMCHTaMU
0c¢3 MHCYIWHOTEpAIlMM dYallle WMEIM OYeHBb BBICOKHUU
puck mporpeccupoBanust XBII u cepaeaHO-COCYIUCTHIX
ocioxHeHwit: 16,2 u 10,9%, p=0,025.

YCTaHOBIICHO, YTO Y MAIIMEHTOB C HAJTMYUEM MapKe-
poB XbBII Hanbosee 4acTo BCTpEUAIOLIUMUCS SIBJISTFOTCS
COYETAHUSI, COOTBETCTBYIOIINEC HAYaIbHBIM CTaTUSIM

AT-CI AT+CI

. CK® <60 mu/mun/1,73 m? u A/Kp >30 mr/t
[l Tosko A/Kp 230 mr/r

] Tossko CK® <60 mit/mut/1,73 m?

Puc. 4. Pacnpepnenenve mapkepos XBI1.

Cokpatenus: Ar-Cl — naumeHTbl C apTepuanbHoii runepToHuein 6e3 caxap-
Horo amabeta, Ar+CJ] — naumeHTbl C apTepuanbHO rMNePTOHNEN C CaxapHbIM
nnabetom.

XBII: C3aAl, C2A2 n C3aA2 kak y IalMeHTOB C, TaK
u 6e3 CII (puc. 7).

O6GcyxaeHue
XBII Bo Bcex cTpaHax MuUpa IIpUOOpETaeT XapakTep
HeMHMOEKIIMOHHON SIUIEMUM U  acCOUMUPYETCS
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Puc. 5. Mponopuus nauneHTos ¢ A/Kp >30 mr/r B 3aBucMMocTy oT kateropum CKo®.

60-89

45-59 30-44 <30

Kareropust CK®, ma/mun/1,73 m?

Cokpauwenus: Ar-C[l — naumeHTbl ¢ apTepuanbHoi runepToHnei 6e3 caxapHoro amadeta, AM+CL, — nauneHTbl ¢ apTepuanbHON TMNepTOHNEN C caxapHbiM ArabeToM.

AT-CII

6,5%

AT+CIT

13,6%

13,5% 452%

14,9%

26,4% 53.6%

26,3%

HHYPUST™™
Hawnbonee uacteie Al AJ'II:6YMA2 L A3
BapUaHTbI
C3aAl OnrtumaibHas ®
a. I UCHb
Bricokast
'HE3HAYUTEJIbHO| BbICOKas
C2A2 MOBBILICHHAST
C3aA2 <30 mr/r 30-300 mr/r >300 mr/r
. <3 mr/mmonsb |3-30 Mr/mMmoss| >30 Mr/MMoIb
_| €1 | Borcokast wmm ontumanbhast | >90 2,7/3,1 0,3/0,5
% E C2 | Hesnauurensho cuukena | 60-89 9,8/10,5 0,5/1,5
2
E Eﬁ C3a VMepeHHO CHIKEHa 45-59 11,8/12,5 8,6/8,1 0,7/1,9
% S| c36 CymectsenHo cHikena | 30-44 3,9/4,1 3,9/6,0 0/1,5
EE=S
Q E Cc4 Pe3Ko CHUXeHa 15-29 0,3/1,3 0,3/1,7
C5 | Moveunas nenocrarounocts| <15 0,3/0,3 0,5/0,1

[] Huskuii puck
|:| Bricokuii puck
Il Vvepennsit puck

[l Ouenn BhicoKuil prck

[] Huskuit puck
|:| Bricokuii pruck
Bl Yvepennbiii puck

[l Ouenn BrICOKMIL pricK

Bricokuii/oueHb
BBICOKUI pucK 28,5%

Bricokuii/oueHb
BbIcOKUI1 puck 20%

Puc. 6. KombrHVpoBaHHI pyck nporpeccuposanus XBIM 1 cepaeuHo-cocyamc-
TbIX OCNIOXHEHWUN.

CokpaweHnus: Ar-C[l — naumeHTbl C apTepuanbHoi runepToHuer 6e3 caxap-
Horo guabeta, Ar+CJl — nauueHTbl C apTepuanbHOR rMNepToHKER C caxapHbiM
vabeTom.

HE TOJIBKO ¢ HEeOJArOMPUSITHBIM ITOYEYHBIM ITPOTHO30M,
HO M CYIIECTBEHHBIM BO3pacTaHUEM CEPICTHO-COCYIHC-
Toro prucka. CepaeqHO-COCYINCTBIC OCTOXKHCHUS SIBIISI-
[OTCSL BeAylled MPUINHOW CMEPTH B 3TOM ITOMYJISIIVM.
CBoeBpeMeHHOE IPUMEHEHNE KapaIrnOHEe(DPOIIPOTESKTUB-

Puc. 7. Mponopuusi nauyeHToB ¢ pasnnyHbiMn kateropusam CK® u AY. JaHHble
npueefeHbl B npoueHTax: Ar-CA4/Ar+CA,

Mpumeyanue: ** — anbOymMuHypUs onpesensieTcs OTHOLLEHeEM anbbyMuH/kpea-
TUHUH B Pa30BOW (NPeanoYTUTENbHO yTpeHHeii)nopumn moun, CK® paccunTbiBa-
etcsi no popmyne CKD-EPI.

Cokpawenus: Ar-C[l — naumeHTbl C apTepuanbHOi runepToHnei 6e3 caxap-
Horo auabeta, Ar+CJ] — naumeHTbl C apTepuanbHO MMNepTOHUER C CaxapHbIM
nvnabeTom.

HBIX CTpaTeTHil CITOCOOHO YJIYYIIWTh IIPOTHO3 IMalldeH-
TOB, ITO3TOMY OC000€ 3HAauCHUE IIPHOOpETacT pPaHHSISI
muarHoctuka XbII.

JanHubsle o pacnpocTpaHeHHOCTM MapkepoB XBbBII
B POCCHICKO MOMYJISIIIAN B 1I€JIOM U Y TAallMeHTOB ¢ Al
n CJl orpaHMYeHHBIL. B OTeYeCcTBEHHOM HCCIICIOBAaHNT
DCCE-P® wusydeHa pacIpoCTpaHEHHOCTb HapyIICHUS
GYHKIMY MoYeK, ee cBsI3b ¢ Al 1 MeTabomIecKnuMu hak-
TOpaMu prcKa B ob1reit momyisinuu [12]. bonee BeIicokas
gactoTa cHIKeHHOI CK® oOHapyxXeHa y ITallieHTOB
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¢ AT, a takke y manueHToB ¢ AI' 1 C[12. OrpanndeHASIMU
HCCIenoBaHKs ObUIM BO3PACTHOM muaria3oH (25-64 ner),
OIMHOMOMEHTHBIN XapaKTep WMCCICIOBAaHUS W OTCYTCTBUE
Ka4eCTBEHHOTO WJIM KOJIMIECTBEHHOTO OIpeneicHus AY.
Ilo pesymbrataM WCCIeOOBAHUSI, BBITOJIHEHHOTO Cpedu
MMAIIMeHTOB TPYIOCIIOCOOHOTO Bo3pacTta KorxoMmeHcKoM
LI PB, ¢c xpoHndyeckuMn He He(DPOIOTUUECKNMU 3a0071eBa-
HUSIMH ¥ paHee He HaOJTIomaBIecsT He(hpoJIoroM, 4acToTa
XBII, nuarHoCTUpOBaHHAsl TOJBKO IO CHUXEHUIO
CK®_, oy <60 M1/MuH/1,73 M, cocTauia 16% y JIAIL
0e3 aHamHe3a CepAEYHO-COCYAUCTHIX 3a00JIeBaHUIA,
a 'y JIMII, CTPaIaloIINX CEpACIHO-COCYIUCTHIMUI 3a001eBa-
Husmu — 26% [13, 14].

Llenpro HAaCTOSIIECH TPOTPaMMBI OBLIO M3YYEHHE pac-
nmpocrpaHeHHOCTH cHIKeHHOIT CK® 1 BBICOKOIT/09eHB
BoicOKOit AY Kak mapkepoB XbBII y mamueHtoB ¢ Al
B 3aBUCUMOCTH OT Haymmumnsa CJI 2 Thma B peaIbHOM KITH-
HUYECKOI ITpaKTUKE.

I[To manHbBIM HalmoHAIBPHOTO WMCCICOOBAHUS 310-
poBba m mmTanus (National Health and Nutrition
Examination Survey, NHANES) pacnpocrpaHeHHOCTB
XBII (cragum 1-5) Bo B3poc:oit momysiuyu CIIA cocTa-
Buia B 2011-2015rr 14,8%. Hanbosee yacto BcTpeyanach
cranust 3 (6,6%). Okono 40% ¢ XBI1 umeror CI, 32% —
AI. B oO0mieif MOmyIsuuy pacrpocTpaHeHHOCTs A/Kp
>10 mr/t coctaBuna 32%, Bkitouast 8,5% malneHToB ¢ A/
Kp 30-300 mr/r u 1,4% — ¢ A/Kp >300 mr/r [15].

B xoropre NHANES 2011-2014rr Hanuunre XOTS OBl
onHoro Mmapkepa XbBII (cumxenus CK® <60 mi/
muH/1,73 M W A/Kp =30 mr/r) BBISBISIIOCH B 32,1
u 39,4% y muu ¢ CJ0 u AI, coorBeTcTBeHHO. [1pu aTOM,
ToibKO cHmxkenne CK® <60 mi/mun/1,73 M 3aperu-
ctpupoBano y 10,7 u 11,6%, tonsko A/Kp >30 mr/r —
y 18,7 u 14,4%, a coueranue 3tux MapkepoB XBII —
y 10,0 u 6,6% nauuenToB ¢ CJ1 u AL OCHOBHBIMU IIpe-
nukTopaMu XBII B mopsiike yMEHbIIEHUST 3HAYUMOCTUA
6bL1u Bospact >60 ner (OP 7,1, 95% AU 6,0-9,5), AT
(OP 4,1, 95% W 3,4-4,9), CI (OP 3,0, 95% AU 2,5-
3,7), cepaeuHo-cocyaucteie 3aboneBanus (OP 2.6, 95%
T 2,3-3,1), oxupenne (MMT >30 kr/m’) (OP 1,4, 95%
AN 1,2-1,7). Onsa camkennst CK® ocHoBHOe 3HAUCHHUE
umen Bospact >60 et (OP 83,0, 95% AU 45,6-151,1),
a g A/Kp =30 mr/r — AT (OP 5,1, 95% AU 3,9-6,6).
3anepuon ¢ 1999-2002 mo 2011-2014rT cpeau Maiie HTOB
¢ XBII u AI' mporiopuust MalMEHTOB, OCBEIOMJICHHBIX
00 AI, moayyaromux Tepanuio W MMEIOIIUX lieJIeBble
ypoBuu AJl, yBeamuwiack ¢ 8,0 mo 27,8% (p<0,001).
IMponopmus nanmenTos ¢ XbI1, CA u HbAlC <7% cyiue-
CTBEHHO He u3MeHmaach (32,8 u 42,9%, p=0,20) [15].

IIpoananusupoBaHbl gaHHble cKkpuHuHra Ha XBbBII,
BBITIOJITHCHHOTO B COOTBETCTBUY C MHUIIMATABOI MEKIIY-
HapomgHoro Hedporormaeckoro odmecrBa (ISN-KDDC
database), B 8 Koroprax o0IIIci ITOIMYJISIIINT 1 4 KOropTax
TIONYJISIIAY BBICOKOTO pHCKa B 12 cTpaHaX ¢ HU3KUM
U cpedHUM ypoBHeM noxonoB (banrnagein, bonuBus,
bochus u Iepuerosuna, Kuraii, Eruner, Ipy3us, Unnus,

Wpan, Monnosa, Monronusi, Henan, Hurepus). K momny-
JISIIIAM BBEICOKOTO PHICKA OTHOCHWJIM JIMI[ C PUCKOM WA
ycraHoBiIeHHBIM auarHo3oM XBII, AL, CI wm cep-
IEYHO-COCYIMCTHIMU 3a001eBaHuAMU. Y 75058 yuacTHU-
KoB m3MepeHo AJl, moiydeHbI 00pa3bl KpOBH M MOYH.
Y 85% mnanmeHTOB MOCTYIHBI JaHHBIE MO KPEaTMHUHY
CBIBOPOTKM ITOIIOJHHUTEIIPHO K TECT-TIOJIOCKaM Ha AY,
y 26% AY omnpeaeieHa KOJIMYECTBEHHO 10 OTHOLIECHUIO
A/Kp. PacnpocrpanenHocts XBI1 cocraBuia 14,3%
B o611eit monysstiiuu u 36,1% — B TIOMYJIALIMA BBICOKOTO
pucka. OcBegomiaeHHOCTh 0 XBII u cepaeuno-cocymuc-
ThIX (pakTOpax pucka Obuia HU3Koi (6 u 10% B oOueit
TIOMY/ISIIIUHY 1 TIOITYJISIIINI BEICOKOTO PHCKa), TaK Xe, KaK
U IIPOIOPLIKS [TALIMEHTOB, MOIy4YaBIINX jJedeHue [16].

