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OBPALLEHUE K YATATENAM

Joporue yntatenum!

Bb1 nepxkute B pyKax exeroaHbliii Homep “Poccuiickoro
KapIrOoJIOTUIECKOTO XXypHaJia” , IIOCBAIICHHBI HEKOPOHA-
POTEHHBIM 1 KJIaITaHHBIM 3a00s1eBaHmsIM cepaiia. Ceromss
5TO eAMHCTBEHHBIN KapauOJIOTMIeCKUii XypHan Poccum,
KOTOPHII PEryasipHO OTHACT CBOM CTPAHMIIBI IO CTATHU
JTAHHOTO HaIpaBJIeHNsI. BMecTe ¢ TeM, BO BceM MUpPE 1 OCO-
6erHO B EBpoITe MMEHHO B 3TOM 00JIACTH IIPOBOASITCS HaM-
0ojice MHTEpeCHBIC, HA HAIl B3IISIA, W pPa3HOILIAHOBBIC
HCCIICIOBAHMS.

B 2016 rony ocHOBHOE 00CYXIEHUE ITOM TEMATUKU IIPO-
xomuino Ha cexkumsix Konrpecca EBpomeiickoro oOlecTsa
KapmuosoroB B Pruve u 13-i1 Bctpeue Paboueii rpyrmsr ESC
1o 00JIe3HSIM MHOKapaa 1 repuKapaa B BapHemionze, wie-
HaMM KOTOPOH SIBIISTIOTCSI TIOKA COMHWYHBIC CITCIIAATACTEI
u3 Poccuu. HaubGonee ocTpble AMCKYCCUU BEOYLIMX €BPO-
rretickux akcnepToB (A. Frustaci, H-P. Schultheiss, A. Caforio
M Jp.) KacaJIMCh BO3MOXKHOCTH ITPOBEICHIST IMMYHOCYIIPEC-
CHBHOM Teparmu Y BUPYC-TTIO3UTUBHBIX O0IHHBIX MIOKAPIH-
TOM, B YaCTHOCTH, TIPM HAJIMUMK B MUOKapIE TTapBOBUpYca
B19. Iocnennme myomikamm n3 kmmHUKK [llapure roBo-
PAIT O TOM, 9TO 3(h(PEKTUBHOCTD IIPOTUBOBUPYCHOM TepaIT
(B yacTHOCTH, MHTEP(EPOHOM) B OTHOIICHWM TAHHOTO
BHpYyca MO-TIPeXXHEMY HEBBICOKA, B TO BpeMsI KaK €ro poilb
B Pa3BUTHM MHUOKAPIUTA OCTAeTCSl HE JO KOHIIA TTOHITHOM
(M3BECTHEI KaK (haTalbHBIC CIydal, TaK U BITOJIHE TOOpOKa-
YeCTBEHHOE HOCHUTEIIBCTBO). KpaeyrompHBIM  SIBJISIETCS
BOITPOC O KOHKPETHBIX MEXaHM3MaX, dyepe3 KOTOPBIC BUPYC
MIPUBOIUT K MHAYKIIMY U TTOMIEPKAHIIO BOCTIAJICHIS B MO~
Kapie W Ha KOTOPBIC OJDKHO OBITh HAIIPaBJICHO JICUCHME.
MoxHO oxXuaaTh, 4TO B Omvkaiiiue rogsl B EBpone mosi-
BSITCSI pabOTHI 110 M3YYCHUIO MMMYHOCYIIPECCUBHOI Tepa-
MY Y OTHETBHBIX KATCTOPHIA BUPYC-TTO3UTUBHBIX OOJTHHBIX;
HaIll OITBIT, OTPaXKCHHBIM B aHATOTMIHOM HoMepe PKIK
3a 20161, ToBOpUT 00 3(PPEKTUBHOCT OTHOCHUTEILHO MSIT-
KOT0 IMMYHOCYTIPECCHBHOT'O JICICHHUS Y BUPYC-TIO3UTHBHBIX
OOTBHBIX (ITPEUMYIIIECTBEHHO C TTapBOBUpYycoM B19 B Mumo-
Kapie) ¢ BBICOKOI IMMYHOJIOTUICCKOI aKTMBHOCTBIO.

B Poccru paznnuHble aclieKTbl HEKOPOHAPOTeHHBIX 3200~
JieBaHUIA MUOKapAa ObUTA B HaMOoJ1ee MOJTHOM BUJIE IPEICTaB-
JIeHBI Ha PoccriickoM HaIlMOHAIBHOM KOHTPECcce KaparoJio-
roB B ExarepuHOypre, rae npoluim 7 crnenuaTi3upoBaHHbIX
CeKIIMII M IUICHAapHOe 3acedaHne. Marepuaiibl JaHHOTO
HOMepa B 3HAYMTEIILHOIM CTETICHN OTPaKAIOT PaOOTHI, TIpel-
CTaBJICHHBIC OCEHBI0 Ha KOHTPeCCe BEMyIIMMM CICIAI-
CTaMHM M 3KCIepTHBIMK Tpyrmiamu Poccrm. K coxareHmio,
KpYT 3TUX CICIMAINCTOB ITOKA He 0YEHB IIPOK — B IIEPBYIO
ouepelb B CBSI3U C TEM, UTO M3yJeHHe TIPOOIeMBI Ha COBpPE-
MEHHOM YPOBHE COBEPIIICHHO HEBO3MOXKHO 0¢3 IIPUMEHEHUST
Ouorcuy MUoKapaa, KoTopasi o MHEHUIO €BPOIEHCKUX 3KC-
IIEPTOB OCTACTCSI 30JIOTBIM CTAHOAPTOM IWATHOCTHKU MIO-

bnarosa Onbra BranuMupoBHa, 1.M.H., mpodeccop
H3zememikeBuu Cepreii JIeoHUI0BUY, 1.M.H., TIpodeccop

KapAMTOB U APYyTryx Oose3Hel MMoKapaa, Ho B Poccuu BbINos-
HSIETCS1 JIMIIb B € IMHUYHBIX LIEHTpaX.

OTKpEIBaeT HOMEp CTaThsl, B KOTOPOI MBI TIPOBOIUM
aHAJIN3 SBOJIIOINN KJIACCH(UKALINI HEKOPOHAPOTCHHBIX
3a0oJieBaHUI MUoKapaa Kak B Poccuu, Tak 1 3a pyoexkom,
W MpejjiaraéM COOCTBEHHbIM BapUaHT Takoi Kilaccuduka-
. Tpr cTaTbM MOCBSIIIEHBI BOSMOXHOCTSIM HEMHBAZHB-
HOM AMAarHOCTUKM MUOKApPAUTOB (MMMYHOJIOTUYECKUE
Mapkepsl, MPT u MCKT ¢ KoHTpacTpOBaHIEM) B COITO-
CTaBJICHUM ¢ OMoricueil MuoKapaa. Elre omHM BakHEi-
ILIMM acCTeKTOM JIeYEHMUS SIBISIETCS OLIEHKA prcKa BHe3all-
HOM cepIeyHOoil CMEepTH M TIONMCK €¢ HOBBIX IIPEIUKTOPOB
y 60abHbIX ¢ TKMIT u IKMII. Bce 6osee yacto kapauo-
JIOTM CTaJKMBAIOTCS C TaK Ha3blBAEMbIMM — PEIKUMU
dopmMamMy KapIMOMMONATHI, KOTOPEIE TPEOYIOT Mepeoc-
MBICJIEHUSI — € KPUIITTaMU MUOKapAa JIEBOTO KeIylI04Ka,
HEKOMITAaKTHBIM MUOKapAOM, pPa3IMYHbIMM BapuaHTaMU
aMUJIOMI03a.

HaMm npencraBisieTcss HECOMHEHHBIM, YTO YCIELIHOE
pa3BUTHE HAITPaBJIEHUs BO3MOXHO JIUIIb B CIIEIUATU3UPO-
BaHHBIX 1IEHTpax, 00JagalolyX MOJHBIM CHEKTPOM IHa-
THOCTUYECKMX BO3MOXKHOCTEH (BKIIIOYAsl BBHITIOJIHCHUE
ouoricun Muokapaa v JIHK-muarHocTMku) u ombITOM
paboThl ¢ MOmOOHBIMM OOJbHBIMU. Ha cerogHst Takas
KOMaHJIa yke BKJIIOYaeT CIELMaIUCTOB 110 JIy4YEBOI U Yiib-
Tpa3BYKOBOI JMarHOCTUKE, MOpP(OJIOroB, T€HETUKOB,
MMMYHOJIOTOB, WH(MEKIMOHUCTOB, WHTEPBEHLIMOHHBIX
KapIMOJIOTOB, KapAWOXUPYpProB, TPaHCILJIAHTOJIOIOB,
OJIHAKO BEIYILLIMM CITELIMAJIMCTOM, KOTOPbI TOKEH BECTH
nalyeHTa Ha BCEM MPOTSDKEHMM ero OOJIe3HW, OCTaeTcs
TeparneBT- “MHUOKapAHOIOr”. XOTUM TaKKe aKIICHTUPOBATh
BHHUMaHWE BCEX YMTaTesiel Ha HEOOXOMMMOCTU CO3MaHUS
COOCTBEHHBIX POCCUMCKMX PETMCTPOB OOJBHBIX C MUOKap-
IUTAMHA ¥ KapIUOMMOIIATASME, KOTOPBIC CTaIM OBI OCHO-
BOM 1J11 YTOYHEHMS JIeYeOHON TaKTWKM, W TIpU3bIBAEM
K OOCYXIEHUI0O TEXHWYECKMX acIeKTOB OCYILIECTBICHUS
TAKOTO ITPOEKTa BCEPOCCHIICKOTO MacITaba.
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0B30P 3APYBEXHbIX HOBOCTEN KTMHWYECKOW MEAULUHDI

[IpuBonATCS MaHHBIE TOJITOCPOYHOTO (ABYXTOIUIHOIO)
HabMoneHUsT OOJBHBIX CO CpaBHEHMEM BHEIPEHHBIX
B KOPOHApHbBIE apTePUH CTEHTOB C JICKAPCTBEHHBIM ITOKPBI-
THEM U OMOPACTBOPUMBIX HMMILIAHTOB C 3BEPOJIMMYCOM.
Nairooz, et al. (2017) mpoBesin MeTa-aHaAU3 MyOIMKaLIMi
¢ obmmM yrciioMm nanueHToB 2360 B 5 mporokonax. IToka-
3aHO, YTO OMOPACTBOPMMbIE KapKachl MPUBOIWIN B OOJIb-
1eMy KOJIMYECTBY CBSI3aHHBIX C YCTPOMCTBOM COOBITHIA,
TIOBBIIIAs UX a0COMOTHBIN pUCK Ha 2,4%, OTHOCUTEIbHBII
(1o cpaBHEHHUIO co cTeHTamu) Ha 53%. Tak, yactora TpOM-
603a creHTa Obl1a 2,1%, Tormna Kak y cteHToB 0,6% (0THO-
1eHue pyuckoB 3,39). JleTalbHOCTD B rpyIinax Obuia oarHa-
KOBasl, KaKk U HEOOXOAMMOCTh PEBACKYJIApU3ALIMU BBULY

Pa3BUTUSA ULLIEMUHU 110 LICJIEBOMY COCYY.
(Mo panHbIM: Heart, 2017)

K MexaHm3aMaMm BIMSHAS MEHOITAy3Bl Ha CEepIeYHO-
COCynuCThIN puck obpartunuch de Kat, et al. (2017). Onu
BKJIIOUWIJIM B UccienoBaHue 3108 xeHIuH, Habmonast ux
B TeueHue 20 jet, B iepuof ¢ 1987 mo 2010rr. Cpenu nsme-
PpsIeMBIX TTOKa3aTeJIeii ObUT aHTUMIOJIIEPOBCKIIA TOPMOH —
Mapkep pe3epBa sMuyHUKOB. K KoHIly Habmonenus y 8,2%
KEHINWH CIYYUINCh T¢ WJIM WHBIC COOBITHSI, BKITIOUAST
2,6% uHcyasroB. [1oka3aHo, 4TO KOHLEHTpALMsI TOPMOHA
¥ TPAaeKTOpHUS €€ M3MEHCHHSI BO BPEMEHM CBSI3aHBI He3a-
BHICHIMO C CEPIECYHO-COCYINCTEIM pUCKOM. CHIDKEHHE €TO
KOHIICHTpAaIlMi B TeprdeprdecKoil KpoBU €CTh YacTh
MaTo(U3NOIOTHIECKOTO MEXaHMU3Ma, TIOBBIIIAIOIIETO

PUCK B CBA3U C HACTYIIVICHUECM MCHOIIAY3bI.
(Mo nanHbIM: Circulation, 2017)

XojomHasi TMOToAa ITOBBIIIAET YacTOTY pPa3BUTUS
nHbpapkra Mmuokapma (MM). O6 sToM coobmaercs
o naHHbIM ucciienoBaHust B Kanane, ropoge Winnipeg.
B teuenue 6 et mpoBOAMIOCH HAOIIOAEHME 3a TTOrOA0M
U MEIULMHCKOW CTAaTUCTUKON HaCEJEHHOTO MYyHKTa
¢ 700 TeIC xuTeneil. BrisBIeHO, UTO MajgeHue TeMIiepa-
Typel Ha 10° C mnoBbiuaer Ha 7% xoaumdectBo MM.
B nepuon nabmonennst 32% nueit oblu xomoaHee 0° C,
38% — mexny 0 u 20° C, a 31% nneii teriee 20° C. Beero

3a 6 jeT cayuamioch 1817 UM ¢ moabpéMom cermenTta ST.
(Mo paHHbIM: Eur Heart J, 2017)

Abtopbel n3 IlIBenum (Kjellstrdm) coobmiaior, 4TO
6osbHBIe UM, y KOTOPBIX UMEETCS JeNpeccusi, HeIoIo-
aydanu aHtuaenpeccaHtbl. B mporokon PAROKRANK
Bouuio 805 mamueHTOB Moyioxe 75 JjeT ¢ nepBeiM UM
M CTOJIBKO 3K€ JIMII CXOAHBIX IT0 OCHOBHBIM ITOKa3aTeJIsIM.
IToka3ano, yto B rpynme UM y 14% ObUTM CUMITTOMEBI
JIETIPECCUM, TOTIa Kak B KOHTpoJie — y 7%. Cpeau 601b-
Heix UM u gemnpeccueil mpemnaparhl aHTUACIIPECCAHTHI
nosydaiu 16%, Torma Kak B TPYIIe KOHTPOJISI MAlluE€HThI
¢ nenpeccueit — 42%. ABTOD JeaeT BBIBOJ O TOM, UTO T€,
y Koro ciydmicss UM, He ucKaay IOMOIIM IO TOBOIY
CBOEl JEeNpeccuu, a eCIM MCKaJM, JAernpeccusl He ObLia

pacrnio3HaHa. JlomalllHMii cTpecc yaBaWBajl PUCK Pa3BU-

™1 UM, Oynydyu NpUYMHOM XKM3HEHHOTO UCTOILEHMS.
(Mo panHbIM: Eur Heart J, 2017)

ITo gaHHBIM amMepHKaHCKOro McciienoBaHus Dreyer, et
al. (2017), >KeHIIIMHBI UMEIOT 00JIee BLICOKWIA PUCK MTOBTOP-
HOI1 rocrIUTaIn3aluy B Te4eHHE MepBOro roja mocje BhI-
cku 1o noBoay octporo MM (oTtHoieHue puckos 1,29).
IToBTOpHBIE TOCTIMTAIM3ALMKU ObUIM CBSI3aHbI C JIIOOBIMU
NpUYMHAMU, HE TOJIBKO cepaeyHO-cocynucThiMU. Ha 310
BJIMSIIOT TICUXOCOLIMANbHBINA CTaTyC M XyAllee COCTOSIHUE

300POBbSI KCHIINH, HE3aBUCUMO OT BO3pacTa.
(Mo panHbIM: Circulation, 2017)

Kwuraiickue aBropnr (Liao, et al., 2017) oGparmmichk
K aHTUMUKPOOHBIM CBOIMCTBAM CTAaTMHOB, B YaCTHOCTH,
pussHUIO Ha Helicobacter pylory 1 MHOYITUPOBAaHHOE STOM
OakTepueii BocniasieHue. B in vivo u ex vivo Monesnsix Makpo-
(haroB nmokazaHo, 4TO JOOABJICHUE CTATUHOB CITOCOOCTBYET
¢arounrozy HP, a Takke ctumynupyer BBIPaOOTKY VMMM
JIN30COM, YTO BEIET K YCKOPEHHOMY PAaCTBOPSHUIO CEKBE-
CTpUPOBaHHBIX OakTepuii. Takke cTaTUHBI aTTEHIOMPOBAIU
MPOAYKIIMIO UHTEpeiiKnHa-13. ABTOpPbI 3aK/IIOYAIOT, YTO
Takoe IEeMCTBUE CTAaTMHOB MOXET CHIDKATh CTCIICHb BBI3-

BaHHOTO Helicobacter pylory BoctiajieHUsI.
(Mo panHbIM: Front Cell Infect Microbiol, 2017)

AwmepukaHckue uccienopateau (McCullogh, et al., 2017)
M3MEPWIN KOHILIEHTPALIMIO B MOYe METa00IMTa TPOMOOKCaHa
A, — l1-merunporpombokcata-B, y GOMBHBIX CTAONIBHOM
nimemudeckoil 6onesnpto cepaua (MBC), mpuHumarommx
acripuH. beuio BKmodeHo 327 MyxXUuH U 122 XKeHILMHBI
B BO3pacTe B cpeaHeM 66 jieT. OGHapyXeHO, YTO KOHIIEHTpa-
1IMs1 3TOro MeTaboIMTa JOCTOBEPHO CBSI3aHa C JIETAIbHOCTHIO
OT BCEX MPUYMH U MOXET ObITh MapKEPOM HEIOCTaTOYHOCTHU
aHTUTpoMOOLIMTapHOI Teparuu 60abHBIX UBC.

(Mo paHHbIM: Am J Cardiol, 2017)

B Ilepy ObL10 MpoBeAeHO HCCleNOBaHUE BIWSIHUS
BBICOTBI PACTIOJIOXEHUsI HACEJIEHHOTO MyHKTA U €To KaTe-
ropuu (TOpo, celbCcKasi MECTHOCTh) Ha pa3BUTHE apTe-
pHAIBbHON TUIIEPTEH3UW. B KOTOPTHBIN IIPOTOKOI
CRONICAS 651710 BKJTI0OYEHO 3,2 ThIC yYYaCTHUKOB U3 pa3-
HBIX 00acTeil cTpaHbl, cpeaHUit Bo3pacT 55,8 yeT. Pac-
TPOCTPAaHEHHOCTh apTEePUATLHON TUTIEPTEH3UN B Havasie
Obu1a 19,7%. B TedeHne HAOIIOOEHUS 3aperUCTPUPOBAHO
375 HOBBIX ciTy4aeB, 4To cocTtaBwio 7,12 Ha 100 yenoBeko-
sieT. OTHOIIIEHWE PUCKOB ISl CpenHeypOaHN3MPOBAHHBIX
obGacteit cocTaBuio 1,76 B cpaBHEHUU C BRICOKOYpOaHM-
3upoBaHHBIMU. OHAKO B CTydae BHICOTHOTO PACIIONOXKe-
HUS pUCK, HanpoTuB, cHxxaics (OP 0,74). Cpenu pakro-
POB KITIOYEBBIM OBLJIO OKMpPEHHNE. ABTOPBI OTMEUAIOT, YTO
CBSI3b MEXITYy BBICOTOM W TUTIOM TIOCEJIEHUSI C Pa3BUTHEM

TUINCPTCH3UU CYILICCTBYCT, XOTA U ICTCPOICHHA.
(Mo paHHbIM: Heart, 2017)




MEPENOBAA CTATbA

KNIACCUDUKALUA HEKOPOHAPOTEHHbIX 3ABOJIEBAHWUIA CEPAOLIA: HALL B3rN94, HA NPOBJIEMY

Bnarosa O.B., Hegoctyn A. B.

Mpobnema HekopoHaporeHHbIx 3a6onesanuii Muokapaa (HK3M) 1, B yacTHoCTH, MX
Knaccudvkaumm SBASETCS OAHON U3 HanboNee CNOXHBIX B KAPAUONOrUM U BHY-
TPEeHHel MeavumnHe. Ha ceroaHswHmii AeHb B Poccum oTCyTCTBYET eamnHas obuum-
anbHO YTBEPXAEHHAsA knaccudukauys, B HAY4HON 1 NPaKTUHECKOW Kapanonorum
MNCMNONb3YIOTCS 3NEMEHTbI HECKONIbKUX Knaccuukaumin — amepukaHckoi (2006r),
esponeiickon (2008r) n nocnegxen moaudukaumm knaccudukaumm H. P. MNaneesa
n ®.H. Maneesa (2008r). B cTaTbe NpoBOANTCS KPUTUHECKOE COMOCTABNEHNE faH-
HbIX Knaccudukaumii, aHanna aBosouMM NoHATUS “kapamomuonatus (KMM)”,
€BPOMEVICKON 1 POCCUIACKON Knaccudukaumii M1oKapauToB 1 knaccubukaummn
2014r MOGE(S); npepnaraioTcst NpUHLMNG “naeansHoin” knaccudukaumm Ha coB-
pPeMeHHOM 3Tane 1 COBCTBEHHbI ee CUHTETUYECKMIA BapUaHT.

OCHOBHbBIMU aCMEKTaMU NPEN0XEHHO knaccudurkaumy SBASIOTCS BBEAEHNE CUH-
[IPOMHOr0 Noaxoza (BblAeneH1e BeAyLLErO KIMHUYECKOr0 CUHAPOMA) Kak NepBoro
3Tana HO30/0rM4eckoi AMarHocTMku npu nopo3pernn Ha HK3M; coxpaHeHue
HO30/10rM4eckoro npuHumna ¢ pasgenesnem HK3M Ha muokapautsl, KMIM n myo-
KapamonucTpobum; BelaeneHne codeTaHHbix dopm HK3M; napannensHoe ncnosnb-
30BaHME 3TUONOTMYECKON (B T.4. FEHETUYECKON) U CTPYKTYPHO-(PYHKLMOHANBHOM
knaccndukaumm KMIT; BbigeneHne CTPyKTYpHO-dYHKUMOHanbHOW dopmbl KMIM
C NPENMYLLLECTBEHHBIM NOPaXEHNEM NPaBbIX OTAEN0B CEPALA; BblAENEHME (HapsaLy
C reHeTUYeckMM 1 namonaTuieckumMim) ocobeix dopm KM, KoTopble MMEIOT cMme-
LUAHHYIO MPUPOLY; COYETaHWIA HePEeBMATUYECKOrO MUOKapaMTa C Nepu- v dHpoKap-
[IUTOM; CTEMEHN LOCTOBEPHOCTU MIUOKAPAMTA (MPU HEBO3MOXHOCTY BbINOHEHNS
61oncuMm M1Mokapza) C Y4eToM OpUrMHaNbHBLIX KPUTEPUEB €r0 AMArHOCTUKU; CTe-
MeHN aKTUBHOCTV MUOKapaMTa — Kak rMCTONIOMMYECKO, Tak U MMMYHHOW; ABYX
$opM MHPaPKT-NoJ06HOro M1oKapamTa (Hapsidy C ULLIEMMYECKMM); NapaHeonna-
CTMYECKOr0 MMOKapauTa 1 M1oKapamuTa B pamkax Heknaccuduumpyemblx (naTeHT-
HbIX) CUCTEMHbIX MIMMYHHBIX 3a6051EBaHNIA; BHECEHWE B KNaccuduKaumio noapoo-
HOM MOP®ONOrMYeCcKon 1 BUPYCONOMMYECKON XapakTepuCcT KM M1MoKkapauTa; pas-
[leNeHre MMOKapAMoAUCTPOdUA MO CTEMEHW KOMMEHCALMW CUCTONNYEeCKON

YHKUMKM; CO3aaHME KNMHWYECKON Knaccudukaumy apuTMOreHHON Aucnnasvu
NpaBoro Xenyao4ka U CUHAPOMA HEKOMMAKTHOrO MuokapAa (C y4eToM Hanmyus
VAW OTCYTCTBMSI MUOKAPAUTA).
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CLASSIFICATION OF NON-CORONARY HEART DISEASES. POINT OF VIEW

Blagova O.V., Nedostup A.V.

The problem of non-coronary diseases of myocardium (NCDM) and, particularly,
the classification of them, is one of the most complicated in cardiology and internal
medicine. Until recently, there is no unified official classification in Russia, and there
are various in use for practical and scientific purposes: American (2006), European
(2008) and the latest issue by Paleev N.R. and PaleevF.N. (2008). The article
critically examines and compares these classifications. The analysis provided, of
evolution of the term “cardiomyopathy” (CMP), European and Russian classifications
of myocarditis and MOGE(S) of 2014; the principles for an “ideal” classification are
proposed, at modern stage, and our original synthetic variant.

Main aspects of the proposed classification are introduction of syndromal approach
(the selection of primary clinical syndrome) as a first step of nosological diagnostics
when NCDM suspected; retaining of nosological principle with distinction of NCDM
to myocarditis, CMPs and myocardiodystrophies; selection of combination NCDM;
parallel application of etiological (incl. genetic) and structure-functional CMP
classification; selection of CMP with mostly right chambers lesion; selection
(together with genetic and idiopathic) of the special CMPs, showing combinational
nature; combinations of non-rheumatic myocarditis with peri- and endocarditis; the
grade of myocardium diagnosis reliability (if biopsy impossible) with the original

JIro0as KmnAMYecKas KiacCcupUKaIs OTpaXaeT ypo-
BeHb ITOHMMAaHUSI IIPOOJIEMEI M B CKaTol (popme comep-
KHUT HamboJiee BaxXHBIC CBEACHUS O CYITHOCTH OOJIC3HM.
3aboneBaHUsI COOCTBEHHO MMOKapaa, He CBsSI3aHHEIC

criteria of its diagnostics; the level of myocarditis activeness — histological and
immune; two types of infarction-like myocarditis (as well as ischemic); paraneoplastic
myocarditis and myocarditis as non-classified (latent) systemic immune disorder;
introduction of a detailed morpho- and virological characteristics of myocarditis into
classification; distinction of myocardiodystrophies by the level of systolic function
compensation; creation of clinical classification of arrhythmogenic right ventricle
dysplasia and non-compaction myocardium syndrome (incl. in the presence and
absence of myocarditis).

Russ J Cardiol 2017, 2 (142): 7-21
http://dx.doi.org/10.15829/1560-4071-2017-2-7-21

Key words: non-coronary diseases of myocardium, classification, myocarditis,
cardiomyopathies, myocardiodystrophies.
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Moscow, Russia.

¢ TIopaxkeHNeM KOpOHAPHEIX apTepuii (0Tcioma Hanbosiee
YIIOTPEOUTENBHBII TPYIIIOBOM TEPMUH — HEKOPOHApO-
TeHHBIC 3a001eBaHnsa Muokapaa, HK3M), a Takke ¢ Bpo-
XKICHHBIMA ¥ TIPUOOPETCHHBIMU ITOPOKAMM CepAlla
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W IPYTUMHU COCTOSTHUSIMM, KOTOPEIC TIPUBOIAT K BTOPUY-
HO#l meperpy3ke MUOKapaa (HampuMep, apTepHaTbHOU
WIN JICTOYHOM TUTIEPTOHMEH), SIBJISTIOTCS caMOii MHOTO-
YUCIICHHOW, pa3HOPOTHON M HETOCTATOYHO M3YUYCHHOU
TPYIIION OO0JIe3HEM cepalia, KiacCUHUKaIus KOTOPOU
0COOEHHO cJIOXXHA. BeposiTHO, HM B OTHOM paszesie Kap-
IVOJIOTHY KiIacCMUKAIIMM 3a IIOCJCOHME IT0JIBeKa
HEe MCHSUINCH CTOJIb pamvKalbHO. BKirouass B ceOs Bce
HOBBIC CBEIICHUS 00 3TUOJIOTUH 1 ITATOTEHE3¢ Pa3IMIHBIX
HK3M, st xnaccndukanmm ogHOBPEMEHHO ITpHUodOpe-
TalOT ¥ HOBBIC HEMOCTATKH, TJIABHBIMHU CPEIN KOTOPBIX
SIBJISTIOTCSI, HA HAaIll B3IJISA, yTpaTa HO30JIOTHYECKOTO
MIPUHIINITA, KIMHAYHOCTH M TTPAKTUIHOCTH.

TepmuH “kapouomuonamuu” (KMII) ObL1 IpenoxeH
W. Brigden B 1957t mist 0603HaueHNS 3a00JIeBaHUIT MUO-
Kapaa HeM3BECTHOM MPUPOIHI (HE CBSI3aHHBIX C BOCTIAJIC-
aueM, UBC, runeproHmneii 1 np.), XapaKTePU3YIOIIIXCST
KapaumoMeranueit, mameHeHussMu Ha DKI, mporpeccupy-
OIIMM TEUYCHUEM C Pa3BUTHUEM CEPICYHONM HEOOCTATOU-
HOCTH M HeOJaronpusiTHbIM HporHo3om [1]. BeemeHue
9TOr0 TOHSTHS 3aBepIIIO (GOPMHPOBAHUE 0a30BBIX
MIPEACTaBICHUI O TPeX OCHOBHBIX MEXaHMU3MaXx IepBUY-
HOTO TTOpaXXeHUsI MIOKapaa — BOCHAJICHNH, TUCTPODUN
W TCHETHMYECKOM HEIIOJTHOLICHHOCTH CTPYKTYPHBIX OeI-
KOB Y JpPYTUX KOMIIOHEHTOB KapJAWUOMHOIIUTOB.
B cooTBeTCTBMUM ¢ 3TMMHM MeXaHH3MaMM, OTEYCCTBEH-
Hbele aBTopbl (ITaneeB H.P. u ap.) coszmanu Haubozee
SICHYIO W HE YTPaTUBIIYIO CBOEU aKTyaJbHOCTH KJIACCH-
¢ukaumio HK3M: 1. Muokapauthl. 2. Muokapanoa-
crpodun. 3. KapanmoMuonaTuu: IyiaTallioHHast, THUIIEP-
TpodmdecKasi, peCTpUKTUBHAS.

Muokapoum sIBISIeTCS CaMBIM YCTOSIBIITUMCSI TIOHSI-
THEM U3 3TOM Tpuanbl. Ecim mepBbIe ero onmmcaHmsI Kaca-
JINCh OOJIBHBIX PEBMATH3MOM, TO B HaJbHEUIIEM 3TUM
tepmuHoM (tipemyiokeH B 1837t 1. E Sobernheim) cramm
0003HaYaTh caMBle pa3HBIe ITOpakeHWS MHOKapia,
BKJTIOUass MHMAPKT, XOTS CBSI3b MHUOKapamuTa ¢ MH(MEK-
el OblJIa YCTAaHOBJICHA ITOCTAaTOYHO paHo. Kak orme-
yaet H.P IlaneeB, “mmarHo3 “XpoHMYecCKUil MHUOKap-
IUT” OBUT TIOIYJIIPHEUIINM OUAarHO30M BTOPOI IOJIO-
BUHBI XIX 1 nepBoit yeTBepT XX BEKOB”, (DaKTUUECKU
CTaB CMHOHMMOM HEKJIaITaHHBIX Oose3Heit cepama” [2].
BO3 monmMaeT mom MHOKAapIWTOM BOCHAJIUTEIBHOE
3a00JIeBaHME MHOKapaa, KOTOpOE COIIPOBOXKIACTCS
HapylmeHHeM (YHKIWN cepala M “IHarHOCTHPYETCS
Ha OCHOBaHUM YCTAaHOBJICHHBIX TUCTOJIOTMTICCKIX, TMMY-
HOJIOTMIECKNX U UMMYHOTUCTOXUMHNIECKIX KPUTEPUEB”
(1995t [3]). DToTO X€ OmIpemeNicHUs MPUIEPKUBAIOTCS
aBTOpPHI MepBbIX EBponeiickmx pekomeHmamnumii 2013r [4].

7151 BEIIETICHUS HEBOCTIATUTEILHBIX TTOPAXKCHUHA cep-
IevyHoi MbeIIIBI B 19281 Riseman mpemioxXusl TepMUH
“muokapno3”, a B 1935r I.®.JlaAT 0003HAYMI 3Ty
rpyrmy 3a0ojieBaHUI TepMUHOM “ducmpogpus muo-
Kapda”, KOTOPBI TaK U HE TIOJYYMIT MEXIyHAPOIHOTO
MIPU3HAHMUS, O YeM OCTAacTCSI TOJBKO COXajeTh. YeTKast
maToreHeTH4YeckKass ¥ Mopdoaormdeckas CYIIHOCTB

TMOHATHS (HapyIIeHUST MeTaboIM3Ma MIoKapaa 0e3 mpu-
3HakoB BocnajecHus — I. ®. JIaHT OTHOCWJI K HUM MYT-
Hoe: HaOyxaHHe, OCIKOBOE IIepepOXIeHUE, KUPOBYIO,
JINTIOMIHYIO TeTeHEePanio I WH(PUIBTPALNIO, aMIIIO-
WIHOE, BOCKOBUIHOE MEPEePOXKICHNE W T.II.) M BTOPUU-
Hasl MPUpPOIa, T.€. CBSI3b ¢ MHOTOYMCJICHHBIMU, TOCTa-
TOYHO XOPOIIIO M3BECTHBIMU 3TUOJOTUUCCKUMU (haKTO-
pamu, oTaryaiot 3ty rpymny HK3M kak or MuokapauTta,
Ttak 1 oT KMII B nx Kj1accuueckoM MOHUMAaHUU.

MMeHHO 3Ty MHOTOYMCJICHHYIO TPYHITy OOJIe3HEH
MHOKap/a 3a pyoexkoM cTajid 0003HaYaTh ITATOTeHETUIC-
CKH HEOIIPaBIaHHBIMHU M BHYTPEHHE IIPOTUBOPECUYNBLIMU
MOHATUAMM “crienmdudeckue” WM “BTOpUYHBIE”
KMII. JonomHUTeNbHYO TTyTaHUILY BHECJIO MpEIioxe-
Hue amepukaHueB (kiaaccuduxaiusa 2006r, [5]) moHu-
Math nof, BropuuyHbiMu KMIT nmopaxkeHus cepaiia B paM-
KaX CHCTeMHBIX O0oJie3Heit, 4TO, KCTaTH, HE HOBO
(B TOM Xe¢ CMBICIE TOBOPUI O BTOpWMYHBIX KMII
E. M. TapeeB). Ilo cyrm, ceromHst 1f000e ITOpaxkeHME
MHOKapa N3BECTHOM MM HEM3BECTHOM 3TUOJIOTUH UME-
HYIOT KapAMOMHONATHe# (WImeMudecKas, IradeTmdec-
CKasl, TUPEOTOKCHYECKasl, aJKOTOJibHAs, KJIallaHHasd,
npeacepaHas, pyoIoBasi 1 T.11.), YTO IIPUBOMUT K ITOJTHOM
yTpaTe CMBICIIa 3TOTO IIOHSITHSI, KOTOPOE MOXHO OBLITIO OBI
pacidpoBaTh KakK “4To-TO ¢ MUOKapAOM” WV IITApe —
“gT0-TO C cepaueM”.

B Ttabauiie 1 Mbl CyMMUPOBaJIM BOJIIOLIMIO MIPEACTAB-
JICHUH 0 3a00JIeBaHUSIX MUOKapaa (“KaparnoMUOIATHSIX
KaK B CTPOTOM, TaK ¥ B CaMOM IIMMPOKOM CMBICJIE CJTOBA)
3a mociaemane S50 ymer. M3 0e3yclOBHO ITO3MTUBHBIX
MOMECHTOB CJIeyeT OTMETHUTh pacIIm@poBKy Bce Ooiee
IIMPOKOTO CIEKTPa 3TUOJIOTUUSCKUX (DAaKTOPOB OoIe3-
Hell MUoKapaa (B T.9. TeHETUYECKOM ITPUPOIBI MCTUHHBIX
KMII), Beimenerme B 1980Tr OCHOBHBIX CTPYKTYPHO-
¢dyaknuoHanpHbeIX THIOB KMII (gumaranimoHHas,
rumneprpodudeckasi, peCTPUKTUBHAS), BKIIOUYCHUE
B rpynny KMII reHeTnueckux 6oje3Helt ¢ HapylIeHUEM
TIPEUMYIIECTBEHHO 3JICKTPUIeCKIX (DYHKIIMI MUOKapIa
(2006), u3 orpuuareabHbIX — oTHeceHne K KMII
HE TOJBKO MHMOKApIUOAMCTPOGMIT M3BECTHOM STHOJIO-
TMA, HO U MHOKApAUTOB. TepMMH “BocHaJuTeIbHast
KMII” 6b1 BBemeH I 0OO3HAYeHMS MUOKapAuTa
B coueTaHUM ¢ qucdyHkumeir muoxkapaa [9]. Takoir nua-
THO3 TOYHO YKa3bIBaeT Ha IPUPOMY, HO HE CTaIHIO IIPO-
mecca (BKIIOYAET CJIy9ad ITOCTMHUOKAPIUTHIECKOTO
CKJIEpO3a) W, COOTBETCTBEHHO, CaM IO ceOe He SIBIISICTCS
OCHOBaHMEM JIJII Ha3HAYCHMST 0a3MCHOM Teparmu.

OuYeHb CHOPHBIM SIBIISICTCS BOIIPOC O BBIOCICHUN
UILEMWYECKOM, KJIalaHHO#, rumneproHudyeckoir KMII,
KoTopoe ObUIO “y3akoHeHO” Kiaccupukanmeit BO3
19951, HO 3aTeM BHOBB ITOABEPTHYTO COMHeHUAM. Otpe-
IIeJICHHBIN CMBICII B 9TOM €CTh: TaJICKO He Y BCeX MallleH-
TOB C KOPOHApHBIM aTePOCKICPO30M, WH(MAPKTOM,
TUTICPTOHNEH pa3BUBACTCs AWIATAIlAS TIOJIOCTCI; OHA
MOXET YKa3bIBaTh Ha TCHETUIECCKYIO “TIOJIOMKY” Y TaKUX
OOJIBHBIX (K IIPUMEPY, IPU TUTICPTOHUH — OCOOBII TeHO-
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Tabnuua 1

Aeonioums knaccudpukauun KMMN

lop, aBTOp J.F. Goodwin, 1964, [6] BO3, 1980, [7]
Knaccudukaumum
Onpenenexve 0CTpOe, NOAOCTPOE 1N 3abonesaHusi
KapavomuonaTum XPOHMYECKOE PacCTPOVCTBO MVOKapaa Hen3BeCTHON
CEepAeyHOI MblLLILIbI 3TMonorum
HEN3BECTHOW/HEACHO
3TNONOT UK, C HaCTbIM
BOBJIEYEHNEM 3HO0/Nepukapaa,
He aTepoCcKIepoTU4ECKOro
NPONCXOXAEHNS
OCHOBHOW MpUHLMN CTPYKTYPHO-PYHKLIMOHAbHBIN CTPYKTYPHO-
pasneneHus OYHKLMOHaNbHBIN

OcCHOBHble BUABI 3acToviHas, F’KMI, JAKMM, FKMI, PKMI,

KapavomuonaTui KOHCTPUKTVBHaS, Heknaccuduuypyemble
obauTepupyoLas

XapakTepucTtuka HE paccMaTpuBatoTCs paccmatpuBatoTCst

3aboneBaHuin Kak cneumunyeckmne

MWOKapAa U3BECTHOM 3aboneBaHust

3TMONorNun MUoKapaa, Ho He
KapavommonaTum

JncoyHkummn KPUTEPWIA NCKITIOYEHNS He paccmarpusatoTcs

Mvokapza npu
MBC, runeptoHnu,
KNlanaHHbIX NOPOKax

AnarHosa kapguomumonaTtum

cepaua

MecTo MuokapamTa He paccmaTtpuBaercst OTHeCeH
K Cneundunyecknm
3aboneBaHusM
MvoKapaa

HoBble dopmbl - Heknaccuoduumpyemele

KapayoMmonaTui

THI OEIKOB PECHWH-aHTHUOTEH3WMHOBOU cucTteMbl, [10]).
Ho Ha mpakTuKe 3TO IPUBEJIO K TOMY, YTO KapaIHOMMIOIIA-
THE CTaIn Ha3BIBaTh JII00O0E TSLKEJIOE ITopaXkeHUE Cepaiia
y O6ompHBIX ¢ WMBC, tumneproHueil Wi MHOPOKaMH,
HE 3aayMBIBAsICh O IPYTUX IIPUINHAX TUCGHYHKIINN MHO-
Kapma.

Ecnu ceromus 3amath IMMPOKONW ayOIUTOPUU POCCHIA-
CKHX TEpaIeBTOB M KapIWOJIOTOB BOIIPOC O TOM, KaKasl
knaccudpmkanusgs HK3M ssisercs neiictByronieii B Poc-
CHH, OMHO3HAYHEIN OTBET BPSIA JIX OymeT ImoxydeH. MHo-
rve yIeHBIC W Bpauyl IPWHSUIM 110 YMOJYAHUIO KJIACCH-
(dUKaLMI0 aMeEpUKAHKOM KOJIErMy Kapanosaoros 2006
[5], KoTOpast, Ha HaIIl B3IJISI, SIBJIICTCSI OMHOM M3 CaMBIX
MPOTUBOPEUMBBIX U HEyIauHbIX. JIMIIb HEKOTOpBIE MTPU-

BO3, 1995, [3] AHA, 2006, [5] ESC, 2008, [8]

BCe 3aboneBaHus reTeporeHHas 3a60neBaHus

MuoKapaa, rpynna 3aboneeaHnii  Muokapaa, Kotopble

aCCOLMMPOBAHHBIE C €r0  Pa3nnyHOM COMPOBOXAAOTCS

[ncdyHKUmen 3TonoruK, HapyLIEHeM ero
COMNPOBOXAAIOLMXCH  CTPYKTYPbI M DYHKLIMM NPK
MexaH14eckon v/ OTCYTCTBUM KOPOHAPHOW
UM 3NEKTPUHECKON naTonorMu, rMNepPToHUM,
nnchyHkUmen NMOPOKOB cepaLa
muokapza

HEN3BEeCTHON/ nepeuyHble/ ceMeliHble/HeCeMelHble;

M3BECTHOM BTOPUYHbIE CTPYKTYpHO-

(cneunduyeckne) QYHKUMOHANbHBIN

3Tmonorum

OKMI, FKMI, nepBUYHbIE LOKMIM, TKMI,

PKMM, AOIMX, (reHeTnyeckue, PKMM, AOIMX,

Heknaccupuumpyemble,  CMeLLaHHble, HEKOMMNAKTHbIN MUOKaPA,

cneunduryeckme nprobpeTeHHbIe) Heknaccuduumpyemble
1 BTOPUYHBIE

paccmarpusaioTcs pa3bpocaHbl paccmaTpuBatoTCcs Kak

KaK cneumduyeckne Mo pa3HbIM rpynnam HecemeliHble GopMbI

KapavioMuonaTtum KapavoMuonarui KapavoMuonarwi

0oTHOCATCH KpuUTEPWIA KpUTEPWIA

K KapavomuonaTmsam UCKIIOYEHUS AarHo3a  UCKIIOYEHWS AnMarHo3a

npv HECOOTBETCTBUN KapauomMuonarum Kapavomuonarum

IMChYHKLMM M1OKapaa

TSXKECTU OCHOBHOIO

3a6oneBaHus

B Ka4ecTse pa3bpocaH OTHECEH K HECEMEINHO

BOCMaMTENbHON Mo pa3HbIM rpynnam dopme AKMM

Kapauomuonatiu KapavoMuonarui

OTHeCeH (nepBuyHbIe

K cneundunyeckmm npuoGpeTeHHble,

KapaMoMuonaTtvsm BTOPUYHbIE)

ALMX, HEKOMNAKTHBbIN KaHanonaTtum, OXMpEHVe

MVoKapa, Taxu- [leTn OT MaTepen
VHAYLMPOBaHHas, C CaxapHbIM AuabeTom,
Takouy60, CNOPTUBHOE CepaLe,

y AeTei 0T 6OJbHBIX
nnabetom matepeit

Takouy60

MEpHI: NIBE TCHETHUYCCKHME JIM30COMaJbHBIC OOJIE3HU
(Janona m @abpm) pasHeCeHBI IO Pa3HBIM TPYIIIaM
Ha OCHOBaHUM TOTO, YTO Ipu 6oje3Hn Padbpu mopaxa-
10TCs Apyrue opranbl U cuctembl; JIKMII BbigeaeHa Kak
cMelmaHHas (TeHeTUIeCKast M HereHeTUYecKasl) IepBUd-
Hast KMII, Muokapautsl (BocramurenbHass KMIT) otHe-
CeHbl K TpyIlmne MNpuoOpeTeHHbIX TepBUYHBIX KMII,
a capkKoua03 M MUOKapAauT mpu Au(Y3HbIX 00JIE3HIX
COEIMHUTEIbHON TKaHM — K BTopudHbiIM KMII; Bce
¢opmer PKMII 3a wuckiiouyeHMeM MAMOIIATUYECKON
oTHeceHbl K BTopuuHbIM KMII, x0T MHOrMe M3 HUX
MOTYT IIPOTEKATh C MPEUMYIICCTBCHHBIM WU M30JIUPO-
BaHHBIM MOpakeHNEM cepana (HallpuMep, TPAHCTUPETH -
HOBBIU ammiionao3). Heyno6cTBo Knaccuukaluuy moi-
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TBepKHAaeT TOT (baKT, 9TO M B HAYIHBIX ITyOIMKAIIMSIX
U TeM 00Jiee B KIIMHUYECKOM TIPAKTHUKE B TEUCHUE TTOCTIC-
myrorux 10 JIeT OHa HCITOIb30BaJIach OYCHB HEYACTO.

Vxe B 2008T eBporieiickiie 3KCHEepThl HE TOJIBKO
BBICTYIIJIA ¢ 0OOCHOBAHHON KPUTHKOI aMepHKAHCKOMU
KJacCU(UKAIIUN, HO U TIPEIIOXKUIN CBOIO, HECOMHEHHO,
0oJiee JJOTMYHYIO M TIPOCTYIO [8] — oHa coxpaHmIa MOp-
dodyukumonanpHbie BapruanTel KMII, BeImenmB cpemu
HUX CeMCHHBIC M HeCeMEHEIC, BKIIFOUMIIA HEKIacCH (M-
uupyemble ¢opmbl KMII (HeKoMMmakTHBIN MUOKapi,
Takoiy0o) u aputMmoreaHyio KMII mpaBoro xemrymouka.
Bmecte ¢ TeM, K HeceMeiHBIM (Y aBTOPOB 3TO ITOYTH
WICHTUIHO HETCHETHWYECKHNM, IPHOOpPETCHHBIM) BapH-
antam JIKMII oTtHeceHbl Bce (DOpMbI MUOKAPAUTA, UTO
SIBJIICTCSI OOIIMM CJIa0BIM MECTOM BCEX COBPEMEHHBIX
kinaccudukanmii HK3M, B KOTOpBIX HEM30€KHO pa3Mbl-
BaIOTCS HO30JIOTMICCKUE TPaHW, W MHOKAPIUT YXOIUT
Ha BTOPOCTEIICHHBIC POJIH.

[MombITKa pamWKalbHO IIPEOHOJETh 3TH TPYIHOCTH
clieJlaHa aBTOpaMM MOCJIeIHEH! rI100albHO eBpOMeiicKon
xraccudukarum KMIT (2014r), monyunBiieit Ha3BaHUe
MOGE(S) mo abbpeBraTtype OCHOBHBIX KOMITOHCHTOB
(Mopdo-(pyHKUIMOHAILHBIIA (DEHOTUIT; OpraHbl U CUC-
TEeMBI, BOBJICUCHHBIC B MIPOIIECC; TeHETUUIECKasl IIPUPOIA;
STHOJIOTHSI; CTaAus) U MPU3BAHHON IaTh MCUYCPITBIBAIO-
mwit moptpet 6oasHOro ¢ HK3M [11]. B mueane o moa-
KEH TIPEACTaBISATh M3 ce0sl TPOMO3IKUI U TPYIHO BOC-
MpUHUMAeMblii MHOTOYPOBHEBbIH OYKBEHHBIN KO,
HAaMHOTO MPEBBIIIAIOIIAN TIO0 CIOXHOCTH, HaIpUMeED,
Kinaccudukanuo omyxojeid “TNM”. Ha mpakTuke 3T0O
YacTO HEOOCTMKUMO: 3-s1 pyOpuKa (TeHEeTUICCKUA T1aT-
TEpH) KacaeTcsl MCKIIOUYNTEIbHO MCTUHHBIX, TeHETHYC-
cku aerepmuHupoBaHHBIX KMII, B 4-if pyOpuke (3THO-
JIOTHSI) HAIIUTM CBOE€ MECTO KaK OTHCIbHBIC (HaJIeKO
He Bce) dopmbl nepBuUHBIX KMII, Tak M MHOKapauT,
KOTOPHIII BHOBb pacCMaTPMBAeTCS aBTOpAMU JIMIIb KaK
oxHa n3 popm KMII u TepsieTcs B 0OMINY reHETUIECKUX
dopm.

Drsinst Ha 3Ty KilaccuUKAIINIO, OYeHDb TPYITHO BBIIC-
JINTH TJIABHOE U TPEICTAaBUTh ceOe, KaKOB Xe ICUCTBU-
TEJIbHO CITeKTp OcCHOBHBIX HK3M B 3aBUCHMMOCTH OT UX
STHOJIOTHH, ITaTOMOP(OJIIOTU M, B KOHCYHOM MHTOTE,
HO30JIOTUYCCKON TIpuponbl. Tak ke TPYOZHO OOBIIHOMY
Bpauy “IiepeBecTH”’ MaHHYIO aOOpeBHATypy B IIPWBHIY-
HBIIT HO30JI0OTUYECKUI AUArHO3, KOTOPBI, 0e3yCIOBHO,
IODKeH TIpealIecTBOBaTh MKdpy. PaccunTeiBaTh, 4TO
Bpay KaXIBI pa3 OymeT IpoIeIbIBaTh TaKylo paboTy,
He mpuxogutTcs. HayuHoe cooOIIEecCTBO MOKa TaKxke
C OCTOPOXHOCTBIO OTHOCHUTCSI K KiacCHDUKAIINU
MOGE(S), KpuTHKysa e¢ HEIIPUMEHHUMOCTb KO MHOTHM
cutyanusM. HampaimmBaioTcest aHaJIOTHUH ¢ KilacCuprKa-
el apuTMHUA ¥ aHTHAPUTMHYCCKHMX IIpeIrapaToB
“Cummmmmanckuit ramout” (1991r1): mpu Bcelt HaydHOU
CTPOMHOCTH M KpacoTe IIPHWHIIUIIA, ITOJIOXECHHOIO B €¢
OCHOBY, CETOIHS €¢ PeIKO KTO BCITOMMHAET — IS TIpa-
KTUYECKOM pabOTH OHA OKa3allach MaJIo IIPUTOMIHA M3-3a

CBOCH HETIPUBBIYHON IJII OOJBIIMHCTBA CITCIINAINCTOB
CIIOXKHOCTH.

Y xnaccndukammm MOGE(S), 6e3yciioBHO, ecTb OyIy-
mee. Ee ITaBHBIM ITOCTOMHCTBOM HaM IIPEACTABIISIOTCS
TIOJTHOTA OTMMCAHUS BCEX BO3BMOXKHEIX MposiBiiennii HK3M
Y KOHKPETHOTO OOJBHOTO, BO3MOXHOCTH OTPaKCHUSI
B IMAarHO3¢ CMEIIAaHHBIX (hOpM, KOTOPAsI 10 CHX He TIPeIyc-
MaTpHUBaJIaCh HA OMHOU KilaccH(pUKaIMeit. Yxe ToTyIeHBI
TAHHBIC O HEOJIATOIIPUSATHOM IPOTHOCTHYECKOM 3HAUYCHUN
HaJIMIMS Y OMHOTO TTAIleHTa MHOXECTBEHHBIX aTpHOYTOB
MOGE(S) [12]. Ocraetcs mioxenarhb, 9T00bI KJIacCudKa-
mist MOGE(S) cTana mpakTHdecKrM M HaydHBIM TIPHJIO-
JKEHHEM K 0oJ1ee IpocToit n (PyHIaMeHTAIBHOM KlacCub-
KalliX, TIOCTPOCHHOM IT0 HO30JIOTUICCKOMY TTPIHIIHITY.

OgHnuM m3 HamboJiee YTaYHBIX BapMaHTOB TaKOM
KinaccuUKaMy HaM KaxXxeTcs MOoIU(pUIIMpOBaHHAS
knaccudpukaums H.P. IMameeBa u ®. H. INaneesa 20091
[13]. 3a 6omee yeM 30 €T ¢ MOMEHTA ITyOIMKALINUI TIepP-
BBIX BApMAHTOB KiIacCU(UKAIINS TOKa3ajaa CBOIO XHM3HE-
CITOCOOHOCTh M IMEET PSII HEOCIIOPUMBIX ITPECUMYIIICCTB.
B ocHoBe ee mo-TipexXHEMY JIEXKWT paslIeliecHHe BceX
TMopakeHNI MHOKapaa Ha MUOKAPIUTHI (BOCIIAIUTEThb-
aeie), KMII (reHeTMYeCKME MIIM HEM3BECTHOM IIPUPOIBI)
¥ MHOKapIUOTUCTPoGHHU (HEBOCIAIMTEIBHBIC TTOpaXkKe-
HUSI U3BECTHOIM STHOJIOTMH), YTO TPEACTABISICTCS HaM
IIIyOOKO OITpaBIaHHBIM CO BCEX TOUCK 3PCHMS (ITATOMOP-
donornueckoii, HO30JOTMYECKOM, KIMHUYECKOM, IIpa-
KTH4YecKoi). BMecTe ¢ TeM, OCTarOTCSI CITIOPHBIMU HEKO-
TOpBICe KOHKPETHBIC PYOPUKU, PSII pa3aeiaoB (B OTHOIIC-
Hun kak KMII, Tak ¥ MHUOKapAUTOB) HYXIAETCS
B CYIIECTBEHHBIX TOITOTHEHUIX. He ompaBmaHo, Ha HaII
B3IJISII, BEPHOE II0 CYTH OTHECEHWEe K MHOKAPIUOMM-
cTpoHsIM TTOpaXKECHMIT MUOKapaa “IIpy BCeX M3BECTHBIX
CepIEeYHO-COCYIUCTEIX 3a00JIeBaHMSIX”: TaKOW BapHaHT
HE HalIeT CBOEro MeCcTa B KITMHUYSCKOM JIMArHo3e.

Takum obpa3oM, uaeanbHo# Kinaccndukanum HK3M
TO-TIpeKHEeMY He CYIIIECTBYET, ¥ BPSI I OHA MOXKET OBITH
co3maHa: IO Mepe HaKOIUIeHHWSI (yHIaMeHTaJIbHBIX
¥ IIPUKIIATHBIX 3HAHUI 3Ta 3aa9a CTAHOBUTCSI BCe Ootee
ciaoxHoil. TemM He MeHee, MBI CUMTAaeM BO3MOXHBEIM
copMyIMpoBaTh HAIIM IIPEACTABICHUS 00 OCHOBHBIX
TIPUHIINIIAX TAKOUW KJIacCH(DUKAIINN:

1. CoxpaHeHHEe HO30JIOTMIECKOTO IIPUHIINIIA, OCHO-
BaHHOTO Ha (pyHIAMEHTAIbHBIX IIPEICTABICHUSIX O TIPH-
poze 0oJie3HU;

2. CoxpaHeHHe CTPYKTYpHO-(YHKIIMOHATBHOTO TIPUH-
WA,

3. CoxpaHeHUe KIIMHUYHOCTH;

4. TIpuHIIAI 3TAITHOCTHU ITOCTAHOBKM IMArHO3a;

5. Yder maHHBIX TMPIKU3HEHHON MOPMOIOTMIeCKOMN
IHATHOCTHUKM;

6. Yuer OAHHBIX WMHIWMBUAYaJIbHON TIe€HETHYECKOM
IHATHOCTHUKM;

7. Yao0CTBO MPaKTUYECKOTO MPUMEHEHMSI;

8. BO3MOXHOCTh MOOTM(MUKAIIUKA C YICTOM HOBBIX
TAHHBIX.
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KITIACCU®UKAILINA HEOKPOHAPOTEHHBIX

3ABOJIEBAHUIA MUOKAPIIA (1-2)

KJIACCADUKAIINA KAPTUOMMOIIATHI (2-4)

1. Ilo éedywemy Kaunu"ecKomy cuHOpomy:

* apUTMUYECKUI CMHIPOM (“UanonaTuyeckue” apuTMum)

* CUHJPOM JWIaTalluy KaMep cepila cO CHUXEHUEM COKPAaTUMOCTH
(cunapom JAKMIT)

* CHHIPOM CHIKEHUSI COKPATUMOCTH Oe3 Tuiiatalnu

* MUKPOBACKYJISIpHAsI UILIEMUST

* nceBIOMHMAPKTHBIA CUHIPOM

* CHHIPOM MEPBUYHOI runepTpodrn MUOKapaa

* CHHIPOM PECTPUKTHBHBIX U3MEHEHUI

* CHHIPOM TaKoILy0oo

* repuIapraibHasi KapIuOMHOMATUs

* MUHUMAaJIbHbIC KITMHUYECKHE MTPOSIBICHUSI

2. Ilo ocHo6HOMY KAUHUKO-NAMOEHEMUMECKOMY 6APUAHIMNY:
® kapauomuonatum (Kiaaccuukanms 1)
— reHEeTUYECKH AeTePMUHUPOBAHHbIE (OTIPeeICHHbII 1 BEPOSITHBII TMAarHO3)
— MANMONATUYECKHE
— 0cobOble hopMbI:

« Hekoropbie hopmbl PKMIT (3H10MUOKapauaibHbli (hrudpos,
sHpokapaut Jleddrepa, ckieponepmuyeckas, mocTiaydenas,
JIleiikeMuuecKasi, MuesonposudeparuHas, AL-aMuiIon103)

* TiepunapTagbHasi KapAMOMHUOIATHs

* KapIvMOMMOIIaTHsI TAKOIy0o

© MHOKAPIMThI
— M30JIMPOBaHHbIE
— ¢ MopaXxeHHeM TepruKapaa
— ¢ MopaxeHHeM dHI0Kapaa
® mMuoKapauoaucTpodun
® coveTaHus KapIMOMUOIIATUH/MUOKapIUTa/MUOKapanoanucTpodun
® BTOPHYHbIE AMCHYHKINH MHOKAPJA, Hea/leKBATHbIE TSKECTH
OCHOBHOTO 3a001eBaHus1?
— MLIeMHYecKast KapIuOMHOIIaTHsI
— IMIIEPTOHNYECKOE CepIILie
— cuHapom JAKMII y 60JIbHBIX € TOPOKaMH cCepALia

BCIIOMOTATEJIbHAAL KTACCU®UKALIAA

OCHOBHBIX KIMHUYECKUX CUHIPOMOB

ApHUTMHYECKHI CHHAPOM

* MMOKapA1oAuCTpoduu (TOH3UIOreHHasl, AUCTOPMOHAIbHAS U T1P.)

* apuTMuueckasi popMa mogocTporo/XPOHUIECKOro MHOKapauTa

* TIOCTUMHUOKAPANTUYECKUI KapAMOCKIIEPO3/M3IeIeHHBII MMOKapIUT

* KaHaJIOMaThUK1

* TIepBUYHbBIC HAPYLIEHHUsI IIPOBOAUMOCTHU CEpALIa

* apUTMOTEHHasl IMCIUIa3usl PaBOro XexyJ0ouKa

* CMHIPOM HEKOMIAKTHOrO MMOKapaa

* HapyIIeHUs] PUTMa/TIPOBOIMMOCTH CePALIA B paMKax MUOAUCTpoduit/
HEMPOMBILIIEYHBIX 3a00IeBaHU I

* CcMelIaHHbIe GOpMbI

MuKpoBacKyJIsIpHAS] MIIEMHUST

* XPOHMYECKHIA MMOKAPIHUT

* CMHIPOM HEKOMIIaKTHOTO MMOKap/aa

* MHOKapIuoaucTpodus

IlepunaprajibHas KAPAUOMUOTIATHS

* VICTMHHAsl epumnapTaibHasl KapAUOMUOIATHSI

* MMOKapIUT

* 1e010T TeHETUYECKOM KapAMOMUONIaTUU

* coueTaHue

Cunnpom JIKMII

* TIOIOCTPBIi1/XPOHUIECKUIA MUOKAPIUT

* IIOCTMUOKAPAUTHYECKUIT

KapIMOCKIepO3/N3IeueHHbI MUOKAPAUT

unuonaruyeckas JJKMII

U30JMpoBaHHas reHeTryeckas JKMIT

(ceMeitHasi/criopainvecKast)

reretnyeckast JIKMII B pamkax MuoaucTpoduii (ceMeitHasi/criopaamaecKkast)

GuBeHTpUKYIsipHas hopma ALK

* CMHIPOM HEKOMITAaKTHOTO MMOKAap/a JIEBOTO XKeJyI0uKa

crneuududeckre GopMbl: aTKOTOJIbHAS, TAXUMHIYLIUPOBAHHAS,

AHTPALMKJIMHOBASI, KaTeXOJaMUHEPruyecKasi, apaHeoriacTuyeckast

* TsDKeJIble MMOKapIOAUCTPOGdUNU: 1uabeTuIecKast, TAPEOTOKCHYecKasl,

neduut BuTamuHa Bl,

0cobbie HOPMBI:

— cucronnieckas qucyHkms 6e3 nuiaTauuu

— NPEeUMYLIECTBEHHO MTPABOXKEIyA0UKOBas AUCHYHKLIMS

— KPYIHOOYaroBblil KAPAUOCKIEPO3 C HEM3MEHEHHBIMU KOPOHAPHBIMU
apTepusiMu

Puc. 1. Knaccudukaums HekopoHaporeHHbix 3a6onesaHunini Muokapaa n KM,

2. CmpyxkmypHO-(YHKUUOHAAbHASA:

* IMIATAHOHHAS

* runeprpoduyeckast

— uctuHHasi TKMIT

— riceBaorunepTpoduu (60ae3HU HAaKOTUICHUS, THOUIbTPATUBHBIE 0OJIE3HM)
PECTPUKTHBHASI

—> MepBUYHAsK (MAMOTIATUYECKAsT)

—> BTOPUYHAS: SHIOMUOKAapAUATIbHBIN (HUOPO3, AL-aMWION103, SHAOKAPIAUT
Jleddrepa, ckiepomepmudeckasi, HocTIydeBast, JieliKeMudeckasi,
MuesonponudepaTuBHast

HEKOMNAKTHAs (MICTMHHAsSI U BTOpUYHas?)

C NPeuMyILeCTBEHHbIM MOPAXKeHHeM MPABbIX OTIEJI0B Cepaua

— AJITTX; npeacepaHast KapIAMOMUOIIATHUSI C HAPYLIEHHEM POBOAUMOCTH

* ¢ H30JMPOBAHHBIM HAPYIIEHHEM DJIEKTPHUECKOil (PyHKIMK (KaHATIOIATHN)
TAKOLY00

* CMeHIaHHbIe BADHAHTBHI

3. Ienemuueckas:

* nedeKTbl FeHOB CApPKOMEPHBIX OETKOB (TsKeJble Lienu 3 MUO31Ha,
0.-MUO3MHA, MUO3WH-CBsI3bIBatonii 6esok C, pornonuH I, T, C,
TPOTIOMUO3HH, JIETKKE 1IeTTM MUO3WHA, MbllieuHblii LIM npotenH)
nedeKThl TeHOB OeJIKOB LIMTOCKeIeTa KAPIMOMUOLIUTOB (AUCTPODUH,
JIECMUH, METABUHKYJIMH, CApKOTJIMKaHOBbIi KoMiuieke, CRYAB, snukapanH)
nedeKThl TeHOB HyKJIeapHbIX MeMOpaH (1aMmuH A/C, aMepuH)

nedekThl 6eKOB 1eCMOCOM (ILTaKOTIIOOMH, AECMOIUTAKMH, TUTaKOohWINH 2,
JIECMOTJIEVH 2, IECMOKOJLUTUH 2)

neeKTh TeHOB MOHHBIX KAHAIOB

* nedeKThl TeHa KOHHEKCHHA

* nedekThl TeHOB O6€IKOB TM30coM (a-ranakro3uaasa, LAMP2)

* nedeKThl TeHOB O6MeHa TTMKOTeHa

* nedeKThl TpaHCTUPETHHA, (hpaTaKCHHA, TEHOB TeMOXPOMATO3a U Ip.

* nedeKTbl MUTOXOHAPHUATbHBIX TEHOB

* COYETaHHBIC BAPUAHTHI

4. Ilo xapaxmepy nacaedosanus:

* ceMeiiHasi/criopaauieckast

* ayTOCOMHO-IOMUHAHTHas1/ayTOCOMHO-peLIMCCUBHAsI/ X -cLieTIeHast/
MUTOXOHIAPUAJIBHOE HACJICJOBaAaHNE

BCIIOMOTATEJIBbHASA KIIACCU®UKAIIA

KAPIIIOMUOIIATHUI (“red flags”)

M0 COYETAHHBIM KJIMHUYECKHUM NMPOABJICHUAM:

* ¢ nepudepryeckoii MuonaTueil (MbIIICYHbIC TUCTPODUH
HomeHna-bekepa, Dmepu-Lpeiidyca, MuoroHndeckast aucTpodust)

* ¢ nepudepryecKoii HelipoMUoNaTHei

* C MOpaxkeH HeM LIeHTPAJIbHO/mepudepuIecKoil HePBHOI CHCTEMBI
(arakcust @punpeiixa, HelipoUOGPOMaTo3, TYOGEPO3HBII CKIEPO3,
60s1e3Hb Pabpy, aMUIIONI03, MUTOXOHIPUATIbHBIE OOJIE3HH)

* ¢ YMCTBEHHOIi 0TCcTaN0CThIO (60Ne3Hb [JlaHoHa, cuHapoM HyHaHa,
MMTOXOHIpHUATIbHBIE 0OJIE3HM)

* ¢ aHOMaJIMsAMM Pa3BUTHA Jmua (cuHapoM HyHa, TeHTUTrHO3)

* ¢ ykopouyennem unrepsaia PQ (PRKAG?2, 6ome3up Dabdpu,
60J1e3Hb [lTaHOHA, ITIMKOT€HO3bl, MUTOXOHAPHATbHbIEC 00JIE3HM)

* ¢ AB 0a0kanoii (6one3Hu Jlesa u JleHerpa, JaMUHONATHM, AECMUHOIIATHH,
MHOTOHMYECKast TucTdpodusi, aMuIonm03, 6ose3Hb JlaHoHa, 6o1e3Hb Dadpu)

* C HU3KHMM BOJIbTaXkoM KoMmiLiekcoB QRS (amuonnos, AITIK)

* ¢ “HeMbIM mpeacepauem” (TIpeacepaHasi KapIMOMHUOIATHsI ¢ HapyIeHueM
MPOBOAMMOCTH, MUoaucTpodust dDmepu-Apeiidyca, amuionnos)

* ¢ “pyOnoBbIMH” H3MEHEHHSIMHU 3a/IHE-00KOBO# CTEHKH JIEBOTO JKeJIyI04Ka
(IucTpoUHOIIATIH, MTOSICHO-KOHEUHOCTHAsI MUOAUCTPODMS)

« c nosbimennem KOK (Mbleunsie qucrtpodun JiomeHa-bekepa,
JIAMUHOTIATUM, TECMUHOIIATUH, MMOTOHUYECKas AUCTpodusi,
MUOGUOPWIUISIPHASI MUOTIATHSI, MUTOXOHAPHAIbHbIE MUOTIATHH,
6one3Hb laHoHa, atakcust dpunpeiixa, CapKOIMKaHOIIATHH, ITTUKOTEHO3bI)

* C HeiiTponeHueii/neiikonenueii (cuHapom bapra)

* C MOBbILIEHHEM YPOBHSI JIAKTATa (MUTOXOHIPUATbHBIE GOIE3HH)

* C NOBbILIEHHEM YPOBHSI TPAHCAMUHA3 (MUTOXOHIPUATBHBIE GOTE3HM,
TJIMKOTeHO3bl, 60JIe3Hb JJlaHOHA)

* ¢ caxapHbIM AMa0eToM (MUTOXOHIPHATbHBIC GONE3HM)

* ¢ nedponarueii (6one3Hb Pabpu, aMUIOMIO3 U TIP. )

* ¢ opranbmonarueii (6ose3nb Padpu, TTR-ammuonnos, 6oe3Hb JJlaHoHa,
MUTOXOHAPHAJIbHbIE 60IE3HM)

* ¢ nro3oM (cuHzapom KepHca-Ceiipa, ieCcMMHONATUM, MUOTOHUYECKAs
auctpodusi) u T.IL.
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Jasnee MBI epeiiieM K U3IIOXKESHUIO cOOCMEeHHOI Kaac-
cupuxayuu HK3M, xotopast He OTBEpracT IpeabIayIInX,
BO MHOTOM HX CYMMHpPYET, IT0 BO3MOXKHOCTH CIICAyeT
TIepEINCIICHHBIM TIPUHIINIIAM M COICPKUT PSIIT TOITOTHE-
HU, ¢ HaIllel TOYKU 3pCHUS, TIPUHIIATTNATBHBIX.

IIpexme Bcero, JOBOJIBHO JIETKO Pa3pelracTcss OCHOB-
HOE TIPOTHUBOpeYMe (HO30JIOTHSI BHYTPH HO30JOTUA —
MUOKapauT Kak nmpuurnHa KMIT u 11p.): BBoguTCS Kiaccu-
¢ukamss HK3M 1o OCHOBHBIM KIMHWYECKUM CHHIIPO-
MaM (puc. 1), KoTopast IoJKHA UCTIOb30BaThCs Ha TICPBOM
9Tane HO30J0THYECKON IMAarHOCTUKM Y ITalleHTOB
¢ nompo3penrieM Ha HK3M. Ha coOGCcTBEHHOM OITBITE MBI
MOXEM YTBEpXIaTh, YTO CUHAPOMHBIN ITOAXOM SIBISIETCS
Hamn0oJIee yIoOHBIM B KIIMHIMYECKOI ITPAKTUKE, IIOCKOJIBKY
basupyeTcs Ha 00BEKTUBHBIX 3aKOHOMEPHOCTSIX:

+ oompmmmHCTBO HK3M 110 CBOMM KIMHHYECKUM
MIPOSIBJICHUSIM OYE€HBb BO MHOTOM ITOXOXM APYT Ha Apyra,
UMCIOT CXOOHBIM KPYr CHUMIITOMOB, MOpP(hO-(QYHKIINO-
HaJIbHBIC U3MEHEHUS I ICXOMIHI;

* XapaKTep KIWHWYCCKUX TIPOSIBICHUN W TCUCHMUS
HanboJjee yactoro n usBectHoro n3 HK3M — mmokap-
INTa — CYIMIECTBEHHO OTIMYACTCI OT KJIACCHMIECKOTO
OIMMCAHMS: CETOIHS 3TO IIPEXKIIe BCEro IINTEIBHOE XPO-
HUYEeCKoe 3a00JIeBaHME, KOTOPOE YacTO BO3HMUKAET Oe¢3
OCTPOTO Havaja, IIpOTeKaeT JJATCHTHO, MACKMPYETCS IO
pasTUYHbIe 3a00JIeBaHUS CepAlla M MMEET COBEPIICHHO
pasHBbIC MCXOIBL;

+ HK3M ropasmo gaiie codeTaroTcs IpyT C APYTOM,
YeM 3TO OBUIO MPHUHATO CUMTATh IO CHX ITOp (TIpexkime
BCETO, MUOKAPAUT U TEHESTUICCKU TETCPMUHUPOBAHHBIC
MMOpakeHNsT MUOKapaa), 9TO IIPUBOANUT K eIle OOJIbIIei
YHUGDUKAIIAN WX TIPOSBICHUIA.

Hammm maHHBIE TOBOPSIT O TOM, YTO B OCHOBE TaK
Ha3bIBaeMbIX MANOIIATHYECCKIX apUTMUI B aOCOITIOTHOM
OOJIBIIMHCTBE CJIy4aeB JIEXKAT MHOKAPOUT, TICPBUYHBIC
(rereTmaecku nerepmuHUpoBaHHBIEe?) KMIT 1 nx coue-
TaHU [ 14], 9TO TTO3BOIISIET, C YIETOM MHOTOUYHNCICHHOCTH
MMOJOOHBIX OOJBHBIX, paccMaTPWBATh M30JMPOBAHHEIN
ApUTMUICCKUN CHHIPOM KaK OTHO U3 BEIYIINX IIPOSBIIC-
auit HK3M (puc. 1, ctpenka 1). CxomHbIe TaHHBIC TTOTY-
4yeHbl U B oTHouIeHUM cuHapoma JAKMII [15]; aTot Tep-
MUH O0bLT BBegeH Hamu B 20111 [16] n mprxwiicst, HECMO-
TpsA Ha HEKOTOPYIO €r0 YCIOBHOCTH, B YAaCTHOCTH, Oe€3
BCSIKMX OTOBOPOK OH HCIIOJIF30BaH B HEITaBHEM PYKOBO-
ISIIIeM JOKyMEHTe paboueii Tpymnmmbl EBporreiickoro
001IIeCTBA KapaAHOJIOTOB I10 00JIC3HAM MUOKApAa U IIepH-
kapaa [17]. BeposiTHO, TouHEe ObLIO ObI TOBOPUTH O CUH-
IpoMe MWIaTalliy KaMep CepAlla CO CHIKCHHEM COKpa-
TUMOCTH, ONHAKO Ha IIPAKTUKE TaKUM OOJBHBIM 03
TIOTIOJTHUTEIIPHBIX 00C/IeIOBAHI CTaBUTCSI OKOHYATEITb-
HBI Ho3odormuecknii mauwarHo3 “JIKMII”. JluarHo3s
“cuagpoMm JKMII” mpusBaH IMOOYepKHYTH HEOOXOMM-
MOCTh HO30JIOTUYECKOTO ITOMCKA.

EBpomeiickne 3KCHepTHl BBOIOAT TaKXKe IOHSITHE
0 HeaujaTalMOHHON runokuHetndyeckoir KMII [17] —
IO CYTH, CHHIPOME CHIDKCHHSI COKPAaTUMOCTH 0€3 aumia-

Tall, KOTOPBIM MOXKET SBJISITHCS HE TOJNBKO PAaHHUM
MIpPOSIBIICHUEM TEHETUYECKH IeTCPMUHHPOBAHHOM
OKMII (1#a yeM menaroT aKIEHT aBTOPHI), HO B IICPBYIO
odepeIb 3aCTaBIIsIeT IyMaTh O PA3BUTUH Y ITAIleHTa MHO-
KapauTa, IIpW KOTOPOM IWJIATAIIMS MOXET JINTEIBHOE
BpeMsI OTCTaBaTh OT MAICHUS CUCTOIMICCKON (DYHKIINU
JIZK. JaHHBII CUHAPOM MbI MpeajiaraéM OTHOCUTD K OCO-
6biM opmam cuHapoMa JKMII ¢ yyetoM ux TecHoit
B3aMMOCBSI3M U 3THOJIOTMYECKOM OOIITHOCTH.

BoineneHuss B ocobbie OpMbl 3aCTy>KMBAIOT TaKXKe,
Ha HaII B3IJISI, IPESUMYIIIECTBEHHO ITPaBOXKEIyI0IKOBAS
IUChYHKIMS (OTHA W3 PEOKMX M HamboJiee 3aragOuyHBIX
dopM cuHapoMa JIKMII) n KpynmHOO4YaroBblii Kapauo-
CKJIEPO3 C HEM3MEHECHHBIMM KOPOHAPHBIMU apTePUSIMU.
[MpenMyIiecTBEHHOE MOpaXeHHWE IIPABOTO XKEIyIodKa
B orcyrctBue TOJIA M WMHOW XpPOHWYCCKON JETOIHOM
TUIIEPTCH3UN, ITOPOKOB CO COpPOCOM CIIpaBa HaJeBO
1 MHdapKTa MpaBoro Xxejayaouka TpeOyeT B IEPBYIO oue-
penb UCKITIOUCHUS apUTMOTCHHOM NMCIDIA3MU IIPaBOTO
xkemynouka (AIITK), ogHako u3peaka MOXeT OBITh IIPO-
SIBIICHUEM MHUoKapauTa [18]; paHHee pa3BUTHE IIpaBOXKe-
JIyIOYKOBOI HETOCTAaTOUHOCTU Mbl OTMEYaIN TakXKe TpU
JKMII B pamMKax CUCTEeMHBIX MUOAUCTPO(UIL; UMEIOTCS
YIOOMUHAHMSL O “mpaBoxenymoukoBoit JKMIT” [19],
TeHEeTUYeCKasl MPUpPOoIa KOTOPOH BO MHOTHMX CIIydasiX
ocrtaercsl HesicHo. Bmecte ¢ TeM, Hapsioy ¢ AITTXK Ham
W3BECTHA eIlle OmHa cIlenuduuecKas MpaBOCTOPOHHSS
KMIT — npeacepnHas KMII ¢ HapylieHreM MpOBOAM-
MOCTH, OOYCJIOBJICHHASI COYETAaHMEM IATOTCHHBIX MyTa-
i B reHax KoHHekcuHa n SCNSA [20]: 3a6oneBaHme
HaYMHACTCS C TIOpaXECHUS TpPencepauss WM IPUBOIUT
K (bOPMUPOBAHUIO TPUKYCTTUJATBHONW HEAOCTATOYHOCTH
C 3aCTOEM TI0 OOJIBIIIOMY KPYTY.

CTONb XK€ CIIOXKHO OIpeneacHNe IMPUPOILI KPYITHO-
09aroBOTrO KapAMOCKJIepo3a B OTCYTCTBHE KOPOHAPHOTO
aTepoCKIIepo3a M MOKa3aHHOTO TpoM0o3a KOPOHAPHBIX
apTepuii, KOTOPBIM IMAarHOCTUPYETCS Yy TallMeHTOB
¢ cuHapomom JIKMIT — B ero ocHOBe MOTYT JiexKaTh Kak
Hepaco3HAHHBI HMCTHHHBIA WHMAPKT (BCICACTBUE
TpoM003a, SMOOJINK), TaK 1 HEKOPOHAPOTCHHBIN HEKPO3
MHoKapaa (IIpy TSLKEJIOM, HEPEeIKO BUPYCHOM MHOKap-
muTe, HeKoTophix ¢opmax KMIT). MukpoBacKyasspHas
AIIeMusi, Oe3yCIOBHO, MOXET SBISTHCA BEAYIINM
U caMocToATeNbHBIM mposiBieHneM HK3M m craHO-
BUTHCS TJIABHBIM IIOBOIOM [IJII OOpaIleHMsI K Bpady.
Hapsiny ¢ MHKpOBacKyJIMTOM B paMKaX MHOKapIWTa,
BBIpAXKCHHBIC MIIIEMHYECKIE TTPOSIBIICHUS CBOMCTBEHHBI
CHHAPOMY HEKOMIIAaKTHOTO MHOKapaa. MHoOrme BapH-
aHTHl MHMOKapAMOAMCTpomii (muadbeTmaecKas) TaKKe
MIPUBOIAT K HAPYIICHUSIM MUKPOIUPKYJISIIIUNA, KOTOPHIC
MOTYT JTUOUPOBATh B KIIMHNYIECKOI KapTHHE, HE TOBOPS
yxe o TKMII (rmpu KoTopoit Ha MepBbIil TJIaH BBIXOAUT
cama runepTpodus).

CuHIpOM TIepBUYHON THUIIEPTPODUN MUOKapaa Iua-
THOCTHPYETCS IIPU WCKIIOYCHWN IPUYMH BTOPUYHON
rureprTpodun (MHOTOa 006a MeXaHM3Ma MOTYT IIPHUCYT-
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MEPENOBAA CTATbA

CTBOBaTh OTHOBPEMEHHO) U IIPEAIIONaracT IIPOBEICHIE
mrddepeHIINATEHOTO AWAaTHO3a MEXIY COOCTBEHHO
I'KMII v gpyrumu reHeTMYeCKUMHU 3a00JeBaHUSIMU,
MMPUBOMSIIIMMUA K TceBgoruneprpoduu. CHUHIPOM
PECTPUKTUBHBIX W3MEHEHHUU TpPeOyeT WCKIIOUCHHUS
COBEpIIECHHO OIPEeACICHHOTO Kpyra CBOe0Opa3HbIX IIPH-
YUH — OT BOCHAJIMTEIBHBIX (CAapKOMI03) A0 TeHETHYe-
CKMX (HACJHEACTBCHHBIM aMMIJIONI03), 0e3 KOTOpOro
HEBO3MOXHA IOCTAHOBKA IHMArHO3a WMINOIIATHYCCKOM
PKMII.

Be3ycioBHO CMHIPOMHBIMU ITOHSTUSIMU SIBJISTIOTCS
Ha CEromHsI IBa OCOOBIX BapWaHTa ITOPaXKCHUS MHO-
KapJa — CHMHAPOM Takoiy0o u nepunaptaibHas KMII.
HenpepsiBHO pacTyiiee KOJIMIeCTBO IMyOIMKAIIiA CBHIC-
TEJIBCTBYET O TOM, YTO CHHAPOM TAKOILyOO MOXKET OBITBH
acCOIMUPOBAH ¢ KaHAJIONATUAMU (KaTeXoJaMIHepruie-
CKOU moaMMopdHOI TaxukKapauei, CUHAPOMOM YIJIu-
HeHHoro umHTepBaja QT), pa3BWBaThCSI B Pe3ysIbrare
MIPUCOCINHEHNS MMOKapAauTa, Ha (OHE KOPOHAPHOIO
arepockiiepo3a u np. [21-24]. Co3maHue ero pasBepHy-
TOU Kiaccudukauum — AeI0 HeAaJdeKoro OymylIlero.
B ocHoBe nepumnapranpHoii KMII, B cBolo ouepenb,
MOTYT JIEXAaTh CIeHMUIeCKIe MeXaHN3MBI (1IeTlh OMo-
XUMHWYCCKNX peaKInii 1ox ACHCTBHEM IIPOJIaKTUHA),
MMOKAPINT, HeKOMIICHCAIINS TeHCTUICCKU ICTCPMHUHU-
poBanHoii KMII u coueTanue 3TUX IPUYKMH.

IToctanoBka cuHapoMHoro auarto3a HK3M ouepun-
BaeT Iepeld BpauoM KpyT JaTbHEUIIEro MOMCKa M OTHO-
BpPEMEHHO yKa3hIBaeT Ha HEOOXOOMMOCTBH 3TOTO ITOMCKA.
Bmecte ¢ TeM, KOHEYHOI IIeJIbI0 JTMArHOCTUYCCKOTO
IONCKa IIpM JIIOOOM M3 IIEPEYMCICHHBIX CHHIPOMOB
JIOJDKHA CTaTh ITOCTAHOBKA HO30JI0TMYECKOTO IMArHO3a.
Ho3zonornueckas xnaccupukanuss HK3M nmomkna,
Ha HaIll B3IJISI, IO-TIpeXXKHEMY BKITIOYaTh MUOKApONO-
muctpodnm (He “cnenmdmaeckue KMIT”), MuoKapauTe
(re “BocnanmmrenbHyto KMIT”) m KMII, koTophie moapa-
3yMEBaIOT JIM0O HEYCTAHOBIICHHYIO (CKOpee BCEero, TeHe-
THYECKYI0) TPUYUHY (MOuomaTHiecKue (OpMBI) OO
COOCTBEHHO TeHETHYECKYI0 (YCTaHOBJICHHYIO), puc. 1,
kaaccuukanmuga KMII. B psne ciyyaeB, mpyu HEBO3MOX-
HOCTHU BBISIBUTH TATOTCHHYIO MYTAIINIO, BEPOSITHEIN IMa-
rHo3 reHerudyeckoi KMII, TeM He MeHee, MOXET OBITh
VCTAHOBJICH IIPM HAJWIMU CeMEMHON (OPMBI, APYTUX
0e3yc/IoBHBIX KpuTepueB (Hampumep, AJITTXK).

B sToM cMmbiciie He coBceM sBistorcss KMIT e 3a60-
JIEBaHMSI, KOTOPEIE OTHECEHBI K 0COOBIM (hopMaM: HEKO-
Topele BapwaHTEl PKMII (3HIOMHMOKAapIWaIbHEIN
¢uobpo3, sumokapaut Jlebdimepa, ckiaepomepMudecKkas,
MMOCTIIy4eBasl, JIeKeMdecKasl, MUEJIOIIpoIrdepaTnBHAS
KMII, AL-amMunoumo3), IOCKOJbKY HUX TPUYUHBI
W3BECTHHI M OHU HE OTHOCSTCS K pa3psimy TeHETHUECKMX,
a TaKke yXe Ha3BaHHBIC BBIIIE OCOOBIC CHHIPOMBI —
Takouyoo u nepunaprtajibHass KMII. Tem He MeHee,
II0 CBOMM SIPKO BBIPAaXXCHHBIM CTPYKTYPHO-(YHKIINO-
HaJIBHBIM TIPOSIBJICHUSIM 1 TSDKECTH TSYCHUST OHU Hanbo-
Jee OMM3KM MMeHHO K “KimaccmiyeckuMm” KMII. Ham

KaxXeTCs, YTO, C HEKOTOPBIMU OTOBOPKAMU, 3TH 3a00J1¢-
BaHWS TOJDKHBI OCTaThCS B TAHHOM pa3fesie HO30JI0THIC-
CKOM KJIacCH(MKAIIAM.

B xnaccudukanmm, 6e3ycioBHO, T0JKHA OBITh OTpa-
JXK€Ha BO3MOXKHOCTH HEM30JUPOBAHHOTO BOCITAJIATEIIb-
HOTrO MOpaxkeH!sI MUOKapa — MUOKApPAUT MOXET MpOoTe-
KaThb W C TIOpaXXeHHeM IlepuKapia, M C IIOpaskeHUEM
9HAOKapAa (IIpu4yeM B IOCJICTHEM ClIydae, KaK M B Iep-
BOM, COBEpIICHHO HE O0S3aTeIbHO C PEBMATHICCKUM
nopaxeHneM). HakoHel, mprHINIINAIEHO BaXKHBIM HAM
KaxXeTcs BHECEHHME B HO30JIOTMICCKYIO KIIacCU(PUKAITIIO
cMmemanHbeIX opM HK3M — oTHIONE He peaKux coueTa-
HUI TeHeTWYecKuX (opM, MHOKApAUTa M IUCTPOdUIi,
0 BO3MOXHOCTH KOTOPBIX BCETIa CIeIyeT ITOMHUTB.

Hns Hac ocraeTcs He BIIOJHE PEIICHHBIM BOIIPOC
0 HEOOXOOMMOCTH OTpPaXeHHUS B KIACCHMMUKAIIMU TEX
¢dopM mopakeH!UsT MIOKapaa, KOTOPbIe B CTPOTOM CMBI-
ciie Bpsia i otHocsaTcsa K KMII, HO yuuThiBasi X OTHO-
CUTEIBHYIO PEIKOCTh M HEBO3MOXHOCTb HCKIIOYUTH
TCHETUYECKYI0 TIPEAPACIONIOXEHHOCTh K TIOJXOOHOMU
peakIIny Ha CTaHOAPTHEIC IMATOTeHETUIEeCKNe (DaKTOPHI,
MOXHO OBITIO OBI T0OABUTH K OCHOBHBIM (popmam HK3M
emopuunble OJuchynKkuyuu muoxapoa, He adeKeamHule
msdcecmu 0CHO8H020 3abonesanus: uilieMudeckyio KMIT
(6e3 mH(apKTa B aHaMHe3¢, B IEpBOHAYAILHOM ¢¢ TIOHU -
MaHUMU), TUTIEpTOHUYECKOoe cepale u cuHapom JTKMII
y OOJTBHBIX ¢ TopoKaMu cepana. [lociemHee BecbMa akTy-
aJIbHO IIJII HEKOTOPBIX BPOKICHHBIX ITOPOKOB, IS CUH-
IPOMOB AWCIUIA3UHM MUTPAIBHOTO KJIallaHa ¢ MUTHIMAJIb-
HO¥ perypruTaineit — cTeleHb IeKOMIICHCAITNN ObIBaeT
HCOOBSICHMMA B paMKaxX ITIOpOKa W CBHICTEIHCTBYCT
O BO3MOXHOCTH TICPBUYHON HEITOJIHOLICHHOCTH MMO-
Kapia y TaKuX OOJTbHBIX.

JIOBOJILHO CJIOXKHA B 3TOM CMBICJIE CUTYaLIMs C “UIlle-
munyeckoit KMIT”. B Hambosee o01eM cMBICIIE IO HEW
noaumMaloT cuaapoMm JIKMII y mamuenToB ¢ UBC. Ilpu
9TOM Yallle Bcero MpuunHou mratanuu JIK n mageHms
ero COKPAaTUMOCTH SIBIACTCS WH(MAPKT MHMOKapaa
C TIOCJIEeAYIUIMM TOCTUH(APKTHBIM peEMOJIeIMpPOBa-
HueM. OOHAKO WM3HAYaJIbHO ITOHATHE IIOApa3yMeBasio
pa3BUTHE HE BIIOJHE OOBICHMMON NWIATAIIMM CepAlla
Yy HeOOJBIION YacTH IMAIlMeHTOB C MHOTOCOCYIUCTBIM
KOpOHAapHBIM aTepoCKIepo30oM, HO 0e3 wuHdapKTa
B aHamHe3e. Takast HeoObuHag g ctabunbHO MBC,
Ype3MepHasl peaKIus MUoKapaa Ha XpOHMIECKYIO HIIe-
MUIO TTO3BOJISIA AyMAaTh O TEHETHMIECKOM HEITOJTHOIICH-
HOCTM MMOKapAa ¥ OO0 HEKOTOpOI CTeleHU OoTBevasa
crporuM npeactasiaeHusIM o KMIT (unmemunyeckas KMIT
Bxommia B kiaccudukanmo KMIT 19951). OgHako mpu-
yuHbl pa3zBuTusg KMII y He6oJbIlIOi YacTu MalMeHTOB
C aTepPOCKIIEPO30M IO CHX ITOP HEU3BECTHHI.

HanmMmenee ornpaBmaHa IMMOCTaHOBKA TMArHO3a UIITEMM-
yeckoit KMII nipocTto 1o (akTy BbISIBI€HUSI MHOTOCOCY-
OHUCTOTO aTePOCKIIepO3a: B 3TUX CIIydasX Bcerga TpeOy-
eTCsI TOWCK IOMOJHUTEIBHBIX IIPUYWH IUJIaTaIllNd
cepama. MckimodueHne KOPOHApHOTO aTepocKIiIepo3a
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KJIACCU®UKALIVIS MUOKAPIVOINCTPODUIA

1. Ilo smuoaocuu*:

* TOH3WJIOTCHHAs,

JIMCTOPMOHAJIbHAS (IM30BapUabHasl, THPEOTOKCUYECKasT,
KaTeXxoJIaMUHOBAsI, TMabeTyecKast, Mpyu aKpOMETaJInu, TUIIOTUPE03a U TIp. )
niepumnapraibHas (???)

aJIKOTOJIbHAsT

TaXUMHIYLIMPOBAHHAS

anuMeHTapHas (6epu-6epu, mesiarpa, HuHra, 1eULIUT ceeHa,
KBaIlIMOPKOP)

aHemMuueckast

JIMCOIEKTPOIUTHASI

TOKCUYecKasi (JIeKapCTBEHHas U TIP. )

AHTPALMKIMHOBAsI

cMelaHHast

2. Ilo cmenenu dexomnencauuu:
* KOMIICHCUPOBaHHas

. Cy6KOM1’[CHCI/Ip0BaHHaH

* NEKOMIICHCUPOBaHHAas1

* IpU TPYAHOCTHU pa3rpaHUYEHUS AUCTPO(DUH U BTOPUIHOI BOCTIAIUTETBHOM
peakinu, a TAaKXe HeKPO3a BCIIENCTBHE ITy0OKOW TUCTPOMUH TOMTyCTHMA
MMOCTaHOBKA JINATHO30B:

— TUPEOTOKCUIECKOE CEPILIEe

— aJIKoroJibHast 60JIe3Hb cepala

— KaTexoJJaMMHOBOE cepaiie (Ipu (eoXpoMOLUTOME)
— aHEMUYECKOE CEpJIILIe

Puc. 2. Knaccndukaums MrnokapanoancTpopuii.

IO CUX TIOp CUMTACTCSI 00sI3aTeTbHBIM KPUTEPUEM IHa-
rHoza JKMII, omHako Ha camMoMm jeje HeoOXOAUMO
B KaXKJIOM CJTy4Jac OICHMBATh COOTBETCTBUE CTCIICHU aTe-
pocKiiepo3a, WIIEMUM W €€ IIOCIeACTBHil (o0BheMa
nHpapkTa) 1 creneHn pemoneaupoBanus JIXK. Kpome
TOTO, HAJINIME apTepraJbHON THIIEPTOHNN, BPOXKICH-
HBIX W KJIaIIaHHBIX ITOPOKOB, JTIOOBIX IPYTUX 3a00JIeBa-
HUIl cepmlia, BKIOYAsT U TeHETUUECKH JICTCPMUHUPO-
BanHble KMII, Hu B Koeil Mepe He UCKIII0YaeT IPUCOo-
eIWHEeHMS IMOTCHIINAIbHO KypadelIbHOTO MUOKApAUTa,
KOTOPBIA MOXET CIIYXWUThb BEAYLIEW WU OOHOWU U3
HECKOJbKMX ITpUYUH cuHapoma JJKMII.

CrenyomuM 3TalloM IHATHOCTUKM COOCTBEHHO
KMII, npu OoTCYyTCTBUU NaHHBIX 32 MMOKApAUT U MHUO-
KapauonucTpodumn, (puc. 1, crpenka 2) SIBISICTCS yTOU-
HCHHE CTPYKTypHO-(pyHKIOUOHAIbHOro Truma KMII.
ITo cytH, ¢ 3TOTO HAUMHAJIACH HO30JIOTMIEeCKAsT THarHO-
ctuka (cuHApoMHBIN nrnarHo3 HK3M), ogHako Ha maH-
HOM 3Talle pedb umeT o codoctBeHHO KMII, mmarHos
KOTOPBIX IIPHOOpEeTacT HO30JOTMUYCCKYIO OIIpeaecH-
HOCTh M JJaeT OCHOBAHWS IS JAJbHEUIICH, Teleph yKe
TeHeTUYCCKON IuarHOCTUKU. CTpYKTYpHO-(YHKIIHO-
HanbHas Kiaccupukamusgs KMIIT gBiasgerca Hambonee
YCTOSIBIIICHCSI, TOKA3aia CBOE YIOOCTBO M, HECOMHEHHO,
OymeT IpomoJKaTh MCITONIb30BaThCcs. B Hee MBI BHeCIH
yetkoe pazmenecHre 'KMII Ha nctuHHYIO runepTpodu-
yeckyto u ncesporuneptpodpuun, PKMII Ha nepBuyHyIO
(MAMOTMAaTUYECKYI0) U BTOPUYHBIE (POPMBI, COXpPaHUIU
Kak ocoOble (opMBI CO cBOeoOpa3HOiT Mopdosaoruei
(1 BU3YaJbHBIMU KPUTCPUSAMHU) HEKOMIIAKTHBIA MMO-
kapa u KMII no tuny Takoiry6o.

Llerecoobpa3HEIM HaM KaXXeTCSI TOBOPUTH HE TOJIBKO
00 AJITT2K, Ho mupe — o KMII ¢ npeumyliiecCTBEHHbIM
TopaxkeHNEeM ITPaBBIX OTACIIOB Cep/Ia, a TAKXKe OTHOCUTD
K 0CO00OMY CTPYKTYpHO-(PYHKIKMOHaTIbHOMY BUay KMII
KaHajonaTuu. Y, KOHEYHO, B KJIaCCU(DUKAIINIO JOJIKHBI
OBITh BHECEHBI cMelaHHble ¢opmbl: Tipu PKMII moxert
onpenensThcsl ymMepeHHas runeptpodusi, npu ['KMII
naa AJITTK — nexomrieHcalysl ¢ pa3BUTUEM CUHIpPOMaA
AKMII, nmpu JAKMII BBIpAXKEHHBIC TTPU3HAKU
PECTPUKLINU, TIPH JTIO00I M3 3TNX (HOPM — HEKOMITAKT-
HBIIT MIOKApH U T.11.

Vixe B 2004r UTATBIHCKUMHU aBTOpaMM ObIia MPEmJIo-
keHa knaccudukaisg KMII, ocHoBaHHAsI Ha MX MOJICKY-
JIIpHO-TeHeTNUecKX MexaHm3Mmax [25]. Ha ceromnst oue-
BHUIHO, 9TO OTHO M TO e 3a00j1eBaHNe (OMMH CTPYKTYPHO-
dyukumonanpHbT THIT KMII) MOXeT OBITH BBI3BAHO
MYTaIsSIMH B 1IEJIOM psIZic TEHOB; C APYTOif CTOPOHEI, MyTa-
VM B OOMHMX M TeX Xe¢ IeHaX MOTYT MMETh COBEPIIECHHO
pasHble (PeHOTUIMYCCKUE TIposiBIeHns. K mpmmepy, pas-
JIMIHBIC MYTallMM B TeHE allb(a-CyObeIMHHUITBI HATPHUEBBIX
KaHaoB SCNSA MOTYT IIPOSIBIIITHCST pa3BUTHEM HapyIIe-
HUIA TPOBOAMMOCTU CepAla, CUHIPOMA YIJIWHEHHOTO
naTepBasia QT, cuHapoma bBpyrama, HeKOTOpBIX QopM
AJITTK u ip. MyTauuyu capkoMepHbBIX O€JIKOB 1aloT (peHO-
TAN TUTIepTpodmdeckoii, pectpuktuBHoit KMII, HeKOM-
nakTHOro Muokapnaa u mnp. bosnee toro, ogun Tun KMII
MOXET CO BpeMEHEM TpaHC(OPMUPOBATECS B IPYTOi
(mammpumep, TKMI mipy mmTe TbHOM TEUSHNH MOKET IIpH-
BOIMTH K IWJIaTallMA KaMep ceplia ¢ MaJeHUeM UX COKpa-
tumocty;, pu AJITXK u HelipoMbIllIeUHbIX 3a00J1€BaHUSIX
BO3MOXHA DBOJIONMSA OT WM30JMPOBAHHBIX HapYIICHUM
pUTMa U TIPOBOAMMOCTH K Tskesnou JIKMIT). B atoit cury-
allMi TIpA IIOCTAHOBKE HO30JOTUYECKOTO IHMarHo3a
He 000UTUCH 0€3 TeHETUYECKOM KiTacCu(pUKALIAN.

Ieretnueckas kimaccudukammss KMIT (puc. 1) momkHa
TIPOYHO BOWTHU B KIIMHUICCKYIO IIPAKTHUKY, HO MCIIOJIB30-
BaThCSI MAPaAJICIIBHO CO CTPYKTYPHO-(YHKIIMOHATHHOM.
Kpome Toro, Bo MHOTMX CIIy4asX ITEPBUYHBIX (MCTHH-
Hbix) KMII BBISIBUTH ITATOTEHHYIO MYTallAIO HE yAAETCS.
Ha ceromgHst MBI He BUIMM CMBICTIA €II¢ OOJIBIIE TeTaI-
3MpOBaTh TCHETUUECKYIO KJIacCU(DUKAIINIO, BHOCS B Hee
yKa3aHUsS Ha XapaKTep MYTallid, CTCIICHb BO3MOXKHOM
MaTOTCHHOCTH U TIp. be3yclIoBHO MOIE3HBIM B KIIMHUKE
KaxeTtcsl quiib pazaeneHne KMII nmo xapakrepy Haclie-
IOBaHWS — CEMEWHBIC M CIIOpagudecKue, a TaKKe
ayTOCOMHO-IOMWHAHTHBIE, ayTOCOMHO-PEIINCCUBHEIC
¥ X-CIEIICHHBIC (CIemyeT TaKKe yKa3aTh BO3MOXKHOCTD
MUMOXOHOPUANbHOO HACAe008AHUS).

IMocnemass xkmaccudukamuss KMII, KoTtopyio MBI
Ha3BaJIM BCITOMOTraTesibHOI (pmc. 1, cTrpenka 3), ObLta
npemioxeHa apropaMmu Kiaccupukanmu MOGE(S)
U paHee HEOAHOKPATHO NMPUBOAMIACH MOJA Ha3BaHUEM
“KpacHBIX (bjlaroB”, KOTOpHEIC TIOMOTAIOT OIIPEICIUTh
KPYT BO3MOXKHBIX TeHeT4IecKux mprmanH KMII Ha ocHO-
BaHMM aHAJIM3a XapaKTePHBIX COMYTCTBYIOIINX IIPOSIBIIC-
HU (KaK CepAeYHBIX, TaK M BHeKapauaibHBIX). OHa
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MEPENOBAA CTATbA

Tabnuua 2

ConocTaBneHue poccUINCKOM U eBpoNnencKon knaccudukaumim MMOKapauToOB

H. P. Nanees, M. A. Typesuy, ®. H. Manees, 2002 MexayHapogHble knaccubukaumm
ATmonorus * VHGEKUMOHHO-UMMYHHbIE U UMMYHHbIE *  BMPYCHbIVA (BUPYCHBIA M UIMMYHHBIIA)
* ayTOVMMYHHbIE (aNNePruyeckme): NeKapCTBEHHbIE, CbIBOPOTOYHBIE, * MMMYHHO-ONOCPEA0BAHHbI
HYTPUTUBHBIE, NPU BPOHXMaNbHO acTMe, cuHapome Jlaitenna, JBCT, cucTeMHbIX (B T.4. QyTOMMMYHHbIIA)
BackynuTax, cuHapome lyanacuepa, 0XoroBble, TPaHCMAAHTALMOHHbIE * TOKCUYeckuin
* TOKCUKO-MMMYHHbIE (TEPEOTOKCKKO3, YPEMMS, aNKOorob) * mauonatnyeckui
XapakTep TeyeHuns * OCTpbIv *  OYNbMUHAHTHBIN
* NOJOCTPbIN * OCTpbINt
* XPOHUYECKMIA (C MMOKAPAMNTUYECKUM KapaMOCKIEPO30M) * XPOHUYECKMI
*  peunanBUPYOLLIA * N3/EYEHHbIN
BbipaxeHHOCTb * JIerkoro TeveHus
[eKkomneHcaumm * CpenHen TaxecTu
* TAXeNoro Te4eHus
PacnpocTtpaHeHHOCTb * 04aroBbif -
* anddy3HbIn
KnuHuyeckne * MCEBOOKOPOHAPHBIN * OKC-nonoGHblii
nposiBneHns *  [EKOMMEHCALMOHHbIN * ocTpas CH B 0TCYyTCTBME APYrUX NPUYMH
*  apPUTMUYECKWIA * XCH B oTCyTCTBME APYrUX MPUYUH
* NCeBAOKNANAHHbIN * XW3HeyrpoxaroLme COCTOSHUS
* Tpom60o3amMbonnyeckuin
* CMeLaHHbI
*  ManoCUMMNTOMHbIV
Mopdonornyeckne * MapeHXMMaTOo3HbIN (aNbTEPATUBHBIN) * nMMbOoUUTaPHbIN
0CcoBEeHHOCTN * MEXYTOYHbIV (MHTEPCTULMANbHBIN): * TUraHTOKNETOYHbIN
[mcTpopuyeckuin * TUNEPCEHCUTUBHBINA (303MHODUILHBIN)
BOCMaNNTENbHO-UHOUNBTPATUBHBI * IrpaHynemMaTo3Hbilii
CMELLAHHBI * aKTVBHbIN
BACKYNSAPHbIA * MOrpaHNyHbIN

BMPYC-NO3NTUBHbIN
BUPYC-HEraTMBHbIN

Cokpauwenus: J5CT — andodysHble 601e3H1 coeamnHuTenbHol Tkaim, OKC — ocTpblil KopoHapHbIi cuHapom, CH — cepaedHas HepocTaTodHoCTb, XCH — xpoHuyeckas

cepAeyHas HeooCTaTtO4HOCTb.

IEeUCTBUTEILHO BeChMa IICHHA, XOTSI U HOCUT YHCTO IIPH-
KJIamHOH XapakTep, KIMHWYHA W HE pa3 IoMoraja HaM
IIOMTH 110 BepHOMY ITyTH. OTMETHUM, 9TO HanboJIee 9acTo
MBI CTAJKWBAJINCh C COIYTCTBYIOIIMMM HapyIICHUSIMU
AB TmpoBOOMMOCTH, MHOMNATUSIMU (JTMOO M30JIMPOBAH-
HBIM noBEITIIeHrEeM YpoBHSI KDK) 11 HU3KMM BOJIBTaKOM
koMmIiekcoB QRS.

Knaccudukaiusg muokapauoauctpoduii Becbma Mmpo-
CTa — OHAa BKJIIOYACT CITMCOK BCEX OCHOBHBIX 3THOJIOTH-
YeCKUX (PaKTOpOB, KOTOPHINM, BEPOSTHO, MOXET OBITH
mortonHeH (puc. 2). C TpeMsl BOIIpocaMH MBI BHECIIH
B 3TOT COUCOK IepurnaptaabHyio KMII: B kauecTBe Muo-
KapaIuoaUuCTpOoUU MOXET paccMaTpUBATLCS TOJbKO
uctuHHasg nepumnaptaabHas KMII, numeroinas gucropmo-
HaJIBHYIO IIPUPOIY U 00paTuMasi IO AeHCTBUEM ITaTore-
HETUIEeCKOTro JieueHusa. OOpaTUMOCTh TP YCTpaHECHUU
BO3IEWCTBUSI 3TUOJOTMYECKOro (haKTopa CleayeT CUh-
TaTh OMHUM W3 TJIaBHBIX KPUTEPHUEB MUOKAPINOIUCTPO-
¢uii, TOCKOIBKY OMOIICHS MHMOKapaa IIpU 3Toit hopMme
HK3M BrITIONHSIETCA peako (B MEPBYIO OYepenb B CBSI3U
C YMEpeHHON WX TsLKecThio). OOHAaKO HAa OCHOBAaHUU
9TOTO KPUTEPHUS OYeHb HEIPOCTO OBIBACT OTTPAHWIUTH
TOH3WJIOTCHHYI0 MUOKApANOIUCTPOPUIO OT HEpEeBMAaTH -

YeCKOTo U JaXe peBMaTUYeCKOro MUOKaApANUTa; YPOBEHb
aHTUKApAMAJIbHBIX AaHTUTEN SBJISETCS OAHUM M3 HEMHO-
TUX OPUEHTUPOB.

Psn atnonornueckux (pakTopos (aaKoroJib, aHTpal-
KJIMHBI, TOPMOHBI TIPU (PEOXPOMOILIUTOME Y TUPEOTOKCH-
KO3€) MOXET MPUBOAUTH K 0oJiee IIyOOKUM, YeM OUCTPO-
¢ust, 1 HeoOpaTUMbBIM MOP(POJOTUUYECKMM U3MEHE-
HUSIM HEKpO3y KapAWOMMOLIMUTOB, BOCIAJIEHUIO
¥ BBIpaXKeHHOMY (hIOPO3Y, YTO OIpaBIbIBACT TyOIMPOBa-
HH€ HEKOTOpbIX U3 3TUX (PaKTOPOB B KiacCUdUKaALUU
MUOKapaUTa. YIOOHBIM B TAKUX Cy4asix MPeACTaBIsSIETCS
HCIIO0JIb30BaHUE O0BEIUHSIOIIUX TTOHSTUI BPOJIE “TUPEO-
TOKCHYECKOE cepaie”, “alKorojbHast 00Je3Hb cepama”,
HO Bce-Taku He “anmkorojibHag KMIIT”, “tupeoTokcuue-
ckasg KMIT”. TToguepkHeM HEOOXOAMMOCTD BBIIEICHUS
CMELIaHHOM MO 3TUOJOTUM (DOPMbI MUOKAPAUOANCTPO-
Guu 1 11e1eco00pa3HOCTh BHECEHUS B KiIaCCU(MUKAIIAIO
OILICHKY CTCIIeHW KOMIIeHcallmu (B IIEPBYIO oOdYepenb
COKPaTUTEIbHOM (PYHKIIUM): 71T OOJIBIIMTHCTBA MUOKaP-
IuoavucTpouii He CBOMCTBEHHO pa3BUTHE TSKEIOM
CHCTONMYECKON MUCHYHKIINKA, OTHAKO IIPU TITYOOKUX
paccTpoiicTBax MeTaboaM3Ma OHa BO3MOXHA M JOJKHA
OBITb OTpaXkeHa B IUArHo3e.
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Hakone1r, ogHnM 13 HanboJjiee 3HAYNMBIX aCIIEKTOB
kimaccupukanuun HK3M gBnsercs xnaccudukanms
MHOKapAuTOB. HecMOTps Ha B 11eJI0M eIUHOE IIPeICTaB-
JICHWE O CYIIHOCTH OOJIe3HU, BOZHUKAIOT Pa3HOTJIACHUS
B OTHOIICHWH HO30JIOTMYCCKON CaMOCTOSITEIIbHOCTHU
BOCITAJINTEILHBIX PeaKIIMii, KOTOPEIC IPHU psiae 3a0oiie-
BaHWII paccMaTpPUBAIOTCS KaK BTOpHWYHEIC. B 9acTHO-
ctu, Moucees B. C. u np. cunTaloT mpaBOMEPHBIM IIPH-
MEHEHHE TepMUHA “MHOKApAUT’ TOJBKO B TeX CIyJasx,
“Korma ITOKa3aHO WM OOOCHOBAHHO IIPEAIIOJIaracTCs
Haan4yue BOCIAJUTEIBHBIX W3MEHEHHM MHMOKapaa
nHpekmmonHou mpuponsl”, [10]. TapeeB E. M. Ttakxke
TOBOPUJI O TIEPBUYHOM BOCIAJICHUW IIPU MHUOKApIUTE.
BmecTe ¢ TeM, NCKITIOUNTD POJIb MH(PEKIINH B pa3BUTHHI
BOCITAJICHUSI KpaifHe CJIOXHO, a C TOYKHU 3PCHUS Jiede-
HUS IOIaBJICHNE BTOPUIHBIX BOCTIATUTEIIFHBIX PeaKIINiA
HE MEHee 3HaUMMO.

Ocoboe MecTo MHOKapIWTa OIIpeHelIsIeTCs €ro
IIHPOKOM PacIpoCTPaHEHHOCTHIO (HE TOJIBKO B CpaB-
HeHnu ¢ 6onee penkumu HK3M, HO 11 B aGCOIIOTHOM
3HAYCHNM ), KPaWTHUM pa3HOOOpa3reM M BMECTE C TeM
HecneOU(UIHOCTBIO €r0 KIMHUYCCKUX TPOSBICHUI
¥ TEUYCHUS M BO3MOXHOCTBIO IIPOBEICHMS JOCTATOTHO
3(pPeKTUBHOTO BO MHOTHUX Clly4asix 0a3MCHOTIO, T.€.
STUOTPOIHOTO M IAaTOTEHETUUYECKOTO, JICUCHUS, HEO-
IIpaBIaHHBIA OTKa3 OT KOTOPOTO MOXET OYeHb HebJra-
TOMPUSITHO CKa3aTbCsl Ha cyapbe 0oJibHOro. Muokap-
IUT, OC3yCIIOBHO, 3aHMMAacT 0CO00E MECTO B DALY
HK3M u He MOXeT OBITh CBEIEH HCKIIOYUTEIBHO
K ToHsATUIO BocmanuteabHoii KMII; cooTBeTCTBEHHO,
COXPaHSIOT CaMOCTOSITeIbHOC 3HaUYeHNEe KlacCU(pUKa-
LMY MUOKapAuTa.

H.P. [laneeB ormeuasn, 4To “HESICHOCTH psiga MaTo-
TCHETUYECKNX MEXaHU3MOB, UX OOITHOCTD ITPU Pa3HBIX
dopmax MHOKapAWUTa, TPYTHOCTA TUATHOCTUKU SIBJISI-
IOTCSI CEPBE3HBIM IIPEIISITCTBUEM IS CO3MAaHMSI Kjlac-
cudukauum Muokapauton” [2]. Tem He MeHee, IBUXKe-
HIUE B 9TOM HaIlPaBJICHUM OBLIO TOBOJBHO YCICIITHBIM,
K HAcCTOSIIeMy BPEMEHHM IOCTUTHYTAa OIpelcicHHas,
XOTd W [OaJeKo He IIONIHAs SICHOCTh. B Tabmumme 2
MIpUBEOCHO HAaIlle COIOCTaBJICHUE IeHCTBYIOIINX
Ha CeroAHsI pOCCUICKON 1 €BPOIIEMCKOM KilaccupuKa-
muii [4, 13]. CymecTBeHHBIMU acIIeKTaMU Kiraccudu-
kauuu IlaneeBa H. P. u np. aBasitoTCS 4eTKoe 0003HaA-
YeHHNEe ITaTOTeHETUYEeCKMX (HE TOJBKO 3THOJIOTHAYE-
CKHX) BapuMaHTOB M OObEeIMHEHUE B OJHY pPyOpUKY
MHGEKIINOHHOTO M MH(PEKIMOHHO-UMMYHHOTO MHUO-
KapauToB. OHO OTpaXaeT MNPEeACTaBICHUS O TPYITHO
pa3meIMMEBIX (ha3aX eAUHOTO IIporecca, KOTOPhIC ObLIN
obo3HaueHH eme B 1982r (MHGMEKIMOHHO-TOKCHYE-
cKasl, ”MMYHOAaJIJIepTudecKasi, IucTpodudecKas, MIO-
KapInocCKJIiepoTudecKas, [2]) 1 ceTomHS yKe He BHIHO-
CATCS B OMArHO3. YIIIW W pa3aesicHrue Ha MWHQEKIIN-
OHHO-aJUIEPTUICCKUN M MHOEKIMOHHO-TOKCHICCKUI
MUOKapAUTH (OXHAKO BBIACJICHBH ayTOMMMYHHEIC
W TOKCHUKO-UMMYHHBIE (DOPMBI), a TaKXe ITOHSTHUE

“MAMONAaTHYCCKOT0” MHUOKapamuTa (Jalie BCEeTro B €ro
OCHOBE JIeKaT UMMYHHBIC MEXaHNU3MbI, MHIYIIMPOBAH-
HBIC BUPYCHOI MH(MEKIINEH ).