B porpamme XPOHOT'PA® y natimenToB ¢ A" u CJ,
o cpaBHeHUIO ¢ marueHTamMu 6e3 CJI Jaie BBISBISIIN
Hanuue XoTs 661 ogHoro Mapkepa XBI1 (54,0 u 44,35%) ;
n3onupoBaHHoe cHikeHne CK® <60 mu/mun/1,73 M
(17,46 n 16,27%), uzonupoBaHHoe IoBbieHHEe A/Kp
>30 Mr/r (15,66 n 13,35%) u couetanue cHkeHuss CKP
U BBICOKOIi/0ueHb BoicoKOM AY (20,93 u 14,71%). Cpen-
HUi1 Bo3pacTt manueHToB ¢ AI' u CII coctaBui B HaCTOSI-
el mporpamme 63,8 roga, Takke Hab1I0aaIaCch BRICOKAS
YacToTa KOMOPOMIHEIX CepICcTHO-COCYIUCTRIX 3a00IeBa-
auit. B nccnegoBanum NHANES pacnipocTpaHeHHOCTD
XBII cocraBuna 58,7% y maumentroB ¢ CJI =65 ier,
25,7% — y mauuentoB <65 yet [17]. B ucciegoBaHumn
cpenyd MOXWIBIX Jui ctapine 60 jeT, o0paTUBLIMXCS
B TOPOACKYIO TTOIMKJIMHUKY I. MOCKBBI, M3ydajlach pac-
npocrpaHeHHOCTh XBII 1 oleHKa CBSI3U MOpaKeHUS
TOYeK ¢ BO3PacTOM M KapAMOBACKYJISIPHON MaTOJIIOTHCH.
Kpurepusimu XBII saBiasmmch TPOTEMHYPHUS W/WIA
MUKPOTEeMAaTypHsI B YTPeHHEH ITOPIIUY MOYH, NU3MECHEHHUE
CTPYKTYPHOT'O COCTOSTHUS TOYEK 10 TaHHBEIM Y3 U u/mmm
cumxenne CK® <60 mu/mun/1,73 M. Tlo pe3yJisTaTaM
ucciaenoBanust XBI1 auarnoctuposana 'y 57,9%, Han6o-
Jiee 4acTo BeTpevanuch 2 v 3a craguu (15,4 u 23,3%).
Yacrora u cranuu XbBII umMenu mnpsiMble accolMaliviv
¢ Bo3pacToM crapiie 60 yietT, HajauureM B aHamHe3e Al
CI2 u UBC (p<0,05 mrs Bcex mokaszateneit) [18].

I1pu obcnenoBanny 7174 6ombHbIX CI B 20 permoHax
P® akTuueckas paclpoCTpaHEHHOCTh IOpaxKeHUS
noyek npu CJHI2 cocrtaBuia 39,3%, perucrpupyeMass —
8,7%. IlaTonormyeckast SKCKpelus: aib0yMHHA C MOYOM
ycraHoBjeHa y 46,2% ¢ CI12. PactipocTpaHeHHOCT 3TOI0O
TOKa3aTeJIs CTAHOBMJIACH OOJIBIIE C YBEIIMICHUEM BO3pac-
Ta mauMeHToB, muteabHocTH CJI, a TakKe TIpHu HEYI0B-
JIETBOPUTEILHOM KOHTPOJIE YTIIIEBOTHOIO 0OMEHA 1 apTe-
pUaJIbHOTO JaBjieHus [4].

XBI1 y martmenToB ¢ CII MaHMbeCTUPYET CHIDKCHUEM
CK®, anp0yMUHYpHEH WIIM TeM U IpyruM BMecTe. Ecte-
CTBCHHAsI 2BOIONMSA AMA0CTUUECKON OO0JE3HM II0YEK
(ABIT) TpanuIMOHHO OMMCHIBAJIACH KaK MPOrpeccupoBa-
aue AY ¢ nocnenyromuM cHimkeHeM CK® [19]. OnHako
B TEUCHME TIOCJICTHUX IBYX IECITUICTUI IIPEICTaBICHUS
o pazsutum JBIl cymecrBenHo m3meHwtmch [20, 21].
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Tak, cHmkenne CK® wgacto mpemmectsyeT AY [22],
Hepenko BcTpedaeTcs cHikeHne CK® 6e3 AY [23], a AY
MOXET OBITh TPAaH3UTOPHOW mim obpatmmoit. C Tede-
HUEM BpeMeHUM W3MeHuIach Tepanuss C: yaydmmics
KOHTpPOJIb TTuKeMuu, AJl, dallle CTaayd MCITOJIb30BaThCS
0JIOKATOPHI PEHUH-aHTUOTCH3MH-aTbI0CTEPOHOBOI CHC-
TeMbI, CTaTUHBHI [1].

IMpuuwHBl pa3Butus maronorun nodek mpu CJI pas-
HooOpa3HHI. [1o mTaHHBIM MCCICIOBAHWI, MPOBEICHHBIX
B ®I'BY BHI, npmumuamu XBI1 y mammentoB ¢ CJI
ObLIu nuabeTndeckas HedponaTus B 45% citydaes, Ullie-
MmuIecKas HedpomnaTus (CTCHO3 TTOYCIHBIX apTepuil) —
B 30%, runeproHuyeckas Hedpomnatus (IIopaxeHHe
TKaHu noyek BcieactBue Al — B 20%, Tokcumueckoe
MMOpaxkeHNE II0YeK BCICACTBHE BO3ICHCTBUS JIEKAPCTB
WA KOHTPACTHBIX IIpernapatroB — B 15%, MoueBas
nHpexkunsa — B 60% [24].

V¥ 6251 B3pocnsix ¢ C/I, B 4 koroprax NHANES pac-
npoctpaHeHHocTh I BII, onpenenseMoil Kak MepcUcTU-
pyomasg AY, coxpansiomeecs: cHikeHne CK®, wmm
" TO, W npyroe, 3a mepuon ¢ 1988-1994 mo 2009-2014r
CYILIECTBEHHO He m3MeHuaach (ot 28,4 no 26,2%; oTHO-
meHue pacrnpocrpanennoctn OP 0,95, 95% AU 0,86-
1,06, cKOPpeKTUPOBAHO 10 II0JIy, BO3PACTy, pace, 3THU-
yeckoi mpmHamiexHoct, p=0,39). OmHako pacIpo-
CcTpaH€HHOCTb AY 3a 3TOT mepuojn cHu3wmiach ot 20,8
mo 15,9% (OP 0,76, 95% AU 0,65-0,89, p<0,001 mrs
TpeHa), a pacrpocTpaHeHHOCTh cHIDkeHHOI CK® yBe-
nrumiaack ot 9,2 no 14,1% (OP 1,61, 95% AW 1,33-1,95,
p<0,001 mrsg Tperma). CHIDKEHHE PacIpOCTPAaHEHHOCTH
AY Ha0/110[aJ10Ch TOJBKO Y IMAlMEHTOB MJjaaile 65 et
u OeJloif pacel, B TO BpeMsI KaK BIMSIHUS BO3pacTa WJId
pachl Ha pacnpocTpaHeHHOCTH CcHIKeHHo CK@®
He BBISIBIIEHO [25].

CoBpeMeHHBIC HAaIMOHAJIBHBIC M MEXKIYHAPOITHBIC
PYKOBOJICTBA MPEAIIOIATraloT eXeroJHOe KOJTMICCTBEH-
Hoe ompenenenne AK m pacguer CK® y mammeHTOB
c Cl [2, 26].

OrpaHm4cHHEM TAHHOW IIPOTpaMMBI SIBISICTCSA €€
nornepeyHbIit xapakrep. OueHka MmapkepoB XBII, ocHo-
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3aoveHne

* V¥V nanuentoB ¢ CJ mo cpaBHEHHUIO C IALlMEH-
tamu 0e3 CJI yame BoisgBisioch cHkeHne CK® <60
wir/mus/1,73 M (38 u 31%), <45 mu/mun/1,73 M
(C36-C5) (15,92 1 9,94%) n <30 mn/mMun/1,73 M (C4-
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+ Kak y mammenTos ¢, Tak u 6e3 C/I Hamboiree 9acTo
BcTpeuaroTcs couetanus MapkepoB XBI1, cooTBeTcTBYIO-
mue HadanbHeIM cTagusaM XBIT: C3aAl, C2A2 u C3aA2.
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NOJIOXXUTEJIbHBIE KIMHUYECKUE 3DDEKTbI M-XOJIMHOJIMTUKA MPU UANOMATUYECKOW

APTEPUAJIbHOW TMMNOTEH3UUN

baes B. M., AradpoHosa T. 0.

Llenb. M3yuutb BAMSIHME M-XONMHONMUTMKA Ha KPOBOOOPALLEHUE, YMCTBEHHbIE
paboToCnoCco6HOCTL M YTOMASEMOCTb, CAMOYYBCTBME Y MOMOAbLIX XEHLLWH C MANO-
naT14ecKoi apTepuanbHON TMNOTEH3NEN.

Martepuan n metoabl. O6bekT nccnenoBanus — 20 xeHwuH ¢ AT (CAL 98 mm
PT.CT. ¥ MeHee) B Bo3pacTe oT 19 fo 32 net. MpeameT nccnefoBaHUs — napameTpbl
KpoBoobpatueHus (CAL, OAL, YCC), ymcTBeHHas TPyAOCNOCOOHOCTb M yToMAse-
MocTb Mo MeToay E. Kraepelin, oueHka camo4yBCTBUSA. B kavecTBe akCnepumeH-
TanbHOro npenapara NPUMEHSIM OAHOKPATHLIA KOHTPONMpYeMblid npuem 1 Tab-
neTku.

Pesynbratbl. Hepes 14 nocne 04HOKPATHOro Nprema npenapara BbIBIEHO NOBbI-
weHve CAL ¢ 94 (92-96) mm pt.cT. o 108 (106-112) MM pT.cT., a Takke JAL n YCC
(npu p<0,05); yBennyeHme BbINONHEHHbIX CNOXEHWI Ha 26% (p<0,01); ynyyweHune
CYObEKTVBHOIO CaMOYyBCTBUS — Y 45% XeHLMH. Yepes 24 4 Ha ynyulleHue cyob-
€KTWBHOro CamouyBCTBUS ykasanu 85%.

3aknioyeHue. py nanonaTnHeckoi aptTepuanbHON rMNOTOHUM Y MONOABIX XeH-
LUMH OLHOKPATHbIA MPUEM M-XONMHONUTMKA UMEET CNefyloLme MOSOXUTENbHbIE
addekTbl: nosbilwerve CAL, JAL v ymcTBeHHOM paboTocnocobHocTy (Yepesd 1 4)
1 ynyyueHne camodyBCTBMA (Yeped 14 1 yepes 24 4).

Poccuiickuii kapauonoruyeckuia xxypnan 2018, 2 (154): 102-106
http://dx.doi.org/10.15829/1560-4071-2018-2-102-106
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POSITIVE CLINICAL EFFECTS OF AN M-CHOLINOLYTIC IN IDIOPATHIC ARTERIAL HYPOTENSION

Baev V.M., Agafonova T.Yu.

Aim. Evaluation of an m-cholinolytic influence on blood circulation, mental
performance and fatigability, self-feeling in young women with idiopathic arterial
hypotension (IAH).

Material and methods. The study object were 20 females with IAH defined as
systolic BP <98 mmHg, age 19-32 y.o. The study subject — circulation parameters
(SBP, DBP, HR), mental performance and fatigability by E. Kraepelin, self-rate of
health (self-feeling). Experimental drug was taken once as one pill.

Results. In 1 hour post one dosage of the drug, there was SBP increase from 94
(92-96) mmHg to 108 (106-112) mmHg, and DBP and HR (p<0,05); increase of
summations performed by 26% (p<0,01); improvement of self-feeling — in 45% of
participants. In 24 h, 85% reported improvement of self-feeling.

Wnauonatuueckasi aprepuasibHasi rumnoteHsus (MAID)
He SBIIIeTCS PeIKuM 3abosieBaHueM M BcTpedaercs v 7%
MOJIOIBIX SKCHIIMH, COYETACTCS C MHOTOYMCIICHHBIMU JKaJIO-
6aMM ¥ HAJTMIKMEM CTPYKTYPHO-(YHKIIMOHAIBHBIX N3MEHE-
HUI cepeyHO-COoCyarCToM cuctemsl [1]. PaHee ObLio moka-
3aHO, 4To nipu MAT" nmeroTcst Kak KOTHUTUBHbBIE Te(OUILIUTHI
[2], TaK ¥ TPYOHOCTH amalTAllM B TTIOBCETHCBHOMN XKM3HU
[1], uyTO sIBNISIETCSI 3HAYMMOM COLIMAILHOM ITPOOIEeMOM ISt
Moonbix skeHIIMH. B CeBepHoit AMeprKe W 3aItamHon
EBporre xpoHMUecKass apTepralbHasi TUIIOTCH3MS Y Bpadcit
aCCOLIMMPYETCST C OPTOCTATUIECKOM TUITOTEH3MEH, TIPOTHO3
KOTOPOI1 XOPOIIIO M3ydeH, ITo3ToMy TarmeHToB ¢ MAI negar
TaK ke, KakK IMAalMEeHTOB ¢ OPTOCTATUICCKOI TUITOTCH3MUEIHA.
B ocHOBHOM, JIeueHIE KacaeTcsl M3MEHEHMST 00pa3a X3H!
W IVCTHI, a TIPY BEIPAXKCHHBIX CUMIITOMAX TUTTOTCH3MH TIPH-
MEHSIIOT MEIMKAMEHTO3HYIO TePAIHIO — ajTb(ha-anpeHOCTH-

Conclusion. In idiopathic arterial hypotension in young women one dosage of the
m-cholinolytic shown the following positive effects: increase of SBP, DBP and
mental performance (in 1 h) and improvement of self-feeling (in 1 h and 24 h).

Russ J Cardiol 2018, 2 (154): 102-106
http://dx.doi.org/10.15829/1560-4071-2018-2-102-106

Key words: cardiology, idiopathic arterial hypotension, m-cholinolytic.

E.A. Wagner Perm State Medical University of the Ministry of Health, Perm, Russia.

MYJISITOPBI (MUIOIPWH, STHISMPUH 1 T.1I.) © MUHEPAJIOKOP-
TUKOUBI ((hIyIpOKOPTH30H) [3].

M3BecTHO, 4TO B reHe3e apTepuaJbHON TMITIOTEH3UU
Y MOJIOABIX JIIOJIE UMEET BeAyllee 3HaYeHUe NUCHYHK-
1S aBTOHOMHOI HEpBHOU CUCTEMbI B BUE Mpeobana-
HUS aKTUBHOCTHY MapacMMMNaTUYECKOTO OTaea B coueTa-
HUW C THIIepOKCHUAa3oTeMueit [4], 9To HampsiMyio ¢dop-
MUpyeT 3(PdEKTHI CepAeYHO-COCYIUCTON CUCTEMBI MpPU
runoTeH3uu [5]. UmeroTcs pe3ysibTaTbl HEMHOTOUMCIIEH-
HBIX UCCJIEIOBAHUI O MOJOXUTEIbHOM OTBITE UCTOJIb30-
BaHUS M-XOJWHOJUTUKA aTPOIIMHA MPU JIECYEHUU OCTPOI
apTepuaJbHON TUIIOTEH3UM B YCIOBUSIX peaHUMMAlIUMU
¥ MHTEHCUBHOI Teparuiu [6]. DKCTpaKT KpacaBKM I'yCTOM
B cOCTaBe TabJIETOK SIBJISIETCSI HECEJIEKTUBHBIM 0JIOKATO-
poM mepudepUIECKIX M-XOJIMHOPEIIEITOPOB (aHTHXO-
JIMHEPTUIECKUI IIperapaT), KOTOPHI OOBITHO UCTIONB3Y-
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eTcsl B KIMHUYECKON MPaKTUKe, OAHAKO O IIPUMEHEHUN
M-XOJUHOJUTUKOB I1pu MAT u3BecTHO MaJio.

Lenblo wuccienoBaHus ObUIO UM3YUYUTh BIUSHUE
M-XOJIMHOJIUTHKA Ha KpOBOOOpaIllcHNE, YMCTBCHHEIC
paboOTOCIIOCOOHOCTh M YTOMIISIEMOCTh, CaMOYYBCTBHUE
y MOJIOIBIX XeHIIuH ¢ UAT.

MaTtepuan u metogbl

O6bekT uccnemoanust — 20 xenmmH ¢ MAT B Bo3pacte
otr 19 no 32 net. IlpemMer MccaemoOBaHUSI — TapaMeTPhI
KpPOBOOOpaIleH!sI, YMCTBEHHasI TPYIOCIIOCOOHOCTH
1 YTOMJISIEMOCTD, OIICHKAa CaMOYYBCTBHSL. THIT MCCIiemoBa-
HUST — TWHAMIYECKMI ¢ 9KcrepuMeHToM. [lepron mccme-
JIOBAHUSI OKTSIOPh-AeKaoph 2017t MccnenoBaHne mpoBoay-
JTIOCh Ha 0a3e MOMMKIMHUKY YHUBepCcUTeTa (TJIaBHBIA Bpad
mpodeccop OmmHa A.A.). O6CiIenoBaHre TPOBOAWIOCH
B paMKaX IIaHOBOTO METUIIMHCKOTO OCMOTPA IO IOIYCKY
K 3aHATUSIM (PU3NICCKON KYJIBTYPHI CTYICHTOB, MHTEPHOB,
opauHatopoB U acrnupaHToB. Kputepuem WAL cuurtanu
YPOBEHB CHCTOJIMIECKOTO apTepranbHOro nasieHus (CAJL)
<98 MM PT.CT. [2], OTCYTCTBME IPUUMHBI TUITOTeH3UH. Hop-
MaJTbHBIMH 3HaYeHUSIMHA 1T CAJl ObUT TIPHHST AUAIla30H
120-129 MM PT.CT., IS OUACTOIMYECKOTO apTepUAIBEHOTO
masineHnst (JAL) — 80-84 MM pr.ct. [7]. Kputepuu mckimo-
YEHUSI: CUMIITOMATUYCCKIE apTepUaTbHBIC THUITOTCH3UH,
aHEMWH, TUCIUIA3UU COSAMHUTEILHOI TKAaH! B BUIE CUHI-
poma Mapdana, Direpca-JlaHao 1 HeCOBEPIIIEHHOTO OCTE0-
TeHe3a, HaJMIMe OHKOJIOTMYECKMX 3a00JIeBaHMIiI, caxap-
HOro amabeTa, OXWpEHUs 2 CTEIleHW 1 Oollee, a TaKKe
TMIIOTUPEO3, HANTIOUYCUHNKOBAsI HEIOCTaTOYHOCTD, KOJIIa-
T€HO3bI, BPOXICHHEBIC 3a00JIcBaHUS CepAlla U COCYIOB,
OIIepHPOBAHHOE Cepalle, OepeMEHHOCTh B JIIOOOM CpOKE,
HapKOMaHUsI, OCTpble WHMEKIIMOHHBIC 3a00JIeBaHMS
Ha MOMEHT HCCJICIOBaHUsI, TJIayKoMa 1 HEIIepEHOCUMOCTD
XOJIMHOJIUTUICCKIX TIPEITapaToB B aHAMHE3E.

Kpurepnyt BKIIIOUEHWSI M WUCKITIOUCHUS TIPUMCHSIIN
MPU OCMOTPE KEHIIIWH BpadyaMy CIEeIUAINCTAMU IO~
KIMHAKW: TepaIlleBTOM, HEBPOJIOTOM, SHIOKPHUHOJIOTOM,
TMHEKOJIOTOM, O(TaIbMOJIOTOM, XUPYPIOM, IEPMAaTOJIO-
TOM, TpaBMAaTOJOTOM-opToItenoM. I[lalimeHTaM BEITION-
HEHBI JOMOJTHUTEILHBIC METONBI MCCICIOBAHUS — M3ME-
peHme Beca, pocTa, aHaJIU3bl KPOBU, MOYH, 3JICKTPOKAp-
nmrorpadus, sxokapauorpadus, peHTreHorpadh st OpraHOB
TPYOHON KJICTKM. 3a JIBa Yaca OO0 Hayaja MCCIICTOBAaHMS
M B TeUeHHE | 9 ITociIe Havdaia SKCIIEPMMEHTA TallMeHTHI
HE YITOTPEOJISUIH TIHUIITY U XXUIKOCTH, B TOM YHMCJIC TOHN3H-
pYIoIye HATTMTKA W SHEPTEeTUKM, He KYPYIIN TabaK, YTOOBI
OBLTO OCHOBHBIM TPeOOBaHMEM K MCCIICTYEMBIM.

B xadecTBe 3KCIIEpUMEHTAIBEHOTO IIpelrapaTa IpruMe-
HSUTM OMTHOKPATHBIM KOHTPOJIMPYEMbIi IprieM 1 TabieTKu
M-XOJIMHOJIUTHKA. 1 TabJieTKa COOCPXKUT SKCTpaKTa Kpa-
caBku Tyctoro 0,01 T m Harpusa rumpokapbonara 0,3 &
Kimunnueckne apdexThl mpenapaTa OLeHUBAIN MO TWHA-
muke: CAIl, IAJL, uncia cepmeurbix cokparieHuii (HCC);
YMCTBEHHOM pabOTOCTIOCOOHOCTH M YMCTBCHHOM YTOMIISI-
€MOCTH; CAaMOUYBCTBHSI.

Ta6nuua 1
XapakrepucTtuka naumeHToB ¢ UAT, (n=20)

MapameTp Megnuana,

(25%-75%)
Boaspacr, net 21(20-22)
PocT, cm 163 (157-166)
Bec, kr 51 (48-56)
CAL, mm pr.CT. 94 (92-96)
JAL, MM pT.CT. 65 (62-67)
YCC, B MUH 68 (63-75)

ApTepuanbHOe JaBJIeHNE N3MepsIn Tmocie 10-MuHyT-
HOTO OTHOBIXa, Ha IIPaBOM IUIcYe B TIOJIOKCHUU CHUIS
(TIpenruIedybe Ha CTOJIE) OBAaXKIOBI: MCXOOHO, OO IIpHeMa
M-XOJIMHOJINTHKA, X TIOBTOPHO, Yepe3 1 U mocire mprema
npenapara. Mcnons3oBanm ToHOMeTp A&D UA-777
(AGD Company Ltd., dmonus, 2012). XapakrepucTruka
M3y4aeMbIX IMAIlMeHTOB TIpeACTaBIcHa B TaommIie 1.

W3zyyanu B iuHamMuKke (MCXOAHO U yepe3 1 4 rmoce npu-
€Ma) YMCTBEHHBIE pabOTOCIIOCOOHOCTh M YTOMIISIEMOCTD
C TIOMOIIBIO TICUXO3MOLIMOHATBHOW Harpyzku ([TOH)
no Mmetony E. Kraepelin [8]. Mcionb3oBany crieniaaibHO
pa3paboTaHHYIO aBTOpaMU aHKETY, YUYUTHIBAIOIIYIO CaMO-
qyBCTBHE Yepe3 1 4 1 uepes 24 9 Tociie mpreMa Iperiapara.

OO6crenoBaHHBIC JIMIIA JAIW ITMCBEMEHHOE COTIJIache
Ha yJacThe B HACTOSIIIEM HCCaenoBaHUU. [lmaH n mm3aiiH
MCCAEeIOBAaHUSI OOOpeH 3TUYecKuM KomureroMm [II'MY
(mpotokonm Ne 9 ot 27.10.2017r). CraTucTrdecKuii aHaU3
MPOBOIWJICS C IIOMOILIBIO TIporpamMmel  “Statistica 6.17.
Hcnonp3oBanm HemapaMeTpIIEeCcKYIO CTATACTHKY: IS CpaB-
HEHMSI KOJIMIeCTBEHHBIX ITapaMeTPOB OXHOI TPYIIIIEI B THA-
MIKE VCIIONB30BaJI KpuTeprii Wilcoxon, cpaBHEHME JOJIEH
BBITIOJTHSTIV C TIOMOIIIBIO TaOJIHII COMTPSTKEHHOCTH.

Pesynbrathbl

HccnenoBaHue reMOAMHAMUKU B IEPHOJ DKCIIEPH-
MEHTa BBISIBUIIO, YTO Y ITOAABJISIOLIETO YMCIa TALIMEHTOB
mnocje nprema 1 TabaeTKy M-XOJMHOJUTUKA OTMEYAeTCsI
yiIydllleHUe IMapaMeTpPOB reMOAMHAMUKU B BUIE YBEJIM-
yeausa CA, JAI un YCC (tab6m. 2). Yepes wac mocie
mnpueMa M-XOJUHOJuTHKA mnoBbieHne CAJl 3adukcu-
poBaHo y 18 manmenToB (90%). Cyuaes camkernss CALL
He O0b110. CouetanHoe ToBwiieHe CAJI, JA n YCC
otMeueHo y 16 marmeHToB (80%). Cuuxenue 1A/l BbIsB-
JIeHO y 2 manmeHToB, ypexkeane YCC — y 3 manumeHToB.

CpaBHUTEIBHBIN aHAIN3 pe3yIbTaToB Ipoosl ¢ [IDH
J0 1 4epe3 1 4 rmociie mprueMa M-XOJIMHOJIUTHKA IT0Ka3al,
qTO MalMeHTaMU UCXOIHO ObUIO BhImoaHEHO 2201 cio-
JKEHMe, a IIociie mpuema jJekapersa — 2769. TakuMm obpa-
30M, yBeinuueHue coctaBwio 26% (p<0,01). OTmeuyeHo
yBeJIMUEHME YMC/Ia PeleHHbIX 3afay Kak 3a mepsblie 20
cek Ha 29% (c 268 mo 345) (p<0,01), Tak ¥ 3a TIOCJeTHNAE
20 cex — Ha 33% (c 278 mo 370) (p<0,01).

PesynbraThl CpaBHEHUS MapaMeTPOB YMCTBEHHOM
paboOTOCIIOCOOHOCTH 1 YTOMIISIEMOCTH B IMHAMUKE ITIPEI -
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Tabnuua 2
Moka3sarenu kpoBooOpalueHua nauneHTos ¢ UAT
0o 1 yepe3 14 nocne npuema M-XOJIMHONNTUKA, (n=20)

MapameTp WcxopHo Mocne npuema P
Megauana (25%-75%)
CAL, MM pT.CT. 94 (92-96) 108 (106-112) 0,0001
JAL, MM pT.CT. 65 (62-67) 73 (68-77) 0,0004
YCC, B MUH 68 (63-75) 72 (66-76) 0,043
MpumeyaHue: p — JOCTOBEPHOCTb Pa3nnuus.
Tabnuua 3

Mpo6a ¢ NncMxo3aMoLMOHaNbHOI Harpy3Kkoi Ao
uyepe3 14 nocne npuema M-XONIMHONNTUKA, (N=20)

MapameTp McxoagHo Mocne npuema P
MegauaHa, (25%-75%)
BbINONHEHO CNOXEHUI 106 (95-119) 139 (131-149) 0,0002
CroenaHo owmnbok 2(1-3) 1(0-2) 0,07
YMCTBEHHast paboToCNoco6HOCTL
— KonnyecTBeHHas oueHka 0,57 (0,51-0,65) 0,76 (0,71-0,81)  0,0003
— KA4YeCTBEHHAs OLLEHKA 0,01(0,01-0,02) 0,01(0,00-0,02) -
YMCTBEHHas! yTOMASIEMOCTb
— KonnyecTBeHHas oueHka 1,00 (0,93-1,17) 1,16 (1,04-1,24) 0,12
— Ka4yecTBEeHHasi OL,eHKa 0,00 (0,00-0,00) 0,00 (0,00-0,00) -
MpumMeuaHune: p — 4OCTOBEPHOCTb PA3INYUSA.
Ta6nuua 4

KonuyectBo owmbok y naumeHntos ¢ UAT go
uyepe3 14 nocne npuema M-XOJIMHONNTUKA, (N=20)

MapameTp McxogHo  MMocne npuema P
A6C.

Yucno owmnbok 3a nepsble 20 cek MOH 6 5 0,6

Yucno owmbok 3a nocnegHue 20 cek MOH 3 3 1,0

MpumeyaHue: p — AOCTOBEPHOCTb PA3NNYUS.