B 3apy0OexHoil nuUTEepaType OTCYTCTBYET KIIIOUEBOE
NOHATHE “MHPEKIMOHHO-UMMYHHBIM MHOKapIuT”,
BMECTO HETO YHOTPEOISIOTCS TePMHUHBI “WHGEKITMOH-
HBII”, “BUPYCHBIN” TNOO0 “MAMOIATHICCKUI”, TUaTHO3
KOTOPOTO MOXKET OBITh ITOCTaBJICH TOJBKO IIPH OTCYT-
CTBUH BHUPYCHOTO TeHOMAa. AYTOUMMYHHBIM JIO CHX IIOp
MIPU3HAETCA TOJBKO BUPYC-HETATUBHBIN MWUOKApIUT
B paMKax “Oonpmmx”’ WMMYHHBIX OOJIE3HEH; TO Xe
OrpaHMYCHHE MMEET TePMUH “HMMMYHO-OIIOCPEIOBaH-
HbII MUOKapauT”, [26]. BeisBaeHre BUPYCHOTO TeHOMA
B MUOKapJe IO-TIPeKHEMY BRIBOIUT MUOKAPINUT M3 Pa3-
psiga ayTOMMMYHHBIX (MMMYHHO-OIIOCPEIOBAHHBIX),
XOTSI aBTOPHI M YIIOMUHAIOT O BO3MOXHOCTH OTHOBPE-
MEHHOTO IIPUCYTCTBUS Y OMHOTO ITAalleHTa BUPYCHOTO
TeHOMa M ayTOAHTUTE] B KPOBHU. TeM caMbIM HEIOOIIC-
HUBAaeTCs, B T.4. IIPU BEIOOpE JICUCHUSI, 3HAYNMOCTH
MMMYHHBIX MEXaHU3MOB B ITOAIep:KaHNM MHOKApIUTa,
“zamymieHHoro” BupycoM. OmHaKo cxeMa ITaToreHesa
MHUOKapAnTa, KOTopas IIPUBOAUTCS B EBPOIEHCKUX
peKoMeHIanusx [4], pakKTUIeCcKA MUTIOCTPUPYET IIpe-
CTaBJICHHE O SOWHOW, MH(EKIMOHHO-UMMYHHOU TIPH-
pone OOJBIIMHCTBA MHOKAPIWTOB M JIEXKWUT B OCHOBE
KoHUenuuu BocnanuteabHoii KMII, mo cyumectBy
0JIM3KOI TOHNMAaHUIO OTEYCCTBEHHBIX aBTOPOB.

CylecTBEeHHO IOOIIOJHEH CITMCOK TeX 3TUOJIOTHYC-
CKMX WH(pEKIIMOHHBIX areHTOB (IIPaKTUISCKHN BCE Tep-
TIeTUYeCKNe BUPYCHI, MapBoBUpYyC B19, BUpyc nMMyHO-
IeduinTa yejaoBeKa, Bupyc rematuta C, a Takke doppe-
mmu). Hemoctatkamu eBpoIeiickoit KiraccupuKaumu
HaM TIpEICTAaBIISIIOTCS BechbMa OemHas KIMHHYCCKAS
XapaKTepPUCTUKAa MUOKApAUTOB (HAIIpUMEp, OTCYTCTBUE
ApUTMUYECKOTO BapHaHTa), HEYIIOMUHAHUE O IBYX CBO-
€00pa3HbBIX MHMEKIMOHHO-0IIOCPEIOBAHHBIX (hopMax
MuoKapauTa (Ipy UHPEKIIMOHHOM HIOKAPAUTE U CEIl-
cuce). K mocromHcTBaM clielyeT OTHECTU ITOIPOOHYIO
MOpGOJIOTUYECKYIO pYyOpudUKaALMIO 1M yINOMMHAHUE
¢dynpMuHAHTHOW (DopMbl MHoKapauTa. OTMETHM, YTO
TATAHTOKJIETOYHBI MUWOKAPAUT — OOWH U3 CaMBIX
TSKEJIBIX KimHnueckn — onncad B 19051 C. CanTeIKo-
BBIM [27]; MOHSITHE O TUIIEPCCHCUTUBHOM MUOKAPINTE
10 CYTH SIBJISIETCSI CMEIIAaHHBIM, KITMHUKO-MOP(OIOTH -
YeCKNM, IIOCKOJBKY OTpaXaeT KaK MaToreHe3, TaK
¥ XapaKTepHBIC U3MEHEHUS B MUOKapae (IIpeodramaHme
503MHOMDIOB B MHMWIBTPATaX, BACKYJIUT U HEKPO3),
XOpOIIIO M3BECTHHIE M OTEYCCTBEHHBEIM aBTopaM |[2].
BMmecTe ¢ TeM, He YIIOMSHYTHI ITapeHXUMATO3HBIC MUO-
KapINTHI.

[Mo-BunmMoMy, aKTUBHOE BHEIPEHME OMOTICUM MMO-
Kapga ¥ aHaiau3 3¢G@GEeKTUBHOCTA Pa3IMYHBIX BUIOB
TepaIyy JOJKHBI IIPUBECTA K CO3MAaHUIO eIWHOM Kiac-
cr(UKAIIN MUOKApINTOB, KOTOpAs COIOCTAaBJIsUIa OBl
MopdOoIOTHIECKHE, KIMHUICCKNE, OSTUOJOTUUYCCKIUE
¥ MTAaTOTCHETUYECKNE BapMaHTHI, a TAKXKE YUYUTHIBAJIa OBl
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KITACCU®UKALISI MUOKAPJIUTOB (1) KIIACCUOUKALINA MUOKAPIUTOB (2-4)

1. Ilo 5muoaocuu u namoczenesy:
® yH(peKuMoHHbIE
© MH()eKIHOHHO-MMMYHHbIE, B T.4. 0C00bIe (hOPMBI:

— peBMaTUYECKUIA

— 1IpY UHMEKLIMOHHOM 3HIO0KapaUTe

— IIpU cerncuce

— naparty0epKyJIe3Hbli

® ayTOMMMYHHbIE:

— aJJIepruyeckuii (B T.4. JJEKapCTBEHHBII, CHIBOPOTOYHBII, HYTPUTUBHBIIA)

— U30JMPOBAaHHBI ayTOMMMYHHBIH (B T.4. Y O0JbHBIX C OPOHXUAIBHOM
ACTMO#, CUCTEeMHBIMY UMMYHHBIMHU TPOSIBJICHUSIMU)

— B paMKax “00JIbIIMX” CUCTEMHBIX UMMYHHBIX 3a00JIeBaHMIi (CapKOUI03,
CHUCTeMHasi KpacHasi BOJTYaHKa, PeBMaTOMIHbBII apTPUT, 1ePMaTOMUO3MT,
cunapoM Yepmxa-Crpocc, rpaHyieMaTo3 Berenepa, y3eakoBblit
ToauapTepuuT, 6oae3Hb Takascy, cunapom Kapacaku, 6ose3Hb bexuera,
cunapoM I'ynnacuepa, cunapom Jlaiiena)

— B paMKax HeKJIacCU(UUUPYeMbIX (JJATEHTHBIX) CUCTEMHBIX UMMYHHBIX
3a00J1eBaHUI

— MOCTTPAaHCIUIAHTALMOHHBIi

— IapaHeoIIaCTUYECKHiA

® TOKCHYEeCKHe:

— JiekapcTBeHHbIe (aMbeTaMUH, aHTPALIMKIMHBI, KOKauH, LUKIodhochamu,
dTOpOYpaLINIL, INTUIA, AIPEHOMUMETUKN, TeMETUH, UHTEPICHKUH-2,
TpacTy3ymao, KJI03aruH)

— TSDKEJIble METaJUIbl (Me/lb, XKeJIe30, CBUHELL)

— ropMoHBI ((heoxpomoLToma)

— pa3Hoe (511 CKOpIMOHa, 3Mei, maykos, oc 1 muesn, CO, NaN3, ¢ocdop,
MBILIBSIK)

® TOKCHKO-aJLIepruyecKue:

— AJIKOTOJIbHBIN

— TUPEOTOKCUYECKUIA

— YPeMHUYECKUA

— OXXOTOBBIN

2. Ilo 6edymemy KAuHU4ECKOMY CUHOPOMY:
* ApUTMMUYECKUIA
* ¢ JuIaTalyei KaMep cepiua i CHIKEHUEM COKPaTUMOCTI
* CO CHIKECHHEM COKPATUMOCTH Ge3 IaTaliiu
* MUKPOBACKYJISIPHBI (MLIEMAYECKHMIT)
* nH(bapKTONOI0OHbII
~ GJIArOTPUSITHBIN BAPHAHT C BBI3LOPOBICHUEM
~ HeGIArONPHSITHBLA BADHAHT C XpOHU3ALMEH
* C MUHUMAJIbHBIMY KIIMHUYECKUMH TIPOSIBICHUSIMU

3. Ilo docmoseprnocmu ouazrnosa:
* IOCTOBEpHBI (MOPGhOJOrnuecK BeprUhULIMPOBAHHBIIT)
* OIpe/IeICHHBIN
* BEPOSITHBII (BOZMOXHBIN)

4. Ilo cmenenu nadenus cucmoau4eckoll (hynKuyuu muoxapoa:
* JIETKOTO TEYEHUST
* CPEIHETSIKEIIOTO TeUEHHST
* TSDKEJIOTO TeUeHUs!
* KpailHe TSXEJIOro TeYeHHUs]

KJIIACCUOUKALINSA MUO TOB (8)

KITACCU®UKALISA MUOKAPIUTOB (5-7)

5. Ilo cmenenu ummyunoﬁ AaKmueHocmu:

* HHU3KOIi cTerneHu akTuBHOCTH (6e3 crietduaeckoro AH®, turpsi 1:80-1:160)

* yMepeHHo¥# crenieHy akTuBHOCTH (crienduyaeckuit AH® 1:40-1:80 wim
TUTPBI OCTAILHBIX BUIOB aHTUTEN 1:160-1:320)
* BBICOKOI cTenenu akTuBHoOCcTH (crienubudeckuit AH® 1:160-1:320)

6. Ilo naauuuro supycnozo 2ermoma:
* 10 KPOBH: BI/IpyC—HO3HTMBHBIﬁ/BMpyC—Hel'aTHBHI:II‘;I
* 110 MHOKapAy: BUPYC-TIO3UTUBHBII/BUPYC-HETaTUBHBIN

7. Ilo meuenuro u ucxooam:
* ¢yrsmuHaHTHBIH (haTanbHBIN U HeaTaabHBIA, C BEI3TOPOBICHUEM
¥ XPOHU3ALINECH)
OCTPBlii (C BEI3TOPOBICHUEM M XPOHU3ALIUEHT)
NOJOCTPBIi (C BHI3IOPOBICHUEM U XPOHU3ALIME)
XPOHUYECKHM (B T.4. IEPBUYHO-XPOHUUYECKUI1, PELIUIUBUPYIOIINIA, ha3bl
pEMUCCUU U 0OOCTPEHMS)
€ HCXOJIOM B KAPAMOCKJIePo3 (MOCTMUOKAPAUTUYECKUIT KAPANOCKIEPO3)

Puc. 3. Knaccrudukaums MmokapamTos.

HaJIM4e BHPYCHOTO TeHOMa B MMOKaplae U CTeIIeHb
MMMYHHOM aKTUBHOCTU. Jlayee MBI IIPEICTaBUM OIWH
U3 BO3MOXHBLIX BapMaHTOB TaKoOil KiaacCUPUKaIUM
(puc. 3). DTHonorndeckast M maToreHeTHIeCcKasi KIaccu-
duKanmss MUOKapIUTOB (B OOJIBIIMHCTBE CIydacB 3TU
3BEHbBSI TPYAHO Pa3leIMMBI) B OCHOBHOM COOTBETCTBYET
nocnenHei knaccudukauy H. P. I[Taneesau ®. H. TTane-
eBa, OTHAKO MMeeTcs psif oTinuumii. B yacTHOCTH, 0€3-
YCIIOBHO CYIICCTBYIOT M YMCTO MH(MEKIIMOHHBIC MIOKap-
IUTHI (TIPEUMYIIIECTBEHHO OCTPEIC, BEI3BAHHBIC OAKTEPH-
SIMM I IPYTIMU aTeHTaMU ), TaJICKO He BCETIa IIPUBOISIITNE
K WHOYKINK ayTOMMMYHHON peakIMh M 3aKaHIMBao-

8. ITo mopghoaozuneckum nposeaenusm:

* apeHXUMATO3HBII R 4 G

* MHTePCTULMATBHBII q e

* c mpeoGiagaHueM BacKyauTa | A i s

* CMEIIaHHBIN t o T -I;f‘_'
: E e

— BBICOKOW CTENEHU IMCTONIOTMYECKON aKTUBHOCTH
(C HEKPO30M/MHOJIM30M/aNIONITO30M
KapAXOMUOLITOB)

— YMEPEHHOI1 CTeNeHU TMCTOJI0TMYECKO aKTUBHOCTU
(nHbubTpaLus 6osee 14 kieTok 6e3 Npru3HaKoB
Tu6eM KapAMOMUOLIMTOB)

— HU3KOM CTENEeHU M'MCTOJIOTMYECKON aKTUBHOCTHU
(nHbMIBbTpaLMs MeHee 14 KJIeTOK 6e3 MPU3HAKOB
Tu6eM KapAMOMUOLIMTOB)

— MMOKapIUTUYECKUI KapIMOCKIIEpO3
=

o TPaHyJIEMATO3HbII

% £IN
o TUTAHTOKJIETOUYHBII

o crenuduyecKuil (capKkonnos, Ty0epKysie3, BoI4aHKa 1 p.)
o B paMKaX peaklUU OTTOPXKEHMsI TPAHCIIIaHTaTa

o HeTpOMIBHBII (THOMHBI)
o 903MHO(DUIBHBII
o TMMGOLUTaPHBII

1uecss XpOHU3alMeil, 4YTo JeslaeT lieJaecooOpa3HbIM
BBIICJICHHUE MX B CAMOCTOSITEIIbHYIO (popMy.

B 1o Xe Bpems mpenctaBieHue o6 MH@EKIIMOHHO-
MMMYHHOM MHUOKapAWUTE KaXXeTcs HaM OJHUM U3 IJ1aB-
HBIX TOCTVKCHUM OTEYEeCTBEHHOM KiacCU(UKAIIUMN,
KOTOpO€ HEOOXOAMMO COXpaHUTh. B OONBIIMHCTBE CTy-
YyaeB, HO He Bceraa, ero MpUYMHOM SBJSIETCS BUPYCHAs
WHQEKINS, TPUBOAIIIAS K WHAYKIIUM ayTOMMMYHHOM
peaxkiu; Mbl COWIM HEOOXOAMMBIM BbIIECJIUTD B KAUE€CTBE
0CO0BIX (hopM MHGMEKITNOHHO-UMMYHHOTO MHOKapaNUTa
peBMAaTHMICCKUIT (KOTOPHIA YXOOUT M3 COBPEMCHHBIX
peKOMEHIANuii, HO B psiic CTPaH COBEPIICHHO HE ITOTE-
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PsUT CBOE# aKTyaJIbHOCTH, UTO TIPUBEJIO JaKe K IIEPeCMO-
Tpy KputepueB Ixxonca, [28, 29]), mapaTyOepKye3HbBIN
W MHUOKApIWT IIpU WHOEKIMOHHOM 3HIOKAPIUTE:
B ITOCJICAHUX ABYX CIyJasix OaKTepHaIbHBIN aTeHT MOXET
HEIOCPEICTBEHHO IIPUCYTCTBOBATh B MUOKApE, HO POJIb
ayTOMMMYHHBIX peaKIIMii KaK MpaBUIO OoJiee CYIIEeCT-
BeHHAa B pa3BUTHM MUOKapauTa. MUOKapIWT IIPH CEIl-
cruce OMmKe K MHPEKIIMOHHOMY, OMHAKO MOXET MMETh
¥ IMMYHHYIO COCTaBJISTFOIIYIO ITaTOTeHe3a.

K ayTomMMyHHBIM HaMM OTHECEHBI HE TOJIBKO aJlIep-
TMYEeCKU, TIOCTTPAHCIUIAHTALIMOHHBIA MWOKApIUT
W MUOKApJINT B paMKax “O0JIbIINX” MMMYHHBIX 3a00J1e-
BaHWi1 (BKJTIOYAs CApKOMI03), HO TAKKE M30IMPOBAHHBIN
ayTOMMMYHHBIII MMOKAapIWUT, KOTOPHI pa3BUBACTCS
B OTCYTCTBUEC SIBHOM aJUIEpTMHA U CUCTEMHBIX OOJIe3HEU
(Y mMarieHTOB MOTYT IIPUCYTCTBOBATh OTAEIbHBIC MMMYH-
HBIE TIPOSIBIICHUSI, B YACTHOCTH, OpOHXMAJIbHAS acTMa),
HO B MaTOTeHE3¢ KOTOPOTO ayTOMMMYHHBIC peakiiny 6e3
BBIPAXKCHHON 303MHO(DMINKM OTYETIMBO IIPEOOJIAmaloT,
U poJib UHMEKIINN B UX WHAYKIIMU YCTAHOBUTH HE y/a-
eTcs. Dra (hopMa MIOKApAUTA OTIMIAETCS OTHOCUTEIIEHO
0JIaTOIIPUSITHRIM (B CpaBHECHNH ¢ MTH(PEKIITMOHHO-UMMYH-
HBIMU (hopMaMM) TedeHreM. Bam3Ko K Heil CTOUT BEIe-
JICHHBI HAMW MMOKApIUT B paMKaX HeKJIacCHUDUIIMpye-
MBIX (JIATGHTHBIX) MMMYHHBIX 3a00JICBaHUIA: ITOBOJBHO
YacTO MPUXOIUTCS CTAJTKUBATHCSI C HAOOPOM OpPraHHBIX
IMopaxkeHU#, CIEeKTP W WHTEHCHUBHOCTb KOTOPBIX
HE ITO3BOJITIOT Ha3BaTh WX “OONBIIMMU~ WMMYHHBIMU
00JIe3HSIMM, HO BEChbMa CXOXHM C HUMM; OCOOCHHOCTHIO
MHOKApINTA B TAKNX CIYJasIX SIBJISICTCS MUKPOBACKYJIUT,
HO 0e3 HeKpo3a.

Haxkowne1, B pa3mesr ayTOMMMYHHBIX BHECEH MapaHeo-
TUIACTUYECKUIT MUOKapAuUT. B apyrux knaccubukaimsx
Takas (popMa OTCYTCTBYeET, B JIMTEpaType MMEIOTCS eIu-
HUYHBIC YIOMUHAHUS (303MHOMDMIBHBIN ITapaHeoIuIa-
CTHYECKMIT MIOKApIUT IIpH pake Jerkoro, [30]). B kaue-
CTBE KPUTEPUEB NAPAHEONAACMUYECK020 MUOKAPOUMA MBI
IpeUTaraeM pacCMaTpUBaTh:

+ passutue cuHapoma JKMII u/umm pe3ncTeHTHBIX
K JICYCHHIO apUTMUI Ha (poHE 37T0Ka4eCTBEHHOTO HOBO-
00pa30BaHUsI, He CBSI3aHHOE C IIPOBEICHIEM XUMUOTEPa-
iy (aHTPAOUKIMHAMU U Ip.) VI JIy4eBOM Tepaltnu,

* BBICOKHE TUTPHI aHTUKAPANAIbHBIX AaHTUTEIT,
BBICOKHE TUTPBI IIPOTUBOBUPYCHBIX aHTUTEN WIIN
00HapyXeHNe BUPYCHOTO TeHOMa B KPOBH;

+ obpatumocTh cuHApoMa JKMII/aputmuii mpu
YCIICIITHOM JICUCHUH OITYXOJIH.

IIpoBeneHue OUOIICMM MHUOKapAa HE ONpaBAaHO
Y MHOTHUX U3 ITOJOOHBIX OOJIBHBIX — €CJIA TeUCHUE MUO-
KapanTa He KpaifHe TSLKeIoe, IIPOTrHO3 B OOJIBIIEH CTe-
TIEHU OITpeAeIISICTCST OITyX0Jblo. OMHAKO B psAe ClydacB
MOXET TOTpeOOBaThCS M OMOIICHS (MBI TaKOTO OITBITa
IIOKa He MMeeM). MBI CTOJIKHYJINCH ¢ KITMHIYSCKOM Kap-
THHOM MUOKapANTa Yy OOJBHEIX C pAKOM JIETKOTO, TIOYKHU
(runiepHedpomMa), MOYEBOTO MY3bIPs U Keaynka. bosb-
IIMHCTBO W3 HUX TPAINIIMOHHO OTHOCAT K “pakaM MHTEP-

HUCTOB” M3-3a OOraTCTBa ITapaHEOIUIACTUICCKUX PeaK-
Ui (TaK OBLIO M Y 9YaCTH HAIINX OOJTBHBIX).

B xauecTBe BO3MOXKHBIX MEXaHU3MOB TAKOTO MUOKap-
JIIUTA clienyeT MpeanojaraTb MHAYKIIUIO OIyXOJIbO BbIpa-
OOTKM KapAMOTPOITHBIX ayTOAHTUTEN, aKTUBALIMIO BUPYC-
HOM WH@eKUMru BCIAEACTBUE TJIyOOKOIN OMyXoJieBok
UMMYHOCyNpeccuu. JledeOHble MepONpUSTUS TOJKHBI
BKJIIOYATh B TIEPBYIO OUYEPEb PAAUKATIbHOE JICUEHUE OITy-
XOJIM, TI0 BO3MOXHOCTU 0€3 KapAUOTOKCUYHBIX PEKU-
MOB, MIPOTUBOBUPYCHOE JIEUEHNE, BO3MOXHO, Ia3zmMade-
pe3. UMMyHocyIpeccBHasl Tepalus BO3MOXHa B paM-
Kax JIeYEHUsI OMYyXOJIU, OJHAKO IS CAMOCTOSITEJIbHOTO €€
Ha3HAYEHMS C LIEJIbIO JICUCHUSI MUOKApAUTa y TOA0OHBIX
MalMeHTOB C MHOTOYMCIEHHBIMU OTSATOILIAIOIMUMU haK-
TOpaMu OYEHb XejaTeabHa Obl1a Obl MOpdoornyeckast
BeprbUKaLMsI MUOKApAKUTA.

Knaccudukaius mo BeayieMy KIMHUYECKOMY CUH-
JIpOMY MEePEKIMKAETCs C 001Le CUHAPOMHOM Kiaccugu-
kanumeit HK3M. JIng MuokapauTa Hanbosiee XxapaKTepHBI
M30JIMPOBAHHBIM apUTMUYECKUN CHUHIAPOM, CHUHIPOM
JAKMII, cuHapoM CHUXXEHMSI COKpaTUMOCTH 0e3 nuiaTa-
LIUU, MUKPOBACKYJISIpHAs MILIEMUSI, a TAKXKE 1Ba UH(PAPKTO-
MOoAOOHBIX BapMaHTa: OJIAaTONPUSATHBLIA BapuaHT 0e3
BbIPaXXEHHOU CHUCTOJMYECKON OUCHYHKIMU, KOTOPDIN,
KaK TIpaBWJIO, 3aKaHUYMBAETCS TMOJHBIM BBI3IOPOBIIE-
HUeM, U WHOapKTOmomoOHas KIWHHUKA C Pa3BUTHEM
KPYITHOOYAaroBOro KapJauocKiepo3a B Ie0I0Te TSIXKEI0To
MUOKapaUTa C HEOJIAroNnpusITHBIM UCXOO0M. MBI OTKa3a-
JIUCh OT BbIJEJIEHUS MCEeBIOKIANaHHOTO U TPOMO03IMOO0-
JIMYECKOTO BApUAHTOB MUOKAPIMUTA, MOCKOJbKY TsXKeaas
KJlarlaHHasi HEAOCTAaTOYHOCTh M TpOoMOO3IMOOIUM Tipa-
KTUYECKM BCeTIa pa3BUBAIOTCS B paMKax CHUHIpoMa
AKMII, a HaGmopaTh 00paTUMyl0 CHUMMOTOMATUKY
MUTPaJbHOTO CTEHO3a B paMKax TSKeJIOro HepeBMaThue-
ckoro (?) MHOKapauTa HaM IOBEJIOCH JIMIIb ONTHAXKIEL.
HakoHell, He BbI3bIBA€T COMHEHMI, UTO 3HAUUTEIbHAS
YacTb MMOKApAWTOB MOXET IpOoTeKaTb C MUHUMaJlb-
HBIMU KJIMHUYECKUMMU TIPOSIBICHUSIMU.

ITprHMMas BO BHUMaHKWE HEBO3MOXHOCTh BBIMOJIHE-
HUSI OMOIICUM MuoKapaa OOJBUIMHCTBY IallMEHTOB
C MMOKapAuUTOM M pa3pabOTaHHbIE B COIOCTABIEHUU
¢ Ouoricueidi KpUTepUM HEWHBA3WUBHOW NMarHOCTUKU
muokapauta [31], MBI COYIM IIPaBOMEPHBIM BBEICHHUE
KJ1acCu(UKaILMU 110 CTeNEeHN JOCTOBEPHOCTU JMarHo3a:
JIOCTOBEPHBIM SIBJISIETCS TOJILKO MOP(OJIOTMYECKHA BEPU-
(buMpoBaHHBIN MUOKAPAWT, HO OTIPEIEJICHHBIN 1 BEPO-
SITHBIM JWMarHo3 ITIO3BOJSIOT CTaBUTh IPEIJTOKEHHBIE
HaMM HEWHBa3WBHbIE KpUTepuu. be3 Ouoncum HeBO3-
MOXHO OLIEHMTb HaJWyMe BUPYCHOTO T€HOMa B MHUO-
Kaple, HO, BEpPOSITHO, BO MHOTMX CUTyalUMsX Jydlle
MOCTaBUTh AUArHO3 0€3 OMOIICMU U HayaTh JICUEHUE, YeM
OTKa3aTbCsl OT TAKOTO JIEYEHUSI COBCEM.

besycioBHO, MMEIOT 3HayeHUE B BBHIOOpPE METONOB
M arpeCCUBHOCTU JIEUCHUS TSKECTb TEYEHMUsI MUOKap-
JIUTa, KOTOpasi ONpeAesieTcsl B MEPBYIO ouepeb IO CTe-
MIEeHW ITafeHUs CHUCTOJIWYECKOM (QYHKOMM (OT JIETKOM
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0 KpaliHe TSDKeJIOM, Korma TpeOyeTcsT KapauOTOHMYe-
CKasl ¥ MeXaHWJecKasl TToAIepKKa), HATMIKNe WIN OTCYT-
CTBHE BHPYCHOTO T¢HOMAa HE TOJIBKO B MHMOKapie (eciu
€CTh BO3MOXHOCTh ITPOBECTH OMOIICHIO), HO U B KPOBU
(ITO OIpeneInTh CYIIECTBEHHO IIPOINEe M OIPEHCISThH
HEo0XO0IMMO), a TAKXKE CTeTIeHh MMMYHHOM aKTUBHOCTH,
KOTOPYIO HEOOXOIMMO OLIEHMBAaThb HE3aBUCUMO OT MOpP-
domornueckoii aKTUBHOCTHM B IIEPBYIO odepedb
10 YPOBHIO aHTUKApPAWAILHBIX aHTUTEI B KpoBu. Ilpu
HCIIOIH30BAaHUM Pa3BePHYTOM IMaHEIN aHTUTEI O BBICO-
KO aKTMBHOCTHM CBHIETCIBCTBYET B IIEPBYIO OYepenb
Haanuue BbICOKMX TUTpoB (1:160-1:320) cneumduye-
CKOTO aHTHMHYKJIeapHOTO (pakTopa (AH®D), T.c. aHTHTEN
K sIpaM KapAWOMUOLMTOB, 00 yMmepeHHOi# — AH®
B Oonee Hu3KUX TUTpax (1:40-1:80) mubo BEIpaKeHHOE
MTOBBIIIICHUE TIPOYMX aHTUTE (K aHTUTCHAM SHIOTEIIHS,
KapIVOMHUOILIMTOB, BOJIOKOH TIPOBOMSIICH CHUCTEMBI).
I[Ipy ucnonb3oBaHUM APYrUX TMaHEIEW AHTUTEN 3TY
LIKaJIy HeOOXOANMO OTKAJIMOpPOBAaTh.

Krnaccnpukanns Mo TeYeHWIO OTpaxkaeT HECKOJIbKO
XapaKTEePUCTUK MUOKAPINTa — OBICTPOTY, JaBHOCTH pa3-
BUTHUS CUMIITTOMOB, CKJIOHHOCTh 00JIC3HU K XPOHU3AINU
WINW, HAIIPOTUB, BEI3OOPOBIeHNIO. CIoma TODKHO OBITH
BHECEHO YyKa3aHWe Ha (yJIbMUHAHTHBIN MHOKApPINT,
KOTOPHIN SBJISIETCSI MMEHHO BapHaHTOM TEUCHUsI, HO HE
0co00#i maTtoreHeTu4yeckoi dopmMoit mMuokapauta. Ero
KPUTEPUEM SIBJISIETCSI MTHOBEHHOE (B TEUCHME HECKOJb-
KHX 9aCOB) pa3BUTHE KPUTHMICCKOW TUCHYHKIIUH MHO-
Kapma, KoTopas TpeOyeT MeXaHWYeCKOM ITOMIepKKU
HACOCHOM (DYHKIIMU CepAlla M NCKYCCTBEHHOI BEHTUIIS-
i Jerkux. OH MOXeT OBITh (haTaIbHBIM MIIN HedaTallb-
HBIM, B TIOCJICIHEM CITy4ae MOXET 3aKaHUYMBATHCS ITOJI-
HBIM BBI3IOPOBJICHHEM, HO B psIe CIIydacB BO3MOXHA
W XpOHU3AIIHS.

06 oCTPOM MHOKAapAWUTE MOXHO TOBOPUTH IIPH IaB-
HOCTH MEHEE TSDKEIbIX CHMIITOMOB He 0oJiee OTHOTO
MecsIa, O IMOJOCTPOM — IIPM MX JaBHOCTH OT Mecslla
mo moayroga. O6e GopMbI MOTYT 3aKaHUMBATHCS KakK
BBI3HOPOBJIICHHEM (Jallle OCTPHIN), TaK WU IIEPEXOIOM
B XPOHHMUYECKYIO ¢popMy. JIMarHo3 XpOHUIECKOTO MMO-
KapanTa CTaBUTCS IIPU JaBHOCTH IIpoliecca 0oJiee IMory-
rofia, OH MOXET HOCUTD IIepBUIHO-XPOHMICCKII XapaK-
Tep (6e3 ocTporo Havajna), MpoTeKaTb C peLuaAruBaMu
(MHTEpBaAI MEXIYy KOTOPBIMUA MOXET JOCTUTAaTh MHOTHUX
JIeT) TMO0 BOJTHOOOPA3HO B (DOpMe PEMUCCHUI U 000CTpe-
Huli. B yactu ciayyaeB XpOHMISCKI MHUOKAPIUT 3aKaH-
YUBAeTCsS TIOJHBIM CTHUXaHWEM aKTUBHOCTHM IIpoIecca
C MICXOIOM B KapIMOCKJIEPO3 U TOM MU MHOM CTCIICHBIO
HEOOpaTUMBIX CTPYKTYPHO-(QYHKIMOHAJIBHBIX M3MEHE-
HUil. JImarHOCTMPOBaTh ITOJHOE CTUXAHME IIpoliecca
JIOCTATOYHO CJIOKHO (HaXke IIPU OTPULIATCIEHOM PE3yiIb-
TaTe OMOIICHH HEJIb3sI MCKITIOUNTh 000CTpeHNEe MUOKap-
IWTa B OymyIIeM), IO3TOMY AMArHO3 MOCTMUOKAPIUTH -
YeCKOT0 KapIMOCKIIepo3a MBI CTaBMM, HO C OOJIBIION
OCTOPOKHOCTBIO, KOTIa IIpU3HAKN aKTUBHOCTH O€3 Tepa-
MU OTCYTCTBYIOT Ooiree 3 1eT. Ho m B 3THX ciry4asix mpem-

TOYTHUTENIbHEE, BEPOSITHO, TOBOPUTH O (a3ze CTONKOI
PEMHUCCHUU.

Hakonen, kinaccmdpukaimsa MHOKapAWTa ITOJDKHA
BKJIIOYATh €T0 MOAPOOHBIE MOP(hOIOTUUECKIE XapaKTe-
PUCTUKY. MBI TIPUBOINUM 3Ty KJIACCUMDUKALIMIO TTOCTICI-
HEll M3 YMCTO MPAKTUYECKUX COOOPaKeHU (YIUTHIBAS
PEIKOCTH BHITIOTHECHUS MPWKU3HEHHOW OMOIICMUA MMO-
Kapaa M, COOTBETCTBEHHO, Majioe 3HAUCHME 3TOI Kiac-
cuduKaluu IJisk BIOOpa JiedeHUsT Y OOJbIIMHCTBA 00JIb-
HBIX C MHOKAapAWUTOM), OTHAKO IO CBOEMY MCTUHHOMY
3HAYCHUIO OHA JOJKHA OBI CTOSITH ITEPBOM, IOCKOJBKY
Mmopdosorusg maeT MaKCHUMaJbHOE IIPEACTaBICHUE
0 XapakKTepe MHOKapIuTa.

HecmoTpsi Ha oOmenpu3HaHHOCTh Janmacckoit
KiaccuuKalmu, KOTOpasi OPMEHTHUPYETCS TIIaBHBEIM
00pa3oM Ha KOJMYECTBO BOCIAIUTEIBHBIX KIJIETOK
B MHGWIBTpaTe, HCOOXOMMMO, Ha HAIl B3TJISIA, COXpa-
HUTb 0oJiee TOJHYIO Kiaccudukaluio, KoTopas Oblia
pa3paboTaHa OTEUYECTBEHHON IIIKOJIONM ITaTOJIOrOaHaTO-
MOB 1 BKJIIOYACT, IOMUMO MHTEPCTUIINAIBHOTO, TTapeH-
XUMAaTO3HBIN (aJIbTepaTUBHBIN), KIMHUIIESCKU TSDKEITBIA
BapMaHT MHOKapauTa, IIPY KOTOPOM IIpeobamaeT Iry-
00KOe TOBpeXIeHNEe KapIUOMHOIIMTOB M KOTOPBIA
MOXET IIpoTeKaTh 0e3 spkoi uHbuabrpauun. Kpome
TOTO, HaM KaxXeTcs IeIecO00pa3sHBIM BBIICIUTh Bapy-
aHT MHOKapAauTa ¢ TMpeobiagaHUEeM IIPOTYKTUBHOTO
BacKyIuTa (MMEIOIINK CBOCOOpa3HBIC KIMHUYICCKUE
TIPOSIBIICHUS) I CMEIIaHHYIO (popMmy.

CreneHb THCTOJOTMYCCKOM aKTUBHOCTU TpeOyerT,
Ha HaIll B3IJISII, HECKOJIBKO OOJIBINIEH AeTaIM3aun, YeM
aT0 TipemnaraeT Jamracckas KiaccUHUKaIUs: IIpHU3Ha-
KOM BEICOKO#1 aKTUBHOCTH SIBJISICTCSI THOEIIh KapIHOMMO-
HUTOB (HE3aBUCHMMO OT HaJIW4yusl WHQPUIBTpALUN),
HO 1 HAJIMYME BRIpaKeHHON MHOWIBTpALINU 0e3 HeKpo3a
TOBOPUT 00 YMEpPeHHOW AaKTUBHOCTH MHOKApIUTA.
B T0 Xe BpeMs MeHbIIIee, yeM 14, KoauuecTBO TUM@OILM-
TOB HE SIBJISICTCS OCHOBAHMEM IJISI OTKa3a OT AMarHo3a
MHOKapAWTa: TaKWe OMONTAThl IOJKHBI OIICHWBATHCS
B KOMITIEKCE ¢ KIMHUYECCKUMU TAaHHBIMA M BO MHOTHUX
CIyJasix CBUICTCIBCTBYIOT JIUIIh O HU3KON aKTUBHOCTHU
MHOKapINUTa, HO HE O €ro OTCYTCTBUM. MUOKapIuTHIC-
CKHI1 CKJIEPO3 B OOJIBIMMHCTBE CITyIacB TUATHOCTUPYETCS
OIHOBPEMEHHO C IIpH3HaKaMW aKTMBHOTO MUOKapaWTa,
HO MOXET OBITh €IMHCTBEHHBIM CBHIETEIHLCTBOM IIEpe-
HECEHHOTO BOCHAJUTEIBHOTO IIpollecca. IlaTorHomo-
HUYHBIX IJI1 MHOKapIWUTa OCOOCHHOCTEH KapaMOCKIIC-
po3a He CYILECTBYET, HO HauboJiee XapaKTepeH NMepumy-
CKYJISIDHBINT U TICPUBACKYJISIpHBINA (brOpo3. PasmemeHue
MHMOKapINTA 10 XapaKTepy KJIETOK B MH(IIETPATE MOXET
MHOTOE€ CKa3aTh O €r0 3THUOJIOTUHM W UTPAeT OOJIBIIYIO
poJib B BeIOOpE auddepeHIMPOBAHHON TEpanuu.

B 3aBepmicHMe OTMETHIM, YTO CHMHIPOMHBIA TOIXOM
Ha TIEPBOM 3Talle HO30JOTUYECKON TMArHOCTUKU OBLI
TOJIOXKEH HAMU B OCHOBY KIIMHNYIECKOM KiTacCU(PUKAIINT
IIBYX HamOoJIee YaCThIX TEHETUYECKH IeTCPMUHHUPOBAH-
HbIXx KMIT — AJITTK 1 HeKOMITaKTHOTO MUOKapaa; 3TU

19



Poccuiickuin kapayonoruyeckuin xypHan N2 2 (142) | 2017

",
Bupycy .
HEKpO3 & A

a,

%, NaTOreHHbIE

. MyTaluu
f?; ' Je(eKTI
% ', BPOXXIEHHOTO
KapIMOMUOLIUTOB i? % T
S 2 A
ayToaHTUTeNa § % ! MCTIasus

MHOKapauoaucTpodun

—_—

oyYarv XpoHU4ecKoil nHMeKIuu

Puc. 4. CnekTp HeKOpoHaporeHHbIx 3abonesaHuili Muokapaa.

paHee OITyOJITMKOBaHHBIC KIIACCU(PUKAIINN OYIYyT PacCMO-
TPEeHBI B OYOYIINX CTAaThIX. B KauecTBe 3aKIIFOUCHUS CyM-
MUDPYEM TE HOBble acneKmbl, KOTOPHIE COACPXUT Halla
xinaccudukamuss HK3M:

— BBIIEJICHUE BEOYIIETO KIMHUYECKOTO CUHIPOMA,
C KOTOpOTO HAYMHAETCS HO30JIOTMYeCcKas AMAarHOCTHKA
npu HK3M;

— BBIIeNeHne codeTaHHBIX hopM HK3M;

— MapajyieIbHOE WCIOJB30BaHUE 3THOJIOTMYECKOM
(B T.4. TCHETMYECKOM) 1 CTPYKTYPHO-(PYHKIIMOHAIBHOM
KIaccuduKamm KapaIuoMUOTIaTHl;

— BBIIEJICHHAE CTPYKTYPHO-(YHKIIMOHAIBHOI (hDOPMBI
KapINOMHUOIIATUN C IPEUMYIICCTBEHHBIM ITOpakeHNEM
MIPaBBIX OTAEIIOB CepAIIa;

— BBIICNICHUE (HApSIy C TCHETUYSCKUMU M MINOTIA-
THYECKNMHU) OCOOBIX (pOpM KapIHMOMMUOIIATHII, KOTOPBIC
HE MOTYT OBITh OTHECEHBI K IEPBHIM IBYM KaTETOPUSIM
(MMET CMEIIaHHYI0 TIpUpoay), HO Haubojee OIM3KU
K HUM MOpP(0o-PYHKIMOHAJIBHO;

— BBIICJICHWE COYETAaHWM HEPEeBMATUIECKOTO MUO-
KapamTa ¢ TIepr- ¥ SHIOKAPIUTOM;
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Becnh criekrp HK3M mpencraBiseTcss HaM TECHBIM
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[eneTuecke 0COOEHHOCTH OpraHU3Ma He TOJIBKO IIPH-
BOIST K pa3BuTuio omnpeneneHHbix KMII, HO co3maior
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X OBUNENHAS MEXXAYHAPOOHAS KOHMEPEHLIUS
NMPODPUNAKTUYHECKAA KAPOANOJIOTUA 2017
15-16 niona 2017 roga, ropog Mockea

‘YBaxkaemble KoJjuiern!

IMpurnamaem Bac mpuHSATE yuactre B padbote X FOom-
JIeftHOlt MexXmyHapomHoit KoHdpepeHnun “ITPODU-
JJAKTHUYECKASA KAPAMOJIOTHUA 20177,

Kondepenuust npopoautcst HaumoHanbHBIM 00111e-
CTBOM TIPO(MIAKTHYECCKON KapaUOJOTUM TIPU TOmICP-
XKKe MWUHUCTepCTBa 3IpaBooxpaHeHUST Poccuiickoit
Ddenepanmu, JlemaptaMeHTa 3IpaBOOXpaHEHMSI TOpoIa
MockBel, PoccrificKoro KapamojJornIecKoro OOIecTBa,
Poccuiickoro HayuHoro obiectBa TepareBToB, Harmo-
HaJIbHOTO OOIMecTBa II0 H3YYEHHMIO aTepOCKIIepo3a.
Mepornpusitue cocrourcst 15-16 wumons 2017 roga
B Mockse Ha B/IHX, B maBunbone 75 (Merpo BAHX, 5
MWH TICIIIKOM).

B pa6ote X KO6uneitHoIT MexXITyHapOTHON KOH(bEpPEeH-
mun  “TIPOOUIAKTUYECKAA KAPIAMOJOI'UA
2017” mpuMyT yJacTrie YIeHbIe C MIPOBBIM UMEHEM, TIPH-
3HAHHBIC JIMAEPHI B 001aCTH ITPODIIAKTUIICCKON Kapano-
snorumn u3 Benukoopuranum, MUpnanaum, Kanager, Hunep-
nmaHmoB, IMopryrammm, CoegMHEHHBIX INITAaTOB AMEpPHKH,

[IBeitapuu, bpazwmmm, @uHnsHINNT, PyMBIHIHT, a TAKKE
BEyIIIEe OTEYECTBEHHBIE CIIenaTucThl. CBOMM OTBITOM
TaKkKe Tonensatcsd KoJjuiern usz Pecnyonuku benapyce,
Apmenrm 1 Kazaxcrana. OHM TIpeICTaBAT CBOM OITBIT
W WHHOBAIMM B cdepe MpopMIaKTUKKA, THATHOCTUKMH,
JICYCHUS ¥ peadMINTAIINNA OOJIBHBIX C CEPICIHO-COCYINC-
TBIMA ¥ KOMOPOMITHBIMU 3a00JICBAHUSIMI.

B pamkax KoHdepeHunu OymyT rmpoBoauThest KoHKype
MOJIOOBIX YUeHBIX M KOHKypc Ha JIyJIIWii ITOCTepPHBIN
nokian. ITobenuTten KOHKYpCcOB OyIyT MPEMUPOBAHBI LIEH-
HBIMHA TIPU3aMI.

IMomaaa nHayunast mporpamMa KoHdbepeHIIMM OymeT
pa3MelreHa Ha caiite www.cardioprevent.ru, www.gnicpm.
ru u www.scardio.ru B Hadase mag 2017 rona.

Anpec Oprgomurera: ®I'BY T'HUIL npodumnakrmye-
cKkoii MmemuumHbl Munsapasa Poccun; 101000, . Mocksa,
Ierposepurckuii tiep., 10; kab. 247. Ten/dakc +7 (499)
553-69-32; e-mail: cardioprevent@gnicpm.ru. OTBeT-
CTBEeHHBbIN cekpeTapb KoHdepeHin — AyiieBa Aza Kam-
OynatoBHa; Teq.: +7 499 55368 71; aausheva@gnicpm.ru.
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AWATHOCTU4ECKAS SHAYMMOCTb UMMYHOJIOTMHECKUX MAPKEPOB Y BOJIbHbIX

BOCHNAJINTEJIbHON KAPAMOMUONATUEN

TepelueHko C. H.1, CkBopLoB A.A.1, LLenpuHa A. }0.2, Hapycos O. }0.1, 3bIKOB K.A.1, CaduynnuHa A.A.1, CblueB A. B.1, Xupos U. B.'

Llenb. OueHWTb AMarHOCTMHECKYI0 3HAYMMOCTb GMOMApKepOB MPW BbISBIEHWN
BOCNanuTeNbHOM kapamomuonatum (BKMI).

Matepuan n meTogbl. B nccnenosadme BkoueHo 35 60/1bHbIX C NpeanonaraeMoi
BOCMa/MTENbHON KapaMOMMONATVEN, XPOHNYECKON CEPAEYHOM HEJOCTAaTOYHOCTbIO
I-1Il dyHKUMOHanbHOro knacca (PK), CHKEHHOM CUCTONNYECKON dyHKLMEN NeBoro
xenynouka (OB JIK <40%). Bcem naupeHTam Hapsimy ¢ KnMHMYeckum obenenosa-
HVYEM NPOBOAMNVCH SHAOMUOKapAvanbHas Guoncus (SMB). Mpu u3yyernn GuonTa-
TOB WCMNOMb30Ba/IMCb TUCTONOMMYECKUA WU UMMYHOTUCTOXMMMWYECKWIA MeTOoAbl
C MCNOMb30BAHVIEM MOHOK/IOHANbHBIX @HTUTEN K MOHOLMTam/Makpodaram, K T-nmMm-
douutam (CD 45R0, CD3+, CD4+, CD8+, CD68+). AnarHo3 BKMI1 ycraHasnmgancs,
€Cnv B MMOKapie MMeNMCb BoCNanuTeNbHble MHDUNLTPATLI, CBS3aHHbIE C AereHepa-
LIMeNn 1nm HEKPO30M MUOLIMTOB HEMLLEMUYECKOTO reHesa, a KoNMYECTBO NENKOLMTOB
66110 14 1 6onee (Bkntoyast 40 4 MOHOLMTOB) B 1 MM’ GrONTaTa, HE MeHee 7 13 HIX
[OMXHbI Bblnn oTHOCKTbCS K CD3+ T-numdounTam. Ha OCHOBaHWM pes3ynsTaToB
nauneHTbl Obinv pazaeneHsl Ha rpynnsl BKMM 1 HeBocnanuTenbHoOM AunaTauyoHHOM
kapavomuonatum (HBAKMI). Y Bcex GonbHbIX ONpPeaensncs ypoBeHb CReAyIoWmMx
61OMapKePOB: MMYHOMOBYINHBI KnaccoB A, M, G, BbICOKOHYBCTBUTENbHLIN C-peak-
TVBHBI 6enok (B4CPB), MaTpukcHas MeTanionpoTtemHasa-9 (MMM-9), TpaHcdopmu-
pytowmin daktop pocta P (TOPR), dakTop Hekposa onyxonm o, (PHOw), C3 n C4
KOMMOHEHTbI KOMMAEMEHTA, 303MHODUIBHBI KATUOHHBIA NpoTenH (SKM).
Pesynbratbl. Mpu cpaBHeHun rpynn BKMIM n vBAKMIM no nokasatensim rymopanb-
HOTO UMMYHWTETA BbINO BBISIBIEHO, 4TO 3Ha4YeHUst BACPB, C3 1 C4 KOMMOHEHTOB KOM-
nnemeHTa, MMIM-9, TOP 3 6binv 3HaumMo Bilue B rpynne ¢ BKMM. Mpu ROC aHanvse
BbISIBNEHO, 4TO TONbKO BYCPB, C3 1 C4 komnoHeHToB koMnnemeHTa u MMM-9 nmetot
[marHocTuyeckoe 3HaveHne. OnpeaeneHbl YPOBHU ykadaHHbIX B1OMapKepoB BbiLLE
KOTOPbIX OHU VMEIOT ONTUMasbHOE COOTHOLLIEHWE YYBCTBUTENBHOCTM U CNELUOUYHO-
ctn: 1,13 mr/mn, 1,2 r/n, 0,256 r/n 680 Hr/mn, COOTBETCTBEHHO. Py MCNONL30BaHWM
KoM6uHaumm 6riomapkepoB BYCPE ¢ C3, C4 KOMNOHEHTaMI KOMMIEMEHTA YyBCTBM-
TeNbHOCTb cocTaBuna 61%, cneumdnyHoctb 94%, NpyM COBMECTHOM MPUMEHEHUM
MMI-9 n C3, C4 koMnoHeHToB KomnnemeHTa — 66% v 94%, COOTBETCTBEHHO.
Bakniouenne. KombrHauum B4CPB, 1 MMI-9 ¢ C3, C4 KOMMNOHeHTaMmn Komne-
MeHTa LenecoobpasHo MCnob30BaThb 41 AnarHocTuk BKMI.

Poccuiickuii kapauonoruveckuii xxypuan 2017, 2 (142): 22-29
http://dx.doi.org/10.15829/1560-4071-2017-2-22-29

KnioueBble ciioBa: BOCNasuTeNbHas KapAMoMMonaTusl, MUOKapAmT, AaaTaluyoH-
Has kapauomvonarus, GuoMapKepsbl, AMarHocTuKa.
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DIAGNOSTIC SIGNIFICANCE OF IMMUNITY MARKERS IN INFLAMMATORY CARDIOMYOPATHY PATIENTS

Tereschenko S.N.', Skvortsov A.A.", Schedrina A.Yu.”, Narusov O.Yu.', Zykov K.A.', Safiullina A.A.", Sychev A.V.', Zhirov I. V.

Aim. To evaluate diagnostic significance of biomarkers for inflammatory

cardiomyopathy (ICM).
Material and methods. Totally, 35 patients included with suspected
inflammatory cardiomyopathy, chronic heart failure of I-ll functional class

(FC), decreased systolic function of the left ventricle (EF LV <40%). All
patients, together with routine assessments, underwent endomyocardial
biopsy (EMB). Studying bioptates, the methods were used of histology and
immunohistochemistry with monoclonal antibodies to monocytes/
macrophages, to T-lymphocytes (CD 45RO, CD3+, CD4+, CD8+, CD68+).
Diagnosis of ICM was set if in myocardium there were inflammatory infiltrates
related to degeneration or necrosis of myocytes of non-ischemic origin, and
number of leucocytes was 14 or more (including up to 4 monocytes) in 1 mm®
of specimen, and at least 7 of them should be CD3+ T-lymphocytes. According
to the results, patients were selected to the groups of ICM and non-
inflammatory dilation cardiomyopathy (niDCM). In all patients we evaluated the

following biomarkers: immunoglobulines A, M, G, high-sensitive C-reactive
protein (hsCRP), matrix metalloprotease-9 (MMP9), transforming growth
factor B (TGFp), tumor necrosis factor a, (TNFo), C3 and C4 components of
complement, eosinophilic catione protein (ECP).

Results. While comparing groups ICM and niDCM by the parameters of
humoral immunity, it was revealed that levels of hsCRP, C3 and C4 complement,
MMP9, TGFP were significantly higher in ICM group. In ROC analysis it was
found that only hsCRP, C3 and C4 complement and MMP9 have diagnostic
significance. The levels of the biomarkers mentioned, were assessed with a
threshold definition for optimum sensitivity and specificity: 1,13 mg/mL, 1,2
g/L, 0,256 g/L, 680 ng/mL, respectively. Using combined biomarkers hsCRP
with C3, C4 complement sensitivity reached 61%, specificity 94%; in MMP6
with C3, C4 complement — 66% and 94%, respectively.

Conclusion. Combination of hsCRP and MMP9 with C3, C4 components of
complement is worthy to use in diagnostics of ICM.
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HwnaranmonHas kapauomuonatus (JIKMIT) ra mpo-
TSDKEHUM MHOTHX JIET BBI3BIBACT OCOOBIN MHTEPEC Y KIIH-
HUIIAUCTOB W MCCIeHOBaTeIcii, YTO OOYCIOBICHO
HE TOJIBKO BBICOKOM CMEPTHOCTBIO, HO W OTCYTCTBHEM
SIVHBIX MOIXOMOB K TMATHOCTHKE W JICUCHUIO OOJBHBIX
C 9TOM TsDKeJIo maTtojorneii. 3abo1eBaHNe BHOCUT 3HA-
YUTEJIBHBIN BKJIAJ B CTPYKTYPY XPOHUYECKOUW CEPACYHOMN
HemoctaTouHOCTH (XCH) m saBisieTcs BeoyImei Ipudam-
HOMl HaIlpaBJICHUS MNallMEHTOB Ha TpaHCIUIAHTAIIMIO
cepmua [1-3]. Btnonorus JIKMII pazHoobpa3Ha, HO 0CO-
00¢ MeCTO 3aHMMAIOT BOCHAJIUTEIBbHEIC 3a00JI¢BaHMS
Muokapaa. ITo gaHHBIM pa3InYHBIX aBTOPOB 10 30% ciy-
YyaeB MUOKAPAUTOB COMPOBOXaatoTcs pa3puruem JKMII
1 ceplaedyHoil HemocTtaTrodHoCcTH [4]. ¥V 9-16% B3pocCibIx
1 46% nereit c AKMII npu sHIOMHOKapIAAIBHON OUOTI-
cnu (ODMB) BesBAsIeTcsT MmokKapauT [5-7]. B 1995r
B HOBYIO KJIaCCH(DUKAIINIO KapANOMHUOIIATHM OBLT BBEACH
TEpMUH “BocranutenbHast kapnuomuomnarus” (BKMIT)
[8], a B 1999r KomuTeTaMH 3KCIIEPTOB OBLIN pa3pabo-
TaHBI M OITYOJMKOBAaHBI MTHATHOCTHYECKUE KPUTECPUU
aToro 3abojyieBaHus [9]. B cooTBeTCTBMM C IIO3WIIMCH
pabodeit TpynIiel MO 00JIE3HSIM MHOKapAa M IepuKapaa
EBpomneiickoro obmectsa kapauojaoros BKMII onpene-
JISIETCST KaK MUOKAPIUT, aCCOLMMUPOBAHHEIN C CEPIeUHOMN
IUCYHKIMECHH, a MAOKApAUT, B CBOIO Oodepedb — Kak
BOCHAINTENIFHOE 3a00JIeBaHNE MUOKapaa, TUarHOCTUPO-
BaHHOE B COOTBETCTBUHU C YCTAHOBJICHHBIMU THCTOJIOTH-
YEeCKUMU, UMMYHOJIOTUICCKUMI M UMMYHOTHCTOXUMMU-
YyeCKUMU KputepusiMu [4]. Takum 00pa3oM, Kak ClIeayeT
U3 ompeAeNeHus, sl MocTaHOBKM auarHo3a BKMIT,
i BocnayutenbHolt JIKMIT (BIKMII) HemocTaTOYHO
BBISIBUTH TUCQHYHKIIUIO MUOKapPIa U NCKITIOUNTD TAKHE €
MMPUYMHBI, KaK WIIEMHS W apTepHalbHas THIICPTOHUS,
HO Heobxoaumo TpoBectt DMbB. C KIMHNYECKOI TOUKI
3pEHMSI, BBISIBJICHHC BOCITAJICHUS B MHOKapae WMeEeT
OoJIBIIIOE 3HAYCHME, TaK KaK €ro HaJudhe He TOJBKO
oIpenelsieT MporHo3 mamueHTa [10], Ho 1 B psie ciydacB
CIIyKUT TTOKa3aHWEeM IJII Ha3HAUCHUS CIIeIU(pUICCKON
tepanuu [11]. Hecmotps Ha TO, yTo DMDb gBnstercs
“30710TBIM cTaHmapToM” B puarHoctuke BKMIT [9], eé
BBITIOJIHEHHE O CUX ITOP HE CTAJI0 OOBITHOM MPaKTUKOIA,
YTO OOYCJIOBJICHO KaK BEICOKOI CTOMMOCTBIO M CJIOXKHO-
CTBIO METOHA, TaK M BO3MOXHBIMH OCJIOXKHCHUSMH,
B MEPBYIO odepelb, TaMIIOHAmoi cepaua [2]. B cBsasu
¢ oTiM Ha DMB ciemyer HanpaBiIsATh HAIIMEHTOB TOJIBKO
¢ 000CHOBAaHHBIM IIOIO3PEHUEM Ha MHOKAPIWT, a ITHAa-
THOCTUKA BOCIAIMTEIHHON KapIHMOMUOIIATUN TOJKHA
BKJTIOUATh BeCh KOMIDIEKC METOIOB, HauMHas co cOopa
aHaMHe3a, OIICHKH KIMHUYECKOTO COCTOSTHUSI, 3aKaHUH-
Bast sxoKapauorpadueit (9xoKI') 1 KopoHapoaHTHOTrpa-

'Russian Cardiological Research-and-Production Complex of the Ministry of Health,
Moscow; *Russian Herontology Scientific and Clinical Center, organizational unit of
N.I. Pirogov Russian National Research Medical University (RNRMU), Moscow,
Russia.

dueit (KAI'). OmHako crnenmpUIHOCTh M3MEHCHUIA,
OIpeelIIeMBIX TP 3THX MCCICHOBAHMIX, IJISI MHUOKap-
IWTA HEe BEJIMKA.

Kak usBectHo, B ocHOoBe paszButusi BKMII nexur
XpOHMYECKOE BOCTaJieHHe B MHOKapae. I1oaToMy BBISIB-
JIeHne mepudeprnIecKnx 0M1OMapKepoB, CBUICTCILCTBY-
IOIIUX 00 AaKTWMBHOCTH BOCIAJMTEIBHOTO IIpoliecca
B MHUOKape, SABISeTCS OOTHNM M3 HaIlpaBJICHUI yCOBEpP-
IIEHCTBOBAHUS HEWHBA3UBHOM AMArHOCTUKH. COTIacHO
JINTePaTypHBIM TAHHBIM, IIPA MUOKAPIUTE OTMEUYACTCS
TIOBBIIICHNE YPOBHEH TaKMX BOCHAJIUTEILHBIX OMOMap-
KepoB, Kak nHTepieiikua-4 (1J1-4) [12], C-peaKTUBHBII
6enok (CPB), unrepneiikun-6 (MUJI1-6), dpakrop HeKpo3a
onyxomu o (®HOaw), aHTuTena kK muokapay [13-16].
OnHako, MHCHHSI 9KCIIEPTOB OTHOCHUTEJIBHO MX IIPUMeE-
HCHMST PacXOmITCS.

Llenpro HamIero MCCIeIOBaHUS SIBIJIACH OIICHKA IHa-
THOCTMYECKON 3HAYMMOCTH WMMMYHOJOTHMYECKUX OMO-
MapKepoB IeprdeprIeCcKOil KpOBY IIPH BBISIBJICHUT BOC-
NAJUTEJIBHON KapINOMUOIIATHUMN.

MaTepuan n metoppl

WUccnenoBaHne ObLIO BBIMOJIHEHO B COOTBETCTBUU
co cTaHpaptamu Hannexaiieit KIMHUYECKOH MPaKTUKKU
(Good Clinical Practice) u mpumHIMITaMu XeITbCUHKCKOMN
nexknapauuu. Ilporokon ucciegoBaHusi ObLT OHOOpEH
KOMUTETOM 110 BompocaM 3Tuku npu @I'bY “PKHIIK”
M3 PO. 1o BKIIIOYEHHSA B NCCICTOBAaHNE Y BCEX YIACTHU-
KOB ObLIO MOJYYEHO MUCbMEHHOE WH(MOPMUPOBAHHOE
corjiacue.

B pa6oty BximoueHo 35 60bHBIX (20 MyxuuH (57%)
u 15 xxeHuuHbl (43%)) ¢ penrionaraeMoil BOCTIaIUTEITb-
HOI KapIMOMUONATUEN, XPOHUIECKOMN CEpACUYHON HElO0-
crarouHocTbio [-III dyHxumnonansHoro knacca (®K),
CHVDKEHHOW CUCTOJIMYECKOW (DYHKUIMEN JIEBOTO KEy-
pouka (JIXK) (dbpaxkuuss Beiopoca (PB) JIK <40%)
M KOHEUYHO-AMacToJIMYyeckKuM pasmepom JIK 0Ooisee
6 cM. Y Bcex MallMEHTOB B aHAMHeE3€ OTMeYaiach CB3b
pa3BUTHUS 3a00JI€eBaHUS C TIEPEHECEHHOI OCTPOI pecru-
paTOpHOI BUPYCHOU MH(pEKINEN, BKIIOUCHNUE TTallUeHTa
B HUCCIIeOBaHME MPOBOIMUIOCH HE paHee, 4eM 4depe3 6
MeECSLIEeB OT Pa3BUTUSI CUMIITOMOB CEpIEYHON HeaocTa-
ToYHOCTHA. OCHOBHBIMH KPUTEPUSIMHU UCKITIOUCHMS STBIISI -
JIUCh HaJIMuMe BOCIAJIMTEIbHBIX 3a00jieBaHUI (OCTPBIX
WJIN 000CTPEHUST XPOHUUYECKUX), UILIEMUYECKOU 601e3HN
cepAlla, apTepuaibHOU TUNEPTOHUM, BPOXIECHHBIX
7 TIPUOOPETEHHBIX TOPOKOB CEPIIIIA, KOJJIareHO30B, 3J10-
KauyeCTBEHHbIX HOBOOOpa30BaHUA, 3a001eBaHU Il IEYEHU
(ypoennp AJIT u ACT B Tpu pasa BEIIIe TpaHUIIBI HOP-
MaJIbHBIX 3HA4YyeHHUi) M IMouyeK (KpeaTMHUH >260
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Ta6nuua 1
KnuHuko-gemorpaduyeckas xapakrepucTuka nauMeHToB,
BKJIIOYEHHbIX B uccnepoBaHue, Mxsd; Me [25%;75%]

Mokasatenb 3HaueHust, n=35

Mon: MyX4mHbl n=20 (57,1%)

SKEHLLMHBI n=15 (42,9%)
Bospacr, net 41,3+11,4
[nutensHocTb 3a60neBaHus, net 2,0[1,0;4,0]
KOO JIX, mn 219,5%65,5
KCO JIX, mn 144,8+54,5
®B X, % 33,0+5,9

Cokpawenus: KO JIK — KOHe4YHO-AMacToNnyeckunii 06beM IEBOr0 Xenyaoyka,
KCO JIX — koHeyHo-cmcTonuueckuii 06bem nesoro xenyaoyka, @B JK — dpak-
Lms BbIGPOCA NIEBOTO Xenynouka.

MKMOJIb/7). KpaTkne KImHUKo-geMorpapuiecKue maH-
HBIE TAIIMEHTOB OTpakeHBI B TabIMIIe 1.

BonrpHBIM TIPOBOAWIOCH IIOJTHOE OOCJIEIOBaHME
C WCHOJB30BAaHMEM OOIICTIPHHATHIX METONMK, BKITIOYAST
OxoKTI u KAT. I1pu oTCyTCTBHMY reMOIMHAMUICCKI 3HAUH -
MBIX CTEHO30B B KOPOHAPHBIX apTEPHSIX BBIIOJIHSIIACH
OMBb deMoparbHBIM TOCTYIIOM. B cpemHeM mmpon3Bommics
3200p 4-5 OMOIITATOB M3 MPABOTO KeJIyIOUKa, IIPEeUMYIIIC-
CTBCHHO M3 MEXCKEIyIOYKOBOI Teperoponki. bronraTsr
HCCIICIOBAIICh C WCIIOJIb30BAHMEM THCTOJIOTUIECKOTO,
MMMYHOTUCTOXUMHUYECKOTO ¥ MOJICKYJISIPHO-TEHETHIC-
ckoro MetomoB. [Ipr MMMYHOTHCTOXMMIYECKOM HMCCIICIO-
BaHWM TperapaTta MPUMEHSUINCh KOMMEPYECKUE MEIIIIH-
HBIe MOHOKJIOHAJIbHBIC aHTUTEJIa K MOHOLIUTaM,/MaKpoda-
ram, K T-mmmdoruram (CD 45RO, CD3+, CD4+, CD8+,
CD68+; xommnanus “La Roche”, CIIIA). AKTUBHOCTb
BOCITAJINTEJIFHOTO TIpoIiecca B MAOKAPIIE 1 ITOIYKOJIMIECT-
BEHHAsI CTEIIeHb BBIPAXXEHHOCTH (rOpo3a OIpenesuiich
B COOTBETCTBUY C KPUTEPHSIMU, TIPSIUIOKEHHBIMI Padoueii
TPYIIION 10 6OJIC3HSIM MHOKapIa M reprkapnaa EBpomeii-
CKOTO 00IIIecTBa KapmuoyioroB [4]. JImarHo3 MHUOKapawTa
YCTaHABIIMBAJICS, €CII B MUOKAPIIEe NMENIICh BOCTIAINTEITb-
HbIe WHQUIBTPAThI, CBSI3aHHBIC C IeTeHepalMeil WiIn
HEKPO30M MHOILIMTOB HEMIIIEMIYECKOTO TeHe3a, a KOIMIe-
CTBO JICHKOLIMTOB ObLIO 14 11 6071ee (BKITIOUYAsT 10 4 MOHOIIM-
TOB) B 1 MM2 OuomnTara, He MeHee 7 U3 HUX JOJLKHBI ObLIN
orHocuthest K CD3+ T-mumdornram.

VY Bcex OOJILHBIX OLIEHMBAJINUCh KOHLIEHTpALUM OMO-
MapKepoB B KPOBHU, KOTOPBIE MOIYT OTpaXaTh aKTUB-
HOCTh BOCTIAJICHMSI.

OmnpeneneHne YpOBHS BBICOKOUYBCTBUTECIBHOIO
C-peaktuBHoro 6ei1ka (B4CPB), KOMITOHEHTOB KOMILIE-
MeHTa C3 m C4, KOHIIEHTpallul UMMYHOTIJIOOYJTUHOB A,
M u G IpoBOIMIIOCH B CEIBOPOTKE KPOBU METOIOM Hede-
joMeTpun Ha aHamm3arope “Bbepunr Hedemnomerp”
momenmn BN ProSpec mpousBomctBa Dade-Behring
Marburg GmbH, [epmaHus ¢ NCITOIBL30BAaHUEM PEaKTH-
BOB (pupmbl Dade-Behring.

YpoBeHb UMMYHOIT00YIMHOB E orpenessiim ¢ ucnoib-
30BaHMEM XEMITIOMIHECIIEHTHOTO aHajm3aTopa Immulite

1000, 203MHOMUIBHOTO KAaTUOHHOTO TPOTENHA — TP
TIOMOIITH XeMILTIOMMHECIICHTHOTO aHanm3aTopa Elecsys
1000 Total. Turp aHTHTeT K MHOKapAy OILICHWBAaIU
METOIOM HEIIPSIMO MMMYHOMDIIIOOPECIICHIINN Ha KOM-
Mepdeckux Habopax dupmer “IMMCO Diagnostics”
(Kanaga).

HccrmenqoBanne KOHIEHTpallnii TpaHCcGhOPMHUPYIO-
mero ¢dakropa pocra B (TOPB), PHOo mpoBomunoch
TBepHoha3HEIM UMMYHOGepMeHTHBIM aHaau3oM (MDA)
C WCIIOJIb30BAaHHEM COOTBETCTBYIOIIMX HaOOpOB
eBioscience: “Human TGFB1 Platinum ELISA”, xara-
noxHbrii Homep BMS 249/4CE u BMS249/4TENCE,
yyBcTBUTEIbHOCTh 8,6 mir/mi; “Human TNFoa High
Sensitivity ELISA”, xaramoxuberii Homep BMS223HS,
qyBCTBUTEILHOCTH 0,13 11r/MII.

OmnpeneneHne YPOBHS MaTPUKCHOM METaJUTOIIPOTEH-
Hazel 9 (MMII-9), Bemmonusmock Metomom UODA
C WCITOJIB30BaHUEM TECT CHCTeM KoMITaHnM eBioscience,
ABcTpusl.

CratuctTudyeckass o6paboTKa MAaHHBIX IIPOBOOMIIACH
B mporpamme SPSS18. Ouenka pacripeneneHns Kouamde-
CTBEHHBIX ITPU3HAKOB MPOBOAWIACH C TTOMOIIIBIO KPUTE-
pus Kommoroposa-CmupHosa. Ilapamerpuyeckue
mokazareaud IpeacTaBiaeHbl B Buge Mzxsd, tne M —
cpenHee, sd — cTaHmapTHoOe OTKJIOHeHUe. [t mapame-
TPUUECKOTO CpaBHEHUS TPYII IIPUMEHSIICS t-KPUTEPUiA
CrhIoIeHTa, IS KOPPEISIMUOHHOTO aHaim3a — Kodd-
¢dumuent xoppensimun Ilupcona. Hemapamerpudeckue
TaHHBIe TIpencTaBieHsl B Buge Me [LQ;UQ], rone Me-
MeOuaHa 3HAYCHMsS, WHTEPKBAPTUWIbHBI WHTEpPBAI
[LQ;UQ] ¢ ykazanueM 25-T0 u 75-T0 mepueHTIIENH nX
pacupenencHus. T HemapaMeTpHMIecKON OIICHKHU
IOCTOBEPHOCTH Pa3INIMil MEXKIy IPYIIaMH MCIIOJIB30-
BaJICS HeTlapaMeTPUUYECKUN METO aHajau3a 1o MaHHYy-
YuTHH, OJis KOPPEIIIIMOHHOTO aHaIN3a HellapaMeTpH-
YecKMX HaHHBIX — Koadduument CnmpmeHa. nsa
oITpeaeICHUs] COBMECTHOTO pacIpeae/IeHNs IBYX IIepe-
MEHHBIX COCTaBJISINCH TAOJIUIIBI CONPSLKeHHOCTH. JIJIs
BBISIBJICHMS CBSI3M MEXIy HUMU TIPUMEHSIIICS KPUTEPUIA
®dumepa. Iposogmncag ROC ananm3 ¢ onpeneieHuEeM
YyBCTBUTEIBHOCTH M crenmduaHocTu. Ompeneiasuioch
OTHOIIICHNE IMAHCOB. 3a MUHHUMAJIBHBIN YPOBEHb 3Ha-
yumocTu TpuHaTo p<0,05.

Pesynbrathbl

B 3aBucumocT; oT pe3ynpraToB OMbB mammeHTH
ObUIM pa3meieHBl Ha 2 TPYNIBL C TOATBEPKICHHOM
BKMII (n=18) m HeBocmanurenbHO# I KMIT (5B KMIT)
(n=17). Ipymmel He pa3IMYAINCh IO OCHOBHBIM KJIM-
HUKO-IeMOTrpadnIecKNM XapaKTepHUCTHKaM, 33 MCKITIO-
YeHHEeM UIMTEIBHOCTA 3a00jieBaHMs, KOTOpas ObLIa
6opire y 6ompHBIX HBJAKMII (Tabm. 2).

[1pu cpaBHEHWUM TPYIIT OBLIO BEISIBICHO, UYTO Y MAIlA-
eHToB ¢ BKMII koH1LIeHTpaLum psiga OunoMapKepoB ObLIN
3HAYMMO BHIIIE, YeM Y OOJIBHBIX C OTCYTCTBHEM IIpH3HA-
KOB aKTUBHOTO BOCITAJINTEJIEHOTO TIPOIIecca B MUOKapIe:
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BuCPB, coorBercrBenHo — 3,48 [1,1;6,14] 1 0,6 [0,4;0,9]
mr/n, (p=0,0003); C3 KOMIOHEHT KOMIIJIECMEHTa —
1,420,27 m 1,1£0,19 r/71, (p=0,01); C4 KOMITIOHEHT KOM-
mwrementa — 0,29 [0,24;0,35] n 0,22 [0,19;0,25] 1/7,
(p=0,01); MMII-9 — 917 [642;1235] u 440 [317;680] Hur/
M, (p=0,007); TOPB — 13434 [9577;52401] u 9567
[6962;9983] nir/mi, (p=0,01).

AHamm3upysl B3aNMOCBSI3W BOCTIAJIMTEILHEIX OMOMap-
KepoB U IIOKa3aTeleit, onpenensieMblx mpu OMB, 6bu10
obHapyxeHo, yTo B rpynne BKMII umeercs monaoxu-
TeJbHAasI Koppesaus Mexny MMII-9 u o61mM Kormde-
CTBOM WHOUIBTpUpYOINX 1 MM~ MHOKa Ia KICTOK
(r=0,56, p=0,04), a Takxe ¢ CD68+/MM MuoKapaa
(r=0,5, p=0,04). BaxXHO OTMETUTH, YTO IO MEPE YBEIIMUIC-
HUA cTeneHn ¢rodpo3a MHoKapaa y MalMeHTOB OTMeYa-
JIOCh M yBemmueHne akTuBHOCTH MMII-9: 11pu 1 creneHn
¢dubpoza 3naueHne MMII-9 cocrtaBmiio 440 [317;982]
Hr/mi, npu 2 crenenu — 910 [681;1334] ur/mi, npu 3
crenieHu 1014 [646;1949] Hr/mii. 3HauMMble pa3IAYMsI
1o ypoBHIO MMII-9 6b111 BBISIBIEHBI MeXy | 1 2 cre-
reHbio (p=0,04), a takke Mmexmy 1 1 3 crenensio (p=0,04)
¢ubposza Mmokapma, IPH STOM 3HAUYMMBIX Pa3IMINA
MeXIy 2 ¥ 3 CTeTIeHBIO He 3aperucTpupoBaHo, (p=0,8).

Jlis GruomMapkepoB, KOHLEHTpALMU KOTOPBIX ObLIU
3HAUMMO TOBbIIIEHBI Y 0onbHBIX BKMII, mpoBoguics

BYCPB (mr/n)
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80 -
5
2 60 -
£
S
= 40
E I0IIAah
g8 O KpUBOM
s 20 0,840,07
(p<0,0001)
0 ! ! ! ! !
0 20 40 60 80 100
100-cnetuyHOCTH
C3 KOMITOHEHT KOMIUIEMEHTHI (I'/J1)
100
80
¥a}
S
)
260
3
=
B
5 40 - TUIoIAaAb
:% MO/l KPUBOM
20 0,7£0,08
(p=0,002)
0bs ! ! ! ! !

0 20 40 60 80 100
100-cneruyHOCTh

ROC anpanmm3 c¢ ompemejcHNEM HUX YyBCTBUTEIBHOCTHU
U CIIeLUOUIHOCTH.

IIpn ROC anamm3se 3navenuit BaCPb muromans mon
kpuBoii coctaBuia 0,8+£0,06 (p<0,0001). ITpu KOHLIEHT-
paunu B9CPB >1,13 Mr/a1 9yBCTBUTEIBHOCTD IO OTHO-
MIEHNI0O K AaKTUBHOCTU BOCIIAJIMTEIBHOIO IIpoliecca
B Muokapae coctaBwia 61,1%, crneuudpudyHOCTh —

Tabnuua 2
CpaBHeHue rpynn BKMM n JKMI no 0CHOBHbIM KNIMHUKO-
nemorpaduyeckum nokasarensam, Mtsd; Me [25%;75%]

lMokazatesnb BKMIM HBAKMIM P
n=18 n=17
Mon: MyX4uHbl n=10 (55,6%) n=12(70,6%) 0,3
KEHLLMHbI n=8 (44,4%) n=5 (47,4%)
OnuTensHocTb 3aboneBaHns, net 1,0 [0,5;2,0] 2,8[1,0;4,6] 0,001
Bospacr, net 42,9+9,5 38,7+12,9 0,27
@K XCH 2,1x0,7 2,2+0,6 0,7
KOO JIX, mn 223+64,3 219,965 0,9
KCO NIX, mn 144+58 145+52,6 0,6
®B X, % 34,4%7,6 33,345,1 0,3

Cokpauwenusa: OK XCH — ¢yHKUMOHaNbHBIA KNacc XPOHUYECKOW CepreyHon
HepoctaTtoyHocT, KOO JK — KOHeuHo-amacTonuyeckuii o6bem neBoro Xeny-
nouka, KCO JIK — KoHe4yHo-cucTonmnyecknin o6bem nesoro xenyaoyka, @B JIK —
dpakuys BeIGpOca NEBOr0 XeNyA0uKa.

MMII-9 (Hr/mi)
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Puc. 1. ROC aHanu3 B4CPB, C3 komnoHeHTa komnnemenTta, C4 komnoHeHTa komnnemenTa, MMI-9.
CokpaweHnus: MMIM-9 — maTpukcHas meTannonptenHasa-9, BACPE — BbICOKOUYYBCTBUTENbHbI C-peakTuBHbI 6enok.
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82,35%, MOJOXUTENbHOE IPEIUKTUBHOE 3HAYECHUE —
78,6%, orpuliaTelIbHOE IPEAUKTUBHOE 3HAYEHUE —
66,7% (puc. 1).

ITpu ipoBegennu ROC ananmza 3HaueHmit C3 KoM-
IMOHEHTAa KOMIUIEMEHTa ILIOLIAAb IO KPUBOM HAXOdU-
mack B mpemenax 0,7+0,08 (p=0,002), uTo yKa3bIBaJIO
Ha IMarHOCTUYECKYIO 3HAYMMOCTh JaHHOTO OMoMapKepa.
[Ipu onTUMaNbHOM YPOBHE 3TOro Iokasatens >1,2 /i
YYBCTBUTEIbHOCTb IT0 OTHOIIIEHUIO K AaKTUBHOCTHU BOCIIA-
JINTEJILHOTO IIpoliecca B MuoKapae cocrtaBuiaa 72,2%,
crienuduaHocth — 70,6%, MOI0XUTEIbHOE TTPEIUKTUB-
Hoe 3HaueHne — 72,2%, OoTpULIaTeIbHOE MPEAUKTUBHOE
3nauyenue — 70,6%, (puc. 1).

ITpu yposHe C4 kommoHeHTa KoMmIuieMeHTa >0,256
I/71 IWIOLAAb IO KPUBOM TakXe ObLIa JOCTATOYHOM —
0,8+0,07 (p<0,0001). YyscrButempHOCTh C4 KOMIIO-
HEHTa KOMILJIEMEHTA 10 OTHOIIEHNIO K aKTUBHOCTH BOC-
MMaJIUTeJIBHOTO IIpoliecca B MUOKap/e Obuta 66,7%, crie-

Ta6nuua 3
OTHOLLEHMe LaHCOB HaNIM4YUsa aKTUBHOIO
BOCMasIUTeJIbHOro npolecca B MMokapage
npu pasnuyHbIX 3HaYeHUsIX GuoMapkepos

Mapxep ol p 95% O
B4YCPBE >1,13 (mr/n) 7,3 0,01 1,4-37,3
C3 KOMMOHEHT KomnnemeHTa >1,2 r/n 6,24 0,02 1,3-28,6
C4 xomnoHeHT komnnemerTa >0,256r/n 6,5 0,02 1,3-30,5
MMT1-9 >680 Hr/mn 12,3 0,01 1,65-92,7

Cokpauwenus: Ol — oTHoweHve waHcoB, OV — poBepuTenbHbIA MHTEpBa,
MMIM-9 — maTpukcHas MeTannonpoTenHasa-9.

muduaHoCcTh — 81,25%, MOI0XUTEIbHOE MPEAUKTUBHOE
3HayeHue — 80%, oTpuLIaTeIbHOE IPEAUKTUBHOE 3HAYE-
Hue — 68,4% (puc. 1).

Mo maraeiM ROC a”anmu3za 3HaveHuit MMII-9 1uio-
aab mod KpUBOI ObIIa JocTtaToyHo Bearka — 0,8+0,09
(p=0,001). IIpu yposHe MMII-9 >680 Hr/mi ompeze-
JIEHBI JIyYillie IToKa3aTeju 4yBcTBUTeNbHOCTH (73,3%)
u crnermuduanocty (81,8%) M3 Bcex aHATU3UPYEMBIX
HaMHn OmomapkepoB. I[logoXuTeabHOE IMPEINKTUBHOE
3HayeHue — 84,6%, oTpuLiaTeIbHOE MPEANKTUBHOE 3HA-
yeHue — 69,2% (puc. 1).

I[Ipn mpoenenun ROC aHanmm3a 119 3HAYCHUA
®HOaq, 1 TOPB u DKII mnonrans mox KpuBOi oKasza-
Jlach HM3KOM — coorBerctBeHHo, 0,61+0,13, 0,56+0,1
n 0,4%0,11 (p>0,05), 9TO CBHIETEILCTBYET OO OTCYT-
CTBUM ITWATHOCTMYECKOM 3HAYMMOCTH STHX MapKepoB
npu BKMII.

[IlaHC BBEIABUTH MPU3HAKNA aKTHBHOTO BOCITAJIUATEIIh-
HOTO TIpoIiecca B MIOKape IpY aHAIM3e¢ KOHIICHTPALINiA
HWCCIEAYEeMBIX ITUATHOCTUYECKN 3HAYMMBIX MapKepoB
BKMII siBaseTcst Hanbojee BEICOKUM MPHU OIIpeIeIeHUN
KoHLeHTpauuu MMII-9 >680 Hr/mi u cocrapiser 12,3
95% OH 1,65-92,7) (Tabmn. 3).

C 1enpio yBeIMICHUS CIIEIUGUIHOCTH HaMU ObLTa
TpOoaHAIM3NPOBaHA BO3MOXHOCTD MCITOJIb30BAaHMST KOM-
OMHAIIMI yKa3aHHBIX OmoMapKepoB. CorlacHO MoJIydeH-
HBIM JaHHBIM (Tabi. 4), y MalMeHTOB C CHUHIPOMOM
JAKMII coueTanHOe NpUMEHEHHUE TaKUX OMOMapKepoB,
kak B4CPb >1,13 mr/m, C3 KOMIIOHEHT KOMIUIEMEHTA
>1,2 mr/n u C4 xoMmIoHeHT KomiuiemeHTa >0,256 r/n

YyBCTBUTENILHOCTb U cneumduyHocTb KomOuHauum B4CPB, C3 n C4 koMnoHeHTa koMnieMeHTa npu guarHocTuke BKMIM

KomburHaums 6romapkepos BKMI
B4CPB >1,13 mr/n 11

C3 KOMMOHEHT kKomniemeHTa >1,2 r/n
C4 koMMnoHeHT komnemeHTa >0,256 r/n
BYCPB <1,13 mr/n n/unn 7
C3 konoHeHT komnnemenTa <1,2 r/n u/vnn
C4 koMnoHeHT komnnemeHTa <0,256 r/n
Bcero 18

(MCTUHHO-NONOXUTENBHBIE)

(nOXHO-OTpULATENbHbIE)

Ta6bnuua 4
HBAKMI Bcero
1 12
(NOXHO-NONOXUTENBHBIE)
16 23
(MCTUHHO-OTPULATENbHbIE)
17 35

CokpauieHus: BYCPB — BbICOKOUYBCTBUTENbHLIV C-peakTuBHbIin 6enok, BKMIM — BocnanuTtensHas kapavomuonatus, HBBKMIM — HesocnanuTensHas JKMIT.

YyBcTBUTENBHOCTb U cneunduyHocTb KomOuHauum MMIM-9, C3 n C4 koMnoHeHTa KOMMNJIEMEHTa Npu guarHoctuke BKMIM

Mapxep BKMMN

MMM-9 >680 Hr/mn 12
C3 KOMMOHEHT KomniemeHTa >1,2 r/n
C4 koMnoHeHT komnnemeHTa >0,256 r/n
MMIM-9 <680 Hr/n n/wnn 6
C3 KOMMOHEHT KomnnemeHTa <1,2 r/n u/unu
C4 koMnoHeHT komnnemeHTa <0,256 r/n

Bcero 18

(MCTUHHO-NONOXUTENBHBIE)

(nOXHO-OTpULATENbHbIE)

Tabnuua 5
HBAKMI Bcero
1 13
(NOXHO-NONOXUTENBHBIE)
16 22
(MCTUHHO-OTPULATENbHbIE)
17 35

Cokpauwenusa: MMIM-9 — matpukcHas meTannonpotenHasa 9, BKMIM — BocnanutensHas kapavomunatus, HeBAKMIM — HeBocnanutensHas KM,
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ITO3BOJISIET ONTUMHU3NPOBATh OTHOIICHME UYBCTBUTCIIb-
HOCTB/CHIEIIN(UIHOCTh IO CPABHEHUIO C OTHO(AKTOP-
HeiM ROC aHanusoMm, goBoas crneuuduuHocts 10 94%
MPU 9yBCTBUTEILHOCTH 61% B MMAarHOCTUKE aKTMBHOTO
BOCTIJINTENIBHOTO TIpoliecca B Muokapae. [lpm 3tom
TTOJIOKUTENIbHOE TPEIUKTUBHOE 3HAUYEHUE COCTABUIIO
92%, a oTpULIATEIbHOE MPEAUKTUBHOE 3HaYeHe — 69%.

[Ipu manpHeieM aHaau3e OBLIO YCTAHOBICHO, UTO
BBeneHrne B KomoOmHamuo ¢ C3 m C4 KoMIOHEHTaMU
komruiemeHTa MMII-9 Bmecto BuCPB, noBsimaeT 9yB-
CTBUTEIBHOCTh O 66% TIpW COXpaHEHWM BBICOKOA
crienrUIHOCTU — 94% 10 OTHOIIEHUIO K HAJTUYUIO
aKTUBHOCTH BOCHAJIMTEIBLHOTO IIpoliecca B MHOKapIe
y mauueHToB ¢ JJKMII. [Ipu 3TOM nojoxuTeabHOe TIpe-
JUKTUBHOE 3HaueHMe cocTaBisieT 92%, oTpulaTebHOE
MpeIUKTUBHOE 3HaYeHne — 72%. (Tabi. 5). Takum obpa-
30M, BBISIBJICHHC KOMOMHAIIUN OMOMapKepOB C ITOPOTO-
BbIMU 3HaueHUssMuU MMII-9 >680 ur/mi, C3 KoMIio-
HeHTa KoMmiuieMeHTa >1,2 1/m1 m C4 KOMIIOHEHTa
KoMrieMeHTa >0,256 r/1 B 92% cnydaeB OymeT CBUIE-
TEeJIbCTBOBaTh O HAJWYMU BOCIAJICHHS B MHOKapIe
y 00JbHBIX ¢ cuHApoMoM JIKMII npu ycioBuuM OTCyT-
CTBUSI OCTPHIX M OOOCTPEHMS XPOHWUYECKHUX BOCITANIH-
TEeNIBHBIX 3aboyeBaHuil. I[Ilpn KOHIEHTpallUM OMHOTO
13 OMOMapKepoB HIDKE YKa3aHHBIX IIOPOTOBBIX 3HAYCHUI
BEPOSTHOCTB OTCYTCTBHSI MUOKAPINAIHHOTO BOCIIAJICHMST
cocrasisieT 72%.

00cyxpaeHue

Hame nccrmenoBanme OBUIO HAINpaBicHO Ha BEISIBIIC-
HUE OHWOMapKepoB, MX OITHMAJIbHBIX KOMOWHAILIMA
1 OTPE3HBIX 3HAUYCHMIT, KOTOPHIC B JaTbHEHIIIEM MOTJIH OBI
HCTIOJTb30BaThCS B Ka4eCTBE MHCTPYMEHTa HEMHBA3HBHOM
murarHocTnkn BKMII. C 3roit 1enbio y 00IbHBIX ¢ ITOHO-
3peHreM Ha BKMII Hamu ObU1 mpoaHaIU3upoOBaH LIEIbIA
CIIEKTp ITOKa3aTelieli, KOTOpPhIe MOTYT OTpaXkaTh aKTHUB-
HOCTb BOCIIAJICHUS, B COITOCTaBJICHNH ¢ TaHHBIMI DMB.

Konuentpamuu B4CPB, mpeBbllIaromme mpUHSTHIE
pedepeHCHBIE 3HAYCHUS, OBUIM 3aperdCTPUPOBAHBI
qumb y 10 (28,6%) maumentoB (55% ¢ BKMIT u 0%
¢ uBJIKMII), C3 komnonenta komiiementa — y 0 (0%),
C4 xomnoHeHTa KoMIuieMeHTa — y 1 (2,8%), 4To MOXeT
OBITh OOYCIIOBJICHO XPOHMYCCKUM XapaKTepOM BOCITAJIH-
TEJBLHOTO TIpollecca B MHUOKapme. TeM He MeHee, IIpHU
cpaBHeHun noarpynin BKMIT u HBIIKMII Ob110 BBISIB-
JieHo, 9yto KoHueHTpauun BuCPb, MMII-9, C3 koMmo-
HeHTa KomIuieMeHTa, C4 KOMIIOHEHTa KOMILJIEMEHTa,
T®OPB 6puTM 3HAUUMO BBIIIE B TPYIITIE TTAIIMEHTOB C HAJTU-
YHeM IMPU3HAKOB aKTUBHOTO BOCITAJIUTEILHOTO IIpollecca
B MHUOKapIe.

Panee pab6orer Sampietro (2005), Kaneko, et al.
(1999) mokazanu, 4To y OOTBIIMHCTBA TTAIIUEHTOB C UINO-
natnyeckoir JIKMII ormeuaeTcs TOBBIIIEHUE KOHIIEH-
tpaiuu CPB. Beu10 mpomeMoHCTpUpOBaHO, YTO TTOBBI-
IIeHWe KOHIICHTPAIlUM 3TOro OejIKa acCOIMUPOBAHO
C BBICOKMM PUCKOM cMepTH y 60mbHBIX JIKMIT [17, 18].

CPBb cBs3biBaetcs ¢ Fc penentopoM, AeHCTBYSI KaK OIICO-
HUH K OIpeAcICHHBIM IaToreHaM. BiammomeiicTBue
CPBb u Fc perienntopoB IIpUBOIUT K 0O0pa30BaHUIO TTPOBO-
CHAINTENIBHBIX IIUTOKMHOB, KOTOPHEIE CITOCOOHEBI OKAa3bI-
BaTh IUTOTOKCHMYEeCKU 3pdexrt [19]. Bricokue ypoBHU
CPbB TOBBIIIAIOT 3KCIIPECCHI0 CHMHTA3bl OKCHAA a30Ta
y nauueHTtoB ¢ JIKMII, 4To CrocoOCTBYeT CHUXKEHMIO
GYHKIIMOHAIBHOM aKTHMBHOCTH JIEBOTO Xeimymouka [20,
21]. U3BectHO, 9TO BHICOKMIT ypoBeHb CPB oTMewaeTcs
y IMaIleHTOB C OCTPBIM MuoKapautoM [22]. OmHako
B JIUTEpaType HE BCTPEYAIOTCS TaHHBIE OTHOCHUTEIBHO
ypoBHsd CPB, KOTOpBIil MO3BOIMI OBl IIPEHITONIOXUTH
y naumeHTta ¢ cuHapomoM JKMII Hanuuue Bocmaau-
TEJILHOTO Tpoliecca B MUOKapae. B Hamre ucciaenoBanue
ObuIM BKIOYeHbl mauueHThl ¢ JKMII, y KoTopbix
HaOMoganach CBA3b MEXIY pPa3BUTHEM 3a00JICBaHMUS
U TIEpEeHEeCeHHOI BUPYCHON MHMeKIuen, nmpuiemM Iu-
TeJbHOCTh 3a00JIeBaHUS COCTABMJIA HE MEHEe 6 MeCsILIeB.
DTN KpUTEPUM BKITIOUCHUS ITO3BOJIMIN HaM IIpEAIIona-
raTh HaJW4Me XPOHUIECKOTO BOCITAIIMTEIHLHOTO IIPO-
mecca B MHOKapje y 3TUX 00iabHBIX. HeoOxomnmo oTMme-
THTh, 9YTO TIPW BEIOOpPE ONTHMAJIbHBIX YPOBHEU TUArHO-
CTHYCCKM 3HAYMMBIX OMOMAapKepOB OCHOBHOM 3amadcii
IUIST HAC SIBIJIACh HEOOXOIMMOCTD ¢ OOJIBIION YBepEeHHO-
CcThl0 nokazatb Hammuvne BKMII M MMHUMU3UPOBATH
KOJIMYECTBO  JIOKHOITOJIOXUTECIABHBIX  PE3YJIbTaTOB,
B CBSI3U C YeM B KauyeCTBE IPHOPUTETHOTO ITOKA3aTEIs
ObUIa BRIOpaHa CIIEM(PUIHOCTD, a He YYBCTBUTEILHOCTD
METOAVKU.

CornacHo maHHBIM TipoBeaeHHoro ROC ananm3a,
BUCPDB sBisieTcsT mMarHOCTUYECKM 3HAYMMEBIM OMOMap-
kepom BKMII (puc. 1). I1pu ypoBre BaCPb >1,13 mr/n
YyBCTBUTEJIBHOCTH ITO OTHOIIIEHUIO K aKTUBHOCTH BOCIIA-
JIUTEJILHOTO IIpoliecca B MuoKapae coctaBuia 61,1%,
crienrudHOCTb — 82,35%, a OTHOIIEHKE IIAHCOB HAJIU -
gust BKMIT ripu BaCPbB >1,13 mr/™m1 — 7,3.

Konuentpamun C3 n C4 KoMImoHeHTa KOMIIEMEHTa
B HaIlleM UCCJICIOBAHUN TaKKe OBIIIN JOCTOBSPHO BBIIIIC
y mammernToB ¢ BKMII. 3Haummebrit 3pdekT cucremur
KOMIUIEMEHTA B pa3BUTUN ayTOMMMYHHOTO MHOKapanUTa
ocymecTBisgeTcs 3a cuet perentopoB CR1 n CR2, Haxo-
JSIIMXCS Ha BHellHeil memOpane CD44+CD62L+ cy6-
nonynsanuii T KIeTOK, KOTOpBIE CITOCOOCTBYIOT ITPOJIM-
(beparum ayropeakKTUBHBIX K MUOKapay T KJIETOK M IIpo-
OYKINHA COOTBETCTBYIOIIMX IIMTOKWHOB [12, 23].
KOMITOHEHTHI CCTEMBI KOMILIEMEHTA CITOCOOHBI OJIOKM-
poBaTh BHEKJICTOUHYIO (Da3y KM3HEHHOTO IINKJIa BUpyca
[17]. Ux KoHLIEHTpaLusl B IIJIa3Me KPOBU OIIPEACISICTCS
KaK CKOPOCTBIO MX CHHTE3a, TaK M KaTaboau3MoM. [Ipu
9TOM TIpOLIECC CHHTE3a MOXET IIpeBaJIUpOBaTh Hal
OTpebIeHEeM KOMIUIEMEHTA, OTpaXkasi pa3BUTHE OCTPO-
(azoBoro orBera, a ypoBEeHb ITUX KOMITOHCHTOB OCTa-
eTcd B IIpeJesiax HOpMaIbHBIX 3HaueHuit [24]. T1pu mipo-
BemeHun ROC aHamm3a HamMu OBUIa JOKa3aHa TUATHO-
ctmueckast 3HauuMmocTh C3 m C4 KOMIIOHCHTOB
koMmruiemeHnta ipu BKMIT (puc. 1). IIpu yposuHe C3
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KOMIIOHEHTa KOoMILIeMeHTa >1,2 I/ 4yBCTBUTEIbHOCTh
o orHomeHnuio K BKMII cocrasmia 72,2%, a cnieun-
puunocts — 70,6%. Takumu Xe BEICOKUMU 3TH ITapamMe-
Tpel ObU U 111 C4 KOMIOHEHTa KOMILIEMEHTA: IIpU
ypoBHe Mapkepa >0,256 /a1 4yBCTBUTEIBHOCTb COCTa-
Buia 66,7%, a cneunduyHocTh 81,25%.

CoOOTBETCTBEHHO, BO3HHMK BOIIPOC, YTO MOXKET IaTh
couetaHHoe ornpenenenne 3HauveHnit CPb, C3 u C4
y OosibHBIX 111 auarHoctuku BKMII no cpaBHeHMIO
C ompenecHNEeM OTAEIBHO B3ATBHIX MapKepoB. Ham yma-
JIOCh TIOKA3aTh, YTO MPY HAJIMYKNH Y OOJIHLHOTO 3HAYCHUI
9THX 3-X MapKepoB BeIe oTpe3Hbx (BUCPB >1,13 mr/m,
C3 koMmmoHeHTa KoMIuieMeHTa >1,2 t/1 m C4 KoMIIo-
HeHTa KoMiuiemMeHTa >0,256 1/1) cneuu@uIHOCTh
M0 OTHOIIEHUIO K Hainmuuio y nauuenta BKMIT goctu-
raeT 94% npu 4yBCTBUTENBHOCTH 61%, TTOJOXUTETHLHOM
MPEIUKTUBHOM 3HaYeHUU 92%, W OTpUIIATE]IBHOM —
69% (Tabmn. 4).

Y 6onbHbIx BKMII Hapsimy ¢ BocnajeHHeM B MUO-
Kapae IIPOMCXOAUT IIPOTrpecCHpyIoliee pa3BUTHE IIPO-
LIECCOB PEMOJAEIVPOBAHUS CEpAlla, AKTUBHOE y4acTHe
B KOTOPOM IIPMHUMAIOT MAaTPUKCHBIC METaJIOIPOTEH-
Hasel (MMII). Bonee Toro, MMII y4acTBYIOT U B pa3BH-
THM BOCHAJIUTEIBHBIX peaknuii. Jlonaroe BpemMs cuyuTa-
JIOCh, 4TO poib MMII orpaHrduBaeTCs JUIIb pa3pylie-
HUEM CTPYKTYPHBIX KOMIIOHCHTOB BHEKJIETOYHOIO
Marpukca. [locirieqHme mcciemoBaHMS JOKA3BIBAIOT, YTO
9TO HE CAMHCTBEHHAs WX (QYHKIUS: OHU YIaCTBYIOT
B MUTPALINU KJIIETOK M CIIOCOOHBI PaCIIEILISITh PsII OMO-
JIOTUIECKN AaKTHUBHBIX BEIIECTB, TAKUX KaK ITUTOKUHBI,
XeMOKMHBI, (DaKTOphI pocTa. bulto moka3ano, uto MMIT
CMOCOOCTBYIOT pacmnany WHTepieikunHa-13 u uHrepde-
poHa y, ipu 3tom aktuBupyst ®HOa« [25].

IIpu JKMII ormeuaeTcsl MOBBIIICHUE AKTUBHOCTHU
MAaTPUKCHBIX METaJUIONIPOTENHA3-2 1 9, KOTOpPHIE OTHO-
CATCSI K TpYMIle KelaTWMHa3 M PacIICIUITIOT XeJIaTWH,
a Taxke koyutareH 1V tuma 0a3anbHOil MeMOpaHBI [26].
YcraHoBiaeHo, 4To KoHIEeHTpanuss MMII-9 3Haunmo
BBIIIIC Y ITAIIMCHTOB ¢ KapAMOMHUOIATUEH, pa3BUBIICHCS
BcireacTBre 0one3Hu Illaraca, Tak ke, Kak ¥ IIpU BOCIIa-
JINTEIIBHOM TTOPaXKeHNH CYCTaBOB, YTO MOXKET YKa3bIBaTh
Ha ee TMPOBOCIAIMTEIbHEIE cBolicTBa [27]. MHTepeceH
TOT (hakT, uTOo MexXmy ypoBHeM MMII-9 m wacToToi
OTTOPXCHMSI aJJIOTpaHCIIaHTaTa CepAlla CYIIeCTBYET
HEIIOCPEACTBEHHAs CBsA3b. [IpMm 3TOM, ITOKa3aTead
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OcHoOBHbIE HAYYHO-IIPAKTHYECKHE HANPABJICHUS
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MMOJIOTUIECKIE ACIICKTHI

* BeneHmne manmeHTOB BHICOKOTO M OY€HB BBICOKOTO
CepIeYHO-COCYINCTOIO PHCKA

+ ApTepuaiabHas TUIIEPTOHUS: HOBBIC ITOIXOIBI

+ [lyrtu noBeimeHus 3(pOEKTUBHOCTH TUTIOIHAITHIC-
MHWYECKOM Teparmu

+ IIpobnaeMa TPUBEP:KEHHOCTH KapAMOJIOTHICCKUX
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M TePaAIIeBTUICCKOTO TTPODIIIS

* Pojb 1eHTPOB 3M0POBbS, OTAC/IEHUIT/KAOMHETOB
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3a00s1eBaHM

+ CepaeyHO-COCYIUCTbIE 3a00JIEBAHUSI U 3I0POBbE
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Anpec Oprgomurera: ®I'BY I'HUILI npodpunakTmde-
ckoit MennumHbel Mun3sapasa Poccum; 101000, . Mocksa,
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BO3MOXXHOCTU MATHUTHO-PE3OHAHCHOW TOMOIPA®UU B AUATHOCTUKE PA3JIUYHBIX
KNTMHUKO-MOP®OJIOTMYECKUX POPM MUOKAPOUTA

Mruatbesa E. C., Poixkosa [. B., Mutpodarosa J1. 5., Mouceesa O. M.

Llenb. M3yyeHne nyyeBO CEMUOTUKM Pa3ANYHBIX KIMHUKO-MOP(MONOrM4eCcKmnx
$opm MrokapamTa ¢ NOMOLLbIO MarHUTHO-Pe30HaHCHOM Tomorpadumn (MPT).
Marepuan n metoppl. B nccnenosaHvie BkodeHsl 70 6OMbHBIX C MOLO3PEHUEM
Ha MVOKapaMT MO KIMHUKO-NabopaToOpHbIM AAHHBIM (28 XEHLUMH 1 42 MYXYWHBI;
cpenHwii Bogpact — 37,0£13,1 net). Bcem naupeHTam 6bina BbINOHEHA 3HAOMWO-
KapavanbHas 6uoncus (AMB) n MPT ¢ BHYTPUBEHHBIM KOHTPACTMpOBaHMeM. YyB-
CTBUTENBHOCTb MeToaukn MPT ougeHMBanacb OTHOCUTENBHO AaHHbIX OMB. Kpute-
PUEM UCKITIOYEHMS SBNISNACk CONYTCTBYIOLAs UllieMuyeckast 601e3Hb cepaLa.
Pesynbrathl. 113 70 NnauneHToB C rMCTONOrMYeCcKM BepUGULMPOBAHHBIM MUOKap-
LMTOM, TONbKO y 47 GOnbHbIX ObiN YCTAHOBNEH AMarHo3 no pesynstatam MPT
cepaua, 4YyBCTBUTENbHOCTb MeTofa cocTasuna 67%. lMpu oCTPOM akTMBHOM
M OCTPOM MOrPaHNYHOM MMOKApAMTax OTMeYeHa BbICOKas 4yBCTBUTENbHOCTb
MPT — 86%; npn XpOHN4ECKOM aKTUBHOM MuoKapanTe — 74%, y NaunMeHTOB C XPo-
HWUYECKUM NOrpaHunyHbIM MuokapauToM — 55%. Tpyu MPT-kputepusi Muokapauta
C Haubonblueit 4acToToW HabnofanMcb NpyM OCTPOM aKTUBHOM MUOKapAauTe.
OCTpbIii MOrpaHWyYHbIA MUOKApAMUT B GONBLUMHCTBE Cy4aeB XapakTepusoBascs
COYeTaHMEM 2-X NMPU3HAKOB: OTEKa 1 NO3AHEr0 KOHTPACTHOrO YCUNeHUs. 3Haum-
MbIM OT/IM4MEM aKTUBHOrO MMOKapAuTa OT APYrMX KIMHWMKO-MOPGONOrnyeckmx
dopm siBnsieTcs npeobnaaaHne TPaHCMypabHOrO NaTTepHa No3AHEro KOHTPacTyH-
poBaHus. Takxke yCTaHOBIEHA COMPSKEHHOCTb MEX/y aKTUBHOCTBIO BOCMANEHUS!
no AaHHbIM OMB 1 BblpaxeHHOCTbIO oTeka Muokappa (64,3% npotvs 40,5%,
p=0,005). OTAMYMTENBHBIM MPU3HAKOM XPOHNYECKOr0 MUOKapAMTa BASETCS CNNB-
HOM XapakTep Y4yacTKOB MO3LHEr0 KOHTPACTUPOBAHWS, KOTOPbIE MPEBOCXOAST
M0 NNOLaaM 30HbI OTEKA CEPAEHHON MbILLILbI.

SaknioueHne. MarHutHo-pe3oHaHcHas ToMmorpadus cepaua obnagaet Hanbonee
BbICOKOW YYBCTBUTENIbHOCTBIO B BbISIBNIEHWI OCTPOr0 MUOKAPAMTA, B CIy4asx Xpo-
HUY4ECKOr0 MUOKapAMTa HYyBCTBUTENBHOCTb METOAA 3aBMCUT OT aKTVBHOCTM BOCNA-
nexnst. CoBnageHne no niowaamn y4acTkoB NO3AHEr0 KOHTPACTMPOBAHUS U OTeka
MuoKapza no3sonsiot anddepeHumMpoBaTb OCTPbIA 1 XPOHUYECKUIA BOCNANUTENb-
HbIl Npouecc B Myokapae. [narHocTvika XpOHUYECKOro NMOrpaHnyHOro MMokap-
[Ta HEBO3MOXHA 6e3 BbINONHEHVS SHAOMUOKAPAMANbHOM Gruoncuu.
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MAGNETIC RESONANCE IMAGING OF THE HEART IN DIAGNOSTICS OF VARIOUS TYPES

OF MYOCARDITIS

Ignatieva E. S., Ryzhkova D. V., Mitrofanova L. B., Moiseeva O. M.

Aim. To study the radiation semiotics of various clinical and morphological types of
myocarditis with magnetic resonance imaging (MRI).

Material and methods. Totally, 70 patients included, with suspected by clinical and
lab data myocarditis (28 females, 42 males; mean age 37,0+13,1 y.0). All patients
underwent endomyocardial biopsy (EMB) and MRI with intravenous contrasting.
Sensitivity of MRI method was evaluated with relation to EMB. Exclusion criteria had
been the comorbid ischemic heart disease.

Results. Among 70 patients with histologically verified myocarditis, only 47 had this
diagnosis by MRI data, sensitivity was set as 67%. In acute active and acute
borderline myocardities there is high sensitivity of MRl — 86%; in chronic active
myocarditis — 74%, in patients with chronic borderline myocarditis — 55%. Three
MRI-criteria of myocarditis were found in acute active myocarditis. Acute borderline
myocarditis in most cases presented with 2 signs: edema and delayed contrast
enhancement. Significant difference of active myocarditis from other clinical and
morphological types is dominance of transmural pattern of delayed contrasting.
Also, there is interdependence of inflammation activity by EMB and severity of

myocardium edema (64,3% vs. 40,5%, p=0,005). The main differentiating factor of
chronic myocarditis is collecting kind of the delayed contrasting areas, which spread
more than the zone of myocardium edema.

Conclusion. Magnetic resonance imaging shows the highest sensitivity in revealing
of acute myocarditis, and in cases of chronic myocarditis the sensitivity depends on
activity of inflammation. The overlap of the areas of delayed contrasting and
myocardial edema make it to differentiate acute and chronic process in myocardium.
Dignostics of chronic borderline myocarditis is impossible unless EMB is done.
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A

B

Puc. 1. A, akcuanbHoe T2-tirm-ir MP-n3o6paxeHue ans oueHkn nokasatens ER, ¢ npumepom maHyanbHol 06BoAKM KOHTYPOB Mrokapaa JIXK 1 neBoit MblLLLLEN, BbINPSIM-
nsiioLLein no3BoHouHvK. B 1 B, akcuanbHble T1-fse MP-n306paxeHust o 1 nMocne KOHTPacTMpoBaHusi, MCNofb3yeMble 4nis onpeaeneHus nokasatens gRE, ¢ npumepom
MaHyanbHo 06BOAKV KOHTYPOB MyokapAa JK 1 neBoii MbiLLLbl, BINPsIMASIOLLEN NO3BOHOYHYK. 3HaveHust ER u gRE paccuuTbiBany cornacHo MeTomy, npeanoXeHHoMy

Friedrich MG u coasr. [9].

JmarHocTrKa MIOKApAUTa OCTACTCS OMHOM M3 CIIOXK-
HBIX 3a7a9 COBPEMEHHOI KapANOJIOTUH, YIUTHIBAsI OTCYT-
CTBME ITATOTHOMOHWYHBIX KIMHUYECKUX CHMIITOMOB
A cHeIN@UICCKUX IMPU3HAKOB KIMHUKO-I1a00paTOPHBIX
1 MHCTPYMEHTAIBHBIX METOIOB MCCIICTOBAHNS.

OCHOBHO TEXHOJIOTHEH, TTO3BOJISIONIC Ha OCHOBA-
HUHU THCTOJIOTHYCCKIX U UMMYHOTMCTOXUMIIECKUX KPH-
TepreB BepUGMULIMPOBATh OHATHO3 MMOKapAuWTa, II0-
MpeXHEMY OCTacTCd SHIOMHOKapAMadbHas OHMOIICHS
(BMBDB) [1, 2]. Tem He MeHee, TexHOI0TUS DMDbB CcBsI3aHa
C PUCKOM Pa3BHUTHSI OCIOXHEHHUM, IIPUCYIINX MHBA3UB-
HOMY BMEIIATEILCTBY, ITO3TOMY €€ ITUPOKOE ITpHMEHEe-
HHE B KIIMHWYCCKOHN IPAKTHKE OTpaHWICHO, IT0 PEKO-
MeHmanusM EBporreiickoro o0ImecTBa KapAIuOJOroB
(2007r). CymecTByeT MHEHHE, YTO IIPH ITOOO3PECHUM
Ha MuoKapaut DMDb omnpaBmnaHa y mariieHTOB TeMOIMHA-
MHWYeCKN HeCTAaOMIBHBIX 1/ TJIN HEe OTBEYAIOIINX Ha CTaH-
nmapTtHyto Tepanuio [3]. Kpome Toro, 9actoe MCmop30Ba-
HUE IIPaBOXEIYIOUYKOBOTO IOCTYIIa IUISI TIPOBEHCHMS
Ouorcuu M Majblii 00beM OMONCUIAHOro MaTepuana
HECOMHEHHO CHIKAIOT nH(MopMaTUBHOCTE DMB [4].

B mmocitemamME TOMBI IMMPOKYIO PACIIPOCTPAHECHHOCTD IS
BU3YaIM3aIli BOCIAJIUTEIILHBIX M3MCHECHWIT B MHUOKapIe
TOJTyYrJia MarHUTHO-pe3oHaHcHas Tomorpadust (MPT)
cepaiia ¢ KOHTPAacTHBIM ycwieHneM [5-7]. B 2009t obumm
MIPEIUIOKEHBI U B TTOCIICAYIONIEM YTBEPXKICHBI TP JUATHO-
ctmyecknx MPT xpurepuss mmoxapmmra (Lake Louise
Criteria): TMTIEpeMMsI, OTEK U TTO3IHEE KOHTPACTHOE YCUIIe-
e (LGE) xak mapkep HeoOpaTMMOTO IIOBPEXKICHMS
(HeKpo3/hrbpo3) muokapaa [9]. OgHako B OIMyOIMKOBaH-
HBIX paHee NCTOYHNKAX JICTaeTCs aKIICHT Ha BapUadeTbHO-
CTH 9yBCTBUTEJIEHOCTH JAHHOTO METOIA TMArHOCTUKI MUO-
KapauTa B 3aBUCHMOCTH OT IJIMTEIBLHOCTH 3a00JIeBaHUS
1 aKTUBHOCTH BOCITAJIMTEILHOTO TIpoliecca [9-11].

B cBs3M ¢ 3THM, IIeIBI0 HACTOSIIETO MCCICIOBAHUSI
crajio uzyyeHve MPT-ceMUoTUKM pa3IUYHbIX KIMHUKO-
Mopdorornaeckux (popM MIOKapINTA.

MaTepuan n metopapl

B ncciaenoBanne 6pH BKTIOYeHB! 70 TTammmeHTOB (28
KEHIIMH, 42 MyXX4YMHbBI, B Bo3pacTe 12-69 jer; cpeaHuit
Bo3pacT 37,0£13,1 meT) ¢ momo3peHreM Ha MHOKApIUT
M0 KIWHUKO-JIa00paTOPHBIM HAaHHBIM, IIPOXOMIWBIIINE
negenne B OI'BY “C3OMMUI mm. B.A. Aimazosa”
¢ 2013r mo 2016r. IlpoToKONI MCCAEAOBAHMS ITOIYYMT
0omo0OpeHNe JOKAIBHOTO 3THYecKoro Komurera LleHTpa.
Bce nccrenoBanms ¢ yaacteM (pU3MIECKUX JIAI] BBITION-
HEHBI B COOTBETCTBUM C XEIbCHMHKCKOHM IeKJIapalmeit
TocJIe TTOAMUCaHNS MHPOPMUPOBAHHOTO COTTIACHS.

Y manyeHToB, BKIIIOYCHHBIX B ICCICIOBaHNE, HAOJO-
IAJUCh CIIEAYIOIINE CUMIITOMEI 3a00JIeBaHUs: Kapaua-
run — 27%, HapylieHus cepae4Horo purma — 78,5%,
cepIedHass HEOOCTaTOYHOCTH 64%. IloBbllieHUE
ypoBHs TpomoHmHA I B ceiBopoTKe KpoBm Bbimre 0,04
Hr/MJ oTMedueHo Yy 27% mnanueHToB. Y 40% malmeHTOB
3a00JIeBaHUIO TIPEAIICCTBOBAA OCTpasl peCIMpaTopHas
BupycHas mHOeKus. BeceMm mammeHTaM, BKITIOUCHHBIM
B WCCIIeIOBaHWE, BHIITOJHEHA SHIOMWOKapIWAIbHAS
OMOIICHST M MAaTHUTHO-PE30HAHCHAsI TOMOTpadusi ¢ BHY-
TPUBEHHBIM KOHTPACTHpPOBaHUEM. KpuTepmeM HCKIIO-
YyeHUsI OBIJIa COIYTCTBYIOIIAS HIIeMUYecKas 00Je3Hb
cepara, MoATBepXIeHHAs JTaHHBIMA KOPOHaporpahum.

MaruuTHO-pe30HAaHCHYI0O ToMorpadui cepala
(MPT) soemonaasumm Ha MP-tomorpadge MAGNETOM
Trio A Tim, Siemens ¢ HaIpsKeHHOCTBIO 1o 3,0 T
Hcmonp3oBaii  MOBEPXHOCTHYIO  PagMOYaCTOTHYIO
KaTymky mist Tena “body coil”. Coop maHHBIX TPOU3BO-
JIVUTA B pexknMe cuHxpoHmn3aumu ¢ DKIT.

s Bu3yanm3alii OTeKa MHOKapa HCIIOIb30BajId
T2-B3BelIEHHYIO ITOCIECIOBATEIFHOCTh “HMHBEPCHSI-BOC-
cradoBneHue” (T2-tirm-ir). CxaHupoBaHVE TPOBOIVIIN
Ha 3a7epKKe TbIXaHWsI, CPE3bl BRICTABISUIN B aKCUATLHOM
TUTOCKOCTM Ha Bech 00beM JeBoro kemymouka (JIK)
(puc. 1, A). Jlug ompemenaeHUsS TUIICPEMUN MUOKapaa
ucrnoJib3oBain T1-B3BelIEHHYIO OBICTPYIO ITOCIEI0Ba-

31



Poccuiickuin kapayonoruyeckuin xypHan N2 2 (142) | 2017

TeabHOCTh cTTMH-3X0 (T1-fse). CkaHmpoBaHNE TPOBOIMIN
0 ¥ 9epe3 2-3 MUHYTHI TOCJIC BHYTPUBCHHOTO BBEICHUS
ragoJIMHMUI-coAepKaIlero KOHTPACTHOTO IIperapara
¢ pacueToM 0,1-0,2 Mmmoib/KT. Cpe3bl BEICTABIISUIN B aKCH-
aJbHOM TUIOCKOCTH Ha Bce oTaebl Muokapmaa JI2K ¢ omm-
HAKOBOU JIOKAJIM3alMeil 1O M MOCe KOHTPACTHPOBAHUS
(puc. 1, b u B). C menpro ycrpaHeHHST CUTHAJIA OT KPOBO-
TOKA BBIIOJHSUIM JTOTIOJHUTEIBHBIN CcaTypalliOHHBIN
cpe3, KOTOPHBIN ycTaHABIWBAJICA Ha TIPEACepaus.