TaGnuua 5
L0111 XEHLUNH, COBePLUMBLUMNX OLUMOKK A0
uyepe3 1 4 nocne npuema M-XONIMHONUTUKA, (n=20)

MapameTp McxogHo  Tocne npuema P
Ab6e., (%)

KonnyecTBo XeHLUMH, COBEPLUMBLUINX 17 (85%) 14 (70%) 0,015

owmnoku 3a Bce Bpems MIH

KonnyecTBo XeHLLH, COBEPLLMBLLINX 3(15%)  4(20%) 0,009

owwmbku 3a nepsble 20 cek MIH

KonnyecTBo XeHLUMH, COBEPLUMBLUNX 3(15%) 2(10%) 0,001

3a nocnenHue 20 cex M3H

MpumMeyaHune: p — JOCTOBEPHOCTb PA3INYUS.

craBieHBI B Tabnmie 3. M3-3a Mayoro KoiaWdecTBa
BBITIOJIHCHHBIX OIMMOOK HE YIAJIOCh ITOJYIMTH KadecT-
BEHHYIO OIICHKY pab0OTOCIIOCOOHOCTH 1 YTOMJISIEMOCTH.
ITocne mpmema M-XOJIMHONUTHKA 3a(pUKCHPOBAH
MOCTOBEPHBI POCT YHCIIA BBIIMOJIHEHHBIX CIOXCHMUIA,
a TaKKe IOCTOBEPHBIN MMPUPOCT YMCTBEHHOM pabOTOCTIO-

coOHOCTH 6e3 ToBbIIIeHUs yToMsseMocTu. Heobxoaumo
OTMETUTH, 4TO 2 TAIMEeHTA TIOCIIe TpreMa M-XOJIUHOJM -
THUKA PEIIIA MEHbIIIE 3a/1a4, YeM JIO €TO IpremMa.

Obmee unciao ommoboK 3a nepuo BeimonHeHus [TOH
y xeHIuH ¢ MAI mo mpuema mperapara 0b110 45, mocie
TpreMa JTOCTOBEPHO MeHbIle — 37, 4TO COCTaBWIO pa3-
Huuy B 17% (p<0,001). OnHako 4KcI0 OLIMOOK 3a mep-
BBIE ¥ 32 TTocyieaHre 20 ceK TPoOBl HE M3MEHWIOCH TIOCTIe
WCITOIb30BaHMUS TIperapara (Taoir. 4).

Bmecte ¢ Tem 4 manmeHTa mocie TipuemMa Ipernapara
COBEPIIIN OOJTBIIIE OITMOOK, YeM UCXOTHO.

[Mprem M-XONMMHOIUTHAKA TIPUBOAUT K YMEHBIIICHUIO
Yypcia XeHIIVH, BeImoaHuBmux [IOH ¢ ommbkamu. Dra
JWHAMUKa XapakTepHa HE TOJMbKO ISl OOIEro Koamde-
CTBa OIIMOAIOIINXCS XEHIIUH, HO IJIST TeX, KTO Ommocs
3a TiepBEIe U TTocieaHne 20 cek mMpoos! (Taoir. 5).

AHanm3 pe3yJIbTaTOB aHKETUPOBAHUS TT0 M3MEHEHUIO
CYOBEKTMBHOTO CAMOUYYBCTBUS TIOCTIE TIPHeMa M-XOJIMHO-
JIUTUKA TIOKA3aJI, YTO MpeTnapaT CrocoOeH yIydIiaTh CaMo-
yyBcTBUE Mojofbix xeHnH ¢ WUAIL UYepes 1 u mocie
TpreMa M-XOJIMHOJINTHAKA TAIMEHThl OTMETWIIN YITydIlie-
HUe caMouyBCTBUSI (9 marmeHTOB, 45%): TOsIBIeHUE
0OIPOCTU M DHEPTUIHOCTHU, CYOBEKTUBHOTO TTOBBIIIEHUS
pabOTOCTIOCOOHOCTH, YITyUIIIEeHHS YMCTBEHHBIX CIIOCO0-
HOCTE! ¥ KOHLIEHTPAIINY BHUMAHUS, yITy4IIIeHUST HACTPO-
EHMS. YXyIlleHHe caMO4yBCTBUsS otMetwian 6 (30%)
MaIVeHTOB B BUIE: YCWICHUS CepAlleOneHus, mepeboen
u 0oJIeil B cepiile, MOSIBIICHUsI TPEBOXHOCTU M BOJTHEHUS,
KOTOpbIE TIPOIOIIKATMCh He Oosee 2 4. He 3ameTwm pas-
HUIBI B CAMOYYBCTBMU 7 MMaLneHToB (35%).

[MpoBeneHHOE HAMY TOBTOPHOE aHKETUPOBAHUE TTAITH -
€HTOB uepe3 24 4 mocie TpueMa Tperapara MmoKas3ao:
YAydIlIeHUe CaMOYYBCTBUST 3aMKCUPOBaHO y 17 maimeH-
TOoB (85%), KOTOpPOE XapaKTepH30BaJOCh YMEHBIICHUEM
35I0KOCTH PYK M HOT, yBEeJIMYEHNEM PabOTOCTIOCOOHOCTH
¥ BHUMAaHUS, YIy4dIlIeHUEM HACTPOEHUsI, TIPUITUBOM CHIT,
YMEHbBIIIEHNEM CJIA00CTH, YIYJIIEHUEM CHA U JIETKOCTHIO
MpoOyKAEHUS MOCJIe CHA, OTKA30M OT yIoTpeOaeHus1 Kode
yrpoM. Ha yxymireHne caModyBCTBYSI, B HEKOTOPBIX CITy-
Yasx HapsIIy C YIIYYIIEHUEM, TTOXATOBATNCH 2 TIAITUEHTKY
(10%), KoTopble OTMETWJIM TOSIBJIEHUE CYXOCTH BO DTV,
TIPOIIIEAIIEH TIOCTIe HECKOJIBKUX TJIIOTKOB BOJBI; HE 3aMe-
TUJIM Pa3HMIIbI B CAMOYYBCTBUM 3 mauneHTKH (15%).

O6cyxaeHue

Ucnons3oBanue aAIp€HOMMMETHUKOB B JICHCHUIN CUMII-
TOMOB T'MITIOTOHHUU OCHOBAHO HAa JAHHbBIX O BET€TAaTUBHOM
Z[I/IC6.’:UI&HC€, 06YCJ'[0BI[€HHOM Hp€O6J'Ia,£[aHI/ICM ImapacuM-
aTU4ecKoil aKkTUBHOCTU aBTOHOMHOM HepBHOVI CUCTEMBI.
Bt TonbITKM (He 0e3yCIIeIIHO) MCITOIh30BaTh aKTHUBa-
100%010] CHMHaTOa,E[peHaIIOBOfI CUCTEMBI C ITOMOIIIBIO CUMIIa-
TOMUMETHKOB (MUOOAPWH, 3TWIePUH U T.O.) B BUIC
ocTporo sKkcrnepumenTa [9]. I[Ipu 3TOM, OTMEUCHO ITOBBI-
HICHUE YPOBHA apTCPpUATIBbHOIO OABJICHHUA, YCKOPCHHC
OKCTPAKPAaHUAJIIbHOI'O KPOBOTOKA M JAKE€ YIYYIICHUE KOT-
HUTUBHBIX TECTOB (ITaMsITh M BHUMaHUe). Hapsamy ¢ yua-
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IIEHMEM YaCTOTHI CepHCYHBIX COKpAIleHMI 3a(pUKCHUPO-
BaHO MaleHME COKPATHTEIbHONM (DYHKIMHU CEpIIia, YTO
VKa3bIBAJI0O Ha OECIIepCIIEKTUBHOCTD MX MCITOJIb30BAaHUS
B wmrteabHoM JedeHnu MAT [9]. Daktrueckue pe3yib-
TaThl 3TUX HCCIICHOBAHMI YKa3bIBAIOT, YTO BO3MOXHO
KpaTKOBPEMEHHOE IIPUMEHEHUE aapeHOCTUMYJISITOPOB,
HO JUITNTEIHHOE MCITOIh30BaHME MOXET IIPUBECTH K UCTO-
IeHMI0 (PYHKIMOHUPOBAHUSI aBTOHOMHOM HEPBHOM CHC-
TEMBI 1 TSDKEJTBIM TIOCIICACTBHAM JIJIST OpTaHM3Ma.

B Hamem wucciieqoBaHMM MBI IPAKTHYECKM Y BCEX
nauveHToB ¢ AT 3aduKcupoBaiy TIAaBHBIN ITOJTOXKU-
TEIbHBIN 3(D(HEKT M-XOIMHOJIUTHKA JOCTOBEPHOE YBEIIH -
YyeHNE IapaMeTPOB TeMOIWMHAMUKM, IaXe C YIECTOM
OIHOKPATHOI, HEOOJIBIION 036l M-XOJIUHOJINTHKA, XOTS
MaHHAas 103a JOCTAaTOYHO Malia IS BRIPAKEHHOTO KIIV-
Huueckoro addexkra U He obaagana KyMyasiluen.

JrarHoCTIPOBaHHBIN HAMM TTOJIOKUTEIBHBIN KIMHM-
yecKui 3P @eKT 1mocie yrmoTpedaeHNs M-XOIMHOINTHKA
npu HMAI ykasblBaeT Ha CTHUMYJISLMIO KOTHUTHBHBIX
¢yHKIMIT, KOTOpast 00yCIOBIeHA, KaK MBI IIPEIITOIaracm,
YBEJIMYCHNEM MO3TOBOTO KPOBOTOKA, KOTOPBIN OTMEYa-
€TCSI TIOM BIUSIHUEM YMEHBIIICHUEM MapacHuMITaTHIeCKOM
aKTUBHOCTH, YMCHBIICHUEM HHUTPUTUBHOTO CTpecca
1 aKTHUBalMel cuMmaToanpeHanoBoii cucteMbl [10]. YBe-
JIMYEHUE COKPATUTETHbHOU (hYHKIIMU Cep/lia U YCKOpeHUe
CKOPOCTH 1IepeOpaIbHOTO KPOBOTOKA SIBJISICTCS XapaKTep-
HOM (hapMaKOJIOTMYECKOIN peakImeil cepIedHO-COCYIIC-
TOI CUCTEMBI Ha UCITOJIb30BAaHME M-XOJIMHOIUTUKOB [11].
HMmMeroTcs maHHBIE O TOM, YTO aTPOITMH B TeparieBTHYC-
CKUX I03aX He YTHeTaeT IICHTPAIbHYIO HEPBHYIO CHCTEMY,
HO CTUMYJIMPYET MO3TOBO¢ KpPOBOOOpAIICHNE M BBICIIICE
LepeOpaIbHbBIC IIEHTPHI, YBSIMUUBACT YaCTOTY U TIIyOMHY
IBIXaHWS 3a CUCT AWIATALINM OPOHXOB (UTO OYCHB BAXKHO
IJIST JIeYeHUs TUIIOKCMHM) W YMCHBIIAET OpaauKapauio,
XapaKTepHYIO U BaroTOHUN [12].

M-XOJIMHOJIUTUKA B TEPaNieBTUYECKUX 032X MPOTH-
BOICMCTBYIOT Iepr(pepUIecKOil OMIaTallid M PE3KOMY
CHIDKECHHMIO apTepHAaJIbHOTO HABJICHUsS, CO3JaBacMOMY
a¢deKTaM XOIMHOBEIX 3(HUPOB, OCHOBHBIX MEINATOPOB
IMapacUMIIaTUIECKOTO OTIEJIa ABTOHOMHOM HEPBHOM CHIC-
TeMbl [13]. OOGBIYHBIE TO3BI M-XOJIMHOJIMTUKOB, B YaCTHO-
CTH, aTPOIIMHA, He OKA3bIBAIOT BEIPAXKEHHOTO M3MCHEHMS
CHCTEMHOM TeMOIMHAMUKH, CJIETKA ITOBBIIIAIOT CHCTOM-
YeCKOe W HU3KOE AMACTOIMIECKOE MaBicHIe. TaKue T03bI
HE3HAUYMTCILHO YBEIMYMBAIOT CEpHOCYHBIN BBIOPOC
W YMEHBIIAOT LIEHTPaJIbHOC BEHO3HOE naBiicHue [14].
Tax MOXHO OOBICHUTL “MATKHMIA” TeMOAMHAMWYECKUIA,
LIepeOPOBACKYIISIPHBIN 1 KOTHUTUBHBIN 3(D(HEKT M-XOIH-
HOJINTUKA Y HAaOI0AaeMbIX HaMu TaleHToB ¢ MAT.

IIpy wm3ydyeHNMM ITapaMeTPOB MO3TOBOTO KPOBOTOKA
B OpTOCTa3e B IBYX rpymniax u3 10 3M10pOBEIX MALIMEHTOB
Iocjie TPUMEHEHWST aTpPONMHA W IUIAIC00 BBIIBIIM, YTO
aTpOIMH OCNIA0JISIeT PeakIMio Ba3OMMIATALIMM TOJIOBHOTO
MO3ra B OTBET Ha OCTPYIO OPTOCTATUYECKYIO TMIIOTEH3MIO [135].

Hab6mogaemass HaMu akTuBalusl 6ajlaHca aBTOHOM-
Hoi1 HepBHOI cucTeMbl (AHC) sBisieTcst He CTUMYIMPO-

BaHHOM M3BHE (3a CUET pOCTa KOHLIEHTpALMU aApeHOMU-
METHKOB YBSIMINBAOIICIH MO3TOBOI KPOBOTOK M IIPHBO-
JISIIEi ee K ellie 00IbIIeMy MCTOIEHUIO CUMITATUYECKOTO
otaena AHC Ha ¢oHe BhIpaXkeHHOM MapacuMIaTUKOTO-
HUHN), a 33 CYCT YMECHBIICHUS TTPeoOIagaHns TTOCICTHEIH.
WMeHHO ocnabieHue TNoAaBJsIoONIeld MapacuMIiaThye-
ckoii akTuBHOCTH nipu AT 1103BOIsIET OCBOOOIUTH CUM-
nmaTuiecKyio akTuBHOCTh AHC, uTo MBI paccMaTpuBaeM
KaK BaXXHBIM MaTO(MU3NOJOTUYECKUN MEXaHW3M IS
ornrtuMu3anu neueHnsg UTA.

Hamm pe3yneraTel ITOKa3ail, 9TO YacTh MAIIMCHTOB,
XOTS ¥ Majasi, He OTMeTWIa M3MEHEHU (IIpeXIe BCEro
CyOBEKTHMBHBIX) WM PACLIEHWIN U3MEHEHUS KaK yXy/Ile-
HHE CaMOYYBCTBHSI TIOCIIC TIPHEMa M-XOJTMHOJIUTHKA, YTO
MOKET, BEpOSITHO, YKa3bIBaThb Ha BBICOKYIO BEPOSTHOCTH
nosuatuonornyHoro reHeza MAILL YxyniieHue caMouyyB-
CTBUSI MOXET OBITH OIpEAEIEHO TTOSIBJICHUEM M3BECTHBIX
TMOOOYHBIX 3(PPEKTOB M-XOITMHOJIUTHKA U TTOBBIIIIEHHBIMUI
CYOBEKTUBHBIMU OIIYIICHUSIMU K CBOEMY 3IOPOBBIO XKECH-
IIMH Ha 3TOM (poHe. YIydIleHre TeMOAMHAMMUKY B JTaH-
HOM cIlyJae TaIlMeHThI MOTYT paclieHMBaThb KaK OECITO-
KOMCTBO, OOYCIOBICHHOEC W3MCHEHUEM CaMOYYBCTBUS
W Yrpo3y HX 300poBbs. Hampmmep, 9acTb ITaIllieHTOB
OTMETWIIA Y ce0sT cepaiieOneHNe KaK IMPU3HaK YXYIIICHIS
caMO4yBCTBUsI, X0Ts ciydaeB Taxukapauu (YCC 6omee 90)
He OBLIO 3aPMKCHpPOBAHO TIOC/IE MpUEeMa M-XOJIWMHOJU-
TUKa. JlaHHBIE XajoObl, KaK MBI CYMTAeM, BO3HUKIU
10 TPUYMHE YCWJICHUS COKPATUTEIBHON CIIOCOOHOCTH
cepaua, Ha JaHHBIA 3(POEKT U oTpearupoBajii CyObeK-
TUBHO TALIMEHTHI, YTO HMKAK HEIb3s CYMTATh HETATHUB-
HBEIM 3ddexkToM M-xonmHommuTuka npu HAILL Xorg
M-XOJIMHOJIMTUK OKa3bIBaeT ITOOOYHOE AeHCTBUE HA KPO-
BOOOpaIlleHNe — BBI3BIBACT TAXMKAPAUIO (COIJIACHO OITH-
CaHUIO TIPOM3BOIUTEIIS).

[ToaTOMY HOBBIM M IIEPCIICKTUBHBIM METOIOM JICUCHUST
nauveHToB ¢ MAI, nmeromnmm 1o coboii maToreHeTrude-
CKOe OOOCHOBaHME, MOXET BBICTYIIAaTh NIPUMCHEHUE
M-XOJIMHOJIUTUYECKIX TIPeriapaToB, KOTOpble M3MEHSIOT
PETYJISILNIO HEpBHOM CHCTEMBI W CIIOCOOCTBYIOT YiIydlIle-
Huio TedeHnsT MAT, 9To COXpaHUT 3M0POBEE U COLMATEHYIO
AKTUBHOCTH MOJOABIX KeHIIH ¢ AT

3aknioueHue

1. OnmHokpaTHBIN TIprieM 1 TabIETKU M-XOJMHOJIN-
THKa (C comepKaHMEM 5SKCTpaKTa KpacaBKHU TYCTOTO
0,01 r) uepe3 1 u npuBoaut K nosbieHuio CAJly 90%
nanueHToB ¢ VAT, ogHako ypoBeHb HOpMasibHOTO CAJl
npu 3ToM He pocturaercs. CodeTaHHOE ITOBBIIICHHUE
CA, JAI 1 YCC yepe3 1 9 mmociie mpuemMa 3aperucTpu-
poBaHo y 80% nauuentos ¢ UAT.

2. Yepe3s 1 4 mocie mprueMa M-XOJIMHOJIMTHUKA Y MOJIO-
nbix XeHIuH ¢ MAI ymcTBeHHast paGoToCnocoOHOCTh
roBkInaeTcs Ha 26%.

3. Yepes 1 4 mociie mpremMa M-XOJIMHOJIUTHAKA OTME-
YyaloT yaydilleHue CyObeKTUBHOIO caMO4yBCTBUS 45%
MoJtonbIx keHinuH ¢ AT, gepes 24 4 — 85%.
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KINMMHWYECKWE CNYYAN

CMHAPOM ALCAPA 'Y B3POCJIbIX

Bacunbuesa O. 4., boweHko A. A., Ffopnosa A. A., Maakux H. H., 3aBaposckuit K. B., BuHtnaexko C. W., Kosnos b. H.

CvHOPOM aHOManbHOr0 OTXOX/[EHUS NIEBOW KOPOHAPHON apTepWK OT NIErO4HON
aptepun (cungpom ALCAPA) wnu cungpom Bland-White-Garland oTHocutcs
K BPOXAEHHBIM NOPOKaM CepALa, CBS3aHHBIM C HETUMMYHBIM OTXOXAEHWEM KOPO-
HapHbIX apTepwii. B nopaensiowem GONbLUMHCTBE Cly4aeB 3Ta aHaToOMMYeckas
aHoOManusl BbISIBASIETCA B AETCKOM WM NMOAPOCTKOBOM Bo3pacTe. CyliecTByloT
MHEHMS, 4TO 3Ta aHOMaNsi BCTPEYAETCS 3HAYUTENBHO Yalle, YeM AuarHOCTUpY-
eTcs. Bonee T0ro, BO3MOXHO OHa SIBNSIETCS OHOM 3 OCHOBHbIX NMPUYMH Pa3BUTMS
nHdapkTa Muokapaa (MM) n BHe3anHo cMepTu y AeTelt NepBoro rofa Xu3Hu.
B HacTosiwen cTaTbe NPeAcTaBneH KAMHUYECKUIA CIyyai BNepBble BbISBIEHHOIO
cunapoma ALCAPA y naumeHTkun 64 ner.

Poccuiickuii kapauonoruyeckuii xxypHan 2018, 2 (154): 107-114
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KnioueBble cnoBa: BPOXAEHHbIV MOPOK CEPALA, aHOMANNS OTXOXAEHUS KOPOHAP-
HbIX apTEPUIA.

Hay4HO-nccnenoBaTenbCkmii MHCTUTYT KapAvonorumn, TOMCKWIA HauVOHaNbHbIA
ncecnefoBaTenbCkuii MEAULMHCKNIA LEHTP POCCUIACKONM akagemunn Hayk, TOMCK,

Poccus.
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ALCAPA — abnormal left coronary artery from the pulmonary artery (aHomanbHoe
OTXOXAEHME NEBOV KOPOHAPHOW apTepun OT NeroyHon aptepum), JIA — neroyHas
apTepus, JIKA — neBas kopoHapHas apTepus, MKA — npaBas kopoHapHas apTe-
pua, JDK — nesoro xenynoyka, MK — mutpaneHbii knanad, 9xoKIm — axokapamno-
rpacus, YCC — yacToTa cepaeyHbix cokpatleHuii, KM — anekTpokapanorpamma,
MPT — marnuTopesoHaHcHas Tomorpadusi, MCKT — mynsTcnmpanbHas KOMMbio-
TepHas Tomorpadus, MIT — NO3MTPOHHO-3MUCCHOHHas ToMmorpadus, AL — apTe-
puancHoe aaenenue, NMHA — nepenHss HUCXoAsLLAn apTepus.
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Vasiltseva 0.Ya., Boshchenko A. A., Gorlova A. A., Gladkikh N.N., Zavadovsky K. V., Vintizenko S.1., Kozlov B. N.

Syndrome of abnormal originating of the left coronary artery from pulmonary artery
(ALCAPA), or Bland-White-Garland syndrome, is an inborn heart defect of atypical
coronary arteries branching. In most cases this anomaly is revealed in infancy or
adolescence. Opinions exist, that the anomaly is much more prevalent than it is
diagnosed. Even more, it might be a cause of myocardial infarction and sudden
death of 1st year newborns. In the article, a clinical case presented of first time
revealed ALCAPA in 64 year old woman.

CuHIpOM aHOMAJIBLHOTO OTXOXICHUS JICBOM KOpO-
HapHOW apTepuyd OT JIETOYHOI apTrepun (CHHIPOM
ALCAPA) wm cunaopom Bland-White-Garland oTHoO-
CUTCSI K BPOXIEHHBIM ITOPOKAM CEpAIla, CBSI3aHHBIM
C HETHUIHWYHBIM OTXOXICHHEM KOpPOHAPHBIX apTepHid.
B mromassrorieM OOJIBITMHCTBE CIyIacB 3Ta aHATOMMYC-
CKasl aHOMaJINSI BEISIBIISICTCS B JETCKOM MJIH ITOAPOCTKO-
BOM Bo3pacTe. OTHAKO MCTOPUIECKN OTHUM 13 IIEPBHIX
(B 1908r) Abott M cnemaHo onmrcaHue OTXOXACHUS JIEBOU
KOPOHAPHOI apTepUU OT JIETOYHOrO CTBOJIA Y 60-1eTHeit
KeHIMWHBL. KimmHmYeckne M 3JIeKTpoKapauorpadmye-
CKMe TIPU3HAKM JaHHOW aHOMAaJIMHU ITOAPOOHO CHopMy-
JIMPOBAHBI ¥ M3JIOXKEHBI KaK CHHIPOMOKOMILIEKC B 1933r
amMepukaHckuMM Kapauojoramu Bland E, White P
u Garland J.

Cunnpom ALCAPA cocrasister 1o 0,5% Bcex Bpo-
XKICHHBIX ITOPOKOB CEepIlla W Cpedr ITOPOKOB BEHEUHBIX
apTepuii BhISIBIIsIeTCsI Haubosee yacto — B 90% Bcex ciy-

Russ J Cardiol 2018, 2 (154): 107-114
http://dx.doi.org/10.15829/1560-4071-2018-2-107-114

Key words: congenital heart defect, anomaly of coronary arteries branching.

SRl of Cardiology, Tomsk National Research Medical Center of RAS, Tomsk, Russia.

yaeB [1-3]. YacToTa BCTpeyaeMOCTH BIepBbIe BBHISBICH-
Horo cuHapoMa ALCAPA y B3pOCIbIX ITAIIMEHTOB COCTaB-
ager 10-15%, omHako wH@OpMAIMS HEOZHO3HAYHA.
B HacTodliiee BpeMsi He TPEACTaBIISIETCSI BO3MOXHBIM
chenatbh 0osiee TOYHBIE SMUAEMUOJIOTUYECKUE PACUYETHI,
00BCIMHUB TaHHBIC JIUI] Pa3HOTO Bo3pacTta [4-9]. Cymie-
CTBYIOT MHEHHUSI, YTO 3Ta aHOMAaJIUsl BCTpeUyaeTcsl 3Hauur-
TeJIbHO Yallle, YeM JuarHoctupyercs. bosiee Toro, Bo3-
MOXHO OHa SIBJISIETCSI OMHOM U3 OCHOBHBIX MPUYMH pa3-
BuTus nHpapkTa Muokapaa (MMM) u BHe3aITHOM cMepTH
y meTeit mepBoro roga xkusHm [10-11].

M3BeCTHO YeThIpe OCHOBHBIX aHATOMUYECKMX BapuaHTa
cuagpoma ALCAPA: aHOManbHOE OTXOXIEHUE JIEBOIA,
npaBoii, 00erX WiIM J00aBOYHOM KOPOHAPHBIX apTepuii
oT jeroyHoil aprepun [12]. OTxoXHeHNE TOJIBKO IIPaBOiA
kopoHapHoii aprepun (ITKA) ot JIA BcTpeuaeTcs B emm-
HWYHEBIX crydasx. OHO COBMECTHMO ¢ HOPMAJIBHOM SKM3HBIO
M OYEHb PEIKO MPUBOIUT K KIMHUYECKU 3HAUMMBIM TTOpa-
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XeHusiM cepatia. Hanbosee mporHocTuyecky HeO1aronpu-
SITHBI CJIyJ4al OTXOXICHMS O0CMX BEHCUYHBIX apTepUid
ot serouHoit aptepuu (JIA) [13]. OHu IpUBOAAT K THOEITH
OOJILHBIX B T€UCHUE TIEPBhIX 2 Heme b skKu3HN. Yarie BcTpe-
YaeTCsl HENPABWIBHOE OTXOXIEHUE JIEBOM KOPOHAPHOM
aprepnn (JIKA), BBITONTHSIONMIEH BEAYIIYIO POJib B KPOBO-
cHabxeHUM cepaia [14]. [emommHaMU4IecKass CUTYaIlusT
IIOPOKa COOTBETCTBYET IIMPOKO M3BECTHOMY “CHHIPOMY
OOKpambIBaHUST”, TUITMIHOMY IJIST aTePOCKICPOTUICCKOTO
nopakeHnsT KopoHapHbIx aprepuit. Cunopom ALCAPA
B 2 pasa Jaime BCTpedaeTcs Y JIUII XKeHCKOTO IToJa.