HccnenoBanne ITO3MHET0 KOHTPACTUPOBAHUS Cep-
JIEYHOM MBIl TTpoBoavian depe3 10-15 MuH mocie
BHYTPUBEHHOTO BBEICHUS KOHTPACTHOTO IIperapara
C WCIIOJb30BAaHMEM TPAIMEHTHOI IMOCIIeI0BATEIILHOCTH
“muBepcusi-BocctanHoBieHne” (TrueFisp IR psir). Cpe3sr
BBICTABIISUTM OJIOKOM B aKCHAJIBHOM IIJIOCKOCTH Ha ITOJI-
HBII 00bEM KEIYIOYKOB, a TAKKE 110 IBYIJIMHHBIM OCSIM
B YETBIPEX- M ABYXKAMEPHBIX INIOCKOCTSIX. Bpemst mHBep-
cun (TI) onsi oOHyJNeHMsI CUTHajda OT HEM3MEHEHHOTO
MMOKapaa IToA0ONpaioch MHINBUIYATBHO, €T0 3HAYCHUE
Haxommiroch B mHTepBaje 300-400 mcek.

JJsT OLIEHKM COKPAaTHTEIbHON (QYHKIWHM Cepala
HCIIONIb30BalIM  KWHO-IIOC/IeH0oBaTeIbHOCTE TrueFisp
C pPEeTPOCIIEKTUBHEIM TPUTTePUHTOM. Cpe3bl BHICTABIISIIN
0JIOKOM B aKCHAJIbHOM IJIOCKOCTH Ha BeCh 00BEM KEIIy-
IOYKOB, a TakKKe II0 IBYIJIUHHBIM OCSIM B YETBIPEX-
W IBYXKaMEPHBIX TIOCKOCTSIX Cepria.

O6paboTKy IOJydYeHHBIX MP-ToMOrpaMM BBITION-
Hs Tipy momotu mputoxkeHnst MR Cardiac Analysis
paboueil cranmum Syngo Via Siemens. OueHUBaIA
T2-B3BemenHbie n306paxenus (T2 BU), T1-s3BemeH-
Hele n300paxenus (T1 BM) mo u mocie BBeneHUsI KOH-
TpacTHOTO BemlecTBa. [IpMMEHSIM ITOJYKOJIMYCCTBEH-
HBII METOH OoIpeneIeHusT (DOKATbHOTO OTeKa M paHHETO
KOHTPACTHOTO YCHJICHHS IIO0 IIPOTOKOJIY, IIPEIIOKEH-
Homy Friedrich MG, et al. [9]. O OIEHKHM CTEIICHU
oteka (edema ratio) Ha T2 BU o6BommIm pernoHbl MHTE-
peca Ham MmoKapaoM JI2K m CKeJleTHOM MyCKyJIaTypoi
cnuHbl (ITUpoYaiInas MBIIIIA CIWHBI WJIM MEIIIIA,
BBIIIPSAMJISIONIAST TTO3BOHOYHMK) B IIpeleiax OIHOTO
cpesa (puc. 1, A). 3HaueHNe MHTCHCHUBHOCTHM CHUTHAjIa

B

Puc. 2. Tunbl KOHTPACTMPOBAHUS, XapakTepHble Ans MrokapauTa: A, cybanvkapananbHoe KOHTPACTUPOBaHVe MUoKapaa HUXHel cTeHku JIXK; B, TpaHCMypanbHoe KOH-
TpacTUpoBaHWe Myokapaa HUxXHel cteHkn JIK n 3agHeit yact MXXIT; B, HTpamypanbHoe KOHTpacTMpoBaHue Muokapaa MXXI n 6okoBov cTeHkmn JTXK, KoHTpacTMpoBaHue
MuoKapza nepefHeit n HKHe CTEHOK NPaBoro Xenyaoyka; I, BoineneHne 30H KOHTPACcTMPOBaHUS MUOKapaa Ans pacyeTa 06bema NoBPeXaeHWs.

r

oT Mrokapza (SImyo) cpaBHIUBAIN CO 3HAUYCHUEM MHTCH-
CUBHOCTM CHWTHAJla OT CKeJleTHOi MbImmbl (SIskm)
¢ ucnonb3oBaHueM ypaBHeHHsI ER=SImyo/SIskm [12].
OTeK cepIevHOM MBIIIIIEI KOHCTaTUPOBAJIN IIPH TIOPOTO-
BoM 3HauyeHun ER >2 [9].

I[noGanpHbI KO3(p(GUIIUEHT OTHOCUTEIBHOTO KOH-
tpactupoBanus (gRE) paccuntbiBanu mo nanabM T1-BU
0 1 9epe3 2-3 MUHYTH ITOCjIe BBEICHMSI KOHTPACTHOTO
BemecTBa. Ha mpekonTpactHbix T1 BU 06Bonuau perunox
nHTepeca Hax MuokapaoM JIZK 1 ckesreTHOM MycKyJaTy-
poii criHBI (IIUpOYaKIIast MBIIIIA CITMHBI WJIN MBIIIIIIA,
BBHIIIPSIMIIAIONIAS ITO3BOHOYHMK) B IIpelesiaXx OITHOTO
cpe3a, BEIOpaHHBIN YPOBEHb KOIMPOBAJICS HA ITOCTKOH-
TpacTHBIX T1-m300paxkenusx (puc. 1, b m B). Pacuer
OCYIIECTBIISLIN 110 hopmyie [9]:

ostSi, .~ preSimyO) /preSi,,,
(postSi,,~preSi,,)/preSi,,

gRE = REmyo/REskm=

CpaBHMBaJIM 3HAUCHNWE WHTCHCHUBHOCTU CUTHAaJIa
or muokapma (SImyo) m ckemerHoit MBIIbl (SIskm)
0 M TIocjIe KOHTpacTupoBaHMsI. Ha ocHOBaHWM ONTH-
MaJIBHOTO TToporoBoro 3HadeHmsI gRE >4 nuarnoctupo-
BaJIV TUTIEPEMMIO MUOKapa [9].

LGE o1meHMBaNM B TpeX IUIOCKOCTSX, KaK ONMHACHIBA-
JIOCh BHIMIE. 71 oIpenesieHrsI TOKAIN3allui W PacIIpo-
CTpaHEHHOCTH KOHTPACTUPOBAHUS HCIIOIh30BaIach
17-cermenTapHas monaens JIZK. YuureiBanm Tun KoHTpa-
CTUPOBAHUS: CyOdMMKapAMalbHOE, WHTpaMypajbHOE,
CyO3HIOKApANATBLHOE WM TPAaHCMYPaJIbHOE HAKOILICHUE
KOHTPACTHOTO Ipemapata B MHokKapme (puc. 2). s
BBIUMCJICHUS 00BbeMa KOHTPACTHUPOBAHMS Ha KaXIOM
TOMOTpa(MIECCKOM Ccpe3e B aKCHUAIbHOM IIIOCKOCTH
BBIIC/ISIA 00JIaCTh TUIIEPUHTCHCUBHOTO CUTHAJIA, TIOCIIE
Yero aBTOMAaTUYECKHA PACCUMTHIBAIM O00BEM KOHTPACTH-
pOBaHUS BCETO IOBpexXIeHHOTo MmoKapma. CooTBeT-
CTBHE JIOKAJTM3AIIMHU U TUIOIIAANA 30H KOHTPACTUPOBAHMS
npu LGE ¢ 3onamu oteka Ha T2-BU u 3oHamu rumepe-
muM Ha T1-BU BusyanbHO OLIEHMBAJIW JBa MCCIeOOBa-
TeJid B pa3HbIC THU.
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Puc. 3. MucTonornyecke xapakTepucT ki MuokapamTa: A, HGUALTPaLMs MUoKapaa ¢ Hekpo3amiu KapamoMmouuToB. B, nHdunstpaums Mrokapaa 6e3 HeKpo30B Kap-
LMOMUOLMTOB. B, MHUILTpALMS MUOKapAa C HEKPO3aMU KapaMOMUOLMTOB 1 PACMPOCTPAHEHHBIM GUBPO3OM.

JlmarHo3s MuoxkapauT mo JaHHBIM MP-TomMorpadum
cepalla yCTaHABIWBAIM, €CIM OBUIM OOHApYXKCHBI 2
u 6omee MP-xputepust (ER, gRE, LGE), mpemtoxeH-
uele Friedrich MG [9].

Pacuer ¢pakumu BeiOpoca (PB) JI2K, koHedHO-
cucrommueckoro oowema JIK (KCO), koHeuHO-AMAaCTO-
muaeckoro obwema JIK (KIO) BeimonHscS Tipu
momommu TipumoxkeHnst MR Cardiac Analysis paboueii
craHmm Syngo Via Siemens.

[IpaBoxemrymoukoBass DMbB BEITIOTHSIIACH IO MECT-
HOI aHeCcTe3Uei, ¢ ITOMOIIbIO THOKINX OMOTOMOB KOMITa-
aun “Cordis” gepes v. jugularis Tox KOHTpoJeM (pyopo-
ckonuu. [TpousBoauiu 3a60p 5 GUONTATOB U3 BEPXYILIKU
npasoro xenynodka (I12K) n mexokery1o4koBoii nmepero-
ponku (M2XKIT). Bcem maneHTaM BBITIOJNHSITN TUCTOJIO-
ruueckoe 1 nmMmMmyHoructoxummaeckoe (MI'X) nccneno-
BaHMe OuomnTaToB, a 52 (74%) manyeHTaM — KavyeCTBeH-
Hoe T1LIP-uccnenoBaHue ajist BBISIBJICHUST KapAUOTPOITHBIX
BUPYCOB. JIMarHo3 MMOKapaWTa YCTAaHABIMBAIN B COOT-
BETCTBUU C peKOMeHmanmusaMu EBpomeiickoro ob6iiecTsa
IMaTojIoToB [4]. MMOKapanUT TUarHOCTUPOBAJICS B CIIydae
BBISIBJICHUS Oosee 7 CD3+—T—J'II/IM(1)OLII/ITOB/MM2 B OuWoII-
Tate MuoKapza [2]. Ha ocHoBaHumn MarOyprckmx Kpure-
pHeB P HAIMYMU HEKPO3a KapANOMHOIINTOB M BOCTIA-
JINTETEHOTO I/IHd)I/IIIZBTpaTa, BKJTIOUAOIIETO He MeHee 14
JICMKOIIMTOB HA MM , TMAarHOCTHUPOBAIN aKTUBHBI MUO-
KapauT. OTCYTCTBHE THUCTOJIOTHYCCKUX IIPU3HAKOB
HEKpo3a KapIHUOMHUOIINTOB IIPU HAJIMYNU BOCHIAINTEIIb-
HOMl WHOUIBTpAUK pacleHWBAJIM KaK MOTPaHUIHBIN
MHOKapanuT. MopdoslormaecKkuM IIpU3HAKOM XPOHM3a-
LMY BOCTIAJICHUS B CEpACIHOM MBIIIIIC OBIJIO BHISIBIICHIE
$ubpo3HOIt TKaHU B buonTare (puc. 3).

ITo mMTeTbHOCTY TeUCHUS 3a00JICBaHUS 1 B 3aBUCH -
MOCTH OT HaTuuus (HOPO3HBIX N3MEHEHUI B MUOKapIIe
BBIICJICHBI TPYIIIIA C OCTPBIM MHOKApAWTOM M TpYIIIa
C XpOHMYECKNM MHUOKapauToM. Ilo pesyimbraram 3HIO-
MHOKapAUaJbHOI OWMOICHUM OBIIM BBIACICHBI TPYIIIa
aKTUBHOTO MHUOKAapIWTa, KOTOPHI XapaKTepHU30BaJICS
WHOWIBTPpAE W HEKPO30M CEpACYHON MBIIIIIHI,
W TPYyMIIa ¢ TOTPAHNIHBEIM MHOKAPAUTOM, TIPA KOTOPOM
HabIomamach JWIIb WHOWIBTpAIlMs MHOKapia 0e3
HEKPO30B KapIHOMUOILIMTOB.

CratTucTU4ecKnii aHaln3 IIPOBOIMIN C IIPUMEHE-
aueM nmporpamMmbl “STATISTICA 7” (StatSoft, CIIIA).
JIst OLIEHKMW KOJMYECTBEHHBIX MapaMeTpoOB ¢ HOP-
MaJIbHBIM pacIipele/ICHUEM BBIUUCISIIN CpemaHee
apudpmetndeckoe (M), ommbOKy cpemHero apupMeTH-
yeckoro (m), cpemHee KBaIpaTHIeCKOe OTKIOHCHUE
(8). JIna ucciaenoBaHUsl B3aMMOCBSI3M Kauye€CTBEHHBIX
W KOJIWYECTBEHHBIX NPH3HAKOB IPUMCHSUIUCH Ta0-
JIMIBl CONPSIKEHHOCTU. B ciayyae Maioro u4mcia
HaOIIOMeHN B TIeHKaX TaOJHIIBI MCIIOIb30BaJICS TOU-
HBI Kputepuii @uinepa, B IMPOTUBHBIX CIydasx —
kputepuit [lupcoHa y . JloCTOBEpHBIMU CUYUTAIUCH
pa3nuIus, Koraa BepOSITHOCTh CIPaBEIIMBOCTH HYJIE-
BOIf rumoTe3sl (p) He mpeBbimrana 0,05.

Pe3ynbTathl UCCneaoBaHus

M3 70 manmueHTOB ¢ TUCTOJOTUYECKH BepupHUIINPO-
BaHHBIM MUOKAPIWTOM, JIUIIb ¥ 47 OOJBHBIX TMArHO3
ObL1 YCTAaHOBJIEH HAa OCHOBAaHUU pe3yabraToB MPT
cepama, TaKUM 00pa3oM, YYBCTBUTEJIBHOCTb METOIA
coctaBmia 67%. Y octaBmuxcs 23 nauueHToB (33%)
no faHHbIM M PT 6b11 0OHapyXeH BCero OMH MPU3HaK,
YKa3bIBAIOIINIT Ha BOCITAJICHMWE CEePACYHOM MBIIIIIB:
y 21 maumenTa (91%) — eOUHCTBEHHBIM TPU3HAKOM
BocnajeHus 6buio LGE u y 2 mauuenroB (9%) —
runepemust (gRE).

Ha pucynke 4 TpencTaBicHO pacrpenecHIe ITamu-
€HTOB B 3aBHCHMOCTH OT KIMHHUKO-MOPMOIOTMIECKOTO
THIIA 3200JICBaHNS.

Y mManmeHTOB ¢ OCTPBHIM MUOKApIUTOM 3a00JIeBaHME
ObUIO IMarHoCcTUpoBaHO ¢ momoubio MPT cepaua y 11
n3 13 OonbHBIX. Takum 00pa3oM, UYBCTBUTEIBHOCTH
MeTrona coctaBuia 85%. JlIoxHoOTpULATEIbHbIE PE3YJib-
TaTHl HAOMIONAJINCH V 2 TTAIIMEHTOB: B 000MX CITy4JastX ObLT
OOHApyXKeH TOJIBKO KPUTCPHUIL BOCIANICHUS CEepACTHOM
Meimmel — Tunepemuss win LGE. B rpymme octporo
MHOKapauTa Tpu MP-Kputepnst BocaJeHHS CepaecTHOM
MBIIIIH HAOTIOHANNCh Y 4 TTaliMeHToB, 1Ba MP-kpute-
pust y 7 genoBek. IIpm 3TOM, ITOYTH ¢ paBHOI 4acTOTOM
HaOJIIOIAINCh COYCTAaHME OTeKa M ITO3MHETO KOHTPACT-
HOTO YCWJICHUsI, a TaKKe TUIIEPEeMUH U ITO3ITHETO KOH-
TPacTHOTO ycuiieHus (puc. 5).
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[Mauuentsr ¢ Muokapaom (n=70)

T
Ilo daumenvrocmu 3a6onresanus
1

[ 1

Ocrtpslit MuOKapauT (n=13) ‘ ’XpOHI/I‘IECKI/Iﬁ MMOKapauT (n=57)
T T
I1o pesyromamam IMB I1o pesyasmamam IMB

[ ' 1 [ ' 1

OcTpblit OcTpblit XpoHuueckuii | | XpoHUYeCKHit
AKTUBHbBIN TOTPaHUYHbINA AKTUBHBIN MOTPaHUYHBII
MMOKApAUT MUOKapIUT MUOKApIUT MUOKApIUT

(n=7) (n=6) (n=21) (n=36)

Puc. 4. PacnpegeneHne nauveHToB N0 OCHOBHbLIM KAWHWMKO-MOP)ONOrM4ecknmM
TMNam MrnokapauTa.

Ha ocHoBanuu pesyasratoB MPT cepnia 3aboseBa-
HUe ObUIO YCTAHOBIIEHO Y 6 13 7 MaleHTOB ¢ MOPGhOIIO-
TMYCCKN ITOKAa3aHHBIM aKTMBHBIM MMOKApOWUTOM, UyB-
CTBUTEIHHOCTh MeTOma cocTaBmia 86%. JloxHooTpula-
TEJIbHBIN pe3y/IbTaT OTMEUCH JIMIIH B 1 ciIyJae, KOrma MbI
Habjoaanu eIuHCTBeHHbIM MP-kputepuit Muoxkap-
mura — LGE.

B cirygastx ocTporo akTHBHOTO MUOKApANTA COBOKYII-
HOCTh Tpex MP-KputepreB oTMedeHa Y 4 OOJTBHBIX M IBYX
MP-kputepueB y 2 maumeHTOB. OTeK MHMoOKapia ObLT
BBISIBJICH Y 5 13 7 MAIlMEHTOB, U3 HUX Y 4 OOJIBHBIX OTEK
MMEJT OYaroBEIN XapaKTep M y OMHOTO YeJloBeKa — -
(y3HBI.

[urtepeMust Muokapaa IpU OCTPOM aKTMBHOM MUO-
KapauTe pEerucTpUpOBalach C TOM K€ YacTOTOM, YTO
U OTeK B 5 U3 7 cIy4yaes.

LGE Bctpeuanocs B 7 (100%) cnydasx. Y 5 marmeH-
toB 30HH LGE nMenu nHTpaMypabHOE WIIN CyO3ITKap-
IWAIPHOE PaCITOJIOXEeHIE B MHOKApIe, a TpaHCMYypalb-
HBIII TIATTEPH ITO3MHETO KOHTPACTHOTO YCUJICHMST OBLI
BbIsSIBIIEH y 2 OonbHbIX. KonmuectBo cermenTtoB JIK,
B KOTOpPHIX ObITI0 oOHapyxkeHo LGE, BappupoBaio ot 2
110 13. 30HBI OTCPOYCHHOTO KOHTPACTUPOBAHMSI TIPCUMY-
IIECTBEHHO MMEJIM 09aTrOBHIN XapaKTep, BO BCEX CIIydasix
COBNANAJIA II0 JIOKAIM3AalUKW U IUIOIIAON C yJacTKaMu
OoTeKa cepIeIHOi MBIIIBL. O0beM MOPAXKEHHOTO MHO-
Kapma TIpA OCTPOM aKTMBHOM BOCIAJICHWU HAXOMWJICS
B nunarrazone 1,8-103,5 oM’ (puc. 6).

B otnmume oT 0cTpOro akTUBHOTO BOCHATIMTEILHOTO
IpoIrecca, HU y OMHOTO IMAIlMeHTa ¢ OCTPBIM ITOTPaHNI-
HBIM MHOKApIWTOM MBI HE HAOIIOmalli COBOKYITHOCTHU
Tpéx nuarHoctTuueckux MP-kputepues. OcTphIii morpa-
HUYHBIM MUOKApIWT, KaK IPABIIIO, XapaKTepH30BaJICs
CcoYeTaHMEM OTEKa M ITO3IHETO KOHTPACTHOTO YCHIICHMS
(4 mammeHTa) WKW TUIIEPEMUH W TIO3MHETO KOHTPACT-
Horo ycuneHwus (2 manuenTa). OTek MUOKapaa 3aperu-
CTPUPOBaH y 3 U3 6 MALUEHTOB, IIPU 3TOM, Y 2 YeJ0BEK
OTEK HOCHWJI OYaroBBIi XapakTep M y OOHOTO — IM®-
¢y3HBI. B ocTaBIIUXCS Tpex CIIydasx IPU3HAKOM MHO-
KapauTa CIIyXWIa THIIepeMHUs MHOKapaa B COYCTAaHUU
¢ LGE.

37%
> 0%
27%
m 3 xputepust o 2 KpuTepust
otek+EGE+LGE otek+LGE
= 2 KpuTepust O 2 Kputepust
EGE+LGE otek+EGE

Puc. 5. Pacnpenenervne MP-kpuTepreB y NauMeHToB C OCTPbIM MUOKAPAUTOM.

OcTpblif aKTUBHBIA MUOKAPAUT

17%

0%

66% 17%

3 Kpurepust 2 KpuTepust
orek+EGE+LGE orek+LGE
= 2 KpuTepus 2 KpUTepust
EGE+LGE otek+EGE

Puc. 6. PacnpeneneHe MP-KpUTEPUER Y NALMEHTOB C OCTPbLIM aKTUBHLIM MUO-
KapauToMm.

LGE Bcrpevanoch y 5 u3 6 nammentoB. 3oHbl LGE
pacrioyiarajiich B MHTPaMypPaJIbHOM M CYO3IUKapIUaIb-
HOM OTeJIaX CepICYHOM MBIIIIIEL. TpaHCMypaTbHBIH T1aT-
TEepH IIO3MHETO KOHTPACTHPOBAHMWS HU B OMHOM CJydae
OCTPOTO IOTPAHMIHOTO MUOKapAMTa He HaOrogarcs.

KonunuectBo cermeHTOB JIZK, B KOTOPBIX OBLIO BBISIB-
nmeHo LGE BapeupoBaio ot 2 o 13. Yaactku LGE nipen-
MYIIIECTBEHHO MMEJIM OYaroOBHIN XapaKTep M COBIIamajIn
10 JIOKQJIM3AIIK U TIOIIAIH ¢ 30HaMU OTeKa MUOKap/a.
O0BeM TIOpaxkeHUs CEepACYHOM MBIIIIILI IIPU OCTPOM
TMOTPAaHUYHOM BOCHAJICHUM OBLI CYIIECTBEHHO HITKE
0 CPaBHECHUIO C OCTPBIM aKTUBHBIM MMOKAPINTOM
U BapbupoBal B auamnasone 0-17,9 oM’ YUyBCTBUTETD-
Hocth MPT B maeHTH(UKALMKU OCTPOTO ITOTPAHUYHOTO
MMOKapauTa cocTaBmia 86%. Mbl HaOIOgaIM JIOXHO-
OTPUIIATEILHBIA pe3yabraT y 1 manueHTa ¢ OMMHOIHEIM
MP-11pr3HaKOM MUOKapanTa — TUIepeMuceii (puc. 7).

Ha ocHoBanuu pesynsratoB MPT cepaiia xpoHuue-
CKUIA MUOKAPAUT ObLI AMarHOCTUPOBaAH y 35 13 56 60Jib-
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OcTpblii MOrpaHUYHbBIA MUOKAPAUT

0%

60%

0%
= 3 KpuTepust O 2 KpUTepusi
otek+EGE+LGE otek+LGE
= 2 KpuTepust O 2 KpUTepus
EGE+LGE orek+EGE

Puc. 7. Pacnpenenenne MP-kpuTEpUEB y NauyEHTOB C OCTPbIM MOrPaHNYHbLIM
MVOKapOMTOM.

XpoHUYECKU I aKTUBHBI MUOKApAUT

12%

0%
/ 19%

69%

3 Kpurepusi 2 KpuTepust
orek+EGE+LGE otek+LGE
= 2 KpuTepust O 2 KpuTepust
EGE+LGE orek+EGE

Puc. 9. Pacnpenenenne MP-kpUTepueB y NaUMEHTOB C XPOHNYECKUM aKTUBHBIM
MMOKapAnNTOM.

HBIX, YYBCTBUTEIBHOCTh MeTOa cocTaBmia 63%. JloxxHo-
oTtpuriareabHbie pe3ynsratel MPT mbr Habmomamu y 21
TarreHTa, Korua 3a0o1eBaHue ObLIO TTPEICTaBICHO BCETO
onHuM MP-kputeprem MuokapauTa: runepemus — 1
ciyuait u LGE — octanbhbie 20 ciydaes.

IMo manusiM MPT cepaia, mpy XpOHUYECKOM AKTUB-
HOM MMOKApIIUTe Yale HaOIIoMaIach COBOKYITHOCTh TPEX
MP-xputepues 3aboneBanus (puc. 8). Otek Mumoxapna
04aroBOTo XapaKTepa BCTpevasics y 6 MaueHToB 1y 7 60J1b-
HBIX UMeJlo MecTo ero auddysHoe pacrpocTpaHeHue.
Tumepemust Mmuokapna omnpenensiiack y 15 genosex. LGE
3apeructpupoBaHo y 20 m3 21 manmenrtoB. Ilpm sTOM,
TT0 JIOKTM3ALINY TIPE00JIaIaiv TATTEPHBI CYOIHIOMUOKAP-
JMUATBHOTO W WHTPaMYpPaJTbHOTO KOHTPACTUPOBAHUS Hal
TpaHcMypanbHbM (60% tpotuB 40%). KomudecTBo cer-
MeHToB JIK, B koTophix ObUTO BhIsIBIIEHO LGE, Bapsupo-
Baio ot 0 o 15 (B cpearem 7,11+0,8). Yuactku LGE Hocvmm
TIPENMYIIECTBEHHO CIIMBHOM XapaKTep M BO BCEX CITydasx

XPOHUUYECKU MUOKAPIUT

25%

0%
50%

25%

3 Kpurepusi 2 KpuTepust
orek+EGE+LGE orek+LGE
= 2 KpuTepust O 2 KpuTepust
EGE+LGE orek+EGE

Puc. 8. Pacnpepnenexne MP-kpuTepreB y NaUWEHTOB C XPOHUYECKMM MUOKap-

LATOM.

XpOHUYECKUI TOrpaHNYHBIIT MUOKAPIUT

35%

0%

30%
= 3 Kpurepust O 2 KpuTepust
orek+EGE+LGE orek+LGE
= 2 KpuTepust O 2 KpuTepust
EGE+LGE orek+EGE

Puc. 10. Pacnpenenenne MP-kpuTepueB y NauyeHTOB C XPOHUYECKMM MOrpaHny-
HbIM MNOKapAUTOM.

TIPEBBITIATN TI0 TUTOIIAMM 30HBI OoTeka Muokapaa. Oobem
TMOPaXEHHOTO0 MUOKApAa TMpPU XPOHUYECKOM AKTUBHOM
BOCTIAJICHUY BapbUpoBall B muana3oHe 0-61,3 oM’

Y manueHToB ¢ XpOHUYECKUM aKTUBHBIM MUOKapau-
TOM YyBCTBUTEJLHOCTh MeToa cocTaBuiia 76%. JloxkHo-
OTPULIATEIbHBIE PE3YJIBTaThl HAOIIOJATUCH B 5 CIydasix
¥ ObUTHA 0OYCIIOBJIEHBI OOHAPYKEHUEM JIUIITb OfHOro MP-
MpU3HaKa MuokapauTa: runepemust — 1 cmyuait u LGE —
4 ciryyas (puc. 9).

Y manueHToB ¢ XpOHUYECKUM ITOTPAHWYHBIM MHO-
KapAuTOM OTEK MHMOKapAa Habaogancs peako — JIUIIb
B 14 ciydasix: y 9 O0IBHBIX OTEK HOCUJT OYarOBBIN Xapak-
Tep ny 5 — nuddysusiii. [unepemust Mruokapa omnpeze-
JIsmach y 13 genmoBex.

VY Bcex mauuMeHTOB 3TOW TPYINbl 3aperMCTPUPOBAH
kputepuit LGE ¢ mpenmyliiecTBeHHBIM pacripejesie-
HHAEM KOHTPACTHOTO BEIIECTBA B HMHTPAMYypPaJbHBIX
U cyOanuMKapauaibHBIX oTaenaax. JIuib y 4 u3 36 60J1b-
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Tabnuua 1

Pesynbrathl MPT cepaua y naumeHToB C pa3nuyHbIMU KIIMHUYECKMMU U mopdonoruyeckummu dopmamm muokapautos (M=o)

Mokazatenn Mopdonoruyeckune popmbl MroKapanTa Knunuunueckne popmbl Mrokapamta
AKTUBHbIN (nN=28) MorpannyHbIi (N=42) OcTpeiii (n=13) XpoHuyeckuin (n=57)
OB JIX, % 41,1237 37,2+2,9 44,8446 37,3%2,6
KOO JIX, mn 225,3+37,7 244+18,8 170,22+16,5 251,6%22,3
(N <140 ansa X, <195 gna M)
06bem LGE, cm’® 15,6+4,2 11,6+2,6 17,1£7,5 12,3+2,3
Konuuectso cermeHToB LGE 7,18+0,73 7,26+0,7 7,1+1,33 7,1£0,52
— TpaHCMypasbHOE, Cerm. 1,14+0,4* 0,3+0,2* 0,73%1,16 0,74+0,23
— cybanukapamnansHoe, cerm. 3,6%0,7 3,7£0,6 3,4+1,11 3,4+0,48
— WHTpamMypanbHoe, CErm. 2,8+0,5 1,04£0,5 3,05+0,71 3,1+0,38

- 2
MpumeyaHue: * — AOCTOBEPHOCTbL Pa3nnyuii no kputepuio ¥~ (p<0,05): Mexay rpynnamMu akTMBHOMO ¥ NOTPAHUYHOO MWOKapAMTa, OCTPOTO U XPOHUYECKOTO MMOKap-

anTa.

Cokpawenus: ®B JIK — dpakums Boibpoca nesoro xenyaouka, KAO JIK — koHeuHo-anacTonnyeckuin o6bem nesoro xenyaoyka, LGE — noagHee KoHTpacTHoe ycune-

HMe, CermM. — 41Mcno CerMeHToB.

Tabnuua 2

Pesynbrathl MPT cepaua y naumeHToB ¢ pa3nuyHbIMU KIIMHUYECKMMU U mopdonoruyeckummu dopmamm muokapautos (M=o)

Mokazatenn
AKTUBHbIN (N=28)

Mopdonorunyeckune popmbl MokapamTa

abe. %
BbinoT B nepukapae, n% 17 60,7
ER >2, n% 18* 64,3*
gRE >4,n% 20* 71,4*
LGE, n% 27 96,4
CoO0TBETCTBME 30H KOHTPACTMPOBaHMS C 30HaMu oTeka, % 5 17,9

Knunnyeckune popmbl Mrokapamta

MorpaHnyHbli (N=42) OcTpeliii (n=13) XpoHuyeckuii (n=57)
abe. % abe. % abe. %

19 45,2 7 53,9 29 50,9
17* 40,5* 8 61,5 27 47,4
16* 38,1* 8 61,5 28 49,1
41 97,6 12 92,3 56 98,3

4 9,5 9* 69,2* 0* 0*

~ 2
MpumeyaHue: * — 4OCTOBEPHOCTL Pa3nunymii no kputepuio ¥ (p<0,05): Mexay rpynnamu akTMBHOMO W NOTPAHUYHOrO MUOKApAMTa, OCTPOrO U XPOHUYECKOTO MMOKap-

anTa.

Cokpawenusi: gRE (global relative enhancement) — rno6anbHblil kO3DOULMEHT OTHOCUTENBHOTO KOHTPacTUpoBaHwus, ER (edema ratio) — cteneHb oTeka, LGE (late

gadolinium enhancement) — no3aHee KOHTPACTHOE yCUneHue.

HBIX 3a(MKCHPOBAH TPAaHCMYPaIbHBIM MATTEPH IIO31-
HETO KOHTPACTHOTO yCcwiIeHMs. KommaecTBO cerMeHTOB
JIZK, B KOTOPBHIX OBUIO BBISIBJICHO KOHTPAaCTHMPOBAHUE,
BapsupoBaio ot 2 mo 17 (B cpemreM 7,0%0,7). 30HBI
OTCPOYCHHOTO KOHTPACTHUPOBAHUS MMEIH IIPEHMYIIE-
CTBCHHO CJIMBHOMU XapakKTep U, TaK K¢ KaK IIPU XPOHU-
YeCKOM aKTHBHOM MHOKAapAuTe, BO BCEX CIIyYasx IIpe-
BBIIIAJIM TI0 TUIOIIAAM 30HBI OTeKa CepACYHOI MBIIIIIIEL.
O0BeM TMOpaxXeHHOTO MHOKapaa IIPU XPOHHMICCKOM
IMOTPAaHWMYHOM BOCITAJICHUM BapbUpOBaJ B AUANa30HE
0,8-95,4 oM’ (B cpemaeM — 12,0£3,1). YyBcTBUTEIIb-
HocTb MPT B ompeneneHMn XpOHUYECKOTO MOTpaHUY-
HOro MHOKapauTa coctaBwia 55%. JloxkHOOTpuULIATE Ib-
Hble Pe3yJbTaThl HAMM YCTAHOBJIEHBI B 16 ciydasx,
Korma ObUT MAeHTUGHUIINPOBAH JIUIIb OOUH THATHOCTH-
yeckuit MP-kpurepuit — LGE (puc. 10).

B rpymie morpaHMYHOTO MUOKapaWTa IIPeBaIApPO-
BaJIM TAIIMEHTHI CO CHIDKEHWEM IJIOOAJTBHOM COKpPATH-
TenabHOI crnocodHocTr JIK Mo cpaBHEHHMIO C TpyHIIoi
0OJIbHBIX ¢ aKTUBHBIM MuoKapautoM (81% mporus 57%,
p=0,023). Ipyrma ocTporo 1 XpOHNIECKOTO MUOKaPIUTa
He pasnuuainachk no 3HadeHnio ®B JIK. Jumaranms JIK
BBISIBJISLIACH Yallle B TPYIIaX XpPOHNIECKOTO 1 TTOTpaHNd-

HOTO MHOKapaWTa, YeM B TPYMIIaX OCTPOrO M aKTUBHOTO
muokapauta, (68% u 71% npotus 31% u 46%, cooTBeT-
ctBeHHO, p=0,035 1 p=0,012, COOTBETCTBEHHO).

Kax cnenyet u3 npeacrtaBieHHON Tabaulibl 1, cTaTu-
CTUYECKH 3HAYMMBIM OTINIMEM aKTUBHOI (hOPMBI MHO-
KapauTa OBUTO OOJIBIIIEE UMCIIO CETMEHTOB C TPaHCMY-
panbHEIM aTTepHoM LGE.

CornacHO JaHHBIM, IIPEACTaBICHHBIM B TaOimile 2,
YacToTa BCTPEUYAEMOCTH OTeKa W THIIEpEeMHU MUOKapaa
ObUIa B 3 pa3a BBIIIE Y TAIIMEHTOB ¢ aKTUBHBIM M OCTPEIM
MHOKapauToM. Hamm ycTaHOBJICHAa CTaTUCTHMYECKM 3Ha-
quMasl CONPSDKEHHOCTh MEXIY aKTHUBHOCTBIO BOCITaJie-
HUS 110 JaHHBEIM DMDb 1 BBIpakeHHOCTBIO OTeKa Cepaed-
HOM MBITIIE (64,3% tipotus 40,5%, p=0,05). limepemus
MHOKapaa Takxke B 1,9 pasa galie HabIogaIach B TPyIIIIe
AKTUBHOTO MMOKAapAWTa II0 CPaBHCHUIO C TPYIIOMH
norpannyHoro muokapauta (71,4% nporus 38,1%,
p=0,006).

CremyeT OTMETUTD, YTO HAMU He OOHapy:XKeHa CTaTHh-
CTUYECKH 3HAYMMasI COIPSLKEHHOCTh MEXKIY HaIMINeM
TepPUKapIUAIBPHOTO BBIIIOTA M TUCTOJIOTUICCKUMU TIPH-
3HaKaMU aKTUBHOCTH M XPOHU3AIIMM BOCIAJIUTEIHLHOTO
mporecca.

36



OPUI'MHAJIbHBIE CTATBA

CoBIrageHne 110 IDIOMIAAN YJAaCTKOB OT€KAa M ITO3MI-
HEro KOHTPACTUPOBAHMSI B COYETAHUM C TIepUKapAralib-
HBIM BHITIOTOM B 87,5% ciyyaeB yKa3bIBaJlO Ha OCTPBIiA
aKTHUBHBII MHOKAPOWT, TOTIa KaK OTCYTCTBHE IIEpPH-
KapIMaJbHOTO BBINIOTA CBUAETEJLCTBOBAIO B IOJb3Y
IMOrpaHUMYHOTO BocmajieHusa (puc. 11). Ilpu xpoHmue-
CKOM BOCHAJIEHUUM TIOSIBJIEHUE TEepUKapIAUalbHOTO
BBITNIOTA B 00JIbIlIEl CTeNeHN ObLIO 00YCIOBIEHO Cepley-
HOIf HENOCTaTOYHOCTBHIO, YeM AaKTMBHOCTbIO BOCHAIU-
TeJIbHOTO Mpoliecca.

00cyxaeHue

Cpenm TEeXHOJIOTUIA JTyd4eBO TMAarHOCTUKNA MHOKap-
muta MPT cepaua obiamaer HauOOJbIIEH TOYHOCTHIO
[5-9]. Tem He MeHee, He Bcerma ymaeTcsl OOHAPYXUTh
oBa M Oojiee IIpM3HAKAa IOBPEXICHUS CEpACUYHOMN
Mblbl. [Toatomy netanusauuss M P-KapTUHBI U U3yde-
HUe WHGOPMATUBHOCTH METOMA TPU PA3TINIHBIX KITH-
HUKO-MOP@OJIOTHIECKIX (popMax MUOKAPAUTA PACIIH-
pseT Halli TIPEACTaBICHUS O €ro JUAaTHOCTUYECKUX
BO3MOXHOCTSIX.

Bricokas TouHocte MPT B 001bIIMHCTBE OITyOJIMKO-
BaHHBIX pabort [6, 12, 13] 00ycioBaeHa BEIOOPKOIA Maly-
€HTOB C OCTpO#l (opMoli MHOKapaWTa B COYCTAaHUU
C BBICOKMIM TUTPOM JIaDOpPaTOPHBIX MapKepOB ITOBPEXIC-
Hug muokapna. B pabotax LT Jr. Cooper oTMedeHO, UTO
Lake Louise Criteria BocmajieHusI 00JIafalOT BBICOKOI
YYBCTBUTEJIBHOCTBIO B TE€YEHUE TNEPBBIX ABYX HEIEIb
OT HayvaJja 3abosieBaHMsI, a B 0oJiee MO3IHUE CPOKU Map-
Kephl BOCITAJICHUS (TUIIEPEMHUS M OTeK MUOKapIa) MOTYT
He omnpeaensaTbes [11]. ITlonydyeHHbIe B HaCTOSIIEM
HUCCIeA0BAaHUM PE3YJIbTAaThl COMJIACYIOTCS C JAHHBIMM YXKe
CYIIEeCTBYIOINX IMyomKalmii. HamMu yctaHOBIIeHA BBICO-
Kas yyBcTBUTEIbHOCTh M PT cepauia mpu ocTpbix hopmax
MMOKApUTA 10 CPABHEHUIO C XpoHUYecKuMu (85% mpo-
tuB 63%). B paGore M. Gutberlet GbLI0 OTMEYEHO, YTO
MPT nipoTokobl Ijis BbISIBIEHUSI OT€Ka U TUNEPEMUN
MHOKapaa MaJOIIPHUMEHNMBI B XpOHMUYECKOU (ha3ze BOC-
mayieHus [ 14], yeMy He IIpOTUBOpeYaT ITOJTyICHHBIC HAMU
pe3yJbTaThl, Korna asa u 6ojee MP-kputepus Habaona-
JIUCh JIMIIb B TIOJJOBMHE CIy4yaeB XPOHWYECKOU Iorpa-
HUYHON (OpMBI MHOKApAWTa M UYBCTBUTCIHLHOCTH

MeTtona coctaBuia 55%. Huskast uyBctButeabHOCTE MPT
CBsI3aHA C T€M, YTO MOrPAaHUYHbIA MMOKApPAUT XapaKTe-
pU3yeTCS MEHBIIEH BOCHAIMTEIBHON WHOWIBTpALINCH
C OTCYTCTBMEM HEKPO30B KapIMOMMOLIMTOB, a, CJeq0Ba-
TeJIbHO, MEHBIIIMM OTEKOM M TUMEepeMUEN MUOKapaa, 4To
3aTPYIHSICT X BRISIBIICHUE Ha (hoHE (PMOPO3HBIX U3MEHE-
HUH TIpU XPOHUYECKOM BOCIAJICHUU.

Hawubonee uyBcTBUTENbHBIM MP-TIpi3HaKOM MOBpe-
XKICHMSI MUOKapaa okazanock LGE, koTopoe Hamu OBLIO
BBISIBJIEHO Y 97 % nuil ¢ MOpGOIOrMYECKU JOKYMEHTHUPO-
BaHHBIM MHUOKapaAuTOM. IIpu 3TOM, HU B OJHOM ciy4yae
TUCTOJOTUYECKU TOATBEPXKIEHHOTO MHUOKapAWUTa MbI
He BCcTpevanu couetaHue MP-kKpurtepreB oTeK U TUIiepe-
mus. IToromy orcyrcTBre MP-nipr3Haka mo3nHero KoH-
TPACTUPOBAHUS C BBICOKOI J10JIeil BEPOSITHOCTU MCKJITIO-
yaeT Muokapaut. JlanHomy MP-nipu3Haky B JIuTeparype
yaensieTcsl MHOTO BHUMaHus [6, 8, 14], B auddepeHim-
aJlbHOM OUArHOCTUKE MMOKapAuTa ¢ APYTMMU Kapauo-
MUONATUSIMU U KaK OPUEHTHUPY IJis B3SITUSI OMOTICHUIA-
Horo Matepuaia. CydosnmuKapauaabHas 1 WHTPaMypaib-
Has JioKaJu3alusi KOHTPACTUPOBAaHUSI BCTpedanaach
Haubojee 4acTo, YTO COOTBETCTBOBAJIO pe3yJbTaTaM,
MOJIy4eHHBIM OPYTMMHM HccienoBatensamu [6, 8]. TpaHc-
MYpPaJIbHBIN XapaKTep KOHTPACTUPOBAHUS YKa3bIBall
Ha aKTMBHBIA MUOKApIUT.
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Puc. 11. YacToTa 06HapyXeHs BbINOTa B NOMOCTM Neprkapaa y NaumueHTos ¢ pas-
JINYHBIMU KNMHUKO-MOPhONOr4eckuMmn hopmMamu MUOKapauTa.
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Puc. 12. OcTtpbiit MmokapauT: A, B — T2-BW, oTek Mrmokapaa BuIrnsauT runepuHTeEHCMBHbIMU 30Hamu; B, ' — LGE, 30Hbl KOHTPACTPOBAHMS COOTBETCTBYIOT 30HaM OTeka

Ha T2-BW.
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A

Puc. 13. XpoHuyeckuii mvokapaut: A, B — T2-BW, otek Mmokapaa nmeet anddy3Hblii TUN ¢ 0TAENbHBIMU MENIKUMU Y4acTKaMu rnepuHTEHCUBHOIO curHana; B, F — LGE,
06LUMPHbIE 30HbI KOHTPACTUPOBAHWS, COOTBETCTBYIOLLME GUOPO3HLIM M3MEHEHUSIM, MPEBBLILLIAIOT NO MOLLAAN Y4aCcTKu 0Teka Ha T2-BU.

OTIMINTETLHOM 0COOCHHOCTBIO HACTOSIIETO HCCIIe-
noBaHus ObuUlo BhIsIBIeHME MPT mnpu3Haka, xapakrep-
HOTO IIJIT XPOHWYECKOTO BOCHAJICHUS M ITO3BOJISIIONIETO
mpoBecTH UG depeHINANBHYI0 OHATHOCTUKY MEXIY
OCTPBIM M XPOHUUYECKNM MUoOKapauToMm. [Ipm xpoHMUe-
ckoM BocraieHun ydyactku LGE 3HaumTeIbHO IIPEBHI-
a7 10 TUIOIIAOM 30HBI OTeKa MHOKaplaa U COOTBET-
CTBUSI MEXIy HUMM He HAOIIOmaaoch. DTOT IpH3HAK
WMeeT 3HAYUMYIO CONPSDKEHHOCTh C IIUTEIBHOCTHIO
teueHust BocrajgeHusa (p<0,001). Dror ¢dakT OOBICHSI-
€TCsI OTCYTCTBHEM BBIpAsKEHHBIX (DMOPO3HBIX N3MECHEHUIM
B OCTPYIO CTaAMIO 3a00JI¢BaHMSI, KOTIA 30HBI KOHTPACTH -
poBaHUS OOYCIOBICHBI TOJBKO WHTEPCTUIIMATBLHBIM
OTEKOM 1 HEKPO30M KapauoMuouuToB (puc. 12). B xpo-
HUYECKYIO CTaguio 3a00JI¢BaHUs 30HBI KOHTPACTUPOBA-
HUSI COOTBETCTBYIOT IIPEHMYIIECTBEHHO pPYOIIOBBIM
W3MEHEHHUSIM B MHOKapae (puc. 13).

Hamu He Obl1M OOHApyXXeHbl CTATUCTUYECKU 3HAUM-
MBIC OTINYUS MEXIY 00BeMOM M JIOKaIM3aluei Imopa-
KEHHOIro MMOKapa JAJIsl OCTPOro U XpOHUYECKOTo BOCIa-
JICHUsI, a TaKXKe IJIT aKTUBHOTO W IOTPAaHWMYHOTO MMO-
KapauToB. XOTS BO MHOTHX paboTaxX eBpOIEHCKUX
aBTOPOB TOMUHHUPYIOIICH JIOKAIM3aIlleil OMMCHIBACTCS
6okoBas credka JIK [6, 8].
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OPUI'MHAJIbHBIE CTATBA

BO3MOXXHOCTU MYJIbTUCTIUPASIbHON KOMMNbIOTEPHOI TOMOIPA®UN B ANATHOCTUKE
MWOKAPAWUTA U ONMPEQENIEHUM NPOrHO3A Y 50JIbHbIX C CUHAPOMOM AUNATALMOHHOMN
KAPAMOMWONATUM B CONOCTABJIEHUWN C BUONCUEA MUOKAPLA

AnveBa l/I.H.1, Bnarosa O.B.1, larapmHa H.B.1, 1He;J,OCTyrl A.B.1, KoraH E.A.1, CepnoB B.I'I.1, KapoyHukoBa B.B.Q, JoHHMKOB A. E.2,

3aingeHoB B.A.S, KynpusHosa A. |'.4, TepHosoii C.K.

Llenb. M3y4ntb BO3MOXHOCTM My/LTUCINPANLHON KOMMBIOTEPHOW TOMOrpadun
(MCKT) cepaua ¢ KOHTPACTMPOBAHWEM B AMArHOCTVKE MUOKapamTa Yy G0mbHbIX
C CYHAPOMOM AunataumoHHon kapamomuonatum (LKMI) B conoctaBneHuy ¢ aaH-
HbIMV MOPONOrM4ecKoro NCCNeA0BaHNS MMOKapaa.

Marepuan u metoapl. B ocHoBHyto rpynny Bowm 127 naumeHToB (92 MyX4MHbI,
46,9£11,8 net) ¢ cuHapomom AKMI (cpenHuii KOHeYHbIV AMacToNNYeckuii paamep
(KOP) nesoro xenygouka (JTX) 6,6+0,8 cm, cpenHss dpakumsi Boibpoca (PB)
29,7+9,5%, 3 [2; 3] ®K no NYHA). Bcem nposeaeHa 320-cpe3oBas MCKT cepaua
C B/B KOHTpacTvpoBaHvem, 50 naumeHTam BbINOIHEHO MOPHONOr1YecKoe Nccneno-
BaHWe Muokapaa (3HaoMuokapavansHas 6uoncus y 30, MHTpaonepaLmoHHas y 7,
aytonicus y 9, vMccnenoBaHMe SKCMIAHTUPOBAHHOTO cepaua y 4). Mposoannuch
TaKkxe OnpeAeneHne MapkepoB BUPYCHOW MHGEKUMM, YPOBHS aHTUKapAManbHbIX
aHTuten, 9xoKr (Bcem nauveHtam), cumHTUrpadus (n=42), MarHMTHO-pe30HaHCHas
Tomorpacdus (MPT) (n=21), kopoHaporpadus (KAT, n=48). [pynny cpaBHeHNs cocTa-
BuAn 18 naumeHTtoB (12 MyxumH, 69,2+8,5 net) ¢ HasMYMem KOPOHapHOro aTepo-
ckneposa (cteHosbl o1 40%) no paHHeiM MCKT u otcytcTBMeM kputepres OKMI
(cpepHwin KOP J1XK 4,7+0,5 cm, cpeaHsis @B 59,3+4,9%, 0 [0; 2] ®K no NYHA).
Pe3ynbratbl. M0 faHHLIM KOMNAEKCHOO 06CNEA0BAHMS MUOKAPAUT Kak NpuyivHa
cunapoma KM guarnoctuposaH y 79 (62,2%) nauveHTa OCHOBHOW rpynmbl, ero
COyYeTaHne ¢ reHeTMYECKMMI kapamomuonatusmm — ewwe y 19 (15%). Mpm MCKT
Cepaua yyacTky MOHWXEHHOTO HAKOMEHWS BbISIBNEHbI Y 4 NaUMEHTOB OCHOBHOM
rpynnel (3,1%, 1 TMn NO NPeANOXeHHOM HaMU LKae OLEEHKM), OTCPOYEHHOE HaKo-
NeHVe KOHTPACTHOro npenaparta B Muokapae — y 72 (56,7%) naumeHTos: y 12
cy6aHmokapavanbHoe (2 Tn), y 4 nHTpamuokapananbHoe (3 Tun), y 44 cy6anukap-
avaneHoe (4 tvn), y 12 TpancmypaneHoe (5 Tun); y 51 naumeHTa He OTMEYEHO
OTCPOYEHHOr0 HakomnneHus. B rpynne cpaBHEHUS OTCPOYEHHOTO KOHTPACTMPOBA-
HUSI HE OTMEYEHO HW Yy OAHOro 60MbHOr0. YyBCTBUTENBLHOCTb U CNEUMbUYHOCTb
BCEX TWUMOB OTCPOYEHHOTO HAKOMIEHUS B BbISIBIEHWM MWOKApAMTa COCTaBWIN
63,3% 1 78,7%, NonoxuTenbHas 1 oTpuuaTenbHas npeackasaresibHas LLEHHOCTb
86,1% 1 50,7%, cyb6anukapamanbHoro M TpaHcMypanbHoro TunoB — 49,0%,
83,0%, 85,7%, 43,8%, cooTBeTCTBEHHO. [1pUn conoctasneHmn gaHHbix MCKT Heno-
CPeLCTBEHHO C MOPdONOrNYeCKM NCCNEelOBAHUEM MMOKapaa AuarHocTiyeckas
3HaYMOCTb BCEX TWUMOB OTCPOYEHHOTO HAKOMIEHWS B BbISIBNEHWM MUOKapAmTa
cocTaBuna 66,7%, 84,6%, 87,5%, 61,1%, cy6anvkapananbHOro 1 TpaHCMypasib-
Horo TunoB — 52,4%, 92,3%, 91,7%, 54,5%.

Mpy MCKT B OCHOBHOW rpynne BbiSIBNEHbI Takke HEKOMMaKTHbIA Muokapd (n=29,
22,8%), KOpoHapHbI atepocknepos (n=33, 26,0%), KOTOPbI NOATBEPXAEH LaHHBIMU
KAl y 16 naumeHToB. Hannume/0TCyTCTBME OTCPOYEHHOTO HAKOMEHNS NPY COMOCTaB-
nexuvm ganHbix MPT 1 MCKT cosnano y 11 13 21 naupenTa. Y naupenTos ¢ JKMI Bce
TWMbl OTCPOYEHHOrO HAKOMMIEHUS MO MPELJIOKEHHON HaMK LUKane KOpPeaMpoBay C:
1) AMarHoCTMYECKMMM NPU3HaKamm: aBHOCTbIO 6onesHu (r=-0,185, p<0,05), ocTpbim
Havanom (r=0,196, p<0,05), cBa3bio aeblota 3aboneBaHns ¢ uHbekumen (r=0,332,
p<0,001); 2) GpyHKUMOHANBHBIMM NPU3HAKAMM: KTACCOM CEPAEHHON HELOCTATOYHOCTH
(r=0,183, p<0,05), VTI (r=-0,303; p<0,05); 3) cmepTHOCTbIO (r=0,176, p<0,05).
BaknioyeHne. MCKT c OUEHKOM OTCPOYEHHOro KOHTPACTMPOBaHUs (M OLHOBpE-
MeHHon KT-aHrnorpadueit KOPOHApHLIX apTepUin) MOXET WCMOoNb30BaTLCA ANS

HEVHBA31BHON ANArHOCTUKM MUOKapaUTa y nauneHToBs ¢ cuHapomom IKMIT, B Tom
yucne Npv HanMyYMKM NPOTUBOMNOKa3aHuiA K NnposeseHno MPT. OTcpoyeHHOe Hako-
NNeHve KOHTPACTHOro npenapara B MMoKapae KOppenvupyeT C Hann4ynem muokap-
[MTa, CTeneHbl0 GYHKLMOHANbHBIX HAPYLLIEHUIA 1 MPOrHO30M.
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MULTISPIRAL COMPUTED TOMOGRAPHY VERSUS MYOCARDIAL BIOPSY IN DIAGNOSTICS
OF MYOCARDITIS AND PROGNOSIS EVALUATION OF DILATION CARDIOMYOPATHY SYNDROME

Alieva I. N.1, Blagova O. V.1, Gagarina N.V.1, Nedostup A.V.1, Kogan E. A.1, Sedov V. P.1, Kadochnikova V.V.2, Donnikov A. E.2, Zaydenov V. A.3,

Kupriyanova A. G.A, Ternovoy S. K.'

Aim. To study the role of contrast-enhanced multispiral computed tomography
(MSCT) of the heart in diagnostics of myocarditis in patients with the syndrome of
dilation cardiomyopathy (DCMP) comparing to morphological investigation of
myocardium.

Material and methods. Into the main group of study, 127 patients included
(92 males, 46,9+11,8 y.0.) with DCMP syndrome (mean end diastolic size (EDS) of
the left ventricle (LV) 6,6+0,8 cm, mean ejection fraction (EF) 29,7+9,5%, 3 [2; 3]
FC by NYHA). All underwent 320-slice MSCT of the heart with i.v. contrast,
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50 underwent morphological investigation of myocardium (endomyocardial
byopsy in 30, intraoperational in 7, autopsy in 9, explanted heart study in 4). Also,
viral infection markers were studied, as the level of anticardiac antibodies, EchoCG
(all patients), scintigraphy (n=42), magnete-resonance tomography (MRI) (n=21),
coronary arteriography (CAG, n=48). Comparison group included 18 patients (12
males, 69,2+8,5 y.0.) with coronary atherosclerosis (stenosis form 40%) by MSCT
and absence of DCMP criteria (mean EDS LV 4,7+0,5 cm, mean EF LV 59,3+4,9%,
0[0; 2] FC by NYHA).

Results. By the data from complex investigation, myocarditis as the main cause
of DCMP syndrome was diagnosed in 79 (62,2%) patients of the main group, its
comorbidity with genetic cardiomyopathies — in 19 else (15%). In MSCT of the
heart the areas of lower accumulation were found in 4 patients from main group
(3,1%, type 1 by the proposed evaluation score), delayed accumulation of the
contrast in myocardium — in 72 (56,7%) patients: in 12 subendocardial (type 2),
in 4 intramyocardial (type 3), in 44 subepicardial (type 4), in 12 transmural (type 5);
in 51 patient there was no delayed accumulation. Sensitivity and specificity of all
types of delayed accumulation in diagnostics of myocarditis were 63,3% and
78,7%, positive and negative predictive value 86,1% and 50,7%, subepicardial
and transmural types — 49,0%, 83,0%, 85,7%, 43,8%, respectively. While
comparing the data of MSCT directly with morphological study of myocardium,
diagnostic significance of all types of delayed accumulation in myocarditis
revealing was 66,7%, 84,6%, 87,5%, 61,1%, subepicardial and transmural
types — 52,4%, 92,3%, 91,7%, 54,5%, respectively.

JwunatanmonHast Kapauomuonatust (AKMIT) — ato
nopaxkeHue MHUOKapAa C paclldupeHueM JIeBOro WM
000HX KeJTyT0YKOB ceplla, HapyllIEeHUEM COKPaTUTEIb-
HO¥ (DyHKIIMY MHOKapAa 1 HOPMAJIbHOM TOJIIIIMHON CTe-
HOK JieBoro kenynouka (JI2K), He BeI3BaHHOE apTepralib-
HOUM TUINEePTOHUEH, MIIEMUYECKOW OOJe3HbIO cepala
(UBC) mnm mopokamu cephiia M XapaKTepu3yIoIeecs
pPa3BUTHEM XPOHMYECKOW CEPAEYHON HEIOCTaTOYHOCTHU
(XCH) [1].

K pazsutuio kaptunsl JJKMII MoxeT NpuBOAUTH
MHOXECTBO MPUYUH U MX coueTaHuil. Ham mipencrasisi-
€TCS, YTO Ha 3Tafe BBISICHEHMSI 3TUX INPUUYMH Oosee
TOYeH M yoobeH TepmuH “cuamapoM JKMII” [1, 2], KoTo-
PBIN TOJDKEH pacCcMAaTpUBAThCS KaK “BXOMHOI TUAarHO3”
y BCeX MallMEHTOB C AuJaTalreil KaMep cepaia U CHIKe-
HHE€M COKPaTMMOCTH HEYyTOYHEHHOTrO reHe3a. B kauecTBe
BO3MOXHBIX TpuunH cuHapoma JJKMII paccmaTtpuBamoT
TOKCHYECKHE (haKTOPHI, SHIOKPUHHBIC 3a00JICBaHUS,
nHGEKIUN, ayTOMMMYHHBIC 3a00JIeBaHUS, IIepHIIap-
TaJIbHYI0 KapAMOMMOIIATUIO, CUHAPOM HEKOMIIAKTHOTO
muokapaa JIZK, OMBEHTpUKYJISIPHBIM BapuaHT apUTMO-
TeHHOM OWCIIa3uM TpaBoro Xemymouka (IT2K) [1].
B ocnoBe cooctBeHHO JIKMII Kak oTaeabHOM HO3010T 1~
yecKoi (hOpMBbI JiexkaT TeHETUYECKUE U HEYCTAaHOBJIEH-
HbIE TIPUYUHBI.

JKMII BcTpeuaeTcss BO BceX CTpaHaxX Mupa, Iopa-
KaeT MPEeUMYIIEeCTBEHHO JIULI TPYA0CITIOCOOHOTO BO3pac-
Ta, IPUBOAUT K MX CTOMKON WMHBAJIMAM3ALMU, MpEeXe-
BPEMEHHOI CMepTU, a TakXe B HacTOsIIee BpeMs
SIBJISIETCSI OTHOM M3 TJIaBHBIX MPUYUH, BEAYIIMX K TPaHC-
uraHTanum cepana. 3aboneBaemocts JJIKMIT coctaBisger
5-7,5 caygaeB Ha 100 teIc Hacenenus B rox [3]. Ha momo
JKMIT xak nipuunnsl passurnsts XCH npuxomurcsa 11%
HabomoneHuit [4]. Tlo maHHBIM SHIOMMWOKAPIUATLHON

By MSCT in the main group also the non-compaction myocardium was found (n=29,
22,8%), coronary atherosclerosis (n=33, 26,0%), confirmed by CAG in 16 patients.
Presence/absence of delayed accumulation by our proposed score correlated
with 1) diagnostical signs: duration of illness (r=-0,185, p<0,05), acute onset
(r=0,196, p<0,05), connection of onset and infection (r=0,332, p<0,001); 2)
functional signs as the class of heart failure (r=0,183, p<0,05), VTI (r=-0,303;
p<0,05); 3) mortality rate (r=0,176, p<0,05).

Conclusion. MSCT with the evaluation of delayed contrast accumulation (and
synchronic CT-angiography of coronary arteries) can be used for non-invasive
diagnostics of myocarditis in patients with DCMP syndrome, including if MRI
contraindicated. Delayed accumulation of contrast in myocardium correlates with
myocarditis presence, the grade of functional disorder and prognosis.

Russ J Cardiol 2017, 2 (142): 39-49
http://dx.doi.org/10.15829/1560-4071-2017-2-39-49

Key words: dilation cardiomyopathy, myocarditis, endomyocardial byopsy,
multispiral computed tomography of the heart, delayed contrasting.

'|.M. Sechenov First Moscow State Medical University of the Ministry of Health,
Moscow; “SPC “DNA-technology”, Moscow; *FC Shumakov Center of Transplantology
and Artificial Organs, Moscow; *SR Clinical Institute for Pediatrics of N.I. Pirogov
Russian National Research Medical University (RNRMU), Moscow, Russia.

ouoricnu (DMB) ogHOI 13 OCHOBHBIX IPUINH CUHIPOMA
JAKMII sBasieTcs MUOKAPAUT, YaCTOTA BBISIBIICHUS KOTO-
poro Bapsupyer ot 9 10 64% [3].

MmuoKapauTHl OTJIMYAIOTCS BBIPAKCHHBIM KIMHWYC-
CKuUM TmonuMopdusmMom, paszButue cuHapoma JIKMII
SIBIIICTCSI OMHUM M3 HanOoJiee TSDKENIBIX W HeOIaronpu-
SITHBIX BApMAHTOB TCUCHUSI 3TOTO 3abojeBanust. YacroTa
MHOKApIUTOB pa3JIMIHa IT0 JaHHBIM Pa3HBIX UCCIIeIOBa-
Huit: onu coctaBistioT 20-30% Bcex HEKOPOHAPOIeHHBIX
3a0ojieBaHMii cepaua [6, 7], Opu OCTPHIX BUPYCHBIX
nHdexuusix paspusaiorcs B 10% ciyyaes [8]. I1pu nato-
JIOTOAHATOMWYCCKNX WCCIICIOBAHUSIX MUOKApPAWT IHa-
rHocTupyeTcs ot 1-9% B nonyisiuuu [9] no 42% y nui,
YMEpPIIUX B BO3pacTe MOJOXe 35 JIeT IT0 HeM3BECTHOM
npuunne [10, 11].

KiamHnmdeckass IuarHOCTHKA MHOKApOWUTOB CJIOXHA,
“30JI0TBIM CTaHAAPTOM” TO-TIPEXHEMY OCTAaeTCsI OMOTII-
cHsl MHOKapza, KOTopas JajeKo He BCeTIa BEITTOTHMMA.
M3 HeMHBa3UBHBIX METOAMK HanboJiee MHMOPMATUBHOM
CUMTAeTCs] MarHUTHO-pe30HaHCHas1 Tomorpadpus (MPT)
¢ B/B KOHTpacTHpoBaHMeM. McIonb3yeTcss (eHOMEH
“OTCPOYECHHOTO KOHTPACTUPOBAHUS” MUOKAapa JIJIsI Ia-
THOCTHKM Pa3JIMYHBIX MHOEKIMOHHBIX, BOCHAINUTEIIb-
HBIX, TEHETUYCCKUX 3a00JIeBaHMIT MMOKapaa, Kapauo-
mmornaruii [12]. OgHaKO ee IyBCTBUTEIBHOCTh U CIICIIM-
(uunocth cocrasisior ot 50% 1m0 90% u cylecTBEHHO
CHITXAIOTCS IIPH XPOHMYECKUX (hopMaxX MHMOKapamuTa
[13], KoTOpBIC Yallle BCETO U1 JIEKAaT B OCHOBE CHHIpPOMA
JAKMII. ITposeaenne MPT Ha ceromHsIIHUIA AEHb IPO-
THUBOMOKA3aHO TAalWeHTaM C WMIUIaHTUPOBAaHHBIMU
BIIEKTPOHHBIMU YCTPOMCTBAMH, KOTOpBIE IIHMPOKO
WCITOJIB3YIOTCST Y OOJIBHBIX C MIOKAPINTAMMU.

B »roif cuTyanmm IpUMeHEHUE APYTOro COBPEMEH-
HOTO METOIa BU3YAIM3allu — MYJIBTUCITNPATBHOI KOM-

40



OPUI'MHAJIbHBIE CTATBA

meioTepHOil Tomorpadum (MCKT) cepaiia — mprobpe-
TaeT ocoOwlii mHTepec. B ornmume ot MPT, merton
HE TOJNIBKO MOXET WCIIOJIb30BaThCSI Yy ITAllMeHTOB
¢ UMIUTAHTUPOBAHHBIMH 3JICKTPOHHBIMM YCTPOMCTBAMM,
HO ¥ TIO3BOJIICT OTHOBPEMEHHO IIPOBOIWUTH OIICHKY
COCTOSTHUSI KOPOHAPHEIX apTepuii, KOTopas HeooXommma
npu cuHapome JIKMII. EcTb HeCKOJbKO paboT Mo usyue-
HUIO (eHOMEHa “OTCPOYCHHOIO0 KOHTPACTHUPOBAHUS’
muokapaa mpu MCKT cepaiia ¢ BHyTpUBEHHBIM KOHTpaA-
CTUPOBAaHUEM [JII OUAaTHOCTUKHN XHM3HECIIOCOOHOCTHU
muokapaa y 6onpHEIX UBC [14], a TakkKe MUOKapaIHaIb-
Horo (pubpo3sa y MalureHTOB C pa3JIMYHbIMU 3a00JI€BaHU-
SIMUA cepila B collocTaBieHUM ¢ ganHbiMu MPT [15],
MOKa3aBIlIMEe XOPOIIMEe AUArHOCTUYECKUE BO3MOXHOCTU
JaHHOTrO MeTtoma. OTHAKO MCCIeHOBAaHMS BO3MOXKHOCTEH
MCKT ¢ BHYTpMBEeHHBIM KOHTPACTHPOBaHMEM B IUa-
THOCTUKE MMOKapIWTa, TeM 0o0jce B COIIOCTaBICHUU
¢ Omorcueil MruoKapaa, HUKOTAA He IIPOBOAWINCH, 9TO
JleJIaeT HACTOSIIYIO PabOTy BEICOKO aKTyaIbHOM.

Llenpio HACTOSIIETO WCCICIOBAHMUS OBLIO WM3YUHUTh
Bo3MmoxxHoctu MCKT ceppiia ¢ BHyTpUBEHHBIM KOHTpaA-
CTUPOBAaHMEM B OWATrHOCTHUKE MHOKApAWTA Y OOJBHBIX
¢ cungpomoM JAKMII B conmocraBieHun ¢ Mopdoaoru-
YeCKHAM HMCCIIeIOBaHNEM MHUOKapa.

MaTtepuan u metogbl

B ocHoBHYI0 rpymiTy Boniu 127 mamueHToB (92 MyXK-
YUHbBI, CpeaHuil Bo3pacT 46,9+11,8 jieT) ¢ cMHAPOMOM
JKMII. KputepusiMmu BKIIOUeHUS ObLIM BO3pACT CTapliie
18 set, KoHeuHBIN muacTonmdeckuit pasmep (KIP) JIK
6osee 5,5 cM, ppakuus Beiopoca (PB) JIXK menee 45%
W HaJIMIMe MMMCbMEHHOTO MH(POPMUPOBAHHOTO COTJIACHS
MMaIeHTa.

B xagecTBe KpuTepreB HEBKIIOUCHNS MBI pacCMaTpH-
B KIP JIXK or 5,5 cm u menee, ®B JIK or 45%
n Oojee, MpOTUBOMOKa3aHUA K mpoBeneHnio MCKT
(anmneprust Ha Mo, CKOpOCTh KIyOOUKOBOM (PUIIBTpaLIuKU
MmeHee 40 MII/MUHYTY), WH(PAPKT MUOKapaa/OCTPhIi
KOPOHAPHBI CHHIPOM OABHOCTHIO MeHee 6 MecsleB,
BpOXICHHBIC TOPOKHU cepaia (3a nckimoueHnem JIMITIT
0e3 3HAaYMMOTr0 cOpoca), peBMaTHYeCKMe ITOPOKH Ceparia,
WHGEKIMOHHBI SHIOKAPOWUT, THUPEOTOKCHUUYECKOoe/
TUNEPTOHUYECKOE Cepille, TUrepTpodudeckast Kapamo-
Muonatusi, IUOOy3HBIE OO0JEe3HU COCOTUHUTCIBHOM
TKaHW, BepU(HUIIMPOBAHHBIE CHUCTEMHBIC BaCKYJIUTHI,
nuMmdonponudepatuBHbie 3a00JieBaHUSI, OIlepalLus
Ha ceplle TaBHOCTHIO MeHee 2 MecsIeB, 0epeMEeHHOCTb.
Kpureprem MCKIIIOUeHUS W3 MCCIACHOBAHMS CTaJl OTKa3
MMaIleHTa OT YJaCTUsI B HEM.

¥ Bcex 6ompHBIX nMeach XCH, cpemamnii ¢hpyHKIIHO-
HampHEIN Kmacc (PK) mo NYHA cocrasun 3 [2; 3].
Y OoJbIIMHCTBA TMALMEHTOB OBLIM pacIIMpPeHbl BCe
kamepsl cepana. CpenHue 3xokKapauorpaduueckue
napaMeTpbl B OCHOBHOM rpynmne coctaBuau: KJIP JI2K
6,6+0,8 cMm, KOoHe4yHBII amacroiandeckuii oobem JIDK
(KOO) JIXK 195,9477,7 M, KOHEUHBIN CHUCTOJIMIECKUI

oobem JIK (KCO) JIXK 137,9£66,8 mu, ®B JIXK
29,7%9,5%, 06vem neBoro npeacepaust (JIIT) 108,95+40,3
M, 06beM mpaBoro mpencepaust (ITIT) 88,2+41,1 M,
pasmep 12K (ITXK) 3,2+0,7 cM, cucTomaeckoe JaBJIcHIE
B jerounoii aprepun (CJIA) 42,6+13,8 MM pT.CT.

JlabopaTopHO-UHCTpYMEHTalbHOE OOCIeI0BaHE
BkiItovasno onpeneneHue JJHK kapauoTpommHbIx BUPYCOB
(MeTomOM TMOJNMMEpa3sHOM IIETTHON peakIuu), YPOBHS
AHTUKApIWAIbHBIX aHTUTeI B KpoBu, DXxoKI (Bcem
nanueHTaM), cuuHTHTpadumo Mmokapma (n=42), MPT
cepmia (n=21), xkopoHapoanruorpapuo (KAI, n=48).
Kpowme Toro, 50 mamyeHTaM BBITTOJTHEHO MOpPGhOJIOruye-
CKOE WCCIIeOOBaHME MHUOKapaa (3HIOMHOKapAuaIbHAas
ouoricust v 30, mHTpaollepallnoHHas y 7, ayTOICHA y 9,
WCCIeIOBaHNEe SKCIUIAHTUPOBAaHHOTO cepama y 4).
Hcronp30Baich OKpacKM TeMAaTOKCHIMHOM-303MHOM,
no BaH [130HY, MO MOMOJHUTCIHHBEIM ITOKA3aHUSIM —
PAS peaxkiinst m okpacka KOHTO KpacHBIM. JmarHocTmka
MHOKapINUTa IIPOBOAMIACH COINIACHO JlamraccKuM Kpu-
TEePUSIM.

Bcem 6onbHbIM npoBeneHa MCKT cepatia ¢ B/B KOH-
tpactupoBanueM. MCKT mnpoBomuiach Ha ammapare
Toshiba Aquilion ONE (Toshiba, AmoHus) ¢ MmpuHOR
netekropa 16 cm (320 psimoB), BpeMeHeM 000poTa TpyOKu
350 mc. MccrenoBaHme BBITIOTHSUIOCh B HATUBHYIO (ha3y
(I moacdyeTa KOPOHAPHOTO KaJBIIMS M TOYHOTO OIIpe-
IeJdCHUST 30HBI CKAaHWPOBaHWS) W Ha (hOHE BBEICHUSI
KOHTpPacTHOTO mpemapaTa. KOHTpacTHBIM Iipemapar
(comepxanue #oma 350-370 mr/mi) B KonmuectBe 60-90
MJI (B 3aBUCIMOCTHU OT MAcCCHI TeJIa TAlMECHTa) BBOMWIICS
C TIOMOIIIBI0 aBTOMATHMYECKOTO MHBEKTOpPA B KyOUTallb-
HYI0O BEHY, 3aTeM IOIOJIHHUTCIHLHO BBOAWIOCH 30 M
(bM3MOIOTMUECKOTO pacTBOpa IS YMCHBIICHMSI apTe-
(bakTOB OT KOHTPACTHOTO IIpeIiapara B IPaBBIX OTIeIaxX
cepaira. ToMmorpadust IIPOBOOMIACHE CO CICOYIOIIMMU
napaMmeTpamu: ity 0, 6e3 rmepemerieHns croua, 120 KV,
150-300 mAs, 30Ha ckanupoBaHus 1o ocu Z 10-16 cM.
OrcpoueHHas dasza WISl OLICHKN HAKOIICHMST KOHTPACT-
HOTO IIpemapaTa MHOKapIOM MpoBomuiachk depe3 10
MHUHYT OT apTepuaibHoi (aspl. [locTo6padboTKa BKITIO-
Yajia moICcYeT KOPOHAPHOTO KaIbIINS, ITOCTPOCHUE MYJIb-
THIJIAHAPHBIX ¥ TPEXMEPHBIX N300pakeHNI, Ka4eCTBeH-
HYIO OLICHKY OTCPOYEHHOTO HAKOIUICHUSI KOHTPACTHOTO
npenapata. J103a peHTTeHOBCKOTO O0JIydeHUS HE TIPEBhI-
maja 10 mSv.

Ipynmy cpaBHeHMs coctaBuau 18 mammeHTOB (12
MYXYMH, CpeIHMII Bo3pacT 69,2%8,5 jer) ¢ mpenrnosno-
KHUTEJIbHO HEBOCITAJIUTEIbHBIM, KOPOHAPOT€HHBIM ITOpa-
XKeHreM MuoKapma. Kpurepusamu BKIIOYECHUS B 3Ty
TPYIIITYy OBUIM BO3pacT cTapiie 18 jieT, Haaudre KopoHap-
HOro arepockieposa (cteHo3bl oT 40% IO AaHHBIM
MCKT), He3aBUCHMO OT HAJIWYMsI/OTCYTCTBUS UIIIEMUH,
orcyrctBue kpurepue JKMIT (KIP JIXK <5,5 cm, ®B
JIK >45%), nHanuuue NUCbMEHHOIO0 MHMOPMUPOBAH-
HOTO corjlacus manueHTa. KpurepnsiMm HEBKITIOUCHHS
B rpymmy cpasHeHus osumn KAP JIK >5,5 cm, @B JIK
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JInarHo3 1o JaHHbIM
MOP(MOTOrMIECKOTo UCCIeIOBAHMS

8,0%

8,0%

14,0%

70,0%

1 B Muokapaur
2 @ Muokapaut+reH. KMIT
3 @ Tenernyeckas KMII

Puc. 1. Hozonorunyeckas cTpyktypa 605bHbIX ¢ cuHapomom JKMIT.

JInarHos 1o JaHHbIM
KOMITJIEKCHOTO 00CIIeOBAHMSI

4 O NIMKC
5 O Tokcuueckas KMIT
6 0 MUKC

Cokpauwenus: KMIM — kapanommonatus, MMKC — noctmuokapautuieckmii kapanocknepos, MNKC — nocTuHdapKTHLINA Kapanocknepos.

<45%, nporuBomokazaHusi K mpoBegeHuio MCKT
(ayuteprus Ha #om, CKOPOCTh KIIyOOUKOBOM (DIITBTpaIIN
MeHee 40 MJI/MUHYTY), BPOXJIEHHbBIE U PeBMATUIECKOE
IIOPOKU Cepana, WHGEKINOHHBIN SHIOKAPINUT, TUPECO-
TOKCHYECKOE/TUTIEPTOHNIECKOE CcepAlle, TUIepTpodu-
YyecKasi KapaIuoMHuoIaTus, nudy3Hble 00JIe3HN COeau-
HUTEJTBHOU TKaHU, BepHMOUIMPOBAaHHBEIC CHCTEMHEIC
BACKyJINTHI, JUMdoIpoandepaTuBHbBIC 3a00JIeBaHUSI,
orepalys Ha ceplle JaBHOCThIO MeHee 2 MecsIlieB, oepe-
MeHHOCTh. OTKa3 IManueHTa OT YIacTUsI B MUCCIICAOBaHNN
CITYKU/JI KpUTepHEeM UCKITIOUCHMSI.

V¥ 61% nauueHTOB rpymnibl cpaBHeHus umenach XCH,
cpemanit @K mo NYHA cocrtaun 0 [0; 2]. OcHOBHBIE
BXOKapamorpadudecKre IapaMeTphl B TPYIIIE CpaBHE-
HUs HaXOOWINCh B HOPMAaIBHBIX IIpenenax (CpemHue
KIP JIX 4,7+0,5 cMm, KOO JI2K 101,7£28,3 M1, KCO
JI2K 40,2+11,2 mu1, 06bem I1IT 56,2+21,2 mi, pasmep T12K
2,6+0,5 cm, ®B 59,3+4,9%, CAJIA 31,6+8,4 MM pr.cT.,
Julb cpenHuit oobeM JITT HECKOIbKO MpeBbIlIal HOPMY
(74,7£20,6 mi).

O6mIMii cpok HabOIIOaeHMS cocTaBw 12 [2; 32] mecs-
1eB. OCHOBHOUM KOHEYHON TOYKOM ObLIAa JIETAJIBHOCTH
B TeUCHME CPOKA HAOTIOACHMSI.

IIpoBenenne wmcciieqOBaHUS OMXOOPCHO JIOKAJTBEHBIM
stndeckuM KomutetoM IlepBoro MI'MY mm. CedeHoBa
(rmporokon Ne 05-15 ot 20.05.2015).

Cratuctiyeckasg o0pabOTKa MOJydeHHBIX Pe3YJIBTa-
TOB IIPOBeIcHA ¢ TToMOIIb0 mporpamMMbl SPSS 21. Komm-
YeCTBEHHBIC IPU3HAKHU IIpeacTaBIeHb Kak M+SD (cpen-
Hee 1 cTaHOApTHOE OTKJIOHEHME) JIMOO B BUAE MEAUAHBI
c yKazaHueM 1-ro u 3-ro KBapTuiieid. Pazmmamst cantanmch
sHaunMBIMU TIpH p<0,05. PHCK OoLIeHUBAIM C TTOMOIIIBIO
pacyeTa OTHOIICHMS IIAHCOB U BEJIMIMHBI OTHOCUTEIIb-
HOTO pHCKa.

Pesynbrathbl

Pe3yabTaThl HO30J10rHYECKON AUATHOCTHKHA Y NALEH-
T0B ¢ cunapomoM JIKMII. ITo manHBIM MoOpdoIOoTHYC-
CKOTO MCCemoBaHUs (BBIMOMHEHO 50 OOJIBHBIM OCHOB-
HOM TPyNIIhI) MHOKAPIUT AMATHOCTHPOBAH Y 35 MallMeHTOB,
€0 COYEeTaHUE C TCHETUICCKUMM KapIUOMHUOIIATUSIMHA —
eme y 7 OOMBHBIX, Y 4 MAllMCHTOB BBISIBJICHA KapTUHA
M30JIMPOBAHHONM HEYTOYHCHHOI T¢HETUYECKON Kapamo-
MUOITATHH U ellle Y 4 MalleHTOB — IMTOCTMHUOKAPIUTIIC-
CKMit Kapmmockiepo3 (puc. 1, 2). BupycHBII TeHOM
B Muokapae obHapyxeH y 50% OOJbHBIX, Ipeobsiamai
mapBoBupyc B19 (68%), Takke OBUIM BBISIBJIEHBI BHPYC
OmmreitHa- bappa, IUTOMeTan0BUPYC, BUPYCHI IIPOCTOTO
repreca 1, 2 u 6 TUIIOB.

[To maHHBIM KOMILIEKCHOTO 00CIeIOBAHIST MIUOKAPIUT
Kak mpuumHa cuHapoma JIKMII muarHoctupoBaH y 79
MaeHTOB OCHOBHOM TIpyImmel (n=127), ero coderaHme
C TCHETUYCCKNMU KapIHOMHUOIIATHSIMA — Y 19, m3ompo-
BaHHas TeHeTUYeCKas KapamoMuonatus y 19, Tokcu-
yeckasl (aJIKOroJIbHAsI) KapAVMOMMOIIATUS Y 4, TTOCTMHO-
KapIUTHUIECKII KaparoCcKIIepo3 y 4; KpoMe TOTo, y 2 00JTb-
HBIX, HECMOTPSI Ha OTCYTCTBHE MCXOMHBIX TAHHBIX, TUATHO-
CTUPOBaH MTOCTUH(MAPKTHEIN KaparuocKiepos (puc. 1).

JanHble mHTpaoneparonHoi ouoncuu JIK, okpac-
Ka TeMaTOKCWJIMHOM-303MHOM, OOJIBIIOC YBEIMICHHUE:
BBIpaxkeHHasI (6oiree 14 KIIETOK B I0JIe 3peHMs) TIeprUBa-
CKyJIsIpHasI (clieBa) TMM@POTUCTHOIIUTapHAS MH(MUIBTPa-
Ous; yTpaTa OTOCABHBIMM KapIWOMUOIIUTAMH SIEp
¥ TIOTIePEYHON MCUEPUCHHOCTH KaK MPU3HAK IIyOOKOM
muctpodun W Hekposa (B meHTpe). Meromom IILIP
B Mmuokapae BoisgBieHa JHK Bupyca repmeca 6 tuma
u TapBoBupyca B19. Mopdomornuyeckoe mcciaemoBaHme
K (ayromcms), oKpacka TeMaTOKCHJIMHOM-303MHOM,
Majioe yBelImdcHHe: (UOPO3HO-XKMPOBOE 3aMEIICHUE
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Bupbl 0OTCPOYEHHOr0 KOHTPACTUPOBAHUS U Apyrue M3MeHeHus no paHHbim MCKT

MCKT c B/B KOHTPaCTMPOBaHNEM
n

- HET OTCPO4EHHOr0 KOHTPACTUPOBaHUA

1 1n MOHVXEHHOE HAKOMJEeHNE KOHTPACTHOro Npenapara

2 Tun cy63aHA0KapAVabHOE OTCPOYEHHOE KOHTPACTUPOBaHNE
3Twn VHTPaMypasibHOe OTCPOYEHHOE KOHTPACTUPOBAHME
41un cy6anvkapananbHOe 0TCPOYEHHOE KOHTPACTUPOBaHUE
5Tun TPaHCMypasbHOE OTCPOYEHHOE KOHTPACTUPOBAHME

Hanuune cTeHo30B KOpoHapHbIX apTepuin >40%
MoaTsepxaeH no AaHHeiM KAT y n nauneHToB

CUHAPOM HEKOMMAKTHOro Muokapaa JK

Mopdonorvyeckas Bepudukaums anarHosa

Tabnuua 1
OcHoBHas rpynna I'pynna cpaBHeHus
(n=127) (n=18)
% n %
51 40,2 18 100
4 3,1 0 0
12 9,5 0 0
4 3,1 0 0
44 346 0 0
12 9,5 0 0
33 25,9 18 100
16 12,6 5 27,8
29 22,8 1 5,6
50 39,4 0 0
Tabnuua 2

JAnarHocTunyeckas 3Ha4MMOCTb Pa3/INYHbIX TUMOB
OTCPOYEHHOr0 KOHTPACTUPOBAHUS B BbISIBJIEHUM MUOKapAUTA Y NALMEeHTOB OCHOBHOM rpynnbl,
a TaKxe npu HenocpeacTBEHHOM CONOCTaB/eHMU ¢ MOPdONOrn4ecKuM uccneaoBaHMeM Mmokapaa

JnarHoctvka mmokapanTa YyBCTBUTENBHOCTb CneundunyHocTb  + npenckasaTenbHas LLEHHOCTb  — NpefckasatesbHas LIeHHOCTb
Jto6oi1 TN OTCPOYEHHOTO HAKOMIEHMS 63,3% 78,7% 86,1% 50,7%

4,5 TUNbl OTCPOYEHHOrO HAKOMEHUS Y BCEX 49,0% 83,0% 85,7% 43,8%

nauyeHToB

Jio60oi1 TN OTCPOYEHHOTO HAKOM/IEHMS 66,7% 84,6% 87,5% 61,1%

Y NaLMEHTOB, KOTOPbIM BbINOIHEHO

MOpONOrMyeckoe nccnefoBaHe Mokapaa

4,5 TUNbI OTCPOYEHHOrO HAKOMNEHUS Y NaumeHToB, 52,4% 92,3% 91,7% 54,5%

KOTOPbIM BbINOHEHO MOPHONOrNYECKOe
ncenenoBaHue Mmokapaa

MHoOKapaa KakK MapKep apuTMOreHHou mucrurazmm I12K
(ctipaBa).

Cpenu reHeTnuecknx gopM cuHapoma JKMIT nam-
0oJree YaCTBIMM OKa3aJINCh HEKOMITAKTHBIN MuoKap JIZK
(n=15, B 1 cIy4ae BBISIBJICHA ITATOTCHHASI MyTaIlis B TeHE
MMO3WH-CBsI3bIBatomero nporenda C MYBPC3, B ocTaib-
HeIX JJHK-amarnoctrka mpomoinKaeTcs ), apuTMOTeHHAST
muctiasust 12K (n=3, B 1 ciiyuae BBISIBICHa MyTaImus
B TeHe mecMmoruiakuHa DSP). beum mmarHOCTHPOBaHBI
Takke Muoanctpodus Dmepu-Apeiidyca (n=1, MmyTams
B reHe 1aMuHa LMNA) 1 HeyTOUHEHHbIE TEHETUYECKUE
dbopmel (n=19).

ITpu MCKT cepniia ¢ BHYTpUBEHHBIM KOHTPACTHAPO-
BaHMWEM Ha OTCPOUYCHHBIX N300paKeHUSIX CepaIla yYaCTKU
IMOHIKEHHOTO KOHTPACTUPOBAHUS MHOKapAa OIpeIess-
JIUCh Yy 4 MalUeHTOB OCHOBHOM rpymmbl (3,1%, 1 Tun
10 TIPETOKCHHOI HaMM IIKaJie OICHKH), OTCPOYCHHOE
HaKOIUICHWE KOHTPACTHOTO IIpeIiapaTta B MHOKaplae —
y 72 (56,7%) maumenToB: y 12 Ccy0sHmOKapauMaIbHOE
(2 Tim), y 4 mHTpaMHOKapauaibHoe (3 Tui), y 44 cyo-
snuKapauanabHoe (4 Tum), y 12 TpaHcMypaibHoe (5 THM);
y 51 manmeHTa HE OTMEUEHO OTCPOYCHHOTO HAKOTUICHHUS,
Tabnuua 1, pucyHox 3.

B rpyrmy cpaBHEHUSI BOIILIH ITAITMEHTHI ¢ TMATHOCTH -
poBaHHEIM TIpu MCKT KopoHapHBIM aTepOCKIEPO30M
(xmmHngeckn y HuX mMenruch MBC, rumeproHmdeckast
00JIe3Hb, pa3IMIHbIC HAPYIICHHUS pUTMa Cepalia), OTCPO-
YEeHHOTO KOHTPACTUPOBAaHMS HE BBHISIBIICHO HU Y OTHOTO
0OO0JILHOTO.

IMo maraeiM MCKT cepaiia ¢ B/B KOHTpacTHPOBa-
HUEM CTCHOTHYECKOE MOpakeHNe KOPOHAPHBIX apTepui
(crenosbl 6osee 50%) BHISIBIICHO Y 28 TAllMEHTOB OCHOB-
HOH TPYIIIBI; €r0 HaJWdHhe ITOATBEPKICHO ITaHHBIMU
KAT y 13 mammnenToB; 9 6ompHBEIM KAI He TpoBOIMIIACE,
y 6 — cTerneHb KOPOHAPHOIO arepockieposa mpu KAT
oKazajach MeHee BBEIpakeHHOoIt, ueM 1o nanHeiM MCKT.

OmnpeneneHa OTUaTHOCTHYECKAs] 3HAYUMOCTh OTCPO-
YeHHOTO KOHTPACTUPOBAHMSI MHMOKapaa IO HTaHHBIM
MCKT B BBISIBICHMHM MHOKapauTa (110 DJAaHHBIM KOM-
TUIEKCHOTO 00CjeN0BaHusl) y OOJIbHBIX C CHMHIPOMOM
JAKMII. YyBCTBUTENBLHOCTh U CHELM(PUUHOCTh BCEX
TATIOB OTCPOYCHHOTO HAKOIUICHUSI B BBISIBICHUU MMO-
Kapauta coctaBuim 63,3% wm 78,7%, monoxuTenbHast
M OTpMLATeNIbHAs IIpeacKa3aTe/ibHasl LIEHHOCTh 86,1%
u 50,7%, cy03nuKapauaJbHOTO U TPaHCMYpPaJbHOTO
tunoB — 49,0%, 83,0%, 85,7%, 43,8%, COOTBETCTBEHHO.
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Puc. 3. PasnunyHble TUnbl 0TCPOYEHHOro KoHTpacTMpoBaHus npu MCKT cepaua.
MpumeuaHue: cnesa caepxy — Anddy3HbI cyGanukapananbHbii TUM HAKOMIEHUS, CNpaBa CBEPXY — TPAHCMYPasbHbIA TUM HAKOMIEHWS, CNEBA CHU3Y — UHTPaMUoKap-
LmanbHbIA TV HAKOMNEHWs, CnNpasa CHU3Y — CYO3HA0KapAVabHbIA TUM HAKOMNEHWS (yka3aHbl CTpenkamu).
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Puc. 4. Koppenaumsa gaHHbIx MOPhON0Ornieckoro nccneaosanms mnokapaa n MCKT cepaua ¢ B/B KOHTPACTUPOBAHMEM.
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YacTtoTa JIeTaJIbHbIX UCXOHAO0B B 3aBUCUMOCTU OT HAJTMUUS OTCPOYCHHOI'O HAKOIUICHWA U €ro TUIIa
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Puc. 5. Koppensiums TMnoB 0TCPOYEHHOMO HakonneHns no aaHHbiM MCKT ¢ nporHo3om y 60/bHbIX ¢ cuHapomom JKMI.

IIpn comoctaBnenun ganHbix MCKT Henocpen-
CTBEHHO C MOP(OJOTHICCKUM HCCICIOBAHUEM MHO-
Kapaa 9YyBCTBUTEIBHOCTb M CHEIM(UIHOCTb BCEX THIIOB
OTCPOYECHHOTO HAKOIUICHUSI B BBISIBJICHMN MMOKapIWTa
coctaBunu 66,7% u 84,6%, Moja0XUTENIbHAS U OTPHULA-
TeJbHas MpeAcKaszaTeiabHas LeHHocTh 87,5%, 61,1%,
CyOSIMKapAMaJbHOTO M TPAaHCMYPaJIbHOTO THUIIOB —
52,4%,92,3%, 91,7%, 54,5%, coorBeTCTBEHHO (Tab1. 2).

V namuenTtoB ¢ cunapomoM JKMII Bce Tumbr oTcpo-
YEeHHOTO HAKOIUICHUS 10 TPEIIOXKCHHON HAMM IIKae
KOPPETUPOBAIIN C: 1) TMAaTHOCTMYECKUMHU ITPU3HAKAMIUT:
maBHOCTEIO 6one3Hu (r=-0,185, p<0,05), ocTpeiM Haya-
nom (r=0,196, p<0,05), cBs3pio Oebi0Ta 3a00JIeBaHMS
¢ mHpeknueit (r=0,332, p<0,001); 2) mopdomormae-
CKMMU TIpU3HAKAMU: HAJIMYKEM BOCITAJTUTEIBHOMN JIMM-
dounraprHoit mubMIETpaun (r=0,320, p<0,05), rumep-
Tpoduu n/mmm nucTpodun Kaparuommonnutos (r=0,320,
p<0,05); 3) pyHKIIMOHAIBPHBIMA ITPU3HAKAMU: KIIACCOM
cepaeunoir HemoctaTouHoctu (r=0,183, p<0,05), VTI
(r=-0,303; p<0,05); 4) cmeptHOCTBIO (r=0,176, p<0,05)
(puc. 4, 5).

IIpu olleHKE TOJBKO 3-5 THUIIOB OTCPOYCHHOTO KOH-
TPaCTUPOBAHUS BBISIBJICHBI T€ Xe CaMble KOPPEISIINH,
YTO OOBSICHSICTCS SIBHBIM IIpeoOJIagaHMeM STHX THUIIOB
cpean BceX BapHaHTOB OTCPOYCHHOTO KOHTPACTHPOBA-
HUA. B To XXe Bpemst, Wi 1-2 THITOB TaKMX KOPPEIISAIINIA
HE OTMEUYCHO.

IMamuenT 37 et ¢ AMarHO30M “TIOMOCTPHIN MH(PEKII-
OHHO-MMMYHHBIN MHOKAPIUT TSLKEJIOTO TCUCHUS, BUPYC-
HETAaTUBHBIN, BHICOKOM THCTOJIOTUYECKOM aKTUBHOCTI,
IMOATBEPXKICHHBIM MOP(OIOTNICCKIA. DHIOMUOKAPIM-
anpHas onoricust 112K, mMamoe yBemmaeHme: cieBa — OKpacka
TeMaTOKCUIMHOM-203MHOM: THIIEPTPOPUS KapaIrOMMIO-
IIUTOB, IIOTEps] TIOMEPEIHON WMCUYCPUYCHHOCTH, OTEK
CTPOMBI C OYAarOBBEIMM CKOIUICHUSMU JTUMQOTHCTHUOIIM -
TapHBIX 3JIECMEHTOB 10 14 B moyie 3peHUs; B IICHTpEe —
okpacka mo Bax [130HY: IepuUBacCKYISIpHBIA CKIIEPO3.
MCKT c¢ olleHKOI OTCpOYEHHOTO HAKOIUIEHWS B MWO-

Kapae (cIpaBa): CyOSIMKapAWAIbHBIN THUI OTCPOYCH-
HOTO HAKOIUICHNS KOHTPACTHOTO BEIleCTBa MUOKAPIOM
JIX (cTpenka).

OOmmit cpoK HAOIIONEHUS 3a MAaUCHTAMHU C CHH-
apomoMm JJKMII cocrtaBua 12 [2; 32] mecsnes. Hocto-
BEpHO 00JIee BEICOKASI CMEPTHOCTh OTMEUeHA Y OOJIBHBIX
¢ 3-5 TUmaMW OTCPOYEHHOIO KOHTPACTHUPOBAHUS
no gaanueiIM MCKT (uHTpaMypaibHOE, CyOITTMKapIM-
aJlbHOE M TPAaHCMYypAaJIbHOE) B COMOCTABICHUH C OTCYT-
CTBHEM KOHTPACTHPOBAHUS, IOHIKEHHBIM U CYO3HIO-
KapAualbHBIM KOHTpacTupoBanueM (tumbl 0-2): 9.1%
vs 19.4%, p<0,05. YyBCTBUTEILHOCTD, CELIU(MUYHOCTD,
TOJIOXUTENIbHASL W OTPHUIIATeIbHAS TIpencKazaTeTbHas
IEHHOCTh 3-5 THUIIOB B IIpeACKa3aHUM CMEPTU COCTa-
BWJIM COOTBeTCTBeHHO 68,4%, 62,7%, 21,7% u 92,9%.
OtHOocuTtenbpHBINM puck cMmepty (OP) mpm Hammuwmu 3-5
TUIIOB OTCPOYCHHOTO KOHTPACTUPOBAHUS COCTABHII
1,3795% (AN 0,99-1,89).

Cpenn MOrUOIINX OOJBPHBIX MUOKAPIUT TUATHOCTH-
poBaH y 89,5%, cpeau BekuBLIux — y 60,2%, B couyera-
HUU C TeHETUYECKOI KapauomuonaTtuein — eie y 14,8%.
OCHOBHBIMU IIPUYMHAMH CMEPTU SIBUJIUCH TePMUHAb-
Has cepIeyHast HeAOCTaTOYHOCTh, TPOMOOIMOOTMUECKIE
OCJIOXKHEHMSI, THEBMOHMS M BHE3aITHasl apUTMHUIeCKast
cMepTh. JocTroBepHBIX pasnmunii mo ®B — omHOMY
W3 HamboJlee KECTKUX IMPEOIUKTOPOB CMEPTH — MEXIY
MaleHTaMHt ¢ 3-5 TUIIaMH OTCPOYCHHOTO KOHTPACTHUPO-
BaHMS 1 OCTAJIBHBIMU He 0b110 (PB cocTaBmiia, cooTBeT-
cTBeHHO, 28,6110,2% u 30,7£8,7%). Ilpu mynsrudax-
TOPHOM aHajM3¢ HamboJiee 3HAYNMBIMU IPEIUKTOPAMU
cmeptu okazanuch ®K XCH u Hamuume BUPYCHOTO
TeHOMa B MHMOKape, OMHAKO M OTCPOYCHHOE HAKOILIC-
aue, 1 OB coxpaHWIM cBOe 3HAUCHME.

Ha oTHocuTenbHO HEOOJBIIOM KOJUYECTBE OO0JIb-
HBIX (21 9e10BeK) MPOBEACHO COMOCTABICHNE TaHHBIX
M0 Pa3IMYHBIM TUTIAM OTCPOYCHHOTO HaKOIICHUS IIPHU
MCKT u MPT cepana. [1pu 3ToM clieayeT OTMETHUTh,
yto MPT cepalia BbINIOJHSJIOCH B pa3JIMuHbIX Jlabopa-
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TOPUSIX U Pe3yJIbTaThl MCCICHOBAHUS aHAIU3MPOBa-
JIMCh Pa3NIMYHBIMM chnenuanucramu. Hammume amub6o
OTCYTCTBHE OTCPOYCHHOI'O HAKOIUICHUS IIPU COITO-
craBneHny taHHBIX MPT 1 MCKT coBmano y 11 mamu-
€HTOB 13 21 OCHOBHOI TPYIHL: B 3-X CIIy9assX — OTCYT-
CTBHE OTCPOYEHHOTO HAKOIIJIEHUSI KOHTPACTHOTO Mpe-
nmapaTa npu o0OUX UCCIIENOBAHUSIX, B 8§ — pa3aIudHbIe
TUTIBI OTCPOYEHHOTO HAKOIUIEHUS MO TMPEATOXKEeHHOM
HaMH IIKaje.

OGcyxaeHne

IIpexme Bcero ciemyeT OTMETHUTh, YTO B HOCTYITHOM
JINTEepaType MOIHOCTHIO OTCYTCTBYIOT PabOTHI IO COITO-
crapieHnto gaHHBIX MCKT cepama ¢ BHYTpHMBEHHBIM
KOHTPACTUPOBAHNEM C pe3yJbTaTaMH OMOIICMU MMO-
Kapaa, B TOM YHCJIe Y TAlIMEHTOB ¢ MIOKAPINUTOM M CUH-
npomom JIKMII. MmeroTcs JIuillb OTAeAbHbIE TTyOanKa-
LI, B KOTOPHIX ITOKa3aHbI BO3MOXHOCTH MeToga MCKT
B IMArHOCTHKE HEKOPOHAPOTCHHBIX 3a00JIcBaHUI MMO-
Kapaa B conoctapiieHuu ¢ nanHHeiMu MPT. Tak, B ogHOI
n3 paboT mo m3ydeHmio Bo3MoxHocTeit MCKT cepmiia
y OOJBHBIX THIEPTPODUIECCKON KapAMOMUOMNATHEH
B conoctanieHuu ¢ MPT (olieHMBaIMCh TOJIIIMHA CTEHKU
JIXK m pacnpeneneHne OTCPOUYCHHOTO KOHTPACTHPOBa-
HUS — JIOKaJbHOe WX INMdy3HOE) OBUIM TOJyYCHBI
COITOCTaBMMBIE pe3yJIbTaThl 000MX MeTOIOB [16].

IIpu nposegenun MCKT cepama ¢ olleHKOI 0TCpo-
YEHHOTO KOHTPACTUPOBAHUS y 56,7% MallMEHTOB C CUH-
npomom JKMIT Hamu ObUIH BBISIBASHBI 00JIACTH ITATOJIO-
TMIECKOTO HAKOIUICHUSI KOHTPACTHOTO IIperapara, KOTo-
pBIe, KaK IIOKa3aJo COIIOCTaBJICHWE C JTaHHBIMU
MOPGhOJIOTUYCCKOTO MCCIeIOBaHUS MHOKapaa, OTpa-
KaloT HAJIMIMe OTeKa, BOCITaJICHNs, HEKp03a KapINOMHO-
uuToB ¥ Gubposa. JIuib y 40,2% maLveHTOB ¢ CUHAPO-
moMm JIKMII yyacTKu OTCpOYEHHOTO HAKOIUIEHUSI KOH-
TPacTHOTO TIpemapaTa HE Ompelessich. IlpemroxeHa
mKajga (Krmaccupukamms) TUIIOB OTCPOYCHHOIO HAKO-
wieHus: 0 — OTCYTCTBHE OTCPOYCHHOTO KOHTPACTHPOBA-
HUA, | TUIT — MOHIMKEHHOE HAKOIUICHNE KOHTPACTHOTO
Ipemnapara, 2 TUI — Cy03HIOKapaUaIbHOEe OTCPOUYCHHOE
KOHTPAacTUpPOBaHUE, 3 TUI — HMHTPaMypaJbHOE OTCPO-
YeHHOEe KOHTPACTUPOBaHUE, 4 TUII — CyO3MUKapanaIb-
HOE OTCPOYCHHOE KOHTPACTUPOBAHME, 5 TUII — TPAHCMY-
paJbHOE OTCPOYCHHOE KOHTPACTUPOBAHMUE.

VY 44,1% nauneHTOB ObLIM BbISIBIEHbI CYO3IIMKAPIU-
ajbHBIC WM TPaHCMYpaJIbHBIC YIaCTKA HAKOIUICHUS
KOHTPACTHOTO TIperiapaTa, HexapaKTepHBIC IS UIICMH-
YeCKOIo TUIa KOHTPACTHUPOBAHMSI M COOTBETCTBYIOIIHE
AHAJIOTUYHOMY THIIy OTCPOYCHHOTO HAKOIUICHMS IIPU
ucrnojb3oBanun MPT. B To Xe Bpemsi, y HeOOJbILIOTO
KOJIMYeCTBA OOJTBHBIX OTMEUCHBI ITOHIKEHHOE HAKOTLIE-
HHUE U CYOSHIOKapaUaJbHOEe OTCPOUYCHHOE HAKOILICHMUE,
KOTOpEIe IIpH BEITIoTHeHN MPT paccMmaTpuBaooTCs Kak
npu3Hak MBC. [1oyty y MOJ0BUHB MTAIIIEHTOB C JaH-
HBIMH TuTIaMy HakorieHus mo MCKT HaMu qnuarHoCcTH-
poBaHbl pa3MyHble BapuaHThl TeHeTuueckor JKMII

(n=5), cTeHO3bl KOPOHAPHLIX apTepuii 6ojee 50% (n=2),
YTO MOXET CBHUIETECILCTBOBATH 00 WIIMEMUYECKOI,
B T.4. MUKPOBACKYJIIPHOI IIPUPOIE OTCPOICHHOTO HAKO-
IUTeHUs (HapyIIeHWsT KPOBOCHAOXEHMS MHUOKapaa Hau-
0oJiee TUTTMYHBI 7151 MALIMEHTOB C HEKOMIAKTHBIM MUO-
Kapmom).

OnHoBpeMeHHoe TipoBenenne KT-anruorpadpum
KOPOHAPHBIX apTepUii ITO3BOJIIIO IIPOBOOUTH Audde-
peHuManbHbIi nuarHo3 JIKMII BocnanuTeabHOro reHesa
C UIIeMUYECCKUM peMOAeINpOoBaHeM MIoKapaa. Kpome
toro, MCKT mo3Bonuiia AMarHOCTUPOBATh CUHIPOM
HEKOMITAKTHOTO MMokapna (y 29 maimeHTOB OCHOBHOM
TpYNITEl ¥ 1 TIAlleHTa TPYIITEI CpaBHEHUS ), UCKITIOUNTD
COITYTCTBYIOIIME 3a00JIEBaHMS TIepUKapa.

Benyuieit npuunHoit cunapoma JIKMII B o6¢cneno-
BaHHO TpyIIIIe OOIBHBIX SIBUJICS XPOHUYECKHUIT aKTUB-
HBIM/TIOrpaHUYHBIM MUOKAPINT, KOTOPHIN TMAarHOCTH -
pOBaH MO pe3yJbraTaM KOMILIEKCHOTO KJIIMHUKO-1a00-
PAaTOPHO-MHCTPYMEHTAILHOTO W MOPQOJIOTHICCKOTO
ucciaenoBaHuss Muokapaa y 79 (62,2%) OONbHBIX;
B COUYCTAHUM C Pa3TUIHBIMUA TeHETHICCKUMU KapIHO-
muonatuamu — emie y 19 (15%). ConocraBieHue Bo3-
moxHOcTeit MCKT ¢ nureparypHBIMH ITaHHBIMU
0 JuarHoctTuyeckoi 3Hauumoctu MPT mokasbiBaer,
gyto MCKT He ycrymmaetr MPT. mo maHHBIM peTpOCIIeK-
TUBHOTO aHanm3a KiauHuKHM IllapuTe, IyBCTBUTENIb-
HOCTh pas3NnIHbBIX MP-KpuTepreB MMOKapIWTa Olle-
HuBaetrcs Ha ypoBHe 40-80%, crneunpuIHOCTH
Ha ypoBHe 68-100% [13, 17]. OcobGeHHO LIeHHO SIBJISI-
ercst nHpopMmaTuBHOCTE MCKT y GONBHBIX ¢ XpOHHU-
YeCKUM MHUOKApAWUTOM, IIPHM KOTOPOM BO3MOXKHOCTHU
MPT cymectBeHHO HIXe, YeM IIpu ocTpoM [18, 19].

B HacTOsIIIEM MCCIeq0OBaHUY MOJIyIeHa HETOCTaTOY -
Hag comocTtaBUMOCTh MaHHBIX MPT m MCKT cepana
(coBnanmenue B 52,4% ciydaeB); HEJOCTATOUYHO BHICO-
KNI TIPOLIEHT COBMAACHMIA MOXET OBITh OOYCIOBJICH
HEOOJIBIITNM YHMCIOM TaKMX HaOmoneHui (21 60IbHOIM),
a TakKkXe pPa3HOPOTHOCTBHIO MHTEPIPETAIINU TaHHBIX
MPT pasHbIMH CcIleHUAIUCTAMU B Pa3HBIX LEHTpaXx.
HanHast 9acTh paOOTHI He SIBJISIIACH €€ TJIABHOM IIEJIbIO,
JUIST yTOUHEHUST comocTaBuMoctu pe3yiasratoB MCKT
1 MPT rutanupyetcs ciaeayiomuii atan padoTbl — COIo-
CTaBJICHHE BCEX IIOJYYCHHBIX MTAaHHBIX OIHUMU
W TeMHU Xe CICUHAINCTaMU 100 IPOBEICHUE CIICIIH-
albHO CIIAHUPOBAHHOTO HWCCJICHOBAaHUS, B KOTOPOM
00¢ METOOWKHN OYyIyT BEHITIOJNHSATHCSI B OXHOM IICHTpE
OOHWMM WM TeMU Xe CICHHAINCTaMU U060, HAIIPOTUB,
OymyT OlleHUBATHCSI HECKOJIBKUMU HE3aBUCUMBIMH 3KC-
epTaMu, HO Y KaXXIoro 00JBHOTO.

CremyeT MOOIEPKHYTD, UTO VIS IIAIIMEHTOB C CHHAPO-
mom HKMII wuccinenoBanne KOpPOHApPHBIX apTepuit
B OOJBITMHCTBE CIyJacB SBISICTCS OOsI3aTCIIBHBIM 3Ta-
IOM HO30JIOTMYECKOM NTMArHOCTUKM (HAIIW IOaHHBIC
TOBOPSIT O TOM, YTO IIPM 3TOM MOXET OBITh BBIABJICH
HE TOJIPKO TeMOAMHAMWYCCKI 3HAYMMEBIN aTepOCKIIEPO3,
HO ¥ yOeIUTeTbHbIC IPU3HAKN IIEPeHECEHHOTO MH(papK-
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Ta, KOTOPBIA HE MMATHOCTHMPOBAH WHBIMHA METOHAMU).
OmgHako Topa3mo dYalle KPYyIHOOYaroBOe ITOpaKeHME
MMOKapa MOXET OBITh MCKIIOUCHO YK€ C TIOMOIIBIO
OKI, 9xoKI, conuaturpadum, 1 B TaKOM cIydac MHBa-
3uBHast KAI, kak mpaBuiio, He OOHApyXXMBaeT U3MEHE-
HUI B KOPOHAPHBIX apTePUSIX, €€ BBIIIOJIHCHNE B JAHHBIX
CHUTYyalllsIX HE BIOJIHE OIpaBOaHHO, MOCKOJIbKy MCKT
cepalla ¢ B/B KOHTPAaCTUPOBAaHMEM 3apeKOMEHIOBajIa
cebsT KaK BBICOKOMH(OPMATHBHBIE M TOYHBIN METOI
OLIEHKW KOPOHAPHOTO aTepocKireposa [20].

CoBpeMeHHBIE peKOMEHIAIINN TIPeIaraloT OTIaBaTh
npennouyreHne KT-aHnruorpaduu B Tex ciydasix, Koraa
BEPOSTHOCTb OOHAPYXWTh KOPOHAPHBIM aTEPOCKIICPO3
HEBbICOKA, U OCHOBHOM 3aa4eii MCcCiieT0BaHUSI SIBJISIETCS
ero uckimouenne [21]. B Halrem mcciie1oBaHUA JIOXKHO-
rmonoxuTenbHEIN pe3yiasrar MCKT B onieHKe aTepockiie-
po3a HabJIomancs Tolabko B 21% ciaydaeB, 4TO IO BCeil
BUIVMOCTHU CBSI3aHO C BHICOKMM KaJIbLIMEBBIM MHIECKCOM
y JaHHBIX ManueHToB. C Apyroif CTOPOHBI, MBI yCTaHO-
BUJIM IOIIOJHUTENBHBIC ITOKAa3aHUsA K IMPUMEHEHUIO
MCKT y 6ombHBIX ¢ cuHapoMoM JIKMII, a Takke, Bepo-
SITHO, NPYTUMU HEKOPOHAPOTEHHBIMU 3a00JieBaHUSIMU
MMOKapa, KOTOPBIC IO CHX ITOP COBEPIICHHO HE YINTHI-
BaJINCh IIPU BEIOOpE 00beMa 00CIeIOBaHMS 3TOI KaTero-
pun OONBLHBIX.

3aciIyxXnBaioT 0OCYXICHMS BEHIIBICHHBIC HAMHU HE
OYCHB CHUJIBHBIC, HO TOCTOBEPHBIC KOPPEIISIIINU PE3YIIb-
taToB MCKT ¢ psimoM IMarHOCTHIECKUX (B TOM YHMCIIC
MOP(DOIOTHICCKNX) U CTPYKTYPHO-(GYHKIMOHATBHBIX
MpuU3HaKoB. B ux olleHKe TakxKe He 00OUTHCH Oe3 aHa-
JIoTuil ¢ 6osee uzydyeHHbIMU gaHHbIMU MPT. Hecmo-
TpSA HAa TO, YTO IIPU BBISIBIEHUU C momolubio MPT
CyO3IMUKApINATbHOTO OTCPOYCHHOTO HAKOIUICHUS
B MHUOKapAe OHO OOBIYHO pacIieHMBaeTcs Kak (Gpuopos
WJIN TIOCTBOCITAJINTENIFHBIC M3MEHEHMS, Ha CAMOM JeJie
METOJ HE€ OaeT BO3MOXHOCTUM YETKO pa3rpaHUYUThb
¢ubpo3 U coxpaHsIllee aKTUBHOCTb BOCIIAJIEHUE.
B xome mpsimoro comocrtaBieHusi MPT ¢ paHHBIMM
OMoIIcMKM MHMOKapaa HEeJaBHO YOeOUTEIbHO ITOKa3aHoO,
YTO 3a OOHHM M TeM ¢ NaTTepHOM OTCPOUYCHHOTO
HaAKOIUICHUS MOTYT CTOSITh KaK (MOpO3, TaK U CYIIEeCT-
BCHHO yaIle HIMMYHOTHCTOXUMHUICCKI ITOATBEP-
XKIeHHBIU aKTUBHBII MuokapauT [22]. B Toi1 Xe pabote
y HebOosbioi 4yactu 00abHbIX ¢ JKMII BbISIBIEHO
TpaHCMypaJIbHOE HAaKOIUICHUE, 3aCTaBUBIIEE TTOA03PE-
BaTb MHMapKT (MJIM HEKpO3) NpU HEU3MEHEHHBIX
KOpPOHAPHEIX apTePHUIX.

Harmm maHHBIe TaKsKe TOBOPSIT O TOM, YTO TP TOCTO-
BEpHOI KOPPEISIIINM OTCPOYCHHOTO HAKOIUICHHWS IIpU
MCKT ¢ MmopdororndecKuMu Ipu3HaKaMy BOCITAJIEHUS
(mmMdonmTapHO MHOMIBTpALNCI) ¥ YaCTU OOJBHBIX
C OTCPOYCHHBIM HAKOIUICHHWEM BHISBJICH JIMIIb (PpUOPO3.
ITo Bceit BepossTHOCTH, 00€ MOP(DOIOTHIECKHIE COCTaB-
JISTIONINE €AMHOTO TATOJIOTMIECKOTo IIpollecca (aKTUB-
HOE BOCITAJICHUE M TIPEUMYIICCTBEHHO MEJIKOOYaTrOBHIMA
$1bpo3) MOTYT MPUBOAUTL K OTCPOUYCHHOMY HAKOILIC-

HUIO KOHTPACTHOTO IIpeliapaTra, HaJWdhe KOTOPOTO
B TIEPBYIO OUYePeIb ITO3BOJISICT CYOUTH O IIPUPOIE 00JIe3HU
W B MEHBIICH CTEeIeHU 00 cc aKTUBHOCTU. Tem
HE MeHee, TaBHOCTh M OCTpOTa IIpoliecca OKa3aJicCh
IOCTOBEPHO CBSI3aHBI C OTCPOYCHHBIM HAKOILJICHUEM,
KaK U CBs3b AeOloTa 00Jie3HU ¢ MH@eKIMeil (BaxKHbIA
aHAMHECTUYCCKUM MPU3HAK MIOKAPINTA).

MoxHo mpexariojaraTb, 9to Ha pe3yabratel MCKT
OKa3bIBacT BIMSHHE M 00BEM ITOPaKeHHOTO MUOKApa.
OTtcioma BEITEKACT U YCTAHOBJICHHASI HAMH CBSI3b OTCPO-
YEeHHOTO HaKOIUICHUS ¢ (DYHKIIMOHAJIBHBIMH ITapaMeT-
paMH — KJIACCOM CepIeYHOIl HEIOCTaTOYHOCTH (TIpsI-
Masl KOppEeJSIIMSA) W I10Ka3aTeJeM CHCTOJMYCCKOM
GYHKIINMHA, KOTOPHIM OTpaxXaeT peaJbHBI BHIOpPOC
B aopTy — VTI (xoppensimus oopatHas). OTMETHM, 9TO
npu ucrnonb3oBanuu MPT cTeneHb KOppesiiuu OTCPO-
yeHHOTO HakomieHusT ¢ ®PB okazamach IMpaKTMIECKU
TaKoil Xe, Kak B HameMm mcciaemoBanum ¢ VII (-0,35,
[23]). Bro BaxHEBI mepexon oT Bo3MoxkHocTeir MCKT
B OIIpeAcICHUM HO30JOTUIYECKON CYTH CHHIpOMa
JAKMII x ero mporHoay.