Jnarnoctuka cuaapoma ALCAPA BKiTlouaeT aHaMHe3,
perucTpanmio sJieKTpokapauorpamMmMel (BKI), axokapmmo-
rpadmio (DxoKI'), aHTHOrpadmiaeckoe muccleAOBaHUE,
MarHUTHO-pPe30HaHCHYI0 Tomorpaduio (MPT) u mynbru-
CIMpaJbHyI0 KOMITbIoTepHYI0 ToMmorpadmio (MCKT)
ceprma. Y OOJBITMHCTBA MAIIMEHTOB IIPUCYTCTBYIOT DKI -
MIPU3HAKKA TUIEPTPOGUN W TIePETPY3KH JICBBIX OTICIIOB
ceprnma [14]. Bo muormx ciaygasx Ha DKI Takke perm-
CTPUPYIOTCSI TUITMYHBIC TIPU3HAKM HWIIEMHM MHOKapIa,
PYOIIOBBIX U3MEHEHUI ITPEUMYIIIECTBCHHO TIePeaIHEO00KO-
BOI 00JIaCTH 1 BEPXYIIKH JIeBOTro XKeaymouka (JI2K). Ipu
TIOTITIIE P-3X0KapaIuoTpaIIeCKOM MCCISTOBAHINI MOXHO
BBISIBUTH PSII KOCBEHHBIX IPU3HAKOB, CBUICTCIBCTBYIO-
1LIMX O BO3BMOXXHOM aHOMaibHOM oTxoxaeHuu JIKA ot JIA.
Dro BelpaxeHHas mwiatanust JIXK (Bctpeuaercss B 95%
cJIydaeB); CHIDKeHHMe HacocHo# (pyHkumm JIK (BcTpeda-
eTcsa B 68% ciydaeB); pacuiupenue ¢huOpO3HOro KOJblia
mutpanbHoro kimamana (MK) m HemoctarouHocth MK
(BcTpeuatorcs B 95-97% ciyyaeB); GopMUpOBaHUE aHEB-
pusmbl JI2K (BcTpedaercs B 47% ciydaeB); YIUIOTHEHHE
supokapaa JIK (Bcrpedaercs B 42% ciiydaeB); paciiupe-
HHE YCThs 1 IpoKcuMaibHoro otaena ITKA (Bctpedaetcst
B 68% ciy4aeB); OTCyTCTBHEe BU3yanuzaluu ycTbs JIKA
B MecTe ee oObrgHOro orxoxaenust (B 100% ciydaes);
XapaKTEepHBIT PEBEPCHBIN  CHUCTOJIOOMACTOINICCKUIA
ITOTOK BU3YAIM3HPYETCS B IMPOKCUMAJIBLHOM OTHEIIC JIaTe-
panbHoOi creHKU JIA (Bctpeuaercss B 79% ciydaeB) [15-
17]. OmHako HanboJiee TOYHBIE CBEAEHNUS B OTHOIIEHUU
MUaTHOCTUKYN CHHAPOMA MAIOT a0pTOrpadust U CCICKTUB-
Hast KopoHaporpadus [9]. MPT u MCKT cepaiia momo-
raroT 0ojice TOYHO OIPEICTUTh MECTOIOIIOXKEHUE KOpPO-
HApHBIX apTepUii, COMYTCTBYIOLIYIO MATOJIOTUIO CEepIla
u cocynos [18]. [Tepdy3nonHast ciuHTATpad Ut MIOKapIa
JIK wmcmonb3yercss Kak ISl TUATHOCTMIKM, TaK W IS
OIIeHKN 3((PEKTUBHOCTH BBHIIIOJTHEHHON XUPYPTrUIecKOM
KOPPEKIINM CHUHIPOMA, KOTOpas B CIydae CBOECBPEMEH-
HOTO TIPOBEIICHMS 3HAUYNTETHHO YIIydIIaeT Iporaos. Ipu
5TOM, YTOOBI M30¢XKATh TUIIEPAUATHOCTHKY, BaXKHO COIIO-
CTaBJIATh JaHHBIC TIePQY3NMOHHON CHMHTUTpA(UH C OLICH-
KOIi MeTabojImM3Ma MUOKapia I10 JaHHBIM ITO3UTPOHHO-
sMmuccuoHHOM Tomorpadum (ITDT), KoTopast 1mo3BojIsIeT
BBISIBUTD XKM3HECITOCOOHBIN MUOKapH [2].

B HacTosIIIei cTaThe MpeAcTaBIcH KITMHUYSCKUI CITy-
yaif BriepBhIe BEIsIBIeHHOTO cuHapoMa ALCAPA y mamm-
€HTKU 64 JIeT.

IMamenTtka H. noctynuia B otaeneHue “Arepockiie-
po3a M XPOHWYECKOM HIIEMHYECKOUM 00JIe3HU cepiia”
HWMU xapamonorun, Tomckoro HUMII u3 paiiona obiac-
™™ ¢ quarHo3oM MBC: crenokapmmst Hampsokennst 11-111
GYHKIIMOHAIBHEIN Ki1acc.

2Kanoosr:

* Ha OIBIIIKY CMEIIaHHOTO XapaKTepa IIPU ITOIbeMe
Ha 2-#1 3TaxX 1 OBICTPOil X0ab0e, KyIUPYIOIIYIOCS TTOCIIEe
5-10 MMHYT OTOBIXA; AABSIINE, CXUMAFOIIE 00JIH 3a IPy-
OIUHOM Ha (poHEe ONBIIIKM IPU ITogbeMe Ha 2-f 3Tax
¥ OBICTPOM XOmb0e, a TAKKE B COCTOSTHUU TTOKOSI, KYITH-
pytommecst 5-10 MmuHyTamMu oTabixa. Korma cHMITTOMEI
He McYe3alid MocJIe IPeKpalleHNs Harpy3Ky, MalMeHTKa
MpUHUMAJa W30KeT-CIpel, KOTOPHIA CHUMAal 00Ju
W VIIy4IIaj caMOIyBCTBHE Uyepe3 1-2 MUHYTHI.

* TOJIOBHBIEC OOJIM, COITPOBOXKIAIOIIMECS OOIIEH ci1a-
00CTBIO, TTOTJIMBOCTBIO Ha (hOHE SIMM30I0B ITOBBIIICHUS
apTepuanbHoro gasiaeHus (Al) mo 180/90 mm pr.cT. 1-2
pasa B MecsIl, KOTOpPhIe OHA KyITMpOBasia IIPAEMOM Kall-
ToIpwiIa, pu3MoTeH3a; Ha (hoHe TTOBRIIIeHU AJl YacToTa
cepIeYHbIX COKpalleHnii Kosebamach B mpeaenax 55-60
yI./MUH.

* TOJIOBHBIE OOJIM B 3aTBIJIOYHOI 00JIACTH, B BUCKAX
Ha ¢oHe HopMaabHOro AJl, CONPOBOXIAIOIINECS TOII-
HOTOM 1 00IIIei cirabocThio. IlammeHnTKa KynmmpoBaia ux
MIPUEMOM aHAJIBTETUKOB.

Anamnue3 3a6oaesanug. B 2000r B meproy rocrimTani-
3allMU MO MOBOAY YAJIEHUS IPbIKU MOSCHUYHOTO OTaesa
MMO3BOHOYHHUKA B CTAallMOHApPEe y IIAIIMCHTKU BIICPBBIC
BBIsIBJIcHO TroBhIIeHUE AJl. Ilocie BBIMMCKYM THUIIOTCH-
3UBHBIC CcpencTBa (IM3UHOIPHUI 5 MI, aMJIOOWITNH
2,5-5 Mr) IprHUMAJIa SITU30IUIECKHA.

B utose 2016r Bo BpeMsi ITOE3[KU B aBTOOYCE BIIEPBbIE
MMOSIBWJIICh MHTCHCUBHBIC CXMMAIOIINE MaBSIIUE OOJH
3a TPYAMHOM, OABIIIKA, KOTOPblE KYIMUPOBAIUCH CaMO-
CTOATENbHO B TeueHue 10-15 MUHYT.

IToce 3Toro 3MmM3oma MalMeHTKa CTajia IPUHUMATh
HasHAYCHHBIC JICKAPCTBA PETYISIPHO (JTU3UHOIIPUI S5 MT,
aMJIOOUIIMH 2,5-5 MT) M 00partmiach 3a MEIUIIMHCKOU
ITOMOIIBI0 K KapAMOJIOTY B IOJUKIWHHUKY IO MECTY
XUTeNbCTBa. K JieueHnIo mo6aBIeH N30KeT-CIIpeil, KOTO-
pBIIi XEHIIWHA CTajlla HCIIOIb30BaTh MPHU TOSBICHUHN
noaoOHbIX npuctynoB. [Ipemapat cHuMan 6011 B Teue-
HUE 3-5 MUHYT.

TeM He MeHee, CaMOYYBCTBHE IIPOTPECCUBHO YXY/IIIIa-
JIOCh — YCHJIMBAJach OIBIIIKA, Jallle CTaIu 0eCIIOKOUTH
SMIM30IB YYAIIEHHOTO CEepAlleOMeHUsI, MaBSIIINe OOJH
3a rpyauHoit, moBbieHne All. C ygeToM TedeHMST 3a00-
JIeBaHMSI XCHIIMHA ObLIa HaIlpaBJicHa Ha TOCITATAIN3a-
muto B HUUW kapanonorun Tomckoro HUMII mist mon-
bopa JeKapCTBeHHOM Teparmuu B oTHomeHnn MBC
W OoTpeAesieHUs JajlbHEeUIIel TAKTUKU JICUCHUSI.

IIpn ocMoTpe KapaAMOJI0TroM: JIETKUI LIMAHO3 TY0, SI3bIK
00710XeH y KOpHs 6eJIbIM HajleToM. B ocTajibHOM 00beK-
TUBHO HE BBISIBJIEHO CYILIECTBEHHBIX OCOOEHHOCTENA.
AptepuanbHoe gasieHne (Al) 130/70 MM pT.CT., omMHA-
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Puc. 1 (A, B, C, D). TpaHCTOpakanbHOe yNbTpa3BykoOBOE UCCNEA0BAHNE MAarncTpanbHbiX KOPOHAPHbIX apTepuil. Busyanuampyercs ruraHTckast U3BuTasi npasasi KOpoHap-
Has aptepus (MKA) ¢ yCKOpeHHbIM KOPOHapPHbIM KPOBOTOKOM (A, HUXHSISt NaHesNb), OTXOASLLIAS aHaTOMUYECKV KOPPEKTHO OT NPaBOro KOPOHAPHOro CUHyca Banbcanbebl
(A, BEPXHSS NaHeNb); MHOXECTBEHHbIE paclumpeHHble konnatepamu ot MNKA k nepeaHeit Huexopawien aptepum (MHA) (B); TMNMYHO OTXOAALLAS OT NIEBOTO KOPOHAPHOTO
cuHyca Banbcanbsbl orubatoLias aptepus (C); petporpanHo 3anonHsiowascs MHA (D).

KOBO Ha 00EMX pyKax, 4aCcTOTa CEpACUYHBIX COKpaIleHUI
(YCC) 60 B MuHyTY.

JlanHble 00cIe10BaHMit

Wupexc maccol tena — 24,3 (Bec — 67 KI, pocT —
166 cm).

OOume aHAM3bI KPOBH M MOYM O€3 TIATOJIOTUU.

BuoxuMuyecKknii aHAIM3 KPOBM: TTIOKO3a 5,2 MMOJTb/JI,
MoueBHMHA 3,5 MMoOJIb/T1 (HOpMa 2,2-7,2 MMOJIb/IT), KaJIuid
4,3 mmonb/1 (HopMa 3,5-5,1 MMOIIB/1T), OOIINIA XOIeCTe-
puH — 3,6 mmonb/n, Tpurmuuepunbl 0,850 MMoOIb/I,
ACT 16 En/a, AJIT 13 En/n, kpeaTuHuH 87 MKMOJIb/JI,
CKOpPOCTh KIIyOOUKOBOW ¢wmiabTpaumu — 58 M/
muH/1,73 M

RW — orpun.; HBsAg — orpun., BU4 — orpwui.,
antiHCV — otpu.

CeeproiBaromas cuctema kposu: MHO 1,1 otH. en.,
AUTB 34,2 cex., pubpuHoreH 5,26 r/m.

Junamuka A/l B mponecce rocmurammmmm: 140/90-
120/75 MM pT.CT.

BOKI'": putMm cuHycoBBIH, paBmwiIbHbIN. YCC 74/MUH.
DOC nHe oTkioHeHa. [TepexomHas 30Ha V3.

D30(aroracTpoayoaeHOCKONHA: 09aTOBEIN aTpodmyue-
ckmit racTput, HP-Tect oTpuiiaTe IbHBIN.

Pentrenorpadusi rpyaHoil KJIeTKH: OYaroBbIX
1 MHQUIBTPATUBHBIX MI3MCHEHUH B JIETKMX HE BBISIBJICHO.
Cepaie B IOIEPSIHUKE HE pacIIMpPeHO, TaIus cepilla
craaxeHa 3a cuet yeeauueHus 11 u 111 nyr (mpaBbiit xxeny-
Iodek + JieBoe IIpeacepane). AopTa YIDIOTHEHA, C YeT-
KAMU KOHTYpaM#, CHHYCHI CBOOOTHEI.

VnbTpa3ByKkoBOe AYIIEKCHOE MCCIEJO0BAHME COHHBIX
apTepuii: apTepUM MPOXOIUMBI, XOII apTepUil MPSIMOM.
WHaTNMA yTONIIEeHA, Y3ypHUpOBaHA, HEPaBHOMEPHO
ymotHeHa. CripaBa B OMdypKammy o0Ieil COHHOI apTe-
puu 3KCLieHTprYecKasl pbixias Oisinka 20% mpocBera,
clieBa B YCThe BHYTPCHHEH COHHOM apTepWy aHAJIOTHUU-
Has Ojsuka 20% mnpoTskeHHocThio 12 MM. KpoBoTok
CUMMETPUYHBIN, MAaTUCTPAIILHOTO THUTIA C OOEUX CTOPOH.

Ox0KI, 3akmouendme. J[miaartanms TpeacepIuid.
YIUIOTHEHNE CTBOPOK aOpPTAJBbHOTO KJIallaHa, HeaocTa-
TOYHOCTh aOPTaJbHOTO KiamaHa | cT. YIUIOTHeHUe
KOJIblIa MHUTpaJbHOTO KiarmaHa. [IpmM3HaKu JIerOIHOM
TUTIEPTEH3NM (pacyeTHOE CPeIHee JaBICHHE B JICTOYHOM
aprepun 31 MM prt.cT.) [19]. [lT0GanbHAsS COKpaTUTETBHAS
GYHKIINS XKeTyoI0YKoB B HopMe. HapyieHmit ToKaabHOM
COKpPAaTHUMOCTH He€ BBISIBICHO. Jlomuieporpaduiaeckue
MIpU3HAKY OKKITIO3MH IIPOKCUMAIBHOTO CeTMEHTA TIepe-
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Puc. 2, 3. Anrvorpamma nesoit kopoHapHoi apTepun. Orvbaiowas aptepus
(ocTpue CcTpenkm) OTX0AUT TUMMHYHO — OT IEBOrO CUHYCa Banbcasbl, BbIPAXEHHO
[MnaTMpoBaHa, UMEET U3BUTOW XOA, U PETPOrpagHo 3anosiHaeT AvaroHanbHYlo
BETBb (TONICTAsA CTPenka) NnepeaHein HUCXOASLEN apTepun Yepes pas3BuTyio KO-
natepanb. AHTErpajHoe W PeTporpajHoe KOHTPACTHOE 3anofiHeHWe nepenHei
HUCXOASLLEN apTepUM He NPOCNEXMBAETCS.