Hamu BnepBele m3ydeHbl Bo3MoxHocTHm MCKT
C KOHTPaCTUPOBAHNEM B OTIPEICICHU IIPOTHO3a Y 00JIb-
HBIX ¢ cuaapoMoM JJKMII (He3aBUCHMO OT €T0 3THOJIO-
TMHA) U YCTAaHOBJICHO, YTO HAJW4YHWE TPAaHCMYpPaJIBHOTO,
WHTPAMHOKAPIUAILHOTO WIA CYO3IMKapIUaITbHOTO
TUIIOB OTCPOYCHHOI'O KOHTPACTHPOBAHMS MHUOKapIa
aCCOLMHUPOBAJIOCH C TOCTOBEPHO 00JIee BBICOKOM CMEPT-
HOCTBIO TIpM CPeHHEM CpPOKE HAONIONEHUS ONWH TOI.
Hammm pacdeTsl mokasajan, 9TO IPOTHOCTHYECKH Hambo-
JIee IIEHHO OTCYTCTBHE OTCPOUYCHHOTO HAKOIICHUS TIepe-
YHUCIICHHBIX TPEX TUIIOB: €T0 OTpHUIIaTeIbHAS IIpeIcKa3a-
TeJIbHAsI LIEHHOCTh cocTaBuia mouTtu 93%.

[TpuymHBI CMEePTH MAIIMEHTOB OBLIN JOCTATOYHO pa3-
HOOOpa3HBI, OJHAKO BCE OHU IIPSIMO WJIM KOCBEHHO
BBITEKAJIN 13 BeIpakeHHOCTH XCH, T.€. HanpsiMyIo ObIIH
CBSI3aHBI ¢ 00bEMOM U TSKECThIO IMopaxkeHus (hubpo3sa,
BOCHAJICHUS, UX COYeTaHUS) MUOKapaa. OTHOBpEeMEHHO
WMeJlach CBSI3b IIPOTHO3a C ITUOJIOTHMEN CHUHApoOMA
JAKMII: pons mauMeHTOB ¢ MUOKapAWUTOM OKa3ajlach
CYIIECTBEHHO BHIIIE CpenW IIOTHOIIMX, YeM Cpeau
BBDKMBIINX O00JIBHBIX. TaKM 00pa3oM, BCe 3BEHBSI TIPO-
mecca, KOTOpPBIE MOTYT OBITH OIIEHECHBI C ITOMOIIBIO
MCKT (otnonorus, o6beM M aKTHBHOCTH IIpollecca,
cTenieHb (OYHKIMOHAJIBHBIX HapYIICHUI), BHOCWIN
BKJIAJ B pPa3BUTHE HEOJIATOIIPHUSITHBIX MICXOIOB.

DTN JaHHBIC YETKO KOPPEIMPYIOT ¢ MHOTOYMCIICH-
HBIMU MCCJICIOBAHUSIMU OTCPOYCHHOTO KOHTPACTHPOBA-
Hust ipy MPT kak HeOIaronmpusiTHOrO IPOrHOCTUYE-
cKoro ¢akTopa pa3BHUTHUs HeEXeJIAaTCIbHBIX COOBITHIA
(pazBuTue 3actoitHoii XCH, mMIutanTaums KapauoBep-
TepOB, BO3HMKHOBECHHE KCIYITOYKOBBIX TaxXHMapUTMMIA,
BHE3aITHasI CMEPTh) V TTAIIMEHTOB ¢ HEKOPOHAPOTCHHBIMU
3aboeBaHnsIMU MUOKapaa [24]. B omHolt 13 mociaeaHnx
paboT mpeackasatenbHas UeHHocTb MPT oxazamacek
HanOONbBIICH cpead BceX M3YICHHBIX (PAKTOPOB IIPO-
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rHo3a — HR cocrasuio 4,47 (95% AU 1,27-15,74) [25].
He MeHee m3BeCTHO 3HAUYeHUE 0O0BEMa OTCPOUCHHOTO
KOHTPaCcTUPOBAHUS B OIIPeACICHUM pHCKa BHE3aITHOMU
CMEpTH Y OOJBHBIX ¢ THIIEPTPOGUIECKOM KapaINOMHUOTIIa-
THei [26].

H3zydenne mporHoctudeckux Bo3MoxxkHocteit MCKT
(BO3MOXHO, KOJTMIECTBEHHAS OIICHKA 00beMa OTCPOUCH-
HOTO HAKOIUICHWSI B MHOKap[e), COITOCTABUMEIX C BO3-
MoxHocTsIMU MPT, 6e3ycii0oBHO, TOJKHO ObITH TTPOAOJI-
KEHO TIPHW pa3IMIHBIX HEKOPOHAPOTEHHBIX 3a00JIeBa-
HUSIX MUOKapa.

3aksoveHmne

1. IIpu MCKT ¢ BHYTPMBEHHBIM KOHTPacCTHUPOBA-
HHEM OTCPOUYCHHOE HAKOIUICHHE KOHTPACTHOTO IIperia-
paTa B pa3jM4HBIX CIIOSIX MMOKAapAa BbISIBIEHO y 56,7%
0601bHBIX ¢ cuHaApoMoM JIKMII, B To BpeMs Kak B IrpyIine
cpaBHEHUS (y MAIIMEHTOB ¢ KOPOHAPHBIM aTePOCKIICPO-
30M, HUIlleMHel MMoKapaa U 6e3 mpusHakoB JKMIT)
OTCPOUYCHHOTO HAKOIUICHUS HE BBISIBJICHO HU Pa3y.

2. IIpeobaamaroIM TUTIOM OTCPOYESHHOTO HAKOILIe-
HHS KOHTPACTHOTO IIpernapara y OOJbHBIX ¢ CHUHIPOMOM
JKMII gBunock cydanukapadaibHOe HaKOTUJIEHUE Mpe-
Imapara B pa3InIHbIX cTeHKax JIK (4 TvI mo mpemioxeH-
HOM Hamu 1kajie, 61,1% ciay4aeB HAKOIUIEHUS); OTMe-
YeHBI TAaKXKE YIACTKU ITOHIKEHHOTO HaKoTuteHu (1 Tw,
3,1%), cy6anpokapauanbHoe (2 tur, 16,7%), uHTpamuo-
KapauajibHoe (3 tui, 5,5%) u TpaHCMypaibHOE HAKOILIEe-
uwue (5 v, 16,7%).

3. Benmymieit npmuamHoii cuaapoma JJKMII B obce-
JTOBAaHHOM TpYIITIe OOIBHBIX IBIJICS XpPOHNIECKUIT aKTHB-
HBII/TIOTPAaHUIHBIA MUOKAPAWT, KOTOPHIM ITHATHOCTH-
pOBaH TO pe3yJbraTaM KOMIUIEKCHOTO KIMHUKO-Ja-
06OpPaTOPHO-MHCTPYMEHTATEHOTO W MOP(OIOTHIECKOTO
rccaenoBaHus Muokapaa y 79 (62,2%) GoJbHBIX, B cOue-
TaHUH C PA3TAYHBIMU TeHETUYECCKUMU KapANOMHUOMATH -
avu — emie y 19 (15%). BupycHbIii TeHOM B MUOKapje
BhisiBIIEH Yy 25 mauueHToB (50% Tex, KOMy IIPOBEIECHO
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HEWHBA3WUBHbBIE 3JIEKTPOPU3UONIOMMYECKUE MAPKEPbBI BbICOKOIO PUCKA ®DATAJIbHbBIX
COBbITUI Y BOJIbHbIX C AUNATALLMOHHON KAPAUOMUONATUEN

Cenos A.B., Llaperopoaues [.A., [Cynumos B. A.

[Ounataupontas kapavmomuonatust (AKMIM) ocTtaetcs 3abonesaHvieM C NioXvum
NPOrHO30M.

Llenb. M3y4nTb akTyanbHOCTb ynydylleHus cTpatudukaumm pucka daTtanbHbix
cobbITWIA, 0c06EHHO BHE3anHol cepaeyHol cmepTu (BCC), ¢ Lienblo CBOEBPEMEH-
HOro NpoBefeHUs NPOPUNAKTUECKUX MEPOMPUSTMIA, MOCKOMbKY paHee Npeaso-
XeHHble HEeWHBA3WBHbIE 3MEKTPOMUINONOTNYECKUE MPEANKTOPb — TypOyneHT-
HocTb putMma cepaua (TPC) n BapnabensHocTb (BPC), MUkpoBonbTHas anstepHa-
ums 3yéua T (mTWA), MowwHocTb 3amenneHus (DC) n MOLLHOCTb YCKOPEHWs puTtMa
cepaua (AC) npm KM n3dyyeHbl HeLoCTaTO4HO.

Martepuan u meToabl. B TeueHue 4-x 1eT NpoBOAMNIOCh HabntoaeHne 3a 54 naum-
eHtamu ¢ JKMI u cuHycoBbiM prTMoM B Bo3dpacTte 42 [30;58] net (36 MyxuuH)
1 KOHTPOJbHOW rpynnoii — 54 yenoeeka 6e3 cepae4Ho-CcocyancTom natonorum (32
MY>XXUVHBI, CPEAHNIA BO3pacT 47 [27;64] neT). MicxooHO NpoBOAMAM XONTEPOBCKOE
MoHuTopuposanne IKI (XM) ¢ oueHkoii BPC, TPC, DC, AC, mTWA 1 axokapauo-
rpaduio. MauneHTbl Noay4anu CTaHAAPTHYIO Tepanuio XPOHWYECKOW CepreyHOi
HepocTaToyHocTH (XCH); yacToTa MMnnaHTauumii kanuosepTepoB-aedpnbpunnsato-
pos (MK[) coctasuna 18,5%.

Pesynbratbl. CpenHsas dpakuus Beiopoca (PB) B 0CHOBHOM rpynne cocTasuna 32
[22;38]%, npusHaku XCH BeisiBneHbl y 93% 6onbHbix. BonbHble ¢ IKMI otanya-
NICb OT KOHTPOJNbHOW rpynmnbl JOCTOBEPHO Gonee HM3KMMK 3HaueHnsimm SDNN,
pNN50, DC, TO, TS, 6onee Bbicokumu 3HadeHnsaMn AC u mTWA B paHHue yTpeHHue
yacbl. B Tedenne 4-x net 3apeructpuposaHa 1 BCC, ot nporpeccupoBanus XCH
yMepno 7 naumeHToB, Habnioanca OfvH afeksaTHbIA WoK y 6onbHoro ¢ UK
(Bcero 9 datanbHbIx cobbITHI). MaumeHTbl ¢ haTanbHbIMKU COOLITUSMI MO CPaBHE-
HUIO C BBIXUBLLUMMM Menn 6onee Hu3kylo OB, BPC, DC, MakcuMarbHble 3Ha4eHust
mTWA, 60n1bLUME KOHEYHbIV AMACTONNYECKMn 06bem, knacc XCH, AC, mTWA, uncno
3N13040B HEYCTONYMBOW XeNyL04KOBOM Taxukapamm (HXT) B yTpeHHue yachl. Mpu
0OHOPAKTOPHOM aHann3e [OCTOBEPHO YBENMYMBANIM pUCK datasbHbIX COObITUI
(B nopsiake ybbiBaHWs 3HauMmocTn): @B (oTHoweHue waxcos (OL) 32), SDNN
(OLW 21), DC (0L 9), AC (OLL 7), pNN50 (OLU 6), HXT (Ol 5,2, p=0,05). Mpu
MHOrohakTOpHOM aHann3e eAMHCTBEHHBIM HE3ABUCKMBIM NPEAYKTOPOM daTasib-
HbIX COBLITUI fBUNOCL CHUXeHWe BB nesoro xenynodka meHee 26% (4yBCTBM-
TenbHocTb 80%, cneunduyHocts 90%).

3aknioyenmne. BonbHole ¢ JAKMI, no cpaBHeHuio ¢ nvuamu 6e3 cepaeyHo-
COCYZLMCTO NaToNornmM, XapakTepuayloTcs CHUXeHVeM nokasateneit BPC u DC,
nosbllieHnem AC, Goniee 4acTbiM BbISIBIEHMEM MATONOrMyeckux 3HaveHuii TPC,
noBbileHneM MTWA B paHHMe YyTPEHHME HYachl, MPUYEM Y YMEPLLMX MALUEHTOB 3TU
OTK/IOHEHMs Bonee BbIpaxeHbl. Mpy 0aHOGMAKTOPHOM aHanM3e HeWHBA3UBHLIMU
31eKTPOdU3NONOrNYECKUMI NPEAUKTOPaMM, aCCOLWMMPOBAHHLIMU C MIOXMM NpPO-
rHo3om npu JKMMN sisunnce AC, SDNN, DC, pNN50, HXT. OpHako Havbonee 3Ha-
YUMbIM W EOVMHCTBEHHBIM HE3aBWUCUMbIM MPEAUKTOPOM daTtanbHbiX COObITUI
y 60nbHbIX ¢ KM siBnseTcs cHuxerne ®B. Micnonb3oBaHue B kaiecTse KpUtepus
BbICOKOrO prcka 3HaueHnst @B meHee 26% cnocobHO npenckasbiBaTh yBENNYEHE
pucka datanbHbix CobbITUIA B 32 pasa ¢ YyBCTBUTENLHOCTLIO 80% 1 cneunduyHo-
cTbio 90%.
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TMXIM — TONWMHA MeXOKenyaoukoBoi neperopogkn, T3C — TonwmHa 3agHein
CTEHKM NeBoro xenynoyka, TPC — Typ6yneHTHOCTL putMa cepaua, PA — daktop
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JIMHeHoM ckopocTu, dp/dt — ckopocTb M3MeHeHust fasneHust B JDK BO Bpems
M30BOJIIOMUYECKOr0 cokpaLleHusi, K — dyHkumoHanbHeIi knace, N — ¢ubpun-
naums npeacepaunii, XM — xontepoBckoe MoHUTopupoBaHue, XCH — xpoHuyeckas
cepaeyHas HepocTaTodHocTb, YCC — yacToTa cepaedHbix cokpailernid, KM —
anekTpokapanorpamma, 9KC — anektpokapavoctumynstop, 9xoKIm — axokapamo-
rpacus, AC — MOLLHOCTb YCKOpeHUs puTMa cepaua (acceleration capacity), DC —
MOLLHOCTb 3amefieHnst putma cepaua (deceleration capacity), mTWA — mukpo-
BOMbTHAst anbTepHauus 3ybua T (T-wave alternans), pNN50 — npoueHTHas
NpeLCTaBNEHHOCTb 3NU30A0B nocneposatenbHbix RR uHTepBanos Gonee uyem
Ha 50 mc, SDNN — cTaHgapTHOe OTKIOHEHME Bcex aHanuampyemblx RR nHTepsa-
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ctu (turbulence slope).
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NON-INVASIVE ELECTROPHYSIOLOGICAL MARKERS OF HIGHER RISK FOR FATAL OUTCOMES

IN DILATION CARDIOMYOPATHY PATIENTS
Sedov A. V., Tsaregorodtsev D.A.,

Dilation cardiomyopathy (DCMP) remains a disease with poor prognosis.

Aim. To study the importance of risk stratification improvement for fatal outcomes,
especially sudden cardiac death (SCC), with the aim for on-time prevention
procedures, as the previously proposed non-invasive electrophysiological
predictors — heart rhythm turbulence (HRT) and variability (HRV), microvolt
alternation of T wave (mTWA), deceleration capacity (DC) and acceleration capacity
(AC) in DCMP are not studied well enough.

Material and methods. During 4 years there was follow-up of 54 DCMP
patients and sinus rhythm at the age 42 [30;58] year-old (36 males) and control
group — 54 persons with no cardiovascular pathology (32 males, mean age 47
[27;64] y.0.). At baseline the Holter monitoring was done, of ECG with HRV, HRT,
DC, AC, mTWA assessment, and echocardiography. Patients took standard
treatment of chronic heart failure (CHF); part of cardioverter-defibrillator (CD)
implanted was 18,5%.
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Results. Mean ejection fraction (EF) in the main group was 32% [22;38], signs of
CHF had 93% of patients. Those with DCMP differed from the main group by
significantly lower values of SDNN, pNN50, DC, TO, TS, higher AC and mTWA in
early morning. During 4 years there was 1 SCD, and 7 died from CHF progression;
there was 1 adequate shock in CD patient (totally 9 deaths). Comparing to those
survived, died patients had had lower EF, HRV, DC, maximal mTWA values, higher
end diastolic volume, CHF class, AC, mTWA, number of episodes of non-sustained
ventricular tachycardia (nsVT) in morning. Under monofactorial analysis there was
significant influence on fatal outcome risk of the following (in order of declining
significance): EF (odds ratio (OR) 32), SDNN (OR 21), DC (OR 9), AC (OR) 7, pNN50
(OR 6), nsVT (OR 5,2; p=0,05). In multifactor analysis the only independent
predictor of fatal outcomes was the decrease of EF of the left ventricle less than 26%
(sensitivity 80%, specificity 90%).

Conclusion. DCMP patients, comparing to persons with no cardiovascular
pathology, have decreased HRV and DC, increased AC, more common pathological
HRT, increase of mTWA in early morning, and in those died these specifics was more

JwnaranmonHas kapauomuonatus (JIKMIT) ussectHa
Kak 3a00JIeBaHKE C TUIOXUM IIPOTHO30M: B TCUCHHUE 5 JIeT
IIOCJIe YCTAHOBJICHMWSI OMArHo3a OO0 BHEIPCHHUS COBpE-
MEHHBIX METOLOB JieueHus rorudanu 60-75% mauuneH-
T0B [1-3]. OCHOBHOII HPHMYMHON CcMepTU OOIHLHBIX
JAKMII cnyxur pedpakTepHas 3acToilHas cepiedyHas
HEIOCTaTOYHOCTh, KOTOopas oOycioBnuBaer 48-64%
JIETAJIbHBIX UCXOIOB. B CTpyKType CMEpTHOCTH Ha HOJIIO
BHe3amHOI cepmeuyHoil cmeptn (BCC) mpuxomutcs
okoJ10 20% [4, 5]. BCC yaiie BcTpeyaeTcsl y HallMEHTOB
C IIpU3HAKaMHU IIPOTPECCUPYIONIETO TeUeHMS 3a00jeBa-
HUs [2] ¥ B OOJBITMHCTBE CyYaeB CBsI3aHA C KU3HEYT-
POXAIOIIMMM KETYITOYKOBBIMU HApYIICHUSIMH PUTMA.
Onpenenenue npeakTopoB BCC ¢ 1ienbio cBoeBpeMeH-
HOTO Ha3HAYCHUS MPOPMIAKTIICCKOTO JICUCHUSI, BKITIO-
yasi WUMIUIAaHTHPYeMBIe KapIUOBEpTEPHI-IedUOpmLIs-
tophel (MK]I), ocTaeTcss omHOM M3 BaXXHEUIIINX IIPOOJIEM
Kapauonoruu. Heo6xonmMo OTMETHTh, YTO IO HACTOS-
IIEero BpeMeHW He OOHApY:KEHO CITeHU(PHUUICCKUX IIpe-
nukTopoB BCC. BonpmmHCTBO aemMorpadudecKux,
JTabopaTOPHBEIX, WHCTPYMEHTAJIBbHBIX IIOKa3aTeleit,
MPEMIOXEHHBIX C 3TOW 1IeJbl0, CBUAECTEIbCTBYET KakK
0 BeIcOKOM pucke BCC, Tak m cMepTH OT IPYTUX Cep-
J€YHO-COCYyaUCThIX MpuunH [6]. CorjacHoO AeiCTBYIO-
UM peKOMeHmanmsM EBporeiickoro obIecTBa Kapamuo-
snoroB [7], UK]I tepanust ¢ 1eibio IIepBUYHON Mpodu-
JnakTuku y 6onbHbix JKMII nokazaHa npu Haaudyuu
XpOHWYECKOU cepaeuHoit HemoctaTouHoct (XCH) 1I-
III ¢yukmuonampHOTOo Kiacca (PK) B couetaHuUmM
co cHxeHUeM (dpakimy Beiopoca (PB) meBoro xery-
pouka (JIZK) menee 35% u oxugaeMoil IIPOIOJIKUATEIb-
HOCTBIO KM3HU OoJjiee OMHOTO Troma (Kjiacc peKOMEHa-
muii I B), a Takke MOXeT OBITh MCIONB30BaHA IIPU
Hanuuuu MyTtanuu B reHe LMNA B coueTaHuU ¢ TAKMUMU
dakTopaMm pHCKa KaK HEYCTONUYMBEBIC KEIYITOYKOBBIC
taxukapauu (HXKT), cHmxenne @B <45%, myxckoii
moJt (kimacc pekomeHmanuii 11B). K coxanenmio, peairb-
Hasl TIpaKTUKa MoKa3bIBaeT, 4yTo adpdexktuBHocTh MK]I-
Tepanuu, IPUMEHSIEMOI IO COBPEMEHHBIM TTOKa3aHUSIM,
He cTOJIb BBIcOKa. Tak, Hanpumep, puck BCC y manmeH-

prominent. In monofactor analysis the non-invasive electrophysiological predictors
associated with poor DCMP prognosis, were AC, SDNN DC, pNN50, nsVT. However
the most significant and the only independent predictor of fatal outcomes in DCMP
patients is the decrease of EF. If to apply the EF less than 26% as a criteria of high
risk, it predicts the 32 times increase of fatal outcomes risk with sensitivity 80% and
specificity 90%.
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Key words: dilation cardiomyopathy, sudden cardiac death, heart rate turbulence,
deceleration capacity, acceleration capacity, heart rate variability, microvoltage T
wave alternation, Holter monitoring, ejection fraction.
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TOB ¢ eAMHCTBeHHBbIM KputeprueMm DB <30% cocrasiser
2,5% B roj, 4acToTa ageKBaTHBIX cpabaTbiBaHmii MKJI
npu JAKMIIT — 6% B rox, a ot 16% no 27% cmepreit
Yy IaIIMEHTOB C yXXe nMIutanTupoBaHHbIMu MKJI mpowuc-
XOOWUT BCIEACTBUE apUTMHUYECKMX COOBITHIA [8-13].
B 5T10ii cBSI3M He TIPeKpaIaroTCsl MOIBITKA YIyYIINTh
crpatudukanmio prucka BCC. TpagnimoHHO BHUMaHNE
OOJIBPIIMHCTBA MCCIIeHOBaTeIei oOpallleHO Ha 3JICKTPO-
Kapauorpammy (BOKI') B mOIBITKE ONpPENeNNTh MO HEM
MIPEINOChUIKM K Pa3BUTHIO KM3HEYTPOXKAIOIINX apUT-
MU, DIeKTpoKapauorpadmieckie Wi, KaK UX 9acTo
Ha3bIBAaIOT, HEMHBA3BUHBIC JJICKTPOGMU3NOIOTHICCKUC
MIPEeINKTOPEI MOKHO pa3de/INTh Ha IBe Tpyniiel. [lepBas
OLICHMBAET BEreTaTMBHBIN aucbamanc. [Tomumo Tpanm-
HUOHHOU BapmabembHOCTH puTMa cepaiia (BPC) croma
BXOIST TypOyneHTHOCTh putMa cepama (TPC), mom-
HocTh 3amemieHus (deceleration capacity, DC) u mor-
HOCTb ycKopeHUs (acceleration capacity, AC) cepmed-
Horo purtma. Ilokaszarenm, OTHOCSIIUECS K IPYroi
TpYIIIe, XapaKTepU3YIOT JJICKTPUUCCKYI0 HECTAOWIb-
HOCTb MHOKapaa. K HIM OTHOCST KeIyIOYKOBBIC apUT-
MHUH (JaCTYIO KEIyIOYKOBYIO SKCTpacucronuio (2KD)
u HXT, a B mociegHue rogbl 00JIbIIOE BHUMaHME 00pa-
IIEHO Ha MCITOJIb30BaHNE MIUKPOBOJIBTHON aJabTepHALINT
3yora T (microvolt T Wave Alternans, mTWA) [14].
Ha nHacTosmmit MOMEHT JIy4Ille BCETO IIPOTHOCTUICCKOE
3HaYeHWE OTHOCUTCILHO HOBBIX IpennkropoB (TPC,
DC, mTWA) mmponeMOHCTPUPOBAaHO y OOJBHBIX, IIepe-
Hecmmx WH@apKT Muokapaa [14-20], omHako TIpu
JKMII 3HauuMOCTh JAHHBIX ITOKa3aTejleii He OIlpee-
JeHa. WcciienoBaHus, MOCBSIIEHHBIE 3TOMY BOIMPOCY,
HEMHOTOYMCJICHHBI, a PE3YJIBTATHI, TIOJyIYCHHEIC B OTHO-
menun TPC m mTWA, nporuBopeunssl [21-28]. Uto
kacaetcst DC/AC, To 3T moKazaTenn y 00abHbIX JJKMII
paHee HE M3yJajnCh. TaKMM 00pa3oM, OCTaeTCs HEemo-
CTaTOYHO WM3yYeHHON NPOTHOCTHMYECKAs] 3HAYMMOCTH
HEWHBA3UBHBIX JIEKTPOPU3NOTOTHICCKIX ITApaMeTPOB,
X B3aMMOCBSI3b ¢ M3BECTHHIMHU (pakTOopamu pricka BCC
¥ Ipyrux (aTtalbHBIX COOBITHM, MOP(PODYHKIIMOHATE-
HBIMHA OCOOCHHOCTSIMHU Ceplia.
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Ta6nuua 1
XapakTtepuctuka naumenToB ¢ AKMMN
XapaktepucTuka 3HayeHne
Mon, yncno naumneHToB (% oT 06LLEro YMCAa BOSbHBIX)
MYXCKO#A 36 (67%)
XEHCKMIA 18 (33%)
Bospacr, net 42 [30;58]
MHpekc maccol Tena (MMT), |<r/M2 26 [22;29]
®yHkumoHanbHbIN knace XCH uncno nauyeHToB
(% oT 0bLwero ymcna 60nbHbIX),
0 4(7,4%)
I 3(5,6%)
I 25 (46,3%)
1l 14 (25,9%)
IV 8 (14,8%)
KAP, cm 6,6 [6,2;7,1]
KOO, mn 198 [180;220]
VTI, cm 11,5[8,0;13,2]
dp/dt, mm pT.CT./CEK 659 [500;781]
B, % 32[22;38]
Ta6nuua 2

JlekapcTtBeHHas Tepanus y naumeHTos ¢ AKMI

Konunyectso Jo3a, mr

nauneHToB,

n (%)
BeTa-anpeHo610KaTopsbl: 34 (63%)
HebVBONoN 1(2%) 2,5
6viconponon 24 (44%) 2,5[2,1;5,6]
METONPOoN 3 (6%) 25[12;25]
KapBeaunon 6 (11%) 9[5,4;23,2]
WHrmbutopsl AMN®: 52 (94%)
aHananpun 1(2%) 5
nepuHaonpun 27 (50%) 2,5[2,5;5,0]
$o3uHonpun 8 (14%) 12 [6,25;20,00]
BrnokaTtopbl peLenTopos aHrnotexHavHa ll:
nosapTaH 2 (4%) 25
MeTneBble gnMypeTrkmn 43 (77%)
dypocemuz, 17 (31%) 40 [40;80]
Topacemu, 25 (46%) 10 [5;10]
CnMpoHONakToH 36 (67%) 50 [31;50]
AmMUOZapOH 38 (70%) 200

Lenbro Hallero UccrenoBaHuUs cTajla OlieHKa MH(popMa-
TUBHOCTW HOBBIX HEMHBA3UBHBIX METOIOB CTpaTU(PUKAIIMK
pucka BCC (TPC, DC/AC u mTWA) y 6ombabIX JIKMIT.

Martepuan u metogbl

Hamu 66010 0o6¢nenoBaro 108 ygacTHMKOB MCCIEN0-
BaHWS. 54 MallMeHTa BOIILIA B COCTaB OCHOBHOI T'PYIIITBI
(36 myxuuH 1 18 xxeHIIuH, cpenHuii Bo3pact 42 [30;58]
ser). KOHTpOJBHYIO TPYINIY, COIOCTABUMYIO IO ITOJIY
¥ BO3PACTY, COCTaBIJIN 54 yeaoBeKa 0e3 cepaeIHO-COCy-
IUCTOM MaToMoruu (32 My>KUYMHBI 1 22 KEeHIITUHBI, CPel-
Huit Bo3pact 47 [27;64] net) (Tabu. 1).

KpurepusiMu BKIIFOUeHUSI B OCHOBHYIO TPYIIITY OBLIHN
nuarHo3 JIKMII, Bo3pact crapuie 15 et u noanucaHue

(bopMBI TOOPOBOIBEHOTO MHMOPMUPOBAHHOTO COTJIACHS
00 yyacTny B ucciiefoBaHNU. KpHUTeprsiMy NCKITIOUCHMS
sapasiuch UBC, mopoku cepiiia, OCTpblii MUOKApIuT,
TepPUKapINAT, 00JC3HN HAKOIUICHUSI, HAIMYKE ITOCTOSH-
Ho#t ¢popmbl pubpmusiry npencepauii (PIT) wmm Tpe-
MeTaHus TIpeacepanii, HaIWudne WMILUIAHTHPOBAHHOTO
ayiekTpoKapauoctumyiasatopa, WMKJ, wmaHudecTHOro
cunapoma Bonabpa-IlapkuHcona-Yaiita, Hainuuue
MOCTOSTHHOW aTpUOBEHTPUKYJIsIpHOK Osnokanbl Il cre-
TCHH, TOCTOSHHON WUIM TIPEXONSINeil aTpUOBEHTPUKY-
nsipHoit 6imokans! 111 crenenu, mpruem cepaedHbIX TJIUKO-
3WI0B, COITYTCTBYIOIIEE OHKOJOTHYECKOEe 3a00JIeBaHUE,
THPEOTOKCHUKO3, BBIpaXeHHass aHeMMs (TeMOIIOONH
meHee 90 1/11), 0TKa3 OT yJacTHUs B MCCIICIOBAHNMN.

Huarno3z JIKMII ycraHaBiuBaid Ha OCHOBaHUU
OOIIENPUHSTBIX KpUTEPUEB [29]:

— OB JIXK <45%,

— KOHEYHBIN mamacrommaeckuii pasmep (KIP) JI2K
>117% paccyMTaHHOW HOPMBI, CKOPPEKTUPOBAHHOM
10 BO3pacTy U IIOIIAAN ITOBEPXHOCTH TeJIa.

Y BKITIOUEHHBIX B OCHOBHYIO I'PYIIITY B KAU4eCTBE TIPEI-
nonaraemoit atuonorun JKMII BocnanuTenabHast pac-
cMarpuBaiach y 20 nauueHToB (36,4%), reHeTMYecKas
(cMHIPOM HEKOMIIAaKTHOTO MHOKapaa) y 4 IalllueHTOB
(7,3%), ankoroiabHast y 2-X mauneHTos (3,6%), cMelran-
Has (CoYeTaHWe BOCIAIMTEIFHON 3TUOJIOTUH ¢ CUHIPO-
MOM HEKOMITAKTHOro Muokapaa) y 11 nanuenros (20%),
uauonatuyeckass JKMII y 18 6onbHbIx (32,7%).

Jlumib y 4-x maneHToB (8% ) KIIMHUYECKUe TIPOsIBIIe-
Husg XCH oTcyTcTBOBaiM, OcTalbHBbIE OOJBHBIE MMETU
npuszHaku XCH paznmmaHoro (yHKIIMOHATBHOTO Kjlacca
(ta6m. 1). [lo maHHBIM XOJITEPOBCKOTO MOHUTOPHPOBA-
ausg OKI (XM), y Bcex IMallMeHTOB PErUCTPUPOBAINCH
HevacTele KB, B cpemHeM 73 [13;204]/cyt. (b
Y OTHOTO OOJBHOTO MX YHCIIO 3a CYTKU cOCTaBjsuio 20
Teic.). Onu3oasl HXT (ot 1 1o 23 3a cyTKU) perucTpupo-
Bayuch y 15 nauuenros (27,8%). [1almeHTaM IpOBOAMIACH
craHgaptHad Teparmist XCH mHrnouropaMn aHTMOTEH3WH-
npeBparaioniero ¢gepmenra (AIIP) wmm GrokaTopamMu
peuenTopoB anrnoteH3uHa 11, 6eta-agpeHoOI0KaTOpamMu,
TETJICBBIMU TUYPETUKAMU, CITMPOHOIAKTOHOM, aMHAOIa-
poHOM (Tabj1. 2). AMMOIapOH Ha3HAYAJICA C LEJIBIO TIPO-
unakrtuku peunausos PI1 y 4 nmaruenrton (7%), neue-
HUS 4YaCTOM XeJyTOYKOBOM SKCTPACUCTONNH Y 21 00JIb-
Horo (38%) v HXKT y 13 manmenToB (24%).

BceM ygacTHMKaM IIpM BKIIIOYCHUM B MCCJIEAOBa-
HUe, a Takxke 4depe3 6 u 12 MecsieB IPOBOAUIUCH
MOBTOPHBIC KIMHUYCCKHUE OOCIeIOBAaHUS, ITOMHUMO
OIIpOCa M OCMOTpa OOJBFHOTO BKIIOUABIINE PETHCTPA-
muio DKI B 12 oTBeneHnax, 24-4yacoBoe XM, a Takxke
sxoKapauorpadudeckoe ucciaemopanume (OxoKI).

Ilpu npoBeaseHnn XM OlLIEHUMBAIUCH ClEAYIOLINE
TOKa3aTen:

1) mTWA paccumnThIBaIM C IIOMOIIBIO IIPOTPAMMHOTO
obecrieueHnst Cardioday Getemed mo metonmy momucdu-
HUPOBAHHOM CKOJB3sImel cpenHeit [30] B OBYyX XomTe-
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POBCKHMX OTBEICHMSIX II0 METOIMKE, OIMMCAHHOW HaMU
panee [31]. [ToMrnMo aGCOTIOTHOTO MaKCUMAJIBHOTO 3Ha-
YEeHUS B TEUYEHUE CYTOK (mTWAmaX), B OOJIBLIMHCTBE
CIy4acB OIIpPEIeIIeMOTO IIPOrpaMMOM aBTOMATHMYECKM,
C 1IEJIBIO CTAHAAPTU3AIUN YCIOBUM M3MEPEHUS MBI OIle-
HuBanu 3HadyeHme mMTWA mpm YCC 100 ym./munH
(mTWA ) n 3Hagernne mTWA B 05.00 vacoB (mTWA_ ).
M3 aHanmmM3a MCKITIOYAINCh YYACTKU 3aIIMCH C BBICOKMM
YPOBHEM IIIyMa, €CJI TAKOBBIE aBTOMAaTUIECKN HE 0TOpa-
KOBBIBAJIMCH TIPY MIPOTPAaMMHOiT 00pabOoTKe pe3yIbTaToB
XM, a B ciydyae paBHbIX 3HaueHUiI mMTWA Ha HeCKOJib-
KMX y49acTKax 3alucy ISl JaJIbHEUIIero aHain3a oTou-
pajcs ToKa3aTellb ¢ MHUHMMAJBHBIM YPOBHEM IIIyMa.
AHam3 IIPOBOAWIICS C UCITOIb30BaHUEM (DaKTOPOB aKTy-
amm3annu (PA) (9rcIo yepemHsIeMbIX KoMILTeKcoB QRS)
1/8m 1/32 [7].

2) JIngs TPC ompenmensiin mokKazaTenu turbulence
onset (TO) (Havyaso TypOYIEHTHOCTH — BEJIMIMHA yda-
IIeHUs CMHYCcOBOTO puTMa 1ocie 2K9) u turbulence slope
(TS) (HaKIIOH TypOYACHTHOCTH — MHTEHCUBHOCTD 3aMe/I-
JICHUSI CHHYCOBOTO pHATMa TOCJIE €ro yJaIlleHUsI B ITOCT-
SKCTPACUCTOIMICCKOM IIeproae). 3a IMaTOJIOrMmIeCKIUe
3HayeHust npuHuManuck TO >0%, TS <2.5 mc/RR [32,
33]. IIpu orcyrctBum KO, IpUTOOHBIX IS aHAIM3a
3a Bpemst XM, TPC cuurtanach HopManbHOM [32, 34].

3) DC paccumThIBaIl ¢ TIOMOIIBIO aBTOMATHIECKOTO
IIPOTPaMMHOTO METOIa, OCHOBAHHOTO Ha OIIPEIcICHUN
pa3aunbl cocemanx RR nHTEepBaoB. B maHHOI MeTommKe
TMoJydeHHas B peayabrate XM 3amick OKI momBepraetcst
MTO3TAITHOM KOMITBIOTEPHOI ob0pabdoTke [35, 36]. Ha mep-
BoM aTamne g pacdeta DC 13 Beelf 3almicH BBIICIISIIOTCST
uHTepBaibl RR navHHee, yeM npeablayiuii iHTepBai (To
€CTb BCE AIMM30IbI 3aMeIJICHUS pUTMa), It pacdeta AC —
Bce MHTepBaJbI RR Kopoue mpembimyimero WHTepBaja
(3TM30mbI yJaleHuss puTMa). Bo3MOXHOCTE OTIEILHOTO
ONMMCAaHUSI W3MCEHEHMI, CBSI3aHHBIX C YCKOPCHHEM
U ¢ 3aMeUICHNEM CepICUYHOTO PUTMA SIBJISICTCSI OCHOBHBIM
MPENMYIIIECTBOM METOMa T0 CPAaBHEHWIO CO CTaHIApPT-
HBIMHY TTOAXOAAMU, UCITOJIB3YeMbIMM 15T m3MepeHust BPC.
B pe3yibrate mocieayrommx npeodpa3oBaHuii (oIpeaesie-
HIE CETMEHTOB BOKPYT OITOPHBIX TOYEK, (ha30BOE BEITIPSIM-
JICHHNE, yCpeTHEeHNEe CUTHAJIA B BRIPOBHEHHBIX CETMEHTAX,
BeliBeT-aHamm3) ompenensiercs 3HaueHne DC mwmm AC,
XapaKTepU3yIollee CPEIHIO CIIOCOOHOCTR CepIlia 3aMe]l-
a1 (s DC) mwmm yekopsate (AC) puUTM IIpU KakKIOM
MTOCJICOYIONMIEM CEepPICYHOM COKpaIleHUH. ABTOPBI METO-
IUKKM TomaraioT, 9To DC oTpaxaeT CTeIeHb BIUSTHUS
IMapacuMITATHICCKOM BETETaTUBHON HEPBHOM CHUCTEMBI
Ha cepiie. Y OOJbHBIX, epeHecInX MHGapKT MUOKapAa,
sHaueHre DC >4,5 Mc COOTBETCTBYeT HI3KOMY PUCKY Cep-
JICYHO-COCYIUCTOM CMEPTU; OT 2,6 10 4,5 MC — cpeaHeEMY
puUcKy; <2,5 MC — BBICOKOMY pucky [36]. KinHuueckoe
sHayeHre AC He oIpenesIcHo.

4) s ouenkn BPC ompemenmsutm SDNN — craH-
IapTHOE OTKJIIOHEHWE OT CpemHEU UIMTEIBHOCTH BCEX
cuHycoBbIX MHTepBaioB RR; pNNS50- npo1ieHT Konnde-

CTBa Iap IOCcIeAOBaTeIbHBIX MHTepBalioB RR, pa3imya-
foruxcs 6ojee 9eM Ha 50 Mc, OT OOIIEero KOJIMJIeCTBa
mociieAoBaTeIbHEIX map MHTepBasioB RR. Ilokasarenb
SDNN BBIOpaH KakK Haubojee 3HAYMMBIIA B COOTBET-
CTBUM C OOIIETIPUHATHIMU peKoMeHaauusaMu, a pNN50 —
B CBSI3H C €r0 MaKCHMMAaJIbHON MHMOPMATUBHOCTBIO TIPU
aHamm3e JonrocpouyHbx 3ammceit DKI [37].

IIpu OxoKI ocoboe 3HadueHME YIENSIIOCH OIEHKE
cuctonmdeckor ¢pyakunm JIXK (PB, ckopocTs n3MeHe-
Hus papieHns B JIK Bo BpeMsl M30BOJIIOMHYECKOTO
cokpamenust (dp/dt), mHTETpad JTUHEWHOW CKOPOCTHU
kpoBoToka (VTI)), a Takke pa3MepaMm Kamep cepilla,
npexae Bcero JIK: onpenensum ero KJIP 1 o6sem (K10),
KOHEUHBIN cucrommiaeckuii oobem (KCO).

Hab6mronerue 3a manmeHTaMU OCYIIECTBIISIA B TeUe-
Hue 48 mecaues. Busurel nmpoBoamianchs depes 6 u 12
MECSIICB WM TOIIOTHUTEIIBHO IIPY YXYAIICHUHN CAaMOUyB-
crBus. [anmee HaOmomeHNE MPOBOIWINA TUCTAHIIMOHHO
(ompoc 1o TenneoHy MaleHTa Wi eT0 POICTBEHHUKOB
B cllydae cMepTH 60sbHOT0). KOMOMHMpOBaHHASI KOHEU-
Hasl ToukKa B HcciemoBaHmn Bkiodada BCC, cMmepthb
ot niporpeccupoBannst XCH, amekBaTHOe cpabaThIBaHUE
UK]I (kaparoBepcust WA aHTUTaXUKApAUTHICCKAsT CTH-
MYJISILIMST), TUOO OCTAHOBKY KPOBOOOpAIIIEHMS C YCIICIII-
HO# peaHmManueil. 3a BpeMsl HaONIOMEHUs BCe TaAllM-
€HTHl TIPOJOJIKAIN MOMOOPaHHYI0 MEIWKAMEHTO3HYIO
TepaImio, KoTopast B cIydac HeOOXOOIWMMOCTH ITOABEPTa-
nach koppekiuu. 10 nanuentam (18,5%) GblIy UMILIAH-
tupoBaHbl UK]I (7 yenoBek) nian ycTpoicTBa IJ1s1 peCUH-
XpOHU3UPYIOIIEeH Tepanmuy ¢ (PyHKIIMEH KapauoBepTepa-
nepudpumistopa (CRTD) (3 maumenrTa).

O6paboTKy pe3yabTaTOB OCYIIECCTBIISIIA C ITOMOIIBIO
nporpamMMHoro obecrneueHus SPSS Bepcum 17.0. [lng
HOPMAaJIbHOTO paclpeneeHus OaHHBIE MPEICTABICHBI
B BUIC CPEIHETO 3HAUCHMS t CTAaHMapTHOE OTKIOHEHME,
B MHEBIX CJIydasX yKazaHa MeAauaHa [25-it; 75-i mepliieH-
Tuan| i % ot obluero yucia nauueHToB. JlocToBep-
HOCTh Pa3IW4YHil OLICHUBAIM C TIOMOIIBIO HEITapaMeTpH-
YEeCKMX METOIOB. KpUTepus MaHHa-YUTHH, KPUTCPUS
YunkokcoHa, KpuUTepus y-KBaapaT, TOUHOTO KPUTepHUsi
®umepa. KoppersimmoHHBIE B3aUMOCBI3H UCCIICI0BATIN
C TIOMOIIBI0 KO3(dUIMeHTa paHTOBOM KOPPEISINU
CrmmpmeHa. C LelTblo OLIEHKU YyBCTBUTEIBHOCTH U CITe-
OU(PUIHOCTH METOIUK, a TaKKe BBISIBIICHUS ITOTPaHNUY-
HBIX 3HaueHU# 66T poBegeH ROC-ananm3. Puck oire-
HUBAJIX C TIOMOIIBIO pacueTa OTHOIICHUS IIaHCOB. Pa3-
MY BBIKMBACMOCTH OICHHBAIM II0 METOXNY
Kammnana-Meiiepa. BepositHocth p<0,05 caurtanu gocra-
TOYHOM TSI BEIBOIA O TOCTOBEPHOCTH Pa3IMUMi MEXKIY
BapuallMOHHBIMU psimamMu. [lpm p>0,05 pasHUIY MeXIy
BeIMYMHAMM PACICHUBAIM KaK MMEIONIYIO TCHOCHITUIO
K CTAaTUCTAYECKUAM Pa3TUIUSIM.

Pesynbrathbl
bonbuble ¢ JIKMII 1o cpaBHEHUIO C KOHTPOJBHOI
TPYIIIOi XapaKTeprU30BAIICH 00JIee BEICOKOM CUMITATHYC-
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Tabnuua 3

MokasaTenu BereTtatuBHOro 6anavca y naumeHToB ¢ JIKMI n B KOHTpONbHOII rpynne

M3yyaemblii nokasarens OKMIM KonTponbHas rpynna [l0CTOBEPHOCTb Pa3Nn4Wii
(n=54) (n=54)

SDNN, mc 104 [78; 132] 141[118; 167] p<0,05

pNN50, % 3[1;7] 715;10] p<0,05

Yactota HapyweHnus TPC Bcex Tvnos, % 80,9 7,5 p<0,05

YacToTa HapyLueHus ogHoBpeMeHHo TO n TS, % 42,6 0 p<0,05

YacToTta n3onmpoBaHHOro HapyLuesus TO, % 37,0 5,6

YacToTta 13011MpoBaHHOro HapylueHus TS, % 1,9 1,9

ABcontoTHoe 3HayeHne TO 0,00 [0,00; 0,03] -0,02 [-0,04; -0,01] p<0,05

AbcontoTHoe 3HadeHne TS, mc/RR 3[1;7] 71[5;12] p<0,05

Yucno v pons naumeHToB ¢ DC, COOTBETCTBYIOLLEH HIU3KOMY PUCKY 20 (37%) 54 (100%) p<0,05

Yucno v pons naumeHToB ¢ DC, COOTBETCTBYIOLLEN CPEAHEMY PUCKY 9 (17%) 0

Yucno v pons naumeHToB ¢ DC, COOTBETCTBYIOLLEN BEICOKOMY PUCKY 25 (46%) 0

AbcontoTHoe 3HayeHne DC, mc 3[1; 6] 8[-7;9] p<0,05

AbcontoTHoe 3HaueHne AC, Mc -4,9 [-6; -3] -9,1[-9; -8] p<0,05

Ta6bnuua 4

MNokasatenu mTWA y nauvenToB ¢ IKMI u B rpynne koHTpons

lMokasarenn mTWA AKMI KoHTposnb [l0CTOBEPHOCTL Pa3nnyuin
(n=54) (n=54)

lMokasarenb DA OtBeneHve

mTWA 1/8 1 79 [56; 105] 72 [56; 88] p>0,05
1/32 39[29; 57] 36 [24; 48] p>0,05

mTWA _ 1/8 10[5;17] 6[3; 11] p=0,05
1/32 4[1;7] 1[0; 4] p<0,05

mTWA, 1/8 20 [12; 33] 38 [17;59] p<0,05
1/32 14[9; 20] 20[11;33] p<0,05

mTWA 1/8 2 74 [61; 93] 65 [53; 90] p>0,05
1/32 41 [25; 53] 30 [22; 44] p<0,05

mTWA _ 1/8 9[4;17] 10 [4; 17] p>0,05
1/32 417;9] 3[1;6] p>0,05

mTWA, 1/8 18[11; 28] 35[22;61] p<0,05
1/32 12[7; 20] 15[10; 30] p<0,05

MpumMeyaHue: BblAeNEHb JOCTOBEPHbIE PA3ANYMS.

CKOIf aKTMBHOCTBIO M CHIDKCHHEM “TIapacHMITaTHIeCKOM
3amuThl”: cpegane 3HadeHuss SDNN, pNN50, TS u DC
oty BeIIe, a TO u AC HiXe, 4eM y JInII 6e3 cepIeIHo-
cocymucToii maronoruu (Taba. 3). YacToTa BEISIBICHUS
marojorndecknx 3HadeHnit TPC B OCHOBHOI rpymire
cocraBuia 6osee 80%, nmpuyeM HapyllleHe BTOPOTO THTIA
(couertanue maronorndeckux 3HaueHuit TO u TS [32, 34])
BBISIBJISTM OYE€Hb 4acTo — B 42,6% ciiydaeB. B KOHTpOJTb-
HOM Xe TpyIIe maTojormdeckue 3HadeHuss TPC perm-
cTtpupoBanuch mouytu B 11 pa3 pexe (7,5% ciy4aes),
a HapyIIIeHNe BTOPOTO TUIIA He BCTpedanock. ITourn moso-
BUHA (46%) MallMeHTOB OCHOBHOU rpymnmbl umeno DC
B 30HE BBICOKOTO pUcCKa U eie 24% — B 30HE CPETHETO
pHCKa CepIeIHO-COCYINCTOM CMEPTH, a B TPYIIIIe KOHT-
posst mokazareiab DC y Bcex BKITIOUYCHHBIX B MICCIICIOBA-
HIE COOTBETCTBOBAT HU3KOMY pucKy (p<0,05) (Tadm. 3).

[Ipn KoppersIIIMOHHOM aHaln3e¢ y IallMeHTOB
¢ JIKMII obGHapyxeHa AOCTOBEpHasi, XOTs W cjabas
WU yMepeHHOoU cuibl, mpaMag cBsi3b @B ¢ SDNN
(r=0,5, p<0,05), pNN50 (r=0,5, p<0,05), TS (r=0,4,
p<0,05), DC (rs=0,492, p<0,05) n orpruatenbHas ¢ AC
(rs=—0,390, p<0,05). Takmm obpa3zom, Oojee 3HAYUTEIb-
HOE CHIDKECHHE COKPATHTENBHON (DYHKIMK MHOKapaa
JI2K accommmpyercst ¢ 6ojiee BBEIpaXKCHHBIM BEreTaTHB-
HBIM IHCOATAHCOM B CTOPOHY IIPeOOIagaHusT CUMITATH -
YeCKOU aKTUBHOCTH.

HecMmotpst Ha TO, 9TO Ha (DOHE IIPOBOAUMOM TEpaITNH,
BKJIIOYas TpUMEHEHUE O6eTa-aapeHO0OI0KATOPOB U aMUO-
JapoHa, CyTOYHOe KoiamdectBo KO y NDamueHTOB
¢ AKMII 06»ut0, Kak MpaBujo, HEOOMBIIMM, JaXe 3TU
3HaYCHUS OKAa3aJIMCh TOCTOBEPHO BHIIIE, YeM Y JIMIT Oe3
cepaedHo-cocyaucToi maroixorum (73 [13;204]/cyT. mpo-
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Tabnuua 5

Knunuko-gemorpadpuyeckue, IxoKr n KT xapakrepuctuku naymentos ¢ AKMI B noarpynnax BbDKMBLUMX U YMEPLUMX

XapaktepucTuka CMepTHOCTb OT BCeX NpuyuH (n=9)  BbikusLume (n=45) JlocToBepHOCTbL pasnununi
Mon (My/xeH) 7 (78%)/2 (22%) 29 (64%)/16 (36%) >0,05
Bospacr, net 38 [28; 54] 42 [31; 58] >0,05
JaBHOCTb 3a00/1€BaHNsA, MEC. 24 [17; 31] 23 [15; 43] >0,05
DyHkumoHanbHbIN knacc XCH <0,05
0 - 4(9%)

I - 3(7%)

I 2 (22%) 23 (51%)

1l 2 (22%) 12 (27%)

vV 5 (55%) 3(7%)

KAP, cm 71[6; 8] 6 [6; 7] p<0,05
KOO, mn 240 [193; 255] 196 [179; 210] p<0,05
DB, % 14[11;21] 34 [28; 40] p<0,05
QRS, mc 105 [145; 195] 110 [100; 130] p>0,05
YCC cp. aHeMm, ya./MuH 69 [66; 84] 75 [66; 86] p>0,05
YCC cp. HoYblO, yA./MUH 75 [63; 87] 63 [57; 69] p<0,05
X3 124 [32; 144] 67 [12; 221] p>0,05
HeycTonumsas XT, Konn4yecTBo anNM3040B 3a CYTKU 1[0; 3] 0 p<0,05
YacToTta 13071MpoBaHHOro HapyLeHus TO, Ynucno 60bHbIX/0ons 3(33,3%) 18 (40%) >0,05
YacTtoTa N3011MpoBaHHOr0 HapyLleHusi TS, Yncno 60MbHbIX/Bons 0(0%) 1(2,2%)

YacToTa ogHoBpeMeHHoro HapylieHus TO n TS, uicno 60nbHbIX/nons 6 (66,7%) 17 (37,8%)

ABcontoTHble 3HayeHus TO 0,00 [0,01; 0,02] 0,00 [0,00; 0,03] >0,05
AG6COMIOTHbIE 3HaYeHus TS 1,0[0,6; 3,5] 4,0[1,0; 7,0] =0,09
SDNN 78 [76; 80] 117 [80; 141] p<0,05
pNN50 1[1;3] 4[2;11] p<0,05
DC 1,0[0,8; 1,4] 4[1,2;7,0] p<0,05
AC -2,0 [-4,0; -1,5] -5[-6,7; -3,0] p<0,05

npumeqauue: BbleJieHbl JOCTOBEPHbIE PA3NNYUS.

™B 1 [1;9]/cyt., p<0,005). Bouzomer HXKXT B KOHT-
POJILHOM TPYIIIE HE BEIIBJICHBI, TOIJAa KAK B OCHOBHOM
OHU 3apEeTrMCTPUPOBaHbI MOYTH B 28% ciaydaeB. PasHuia
B mokazaresix mTWA okasanack MeHee OIlpeaeIicHHOMI
(tabm. 4). O6HapyxkeHo, uyTo 6onpHEIE ¢ JIKMII Mo cpas-
HEHMIO ¢ TPYIITON KOHTPOJIS XapaKTepHU30BaJICh TOCTO-
BEpHO 0oJiee BHICOKUMU 3HAYEHUSIMU mTWAOS:00 (B TIep-
BOM MOHHUTOpHOM otTBemeHuUM mpu DA 1/8 (p<0,05)
u npu PA 1/32 Ha rpanu mocroBepHOcTH (p=0,05))
nmTWA BO BTOPOM OTBEICHHUH IPH DA 1/32, HO OOTICE
HU3KUMU 3HAYECHUSIMU mTWAl B 000X MOHMTOPHBIX
orBenenusix npu @A 1/8 u 1/32 (tabn. 4). OcranbHble
nokaszatenu mTWA y 6onsHbix ¢ IKMII o cpaBHeHU1O
C KOHTPOJIEM OTIMYAINCh CTAaTUCTUYECKH HE3HAYMMO.
Takum ob6pazom, pasa JKMII xapakrepHa OTHOCUTEIbHO
BeIcOKass MTWA B COCTOSSHUM IIOKOSI B paHHHE YTPCHHIE
Yackl, a He N30BITOYHOE €€ YBEIMUCHHE IIPU JOCTAaTOYHO
BeIcokoif YCC (3T0 yBeNIMUeHUE JaXe MeHee BEIpaXeHO,
4yeM Yy 300pOBbIX jinil). KoppelsunoHHBIX B3aUMOCBSI3eit
mTWA ¢ Mopdo-QyHKIIMOHAIBHBIMU MOKAa3aTeAIMU
WJIYA BBIPAXKEHHOCTBIO XKEJTyJOUYKOBBIX aDUTMUIL HE BBISAB-
JIEHO, 3a UCKJIIOYEHHMEM CJ1a00i1 IPsSIMOii CBSI3U mTWAmax
mpu DA 1/32 Bo BTopoMm otBeaeHnu ¢ OB JIK (rs=0,272,
p<0,001).

B TeueHmMe 4-X 1T ITOCIIC BKIIIOUCHUS B MCCIICIOBAaHME
B rpyrme JKMII 3apernctpupoBaHo 8 JIeTaIbHBIX UCXO-
I0B (3 U3 HUX — B TEUCHUE MEPBOTO Tofa HAOTIONCHMS),
3 KOTOPHIX ognH O0bLT ob0ycioBieH BCC, 7 — mporpec-
cupoBanneM XCH. JIBa marieHTa yMepiin B HaIlleM CTa-
IMOHAape, V HUX ObUIa BBHITIOJIHCHA ayToIlcHs. B ocTanb-
HBIX CIIy4asiX BCKPHITHE HE MPOBOIMIOCH, MH(MOPMAIIHS
00 oOcCToATENbCTBAX CMEPTU OblIa MoJydeHa OT pPoji-
CTBEHHUKOB YMEPIIUX: JICTAIbHBIC MCXOMBI ITPON3OILIN
B JIPYTUX MEIULMHCKUX YUPEXIACHUSIX, Kyaa OOJIbHbIE
TOCTIUTAIN3UPOBAIIICH B CBA3M C MIPOTPeCCHPOBAHUEM
XCH. OmnH mamueHT ObII HalJeH JOMa MEPTBBIM.
Kpome Toro, 3apermcTpupoBaH OOWH 3IM30H aIeKBaT-
Horo cpabateiBanus MKJI (KapauroBepcwsl IO ITOBOILY
onicTpoii 2KT), KoTopEIif HaMu OBUT pacIicHeH KaK 9KBH-
BasteHT BCC. TakuM o6pa3omM, muib n18a coobrtust (BCC
u cpabarbiBanue MKJI) MOXHO paclieHUTb KaK apuTMU-
yeckue. TeM He MeHee, Bce KOHEUHBIE TOUKH (n=9) ObLIH
CBSI3aHBI C CEPICUYHO-COCYIUCTEIMA IIPUIMHAMM U COCTa-
B 17% B TedeHme 4-x jeT HaOmomeHus. B cBg3mM
C 3TUM, JAJIbHEUIINIA aHAJIU3 TIPOBOIMIICS 1JIs KOMOMHU-
POBaHHOW KOHEYHOU TOYKU.

7151 O1IeHKYM TTPOTHOCTHYECKOM 3HAYNMOCTH TIPEINK-
TopoB BCC Bce marme T OCHOBHOM TPYIIIHI, BKITIOYCH-
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Tabnuua 6

CpaBHeHne mTWA B noarpynnax BbDKMBLUMX M yMepLUuX naumueHToB ¢ KM

Mokasatenn mTWA

(n=9)
Mokasatenb DA OTBepeHvie
mTWA 1/8 1 56 [50; 78]
1/32 30 [24; 43]
MTWA 00 1/8 10 [6; 18]
1/32 714;10]
mTWA, 1/8 17 [12; 28]
1/32 1410; 21]
mTWA 1/8 2 54 [43; 79]
1/32 28 [18;41]
mTWA ., 1/8 16[11;27]
1/32 7[4;13]
mTWA, | 1/8 17 [10; 30]
1/32 12 [5; 14]
MpumeyaHue: BblaesEHb JOCTOBEPHLIE Pa3nYMA.
[peanKTopsl our 95%1un P
DB<26% —t+— 32,0 3,5-289,8 <0,0001
SDNN=<80 S E— 21,0 2,4-196,2  <0,05
pNN350<2,5% e 6,0 1,3-29,3  <0,05
DC=s1,5 | — 9,0 1,7-53,3  <0,05
AC<-4,5 | — o 7,0 1,3-38,1 <0,05
XT — 5,2 1,0-25,0  =0,05
S T A T N W WA}

1 10 100 1000

Puc. 1. OTHOCUTENbHBI PUCK CEepPAEYHO-COCYAUCTON CMEPTHOCTU Y BOJbHBIX
OKMTI npn n30AMpoBaHHOM HapyLLEHWUN OTAENbHBIX GaKTOPOB pUcka.

HBIE B WCCIIeOOBaHWE, OBLIM pa30MTHI Ha ITOATPYIIIIHI
BBDKMBIIINX W YMEPIIUX B TeUeHUE 4-X JIET. YMepIIue
MMAIMEHTBI 3aKOHOMEPHO XapaKTePU30BAINCh ITOCTO-
BepHO 00Jiee BEICOKMM (PYHKITMOHAIBHEIM KitaccoM XCH
u KO, 6onee auskumu 3HadeHussMu @B JI2K. B rpymire
YMEPIIIMX TOCTOBEPHO Yallle BCTpeUyaanch armm3oasl HXKT.
IMoka3zarenu, XxapaKTepU3yIOIINEe BEreTaTUBHBINM OajaHC,
B IIOATPYIIIIE YMEPIINX OTIMYAINCH OoJice BBIpAKCH-
HBIMA CIBUTaMU B CTOPOHY CHMITATUKOTOHMU: TOCTO-
BepHO MeHbIIMMM 3HaueHMsIMM SDNN, pNNS50, DC,
6onee BuicOKMMM 3HaueHusMU AC u cpenHeir HCC
B HOYHBIe 9Yachl. CHMXEHHME CpemHMX 3HaueHui TS
B MOATPYIIIe YMEPIIMX HOCWIO XapaKTep TCHICHIIUM,
M XOTS Cpedy STUX MMAIlMeHTOB He OBLJIO HA OMHOTO YeJIo-
Beka ¢ HopMmanbHOI TPC, Bce ke 9acTOTa BBISIBICHMUS
matonorndeckux 3HadeHnit TO m TS mocTroBepHO
HEe OTIMYAlIach OT IIOATPYIIIEI BBDKMBIINX (TaONI. 5).
Takke TOATPYIIIa YMEPIINX OTIWYajach 0ojiee BBHICO-
KUMM CpeafHUMU 3HaueHUusIMU mTWA B paHHUE yTpeH-

HUE dYachl (CTAaTUCTMICCKU 3HAYMMO IS mTWA

CMepTHOCTb OT BCEX MPUYMH

BbixviBine [locTOBEPHOCTb Pa3nnyunii
(n=45)

84 [56; 107] =0,06
43 [29; 58] >0,05
10 [4; 17] >0,05
3[0;7] =0,05
22[12; 33] >0,05
15[9; 19] >0,05
77 [65; 95] <0,05
43 [30; 56] <0,05
7[3;15] <0,05
3[0; 8] <0,05
19 [11; 26] >0,05
12 [7; 21] >0,05

BO BTOpoM oTBeaeHum Iipu A 1/8 u 1/32, a B mepBoM
otBeneHum mpu DA 1/32 HayposHe TeHaeHIINH (p=0,05)),
HO 0Oojiee HU3KAMHU MAaKCHUMAaJbHBIMU 3HAYCHUSIMU
mTWA B TeueHue CyTOK (mTWA  BO BTOpOM OTBeJe-
aun mpu A 1/8 u 1/32 (p<0,05), aB TIEPBOM OTBEICHUH
npu @A 1/8 na yposHe TeHaeHumu (p=0,06)) (tadi. 6).

Takum o6pazoM, ymepliue maireHThl Hapsay ¢ 6oJiee
BBIpaXKCHHBIMM M3MCHEHHMSIMHU KaMep cepilla M CHIXKE-
HUEM TJIO0AJIbHOM COKPAaTUMOCTH XapaKTepH30BaINCH
BEeTEeTaTUBHBIM OUCOAJIAHCOM C IIpeoOIaJaHueM CHMIIa-
TUKOTOHMHU W CHIDKCHHUEM “BaryCHOI 3aIllUThI”, a TaKXKe
TMOBHIIIICHUEM DJJIEKTPUICCKONM HECTAaOMIBHOCTU MHO-
Kapma (0COOCHHO B paHHNE YTPEHHHUE JaCHhl).

HOnsa ompenmeneHUS IPOTHOCTHYECKON 3HAYMMOCTHU
pasMMYHBIX (pakTopoB pucka mpoBemeH ROC-aHamums.
Hawn6oiee 3HaumMbIMu (haKTOpaMy, JOCTOBEPHO BIIUSIB-
MMM Ha PUCK HebnaronpugaTHoOro mcxopa, owmm MB
JI2K, moka3zarean BPC, DC/AC. MakcuMaIbHOM CHIION
obJragaa MaTeMaTHIecKasl MOJICIIb, ONMCHIBAIOIIAS 3HA-
yenuss ®B. Ilpum sToM morpanuyHoe 3HaueHne OB
B 35%, saBisioleecs noka3zaHueM K uMmiutanTamun MK
(mpu Haymamu XCH II-111 &. xi1.) [9], xapakTepn3oBa-
JIOCh HU3KOW 4YBCTBUTEIBHOCTBIO, paBHOU 46%. I1opo-
roBO€ 3HaUeHUe paBHOE 26% 00ecIeunBaio MOYTH IBYX-
KpaTHOe yBeludeHue uyBcTBUTENbHOCTH (80%) mpu
HeOoubioi mmoTepe creunbuuHocty (90%) u npeacka-
3bIBAJI0 yBEJIMYECHUE PUCKA OOIIE CMEPTHOCTU Cpelau
nanueHToB ¢ JJKMII B 32 pa3a (OTHOIIICHHWE IIIAHCOB
(OI) 32 (95% nosepurenbhbiit uHTepBan (JAM) 3,5-
289.,8), p<0,0001). IIpm aHanmmM3e BBELKMBACMOCTHU
no metony Kamnana-Meiiepa Haba0na10Cch JOCTOBEP-
HOC pa3Indre KPUBBIX, OTOOpPaXKAIOIIMX CMEPTHOCTH
y 601pHBIX ¢ DB BHIIIE 1 HIXE 26% (p<0,0001) (puc. 1).

[IporaocTrUecKre CUJIBI BCEX MOIEJCH, MCIIOIB30-
BaBIIMX ITOKa3aTenW BereTtaTUBHOTO cratyca (SDNN,
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3HauMMOoCTb OTAENbHbIX MPEAUKTOPOB B cTpaTuduKkaumm pucka y 6onbHbix AKMM

Mpeavkrop AUC MorpaHnyHoe 3HayeHue
»B 0,931 17%
26%
35%
AC 0,805 -4,3 Mcek
SDNN 0,790 79,5 Mcek
DC 0,780 1,4 Mcek
PNN50 0,773 2,5%
max 1/82 oa. 0,753 56 mMxB
62 mkB
TWAmax 1/322 o8 0,740 29 mxB
TS 0,681 1,09 mcex/RR
XT 0,656 1
X3 0,449 54
TO 0,443 0,005%
A5:001/322015, 0,254 5,5 MkB
TWA 0,243 13,5 MkB

5:001/82 ore.

YyBCTBUTENLHOCTb
98%
80%
46%
89%
80%
76%
76%
89%
80%
78%
66%
87%
60%
48%
36%
36%

CneundunyHoCcTb
78%
90%
100%
62%
76%
7%
64%
55%
66%
56%
33%
44%
33%
44%
33%
44%

Tabnuua 7

<0,05
<0,05
<0,05
<0,05
<0,05
<0,05
<0,05
<0,05

<0,05
=0,09
>0,05
>0,05
>0,05
<0,05
<0,05

pNN50, DC, AC), 3a wmckmwouecHueM TPC, Obumn
omusku — AUC 0,773-0,805. JlaHHBIE IIPETUKTOPHI
O0bT  comocTaBUMBI ¢ DB 1Mo YyBCTBUTEIBHOCTHU
(a mokazatens AC maxe IIpeBOCXOMWII €¢), HO YCTYITaIn
mo cuenuduaHOoCcTH (Tad. 3). BombIneil cuaoit xapak-
Tepu3oBajach Momeib, ucroib3oBaBmass AC (AUC
0,805). 3naueHme AC 6oiee wiu paBHoe -4,5 Mc B 7 pa3
YBEJIMYMUBAJIO PUCK HEOJaronpusTHOro ucxona (puc. 1).
SDNN HeckoabK0 yerynajo mo 3HadnmMoctd AC (AUC
0,790), Ho Gosee cymecTBeHHO (B 21 pa3) yBeIMIMBaIO
PHMCK CMepTH IIpu CHIXKeHHM MeHee 80 Mc, yCTymas
B 9ToM IutaHe Toibko ®B <26% (taba. 7, puc. 1),
HO omepexas TPpaIuIIMOHHO WMCIIONb3yeMbIC B CTpPATH-
¢ukanum pucka 6osee BbIcoKMe 3HadeHUsT DB. Tak,
st @B <30 u <31% OI cocrasuio 19 (95% AU 1,6-
126, p=0,004) u 14 (95% AN 2,2-173,6, p=0,001), coort-
BeTCTBeHHO. [Ipm aHanm3e BBDKMBACMOCTH IT0 METOLY
Kannana-Meiiepa HaOM0ganuCh JOCTOBEPHBIC pa3jiy-
YUsI KPUBBIX, OTOOpaXkKaIOIINX CEepACUYHO-COCYIUCTYIO
CMEPTHOCTB IIPY MCIIOJB30BAHUU B KA4eCTBE KPUTCPHS
SDNN, pNN50, AC, DC (puc. 2).

B 1O Xe BpeMs, moKasaTeqn SJIEKTPUICCKON HecTa-
ounbHOCTH MHoKapaa (mTWA, K3, #2KT), a raxcke TPC
XapaKTepHU30BAJINCh CIA0BIM IIPOTHOCTUICCKUM 3HAde-
HueMm. M3 Hux nqumb Haanure HXKT yBenuuuBajio pucK
HeomaronpusTHoro ucxoma (OLLl =5,2), omHaKoO cTaTH-
CTHYeCKasi 3HAYMMOCTh 3TOTO ObUIa Ha TPaHU JOCTOBEP-
HoctH (p=0,05). MHTEpeCHO OTMETUTH, YTO CHIDKCHUE
MaKCUMajbHbIX 3HaueHUMH MTWA B TedyeHHe CYTOK
(rmoxaszartenb mTWAmax BO BTOpoM oTBemeHUM npu DA
1/8 m 1/32) Takke SIBWIOCH 3HAYUMBIM IIPEIUKTOPOM
daTtanpHBIX coOBITHIT B ROC-ananu3e (mpaBma, ¢ HEBBI-
COKOI1 CITe(pUIHOCTHIO), OMHAKO MX 3HAUCHME HE ITOM-
TBepxkaeHo Tipu pacdete OIIl m mocTpoeHMM KPUBBIX
BBDKMBACMOCTH.

Hamu ObUT BEITIOJNHEH aHAIN3 BIWSHUS COYETAHHS
HECKOJbKHX Han0oJjiee 3HAYMMBIX ()AKTOPOB Ha PHCK CEP-
IEeYHO-coCcyancToi cmept. OOHAPYKEHO, 9YTO KOMOU-
HallMU MPEeIUKTOPOB MPUBOIWIN K YBEJIUYECHUIO PUCKA
CMepTH, KOTOPHIM, OMHAKO, OBUI HEe BEHIIIE, YeM IIpU
M30IUpOBaHHOM cHuxeHun DB menee 26%. Tak,
HammpuMep, HaWOOJBIIMM YBEIUUYCHHEM pHCKa cep-
IEeYHO-COCYONCTOM CMEpPTHOCTU XapaKTepu3oBalach
koMmoOuHanmst ®B u AC, nipu xkotopoii OII cocTaBmito
32 (95% AN 3,5-289.9), p<0,001) u coOTBETCTBOBAJIO
OII npu mzonupoBaHHoM cHmxeHun OB menee 26%
(puc. 3). KoMOmHamm mpeauKTOpOB, HE BKIIIOYABIINE
@B, yBenmmuuBamM PUCK HEOJIATOIPHUSITHOTO HCXOIa
B MEHBIIICH CTCIIEHNW, OOHAKO COYCTAaHME BEICOKMX 3HA-
yeHuii AC n Hu3kux SDNN moBBIIIAIIO PUCK CMEPTU
o cpaBHeHuIo ¢ PB <31% Gonee cymecrBenHo (OL
16,0 mpotus 14,0).

I[Ipu mHOTrO(akTOpHOM aHaMM3e (JTOTHCTAYECKAS
perpeccust), ¢ BKIIOYCHUEM B MOIE]Ib Hamboiee 3HAUM-
Meix npenukTopoB (®B, SDNN, pNN50, DC, AC,
HXT) obGHapyxeHo, uro Tonbko ®B <26% sBisercs
HE3aBUCHMBIM IIPESAUKTOPOM HEOIATOIIPUSITHOTO UCXOIa
y OonbHbix HKMII npu aadteabHOM HaOMIOAeHUN
(Tadm. 8).

O6GcyxaeHue

Hamu npeampwHsTa IIOIMBITKA B paMKaX OTHOTO
WCCIICIOBAaHUS M3YyIUTh OCOOCHHOCTH HOBBIX HEWHBA-
3uBHBIX IpennkTopoB BCC (TPC, mTWA, DC/AC)
y 60bHBIX ¢ JIKMII, conocTaBUTh UX C y>K€ N3BECTHBIMU
KIMHUYICCKIMU U 3JIEKTPOKapIUOrpaMIecKUMH TTOKa-
3aTeJISIMU, VCIONB3YeMBIMU B CTpaTH(UKALIMUA PHUCKa
BCC. HeobxommMo OTMETHTh, YTO MMECIOIIHNECS Ha 3TY
TeMy JUTepaTypHBIC MaHHBIE BeChMa IIPOTHUBOPCUYMBEI
KaK ¢ TOUYKHU 3pCHUS PE3YJIBTaTOB, TaK M MEJIei, IUIST KOTO-
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Puc. 2. KpuBbie BbixmBaeMocTu y 60sbHbIX ¢ IKMIT B 3aBUCUMOCTH OT 3HAYEHUIA HAMOOIee 3HAYMMbIX NMPEANKTOPOB.

PBIX WCIIOJIB30BAIMCh M3y4aeMble NPEHUKTOPHL. Tak,
B nccienoBanusx, ndydasmmx TPC mpu IKMII, otme-
YaeTcsT BBICOKOE ITPOTHOCTHMYECKOE 3HAYCHHE 3TOTO
ITOKAa3aTeJIs TSI (pAaTAIbHBIX CePAeYHO-COCYANCTBIX COObI-
THii B eJIoM, cortocTaBuMoe ¢ ®B n GhyHKIIMOHATBEHBIM
knaccom XCH [23, 24] m omepekaroliee IToKa3aTen
BPC [25]. Omnako nonbsITKM ucnonb3oBate TPC n BPC
C LeJIbIO IIPOrHO3MPOBAHUS APUTMHYECKHX COOBITHIA [26],
MIPEOIIPUHATEIC B TOM YHCJIC B KPYITHOM MeTaaHaJIu3e,
BkiouasiieM Oojiee 6000 maumeHToB [27], He mpone-
MOHCTPHMPOBAIN 3HAYMMOCTH IOAHHBIX IIPEIUKTOPOB.
B otHomennu mTWA pe3yabTaThl elie 0ojiee HEOTHO-
3HAYHBI: OMHU aBTOPBI XapaKTePU3YIOT JaHHBIN ITOKa3a-
TeJIb KaK “He3aBUCUMBIN IpeaukTop BCC” y 00IBbHBIX
JKMII [25, 28], opyrre OTMEYalOT, 9YTO €r0 UCIIOIb30Ba-
HUEe HE MOXET “IOCTOBEPHO BBISBJISATH IAIIMCHTOB
¢ IKMII, y KoTopbIX UMEETCS PUCK Pa3BUTHUS (aTaib-

HBIX apuTMuit” [26]. 3nayenne DC, xopolo 3apeKoMeH-

IIOBaBIIEH ceOsl B IIPOrHO3MPOBAHNH MCXOMa Y TIepeHec-
mmx MH@apkT Muokapaa nanuenTos, n AC nipu JIKMII
He n3y4yanaoch. HaMu mpogeMOHCTpUPOBAaHO, YTO JaHHBIC
nokazarenu nipu JKMII cBumeTeabcTBYyIOT O Oosee
BBIPAXKCHHON CHMIIATUKOTOHWM W CHIDKCHWU BaryCHOM
AKTUBHOCTU II0 CPaBHECHUIO C KOHTPOJBHOW TPYIIION,
a y IMaIlMeHTOB C HEOJAroNpHUATHBIM IIPOTHO30M 3THU
HapylmIeHUsI BBIpaXXeHBI MaKCHUMabHO. MHTepecHO
OTMETHUTH, uTo cHIKeHe DC — y 6ompHBIX MBC mocta-
TOYHO TOYHBIN IPEIUKTOP HEOIATOIIPUSITHOIO UCX0Ia —
npu JKMII okazanoch HE CTOJIb 3HAYMMBIM, YCTYIIUB
CBO€ MECTO YBEIMUYCHHUIO MOITHOCTH YCKOPEHHSI PUTMAa
(AC), xoTopoe B paHee OITyOJMKOBAaHHBIX paboTaxX HUKA-
KM 00pa3oM HE XapaKTepH30BaJl0o BBICOKUI pPHUCK
(baTabHBIX COOBITHIT Y MOCTHMH(APKTHBIX IMAIlEHTOB.
[IpryeM TIporHOCTHMYECKAsI CHJIA TIOCIICTHETO TIPEeINK-
TOpa B HalleMm uccienoBannu ycrymana juirs OB JIK,
HO orepexaja ee 10 YYBCTBUTCIBHOCTU (TSI 3HAUCHMS
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KomOuHaumu npenukTopoB ol  95% aun P
DB (26%)+AC _— 32,0 3,5-289,9 10,0001
®B (26%)+SDNN —_— 28,0  4,5-173,8 10,0001
OB (26%)+XT —_— 26,0 3,8-185,8 0,001
DB (26%)+pNNS50 _— 20,0  3,6-115,0 0,0005
DB (26%)+DC —_— 20,0  3,6-115,0 0,0005
DB (26%)+TS+DC —_— 17,2 2,5-118,9 0,005
DB (26%)+TS+DC+AC+SDNN —_— 17,0 2,4-25,2 0,001
AC+SDNN —_— 16,0  8,8-93,1 0,001
DB (26%)+TS+SDNN . — 11,7 2,4-56,2 0,002
DB (26%)+TS+DC+AC+SDNN+pNN50 | —mfoo—— 10,0 1,5-78,1 0,02
AC+DC —_— 9,6 1,3-38,1 0,01
TS+SDNN — 5,0 1,1-22,5 0,04
Ll v

1

10 100 1000

Puc. 3. OTHOCWTENBHBIN PUCK CEePAEYHO-COCYAVCTON CMEPTHOCTU NPU COYETAHNM HECKONBKVX MPEANKTOPOB.

Tabnuua 8

3Ha4YMMOCTb OTAENbHbIX MPEeANKTOPOB B cTpaTudukaumm pucka y 6onbHeix JKMM (MHOrodakTopHbIii aHanus)

OpnHO}aKTOPHbI aHanm3

MpepykTop ouw 95% OU p

®B 32 3,5-289 <0,05
SDNN 21 2,4-196,2 <0,05
DC 9 1,7-53,3 <0,05
AC 7 1,3-38,1 <0,05
PNN50 1,3-29,3 <0,05
XT 52 1,0-25,0 =0,05

6oiee -4,3 mc). BCP ipu AKMII mpogemMoHCcTprpoBaja
cxoxue ¢ AC pe3yabTaTel KaK B OTHOIICHUY CPaBHCHMS
C KOHTPOJIbHOU TPYIIIIO, TaK ¥ TPH COITOCTaBJICHUU
YMEPIIMX U BBDKMBIINX MAIIMEHTOB, IIPUYEM CHIDKCHIUE
SDNN wmenee 80 Mc M3 Bcex 2yIeKTpoKapauorpapude-
CKHUX IIPEIUKTOPOB B MAKCUMAJIBbHOM CTEIICHNW YBEJIMUM-
BaJI0O PHCK HEOJAaronmpusATHOTro mcxoma. YTo KacaeTcs
TPC, T0o HaM He yIajaoch IMOATBEPANTD €€ IPOTHOCTIYC-
CcKo¥ 3HauMMocTu: nokazatenau rpu JAKMII 6b11m gocto-
BEpHO XyXe, 9eM B TPYIIIe KOHTPOJISI, HO MX OTININE
Yy YMEPUIVX U BBDKMBIIUX MALUEHTOB ObLIO HETOCTOBEP-
HBIM. BO3MOXXHO, 31eCh CBITpaJIo pOJb OTPaHMYCHHOE
YUCIIO HAONIONCHUI B HaIlel padoTe, OMHAKO, KaK MBI
OTMEYaJIN BBIIIE, U B psime Ooyiee KPYITHBIX MCCIICIOBA-
HUU TTOJTYICHBI aHAJIOTUIHEIC Pe3YIbTATHL.

Hamm pannbsle B otHomeHMM MTWA oTianyarorcd
KpaifHeil IIPOTHMBOPEYUBOCTBIO. 31eCh MBI IIBITAJINCH
MIPUMEHUTh METOIMKY, paHee OIPOOOBAHHYIO HaMU
y TIepeHecHmX MH(MAPKT MUOKapaa IAallMeHTOB U IIpU
runeptpodudeckoir Kapauomuornatum [31, 38]. Ona
3aKJII0YACTCS B HEKOTOPOHM CTaHOAPTU3AIlMM YCIOBHIA
OILICHKU IT0KA3aTeJIsI B XOMIE XOJITEPOBCKOTO MOHUTOPHPO-
BaHUS: 110 BPEMEHM U YCIOBHMSIM peTHUCTpalni (OleHKa
B paHHME YTPEHHME Yachl B COCTOSIHUU cHa- mTWA

)
05:00
n mo YCC (mTWA ). I1pu 5TOM cOXpaHSIJICS U Tpamm-

100

MHorodakTopHbIii aHanu3

MpeapkTop OP 95% OU p

OB 0,252 1,060-1,561 <0,05
SDNN -0,020 0,928-1,036 >0,05
DC 0,105 0,743-1,661 >0,05
AC -0,082 0,609-1,393 >0,05
pNN50 0,113 0,688-1,821 >0,05
XT 1,838 0,460-85,955 >0,05

LIMOHHBIN MOIXOJ C ONIPEACICHUEM MaKCUMAaJIbHbBIX 3Ha-
yeHuit mTWA 3a cytku. [loslyueHHbIE HAMU paHee JaH-
Hele y OonbHBIX ¢ MBC Tokazanmm mepcreKTUBHOCTD
Takoro Metoaa aHanm3a [31]. UHTepecHO OTMETHUTD, 4TO
MMeHHO 3HayeHuss mMTWA B yTpeHHME 4Yachl, KOTOpbIE
npu MBC mipogeMoHCTpUpoBain ¢cBOIO 3(PPEeKTUBHOCTD
B cTpatndukannu pucka BCC, y mamuenros ¢ JKMII
W HEOJArONMPUSTHBIM IIPOTHO30M OBUIM TOCTOBEPHO
BBbIIIE, YEM Y BBDKMBIINUX O00bHBIX. BMecTe ¢ Tem, mTWA
HE TIPOIEMOHCTPUPOBaja CBOE IMPOTHOCTUYECKOE 3HAUC-
Hue npu JKMII: cuna matemMaTUyeCKOM MOMAEIU, 4yB-
CTBUTEJIBHOCTh U CHEIM(MUIHOCTH 3TOTO METOIAa OKa3a-
mmch HU3KUMHA. HesicHa Takke TIpudnHa 6ojiee HU3KUX
3HauYeHUH psiaa apyrux nokasateneit mTWA npu JIKMII
MO CpaBHEHMUIO C KOHTpoJieM. B to6oM citydae, HeoOx0-
IUMO OTMETUThb, 4To MTWA, B oTiMuue, Hampumep,
ot ®B JIK, Ha HaII B3MJISIA, HE SBISICTCSI YHUBEPCATb-
HBIM IIPEOUKTOPOM HebaaronpusaTHoro ucxona. Ee mpu-
MeHEHHME ¥ MHTepIIpeTaus MoJIydeHHBIX TaHHBIX 00513a-
TEJIHO TpeOyeT yueTa OCHOBHOTO 3a00yieBaHMSI (HAIIpH-
mep, nipu JKMII HeT cmbiciia OlLieHUBAaTh mTWAlOO).
Kpome Ttoro, mo HammMm maHHBIM [39], mokazaTenu
mTWA xopoiu aJ1st TIpOrHO3MPOBAHMS Ha OTHOCHTEIEHO
HeOompIre cpoku (1 Tom), a Ipyu HAGIIOACHUH OO0 5 JIeT
WX 3HAUYCHUE yTpaunBaeTCs.
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B Hamem umcciaemoBaHUM 4-X JIETHSAS CMEPTHOCTH
y nanuenToB ¢ JJKMII cocraBuia 17%, npuyem JHIIb
2 cobbiTus (4%) MOTYT GBITh OTHECEHBI K apUTMUYE-
ckuM. Obpairaer Ha ceOS BHUMaHNWE HEBBICOKUI MPO-
ueHT uMmiutantauuii MKl 601bHBIM MOC/IE BKIIOYEHUS
B MICCJIEIOBAHNE IO CPABHCHUIO C 3apYOCKHBIMU TaH-
HBIMHM, YTO, BUAWUMO, OTpaxXaeT peainu OKa3aHUud
noMoIIM TOmOoOHBIM manueHTtaM B Hayaire 2010-x
rogoB. Cpeny HAIIMX ITAIIAEHTOB ITOKAa3aHWS K UMTIJIaH-
taruu MKJl umenu 33 genoseka (61%), omHako ore-
paTUBHOE JIeUeHUE MO TEM WMJIM MHBIM IIPUYUHAM TIPO-
BemeHo auinb 10 mammeHTam (MeHee Tpetw). OmwH
M3 TMAllMeHTOB, OTKA3aBIINCh OT MMILJIAHTAIINU, YMEp
BHE3aIHO, ellle OJHa ITallMeHTKa CKOHYaJach OT IpO-
rpeccupyitomeit XCH, Haxomsich B JIMCTE OXUIAHUS
Ha uMIuiantauuio UKJI.

IIpeBanupoBaHue B Ka4ecTBe NMPUYUH CMEPTU Tep-
muHanbHOT XCH He MOINIO He BBIBECTH Ha TepBOeE
MECTO IIO0 IpoTHocTmYecKoMy 3HaudeHmio ®B JIK.
Hu ogua U3 yMepIIuX IMaIeHTOB B HAIIEM MCCIeq0Ba-
Huu He umen ®PB Gonee 26%, Bkmouas ciaydait BCC.
JIvmp y manmeHTa ¢ amekBaTHHIM mokoM MKJI ®OB
coCcTaBMJIa Ha MOMEHT BKJIIOYEHUSI B MCCIeJOBaHME
32%. Kpurnueckoe sHaueHue OB (26%) B Hamem
WCCIIENOBAHNM O0Ka3aJloCh CYIIECTBEHHO HMWXE TOTO,
KOTOpO€ TIPUHSATO MCIOJb30BaTh B CTpaTU(UKALIN
pucka BCC. MMeHHO OHO IT0 3HAYMMOCTHU OIEePEaNIIO
BCe MHBIE IPEAVKTOPHI (PaTAIbHBIX COOBITUI 1 IBUJIOCH
€IVHCTBEHHBIM HE3aBUCUMBLIM MapKEpOM BBEICOKOTO
pucka. [IpemcraBisieTcst, 9TO HECMOTPsSI Ha HEOOJBIIIYIO
CUJIy KOPPEISIIIMOHHBIX B3aMMOCBS3€il ITOKa3aTeyeit
BEreTaTMBHOTO OajaHca ¢ I100aJbHOM COKPATUMOCTBIO
MHOKapaa B HallleM MCCIIETOBAaHUM, NMEHHO CUCTOJIM-
yeckast nucyHKIusg u ee ciaeactsue — XCH — mep-
BUYHBI B BO3HUKHOBEHUM TeX BETETATUBHBIX U ITPSIMBIX
SJIEKTPUYECKHNX CABUTOB, OTPpaKeHUEM KOTOPHIX SIBIISI-
fotcst mokasatenu BPC, TPC, DC/AC, a Takke TIpsIMBbIe
MapKephl DJEKTPUUYECKOM HEeCTaOMIBHOCTM MUOKapaa
(mTWA, X3, a2KT). HaBepHoe, T03TOMY UCITOIb30Ba-
HHe KOMOWHUPOBAHHOW cTpaTudUKAIMU pHUCKa
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BHESAMNHASI CMEPTb NPU TMNEPTPO®UYECKON KAPAMOMUONATUN: MOUCK HOBbIX

®AKTOPOB PUCKA

Kpbinosa H. C.1’2, KoBanesckas E.A.1’2, MoTewknHa H. |'.1’2, JemkuHa A. E.1, Xawmesa ®. M.'

HecmoTps Ha pa3paboTaHHble anropuTMbl cTpaTdUKaLmy pucka BHE3arHoMn cep-
nleyHoit cmeptn (BCC) cpean G0bHbIX rMnepTpodUyeckoin kapavommonaTuen
(TKMM) BcTpeyatoTtcs cnydam BCC npu oTcyTcTBMM 06LLENpU3HaHHbIX HakTopoB
pucka. Mpobnema npepynpexaeHus BCC npwv faHHO NaTonorum He TepsieT CBOei
aKTyanbHOCTU.

Lienb. 3yuntb daktopbl pucka BCC y 60nbHbIX FTKMIT.

Martepuan n metogbl. Ha npotsxxeHun 14 net o6cnenosaHo 198 60nbHbIX TKMI
(cpenHuin Bo3pact — 60,0+13,8 net, 105 MyxuuH) ¢ npoeeaeHnem IKI, IxoKr, XM
KT, Benoaprometpun. 3a 14 net ymepno 15 naumentos. BCC yctaHoBneHa B 7
C/y4asix, y ABOMX OOJbHbIX — C YCMELHOW peaHnMaLmeil.

Pesynbratbl. Y 60nbHbIx TKMIT BhisiBNeHa B3aMmoces3b Mexay BCC u cnepyto-
WMMW  KIMHUKO-UHCTPYMEHTANbHBIMM  MapameTpamu: BospactoMm (r=-0,19,
p=0,015), o6mopokamu B aHamHe3e (r=0,17, p=0,03), BbICOKOIN CKOPOCTbIO KPOBO-
Toka B BblHOCsLEM TpakTe JDK npu ¢uamyeckoir Harpyske (PH) (VmaxBTJIXK)
(r=0,3, p=0,04), H13KOI TonepaHTHOCTLIO K PH (r=-0,34, p=0,009), HeaaekBaTHO
peakuuein AL (HPAL) npu ®H (r=0,36, p=0,00001), BbiCOKOI MUHMMaNbHON YCC
npn XM 9K (r=0,26, p=0,01). Mpu npumeHeHU GUHAPHON NOTUCTUYECKON per-
peccuu ¢ BKIIOYEHMEM Hambonee 3HAYMMBbIX MPEAUKTOPOB MONy4YeHa MOAEb st
nporHoampoBaHus BCC y 60abHbIx TKMIM:
BCC=22,28xHPAL}-6,9xMpogonxutensHocte@H+12,5xVmaxBT/IXK+0,32xMuH
4CC-0,4478xBo3pacTt-14,7

Ecnu nonyyeHHbiii peaynbtat 6onblwe 0 — y 60NLHOr0 UMEETCst BbICOKWIA PUCK
BCC. Mpw oTpruatensHoM 3HaveHun — puck BCC MuHMManeH.

3HayeHne x2 N8 npefnoxeHHoin mogenu coctasmno 19,3 (p=0,002).
BaksoyeHme. NMomvmo 06LLENPU3HaHHBIX (BO3PAcT, 06MOPOKY, BbIPaXEHHOCTb
o6cTpykumm BTIDK, HPAL npu ®H), ycTaHOBNEHbI LONOAHWUTENbHbIE (AKTOPbI
BbicOKoro pucka BCC y 60nbHbix TKMIM: HM3Kas TonepaHTHOCTb K OH 1 Bbicokue
3HaueHns muHumaneHo HYCC npm XM-OKT. lMpennoxeHa martemartunyeckas
MOAEeNb, NO3BONSAOLLIAA HA OCHOBaHUM Bo3pacTta 60nbHOro, Hanuums HPAL npu
®H, TonepaHTHOCTM K PH, MakcumManbHo ckopocTy kpoBoToka B BTJIK npu ®H,
a Takke MuHUManbHoi YCC no paHHbiM XM-3KI BbISIBASITE GOMbHLIX C BHICOKVM
puckom BCC.

Poccuiickuii kapauonoruyeckuii xxypuan 2017, 2 (142): 62-67
http://dx.doi.org/10.15829/1560-4071-2017-2-62-67

KniouyeBblie cnoga: riuneptpoduryeckas kapayoMmnonaTvs, BHe3anHas cepaeyHas
CcMepTb, hakTopbl prcka.
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SUDDEN DEATH IN HYPERTROPHIC CARDIOMYOPATHY: SEARCH FOR NEW RISK FACTORS

Krylova N.S."?, Kovalevskaya E.A."?, Poteshkina N.G."?, Demkina A.E.', Khashieva F.M.'

Regardless the developed algorithms for risk stratification in sudden cardiac death
(SCD) among patients with hypertrophy cardiomyopathy (HCM) there are SCD
cases with no common risk factors. The issue for prediction of SCD in this pathology
does not lose its importance.

Aim. To study the risk factors for SCD in HCM patients.

Material and methods. During 14 years, 198 HCM patients studied (mean age —
60,0£13,8 y.0., 105 males) with ECG, EchoCG, Holter ECG, veloergometry done.
During 14 years, 15 died. There was 7 SCD cases with 2 successful resuscitations.
Results. In HCM patients there was relation of SCD with the following clinical and
instrumental parameters: age (r=-0,19, p=0,015), syncopes in anamnesis (r=0,17,
p=0,03), high flow velocity in outflow tract of the left ventricle (LV) in exertion (Ex)
(VmaxLVOT) (r=0,3, p=0,04), low Ex tolerance (r=-0,34, p=0,009), abnormal Ex
response of blood pressure (ABPR) (r=0,36, p=0,00001), high minimal heart rate
(HR) on Holter ECG (r=0,26, p=0,01). Applying the binary logistic regression with
inclusion of the most significant predictors, the model was formulated for SCD
prediction in HCM patients:

SCD=22,28xABPR-6,9xEx Duration+12,5xVmaxLVOT+0,32xMinHR-0,4478xAge- 14,7

If the result of equation more than 0 — the patient has high risk of SCD. In
negative — SCD risk is minimal.

Value of x2 for the proposed equation is 19,3 (p=0,002).

Conclusion. Regardless the common (age, syncopes, severity of LVOT obstruction,
ABPR in Ex) there are additional SCD risk factors in HCM patients: low Ex tolerance
and high minimal HR on Holter ECG. the mathematic model proposed, making to,
based on the age of patient and presence of ABPR in Ex, Ex tolerance, maximal flow
velocity in LVOT in Ex, as minimal HR by Holter ECG, to reveal patients with high risk
of SCD.

Russ J Cardiol 2017, 2 (142): 62-67
http://dx.doi.org/10.15829/1560-4071-2017-2-62-67
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CornacHo amepukaHcKoil kimaccudpukamun ACCF/
AHA runeptpodndeckast kapauomuonaTtus (IKMIT) —
5TO TIepBUYHAS TCHETHMYECKM IeTCPMUHUPOBAHHAS Kap-
ITUOMUOIIATHS, CBSI3aHHAs ¢ MyTallUSIMM B T¢HaX, KOIM-
PYIOIIMX CHHTE3 COKPATUTEIbHBIX OCIKOB MUoKapaa [1,
2]. Yactora BHe3amHoi1 cepaednoit cmeptu (BCC) mpu
I'KMII cocraBisier 1% B rom, HO K COXaJleHUIO, OHa
MOXET OBITh IEPBBHIM U CAMHCTBCHHBIM IIPOSIBICHHEM
magHou marojornm [2, 3]. B pexkomenmaumsix ACCF/
AHA or 2011 roma BbiieJIeHO 6 OCHOBHBIX ITPEIUKTOPOB
BCC npu 'KMIT: dubpmuIsims KeTyT09KOB U 311 -
30/bl YCTOWYMBON >KejynoukKoBoil Taxukapauu (XKT)
B aHamHe3e, BCC 0IM3KMX pOACTBEHHUKOB, PEIININBH-
pyromiast HeycroiunBast 2K T mpu XoaTepOBCKOM MOHUTO-
pupoBanum ODKI, BbicoKkag creneHb rureprpodum JIK
>30 MM, OOMOPOKM HESICHOM STHOJIOTHH 1 HeaaeKBaTHAs
peakuusa Al (HPAL) npu duszmaeckoit Harpyske (OH)
[2]. B 2014r EBporeiickuM OOIIIECTBOM KapIMOJIOTOB
(ESC) mpemtoxkeHa MaTeMaTH4IeCKass MOIEb, TTO3BOJIS-
fomas paccunThiBath S-j1etHui puck BCC. Ilpu stom
HPAJI He BKJIIOYEHAa B TMPOTHOCTUYECKYIO MOMAED,
a To6aBJICHBI pa3Mep JIEBOTO MPEICSPANS, BO3PACT HallH-
€HTa ¥ MaKCHMAaJIbHBIA TpagieHT HaBICHUS B BBIHOCS-
meM Tpakrte JIZK (PGmaxBTJLXK) [3, 4]. OnHako B KIIH-
HUYECKO# mpakTuKe BcTpedaroTcs ciaydan BCC y 60ib-
Hbeix ¢ TI'KMII, He wumemomux oOWENPUHITHIX
KIMHUYIECKUX MapKepOB, W BPauM CTAJTKMBAIOTCS C HEO-
MIPeIeICHHOCThIO, MCIOJB3YS CYIIECTBYIOIINE aJiro-
putMmel ctpatudukanuu prucka BCC B olleHKe MHIWBH-
JIyaJIbHOTO TIporHo3a. JlaHHbIl (akT rOBOPUT 00 aKTy-
aJbHOCTU HAJbHEHUIIEeTO TOMCKA IOIOJTHHUTEIBHBIX
¢axropos pucka BCC [2, 5].

Llenp nccmenoBaHMsI — KOMITICKCHOE M3YICHUE KITH-
HUYECKUX U KapANOTeMOIUMHAMIIECKIX TaHHBIX y 00JIb-
Hbeix TKMII ¢ onpenenenmem akropos prucka BCC.

MaTtepuan u metogbl

Jn3aifH mpeAcTapieH IIPOCICKTUBHEIM OTHOIICHTPO-
BBIM HEPaHIOMU3UPOBAHHBIM HCCIeAOBaHEM. 3a 14-meT-
HUI TIeproj HaOIIoAcHUS 00cieqoBaHo 198 manmeHTOB
(53% wmyxuun) ¢ TKMII B Bo3pacte ot 16 mo 87 jer
(60,0£13,8 net), npoxonusiiux jJeueHue B KB No 81
u I'Kb Ne 52 . Mockssl ¢ 2001 mo 2014rr. Metonbl
obcnenoBanus Bkimodanu DKI, DxoKI, xonrepoBckoe
MmouuTopupoBanne OKI (XM OKI'), Harpy3ouHbie
TeCTHl Ha BejoaproMmerpe (BOM). B kauecTBe KOHEUHOM
TOYKM HcclienoBaHusT paccMmaTpuBaiack BCC. Hamaue
MO CAaHHOTO MHMOPMUPOBAHHOTO COTJIACHS SIBJISTIOCH
00s13aTCIPHBIM YCIIOBHEM TSI BKIIFOUCHUS B MCCIICIOBA-
Hue. JlnarHo3 T'KMII yctaHaBnuBajacss Ha OCHOBaHUM
KIIMHUKO-aHaMHecTudecKnxX maHHbIX, DKI n OxoKI
COIJIACHO PEKOMEHIALMSIM AMEPHUKAHCKOTO OOIIeCTBa
KapIuoJoroB M AMEpPHUKAHCKOM accomuamvy cepama
(ACCF/AHA) ot 2003, 201 1rT mpu 00HApYKECHNU TUTICP-
Tpodumn muokapaa JIZK ¢ MakcumanbHOM TOIILIMHOM CTe-
HOK >15 MM 6e3 auiaTalyu €ro MoJoCTA B OTCYTCTBUM

NPYTUX CepACYHbIX U CUCTEMHBIX 3a00JIeBaHMIA, CIOCO0-
HBIX IIPUBECTH K Pa3BUTHIO TOM CTEIICHU THUIIEPTPOGHH,
KOTOpasi UMeeTCs y JaHHOTO ImanueHTa [2]. Kpurepuem
BCC y o6ompapix 'KMII sgBisiiock HempeaBUIOCHHOE
CMepTeIbHOEe COOBITHE, HE CBSI3aHHOE C TPaBMOI, B TeUe-
HUe 1 Yaca ¢ MOMEHTa ITOSBJICHHUSI CHMIITOMOB (TIpH
OTCYTCTBMM OUYCBHIIIEB — OTCYTCTBHE KO0 B IIpEIIIc-
CTBYIOIIIME 24 9aca), eClIi 3KCTpaKaparaIbHbIC IIPUINHBI
CMEpTHU HE BBISIBIIEHHI [6].

CraTuctrdeckass 06padoTKa MaTepuraja IpoOBOIIIACH
IpY IIOMOIIM IIPOrpaMMHOrO cpeicTBa Statistica 6.0.
HopmansHOCTh pacmpenesieHUs] TPU3HAKOB OILICHWBA-
nack o kpurteputo llanupo-Yunka. KonnuecTBeHHBIS
TepeMeHHBIC TIPEICTABICHBI B BUIe Mt o IIpn HOpMab-
HOM pacIIpee/ICHUN IIpH3HaKa U B BUAC MEAUAHEI ¢ 25-M
¥ 75-M TIPOUEHTWISIMYA TIPU pacIpeneicHNN, OTIINIHOM
OT HOPMAJIBHOTO. 17151 COITOCTaBJICHMSI TIEPEMEHHBIX IBYX
HE3aBUCUMEBIX TPYII MCIONB30Bajcsa Kputepuit CThio-
IeHTa IIpW HOPMAJbHOM pacIipeleicHUN IIpH3HAaKa
u KpuTepuii MaHHa-YUTHH, TIpU paclpelciicHUN,
HE COOTBETCTBYIOILIEM HOpMajbHOMY. Paznuuus mMexmy
TPYIIIAMU CYUTATINCH TOCTOBepHBIMU Tipu p<0,05 (mBy-
cropoHHwmit). s Be16opa mpenukTopoB BCC u cocraB-
JICHUsI MaTeMaTHIeCKOM (byHKIIMHM ITPOTHO3a MCITOIb30-
Bajicsl MeToA OWHApHOW JIOTMCTUYECKON perpeccumu.
ILOCTOBepHOCTb2 NpeJIOXEHHOW (DYHKIIMU OLIEHUBAJIACh
10 KPpUTEPpUIo ¥ 1 TouHoMy Kputepuio Puirepa. C momo-
mpio ROC-aHanm3a paccumTaHBl IIOPOTOBBIC 3HAUCHMS
npeaukropoB BCC.

Pesynbrathbl

3a Bpemsa HabmomeHus u3 198 GompHBIX ['KMII
yMepnn 15 4genoBeK. Y 8 IMaMeHTOB JICTAIBHBINA MCXOMI
HACTYIIMJI B CBSI3M C IIPOTPECCUPOBAHMEM SIBIICHUM XpO-
HUYECKOI cepmedHoii HemocTtaTouHOCTH. BCC ycraHOB-
JIeHa B 7 cCiaydYasx, ABYX ITAIIMEHTOB YIAJOCh CIACTU
B XOJ€ peaHUMAalMOHHBIX MeponpuiaTuil (Tab. 1, mamu-
eaTel No 1 um 2). IeMorpadmdeckass XapaKTepHCTHUKa
6ombHBIX TKMIIT ¢ BCC nipencrasieHa B Tabauiie 1.

Kak crnenyer u3 Tabmuipl 1, y Tpoux MNalMEHTOB
¢ BCC npumenenne eBponeiickoit Mmogenru HCM Risk-
SCD calculator He IO3BOJIJIO YCTAHOBHUTH BEICOKOTO
pucka BCC, 4ro sBisIeTCs TOIOJTHUTSIBHEIM 000CHOBA-
HUEM K MNPOBENCHUIO HACTOSIIETO UCCIEAOBAHUS, T.K.
CBUIETEIBCTBYET O HECOBEPIICHCTBE CYIICCTBYIOIINX
aJTOPUTMOB CTPAaTH(UKAIIHH.

AHanmm3 KIMHWIYECKUX TAHHBIX TTOATPYIIITEI OOJTBHBIX
I'KMIT ¢ BCC mnpomeMOHCTpUpOBal 3HAYMMOCTH
oocrpykuuu BTJIK, kotopas Obuta BoisiBieHa y 6 (85,7%)
OOJIBHBIX ¢ MaKCHMMAaJIBHBIM TPaIVeHTOM HaBiieHUsI oT 30
mo 131 MM pT.CT., OLICHMBAaeMBIM IO JAHHBIM CTpecc-
DxoKI. Y onHoro 6onbHOro (14%) Habmoganach MUABEHT-
puKyssipHast ¢popMa runeprpoduu JIK ¢ BHyTprokemymod-
KOBOI obcTpykumeit. B 2 cnyudasx (28,6%) ycraHoBIeHa
cemeiiHast opma 3abosneBanust, rae I'KMII BoisiBIeHa
y OTIIA ¥ JOYEPH, a TAKKE Y IBYX POTHBIX OpaTheB. Bo3pacT
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Tabnuua 1

DOemorpaduyeckasa xapakrepucTtuka 6onbHbix FTKMI ¢ o6¢cToaTenscteamu BCC

Ne Mon BospacT, nocnepHuii - Bospact BCC, Puck BCC B TeyeHue 5 net (%) O6crosTensctea BCC
BU3UT, roabl roap! no HCM Risk-SCD (ESC 2014)
1. BonbHas [. X 48 27 10,27%, nokasaH VK[, BO BPEMS Onepaummn Kecapesa CeveHmns
2. BonbHow J1. M 51 49 1,9%, VK[, He nokasaH B CTaumoHape, anu3on XT
3. BonbHas P. X 26 27 8,45%, nokasan MK BO CHE, CO C/I0B POJCTBEHHUKOB
4. BonbHoi H. M 4 42 14,2%, nokasaH K[, xopbba no ynuue
5. BonbHoi K. M 49 49 6,1%, nokasaH UK, [l0Ma NoTepsi CO3HaHNS C CyAoporaMu
6. BonbHoi B. X 71 72 1,7%, VK[, He nokasaH noma
7. BonbHoi LLI. M 63 63 2,7% VK[, He nokasaH He U3BECTHbI, CO CNOB POACTBEHHNKOB
Ta6nuua 2
KnuHMKO-MHCTpYyMeHTanbHble napameTpbl 6onbHbix FTKMI
MapameTpsbl BonbHele ¢ BCC (n=7) OcrTanbHble nauyeHTsl (n=191) p
O6MOopOKM B aHaMHe3e, n (%) 5(83%) 65 (34%) 0,04*
TonwwHa Mexokenyno4koBoit neperopoaku (MXTI) B anactony, cm 1,9+0,4 2,0£0,3 0,9
TonwmHa 3apHeit cteHku JIK (3CJTX) B anactony, cm 1,3+0,3 1,2+0,1 0,7
KoHeuHo-auacTonuueckuii 06bem (KOO) JIK, mn 86,8+31,3 92,2+15,4 0,4
Ddpakums Beibpoca JIK (PBJIXK), % 66,1£8,5 64,4+8,4 0,4
JleBoe npencepave, cm 4,3+0,7 4,7+0,3 0,1
MpononxutensHocTs H npy BOM, MuH 5,0+1,3 9,0+£3,7 0,03*
FonoBokpyxeHue npu ®H kak KpUTepuin npekpaLLeHns Tecta 67% 10% 0,006*
HPAJ, npu ®©H, % 60nbHbIX 33% 5% 0,006*
VmaxBTJIXnpu ®H, m/c 4,1(2,4;5,7) 1,8 (1,4; 3,5) 0,04*
MununmansHas YCC npu XM-3KT, ya./MyH 55,0 (53,5; 66,0) 49,0 (45,0; 52,5) 0,01*
CpenHsist YCC npu XM-9KT, ya./MuH 75,5 (75,0; 81,0) 67,0 (62,0; 74,0) 0,02*
Mpumeuanue: * — p<0,05.
Ta6m/|u,a 3 CuHKONAaJIbHbBIE COCTOSTHUS CYIIECTBEHHO Yalll€ peru-

KoppensumoHHblie cBsa3u mexay BCC u knuHuko-
MHCTPYMEHTaNbHbIMU NapameTpamu 60nbHbIx FTKMIM

lMokasarenb r P
BospacT, rogbl -0,19 0,015*
O6Mopoku 0,17 0,03*
Vmakc B BTJTX B nokoe, m/c 0,3 0,04*
Vmakc B BTJTX npu ®H, m/c 0,3 0,04*
MpononxutensHocTs ®H npy BOM, MuH -0,34 0,009*
HPAZ npu ®H, ronosokpyxeHue 0,36 0,00001*
CpegnHss YCC 3a cyTkn no gaHHbiM XM-3KI 0,27 0,01*
MuhumansHas YCC 3a cyTkv no gaHHeIM XM-9KIT 0,26 0,01*

Mpumeuanue: * — p<0,05.

BO3HMKHOBEHMSI TIEPBBIX KIMHWYECKMX TIPU3HAKOB
I'KMII y maumentoB ¢ BCC coctaBun 35,6%11,3 net (ot
22 mo 43 71eT), obpalaeT Ha ceOsT BHUMaHUE, YTO Oolee
YeM y TIOJIOBUHBI OOJBHBIX 3a00sIeBaHIE NEOI0THPOBATIO
obMopokamu (57% GonbHBIX POTUB 11% y ocTanbHOI
koroptel, p=0,002). Jamee manHbIe 00CICAOBAHUS TIPH-
BeJEHBl B CPaBHUTENbHOM acriekTe OoibHbIX ¢ BCC
(n=7) m ocTaabHON KOTrOpTH IalMeHTOB (n=191)
(Tad. 2).

crpupoBauchk y 6oapHBIX ¢ BCC. I[Ipu comocTaBieHUT
napamMeTpoB DXoKI cylmecTBeHHBIX pa3iIuddii B CTPYK-
TYPHO-(PYHKIIMOHAJIBHBIX ITOKA3aTeNISIX cepalia y 00Jb-
HeIX TKMII ¢ BCC u 6e3 TakoBO# ITOJy4eHO HE OBLIO.
VY Bcex HaOmomaeMpix nanueHToB ToimmHa MKII
B cpenHeM coctaBigia 2,0+0,4 cMm. Cpenn OGOJBHBIX
¢ BCC rommmua M2XKII nHaxommmacek B Tipenenax ot 1,5
oo 2,3 cMm, a y octanbHBIX — OT 1,0 mo 3,8 cm. Tombko
y 4-x marmeraToB ' KMII Tonmmaa M2KIT okasamrack paB-
Hoit ot 3,0 1o 3,8 cM, 4TO cocTaBmio 2% OT OOIIETO YKCIIa
6onbHBIX. Takas crenieHb runeprpodun MKII apasercs
obmenpu3dHaHHBIM (akTopoM pucka BCC. Hwuskasa
YacToTa HAOIIONCHMWIT OOJBHBIX C OYCHBb BBICOKOM CTe-
neHbio rureprpoduu JIK B HacTosineM MccaeqoBaHUN
HE TI03BOJIMJIA YCTAaHOBUTH UCTMHHOE ITPOTHOCTHUIECKOE
3HaYeHWe JaHHoro mpusHaka. IIpm BODM obOpamana
Ha ce0sT BHMMaHUE CYIICCTBEHHO Oojiee HU3Kasl TOJIC-
panTtHOCTh K PH y 60mpHBIX ¢ BCC (p=0,03), mpu 3ToM
BEOYIIMMU KPUTCPUSIMU IIpeKpammeHnss BOM sSBmimch
rOJIOBOKPYXXeHUE U ofbliKa, Kotopas y 2 (33%) 6onb-
HbIX couetasiacb ¢ HPAJI, 3akiouaroiieiicsi B OTCyT-
ctBun Tipupocta wim nageHnu CAJl Ha 20 n Gonee MM
pT.cT. Ha ¢oHe DH. ¥V GompHBIx ¢ BCC oTMeuanmach
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Ta6bnuua 4

MoporoBbie 3Ha4Y€HUS U KPUTEPUU AUArHOCTUYECKOI 3P HEKTUBHOCTU BbiSIBJIEHHBbIX NpeaukTopoe BCC y 6onbHbix FTKMM

Mokasatenn O6mopokun  HPALL BospacTt <54 net MpoponxutensHocTe ®H <6 MuH Mur4CC >53 B MuH  VmaxBTJIDX npu PH >4,0 m/c
Se, % 83% 67% 83% 100% 75% 66%

Sp, % 66% 90% 75% 83% 79% 89%

oLl 9,8 18 14,5 11,6 17

95% AN 1,1-85 1,4-236 1,6-127 1,1-119 1,2-232

p ans Ol 0,039* 0,027* 0,02* 0,04* 0,03*

AUC 0,83 0,92 0,88 0,91

IOCTOBEpHO 0oJiee BEICOKAsT CKOPOCTh KPOBOTOKa
B BTJIK nipu ®H (p=0,04). [Ipn XM-DKI MuanMaib-
Hast (p=0,01) u cpemasss YCC (p=0,02) y maumeHTOB
¢ BCC 6mpu1a Boimie B cpexaeM Ha 10 ya./muH. 1o octanb-
HBIM TIapamMeTpaM CYIIICCTBEHHBIX Pas3IWYMii BBHISIBUTH
HE yOAJIOCh B CBSI3M C MAaJIBIM KOJMYECTBOM OOIBHBIX
¢ BCC.

Koppemsunonnsle cBa3n Mexny BCC m KIMHUKO-
WHCTPYMCHTAJIbHBEIMU IIapaMeTpaMu IIpeICTaBIICHBI
B Tabmuiie 3.

[nsa Hambollee 3HAYMMBIX ITOKa3aTesiell pacCUYMTaHBI
ITIOPOTOBBIC 3HAYCHUS C MOKA3aTeISIMU NX TUATrHOCTHIC-
cKolf 3 GeKTUBHOCTH (TA0II. 4).

I[Ipn mpuMeHeHUM OWMHAPHON JIOTHUCTHMYECKOM per-
peccuu ¢ BKIIIOUCHHEM HamboJiee 3HAYMMBIX MPEIUKTO-
pOB TIOJyYeHa Momenb st IporHo3upoBanms BCC
y 6onbHBIX [ KMIT:

BCC=22,28 * HPAJl — 6,9 * [Ipodoaxcumeavnocms ®H + 12,5 *
*Vmax BTJIK + 0,32 * Mun4CC — 0,4478 * Bozpacm — 14,7
rame HPAIL — neamexBaTHas peaknus A/l mpu @H, I1po-
TOKUTeTbHOCTEPH — TIpOmOIKUTEIFHOCT HATPY3KH
npu BOM B muH, VmaxBTJI2K — MakcumanbHas CKO-
pOCTh KpOBOTOKA B BBIHOCsIIEM TpakTe JIK mpu ®OH
B M/c, MuHYCC — muHmmansHasg YCC 3a cyTKH Ipu
XM-DKT B ya./MUH.

Eciu mmonydeHHBIN pe3ynsrat 0obiie 0, y 00JIbHOTO
nmeeTcst Beicokuii puck BCC. IIpu orpuiiateIbHOM 3Ha-
yennu — puck BCC, ooycnopneHHbIN HammaneM [ KMIT,
MWHIMAJICH.

3HaueHUE XW-KBampaT IS TIPEIVIOKCHHON MOIEIHN
coctaswmio 19,3 (p=0,002).