Puc. 4. AHrnorpamma npasoi KopoHapHou apTepuu. Mpasas KOpoHapHas apTepus
(TOHKas CTpenka) OTXOAUT TUMMYHO — OT MPABOro CUHyca BanbcaBbl, BbIPAXEHHO
[MNaTMpoBaHa, N3BMTa U PETPOrpafHo 3anosHAeT NepeaHIo HUCXOASLLYIO apTe-
puio (TONCTas KOPOTKas CTPenka) Yepes pasBuThIii aHACTOMO3. [epeaHas Huexoas-
LL|as apTepws BbIPAXEHHO AunaTupoBaHa 1 3suTa.

HEUW HUCXOAAIIEU KOPOHAPHOU apTeEpUM C KOMIIEHCATOP-
HBIM PaCIIMPEHUEM U U3BUTOCTBIO MTPABOV KOPOHAPHOM
apTepuy U 3aroJHEHUEM NHUCTAIBHOW TPETU MepenHein
HUCXOJSIIEN apTepuu 4epe3 CUCTEMY MHOXECTBEHHBIX
KoJiaTepajeil oT mpaBoil KopoHapHou aptepuu. Boipa-
XeHHOe pacmupeHue (1o 7,6 MM) W M3BUTOCTb CTBOJIA
MpaBoOii KOPOHAPHOW apTepuu, KPOBOTOK B apTepuu
YCKOpPEHHBIH, aHTeTpanHblii (puc. 1).
Crpecc-axokapauorpadpusa (OxoKI' + upecnmmenon-
Has KapAHOCTHMYJISAINA): B ICXOMHOM COCTOSTHUU TIOTI-
Tieporpaduyeckre Mpu3HaKu XpOHUIECKOW OKKITIO3UN
nepeaHeil HUCXONSIIENd apTepuu € PETPOrpagHbIM
3aMOJIHEHUEM NUCTAJbHBIX OTAEJIOB IMEepeIHE HUCXO-
IAIIe apTepud MO MHOXECTBEHHBIM KOJUIATePAISIM

n3 H6acceifHa pacIIMPeHHON MPaBO KOPOHAPHOM apTe-
puu. [1pu ycranoBke anektpona B niumeson YCC yBe-
Jmauiaack 10 90 B MUHYTY M pa3BWIach 9acTasl 9KCTpa-
CHUCTOJIUSI C dMU30/laMU OUTeMEHUM, KOCOHUCXOMASIIAST
nmernpeccust cermeHTa ST B VS, V6 rayouHoi g0 1,5 MM,
COTIPOBOXKIABINASICS ~ TUMTOKWHE30M  almMKaJTbHBIX
U CPEeTHUX OTAEJIOB TIepeHE M 6OKOBOI CTEHOK JIEBOTO
xenynouka JIK. B cBs3uM ¢ 3TUM, 4ypecnuiueBOAHAs
KapIMOCTUMYJISILMS He TpoBoAuiachk. [Ipoda Ha CKpbI-
TYI0 KOPOHAPHYIO HETOCTATOYHOCTH OIleHEeHa KaK TOJI0-
xuteiabHasg 1o OKI'- m DxoKI-kpurepusM.

C ydeToM [aHHBIX TpaHCTOpakaitbHOU JOxoKI
u ctpecc-OxoKI, mpoBeneHa kopoHapoaHTrorpadus.

Koponapoanruorpacdusa. [IpaBelii TUI KpoBOCHaOXe-
Huss. CTEHO3UPYIOIIETO aTepoCKIepo3a KOPOHAPHBIX
apTepuii He BbISIBIeHO. OOHApyXeHa aHOMAaJIUST pa3BU-
THSI KOPOHAPHBIX apTepUid. YCThe TIEpeIHEN HUCXOASIIIeH
apTepuy OTXOAWT OT JIETOYHOUW apTepuyl U COOOIIaeTCs
yepe3 KoJulaTepaid ¢ MpPaBOl KOPOHAPHOW apTepuei,
a TepeToKu | amaroHaIbHOM apTepuy KPOBOCHAOXKAIOTCS
3 orudaroIieit aprepuu (puc. 2-4).

MCKT kopoHapHBIX apTepuii OATBEpANIIA IUATHO3:

JleBas KOpoHapHas apTepusi: MePeaHsIST HUCXOASIIIast
apTepusi OTXOQUT OT 3aIHEe-JIEBOU MOBEPXHOCTH JIETOU-
HOTO CTBOJIa HEMTOCPEICTBEHHO 3a YIITKOM JIEBOTO TIpEl-
cepnus. Quametp aprepuun 7,5 MM. JlnaroHajabHbIE apTe-
pUM pacuIMpeHbl, UMEIOT BHIPAXKEHHBI W3BUTON XO[I.
Orubaroiiasi apTepust OTXOANT CAMOCTOSITEIbHBIM YCThEM
OT JieBoro cuHyca BanbcanbBbl. JluameTp aprepuu 5,5 MM;
(opmMupyeT pacimperHue BETBU TYIOTO Kpast (10 3 Mm).

IlpaBas xoponapHas aprepusi: OTXOAUT TUIIMYHO,
OT TIPaBOTO cUHyca BambcalibBbl, MMEET BBIPAXKEHHOE
pacmmpeHue (10 8 MM) W BBIPaKEHHBI M3BUTON XO[I.
3amHss HUCXOMASIIAsh apTepusi paciidpeHa (o 6 MM),
MMeeT U3BUTOM X0 (pHuc. 5).

Takum o6pa3oM, COMIACHO MOJYYEHHBIM JAHHBIM,
MPUYMHON HApYIIEHUI KOPOHAPHOTO KPOBOTOKA ObLIA
HE aTepOCKJIEPOTUYECKUE M3MEHEHUS, a BPOXICHHBIN
TOPOK cepaa: anHoManbHoe oTxoxaeHue JIKA ot nerou-
Hoii aprepun (cuHapom ALCAPA). 3aperucrpupoBaH-
HBIE y TAIMEHTKN Mo JaHHBIM cTtpecc-OxoKI sBreHus
WIIIEMUU MUOKapa TPOSBISUITNCh KIMHUYECKUA TUTTNY-
HBIMM TIPUCTYTTaMU CcTeHokapauu. OJHako OHUW ObUTH
00yCJIOBIIEHBI aHATOMUYECKUMM OCOOEHHOCTSIMUA KPOBO-
CHaOXeHUsI cepllia, a He aTepOCKJIEPOTUYECKUM Topa-
JKeHNEeM KOPOHAPHBIX apTepuil.

JInarxos:

OcHoBHoe 3a00sieBanue. BpokieHHBIN TTOPOK cepalia.
AHOMaJTbHOE OTXOXIEHUE JIEBOM KOPOHAPHOW apTepuu
OT JIeroYHOU aprepuu. [eMommHaMuuyeckasi CTEHOKap-
s,

Ocnoxnenna. XCH 1 cremenn, @K II mo NYHA.
PacueTHoe cpenHee naBieHue B IeTOYHOM apTepun 31 MM
PT.CT.

ConyrcrByomue 3a0oaesanus. [umnepToHMYecKas
6onesns Il cTannu, HOCTUTHYTass MENUKAMEHTO3HO CTe-
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Puc. 5 (A, B). O6bémHas 3D pekoHCTpyKumMs cepaua. A — neeasi nepeaHe-60koBasi npoekuus. B — nesas 6okoBasi npoekuysi. JleBasi nepefHsst HUICXOAsILLas apTepust
OTXOAMT OT NleroyHoro cteona. OrmbatoLas apTepust OTXOAWT TUMMYHO — OT IEBOrO CUHYca Banbcanbabl. KopoHapHbie apTepui BbIPAKEHO AMNATUPOBAHbI, UMEIOT U3BU-
TOW xoA. ToHkas CTpesika — NEroyHON CTBON; KOPOTKAas CTPesika — NepesHss HUCXOoAsLas apTepus; ocTpue cTpenku (arrowhead) — ycTbe ormbaroLLeit aptepum.

nenb Al 1, puck 3. [unepxonecrepuHeMusi. ATepocKiie-
pO3 COHHEIX apTepuil (CTeHO3 OOIIeil COHHOM apTepuu
crpaBa 20% pocBeTa, CTEHO3 BHYTPEHHEH COHHOM apTe-
puu cineBa 20%). XpoHuueckas MIIEMUS TOJOBHOTO
Mo3ra 1 crereHu. XpOHUUYECKUIA TacTpUT BHE 000CTpe-
HUs. XpOHUYECKUU TyONeHUT BHE 000CTpeHUs. XpOHU-
YyeCKUi ITTaHKpeaTuT, BHe obocTtpeHud. duddy3Hbrit
y3J10BO# 300, K1uHUYecku aytupeo3. 2KKb. Xonenucr-
skroMust (2008r).

B cBs13U ¢ BBISIBIEHHBIMU BPOXACHHBIMWU aHOMAJIW-
SIMW TIallMEHTKa Oblia MpooIepupoBaHa: IMPOBEIEHO
rnepeMelleHrue YCTbsl MepeaHell HUCXOASIIEe apTepuu
U3 JIETOYHOW apTepUuu B A0PTY, MJIACTUKA 3aIHETO CMHYCa
JIETOYHOTO CTBOJIA 3aIJIaTOM M3 KCeHOoIepuKapaa B yCio-
BUSIX MCKYCCTBEHHOTO KPOBOOOpAIIIEHUS U aHTE,/peTpo-
rpaJHON XOJIOAOBOM KapaWOIJIeruu pactBopoM “Kycto-
oo’ .

00cyxpaeHue

TpagumOHHO TPUHSATO BEHIACISITH OBa TUMA CUH-
npoma ALCAPA: mHGAHTWIBHBIN (C TVIOXO pa3BUTBIM
KOJIIaTepalIbHBIM KPOBOCHAOXEHHEM) W B3POCIBIN
(c XOpoIIo pa3BUTHEIM KOJUIaTepadbHBIM KPOBOCHaOXKe-
HUEM).

WNHdaHTUAbHBIA TUI CUHAPOMA OOBIYHO IPOSIBIISIET
cebs B Bo3pacTe OO0 2-3 MecsIeB B BHIE CHUMIITOMOB,
3aTPYOHSAIONINX KOPMJICHHME peOCHKA: YYalleHHBIM Xpa-
IAIIUM JTBIXaHWEeM, OIBIIIKOM, ITOTIMBOCTBIO, OJIeI-
HOCTBIO KOXHBIX MMOKPOBOB, LIMAHO30M TIy0, KaluieMm,
OTPBLKKOI, PBOTOM. DTO TaK Ha3bIBacMasl CTCHOKAPIMS
KOPMJICHHSI, KOTOpasi MOXET IIPOBOIIMPOBATHCS JTIOOBIM
GU3MIECKUM YCIIINEM WM MHTEPKYPPEHTHBIMU MHDEK-

uusimu. bonee 90% neteit ¢ MHMAHTUIBHBIM TUIIOM CUH-
npoma ALCAPA mpu OTCYTCTBUM XUPYPIrUIECKOTO JIeUue-
HUS TIOrM0aloT B TEYEeHME IIEpBOTO TOola KWU3HU
oT uH(apKTa MMOKapaa, TSXKEJIoi cepledyHol HeaocTa-
TOYHOCTH, HAPYIICHU pUTMa U IIPOBOAMMOCTH CEpIlia
[20, 21].

B ommame ot mHMAHTWIBHOTO, IIPU B3POCIOM THUIIE
cuaapoma ALCAPA (y meteit crapiiero Bo3pacTta 1 B3pOC-
JIBIX) MeXapTepuajJbHBIe KoJUulaTepaln IIUTEIbHOE
BpeMsI 00eCTICUMBAIOT JOCTATOYHOE KOPOHAPHOE KPOBO-
cHaOxeHne. [loaToMy HepemKoO COCTOSTHHE IAIIMEHTOB
MHOTO JIET COXpaHSIeTCAd CTAOMIBHBIM, a KIMHUYCCKUE
MpU3HAK B BUAC CTCHOKAPIMM HANPSDKEHUS M ITOKOST
TIOSIBJISTIOTCST BIIEPBEIC B Bo3pacte 3-25 jeT. EmnacTBeH-
HBIM MaHM(ECTUPYIOIINM IIPU3HAKOM aHOMAJINHU Y B3pOC-
JIBIX MOXET OBITh HETOCTATOYHOCTH MUTPAIBLHOTO KJIa-
naHa [22, 23]. OHa 0OBICHSIETCS HECKOJBKUMM TIPUIM-
HaMHM, HEPEIKO COYCTAIOIIUMHUCS OPYr C IPYIOM:
pa3BuTHEeM MHGapKTa MUOKapIa; pyolleBaHNEM 1 Kallb-
mudrKanmei ManWIISIPHBIX MBI (B OCHOBHOM IIepe-
Hell MaImUISIPHON MBIIIIIE); (GHOPO3IACTO30M 3SHIO-
Kapma, pacIpOCTPaHSIOMMNMCS Ha XOpIbl, TATWIISIPHBIC
MBI ¥ CTBOPKY MHUTPAIBHOTO KJIallaHa; MpTaTalueid
KJIalaHHOTO KOJbIIa CO CMEIICHWEM NaIMMJUISIPHBIX
MBI ¥ TUCKUHE3NeN cBobogHoit ctenku JIXK [23, 24].
IIpomoxuTebHOE CYIIECTBOBAHME ITOPOKA ITPUBOIUT
K pa3BUTHIO apUTMUI, HEIOCTATOYHOCTH KPOBOOOpaIIe-
HUSI, KOTOPBIE B HEKOTOPBIX CIIyJasX COXPAHSIOTCS
¥ TIOCJIe OTlepaTUBHOTO JiedeHUd [25]. VY psama mauueHToB
nepBbIM TposiBiIeHueM cuHapoma ALCAPA craHoBuTcd
BHe3aIlHasi KOpOHapHasi cMepTh [26]. B orcyTcTBUM Neye-
HUS TPOTHO3 IMPU 3TOM BPOXAEHHOM TMOPOKE CBS3aH
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C BBICOKMM PHCKOM CMEPTH B paHHEM JIEeTCKOM (MHbaH-
TWJIBHBIA TUII) WUIM MOJIOIOM BO3pacTe (B3pOCIbI THUII)
[27, 28]. Ilostomy BHIsgIBIcHUE cuHApoMa ALCAPA
B ITOXXUJIOM BO3pacTe, KaK y Hallleil ImarueHTKH, OTHO-
CHUTCS CKOpee K Ka3yUCTHICCKHIM CIIyJasiM.

Kimumanueckue tposiBiaeHus cuHapomMa ALCAPA
COOTBETCTBYIOT CHMHAPOMY OOKpaablBaHUSI, KOTOPBIA
aCCOLMUPYETCS, IIPEXKIE BCETo, ¢ TMCKOMMPOPTOM 3a Ipy-
IWHON mipu Harpyske. OmHako muddepeHInaIbHAS
IWATHOCTHKA TOpOKa B pa3HOM BO3pacTe IPEICTABIISICT
orpenenéHHbBIe 0cO0eHHOCTH. OCHOBHOM CIIOXKHOCTBIO
YCTaHOBIICHHWSI JWArHo3a y MJAACHIICB M MaJCHBKUX
IIeTel SIBJISIETCSI OTCYTCTBHE XapaKTepHBIX XKajlob, KOTO-
pBIe OHHU eII€ He CIIOCOOHBI chopMynmpoBaTh. Bemymmast
pOJIb B TaKWX CIydasXx IMPUHAIJICKUT BHUMATCIBHOCTHU
pomutesieii M OmbITY Bpada. IIIKomMpHUKM MOTYT 0OoJjiee
TOYHO OOBSICHUTDH CBOU KaJIOOBI, HO BBUIY XapaKTCPHBIX
IIJIT X BO3pacTa MHTCHCUBHBIX (PM3MIECKUX HArpy3o0K,
cuagpoM ALCAPA MOXeT y HAX BIIepBbIe MaHU(DECTH-
poBaTh BHE3aITHOI CepIeyHO cMepThio. TeM He MeHee,
cpeay TIpWYWH IIOSIBIICHHUSI Y peOHKa mucKoMdopTa
B 00JlacTU cepila, 0COOEHHO, CBSI3aHHOTO C yBeIWYe-
HUEeM Harpy3KM CJeIyeT paccMaTpUBaTh CHHIPOM
ALCAPA.

OmHako, eclMm y IeTeil CHMMIITOMBEI CTeHOKApIUH
IOJDKHBI HACTOPOXWUTH Bpadya MMEHHO B OTHOIICHUM
BPOXXICHHOW aHOMaJIMKA BEHCYHBIX apTepHii, TO B OTHO-
IICHUH B3POCIIBIX 3TH KIIMHUYISCKUE TIPOSBICHUS YBOISIT
OT TIPAaBWJILHOTO OUArHo3a. DTO CBA3aHO C PEIKOCTHIO
IMOOOOHOM IATOJIOTUH U B IIEJIOM B TOMYJISIIUN, W TEM
bosee y B3POCHIBIX MAIMEHTOB. 3HAYMUTEIHHO Yallle
MOmOOHBIE CHMITOMBI y JIAIl IIOXHWJIOTO BO3pacTa
OOYCIIOBJICHEI aTEePOCKICPOTUUYCCKUM ITOpakKeHUEM
BEHEYHBIX apTepHil 1 UMECHHO 3TOT AUArHO3 OOBIYHO CTa-
BUTCSI UM Ha OCHOBAaHUM KIMHWYECKUX IIPOSIBJICHUIA.
JIvs manpHEHIIIee yIIyoJIeHHOEe 00CIeI0BaH1e, CBSI3aH-
HOE ¢ MPUMEHEHNEM BU3YATU3UPYIOIINX METOIOB MCCIIC-
IOBaHMS, TaKWX, KaK WHBa3WBHAas KOpOHaporpadwus,
MCKT — anarmorpadus, MCIIOIb30BaHUE IepPy3MOH-
HO# conumHTHTpadUM MHMOKapa, ITO3BOJISIOT ITOCTaBUTH
MIPaBUJILHBIN TUAaTHO3.

B mipencraBnernoMm Hamu ciaydae cmHapoMm ALCAPA
nvuTtupoBan MBC: cteHoKapanio HanpsoKeHWsI. YUUTBI-
Bas Bo3pacT (64 roga), Haauuue Apyrux pakTopoB prcKa,
TaKMX KaK apTepuaabHas TUIICPTOHMUS, TUTICPXOJICCTEPH -
HeMUsI, BEISIBJICHHOE 110 HJaHHBIM Y3M aTepoCKIIepoTH-
YeCcKoe MopakeHNe COHHBIX apTepHii, y Bpadya OBLIHA Bce
OCHOBAHMSI IIPEATIoIaraTh, YTO OOJU B TPYIHON KIIETKE
y TMAIIMEHTKH CBSI3aHBI C KOPOHAPHBIM aTEPOCKICPO30M.
Ho wmx mnpuumHO#t oKa3alcsg BpPOXICHHBII ITOPOK
cepalla — aHOMaJIMS KOPOHAPHBIX apTepHii, CHHIPOM
ALCAPA. BepodTHO, CTONb TO3OHSS KIMHWYECKas
MaHH(pecTadsl 3TOTO MOpoKa y Hallell NaIueHTKU
00YyCIIOBJICHA PSAIOM OJIATOTIPUSITHEIX (DAKTOPOB: IIPaBBIM
THIIOM KPOBOCHAOXEHUS Cepilla, XOPOIINM pa3BUTHEM
KOJUTaTepaJIbHOTO KPOBOOOpaIllleHUs MexXay 6acceiiHaMu

JICBOM M TIpaBOM KOPOHApPHBLIX apTepUii, a TaKXKe IJIN-
TEJbHBIM OTCYTCTBHUEM APYTUX MPUYWH IS TTOSBICHUS
nepdy3noHHOTO AeduinTa. JJocTaToYHO OOJIBIION Ara-
METp W Hajjexallee KOJMYECTBO MeXapTepHUalbHbBIX
KoJiaTepajieid mMpoaoKUTeIbHOE BpeMsl o0ecreyrBain
HEeOoOXOAMMYI0 KOMIIEHCAllMI0 KpOBOTOKa, He naBas
00JIe3HU MPOSIBUTHCS KiIMHUYecKu. [IporpeccupoBaHue
apTepUaJibHON TUMNEPTOHUU C YBEJIMYEHUEM Harpy3kKu
Ha JIEBbIE OTHEJIbI Cepllia MPUBEJIO K MOSBIEHUIO CUM-
NTOMOB CTEHOKapAWHW, KOTOpbI€ CTaJIW ITOBOAOM LIS
yriy0JeHHOTO 00CIeI0BaHMSI Y YCTAHOBJIEHUS JUarHo3a
cuaapoma ALCAPA.

HecmoTpst Ha HEKOTOPYIO OOLIIHOCTh TEMOAMHAMUYE-
ckux HapymeHnit mpu cuaapomMe ALCAPA u UBC, Bax-
HOCTb MpPaBWIbHOW AWAarHOCTMKM B MOAOOHBIX CUTya-
LMSIX TPYIHO NEPEOLIEHUTD, ITOCKOJIbKY TAKTUKA JICUSHUS
3TUX 3a00JeBaHUN 3HAYUTENbHO oTanyaeTcd. Ecam
B cinydae Hanmmuug MUBC 1o pe3ynsrataM o0caenoBaHUS
nalyeHTa pelaeTcsl BOMpoc O MpearnodyTeHUM KOHCepBa-
TUBHOTO WJIM ONEPAaTUBHOIO JIECUEHUS, TO Y JIMI[ C CUH-
npomom ALCAPA paccMaTpuBaioTCS TOJBKO BapHaHTBI
XUPYPTrUYECKON KOppeKIMu Iopoka U B OJuxariliee
BpeMsI T1ocjie ero Bepudukannu [29-32].

Lenpo KapaMOXMPYPrUYECKOTO BMeIIaTEbCTBA
SBJIsIETCS obecrieyeHre ageKBaTHOTO KPOBOCHAOXKEHMUS
MUOKapaa B O0acceiiHe JieBoi BeHeuHo# aprepuu. [Ipu
HaJIMYMU XOPOIIIO Pa3BUTOr0 KOJJIAaTepaJbHOIO KPOBO-
oOpailieHus Mexay 0acceiiHaMu JIEBOU U TpaBoOil KOpo-
HapHBIX apTepuil MPOU3BOAUTCS MEPEBsI3Ka YCThsl aHO-
manbHOU JIKA (nurupoBaHue (QuUCTYIbl KOpPOHApHOM
aprepun). HopmanbHast [IKA B Takom ciyyae Oeper
Ha ce0s TOJIHYI0 Harpy3ky Imo KpOBOCHAOXEHUIO MUO-
Kapaa. OOBIYHO 3TO BMEIIATEIHCTBO COYCTACTCS C IITYH-
TUpOBaHUEM aHOMabHO oTxoAsuei JIKA ¢ momolbio
BHYTPUTPYAHBIX apTepuii (MaMMapOKOPOHApHOE IIyH-
THPOBaHME), TPAHCIOKAILIMEH YCThS JICBOM KOPOHAPHOM
apTepuu B aOpTy WKW COEIMHEHUEM JIeBOW BEHEUHOU
apTepuM U aopThl C TOMOIIbIO TOHHESI BHYTPM JIETOU-
Horo cTBojia [33]. Beibop crmocoba KoppeKIy 00yciaoB-
JIeH 0COOEHHOCTSIMU aHATOMUU MOPOKA, KIMHUYECKUM
COCTOSTHUEM OOJILHOTO, OIBITOM U MPUBEPXKEHHOCTHIO
XUpypra TOW WM UHOW METOAMKE, a TaKXKe XUpypruue-
CKMM BMEIIATEJIbCTBOM, MPEANPUHITOM Ha Mpeablay-
IIMX 3Tamax oKa3aHusl MEAWLMHCKOW TTOMOIUM, €ClIu
TakoBoe ObLIO. IIpeanoUYTUTENbHBIM METOIOM JICUEHUS
cuaapoma ALCAPA B Hacrosmiee BpeMs CUMTACTCS
CO37aHKWe ABYKOPOHApPHOW CHCTEMblI KPOBOCHAOXEHUS
cepila IyTeM MpPsSIMOM peuMMILIaHTAllMKU JIEBOW KOpO-
HapHO# aprepuu B aopty [23, 34]. Jlyummnit mpoTrHO3
pyu 3TOM UMEIOT JIMLa ¢ MPaBbiM TUIIOM KOPOHAPHOTO
KpoBocHabOxeHud [14].

B npencraBieHHOM cilyyae HAa OCHOBAaHUU KaYECTBEH-
HOTrO YIJIyOJIEHHOTO O0C/iefoBaHusI y 64-J1eTHeil XeH-
IIMHBI YAAJ0Ch BBISIBUTb AHATOMMWYECKYIO aHOMAJIUIO
BEHEUYHbIX apTepuil, UMUTUPOBABIIYIO CTE€HOKApAWIO
HamnpsoKeHUsI, U TPOBECTU MEpPEMEIeHEe YCThsl Mepe-
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Hell HUCXOISIICH apTepr B aOpTy U IUIACTUKY 3aITHETO
CHHYCa JIETOYHOTO CTBOJIA 3aIIaTOi M3 KCCHOIIeprKapaa
B YCIIOBHMSIX MCKYCCTBEHHOT'O KPOBOOOpAIICHNUS W aHTe/
peTporpamHoi XoaomnoBoi Kapauoruiernu. [Tpu moBTop-
HOM 00CJIeIOBaHUM TTallMeHTKN 4Yepe3 3 Mecslia mocie
OITepaTUBHOIO JICUCHUSI OTMEUYAJIOCh SIBHOC YIIyUIIICHUE
camouyBcTBUs. boim B rpymHOIT KileTKe He OSCITOKOMIIM.
ITompeM Ha 2-i1 3TaxX M OBICTpas Xombba He BBI3LIBAIA
IrcKoMdopTa 3a TPyIMHOM, IMTOTPEOHOCTH B MCITOIB30-
BaHUU M30KeTa He ObI10. CoxpaHsgiach He3HAUMTEIbHAS
00JIE3BHEHHOCTb B 00JIaCTU ITIOCJIEOTIEPAIMOHHOTO IIIBA.
ITo ganubiM Dx0KI, oTMedanach mojaoXuTeIbHAsT JUHA-
MWKa B BIJIe YMECHBIIICHUSI pa3MepoB IIpencepauii (IIpen-
MYIIECTBEHHO IIpaBOro). PacueTHoe cpemHee maBIICHUE
B JIETOYHOM apTePUM COCTABUIO 26,4 MM PT.CT.

ITo manHbBIM TIpoBeneHHOI uyepe3 3 Mecsima MCKT
KOPOHAPHBIX apTepuil, TIepeaHsIs HUCXOAAIIAs apTepus
(ITHA) oTxomMT OT BOCXOMSIIETO OTHEJIa aOPThI UYyTh
BbIIIIE JIeBoro KopoHapHoro cuHyca. [1KA, ITHA u gua-
TOHAJIbHBIE apTepUU TIPOXOINMEBI, PaCIIMPEHBbI, UMEIOT
BBIpaXKeHHBIN M3BUTOM Xxon. IIpy mpoBegeHUM CIIMHTU-
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