ITpu mpumenern hopMyitel wist 7 marmeHaToB ¢ BCC,
BOIIIEAIINX B HACTOSAIICE UCCICI0BaHNE, BO BCEX CIIydasix
pe3ynbsrar cocTtaBui >0, YTO IMOATBEPXKIAeT BHICOKUMA
puck BCC y 6G0IbHBIX ¢ TaHHBIM HCXOIOM.

Anamm3 Hammuusg @P BCC, pekomennoBaHHbIX AHA/
ACC B 2011 romy y HabmI0gacMBIX OOJBHBIX ITOKA3al:
cpenu 60nbpHEIX ¢ BCC Hanmmye 0OMOPOKOB B KITMHUAYE-
CKOI1 KapTuHe KaK MOHOodaKkTopa Bbicokoro prcka BCC
BBISIBJICHO B 2 ciydasx. B 3 ciydassx oOHapyxkeHO 1o 2
®P BCC: couetanme ooMopokoB ¢ HPAJl — 2 maumeHTa
U coueTaHue oOMOpoKoB ¢ TojmmHoir MXII Gonee
3,0 cM — 1 manuenT. Y ogHoit 6oiabHOI ¢ BCC He 6bU10
00HApy:XKeHO HU OTHOTIO M3 MOKA3aHHBIX ITPEANKTOPOB

BCC. Takum o00pa3oM, IMpHUMEHEHHUE ABYX OOIIETIPHU3-
HaHHBIX aJITOPUTMOB IporHo3upoBaHus BCC y 001bHBIX
T'KMII He Bo Bcex ciyvasx MO3BOJUIO YCTAHOBUTH PUCK
pa3BUTHS JAHHOTO MCXOAa, YTO TOBOPUT O IIejIecoobpas-
HOCTHU MPEICTaBIEHHOTO UCCAEI0BaHUS U HEOOXOAUMO-
CTH JAJBbHEHIIETO TTOMCKa B JAaHHOM HaIlpaBJICHUU.

O6cyxaeHue

B ctpykrype BCC 0T cepaedHO-CcOCYIMCTOM ITaToJI0-
run TKMII 3anmmaer 3 MecTo IMOC/IEe HMIMEMUYCCKOM
00JIe3HU cepalia M HapyIIeHU pUTMa U SIBJISICTCS BEIy-
meit mpuunHoit BCC cpean MoOJIOIBIX CIIOPTCMEHOB [7,
8]. B Hactosmem mcciaemoBanun BCC mpousomnia y 7
(3,7%) 6onpubix 'KMII 3a 14 ner HaGmomeHuUs.
B pabore Komuccaposoit C. M. u gp. BCC nnm ee 5kBU-
BasteHThI (ycTtoitumBas KT mnu ®XK) 3a 6 jgeT HaGmone-
HUsS KoHctatupoBaHbel y 11 (6,3%) maumeHtoB [9].
B Toxe Bpems, Emoto R, et al., Habmongas 80 60JbHBIX
T'KMII B Teuenue 3,9 net, KoHIIe 80-X roI0B KOHCTATH-
poBayin BCC y 17 mauueHTOB, 4TO COOTBETCTBYeT 21%
[10]. YcTaHOBUTHh MCTHHHYIO 9aCTOTY JAHHOTO OCJIOX-
Henus npu 'KMII goctatouHo cioxHo. bonee panHue
SMUACMUOJIIOTHICCKIE WCCICAOBAHUS ITPOBOINMINCH
B CIICHUAIM3NUPOBAHHBIX KIMHUYCCKMX IIEHTpax, TIE,
KakK MpaBuJio, HaOJIOAAAMCh MAllMEHThI C pa3BUBLIEHCS
KIMHUIECKOM CHMIITOMATHKON. Y TaKMX IAIMeHTOB
gactora BCC morna gocturare 4-6%, 4TO NIPUBENO
K hopmupoBanmio npeacrasiaeHuit o 'KMII kak o 3a00-
JICBAaHUM C HEOJaroIpHMSITHBIM IPOTHO30M M HU3KOU
BEPOSITHOCTHIO MOXKUTH IO MOKUIIOTO Bo3pacTa. OgHAaKO
B 0ojice MO3MHUX MCCICAOBAHUSIX IIPOAEMOHCTPHUPO-
Basik, 4TO 0K0J10 25% GonbHbiXx [KMII nmeior mo6po-
KayecTBeHHBIM BapuaHT TeueHuss 'KMII 6e3 kakmx-
b0 KIMHUYECKUX CHMIITOMOB  3a00JIeBaHUSI
n He nMeloT pakropoB pucka BCC. Takue maumeHTH
3a4acTyio He ITOMamaioT B IOJIe 3peHUs Bpadei, U Ipo-
MOKUTEIBHOCTh UX XHM3HU HE OTIMYACTCS OT OOIIeH
nonyasiuuu [11]. YuuteiBast naHHbINA (akT, IO COBpe-
MCHHBIM SIHMACMHUOJOTUYSCKUM TAaHHBIM OBLIO yCTa-
HOBJIeHO, uTo YacTtota BCC y 60ompHBIXx [ KMIT He mpe-
Boimaet 1% B rog [2, 3]. Kpome Toro, cHuXeHue AaH-
HOTO TTOKa3aTeJIsI IT0 cpaBHEHUIO ¢ 80-MU romaMu MOXKET
OBITH CBSI3aHO C 0OoJiee aKTMBHOM TAaKTUKOI JICUCHUS
u ripodmrakTukoir BCC y 00JBHBIX, B YaCTHOCTH, CBO-
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eBpEeMEHHON WMILTAaHTAUell KapaumoBepTepa-medu-
opuwmsitopa (MKJ) [11].

Mmuoroneraue ucciaegoBanusgs ®P BCC mnpusenm
K CO3MaHMIO OBYX AJTOPUTMOB CTpaTU(PUKAIIMU PHCKa
maaHoro ucxona. CornmacHo pekomeHmansm AHA/ACC
ot 2011 BBIOECISIOT JOKa3aHHbBIC ((DMOPHILISIINS KEITy-
JTOYKOB WUIH 3113016 yeroranBoit KT B anamuese, BCC
OJIM3KUX POACTBEHHUKOB, OOMOPOKH, PEIININBHAPYIOIIAST
HeyctoitumBast KT mpm XM-BKI, BbeICOKas CTCIICHB
rurteprpoduu JIK >30 mm, HPAL ipu ®H) n moreH1Im-
ampasie @P BCC (o6ctpykmuss BTJIK, orcpoderHoe
HakoruieHue ragoiauHusi npu MPT, aneBpusmbr JIK,
“3JI0KaYeCTBEHHBIC” MyTalllM), B 3aBUCHUMOCTH OT HaJIH-
YUS ¥ COYETAaHUSI KOTOPBIX YCTAHABIMBACTCS KJIaCC ITOKa-
3aHmii K uMmiadnTauuu UK/ [2]. B pekomermanmsax ESC
ot 2014r mpenoxXeH Ka4yeCTBCHHO HOBBI MaTeMaTHde-
CKMit TToaxof K mporHo3upoBadrio BCC, 1To3BoISOmmiz
B 3aBrcuMOcCTH oT Haamuust @P (Bo3pact, MakcmMabHasT
tommuHa cteHok JIK, mmamerp JITI, PGmaxBTJIK,
cemeiinblii aHamMHe3 BCC, HeoOBsICHUMBIE OOMOPOKH,
HeycroiumBasg 2KT) paccumrate S-metHuii puck BCC
W YCTAaHOBUTH HAJTMYME TOKa3aHWM K mMIntanTamm MK/
[3, 4]. OgHako, KaK MmoKa3ayjo HacTosIIee UcCIeqoOBaHueE,
MIpUMEHEHNE MPEII0XEHHBIX aJITOPUTMOB CTpaTH(hIKa-
IINM He BO BCEX CIyYasx IMO3BOJISIET IIPEICKa3aTh pa3BH-
e BCC: y ogHOI 00JbHO IIPY MCITOIb30BAaHNHT aMEPH-
KaHCKUX PeKOMEHIAIINI W Y IBOMX — IIPU MCITOIb30Ba-
HUU E€BPOIMEUCKUX PEKOMEHNAIMII He OBbLUIO BBISIBIEHO
®P BCC. TakuM 00pa3oM, KaK ITOTIEPKUBAETCI B pEKO-
MmeHmanussx ACC/AHA, B KIMHWYECKON IIpaKTUKE
Bcrpevatoress ciaydan BCC y OOJIBHBIX, HE WMEIOIINX
OOIIETIPUHSTHIX KIMHUIECKUX MapKepoB, WM WHOTIA
Bpauyd CTAJIKMBAIOTCS C OOJIBIION HEOIPeaeIeHHOCTBIO,
HCIIONB3Ys CYIIECTBYIOIINE aJITOPUTMBI CTpaTHU(PUKAIINN
pucka BCC B olleHKe MHOWBUIYAJIBHOTO IpOrHO3a [2].
JlaHHbIli pakT roBOpUT 00 aKTyaJbHOCTU NaJibHEUIIEro
ITOVICKa JOTIOJIHUTEIBHEIX, 1, BO3MOXHO, 00JIee TyBCTBH -
TeJIbHBIX (pakTOpoB pucka BCC.

B HacrosimeM wmcciaemoBaHMM IIOATBEPXKICHA POJIb
Takux (pakTopoB Kak Bo3pact (r=-0,19; p=0,015), obmo-
poku (r=0,17; p=0,03), BBEIpaskEeHHOCTh OOCTPYKIIUH
BTJLX (r=0,3; p=0,04), HPAA npu ®H (r=0,36;
p=0,00001) B mporaHo3mpoBannu prcka BCC. Kpome
TOTO, BBHISIBJIICHBI HOBBIC (DAKTOPHI, aCCOLMHUPOBAHHBIC
¢ BCC — TonepantHocth K MH, npu o1ieHKe KOTOpOit
HUCIOJIb30BaIach IPOIOJIKUTEIbHOCTE BOM B MuH
(r=-0,34; p=0,009) 1 MuanmanasHass YCC mpu XM-BKT
(r=0,26; p=0,01). YctaHOBJE€HbI ITOPOrOBbIE 3HAYCHMS
Ut JaHHBIX pakTopos: 6 munyt (MAD-0,84) nnss BOM
IIpY BBEITIOJTHEHUH TIPOTOKOJIA HATpy3KK, HaunHas1 ¢ 25 Br
¢ yBemmaeHueM momrHoctn PH Ha 25 Bt xaxmeie 3
MWHYTHL, 1 53 yu./mMuH — misg muauManbHoit YCC mipu
XM-BKTI' (M[5-0,79).

TonepaaTHOoCcTh K @ H s1BIISIeTCSA MHTETpAIBHBIM ITOKA-
3aTeJIeM, TTO3BOJISIONINM OLICHUTH alalTalliio CepAcIHO-
cocymuctoi cucteMbl K @H. B Hacrosmmem mcciaemnoBa-

HUW BeAYIIUMM KPUTCPUSIMU TPEKpaIleHUs] Harpy3od-
HOTO TeCTa SIBIJINCH ONBIIIKA W TOJIOBOKPYXEHHE IIPU
®H, a y psama 6ompHEIX — HPAIL, 9TO sSIBISIETCS OMTHUM
n3 obuenpu3HaHHBIX (dakTopoB pucka BCC cormacHo
pexkomeHmanussM ACC/AHA [2]. B uccinenoBannu Peteiro
J, et al. ycTaHOBJIeHa CBSI3b MEXIY OOBEMOM BEITIOTHSIC-
Moit Harpy3ku ipu 'KMIT u puckoMm cepaedyHo-cocyauc-
ThiIX ocnoxuenuit (CCO) (BCC, pazpsg UK/, tpaHCc-
TUIAaHTAlMs cepaua, MHCYJIbT, uHPapkT Muokapaa) (HR
0,74; 95% CI 0,63-0,88; p=0,001) [12].

[To maHHBIM psAIA SMUIEMUOJIOTHICCKUX M IIPOCIICK-
TUBHBIX HCCJICIOBAHUI YCTaHOBICHO, 9TO BeIcOKass YCC
TMOKOSI OOWH W3 IMPOTHOCTUYECKN HEOIATOMPUSITHBIX
(axTopoB, 3HAUMMO BIMSIIOLIMX HA MPOJOKUATENBHOCTD
KWM3HU KaK B OOIIEH MOMYJISIIUAN, TaK W B HOIYJISIIIAN
C HAJIMIMEM CEepIACcIHO-COCYIHUCTBIX 3a00eBanuii. [1pn-
HMMasi BO BHUMaHUe TOT (PakT, uyTo mauueHTsl ¢ [KMII
MMEIOT BBIPAXXCHHYIO TUACTOJIMYCCKYIO TUCOHYHKIIHIO,
YCYTYOIISTIOIIYIOCS TIPA TaxXWKapIWH, a TaKKe WIIEMUIO
muokapaa, poib YCC kak mpegukropa CCO MHOro-
kpatHO Bo3pacTaeT. KorTponbs YCC y 6ompHbIx TKMII
MMeeT BaXKHOE 3HAYCHNE VTSI YMEHBIIICHUSI CTETICHH KITH -
HUYECKUX TIPpOSBIICHUI 3a00jieBaHUs. Y TIAIIMCHTOB
¢ Beicokoit YCC mokos cuMnToMaTiKa 00Jjiee BEIpakeHa
B cpaBHeHun ¢ manueHtamu ¢ YCC ne Boime 60-70
yo./muH [3, 11]. B padote El-Saiedi, et al. mpu Habmome-
aunm 3a 128 getbmu ¢ T'KMII BBHISIBIIEH XyIOIINiA IIPOTHO3
y oeTeil ¢ CHHYCOBOI TaxvKapaue. 3a 7-JeTHHIT TIepruon
nccinenoBanns cKkoHuaiucs 51 nmauuent, mpuyeM B 70,5%
cIyJaeB CMEpTh HacTymaua y AeTeil B Bo3pacte 10 1 roaa.
[MocpencTBOM JIOTUCTUYECKOTO PErPecCMOHHOTO aHa-
J3a OBLIO JOKa3aHO, YTO CMHYCOBAsI TaXUKapAUs SBIISI-
nmack He3aBUCUMBIM @P BCC Hapsmy ¢ BBICOKOM CTeIle-
Hblo Tuneptpodumn JIXK 1 HaxaeaynoukoBOW Taxukap-
mueit [13]. IlomydeHHBIE pE3yIbTaThl TOMYECPKHBAIOT
BaXXHOCTb Ha3HAYCHUs IIPEIapaToOB C OTPHUIATCIHHBIM
XpOHOTPOITHBIM 3 dekToM (b6eTa-agpeHOOI0KATOPOB,
BeparaMmIIa), XOTS JaHHBIX O ITOJIOXUTESIIFHOM BIUSTHUN
MEINKAaMEHTO3HOW Tepanuu Ha mpodumiaaktuky BCC
npu 'KMII He monyyeHo [2, 3]. B To XXe BpeMs B ucciie-
nmoBanun Kawasaki T, et al. mpu nmpoBeneHun XM-DKI
y 106 6onbHbix TKMII BoIsiBieHO, uTO cpeansis HCC
3a CyTKM ObLIa HIKe y mammeHToB ¢ pas3sutneM CCO
(64,7£11,2 ya./mun mporuB 73,7%£10,2 ya./mMuH,
p=0,001) mo cpaBHEHUIO ¢ OOJBHBIMU CO CTAOWIIHBHBIM
TeYeHHEM 3a00JIeBaHMsA. ABTOpaMU CHeJIaH BBIBOI, UTO
cpenussgs YCC npu XM-DKI okaszanach B3aMMOCBSI3aH-
HOW ¢ mporHo3oM y 06oibHbiXx 'KMII, yTo yKa3biBaet
Ha HEOOXOOMMOCTb HaJbHEHIINX MHOTOIECHTPOBBIX
ucciaenoBanuii [14].

Bricokasi crenens runeprpodumn JIXK ¢ ToaimmHOM
CTEeHOK >30 MM ABJIsIeTCS OOLICIIPU3HAHHBIM (PaKTOpOM
pucka BCC [2, 3]. B Hacrogiem ncciaeqoBaHUM HU3KAs
YacToTa HAOMIOAEHUI OOJBHBIX C TAaKOW rumeprpoduei
JI2K He mo3BosMIIa YCTAHOBUTH MCTUHHOE TIPOTHOCTHYC-
CKO€ 3HaYeHHE JaHHOTO IIpM3HaKa.

66



OPUI'MHAJIbHBIE CTATBA

YuuTeIBasg, 4TO HeMajoe KOJUYECTBO OOJIBHBIX, MME-
fomux 1 u 6omee PP He nmeperocst BCC (B HacTosIIeM
HCCIeAOBAHUM Cpelv OOIBHBIX, He iepeHocuBIInx BCC,
couetanue 3 obmenpusHaHHBIX ®P BCC B BBIIBIIEHO
1,5% cnydaeB u 4 ®P — B 0,5% ciy4yaeB), mpocTtoe apuc-
METUYECKOE CIIOKEHUE TTPEAUKTOPOB He JaeT bosee Tod-
HOTO TIPOTHO3a, ITOCKOJIBKY Bec Kaxknoro n3 ®P mo koH11a
He ompenelicH [2]. [ToaToMy B HacTOSIIIIEM UCCIICAOBAHNT
MIpY TpUMEHEHUN OMHAPHOM JIOTUCTUYECKOU perpeccun
co3jaHa MaTeMaTudecKasl MOJIENb, TTO3BOJISIONIAsT BHISIB-
JISTh MaleHToB ¢ BeICOKMM pruckom BCC. B ciyuae,
KorJa IO €BPOIEHCKUM peKOMEHIAIMSIM pacueTHBIN
puck BCC nHaxogutcst B auana3oHe ot 4 1o 5,9% (cpen-
HUi1), OPEeMIOXEHHON MOAEIW C OLIEHKOW ITOMOJIHU-
TeJIbHO BBIABIEHHBIX (pakTopoB prck BCC momoxker
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KNMHU4ECKUE MACKWU AMWUJIOUA03A C NOPAXXEHUEM CEPALA: OCOBEHHOCTU AUATHOCTUKHN

HA COBPEMEHHOM 3TAIME

Bnaroea O.B., Hegoctyn A.B., Cepos B.T1., Korax E.A., Mawa C.MN., farapuHa H.B., Anuesa U.H., Cenos A.B., Llaperopoaues J.A.,

Kynukosa B.A., LLlenenesa H.E., Capkucosa H. [1.

Mpu ammnonao3e NopaxeHve cepaua xapakTepHo rnaBHbIM 06pa3omM ans AL-Tuna,
npu KOTOPOM 6enkKoM-NpesLIECTBEHHUKOM SBASIOTCS Nerkue Lenu MMMyHornooy-
JIVHOB, U TPAHCTUPeTNHOBOro (TTR) TMNa, MyTaHTHOrO UK JMKOrO (CTap4eckoro
cuctemHoro). Hanbonee TMNNYHOM KNUHWMYECKOW HGOPMONE CHATAETCS PECTPUKTYB-
Has kapamomuonatus (PKMM).

Llenb. PaccMOTpeTb BO3MOXHOCTYM AMArHOCTUKW HA COBPEMEHHOM 3Tare, KoTopble
PacLUMPUINCh 3a CHET BHEAPEHNS HOBbIX METOA0B.

Marepuan u metoapl. 5 naunentam 40-79 net ¢ pa3nuyHbIMU MOPHO-YHKLMO-
HabHBIMM BapuaHTaMy MOPaXeHWs cepaua v TUMUYHBIMK n3MeHeHusmn Ha 9K
(Hn3kmin BonbTax QRS, komnnekchl QS, HeQOCTaTO4HOE HapacTaHue 3y6uoB R,
OTCYTCTBME NPU3HAKOB rnepTpodum NeBoro xenyanouka, JK) ¢ uenbio Bepuduka-
LMK NpeanonaraemMoro ammnonaosa cepaua BoinonHeHsl 90K, MMMYHOrMCTOXM-
MWYeCKOe WCCNefoBaHMe KPOBM M MOYM Ha Nerkue ueny UMMYHOrno6YynIuHOB,
6roncus NOAKOXHOIO XMpa 1 CAM3MCTOol AecHbl/kuwku, MCKT cepaua (n=3), MPT
(n=1), cumHtUrpadus ¢ ggTC-I'IVIpOd)OCd)aTOM C OLIEHKO yepe3 1 yac nocne Beeae-
HUS MHamKaTopa (n=1), aHaomuokapananbHas 6roncus (n=2), onpeseneHue TMTpa
aHTUKapananbHbix aHTuten (n=2), AHK-auardoctuka (n=1).

Pesynbtathl. [JnarHo3 aMnnonaosa cepaua Bo BCEX Cyqasx NOATBEPXAEH. Ero
Mopd0-dyHKLMOHaNbHLIMY BapuaHTamu 6binv PKMI ¢ runeptpodueit JIX, runep-
Tpoduyeckas kapanomuonatus (TKMIM) 6e3 nprsHakoB PECTPUKLMK, HO C NPO-
rpeccupyiowmm nagexrem epakuyy Beibpoca (PB) JTXK, aunataumoHHas kapavo-
muonatus (OKMM), BbipaxeHHas runeptpodus ¢ pecTpukumein n Huskon OB,
MUHUManbHas runeptTpodus 6e3 PecTpukLMM W CUCTONNYECKON AMCHYHKLMM.
[varHoctvposanbl AL-Tin (n=2, B OAHOM C/ly4ae C MuonaTmeit, Kotopas UMUTUPO-
Bana KapTuHy “Aepmatommo3aunTa”), MyTaHTHbIi TTR (n=1, HoBas MyTauus
Thrd0Asn) n gukuii TTR (n=2) Tunbl. BeaylwmmMmn KAMHUYECKUMU NPOSIBNEHUSAMU
cTanu 6VMBEHTPVKYNsipHas ceppeyHast He[OCTaTOYHOCTb W NPeLCepaHble HapyLue-
HUS pyUTMa: YCTOMYMBAs MepLaTenbHas aputMus y 3 60NbHBLIX (OLHOMY M3 HUX
[10 BEpudrKauMy ammnonaosa BoinosHeHsl PY-Moandukaums onepaumn “nabu-
PUHT”, ucTMyc-610k 63 CTOMKOro addekTa) 1 YacTas HagKeNyao4uKoBas aKCTpa-
CUCTONVS ele y OAHOW. BonbHOoMy ¢ MyTaHTHbIM ATTR umnnaxtuposan WK
¢ nocnepytoLleit 3ameHoii Ha CRT-D, nonyyeH npmpocT ®B ¢ 24% 0o 31% (naum-
eHT HabmiopaeTcs 8 net). B kauecTBe MOPGONOrMYECKOro SKBMBANEHTA THXENON
CUCTONMNYECKON ANCHYHKLMN Y HEFO MOXET PacCMaTpMBATLCS OTIIOXEHNE aMUI0-
uaa B MuokapaunanbHelx aptepusax. MCKT BbisiBuna TMnuYHoe cy6aHaokapavaib-
HOE OTCPOYEHHOE HakonneHue y 2 u3 3 60MbHbIX, B OAHOM Cllyyae OAHOBPEMEHHO
oTMedeHo anddysHoe HakonneHne 9ch-r||/|;:»oq>ocq)aTa B Muokapze. AHTuTena
K aapam kapauomuoumtoB (cneuuduyeckuii AH®) BoisBieHbl Y 60NbHOM ¢ AL-
Tunom n JKMI, 4T0 He NO3BONAN0 UCKITIOYUTL MUOKAPAMNT.

3aknioyenme. AMUNONA03 cepaLa MOXET MPosBASTLCS N0OLIM CTPYKTYPHO-
YHKUMOHANbHLIM BapuaHToOM kapavomuonaTuu, Bkatodas OKMIM. Havnbonee
cneunduyHa aucdodysHas runeptpodus ¢ pecTpukumenn u cHkeHvem OB,
Ho 6e3 punataummn JDK. PaHHee nafeHne COKPaTUMOCTM, CUMNTOMbI ULIEMUU
n gunataums JDK mMoryT 6biTb CNeACTBUEM aMUNOUAHOIO NOPAXEHNUS MENKMUX
apTepuid. Mpu Hannumm MoObIX CUCTEMHBIX NPOSIBAEHWIA B coueTaHum ¢ “FKMMN”,
“PKMM” n “OKMIM” ponxeH uckno4atbes ammnonaos. CumHturpadus mvokapaa

c 99Tc-ru/|po<1>ocq>aT0M MOXET MCNOb30BaTLCA A1 NOCTAHOBKM anarHo3a ATTR,
MCKT cepaua — B gmarHoctuke nioboro Tvna ammnonaosa. AMmMnonaos cepaua
MOXEeT COMPOBOXAATbCA 3HAYMMBIM MOBbILLEHVEM TUTPa crieumduyeckoro AHO
(BTOpPMYHAN peakLysi NGO COYETaHNE C MUOKAPAUTOM?).
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KnioueBble cnoea: amnnonaos cepaua, PECTPUKTUBHAS Kapayommonarus, runep-
Tpoduyeckas kapamomMmonaTus, AunaTaLMoHHas KapavoMuonaTusi, CUMHTUrpa-
dus muokappa ¢ nupodocdaToM, MyabTUCIMPaNbHAs KOMMbIOTEPHAs TOMOrpa-
$us ceppua.
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CLINICAL MASKS OF AMYLOIDOSIS WITH THE HEART INVOLVEMENT: MODERN DIAGNOSTIC ISSUES

Blagova O.V., Nedostup A.V., Sedov V.P, Kogan E.A., Pasha S.P., Gagarina N.V., Alieval.N., Sedov A.V., Tsaregorodtsev D.A.,

Kulikova V. A., Shepeleva N.E., Sarkisova N.D.

In amyloidosis AL-type the heart involvement is most common; this type is specific
with predecessor proteins of light immunoglobulin chains, transthyretin (TTR),
mutant and wild (senile) types. Most common clinical form is restriction
cardiomyopathy.

Aim. To assess the recent specifics of diagnostics, due to broader abilities of novel
methods.

Material and methods. Five 40-79-year old patients with various morpho-
functional variants of heart involvement and typical ECG signs (low QRS voltage, QS,
non-sufficient R increase, absence of left ventricle (LV) hypertrophy signs) to verify
the suspected amyloidosis, underwent EchoCG, immunohistochemistry of blood
and urine for light chains of immunoglobulines, biopsy of subcutaneous fat and
mucose of the gum/gut; MDCT of the heart (n=3), MRI (n=1), scintigraphy with
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gg‘Tc—pyrophosphate with assessment in 1 hour after indicator injection (n=1),
endomyocardial biopsy (n=2), titer of anticardial antibodies assessment (n=2),
DNA-diagnostics (n=1).

Results. The diagnosis of amyloidosis was confirmed in all cases. Its morpho-
functional types were RSMP with LV hypertrophy, hypertrophic cardiomyopathy
(HCMP) with no restriction but progressing fall of ejection fraction (EF), dilation
cardiomyopathy (DCMP), severe hypertrophy with low EF, minimal hypertrophy with
no restriction and systolic dysfunction. There was AL-type diagnosed (n=2, one case
with myopathy mimicking “dermatomyositis”), mutant TTR (n=1, novel mutation
Thr40Asn) and wild TTR (n=2) types. The leading clinical signs were biventricular heart
failure and atrial rhythm disorders: sustained atrial fibrillation in 3 patients (in one,
before amyloidosis verification, the RF-modification was done as “labyrinth” surgery,
isthmus block with no established efficacy) and frequent supraventricular extrasystoly
in one another. To the patient with mutant ATTR the ICD was implanted with further
replacement by CRT-D, and increase of EF from 24% to 31% was achieved (patient is
followed-up for 8 years). As the morphological equivalent of severe systolic
dysfunction in this patient the amyloid deposition in myocardial arteries could be
suspected. MDCT revealed typical subendocardial delayed deposition in 2 from 3
patients, in one case there was also diffuse deposition of 9ch—pyrophosphate in
myocardium. Antibodies to the nuclei of cardiomyocytes (specific ANF) was found in
a female patient with AL-type and DCMP, which made not to rule out myocarditis.

AMWIONIO3 HAXOOUTCS B TOJIE IIPHCTATLHOTO BHU-
MaHWSI MHTEPHUCTOB BCEX CIEIMAIBHOCTEl M OCTAeTCs
OTHOM M3 U3TIO0JICHHBIX TeM KIMHUIUCTOB U MOP(OI0-
roB JleBUubero 1o (KaK M3IaBHA HA3bIBAIOT KIIMHIIC-
ckuit ropomok Ilepporo MI'MY um. M. M. CeueHoBa).
Kapaomonoram 3TOT OMarHo3 3HAKOM TaK XXe XOPOIIIO,
Kak 1 HepposioraM, peBMatojioraM, HeBposoraMm. Coxpa-
HSISI TIOCTOSTHHYIO THAaTrHOCTUYICCKYIO HaCTOPOXKEHHOCTD
(“He 3HAEIIb, YTO MPOUCXOANT C CEPAIEM — HWIIN aMU-
JToMm03”), MBI OTMETWJIM, YTO B TOCJCOHUE TOIBI
HE TOJIBKO PacCIIMPWINCh HAIIW BO3MOXHOCTH THATHO-
cTuku amMmiIonmo3a (B PakymIbreTCKON TepareBTHIC-
ckoii kimmaNKe (PTK) mMm. B. H. Bunorpamosa Hagato
IIpOBeIeHNEe OWOIICMM MMOKAapaa), HO M ero TeUeHUe
BUIOW3MEHUIIOCH.

CeromHs MBI OBl HE B3SUIMCh OTHO3HAYHO CBSI3aTh
aMIWIONIO3 C PECTPUKTUBHBIM MJIN THUIIEPTPOPUICCKIM
THIIOM TTOpaXXeHUsI MIOKapaa. BeposTHo, B TiepByI0 ode-
penb 3TO CBSI3aHO ¢ boJiee paHHEH 1 T hepeHIINPOBaH-
HOW IMarHOCTUKOM, HO TaKXKe M ¢ pa3HOOOpasneM KITH-
HUYEeCKMX BapMaHTOB aMmiIongo3a. K BapmaHTaM
C YaCTBIM TTOpaXCHUSIM CepIla CerogHs OTHOcIT AL-
aMmwiIonno3 (Mamoratndeckas B-xieToyHas mucKpaswus
WIN MHUeJOMHas 0oJie3Hb, 00Jie3Hb BambpmeHcTpeMma),
TpaHCTUPETUHOBBIN (ATTR, MyTaHTHBIN 1 AUKUIA TUTIBI)
W M30JMPOBaHHBINM amuionno3 npeacepauit (AANF),
OCTKOM-TIPEAIICCTBEHHUKOM IIPU KOTOPOM SIBJISIETCS
MpeIcepaHbIii HaTpuitypetmaeckuit daktop [1]. Iox
CTapyYeCKMM aMIWIOWIO30M Cepalla IOHMMAIOT IUKWI
ATTR (cucremnusrit) mwmm AANF tumel. Ilopaxenue
cepiia BO3MOXKHO Takxke Y 5% G0TbHBIX AA-aMUIOUI0-
30M [2].

KnuHnyeckne TIpOSBICHMS aMIUIOMAO3a Cepala
MOTYT OBITH OOYCJIOBJICHBI MOPaXXCHUEM JIOOBIX CTPYK-
Typ — He TOJIBKO MHOKapaa (pedpaKkTepHas XpOHUYE-
cKas cepaedHas HemoctaTodHocTh, XCH, mporpeccupy-

Conclusion. Cardiac amyloidosis might present as any structural and functional
variant of cardiomyopathy, including DCMP. The most specific is diffuse hypertrophy
with restriction and EF decrease, but with no LV dilation. Early fall of contractility,
ischemia symptoms and LV dilation might be the result of amyloid lesion of small
arteries. In the presence of any systemic presentations together with “HCMP”,
“RCMP”, “DCMP” there must be amyloidosis ruled out. Myocardial scintigraphy with
9QTc—pyrophospha’[e is a method of use for the diagnosis of ATTR; MDCT of the
heart — for any type of amyloidosis. Cardiac amyloidosis might be followed by
significant type of the titer of specific ANF (secondary reaction or concomitance with
myocarditis?).

Russ J Cardiol 2017, 2 (142): 68-79
http://dx.doi.org/10.15829/1560-4071-2017-2-68-79

Key words: cardiac amyloidosis, restriction cardiopmyopathy, hypetrophic
cardiomyopathy, dilation cardiomyopathy, pyrophosphate scintigraphy of
myocardium, multispiral computed tomography of the heart
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[oIe HApYyIICHUS TPOBOAMMOCTH, JIOOBIC apUTMUM,
cHIkeHne BojibTaxa QRS m xkomrurekcsr QS Ha DKI),
HO ¥ 3HIO0Kapja (KJIaraHHbBIC TTIOPOKH ), TleprKapaa (3Kc-
CYIaTUBHO-KOHCTPUKTUBHBIA TIEPUKAPINT), KPYITHBIX
W MEJIKHUX KOPOHApHBIX apTepwit (WIneMus, WHMapKT
MuoKapaa). [MImoToHusT MoXeT OBITh CBSI3aHA HE TOJIBKO
¢ XCH, HO 1 ¢ aBTOHOMHOM OUC(hYHKIIAECH.

Hanee MBI IpeacTaBUM COOCTBEHHBIC KIMHWYCCKUE
HaOJIIOMEHNUsI, KOTOPhIC WITIOCTPUPYIOT HE TOJBKO BCE
BUJIbI aMUJIOUI03a CEPILIA, HO U Pa3IUYHbIE €ro MOpdo-
(byHKIMOHANBHBIE TIPOSBICHUS, YTO IIOTPeOOBAIIO
COBEpIICHHO pa3NMnYHol muddepeHInaTbHON THarHo-
CTHUKH B KaXXIOM CIIydJae.

KnuHnyeckmne mackm amunoungosa cepaua
(knuHNYeckue HabnOaeHNS)

1. Pecmpuxmuenas xapduomuonamus (PKMII) —
CUNTAaeTCs KIAaCCUMIECKUM (HamboJiee TUITMYHBIM ) TIPOSTB-
JICHMEM aMUJIONI03a cepama, 9YTo CBSI3aHO ¢ T dy3HOU
HOUIBTpael MIOKapaa aMJIONIHEIMYA Maccamu. Ee
MIPU3HAKHN HE TOJBKO HapyIICHWE ITUACTOJIBI
10 PECTPUKTUBHOMY THUITY, HO M YBSIMYCHUE IIPEACEep-
ouii. BMecte ¢ TeM, JOCTaTOYHO paHO HAaYMHAET Hapac-
TaTh runeprpodus JIZK, KoTtopass oTinMyaeT aMUIOUI03
oT ngnomnatuueckoit PKMII.

bonvnoit 4., 67 aem, moctymmn B @TK ¢ xkamobamm
Ha OIBIIIKY ITPY MUHUMAJIBHBIX (DM3MICCKUX Harpy3Kax,
OTEKM HIDKHUX KOHeUHOCcTel. M3 anaMHe3a: MaTh yMepiia
B 67 ner or OHMK, crpanana apurmueii. B 1970r BoImos-
HEHa IIPaBOCTOPOHHSISI BEPXHEHOJICBAsT JIOOOKTOMUS
10 TIOBOAY TYOCpKYJIOMBI. B mambHEWIIEM COCTOSHUE
ocTaBaJioch ynopieTBopuUTeIbHBIM. C 20081 — IpUCTYITBI
MepuarenbHoii aputMun (MA), kotopsie ¢ 20091 3aMeTHO
YYaCTIINCh, COXPAHSUINCh Ha (pOoHE HACHIIICHHUS aMUO-
IAapOHOM, TTOSIBIJINCH TaKKe OIBIIIKa, oTeK!. [IpoBomu-
JIach Tepanus MeTICBEIMA TUYPETUKAMK (HEpeTyJIsIpHO),
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Puc. 1. Peaynbratel o6cnenosanus 6onbHoro 9. (TTR? amunonzos cepaua B dopme PKMI).

Mpumeuanue: a — IKI npu nocTynneHnn B knuHUKy, 6 — 3K nocne BOCCTaHOBNEHWS CUHYCOBOTO PUTMA; CKOPOCTb 3anucu 25 MM/C; B, I — 3XOKapavorpamMmel, 4-x
KamepHasi no3uuyst (neeble kamepbl cnesa) — onpeaeneHne OB JIX (B) v ouerka anactonuueckoi odyHkumm (I); A-X — GronTaThl NPaBOro Xenyao4ka, A 1 r — okpacka

KOHro KpacHbIM, Masoe () v 6onbLuoe (e) yBennYeHus, ipko KpacHbIM LIBETOM NPOKPALLEHbI OTNIOXEHNS aMUnonaa B CTPOME, X — UCCef0BaHNE OKpaLLeHHbIX npenapa-
TOB B MOJSPU30BAHHOM CBETE (S16104HO-3€NEHOE CBEYEHNE — aMUIIOUAHBIE MACChl).

Puc. 2. Pesynbtathl 06cnenoBanus 6onbHol K. (AL-amunonpos cepaua B popme FKMIM).
Mpumeuanue: a — 3K, ckopocTb 3anvcu 25 Mm/c; 6 — axokapavorpaMma, npusHaku auddyaHoi runeptpodum JIX 6e3 BbIpaxeHHOro yBenmyeHns pa3mMepoB npes-
cepavii; B — MCKT cepaua B parHiolo dasy (anddysHoe ytonieHne cteHok JIK), r — TpexkamepHas PEKOHCTPYKLMS n3obpaxeHuii, nony4eHHbix npu MCKT (Heusme-

HEHHble KOPOHApPHbIE apTepuK), i — OTCPOHeHHOe Anddy3HOe HaKoMIEeHe KOHTPACTHOrO npenapara B Mvokapae JIX Bcemvt cnosamu, HaunHas oT sHaokapaa (ykasaHo
cTpenkamm) npu MCKT.
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Puc. 3. Peaynbrathl 06cnenosaqus 6onbHol A. (AL-amunonaos cepaua B dpopme AKMM).

Mpumeuanue: a — 3K, ckopocTsb 3anmcu 25 mm/c; 6, B — axokapauorpammsl ot 03.2014r (ymepeHHas funatauvs npeacepamii n JX 6e3 ero 3Haummon runeptpodum
1 NPU3HAKOB PECTPUKLMN); B TaBAMLE NPeACTaBNeHa AMHaMMKa OCHOBHBIX 9XOKapavorpaduyeckmx nokasartenei B npoLecce HabmoaeHns 1 neYeHus.
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Puc. 4. Pe3ynitathl 06cnenosans 6onbHoro L. (MyTaHTHbIA TTR-amunonzos cepaua B popme codetaHus npuaHakos FKMI, PKMI 1 cuctonnyeckoit AUChyHKLmn).
Mpumeuanune: a — 3KI npu nepoM NocTynneHun B knuHuky (2008r), e — dpparmeHT SKI ot 2010r (oTB. V,, MepLatensHasi aputmms), CKOPOCTb 3anmeu 25 mm/c;
6, B — axokapauorpaMmbl o1 2008r (6 — 3eneHbIMM CTPeKaMu ykasaHbl “CBeTALmMecs” y4acTky NOBbILEHHON MIOTHOCTY MyoKapaa, B — pacyeT E/A); r, g, — 6uon-
Tathbl MK, okpacka reMaToKCUIMHOM-303HOM, Masloe yBennYeHre (I — CBETas rmanmHonofobHas TkaHb (aMunouns), NI0THO OKYThIBAIOLLAS MbILLIEYHbLIE BOIOKHA),
oKpacka KOHro KpacHbIM, 60bLLOE YBENMYEHVE (OTNOXEHUS aMUIOMAR MHTEHCMBHO KPACHOrO LIBETA, NEPUPETUKYNSPHO, BHYTPUKNIETOYHO; X — CMeKTporpaMma
CeKBEHVPOBaHUA GparMeHTOB HyKNEOTUAHON NocneaoBaTenbHOCTU reHa TTR (CTpenika no3numns HykneoTuaHo 3ameHbl Thr>Asn B 40-M KOZOHE).
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Puc. 5. Pesynbtathl 06cnenoBanus 6onbHoii . (TTR-aMunonaos cepaua ¢ MUHUManbHbIMU CTPYKTYPHO-QYHKUMOHANbHBIMU U3MEHEHMAMM).

Mpumeyanne: a — IKI ot Hos6ps 2016r, ckopocTb 3anuncy 25 Mm/c; 6, B — axokapavorpamma (ToLMHa MeXKkey04KoBO Neperopoaki B Hanbonee M3mMeHeH-
HOoM cermeHTe 1,29 cM, TonWwMHa 3aaHeit cteHkn oo 1,47 cm); r — MCKT cepaua ¢ B/B KOHTPACTMPOBAHUEM (3HAUNTENBHO 6ONee BbIPAXEHHAs CTEMNEHb FMNEpPTPO-
dun JIX, anddysHoe TpacMypanbHOE 0TCPOYEHHOE HAKOMMIEHNE KOHTPACTHOro npenaparta B muokapae JIK, KpacHele CTpenku); B — pesynbratel CUMHTUrpadum
c 99TC-I'IVIpOd)OC¢iaTOM (BbIpaxeHHoe anddy3Hoe HaKoMeHKe npenapaTta B M1OKapAe, CONOCTaBMMOE C HaKOMIEHMEM B KOCTHOM TkaHu v B 1,6 pa3a npesbilatoLlee
KOHTpRaTepanbHoe), KPMBLIE CPABHEHMS (€) 1 “BbluMTaHMe” curHana OT rpyAMHbI Ha YPOBHE CPaBHEHUS (XK).
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BapdapuaoM. B 20111 B ¢BSI3M ¢ pa3BUTHEM YCTOMIMBOMI
MA B HHCCX um A.H. BakyneBa BbemmonHeHsl PY-
Momu(UKALUS OIepaluy “JTabUPWHT’, MCTMYC-0JI0K
crpaBa U TiepeBs3Ka yiuka JjeBoro mnpeacepaus (JIIT)
B YCIOBHSIX HCKYCCTBEHHOTO KpoBooOpameHwus. [Ipu
OxoKI' BHIABICHA THIIEPTPOPHUS JIEBOrO KETyIodyKa
(JI2X) mo 1,8 cMm, 94TO paclieHeHO KaK THITepTpodruIecKast
kapmuomuomnarust (I’KMII); uATpaoneparioHHast 61O~
cHSI MUOKapaa He mpoBommiiack. Ilociie BBIITUCKY TIpH-
HUMaJl aMHogapoH (OTMEHEH 4epe3 Tof), OMCOIIPOJIO,
CIUPOHOJIAKTOH, TOpaceMun, BapdapuH, OTHAKO
ONBIIIIKA M OTEKHW COXPaHSUIMCh, CYOBCKTUBHO HapyIlle-
HUS pUTMa He penuauBupoBany;, B 2013T rocrimranmsn-
poBasicst B KB Ne 7. C ocenn 20131 oTMedanoch BO300-
HOBJICHHE TIPW3HAKOB 3aCTOs, y4alleHue Iyibca 10 90/
MUH. [ocrUTamu3upoBaH B KapIHOJOTHUECKOE OTHEIIC-
aue OTK.

IIpu ocMoOTpe BBISIBICHBI TPODUUICCKUE M3MEHCHUS
KOXM M OTeKM TOJICHEe# M CTOII; TbIXaHHNeE KEeCTKOE, XpH-
IIOB HET; TOHHI cepana PUTMHUYHBI, npuriaymeHsl. YCC
74 8 muH, AJl 100/70 pT.CT.; TIeYeHb, CeIe3¢HKA HE yBeE-
JMJeHbl. B aHanmmM3ax KpoBu — KpeaTWHUH 1,14 Mmr/mi,
MIpU3HAKU XojiecTasa, ¢pudpuHOreH 4,73 1/11, TIOBBIIICHUE
TUTpA aHTUTEJ K aHTUTEHAM BOJIOKOH ITPOBOISIICI CHC-
teMbl (1:160). Ha DKI npu noctymienuu (puc. 1 a) —
yCcTOMYMBAsT TIpeAcepaHasl TaXuKapaus (MHIIM3NOHHAS)
¢ nposeaeHueM 2:1 u YCC 166/MuH; HU3KUI BOJIbTAX
koMIuiekcoB QRS m mosHOEe OTCyTCTBME IIPU3HAKOB
TUIIepTPOUN Cpa3y ITOCTABWIN IO COMHEHUE TUArHO3
I'KMII. IIpu XonrepoBCKOM MOHUTOpUpoOBaHUU (XM)
3apeTUCTPUPOBAHO Oosiee 4 THIC XETYTOYKOBEIX 9KCTpa-
cuctoi. [Ipn BxoKI monrBepxKmeHO HaIWIMe YMEpPEH-
Ho¥t rutnieptpoduu JIDK 6e3 ero mmmatauiy U 3HAYMMO
cucronunueckoil muchynkiuu (TMXKII 1,4-1,6 cm, T3C
1,3 em, KIP 4,5 cm KOO 71 mn, KCO 30 mu, ®B
49-56%, VTI 12,4 cm, dp/dt 941 mm pT.cT./C, puc. 1 B),
OIHAKO TIpeodIaman pecTpuKTUBHBIE M3MeHeHmsT (JIIT
4,6 cMm, 006beM 100 M1, mpaBoe 91 M1, MpaBblil Xeayao-
uyek, IK, 3 cMm, E/A Gonee 6, E/E’ 22, DecT 140 mc,
puc. 1 1). Cucronmaeckoe TaBIeHUE B JIESTOYHOM apTepuu
(CIOJIA) coctasnsio 50 MM pr.cT. OOpartmiia Ha ceOsl BHU-
MaHNe BBhIpaXeHHAs HEOTHOPOMHAs TUIICPIXOTCHHOCTH
CTPYKTYpeI MUOKapma. Ilpm upecrnmmeBogHoi DxoKI
OTMEYCHHI MPM3HAKN peKaHanmm3anuu yika JIIT, Tpom-
003a HE BBISIBJICHO, CHMHYCOBBII PUTM BOCCTaHOBJICH
METOIOM 3JIEKTPOUMITYJILCHOM Tepanuu (puc. 1 0).

Jannbie anamue3a, DKI 1 OxoKI tpeboBaim B 1iep-
ByIO odepenb HCKIoueHUsa amumonmo3a. Ilpy MCKT
KOPOHAPHBIX apTepHil MaTOJIOTHH He BBISIBIIEHO. OTCpO-
YeHHOe KOHTPACTMPOBAaHME B MHOKaple He OICHHWBA-
Jock. [Ipu uccireqoBaHNM KPOBU M MOYH JICTKMX IIETICH
WMMYHOTJIOOYJIMHOB HE BbISIBIIEHO, T.€. AL-amuiionnos
HUCKITIOUEH. B OmonraTax ClIM3NCTOM TOJICTOM KUIIKA IIPU
OKpacKe KOHTO KPaCHBIM OIIPEAEIISIOTCS MAacChl aMUJIO-
WA B CTCHKAX COCYIOB IOACIU3UCTOrO ciost. B omomnTa-
Tax KOXU U MOIKOXHO-XMPOBOM KIIETIATKH ITEPUBACKY-

JIIPHO — OTJIOXKEHUS aMUIOUAa B HEOOJIBIIOM KOJHAYE-
cTBe. BoinmonHeHa aHAOMMOKapauaibHas ouoncus T12XK:
HepaBHOMEpHAas TUIIEPTPOGHS 1 IUCTPODUSI KapIHOMIO-
LIUTOB, TICPUMYCKYJIIPHBIA W TepUBACKYJISIPHBINA CKIIC-
poO3; IpM OKpackKe KOHTO KpPacHBIM C MCCIeAOBAaHUEM
B TIOJISIPU3AIIMOHHOM CBET€ — ITEPUKOJIIATCHOBBIN aMM-
Joun B ctpome (puc. 1 1, e, X).

TakuM o6pa3oM, IMATHO3 aMIJIOMA03a Ceplia MOI-
TBepXIeH, Hauboyiee BeposiTeH cucteMHblii ATTR,
ogHako uMMmMyHorucroxumuueckoe (MI'X) tunuposa-
Hue u JHK-guarHoCcTMKy NpoBeCTM HeE YIaloCh,
y TTallMeHTa pa3BUJIACh TsDKeJas IIoYedHass HeIoCTaTou-
HOCTb C BBIpaxeHHOI aekomrieHcamueir XCH. OTnu-
qyueM OT MCTHMHHON (mamomnatmueckoit) PKMII cramo
Hanuuue rurneptpoduu JIZK, BripoueM, BeCbMa yMepeH-
HO# (mo 1,6 cM) M He MPUBOIMBIIEH K OOCTPYKLUH
BBIBOOHOTO TpakTa JI2K.

2. Tunepmpogpuueckas xapouomuonamus — SIBISICTCS
He McHee TUIMMYHBIM IIPOSBICHUEM aMIUIONI03a Cepalia
¥ MOXXET TTOJTHOCTBIO MMUTHPOBATh KAPTHUHY OO0CTPYKTHB-
Hoit acumMetpuuHoit 'KMII (Bkioyasi CUCTOJMYECKOE
IBIDKCHHME ITIEPeTHEl CTBOPKM MUTPAJIBHOIO KJlallaHa),
TIPOBOLIMPYSI Bpadeil Ha Has3HaueHMe au3onmpamuma |[3]
wm MusKToMuIo [4]. CoBepIlleHHO HETHUITAYHBIMA IS
nctnHHOM ['KMIT siBstIorest B 9THX ciry4asix OKI, a Takke
CKOPOCTh HapacTaHUs PECTPUKIINM, CUCTOIMIECKOM IHC-
dyuxurm n XCH.

Boavuas K., 40 aem, nocrynuna B @TK ¢ xamobamu
Ha 0o0I1yI0 C1a00CTh, BHIPAXKEHHYIO CJ1a00CTh B MBIIIIIAX
HOT (HEBO3MOXHOCTh BCTaTh, CAMOCTOSITCIIBHOTO IIepe-
IBUTATHCS), ONBIIMIKY IPW MHUHHMAJIBHBIX Harpys3Kax,
OTEeKM HIDKHUX KOHEYHOCTEH, OCUILIOCTh F0JIOCca, 3aTPY-
HEeHUeE OTKPBIBAHUS PTa, CHUXKEHME MacChl Teja (Ha 16 kr
B TEUCHME 2-X MECSIIEB), 3aTpyTHECHNE aKTa TJI0TaHUS.

M3 anamue3sa: mo jeta 2013r wyBcTBOBasIa ceOs yIOB-
smerBoputeabHO. B 20131 mBaXXmbl BOZHUKIM ITPUCTYIIBI
puTMHYHOTrO cepaueduenuss (mo 140-160 yn./muH),
COITPOBOXKIIABIIIMECS PE3KOi CTa00CThIO, TTOTEPEit CO3HA-
Hug. I1pn DxoKI' maTtojiorum He BBISIBIEHO, Ha3HAdYeH
KopakcaH 7,5 Mr/cyT. C cenTsa0pst 2014r oTMEUeHO TTOSTB-
JICHUE M HapacTaHNE OTEKOB HIDKHUX KOHEYHOCTEH, Clia-
00CTH, CYXOCTH KOXHBIX ITOKPOBOB, 3aTpyOHEHHE aKTa
TJIOTAaHUS, OTKPBIBAHMS PTa; SMMM30AMICCKU ITPUHUMAIIA
80-120 mr pypocemmma. ITpu BxoKI ot 10.02.2015: T3C
JI2K 20 MM, TMKII 15 MM, BeITIOT B iepuKapae 10 10 M,
®B 51%. Cocrosinue pacueHeHo kak TKMII. I1pu done
TprieMa HOJIUTIpeIia, KopaKcaHa, TopaceMuaa — TCHICH-
U K TUTIOTOHNH. PeBMaTOIOrOM He MCKITIOYAJICS Ne0I0T
CKJICPOICPMUM.

B c¢Bs13m ¢ HapacTaHEM OTEKOB, OIBIIIKK TOCITATAIM -
3UpOBaHa B YOIMYPTCKHIT PeCIyOJUKAHCKHIA IIEHTP, OTEU-
HbII CUHAPOM KyMUpOBaH auypeTrkamu. Ha ocHoBaHMU
KJIMHUYECKOM KapTUHBI, oBbiiieHus ypoBHeii KDK (486
en./m), JIAT (1497 en./m) u AHO® (1:320), naHHBIX 371€K-
Tpomuorpadun (IIepBUIHO MBIIICYHBIA TUIT OPAXKCHIIS)
COCTOSIHME pACICHEHO KaK JepMaToMUO3WT. HasHaueH
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mpeaHn3010H 20 MT/CYT., C y4EeTOM IOJOXUTEIHHOTO
addekTa 103a yBeaudeHa 10 60 MI, I0cje Y4ero OTMEYCHO
pe3Koe YXyOIIeHNe COCTOSHMS, pe3Kasl 00JIb B CycTaBax,
nmo3a cHibkeHa 1o 40 mT. B manpHeieM oTMedeHO Hapa-
CTaHME OTCKOB, OOIICH M MBIIICYHON CIIa00CTU, CHIDKE-
HKe Macchl Tena (Ha 16 kr). B Hosi6pe 2015r rocrniuranusu-
poBaHa B Kapauonorndeckoe otmeneHne OTK.

Ipn mocTyruieHn: coctostHMe Tsokesoe. UMT 18,87 Kl"/Mz.
KymmHTOMIHBIT CUHIPOM: KOXHEIC ITOKPOBHI CyXUeE,
C MCTOHYCHHMEM, IIETYIIeHNEM, MHOXECTBEHHBIMH TPO-
dryecKUMI M3MEHEHMSIMU II0 THUITY SI3B (C TOCIIEIyIo-
IIUM HArHOCHMEM); “JIyHOOOpa3Hoe” IMIIOo, aTpOGHs
MBI KOHeTHOCTel. OTeKn o ypoBHS Oemep. B merkmx
IBIXaHUE KeCTKOE, XpUIIOB HeT. TOHBI cepiia pUTMHUYHEI,
npuriaymensl. YCC 84/mun, A 115/80 MM pT.CcT.
[legensp, cene3eHKa He YBEIMUCHBI. M3 IpyTrux OoCIIOXHe-
HU CTepOMOHON Tepanuu (Ho3a IPU IOCTYIUICHUU
30 MT/CyT.) IMarHOCTUPOBAHBI CaXapHbBI ANA0CT (TJIMKO-
swmpoBaHHbiii Hb 12,6%), ocTeonopos, KpOBOTeUEHUE
W3 SI3BBI IBCHAOIIATUIICPCTHOM KUIITKI, KaHIUI03, TeHEe-
panu3oBaHHAsT MHOEKINS ITUTOMETaJIOBHUPYCOM, BHUPY-
camm DmreliHa-bapp n Bapuiiemia 3octep. B ananmsax
KPOBU BBIABJISIIIMCH HENTPOGMIBHBIN JIEMKOLIMTO3 10 16
TBIC, IIUTOJUTUICCKUI, XOJIECTATUICCKUIN CHUHIPOMEI,
moBeIeHne ypoBHs ammiasel; KOK 130 em./m, JIAT
1480 en./n. B obmiem aHanm3e Mo4ue MUHUMAJTbHAS ek -
KOILIUTYPHSI, CYTOUHAS IIPOTCUHYPHS 45 MT.

Hanuuue wuctunHoit I'KMII BbI3Bao0 COMHEHUS
¢ yuetoM maHHBIX DKI (pmc. 2 a): OTCYTCTBHS IPU3HAKOB
runeptpodun JIXK, cHmkenns BoasTaxka QRS n ammm-
TyIbl 3y01OB R, maTtonormaecknx KoMIuieKcoB QS B OTB.
II, aVE IIpum XM 3apeructpupoBaHo 13 ThIC HamXKely-
JIOYKOBBIX 9KcTpacuctod 1 217 K3, a Takke nmpobdexka
xemynoukoBoit Taxukapauu (2KT) u3 6 QRS ¢ YCC 130
yo./muH. JarHeie 9xoKI ykpemumm mpenaroaoXeHue
00 aMWJIOMITHOM TIIpUpOIe YMEpeHHOU “rumeprpodun”
JI2K (tMXKII 1,4 cM, T3CJIXK 1,3 cM): yTommeHne CTEHOK
HocuT nuddy3HBIN XapakTep (puc. 2 0), IpA YMEHBIICH-
HBIX pasMmepax JIK (KIP 3,9 cm, KOO 39 mn; KCO 23
MJI) ero cucronndeckas QyHkuus cHuxeHa (OB 41%,
VTI 9,5 cm, dp/dt 1010 MM PT.CT.); IpU3HAKOB PECTPUK-
uun He otMmeueHo (JIIT 3,8 cm, 66 M, mpaBble KaMephl
He yBeanueHbl, E/A=1,6), CIJIA 35 MM pT.cT. YIuIOTHE-
HUS U cellapaliy JIMCTKOB IepuKapaa, 3HaUNMOI peryp-
TUTAIlMM He BEIIBICHO. 151 BepruKaIlluy aMUIONI03a
cepmua BemosiHeHa MCKT (puc. 2 B, T, I): KOpOHAPHBIC
apTepuy MHTAKTHBI, MUOKAPI XKeJIyIOYKOB TUIIEPTPOhH-
poBaH (ITXK mo 8 mMm, JIK mo 22 MM), OTMEYEHO OTCPO-
YeHHOE¢ HAKOIUICHHE KOHTPACTHOTO IIpelrapata MUOKap-
moM IIK (HambGojiee aKTMBHO, IMPEMMYIIECTBEHHO CyO-
snukapauanbHo, o 115 ex.H) u JIXK (muddys3ao Bcemu
ciosimn), JITT (MeHee BeIpaxkeHO). Y cTeHKH U B yike JITT
BBISIBJICHBI TPOMOBI pazMepaMu 9 MM 1 5 MM.

TunmmuHBIA UIT aMWJIOWAO3a THUII HAKOIUJICHUS
1 BBIpaXKeHHAs TUIIEPTPOPUST 000MX KEIyTOYKOB ITOMI-
TBepXKOaIM OWarHo3. [IpM3HaKW CHUCTEMHOTO ITOpaKe-

HUsI, BO3pacT OOJIBHONM M OBICTPOTA IIPOrPEeCCUPOBAHMUS
CUMITOMOB 3aCTaBJisliv AymaTb 00 AL-tune. McxoaHbiit
IWarHO3 JePMAaTOMUO3NUTA HE BHITIIANET YOSOUTEIbHBIM
(ueBnIcokmit ypoBeHb KDK, mporpeccupoBanme Ha (hoHE
creponnHO Tepanmuu). He BBISIBIEHO 71ab0OpaTOPHBIX
MapKepoB IPYIUX CUCTEMHBIX 3a0oseBanuii (PO, AHD,
cANCA u pANCA, antutena ENA-tipodmisg B ipenenax
HOpMEI). C yIETOM UMCIOIINXCS OTIMCAHUIN aMUAJIOMITHOM
MUOIIATUM ¢ KapTUHOH “mepmatomMmosuta” [5], Mopdo-
JIOTMYECKUMHU MPU3HAKAMM BOCHaleHUs [6], Mbl UMeIU
OCHOBaHMS pacCIEeHWBATh BCE WCXOTHBIC CUMIITOMBI
(mopaxeHue cepala, B T.4. HIEPUKAPIUT, MUOIIATHS, AUC-
¢arus) B paMKax CHCTEMHOTO aMIJION03a (B OITy0JIMKO-
BaHHOM IO3aHEe padoTe U3 KIMHUKM M»siio cobpan 51
nauueHT ¢ AL-amunouaHoi muonatueit [7]).

B 6uomnrarax momKoXHOTO XKHUpa BBISIBJICHO OTJIOXKE-
HUe AL-aMmionia ImepuBacKyIsIpHO U IT0 XOIy KOJLIare-
HOBBIX BoIOKOH. IIpn UI'X ucciaenqoBaHUM CHIBOPOTKU
¥ MOYH ITaTOJIOTUYECKMUX OEIKOB HE OOHApYKEHO, IpHU
NMMYHOMUKCAIINY B MOYE OTMEUCHA CIIEHOBasT CEKPEITHS
6enka berc-JIxXoHca A-Tua (CIeIoBOM YPOBEHB paclie-
HEH KaK CJICICTBHE CTEPOMIHOI Teparmu). HeBpoaorom
IWaTHOCTHPOBaHA IeprdeprdecKasl MOJIMHEHPOIIaTHsI,
KOTOpast HOCUT, BEPOSITHO, CMEIIIaHHBIN xapakrep. [11a-
HUPOBAJIOCh TPUMCHEHNE OBICTPOACHCTBYIOIMNX CXEM
XUMHUOTEepallid Ha OCHOBe OOpTe30MnOa, OIHAKO
Ha MoMeHT rocnutammiannu B OTK nedeHme OBLIO
HaIIpaBJIeHO MCKITIOYNUTEIFHO Ha KYITMPOBAHWE CHMIITO-
MoB XCH 1 MHOTOUMCIIEHHBIX OCJIOKHEHUM CTEPOMITHOM
Teparmuu. [1o MeCTy XUTeIbCTBA JIeUCHHME aMIUIOMI03a
TaKke He OBUIO HadyaTo, 4depe3 4 Mecsdla ITalleHTKa
noruona.

3. Huaamayuonnas xapouomuonamus (AKMII) —
B OTJIMYKE OT MpeAbIAyIIMX ABYX BapUaHTOB, KaK Bedy-
1Iee TPOSTBJIICHUE COBEPIICHHO HE TUITMIHA JIJIST AaMIJIOM -
nIo3a cepamna. B nurepaType HaM BCTPETWIINCH €IMHWY-
HbI€ OMMCAHUS — B YACTHOCTHU, OOJIbHOI 68 JIeT, KOTopast
B TeueHure 20 net crpamana “uncroii” JKMII ¢ mogsie-
HueM rurneptpodun B ¢uHane (Ha DKI — cuHmpom
rurieprpodun JIXK), m nuims mpd ayTOIICHM BBIIBJICH
cuctemubiii ATTR-amunounos [8]; kak aHamHe3, Tak
u OKI BBRI3BIBAIOT COMHEHHUS B TOM, UTO C CAMOTO Hadajia
9T0 0BT amuIonmo3. OmMcaH M OBICTPOTCYHBIN CTydait
AL-amunonno3a ¢ kaptuHoit JKMII, tunuuHoit s
ammtonno3a DKI u muacrenueit [9]. [IpmamHOi CTOIB
HEOOBIYHOTO TCUCHUSI MOXET OBITh MIIEMUS BCIICACTBHE
nopaxeHus meakux aprepuii [10]. ITpeamonaraior Takke
BO3MOXHOCTb coueTaHus wuaumomnatudyeckoin JJIKMII
n ammiaougosa [8]. Hiusg Takumx OONBHBIX XapaKTepHO
MOCTEeTICHHOE M3MeHEeHNEe (DEHOTUIIA — TIPUCOCANHEHUE
runeptpodun JIXK; ormmcana momo0dHas TpaHchopMaus
u nipu ceMeitHoit popme ATTR [11].

boavnasn A., 58 nem, nocrymuna B @TK B HOsIOpe
2013T ¢ XXayobaMu Ha OIBIIIKY IIPA YMEPEHHOM (hr3mae-
CKOM Harpy3Ke, TSLKECTh 3a TPYIMHOM, 00IIMyIo ¢1a00CTh.
W3 anamuesa: ¢ 2010r — mogsembr A mo 170/100 mm
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pr.CcT., He Jeumnack. Becnoit 2012r crama oTMedaThb
ONBIIIKY, 3arpyIuHHBIC 00M TIpu xompOe. CocTostHUe
pacueHeHo kKak MBC, HazHaYeHa Tepamisi MOHOIIPUJIOM,
HUTpaTamMu, acmupuHoM ¢ adpdekroM. B gauBape 2013r
Ha otmbixe B M3pamie rocnuTalim3mpoBaHa B CBSI3U
¢ arm3onoM Torepu co3Hanuss, OPBU. ITpu DxoKI" ®B
30%, navanbHast rurneprpodust JIXK. AHanus KpoBu
Ha Bupyc HINI1-nmonoxurenbHbiii. [IpoBoaunaace tepa-
MU OCENTAMUBHUPOM, IUYypEeTUKaMu, [-OmoKaropamu,
cocrostAre yimyumiock. [Ipu OxoKI B Mockse (deB-
painb) ®B 49%. Jletom 2013r orMerwmia ycuaeHHE
OIBIIIKH, TUCKOMGOPT 3a TPyIUHOI, oTeKH. KOHCYIBTH-
poBana B PKHIIK: ormeueHo pacmmpenue JIK, ®B
40%. HecMmoTpss Ha KOPPEKLMIO Tepamuu, OIbIIIKA
COXpaHSJIach; B 3TOM cBsA3M rocnuraan3upoBada B OTK.

IIpu mocTyIUIeHNH BBHISIBIICHBI TTACTO3HOCTD TOJICHEH
M CTOII; XPUIIOB HET, TOHH cepana putMuaHbel, YCC 70/
muH, Al 130/70 pT.CT.; TIeYeHb, celie3cHKAa HE YBEIH-
YeHBI. B aHanmM3ax KpoBM — JieTKasl TUITOXPOMHAsT aHe-
MWSI, TUTICPIUNUACMAS 2a TUIla. BupycoB repmeTmue-
CKOM TpymITEl 1 ITapBoBUpyca B19 B KpoBHM He BBISIBIICHO.
B amammze mounm — ya. Bec 1009, KpucTayutel OKcajlaTa
kaieimsa. Ha DKI (puc. 3 a): orkimonerne D0C BieBo,
MIPU3HAKOB TUIIEPTPOUN HET, CHIDKCHNE AMIUTUTYIBI
3y6uoB R B oTB. II, III, aVE, VI—V4, nByxdasHblii 3yoer; T
B oTB. I, aVL, VS—Vb. IIpu XM — mnpobexka KT us 4
QRS, mpu YCC >115/mun ycyryomenue genpeccnu ST
1o 0,15 mB. IIpu DxoKI' oTMeueHa yMepeHHas auiaTa-
musa npencepauii u JIK co cumxennem ®B no 44%
(puc. 3); IpU3HAKOB PECTPUKINHU, 3HAYNMOMN THUIIEPTPO-
¢dum n perypruTaliiy Ha KJIaraHaxX He BBISIBICHO.

C y4eToM CBSI3M YXYAIICHUS] COCTOSTHUS M YaCTHIHO
obOpaTuMoii cucrtoandeckoir amchyHkuunm ¢ HINI-
nHbeKIMell Hanbosee BEpOSITHON MPUUMHON CUHAPOMA
JAKMII npencrasnsiiicss MuokapauT. B aHanmszax KpoBu
BBISIBJICH CIHeOU(UICCKU aHTUHYKJICAPHEBINA (haKTop
(AH®) 1:320 ip1 HOpMAaJIBHBIX TUTPAX IPYTUX aHTHUKAp-
IWaIBHBIX aHTUTeNI. HauaTa MMMyHOCYTIpecCUBHAS Tepa-
must (Metunpen ¢ 16 10 4 mr). YiryulieHusl CaMOYyBCTBUSI
HE OTMEYEHO, IIPU ITOBTOPHOM TOCTIMTAIN3AINHY B aIIpelie
20141 Tutp AH® cumswics no 1:160, ipu DxoKI 6e3
CYIIIECTBEHHOW MUHAMUKU (puc. 3); K IEUEHUIO T00aBIeH
azatmoripuH 100 mr/cyr. Bemomnena MCKT cepmia:
KOpPOHApHbIE apTepUU HMHTAKTHBI, rureprpodus JI2K
mo 13-14 mm, TpabekymsapHocTs JIZK ¢ cooTHomeHUEeM
cioeB 1:1, OTCpOYEeHHOTO HAKOIICHUS HET.

B mocnenyommM coxpaHsuiach OIBIIIKA IIPH yMe-
peHHBIX Harpy3kax, nmpu OxoKI ot centaops 2014r
(puc. 3) ormeueHo HekoTopoe cHukeHue OB (36%),
MMOSIBJICHNE TIPM3HAKOB ITHACTOIMYCCKON ITUCHYHKIINU
(E/A 2,3) 06e3 Hapactanus rtuneprpodum JIK.
B PKHIIK Beimonnena MPT cepaua ¢ ragoJiuHUEM —
BBISIBJICHO TUIIMYIHOE IJIsI aMuionmo3a auddysHoe
Ccy03HIOKapAalibHOe HaKOIUICHNEe KOHTPACTHOTO IIpe-
napata B JIK. C menbio Bepudukany 1uarto3a mpoBe-
IIeH IMMYHO3JIEKTpodope3 0eJTKOB KPOBU 1 MOYU — TIPH

MUMMYHO(UKCAIIMK B y-2 30HE BBISIBJIEHA MOHOKJIOHATb-
Has cekpelus 3a cueT 6enka BJA. g noobcnenoBaHus
¥ TIPOBEACHUSI XUMUOTEPAITUY 0OJTbHAST TOCTTUTAIN3UPO-
BaHa B Kb um. C.I1. borkuHa, JabHEUIINX CBEACHMIA,
K COXaJICHUIO, HET.

4. Couemanue npusnaxoe cunepmpoguu, pecmpurxuyuu
u msaxceaou cucmoauueckoi oOucpynxkuyuu — TUTTMIHEINA
(beHOTHT HA TTO3MHUX CTAAMSIX aMIJIOUI03a Cepama. Die-
MEHTHI 3TOU TpHUAaIbl IPUCYTCTBOBAIM Y BCEX OIIMCAHHBIX
MaIlMeHTOB — UMEHHO TaKOe COYeTaHUE CIeIyeT CUUTATh
Hambojiee crnenmPpUIHBIM WIS ammaonmo3a. Ciemo-
BaJIO OBI YKa3bIBaTh B AMArHO3€ BCe KOMIIOHEHTHI aMUJIO-
unHoro nopaxeHuss (“PKMII ¢ nceBporuneprpodueit
¥ CUCTOJIMYECKOM muchyHKIMel”, HampuMep). B kade-
CTBC WJIIIOCTpPALIMA TIPEACTABUM MCTOPHIO OOJIe3HU
malnreHTa, KOTOPOro MbI HaOMogaeM Ha MPOTSKCHUU §
JIET, UMesI BO3MOXHOCTD IETaIbHO TPOCICOUTH 3BOJIIO-
LU0 TIOpaXEeHUS Ceplia.

bonvuoir Il., 63 aem, BuepsBble moctymmn B PTK
23.10.2008r ¢ xamobamMu Ha ONBIIIKY IIPH YMEPEHHBIX
Harpy3kax (ImogbeM Ha 1-2 3Taxa), 3130161 HEpUTMIY-
HOTO cepareOneHMs, IIepecou B paboTe ceparia, SITH30IbI
CcKUMawIIux 0ojieit B obyacTu cepalia ¢ uppagualuei
B JIEBYIO JOIAaTKy, obinyw ciaboctb. M3 aHamHe3a:
WHOrAa 0ecnoKOWIM ollyllieHue auckoMdoprta B obJa-
CTU cepilia, Iepedou, Jierkast omblmKa. C OKTIOpST —
ONBIIIKA TIPY HEOOJMBIION (DM3MIECKON Harpy3Ke, CKU-
MaloIre 001 B 00JIACTH Ceplia C ppaarallieii B JIEBYIO
nonatky. Ha BOKI BoesgBiacHsl koMruiekchl QS B 111
1 JICBBIX TPYOHBIX OTBeAcHMAX, TIpu DXoKI m3aMeHeHMiA
He otMedeHo. [Toctymur B PTK.

IIpn ocmortpe: ToHH cepaua apurmMuyHbl, YCC 70
yo./mMuH, AJl 150 m 100 MM pT.CT., APYTUX OTKIIOHEHUA
HeT. TponoHMH OTpULATENbHbINA, KpeaTuHUH 1,60 Mr/m,
mpu3Haky xojectaza. Ha DKI (puc. 4 a): put™M cUHYCO-
BRI, 9acTasl HaIKXEJIyIOYKOBas 3KCTpacUcToIus (TIpu
XM o6omee 13 TBIC/CYT., C IMOCTIKCTPACHCTOINYECKOM
Ielpeccueii CHHYCOBOTO y371a), OJIoKana IepeTHeit BeTBH
JeBoit HOXKHU Tydka [iica, AB omokama I crerrern (PQ
0,22 ¢), xommiekcsl QS B otB. 11, 111, aVF, V,-V,, B otB.
V.-V, ammuryza 3y6ua R pesko cHmkeHa. Jluaraos aMmu-
JIOMI03a Cepila TMPEACTaBIsIICS Hambojiee BEPOSITHBIM
yxe Ha 3ToM atamne. [1pu DxoKI (puc. 4 6, B) JIK He pac-
mupeH (KIP 5,2 cm, KO 116 M1, KCO 78 mi), TM2KIT
1,7-1,8 cm, T3C 1,8 cm, DB 34%, HapyleHUIi IOKATBHOMK
COKPaTUMOCTH HET; OCTaJIbHBIC KaMephl HE YBEIIMUCHHI,
MUTpabHas peryprutanus 11 crT., mmacronmmaeckast Iuc-
dyukus o pectpuktuBHOMY Tvmy (E/A 2,8, DecT 138
MC), BEIpaXkKeHHAsI TUTIEPIXOTEHHOCTh MUOKap/a.

HecMoTpst Ha BBICOKYIO BEpOSITHOCTh aMUJIOMIO3a,
HENIb3sI OBLIO TOJHOCTBIO MCKIIOUUTH Ipyrue MHOUIb-
TpaTtuBHBIe 3a00neBanus 1 'KMII. B 6uonrarax cnusm-
CTOW NECHBI Y MPSAMOU KUIIKW aMUWJIOWIAa HE HaWAEHO.
BrimmontHeHBI  KOpoHaporpadust (apTepryd WHTAKTHBI)
¥ SHIOMHOKapauaiabHast ouoricus [1XK (puc. 4 1, n): ipu
OKpacKe KOHTO KPaCHBIM C MCCJICIOBAHUEM B ITOJIIPHU3a-
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LIMOHHOM cBeTe oOHapyxeHbl Macchl TTR-amunounga
B MHTECPCTUIINHA M CTEHKAX COCYIOB (4TO MOXKET OOBSIC-
HATH CUMIITOMBI MIIIEMWUH U BhIpakeHHoe maneHue OB).
B rene TTR BrIsiBIIeHa paHee He ONMCaHHAsI HYKJICOTHU/I -
Has 3aMeHa C>A B TeTepO3UTOTHOM COCTOSTHUU, TIPUBO-
Ia1aa K aMMHOKUCIIOTHOM 3aMeHde Thr>Asn B 40 komoHe
(puc. 4 x). MyTalums BBISIBJICHA TaKXKe Y CECTPHI ITaIl-
€HTa, cTpafalolleil HelfiponaTreil (CMHAPOM 3aIlSICTHOTO
KaHama). TakuMm 006pa3oM, aMWJIONI03 MICHTU(PUIINPO-
BaH Kak HaciaenctseHHbI TTR-amuionnos.

B 2010r Ha (poHe BUpyCHOI WHMEKINU pa3BIIACH
MA (puc. 4 e), mocie >3JIeKTPUIeCKON KapanOBEpCHHI
peructpupoBaics y3aoBoii putMm ¢ YCC 36/MuH ¢ rocie-
IYIOIIMM BOCCTaHOBJICHHEM CHMHYycoBoro putma ¢ YCC
54/mun. B ummmanTtanumn DKC B KB Ne 4 6bu10 OTKa-
3aHO. B manpHeimeM pasBuiach ycroitaubast MA, B 2013t
B PHIIX umM. Bb. B. IlerpoBckoro umruiantuposan MK/,
KOTOPHI B CBSI3W C HapacTaHUEM OJIOKAIBI JICBOM HOXKI
nyuka Iiica n apTuduumraibHOR MEXKeTyT0uKOBOM AUC-
cunxponny 3aMmeHeH Ha CRT-D. K MoMmeHTY penMIuiaH-
tauuu (koHew 2014r) @B cocraBisia 24%, K HMIOHIO
2015r ona BeIpocia 1o 31%, TommnHa creHok JIK moctn-
rama 2,2 cm, [TXK — 7 MM, gunatanmm JI2K mo-1mpexxaemy
He ObUT10. COCTOSTHHE OCTaeTCSI OTHOCUTEIIHPHO CTaOWIIb-
HBIM, cpabaTbIBaHU 1e(PUOpUIIIATOpa He OBLIO; IIePUO-
IWYEeCKM OTMeJYaeTCsl HapacTaHWe ITOYeYHOM HemIOoCTa-
TOYHOCTH M OTEYHOTO CHHIPOMA, YTO TPeOyeT yBeamde-
HHUS 03 TETICBEIX INypeTHKOoB. IlalmeHT mpomoirkaet
paGoraTh, OT rocruTaau3anuu B 2016r oTkasajcs B CBSI3U
C VIOBJICTBOPHUTEIIBHBIM CAMOYYBCTBUEM.

5. Munumaavnsie cmpykmypHo-@yHKuuoHa bHbLe uzme-
HeHuss — OITHA M3 BO3MOXKHBIX MacOK aMUJIOMI03a JaXe
IIpY JUTUTSIIBHOM TeUCHUH, OCOOCHHO €CIIM OPUEHTUPO-
BaThCs TOJNBKO Ha DX0KI.

Boavnasn I., 79 nem, apmsaka, moctymmia B OTK
B okTsi0pe 2016r ¢ xamobamMu Ha OMBIIIKY, YyBCTBO
HEXBaTKM BO3MIyXa W TSKECTU 3a TPYIWMHOM IIpH MHHH-
MaJIbHBIX HArpy3kax HW B II0KOoe, ITOBHIIIeHUE AJl
1o 150/90 MM pT.CT., CYXOCTb BO PTY, OOJIM B CyCTaBax pyK
(TIpaBBIi IIJICYEBOM, JIyde3allsICTHBIC, MEJIKHE CYCTaBEI
KHCTEe), OHEMEHHUE TaIblIeB KHUCTel, 0COOCHHO 4 1 5.
W3 anamae3a: ¢ 40 1er — mombemsl Al mo 270/100 mm
PT.CT., 3IIM30OWYECKU TIpMHUMaia HudeaumruH. B 1998r
TepeHecIa TPAaH3UTOPHYIO UIIEeMUICCKYIO aTaKy, Hadajia
IIprieM HOpBacKa, PCHHUTEKa C HEKOTOPBIM 3(D(heKToM
(mpu penxkux msmepeHusx AJl B npeneiax 160-180/90-
100 MM pr.cT.). C 2000T TIocTOosTHHAsT hopma MA, KOTO-
PYIO IEPEeHOCHIIA YIOBICTBOPUTEIIBHO, TTOITBITOK BOCCTA-
HOBJICHUSI CHHYCOBOTO pHUTMa HE OBLIO; Ha3HAUYCHBI
B-6mokatopsr; AJl Ha 2TOM (hOHE HE TMPEBHIIIATIO
150/90 MM pT.CT.

C 2007r otMeTnia TOSBIeHHWe ombIKu. HecMorps
Ha genpeccuro ST no 0,2 MmB o marasiM XM, Bepudnka-
s UBC e mpoBogunacek, @B cocrasnsina 55%. Hasna-
YeHBI BapdapuH, TUTOKCUH, METOIIPOJIOJ, INYPETUKH,
MOHOMaK; (hypoceMu PeTyIIpHO He IPUHUMAJIA B CBSI3U

¢ pasButueM cymopor. C 2013T omgbIIKa 3aMeTHO YCYUIIH-
JIach, CTaJIO OCCIIOKOUTH SXKKCHHE B TPy, HE CBSI3aHHOE
¢ Harpy3kamu. locnurammsupoBana B PTK: mpuamHa
OIBIIIIKKM OCTaBajach He SICHOU (He BBISIBIICHO OOCTPYK-
TUBHBIX U PECTPUKTUBHBIX HAPYIICHWI ObIXaHWSI, CHU-
KEeHUS SatO2, noseiiennss CIJIA, cucToandeckoit
u auactoiandeckoit mmcdynkuum). Mckmounts TOJIA
HE MIPEICTaBIISLIOCh BO3MOXHBIM B CBSI3U C BBIPAKCHHBIM
CHIDKEHUEM YPOBHS KIy0O4YKOBOM (ribTpauuu (29 mi/
MHUH). B pesynbraTe Tepanuy IeTIeBEIMA THYPETHKAMU
OIIBIIIKA HECKOJbKO YMEHBIIMIACh, HO ¢ oceHu 2016r
Ha ¢hoHEe OTMEHBI (PypoceMUIa 1 HUTPATOB BHOBb 3HAUM -
TebHO Hapocia. [ToBTopHO TOCHHUTAIN3NPOBAHA B DTK.

ITpu moctymnennu: UMT 27,88 kr/M , IMaHo3a HeET,
OTEKU TOJICHE! M CTOII; ObIXaHWE XKECTKOE, XPUTIOB HET,
SatO2 97%, Y1 20 B MMH B IIOKOE U 10 28 B MUH IpU
xonb0e. Toubl cepaua aputmMuudbl, YCC 76/mun, All
130/80 pr.ct. [TeueHp, cene3eHKa He yBeIMUCHBL. B aHa-
JIM3ax KpOBU — HeOobIIon eiikornto3 (10-11 Thic) 6e3
casura ¢dopmyiansl BiaeBo, COD 16-34 mm/yac, CPb
1,42 mr/mn, kpeatnauH 1,04 mr/mn, CK® (CKD-EPI) 55
mi/mMuH/1,73 M2, P® u ALILIT B mpenenax HopMEL. [Tpn
CIMPOMETPUN BBISIBICHBI OOCTPYKTUBHEIC HAPYIIICHUS
nerkoit crenenu, 2KEJI 78%. B monb3y KapauanabHOI
MPUPOALl ONBIIIKKA CBUACTEIBCTBOBAIO ITOBBIIIICHUE
ypoBHSI NT-proBNP (1570 mr/mi); He HCKIIOYAICS
TaKKe 3JICMEHT TUTICPBCHTISIIIAMN.

Ha OKIT o6patmim Ha ce6s1 BHUMaHUE HU3KWI BOJTb-
taxX QRS m orcyrcTBHe Tpm3HakoB rumneprpoduu JI2K
(puc. 5 a). Ilepenm cmemmammcrom mo IxoKI 6buta
MOCTaBJICHA 3aJada BBISIBUTH BO3MOXHEBIC IIPU3HAKU
ammiongo3a. ODHAKO OTMEUeHA JUINb yMepeHHas
runeptpodus JIK (1,2-1,4 cM) Ipu yMEHBIIICHHBIX pa3-
mepax JIK (KIP 4,8 cm, K10 46 mu, KCO 19 mn),
KOTOpas MOTJIa pacCMaTPpUBAThCS B paMKaX TUTICPTOHNH
(puc. 5 6, B), kak u yBenmmucHue JIIT (88 mi1); pazmepsr
MpaBBEIX KaMep He yBEIWYCHBI; HE ITOJYYEeHO TAHHBIX
3a CePhE3HYI0 CHUCTOIMICCKYIO W TUACTOINUCCKYIO THC-
dyukuuio (®B 59%, DecT 173 cm, E/E’ 10,5), nerou-
HYI0 THUICPTCH3WIO, KOHCTPUKTUBHBIA IIEPUKAPINT,
TUTICPIXOTeHHOCTh MroKapaa. C y4eToM yIOBJIECTBOPH-
teabHOTO ypoBHSI CK® 6GonbHO# BhIToaHeHa MCKT
ceplla 1 JIETKUX ¢ B/B KOHTPACTUPOBAaHUEM: IIPU3HAKOB
xpoHnueckoii TOJIA M KOpoOHapHOTO aTepocKiepo3a
B OTCYTCTBHE KaJblIMHO3a HE BBISIBJICHO, OIHAKO
B OTCPOYCHHYIO a3y OTMEUYCHBI OOIMMPHEIC 30HBI
TPAaHCMYPaJIbHOTO HAKOIUICHUSI KOHTPACTHOTO IIpelra-
pata B rumeprpodupoBaHHOM (mo 20 MM B o0macTu
3amHeit cteHku) muokapae JIXK (puc. 5 r). Jluarnoctu-
pOBaHa TaKXe IpblXa MUIIEBOJHOTO OTBepCTUS Auad-
parMbl, KOTopas pacCMaTpHUBACTCS KaK MOIIOJHUTEIb-
Has IpUYMHA OIBITIKHA.

st yTouHeHUS THIIA aMIJIOWI03a BBITIOJTHEHA CITMH-
Turpadus cepama c 99Tc—1'[1/Ip0(1)occbaT0M: Ha CIUHTHU-
rpaMMe TPYIHOU KJIETKU B TIEPEIHEN MTPSMOU TTPOEKIINH,
BBITIOJIHCHHOM Yepe3 1 gac rmociie BBeACHNS MHINKATOPa,
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BU3yam3upyeTcss nuddy3Hoe HAKOIUICHNE MHINKATOpa
B KOCTSIX M CJIEBa OT TPYIWHEI B 00JIACTH CepAlla, IIPEeBhI-
[Iaolee HaKOIUICHNE B KOHTpaJlaTepaIbHOU pedhepeHC-
Holi obyactu B 1,6 pasa (cpeanee HakoruieHue 129+16,3
UMIL/TIMKC 1 811 14,8 MMIT/TTUKC, COOTBETCTBEHHO, PHC. 5
I, ¢, X). OTJIOKeHUI aMIJIOUIa B OMOIITaTax ITOAKOKHOMN
XKUPOBOH KIIETYATKHM, a TaKKe JIETKUX IIeleil MMMYHO-
rooynuHoB nipu WMI'X umcciaegoBaHMu KpOBM U MOYU
He obHapyxeHo. Pesynbrar cuuHTUrpaduu mpu OTCYT-
CTBUHU JICTKMX IIelleli MMMYHOTJIOOYJIMHOB TIO3BOJISICT
nyMatb 00 ATTR-amunonmose; MMeOTCS CUMIITOMBI
HEHpOoITaTUM JIy4eBOTO HEpBa, OMHAKO OOBEKTHMBHBIX
W3MEHEHUIT HEBPOJOTOM HE BBISBICHO, IIAHUPYETCS
IIpoBelicHNe HelipoMrorpadun, a TaKKe ITOMCK MyTaIINiA
B rene TTR. Kinmanmdyecku 6ojiee BeposITeH TUKHI (CTap-
YeCKWi) THIT aMUIJIOMI03a. AHAMHECTUUICCKUX NTaHHBIX
B TI0JIB3Y Ieproamdeckoit 6oae3an HeT. C 2008r BrICKa-
3BIBAJIOCH TIPEAITONIOXEHNE O Pa3BUTUU PEBMATOMIHOIO
apTpuTa, OMHAKO YOCIWTEIbHBIX HTAHHBIX B €r0 IOJIb3Y
HaMH TakKXKe He IToiaydeHo. Kpome Toro, mopaxeHue
cepaua 111 AA-amunonao3a Majio xapakrepHo. Ha ¢pone
BO300HOBJICHUSI €XEIHEBHOTO mpuema QdypoceMuaa
W CIHPOHOJIAKTOHA OMNBIIIKA yV OOJHLHOW YMEHBIIMIIACH
o 2-3 OK.

OGcyxaeHne

Bce npencraBieHHBIC Cllydad UMEIOT KaK HECOMHEH-
HBIEC OOIIME YePTHI, TaK W IEJIBIA PsIT MHTEPECHBIX MHIH-
BUIYaJIBHEIX 0coOeHHOCTel. OTMETHUM, UTO BCEM TAllM-
€HTaM IHarHO3 aMIJIONI03a OBUT ITOCTaBJICH KapaHuOJIo-
raMm, XOTSI paHee MHOTHEe U3 HHX HaOJIIOJAINCh
HedpoaoraMy, peBMAaTOJIOTaMK, XUPYPTaMu W IPYTHUMU
cneuuanictaMu. B omHoM ciiydae 6071bHOMY Oblla gaxe
BBITIOJIHEHA OIlepamis Ha OTKPBITOM CepAlle IO ITOBOLY
apUTMUHN, OOTHAKO MUOKApH He OBLT B3SIT Ha MOP(DOJIOTH -
YecKOoe NCCIIeI0BaHIe, HECMOTPS Ha BeIpaxkeHHYI0 XCH.
OCHOBHBIMU OIIMOOYHBIMM IHArHO3aMH OKa3aJHiCh
I'KMII u UBC, xoTs1 ObITM M Oosiee CIOXHbBIE OIIMOKN
(B T.4U. HAIIMN).

Ham npencrasnsercs, yto aud@ysHoe MopaxeHue
cepilia TPU aMIJIOMOO3¢ B OOJBIINHCTBE CIIydacB
HACTOJIEKO XapaKTepHO, YTO IIPOITYCTUTh €r0 KapaHuOJIoT
IIPOCTO HEe MMeeT mpasa. [1ouTr Bo Beex caydasix JUarHo3
aMWIOUIO3a CEPILIA POXAAICS COBEPIIEHHO CTAaHIAPTHO:
1). OKI' — am3kwmit BoabTax QRS m/mmm komiurekcsr QS,
HeIoCTaTOYHOe HapacTaHue 3yonoB R; tunuyeH audg-
¢y3HBINM XapaKTep M3MEHEHMI; Ooyiee BBIpaXKCHBI OHU
o ipu ATTR-Tume — BeposITHO, 3a cUeT Oojiee MeJ-
JICHHOTO ¥ IJIUTEJIBHOTO TEUYCHMS, OMHAKO M COBCEM
HeIaBHee, KaK OyATO OCTpOe MOSIBIICHNE YETKIUX CUMIITO-
MOB (Kak y 6oipHOro 111.) He MCKITI0Yaao JaHHOTO TUTIA;
2). mpu 3OxoKI — muddysnas runeprpodus JIK,
a y yacty 0oapHBIX 1 I1K pasmmaHoit cTteneHn (peako
boree 2 ¢M 1 COBCeM HEepeIKO — ITOrpaHNYIHAsI, Ha YPOBHE
13-14 MM) TIp OTCYTCTBUM TPU3HAKOB THIIEPTPOGOUHI
Ha OKI; mpy 3TOM mouTtu Bcerma — HeOobIIue (HOpP-

MaJIbHEIC) pa3Mepsl JIZK, mpru3HaKK peCTpUKIINN U Ta WU
WHas CTEIIeHb CUCTOJMYECKON MUCHYHKIUN; “IUCTHIX”
BapraHToB PKMII u 'KMII 3neck He 6B1BaeT! OT TKMIT
aMIUIONIO3 OTJIMYAIOT OOBITHO OTCYTCTBHE aCUMMETPII-
HoW runieprpodun, ot uauonaruyeckon PKMII — panee
THOSIBJICHNE TUTEPTpoPUM, M OT 00eHX KapaMOMHOIIa-
THI — paHHSS CUCTOJIMYeCKast TUCHYHKIIMS.

Crnenmduyeckoe CBeUYCHHE, THUIICPIXOTCHHOCTD,
BhIpaxkeHHasT HEOTHOPOMTHOCTh MHUOKapma, KOTOPBIU
B M-peXmMe MOXET BBITJISIACTh IOJIOCATHIM (B OTHOM
M3 IIPOTOKOJIOB HAM BCTPETWIICS TEPMUH “TIOBHITIICHHAS
0JIeCKOCTh MHMOKapaa”) — IIpU3HAKWd, KOTOpble, 0e3-
YCJIIOBHO, [eJIaloT IIPEAIIONOXEHHE 00 aMUJIOHMIO03¢
cepaila 6osee 0OOCHOBaHHBIM, HO HU B Koeil Mepe
He SIBIISIIOTCS 00s13aTeIbHBIMK. O1leHKa X BeChMa Cy0b-
eKTMBHA, M MOaXe ONBITHBIM CICIWANNCT HEe Bceraa
OTHO3HAYHO CKaXXeT 00 MX HAJIMYNU WM OTCYTCTBUM.
To xe camoe otHocutcss K MCKT 11 MPT cepana ¢ KoH-
TPAacTUPOBAHUEM: OHM MOTYT YKPEIUTH IPEHITOI0XKE-
HHEe 00 aMWIOHWIO3e, HO OTCYyTCTBUE ITUDDY3HOTO
CyO HIOKApANAIbHOTO KOHTPACTUPOBAHMSI HE MCKITIO-
yaeT AWarHo3a, a IPHW €ro HaJWYWM JTUAarHO3 MOXKeT
HE TOATBEPAUTHCS IIpU Omomncuu (KakK 3TO OBLIO
Y OIHOTO M3 HAIIMX MAlIMEHTOB ¢ OKOHYATEIbHBIM IHa-
rHozoM PKMIT).

[MomygyeHHBIC HAaMWU JaHHBIC O BBICOKOU WH(pOpMa-
tuBHOCTH MCKT moctaTouHO YHUKAJIBHBI — HaM BCTPE-
TWJIOCH JHWIIb OOHO NWJIOTHOe wucciiemoBanme 2015T,
B KOTOPOM METOI OBIJT YCITEIITHO MPUMEHEH Y 13 00IbHBIX
aMIJIOWIO30M Cepara, MOIy4eHO 2 JIOXKHOHETaTUBHBIX
¥ 3 JTOXHOTMO3UTUBHEIX pe3ynprata [12]. MCKT omHo-
BPEMECHHO ITO3BOJISIET MCKIIOUNTh KOPOHAPHEIN aTepo-
CKJIEPO3, HO BBISIBIICHUE TTOCJICTHETO HE NCKITFOYaeT aMU-
jgouno3a. Becbma trnuuHo (6% cpeay GOJNIBHBIX CTaplie
65 ner, [13]) coueranue aukoro tTuna ATTR ¢ gerenepa-
TUBHBIM a0pPTaJIbHBIM CTEHO30M — 00 3TOM IPUXOINTCS
nymath (OCOOEHHO Mepen orepalueii), Koraa CTeleHb
TIOpOKa HE OOBSICHSCT TSDKECTH IOPaXKeHUS MUOKapIa.
ABTOpPBHI OTHOTO M3 MEPBEIX OMMICAHUI 3TOTO (heHOMEHA
BUIAT OOBSICHEHHE B BEICOKOIT YacTOTe 000OMX 3a00JIeBa-
HUA y TOXWUIbIX [14], HO HOMKHA OBITh M OOIITHOCTH
naToreHesa.

Yxxe Ha 3TOM 3Talle OTUATHO3 aMUJIOMIO3a ceprma
CTAaHOBUTCS OTHUM M3 CaMBIX BEPOSITHBIX, M CJICHYIO-
IIUM IHaroM HOJKHO CTaTh €ro IIOATBEpXICHMUE.
[TockoNbKy BapWMaHTOB OYEHb HEMHOTO, aJTOPUTM
JIocTaToyHO TipocT. HezaBucumo oT BeposTHOCTU AL-
aMuJI0MI03a (OHA BBIIIE Y OOJBHBIX C CHCTEMHBIMHU IIPO-
SIBIICHUSIMU, OBICTPBIM HapacTaHueM cuMIrToMmoB XCH),
npoBomutcs 3a). UI'X mcciaenoBaHrWe KPOBU M MOYU
Ha JIETKWE IIeMd MMMYHOIJIOOYJMHOB: IPU WX OTCYT-
crBun AL-tun uckmouaercs; Ho TTR-amunonnos Toxe
MOXeET OBbITb CUCTEMHBIM (CTapuecKuil, MUKHWi1), MO3-
TOMY B JIIOOOM cjIy4dae oIlpaBmaHa 30). OMOIICHS ITOA-
KOXHOTO XWpa, CIM3WUCTHIX ICCHBI M/WIN KUIIKU.
Buomncus medenn Ha (hoHE BEIPAKEHHOTO 3aCTOSI HebOe3-
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oracHa. [1pn oTcyTcTBUM aMUITonIa B TIepudepruIecKmx
TKaHSIX TPOBOIATCS 4a). CHUHTHTpadusT MHOKapma
¢ nudocodanaramu (B Poccun — ¢ mmpodocdarom) —
IMOJIOXUTEIBHBIA Pe3yJabTaT IIPU OTCYTCTBUM JIETKMX
ereil Mmo3BoygeT cTaBUTh auardHo3 1 TR-ammiaonmgosa
6e3 Mopdosrornueckoil Bepudukamun; 40). SHIOMHO-
KapaualibHasl OMOIICHsI; KaK M IIPA MCCICHOBAHUM TKa-
Hell, HeOOXOOUMO TUITMPOBAHNE BBISIBICHHOTO aMWJIO-
nna; 4B). mouck myrannii B reHe TTR — momoxurens-
HbI{ pe3ysbTaT B MNPUHLMUIE IMO3BOJISIET OTKAa3aThCs
OT BBINOJHEHUS cuuHTHUTpadmu w Owmoncuu. Ilpu
OTCYTCTBUM MYTAaIlWil, HO MOJIOXWUTEILHON CIIMHTUTPA-
¢bum u/mm omoricum (¢ pe3yiabraTaMyd THUIIMPOBAHUS)
muarHoctupyercs gukuit Turt ATTR. Obenmu dhopmamu
TTR-amunongo3a cTpamaloT NPEUMMYIIECTBEHHO Julla
crapme 60 ser, mist myrantHoro ATTR, B omimunme
OT IWKOTO, CHUCTEMHOE ITOpaxkeHMEe COBCEM He Xapak-
TepHO, HO TUITMYHO Pa3BUTHE MOJIMHEHPOIIATUH.

Oco00 HEOOXOOMMO OCTAHOBHUTHCA HA BO3MOXHO-
ctax cuuHTurpacduu. [epsrie coobuenus o 100% ays-
CTBUTENLHOCTA 1 cnenu(UIHOCTH cuHHTI/Irpa(bm:I

Tc-3,3-mudocdono-1,2-mponaHoguKapOOHOBOM
KHUCIOTOM (gngc—DPD) B nuarHoctuke ATTR amunou-
Io3a cepaua B cpaBHeHMU ¢ AL ObIM caenaHbl elie
B 20051 [15]: yepe3 3 yaca mociie BBeIeHU TTpernapaTa ero
WHTCHCUBHOE HAKOIUICHHNE B MIOKapAe OTMEUCHO Y BCEX
60sbHBIX ¢ ATTR 1 HU y onHoro ¢ AL-Tumom u B rpyrmne
KOHTPOJISI, IPUIEeM THCTOJIOTMYECKH CTeIleHb MH(WIb-
TpallMi aMIUVIOWIOM He OTIMYaiach; aBTOPHI MPEIIIOa-
raloT CIIOCOOHOCTh M30TONA M30MPATEILHO CBSI3BIBATHCS
¢ ¢parmentamu ATTR. Mcnionbp3oBanue cumHTUTpadum
MO3BOJIMJIO auarHocTuposath aukuii Tunm ATTR y 13%
“OaHaibHBIX” MOXUIBIX 60abHBIX ¢ XCH 1 coxpaHHOI
DB; cpexnssa Tommuna JIXK cocrasuna 14 mMm [16]. AHa-
JornyHoe uccienoBanue 20161 BEISIBUIO aMUIOUIO03 YKe
y 29% 6oabHbIX [17]. UMEHHO K 3TOi KaTeropuu OTHO-
CHTCS Hallla manneHTKa I, y KOTopoii ¢ ycrexom IpruMe-
HeHa CHUHTHATpadus.

Wcrnionb30BaHHBIT HAMU 99TC—1'[I/I]:)0CDOCCbaT CBSI3BIBA-
€TCs CO MHOTMMU THITAMH aMUJIONAA, HO IIPU OTCYTCTBUU
JIETKAX IIeTle WMMYHOTIJIOOYIMHOB €Tr0 HaKOIUICHHE
B Muokapae cauaeTenabcTByeT o TTR-tmme. CoBceM
HEeIaBHO ITMAarHOCTUIECKIE BO3MOXHOCTH 3TOTO XOPOIIIO
HW3BECTHOTO M30TOIIA ITOATBEPKACHEI IIPU cpaBHeHUHA 121
6ompHOTO ¢ ATTR (He3aBucuMo oT reHoTuIa) ¢ 50 60JIb-
HbIMH ¢ He-ATTR amunmmo3om [18]: 4yBCTBUTEILHOCTD
Merozna coctaBwia 91%, cetmduynocts 92%. CooTHO-
IIeHNe WHTCHCHMBHOCTH CHUTHajJa C KOHTpJaTepabHOMU
cTOpoHOI >1,6 (Kak 3TO Habmomanoch y GosnbHOi I.)
OHOBPEMEHHO OBUIO IPEANKTOPOM HEOIArOIPUSITHOTO
nporxHo3a. B 2016r Ha ocHOBaHUM U3y4YeHUsI PE3YILTATOB
CuUMHTUTpaduu C 99mT(:—DPD, a TaKxKe C Tc-upodoc-
darom (PYP) n 99mTc—rI/I/:[p0MeTI/meH)11/chocd)0HaT0M
(HMDP) y 857 00IbHBIX C TIOATBE PKICHHBIM aMUJIONIO-
30M TIPEIOKEH HOBBIN aJTOPUTM, KOTOPHII TTO3BOJISET
craBuTh auarHo3 ATTR 0e3 mpoBeneHust OMoncuu mpu

TIOJIOXKUTEIBHOM CIMHTUTPAOUU M OTCYTCTBUU JIETKUX
meneit [19].

Oco60ro 00CYKICHUS 3aCTy:KUBACT CIydail OOJIbHOM
A. VIMeHHO y Hee MbI, BEpOSITHO, OLIMOJIUCH C IEPBOHA-
YaJbHBIM JIWArHO30M (MHOKApAUT), YeMYy CIIOCOOCTBO-
BaJIM aHaMHe3 (YeTKasl CBsSI3b C BUPYCHOI MH(peKIIneit),
BBICOKMI YpoBeHB crienudndeckoro AH®, orcyrcTBue
XapaKTepHBIX I aMWJIoWmo3a u3MeHeHmit Ha DKI
u ipu DxoKT, nrmaTaimoHHBINA TUTI TOPaXKeHUs. YUUTBI-
Basl, 4YTO B AaJibHENIIIeM TUarHoCTUpoBaH AL-Tur, ne0roT
3a00JIcBaHUs TIPEACTABISICTCA OYCHb HETUITMIHBIM,
a IUIMTEeJIBHOCTD Pa3BUTHUS CUMIITOMATUKY (HE MeHee 3-X
JIET) U TIOJTHOE OTCYTCTBHME OTCPOYCHHOTO HAKOILICHUS
no ganHeIM MCKT, BeImomHeHHOU 3a Tox go MPT,
3aCTaBJISIOT IIPEATOJIaraTh COUeTaHNE IBYX 3a00I¢BaHUIA
cepalla — MUOKapauTa M ammiongosa. C Apyroit cro-
POHEI, MpEeIIojaraeMblii MUOKAPINAT CJIa00 TTOAIaBaICs
JICYCHUIO, U, XOTS O3Bl METUTIPEIa ObUT HU3KUMH, €TO
OITHOBPEMEHHOE IIPUMCHEHNE C a3aTHMOIPHUHOM MOIJIO
MIPOCTO 3aMEIJIUTh Pa3BUTHE aMUJIONIO34.

[umoTe3a o coyeTaHMM W BO3MOXHOM B3aMMHOM
BIMSHUNA MUOKapanTa U AL-aMuiaonmo3a He SIBISIETCS
¢daHTAaCTUIHON M IOJKHA TIPUHUMATHCS BO BHUMAaHUE
y OOJBHBIX C TSXKEIOU CUCTOJMYECKOU NUCHYHKIIUEH
n aputMusgmu. CoBceM HETABHO OITYOJIMKOBAHBI
pe3yabTaThl padboThl U3 KIuHUKU [apuTte: nmpu Mmopdo-
JIOTUYECKHU IoATBepXaeHHOM ¥ 42 60abHBIX AL 1 TTR
aMMJIOMI03€ cepala yactota ooHapyxeHus:t MI'X-nipu-
3HAaKOB BocmajeHust cocrasuia 40%, nmpuueM MporHo3
OOJIbHBIX ¢ MHUOKApIUTOM OKAa3aJICSI JOCTOBEPHO XYXKe
[20]. OmmcaHBl ciiydam OOHApyXKEHHS BUPYCHOTO
TeHoMa B MHMOKapje y OONBHBIX ¢ aMIongo3oMm [21].
WmeroTcsT maHHbIE O MOSBIIEHUMM craHmapTHoro AH®
npu AL-amunonno3se [22] (BBISIBJICH Y Hallleit OOJBHOM
K.), omHako ypoBeHb aHTHKApIWAIbHBIX AHTHUTEI
y 3ThX OOJBHBIX HE HM3y4ajcs. Y Hallero IalueHTa
¢ npenmnoynaraeMbiM ATTR cnenudnueckoro AH®
He BBIsIBIIeHO. OTBETUTH HA BOIIPOC O IPUpPOIe O0JIe3HU
y MallMeHTKU A. MorJia Obl OMOIICHSI MUOKapaa, OJHAKO
Ha TIePBBIX 3TAllaX CUMIITOMBI U nuchyHKIus JIK Opn
YMEpeHHBIMH, U MBI HE HaCTaUBaJIkd Ha OMOIICUM, KOTO-
poif mamMeHTKa omacanach, a B JaJbHEHIIeM ee Jieue-
HUE OTpeAesl aMIJIONI03.

HaHHas cTaThsI MOCBSIICHA MPEUMYIIECTBEHHO THa-
THOCTMKE aMWJIOMIO03a Cepllia, OAHAKO B 3aBeplUIEHUE
KpPaTKO OTMETHM HEKOTOPHEIE OCOOCHHOCTU JICUCHMSI.
JByM 13 HammX OOJBHBIX ITPOBEACHO XHUPYPIrUICCKOE
nmeyeHne. Omepalidsl Ha OTKPBHITOM cepame (Io ITocTa-
HOBKM IVarHo3a) 1o moBoaxy MA He oKazajla CTOMKOTO
addekra. [To gJaHABIM JIUTEPATyPHI, PE3YIBTATHI PAINO-
yaCTOTHOM abmanuu (26 60ibHBIX 3a 20 JIET) [0 IOBOILY
MA ¥ HaIKeTyTOYKOBBIX TAXUKApAUU HEe OYeHBb YTEIIN-
TeJIbHBI. B TEUCHUE TOHAa apUTMUS He pelMINBHpPOBAajIa
y 60-75% 6ojbHBIX, HO 11 M3 HUX MMOrMOJIM B pa3HbIC
cpoku [23]. Natale A, et al. ormmcanm Takxke 2 ciaydas
YCIEITHOM a0JIally IO TTOBOAY XKeJIyIOIKOBOTO IITOpMa

77



Poccuiickuin kapayonoruyeckuin xypHan N2 2 (142) | 2017

[24]. OT™MeTnM, 4TO IJI HAIIUX OOJIBHBIX IpeACepIHbBIe
apUTMHUHU OKAa3aJMCh 00Jice XapaKTePHBI, 9eM KeIyI0d-
KOBEIe (ycToitumBast MA y TpouxX OOJBHBIX M HaIKEIIy-
JTOYKOBAsT SKCTPACUCTOJNIMS €Ille Y OMHOI), 4YTO MOXKHO
OOBSICHUTDH BBIPAXXEHHOW I€perpy3Kou mpeacepauit
B paMKaX PeCTPHMKIUN M COOCTBEHHO aMWJIOHMIO30M
npencepauii. B nurepatype yactory MA olleHUBAIOT
Ha ypoBHe yumb 15-17% [25]. Tonpko OAWH Hall
OOJILHOU HYyXHAaJcs B IIOCTOSSHHOM KapIMOCTUMYJISI-
TOpe — BO3MOXHO, OCTaJbHBIC TIPOCTO HE TOXWBAIU
IO TSDKENIBIX OIokan. Bo BCsSIKOM cirydae, M30JMpPOBaH-
HOTO M PaHHETO ITOPaXXKeHMS IIPOBOISINEIT CUCTEMBI MBI
He HaOIonann.

IMauueHty ¢ MyranTHBIM TTR-aMUI0Ma1030M UMILIAH-
tupoBaH MK]JI ¢ mocnenyromieit 3ameHoit ero Ha CRT-
D. CrhneumanbHBIX pPeKOMEHIALIMNA IO WMILJIAHTAIIUIN
9TUX YCTPOMCTB OOJBHBIM C aMWIJIOMAO30M HET, MBI
UCXOOWIN W3 HAJIWYUS IT0Ka3aHUH K CTUMYJISIINU
" BeIpakeHHOTO cHIKeHUs @B B paMKax reHeTMIeCKOM
KaparomuomnaTun. 1o JaHHBIM HEKOTOPBIX PETUCTPOB,
YacToTa omnpaBIaHHBIX cpabaTbiBannit MK/l mocturaer
npu amwiongose (B ocHoBHoM TTR) 27% meHee uem
3a 5 mecsiieB [26]. UHTepecHO, uTo B 84% ciiydaeB Mpo-
¢dumakTrKa ObLIa IIepBUYHON, ITOKa3aHUEM K Hell ObLUIN
IIOCTAaHOBKA B JINCT OXWAAHWSA Ha TPaHCIUIAHTAIUIO,
MIPEAIIOIOXUTEIBHO apUTMOreHHBIe oOMopoku, ®B
<35% w 4Jacras XeJyqOYKOBasi SKTOMUS C MOTPeOHO-
ctpio B cruMyisinun. CooOmieHUs 00 WMILIaHTallNd
CRT-D npu amunmonmo3e emMHUIHBL [27]; HaIl OBYX-
JICTHUI ONBIT MOXHO OLICHHTb KaK ITOJIOXUTEIBHBIN,
HecMOoTps Ha MA: maliueHT HU pa3y He TOCITUTATH3NPO-
Bajics. Ha ompemenmeHHOM 3Talle paccMaTpUBalCs
BOIIPOC O IIPOBEACHMM €My TPaHCIUIAHTAIIUKM CepAalla
W TIe4CHU, OOHAKO MPHUCOCAMHCHUE BBIpaKCHHOMU
IMOYEYHON HETOCTaTOYHOCTH (aMUJIOMTHON?) caerano
ero HeaKTyaJbHBIM. Hammm Haboae IS TOATBEPKAAIOT
naHHbie 0 ToM, yTo ATTR cam 1o cebe sgBaseTcs pakTo-
poM OoJiee 61aroIpuATHOTO ITporHo3a [28], B TO BpeMs
KaK CpeImHsISI BRDKMBAeMOCTh Ipu AL Tume cocrapisier
46 mecsaues [29].

K coxanenuro, IuITb y OMHON M3 HAIIMX OOJBHBIX
(c AL-TuIioM) oKa3alloch BO3MOXHO cIleIM(prUIecKoe
MeauKaMeHTo3Hoe jedyeHue. Eciu B Tepanuio AL-amu-
JIONI03a BHEIPEHBI aKTUBHBIC CXeMbBI Ha OCHOBE MeJIa-
JaHa, boptezomuba, To mist TTR-amunonmosa o nocien-
HETO BpPEMCHM TaKHWX IIpeIapaTtoB He ObuTo. B Hawaie
2017t B Poccuu Oymet 3aperucTprpoBaH mpemnapart Tacda-
MUIUC, KOTOPBI OTHOCSAT K KJ1accy ctabunu3atopoB TTR;
IMOKa3aHMEM K €TI0 Ha3HAYCHMIO ITOKA CUMTAIOT aMIUIOWI-
HyIO HEHpOITaTHIO, B OTHOIICHNH cepaiia 3P (PeKT MOKHO
OLICHUTH KaK YaCTUYHYIO cTabmnu3anmio [30, 31], omHaKo
noBbiieHKe 1035l (¢ 20 g0 60-80 MI/CyT.) MOXET IIpUBe-
ctu K ycueHmio addexra [32]. B EBpone akTuBHO pas-
pabaThIBAIOTCS U MPOXOASAT UCIBITAHUS APYTUE KIIaCChI

MperapaToB: MOAAB/SIONINE CUHTE3 PEAIIECTBEHHUKOB
TTR (peBycupaH), BEI3BIBAIOIINE IETPATaIINi0 (PUOPUILIL.
“AMWIONIONOTMA” CTAHOBUTCS OTIEJIBHOM CIIeLMaTb-
HOCTBIO, C TaJbHEHIIINM pa3aeacHIeM Ha CIIeIINaINCTOB
no teueHuio AA, AL, TTR ammnonno3sa u 1.1. DTOT Ipo-
1ecc BBI3BIBACT W PAIOCTh, M TPycTh. HO mepBEIMHU cIic-
OUATACTaMH, KOTOPBIC CTOJKHYTCS C IIPOSIBICHHUSIMU
aMIJIONIIO3a CepAlla, BCE PaBHO OCTAHYTCS TepaIleBTHI
¥ KapJIUOJIOTH IIUPOKOTO MPpOoPuisd — I HUX M Hamu-
caHa 3Ta CTaThsl.

3aknoueHme

1. AMunonmo3 cepaiia MOXET IPOSIBIISITHCSI JTIIOOBIM
CTPYKTYPHO-(GYHKIIMOHAILHBIM BApHAHTOM KapIUOMHO-
MaTUU: HE TOJBKO TUMIEPTPOPUISCKUM U PECTPUKTUB-
HBIM, HO W OWJIATAllMOHHBIM 0€3 YeTKOI THIepTPOGHH,
a TaKXke COYeTaHHEM DBJIEMECHTOB BCEX TpPeX THUIIOB
¥ MHUHUMAJIbHBIMH CTPYKTYPHO-(YHKIIMOHATILHBIMU
W3MEHCHUSIMM, Hamboiiee crenududHa auddy3Has
ranepTpodus ¢ pecTpuKuneil u cHikeHneM @B, Ho 0e3
mnatanuu JIK.

2. Ilpy HamMIMM JTIOOBIX CHCTEMHBIX ITPOSIBIICHUMA
B couetannu ¢ “I'KMIT”, “PKMIT” u “AKMIIT” ammno-
W03 JOJKEH MCKITIOUAThCS KaK BO3MOXKHAS MX IIPUIIHA.

3. Ipu Hammuum TUIepTpoUM MUOKapJa Mo JaH-
HBIM Ox0KI' Ha BO3MOXHOCTh aMIJIOWI03a YKA3bIBAIOT
HecootBeTcTBIEe DKI (OTCYTCTBHME CHMHIpPOMA TUTIEPTPO-
¢um JIK, cHixeHne BosbTraxka KoMIiekcoB QRS, koM-
wrekcel QS), muddy3HBIN XapakTep TUIepTpoduu (He
tonbko JIK, HOo m I12K), mporpeccupyioinee CHIDKCHHE
cucronnyeckoit pyHkimu JIZK 1 HapacTarolast pecTpuk-
nus. PanHee mameHMe COKPaTUMOCTH, CUMIITOMBI HIIIC-
MuM 1 aunartainuys JIZK MoryT ObITh CE€ICTBUEM aMWJIO-
WIHOTO TTOPAXXKCHUS MEJIKNX apTepHiA.

4. OueHka 5XOreHHOCTM MMOKapma, a Takke MPT
1 MCKT cepmiia ¢ KOHTpacTHPOBaHMEM ITOMOTAIOT B IIOCTA-
HOBKE IMarHo3a, HO He IMMOATBEPXKIAIOT M He MCKITIOYAIOT
ero. Merogamu Bepudpuxkauuu guariosza AL- uau TTR-
aMIJIONIIO3a CEePIa SIBJISTIOTCS BBISIBICHME JICTKUX LIeTICH
MMMYHOTJIOOYJIMHOB B KPOBM/MOYE, aMIJIOMIHBIX Macc
B IepudeprIecKUX TKaHAX (CIU3HUCTBIC, ITOIKOXHBIN
KWP U TIp.) U/WIH CepIlle, MaTOTeHHBIX MyTalliii B TCHE
TTR; cuunTturpadus Mmokapaa c 99TC—HI/IpOCbOCCbaTOM
(B orcyrctBue B Poccum mpemapatoB mmdochoHATOB)
MOXET WCIIOJb30BaTbCs IS ITOCTAHOBKU IHMArHO3a
ATTR. MCKT cepaiia ¢ B/B KOHTPaCTUPOBAHUEM MOXKET
WCITOJIb30BAaThCS B TUATHOCTUKE JIIOOOTO THUIIA aAMUJIOM-
II03a cepala.

5. AMuiionao3 cepjla MOXeT COMPOBOXIAThCS 3HA-
YUMBIM TIOBBIIIEHUEM TUTpa criennduiyeckoro AH®
(BciemcTBME BTOPMIHOIO MMMYHHOTO OTBETa Ha THOEIb
KapIMOMHUOIMTOB? ), XOTSI BOSMOKHOCTh COUCTAHUS aMM-
JIOMI03a cepara M MUOKapaANTa ToXe He0OOXOIMMO UMETh
B BUIY.
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OCOBEHHOCTW BEAEHUSA BEPEMEHHOCTU U POAOB Y MALMEHTOK C NATOJIOTUEN AOPTbI

N AOPTAJZIbHOIO KJIAMAHA

Wptiora O.B., MroecaH K. O., Monceesa O. M.

Lenb. MpoaHannanpoBaTb 0COBEHHOCTY KIMHUYECKOrO TeYeHUst GepeMeHHOCTH,
POLOB M NOCNEPOA0BOr0 NEPUOAA Y KEHLLMH C NATONOMMEN a0PTaNbHOrO Knanaxa
(AK) 1 aopTbl.

Marepuan u metoabl. B nepvog, ¢ sHeaps 2012 no nekabpb 2014rr B ycnoBusix
CMNeLManM3npoBaHHoro nepuHatansHoro LeHtpa ®rey C3OMUL, um. B.A. Anmva-
30Ba B MPOCNEKTUBHOE KOrOPTHOE MCCNEA0BAHNE BKIIIOYEHO 56 NaLMEHTOK CO CTPYK-
TypHoOVi natonorueit aoptsl M AK. CpenHuii Bo3pacT 06CnefoBaHHbIX NaLMEHTOK
coctaBun 29+4,5 net (o1 18 0o 38 net). Bcem naumeHTKam NPOBOANIOCH 3XOKapAMO-
rpadmyeckoe uccneposaHue (9xoKr) Ha annapate Vivid 7 GE no ctaHpapTHOMY
npoTokony. YpoBeHb N-TepMMHANbHOrO HaTpuitypetndeckoro nponentnaa (NT-
proBNP) onpenensinm METOAOM 3NEKTPOXEMUIIOMUHECLLEHLMWN NOCPEACTBOM aHa-
nusatopa Cobas e 411 (Roche, LLBeiiLapus) Ha 346 Hepene 6epeMeHHOCTU.
Pesynbratbl. Hanbonee yacTtoii natonorveit B aHanuavpyemoii rpynne 6einm aop-
TanbHbIi CTEHO3 1 KOapKTaLums aopTbl. OCHOBHOW NPUYMHOM Pa3BUTUS NaTONOrMm
AK siBuncsa BpoxzaeHHbIin nopok cepaua (BMC) — neycteopyatsiin AK (BAK). Ocnox-
HEHUS CO CTOPOHbI CepAEYHO-COCYAMCTON CUCTEMbI BCTPEYanUCb B 9 Ciydasx
(16%) 1 ObINK CBSI3aHbI C NOSIBNEHWEM XENYLOHKOBbIX HAPYLUEHWA PUTMA BbICOKMX
rpafauuii u NPosiIBNEHUSIMW CEPAEYHON HELOCTATOYHOCTH NOTPe6oBaBLUMX Ha3Ha-
yeHns meaukameHTosHom Tepanum (10,7%, n=6). YposeHb NT-proBNP npesbicun
125 nr/mn y 12 naumentok (21,4%) n B cpepHeM coctasun 330,3+54,7 nr/mn,
Yy NaumeHToK C noBblleHHbIM NT-proBNP ocnoxHeHus co CTOpOHbI cepagyHo-
COCYZMCTON CMCTeMbl BO BpeMsi 6epeMeHHOCTM BCTpeyanvch B 3 pasa vaule. Y 25
naumeHTok (44,6%) 3aperncTpupoBaHbl T€ MK UHbIE aKYLIEPCKUE OCNOXHEHUS
B OCHOBHOM B 3 TpMMecTpe 6epeMeHHOCTH. HecMOTps Ha KNMHUYECKN 3HAYUMYIO
KapAvanbHylo MaTonoruio, NauMeHTKW POAOpaspeLleHbl B AOHOLLIEHHOM CPOKe
38,6+1,5 Hepenu. Mocne popopaspeLlenns He 3aperncTpyMpoBaHbl Ciy4aun npo-
rPeccMpoBaHusl CEPAEYHO HEA0CTATOYHOCTM, MO0 Pa3BUTME APYrUX OCNOXHe-
HUIA CO CTOPOHbBI CEPAEYHO-COCYANCTON CUCTEMBI.

3aknioueHue. [151s XeHLWyH ¢ natonorueit aopTel U AK xapaktepeH GnaronpusT-
Hbl1 NPOrHO3 6EPEMEHHOCTU 1 POLOB NP YCNOBWM HAaBNIOAEHMS B CNeLmani3npo-
BaHHbIX LIEHTPAX.

Poccwiickuii kapauonoruyeckuii xypHan 2017, 2 (142): 80-86
http://dx.doi.org/10.15829/1560-4071-2017-2-80-86

KnioyeBble cnoBa: natonorvsi a0pTbl U a0OPTaNbHOrO KnanaHa, GQDEMeHHOCTb,
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PREGNANCY AND DELIVERY MANAGEMENT OF WOMEN WITH AORTA AND AORTIC VALVE PATHOLOGY

Irtyuga O.B., Mgdesyan K. O., Moiseeva O. M.

Aim. To analyze the specifics of clinical course of pregnancy, delivery and postnatal
period in women with disorders of aortic valve (AV) and aorta.

Material and methods. During the period from January 2012 to December 2014,
under conditions of specialized perinatal center of FSBI Aimazov Center in Saint-
Petersburg, into prospective cohort study, 56 patients included, with structural
pathology of aorta and AV. Mean age 29+4,5 y.o. (18-38 y.0.). All patients
underwent echocardiographic study (EchoCG) on Vivid 7 GE equipment by standard
protocol. The level of N-terminal brain natriuretic peptide (NT-proBNP) was
measured by electrochemiluminiscent analyzer Cobas e411 (Roche, Swiss) at 346
week of pregnancy.

Results. The most common pathology in the analyzed group were aortic stenosis
and aortic coarctation. The main cause of AV pathology was inborn defect (IHD) —
bicuspid AV (BAV). Complications in cardiovascular functioning developed in 9
cases (16%) and were related to ventricular rhythm disorders of high grades and
signs of heart failure with need of medication treatment (10,7%, n=6). Level of NT-
proBNP was higher than 125 pg/mL in 12 patients (21,4%) and its mean value was

CoBepIIcHCTBOBaHNE KapOUOXNUPYPTUIECKON TeX-
HUKHW, POCT YKCJIA YCIEITHO IIPOOIIEPUPOBAHHBIX IETCH
C BPOXXIEHHBIMH MOPOKAMM CEPALIA CITOCOOCTBYIOT POCTY
B TOCJCTHHUE MOECATIICTHS KOJMYeCTBA OepeMEHHBIX

330,3+54,7 pg/mL; in women with increased NT-proBNP complications in
cardiovascular system developed 3 times more often. In 25 patients (44,6%) various
obstetric complications were found, mostly in the 3rd trimester of pregnancy.
Regardless the clinically significant cardial pathology, women delivered in mature
term, 38,6%1,5 weeks. After delivery there were no cases of heart failure
progression or other cardiovascular complications development.

Conclusion. For women with aortic and AV pathology there is benign prognosis of
pregnancy and delivery taken they are managed in specialized centers.

Russ J Cardiol 2017, 2 (142): 80-86
http://dx.doi.org/10.15829/1560-4071-2017-2-80-86

Key words: aorta pathology and aortic valve, pregnancy, bicuspid valve.

Federal Aimazov North-West Medical Research Centre of the Ministry of Health,
Saint-Petersburg, Russia.

KEHIIUMH C Pa3uyHON CepAeYyHO-COCYAUCTOM MaTojI0-
THUE.

H3BecTHO, 4TO (pU3HMoOIOrMueckass OepeMeHHOCTh
COMpsIK€HAa C PSIAOM TeMOAMHAMMYECKUX M3MEHEHMWH,
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KOTOpBIE Y MALMEHTOK C CEPAEYHO-COCYIUCTOM MaTOI0-
TUeil MOTYT TIOBIMSTH KaK HA COCTOSIHUE MaTepH, TakK
1 Ha Mcxon O0epeMeHHOCTH M cocTosHMe Turoga [1, 2].
B cBs131 ¢ 3THM, BOIIPOCHI, KacamoInuecss TAKTUKH Bele-
HHUS OCpPeMEHHBIX MAIMEHTOK CO CTPYKTYPHOM ITaToJIo-
TUel cepara, olleHKa (haKTOPOB pYCKa Pa3BUTHUS OCIIOXK-
HeHMIT OepeMEHHOCTH M POIOB Y JAHHOM KaTeTOpHuU
MMAIIMeHTOK KpalfHe aKTyaJIbHEI.

IMaTomornst aoptambHOro KiamaHa (AK) m aopTe
3aHMMaeT 0co00e MECTO B CTPYKTYpe SKCTparcHUTaIb-
HOM TATOJIOTM M COIIPOBOXKIAETCS BHICOKMM PHCKOM
OCJIOXKHEHMI, YTO OTpaXeHO B MOIMOUIIMPOBAHHOM
KIaccuUKaOuy MaTepUHCKOTO pHCKa BcemupHOM
opraHuzanum 3apaBooxpaHeHus (BO3) [3, 4].

CormacHO KiaccH(UKAIUM, K BBICOKOMY PHCKY
OCJIOXXHEHMI BO BpeMsl OCpeMEHHOCTH, POIOB U IOCIE-
POIOBOTO TIEPHOIAa OTHOCSATCSI aHEBpH3Ma aOPTHI, TSKe-
JIBINA aopTabHBIN cTeHO3 (AC) M HempoomeprupoBaHHAS
KOapKTamus aopTel. bojee Toro, mpm HEKOTOPHIX COCTO-
STHUSIX OEpeMEHHOCTD Y 3TO# KaTerOpHUH MAIlMeHTOK IIPO-
THBOITOKAa3aHa. DTO CBSI3aHO C TEM, UTO B CJIydae HaCTyII-
JIeHNST OEepeMEHHOCTH Y ITaIlMeHTOK C BPOXICHHBIM
mmopokoMm cepaua (BIIC) wmm cuampomoM MapdaHa,
AMEIOIINX aHEeBPU3MATUUECKOE paCIIMpPEHHUE aopTHI
6oiree S55MM, MaTepUHCKASI CMEPTHOCTb MOXKET JOCTUTATh
8-35%, a TsKesble OCIOXHEHUST perucTpupytorcs B 50%
ciaydaes [1, 3, 5]. Jdaxke camo TIipepbIBaHNE OEPEMEHHOCTH
y 3THUX OOJIBHBIX COIPSIKEHO C BEICOKMM PHUCKOM Pa3BH-
THS OCJIOXHCHMI BCIICACTBHE TIepU(pepUICCKON Ba30IM-
JTIaTallid 1 YMEHBIICHUS COKPATUTEILHOM CIIOCOOHOCTH
MHokapga Ha ¢oHe aHecte3um [1-4]. Bmecte ¢ Tem,
COBEpIICHCTBOBAHNE MEAUIIMHCKON TEXHUKU 1 TTOSBIIC-
HHE HOBBHIX JICKAPCTBEHHBIX IIPeNapaToB CIIOCOOCTBYET
CHIDKCHMIO YaCTOTHI OCJIOKHEHWI, BKITIOUAsI JIeTaIbHBIC
ncxonbl. Ilpu 3TOM, MOIXOMBI K TAKTUKE BEACHUS Ocpe-
MEHHBIX MAllMeHTOK C Iatoiorueit aoptel 1 AK mo cux
IOp TIPOTUBOPEYMBHI, HECMOTPsS Ha CYIICCTBYIOIINE
pekoMeHmanmuu. IToToMy aKTyaJabHBIM IIPEICTaBIISICTCS
aHaIN3 0COOCHHOCTEH KIMHNYECKOTO TeUCHUS OepeMeH-
HOCTH, POAOB M IOCJAEPOAOBOrO Iepuoaa y XKEHIIWH
¢ naroyiorueii AK 1 aopThI.

Martepuan u metogbl

3a nepuon ¢ saBaps 2012 nmo aeka6bps 20141T B ycimo-
BUSX CIICIIHAIM3NPOBAHHOTO TICPHMHATAIIBHOTO IICHTpA
OIby C3OMMUII uMm. B.A. AitmazoBa pomopa3penreHo
7429 nanueHToK, y 3246 (43,7%) 13 HUX BBISIBJICHBI pa3-
JINYHBIC 3a00JIeBaHUSI CEPACIHO-COCYINCTON CHCTEMEL.
3a ykasaHHbBIN Mepuoa 56 MalUeHTOK CO CTPYKTYPHOI
nartojiorueit aoptel 1 AK ObLIM BK/IIOUEHBI B MPOCHEK-
THBHOE KOTOPTHOE McciaenoBanue. MccnemoBaHne OBUIO
BBITIOJTHEHO B COOTBETCTBUU CO cTaHmapTamMn Hamiexa-
mei kmmandeckoit npakTuku (Good Clinical Practice)
W NpUHUUNIAMKU XeJbCUMHKCKOU Jlekimapauuu. Y Bcex
MMAIIMeHTOK Tepel BKIIIOYCHNEM B MCCICIOBaHUE OBLIO
B34TO MH(POPMUPOBAHHOE COTJIacHe Ha yJ4aCTHE B MCCIIE-

JOBaHUU, OJOOpeHHOEe 3TUYeCcKMM KomutetoM DOI'BY
C3OMMUII uM. B. A. Aiimasosa.

Kputeprem BKITIOUeHHSI B UCCICHOBAHUE CIIYXKUIIO
HaJIM4ie BPOXICHHON, JNOO MPUOOPETCHHOM CTPYK-
TypHOU maTtonorum AK wm/miau aopTel BO BpeMsl Oepe-
MEHHOCTH.

Bcem mammeHTKaM IIPOBOIMIIOCH 3XOKapaworpadu-
yeckoe ucciegoBanmne (DxoKI') Ha ammmapate Vivid 7 GE
110 CTAHIAPTHOMY IIPOTOKOJIY COTJIACHO PEeKOMEHIAIIASIM
[6] He MeHee 3 pa3, 10 GepeMeHHOCTH, 100 B I Tpume-
ctpe, B III TpuMmecTpe GepeMeHHOCTH U Yepe3 3-18 Mecs-
LIEB TIOCJIE POAOPA3PELIEHHU.

YpoBeHb N-TepMUHAJIBHOIO HATPUUYPETUUECKOTO
nporentuna (NT-proBNP) onpenensiim MeTomoM 3J1eK-
TPOXeMITIOMIHECIICHIINA ITOCPEICTBOM aHaJM3aTopa
Cobas e 411 (Roche, IIBeitnapust) Ha 34+6 Henene Oepe-
MEHHOCTH.

CTaTHCTHYECKUI aHaAW3 MOaHHBIX, TOJIYYCHHBIX
B XOIe WCCIICIOBAHMS, IPOBEICH C HCIIOIb30BaHUEM
MIPUKJIATHBIX CTAaTHCTUYCCKUX mporpamMM Statistica for
Windows v.10.0. 1 moka3aTeneil, MMeOIINX TPUOIIN-
JXKEHHO HOPMaJIbHOE paclIpedc/IieHre, Pe3yabTaThl Mpe-
CTaBJICHBI B BUIIE CPEAHETO apru(PMETHICCKOTO 3HAUCHMST
(M), cpenHeit aprMeTHIECKON OmMOKM (m), KOJude-
CTBa IIPU3HAKOB B TPYIIIIE (N) ¥ MPOLEHTHOTO COOTHOIIIE-
Hus. Kputepnii 3HAaUMMOCTH YCTaHABIMBAJICS HA YPOBHE
p<0,05. 715 BEIIBICHUS pa3ININiA B3aUMOCBSI3E MEXIY
ITOKAa3aTeJISIMU OBLJT MCITOJIb30BaH Xz.

Pesynbrathbl

CpenHuiA Bo3pacT 00cIe0BaHHBIX MAlIMEHTOK COCTa-
B 29145 net (ot 18 1o 38 ner). BkitoueHHbIe B Uccie-
IOBaHWE TTAIIMCHTKY pa3aeieHbl Ha 5 TPYIIIT B 3aBUCUMO-
CTH OT IATOJIOTUHU cepama: ¢ matomorueit AK — mepas
rpynira nanueHTKn ¢ AC, BTopast TpyIiia ¢ aopTaJbHOMI
HemocTaTouHOCThIO (AH), TpeThst — ¢ KOMOMHUPOBaH-
HBIM TopokoM AK: AH+AC, B 4eTBepTyIO IpyHITy OBLIA
BKJIIOUCHBI ITAIIMCHTKN C W3BECTHBIM 3a00JI¢BaHHEM
AOpTBl — C AWJIaTallieli BOCXOISIIETO OTHEIA AOPTHI
(IBOA), B msATOI TpyIIIie OBLIN OepeMeHHBIC C KOapKTa-
LMEN aOPTHI.

B tabmmize 1 mpencraBieHbl feMorpaduueckue v K-
HUYECKHE XapaKTepUMCTUKM TalmueHTOK. Hambomee
YacTOU IAaTOJIOTUEH B aHAIM3UpyeMoii rpymire ot AC
¥ KoapKrtanus aopTel. Cpean HanboJjee YaCThIX STHOJIO-
rmIecKrX (akTopoB pa3BuTHs matojormu AK crmemyer
ormMetuth BIIC — nBycrBopuathiit AK (BAK). Bcero
0 HACTYIUICHUSI OepeMEHHOCTU IIPOOIEPHUPOBAHO 22
O6epeMeHHBIC, M3 HUX OONBIIMHCTBO — C KOapKTalMei
aopThl. B MccaemoBaHue BKIIOUEHO 6 MALIMEHTOK C MPO-
TesaupoBaHueM AK (B 5 ciiydasix MMIUIaHTUPOBAaHbI MeXa-
HUYECKHE MpoTe3bl, B 1 ciaydyae — OMOJOTUYECKUIR).
B GonpmMHCTBE Cay9aeB XUPYPruIecKoe JeUeHUe ObLIO
YCIIEIIHBIM W HaOJI0OaJICSl CTOMKWK MOJOXUTEIbHBIN
s dexr. JIumb B 1 caydyae nmarHocTUpoBaHa peKoapKTa-
1S AOPThI Mocye e€ OANTOHHOM nuiaTauuy U B 1 ciaydae
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KnuHnyeckue n gemorpaduyeckme xapakrepucTuku 6epemMeHHbIX

lMokasarenb AC

n=19

(33,9%)
CpenHuii Bo3pacT, net 28+4,3
BAK, n (%) 13 (68,4)
MAK, n (%) 3(15,8)
MopaxeHne AK BocnanutensHon atnonorum (XPBC, U3, CKB), n (%) 1 (5,3)
CKB, n (%) 1(5,3)
Cunapom MapdaHa 0
OnepatuBHOE neyeHue, n (%) 4(21,1)
MAK, n (%) 3(15,8)
MNepBas 6epeMeHHOCTb, N (%) 5(26,3)
MoBTopHas 6epemMeHHOCTb, N (%) 14 (73,7)
WHpeke maccbl Tena, Kr/M2 24+47
lMpnbaBka Macchl BO Bpemsi GEPEMEHHOCTU, KT 12454
KypeHue no 6epemeHHocTH, N (%) 5(26,3)
ApTepuarnbHasi runepTeHaus, n (%) 2(10,5)**
XCH, n (%) 5(26,3)
CaxapHbilii guabeT, n (%) 0
MaTonorus WMTOBMAHO Xenesbl, n (%) 1(5,3)
BpoHxuanbHas actma, n (%) 0
OHMK B aHamHe3e, n (%) 0
XpoHuueckuii nuenoHedpuT, n (%) 2(10,5)

Ta6nuua 1
AH AH+AC LOBOA Koapkrauus
n=6 n=10 n=4 aopThl
(10,7%) (17,9%) (7,1%) n=19 (34%)
306,7 304,3 315 30+3,9
4(66,7) 9(90) 9(26,4) 8 (47)
0(0) 1(10) 0 1(5,9)
2(33,3) 0 0 0
0 0 0 0
0 0 1(25%) 0
2(33,3) 2(20) 1(25) 13(76,5)
2(33,3) 1(10) 0 0
3(50) 5(50) 1(25) 9(52,9)
3(50) 5(50) 3(75)* 8 (47,1)
22455 24+2.3 22+2 22+3,4
15+0,8 1243,6 132 12+2,4
1(16,7) 3(30) 1(25) 3(17,6)
1(16,7)** 2(20) 2(50) 10 (58,8)
2(33,3) 2(20) 1(25) 1(5,9)***
0 0 0 0
2(33,3) 4(40) 0 4(23,5)
0 1(10) 0 1(5,9)
1(16,7) 0 0 1(5,9)
0 1(10) 1(25) 2(11,8)

Mpumeuanue: * — p=0,04 vs koapkTauus aopThl, ** — p=0,01 vs IBOA, koapkTaums aopTbl, *** — p=0,004 vs AH, AC, BAK.

CokpawieHusa: AH — aopTanbHas HefoCTaTo4HOCTb, AC — aopTanbHblil cTeHo3, IBOA — aunartaums BOCX0AsLWEro otaena aoptsl, BAK — aBycTBOpYATHIN a0pTasbHbINA
knanaH, MAK — MOHOCTBOpYaThIii aopTasbHbIi knanaHa, AK — aopTanbHbiii knanaH, XPBC — xpoHuyeckas pesmatunyeckas 6onesHb cepaua, N3 — MHGEKUMOHHBI 9HA0-
kapaunT, CKB — cuctemHas kpacHas BonyaHka, MAK — npoTes aopTanbHoro knanaHa, XCH — xpoHuyeckas cepaeyHas HepoctatodHocTb, OHMK — ocTpoe HapylieHue

MO3roBOro KpOBOOGPALLEHUS.

TaGnuua 2

CTpyKTypa HapyLwleHuit puTMa cepaua
HapyLenue putma n (%)
Xenynoukosas akcTpacuctonus lll-IV rpagaumm no Ryan 9 (41)
apoKC13Mbl HEYCTOMHMBOI XeNyA04KOBOV Taxvkapanm 5(22,7)
Mapokcnambl HaaXeNyL04KOBOM Taxukapamnm 4(18,2)
(reMoAMHaMN4ECKN HE3HAYMMBbIE)
CwvHycoBas Taxmkapams 3(13,6)
CuHycoBas bpapukapaus 1(4,5)

HabII01aJIOCh YCKOpPEeHUE KpoBOTOoKa Ha TIporede AK
boiee 4M/c ¢ popMUPOBAHUEM TSKETIOTO apTUDUIINATD-
HOTrO CTE€HO3a.

B rpymme ¢ AC TIpakKTW4YeCKH C paBHOM YacCTOTOM
BCTpeyasics JErKuii, YMEpEeHHBIN U TsKeblid cTeHo3 AK
(n=6, 6 1 7, COOTBETCTBEHHO).

Crenyer otMeTuth, uro BIIC MoHOCTBOpuaToro AK
(MAK) 6bUT acCOIIMMPOBaH ¢ OoJiee TSKEIIBIM ITOpake-
Huem AK. Tak, u3 5 cayyaeB MAK B ueTbipex ObLI aua-
THOCTHUPOBaH TseKebIi AC 1 JTWIITh B OMHOM CIyJac UMeT
MecTo yMepeHHBIN AC.

Tsaxemas AH Obita BepuduipoBaHa B 3 ciydasx,
B 1ByX n3 HUX AH codetanachk ¢ TsskembiMm AC.

MenukaMeHTO3Hasl Tepanusl COMYTCTBYIOIIEH IaTo-
JIOTMM, B OCHOBHOM aHTUTUIEPTEH3UBHAsI, MPOBOAUIACH
y 57,1% manueHTok (n=32).

B kayecTBe aHTUTMMNEPTEH3UBHOIO Ipernapara Iep-
BOM JIMHMM Ha3HAyajCsd aroHUCT LEHTpPaJbHBIX
o2-aIpeHOPEeIITOPOB METIIIOITA. PoCT Yrcia mammeH-
TOK, moaydaromux Metwinomny, K III Tpumectpy Gepe-
MEHHOCTM OOYCJIOBJEH TEHACHLMEN K TOBBIIIEHUIO
apTepuaixbHOro maBieHus (AJl) 1 pa3BUTHEM TeCTalliOH-
HOIT apTepraIbHOM TUIIEPTECH3NN.

Taxcke oOpalaeT Ha cebsl BHUMaHUE POCT HEOOXOAU -
MOCTU Ha3zHaueHus B-anpeHobnaokaropos Bo 11, I Tpu-
MecTpe O0epeMEHHOCTH, YTO OOYCJIOBJIEHO ITOSIBJICHUEM
HapymieHuit putma cepamna. IToMumMo Xeaynmo4KOBBIX
HapylieHUd pUTMa, TPeOyIoIIUX MeAUKaMEHTO3HOTO
JIeYeHUsI, PEeTUCTPUPOBAJIUCh W JPYrue HapylleHUs
pyTMa, He Hapyllaloliue reMOAMHAMUKU U HE TpeOyro-
mue Tepanuu. CTpyKTypa HapyImIeHW pUTMa IIPEICTaB-
JieHa B Tabnuie 2.

OCJIIOXHEHUSI CO CTOPOHBI CEPACYHO-COCYIUCTOMN
CUCTEeMBI BCTpedanuch B 9 ciyvasx (16%) m O6butd cBsI-
3aHbI C TOSBJIEHUEM KETYJOYKOBbIX HapyllIeHU pUTMa
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OPUI'MHAJIbHBIE CTATBA

Yrpo3a BbIKUIbIILIA 12 (21%)

IpeskmaMIicust 7 (12,5%)

MasoBonue 4 (7%)

lecrarmonHas AT 3(5%)
Tecraumonnsiii CJ1 3(5%)
MHorosoxnue 2(3,6%)
HMIIK 2(3,6%)
OTtexu 6epeMEeHHBIX 1(1,8%)
lecraumonHbIit n1eI0HEDPUT 1(1,8%)

Puc. 1. Akyliepckvie 0CNoXHeHWs BO BpeMs 6epeMeHHOCTY.
Cokpalyenuns: Al — apTepuanbHas runepteHavs, CL — caxapHblii gvaber,
HMIMK — HapyLueHvie MaTO4HO-NNaueHTapHoOro KpoBoToKa.

Vrpoxaroliasi TMIIOKCHS TIJT0/1a 1(1,8%)

HauvaBasics runoxcus miona 1(1,8%)
KpynHslii muton 2(3,6%)

OO6BUTHE TTYTTOBUHBI

C3PI 4(7,1%)

4 5

Puc. 2. CTpyKTypa 0CNOXHEHU CO CTOPOHbI NA0Aa.
Cokpauenune: C3PIM — cMHAPOM 3a4epXKN Pa3BUTVS MI0AA.

BBICOKHUX Tpamalii, TOTPeOOBABIINX HA3HAYCHUST MEIH-
KaMeHTO3Hoii Tepanuu (10,7%, n=6) u cepaeyHoii Hemo-
CTATOYHOCTHU. 3a BpeMs OCpeMEHHOCTH Y 3 IAIMeHTOK
(5,4%) oTMeuYeHO MPOrpecCUBHOE HAPACTAHUE OABIIIKH,
CHIDXKCHHE TOJECPAHTHOCTH K (PU3MIECKON HarpysKe
u noseimeHne ypoBHI NT-proBNP. Cpennee 3HaueHme
NT-proBNP cocraBuiio 177,7%36,1 ar/mi, y 12 nauueH-
ToK (21,4%) ypoBernb NT-proBNP npeBbicun 125 nir/mia
u B cpegHeMm coctaBui 330,3154,7 nr/mn. OOparmmaer
Ha ce0sl BHIMaHUeE, 9YTO CPeay OepEeMEHHBIX C TTOBHITIICH-
HbIM ypoBHeM NT-proBNP ocnoxHeHusi CO CTOPOHBI
CepIEeYHO-COCYINCTOM CHCTEMBI BO BpeMsl OepeMeHHO-
CTH BCTPEYAINCh B 3 pasa dallle IO CpaBHECHUIO C MallH-
€HTKaMU ¢ HOPMAaJIbHBIMU 3HAYCHUSIMA TAHHOTO ITOKa3a-
tens (42% nipotus 13%). OqHAKO YBEMYSHUST YaCTOTHI
aKyIICPCKUX OCJIOKHCHUUW BO BpeMsI OCpeMEHHOCTHU
y OOJBHBIX C TOBBIIEHHBIM ypoBHeEM NT-proBNP
HE BBISIBIICHO.

VY 55,4% nauumentok (n=31) G6epeMeHHOCTh IPOTE-
Kaja 0e3 aKyIIepCKHUX OCIOXHEHMI. Y 25 TMammeHTOK

IepuHEOTOMUS 15 (27%)

12 (21%)

[MpexneBpeMeHHOE U3THUTHE O/B
4 (7%)
4(7%)
4(7%)
3(5%)
2(4%)
2 (4%)
1(2%)
1(2%)
1(2%)

AHOMaJIVs POIOBOIA NI TeTbHOCTH
Pa3pbIB MATKMX TKaHEe

Pyunoe obcienoBanue

IT10THOE TPUKPETUIEHUE TITAIIEHTHI
PanHee uznurue o/B

AMHHMOTOMMUS

HanoxeHue BaKyyM-3KCTpaKT.
[Matonornyeckasi motrepsi KPOBU

AT

Puc. 3. Oco6eHHOCTU TEYEHMS 1 OCTIOXHEHUS POLOB.
CokpaueHue: Al — apTepuasnbHasi TMnepTeH3uns.

(44,6%) 3aperucTpupOBaHbl T€ WIM MHbIE aKyIIepCKue
ocIoXHEeHMST (puc. 1), KOTOpBIe B HEKOTOPHIX CIyJasx
COYCTANNCH C MIPEIKIIAMIICHEI U TeCTAIIMOHHBIM caXap-
HBIM IHA0eTOM, JINOO IIPE3IKIIAMIICHEl M MaJIOBOIMEM.
BorbmmHCTBO OCIOXHEHWIA (KpOMe Yrpo3bl IIpephIBa-
HUS OepeMeHHOCTH) pasBuBaiuch Ha III TpmMmectpe
0epeMeHHOCTH.

OCJI0XHEHUS CO CTOPOHEHI IIIONA BEISIBIICHBI B 8 CITy-
yasgx (14,3%). Kak BUIHO M3 pUCYHKa 2, 4Yallle BCETO
HaOJTIomascs CHHIPOM pa3BuTHsA 3anepskku moioma (C3PIT)
1 crenenn. OGpamiaeT Ha cebs BHUMaHWE, YTO BO BCEX
caygasx C3PII maneHTKA ToayJaid MeITUKaMEeHTO3HYIO
TepaInio 110 TTOBOMY KapANaIbHOM MAaTOJIOTUH M B COITYT-
CTBYIOIINX 3a00JICBaHMSIX ¥ BCeX (PUTYpHpOBaja XpOHUUE-
CKas apTepHalibHasl TUIEPTECH3Us ¢ MaKCHUMaIbHBIM A/l
B cpenHeM 150/9014,1/2,5 MM pT.CT., TeUeHHE KOTOPOIA B 3
CIIyJasiX OCJIOXXHWIOCH TTPEAKIIAMIICUCTHA.

Y dyerplpex OepeMEHHBIX, WMEBIIUX YyKa3aHUS
Ha OCJIOXXHECHMS CO CTOPOHBI TIJI0IA, B aHAMHE3¢ BBISIBIISI-
JIach XpOHMYECKast HHKOTUHOBASI MHTOKCUKAIINS, M3 HUX
Tpoe KypUIU 1 OPOCWIIM Ha paHHUX CpOKax OepeMeHHO-
ctr, 1 mpomoinkana KypuTh, IIPUYeM U3 BCEX BKIIIOUCH-
HbIX ITALIMEHTOK B aHaMHe3e Kypuiu 27%.

HecMoTpst Ha KITMHWYECKN 3HAYNMYIO KapAHaTbHYIO
MAaTOJIOTHIO, TMAIIMCHTKN pPOHOpAa3pellcHbl B TOHOIICH-
HOM cpoke 38,6%1,5 nenenn.

M Tonpko B 3 ciyvasx (5,4%) uMeno MecTo Tipekie-
BpeMeHHOe popopaspeiieHue (Ha 33, 35, 36 Hemene
TecTallim) IyTeM KecapeBa CeUeHMS, 2 U3 HUX 110 Kapano-
JIOTHIECKUM TTOKa3aHUSIM (IJIaHOBO), 1 IO aKyIIepCKAM
(akcTpeHHO). B ocTanbhbix ciaydasx (94,6%) ponbl ObLin
CBOEBPEMCHHBIMU.

Yepes ecTecTBEHHBIC POIOBEIC IIYTH POIOPA3PEIIN-
qmichk 20 manmeHToK (36%), 36 xeHmmHaM (64%) ObUTO
BBITIOJIHCHO KecapeBO cedeHUe. B 3KCTpeHHOM MopsiaKe
KecapeBO CEUYCHWE BBIMONHSIIOCH 5 IMallMEHTKAM —
BO BCEX CIIy4YasixX IT0 aKyIIEPCKUM TTOKa3aHUSIM.

IlaTonornst cepmedyHO-COCYAUCTOM CHUCTEMBI ObLIa
OCHOBaHMEM JJIs IIPOBeICHMS KecapeBa ceueHus B 66,7%
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BITP 1(1,8%)

JIH, norpe6osasiuas MBJI 2(3,6%)
KpynHbtit mion 2(3,6%)
Huszkas macca tena

2(3,6%)

HenoHoiieHHOCTD

0

0,5

Puc. 4. CTpykTypa natonornm HOBOPOXAEHHbIX.
Cokpatuenus: BIMP — BpoxzaeHHble NOpoku pa3sntust, IH — abixatenbHas Hepo-
CTaTO4HOCTb, MIBJT — UCKYCCTBEHHAS BEHTUAALMS NETKUX.

36

34,9
35

34

3 32,9

32

31

30

29
28

27

T
Jlo 6epeMeHHOCTH

6o I pumecTp

IIT TpumecTp Yepes 3-18

MECALICB
TI0CJIC POIOB

W Ao CUHYCOBBI OTIEN (MM)

M Ao Bocxoasuit otaen (Mm)

Puc. 5. [lunamvika gmameTtpa rpyaHoro otaena aopTbl.
Mpumeyanue: p>0,05.

35

30

25

20

15

Yepes 3-18
MecsILeB
rmocJjie poioB

11 TpumecTp

o 6epeMeHHOCTH
6o I TpumecTp

B Cpennwuii rpanueHT Ha AK (MM pr.cT.)
Bl MaxkcumainbHas ckopoctb Ha AK (M/c)

Puc. 6. lnHamuka nokasateneii CpPeAHEro rpageHTa n MakcumanbHo CKopoCcTH
Ha aopTanbHoOM knanaxe (AK).

ciayyaeB (n=24), B 10 cayyasix (27,8%) mo akylepcKum
MoKa3aHusAM M B 2 ciydasnx (5,5%) B cBSI3U CO 3HAUMMOM
COIYTCTBYIOLLEH MATOJIOTUEH.

Oo6paraeT Ha cebsT BHUMaHME IMpeoOIamaHue aKy-
MIEPCKUX OCTOXHEHUN POAOB, TOTAA KaK KapauaibHOE
OCJIOXHEHUE 3apeTCTPUPOBAHO JIUIIIG B | ciTydae B Buie
CTOMKOTO TOBBIIIIeHUST A/l BO BpeMsI pOIOB U B TEUEHWE
TIepBOTo HS TIOCse pofopaspernieHus (puc. 3).

IMocne pomopaspeiieHusT He 3apEeTUCTPUPOBAHBI CITY-
Yad TIPOTPECCMPOBAHMS CEPACUYHON HENOCTATOYHOCTHU
00 pPa3BUTHUS APYTUX OCIOXHEHUU CO CTOPOHBI Cep-
JIEIHO-COCYIUCTON cucTeMbl. [1aTomoTrst HOBOPOXKIEH-
HBIX Haboaanach ToibKo B 10 ciyvasx (17,9%) (puc. 4).
BpoxneHHbII TTOPOK Pa3BUTHST AMATHOCTUPOBAH JIUIITh
B | ciaydae m mipencTaBiieH MOJKOBOOOPa3HOUM TOYKOIA.
BIIC HOBOPOXIEHHBIX HE 3apeTMCTPUPOBAHBI B MCCIIE-
nyemoii rpynme. CpeqHuii BeC HOBOPOXXIEHHBIX COCTa-
Bun 3308+524 1, pocr 51,2%2,7 cm. CpemHwmii Oar
no mkajge Amrap Ha l-oit munyre 7,6%0,7, Ha 5-oii
muHyTe — 8,740,6. B 3 cnyvaax (5,4%) HaGmomanach
HU3Kas olleHKa Io mKaje Amnrap: 5/6, 5/7, 5/8 Ha 1-oii
" 5-0lf MUHYTE, COOTBETCTBEHHO.

B uccrnenyemotii rpyrire He 3aperMCTPUPOBAHBI CITY-
Yyay MaTEepUHCKOUM JTMOO HEOHATaJbHOW CMEpPTHOCTH,
CTIOHTaHHBIC MO0 MEMUITMHCKUE a0OPThI, YTPOXKAOIIINE
KU3HU OCJIOXHEHWS, TaKUe KaK cepieyHas acTMa WJn
OTEeK JIETKUX, TUCCEKIINSI A0PThl, MACCUBHOE KPOBOTEUE-
HUE, TTOTpebOoBaBIliee TeMOTpaHC(y3UH U T.11.

B TeyeHnm 6epeMEeHHOCTH U TTOCIIe POJOB OTMEYAIaCh
TEHIOEHIINS K YBEJIWYCHUIO IMaMeTpa CUHYCOB Bab-
CaJbBBI M BOCXOISIIIETO OTmea aopTel (puc. 5). Kpome
TOTO, OTMEYAJIOCh HapacTaHNE MAaKCUMAaTbHON CKOPOCTH
u cpenHero rpanueHTa Ha AK ¢ gocTukeHMeM Makcu-
MyMa B TPETbEM TPUMECTpe OEPEeMEHHOCTU M C TEHIIEH-
1Melt K CHIDKEHUIO WM BO3BPAIIEHUIO K UCXOIHBIM 3Ha-
yeHUsIM 4depe3 3-18 MecsiieB mocie pomopasperieHus
(puc. 6), 9TO OOBSICHSIETCS TEMOTUHAMUYECKUMU OCO-
OeHHOCTSIMM OepeMeHHBIX. B TeueHne OepeMeHHOCTH
¥ POJIOB, HECMOTPSI Ha MPUPOCT TpanueHTa Ha AK, k-
HUYECKOTO MPOTPECCUpOBaHs 3a00JIeBaHUSI HE 3apeTu-
CTPUPOBAHO.

Cpenu XeHIIWH ¢ matojorueii aoptel 1 AK 0osee uem
B 2 pasa yallle BBITIOJHSUIOCHh KecapeBO CedYeHue, Toraa
KakK 4YacToTa 3KCTPEHHBIX OTEPATUBHBIX BMEIIATETHCTB
y 0O0CJIemOBaHHBIX TAIMEHTOK OBUIO 3HAYUTEIHHO
menble (9% u 16,6%, cootBeTcTBeHHO) (puc. 7). Takke
Cpeny BKJTIOYEHHBIX B MCCJIEMOBAHME MAIIMEHTOK peXe
BCTPEYATIUCh TaKWE OCIIOXKHEHUS, KaK OTeKN OepeMeH-
HBIX, aHOMaJIUSI POAOBOM JesiTeIbHOCTA. BMecTe ¢ Tem,
OTMeUYeHa TeHIICHITUS K YBEJTMICHUIO CITy4aeB MPeaKIIaM-
ricun (12,5% v 11%, COOTBETCTBEHHO).

06cyxaeHue
HDI/I CpaBHCHMMU PEC3YJIbTATOB, ITOJYYCHHBIX B ITPOBC-
JEHHOM HUCCJIE€OOBAHUU C O6H.ICMI/IDOBLIMI/I JaHHbIMUA,
MOXKET CJIOKHNTLHCA BIICHYATIICHUEC, YTO B HAILIEM MCCJIEAO0-
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BaHWM YaCTOTA OCJIOKHEHUI ObLIa BEIIIIE. Tak B MCCIIen0-
Banum Yap SC, et al. (2008), B KOTOpOM M3yJayICsI PUCK
pa3BUTHS OCJIOKHEHUWI Tipu BpoxkaeHHoM AC [7] cep-
JIIEYHO-COCYANCTHIC OCJIOXHEHMS 3apeTHCTPUPOBAHBI
B 9,4% cny4aeB (1)1 CpaBHEHUS B HallleM UCCIeJ0BAaHUMI
y 16% nmauunenTtok). OgHako B ucciaengoBanuu Yap SC, et
al. (2008) y mammeHTOK OBLIN 00Jice TSKENIbIe M KIIMHK-
YeCKM 3HAaYMMBbIC OCJIOXHEHHs. B dacTHOCTHM, OmHOMI
MMaIlMeHTKE TTOTPeOOBAJIOCh BHIITOJHEHNE ITPOTE3UPOBaA-
Hus AK B TedueHune OepeMEHHOCTH, a B TpeX Ciaydasx
oTMeudasioch Hapactanme cterienn AC nu6o AH, uyto
IMOTPeOOBAIO OIIEPATUBHOTO JICUCHUS TIOCIIe pOIopa3pe-
meHus. Kpome Toro, B OMHOM ciIydae TMarHOCTUPOBAHO
TPaH3UTOPHOE HApYIICHHE MO3TOBOIO KPOBOOOpAIIe-
HusA. HammpoTtus, B HallleM MCCIIeIOBAaHUH COIIOCTABUMBIC
M0 TSKECTH OCJIOXHEHMUSI HE 3apeTHCTPUPOBAHEL.
He 3adukcupoBaHbl U ciIyday CIIOHTAHHOTO JINOO MEIV-
LIMTHCKOTO abopTa, YTO, BEPOSTHO, CBSI3aHO C TeM, 4TO
OOJIBIIMHCTBO IMAIIMEHTOK B MCCIIEAOBaHNE BKIIOYAINCH
Ha II-11I TpuMecTpe OepeMeHHOCTH.

Panee mokazaHo, yTo ypoBeHb NT-proBNP moxer
paccMaTpuBaThCS KaK HE3aBUCHUMBIA IPEIUKTOP Pa3BH-
THSL OCJIOKHEHUI y OepeMEHHBIX C CEPOeUHO-COCYINC-
TBIMHU 3a00JieBaHusIMH |8, 9]. [ToaydeHHBIC B HACTOSIIIEM
HUCCICHOBAaHNM HaHHBIC IIOATBEPXIAIOT BO3MOXHOCTH
npuMeHeHus1 NT-proBNP 1151 oieHKM pucka pa3BUTuUs
KapaIMOJIOTUIECKIX OCIIOKHEHUI BO BpeMsI OepeMeHHO-
CTH y ITAIIMEHTOK ¢ MaTojorueit aoptel 1 AK.

CTpyKTypa KapaInoJIOTUUCCKIX OCIOKHCHUM, BHISIB-
JICHHBIX B HACTOSIIEM HCCIeOOBAaHUM, TakKXe ObLIa
COMOCTaBMMa C paHee OIyOJMKOBAHHBIMHM ITaHHBIMU
[10-12]. B gacTtHOCTH, TIpeBaJMpOBaIM HApPYHICHHUS
pHUTMa, Cpear KOTOPBHIX O0COOOTO BHUMAHMUS 3aCITyXKH-
BaJIN KEIYTOUYKOBBIC HAPYIIICHUS PUTMa BBEICOKMX Ipa-
maruii. ITosgBiieHWe HapyIIeHW pUTMa B ITaTOJIOTHYE-
CKOM KOJIMYECTBE YaCTO CTAHOBUTCS IIPUUMHON Ha3Ha-
YeHMsT MEIWKAMEHTO3HOIl TepalluM W, B IIEPBYIO
ouepenb, P-ampeHobmokaTtopoB. C Ipyroil CTOPOHHI,
Ha3HaYeHWE MCEOMKAMEHTO3HOM Tepallmhi BO BPEMSI
OepEeMEHHOCTH COIIPSIKEHO C MMOBEINIICHUEM PHCKA pa3-
BUTHUS TIEpUHATAIBHBIX M HEOHATAJIBHBIX OCIOXHEHUIA,
YTO TIOKa3aHO B Hamel paboTe B OTHOIICHHU
B-ampeHo0JI0KATOPOB M OpATbHBIX AHTUKOATYJISTHTOB.
[MoxydeHHbBIC TaHHBIC UACHTUIHE UMEIOIINMCS B JIUTE-
patype [13, 14]. Bmecte ¢ TeM, oTMeUeHa HEOOXOMM-
MOCThb COOJIFONaTh MPUHIIUITEI MHIANBUIYAIHLHOTO IIOMI-
X0lla K BBIOOpY JIEKAPCTBEHHOM Tepalmu C OIICHKOM
OXMIAEeMOM TIOJIB3EI Y PUCKOB Pa3BUTHUS OCIOXHEHUIA,
a TaKXe MOHUTOPHPOBATh COCTOSHHE OepeMEeHHOU
B CJIydae Ha3HAUCHUS Tepalliy ISl OLIEHKH 0e30ITacHO-
¢t 1 3G GEKTUBHOCTA MPOBOAUMOTO jJedeHus1. C yde-
TOM TIOBBIIIeHHOM 4YacToThl pa3Butust C3PII na done
MEIMKAMEHTO3HO Tepamuu TpeOyeT maJdbHEHIIero
YTOYHEHHUs HEOOXOAMMOCTH 00Jiee YacTOTO YIBTPa3BYy-
KOBOTO WCCJICHOBAaHUS IUIONA Y MAIMEHTOK, ITOIyJaro-
IIMX JICKapCTBEHHBIC TIperapaThI.

0%
0,20%

0%
0,40%

HCpI/IHaTaJIbHaH CMEPTHOCTH

HeonatanbHast CMEPTHOCTH

9%

DKCTPEHHOE KecapeBo

CeueHMe 16,60%

64%

KecapeBo CECUYCHUE

AHOMaJust poaoBOit
NesSITeTbHOCTH

[MpexnaeBpeMeHHbIE POIbI

[MpexneBpeMeHHOE U3TUTHE 21%

o/ BOX 23,50%
12,50%
IIpesknamricust 11%
7%
Oreku GepeMeHHBIX, AT 15.30%

H BKJIIOYEHHBIE B MCCJIeIOBaHUE MALIMEHTKU
W o6uras morysstimst ML

Puc. 7. CpaBHUTENbHAs XapaKTepPUCTUKa YacTOThl OCNOXHEHW T GEPeMEHHOCTU
1 POLOB cpeay 06LLEN NOMYAALMM NALMEHTOK NeprHATaNbHOMO LIEHTPA U BKITIOYEH-
HbIX B UICCNIEA0BaHME NauMeHTOK 3a nepuog ¢ 2012 no 2014rr.

ITo muTepaTypHBIM TaHHBIM, CPEIU ITAIIMEHTOK C cep-
IEYHO-COCYINCTBIMU 3a00JIeBAaHUSIMH KecapeBO CCUCHHUE
npoBoautcs B 25-51% ciyuaes [15-17]. B psine uccneno-
BaHMI YacTOTa KecapeBa CEUYCHHUs TIPU aOPTOHATHIX
pocturaeT 51% [15]. OgHako B HalleM HKCCJIeIOBaHUHU
YacTOTa BHIIIOJTHEHMSI KecapeBa CEUCHHUS IIPeB3OIILIa
Jaxe BTy BeNWYWMHY (64%). DTOT (haKT, BO3MOXHO,
OOYCIIOBIICH HEIOCTATOYHBEIM OIBITOM BEICHHUS POIOB
y MaIlMeHTOK C IaTojorueit aopthl 1 AK 1 cyiecTByio-
IIMM MHEHHEM, 9TO TP OIIEPaTUBHOM POIOPA3PEIICHIN
PUCK KapAMOJIOTMIECKIX OCIOXHEHHI B pOIaxX MEHBIIIE,
YeM TIpU POIOpa3pelIieHNH 4Yepe3 €CTeCTBEHHBIC POIIO-
BBIe ITyTH. OTHAKO CpeIy BKIIFOUCHHBIX B HAIIIC MCCIIEIO0-
BaHMe XXCHIIWH, pOIOpa3peIICHHBIX Yepe3 eCTeCTBCHHBIC
POIOBEIC IIYTH, JIUIIH B OTHOM CJIydae PeTHUCTPUPOBAIIOCH
OCJIOXHEHME B BuIe ToBbImeHUs AIl. B cBsI3m ¢ atHM,
cremyeT 6oJiee CTPOro OTOMPATh MAIMEHTOK It KecapeBa
CEUYCHMS C YUYETOM CYIIECTBYIOIINX MTOKAa3aHUIA.

Takum 006pazoM, TI0 pe3ysIBTaTaM MPOBEICHHOTO MCCIIe-
JIOBaHUSI YCTAHOBJICHO, UTO ITOBBIIICHWE KOHIICHTPAIIUK
NT-proBNP Brillie HOpMaTUBHBIX 3HAYE€HUIA MOXKET
WCTIOIB30BATECSI KaK MapKep OCIOXHEHUI CO CTOPOHBI
CePICUYHO-COCYIVICTOM CHCTEMBI BO BpeMsT OEpEeMEHHOCTH.
CrnemyeT IIOMHUTH, 4YTO MEIMKAMEHTO3HAs Tepallvs
[-ampeHobIOKaTOpaMu M aHTUKOATYISTHTAMU acCOITMUPO-
BaHA C ITOBBIIICHHBIM PHCKOM ITepPHMHATAIBHBIX M HEOHAa-
TaJIBHBIX OCJIOXHeHM. Ho OHa BXOOUT B aJITOpUTM Belle-
HUS TTALMEHTOB TaHHOM KAaTeTOPUU. YXYIIICHNE TeMOIM-
HaMMYECKUX IIOKa3aTejieci BO BTOPOM  ITOJIOBUHE
OepeMEHHOCTH 110 pe3yiIbraTaM 3XOKaparorpadrIecKoro
WCCIICIOBAaHMS, a MMCHHO, YBEJIMYCHUE MaKCHMAaJbHOM
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CKOpOCTH M CpeIHeTo rpanrieHTa Ha AK, 3apeructprpoBaH-
HOe B paMKaX HACTOSIIETO MCCIeAOBaHMS, OOYCIOBICHO
reMOIMHAMNIESCKMI N3MEHEHNSIMA Ha (poHE OepeMeHHO-
CTHU 1 IMeeT TEHACHITNIO K BO3BPATy K MCXOIHBIM ITOKA3aTe-
JIIM depe3 3-18 MecAIieB Iocie pomopa3perieHNs.

3aknyeHme
AHanmum3 JINTCPATYPHbIX JAHHBIX 1M PE3YyJIbTaTbl HACTO-
ANETO MUCCIICOJOBAaHUA ITO3BOJIAIOT COC/IaTb BbIBOM, 4YTO
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JIOXHbBIE CYX0XWJNA B NEBOM XENYAO4KE

BbnaxmaH <D.A.1'2, 31HOBbLEBA }O.A.S, Mexanesa K. P.2, Hangny A. M.1, Cokonos C. +0.1'2, Tumoxuna B.3.”

Llenb. YCTaHOBWTb HanMume TECHBIX MPUYUHHO-CNELCTBEHHBIX CBSI3el Mexay
Tononoruen noxHelx cyxoxunuin (JIC) B neeom xenynouke (JIK), pervoHansHoi
n rnobanbHoi (yHKUMER ceppua, BKloYast ero CnocobHOCTb afanTypoBaThCs
K GM3NYECKUM Harpyskam.

Martepuan n meTopabl. Mpynny nccneposanns coctasunm 90 340POBbIX MOMOABIX
nonen (48 pesylwek n 42 oHown) B Bodpacte 20,2+2,9 net, akTMBHO 3aHMMAIO-
Wmxcs GU3NHECKON KyNbTYpoi 1 CopToM. Hanuume y ucnbiTyembix Aucnnasumn
COEAVHUTENbHOV TKaHu BblN0 NOATBEPXKAEHO B COOTBETCTBUM C HauyoHanbHbIMM
pPekoMeHAALMAMUN N0 AMArHOCTUKE W NIEYEHNIO HACTEACTBEHHBIX HAPYLIEHNIA Coe-
LUHUTENbHOW TkaHu (2012). Bbino BLINOMHEHO CTaHAAPTHOE axokapamorpaduye-
CKOe MCCNeaoBaHve ¢ nocneaytoLlein umdpoBoin 06paboTKol BUAEON306paxeHnin
cepaua ansa noctpoenns 3D-mopenmn JIK 1 oueHkn pervioHanbHoOn QyHKLMM M1o-
kappa. CnocobHOCTb cepaua afanTupoBathes K GU3NMYECKMM Harpyskam Gbina
onpeaeneHa C MOMOLLBIO Harpy304HOro TECTUPOBAHWS Ha TpeaMuIe.
Pesynbratbl. Onvcanvie Tononorv JIC B pamkax 3D-mopenw JTX BbIsiBUIO Hannune
oT 1 no 5 cyxoxunuii Ha oauH JIXK, KoTopble NPenMyLLEeCTBEHHO Bblnn pacnono-
XEHbl B BbICOKMX OTAENax Xenyaoyka, v OPUEHTUPOBAHbI NEPNEHANKYNSPHO UK
noz HeGOoMbLWMM YITIOM K ero AUHHOW ocu. OCHOBHble nokasateny rnobanbHom
CTPYKTYPbI M GyHKLWmK JIK Obinv B Npeaenax HopMbl, 0AHAKO Y BCEX UL, Bbina BbisB-
NIeHa BbICOKas CTENeHb MEXaHW4eCKO aCMHXPOHHOCTU B Mokoe. Takxe Oblna obHa-
pyxeHa 6onbluasi BapuabenbHOCTb 3HAYeHWId MokasaTeneil, xapakTepusylowmx
€nocobHOCTb cepaua afanTupoBaTthCst K GU3NYECKUM Harpyskam. Metogamu
KOPPENSLMOHHOro, 0A4HOMAKTOPHOr0 M MHOrOakTOPHOrO aHanM3a AaHHbIX ycTa-
HOBJieHO: YyeM Gonblue JIC Ha oaurH JTXK, Tem BbiLLE YPOBEHb UCXOAHON MexaHuye-
CKOVi aCVHXPOHHOCTM M HIKe CNOoCOBHOCTb CepAua aaanTuposaTthes K dusnye-
CKMM Harpyskam.

3aknioyeHue. 340poBble nMLA MONOAoro BospacTa ¢ JIC B JTXK, cuctematnyeckm
3aHMMaloLLMECs CnopToM, GU3NYECKON KynbTypoh U GUTHECOM, HYXAAKTCH
B CTPOr0 WHAMBMAYaNbHOM [03MpoBaHuM $uanydeckux Harpysok. Henocpen-
cTBeHHO JIC B JIXK 3aTparvBaioT pe3epBHbIe BO3MOXHOCTM Cepaua, No3ToMy MOryT
TEopeTNHecky OrpaHnyMBaTh NOTEHUMANbHBIA A1ana3oH KOMMNEHCATOPHbIX Mexa-
HW3MOB MPW Pa3BUTUM NATONOMMYECKUX W3MEHEHW B MuOKaphe W, cnenosa-
TENbHO, AOMKHbI ABASTLCS MPEAMETOM NPUCTANBHOrO BHAMAHWS KapAMOIOroB npum
[IMArHOCTUKE W NIEYEHWUN CEPLEYHO-COCYANCTbLIX 3a60N1EeBaHWIA.

FALSE TENDONS IN THE LEFT VENTRICLE

Blyakhman F.A."?, Zinovieva Yu.A.°, Mekhdieva K. R.%, Naydich A. M.

Aim. To find out the close mean-end relations of the false tendons (FT) topology in
the left ventricle (LV), regional and global heart functioning, including its ability to
endure exertion.

Material and methods. Totally, 90 healthy young persons included (48 females),
age 20,2+2,9 y.o., actively participating in sports. Connective tissue dysplasia was
confirmed according to National guidelines on Diagnostics and management of
inherited connective tissues disorders (2012). The routine echocardiographic study
was done with further digital processing and 3D modelling of the LV with regional
myocardium function assessment. The ability of the heart to adapt exertion was
measured by exercise test on thread-mill.

Results. Describing of FT topology in 3D-model of LV revealed the presence of 1 to
5 tendons by 1 LV, which mostly were located in upper parts of the ventricle, and
oriented perpendicularly or at small angle to its longitudinal axis. Main values of
global structure and function of the LV were at normal range, but in all participants,
there was high level of mechanical asynchronicity at rest. In addition, there was high
variability of parameters related to the ability of the heart to endure exercises.
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4ek, IOXHbIE CyXOXUnWs, robanbHas 1 pernoHanbHas GyHKUMS Mruokapaa, Mexa-
HUYECKas aCMHXPOHHOCTb, GU3NYECKME HArpy3ku, (GYHKUMOHANbHLIN pe3eps
cepaua.
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By methods of correlational, monofactorial and multifactorial analysis, it was
revealed that: as many FT by 1 LV, as higher the level of baseline mechanical
asynchronicity and lower the heart ability to adapt exertion.

Conclusion. Young healthy persons with FT in LV, participating systematically in
sports, physical exercise or fitness, need strictly individualized regimen of exercise.
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Jloxusre cyxoxwmust (JIC), wim aHOMabHBIE XOPIIHI,
B jeBoM XKemynouke (JIZK) mpencraBisioT coboit m10Imo-
HUTEJbHbIE COENMHUTEIbHOTKAHHbBIE 00pa30BaHMsI, COe-
nuHsomue creHku JIZK, n He nmeroniye Toyek Kperie-
HUS K KJIallaHHOMY ammapary cepaua [1, 2]. Ctpykrypa
JIC mpencraBiieHa IpeMMYIIECTBEHHO KIIETKaMU KOJIJIa-
reHa, OIHAKO MOXET COomepXaTh KapIUOMUOLIUTHI
u ketku [lypkunse [3].

JIoxXHBIE CYXOXWINS SBISIOTCS (DeHOTHUITMIECKUM
MapKepoM CHUHIpoOMa JMCIJIa3Uud COEAMHUTEIbHOU
tkaHu (JCT), rTeHeTUIeCKN TeTePMUHUPOBAHHOTO IIPO-
liecca HapyluleHUsl CMHTe3a KoJulareHa B 3MOpHOHasb-
HOM M TOCTA3MOpPUOHAJIILHOM Iiepuoae pa3Butus [1].
B mocnemame mecsatminetust pacmpocTpaneHHocTs I CT
n JIC B JIXK B mommy isiiiny Jiofeii HEYKJIOHHO BO3pAaCTaerT,
YTO CBSI3bIBAIOT C YBEJIMYEHMEM aHTPOIIOT€HHON
Harpy3Ku Ha cpeny oouranud [1, 4].

Bompoc o kimuandeckoit 3HaunMoct JIC B JIK mig
GYHKIMM cepana SBIsIeTCS MPEeIMETOM MHOTOJIETHUX
nmebaroB KapamojoroB [1-3]. CorimacHo pe3yiabpTaTaM
MHOTOYMCJIEHHBbIX KJIMHUYECKUX MCCIEeIOBAaHUI Ha 3Ty
temy, JIC B JIZK He OKa3bIBaIOT BBEIPAXKCHHOTO BIIVSTHUS
Ha r1o0abHYI0 (QYHKIMIO CEpAlla B MOKOE, U MO3TOMY
paccMaTpMBalOTCSI KaK BapuaHT HOpMEI [3]. Bmecte
C TeM, psiI aBTOPOB oOpalacT BHUMaHue, 4To y Jinil ¢ JIC
B JIXK mMeror Mecto HapymieHUs (QYHKIIUM MHOKapaa
¥ cepiria B meyoM [1, 2].

HenaBHue wuccienoBaHusi B 00JIaCTU CIIOPTMBHON
KapaInoJIOTUX HaIISIAHO OJeMOHCTpupyIoT, uro JIC B JIK
MOTYT SBJIATHCS IOIOJHUTEIBHBEIM (haKTOPOM pHCKa
BHE3AITHO# cepmeyHoil cMepTu. 1o maHHBIM ayTOIICHU
6b110 00HapyxkeHo, uyto JIC B JI2K umesnun mecro B 100%
datajibHBIX CJIy4aeB MOJOIBIX CIIOPTCMEHOB, a TaKXke
IeTeld M MOAPOCTKOB HA YPOKax (hM3MIECKOU KYIBTYPHI
[5]. DTO TIOMpPa3yMeBaceT, YTO IIPH IIPOINX PABHEIX YCIIO-
Busx, JIC B JIDK cHMXaroT muarra3oH aganTaiyiy cepaia
K Harpys3kam. [pyrumu cioBamu, (YHKLIMOHAJbHBIN

A [5)

Puc. 1 (A, B). Mpnmep Br3yannsaumm TOXHOrO CyXOXUUs B IEBOM XeNyaoHKe.
MpumevaHune: nokazaHO CPEAVHHO-anuKanbHOE CyXoXuave, 0B6HapyXeHHoe
B CEYEHWU NO AJAMHHON ocu JDK M3 anukanbHOW 4eTbipexkaMepHOW Mno3uumn
cepaua (A); To Xe NOXHOe cyxoxunue, GopMann3oBaHHOE B paMkax TPEXMEpPHOM
mogzenn JIX (B).

peseps cepama (PPC) y mur ¢ ACT u JIC B JIXK n3Ha-
YaJIbHO MEHBIIIE, YeM Y IPYTUX CYOBEKTOB.

Mexanu3mblI ToBpexaaroniero aeiicteus JIC Ha QyHK-
OUIO cepilla Majio m3ydeHBl. Llemb Hacroseil paOOTHI:
TIpYBJICYb BHUMaHME IIIMPOKOIT KapaNOJIOTMIeCKOi 00IIIe-
CTBEHHOCTH Ha HaJIMYME TECHBIX MPHIMHHO-CJICICTBEH-
HBIX cBs13ei Mexxmy Torosorueii JIC B JIK, permoHabHOIM
¥ TIO0AIBHOM (DYHKIIMEH cepama, BKIIIOYasi €ro CII0CO0-
HOCTB aTalITUPOBATHLCS K (DU3MICCKIM Harpy3Kam.

B paborte mpeacTaBiIeHBI Pe3yIBTaThl TPAHCTOPAKATb-
HOI 3XoKapauorpadmyd W HArpy30YHOTO TECTHPOBAHMSI
rpymisl Mostonbix yoneit ¢ ICT u JIC B JIK, koTOpEIM
TI0 COCTOSTHUIO 3M0POBBS He OrpaHNYcHA MHTCHCUBHOCTD
dm3mueckux Harpy3ok. IlokazaHo, uro JIC ompemeneH-
Hoit tokanu3aunu B JIK cHimkator @®PC 1 yBeTMUIMBaOT
MEXaHMYECKYI0 aCMHXPOHHOCTh PETHMOHOB CEpACIHOMU
CTEHKMW, Y 3TH SIBJICHUS TECHO CBSI3aHBI MEXIY COOOI.

MaTepuman n metoppl

Ipynmy mccnenoBanusa coctaBwm 90 mum ¢ OCT,
Y KOTOpPBIX B XOIe¢ CKPMHWHIOBOM 3XOKapauorpaduu
(Bx0KT') na 6aze ximuauk 'bY3 CO “COB Ne 2” u OO0
“IIpeobpaxenckas kimmHuka” (ExkaTtepmHOypr) ObLIH
BoisiBnieHs! JIC B JIZK. B rpyrmimy Botmmm 3mopoBbie MoJio-
abie Jgoau (48 meByliek u 42 1OHOIIM) B Bo3pacTe OT 16
1o 30 jeT, akTMBHO 3aHUMAIOIIeCsT (PU3MICCKOM KyJIBTY-
poit m croproM. Hammame JCT ObIIO ITOATBEPKICHO
B COOTBETCTBMU ¢ HallmoHaIbHBEIMH pPEKOMEHIAIIASIMU
10 IMATHOCTHKE U JICYCHUIO HACICACTBCHHBIX HApyIICHU
coenHUTENbHOM TKanm (2012) [6]. YV Bcex MCIBITYeMBbIX
OBUTIO IIOJYYEHO WHMChbMEHHOE COIVIacMe Ha ydJacTue
B MCCIICIOBAaHNY U JATBHEHIITYI0O 0OPabOTKY MOyICHHBIX
nmaHHBIX. CpeaHUi BO3pacT BOJIOHTepoB cocTaBmi 20,2129
JeT; poct — 175,0£13,2 (152-211,5) cm; Bec — 68,5+13,3
(48-116,7) xr; UMT — 22,3%£1,9 (18,4-27,3) kr/™m .

Yrmyonennoe BDxoKI' wcciemoBaHue BBHITTOTHEHO
Ha armmapaTax Acuson Sequoia 512S (Siemens, [epmanwst)
u Philips Ultrasound HD15 (Philips, CIIIA), B B-
n M-pexXrMax B COOTBETCTBUM CO CTAHTAPTHBIM IIPOTO-
KosoM [7, 8]. Bumeon3obpaxkeHUS cepalia, CHHXPOHU3M -
poBaHHEIe ¢ DKI, 6bUH 011 (hpOBaHBI IJIST ITOCICIYIOIICH
00pabOTKM HA U3MEPUTEITLHOM KOMILIEKCE “Dicor”” [9].
B pesymbrare mosyaBTOMaTUIECKOM TPACCUPOBKHI KOHTY-
poB cedeHwuii JIZK 1o 1aMHHON U KOPOTKOM ocsM ObUIU
MOJIyIeHBI NaHHBIC, HEOOXOMMMBIC UISI TIOCTPOCHMS
3D-Momenu KaMephl M aHaIn3a PerMOHAIIBHON MeXaHU-
gecKo (YHKIMU MHUOKapma. MeTogmdecKue ITOIXOIBI
st ormicaHust Torojoruy JIC Ha OCHOBE TpeXMEpHOM
pekoHcTpyKImy JI2K, a Takke TBMKEHUS PETHOHOB Cep-
IEYHOM CTEHKM OBITM HM3JIOXKEHBI IETATbHO B HAIIUX
parHuX Tyoiaukamuax [10-13]. Pucynku 1 n 2 wmo-
CTPUPYIOT BO3MOXHOCTH MCITOJIb30BAaHHBIX METOIOB IS
onteHKH Tonoyioruu JIC u pernoHanpHON dyHKITy JIK.

CriocoOHOCTh Cepilia amanThupoBaThes K usnye-
CKMM Harpy3kaM, TO €CTb KOJHWYECTBEHHAs OIICHKa
(byHKIIMOHAIPHOTO pe3epBa Cepila ObLIa BEHITIOTHEHA
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MpumeuaHue: no ocv X — HoMeEpPa KafpoB, PACCTOSHUE MEXAY KOTOPbIMU COOTBETCTBYET 21,7 MC; N0 0CM Y — OTHOCUTENBHOE U3MEHEHWE UHBI pernoHa; 3a 100%
NpyHsATa AJVMHA permoHa B KoHLEe ayactonbl JIK; cnnolwHas BepTukanbHas MHKUS OTpaxaeT MOMEHT BPEMEHU, COOTBETCTBYIOLLMIA KOHLLY cucTonbl JIK B Lenom.

Ha 0a3e Hay4yHoli Jabopatopun “TeXHOJIOrMU BOCCTAHOB-
JeHnst 1 otbopa B cniopte” Yp®dY ¢ HCIOJIB30BaHUEM
crpecc-cucteMbl AT-104 Schiller AG (IlBetimapust).
[TpuMeHSITA TIPOTOKOJI MaKCUMAJIBHOTO T€CTa TPEIMIII-
METPUM “II0 OTKa3a” B COOTBETCTBUHU C PEKOMEHIAITNSIMU
ACC/AHA 2002 guideline update for exercise testing
(2006) [14]. OueHuBaIM MaKCHUMAajbHOE MOTpeOJICHUE
kuciopona (MIIK, mur/Kr/MuH), IBOIHOE ITpOM3BEIC-
aue (JI1, yo./MUH-MM PT.CT.) B IOKOE U IIPH HArpy3Ke,
a Ttakke mpupoct HAII (AIl mpm MakcUMaIbHOMU
Harpy3ke — JII1 B mokoe).

CTaTUCTUUYCCKUA aHalIW3 JaHHBIX IIPOBOIMIICS
C MICTTIOJTB30BaHMEM ITakeToB IIporpamm “Excel” (Microsoft)
n SPSS Statistics 17.0 (IBM). Bbrum ucmoiab30BaHBI
METOIBI HellapaMeTPUIECKON CTATUCTUKHM, a TAKXKE OTHO-
(akTOPHEII TUCITEPCUOHHBIN aHATIN3 CPABHEHMS CPEIHIX
3HAYCHU M MHOTO(MAKTOPHBIN TMCIICPCUOHHBIN aHAIN3
MeTomoM obIeit mmHeitHoi Mogemu (GLM).

Pe3ynbrathbl

KommuectBo JIC y MCHBITYeMBIX BapbHpOBaJIO OT 1
1o 5 eqyHni Ha onuH JIK, B cpenHeM — 2+1 emMHUIIBI.
ArmmkanbpHble JIC He MPUHUMAINCh B pacyeT Mo U3BeCT-
HbIM TTprarHaM [2, 3]. Tormonmorus JIC B JIXK 6buta oxa-
paKTepr30BaHa COTIACHO MPEIIOXKEHHON paHee KIIacCH-
¢ukatmnu [12, 13]. A uMeHHO, “CpeIVMHHBIE TOINeped-
uoie” JIC cocraBuiu 22,8% wu3 o00imero uywucia
BM3YaJIM3UPOBAHHBIX CYXOXuanii (o6HapyxeHbl Y 39%
num); “cpenuHHBIe Kockle” — 18% (30,7% num);
“DasasbHble nonepeunbie” — 12,9% (27% nu); “0a3aibHble
Kocele” — 9,3% (20% nuir); “cpemMHHO-aNMKaIbHbBIE KO-
coie” — 16,6% (38% mn); “6a3abHO-aNMKATBHBIE KOChIe” —
10,8% (24% nuu) u “6Ga3aJbHO-CpEAMHHbIE KOChIE” —
9,6% (19,7% nuuw).

TakmMm oOpa3oM, TpyIIia oOKasajach IIpeAcTaBlIcHa
JIMIIaMHU ¢ cyxoxunussMu B JIK, mpenmyImecTBeHHO pac-
ITOJIOXKCHHBIMU B BEICOKUX OTIEJIaX KaMephl, I OPUCHTH -
POBaHHBIMU TICPICHANKYISIPHO WIM TION HEOOJBIINM
YIJIOM K JyIuHHOM ocu JIK.

Tabnuua 1
3HauyeHus nokasareneii rno6anbHO CTPYKTYPbI
n ¢pyHkumm JIXK
MapameTp CpenHee 1 cTaHAapTHOE Hopma
OTKJIOHEHMEe

KZO, mn 110,94£22,27 67-155 (m); 56-104 ()
YO, mn 72,4134 70-80
U, % 66,0£4,65 >55
KOP, MM 47,9+4,6 <65
KCP, Mm 30,53+4,08 <37
MXTT, MM 9,06+1,34 <12
3CIIK, Mm 8,85%1,16 <12
MM, r 150,20+44,73 <200 (Mm); <150 (x)
UMM, r/m° 84,8+16,3 <102 (m); <88 (%)
E/A 1,82£0,34 0,73-2,33

Cokpawyenus: 3CJDK — 3agHss cTeHka neBoro xenynouka, KOO — KoHeuHo-ava-
cTonuyeckuii o6bem, KIP — koHeuHo-amnacTonuyeckuin pasmep, KCP — KoHeyHo-
cucTonunyeckmin paamep, MXIM - mexckenynoukosas neperopogka, MM — macca
Mmuokapzia, MMM — uHpekc macchl myokapza, YO — ynapHbiii 06bem, ®U —
dpakums narHanua, E/A — COOTHOLIEHWE MaKCMManbHON CKOPOCTW paHHero (E)
1 NO3AHErO (A) AMacTonmMyeckoro HanonHenus JIK.

B Tabmmiie 1 ipemcTaBiaeHbI pe3yabTaThl CTAHAAPTHOTO
OxoKI' mccmenoBaHMsT MCHBITYeMBIX. BHOHO, 4TO Bce
nokKazaTeu TJIo0albHOW CTPYKTypbl M (yHKuuu JI2K
HaXOISITCA B TIpeeIiaX YCJIOBHOM HOpMEI [8]. YcTaHOBICH-
HBIIT (paKT XOPOIIO COIJIACyeTcs C YXKe M3BECTHBIMU
HabomonenusaMu [2, 3]. Bmecte ¢ TeM, gaHHBIE aHaIMU3a
PEeTMOHAIEHOM (PYHKIIMM MUOKApP/Ia BEISIBIUIM 3HAYNTETh-
HBIE OTKJIOHCHUS OT HOPMBI B MeXaHMKe cTeHKU JI2K.

YcraHOBIEHO, UTO ¢ MOMeHTa Bo30OyxaeHus JIZK
peruoHbsl MZKIT HauMHaIM CUCTOIMYECKOE NBUXXKEHUE
C 3aJepXKOM IO OTHOIICHMIO K PEerMOHaM CBOOOMTHOI
CTeHKM, KoTopasg B cpegHeM cocrtaBmia 50%7,7 wMc.
C MoMeHTa OKOHYAHUS CUCTOJIBI 15T Beero JIK pernoHs!
MXKII neMOHCTpUPOBAJIM CUCTOJIMYECKOE YKOPOUEHUE
eme Ha mporsskenuy 101162 mc. Baxdo, 9ro B 31O
BpeMsI PEeTMOHBI CBOOOTHOM CTEHKM YXKe YIUTMHSUINCH
BCJICACTBUE pACTSKEHUSI CTEHKW TPUJINBAIOMIeiics
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Tabnuua 2
Pe3ynbratbl 04HOAKTOPHOIr0 AUCMEPCUOHHOIO
aHanu3a cpaBHEHUS CPefHUX 3HaYeHUn

DdakTop 3aBUCUMBbIE NEPEMEHHbIE p

JloxHble cyxoxunms B JIK, CwW, % 0,003

en./lX dT, Mmc 0,005
MK, mn/kr/mMuH 0,05
AN max, ya./MWH-MM pT.CT. 0,03
dAn, ya./MuH-mMm pT.CT. 0,05

Cokpauenusi: JDK — nesblii xenynouek, CvW — koadpduumeHT Bapuaumn cpes-
Hel CKOpOCTU ABUXEHWS 12 pernoHoB cTeHku JIK B ceyeHnn no ASMHHOW ocuh
JK, dT — cpenHekBagpaTVyHOE OTKIOHEHWE AN 12 3HAYEHWA OANTENBHOCTU
330€pPXKN MeXAy KOHLOM CUCTOSIMYECKOrO YKOPOYEHUS PErVIOHA U OKOHYaHVEM
cuctonbl gns JIX B uenom, MIMNK — makcumansHoe notpebnexve kucnopoaa, A
max — ABOMHOE MPOW3BELEHME Ha MakcuManbHOW Harpyske, dIM — npupocT
[1BOVIHOrO NPON3BELEHNS.

KpOBbIO B a3y mumacTonmueckoro HamoiaHeHus JIZK.
PucyHOK 2 KaueCTBEeHHO WITIOCTPUPYET TUITMIHYIO Kap-
THHY 00HApY:KEHHOI 3aKOHOMEPHOCTH.

IIpu onrerke ®PC ¢ MOMOIITBIO HATPY30IHOTO TECTUPO-
BaHMS OBUIO YCTAHOBJICHO, UTO MCCIICAYEMBIC JINIIA MMEITH
BBICOKHIA YPOBEHb a3pOOHOI ITPON3BOIUTEIEHOCTH, SKBH-
BaJICHTHBIN B cpemHeM 49,0110,5 mr/kr/MuH [14]. OgHako
WHIVBHUAYAJIbHBIC 3HAYCHUS 3TOTO ITOKA3aTessl BapbHpPO-
BaIM B IIMPOKOM auara3zoHe ot 30,8 1o 63,0 M1/Kr/MuH.
AHaJIOTMYHOE 3aKJIIOYCHNE O0KAa3aJoCh CIIPaBEIIUBBIM
" g guHaMukya wHoekca JIT: 279,4439.2 yo./MUH-MM
PT.CT., B iMana30He oT 153 10 353 yu./MUH-MM PT.CT.; U ST
npupocra I — 188,4+43,1 (64-259) ya./MUH-MM PT.CT.,
cJemoBaTeNIbHO, WHIWBHUOyaJIbHAsl CIIOCOOHOCTh Cepilia
aganTUpOBaThcs K (PUBMIECKMM HarpyskaM B TPYIIIIE
HCCIIeIYEeMBIX JIMII CYIIIECTBEHHO OT/IMYajIach IPYT OT OpyTa.

Jtst BbisicHeHUs BaussHus JIX Ha peruoHajbHYIO
dyuxio muokapaa u @PC ObuT TIpoBeneH 0omHO(paKTOP-
HBI TUCTIEPCUOHHBINA aHAJIN3 CPAaBHEHUS CPETHIX 3HAYC-
Huit (Tab. 2). B kagecTBe 3aBUCUMBIX TTIEPEMEHHBIX OBLITH
BBIOpPAHBI MHTETPAIBHBIC TTApaMETPhI, XapaKTepU3YIOIIHe
MexaHndecKylo acuHXpoHHOCTh JIDK n DPC, daxropom
ABJISIICS TToKa3aTe b KonmmdecTBa JIC Ha omuH JI2K. Pesynb-
TaThl aHAJIM3a CBUACTEIBCTBYIOT, YTO CTETICHb MEXaHMUe-
ckoii acuHXpoHHOCTH W POPC mOCTOBepHO 3aBHUCST
ot xoymuectBa JIC Ha omun JIDK. Hampasnenue 3aBucu-
MOCTEM ObLIO OMPEIEIEHO C TIOMOILBIO KOPPEISILIMOHHOTO
ananmmza Mexay uucioM JIC va omuH JIK 1 ncnons3ye-
MBIMU TIapamMeTpaMHu (3aBUCUMBIMU ITIepEeMEHHBIMMU,
Tab. 2). Bece K03 PULMEHTH KOPPETSIINT UMEITN TOCTO-
BepHOE M TIOJIOXWTeNIbHOe 3HaueHHe. CiemoBaTeIbHO,
yBenmaeHne yncita JIC Ha ogmH JIXK cOIpsKeHO ¢ pocToM
MEXaHM9IeCKOM aCMHXPOHHOCTH U cHIKeHeM OPC.

CormacHo pe3yibTaTaM MHOTO(aKTOpPHOTO aHajIm3a
(Tabm. 3) ycTaHOBIICHO, YTO HAMOOJBIINIA BKJIaI B YCTAHOB-
JICHHBIC 3aKOHOMEPHOCTH OKA3BIBAIOT CYXOXKIIHS, PACITOJIO-
JXCHHBIE B BBICOKMX pernoHax JI2K, opreHTpoBaHHEIE TIep-
TICHAVKYJISIPHO VJTX 110 HeOOJBIITNM YIJIOM K JUIMHHON OCH
JI2K u coequnstioniie M2KIT u 3anHe60K0OBY10 CTeHKY JIZK.

Ta6nuua 3
Pe3ynbTaTthl 04HOMEPHOr0 MHOro¢akTOpPHOro
AUCNEPCUOHHOrO aHann3a MeToaomM
oOwweit nuHeiiHoii moaenu (GLM)

3asvcumas @DakTop — BapuaHTbl aHAaTOMUYECKOrO p

nepemMeHHas PacMnonoXeHUst CyXOXMNNIA

Mpupoct AN, BaszanbHble + cpeayHHble + coepmHsiowme MXM 0,022

YA./MUH-MM PT.CT. W 3a4HIOK0 CTEHKY
BasanbHble + cpeanHHble + kocble JIX 0,030
MonepeyHble + cpenHHbIe 0,043

MK, mn/kr/mMuH BasanbHble + cpeanHHbIe 0,020
CoepuHsiowme MXIT n natepanbHyio CTEHKY + 0,050
coepmHsiiowme MXI 1 3aaHI00 CTEHKY

CwW, % Coeaunsiolume MXI v natepanbHyio CTEHKY + 0,022
coeamnHsiiowpme MXI 1 3agHIO0 CTEHKY

Cwmax, % CoepuHsiowime MXIT n natepanbHyio CTEHKY + 0,05
coeauHsiowme MXT1 1 3a0HI0I0 CTeHKY

dT, mc Coepunsiowwme MXIT n natepanbHyio CTEHKY + 0,022

coeauHsiowme MXT1 v 3a0HI010 CTEHKY

Cokpawenus: I — nBoitHoe npovaseaeHne, MMNK — makcumansHoe notpebne-
Hue kucnopopa, JIX — noxHele xopasl, CW — koadpduumeHT BapuaLmm cpeaHei
CKOPOCTM ABMXEHUs1 12 pernoHoB cTeHku JDK B cevyeHun no anmHHon ocu JIXK,
CwWmax — koadduuMeHT Bapuaumm MakCUManbHOW CKOPOCTU ABVKeHWs 12
PErMOHOB CEPAEYHON CTEHKU B CEYEHUM NO AnnHHON ocm JIK, dT — cpenHeksa-
[paTN4HOE OTKNOHEeHWUE Ans 12 3HAYEHW BANTENBHOCTY 3a8EPXKN MEXY KOHLOM
CUCTONINYECKOrO YKOPOYEHMS PErMOHA M OKOHYaHWeM cucTtonbl aas JIK B uenom,
MXIT — mexokenyno4koBas neperopoaka.

06cyxaeHue

B 1987t B ximaccmpuKammio cepaecIHO-COCYIUCTBIX
3a6omeBannit Hpio-MopKcKoii accolmany Kapauoio-
TOB OBUIM BHECCHBI M3MCHEHMS, COTJIACHO KOTOPHIM
MaJible aHoMaJimu cepaua, B Tom uncie JIC B JIK, 6t
BBIICJICHBI B CAMOCTOSITCJIBHYIO HO30JIOTHMYCCKYIO
dopMy — cmHIpPOM IMCIUIACTUYECKOro cepaia [15].
M3BecTHO, YTO OUCIIA3US COCOMHUTEIBHON TKaHH
COIIpsDKEeHA C HapyIICHWEM CHHTe3a KoJUlareHa M COIIpo-
BOXIAETCSI CHIDKCHHEM YIIPYTOCTH COCTMHUTEIBHOMU
TKaHu [1]. C 001me6moI0rnIeckoii TOUKM 3peHMs, BO3-
HukHoBeHue JIC B monoctu JIK ectp amanmrarimoOHHOE
SBJICHHWE, HAIIpaBJICHHOC Ha YBEJIWYCHHUE MPOYHOCTH
KOHCTPYKIINHU TOJIOCTH cepana [1, 3].

B cepne, roe aieMeHTH KOHCTPYKIIUM M CBOMCTBA
MaTepHayia TOHKO COIJIAaCOBAHBI, ITOSBJICHUE ITOIIOTHM-
TeJIBHBIX CTPYKTYpP B JIZK mpuBOOUT K NU3MEHEHUIO MeXa-
HUKHA cepaeyHol creHKu. HeiictButenbHO, BKiam JIC
B PETrMOHAJBHYIO (PYHKIIMIO MHOKapAa acCOLMUPYETCS
C YBEIMUYCHUEM MEXaHMYECKON aCHMHXPOHHOCTH, KOTO-
past IIPOSIBISIETCS TeCHHXPOHM3AIEH IBIKCHUS yIacT-
KOB CcepIeuHoit CTeHKH (puc. 2, Tabi. 2). [ToTeHIIMaIbHO
IAHHBIA (PaKT MOXET OBITh CBSI3aH C BOSHMKHOBEHUEM
IOIIOJTHUTCILHBIX TIyTell IIPOBEACHUS BO30YXKICHUSI
no JIC n/mnm TepepacipeneicHueM Harpy3oK B yJacT-
Kax creHKH JI2K 3a cueT M3MEHEHHUS YIIPYTUX PETHOHATb-
HBIX CBOMCTB MUOKap/a.

Bue 3aBucuMoctn ot npuanH BausHusg JIC Ha perno-
HanbHylo ¢GyHKumio JI2K, yBennueHue MeXaHUUYECKOM
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ACMHXPOHHOCTU CHUXaeT 3(@eKTUBHOCTh pPadOThI
cepmua [10, 11]. CregoBaTeTbHO, JOJIKHBEI OBITH 3ameii-
CTBOBaHEHI pe3¢PBHBIC BO3MOXHOCTHY Cepaa ISl TTOIIeP-
KaHWS UM aIeKBaTHOM HACOCHOU (DYHKIINH. YCTaHOBUTH
crerteHb BoBiieueHUsI @PC y 3mopoBsix uir ¢ JIC B JIK
B ITIOKOE HE MIPEICTaBIIIeTCS BOSMOXHBIM. Bee mCIBITYe-
MBIe MMEJI HOpPMaJbHBIC 3HAUCHHUS ITOKa3zaTelliel IJI0-
banpHOM (YHKIMM cepama (Taba. 1). OmHAaKo CIIocoo-
HOCTb Ccep/ilia afanTUpOBaTbCsS K MHTEHCUBHOM (pr3nye-
CKOM Harpy3ke BapbHpOBaJla B IMMPOKOM [IHAIla30He.
ITpuuem, yeM 6ombire 66010 JIC Ha onyH JI2K, TeM BbIIe
OBUIM YPOBEHb MCXOTHOU MECHHXPOHM3AIUN M CTEIICHB
poBieucHuss M®PC (tadm. 2). IloaydeHHBIIT pe3ynbrar
MMOATBEPXKIACT 3aKII0UCHHE, COINIACHO KOTOPOMY MeXa-
HI4ecKast achHXpOoHHOCTh U ®PC ecTh TeCHO CBSI3aHHBIC
MEXIY cO00i1 SIBICHUS] B HOPMAJIbHOM M ITaTOJIOTUICCKU
n3MeHeHHoM cepaie [10].

BaxxHO OTMETUTB, YTO HAMOOJIBIITNI BKJIAT B HAPYIIIC-
HHE PEeTHOHAIbHOUM (YHKIIMM MHOKapia M B CTEICHb
BosieyeHne ®PC BHocar JIC, pacriookeHHbIE B cpe-
IUHHBIX U 0a3anbHbIX 30HaX JIK, coepunsiomume M2KII
1 3aTHCOOKOBYIO CTCHKY, I OPUECHTUPOBAHHBIC TICPIICH-
IUKYJISIPHO YUIM 101 HEOOJBIINM YIJIOM K IUIMHHON OCH
cepIedHoit KaMeps (Tabi. 3).

TakuM 00pa3oM, Y 3MOPOBBIX JIMI] MOJIOIOTO BO3pacTa
C CMHAPOMOM IUCIUIA3WHN COCAMHUTEIBHON TKAaHU (DYHK-
LIMOHAJIBHBIN pE3epB CepAlla WIM XKE ero CIIOCOOHOCTb
aganTUpPOBaThes K (PM3MIECKUM Harpy3kaM TeM MEHBIIIE,
yeM OO0JIbIIIe JIOKHBIX CyXxoxXwmnii Ha oguH JIK. CiemoBa-
TEJIbHO, 3I0POBEIe JnIa MoJiogoro Bo3pacta ¢ JIC B JIZK,
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KOMBUHUPOBAHHAS AHTUTMNEPTEH3UBHAS TEPAMUSA: TPONHASI ®UKCUPOBAHHASA
KOMBUHALUUA AHTUTUNEPTEH3UBHbIX NMPEMNAPATOB

OcTpoymoBa O.ﬂ,.1‘2, BukeHTbeB B. B.1, lyceBaT. o.'

B cTaTbe npencTaBneHbl COBPEMEHHbIE NPEACTABNEHUS O MECTE KOMOVHMPOBaH-
HOM aHTUrMNEPTEH3MBHON TEpPanMn B IEYEHUN apTepuanbHON rmnepToHun. Moka-
3aHbl NpenMyLLecTBa GUKCMPOBaHHLIX KOMOWHaLWIA. MprBeaeHbl paLnoHabHble
KOMOMHALMM TPEX aHTUTMNEPTEH3MBHLIX NpenapaTtoB. MNpeacTaBneHsl pesynbraTsl
nccnenoBaHui, CBUAETENLCTBYIOLME O NOBbILLEHWUN 3PDEKTUBHOCTU aHTUIMNEp-
TEH3VBHO Tepanuv Npy NPUCOEANHEHNI TPETLENO aHTUTMNEPTEH3NBHOMO Nekap-
CTBEHHOrO CpeacTBa. PacCcMOTPEHbI aHTUrMNepTEH3NBHAS 3dEKTUBHOCTL, 6e3-
OMAaCHOCTb W KJIMHUYECKUE CUTyaLMK HasHayeHWs KOMOMHaUMM nepuHzonpuna/
VHAaanamMuaa/aMnoamnuHa
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COMBINATION ANTIHYPERTENSION THERAPY: TRIPLE FIXED COMBINATION OF ANTIHYPERTENSIVE

DRUGS

Ostroumova O. D.1’2, Vikentiev V. V.1, Guseva T.F'

The article presents modern view on the role of combination antihypertension
therapy in treatment of arterial hypertension. The benefits of fixed combinations are
shown, rational combinations described for three antihypertensive medications. The
results of investigations provided witnessing the increase of efficacy of
antihypertension therapy with addition of a third drug. The antihypertension efficacy
is studied, as safety, and clinical situations on prescription of perindopril/
indapamide/amlodipine combination.

Russ J Cardiol 2017, 2 (142): 92-99
http://dx.doi.org/10.15829/1560-4071-2017-2-92-99

CormacHO COBpeMEHHBIM TIPEICTABICHUSAM, OCHOBHOM
3amadcii aHTUTUIICPTCH3UBHOM TePAITNH SIBJISICTCST HE TOJIEKO
JMOCTIDKCHHUE 1IEIEBOTO YPOBHSI apTepHaIbHOTO IABJICHUS
(A1), HO M yITy4IIIEHIE TIPOTHO3a — CHIDKEHNE CMEPTHOCTH
U 3alllUTa OPraHOB-MMUILIEHEN (cepAla, Mo3ra, moyek) [1].
Kaxk mokazanm KpyIHble KIIMHIYIECKIE NCCICIOBAHMS, IS
PpeIIeHNS TaHHOM 3a1a9y OOJIBIIIMHCTBY MAIIICHTOB C apTe-

Key words: arterial hypertension, combination antihypertension therapy, fixed
combinations, perindopril, amlodipine, indapamide.

'A.1. Evdokimov Moscow State University of Medicine and Dentistry (MSUMD),
Moscow; ’I.M. Sechenov First Moscow State Medical University of the Ministry
of Health, Moscow, Russia.

puanbHOI rumiepToHNeil (Al) TpeboBasOCh MPUMEHEHIE
KOMOWHAIWK U3 IBYX W Oojiee mpemnapaTtoB [2]. B HacTosi-
1Iee BpeMsI KOMOMHMPOBaHHAS aHTUTUIICpTEH3MBHASI Tepa-
MsT CTaja OCHOBHBIM HampasieHreM B Teparmu Al [pu
3TOM, MPUOPUTET OTAAECTCS MPUMEHEHUIO (PUKCUPOBAHHBIX
komouHanmit (PK), comepxammx B omHOM TablIeTKe IBa
(nm Gostee) aHTUTUTIEPTEH3MBHEIX ITpernapaTa (AITI) [1].
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KNMHWKA N ©APMAKOTEPANUA

KomOuHupoBaHHas Tepanusi UMeeT MHOTO TpeuMy-
IIECTB: YCWJIEHHWE AaHTUTUIIEPTEH3UBHOIo 3AddekTa
3a CUeT pa3HOHANpaBJIEHHOTO NEUCTBUSI MpenapaTtoB
Ha MaToreHeTU4YeCKre MeXaHU3Mbl pa3BUTUSI Al 4TO yBe-
JIMYMBAET YUCJIO MALIMEHTOB CO CTAOMJIbHBIM CHUXXEHUEM
AJl; yMeHbllIEeHUEe YaCTOThl BOZHUKHOBEHMS MTOOOYHBIX
93((HEKTOB KaK 3a CUET MEHBIINX 103 KOMOMHUPYEMBIX
AITl, Tak ¥ 3a cyeT B3aMMHOI HEWTpaaIu3aluu DTUX
3 dexToB; obecrieueHre Hanboaee 3PPEKTUBHON opra-
HOIPOTEKIIMM U YMEHbIIIEHME pUCKA 1 YKUCIa CepAeYHO-
COCYIOUCTHIX OcioxHeHmit [3-5]. OmHako HEO0OXOTUMO
MMOMHUTb, YTO KOMOMHUPOBAaHHAs Tepanusi — 3TO MpUeM
KaK MUHUMYM 2 JIEKapCTBEHHBIX IIPEIIapaToB, KPaTHOCTD
Ha3HAYCHUSI KOTOPBIX MOXET OBITh pa3nmmaHoii. CiemoBa-
TeJIbHO, MPUMEHEHME TpernapaToB B BUAE KOMOWHUPO-
BaHHOW Tepanuu JO0JKHO OTBEYaTh CJEAYIOLIMM YCJIO-
BUSIM: OHU JOJKHBI MMETh B3aWMOAOMOJHSIONIEE Aeii-
CTBUE; JOJDKHO JOCTUTATHCS YIIYUILIEHUE pe3ysibTaTa npu
WX COBMECTHOM MPUMEHEHMWM; TipemnapaThl IJOJKHBI
AMETh ONTM3KMe (hapMaKOgMHAMIYeCKe N (hapMaKOKH-
HEeTHUIeCKNe MoKa3aTeIn, YTO OCOOCHHO BaXKHO TS (hMK-
cupoBaHHbIX KoMmOuHaumii. Komounanuum AI'TI pgensar
Ha palmoHaJIbHBIC (3(peKTMBHBIC), BOSMOXKHEBIC 1 HEpa-
LvoHanbHble [6]. Bce mpeumylecTBa KOMOMHUPOBAH-
HOI Tepanuu NPUCYILIU TOJbKO pallMOHAIbHBIM KOMOU-
Haysam AI'TI.

CornacHO peKOMeHmanusIM 1o JiedeHuio Al, mpen-
nouteHue 10kHO oTanaBathest DK AITI, comepskamm 2
(1 6omee) mpemnapaTa B omHOI TabeTKe [1]. OTKa3aTbcs
ot HazHaueHuss PK AI'TI MOXHO TOIBLKO IIPU abCOJIOT-
HOI HEBO3MOXHOCTH €€ MCIIOJb30BaHMsI, TaK KaKk DK
ATTI [1]:

* Bcerma OyaeT palMoHaIbHOM;

* gBIIgeTCd caMoil 9(POEKTUBHOI cTpaTeTHeil JOCTH-
XEeHUs 1 ToAepXaHus LeaeBoro ypoBHs AJl;

* obecrnieyrBaeT Jyylllee OpraHoNpPOTeKTUBHOE JeTi-
CTBUE 1 YMEHBIIEHME pPHUCKA CEPACYHO-COCYAUCTHIX
OCJIOXXHEHUIA;

* TMO3BOJISIET COKPATUTh KOJMYECTBO MPUHUMAEMBbIX
TabJIETOK, YTO CYIIECTBEHHO ITOBBIILIAET MPUBEPXKEH-
HOCTb MAllMEHTOB JICUEHUIO.

Bompoc koMOMHUpOBaHUS 3-X IIpenapaToB U Oojee
ellle HeIOCTaTOYHO U3Y4YEeH, MOCKOJIbKY HET Pe3yIbTaToOB
PaHIOMU3UPOBAHHBIX KOHTPOJUPYEMbBIX KIMHUYECKUX
HcclIenoBaHnii, n3ydaBmmx TpoitHylo @K AI'TI. Takum
obpaszom, AI'Tl B gaHHBIX KOMOMHALIMSIX OOBEIMHEHBI
BMECTE Ha TeOpeTHIecKoil ocHoBe. OmHAKO Yy MHOTHMX
MNalEeHTOB, B TOM YHUCJIe Y O0JIbHBIX ¢ pedpakTepHOii Al
TOJBKO C TIOMOILIBI0 3-X U OoJiee KoMImoHeHTHONT AI'T
MOXHO TocTuyb 1eaeBoro ypoBHs AL [1, 5]. K pekomeH-
nyeMbIM KomOuHaiusaM Tpex AI'TI oTHocSTCS: MHrUOU-
TOp aHTHOTeH3WHIIpeBpataomiero epmerta (MAIID) +
IUTUIPOIMPUINHOBEI aHTaroHmucT Kambplimst (AK) +
B-061okatop; 6JI0KaTOp PEUENTOPOB K aHTMOTeH3UHY I
(bPA) + murupponupunuHoBbeiii AK + [-6G10kaTop;
nAIl® + AK + muypetuk; BPA + AK + mmypertwnk;

uAIl® + muyperuk + B-6mokatop; BPA + muypernk +
[-610xarop; aurunponupuanuHoBeIi AK + nuypetuk +
-610xarop [1]. HeobxomnumMo OTMETUTbH, YTO BHEPBBIE
panoHanbHble KoMOuHauuu u3 Tpex AI'Tl 6bu11 mporm-
canbl B 2008T B TpeThell pemakiuM POCCUICKUX PEeKO-
MEHIALN 1o nuarHocTuke u gedeHmo Al [7]. A B 2009r,
TO €CTh Ha TOJI TT03Xe, OHU ITOSBUINCH B COOTBETCTBYIO-
meM gokymeHTe EBporreiickoro ob6miectBa mo Al [8].
B s3ToM mokyMeHTe TOBOpPUTCSI, 4TO “He MEHEee YeM
y 15-20% naunenTos ¢ AI' koHTposb A/l He MOXeT ObITh
TOCTUTHYT KOMOMHammel 2-X npenapaToB” [8]. Ipyrumu
ciaoBamu, He MeHee 15-20% OonbHbIX Al HyXmaroTcs
B HasHaueHnU 3 u 6osee AI'TI. B cirygae HeoOxommMOCTH
HazHAUYCHMS TpeX IIperapaToB Hambojiee paroHAIBHOMN
SIBJIICTCSI KOMOMHAIIMS OJIOKATOpa peHUH-aHTHOTEH3MH-
ampmoctepoHoBoii  cucteMbl (PAAC) (mampumep,
nAIl®), AK n muypernka [8].

Haxke eca MBI 0OOpaTUMCS K JaHHBIM KIMHUYICCKUX
WCCIICIOBaHUA, a He pealbHOI IIPaKTUKH, TO OOHapy-
KM, 9TO IS JOCTHKCHMSI KOHTPOJISI CHUCTOIMIECKOTO
AJl meree 140 MM pT.CT. OOJNBIIMHCTBY M3 ITAIICHTOB
noTpebdoBanoch HazHaueHue 3 1 6onee AI'TI [9-12]. Cie-
IyeT TMOMYePKHYTh, YTO TP HAIMYMU COITYTCTBYIOIIECH
naTojornu (HampuMep, 3a00JieBaHUS TTOYEK, CaXapHOTO
nrabera) moTpedHOCTh B KonmdectBe AI'TI Bo3pacraer.

I[TotoMy mpencraBisieT WHTEpPEC HCCICIOBaHUE
ACCOMPLISH, B xoTOopoM IpuHSIIM ydactre 6oiee 11
TBICSY OOJIBHEIX. B 3TOM WCClIemoBaHWM CpaBHUBAIU
3(HEKTUBHOCTL U 0€30IMACHOCTD JIEUEHUST IBYMST (PUK-
CHPOBaHHBIMU KOMOMHALIMSIMU: 6;10Katopa PAAC 1 mity-
petuka rugpoxioptuasuna (I'XT3) ¢ komOuHaIei 6;10-
katopa PAAC n AK ammomununa [12]. UccnemoBanue
ACCOMPLISH crano nepBbIM ITPOCTIEKTUBHBIM paHIO0-
MU3UPOBAaHHBIM MCCJICIOBAHUEM C U3YUCHHMEM SKECTKUX
KOHCYHBIX TOYCK, M3YUYMBIINM 3GGEKTUBHOCTD IBYX
(pUKCMpOBaHHBIX KOMOWHAIIMI AaHTUTUIIEPTCH3WBHEIX
npemapatoB. Mcciaemyemass TIOMYJISIIASI  COCTOSIIA
n3 TanueHToB ¢ Al BEICOKOTO CepIeIHO-COCYIUCTOTO
pucka >60 et u cucroamyeckum AJl >160 MM pT.CT.,
MO0 TIONYJAIOIINX AHTUTUIICPTCH3WBHYIO TEpaIuio,
¢ TIpU3HAKAMU TIOPaXKCHMSI CEPIEUYHO-COCYIUCTOM CHC-
TeMbl WJIM MOYEK MW IPYyTruX OpraHoB-MullieHei. Takxe
YJacTBOBAJIM MAIIMEHTHI B Bo3pacTe oT 55 mo 59 jeT mpu
cucronmnyeckoM A/l >160 MM pT.CT. U HAJIMYUM JBYX
¥ 0oJiee IPU3HAKOB ITOPaXXCHMSI CEPIEUHO-COCYIUCTOM
CUCTEMBI WJIM TIOYEK WJIM IPYTUX OPraHOB-MWILEHEH.
B ncciemoBanme BKIIOYCHO IPUMEPHO IIOPOBHY MYKUNH
U kKeHIIH (0K0J10 60% — MyXuuHbI, 40% — KeHIIIMHBI),
2/3 6GoNIbHBIX OBUTH B Bo3pacte 65 jieT u crapiie. OOpaiaeT
Ha ce0s BHUMaHue TOT (PakT, 4To 0K0j10 60% malneHToB,
BKJTIOUCHHBIX B MCCJICIOBAHNE, CTPAdaIN cCaXapHBIM IHa-
oeroMm, 50% umenu oxupeHue, y 23% Obul MHOAPKT
MHOKapyaa B aHamHe3e, ¥ 13% — mHCynbT 1 okojio 36%
MAaIlMeHTOB, BKIIOUCHHBIX B HMCCIIEOOBaHUE, TEpPeHECTN
paHee IIPOLeAYPY PEeBACKYIISIPU3AIlNY KOPOHAPHBIX apTe-
puii. Ucxomroe AJl coctaBmiio 145/80 MM PT.CT. 1 6OJIB-
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IIWHCTBO ManueHToB (97%) yXe IMoydaqd aHTUTUIIeP-
TEH3UBHYIO Teparuio, a 75% MmaiyreHToB NoayJaiy Tepa-
ITII0 CBOOOTHBIMU KOMOMHAIIMSMU 2 ¥ 60JIee IIPEITapaToB.
CrnemoBaTellbHO, COCTaB YYaCTHHUKOB MCCIICIOBaHUS
ACCOMPLISH cooTBeTcTBOBaN peajbHON KIWMHWYE-
CKOI TIpaKTHUKE, B TOM YHCJIE U poccuiickoi. I1anmeHTsl
HaO0JII01aIuCh B TeueHUe 6 MecsleB OT Havyalla UCCIIeN0-
BaHWS U JaJiee ¢ IIPOMEXYTKaMH B TIOJITONIA B TeUeHUE 3-5
JIeT.

ITo 3aBepmrenuto uccnenoBanuss ACCOMPLISH 6b11
OTMEUYEH OTJIMYHBIA KOHTPOJNb AJl mpW NpuUMeHCHHUU
obenx (UKCHUPOBAHHBIX KOMOWHAILIMI IIperapaToB
C YNCJICHHBIM IIPEMMYIICCTBOM B TpYIIIe OJIOKATOP
PAAC/amnonunuH: 75% maluueHTOB JOCTUIIM LIEJI€BOTO
ypoBHs Al <140/90 MM pT.CT. 10 cpaBHeHUIO ¢ 72%
B rpyrme 6iokatop PAAC/mmypetnk I'’XT3 [12]. Cpen-
Hee AJl ocite 3aBepIIeHUsI TUTPOBAHMS 103 TIPEIIapaToB
coctaBwio 131,6/73,3 MM pT.CT. B rpymme 0J0KaTop
PAAC/ammomumna u 132,5/74,4 MM PT.CT. B TpyIIie 6J10-
katop PAAC/mnypernk I'XT3. OmHako moYTd HE 3aMe-
YEeHHBIM OCTaJICA TOT (baKT, UTO YK€ 4Yepe3 TOI IOCIIe
Havana HabmomeHus 32,3% (To ecTh IPAaKTUYECKU KaxK-
IbI TpeTuil) MalrMeHTOB B 00eux TpymIiax CpaBHEHUS
TIOJTyYaJIN JOITOTHUTEIbHBIC aHTUTUIICPTCH3UBHEIC TIpE-
mapatel (OeTa-agpeHO0IOKATOPEI, allbtha-aapeHOOI0Ka-
TOPBI, KIIOHUAWH U TIeTICBBIC TNYPETUKM) B IOIIOJTHEHUE
K Hccireqyemoit Tepanum [12].

Eme omHO mMcciemoBaHMe, KOTOpOE MMEET BasKHOE
3HAYCHHE IS OLICHKW HEOOXOMMMOCTH TPOWHON KOM-
ounauuu AI'TI, — 3TO0 poccuiickoe HaOMOIaATEILHOE
nccienoBanne DKCTPA-2 [13]. Becero B ucciegoBaHuM
mpuHSIN yuactre 2824 manneHTta ¢ Al B Bo3pacte 24-84
ner (cpemHWMit Bo3pacT cocTtaBma 55,7%x10,1 Jer).
Ha moment HaszHaueHus uMm PK 6mokatopa PAAC
U amjonunrHa ypoBeHb AJl y Hux 6b11 160/100 MM pT.
CT. U Ooiee, a cpegHuit ypoBeHb AJl cocTaBisLI
167,5%£16,2/100,1%£9,2 MM pT.CT.

IIpencraBieHHBIC PE3YIETaTHl AHTUTUTICPTEH3UBHOTO
addekra PK 610KaTop PAAC/aMI0omunH BITCUATIISIIOT:
y MAIMeHTOB C MCXOMHOM 1-11 cTeneHbIO TTOBRIIIeHUS A/l
yepe3 12 Hemenp JICYCHUS OHO CHU3WIOCH Ha —
25,3/15,9 MM pT.CT., Y OOJBHBIX C MCXOTHBEIM YPOBHEM
noBeIIeHnsT AJl, cOOTBeTCTBYIOIIMM 2-i cterieHn Al
cpenHee cHukeHue AJl coctaBuiio — 36,8/19,2 MM prT.CT.,
¢ nucxomHo 3-i crereHbo (180/110 MM pT.CT. ¥ BBIIIIE) —
55,9/23,9 MM pr.CT.

OngHako, HEOOXOOWMO OOpaTUTh BHHMAHHE, YTO
20,4% mnaunuentoB B ucciaenoBanun DKCTPA-2 momy-
yai B-aapeHobaokaTopsl 1 13,2% — nuypeTuKu B Kave-
CTBE COITyTCTBYyIOIIEH Tepamuu [13]. ABTOPHI IIpOBEIU
ITOTIOJTHUTEIIBPHBIN aHAIN3 aHTUTUIICPTEH3NBHOM 3 heK-
THUBHOCTH Y 95 TTallieHTOB, KOTOPBIM B TEUCHUE MCCIICIO-
BaHWS Bpay JOMOJHUTEIFHO Ha3HAYal ANypeTUK. Mcxom-
HbI ypoBeHb A/l y HuX coctaBuia 176,0/102,7 MM pT.CT.,
n AJl moctoBepHO CHM3WIOCh Ha 45,1/22,0 MM pT.CT.
(p<0,0001) B Teuenme 12 Hem. nmedeHMS (IJII CpaBHE-

HUS — B TPYyIINE ABOWHOW AHTUTUIIEPTEH3UBHON Tepa-
nuu, 6e3 mmypetmka, — 39/20 MM PT.CT., COOTBET-
ctBeHHO). [1pu aToMm, memeBoro ypoHsS A/l (<140/90 mm
pr.cT.) mocturiu 85,3% nauueHtos [13].

B cBeTe BBIIEH3TIOXEHHOTO IPEICTABIISIIOT OCOOBIMA
uHTepec pe3yapraTthl nporpammbl @OPTUCCUMO,
B KOTOPYIO OBUIM BKIIOYeHHBI 2120 malMeHTOB, M3 HUX
1969 (93%) 3aBepiinayd TpOrpaMMy B COOTBETCTBUU
¢ npotokoyioM [14]. Hasnauenune ®K mepumHmomnpuia
aprMHUHA 1 WHAanaMuma B mo3ax 10 Mr u 2,5 MT, cooT-
BETCTBEHHO, y OOJIbHBIX C IUIOXO KOHTposiaupyemoir Al
BMecTo cBoOOTHEBIX M PK nAII® unu BPA ¢ mmypeTtn-
koM I'XT3 mpuBeno K 3HAYUTEIHPHOMY CHIDKCHUIO AJl
M JOCTMXKEHUIO LiejaeBoro ypoBHs AJl y 84% GOJIbHBIX.
AJl B cpeaHem cHu3uioch ¢ 171/99 mo 130/80 MM pT.CT.
B TeUeHHMEe 3 Mec., NPUUEM 3HAYUTEIBHOE CHIDKCHUE
1o 149/89 MM pPT.CT. OBIJIO OTMEUEHO YXKe 4epe3 2 Hel.
nmeueHns. Ho mpu 3TOM B COOTBETCTBHU C IIPOTOKOJIOM
OonpHble mpomoikanu npuHuMmatb AK, B-agpeHo-
0JIOKATOPBI W arOHUCTHl MMMIA30JIMHOBBIX PEIIEITOPOB
B repuon yuactus B mporpamme. AK npunumanu 20,87%
601pHBIX Ha BO 1 26,92% Ha B4, B-anpeHOGI0KATOPBI —
52,56% u 52,11% na B0 u B4; aroHucTbl IMUIA30IMHO-
BBIX peuentopoB — 2,29 u 2,74%, COOTBETCTBEHHO.
TakuM obpazoM, HEOOXOAUMOCTh TPOMHOM KOMOMHALIN
ATI'Tl B peanpHOI MpakTUKe KpaiiHe BeJIMKa.

Komy u3 maneHToB ¢ AI' 0COOEHHO TOKa3aHO Ha3Ha-
yeHUe TpoitHoi koMOmHaumu AI'TI? Tlpexne Bcero, 3TO
THaIMeHTHI C UICXOTHO BRICOKMMU mudpamu AJl — 3 cre-
nean (180/110 MM pr.cT. m BeIme). Tak, Hampumep,
B mporpammy KOHCTAHTA BxiIfo9annch HaIMEHTHI
¢ acceHuanbHOi AI' B Bo3pacte 18 jieT m crapie 6e3
TPOTUBOTIOKA3aHW 111 HazHaueHus MATID u AK [15].
s BKITIOUCHUS B MCCCAOBaHNE CPpeTHUI ypoBeHDb AJl
10 JAaHHBIM TPeX U3MEPEHMH B TTOJIOKEHUN CUIS JOJIKCH
obL1 coctaBiaTh CAJl >160 n/umm JAJL >90 MM pr.cT.
y HenedeHHBIX 00ibHBIX, CAJl >150 MM pT.CT. W/Win
OA >95 MM PT.CT. Y ITAIIMEHTOB, MOJYJIAIOIINX MOHOTE-
pammto, CAJl >140 mm pr.ct. m/mmm JAJ >90 MM pT.CT.
Yy MalMeHTOB, ITOJIYJYalOIINX KOMOWHUPOBAHHYIO Tepa-
muto. IIporpamma KOHCTAHTA mo3Bosmiia KOHCTaTH-
poBaTh OBICTPBIi M MOLIHBIM AHTUTUIIEPTEH3UBHBIN
s¢ppexT OK neprHIONpUIIa apTUHUHA ¢ aMJIOIUITMHOM:
yXe Jgepe3 2 Hele/Iun Mociie Hadala Tepamuy ObLTIO OTMe-
YeHO IOCTOBEpHOE CHILKeHUE AJl B IOJOXEHUU CHUIS
u crost [15]: abcomotHOoe cHmkenne CAJl/IAl B mojo-
KeHun cuas coctaBuio 18,3+12,7/9,0£7,4 MM pr.CcT.,
yepe3 1 mec. 27,0£14,1/13,2+8,6 MM prT.CT., uepe3
2 mec. 32,5+14,2/15,849,1 MM pr.cT., 4Yepe3 3 Mec.
36,0£14,1/17,249,4 mm pr.ct. [15]. IIpu aToM, yXe dyepes
2 HeIeNIM TIocyie Havasia JiedeHnsI AR rmeprmHoonpui apru-
HUH/aMJIOTUIINH 11eJieBoro AJl JOCTHTIIA IOYTH Y€TBEPTh
MaIMeHTOB, Yepe3 1 Mec. — MOJIOBMHA, a B KOHIIE TIePH-
oma HAOMIONECHMS YacTOTa IOCTIDKCHUS IeneBoro AJl
npeseicuaa 80% [15]. Lludpa Bredarisioias, OQHAKO
JacToTa JOCTIDKCHUS 1esieBoro AJl 04eHb CHIBHO KOJIe-
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bayach B 3aBUCHMOCTH OT MCXOTHOM CTETICHU €T0 MOBBI-
meHus. Tak, 9yepe3 3 Mec. IeueHus 1eieBoro AJl mocTur-
m 95% ¢ ucxogHoi 1-0ii cTerneHbio MoBbIIeHUsT AJl,
87% — co 2-oit 1 ToaBKO 69% — c Tperheil. YacroTa
noctkeHust meneBoro AJl Takxke Obiia Huke (76%)
cpenu 00JBHBIX C caXapHBIM auabeToM [15].

Ocobasg moxarpymmna MamueHTOB, KOTOPBIM B CHITY
MHOroo0pasus naroreHe3a Al yaie TpedGyeTcsl Tpou-
Hasl aHTUTUIICPTCH3WBHAS Tepamnus, 3TO OOJbHBIC
C COITYTCTBYIOIINM CaxapHBIM OTUA0CTOM W1/ MeTa-
bonuueckuM cCUHAPOMOM [1, 2]. MBI yxXe YIIOMSHYIA
BBIIIIE O O0JIce HU3KOM 9aCTOTE TOCTHXKECHUS EJICBOTO
AJl Ha ¢doue meuenusa PK mepumHIONPWI apTUHUH/
aMJIOTUIIMH Y OOJBHBEIX ¢ CaXapHBIM IMA0ETOM B IIPO-
rpamme KOHCTAHTA. CxonmHble pe3yabTaThl OBLIN
ITOJIy4YeHBI M B OTHOIICHWH ITALIMCHTOB C MeTaboIrldIe-
ckuM cuHapomoM [16]. Tak, B Xome HcCCIIETOBaHUS
OPTIMAX II (OPTIMiser le tAuX de normalization
tensionnelle grace a la pluritherapie de premiecre
intention) ObUIO M3Yy4YEHO BJIMSIHUE META00JUYECKOTrO
cuanpoma (o kpurepusasm NCEP ATPIII) Ha xoHT-
poab AJl y 6oibHBIX Al, Tojy4arolyx HU3KO1030BYIO
®K mepunmonpuiaa n uHamamuga 2 mr u 0,625 wmr,
cooTBeTCTBEHHO [16]. B 310 MpocnekTnBHOE HabIIOIE -
HUE IJIMTEIBHOCTBIO 6 Mec. ObUIM BKIIIOYEHBI 24 069
6onbHBIX (cpemHee AJl IpW BKIIIOYCHUH COCTaBUIIO
162/93 mMm pt.cT.). YacTtoTa HopMmanu3anuu Al cocra-
Buia ot 64 1o 70% B 3aBUCUMOCTH OT peXKUMa Ha3Ha-
yeuuss ®K mepmHmomnpuiia W WHIAIAMUOA 2 MT
u 0,625 MI, COOTBETCTBEHHO, — KaK HadaJbHasl Tepa-
mUsi, 3aMeHa VI IOIIOJIHWTEIbHAs Tepanus. Takxke
mpenMyiiecTBa TpoitHOM kKombmHamuu AITl (PK
MICPUHIOOIIPWI/MHIATIAMUL TIII0C aMJIOAUIINH) B CHHU-
XKCHAU CEepOCYHO-COCYAUCTOTO pHCKa Yy OOJIBHBIX
C caxapHBIM AUAa0ETOM OBLUIM IIPOIEMOHCTPHPOBAHBI
B cybananmse uccinenoBanuss ADVANCE (the Action
In Diabetes and Vascular Disease: Preterax and
Diamicron Controlled Evaluation trial), B KoTopoe
6b110 BKiMoueHo 11140 maumenToB ¢ AI' 1 caxapHBIM
mrabetoM 2 Tuma. B omHOIT Tpymme MamueHTHI MOY-
yamm OK mepurgonpuia/mHIanamMuna, 60IbHEIM BTO-
PO rpyInbl K Hel 1o0aBisau amuaogunuH. [1o pe3ynb-
TaTaM cy0OaHajaW3a BBISIBICHO 3HAYUTEIBHO 0Oojce
BBIpaXXeHHOE CHUXKeHMe 001Ieit cMepTHocTH (Ha 28%)
M YacTOTbl MAaKpOCOCYAMCTBIX coObITHUil (Ha 12%)
B TpYIINe MAaIlMeHTOB, MOJIYyYaBIINX TPONHYIO aHTUTH-
MePTeH3UBHYIO Tepaluio, Mo cpaBHeHUIO ¢ 5% u 6%,
COOTBETCTBEHHO, B TpyIle 0e3 m00aBIICHUS aMJIOIN-
nuHa [17].

Hakownen, TpoifHas aHTUTUIICPTCH3WBHAS TepaIlvs,
npexnae Bcero ®K, MoxeT OBITh Ha3zHaueHa OOJILHBIM,
He aocTurimmMm KoHTpodas AJl (to ectb Al MeHee
140/90 MM pT.cT.) Ha JTIOOOI ABYXKOMIIOHEHTHOW aHTH-
TUTIEpTEH3UBHOM Tepanuu, B ToM unciie Ha @K. Kpome
TOTO, 3TO MOTYT OBITh ITAIIMEHTHI, KOTOPHIC ITOIyJaroT
TPeXKOMITOHEHTHYIO cXeMmMy (Bce TpH IIperapara

0 OTHCIBbHOCTHY WM Kakoii-mnoo @K AI'TI rmroc TpeTtmi
AHTUTHUIICPTCH3UBHEIN TIperrapar).

OdeHb BaxXeH C IPAKTUYCCKONW TOUYKHM 3PCHHSI
BOIIPOC O HEOOXOAMMOCTH IipmopureTra MMeHHO DK
tpex AI'Tl. 1 5Ta HE0OXOAUMOCTh BO MHOTOM BBHITEKAET
W3 HU3KOU IMPHUBEPKEHHOCTU OOJBLHBIX K aHTUTHUIICP-
TeH3WBHOU Tepanmmu. B y3KoM cMEBICIe TPU JICYCHUU
AT mon mpuBepXEHHOCTHIO TTOAPa3yMeBalOT KOPPEKT-
HbIl mpueM HazHaueHHBIX AI'TI (He meHee 80% morx-
Horo) [18, 19]. [Ipuem HekoppeKTHOU m03bI ATl mam
UX IIpHeM B HEKOPPEKTHOE BPEMSI, IIPOMYCKHU B IIPH-
eMe¢ U/WIM OTKa3 OT JICYCHMSI IPEACTABISIIOT COOOM
pasnmuuHBle (GOPMBI HApyHIICHUS IPUBEPKCHHOCTU
[18]. Kak mpaBuio, Hambojee 4YacTBIM BapUaHTOM
TUTOXOM KOMILUTACHTHOCTU SIBJISICTCS TIPUEM HEIOCTa-
TOYHBIX 03 JICKAPCTB W IIPOMYCKM IIpHeMa B TCUCHUE
1-3 oueit [18, 19].

Mexay TeM, CBsI3b MEXIy ycrnexoM B jedeHuu Al
¥ TIIPUBEPKCHHOCTBIO OOJBHOTO K Tepannuy abCOIIOTHO
OYeBMIHA U HE MOXET BBI3BIBATH coMHeHwmit [18, 20].
BeposiTHOCTE yenennrHol HopManm3anun AJl HaImpsIMyro
3aBUCUT OT peryiasgspHoctu mnpuema AITI. OmHako,
HECMOTPS Ha OCO3HAHME BaXKHOCTH COOITIOMCHUS PeXXKMa
JICYCHMST ¥ BpauaMU, 1 TTallieHTaMH1, IIpobjieMa IIpuBep-
KEHHOCTU K Tepaliii oOcCTaeTcd HepemeHHoM [18].
B Hacrosimee BpeMsl IIPUXOOUTCS KOHCTATUPOBATh, UTO
OKOJIO TTOJIOBMHEI Ha3HAYCHHBIX JICKAPCTBCHHBIX TIpeITa-
paToB IPU XPOHWYCCKMX 3a00JIEBAaHMSIX, B TOM YHCIIC
u npu Al, peadbHO He MPUHUMAIOTCS MauveHTaMu [21].
Tak, mist manreHToB ¢ Al IPUBEPKEHHOCTh K Tepanuu
cocraBisieT He Gosee 50-60% [22]. OTcyTcTBUE IIpUBEP-
KEHHOCTH K TepamnuM, €CTeCTBEHHO, aCCOIUMPYETCS
C TIOBBIILIEHHEM pucKa rmotepu KoHTposst Al (Ha 41%),
C yBeIM4YeHMEM pucka uHpapkra Muokapaa (Ha 15%)
¥ MHCYynbTa (Ha 22%) [23, 24]. 3a cueT 3TUX OCIIOXHEHUI
CTOMMOCTD BeJeHMS MallMeHTa yBeauyuBaetcs: Ha 43,7 %
[25]. Kpome Toro, B ciayyae MpUBEPKEHHOCTH K aHTUTH-
MmepTeH3uBHON Tepamuu MeHee 50% II0 CpaBHEHMIO
¢ IpUBEPXEHHOCThIO Gojiee 80% B 1,4 pa3a yBeanuuBa-
JOTCSI CMEPTHOCTD M YaCTOTa TOCIUTaIM3aLuii [26].

CytecTByeT oOpaTHasl 3aBUCMOCTD MEXKIY KOJIIIC-
CTBOM IIPMHMMAEMBIX IIPEIIapaTOB M KOMIIACHTHOCTBIO.
DTO CBA3aHO C TPeMSI OCHOBHBIMM IIPUYWHAMM: 1) OOJIB-
el CTOMMOCTBI0O MHOTOKOMIIOHEHTHOM Tepamumu,
2) CIIOXXHOCTBIO peXmMa IIpueMa M COOTBETCTBEHHO
OOJIBIIIEI BEPOSITHOCTBIO OTKJIOHEHMIT U 3) CYyOBEeKTUB-
HBIM HETIPUSITHEM OOJIBLHOTO, BKITIOUAs CTPax, OOJIBIIIOTO
KOJIMYECTBA TIPEIapaToB M COOTBETCTBEHHO HEKOPPEKT-
HBII ux pueM [18, 27].

HMMeeTcst 0CTaTOYHO JOKA3aTeIBLCTB TOTO, YTO IIPUEM
TpeIrapaToB OMHOKPATHO B CYTKHM COIIPOBOKIACTCS JIyd-
IIeH TTPUBEPXKEHHOCTHIO, YeM IBYKPATHBIA IIpUEM, U TeM
0oJjiee, YeM MHOTOKPATHBIN. Tak, moiist 00JbHBIX, KOTOPBIC
pealbHO TIPMHUMAIOT TIpernaparhl, Ha3HAYCHHBIC TBaKIbI
B CYTKH, B TeueHUe 4 Hell. cocTaBisteT 45%, pu aHaIOTn4-
HoM mokazarese 70% npu omHOKpaTHOM Ipueme [18].

96



KNMHWKA N ©APMAKOTEPANUA

[Mostomy mpumenenme PK 1omoraeT MmpeomoyieTh
LeJIBINA psia (PaKTOPOB PHCKA HU3KOW IMPUBEPKECHHOCTH,
CBSI3aHHBIC C JICYCHMEM, TAaKWe KaK CJIOXHEINA PeXuM
IO3UPOBaHUSI, HEKOPPUTUPYEMBIE ITOOOUIHBIC 3 (MEKTHI
U B psifie CIydaeB CTOMMOCTH JiedeHUs. [IpemmyinecTsa
DK AI'TI Haxm mpom3BOJBHBIMU POJEMOHCTPUPOBAHEI
B psage Meta-aHaim3oB [28, 29]. Tak, B OMHOM W3 HUX,
KOTOpbIi 0ObenuHs1 15 uccienoBaHUl ¢ ydacTuem
31331 manmeHTa OBIJIO YCTAHOBJIEHO, YTO MCIIOIL30Ba-
HHEe KOMOMHHUPOBAHHBIX TIPEIapaToB ¢ (GMKCUPOBAHHOM
JT0301 BMECTO Ha3HAYCHUS TIPEIIapaToB 0 OTIEIEHOCTH
MIPUBOINT K 3aMETHOMY YJIYYIICHUIO IPUBEPKCHHOCTU
K JICUCHMIO W BIMSCT Ha CHIKeHMe Al 0e3 yBeInmdeHMS
JacTOThl MOOOYHEIX 3¢ dekToB [28]. B Merta-anamuse
Bangalore S, et al. [29] 6BUTO BBISIBIICHO, YTO IIPUMEHEHIE
DK nmng neyenus nauveHToB ¢ AT TOBBIIIIAET TIPUBEP-
JKEHHOCTb K Tepanuu Ha 24%. OcoGeHHO BaXXHBIM TIpe/i-
craBisieTcs ucnonb3oBanue MK B ciayyae HeoOXomUMo-
ctu HazHadyeHus Tpex AI'TI. [ToaToMy oueBUaHA HEOOXO-
IUMOCTh Hammuus Takoil PK B pacmopsskeHMM Bpada.
B P® tpoitneix @K AI'TI moka coBceM Mayio, 1 ocoboe
BHUMAaHME XOTeJI0Ch ObI 00patnTh Ha @K mrepuHmonpmn/
WHIATIaMWI/aMJIOANITIH, BKITIOYAIONIYIO 3 KOMITOHEHTa,
KaxXIIBIA 13 KOTOPBIX MOXKET C TIOJTHBIM OCHOBAaHHEM CUH-
TaThCS IMIEPOM CBOETO KJIacca.

[MepuHmonpui, ogMH U3 KOMITOHEHTOB 3Toit PK, —
9TO TIperapar, KOTOpHIA, IO JAaHHBIM MeTa-aHaIu3a
HCCIIEIOBAHUI ¢ IPUMEHEHHEM IIPEeIIapaToB, OJIOKIPYIO-
mux PAAC, y O0IBHBIX C BBICOKAM PHUCKOM 0€3 cepred-
HOM HEOOCTATOYHOCTHM BO MHOroMm obOecrieums HAIID
MEPBEHCTBO B CHIDKEHUM pPUCKA OOIIEH CMEPTHOCTH.
IIpm sTOM, B OBYX M3 TpeX MCCICOOBAHUI, B KOTOPHIX
OBUIO TOCTUTHYTO CHIKEHHE OOIIeili CMEepTHOCTH,
HCIIONIh30BaJIach (DMKCUPOBAaHHAS WM CBOOOMHASI KOM-
ouHaIM nepuHaoIpria ¢ MHxamamMuaoM [30]. Beicokuit
Koa(ppuumenT mmnoduibHoCTH cpenu Bcex HATID,
XapaKTePHBIN IS TIEPUHAONIPIUIA, O0YCIaBINBACT MHTH-
oupoBaHue TKaHeBoro otmeina PAAC m, TeM cambIM,
obecIieunBacT He TOJBKO 3HAYNTEILHBIM aHTUTUIICPTEH-
3UBHBIN 3(DdeKT mpemapata, HO W aHTHUIIEMHICCKUIA
53¢ deKT, a TakKke BBIpaKeHHBIC OPTaHONPOTCKTUBHBIC
cBoiictBa [31]. [lepuamonpuir obaagaeT o4yeHb OOJBIION
IokasaTellbHOM 06asoif: wuccienoBannss EUROPA,
PROGRESS, ADVANCE [32-34]. B pangoMu3upoBaH-
HOM JIBOHOM CJICTIOM IIIalIe00KOHTPOINPYEMOM HCCIIe-
mosannu EUROPA, BkiouaBmiem 12218 manmeHTOB
¢ WIIIeMUYECKOI 00JIC3HBIO CepAlla, B TPYIIIIE IIepUHIO-
IIpruIa 0OHAPYXKEeHO HE3aBUCHMOE OT aHTUTHIICPTCH3UB-
Horo 3¢ deKTa CHIKCHIE CePAeUHO-COCYIUCTOI CMEPT-
HOCTH 3a CYCT YMCHBIIICHUSI PHCKa pa3BUTUS MH(papKTa
MHOKapaa Ha 22% u BHe3amHoil cmeptu Ha 46% [32].
B nccnemoBanmun PROGRESS BHISIBIIEHBI YHHKaIbHEIC
171t ATTI® 11epeOdponpOTEKTUBHBIE CBOMCTBA: CHIKEHIE
pUCKa IMOBTOPHBIX MHCYIBTOB Ha 43% [33, 34]. Takke
B O9TOM WHCCIIEIOBAaHNM OOHApYXEHO CHIDKECHUE Cep-
JIEYHO-COCYIUCTHIX OCIOXHEHUI — Ha 35%, rocriuTanu-

3alIMii TI0 TOBOMY ACKOMIICHCAIINH CepACcTHONM HEea0CTa-
TouHocTH — Ha 34% [33, 34]. B uutupyeMoM BIllIe
nccnegosanun ADVANCE npumenenune @K nepunmo-
MpwiIa ¢ WHAANIAMHUIOM IIPWBEIO K CHIKCHMIO PHCKa
o0IIeil W CcepHeYHO-COCYAMCTOM CMEpPTHOCTHM Ha 14
u 18%, COOTBETCTBEHHO, K CHIXKEHUIO PUCKA Pa3BUTHS
nopaxeHus nodyek Ha 21% [35].

Wnpanamua — THa3ua0noa00HbI IMYypeTUK, 00Ja-
JAIOIINi ABOMHBIM MeXaHU3MOM AeiicTtBud [1, 2]. MeTa-
Oonmueckass HEUTPaJIbHOCTh, a TaKXe BBIPaKeHHEIC
Kapauo- U HePPOIpOTEKTOPHBIC CBOMCTBA OTIMYAIOT
WHIANaMWa OT JIPYTUX AUYPETUKOB U CIOCOOCTBYIOT
I POKOMY IIPUMEHEHMIO IIperapaTa B peaJbHON IIpaK-
THKE, B TOM YHCJIe B Ka4eCTBE KOMIIOHEHTa KOMOWHM-
poBanHoit teparuu AI' [36, 37]. B panmoMu3upoBaH-
HOM aBoiiHOM cieriom ucciemoBanun HYVET, Bximo-
yaBmieM 3845 maumentoB ¢ A B Bo3pacte 80 Jer
W cTapiie, OTMEYCHO CHIXCHHME pHCKa CMEpTHU
OT MHCYyJAbTa Ha 39%, oOuieii cmepTHOCTM — Ha 21%,
CepIaeYHOI HeTOCTATOYHOCTH C JICTAJIbHBIM 1 HEJIeTaIhb-
HBIM MCXOIOM — Ha 64%, pucKa BO3HMKHOBEHUS Cep-
JEYHO-COCYIMCThIX 3a00j1eBaHuii — Ha 34% mipu Tepa-
MUY WHOANAMUOOM (B TOM 4YHCJIe B KOMOMHAIINU
C IEpUHIOIIPUIIOM) IO CPaBHEHUIO ¢ TPYIIION IIJIame00
[38]. LlepeOponpoTeKTUBHBIE CBOMCTBAa WHIaIlaMua
MPOAEMOHCTPUPOBAHBI TaKXKe B McciiemoBaHUsIX PATS
[39] 1 PROGRESS (B xoMOMHAINH C TIEPUHIOTIPHIIOM)
[33, 34]. Tak, B ucciaegoBanuu PATS, BKIIouMBIIEM
5665 GONBHBIX, TEPEHECIINX TPAH3UTOPHYIO UIIEMUYE-
CKYIO aTaKy WJI WHCYJIBT, TOKa3aHo, YTO JICYeHIE MHIA-
MaMHUIOM B TeUeHME 2-X JIET CTaTUCTUICCKM 3HAYMMO
CHUKAET YaCTOTY ITOBTOPHOIO MHCY/IbTa Ha 29% [39].

AMITOIUIINH SIBJISIETCS Hanboiee N3y4YeHHBIM 1 Hau-
0oJiee Ha3HaYaeMbIM TUTUAPONUPUANHOBBIM AK, KoM~
YeCTBO HMCCJICHOBAaHUU C aMJIOAWIIMHOM WMCUYUCIISICTCS
IecSITKaMU, a KOJWISCTBO OOJBHBIX, TIPUHSIBIINX B HUX
ygactrie — COTHSMHU ThICSY [2]. CITOCOOHOCTh aMJIOAM-
MMHA CHIDKAThb CEePICIHO-COCYIUCTBIA PUCK BEHISIBICHA
B 1ICJIOM psiie KPYIMTHEUIITNX paHIOMU3NPOBAHHBIX KIIH-
Huueckux ucciegopanmii: TOMHS [40], VALUE [41],
PREVENT [42], CAMELOT [43], PRAISE [44],
ALLHAT [45], ACCOMPLISH [12]. B ucciaenoBanum
ASCOT-BPLA [10], BxmouaBmeM 19257 malumeHTOB,
ObLIO BBISIBIEHO CHIDKEHME OOLeil cMepTHOCTH Ha 11%
U CepAeYHO-COCYAMUCTOI cMepTHOCTU Ha 24%, a Takke
CHIDKEHHUE pHcKa MHCYIbTa Ha 23% Ha (oHe JeueHus
aMJIOOUIIMTHOM/TICPUHIOIIPUJIOM TI0 CPaBHECHUIO C KOM-
OuHalnet 6eTa-0JI0KaTOp/INyPETHUK.

Hcxonst n3 BBIIEN3TIOXKEHHOTO, TTOSIBJICHIE TPOMHOMK
OK mepwHIOIpWI/MHIATIAMIA,/aMJIOIUIINH SIBIISICTCS
HECOMHEHHBIM IIPOPHIBOM B JiedeHNU Al

71 olleHKW aHTUTHUIIEPTEH3UWBHOU 3G (GEeKTUBHOCTH
TpOlHOWM KoMOWHauuu (MepUHIONPUI, WHIATIAMUI,
aMJIOMWITMH) OBUIO CIEHMAIBHO IIPOBEICHO OTKPBITOE
00CepBallMOHHOC MHOTOIIEHTPOBOE HCCJICIOBAaHME
PIANIST mipomoKuTe IBHOCTBIO YETHIPE MeCSIIIa, IIOCBSI-
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IIIEHHOE U3y4YeHU1o 3POEeKTUBHOCTU KOMOWHALIMU
MTEPUHIOIIPYIT/MHIATIAMU, + aMIOAWITNH [UTSl JIEYeHUS
AT y maueHTOB BbICOKOTO pucka [46]. Llesbio uccieno-
BaHWSI ObUIA OlleHKA 3(G(MEKTUBHOCTU JICUCHUS TPEMSI
ATTl ans goctukeHust wenaeBoro AJl y mauueHTOB
¢ HeKoHTposmpyeMoit Al B rccienoBaHue ObLT BKIIOUEH
4731 mauMeHT BBEICOKOTO WUIM OYCHBb BBICOKOTO PHCKa
¢ HEKOHTpoMMpyeMbIM AJl, HeCMOTPS Ha IPUHUMAEMYIO
AHTUTUIICPTCH3UBHYIO Tepanuoo. O0ciemoBaHe BKITIO-
YyajJio TPW BU3WTA MAIlMCHTOB (HadYaJbHEINA, yepe3 1 u 4
Mec.). CpemHee mcxomHoe oducHoe AJl cocraBmIIO
160,5+£13,3/93,848,7 MM pT.CT., CpeAHssl MPOMOJIKU-
teabHOCTh Al — 11,9%8,2 roma. OCHOBHOE KOJIMYECTBO
oonbHbIX (75,1%) MmO BKIIOYEHMSI B MCCIEIOBaHME
npuHuManu asa wiu 6oiee AI'TI (75,1%). Yepes uetnipe
Mecsla Tepanuu cpemHee oducHoe AJl CHU3MIOCH
Ha 28,3%+13,5/13,849,4 no 132,2+8,6/80,0£6,6 MM pT.CT.
(p<0,0001). B moarpymire n3 104 mammeHTOB, KOTOPHIM
BBIIIOJTHSIIA CYTOYHOE MOHUTOpUpoBaHue AJl, cpemHe-
cyrouroe AJl Ha TIPOTSDKCHWM YETHIPEX MECSIIEB JICUCHUST
cHU3MIoCh ¢ 147,4+13,8/82,1+11,9 mo 122,649,1/72,8%+7,4
MM pT.cT. (p<0,0001). LlemeBoe cyrournoe Al OBUTIO TOCTH-
THyTO B 72,1% city4aes.

B manHOM HC.CIIeIOBAaHNM B YCIOBUSIX ITOBCETHEBHOM
MIPAKTUKY Y TTAIIMEHTOB ¢ BEICOKNM WJIM OYeHb BEICOKIM
CepAeYHO-COCYIVCTEIM PHCKOM IIOCTIC YSTBIPEX MECAIICB
JIedeHUsT TpOHOM KoMOMHaumei 10 MT repuHmonpumia,
2,5 Mr uHpanamuga 1 5 vian 10 MT amioguImHa OBLIO
IIPOACMOHCTPUPOBAHO 3HAYUTEIBHOE  YIyUYIIICHUE
koHTpoist AJl. HecMoTpss Ha TpymHOCTH, CBSI3aHHBIC
C JIeYCHNEM MTAIlMeHTOB IPYIIITHI BLICOKOTO PYCKa, 3HAUM -
TeJbHOe CHIDKeHUE A/l OBIJIO OTMEUEHO YKe Yepe3 OIrH
MeCSII TTOCTIe TIepexoa Ha KOMOMHAIIUIO IIepUHIOIIPIIIA,
WHOanmaMmuaa u amtogumnmHa. CKOpocTh OTBETa Ha Jieue-
HHUE 4depe3 1 MecsIl MO3BOJIIeT IIPOTHO3MPOBAaTh OJIaro-
MIPUSITHOE BIMSHIE Ha TOJITOCPOYHBIC HEOIarOIIPHUSATHBIC
CepIeUYHO-COCYINCTRIC COOBITHASI M BBDKMBAEMOCTh. DTO
CBHUIETENBCTBYET O TOM, UTO JaHHAS TpOMHAsA KOMOMHA-
IIMST MOXKET IIPUBOANTE K 3HAYUTECIHFHBIM JOJTOCPOYHBIM
IIPEeNMYIIEeCTBaM JICUCHUSI.

B uccnenoBannu PIANIST BbeIsIBI€HA TakkKe OTINY-
Hasl TIepPeHOCMMOCTb TPOWHON KOMOMHAIIUM IICPUHIO-
MIpWI/MHAATaMuI/aMIogunuH. Tak, OBUIO OTMEYECHO
He6oJIbII0e KOMMUecTBO 0TeKOB (0,2%), HeBbIpaXKEeHHBII
kaiuesb (0,08%), ronosokpyxenue (0,08%), aprepuanb-

Jlutepartypa

Diagnosis and treatment of arterial hypertension. National recommendations (fourth
revision). Russian medical society on arterial hypertension. Russian scientific society
of cardiology. Systemic hypertension, 2010; 3: 5-26. Russian ([uarHoctuka n neyeHue
apTepuanbHON runepTeH3un. Poccuiickue pekomeHgauuy (YeTBEpTbIi MepecMoTp).
Poccuiickoe mepuumHckoe 06LecTBO Mo apTepuanbHoi runeptoHun. Beepoccuiickoe
Hay4Hoe 06LLEeCTBO kapayonoros. XypHan “CuctemHbie runepteHaumn” 2010; 3: 5-26).
Manual of arterial hypertension. Ed. by E.|. Chazov, |. E. Chasova. M.: Media Medica, 2005:
655-77. Russian (PykoBoacTBO Nno apTtepuansHoit runeptoHun. Mop pea. E.W. Yasosa,
W.E. Yazosoit. M.: Megua Mepgwka, 2005: 655-77).

Hansson L, Zanchetti A, Carruthers S, et al. Effects of intensive blood pressure lowering
and low-dose aspirin in patients with hypertension: principal results of the hypertension
optimal treatment (HOT) randomised trial. Lancet 1998; 351: 1755-62.

Hast runiotonust (0,1%) M oTCyTCTBUE M3MEHEHW KOH-
HeHTpauuu Kanus [46]. CxomHble OaHHBIC BBISBIEHBI
B TIPOCIIEKTMBHOM MHOTOIICHTPOBOM WCCIIEIOBAaHNHI
PAINT [47]. Llenbio JaHHOTO MCCIIeJOBaHNS ObLIa OIIEHKA
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camsmna AJl (cHcTonmmYuecKoe/INacTOINIeCcKOe)
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u TpeTbeit crenenbio Al B uccnenoBanuu PAINT ycra-
HOBJICHA TaK:Ke MeTa0OIMIecKast HeMTpaIbHOCTb TaHHOM
TpoiHOI KoMOMHaum [47].

TakuMm o00pa3oM, 3HAYWTENbHAS YacTh ITAIIICHTOB
¢ Al TpeOyer nedeHuss Tpemst m 0onee AITL. Ommoit
W3 HambOoJiee palUOHAIbHBIX SIBISIETCS KOMOWHAIIHST
nAII® (mepuHmomnpwr) + auypeTuk (MHOarmamun) + AK
(ammogunH). JlaHHasT KOMOWHAIIMSI IOKa3ajga CBOIO
3((PeKTUBHOCTh B CHIKEHUU U KOHTpojae AJl, a Takxke
B YAyYIICHNHU TIporHo3a. TpmmmmkcaM® (JIabopaTopuu
CepBbe, PpanHnnst) — (PUKCHpoBaHHAST KOMOWHAIIHS
TePEeYNCIICHHBIX IIperapaToB B OMHOIT TabJIETKE C IITHUPO-
KHM CIIEKTPOM JI03, MOKET OBITh 3((PEKTUBHO UCIIOIB30-
BaH y manueHTOB ¢ Al BBICOKOTO M OYE€HB BBICOKOTO
CepIeYHO-COCYINCTOro prcKa. [Ipexme Bcero, 3To maim-
CHTBI, Y KOTOPBIX HEBO3MOXHO ITOCTUTHYTH IIEJICBOTO
ypoBHs A/l Ha poHe TTpreMa KOMOMHALINY IBYX IIpelia-
paToB, HAIIPUMEP, UCXOTHO C TPEThEl CTEICHBIO TTOBHI-
meHust AJl, ¢ peaucteHTHOI Al 1 MI0OX0i MpUBEpPKEH-
HOCTBIO K JiedeHmIo. TpoitHass @K mepumHmonpmi/mHaa-
nmamun/aminonunud (TpummmkcamMm®) ToKa3aH Takke
nanueHTaM ¢ AI' 1 KOMOPOMIHBIMU COCTOSTHUSIMU, TIPU
couetaHuun Al u caxapHbiM nuadetoM, Al ¢ merabonu-
YeCKUM CUHIpOMOM U ap. [Impokoe IpuMeHEHNE TPOii-
soit K TpumaukcaM® IMOMOXeT HM30eXaThb IIOJIH-
nparMa3vy, YBEJIWYUTh IPUBEPKEHHOCTHh ITAIIICHTOB
K JIeueHH10, 3(h(EeKTUBHO KOHTPOIUpoBaTh AJl 1, ciiemo-
BaTeJIbHO, CHU3UTD CEPACTHO-COCYIUCTRIN PHUCK.

Chazova IE, Martynyuk TV, Kolos IP. The first results of the Russian program STRATEGY
in patients with arterial hypertension: evaluation of the effectiveness Noliprel in
insufficient blood pressure control. Cons. med. 2007; 9 (5): 5-10. Russian (4a3osa W.E.,
MaptoiHiok T.B., Konoc W.11. Mepeble pesynbtatbl Poccuiickoin nporpammel CTPATEINSA
y NaLMEHTOB C apTepuanbHON runepTeHanent: oueHka addexkTusHocTu Honvnpena npu
Hel0CTaTO4HOM KOHTPOJie apTepuansHoro aasneHus. Cons. med. 2007; 9(5): 5-10).
Chazova IE, Belenkov YuN, Ratova LG, et al. From idea to clinical practice. The first
results of the national study of optimal reduction in blood pressure (ROSA). Systemic
hypertension, 2004; 2: 18-23. (Ya3oea W.E., Benenkos 0. H., Patosa J1.T. u ap. OT ngeun
K KNIMHUYECKO NpakTuke. MepBble pe3ynbTaThl POCCUICKOTO HALMOHANBLHOO UCCef0Ba-
HUS ONTUMANbHOTO CHUXEHWS apTepuanbHoro aasnerns (POCA). CuCTeMHbIE rMNepTeH-
3um, 2004; 2: 18-23).

98



KNMHWKA N ©APMAKOTEPANUA

20.

21.

22.

Chazova IE, Ratova LG. Combination therapy in patients with hypertension. Systemic
hypertension 2010; 2: 6-10. Russian (Yasosa W.E., Patosa J1.T. KoM6uHVpoBaHHas
Tepanusi y nauMeHToB C apTepuanbHol runepToHneit. CuctemHele runepteHsnmn 2010; 2:
6-10).

Diagnosis and treatment of arterial hypertension. National recommendations 2008 (third
revision). Cardiovascular Therapy and Prevention 2008; 7 (6): 3-32. Suppl. 2. Russian
(AmnarHocTrka 1 neYeHne apTepuanbHoi runepTeHsun. Poccuiickve pekomergaummn 2008
T. (TpeTuii nepecmoTp). KapayosackynsipHasi Tepanus u npodunaktuka. 2008; 7 (6): 3-32,
Mpunoxetve 2).

Reappraisal of European guidelines on hypertension management: a European society of
hypertension task force document. J Hypertens 2009; 27 (11): 2121-58.

Bakris GL. The importance of blood pressure control in the patient with diabetes. Am J Med
2004; 116(5A): 30S-8.

Dahlof B, Sever PS, Poulter NR, et al. ASCOT Investigators. Prevention of cardiovascular
events with an antihypertensive regimen of amlodipine adding perindopril as required
versus atenolol adding bendroflumethiazide as required, in the Anglo-Scandinavian
Cardiac Outcomes Trial-Blood Pressure Lowering Arm (ASCOT-BPLA): a multicentre
randomised controlled trial. Lancet 2005; 366: 895-906.

Jamerson K, Bakris GL, Dahléf B, et al. ACCOMPLISH Investigators. Exceptional early
blood pressure control rates: the ACCOMPLISH trial. Blood Press 2007; 16: 80-6.
Jamerson K, Weber MA, Bakris GL, et al. for the Accomplish trial investigators. Benazepril
plus amlodipine or hydrochlorothiazide for hypertension in high-risk patients. N Engl J Med
2008; 359: 2417-28.

Karpov Yu, Chazova IE, Vyhdorchyk AV on behalf of the research team. The efficacy
and safety of fixed combination of amlodipine and valsartan in the treatment of
arterial hypertension in real clinical practice: results of the Russian observational
study EXTRA-2. Systemic hypertension, 2010; 10: 14-21. Russian (Kapnogl0.A.,
Yazosa W.E., Burgopuuk A.B. oT nuua nccnenosatenbekon rpynnbl. IGHEKTUBHOCTL
1 6€30MacHOCTb GUKCMPOBAHHON KOMBUHALMM aMAOAMNMHA U BancapTaHa B NeYeHnu
apTepuanbHoi r’MNepTOHUM B YCIIOBUSX PEeasibHON KNWHWYECKOM NPaKTUKK: peaysbTaThl
Poccwiickoro HabnogatensHoro nccneposaHus SKCTPA-2. CUCTEMHbIE TMNEPTEH3NN,
2010; 10: 14-21).

Karpov YuA on behalf of program participants FORTISSIMO. The program FORTISSIMO:
benefits fixed combination of perindopril arginine and indapamide in the treatment of
poorly controlled hypertension. Kardiologiya, 2013; 3: 37-43. Russian (Kapnos O.A.
OT MMEHW y4acTHUKOB mporpammsl @OPTUCCUMO. Mporpamma POPTUCCUMO:
npeumyLLecTsa GUKCMPOBAHHON MONHOA030BOM KOMOWHALMW NepuHaonpuna apru-
HWHA W MHAANaMmuaa B NEYEHWM NOXO KOHTPONMPYEMOW apTepuanbHON rMnepToHUM.
Kapauonorus, 2013; 3, 37-43).

Kobalava ZhD, Kotovskaya YuV, Lukyanova EA on behalf of physicians-participants
of the program CONSTANT. Combination therapy of arterial hypertension with a fixed
combination of perindopril A/amlodipine in clinical practice: organization and main results
of the program CONSTANT. Kardiologiya, 2013; 6: 25-34. Russian (Ko6anasa X.[.,
Kotosckas 10.B., JlykbsiHoBa E.A. OT uMeHu Bpayen-y4aCTHUKOB MPOrpaMmbl
KOHCTAHTA. KoM6uHMpoBaHHas Tepanus apTepuanbHoi rnepToHMM GUKCMPOBaHHOM
KOMOVHaLVen nepuHaonpun A/amMmnoayniH B peasibHoM KIMHUYECKO NPaKTUKE: OpraHu-
3aums 1 0CHOBHbIE pe3ynbTathl nporpammsl KOHCTAHTA. Kapavonorus 2013; 6: 25-34).
Mourad JJ, Lameira D, Guillausseau PJ. Blood pressure normalization by fixed
perindopril/indapamide combination in hypertensive patients with or without associate
metabolic syndrome: results of the OPTIMAX 2 study. Vasc Health Risk Manag 2008; 4
(2): 443-51.

Chalmers J, Arima H, Woodward M, et al. Effects of combination of perindopril, indapamide,
and calcium channel blockers in patients with type 2 diabetes mellitus: results from the
Action In Diabetes and Vascular Disease: Preterax and Diamicron Controlled Evaluation
(ADVANCE) trial. Hypertension, 2014; 63: 259-64.

Konradi AO, Polunichev EV. Inadequate adherence to treatment of arterial hypertension:
causes and ways of correction. Arterial Hypertension, 2004; 10(3): 137-43. Russian
(KoHpagw A. O., Monynnyesa E. B. HegocTatouHasi NpUBEPXEHHOCTb K JIEYEHMIO apTepu-
anbHOM rMNepTeH3NN: NPUYMHBLI U NYTU Koppekumn. ApTepuanbHas runepteHsus, 2004;
10(3): 137-43).

Corrao G, Rea F, Ghirardi A, et al. Adherence with antihypertensive drug therapy and the
risk of heart failure in clinical practice. Hypertension. 2015 Oct; 66(4): 742-9.

Arshad AR. Frequency of Poor Adherence to Antihypertensive Treatment and an Analysis
of Clinico-demographic Correlates. J Coll Physicians Surg Pak. 2015; 25(12): 911-3.

Kim S, Shin DW, Yun JM, et al. Medication Adherence and the Risk of Cardiovascular
Mortality and Hospitalization Among Patients With Newly Prescribed Antihypertensive
Medications. Hypertension. 2016; 67(3): 506-12.

Oshchepkova EV, Isaeva LG. Low adherence of hypertension patients to treatment:
approaches to its improvement. Atmosphere. Kardiologiya: journal for clinicians, 2003;
3: 33-36. Russian (Ouwenkosa E.B., Wcaesa JI.T. Hu3kasi nprvBepXeHHOCTb GOMbHBIX
apTepuanbHO MMNEepPTOHUER K NEYEHMIO: MOAXOAbl K ee yayulenuio. ATMocodepa.
Kappaunonorws: xxypHan fns npaktukytowmx spadeit, 2003; 3: 33-36).

23.

24,

25.

26.

27.

28.

30.

31

32.

33.

34.

35.

36.

37.

38.

39.

40.

41.

42.

43.

44.

45.

46.

47.

Hohlov AL, Lisenkov LA, Rakov AA. Analysis of the determinants of adherence to
antihypertensive therapy. Good clinical practice, 2003; 4: 59-66. Russian (Xoxnos A.J1.,
JNucenkosa J1.A., PakoB A.A. AHanu3 $akTOpoB, OMNPEAENsIOWMUX MPUBEPXKEHHOCTH
K aHTUrunepTeH3nBHOM Tepanuu. KayecTBeHHas knnHuyeckas npaktvka, 2003; 4: 59-66).
Tsiantou V, Pantzou P, Pavi E, et al. Factors affecting adherence to antihypertensive
medication in Greece: results from a qualitative study. Patient Prefer Adherence. 2010;
Sep 7; 4: 335-43.

Dragomir A, Coté R, Roy L, et al. Impact of adherence to antihypertensive agents on clinical
outcomes and hospitalization costs. Med. Care, 2010; 48 (5): 418-25.

Simpson SH, Eurich DT, Majumdar SR, et al. A meta-analysis of the association between
adherence to drug therapy and mortality. BMJ, 2006; 333: 15.

Calleja Rivero JL, Zerpa F, Rivera L. Fixed-dose versus separate drug combinations for
antihypertensive treatment: literature review. Medwave. 2016 Sep 27; 16(8): e6549. doi:
10.5867/medwave.2016.08.6549.

Gupta AK, Arshad S, Poulter NR. Compliance, safety, and effectiveness of fixed-dos
combinationsofantihypertensiveagents:ameta-analysis. Hypertension,2010;55:399-407.
29. Bangalore S, Kamalakkannan G, Parkar S, et al. Fixed-dose combinations improve
medication compliance: a meta-analysis. Am. J. Med., 2007; 120: 713-9.

van Vark LC, Bertrand M, Akkerhuis KM, et al. Angiotensin-converting enzyme inhibitors
reduce mortality in hypertension: a meta-analysis of randomized clinical trials of rennin-
angiotensin-aldosterone system inhibitors involving 158998 patients. Eur Heart J 2012;
33:2088-97.

Ranadive SA, Chen AX, Serajuddin AT. Relative lipophilicities and structural-
pharmacological considerations of various angiotensin-converting enzyme inhibitors.
Pharm. Res., 1992; 9: 1480-86.

Fox KM. EURopean trial On reduction of cardiac events with Perindopril in stable coronary
Artery disease Investigators. Efficacy of perindopril in reduction of cardiovascular events
among patients with stable coronary artery disease: randomised, double-blind, placebo-
controlled, multicentre trial (the EUROPA study). Lancet, 2003; 362: 782-8.

PROGRESS Collaborative Group. Randomised trial of a perindopril-based blood-pressure-
lowering regimen among 6,105 individuals with previous stroke or transient ischaemic
attack. Lancet, 2001; 358: 1033-41.

PROGRESS Collaborative Group. Effects of a perindoprilbased blood pressure lowering
regimen on cardiac outcomes among patients with cerebrovascular disease. PROGRESS
Collaborative Group. Eur. Heart J., 2003; 24: 475-84.

Patel A, MacMahon S, Chalmers J, et al. ADVANCE Collaborative Group. Effects of a
fixed combination of perindopril and indapamide on macrovascular and microvascular
outcomes in patients with type 2 diabetes mellitus (the ADVANCE trial): a randomised
controlled trial. Lancet, 2007; 370: 829-40.

Molyneaux LM, Willey KA, Yue DK. Indapamide is as effective as captopril in the control of
microalbuminuria in diabetes. J. Cardiovasc. Pharmacol., 1996; 27: 424-7.

Carey PA, Sheridan DJ, de Cordoue A, et al. Effect of indapamide on left ventricular
hypertrophy in hypertension: a meta-analysis. Am. J. Cardiol., 1996; 77: 17-19.

Beckett NS, Peters R, Fletcher AE, et al. HYVET Study Group. Treatment of hypertension in
patients 80 years of age or older. N. Engl. J. Med., 2008; 358: 1887-98.

Post-stroke antihypertensive treatment study. A preliminary result. PATS Collaborating
Group. Chin Med J 1995; 108: 710-7.

Neaton JD, Grimm RH Jr, Prineas RJ, et al. Treatment of Mild Hypertension Study. Final results.
Treatment of Mild Hypertension Study Research Group. JAMA, 1993; 270(6): 713-24.

Julius S, Kjeldsen SE, Weber M, et al.; VALUE trial group. Outcomes in hypertensive
patients at high cardiovascular risk treated with regimens based on valsartan or amlodipine:
the VALUE randomised trial. Lancet, 2004; 363 (9426): 2022-31.

Pitt B, Byington RP, Furberg CD, et al. Effect of amlodipine on the progression of
atherosclerosis and the occurrence of clinical events. Prospective Randomized Evaluation
of the Vascular Effects of Norvasc Trial (PREVENT). Circulation 2000; 102: 1503-10.
Nissen SE, Tuzcu EM, Libby P, et al. Effect of antihypertensive agents on cardiovascular
events in patients with coronary disease and normal blood pressure: the CAMELOT study:
a randomized controlled trial. JAMA. 2004 Nov 10; 292(18): 2217-25.

Packer M, O’Connor C, Ghali J, et al. Effect of amlodipine on morbidity and mortality in
severe chronic heart failure. Prospective Randomized Amlodipine Survival Evaluation
(PRAISE) Study Group. N Engl J Med, 1996; 335: 1107-14.

The ALLHAT Officers and Coordinators for the ALLHAT Collaborative Research Group.
Major outcomes in high-risk hypertensive patients randomized to angiotensin-converting
enzyme inhibitor or calcium channel blocker vs diuretic. The Antihypertensive and Lipid-
Lowering treatment to prevent Heart Attack Trial (ALLHAT). JAMA 2002; 288: 2988-97.
Téth K, on behalf of PIANIST Investigators. Antihypertensive efficacy of triple combination
perindopril/indapamide plus amlodipine in high-risk hypertensives: results of the PIANIST
study (Perindopril-Indapamide plus AmlodipiNe in high rISk hyperTensive patients). Am.
J. Cardiovasc. Drugs., 2014; 14: 137-45.

Pall D, Szanto |, Szabo Z. Triple combination therapy in hypertension: the antihypertensive
efficacy of treatment with perindopril, amlodipine, and indapamide SR. Clin. Drug
Investig., 2014; 34: 701-8. 2

99



Poccuiickuin kapayonoruyeckuin xypHan N2 2 (142) | 2017

TMNEPTPO®UYECKAR KAPANOMUONATHUSA U MUOKAPAUAJIbHASI KPUINTA JIEBOIO XXEJTYA04KA
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Bnepsble MuokapavaneHele knedTbl 6biin onvcaHbl 6onee 20 net Hasag npu
ayToncum y NaumeHToB ¢ runepTpoduyeckor kapavnommonatven (FTKMIM): “paciue-
NHA" BAOMb MbILLEYHbIX BOJIOKOH MEXCOKENYA04KOBO Neperopoaky. Ha cerogHsiw-
HUIA fieHb TOYHAs AMArHOCTUYECKAs M NPAKTUYECKast 3HAYMMOCTb BbISIBNIEHUS 3TOW
naTonoruv He onpenenexa. Kakon anarHoCTM4ECKUIA U NPaKTUYECKWiA BKNag, Takas
VHdOPMaLWs BHOCUT B ONPEAENEHVE TakTVKM JIeYEeHMs MauneHToB? PaHee Mbl yxe
€006Lanm 0 HEOXMAAHHOM 0BHAPYXEHUN MUOKApPAWANbHON PaCLLENMHbI B COYe-
TaHwW ¢ cuHapomoM Baproy. B paHHOW paboTe Mbl XOTUM MPOAOAXWTL aHanu3
HaKOMIeHHOro COBCTBEHHOIO OMbITa KIMHUYECKON paboTsl 1 COOBLWMTL ele 0 2
naumeHTax ¢ andadysHo-reHepannsosaHHon dopmoin 'KMI n BHyTpuMMOKapam-
anbHOW KPUNTOIA.
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HYPERTROPHIC CARDIOMYOPATHY AND MYOCARDIAL CRYPT OF THE LEFT VENTRICLE

Frolova Yu.V.", Dymova O.V.', Zaklyazminskaya E.V.", Polyak M.E.", Mershina E.A.%, Sinitsin V. E.>, Dzemeshkevich S.L."

First time, myocardial clefty were described more than 20 years ago in autopsy of
patients with hypertrophic cardiomyopathy (HCMP): the “fissure” along muscle
fibers in interventricular septum. Currently, the precise diagnostical and practical
value of this pathology unknown. What sort of diagnostic and practical impact such
information brings into the management evaluation of patients? Previously, we
reported on unexpected finding of myocardial fissure together with Barlow
syndrome. This article continues analysis of the experience of clinical work and
includes reports on 2 patients with diffuse-generalized form of HCMP and
intramyocardial crypt.

Bnepsbie MuokapauanabHble Kie(Thl ObUIM OMNMCAHBI
6ogee 20 j1eT Ha3a IpU ayTOIICUN Y TALTMEHTOB C THIIEPTPO-
dmaeckoit kapmuommonatueit (I'KMII): “pacmenaa”
BIOJIb MBIIIICUYHBIX BOJIOKOH MEXKKETYIOYKOBOM IIepero-
pornxu [1]. 3aTem 3T Mable TOOPOKAYECTBEHHBIE CEpHed-
Hble aHOMaJIuMW, TpeACTaBjsIoNe coO0l HECKBO3HOMA,
3artoHgIomuiicas KpoBbio V-mim U-00pa3Hblii 1edeKT
B MHOKapae Oe3 TPU3HAKOB HapyIICHWA ero mepdy3uu
ucclenoBare/ii obHapyxwin ¢ nomoiupio MPT y 81%
MaIEeHTOB ¢ TeHeTnuecKy nmoaTeepxkaeHHoi 'KMIT [2, 3].

Ha cerompsimrawii neHb, TOYHAs TUATHOCTHYCCKAs
W TIpakTUIecKas 3HAYNMOCTh BEISIBJICHUS 3TOM ITaTOJIO-
MU He onpenesieHa. Kakoil ntmarHocTuiecKnii ¥ mpakTy-
YeCKWi BKJIAA TaKas MWH(GOpPMAIMs BHOCUT B OIIpeIesie-
HHUE TaKTUKU JICUCHUS TAIUCHTOB?

PaHee MBI yXe cooOllaii 0 HEOXKUIaHHOM OOHapy-
KEHUM MHWOKApAWalIbHOM pacIleIWHBl B COYCTAHUM
¢ cuagpomoM bapnoy [4]. B manHo# paboTe MBI XOTUM

Russ J Cardiol 2017, 2 (142): 100-102
http://dx.doi.org/10.15829/1560-4071-2017-2-100-102

Key words: myocardial crypt, diffuse-generalized HCMP, extended myectomy,
galectin-3, MYBPC3, MYH?.

'V.B. Petrovskiy Russian National Research Centre of Surgery, Moscow; *Treatment-
Rehabilitation Canter of the Ministry of Health, Moscow, Russia.

MPOIOJKUTh aHaJIM3 HAKOIUIECHHOTO COOCTBEHHOTO
OITBITA KIIMHUYECKOM pabOTHI ¥ COOOIIUTS eIIle O 2 Malli-
eHTax ¢ [KMII 1 BHyTpuMuOKapaAuaibHOU KPUMNTOM.

OnucaHue HaOnoaeHwi

[Mamuent b., 29 net, moctymn 8 PHLX ¢ Xkamobamm
Ha OIBIIIKY IIPU YMEPESHHOUN (PM3MUIECKOM HArpy3Ke, SIIH-
301161 IIPETOOMOPOYHBIX COCTOSTHUMN. 3 aHaMHe3a — BITep-
BBIC B BO3pacTe 18-TH JIeT BHISIBUIN IITYM B OOJIACTH CEPIIIa,
TOTrAA e MO MECTY XKUTEJIbCTBA BhICTaBJIeH nuarHo3 'KMIT
C IpM3HAKaMHM OOCTPYKIIMHM BBIXOTHOTO TpPaKTa JIEBOTO
xenypouka (JIK). ITpu oocinemoBarnum Ha DKIT — cuHyco-
BeIi put™m, 73 ym./muH, PQ 0,187, QRS 0,12”, QRST
0,40”, mpu3HaKU TIeperpy3ku JieBoro mnpencepmust (JIIT),
rutieprpodru JIZK. Ha DKI mo Xonrtepy He 3aperncTpu-
pOBaHbI MPOOEKKN HEYCTOMUMBON >KETyIOYKOBOUN Taxu-
Kapauu, TMapoKCU3Mbl (pUOpWUISIIINN TIpeacepauii. Pac-
CUMTAHHBIN PUCK BHe3aImHOU cepmeuHoit cmeptu (BCC)
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KINMMHWYECKWE CNYYAN

B Ommkaimme 5 et coctasun 4,14, B cBsa3u ¢ yem KJI
He ObuT nMInTaHTUpoBaH. 1o manaeM OxoKI JIIT 4,6 cMm,
KO JI2K 86 mut, KCO JI2K 16 M1, TOIIIMHA MEXKETY104 -
KkoBoii meperoponku (MXKII) 2,2 cMm, TommmHa 3CJIK
1,5 cm, ®B 81%. B monoctu JI2K Busyanusupyercs
HECKOJIBKO aHOMAJIPHO PACIIOJIOXEHHBIX THUIIEPTPOGUPO-
BaHHBIX NAIMMJUISIPHBIX MBI, IPUKPETUISIONINXCS
B 00JaCTM aIMKAaJbHOTO CEeTMEeHTa OOKOBOIl CTEHKM,
B CHICTOJIy IIPOMCXOINT o0Tepamust mojoct JI2K, rutep-
TpodMpoBaHHAs TAMWUIAPHAS MBIIIIA COIPUKACACTCS
¢ M2KIT u 6okoBoit creHkoil JIZK, rpagueHT naBlieHUS
B BeIHOCsteM TpakTe JIK (BTJI2K) 81 MM pT.CT., CTBOpKU
MUTPAJIBHOTO KJIalTaHa M30BITOYHBI, OTMEYACTCS TITyOOKasT
KoanTamys (2 CM OT YPOBHST (PHOPO3HOTO KOJIBIIA MUTPAJIh-
HOTO KJIaraHa) CTBOPOK B TTosiocTyl JI2K, TrepemHsist cTBOpKa
B CUCTOJIy compuKacaeTcs ¢ 6azanbHbiM cermeHToM M2KIT
¢ (hopMUPOBaHNEM MUTPAIBHON HEZOCTAaTOYHOCTH 3 CT.,
muractommdeckas aucdyakiug JIXK 2 tuma. [1o maHHBIM
MPT cepaiia ¢ B/B KOHTPaCTHPOBAaHHEM — CUMMETPHIHOE
yromueHne muokapaa JIZK 1o 21-22 MM, B CUCTOJTY TTOJIOCTh
JIK menesuanoit ¢opmer, KO JIK 142 CMS, KCO JIXX
24 CMS, ®B 83%, B 06a3a1bHOM CEIMEHTE OIPEIeIIIOTCS
WHTpaMHOKapIWadbHble KpUIITHl (puc. 1). B aHamm3ax
kpoBu — NT-proBNP 37706 (Hopma <450 mr/mi), rajaex-
mH-3 — 5,01 (HopMma <2,28). BorbHOMY peKOMEHIOBaH
IIOMCK MyTalllii B Te€HaxX, OTBETCTBEHHBIX 3a HamboJee
yactele popmel 'KMII, cornacHo pekomenpaumsiM ESC
10 AMATHOCTUKE U JICUCHUIO THIEPTPO(PUIECKOI Kaparuo-
muonatuu [S]. B pe3ysbrare mpoBeneHHOro 00cae10BaH s
0bI1 ycTaHoBiIeH nuarHo3 — ['KMIT (mudbdys3HOo-TeHepa-
Jm3oBaHHast (popMma) ¢ ooctpykimert BTJIK, murpanbHas
HenocraTtouHocTh 111 ct., HK III ®K (NYHA).

Cenpmoro miojist 2016r B yCIOBUSIX MCKYCCTBEHHOTO
KPOBOOOPAIIIEHNS W XOJIOI0BOM KapINOIUICTUH ITAIIUCHTY
ObLJIa BBITIOJTHEHA OIlepalvsl paciIMpeHHON MIO3KTOMUN
MIKII, peszexkunu rurepTpodUpPOBaHHBIX IANMWLISPHBIX
Metr JIK, yauBepcanpbHOEe XOPIOCOXPAHSIONIEee MPOTe-
3MPOBAaHNE MUTPAIIFHOTO KJIallaHa MEXaHMIEeCKUM TIPOTe-
3oM Carbomedics Optiform Ne 29.

[MocneonepamOHHEIN TIEpUOM IIPOTEKaI 0e3 OCIOXK-
HeHMil. BaXXHO OTMETUTh, YTO B TOCJIEONECPAITIOHHOM
rnepuoae OTMEUEeHO yMeHbllleHue rpagueHTa B BTJIK
¢ 81 mo 12 MM PT.CT., a TaK:Ke YIYUIICHNE KIMHIIECKOTO
DK cepaeuHOit HEAOCTATOYHOCTH (10 JAHHBIM 6-MUHYT-
Horo Tecta) ¢ 111 oo II.

[Ipy rUCTONIOTNYECKOM MCCIICAOBAHNN MCCEYCHHBIX
MMANUISIPHBIX MBIIIIL BBISIBJICHBI MPU3HAKWA TUTICPILIA-
3UH U TUIIEPTPOGUHN KapANOMHOIIUTOB — SIpa HepaBHO-
MEpHO KPYITHHIC, B OTACIBHEIX YIaCTKAX C TIEpUHYKIIeap-
HBIMU TTycToTamMu, (peHoMeH “disarray”. ITpu mopdoo-
TUYECKOM WCCIACOOBAaHUN YHAJICHHOTO MUTPaJIbHOTO
KJIallaHa BBISBJICHBI IMPU3HAKNA COCOTUHUTEILHOTKAHHOM
IWUCIUIa3MM — 3HAYMTEIbHOE PACIIUPEHHUE CPEITHETo
CJI0ST, BBIPAXXCHHBIN HEUIINT 3TACTUICCKUX BOJIOKOH
C UX HEPOBHOCTBIO I 00pa30BaHUEM BaKyoJIei, KoJjlare-
HOBBIC BOJIOKHA C(hOPMHUPOBAHBI HEIIPABUIIBEHO.

Puc. 1. MCKT cepaua naumenta B., 29 net, ¢ nuddysHo-reHepan3oBaHHOM
dopmoii TKMIM oo onepaumy paclUMpeHHOW MUO3KTOMWM; CTPESIKOIA ykasaHsbl
MVOKapAMabHbIe KPUMThI.

Puc. 2 (A, B). MCKT cepaua nauverTa C., 18 net ¢ acummeTpuyHoin Gopmoi
KM nocne nmnnantaumm K; CTpenkoi ykadaHbl MMoKapayanbHble KpUnThI.

Bropoit kimamgeckuii mpumep — manyeHt C., 18 Jer,
obparuBmmiica B Mae 2015r B mommkmHuUKy PHIIX
¢ >kajiobaMu Ha nepedou B paboTe cepilia, ObICTPYIO YTOM-
JISEMOCTb 1 OOIIIYIO CJIA0OCTh T10C/I€ YMEPEHHBIX (hU3nye-
ckux Harpy3ok. C 2008r xHabmomaercas 8 HUKM Ilenma-
Tpun uM. akagemuka FO.B. BensruimeBa ¢ mmarHo3om
acummerpraHast dopma 'KMIT 6e3 ooctpykumm BTJIK.
Ha cepun DxoKI, BeimtonHeHHBIX ¢ 2008 mo 2015rT, otMe-
yeHo yBemmueHue TommmHbel M2KIT ¢ 20 MM go 41 MM
C MaKCHMaJIbHBIM TpanneHToM gasieHus B BTJIK 25 mm
pr.ct. ITo garnbmM MPT cepaia ot 23.06.2015r — KJIP JI2K
4,6 cm, KCP JIX 2,5 cwm, JIIT 2,8 cm. 1o garaeim MCKT
cepaiia ¢ KOHTPaCTUPOBAHUEM BBISIBJICH B IIPOKCUMAIBHOM
TPETU IIEpEeOHEN HUCXOMMINEH apTepuM HPOTSKEHHBIN
(oKoJ10 2 ¢M) MHMOKapAMAIbHBIT MOCTHK C AcchopManmeit
aprepun. M2KII B cpenHeM M BepXYLIEYHOM CErMEHTax
TONMIMHOM 10 40 MM, B 6a3aJTbHOM CETMEHTE OITPEICIISTIOTCST
WHTpaMHOKapaIuajdbHbele KpUIITH (puc. 2). B mepemne-
CpemHUX W TepemIHe-00KOBBIX CETMEHTAX TOJIIIMHA MHO-
kapma 20-24 mm. OmpenensieTcsl CyXXEHHE BBIHOCSIIIIETO
tpakra JIK mo 12 mm. B oTcpoucHHyI0 (hazy KOHTpacTUPO-
BaHUS B TUTICPTPO(PHPOBAHHBIX YIACTKAX MUOKApPIA OIIpe-
IENISIIOTC MHOXKCECTBCHHBIC WHTpaMypalbHBIE YIaCTKU
MISITHUCTOTO HAKOIUICHUSI KOHTPACTHOTO IIperapara, KOTo-
pbie OTPaKAIOT HATMYKE MHTPaMUOKapAaIbHOTO (hrdpo3a.
OtMmedeHa BeIpaxkeHHass rurneptpodus MIKIT makcu-
MainbHO 10 36 MM B cpegHem cermente. MJKIT mmeer
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HEpOBHbIE KOHTYpPbI, HEOTHOpoAHOCTL MP-curHana. Ton-
muHa 3CJIK He mipeBbimact 1 cM. ITprn3HaKOB 00CTPYKITAN
JIK u ITX ne BeigBieHo. B anamisax kposu BNP — 290,4
(mopma 3-59,8 r/mi), NT-pro BNP — 1850 (Hopma <450
nr/mia), rajgektuH-3 — 5,89 (Hopma 0-2,28). 13.07.2015r
MMalMeHTy IS TepBrUaHOM Mpodmiaktuku BCC (paccum-
tanHbIi puck BCC cocraBui 5,35%) ObUT UMILIAHTUPOBAH
kapauoBepTep-gedudpmuisttop (KJ) Protecta XT DR.
C MOMeHTa MMIUIAHTAIlMM OTMEUYEeH ONHOKPATHEIN KpaT-
KOBPEMEHHBIN SMU30[ XEJyJOYKOBOW TaxWKapIuH,
He BBI3BABIINI CpabaThIBaHUS WMIDIaHTHpyeMoro KJI.
BombHOMY OBUTI BEITIOJIHEH ITOMCK MyTammii B 10 reHax
(MYBPC3, TAZ, TPM1, LDB3, MYL2, ACTCI, MYL3,
MYH7, TNNI3 n TNNTZ2), KomMpyoIIix CapKOMEPHBIC
OeIKM MUOKapia. BbumM BBISABICHBI IBE HE3aBHUCHMBIC
MyTai (06¢ B T€TEpO3UTOTHOM cocTossHuM): p.R502Q
B reHe MYBPC3 n p.N1327K B reHe MYH7. O6e 3aMeHBI
ObUIM paHee onrcaHbl Kak mpuanHbl [ KMIT u nx natoreH-
HOCTb YCTAHOBJICHA. B paMKax KacKamgHOTO CEMEHHOIO
CKPMHUWHTA TJIAaHUPYETCSI TCHETUIECKOE MCCIICIOBAHNE JIJIST
POICTBEHHUKOB OOJIEHOTO. BaxkHO OTMETUTD, YTO HAJTTIME
JIByX MyTalldil B TeHax, oTBeTCTBeHHBIX 3a [ KMII, B HacTo-
sIIIIee BpeMsI pacCMaTPHUBAETCS KaK IPOTHOCTIIECKI HebJ1a-
TOIIPUSITHEIN (paKTop, Kak yBenmuuBaromuii puck BCC,
TaK 1 CBUIETEILCTBYIOIINIA B TIOJIB3Y OBICTPOTO ITPOTPECCH-
poBaHus1 TuriepTpoduu Muokapaa [5].

OGcyxaeHune

Ilo maHHBIM psima aBTOPOB, BCTPEIAEMOCTh MHUOKAp-
IWaNBHBIX KpunT IIpu rmpoBeaeHnt MPT/MCKT cepama
cocrasJsieT ot 2,2% no 6,7%. Yanie Bcero OHU aUarHo-
ctupylorcs B 15,6% ciaydaeB y IallMEHTOB C TUIIEPTOHU-
yecKuM cepaueM, B 15,4% ciydyaeB — ¢ MUOKapAUTOM
u B 13,6% — ¢ 'KMII (npuyeM 4YacToTa BBISBICHUS
BBIIIIC TIPY ITOATBEPKICHHBIX TeHETMICCKUX MYTAIIUsIX,
yeMm 0e3 Hux) |3, 6]. KpoMe Toro, ormeueHo, uto B 3,6%
clyJaeB MHOKapAWAaJbHBIC KPUNTHI IHMATHOCTUPYIOTCS
U Cpear 300POBOI IOMYJISALKH [6].

T'KMI1 Ha ceromHAIHMI AEHB IBISETCS OTHUM M3 CAMBIX
paCIIPOCTPaHEHHBIX TEHETHMYCCKU IeTEPMUHMPOBAHHBIX
3a200J1eBaHMIA MIOKapa C YaCTOTOM BCTPEYAEMOCTH B TIOITY-
gaaupm 1:200 [7]. B mipuBeneHHBIX HaMM KIIMHWYECKHX
HaOJIOAEHMSIX MBI TI0KA3aJId OCOObIA MOPQOIOrn4eCcKUit
BapuaHT ' KMII, o603HaueHHbIH Kak auddy3Ho-reHepaiu-

Jlutepartypa
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radiotherapy. 2013; 2(4): 52-3. Russian (A.T. eiikuHa, E.A. MepwuHa, B.E. CUHULBIH.
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(O3emelukesuy C.J1., CunnumH B.E., ®ponosa t0.B., u ap. MviokapanansHas kpunta

3oBaHHas opma [KMIT [8]. OcHOBHOI1 3amadeit Xupypri-
YECKOTO JICUCHUST TAaHHOTO BapHaHTA IATOJIOTHH SIBIISICTCS
yCTpaHEHNE KaK BHYTPIDKEIYIOYKOBBIX IICpEIagoB HaBiie-
HUS1, TaK U yBeJIMUEeHUE auactonndeckoro oobema JIZK. Kak
JIOTIOTHEHME K PEKOHCTPYKTUBHOM OIepallii TAKM TTaln-
€HTaM TIpM BBICOKMX prcKax pa3sutysa BCC mMrmanTrpy-
erca KJI (BEIOOp 3TAITHOCTH JICYCHMSI 3aBUCHUT KaK OT CTe-
nenn prucka BCC, Tak 1 OT HAIMYMS U CTETICHU BEIPAKEHHO-
CTH BHYTPIDKETYIOYKOBBIX TPAIVICHTOB JAaBICHIS).

Bo3MoXXHBIE TeHETHMYECKME MYyTallUM WM IIaTOTECHE3
muokapauaabHbIXx KpunT npu 'KMII Ha cerogHsimHui
JIeHb NU3y4YeHbI HEe TTOJHOCTHIO. B TO ke Bpemsi, Maron M,
et al. B 61% ciyyaeB reHETUYECKM ITOATBEPXKICHHOM
I'KMII npumarHocTupoBaliyM OZHOMOMEHTHOE HaJu4due
MHOKapIUAIBHBIX KPUIIT — 3TO IMO3BOJIMJIO UM IIPEAIIO-
JIOXKUTh HAJTMINE TCHETUICCKON CBI3M MEXOY TaHHBIMU
natoyorussMu [9]. B momb3y 3TOM THITOTE3BI CITYKUAT
¥ BBISIBJICHHE OBYX MYyTallMii B TeHAX CApKOMEPHEIX OeJI-
KOB MHOKap/a y OMHOTO M3 HAIIUX IMaIleHTOB.

IBa mmarHo3a, KOTOpHIC BEIHECEHHI B Ha3BaHUE
CTaThbM, Ha TICPBBIN B3TJISIA, MOTYT IIPEACTABIISITHCS
BecbMa JaJeKMMU ApYT OT apyra. Bmecre ¢ TeM, ypoBeHb
COBPEMEHHOM BBICOKOTEXHOJOTMICCKOM NTUATHOCTUKU
TO3BOJISIET BCE Yallle BEIABIATH CpPEeOU ITAIIMEHTOB 00€
Ho3oiorun. Ha cerogustmamit ieib MPT/MCKT cepaira
Mo3BoJIsIeT HaM 06e3011nb04HO auddepeHIupoBaTh Tiy-
0OKMe MHUOKapOuajJbHbIe KPUNITHI OT HEKOMITAKTHOTO
MHOKapa, aHeBpU3MBI WU AUBEPTUKYJIA XKEIyI09IKA.

Child N, et al. moka3aiu, 4TO BBISIBJIEHUE MUOKAPI-
AJTbHBIX KPUIIT BO3MOXHO CpeIy 3M0POBBIX JIIOACH 1 pac-
CMAaTpUBACTCS Ha CETOMHSIITHUI IeHb KaK HOPMaJIbHOE
(u3monornueckoe M3MEeHEHNEe MHOKapaa M He TpeOyer
arpecCUBHOTO OIEPATUBHOIO JiedeHus [6].

7151 OKOHYATEILHBIX BEIBOIOB 1 00JIe€ TOYHOTO OTIpe-
IIeJICHMS TIPOTHO3a Y TTAIIMEHTOB ¢ HAIMINEM MHOKapI-
AJbHBIX KPUIIT HEOOXOOWMO HAKOIUICHWE KOJIJICKTUB-
HOTO OMBITAa. 3amadya HACTOSIICH ITyOJUKAIIUA COCTOUT
B TOM, YTOOHI ellle pa3 00paTUTh BHUMAHME ITPAKTUKYIO-
IIMX KapaUOJOTOB Ha TaKylo Ipo0IeMy KaK MUOKAPIM-
aJIbHBIC KPUIITHI, IIPO0JIeMY, KOTOpas II0OKa HOCHUT TOJIBKO
MUAaTHOCTHYECKHI XapaKTep.

baazodapnocmu. Pabota BEITIOTHEHA IIPU TOMICPKKE
Ipanta PH® Ne 16-15-10421.
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CNYYAA NEPBUYHOIO AMUIIOUA03A C MOPAXXEHUEM CEPALIA U NEPUKAPAA B NMPAKTUKE

KAPOWOJIOTA

Hemko N. B.1, MenuHosckas Jl. l/l.1, MocuHa B.A.1, KpanowwuHa A. }0.1, [opaoeesa H. B.1, ConoBbeBa l/I.A.1, PssaHo A.E.”

B cTatbe onuncaH KAMHWUYECKUiA Cayyain NepBUYHOrO aMMaona03a C NOPaXeHNeM
cepaua v nepukapaa, NposBASIOWMIACS TAXENON, PE3UCTEHTHOW K NIEYEHUIO, CEp-
[le4HOW HefoCTaTO4YHOCTbIO. JleMOHCTpauUmus JaHHOrO KIIMHWMYECKOrO Ciy4as CBU-
[eTenbCTBYET O TOM, YTO AMArHOCTUKA aMMIona03a U BeAEHVE NALMEHTOB, CTPa-
Jaowmx aTm 3aboneBaHneM, NpeacTaBnseT coboit HEMPOCTYIO 3aaadvy B npak-
Tuke kapauonora. CBi3aHo 3T0 € ero peAKoi pacnpoCTPaHEHHOCTbIO, OTCYTCTBUEM
NaTOrHOMOHUYHBIX CUMNTOMOB B KJIMHUYECKON KAPTWHE U NPU NO3AHEN AnarHo-
CTUKE OTCYTCTBUEM LOMXHOr0 3ddekTa 0T NPOBOAUMOr0 COBPEMEHHOTO JIEYEHNS.

Poccuiickuin kapauonoruyeckuii xypuan 2017, 2 (142): 103-105
http://dx.doi.org/10.15829/1560-4071-2017-2-103-105

Kniouesbie cnosa: amvunonos, cepaue, kKapavommonarus, nepukapaunT, runep-
TpodUs MUOKapaa, CepaeyHas HELOCTaTOYHOCTb.
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CASE OF PRIMARY AMYLOIDOSIS WITH INVOLVEMENT OF THE HEART AND PERICARDIUM

IN CARDIOLOGY PRACTICE

Demko I. V.1, Pelinovskaya L. I.1, Mosina V. A.1, Kraposhina A.Yu.1, Gordeeva N.V.1, Solovyova I.A.1, Ryazanov A. E?

In the article, a case presented of primary amyloidosis of the heart and pericardium,
with severe resistant heart failure. That kind of case witnesses that diagnostics and
management of patients with this disease, is a complicated issue in cardiology
practice. That is related to its rarity, absence of key simptoms in clinical practice and
delayed diagnostics with lack of expected efficacy of modern treatment.

Russ J Cardiol, 2 (142): 103-105
http://dx.doi.org/10.15829/1560-4071-2017-2-103-105

AMuiiono3 — 3TO Tpymnna 3abojieBaHUii, OOIIUM
MMPU3HAKOM KOTOPBIX SIBJIICTCSI BHCKJIIETOUHOE OTJIOXKE-
HUE B OpTaHax U TKaHsIX 0co0oro bernka [3-hbudpuiuisipHoit
CTPYKTYpHI — amuitonzaa. [Ipm cucTeMHOM aMITOUIO03€
cepale SIBISIETCS JOMUHUPYIOIIMM OpraHOM-MMILIEHBIO,
TaKKe BCTpeYaeTCs M30JIMPOBAHHOE ITOpPaXKeHHE Cepilia
IIpY JIOKAIBHEIX (hopMax 3aboneBanus [1, 2]. CymecT-
BYIOT KOHKpETHBIC THITBI aMWJIONIa, OOJIagaloIne CIIe-
IU(PUIHOCTHIO K CEPIIY: aMITOUIO03 JISTKMX metneit (AL),
CCHWJIbHBIN CHCTEeMHBIN aMuiionmo3 (SSA) M ceMeHBIN
ammnounos (FAP) [3].

B Hacrosimiee BpeMs B CBSI3U ¢ BHEIPEHNEM BEICOKOUYB-
CTBUTEJIBHBIX METOIOB J1a0OpaTOpPHOM OUATHOCTUKU
(mMMyHO(DUKCAIIMS, OIpeAe/icHNe CBOOOTHBIX JIETKUX
mereil) aMWJIOMAO3 Cepalla BRIABISETCA damie [4, 5].
OmHako, yIUTBIBas HECIEIM(PUIHOCTE CUMIITOMOB 3a00-
JIEBaHMSI, MAIYIO HACTOPOXKEHHOCTD CPeIy Bpaducii B OTHO-
IICHUHW aMWIONA03a 1 TIOIMOPTaHHOCTh ITOPAXKEHMSI, CHC-
TEMHBI aMWIONAO03 W aMUJIOMIO03 CEpIlia, B YaCTHOCTH,
IIPOIOJDKAET OTHOCHUTBCS K TPYOHO ITHATHOCTHPYESMBIM
3a0o0seBaHusIM [4-7]. T1oaTOMY TIpH HESICHOI 1 pe3UCTCHT-

Key words: amylodosis, heart,

hypertrophy, heart failure.

cardiomyopathy, pericarditis, myocardial

1V.F.Voino-Yasenetsky Krasnoyarsk State Medical University, Krasnoyarsk;
2Fiegional Clinical Hospital, Krasnoyarsk, Russia.

HOM K JICYEHUIO XPOHUYECKOI CepleyHOl HEeTOCTaTOUHO-
CTH B cxeMy I depeHIMaTLHOTO TUAarHO3a CICIYeT BKITIO-
YaTh ¥ aMUJIOMIHOE TTopaxkeHue cepaua [4]. K coxanenmio,
Npyu TIO3MHEN AMArHOCTUKE OOIasi TSKECTb COCTOSIHMS
3TUX MALKUEHTOB HE TO3BOJISIET TTPOBOAUTL UM COBPEMEH-
Hoe 3¢ dekTBHOE JIeueHNe (MHTCHCHUBHAS XMMUOTEPATTHS
C TpaHCILJIaHTAllMe CTBOJIOBBIX KJIETOK, TpaHCIUIAaHTALMsI
OpPraHoB: cepila, MeYeH! Ui moyek) [5].

B cBs3u ¢ BbIlIeCKa3aHHBIM MPEACTABIISIETCS UHTE-
PECHBIM KJIIMHWYECKUM CIIy4all TIPUKU3HEHHOUW AWarHo-
CTUKHU NEPBUYHOIO aMUJIOUI03a C IMOPaXEHUEM cepaLa
W TIepuKapja.

Bonbhasg O., 1961r poxaeHus MOCTyIaja B TeYEHME
2016r B oTmeneHME KApAWOJIOIMK TPWKABL I[IpuamHOMi
TOCTIUTAIM3ALMU, KaK 4acToO ObIBaeT MpU MEPBUYHOM aMM-
Jiouzose cepalia, Obula KapTUHA CepAeYHON HETO0CTaTOUHO-
CTH, TIPOTEKAlOIasi B OCHOBHOM C TpU3HAKAMM MPaBOXKETY-
JIOYKOBOM HemOCTaTOUHOCTH. OCHOBHBIMMU KaJI00aMy 00JIb-
HOI ObLIM OfBIILIKA, YYBCTBO paclupaHusi B IPaBOM
noapedepbe, OTEKM HOT, KOMIOIIETO XapakTepa 00U B IIpe-
KapauanbHOM 00J1aCTH, He CBS3aHHbIE C Harpy3KoM, 1 TOJ10-
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Puc. 1. 9xokapavorpadus 6onbHoii O. MapacTepHanbHOE CeYeHVe NO AJMHHOM
ocu. MmnepTpodus Mmokapza neBoro xenynoyka. iunataums 1€Boro npeacepans.

Puc. 2. AnukanbHas YeTblpexkamepHas nosuuys. BeiaenseTcs peskas aunaraums
060UX NPeAcepani, TMNepTPOdGUS MEXKENYA04KOBOMN NEPeropoaku.

BOKpPYKEHHE, KOTOPOE BO3HUKAIO IPY BIM30[aX YacTOro
CHIDKEHUS apTepUaIbHOrO AaBieHus 10 90-85/60 MM pr.cT.
W3 aHaMHe3a U3BECTHO, YTO HA MPOTSDKEHUH MPEIbIIYILIETO
roga y 00JIbHOM peLIAMBUPOBAIA KIMHUKA DKCCYIATUBHOIO
MepUKApINTa, IT0 ITIOBOAY KOTOPOTo ObLIa IpOBeeHa CyOTO-
TajbHas pe3eKiys neprkapaa B KoHie 2015t Iepen onepa-
Lyeil 00JIbHOI ObLIa MPOBEAEHA IUATHOCTUYECKAS. KOPOHa-
porpadusi, ITO3BOJMBILAS HCKIIOYUTh HIIEMUYECKYIO
Oosie3Hb cepaua. Bo Bpemst omnepauyu XUpypru oOpaTviv
BHUMAaHKE U OIUCATN 3HAYUTEILHOE YMEHbBILICHUE B pa3Me-
pax IOJIOCTell IPAaBOrO M OCOOEHHO JIEBOIO KETyIOYKOB
U yBEeJIMUEHME Pa3MEPOB MPABOIoO IpeAcepausi. AHAIOIMY-
HbIe U3MeHEHUST (PUKCUPOBATNCH IBYKPATHO IPHU OIMMCAHUM
DxoKT 1o onepanyn: muiaTaiuys JeBoro npeacepays B “M”
pexuMe — 5,6 cM, B “B” pexume 5,5%7,9 cM, mpaBoro
npeacepausas B “M” pexmme 5,8 cMm, B “B” pexmme
6,0%9,2 cm. IlomocTy JIEBOTO U MPABOTO XKEJIyI04YKa He pac-

A b

Puc. 3 (A, B). A. ®parmenTbl 6uonTata nepukapaa. Okpacka KOHro-KpacHbIM.
B. ®parmeHTsl 6ronTata nepukapaa. Okpacka KOHro-KpacHbIM B MONSIPU30BaH-
HOM CBETE NPV NONSIPU3YIOLLIEN MUKPOCKOMUU.

mmpeHsl. COKpaTUMOCTD JICBOTO SKETYIOUKa YIOBICTBOPH-
TeNbHAsI. BBIABICHBI YTOMIICHNE MEXCKEITYIOUYKOBOM TIepe-
TOPOIKM M 3aIHEN CTCHKM JIEBOTO XKeJIyIouKa, HepaBHOMED-
HOE YTOIIICHNE TIepruKapaa 3a CYET IUIOTHOTO HaJIOKCHUS
dudprHa. CrcTommueckoe DaBcHUE B JISTOYHOI apTepri
35 mm pr.cT. CreNnaHo 3aKMOYEHIE O TMATHOCTUKE PECTPUK-
TUBHOI KapIMOMMOITATUH W 3KCYITATHBHOIO IIepUKapINTa.
Pe3ynbrar maTorncToormuecKoro MCCICHOBAaHUST TICpH-
Kappa IocjIe orepaii ObUT KpaTKUM: JTaHHBIX 32 OIyXOJIe-
BOM IIpoIlecc, CIemM(pMUECKOe BOCIAJICHUE IIeprKapIa
HE BBISIBJICHO. DTHOJIOTMYECKAsT IMPUIMHA PEeCTPUKTUBHOM
KapauoMuoONaTuM B Tiepron TocmuTamm3anuu B 2015T
He 00CYXmanach, IIEpUKAPIUT paclieHeH Kak IIPOSIBJICHIC
XPOHMYECKOI CepHeYyHON HEIOCTATOYHOCTH, IO ITOBOLY
KOTOpOIi 0OJIbHAST TIOTyYajia CTAHAAPTHOE JICUCHIE.

OubpmLISIINAS Ipeacepanii y 00JIbHON TUaTHOCTHPO-
BaHa 3a 8§ JIET IO MOSIBJICHWUS KIWHUKYW aMUJIOWI03a
1 HOCUT ceMelHbIi XxapakTep. Eil ctpagaer math 00J1b-
HoOI, Opatr m cectpa. B 2009r OGompHOM IIpoBemeHa
nMmmantauusgs DKC Philos SR, mocimegnue nsa roga
OoJIbHAS TTOJTy4YaeT BapdapuH.

B nepuon Bropoii rocnutanusauuu B ampeiie 2016
0oJIbHAS ITPEIBSIBIISIIA 3KaJI00bI Ha BEIPAXKCHHYIO ONBIIIKY,
MAaCCHBHEIE OTEKM HOT, cl1abocTh. CocTossHUEe OONBHOM
OBLJ10 TSEKEIBIM. [1pu ocMOTpe — KoxKa yncTasi, OObIYHOM
OKpacKH, OTEK! HOT IO YPOBHS KOJICH, TTepruepUIeCKIe
JMdaTHIeCKUe Y3JIbI He YBETNICHEI, OIIPEACIISICS YMe-
PCHHO BBIPAXXCHHBIM acCIUT. ApTepHallbHOC IaBJICHUE
90/60 MM — 84/58 MM pr.cT. TOHBI cepalia pUTMUYHBIE
C 4acToToi 76-82 B MUHYTY, IIYMbl HE BBICIYIIMBAIUCD.
YacTora OBIXaHUS B MOJIOXCHUN CUAS — 24 B MHHYTY.
[IputyrieHre IepKyTOPHOTO 3BYKa Hal HIKHUMH OTIE-
JIaMH JIETKUX C OOCHX CTOPOH, 3[eCh XKe OcCabIieHUe
BE3UKYJISIPHOTO ObIxaHWs. IlampmmpoBajiach IICYCHD,
BBICTYIIAsl Ha 5-6 cM HIKe Kpast pebepHOil AyTy, IJIOTHO-
3JIaCTHYECKOM KoHcucTeHIMU. Celle3eHKa He MaIbIIApO-
Bamack. Ilo pesynabraTaM HEBPOJOTHMIECKOTO OCMOTpa
MAHHBIX 32 IepU(PepUICCKYI0 HeMpOonaTHio He ITOIyIeHO.
COD — 8 mM/uac, aeitkouutbl — 4,88 x 10*9/1; aputpo-
mute 4,41 x 10%12/71, Hb 130 r/n. AHamu3el Mouu 6e3
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IMaTOJIOTUH, TTOKa3aTeJI a30THCTOrO0 OOMeHa HEe M3Me-
HeHbl. DKI' — put™m KapmmoctuMmyaTopa. Ha mpotske-
HUU BCETO TEPHOIa XOJITEPOBCKOIO MOHUTOPHPOBAHMS
PEeTUCTPUPOBAICA PUTM 3JICKTPOKAPIUOCTUMYISITOpA
¢ vactortoir 69-85 ym./MuH., cpenHss dacrora — 70
yI./MUAH. DXoKapauorpadus ITOBTOPHO 3adUKCHpoBaia
BBIPAXKCHHYIO OWJIATALINIO OOOMX TIPEOCepOMii, THUTICP-
TpodHUI0 MEXKETyIOUYKOBOM IIEPEerOpPOIKH, BIICPBBIC
oImriCaHa HEOTHOPOOHAS “3epHUCTAs CTPYKTypa” MHMO-
Kkapma (puc. 1, 2). Y3W BHYTpeHHMX OPTaHOB BBISIBIIIO
VBeIMYCHHE B pa3Mepax IeYeHU, HaJTUdre HeOOJBIIOTO
KOJWYEeCTBA JKUOKOCTH B IIJICBPAJIbHBIX ITOJOCTSX
1 OPIOIIHOM ITOJIOCTH, CITICHOMETAJIUS He OITMCaHa.
Bbeumn  mIpoBemeHBI MCCICHOBAHMS, IT03BOJIMBIINE
HCKITIOUNTD TaK¥e TIPUIMHBI PECTPUKTUBHOI KapIOMIO-
MMaTUX KaK TeMOXPOMaTo3 (HOPMAaJIBHBII YPOBEHB CHIBOPO-
TOYHOTO Xene3a, (heppUTUHA, OTCYTCTBHUE CIICIIM(IICCKIX
M3MCHEHUM KOXM, IIEYCHN), CAPKOMI03 (OTCYTCTBUE JIMM-
doaneHomarumn), dome3Hs Jleddiaepa (OTCyTCTBHE THIIEP-
503MHOGMWIBHOTO CHHIpPOMA), CKiIepomepMmus. bBputo
pelIeHO OOpaTUThCS B IIATOJIOTOAHATOMUYECKOE OI0pO
C IIPOCHOOI TTOTHATH U3 apXHBa OCTABJICHHEIC ITOCTIC OTIepa-
K 4 MUKpOIIpenapara M IIPOBECTH LeJIEHAIIPaBIEHHO
WCCIICIOBAaHMS TSI TTIOATBEPKICHIS aMIUIONI03a. MUKpO-
CKOIMMYECKOE HCCIICIOBAaHNE ITPOBOMMIOCH ITOCIIE MOTION-
HUTEIIBHOM CEJIGKTUBHON OKpAaCKM TIperapaToB KOHTO
KpacHBIM B TOJIIPU30BaHHOM cBeTe. 3akmoueHne: “IIpe-
IMapaTbl XOpOIIero KadecTBa. B IpencTaBlIeHHBIX CTEKIIaX
CepHiTHBIC Cpe3bl TKAHM TIepHKapIa ¢ BRIPasKCHHBIMI pac-
CTPOHCTBAMH KPOBOOOPAIICHNUSI, YMEPECHHBIMU CKIICPOTH-
YeCKMMU WM3MEeHeHUSIMU. Ilom MesoTenmeM OTMedaeTcs
OTJIOKECHNE TOMOTECHHBIX OC3BSIEPHBIX 303MHOMDMIBHBIX
Macc, TP OKpacKe KOHTO POT BBISIBJICHO OKpAIIMBaHME
JTAHHBIX MacC B KMPITMYHO-KPACHBIH 11BeT. I1pu nccaenopa-
HHH TEX K¢ YIACTKOB B MOISIPU30BAHHOM CBETE OIMICAHHBIC
OTJIOKEHUSI JEMOHCTPHPYIOT CBEUCHNE SIOJIOUHO-3€JICHOTO
cBeTa. 3aKIIIOUCHUE: TTOJIOXKUTEIBHBIC PE3YJIBTATHI JOTION-
HUTCIBHBIX HWCCIICHOBAHUI TIO3BOJISTIOT BEICKA3aThCS
B II0JIB3Y TMATHOCTUKY ammtonmo3a” (puc. 3). OTcyTcTBHe
XPOHNYIECKOTO BOCHAIUTEIIEHOIO TIPOIIECcCa, OITYyXOJICBOTO
Tporiecca, IIPU3HAKOB MUEJIOMHOM 00JIC3HM (TIpU LIMTOJIO-
M1 KOCTHOTO MO3Ta IDIa3MAaKJIeTOUYHON WHMWIBTpAIIAN
HE BBISIBJICHO) TIO3BOJIMIIN UCKITIOYNTH BTOPUIHBIN aMILIO-
W03 ¥ MUEJIOMHYIO 0OJIC3Hh I OCTAHOBUTBCS Ha AWATHO-
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CTUKE MEPBUYHOTO aMWJIOWI03a, KaK MPUYMHBI PECTPUK-
TUBHOM KapOWOMUOIIATUM M TOpaXCHMS TIIepuKapma.
Ho u camo kimmHMYIecKoe TeueHrne 00Ie3HM, ITPOTEKAoIIIee
WM30JIMPOBAHHO C TMOPaKeHUEM Cepalia 1 IepruKapaa, ObIIo
TUTTMYHBIM TS TIEPBUYHOTO aMIUIOMI03a. 3aKITIOUNTEITh-
HbI AUarHo3 ObLT CPOPMYJIMPOBAH CIEAYIOIIM 00pa3oM:
CHCTEMHBII1 TTePBUIHBIN aMILUTOMIO3 C TIOPaKEHUEM CepIlia
1O TUITy PECTPUKTUBHON KapaIMOMHONIATHH, IIeprKapma
C KIIMHUKOU PeIMANBUPYIOIIETO SKCYIATUBHOTO TIepUKap-
muta. ®oH 0OoNe3Hn — uaMoIaTdecKas (pUOPVIIISIIS
TIpencepauii, moctossHHasI (popma. OCIOXHEHUE — Ccepacd-
Hasl HemocTaTo9HOCTh, ctamust 2b (NYHA, 111 @K).

Hagato mpoBemeHne Kypca ITOIMOXMMUOTEPAITUN
IO caMoOil pacIpOCTpaHEHHON CXeMe JICUCHUST ITePBUY-
HOro amwiomuosa: mporpamma MP (mendanaH B gose
9 Mr/M2 (ankepan 0,002 mo 2 Tabierku 3 pas3a B JICHB),
¢ 1-To o 4-i1 mHM Kypca JIedeHus + mpeaan3010H 100 mr
BHYTPB (W1 IeKcaMeTa3oH 20 MT B/B KamellbHO)) — 1 pa3
B 4 Hepenu. bonbHasI mepeHeca XOpoIIo 2 Kypca JICUeHUS
¥ ObIIa BBINMCAHA C peKOMeHmalueil oleHKM 3¢hdeKTa
TeparuH I1ocjie 3-To 1 4-To KypcoB Tepaliy B aMOyJIaTop-
HBIX ycaoBUsIX. OMHAKO YIIyUYIICHUS B TCICHUHN 3a00J1eBa-
HUS He IPOU30IILIIO U Tocie 4 Kypca JIeUeHUsI cepaeTHasT
HEIOCTAaTOYHOCTh HEYKIIOHHO IIporpeccupyeT. boibHas
OblIa BHOBb TOCITMTAJIM3NPOBAaHA IS IIPOBEICHMS Tepa-
MU CEPACTHON HEAOCTATOYHOCTH C BKIIFOUCHHNEM B JIeUe-
HHE aKTUBHON TepaIlnyl TUyPETUKAMU.

B 3akirroueHMe TTOAYEpKHEM, UTO TIEPBUIHBIN aMHIIO-
W03 C TIOpakeHNEM CEepIlia SIBIISICTCS TSLKEIO0H MMaTojIo-
TUeil ¢ BBICOKMM YPOBHEM JIeTAIbHOCTH. Ero OYeHB
TPYAHO IMATHOCTHPOBATh W JieunTh. Hamboiee 1eHHBIM
¥ O0BEKTUBHBIM METOIOM TUATHOCTHUKM SIBJISICTCS OMOTI-
CHsg W WCCIeOOBaHME THCTOJIOTHUYECKOTO MaTepuaja
OPTraHOB U TKaHEH ¢ OKPACKOil KOHTO KPACHBIM C ITOCTIC-
OVIOIIAM WCCIIEIOBaHWEM B IIOJSIPM30BAaHHOM CBeTeE.
CremyeT TOMHUTH, YTO BCE MAIMEHTHI C KapaUaIbHOM
MaTOJIOTUEM, MpOTEeKalolleld ¢ KIMHUKON CepacuHOM
HEIOCTaTOYHOCTHU HESICHOI 3THOJIOTHH, TPEOYIOT IIPOBE-
IeHUS TTOJTHOLICHHOM 1 depeHINaTbHON TNarHOCTUKA
C BKJIIOUEHUEM B TJIaH OOCJIENOBAHUS MMPU HEOOXOINMO-
CTH ¥ CTOJIb PEAKOM ITaTOJIOTUM KaK aMWJIONI03 Cepalla,
MOAPOOHOTO OOCIICIOBAHUS C IPUMEHECHNEM COBPEMEH-
HBIX HanboJIee T0Ka3aTeIbHBIX IUIST TMAaTHOCTUKI aMUJIO-
HII03a METOIOB MCCIICIOBAHMS.
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HEKOMMAKTHbI MMOKAPA, NEBOIO XXE/TYA04KA: CAMNTOM, CUHAPOM UM BAPUAHT

PA3SBUTUA?

Monsak M. E.1, MepLunHa E.A.2, SaknssbmmHckas E.B. "

CVHIPOM HEKOMMAKTHOTO MMOKap[a JIEBOrO Xesynoyka — OTHOCWTENIbHO HOBbIN
[IMarHo3, BOLIEALINIA B KIIMHWYECKYIO NPAKTUKY C YCOBEPLUEHCTBOBAHMEM METOLOB
BU3yanu3aumm cepaua. MpoeoauTcs 60MbLLIOe KOAMYECTBO UCCNEL0BaHUA, MOCBS-
LLEHHBIX FEHETUYEeCKOMY Pa3HO0OPa3uio CHAPOMA HEKOMMAKTHOMO MMOKapaa U ero
BK/aZly B TEYEHWE PA3NUYHBLIX aCCOLMMPOBAHHbLIX kapavomuonatuii. OpHako egu-
HOrO MHEHWS! O MaToreHe3e HeKOMMNAKTHOCTW MUOKapPAA HET, Kak HET 1 €AUHbIX Aya-
FHOCTUYECKMX KPUTEPUEB, 11 PYKOBOACTBA MO JIEYEHMIO 1 AMHAMUYECKOMY Habnoae-
Huto naumeHToB ¢ CHMJTX. B HacTosiLem 063ope Mbl 0606LLaeM faHHble 0 Npupoae
3TOr0 COCTOSHMSI, €r0 FEHETUYECKMX MPUYMHAX, O ANArHOCTVIKE U IEYEHNN.
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NON-COMPACTION LEFT VENTRICLE MYOCARDIUM: A SYMPTOM, SYNDROME OR DEVELOPMENT

VARIATION?

Polyak M.E.', Mershina E.A.%, Zaklyazminskaya E.V."*

The left ventricle non-compaction myocardium syndrome is relatively new diagnosis
entered clinical practice with improvement of the heart visualization methods. There
is plenty of studies on genetic heterogeneity of non-compaction myocardium
syndrome and its impact on a variety of associated cardiomyopathies. However,
there is no single opinion on pathogenesis of non-compaction, as there are no
unified diagnostic criteria and no guideline on treatment and management of
patients with this syndrome. Current review provides a summary of data on this
pathology nature, its genetics, diagnostics and treatment.

BriepBrie (heHOMEH HEKOMITAKTHOTO MHOKapaa OBLT
onucad B 1926r [1]. BonocienctBum HeCKOJIBKO paboT,
OCHOBAaHHBIX Ha pe3yJIETaTaX I1aTOMOP(OIOTHTIECKOTO
WCCIICI0BAaHMS W/WIN BEHTPUKYJIOTpadum, ITOATBEPIIIN
cymecTBoBaHUE “Tyb4yaToro” Mmokapma [2]. LleneHa-
MIpaBJICHHOE M3yUYCHNE HEKOMITAKTHOTO MHOKAapAa CTajIo
BO3MOXHBIM IIOCJIE BHEIOPCHUSI 3XoKapauorpadpuu
(Ox0KTI') B KITMHNYECKYIO TIPAKTUKY, ¥ M30JIMPOBAHHBII
HEKOMITAKTHBIM MMOKapI JieBoro xemymouka (HMJILXK)
obur ommcad B 1984r [2]. JmarHo3 “cMHOPOM HEKOM-
IMAKTHOTO MMoOKapma JieBoro xemymouka” (CHMILXK)
BOIIEJI B KIMHUYECKYI0 TIPAKTUKY OTHOCHUTEIHHO
HEJaBHO — TIEPBBIC TMATHOCTUYECKUE KPUTEPUU OBUTH
nipeaioxkensl B 1990-x rogax [3].

Ceityac (eHOMEH “HEKOMITAaKTHOCTH” MUOKapaa
XOpOIIIO oIrcaH MopgoIormueck. Muokapm rmopaxeH-
HOTO JIeBOTO Xeryaouka (JI2K) cocTront m3 aByx CJIoeB —
W3 TOHKOTO KOMIAKTHU3WPOBAHHOTO SHUKAPIUATBLHOTO

Russ J Cardiol 2017, 2 (142): 106-113
http://dx.doi.org/10.15829/1560-4071-2017-2-106-113

Key words: non-compaction left ventricle myocardium syndrome, cardiomyopathy.
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CJIOSI ¥ YTOJIILIEHHOTO 3HI0KApAUAIbLHOTO CJI0SI C BbIpa-
JKEHHBIMH TpaOeKyJIaMH 1 ITOJIOCTSIMH, HE CBSI3aHHBIMU
¢ KOpPOHApHBIM KpOBOTOKOM (puc. 1). HekoMmakTHEI
MUOKapJ 00Hapy>KMBAEeTCs B OCHOBHOM B Bepxyiuke JI2K,
JaTepallbHOM CTeHKE M, peXe, B MEXKEIyIOUKOBOM
TeperopoaKe, OMMCAHBI U OMBEHTPUKYISIPHBIC (DOPMBI
[4, 5].

CHMUJLX mipogBiiseTcs SBIICHUSIMU CEPACYHOMN HEIO-
CTATOYHOCTH W HapylIeHUSIMU putMma ceprama. [To mHe-
HUIO HEKOTOPBIX aBTOPOB, KIIMHUYECKAsI TPHaaga CUMIITO-
MOB CEepICIHOI HeAOCTATOYHOCTH, XKETYIOUYKOBBIX apUT-
MU ¥ CHCTeMHOM OSMOOIMH — KJIacCHYecKas
xamHnYeckasa kaptuHa CHMIILXK [6]. ITo onpenenennio,
CHHAPOM SIBJISICTCS YCTOMYMBEIM COYCTAHHMEM CHUMIITO-
MOB C €OWHBIMU 3THOJIOTHEW M maToreHe3oM. OmHAKO
maToreHe3 KIMHWYCCKUX IIPOSBICHUI IIpM HaJIWMINU
HEKOMITAKTHOTO MHOKapAa HEM3BECTCH. YUUTHIBAsl 3Ty
HEOIIpeIeICHHOCTh, MHOTIWE aBTOPHI CTaBSIT BOIIPOC
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0 TIPaBOMEPHOCTH TePMHHA “CUHIPOM” TTPUMEHUTEIHEHO
Kk HMJLK. Kpome Toro, ommcaHbl OE€CCUMIITOMHEIC
nauyeHTsl ¢ HMJLXK [5]. OgHako cpoKyn JTUHAMIYECKOTO
HaOMIOOCHUS 3a TaKUMH TallMeHTaMHM OTpPaHUYCHBI,
MW HET JAaHHBIX, KaK JOJITO OHU OCTAIOTCSI O€CCUMIITOM-
HBIMU TIOCJIC TIOCTAHOBKY AMArHo3a, €CTh JIM U3MCHCHMS
B Ka4eCTBE M IMPOHAOJKUTEILHOCTH KU3HH. B HacTosIIIeM
0030pe MBI CYMMUPYEM CIIOXHUBIIHECS (PyHIaMEHTaIb-
Hble M KianmHudeckne tipenctaBieHuss o CHMILXK,
a TaKkxe o0CyxXmaeM CIIOpPHBIC M HepelleHHbIC BOIIPOCHI,
KacaroIIrecs 3TOTO COCTOSTHHUS.

Anuaemuonorua CHMJDK

HecMoTtpst Ha miporpecc, TOCTUTHYTHIN B BA3yaIn3a-
mun n puarHoctuke CHMIIK, ero pacripocTpaHEHHOCTh
He ompeaeneHa. ITo maHHBIM HecKombKuX DXxoKI-umccie-
JloBaHW B3pocioil momymsiimu, yactora CHMJIK kone-
onercss B mpenenax 0,014-1,3% [7]. Cpeau mauueHTOB
C cepaeyHoll HegoctaToyHOCThbIo YactoTa CHMIIXK
BBIIIIe M cocTaBIsieT oKouo 3% [8]. Takue pa3Hble OLIEHKU
yactotel CHMJIK cBsI3aHBI, cCKOpee BCero, ¢ pasind-
HBIMU TTIOIXOMaMU K TUATHOCTUKE W pa3HBIMU METOXAMU
Busyanusanuu. Camast Beicokas yacrora CHMILXK 6buta
oOHapyKeHa Cpeau MalKeHTOB JeTCKOro Bo3pacra — 9%
oT Bcex ciydaeB KapauomuonaTtuu (KMIT) y mereit [9].
Takum o6pa3oM, MO JaHHBIM HECKOJBbKUX PETPOCIEK-
uBHBIX OxoKI wccaenoBanmit, CHMJIK saBnsgercsa
TpeTheit 1o yactotre KMII pmerckoro Bo3pacra mociie
aunatamuonton (JAKMII) (58,6%) u runeprpoduye-
ckoit ('KMIT) (25,5%). Tlpupoma BBICOKOI YaCTOTHI
CHMIJLX y meteii HesicHa. [Ipemmonaraercs, 9To y 9acTu
MMAIIMeHTOB ACTCKOTO BO3pacTa HAOIIOHACTCS “BOJIHO-
00pa3HBIi” (PEHOTUI C BOCCTAHOBJICHHEM CHCTOIMIC-
CKOl (DYHKIIMK HA HEKOTOPHIM IIEpHOI BPEMEHH,
B pe3yibraTe 4ero pa3BepHyTast KIMHWYECKas KapTHHA
HaOJTIomaeTcs yKe BO B3pOCIOM BO3pacTe.

Mnotesbl BO3HUKHOBEeHMS HMJTXK

CyliecTByeT OBE THIIOTE3Bl BO3HMKHOBEHUS (DeHO-
meHa HMJIDK — smOpuoHanbHasgs u “HeaMOpHOHAaJIb-
Hast” (o turiotesa cragun KMIT).

CornacHo »MOpuoHanbHOM THIorese, HMJIIK —
CIICACTBAC HapYIICHUS KOMITAaKTU3alluM MMOKapaa
B mepuon 3MOpuoHaIbHOTO pa3BuTusi. Kamepbl obomx
KeJTyIOYKOB cepIa pa3BUBAIOTCS B Pe3yJIbTaTe BBITISTIN-
BaHWS HApPYXKHOW KPWUBU3HBI MHOKapaa OyJIbO0OBEHTpPH-
KyasapHoi ckiagku [10]. DToT mpoliecc MPOMCXOTUT
MMapaJijieIbHO ¢ (POPMUPOBAHUEM TPaOEKYJI, OPUECHTUPO-
BaHHBIX CHAapyXu (KOMIAKTHHIM 3HIOKapIWaJIbHBIN
CJIOIt) KHYTpH, B HAaIIpaBJICHNN OCCKIETOYHOTO BHEKIIC-
TOYHOTO MaTpuKca (KapIHaJIbHOTO TeJsT) U TepBUIHOMN
ITOJIOCTH XeynoukoB [10]. Poct Mruokapma TecHO Koppe-
JIPYeT C YBEIMICHUEM TPaOCKYISIPHOCTH U (pOopMUPOBa-
HHEM “Tyouaroro” Mmokapaa. K KOHITy mepBOro Tpume-
CTpa BHYTPUYTPOOHOTO pa3BUTUS B YeIOBEUECKOM
cepalie HabJIIoAAI0TCS XKeyI0UKOBbIe TpaOeKyJbl B BUIE

Puc. 1. Cnyyaiti HekomnakTHoro muokapga JIX: dparment MPT naumenta 1.,
23 ropga. Ctpenkamu 0TMEYEH HEKOMMAKTHbIV CNOV MMoKapaa.

SHIOKApANATbHBIX BEICTYIIOB. DYHKIIMOHAIEHOE 3HAYC-
HUE TpaOeKylIIpHOCTH B OSMOPHOHAIBHOM CEpAIle
M3y4eHO HeIOoCTaTOUHO. BO3MOXHO, 3a cueT HUX obectie-
YUBACTCS BO3MOXHOCTh HapallliBaHMSI MacChl MOKapaa
¥ OCYIIIECTBIISICTCSI BHYTPUCEPACUHBIN KPOBOTOK IO pa3-
BUTHSI KOpOHapHBIX aptepuii [11]. Haunnag ¢ 8 Henenm
BHYTPUYTPOOHOTO Pa3BUTHS, TPAOCKYISIPHON CIIOM KOM-
MaKTU3UPYeTCs, U K 4 MecsIy (IT0 HEKOTOPBIM JaHHBIM
[12] — k 18-0i1 Hexee) TecTallM KOMITAKTU3UPOBAHHBIN
MHOKapI, YK€ COCTABIIACT OOIBIIYIO YaCTh CepIlia SMOpPH-
oHa. KoMmmakruzamnusi TpaOeKyIsIpHOTO CJIOSI IPOMCXO-
IIUT TI0 HAIIPaBJICHUIO OT OCHOBAHUS Cepilla K BEpXYIIIKe
¥ CHapyX1 BOBHYTPb — OT 3MHKapaa K 3HmoKapmy. I1po-
mecc 3aBepiraercss GopMUPOBaHNEM CITMPAIBHOM CTPYK-
TYpHI BOJIOKOH MMOKapa, OTBETCTBEHHOM 3a “CKpydHnBa-
HUe” MMOKapIa BO BpeMsI cokpaiueHus [2]. B momp3y
TUIIOTE3BI HAPYIIICHUST SMOPHUOHAIBHOTO pa3BUTHS TOBO-
PSAT HECKOJIBKO (pakToB. Bo-TIepBBIX, BepXyIlllKa cepilla
BCEra BOBJIEUCHA B IIATOJIOTHUYECKUM IIpOIEcC IIpHU
CHMJLK, a "MeHHO Ha BepXyIlIKe 3aKaHIMBAETCS IIPO-
IecCc KOMMaKTU3allni. Bo-BTOPBIX, CIIOM HEKOMIIAKT-
HOTO MUOKap/a pacliojlaraeTcsl Bceraa SHIOKapaNaIbHO,
YTO COOTBETCTBYET HANPABICHUIO KOMITAKTU3alINH “CHAa-
Py BOBHYTPBH”. B-TpeTbnX, MHOTOUMCIICHHBIC OIIMCa-
aus muarHoctnku CHMJLK BHYTpUyTpOOHO 1 Y HOBO-
POXIEHHBIX HE IO3BOJISIIOT IIPEIIIONIOXUTh Pa3BUTHC
HMIJLX BcnencTBre JIMTENbHO TEKYLIEH KaparuoMKUoma-
™iu [13-16].

M3BecTHO OOJBIITOE YMCIIO TEHOB, KOHTPOIMPYIOIIAX
SMOpPUOTEHE3 CEPILia, OMHAKO UX TOYHAS POJIb B MPOLIEC-
cax KOMITAKTH3ali MIOKapaa B 9MOPHUOHATIEHOM TIePH-
oic M3ydyeHa HemoCTaTouyHo. TakxKe 0OCyxXHaaeTcsl poJjib
TCHOB, KOIMPYIOIINX CapKOMEpHBEIE OCIKM MMOKapia,
B HOpMaJIbHOM aMbOpuoreHese cepana [17]. OgHako aTta
TUIIOTe3a BCE eI HYXIOAeTCsI B 3KCIEPUMEHTATHLHOM
¥ KIIMHUTYECKOM TTOATBEPXKICHIH.

“He-sMOpuoHanbpHass” TUITOTE3a paccMaTpUBaeT
HEKOMITAKTHBIM MMOKAp KaK IpOsSBIcHHE (DYHKIINO-
HaJIbHOM Je3afallTallii, BO3MOXHBIN 3Tall B pa3BUTUU
KapIuOMHONATUN. DTa TUIOTe3a IMMOOKpeIuisieTcs (ak-
TamMu oOHapyxeHuss HMJIK y B3pocibIX MalMEHTOB,
Yy KOTOPHIX B Xofe mpenbimymux IxoKI mcciremoBaHmin
CTPYKTYPHBIX aHOMAJIMA MHUOKapa BBISBICHO HE OBLIO.
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Ta6nuua 1
leHbl, MyTauum B KOTOpPbIX 0GHapyxuBatoTca npu CHMJTXK, n accounnpoBaHHbie ¢ HUMK 3a00neBaHus

Ne HaseaHwe renHa HassaHve 6enka AccouunpoBaHHble 3a601eBaHUs Ccbinka

1 MYH7 Taxenas Uenb 6eTa-mM1osnHa KM, AKMIM, CHMJTX, auctanbHas MMonaTusi C paHHUM 15, 22, 24, 25
Hayanom

2 MYBPC3 Mno3uH-cBaA3bIBaoLWmii 6enok C KM, AKMI, CHMJTX 15, 22, 24, 25

3 ACTC1 OL-aKTUH JAKMM, FTKMM, CHMJTX 15, 22, 24, 25

4 TNNT2 TponoHuH T TKMIM, AKMI, PKMT, CHMJTX 15, 22, 24, 25

5) TPM1 a-1 uenb TPONOMMO3UHA FKMM, AKMM, CHMJTX, 15,22, 24, 25

6 LDB3 LIM-nomeH cesa3biBatoLLmin 6enok 3 OKMM, CHMJTX, MrocdubpunnspHas Muonatus 22,24

7 TAZ TadpdasuH Cunppom Bapta 15,25

8 TNNC1 Tpononux C AKMM, TKMI, CHMJTX 22

9 TNNI3 TponoHuH | TKMM, PKMM, AKMI, CHMJTX 15, 22

10 MYL2 PerynatopHasi nerkas Lenb MMo3uHa-2 KM, CHMJTX 22

11 MYL3 Jlerkas uenb M1o3nHa-3 KM, CHMJTX 22

12 CSRP3 LinctenH- u rvumH-o6oratéHHbii 6enok 3 AKMIM, FKMM, CHMJTX 22

13 TCAP TeneToHuH KM, CHMJX, nosicHo-koHeuHocTHast MuoamcTpodus 2G 22

14 CASQ2 KanbcekBecTpuH-2 CHMJTX, kanexonammHepruyeckas Xenyno4koBas 24
Taxvikapaus

15 CALR3 Kanbpetnkynunn-3 KM, CHMJTX 22

16 PLN ®dochonambar JAKMM, FTKMM, CHMJTX 22

17 LMNA JlamuH A/C Mwuoauctpodus Smepu-Apeindyca, AKMM, nunoguctpodus, 15, 24,25
MOSICHO-KOHEYHOCTHas MbilueyHas guctpodus 1B, KM
¢ runoroHagmamom, CHMJTX v gp.

18 DTNA [LunctpobpesuH CHMIJTX, HacnencTBeHHblE NOPOKM cepaua 24

19 mtDNA MwuToxoHApHanbHble 601e3HN 15,25

20 DMD AnctpoduH Mwuoguctpodus [ioweHa-bekkepa 12

21 GLA o-ranakTosugasa BonesHb ®abpu 24

22 SCN5A o-cy6beamnmua Na, 1.5 HaTpresoro LQT3, cuHppom Bpyraga, AKMI, CHMJTI)X, CCCY u aop. 15

KaHana

Cokpauwenus: 'KMIM — runeptpoduyeckas kapavomuonaTus, AKMM — ounataumoHHas kapamomuonatus, PKMIM — pectpukTueHas kapavomuonatus, CHMJTK — cun-
[IPOM HEKOMMaKTHOro M1okapaa Niesoro xenynoyka, CCCY — crHapom cnabocTi CMHYCOBOTO y3na.

Taxxe, mo naHHBIM Arbustini E, et al. [12], TpaH3nTopHas
ITOBBIIIICHHAS TPAOEKYIIPHOCTh MIOKapIa 00HAPYK1Ba-
eTcs1 bosee ueM y 25% OepeMeHHbBIX XKEHILMH, YTO I103BO-
JISIET paccMaTpUBaTh €€ KaK BapHaHT (QM3HOJIOTMIECKOM
ajanTaluMy K yBeJdudeHHOU Harpyske Ha JI2K. ABTOpbI
MIPUBOIIT CBUACTEIbCTBA HAIWYASI HEKOMIIAKTHOTO
MHOKapaa y MOJOIBIX CIIOPTCMCHOB WM y ITaIlEHTOB
C CEepHOBUIHO-KIECTOUHOU aHemmeil. OTMCaHBI clydan
“perpecca” DxoKI-mmpuznakoB HMJIK mocne pecuH-
XpoHM3UpYIollel Tepanuu [18], yTo TakKe Oojiee BEpo-
SITHO B CJIydae BTOPMYHOTO XapaKTepa IIpoliecca.
HMJIX yacto oOGHapyxXuBaeTcsl MpU BPOXIEHHBIX
3a00JICBAaHUAX PA3INYHON TEHETMYCCKON IIPHUPOIBI:
MHUTOXOHIPHUATBHBIX OOJIE3HSIX, MOHOTCHHOUW CHHIPO-
MaJIbHOM TIaTOJOTUM (CMHIOPOMEI AubIiopTa, HyHan),
XpPOMOCOMHBIX HapylleHMSIX (CuHApoM Aeneuuu 1p36
U Ap.), IpU BpOXKAEHHBIX TTopokax cepaua [S]. [Ipenacras-
JISICTCST MAJIOBEPOSITHBIM, YTOOBI Y 3a00JIeBaHUI ¢ TaKOM
pPa3HOOOpa3HO TeHEeTUYECKOM IIPUPOAOM U pasind-
HBIMH MOJICKYJISIPHBIMA MEXaHM3MaMU pealn3alliiu
ObUTa emuHAS TUCKPETHAS MPUIMHA HAPYIICHUS pa3BH-
™1 Muokapaa. Ckopee MOXHO IIPEOIIONIOXUTh, 9TO

(eHOMEH HEKOMITAKTHOCTA MUOKap/a SIBJISIeTCS BapUaH-
TOM YHUBEPCAJIBLHOTO OTBETA Ha paccoriacoBaHUe MoJie-
KYJISIDHBIX CUTHAJIOB B 3MOpHOTeHE3e, PacCTpOMCTBa
MeTabom3Ma, (GYHKINOHATIBHYIO ITeperpy3Ky WA HECO-
CTOSITEJTBHOCTh CAPKOMEPHBIX MU CTPYKTYPHBIX OEJIKOB
MUOKapJa.

CymecTBoBaHNE TEPEKPHIBAIOIINUXCSI (HEHOTHUIIOB
(HMJIK+TKMII, HMJI2K+IKMII u T.0.) 1 ciyyau
HaJIMIMS HECKOJIBKUX TUIIOB KapIHMOMMOIIATHI Y HOCH-
TeJIei OHOTO U TOTO XK€ TeHETUUeCKOTO JeeKTa B OJHOM
CeMbe TaKX€ CBUAECTEIbCTBYET B MOJIb3Y “HEIMOPHO-
HaJIbHOM” THUIIOTE3bI, OMHAKO CTaBUT BOIIPOC, ITOYEMY
3TOT BapMaHT Je3aJalTallui pa3BUBaeTCs TOJbKO Yy YaCTH
MalMEeHTOB.

Knunuueckas u monekynapHas reHetuka HMJIK

HecMmoTpss Ha OTCyTCTBHE €OMHOW TOYKU 3PCHUSI
Ha aTuosoruo M mnaroreHe3 HMJIK, Bwicokas moist
HacjencTBeHHbIX ciyyaeB HMJIK ormevaeTcss Bo MHO-
X uccienoBanugx. B uccnenoBanun Probst S, et al. [19]
0 pe3yjbrataM o0ciiegoBaHust 63 ceMeil HacjaeICTBEH-
Hblii xapakrep CHMJLK 6bi1 ycraHoBieH B 25% ciy-
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yaeB. I1o mannbiM Ichida F, et al. [20], v 44% obGcneno-
BaHHBIX ITAIIMCHTOB HAOIIOHAJICSI CEMEIHBIN XapaKTep
3a00J1€BaHNUS, C ayTOCOMHO-IOMUHAHTHBIM HAaCJeI0Ba-
HueM B 70% ciyyaeB U X-CLEIJICHHBIM PeIleCCUBHBIM
B 30%. Hanbosee mojHOE B 3TOM OTHOLLUIEHUHU MCCJIENO0-
BaHue O0bpuUTO onmyoimKkoBaHo Hoedemaekers Y, et al. [21]
B 2010r. beuto o6cnemoBaHo 56 mpoGaHIOB, MOJIEKY-
JISIPHO-TEHETHMYECKOe HCCIICAOBAaHNE BKIIOYAIO B cebs
cekBeHUpoBaHue 17 reHoB. CeMeiTHBINM XapaKTep 3a00I1e-
BaHMS MPOCeXUBaJICcS B 67% ciydaeB, OMHAKO TEHETHU-
yeckuil aedeKT yganoch obHapyxuth B 50% moarsep-
XKIEeHHBIX UHCTpYMeHTalIbHO ciaydasx HMJLK. Yeenunue-
HUe Joiu ceMerHbIXx ciaydaeB HMJIK mo cpaBHeHUIo
¢ uccnegoBanneM Ichida F, et al. cBsg3aHO, cKopee Bcero,
c Oojiee meTalbHBIM OOCJICHOBAaHMEM POICTBEHHUKOB
npobaHaoB.

Bo Bcex mpuBeIeHHBIX MCCICIOBAHUSIX ayTOCOMHO-
JTOMMHAHTHEIN TUIT HACJIeIOBaHMS OMMCaH KaK Hauboee
yacteiit mpu CHMJIK. Couetanne HMJIZK 1 BpoxkaeH-
HBIX TTOPOKOB ceplla, mo gaHHbeIM Towbin JA [22], Takke
B OOJIBIIIC YACTW CIIydaeB HACJIEOyeTCs ayTOCOMHO-
IOMWHAHTHO C BapuabelbHON 3KCIPECCUBHOCTHIO
IIOpOKa B ceMbe. BTOpOIf 110 YacTOTe TUIT HACICTOBAHMS
CHMIJLK — X-cuerieHHBIN pelleCCUBHBIN (HaIlpuMep,
B paMKax cuHapoma bapta), pexke BCTpedaroTcsl ciydan
ayTOCOMHO-PEIIECCUBHOTO M MUWTOXOHIPHUAIHHOTO
HaciemoBaHUs. KiomHWYecKas M reHeTH4YecKas TeTepo-
reHHocTb HMJIK nukTyeT HE0OOXOAMMOCTh AETaIbLHOTO
KIMHUIECKOTO OOCIeIOBaHUS POACTBEHHUKOB IIPO-
0aHIa, T.K. B 9TOM CJIy4ae BO3MOXKHO OIIpeAc/ICHIe THIIA
HacJIeMOBaHUsS W YCTAaHOBJICHNE OMarHo3a JaXe B OTCYT-
CTBHEC BBISIBIICHHOM MyTanmuu. K HacToseMy BpeMeHU
n3BecTHO He MeHee 20 TeHOB, B KOTOPHIX OOHAPYXKMBa-
foTcs MyTanuu y 6ompHBIX ¢ CHMJLXK (Ta6m. 1).

Hawnbosiee yacto o6HapyXKMBalOTCS MyTalluM B T€HAX,
OTBETCTBEHHEBIX 32 Pa3BUTHC PA3TMIHBIX TUIIOB Kapamo-
muonatuii — reusl MYH7, MYBPC3, ACTC1, LMNA,
TPM 1w op., 9TO CBUICTEIBCTBYET B ITOJIb3Y STHOJIOTHIEC-
ckoii oourHoct KMIT 1 HeKOMNakKTHOCTA MUOKap/a.

CHMJIXX 0BT ommcaH y HECKOJBKMX NallICHTOB
C HEPBHO-MBIIICYHBIMU 3a00JICBAaHUSIMU: TUCTPO(PUHO-
natusx (muonuctpodusa HromieHa, bekkepa), 1aMuHO-
MMaTUSIX, MUOTOHWYECKOM mucTpoduu 2 Tuma (MyTaluu
B rene ZFPY9), 6onesnu lllapko-Mapu-Tyr, Tum 1A
(mytamuu B reHe PMP22) [4]. Taxxke HMJIK o6Hapyxu-
BaeTCcs TIPA HEKOTOPBIX XPOMOCOMHBIX abeppanusx. Tak,
HMJLXK gBnsiercsi yacTbio (eHOTUIIA TIPU CUHAPOME
mukponenenuu 1p36. Egmauunsie ormcanus HMJIIK
BcTpevatores pu cuHapoMax Illepemesckoro-TepHepa,
Oraxapa, geneunu 1g43, mucTaabHOU Oeaelun 5q, MOo3a-
WYHOU (hopMe TpucoMmu 22, MUKPOACICITNOHHBIX CHH-
npomax u Jxxopmku u Kopuenuu ne Jlanre. JloBojibHO
yacto, ocobeHHo y gereit, HMJIXK accouuupoBaH
C MUTOXOHIPHMAJIBLHBIMU 3a00JIeBaHMSIMU. B HacTosImee
BpeMs ommrcaHo He MeHee 40 MalMeHTOB ¢ COYeTaHNEM
MUTOXOHApUaIbHOI nmaTonornu 1 HMJIXK [23].

OnHUM U3 TIEPBBIX CUHIPOMOB, IIJIsI KOTOPBIX OBLIO
onucaHo couetanue ¢ HMJIK, O6b11 cunapom bapra,
0o0ycCIIOBICHHBINT MyTanusiMu B TeHe TAZ. Ten TAZ,
pacmoIOXeHHBIT Ha X-XpoMocoMme, KOOMpyeT OeIoK
Tadda3nH, BOBICUEHHBIN B MeTab0IM3M GHoCcdOoInIn-
moB. KimHumyeckme IIposiBICHUSI cuUHApoMma bapra
BKJIIOUAIOT B ce0sI HU3KUI POCT, JIeTKHe KOTHUTUBHBIC
paccrpoiictBa, JKMII, MuToxoHApraabHyl0 MHOMNa-
THIO W TeMaToJIOTHYeCcKKe HapymeHus [24]. CuHapom
Bapra Hacinenyercst X-CIeIUICHHO pelleCCUBHO, ITOpa-
XKasl TMPaKTUIEeCKA MCKIIOUYUTEIBHO MaJbUMKOB; BO3-
pact MaHH(pECTAIIMU KOJIEOJNeTCa OT MJIaIeHYECKOTO
no cpemrero (ot 1 mo 49 net [23]), ogHaKo, KakK IIpa-
BUJIO, pa3BepHyTas KIMHWIECKAsT KapTWHA HabJoma-
eTcs B TIOAPOCTKOBOM Bo3pacTe. K HacTosimemy Bpe-
MeHu accouuanus cungpoma bapra ¢ HMJLK onu-
caHa B HECKOJIBKMX MCCIIeTOBaHUAX [23].

[To pesynmpraTam MccaeIOBaHW MyTalldil TEHOB cap-
KOMEPHBIX OEJIKOB MOKAa3aHO, YTO Ha J0Jio reHoB MYH7
u MYBPC3 npuxoautcst 0kojio 20% mMyTaliuii, BBISIBJICH-
aeix ipu CHMJLX [11]. Jnsa cpaBHennst, mpu 'KMII
myTtauvu B reHax MYH7 u MYBPC3 cocTaBIsIIOT OKOJIO
40% OT BceX BbISIBIEHHBIX MyTalldii. DTU JaHHbIE MOTYT
CBUIETEILCTBOBATh 00 YHUBEPCAJBHOM pOJM TEHOB
MYH7n MYBPC3 B rene3e pasnnuabix KMII. OmHako
B cliydae OOHaApYXKeHUsSI MYTAllMX B TeHAX CaApKOMEPHBIX
OCJIKOB BO3HMUKAET CIICAYIOIINIA BOIIPOC: SIBISICTCS JIU
BBISIBJIEHHBIA T€HETUYECKUN NePEeKT MpUUNHON (HeHo-
meHa HMJLK wnu npuuunHoii passutus KMII, npuen-
mreit Kk peromeny HMJIDK? OTBeT Ha 3TOT BOITPOC MOKET
OBITH ITOJTYYCH B XOJE MCCICIOBAHUN ¢ OOJIBIINM KOJIH-
YeCTBOM ITAIICHTOB, C BHIIIOJIHCHUEM IETATLHOTO (PEHO-
TUITUPOBAHUS ¥ M3YICHUEM KOPPEIISIIHNI MEXKIy TeHOTH -
oM u ¢eHOTHIIOM. B HacTosIIIee BpeMs JTaHHBIX O TAKUX
KOPPEISIIINAX HETOCTaTOIHO.

CormacHo pekoMeHmauusM EBpomeiickoro ooie-
ctBa KapamnonoroB ot 2011r [25], JHK-gnarnoctuka
npu CHMJIK MoxeT OBITH ITTOJIE3HA IJIs TalleHTa
C YCTAaHOBJICHHBIM KapIWOJOTHUYECCKUM IHATHO30M
“CHMJIXK”. PoactBennukam npobanga JJHK-nuarao-
CTHKa PEeKOMCHIOBAaHA B Cllydac BBISIBICHUS MyTallld
y nipobaHa.

B 2000r aBropamu Bowles N, Bowles K u Towbin J
OblIa TIpemJioKeHa “TUIoTe3a OoOIlero ItaToreHesa”
KMII. CorracHo mpemioxkeHHOM TUIIOTe3¢, CTPYKTYPHO-
(byHKIIMOHAIBHBIE CXOACTBA OCJIKOB, ITOBPEXIAeMBIX
M3-32 MyTalllii KOAWPYIOIINX WX T¢HOB, SIBIISIIOTCS TIPH-
YMHOU OOILIHOCTU (pEHOTUIA i1 TPYNIbl 3a00eBaHUI
[26, 27]. B “001umii MaToJIOrMuecKuii myTh” BKIIOYAIOTCS
HE TOJIBKO OEJIKM, HEeTIOCPEACTBEHHO ITOBPEKIAIOIINECS
B pe3yJbraTe MyTallMi KOOUPYIOIIUX WX TEHOB,
HO ¥ OEJIKM, B3aNMOICHCTBIE ¢ KOTOPHIMU HapyIIacTCs
B pe3yJIBTaTe IMMOBPEXICHMS CAaliTOB CBA3bIBaHUS. OTHAKO
TaKOM TUITOTETUICCKUIA “OOIIMIA ATOIOTMICCKUI ITyTh”
TO0Ka HE BBISIBJICH M 9Ta KOHIICIIINS HYXXKIAeTCs B JajThb-
Helle pa3paboTke.

109



Poccuiickuin kapayonoruyeckuin xypHan N2 2 (142) | 2017

BraronpusiTHbIA HMIJTK HMJIX
(HEOCIOXHEHHbII) C apuUTMHUAMU ¢ quaTauuei
HEKOMITaKTHBI MUOKap/L
(35% maumenton) Tuneprpoduyeckuit
HexoMmmnakTHbIi HMJLK
MUOKApI B COYCTAaHUN -
¢ MTOPOKAMH CepiIia Tunieprpouyeckuii
HMJIX
HexomnakTHbII MUOKap ¢ auiatauuen
MPaBOro XeJIya0ouKa Win HMJIX (MOBBIILIEHHbI
OUBEHTPUKYJISIPHBII C PECTPUKTUBHOMI pUCK
HEKOMITaKTHBII MUOKap/L KMII CMEpPTHOCTH)

Puc. 2. Cxema knaccudpukaumm CHMJTX Towbin J, et al. (2015).

KnuHuko-puarHoctuyeckue acnektbl CHMJIK

C MmomeHTa omucaHusl (heHOMEHa HEKOMITAKTHOTO
MMOKapa ObUTO pa3paboTaHO 3 TPYITITEI IUATHOCTHYCCKIX
kputepues: Chin T, et al. [28], Jenni R, et al. [29],
u Stollberger C, et al. [30]. B xmuHMYIeCcKOIT MpaKTHUKE HAM-
bonee yacto mpuMmeHsIoTcsT DxoKI-kputepuu Jenni R
(2001):

1. mpu Hanmmuuu npusHakoB HMJIK — orcyrcrBue
COITYTCTBYIOIIEH CepIecTHOI ITaTOJIOTHM;

2. BeIpaxXeHHas runeptpodus creHku JIK, cocTos-
e M3 OBYX CJIOEB. TOHKOTO KOMIIAKTU3MPOBAHHOTO
SMUKAPAUATBHOTO CJIOS U YTOJIIIEHHOTO SHIOKAPAUATb-
HOTO CJIOS C BRIPasKEHHBIMH TPAOCKYIaMU U TIOJIOCTSIMMU;

3. B KOHIIE CUCTOJIBI MAKCHUMAaJIbHOE OTHOIIIEHUE TOJI-
IIMHBI HEKOMITAKTHOTO CJI0ST MIOKapaa K KOMITAKTHOMY
>2;
4. Mo pes3yapTaTaM IIBETHOW HoOIMIIIcporpacdhuyd —
HaJIm4ue KPOBOTOKA B TIYOOKUX MEXTPaOCKYJISIPHBIX
IIPOCTPaHCTBAX.

Heobxomnmo oTMETUTB, 9YTO OCHOBHOE OTpaHUICHHE
BCEX MWCCJICHOBAHMIA, IO pe3yJbTaTaM KOTOPBIX OBLIN
nmpemioxkeHsl DxoKIT KpuTepnun, COCTOUT B MaJIBIX pas-
Mepax 00CIIemOBaHHEBIX BEIOOPOK. B pesymbrare mpemio-
KEeHHBIC KPUTEPUH MOTYT OKa3aThCs HeCIICITN(PITIHBIMMA.
HeiictBurensHo, cornmacHo Ikeda F, et al. [6], mpu obcie-
JOBAaHMU 3[I0POBOM IMOMyasIuuu y 8,3% Juil BBIIOIHSI-
eTcs Kak MUHHMYM omuH OxoKI mgmarHocTwdecKwmit
Kputepuii. Bo3aMOXHO, TIpUHSATEIC B HACTOSIIEE BPEMSI
BOxoKI'-KpuTepry U3NMHUIITHE YyBCTBUTEIBHBI M HEIOCTa-
TOYHO CITCHU(PUIHEL.

MarauTtHo-pe3oHaHcHas Tomorpadust (MPT) cepaira
MOXET TIPUMEHSIThCS IUISI YTOUHCHMSI AMArHO3a IIOCIIe
npoBenennsa DxoKI, takke MPT cepaia mo3Bojser
muarHoctupoBaTh CHMJLK B ciryyae 3aTpyTHEHMS BU3Y-
aJM3aluy BEPXYIIKHU cepana. bbuio MpemioxXHo 1Ba MoA-
xoga kK auarHoctuke HMJIK meromom MPT: kputepuu
Peterson S, et al. [31] u kpurepuu Jacquier A, et al. [32].
CormacHo kputepusiM Jacquier A, et al., Macca HEKOM-
MaKTHOTO MUOKap/a OLIEHMBAETCS KaK pas3HUIA MEXIy
00111e1f Maccoi 1 Maccoil KOMIAKTHOTO MUOKapaa, U3Me-
PEHMUS TIPOBOASATCS B KOHIIE THMACTOJBL. JIMarHOCTHIECKI
3HAYMMOI CUMTAeTCsI Macca HEKOMITAKTHOT'O MHOKapa,

cocrapistionias >20% or oflieil MacChl MUOKapa.
OpnHako, B KIIMHUYIECKO MTPAKTHUKE Yallle IIPUMEHSIIOTCS
MTUATHOCTHYECKNE KPUTEPHH, OLICHUBAIOIINE COOTHOIIIE-
HUE TOJIIWHBI HEKOMIIAKTHOTO M KOMIIAKTHOTO CJIOCB
(xputepuu Peterson S, et al.). CormacHO KpUTEPHUSIM
Peterson S, et al., TMarHOCTUYECKH 3HAYNMBIM CUATACTCS
OTHOIIICHNE HEKOMITAKTHOTO CJI0SI MIOKAapaa K KOMITaKT-
HOMY, TIpeBhIIaloniee 2.3 (M3MepeHNe TONIINHEI CJIOCB
TIPOBOIUTCS B mMacToiry). HecMoTpsl Ha BBICOKYIO IMa-
THOCTUYECKY10 LIeHHOCTh MPT, y Hee ecTb ompeneneH-
HBIC OTPAaHNYCHHS, B OCHOBHOM OOYCJIOBIICHHBIC HEBO3-
MOXHOCTBIO BBHITIOJIHCHUSI HMCCIICTOBAaHMS TaIlMCHTAM
C UMIUIAaHTHPOBAHHBIMU YCTPOUCTBAMH.

Taxxke nnarHoctnka HMJI2K Bo3MoOXXHaA ¢ TOMOIIIBIO
MeToa KOMITbIOTepHOI ToMorpaduu [27].

HekoTopeic aBTOpBI OTMEYAIOT, UYTO YBEIWYCHUE
YacTOTHl IOCTAaHOBKM nmarHo3a “CHMIJLK” o6ycmoB-
JICHO HE TOJIbKO IIOBBIIMICHHEM WH(MOOPMHPOBAHHOCTH
Bpadeii, HO ¥ COBEPIICHCTBOBAHUEM METOIUK BU3YaIH-
3anmu. [Ipr 3TOM, BO3pacTaeT 4YacToTa OOHAPYKCHMS
(beHOMEHA HEKOMITAKTHOTO MUOKapma. OIpaBIaHHOCTb
nocraHoBKH amarHosza “CHMJLK” y 6ecCMMITOMHBIX
MalMEeHTOB ¢ “TyO0YaThiM” MHOKAapIoM B HAaCTOSIIEe
BpeMsT mUCKyTabenpHa. M3-3a OTCYTCTBHS IJIATEIHLHOTO
Teproaa TMHAMIICCKOTO HAOIIOACHUS 32 TAKUMU TIaIIH-
€HTaMU IIPOTHO3MPOBAaHME MCXOJa U OIICHKA pHCcKa BHE-
3arrHON cepaeunoit cmeptn (BCC) B HacTosIIIee BpeMs
HEBO3MOXKHEL.

CornacHO KiaccuduKaumyi AMEpUKAHCKON acCcoIu-
auuu cepaua (AHA, 2006), CHMJLXK siBisietcst caMmocTo-
SATETbHOU (DOPMOM TEHETHMYECKM IeTCPMHHHPOBAHHBIX
KMIT [23]. Omaako xmaccudukanus EBpomeiickoro
Kapauojormdeckoro obmectBa (ECS, 2008) orHOCHT
CHMJILX k “HexmaccupunupoBanabiM” KMII ¢ mocite-
IVIOIIUM IeJIeHHeM Ha “ceMeiHyio” M “HeceMeitHyio”
dopmer. [lepByio IMONBITKY KiIacCH(UIIMPOBATH COO-
creeHHo HMJIXK mnpeanpunstn Towbin JA, et al. [5]
B cBoeM ucciaenoBanuu 2015r. B ero gjoBojibHO 0o0IIMp-
HOI KJTacCU(PUKAIINH YIUTHIBAIOCH HAJTUMINE COITYTCTBY-
foIeit KapauaabHOM MaTOJIOTNH;, KITacCU(UKAITNS B BUIE
OJIOK-CXEMBI TIpeACTaBIcHa Ha puC. 2.

[IporHocTryeckoe 3HadYeHUE (heHOMEHa HEKOMITAKT-
HOTO MMOKapaa, OOHApY:KMBAacMOTO IIPM Pa3IMIHBIX
KMII, ocraercsi cropHbIM, M, BO3MOXHO, pPa3jMYHO
B pa3HBIX BO3PACTHHIX Ipymiax. Kak ObI10 IIpeacTaBiIeHO
BhIlIe B Kiaccudukanuu noarunos HMJLK Towbin JA,
et al., TIPOTHO3 3a00JIEBAaHUS Y B3POCIBIX OIPEACIISICTCS
creneHblo BeipaxkeHHocTH KMII, a He ¢akTom oOHapy-
KEeHUsI HEKOMITAaKTHOTO MHOKAapAa, XOTS OTMEUYEHO, UTO
HaJIMIre HEKOMITAKTHOTO MMOKapIa MOXET YBEIMINBATh
TOCJICOTIepallnOHHBIC PUCKH Y ITAIIMEHTOB ¢ KJIallaHHOM
natosorueit. Takoit moaxon K mporHo3y Tsxkect KMIT
B coueraHuu ¢ HMJIXK mopkperisgercss pe3yjabTaTamMu
uccnegoBannss Amzulescu M.-S, et al. [33], B koTopoMm
OILICHWBAETCSI BKJIAZ ITOBHIIICHHON TPabeKyISIpHOCTH
WINM HEKOMITAKTHOTO MHMOKaplIa B MCXOH 3a00JIeBaHMS
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Puc. 3. Cxema KNMHUYECKOro 1 reHeTMYeckoro o6cneaoBaHms npobaHaa v pOACTBEHHMKOB.

y B3pOCJBIX MalMEHTOB ¢ HeuleMuuyeckoir JKMII.
Ilo pesynabraTaM HUCCIeIOBaHMSI, BKJIIOYABIIETO aHAJIU3
ucxonos JIKMII y 162 maiueHTOB, ObLIO YCTAHOBIIEHO,
yro Haauuue u oo6bem HMILK He Koppenupyert
C TSDKECTBIO 3a00JICBaHUS W HE SIBIISICTCS IIPEANKTOPOM
CepIEeYHO-COCYINCTOM CMEPTHOCTU. TSKeCTh KIIMHIYE-
CKOI KapTUHHI 3a00JIeBaHUS OBbLIa OOYCIOBJICHA CTEIIe-
HBIO PEMOIETUPOBAHUS XKEIYIOUYKOB U CHCTOIUYCCKOM
muchyHKImei, Ho He dakToMm Hammamst HMJLK. Taxke
OBLIO TTOKA3aHO, YTO HEKOMITAKTHOCTh MUOKAapIa SIBJIS-
eTCSI 4YacTOM HaXOOKON Yy B3pOCIBIX ITallMCHTOB
¢ IKMII — 36% u 44%, no pe3yabrataM IpUMEHEHUs
pa3TUYHBIX OMATHOCTUYCCKMX KPUTEPHEB. 3adacTylo
TaKWe IMAIlMeHTHl OTBEYAIOT KPUTCPUSIM IHATHOCTUKU
CHMIJLX.

Hoedemaekers Y, et al. [21] Obl1a TIpeuioXXeHa cxema
KIMHUYECKOTO M TEHETUICCKOTO OOCIIeHOBAaHUS TIPO-
OaHma 1 poacTBeHHUKOB (puc. 3). Kak BUIHO 13 IIpuBe-
IeHHON cXxeMbl, yoemmTenbHO ucKmounth CHMILK
Yy POICTBEHHMKOB IIpoOaHAa BO3MOXKHO TOJBKO IIPU
OTCYTCTBHUM BBISIBJICHHOII paHee ITaTOIeHHOW MYTallWH.

Bo Bcex ocTaIbHBIX CTydasix oI HaOMIOACHIEM Kapamo-
JIora OKa3bIBAeTCSA HE TOJIBKO MPOOAHI, HO W POICTBECH-
Huku I u Il crenenu poncrea. Ha naHHbIF MOMEHT pyKO-
BOJCTBO IO IMHAMWYCCKOMY HAONIONECHUIO W Teparmu
CHMJLXK He pa3paboTaHO, 9TO BO MHOTOM OOYCJIOBJICHO
OTCYTCTBHEM KIMHUYECKNX MCCICTOBAHUM C HOCTATOU-
HBIM KOJIMYECTBOM MalleHTOB. I1poBeneHHBIC NCCIEeI0-
BaHMS OXBATBIBAIOT TOJBKO OTIEIbHBIC ACITEKTHI Tepa-
N, TakWe KaK Ha3HadyeHue Oera-0iiokaTtopoB [34],
AHTUKOATYJISTHTHOM Tepanuy, UMILTAHTAIIMN UMILIAHTH-
pyeMoro KapauoBeptepa-geduodbpumisatopa (UKI).
bei1o mokaszaHo, 4yto B rpymnme nauueHtoB ¢ HMJIK
HaOIIOmaeTCsT BBICOKAsl YacTOTa Pa3BUTHSI CEPACUHOM
Henpocrarounoct (NYHA 11I-1V) u BCC [26, 35].
BresiBnerne CHMJLK Ha cragmu BHYTpHUYTPOOHOTO
Pa3BUTHS U Y HOBOPOXKICHHBIX SIBJISICTCSI, TIO-BUINMOMY,
TIPOTHOCTHYCCKH HEOIAarOIpUSITHON HAXOIKOM, M aCCOIIH-
HMPOBAHO C BBICOKMM PHCKOM Pa3BUTHSI XPOHUIECKOM cep-
JIEYHOM HETOCTATOYHOCTH, TpoMOo3Mbosmii 1 BCC [16].
IIupokoMaciiTabOHBIX MCCIIEIOBAHUN UCXOMOB 3a00-
JIeBaHMS Y IMAIIMCHTOB C COYCTaHMEM KapIUOMHOIIATUM
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u HMJIZXK B Hacrosiiiee Bpems mano. Ilo pesynsraram
ucciaenoBanus mauueHTtoB ¢ JKMII u HMJIXK Obuto
nokazaHo, uto Hanuuue HMJIK He Koppenupyer ¢ Ts-
XKeCcTblo 3abojyieBaHus y mammeHToB ¢ JKMIT [25].
Ha stoM ocHOBaHMM OBUIO MPEIIOXEHO HE IMPUMEHSTD
boyiee arpecCUBHYIO TaKTHKY Tepallid y IIalleHTOB
¢ IKMIT n HMJIX.

B 11e710M, Y B3pOCTBIX OOTBHBIX PEKOMEHIYETCS KC-
TPaIIOJIUPOBATh PYKOBOICTBO I10 TePAITNU KapAMOMMOTIA -
it Ha Tepanuio nauredtos ¢ HMJIXK [36], npu Hanu-
YUU CHUXKEHHOM (ppakiuu BeiOpoca JIZK pekomeHayeTcs
NpUMeHITh ctanaapT JedyeHus JJKMII. OgHako HeKOTO-
pBIe aCMeKThl TePallMU SIBIISIOTCS YHUKAJIBHBIMH IS
CHMJLXK. Bompocsl 0 Ha3HauYeHNN aHTUKOATYJISTHTHOM
Tepanuu 1 o0 mMmmantauuu MKJ crout paccMoTpeThb
0co0o0.

B pectpocriektuBHOM nccaemoBannu Stollberger C, et
al. puck Tpom603MOosnu y mauueHToB ¢ HMJLXK ouenu-
BaJICd TIO IIKaJie CHADSZ/CHAZDSZ—Vasc [37]. bovuto
nokasaHo, yto y nauueHtoB ¢ HMJIK u tpom603mM60-
el MM WHCYJIBTOM B aHaMHe3e OalIbl IO IIKaje
CHADS,/CHA DS -Vasc Oblii CyLICCTBEHHO BBILIC.
Takum obpa3oM, 1IKaia CHADSZ/CHAZDSZ—Vasc MOXET
CIIYXWUTh DOIOJHUTEILHBEIM WHCTPYMEHTOM IIPH TIPUHSI-
TAM peIIeHUS O Ha3HAYeHNH aHTUKOATYJITHTHOM Teparn
y naipeHToB ¢ HMJLK. ITpu Hanmnuuu tpomba JIK wnum
JTOKYMEHTUPOBAHHOM (DHOPMIUISIINM TIpeICepanii aHTHU-
KOAryJITHTHYIO Tepalliio CJIeAyeT Ha3HadyaTh HEe3aBHUCHMO
OT 0AaJIJIOB TI0 IIIKAaJIe CHADSZ/CHAZDSZ—Vasc [26].

OmuH u3 HamboJiee CIIOXHBIX acIIeKTOB TepaIltnu
CHMIJIK — pemenue o6 wumninantanun WK]/I.
W3BectHO, uTOo omuH m3 nmoaturoB CHMJIK — Heo-
cnoxuenabit HCJIK 0e3 HapyieHWit putMa cepmiia
1 ¢ OJarompuITHBIM MporHo3oM. Ilockomsky BCC
MOXET OBITh IIEPBHIM CHUMIITOMOM 3a00JICBAaHUS IIPU
KapIMOMUOIIATUSIX, OomeHKY pucka BCC Heobxommmo
IIPOBOAWTHh HaXe VY MAaIUeHTOB, OECCHMIITOMHEIX
Ha MoMeHT obHapyxkeHuss HMJLK. CormacHo peKoMeH-
mauusaM  EBpolmeiickoro o0miecTBa KapIHOJIOTOB
IO TepaIlnH KETYIOIKOBEIX HAPYIICHU pUTMa Cepalla
n npodunaktuke BCC [38], pemmieHne 06 MMIUIaHTALAN
UK y nauumentoB ¢ HMIJIK cTouT npuHUMATh
Ha OCHOBAHHWH TSKECTU TMUACTOINIECCKON TMCHYHKIINU
W HAINYUS YCTOMYUBBIX XKEIYOOYKOBEIX apUTMHI
¢ ucnojib3oBanuem Kputepues misg JKMII. Ina nomoi-
HUTETbHOI olleHKM pricka BCC y malimeHTOB ¢ COXpaH-
Holt (ppakmueit Beiopoca JIK Bennet, et al. mpemaraior
XOJITEPOBCKOC MOHHUTOPHPOBAHME C ICIBI0 MCKIIOUE-
HUSI TapOKCU3MAJIbHON (POPMBI KEITYIOUYKOBON TaxXm-
Kapaun. Takke B Ka4eCTBE JOIOJHUTEIBHEBIX (PaKTOPOB
prcka MoryT paccMmaTtpuBaThes ciaydan BCC B cembe 1/
TN HaJIMIMe CMHKOIIC B aHaMHe3e.

BxJ1an BEISIBIISIEMBIX TeHETHUYCCKIX HAPYIICHMIA B pa3-
BUTHE COOCTBEHHO HEKOMITAKTHOTO MMOKapaa Tpeoyer
TOTIOJTHUTENBHBIX UccenoBanuii [23]. B xome kimHuye-
ckoro oocnenosanmd nauurenra ¢ CHMJIK HeooxonumMo

WCKJII09aTh CHHIPOMAJbHYIO ITaTOJIOTHIO, HEpPBHO-
MBIIIIEYHBIE ¥ MUTOXOHIPHAIBHEIC 3a00J¢BaHUS. YUH-
THIBasl 3HAYMMBIN IIPOIICHT HACICACTBEHHBIX CIyJacB
CHMJIK u mUpoOKWilI CHEKTp acCOLMMPOBAHHON
HaCJICICTBEHHOM MATOJIOTHH, KIMHNYEeCKOoe 00CenoBa-
HUE U MEIUKO-TEeHETUYECKOE KOHCYJIbTUPOBaHKE HEOD-
XOIHUMO TIPOBOAUTH HE TOJIBKO MTAIIMEHTY, HO ¥ POICTBCH-
HUKaM | creneHn poxncrTaa.

Xupypruyeckoe sie4eHme HeKOMMNaKTHOro Mmokapaa

Xupyprudeckas tTaktuka npu HMJLXK onpenensiercsa
TSDKECTBIO CEpPICYHON HEOOCTATOYHOCTA M HaJIWIMEM
KM3HEYTPOXKAIOIMNX HapyIIeHN puTt™Ma cepama. Mmero-
IIHeCsT IyOIMKAIIMK T10 BOIIPOCAaM XUPYPTHUECKOTO JIeUe-
HUsI, B OCHOBHOM, KacalOTCsS TpaHCIUIAHTAlIMU Cepilla
npu HMJIXK, ummnantanum MK/l 1 neyeHnio KiiarnaH-
HOI TAaTOJIOTUH, W TIPEICTABIICHBI ONMMCAHUSIMU OTIACTb-
HBIX KIIMHNYECKUX cIy4daeB. Kak v 1o ocTabHBIM acTieKTaM
HMJIK, ocHoBHasi mpobjiemMa — OTCYTCTBUE IIHPOKO-
MAaCIITa0HBIX WCCICIOBAaHUM, IIOCBSIICHHBIX IMHA-
MHIYECKOMY HaOJIIOMEHHUIO 32 TOCTATOYHBIM KOJIMICCTBOM
nauueHToB ¢ HMJIK. Oechslin E, et al. [7] nHabmonanu
34 B3pocneix nauveHTa ¢ HMJIK Ha npotsskenum 44140
MecsIeB. 3a 3TOT IepHoI BpeMEeHHU Iepecanka cepilla
ObL1a BhimonHeHa 4 marueHtaMm (12%). B psae ciaydaes
B KaueCTBE IMPOMEXYTOUYHOM Tepalmy nepes TpaHCILIaH-
tanueit cepaua mammeHtaM ¢ CHMJIK BeIoNHSIIACH
UMILIaHTauus uckyccTBeHHoro JIZK. B Heckonbkmux
COOOIIEHUSIX ObLI yKa3aH BBICOKUN PUCK OOCTPYKIIMU
BBOIHO KaHIOIN MMIUIAHTUPOBAHHBIX YCTPOMCTB BCIIC -
CTBHE CHEHM(MUICCKON Ty0JIaToi CTPYKTYpPH MHOKapia
[39, 40].

Heobxomumo otmeruth myonmkamuio Gan C, et al.
[41], TOCBSIIIEHHYIO XUPYPTAYCCKOMY YIAICHUIO HEKOM-
MMaKTHOIO CJI0s MUOKapja y mauueHTa 16 net. ITanuenty
C cepleuHoi HemocTaTOYHOCThIO IV (yHKIMOHATBHOTO
kinacca (NYHA) Oblia BHITIOTHEHA YaCTUIHAST PE3CKIIHS
TPabEeKyJISIPHOTO CJIOST MUOKapaa Ha BepXyIIKe cepilla,
HIDKHEM M OOKOBBIX CTEHKaxX XeNymodkKa M 3aMeHa
MUTPAJIFHOTO KJjlallaHA Ha MEXaHWYeCKUU IIpoTes.
B nocneonepailioHHOM MEPUOJE OTMEUEHO YJydllleHWe
coctostHUs 1o 11 ¢yaKmoHampHOro Kimacca (NYHA),
BTOT pe3yNbTaT COXPAHSICSI Ha IPOTSKCHUM OBYX JIET
IWHAMMYeCKOoro HabmoneHus. [1o HammM TaHHBIM, CBe-
IEeHUI 0 IPYTHUX MMOJOOHBIX OIepavsIX B IUTEPATypPe HET.
BesycnmoBHO, maHHas omepallnsl, KOHIIENTYaJIbHO HaIlO-
MUHapas onepauuu pemonaenuposaHusi rpu KMII,
TpeaCTaBIsIeT OOMbIION mMHTepec. OOHAKO HEOOXOINM
IeTaJIbHBI aHAJW3 TPOBEICHHOIO BMEIIATEIHCTBA
M OIICHKA BO3MOXHOCTH €r0 BBIIIOJHECHUSI Y IPYTUX
manuenToB ¢ HMJLK.

3aknioyeHune
M3BecTHO, YTO B MATOJOTMM HET HUYETO TaKOTO, YTO
MPUHIIMITMAIEHO OBl OTCYTCTBOBaJio B HopMe. Hekom-
MaKTHOCTH (“Ty04aTOCTh”?) MUOKap/a SIBIISICTCS HEO0XO-
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IUMOI cTaauelt 3MOpPMOHAJIBbHOTO pPa3BUTUSI CepAla,
XOT$ pOJIb MOBBILLIEHHON TpaOeKyJISIPHOCTU Ha 3TOM CTa-
IVNU Pa3BUTUS OKOHYATEJIBPHO HE sICHA. DTUOJIOTHUSI
U maToreHes rnocr-amMopruonHanbHoii HMJLK Ttakke octa-
JOTCSI HEIOCTAaTOYHO M3yYeHHBIMU.
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POJIb UMMYHOCYNPECCUBHOI TEPANUU B IEYEHUN MUOKAPOMUTA

Frustaci A.1’2, Chimenti C.1’2’3, TapaguH I r*®

HecMoTps Ha BCEOOBLUMIA AOCTUTHYTLI KOHCEHCYC B OTHOLIEHUM GNaronpusTHOro
BO3LENCTBMS MMMYHOCYMPECCUMN MPU 303MHODUIBLHOM, FPaHyeMaTO3HOM, FUraH-
TOKNETOYHOM MUOKapAuTE U TMMPOLMTAPHOM MUOKAPAMTE, aCCOLMUPYIOLLMMCS
C CMCTEMHbIMU 3a00NEBAHUSMI COEAVHUTENBHON TKaHU, a TakXe Npu peakuum
OTTOPXEHWSt TPAHCNNAHTMPOBAHHOIO CepALa, TepaneBTnyeckas posib UMMYHOCY-
npeccusHov Tepanum (VCT) B neueHnn numoLmTapHoi BOCNanuTeNbHOM kapano-
MMOnNaTUM NPOAOMXaeT ObiTb NPeaMeToM Auckyccuid. Mpenbloylume petpocnek-
TVBHbIE UCCNIEOBAHMS BbIIBUM KIMHWYECKOe ynyudlueHne Y 90% G0MbHbIX C BUPYC-
HEeraTMBHOW BOCMANMTENBHOW KapauoMuonaTueir n OTCYTCTBME OTBeTa Nnbo
yxyaLweHve GyHkummn cepaua y 85% 60nbHbIX C BUPYC-NO3UTUBHOW BOCNANNTESNb-
HOI KapAnoMuonaTei nocne NpoBefeHNs UMMyHocynpeccun. [ipyrve ncenepo-
BaHNS MAEHTMOULMPOBAIN MOBLILLEHHYIO 3kcnpeccuio HLA B kapavomuoumTax
B KayeCTBE AOMONHUTENBHOrO0 MHAMKATOPA YYBCTBUTENBHOCTY BOCMANWUTENBHOM
kapavomuonatum k UCT. HepasHo Gbino NpoBeAeHO OOHOLEHTPOBOE PaHAOMU3M-
POBaHHOE MPOCNEKTUBHOE ABOHOE CNenoe NCCNeR0BaHNE C NPUMEHEHVEM Npea-
HU30/I0Ha M a3aTMONpMHA B KA4eCTBe [OMOJHEHNS K NOLAEPXMBAIOLLE Tepanim
y 85 GO0MbHbIX BUPYC-HEraTVBHOM BOCMaNMTENbHOWM Kapavwomuonatuei. Pesynb-
TaTbl UCCNENOBaHMs Mokas3anu CyLECTBEHHOE ynyylleHne dpakuum Bbibpoca
NIEBOrO XENYyA04Ka U YMEHbLLUEHNE pa3MepoB NeBOro xenynoyka y 88% 60mbHbIX
13 43 NpoNeyeHHbIX MO CPABHEHUIO C 42 NaLMEHTaMK, MOMy4aBLUMX NnaLe6o 1 npo-
[IEMOHCTPUPOBABLLVX yXyALeHe paboTel cepaua B 83% cnyyaes (MccneaoBaHve
TIMIC).

9TV faHHble MOATBEPXAAIOT IPDEKTUBHOCTb MIMMYHOCYNPECCUM NPY BUPYC-HEra-
TUBHOW BOCMANUTENbHON Kapanommonatun. HegoctatoyHoCTb oTBeTa B 12% cny-
4aeB NpesnonaraeT Hasm4ne HeBLISIBNIEHHBIX BUPYCOB MM MEXaHW3MOB NOBPEXE-
HUS 1 BOCMANEHUS, HEYYBCTBWUTEMbHBIX K MMMYyHOCynpeccun. BoccTaHoBneHue
KapAvanbHoW GYHKLMM Y NaLUWEHTOB, MO3UTUBHO OTBETUBLLMX HA MMMYHOCYNpEC-
cuio, 66110 06YCNOBNEHO MHIMOMPOBAHUEM TMOENN KAapAMOMUOLMTOB 1 YBENNYE-
HUEM KIETO4YHON nponudepauum C BHOBb CMHTE3VWPOBAHHBIM KOHTPAKTWUbHBIM
martepuanom.
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THE ROLE OF IMMUNITY SUPPRESSION IN TREATMENT OF MYOCARDITIS

Frustaci A.1’2, Chimenti C.1’2’3, Taradin G.G.*°

Regardless the common consensus on the benefits of immunity suppression in
eosinophilic, granulomatous, giant cell and lymphocyte myocarditis, associated with
systemic connective tissue diseases, and in rejection of transplanted heart, role of
immune suppression therapy (IST) in treatment of lymphocyte inflammatory
cardiomyopathy remains controversial. Previous retrospective studies revealed
clinical improvement in 90% of patients with virus-negative inflammatory
cardiomyopathy and absence of response or worsening of heart function in 85% of
virus-positive inflammatory cardiomyopathy after immunity suppression. Other
studies identified the enhanced expression of HLA in cardiomyocytes as an additional
indicator of sensitivity of inflammatory cardiomyopathy to IST. Recently, the single-
center randomized study was performed with double blind application of prednisone
and azatioprin as addition to maintenance therapy in 85 patients with virus-negative
inflammatory cardiomyopathy. The results of the study showed significant
improvement of the left ventricle ejection fraction and decrease of the left ventricle
dimensions in 88% patients among 43 of treated comparing to 42 patients on placebo
demonstrated worsening of cardiac functioning in 83% cases (the TIMIC study).

This data confirms the efficacy of immunity suppression in virus-negative
inflammatory cardiomyopathy. Insufficiency of response in 12% cases undermines

MuoKapauT IpencTaBlIsieT BOCHAIMTEIIBFHOE 3a0071e-
BaHWE Cepilla, BBI3BAHHOEC BHUPYCHOM, OaKTepHaTbHOMU
WIN TPUOKOBOI MH(pEKIMEH, CUCTeMHBIMA 3a00JIeBaHM -
SIMM, ayTOMMMYHHOM TUCPETYISAINeH, JeKapCTBEHHBIMU

existence of non-revealed viruses and mechanisms of damage and inflammation,
non-sensitive to immunity suppression. Restoring of cardiac function in patients
actively responded to immunity suppression, was determined by inhibition of
cardiomyocytes death and increase of cells proliferation with ad novo synthesized
contractile material.
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Key words: heart failure, inflammatory cardiomyopathy, immunity suppression
therapy, myocarditis, treatment, function restoring, viruses.
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npenapaTaMy 1 TOKCMHaMA. C KIMHIYECKOM TOYKH 3pe-
HUS MHOKApIUT BapbUpyeT OT CYOKIMHWYCCKUX (HOopM
CO CKYTHOM CHMIITOMATUKON IO >KM3HEYTPOXKAIOIINX
ApUTMMI, KapANOTEHHOTO IIIOKA 1 BHE3AITHOM CMEPTH.
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OB30PbI JINTEPATYPbI

Xots 0k0j10 40% cityyaeB OCTPOro MUOKAPAUTA MOTYT
CIIOHTAHHO pa3pemiaThes [1], y ocTaBIIMXCs MAlMEHTOB
OH IIEPEXOINT B XPOHUUIECKYIO (pa3y KakK CICACTBUE IIaTO-
JIOTUIECKOTO MMMYHHOTO OTBETa C MWJIATalleil XKelry-
IIOYKOB, CHIDKEHHEM COKPATHTCIBHON CIIOCOOHOCTH
MMOKapaa W KIMHIYECKUM IIPOrpeCCUPOBAaHUEM B CEp-
JIEYHYIO HeAOCTaTOYHOCTh [2, 3]. HecMoTpst Ha mocTike-
HUST INATHOCTUYCCKIX TEXHOJIOTHI B OIIPEACICHIHN 3THO-
JIOTUA MMOKApAWTa, crHenmdumiecKas CTaHIApTU3UPO-
BaHHasI Tepamys BCe ellle He pa3paboTaHa. DTO, TIABHBEIM
00pa3oM, CBA3aHO CO BCE €IIe He M3BECTHBIMHU MEXaHM3-
MaMU, PETyINPYIONINMI HOPMAJIbHBIA W W3MEHCHHBIN
WMMYHHBIA OTBET OpraHM3Ma, YTO IIPUBOIUT JTUOO K DITH-
MWHAIIMKA BHpPYyca W CIIOHTAHHOMY pa3pelIeHUI0 BOCITa-
JIMTEIIBHOTO TIpoliecca, JU00 K MMMYHO-OITOCPEIOBaH-
HOMY TTOBPEXKICHUIO, COXPAHSIOMIEMYCSI C WIN 0e3 DIIH-
MMHaLUK Bupyca [4-6]. Boee Toro, Tui MHGEKLIKOHHOTO
areHTa M ero IPeBAMPYIOIINIA MEXaHW3M KJIETOYHOTO
MTOBPEXACHUS (TIPIMOE IIUTOTOKCUIECKOE YT UMMYHO-
OITOCPEIOBAaHHHOE) MOXKET TaKKe BJIUSITH Ha 3BOJIOLIIO
MMOKapIUaJTbHOTO BOCITAJICHUS.

B dactHOCTM, TIpMMEHEHNE MMMYHOCYIIPECCHUBHOMN
tepanmun (MCT) mpu numdoLImTapHOM MUOKapINTE
SIBJIIETCSL IO CUX ITOP IPOTUBOPEUYMUBHIM [7] KaK y meTei
[8, 9], Tak m y B3pocasix [10, 11], IposIBIISISICH TMOO apuT-
mugMu [12], mnbo cepaeyHoit HegoCcTaTOYHOCTHIO [13].
Ha ocHoBaHWM MAaHHBIX METa-aHaJ3a, BHIIIOJIHCHHOTO
Chen HS, et al. [14], He 0OHapyXeHO OJATOTIPUATHOTO
a¢deKTa TITIOKOKOPTUKOWIOB TIPH JCUCHUHN BUPYCHOTO
MMOKapINTA TI0 ITOKA3aTeISIM CMEPTHOCTH, KaK 1 M3Me-
HeHus knacca NYHA B rpymnme 60JbHBIX, MOJy4aBIIMX
CTEePOMIBI, TI0 CPABHEHUIO C MAIIMEHTAMM, He IPUHNMAB-
IIUMU 3TH IpeTapaThl.

B meiicTBUTEILHOCTH, IIPU OTCYTCTBUU CITeIM(pIUe-
CKHX MapKepoB, IMOATBEPXIAIOIINX LEIecO00pa3HOCTh
HCT, kpymmHOE HCcaemoBaHWe, BHIITOJTHEHHOe B 19951
Mason JW, et al. [11], omunOo4YHO MPUBEJIO K pe3yJibTa-
TaM, JEMOHCTPHMPYIOIINM OTCYTCTBHE SIBHOTO YJTydYIIC-
HUS 10 BEIKMBACMOCTH OOJIBHBIX ¢ MIOKAPINUTOM, IIPO-
JICYCHHBIX WMMMYHHOCYIIPECCUBHBIMU TIpeIlapaTaMu,
10 CPaBHEHMIO C I171a1ie60. B ¢BsA3M ¢ 3TNM, TIpUMEHEHIE
HUCT orpanmymBaeTcd IOKa B JIEYEHUU S03WHODUIb-
Horo [15, 16], rpanyiemMaTo3Horo [17] U TMraHTOKJIETOY -
Horo MuokapauTta [18-21], Tak ke Kak TUM@OILIMTapHOTO
MMOKapINTa, COYETAIOIIETOCS ¢ CMCTEMHBIMU 3a00JIeBa-
HUSMU COeIUHUTENIbHOM TKaHu [22, 23] wim ¢ peakmyeit
OTTOpXXEeHMs TpaHcIaHTaTa cepaia. B 2001 Wojnicz R,
et al. [24] Ha ocHOBaHMU PE3yJIBTAaTOB PAHIOMU3NPOBAH-
HOTO IIIaIle00-KOHTPOJIMPYEMOTO MCCICIOBAHUS IIpeI-
TIOJIOXKWUTH, 9TO YCHUJICHUE 3KCIIpeccuy aHTUreHoB HLA
B MUOKAapANaJIbHOM TKAHW OOJBHBIX C TUM(MOIUTAPHBIM
MHMOKApIUTOM MOXKET YKa3blBaTh Ha TOMOTCHHYIO ITOH-
TPYIITy BOCITAJUTEIBHON MWIATAIIMOHHONM KapIuOMMO-
MMaTuH, TMOOACPXKUBACMON ayTOMMMYHHBIMHM MEXaHM3-
MaMH1 TIOBPEXICHUS, W MOXET BEICTYIIATh B KayeCTBE
MapKepa BOCIIPUMMYMBOCTH K Tepanmuiu. OTHAKO B 3TOM

WCCIICIOBAaHUN OIIpeae/icHIe BUPYCHOIO TeHOMAa B MHO-
Kapje He IPOBOAMIOCE.

Harma rpyrmima B peTpOCIIeKTUBHOM U IIPOCIIEKTUBHOM
WCCIICIOBAHUSIX OIIpeelisia XapaKTepUCTUKI OOJIBHBIX,
otBetuBIINX Ha MCT, a Takke KIIETOYHBIC T MOJICKYJISIP-
Hble MEXaHM3MbI BOCCTAHOBJIEHMS CepALA MOCIe UMMY-
HOCYIIPECCHM.

PeTpocnekTuBHoe uccnegoBaive

B peTpocIieKTHBHOM MCCIeHOBAaHUY OBLIN IIPOaHAJIM -
3UpPOBAaHBI BHPYCOJIOTHYECKNE W NMMYHOJIOTHYECKUE
npodWIM TANUEHTOB C aKTUBHBIM JIUMMOIUTAPHBIM
MHOKApIUTOM M XPOHWYCCKON CepIecTHON HEOOCTaTOU-
HOCTBIO, OTBETHUBIIINE WJIM HET Ha mpoBeaeHHylo MCT
[25]. Beut u3ydeH 41 GOMBHOI ¢ TUCTOIIOTUICCKIM IHa-
THO30M “aKTUBHBIM MHOKapAuUT’ M XapaKTepr30BaB-
IIHics TIPOrPEeCCUPYIONIECH CepIeyHOl HEeIOCTaTOYHO-
cThiO ¢ (ppakiumeii Beiopoca (PB) menee yem 40% Ha mpo-
TSDKEHMM >6 MecC., HECMOTpsI Ha IIpOBeAeHUe Tpaau-
OWUOHHOM ITOIepKUBAIOIIe Tepanuu. Bce mmammeHTH
OB CPAaBHUMBI 10 CPOKaM JUTUTSIIFHOCTU W BBIPAXKCH-
HOCTH KapAnaJIbHOM ITaTOJIOTUM, TUCTOJIOTHYSCKIM TIPH-
3HaKaM, a TaKKe TeMOHCTPUPOBAIN HU3KYIO 2D (HEKTUB-
HOCTh B OTBET Ha IIPOBEICHNE IOJHON ITOMICPKUBAIO-
meit Tepanuu. bompHbie Tomydyamm MCT, Kortopas
BKJIOYajia 1 MI/KT Macchl Teia/CyTKM IIPEeTHM30JI0HA
B TeueHHMe 4 Hed., a 3aTeM IIEpeXOl €T0 Ha pPeXUM
0,33 Mr/Kr Maccel Tela/CyTKM Ha TPOTSDKEHHH 5 Mec.
W a3aTHONPWH B PeXMME 2 MI/KT MacChl Tella/CyTKU
B TeueHue 6 Mec. IlaLeHThl pacleHUBAIKCH KaK “OTBe-
THBIINAE”, €CIIN Y HUX OTMEYAJIOCh CHIDKCHUE BEIpaXKeH-
HOCTH cepaeuyHoii HenoctatouHocTy 1o NYHA, o kpati-
Heil Mepe, Ha OAMH Kiacc, u yiaydimeHne PB >10%
10 CPaBHEHUIO C MCXOOHBIMM TaHHBIMU. BobHEIE Kitac-
cupUIIMpoOBaINCh KaK “HEOTBETUBINME”, €CJIM HE OTMe-
YaJIoCh YIYUIIIEHNE CO CTOPOHBI KJIacca CepaedHO Hello-
cratoyHoct 1Mo NYHA wm ®PB 1ubo Habmrozasioch
VXYOIIeHWE, JIN0O pEeruCTPUPOBAINCH CEPhe3HBIC COOBI-
TSI, TaKMe KaK KapAWOTCHHBIM IIMOK, HEOOXOOUMOCTh
B TpaHCIUIAHTALIMM CepAla WIN KapauajdbHas CMepTh.
Cpenn 41 601pHOTO 21 OTBETWII OBICTPHIM YIYUIIICHUEM
®B 1 mpu3HaKaMM U3JICYCHHOTO MIOKAPANTA IT0 PE3YIIb-
TaTaM KOHTpPOJIbHOUW Ouomncum. B cBoio odepenp, 20
MAIlMeHTOB HE CMOIJIA OTBETUTH, M3 YMCJIA KOTOPBIX 12
OCTaBaJINCh Ha CTAOMIIBHOM YPOBHE, 3 TIEpEeHECIIN TPAHC-
IUTAHTAIIAIO Cepara, a 5 yMepiau ¢ MOP(HOIOTHIECCKIMU
MIpU3HAKAMM TUCTOJIOTUICCKOI SBOIOLNHI 3200 IeBaHUS
B IWJIATAlIMOHHYIO KapIHOMUOIIATHIO.

PeTpocnieKTBHEIN aHANIN3 C TIOMOIIBIO TTOJIMMEpas-
Hoit terrHo# peakuny (ITLIP) 3aMopokeHHBIX SHIOMMIO-
KapIUalbHBEIX O0pa3lloB M OILIEHKAa HUPKYJIHPYIOIINX
KapaIuaJIbHBIX ayTOAHTUTE B CHBIBOPOTKE OOJIBHBIX TTOKA-
3aJIM, YTO HEOTBETUBIIME MMEIN 0oJiee BBICOKYIO pac-
MPOCTPAHEHHOCTh BUPYCHBIX TeHOMOB B MHOKape (85%)
¥ OTCYTCTBHE ayTOAHTUTEN B CHBIBOPOTKE, B TO BPEMST KaK
y 90% oOTBeTUBIIMX OBUIM IO3UTUBHbBIE PE3YyJIbTaThl
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Ha ayTOAHTUTENA Y JIMIIb Y 3 0onbHBIX (15%) BBISBIIS-
JIUCh BUPYCHBIE TEHOMBI MIPpU aHaJn3e ¢ nmomoibio TTIP.
Cpenn tex, kto He otBeTI Ha MCT, mepcuctupoBaHme
B MHOKapJe SHTepOBUPYCOB, aACHOBUPYCOB MJIN MX COUC-
TaHUE aCCOLMUPOBAIOCH C XYAIINM KIMHUIECKUM IIPO-
THO30M. DTH JaHHBIC 03HAYAIOT, YTO OTCYTCTBHE KapIH-
aJIbHBIX BUPYCHBIX TCHOMOB SIBJIICTCS IIPEABAPUTCIIBHBIM
YCIIOBUEM IS UMMYHOCYIIPECCHUM, B TO BpeMsS Kak
y OOJBHBIX C BUPYC-TIO3UTUBHOI BOCHAIMTEIIFHON Kap-
IHOMUOIIATHEl BO3MOXHO 3(pdeKTMBHOE BO3ICICTBHE
Ha TIaTOJIOTUYECKUIA TIpoliecc Oj1arogaps aHTUBUPYCHBIM
areHTaM. MHTepecHO, YTO CepoJOTHYECKOEe MCCIICIOBa-
HHE Ha oTIpeIesIcHIE KapIUOTPOITHBIX BUPYCOB HE TT03BO-
JIMJIO TIpEeICcKas3aTh HaJW4Ire BUPYCHOTO TeHOMa B MHUO-
Kapmae. DTOT pe3yJIbTaT ObLI TAKKE ITOATBEPXKICH B HICCIIE-
nmoBanuu Mahfoud F, et al. [26], TeM caMbIM TTpearioaras,
YTO TIPU AUATHOCTUKE MHMOKApAWTA CEPOJOTHUECKUMA
MeToI He MOXET OBITh MCITOJIb30BaH B KAYCCTBE aJIBTEP-
HatuBHoro [T P sHpoMuoxkapanaibHON TKAHU.

MpocnekTuBHOE UCCneaoBaHue

JL1st IOATBEPKIEHUSI TUX PE3YTBTATOB B TPOCIIEKTUB-
HOM BapUaHTE MbI BHITIOJTHWIN OJHOIIEHTPOBOE PAHIOMU-
3UPOBAHHOE JIBOMHOE CIIETOe TUIAle00-KOHTPOIUPpYeMOe
WCCTIEOBAHNE C BKIIIOUYEHWEM OOJBHBIX MUOKAPIUTOM
U C XpOHWYECKOW CEpAeYHON HEeMOCTaTOYHOCTHIO, 0e3
MPU3HAKOB MUOKApPAMAIBHON BUPYCHOW WH(pEeKIUMn
no gaHHeM TTHP mepen MCT [27]. BocembaecaT IITh
OOJTbHBIX, Pa3e/IeHHBIE HA BE TPYIIIbI, TOTyJay TIPe/-
HU30JI0H U3 pacuera 1 Mr/1 Kr Macchl Tenia/CyTKH Ha TIpo-
TSDKEHUU 4 Hell., C TIOC/IEIOBaBITUM U3MEHEHUEM pexknma
Ha 0,33 Mr/1 KT Macchl TeJla/CyTKH B TeUeHUE 5 Mec. 1 a3a-
TUOIIPUH 2 MI/KI MacChl TeJIa/CyTKH B TeueHue 6 mec. (43
6ombHBIX, [pyrma 1) wmm miame6o (42 6ombHbIX, [pyrma 2)
B JIOTIOJIHEHWE K TPAAWIIMOHHOUN Tepanuu CepaeaHon
HemoctaToYHOCTH. OCHOBHBIM PE3YJIBTATOM CUYUTATIOCH
JIOCTIKEHUE YIydllieHUs] (QYHKIIMU JIEBOTO KeIymodKa
(JIXX). B Ipynmne 1 6bUI0 OTMEUYEHO CYILIECTBEHHOE YJIy4-
menne ppakauu Beiopoca JIK (DB JIXK) u 3HaunTeIBHOE
YMEHBIIIEHWE €T0 pa3MepoB M OOBEMOB TIO CPAaBHEHMIO
C TIepBOHAYAJIbHBIMU TIOKa3aresiMu. [IpumedarenbHO,
yto 38 m3 43 GoNBHBIX MepBoi rpymnmbl Ha doHe MCT
(88%) npoaeMoOHCTpUPOBAIHY YiaydlleHrne (YHKLIMY 1 pa3-
MEpOB CepAla. ¥ OCTaBIIUXCS TMATU MAIMEHTOB TPOIOJI-
JKaJIW COXPAHSIThCSl CTAOMIbHAS KIMHWYECKAs KapTWHA
" mapameTpsl dyHkimu cepaia. Ciemyer OTMETUTD, 9TO
JIaxe y OONBHBIX C KpallHE TSKEeIbIM 3a00JIeBaHUEM
(koHEeuHO-mracTtommaeckuii pasmep JIK <90 mm u @B
JIK 20%) 6butO OTMEYEeHO CYIIECTBEHHOE YITydIlleHue
JI0 CTETMeHU, TIO3BOJSIONIe!t OOJBHBIM TPUCTYIUTh
K BBITIOJTHEHWIO CBOEW Tpensiayiieii pabotel. [lepuon
JUTUTETBHOCTHU CEPIIETHON HEAOCTATOUHOCTH HE KOPPETH-
POBAJI CO CTETIEHBIO BOCCTAHOBIICHUSI KAPANATTLHOM (PyHK-
. Hu y omHOTO 6016HO0TO M3 [Pymis! 2 K IecTUMeCTd-
HOMY TIeprO/y HaOOAeHNST He oTMeueHo yiydtienns: OB
JIZK, a naxke Ha00OPOT, BHISIBJIEHO CYILLIECTBEHHOE YXYIIIe-

HHE 10 CPaBHEHUIO ¢ MCXOMHBIMU ITOKa3aTesissMu. B gact-
HOCTH, Y 35 n3 42 60npHBIX [pymmer 2 ObUIO 0OHAPYXKEHO
Tocjenyomiee yXyanmeHne (GyHKIIMA Cepala, B TO BpeMs
KaK y OCTaBIIMXCSI 7 OOJIBHBIX ITOKA3aTeJId OCTaBaJICh
ctabuiabHbiMU. Hu B ogHOM ciyyae He ObLIO OTMEUYEHO
CePBE3HBIX ITOOOYHBIX peaKIINi KaK pe3y/IbraTa IIpoBeIcH-
HOM MMMYHOCYIIPECCUU. [MCTOTOTMYeCKIIA aHAIN3 TTIOKa-
3aJI aKTUBHBIN MUOKAPIUT ¢ AU(PEOY3HBIMI BOCTIATINTEITh-
HBIMU MH(UIBTPaTAMU, aCCOLMUPYOIUMUCS C (PoKab-
HBIM HEKPO30M OJIM3JICKAIINX MUOIIUTOB (COBITATAFOIIIIA
¢ JlauraccCKuUMM KPUTEPUSAMU) ¢ WHTCPCTUIIHATBHBIM
¥ (hOKaIbHBIM 3aMellleHrueM (pUOpPO3HOI TKAHBIO B 00JIb-
IIMHCTBE 00pa3uoB IpaBoro u JIK, mojydeHHBIX y Bcex
nanneHToB. MHOGWIBTpaT BKIIOYAJIW, B OCHOBHOM,
aktuBupoBaHHble T-kietku (CD45R+, CD3+) c ymepeH-
HBIM KOJIMICCTBOM ITMTOTOKCUYECKUX JMMGOIUTOB
(CD8+) u makpodaros (CD68+).

MopdomeTpraecknii aHaIM3 HE BBIIBUI Pa3HUIIBI
OTHOCUTEJTFHO OOIMPHOCTH (hrOpP03a M KOJIMIECTBAa BOC-
MAJIATETHHBIX KJIETOK MexXmy ImamueHtamu Ipymm 1 m 2.
KoHTposbHOE TMCTOJIOTMYECKOe MCCIICIOBAHNE, BHITION-
HEeHHOe Ha 1-bI1ii 1 6-0i1 MecsI1Ibl, IT0Ka3aJ10, 4yTo B Ipyrmie
138 OONBHBIX, Y KOTOPHIX OTMEUCHO YIydIIeHHe Ha (hOHE
MMMYHOCYIIPECCHH, U3JICICHHBIA MUOKAPIUT XapaKTepH-
30BaJICS NICYC3HOBEHIEM BOCTIAIMTEILHBIX MH(PMIBTPATOB
¥ aCCOLIMMPOBAJICS ¢ MHTEPCTUIINAIBEHBIM U (POKATEHBIM
3aMECTUTENIbHBIM (pUOPO30M. Y msaTu 00abHBIX [pynmsl 1,
0e3 yrryuieHus Ha (hoHe MMMYHOCYIIPECCHH, BOCTIAJICHIE
MHMOKapaa YMEHBIIMIOCh WUIM MCYE3JI0 B KOHTPOJBHBIX
00pa3max, HO HaOIIOIAINCh HEKOTOPEIE JeTeHepaTUBHEBIC
W3MEHEHUSI KapIHMOMMOIIMTOB.

Y 60sbHBIX [Pyl 2 KOHTPOJIbHBIE aHATU3bI OMOTI-
TaTOB OBUIM HE OTIMYUMBIMU OT MCXOMHBIX, CBUACTEIb-
CTBYS O IEPCUCTUPOBAHNH MUOKApANTa HapsIIy ¢ pa3pa-
CTaHMEM WHTEePCTUIIHAIBHOTO U 3aMECTUTEIHLHOTO
¢puobpo3za.

Pe3ynbraTel 3TOT0 MCCIeA0BaHMS ITOATBEPAVIIN ITO3H -
THBHOE BO3ICUCTBHEC MMMYHOCYIIPECCMHM Ha IIPOIecC
BOoccTaHOBJIeHUS (yHKIMU JIZK B GOIBIIMHCTBE CllydyaeB
(88%) y GOJNBHBIX C BUPYC-HETaTUBHOW BOCTIAJIUTEILHON
KapauomuonaTuei. I[IpmMedaTeIbHO, YTO ITOPA3UTETh-
HOe YJIyUYIIeHUE M3yJaeMBIX ITapaMeTpOB HAOIIOMAIOCh
Jaxe y OOJMBHBIX C BBIpAXXCHHOW OWJIaTallMeil M muc-
dyukmueit JIK. B 3Toit TpyIme nanmeHTOB BOCITAJICHUE
MHOKapaa OBUIO, IO BCeil BEpOATHOCTH, pPEe3yIbTaTOM
MMMYHO-OIIOCPEIOBAHHOTO TIOBPEXKICHMSI, HAIIPaBIICH-
HOTO Ha CerpernpoBaHHBIC (MHUO3WHOBBEIC) WM HOBBIC
AHTUTCHBI, UMEBIINE CXOICTBO ¢ KOMIIOHEHTAMH BHpYca
(110 TUITY aHTUTEHHON MUMUKPUHN).

BddexktuBHOoCTE MCT y OONBHBIX MHOKAPIUTOM
ObUIa TIOATBEpXKIeHAa B HedaBHeM MeTa-aHamm3e [28]
PE3YIIBTATOB PAHAOMU3UPOBAHHEBIX KIIMHNICCKUX UCCIIE-
IOBaHW, TOCBSIIECHHBIX 3TOil Teme. B BBIOpaHHBIX 9
coobuieHusx ¢ 1966 mo 2013rr npoaHaau3upoBaHo 342
6ousbHBIX, HaxoausInuxcsa Ha MCT u 267 — Ha Tpanuiu-
OHHOI1 Tepanuu. B rpymire 0oapHEBIX, TTomydaBux UCT,
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OTMEUCHO cylecTBeHHOe yiyumeHne @B JIXK B kpat-
KOCpoYHOM (<3 Mec.) ¥ JOITOCPOYHOM TIeproae HabIro-
IeHUS.

Hakonen, HemaBHuMe TIojiokeHUST EBporeiickoro
obmecTtBa KapauojoroB [29], CoBmecTHoit PaGoucii
rpyrambel JSC [30] u Poccmiickoit Padoueit rpymmsr [31]
BCE PEKOMCHIYIOT IIPUMEHEHHE WMMYHOCYIIPECCHU
TOJBKO TIOCJIC WCKITIOUYCHMS aKTUBHOM WH(MEKINU
no pesyiasratam IILP sHmomuokapauanibHbIX OMOITA-
TOB, a TaKKe MPY TOKa3aHHOW ayTOMMMYHHOI TIPUPOJE
MMOKapINTOB.

B HameM wcciaeqoBaHWM HECIIOCOOHOCTH OTBETa
B 12% cny4aeB BepOSTHO OOYCJIOBIEHA HaJIUYUEM
HE BBISIBIICHHBIX BHPYCOB WJIM MEXaHM3MOB ITOBPEXKIIEC-
HUSI/BOCHAJICHUSA, HE YYBCTBUTCIBHBIX K MMMYHOCY-
MIpeCcCUM. YUIUTHIBAsI HAJTMUKE He BBISIBJICHHBIX BUPYCHBIX
TeHOMOB, TIEPCIICKTUBHBIM IIPEACTABIISICTCS UCITOIb30Ba-
HHE METareHOMHOTO aHa/IN3a MUOKapauaJIbHOTO BUPOMa
(YHUKaJIbHOUM BHPYCHOM Cpembl), BKITIOUAs 3KCTPAKIIMIO
JHK n PHK u3 I11[P-HeratTuBHbIX 3HAOMMOKApAUAIb-
HBIX OMONTATOB, W MCIOJb30BaHMe ILIaTPopMbl GS-
FLX, uyro MoxeT naeHTU(UIIUPOBATL HOBbIE MHQEKIIM-
OHHBIC areHTHl U IIPEIOCTAaBUTh ITOKa3aHUS IS Oolree
n3oupatenbHoro HasHaueHUsS UCT.

KneTtou4Hble MmexaHu3mMbl BOCCTaHOBNEHUS CepAaLla

YV nonay4aBIIMX MMMYHOCYIIPECCUIO OOJBHBIX C BOC-
MMAJINTEIEHON KapaWOMMOIIATHe OBUIM TakKe ITpoaHa-
JIM3UPOBAHBI KJIETOYHBIC MEXaHM3MBI BOCCTAHOBIICHUS
cepalla, BKIIOYAsT KJICTOUYHYIO CMEPTh, aKTUBAIIAIO KIIe-
TOYHOU TIpomdepaiid U peKOHCTPYKIINIO COMEPKAHMS
KJIETOYHBIX MUOGUOpMiT [32], misa yrouHeHus 3 dekra
KJIETOYHOTO BOCCTAHOBJICHMS IO CPAaBHCHMIO C ITPOJIH-
depanmeit KJIETOK WA BO3MOXKXHOTO YIaCTHS HHTUOMPO-
BaHUS KJICTOYHOU CMEPTH.

Jnsa aHamm3a KIIETOYHBIX COOBITHI, COUYCTAIOIIMXCS
C TIPOTHBONOJOXHBIMA KIMHUYCCKUMHU MCXOIaMH,
PETPOCTIEKTUBHO OBLIHM M3YYCHEI CICAYIONINe KaTeTOPUU
O60nbHBIX: 10 OTBETUBIINX MALIMEHTOB C 0OHAPYKEHHBIMU
LUPKYJIUPYIOIIMMU ayTOAHTUTEJIaMU U OTCYTCTBUEM
BUPYCHOTO TeéHOMa B MMoKapae 1o naHHbM 11 P-aHa-
mm3a u 10 HEOTBETUBIIMX OOJIBHBIX, XapaKTePH30BaB-
muxcsl HapactaHuem aucdyHkuuu JIZK, oTrcyrcTBUeM
OUPKYINPYIOIINX KapaWaJbHBIX ayTOAHTUTEI W HAallH-
Y1eM MUOKapANaJIbHOTO BUPYCHOTO TeHoMa [25].

HccnenoBaHuss TpaHCMUCCUOHHOW 3JEKTPOHHON
MUMKPOCKOITMHY TTOKA3aJIM Y BCeX MAIlMCHTOB IO JICUCHMS
KPYITHBIC IIMTOILIA3MAaTHYECKHE 30HBI SIBHO OITYCTOIICH-
HBbIE WJIM HAIIOJTHEHHBIC MEIKO3CPHHCTBIM MaTepHaIOM
KaK pe3yiIbTaT YMEHBIIICHUS MIOGUOPIIIIIPHOTO COICP-
xumoro (Muodubpmmronusuc). Iocae 6 mec. UCT
Yy OTBETUBIINX OOJBHBIX MUOPUOPUIIISIpHEIE 00pa3oBa-
HUS ¥ apXUTEKTOHNKA BOCCTAHOBMIINCH, B TO BpeMsI KaK
B MMOLIMTaX y HEOTBETUBIIMX OOJBHBIX ObUIO OOHaApy-
KEHO HajJbHellllee YMEHBIICHHEe MHOMDUOPUUIIPHOTO
COIEePKIMOTO.

Bomee Toro, oOHapyXeHBI OdepeaHBIC TOKA3aTeThb-
CTBa MOIITHOM aKTUBAIIMM CUHTE3a COKPATUTEIBHBIX OCI-
KOB Y OTBETHUBIIIMX OOJIBHBIX ITO JaHHBIM M3YJCHUS MOJIC-
KyJSIpHOU Ouojiornu o- U B-u3odopM TSKENOl Lenu
muo3una (MHC). Veenmuennast akcrpeccuss a-MHC
u uHrubupoBanue cuHre3a B-MHC c yBennmueHHBIM
cootHomeHueMm o/ MHC mocne addexruBHO Tepa-
MY TaeT BeCKKME OCHOBAHMS IT0JIaraTh aKTUBAIIIO TCHOB
n30(opM ¢eTaTbHOro MPOTEHHA, YTO OOBIYHO OTMEYa-
eTcsl B TIPOIIeCCe BOCCTAHOBJICHMS KIETOK.

KieTounast rmbenrb KapaIHMOMHOIIMTOB IO aIlOIITO3-
HOMY WJI HEKPOTUYECKOMY ITyTH OblIa 00Jice BEIpaXkKeHa
B MCXOOHBIX OMOIITaTaX OTBCTUBINMX M HE OTBETHUBIINX
JIUI, 4YeM B KOHTPOJIBHBIX 00pa3liax, IEMOHCTPUPYS TEM
CaMbIM, YTO TUOEIh MUOIIUTOB SIBJISICTCST BasKHBIM MeEXa-
HU3MOM MUOKApANAIBLHOTO ITOBPEXKICHUS TP MUOKap-
INTE ¢ KapaHaIbHON TUCHYHKITCH.

BaxHo ormeTuth, mocie 6 mec. apdpexkrnBaoit UCT
aIloITo3 U HEKPO3 CHU3WINCHL Ha 85% u 62%, cooTBeT-
CTBEHHO. DTH TIPOILECCH YCUJIWINCh B TaJbHEUIIIEM
Yy HEOTBETHMBIIMX OOJbHBIX Ha 42% u 46%, COOTBET-
CTBEHHO, 10 aHaNMM3y OnonTaroB. KommdectBo MUTOTH-
YeCKM aKTMBHBIX MUOIINTOB B MCXOXHON MMOKapIuaiIb-
HOIl TKaHM KaK Y OTBCTUBINMX, TAK M HE OTBETUBIIUX
OOJIBHBIX, OBUIO OOJIBIINM, UM Y JIUI] KOHTPOJIS, 1 CyIIe-
CTBEHHO BO3POCIIO IIOCIC MMMYHOCYIIPECCUM B 00EmX
TPYIIIaxX, Ipearojaras, 9To Ipyu XpOHMIECKOM MUOKap-
JIATe, KaK U MpHU J10001 Ipyroii hhopMe cepreyHoii Helo-
CTaTOYHOCTH, IIPOMCXOOUT AaKTUBAILIMs pereHepalinu
MUOIINTOB B Ka4eCcTBE CITOC00a KOMIICHCAIINM YTpadeH-
HBIX KJICTOK.

Takmm obGpa3zoM, Hallle MCCIeTOBaHNE IIPEATIONAaracT,
YTO BOCCTAHOBJICHUE KapaUaTbHOU (PYHKIINHN Y OOJTBHBIX
C MUOKapaIWTOM, OTBEUYAIOIIMX HAa MMMYHOCYIIPECCHIO,
ACCOLIMUPYETCSI CO 3HAYMMBIMM KJICTOYHBIMU COOBITH-
SIMM, BKJTIOYasT MOIIHOE TIOJaBJIcHNE THOSIN 1 IeTeHepa-
WU KJIETOK, aKTUBAIMIO KJICTOUYHOI TIpomdepaun u,
B OCHOBHOM, ITTOSIBJICHHE BHOBb CHHTE3MPOBAHHBIX KOH-
TPaKTUJIBHBIX 3JICMEHTOB.

3aknioueHune

WCT sBrsieTcs BaXXHBIM PECYPCOM B BeICHUH OOIBHBIX
XPOHMYECKOI BHPYC-HETAaTUBHOM BOCITAJIMTEIIEHOM Kap-
nuomuornartueii. HecnmocoOHOCTh MASHTU(MULIMPOBATH
HOBBIC WJIN HETPAIULIMOHHEIC BUPYCHBIC aTr€HTHI OCTACTCS
TJIABHBIM OTPAaHWYCHUEM 3TOTO TEPaIleBTUYCCKOTO TIOMI-
X0/a, YTO OOBSICHSIETCSI HEOOJIBIIIOK TPYMIIOi OOJBHBIX,
HE OTBETHBINMX Ha Tepanuio. JaabHelInne IepCleKTUBEI
MIpeAyCMaTPUBAIOT pa3pabOTKy MOJICKY/ISIPHBIX IIPOrpaMM
(B 94aCTHOCTHM, METareHOMHOE OIIpeleIcHIe MUOKapIv-
aJIbHOTO BMPOMA), CIIOCOOHBIX BBISIBUTBH TPYIHO OIIpEIc-
JisseMbIe TCHOMHBIC TTIOCJICTOBATEIIBHOCTH.

baazodapnocmu. Dto wucciaemoBaHue OBLIO TOIACP-
xkaHo rpantamu RF-2009-1511346 u RBFRO81CCS
oT MuHucrepcTBa 3apaBooxpaHeHust Mranuu.
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AHTUMLLEMUYECKWUIA METABOJIMMECKWUA MOLYNATOP TPUMETA3UAUH B JIEYEHUU

WLIEMWYECKON BONE3HU CEPOLIA

Jlynaxos B.T1.

[JaHHble MeTa-aHann3a nokasblBaioT, YTo Ao6aBneHne K CTaHAAPTHON Tepanuu
TpumeTasumanHa (TM3) 3HauMTENbHO YBENWYMBAET TONEPAHTHOCTb K Harpyske
y 6OMbHbIX C MWEeMUYeckoi 6onesHbio cepaua (MBC). Y naumeHToB ¢ XpoHuye-
CKOVi CepaeyHOi HepoCTaToOYHOCTBIO, 0bycnosneHHoi UBC, Takxe ynyyiiaercs
cocTosiHue npu npueme TM3. OTCyTCTBYIOT YeTkve AokasaTensctea, 4to TM3
0cobeHHO acddekTuBeH y 60abHbIX UBC npu conyTcTBYlOLWEM caxapHoM avabeTe.
TM3 o6nafaeT BbiPaXeHHbIM aHTWaHrMHanbHbIM 3PPEeKToM B KOMOWHALMK
C APYrvIMy NEKAPCTBEHHbLIMI CPELCTBAMMU, YTO, HECOMHEHHO, YNyyLlaeT Ka4ecTBO
XWU3HN NALWEHTOB.

Poccuiickuii kapauonoruyeckuia xxypHan 2017, 2 (142): 119-124
http://dx.doi.org/10.15829/1560-4071-2017-2-119-124
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ANTIISCHEMIC METABOLIC MODULATOR TRIMETAZIDINE IN TREATMENT OF CORONARY

HEART DISEASE

Lupanov V.P.

Meta-analytic data shows that addition of trimetazidine (TMZ) to standard therapy
increases significantly exercise tolerance in ischemic heart disease (IHD) patients.
In heart failure due to IHD, condition improves as well, administering TMZ. There is
no strict evidence that TMZ is especially effective in people with comorbid diabetes.
TMZ shows significant antianginal effect in combination with other medications that
is, certainly, improves life quality of patients.

Russ J Cardiol 2017, 2 (142): 119-124
http://dx.doi.org/10.15829/1560-4071-2017-2-119-124

JledeHue TIpM XPOHWYECKOW CTEHOKApIWUW TOJKHO
OBITH HATIPABJICHO Ha O0JIETYEHNE CUMIITOMOB U YJTydIlle-
HUE BBKUBAEMOCTH: TO €CTh, OOJIBHOM JOIKEH YyBCTBO-
BaTh ceOs JIydIlle M XUTh NOJbIe. TpaauiiMoOHHbIE TIOM-
XOIbI K Tepalnu uieMmaeckoit 6ose3nn cepamna (MBbC)
OCHOBaHBl Ha TIPEIIOJIOKEHUU, YTO YBEIUYECHUE TIPU-
TOKa KUCJIOpONa C HUTpaTaMu W IUTUAPONTUPUTAHO-
BbIMU OJt0KaTopaMu KanblueBbix KaHanoB (BKK) u cHu-
JKEHUE IMTOTPeOIeHUS KUCIOPOa C B-aIpeHO0I0KaTopaMu
(BAB) n ypexaromumu 1mynbc BKK, a Takke nmuksuma-
M KOPOHAPHOTO CTEHO3a C TOMOIIBI0 YPECKOXKHOTO
KopoHapHoro BMmetatenbcTBa (UKB) mmm aopTokopo-
HapHoro myHTHpoBaHus (AKII) mOmKHBI yIydInaTh
CUMMTOMBI cTeHOKapauu. OMHAaKO NaHHbIE KITMHUIECKUX
WUCTIBITAHUIA TTOATBEPXKIAIOT, YTO OKOJIO OJHON TpeTu
MAIMEHTOB MTPOJOIKAIOT UMETh CTEHOKAPINIO, HECMOTPSI
Ha ycnelHyio npouenypy YKB u ontuManbHyo Meauka-
MEHTO3HYIO Tepanuio [1-3].

B HecKOMBbKMX UCCIETOBAHUSX MO TEPATTUU XPOHU-
YeCcKOU CTaOMIbHOW CTEHOKApAWW HE YHaloch TOKa-

Key words: chronic ischemic heart disease, antianginal therapy, trimetazidine,
exercise tolerance, chronic heart failure, percutaneous coronary interventions,
meta-analysis.

Russian Cardiological Research-and-Production Complex of the Ministry of Health,
Moscow, Russia.

3aThb BBITOAbI C TOYKW 3pPEHHUSI MEPBUYHOrO HCXO0Aaa
(BBIXKMBAE€MOCTb, CEPAECYHO-COCYAUCTasi CMEPTHOCTD,
BCE MMIPUYMHBI CMEPTHOCTH), 4 TAKXKE OOJIETUCHUST CUM-
NTOMOB WJIM YAYYIICHUS 3X0KapauorpadmIecKmx
nokazaTteyieii y OOJbHBIX C TSXEIOW CTeHOKapaAuei.
HexoTtopbie npenapaThl ObLIM MPOTECTUPOBAHBI C HEY-
TEIIUTEJbHBIMU pe3yibraTaMmu. KpoMe Toro, peBacky-
nsspusauus muokapaa (YKB n1u6o AKII) no cymecTBy
SIBJISIETCS MaJJIMaTUBHBIM BMEIIATEIbCTBOM, KaK U BCE
W3BeCTHBIC Ipyrue Mertonbl yeuecHuss MBC, Ttak Kak
OHM He 00eCIeYMBaIOT MOCTOSHHOIO OCBOOOXIEHUS
HU OT CUMIITOMOB, HU OT (haTaJIbHOrO KOPOHAPHOTO
COOBITHS.

MukpouupKyJasTopHas AMCHYHKIMS 1 MeTaboinye-
CKMe pacCTpOMCTBAa BO3HUKAIOT KaK BaXKHbIE€ COIMYTCTBY-
oIIMe TaToreHeTHMYeckne MexaHu3Mbl Tipy MBC.
K Tomy Xe, orpaHM4eHHOE BO3AECWCTBUE MPOLEAYDP
peBacKyIsIpu3allMd Ha IPOTHO3 MallMeHTa, a TakKxXe
COXPaHSIONIAsICS CTEHOKApAUs y OOJIbIIOro yuciaa 60Jb-
HBIX TTOC/Ie JIMKBUAALIMNA CTEHO3UPYIOLIUX aTepOCKIepO-
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THYECKMX OJISIICK B KOPOHAPHBIX apTePHUIX ITOMICPKI-
BaloOT 3Ty TUMOTE3Y [4, 5].

[Toatomy y manueHToB ¢ MBC 1 cTabmiIbHOM CTEHO-
Kapaueil HeoOXoaUM KOMOMHMPOBAHHEIN TepaleBTHIC-
CKMI1 TIOAXO, BKITIOUAIOIINA B Ce0ST M METaOOIMISCKIE
areHTHl (Takue Kak TpuMeTa3zuanH, TM3) B moImoTHeHIE
K CTaHZApTHOM Tepanuu [6-8].

MexaHu3m peiicteus u dpapmakonormyeckue apoeKkTbl

IIpemmapaTbl METAOOIMICCKOTO MEHCTBUS YIYUIIAOT
3 OEKTUBHOCT, MPOU3BOACTBA JHEPTUM, CHUKAIOT
KHUCJIOPOIHBIN HONT W 3alIMIIAI0T KJICTKM MHOKapaa
OT TIOCIICACTBUM HIIeMUH. DTU 3GGEKTH MIpenroia-
raloT 0co00e MPEeuMYIIEeCTBO y T€X MallMeHTOB, Y KOTO-
PBIX TPaIWULIMOHHOE JICUCHHE YK€ 0Ka3aJIoCh HedOCTa-
TOYHBIM, WUIN § T€X, Y KOTOPHIX OOBIYHEIC TeMOTUHAMM -
YeCKMe arcHTH BBHI3BIBAIOT TaKWE OCJIOXHCEHUS, KakK
CHUMITOMATHYECKYIO THITOTOHUIO, OpagruKapauio, IMOSIB-
JICHWE WA YCYTYyOJIeHHWE CepIeYHOM HEeAOCTATOYHOCTH.
HMHTepec Bpadeit K MeTabOIMIECKON 3alInuTe MAOKapaa
(TaKk Ha3bIBa€MOU KapAMOLUTOINPOTEKIIMU) HE ociabe-
BacT 110 celf meHb. Ha mpoTsoKeHUM IMOCIe THUX HECKOJhb-
KUX JICT TI0JTydeHBI HOBBIC JaHHBIC O BIUSHUHA MHOKap-
IWATbHBIX ITUTOIPOTEKTOPOB Ha TEUCHHME CTAOMIHLHOMN
CTCHOKApAWM M KadeCTBO KW3HU MAIIMCHTOB C 3TOU
maTosorueii [9, 10].

[TprHMMass Bo BHUMaHNE B3aIMOCBSI3b MEXKIY OKWC-
JICHVEM XKUPHBIX KUCJIOT ¥ OKHMCJICHUEM TTIOKO3EI, MeTa-
bonmuecKast Tepanus ¢ ONTUMMU3AIINEi MCIIOIb30BaHMS
SHEPTUM cyOcTpaTa yTUIN3aluK MOXET ObITh JOCTUTHYTA
WHTUOMPOBAaHUEM OKWCJICHUS XUPHBIX KHUCJIOT, JIMOO
IyTeM CTUMYJIMPOBAHMS OKMCICHUS TIIOKO3BI. DTa 11eJIb
MOXET OBITh HOCTUTHYTA IOCPEICTBOM TpPEX TIJIABHBIX
cTpaTernii: 1) HEMOCPEICTBEHHO ITyTeM YCHJICHUST OKHC-
JICHUS TJIIOKO3BI, 2) CHIDKCHNE YPOBHS N PKYJINPYIOIINX
KUPHBIX KUCIOT, /WX NX MOTJIOIICHMST KApINOMUOIIH -
TaM¥ YUIM MUTOXOHAPHSIMH, 3) HEIIOCPEACTBEHHOEC MHTH -
oupoBaHUe (PepPMEHTOB, KOTOPEIC YIACTBYIOT B OKUCIIC-
HUM XUPHBIX Kucior [11].

TM3 — MeTaboMMIeCKHiT CepIeUHBIN MOIYIISITOp —
OBLI TIEPBBIM U, HA TIPOTSKEHNU MHOTHX JICT, IUHCTBCH-
HBIM 3apeTUCTPHUPOBAHHBIM IIpeIIapaTOM B 3TOM KJIacce
C aHTUAHTWMHAJBHBIMUI CBOMCTBaMU. YCTaHOBJICHO OJIaro-
npusiTHoe BiMstHe TM3 B KauecTBe aHTHAHTUHAIBLHOTO
Iperapara emie 10 OTKPBITHSI er0 MeXaHn3Ma AeHCTBUS
(TIperapar IeCTBYET IMMOCPEACTBOM YaCTUIHOTO MHTUOM-
pOBaHUS OKMCICHUS XUPHBIX KACIIOT B MUOKapae) [12].

[lepBoHayanpHBIC TOKIMHUYECKUE WCCICIOBAHUSI
nokasanmu, 4yrto TM3 ob6nagaeT IUTONMPOTEKTUBHBIM
3¢ ¢GeKTOM B HECKOJIBKUX MOICISIX WIIeMUHW MHOKapaa
u perrepdysun. Jlums B mocienHee BpeMs Kantor P, et al.
[13] mokazamu, yro TM3 crenuduuecKu WHTUOMPYET
ITUHHOIIETIOYCYHYI0 aKTUBHOCTH (hepMeHTa ameTHI-
CoA-C-amuntpaHcdepasbl. DTOT (epMEHT OOBIYHO
HaspBaloT “3-KAT”, oH KaTaau3upyeT TepMHUHAJIBHYIO
peaKIunio 3-OKUCIEHUS XXUPHBIX KUCIIOT, C UCTIOb30Ba-

HUEM JIMHHOIECIIOYeYHBIX 3-KeToalmi- KoA B KadecTBe
cybcTpara, 4ToObl Mpou3BecTH aleTua- KoA.

TM3 ymeHbIAeT UIIEMUIO 3a CYCT YCUIICHMS MeTab0-
JIN3Ma TITIOKO3BI IO CPAaBHEHUIO ¢ METa0OIM3MOM SKUP-
HBIX KUCI0T. KpoMme Toro, Iperapar yaydinaeT SHIO0Te-
JMINA3aBUCHMYIO Ba30OMIATAIINIO, IIPW 3TOM, NTaHHBIN
3 GeKT KoppelInpyeT KaK CO CHIDKCHHEM ILTa3MEHHBIX
KOHIICHTpAIIMi MaJOHWIANBICTUAA W THUIPOIIEPOKCH-
IIOB, TaK ¥ C yAydIIeHrueM (DYHKIIMOHATBHBIX BO3MOXKHO-
CTeU MmalueHTa.

Takum obpazoM, apdext TM3 mipu UBC n xponnye-
cKoif cepaeuHoit HemoctaTodHocTH (XCH) mmemmdae-
CKOTO TeHe3a 3aKII0vacTCs B cieaytomeM [14]:

— TOPMO3UT [-OKWCJIEHWE JIWHHOIIETTOYETHBIX
TOJIMHEHACHIICHHBIX XXUPHBIX KUCIOT Ha YPOBHE 4-TO
depmenra 3-keroanmi- KoA-tromnassr (3-KAT);

— cHuXaeTr obpazoBaHue auetui KoA 1 TeM cambiM
YBeJIMIMBACT aKTUBHOCTD ITMPYBAaTACTUAPOTEHA3EI, BOC-
CTAaHABJIMBACT COMPSIKEHNE MEXIY TIMKOJIM30M M OKHC-
JICHUEM MHPYyBaTa B MUTOXOHOPUSIX;

— YMCHBIIIAeT BHYTPUKJICTOUHBIA alumo3, B TaKXKe
CHIKACT ColepKaHMe MOHOB HATpHSI M KaJbIIUS B Kap-
THOMUOIINTAX;

— BOCCTaHABJIMBACT TPAdCHT NOHOB Ca'u Na+, yBe-
JmanBaeT obpazoBanme AT® B MUTOXOHAPHSIX, YIIyd-
1Ia€T COKPATUTEIbHYIO (DYHKLIMIO MUOKAP/a;

— yaydimaeT oOMeH MeMOpaHHBIX (pochommmmmoB
BO BpeMsI UIIIEMUH U periepdy3nH, a TAKKe ITOBBIIIACT UX
YCTOMYMBOCTh K TUMOKCHYECKHIM W MEXaHUYCCKUM
TIOBPEXKICHUSIM;

— ymanseT u3 IUTOINIa3Mbl aimi-KoA B pesynsraTe
ero BcTpauBaHUs B (poconmnuabl MeMOpaH;

— CHOCOOCH YCWJIMBATh IPEKOHIWIIMOHMPOBAHUE,
T.C. aganTallnio K WIIEMUM, KOTOpas MO3BOJISET YIIyd-
IINTh IIPOTHO3 IIpU MHMAPKTEe MUOKAPIA;

— YMCHBIIIaeT 00pa3oBaHNUE CBOOOMHBIX PaTUKaJiOB,
HEIIOOKHUCIICHHBIX ITPOITYKTOB OOMEHa.

TM3 (Ilpemyktam MB — MemieHHOTO OCBOOOXKIIE-
HUsI) TIPUMEHSCTCS BHYTPD B 103¢ 35 MT 2 pa3a B IACHbB.
Ha mannsbiit MoMeHT oxmmaercs Beixon Ilpemnykrama O/l
80 Mr miIsg omHOKpPaTHOTO IIpHeMa — JIeKapCTBEHHAasI
dbopma yxe 3aperncrpupopata B PO.

MecrTo B Tepanuu. KnuHnyeckue nccneposaHus

HeckoibKo mccmenoBaHmit ToKa3aio, 9YTo 0 OTASTb-
HOCTH WJIHW B IOONOJHEHHE K OJOKaTopaM KaJIbIIMEBBIX
kaHanoB (BKK) TM3 saBastercss a3pheKTUBHOM cTpaTe-
TUEH JICYCHUS Y TTAIMEHTOB C XPOHMYECKOU CTaOMIBHOM
CTEHOKAapAMel, a TaKKe C UIIeMUICCKO KapIrnoMUOIIa-
THEl B foOaBiIeHre K 00bIYHOMY JieueHM1o. Kpome Toro,
KIMHUYECKUE WCIIBITAHUS OoKa3anu 3(GEeKTUBHOCTD
3TOr0 METaOOIMICCKOTO areHTa IIpu pedpakTepHOit cTe-
HOKapIUM W IIOATBEPXOAIOT BBEICOKYIO IIOJIB3Y, CBS3aH-
HYIO ¢ J00aBICHHEM 3TOTO METa0OIMICCKOTO MOMYJISI-
TOpa K KJIACCUICCKUM TeMOIMHAMIWYICCKIM IIpeIiapaTaM,
TakuM Kak bADB uinu rpoioHrupoBaHHbIE HUTPATHI.
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B uccnenoBanuu ITAPAJIJIEJID [15] Obl10 moKa3aHo,
YTO H00aBJICHNE IPOJIOHTMPOBAHHOTO HUTpaTa (M30-
copbuma muHHUTparta) 3(GEKTUBHO W 00jice BBIPAKECHO
B mepBble 4 Heaenu yedeHus; d>hdeKTUBHOCTL TM3
HapacTaeT K 12-i1 Hemeje M JOCTOBEPHO ITPEBOCXOIUT
3¢ ¢eKT HUATPATOB MO CHMKCHMIO YAaCTOTHI IIPHUCTYIIOB
CTEHOKApIWU U B JaJbHEUINEil MOTPeOHOCTH B IpHEMe
HUTPATOB KOPOTKOTO IEHCTBUS, YTO HAIIPSIMYIO ITOBIIH-
SIJI0 Ha YJIy4YIIeHUEe KaueCTBa XXN3HU MaIleHTOB.

B nccaenoBanum TRIMPOL 11 (panmomu3upoBaH-
HOe, TBOIHOE CJIeTIoe, IIae00-KOHTPOINPYEeMOe, MHO-
TOLIEHTPOBOE) Ha 426 malMeHTax CO CTaOUIbHOM CTEHO-
Kapmameit), mooasienne TM3 (20 mMr x 3 pa3a B IeHb) WA
IUT1ane®o B IOIIOJHEHUE K IPUEMYy METOIIPOJIOJia, TIpH-
BEJIO K YBEJIMYEHUIO BPEMEHU 1O TOSBJICHUS IENPEeCCUun
cermeHTa ST TIpM HArpy304YHOM TECTHPOBAHWU, TOJE-
PaHTHOCTH K (PU3MUYECKON Harpys3Ke, oOIIeit padoucii
Harpy3KH, CHIDKCHUIO CPETHEro IOTPeOICHIS HUTPATOB
W YaCTOTHI IIPHCTYIIOB CTCHOKApAWHM, IO CPaBHCHUIO
C MalKMeHTaMu, ITOoIyYyaBLIINMU Tutane6o [16].

Ananornunast 3¢ (GeKTUBHOCTh HaOJIomaiach B IIOM-
TpYIIIIe TAIMEHTOB C PELMINBOM CTeHOKapauu. Bpemst
IO TIOSIBJICHHWSI TIpA Harpy3ke aemnpeccum cermeHra ST
Ha 1 MM OBIIO yBemmueHO Tipu mpreMe TM3 1 okazanoch
3HAYMTEIIFHO OOJjIbIlie, YeM B Tpymie Iniane6o (p<0,01).
Bpemst paboThl 10 MOSIBJICHUST CTEHOKApAWYM ObLIO 3HAYM-
TEJIBHO OOJIBIIIE B TpyIIIie, MpruHUMaBIIeir TM3 1o cpaBHe-
HMio ¢ 1orane6o (p=0,031). Obmas npomoDKUTEeIbHOCTD
MpoObl C Harpy3Koil ObUla 3HAYMTEIBLHO OOJbllEe, 4YeM
y HaIMeHTOB, MPUHNUMAIOIINX IIae00 TUII0C METOIPOIION
(p=0,048). Croib ke 3HAYMTEIIbHOE HAOMIONCHUE OBLIO
clieJIaHO B OTHOIIEHMM pabdodeii Harpysku (10,1£2,4 mpo-
B 912,4 MET, p=0,035). MakcumaibHasl IEIIPECCHsT
cerMmeHTa ST Ha MMKe Harpy3Ky ObIIa 3HAYNTETHHO MEHBIIIC
B rpyrme TM3, yem B rpyrie mate6o (p<0,01). TM3 can-
JKaeT TaKKe TIPUCTYITE CTCHOKAPIWUHY B HEIeJTio, TI0 CpaBHe-
HMIO ¢ ITAIIMeHTaMH, TTOJTyJaBIIMMH Triare6o (p<0,01) [17].

DddexkTuBHOCTL U TIepeHOCUMOCTh TM3 B couera-
HUM ¢ reMoauHamuuyeckuMmu mnpemnaparamu (BAb wiu
HUTPATHI IVIMTEIIBHOTO IeCTBYS ) ObIJIa OIICHEHA B FICCIIE-
moBaaun TACT (Trimetazidine in Angina Combination
Therapy) [18]. B 310 panmoMm3mpoBaHHOE, ILIale00-
KOHTPOJIMPYEMOE HCCAeA0BaHUE ObLIO BKIOYEHO 177
MalMEHTOB CO CTAOMJIbHOW CTEHOKapAuel, yCTOMYMBOM
K jedyeHuio Hutpatamu wiu BADB. Ilocne HemenbHOTO
Ieproga OTOopa IMAIMEHTHI, KOTOPhIE WMEIN Pa3HUILY
<10% B MpOIOJKUTEIBHOCTH HATPY3KU B MIEPUOI MEXIY
2 TIOJOXUTENBHBIMU TIPO0OaMM, OIpEAeIsIeMyl0 Kak
nenpeccus ST-cermenTa Ha 1 MM Ha DKI, mpu u3mepe-
HuH mtocie 80 Mc OT TOUYKM J cO CTeHOKApAWEe, VTN HIIIe-
Muueckas genpeccust Ha 1,5 MM 6e3 creHoKapauu, ObUIH
CIIyJaliHBIM 00pa3oM oToOpaHbl B rpyrmy TM3 (20 mr
TpH pa3a B cyTKH, n=90) wim mrane6o (n==87). 3akimroun-
TeJIbHAs TIpoda ¢ PU3MIECKON HATPY3KOM BBHITIONHSIIACH
mociie 12 Hemenb jedeHUS. DDOEKTUBHOCTD JICUCHMS
OLICHUBAJIM 110 TIPOIOJKUTEIIBHOCTH Harpy3KH, BpeMEHU

Io mosiBIieHUs nerpeccnu cermeHta ST Ha 1 MM, Bpe-
MEHHU 0 Havajla CTCHOKApANU, CPeIHEMY YHUCITY IIPUCTY-
TOB CTCHOKApAWU, CPeIHEMY IMOTPEOJICHUIO KOPOTKO-
IEUCTBYIOINX HUTPATOB U BeJIMUMHE " IBOMHOTO IIPON3-
BemeHusa’ (YCC makc. x Al cuct.) mpu Harpyske. Yepes
12 HemeMb Tepanmmu NPOIOJLKUTEILHOCTh HArPy3KHU ObLIa
3HAYUTEIBHO BHIIIE B rpyme TM3; TakKe Y HUX YBEIIH-
YUBaAJIOCh BpeMs 1o mostBineHus menpeccun ST Ha 1 MM
7 BpeMsl Hadasa creHoKapauu. [locrmemoBarensHO mpn
JICYCHNW YMEHBIIIOCH CPeIHEee IMCIO IMIPUCTYIIOB CTe-
HOKapauM B Hememo B rpyniie TM3 u cpenHee 3HaUeHHE
MOTpeOJICHNUSI HUTPATOB KOPOTKOTO IEMCTBUS B HEIETIO.
IIpu no6asnenuu TM3 k BAB unu HUTpaTam TPOTOHTH-
POBAaHHOTO ACHCTBUSI TapaMeTphl HAarpy304HOIO TecTa
W CUMIITOMBI CTEHOKApAWU 3HAYUTEIHHO YIYIIIMINCH
TI0 CPaBHEHMIO C TPYMITON IUIameoo.

B mpyrom paHmoMHW3MpOBaHHOM, IBOWHOM CJIETIOM,
KOHTPOJIMPYEMOM HCCIICIOBAHUN Y OOJBHBIX CTEHOKAp-
IUEN C COXPAHSIOWIEUCS CUMITOMATUKON, HECMOTPS
Ha TIpreM npolipaHonona, Michaelides A, et al. [19] 6b110
TOKa3aHo, 4To mobasieHne TM3 3HAUMTEIHBHO YMEHB-
LIAJIO CPeAHEe YMCIO MPUCTYIOB cTeHoKapauu (-63%),
T.€. B IBa pa3a Jalre, 9eM IIpY MOHOTEepaIny N30copOnIa
MoHoHuTpaToM (-31%).

AHAJIOTMIHEIC Pe3yJIbTaTHl ITOJIYIeHBI TAKKe B UCCIIE-
moBaaun VASCO-angina study [20], paHmoMH3npOBaH-
HOM JBOMHOM CJICTIOM IIIae00-KOHTPOJIMPYEMOM
WCCJICIOBAHNM, B KOTOPOM OIICHMBAJIM C MCITOJIb30Ba-
HUEM TECTOBBIX HAIPy30K aHTHAHTUHATLHYIO 9(D(HEKTUB-
HOCTb M 0€30MacHOCTb CTAaHAAPTHOU U BBICOKOW TO3bI
TM3 momudpuimpoBaHHOTO BEICBOOOXKIeHUS (70 MT/CyT.
u 140 MT/CyT.) Yy CHMIITOMAaTHYECKUX U O€CCUMIITOMHBIX
nanueHToB ¢ XxpoHndeckoir MBC, momyJaBmmx mOIo-
HUTEIBHO aTeHooa 50 MT/cyT. DTO McCaeIOBaHNE IO~
TBepauI0 3P (PEKTUBHOCTb U XOPOIIYIO ITePEHOCUMOCTD
CTaHIAPTHOU U BBICOKOH m03 TM3 B yiIydllleHUU UHIY-
LMPOBAHHOMI HArpy3KOM UIIIEMUH MUOKapaa ¥ (DYHKITNO-
HaJIbHOU CITOCOOHOCTH Y MAIIMEHTOB C XPOHWYECKOM CTa-
OMJILHOM CTEHOKAapamel, MOTyJaloIInX JOTOJHUTEIBLHO
OeTa-0JI0KATOPHI.

Kpome Toro, apyrue mcciegoBaHUSI M MeTa-aHAJIU3bI
MOIePKUBAIOT MCHONB30BaHNe TM3 I yiaydIieHus
CHMIITOMOB Y ITaIIIEHTOB CO CTaOMIBHOI MIIeMUYECKOM
00JIe3HBIO CepIla, MOJIYJAOIINX MaKCUMAIBHYIO aHTH-
HWIIEMHAYECKYIO TepaIuio.

ITo nmannpiM KokpaHoBcKoro Meta-aHaimmsa [21],
KOTOPBIA BKITIOYAII B ce0s 23 KIMHUYECKHMX MCCIICIOBA-
Hug, 1378 nmanmenTtoB ¢ UBC, TM3 noka3an 3HaYUTEb-
HOE CHIDKCHHE YMCIa eXXeHEACIbHBIX IIPUCTYIIOB CTEHO-
Kapouu, yiaydlleHne BpeMeHM (H3NIECKOl Harpy3Ku
nmo nosieineHus Ha DKI mempeccum cermMeHTa Ha 1 MM
U 6oJiee MO CpaBHEHUIO C TLIaLEe0o.

Lenpro nccaemoBanus Zhao Y, et al. [22] sBisurachk
olleHKa BIUSHUA TM3 B moroigHeHUWE K CTaHOAPTHOM
JIEKapCTBEHHOM TepaliM Ha TOJIEPAHTHOCTH K (hU3MUe-
ckoit Harpy3ke y 6oimpHBIX ¢ UBC. C momoisio cucreMa-
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Ta6nuua 1

TpumeTasnauH y 60bHbIX ¢ XxpoHuyeckoi UBC
MexaHusm pencrema VHrMbmpyeT 4acTM4HOE OKUCTIEHE KUPHBIX
KMCNOT B Muokapae. Mpenapat peannsyer ceoe
[LEeViCTBME Ha KNeTOYHOM YPOBHE, BO3AENCTBYS
HEnocpeAcTBEHHO Ha NWEMN3NPOBAHHbIE
KapAMOMMUOLMTHI.

PesynbTatsl CHUXaeT aumao3 TKaHu.

YMeHbLUaeT BHYTPUKNETOUHYIO NEPErpy3Ky KanbLWeM.
YMeHbLUaEeT NPoayKLyMio CBOBOAHBIX PaAUKasoB.
YnyylwaeT CUMNTOMbI CTEHOKAPAUK.

XOopoLLOo NepeHocMTCs B KOMOUHALWN C LPpYrMmK
N1eKapCTBEHHLIMU CPEACTBAMM.

Ynyqu.laeT Ka4eCTBO XMN3HW NaUUEHTOB.
TRIMPOL [16]

TACT [18]

VASCO [20]

OcHoBHble
paHAOMU3NPOBaHHbIE
KNMHUYEeCKne
nccnenoBaHus

taeckoro morucka PubMed, Embase, Cochrane Library,
a TakKe 0a3bl JaHHBIX KUTalickux nucciaenoBanmit (China
Biological Medicine Database) ¢ suBapst 1978r 1o sHBapb
2015r mpoBOAMIN M3BJICYCHNE TAHHBIX, CHHTE3 M CTaTH-
CTHYCCKMIT aHaJIN3 C TIOMOIIBIO CTAaHOAPTHBIX METOIOB
MeTa-aHamm3a. CrydaifHble MOAENM WM (MKCHUPOBaH-
HBIe 3(PDEKTH OBUIM MCIOJB30BAHBI IS OLICHKHA COBO-
KyIHOI CcpelHel pa3HMIbl B OOIIed MpOAOKUTEIbHO-
ctm Gu3MUYecKoil Harpy3km (total exercise duration
(TED), nmuka notpebieHnsT Kuciaopona (pVOZ), MeTabo-
nnyeckoM dkBuBaneHTe cucreMbl (METS) u 6-MuHyT-
HOro TecTa Xonbonl (6-MWT). Becero 66110 IpoaHaaIn3u-
poBaHO 16 paHIOMU3UPOBAHHBIX KOHTPOIMPYEMBIX
uctbITannii, Bkmovaommx 2004 manmenta. O6001eH-
HBIe JTaHHBIC ITOKAa3aIH, 4To JiedeHrne TM3 3HauYUTEIIbHO
yyummiio TED (WMD (weighted mean differences —
cpenHe-B3BellleHHass BenuuuHa): 37,35, 95% nmoBepu-
teabHbI nHTEpBai (CI): 25,58-49,13, p<0,00001); pVO2
(WMP: 2.41, 95% CI: 1,76-3,06, p<0,00001); METS
(WMD 1,33, 95% CI: 0,38-2,28, p=0,006); u 6-WMT:
62,46, 95% CI: 35,86-89,05, p<0,001) y Bcex maueHTOB
¢ MBC. Ananu3s B rroarpyImmax mokasai, uro TM3 3Haum-
TenbHO yBeauuuBaidl TED y maumeHTOB 6€3 nuabera
(WMD: 34,77, 95% CI: 22,28-47,25, p<0,001); HO He
y OOJIBHBIX C COIMYTCTBYIOIIMM CaxapHbBIM IUa0ETOM
(WMD: 40,36, 95% CI: 18,76-99,48, p=0,18).

Ananu3 B moarpynmax TED mo npomo/kuTeIbHOCTA
JICYCHUS TI0Ka3ajl, YTO HE CYIICCTBYET CTAaTHUCTHUIECCKOM
Pa3HULIBL MEXOY 3-MECSYHBIM U 6-MECSYHBIM IIEPUO-
gamu seuenust (WMD: 35,47, 95% CI: 18,35-52,60,
p<0,0001 m WMD: 49.94, 95% CI:. 44,60-55,19,
P<0,00001). Kpome Toro, TM3 ynyumraer TED (WMD:
50,01, 95% CI: 44,77-55,25 u WMP: 24,20, 95% CI:
12,72-35,68) y 6onbHbIx MBC Kak ¢ cepAedHO HeA0CTa-
TOYHOCTBIO, TaK M, COOTBETCTBEHHO, Oc¢3 Hee. CresaH
BBIBOA: MobaBieHre TM3 K cTaHZapTHOM Tepaluy 3Ha-
YUTEILHO VIIYYIIaeT TOJIEPAHTHOCTh K (PU3MIECKOU

Harpy3ke y 60imbHBIX ¢ MBC m OOJBHBIX C CepAcTHOI
HEIIOCTaTOYHOCTBIO, TIIe BO3MOXHO €IIle OOJIbIIee IIPer-
MyIIecTBO. TeM He MeHee, He ObUIO ITOJTYIeHO JOCTATOU-
HBIX J0Ka3aTelIbCTB OJAarompUsATHOTO BimMsHuSI TM3
Ha 60mbHBIX MBC ¢ caxapHbIM T1MabeToM.

TakuMm 00pa3oM, B COBOKYITHOCTH, ITOCJIE XPOHMYIE-
cKoro BBeaeHUsT TM3 HaOII0ga10Ch YMEHBIICHUE CPel-
HETO KOJMYeCTBa IPHUCTYIIOB CTCHOKAPAWNU B HEIEIIO,
3MM30I0B 0e300JIcBOM MINEMUM MUOKAapaa, CHIDKCHUE
CpeIHero eXeHeICeIbHOTO IIOTpeOJICHNsS HUTPATOB
KOPOTKOTO ICUCTBUS 1 YIydIIeHIe KaueCcTBa Xu3Hu [23].
B psme pabot mokaszaHo, uyto y 60oabHBIX UBC, mpuHu-
MaBmux TM3, yaydinanzack MUOKapIuaabHas epy3ns
M TOBBIIIAJIACH COKPATUMOCTh MMOKapma [24, 25].
ITogo6nas s¢pdexTuBHOCTE TM3 OBLIa TPOAEMOHCTPH-
poBaHa Y MYXXUMH ¥ KCHIIINH, YTO ITO3BOJISICT PEKOMEH-
IOBaThb 3TOT META0OJIWYCCKUU areHT IS ITallICHTOB
C MIIIEMUYECKOM 00JIC3HBIO Ceplla, He3aBUCHUMO OT I10J1a,
a TaKKe y TTAIIMeHTOB C COMYTCTBYIOIINM CaXapHBIM IHa-
0eTOM M TIeprudepuIECcKM aTepocKiIepo3om [26-31].

CieyeT OTMETUTb, 4TO pasoBas go3a 60 mr TM3
(HopMabHas KyMYJISITUBHASI CYTOYHAsI 103a) VIIy4IIaeT
CITOCOOHOCTh TIEPEHOCUTh (DM3MYECKYI0 HArpy3Ky IIpHU
CTEHOKApANU, O YeM CBHUICTCILCTBYCT YBEIMUCHUE TIPO-
NOJDKWUTEJIbHOCTU yIpaXKHEHUI, OOIIeil BBIITOJHEHHON
paboTHI, a Takke cHIDKeHne DKI-nmpu3HaKoB MIIEMUMN.
Bce nepeuncnennble 3@EKThI IPOUCXOAST 0e3 KaKUX-
00 00HAPYKMBAEMBIX XPOHOTPOITHBIX MJIN Ba30MOTOP-
aeIX BiusgHUM (m3MmeHeHuit AJl, YCC). MHTepecHO, 9TO
B KPaTKOCPOYHOM M JOJITOCPOYHOM ITepCIICKTUBE BBEIC-
are TM3 mokazano cBor 3(D(EeKTUBHOCTD B YIYUIIICHUN
KIIMHUYICCKUX MTapaMeTPOB W BBDKMBAEMOCTH y ITAIlCH-
ToB ¢ XCH paszmranoit strojornu [32, 33] 1 y HOXWMIBIX
moneit. TM3 MoXeT yIIydInTh (DYHKIIHMIO JIEBOTO KeJTy-
I0YKa, TOJCPAHTHOCTh K (DM3MYECKOM Harpys3Ke, Kiiacc
XCH mo NYHA u sHIoTeImMif-3aBUCUMYIO IIJIATAIUIO
y 6opHBIX ¢ XCH.

B momonmHeHMe K 3TUM pe3ybraTaM, B MeTa-aHaIn3e,
npoBegeHHoM Gao D, et al. [34], 61O TTOKa3aHO, YTO
TM3 obGnamaeT 3HAYUTEIBHBIM ITPOTEKTUBHBIM 3 dheK-
TOM TSI BCeX TIPUYMH CMEPTHOCTH, CEPACIHO-COCYINC-
TBIX OCJIOKHEHUI M 9aCTOTHI TOCTIMTAIN3AIIIHN.

TakuM oOpa3oMm, IOATBEpXIas Ty POJb, KOTOPYIO
WUTPAIOT MeTa0OIMISCKIE HAPYIICHNS TIPU UIIIEMIU MUO-
Kapmaa, ucIojb3oBaHre TM3 OBLIO CBSI3aHO C yITydIle-
HUeM nepdy3ny MIOKapaa M COKPAaTUTEIbHON (DYHKIINT
y OONBHBIX C XpOHWYECKON IHMCOYHKIIMEH MUOKapma
¥ UIIEMUYECKON KapauoMuonaTuei [35, 36].

B momorHeHNE KO BCEM 3THM CBUACTEIBCTBaM, OBLIO
HalimeHo, uto TM3 o06iiamaer HEKOTOPBIMM TIPOTUBO-
BOCTIAJIUTCIbHBIMA CBOMCTBAMHM, ITOCKOJIBKY OH MOXET
0CJIA0NTh aKTUBAIIMIO HEUTPODUIOB, TEM CaMBbIM 3allH-
ass MOCTUIIEMUYECKOE CEepAlle OT OMOCPENOBAHHBIX
TMOBPEeXICHUIT HeUTpodmIaMu, YTO YKa3bIBacT Ha POJIb
ATOTO TpemnapaTa B Ipe- U MOCT- KOHTUIIMOHNPOBAHUI
[37, 38]. B ecTecTBEeHHBIX YCIOBHUSAX OBIIIO ITOKA3aHO, UTO
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TM3 MoxXeT OBITh NpUMEHEH IS KapAWONPOTEKIINU
y MMaIleHTOB, ITOABEPTAIOIIMNXCSI KOPOHAPHOI peBacKy-
sapusatmu ¢ nomotnsio YKB u AKII [39, 40], npu
HecTaOwIbHOI cTeHOKapauw [41]. Tem He MeHee, cemyeT
MIpU3HaTh, YTO JaHHBIC, OCHOBAHHEIC Ha KECTKUX KOHET-
HBIX TOYKax (TTOKa3aTelM CMEPTHOCTH), IO CHUX IIOp
OTCYTCTBYIOT.

3aknoyeHune

TM3 yaydimmaeT MeTabOIM3M W SHEProodecIeueHIe
MMOKapa, YMEHbIIIaeT TUTIOKCHIO MUOKapIa, He OKa3bl-
Basl BIMSHNC Ha TTOKa3aTe/IM TeMOAMHAMUKH (Tab. 1).

Y mammenToB ¢ MBC mobapnenne TM3 yMeHbImaer
MIPUCTYITBI CTCHOKAPAMH 1 9aCTOTY OECCUMITTOMHBIX SITH-
30[I0B MIIEMWU; COKpaIlacT IMOTPeOHOCTh B OBICTPOIEIi-
CTBYIOIINMX HUTpATaX, a TAKKE YIIydIIaeT Ka4eCTBO KMU3HU.
Bce 3T; pe3ynabTaThl CONPOBOXIAINCH ITOBBIIICHUEM
TOJIEPAaHTHOCTU K (pu3maeckoit Harpy3ke. [lpm mpueme
TM3 6buta TIpoAeMOHCTPUpPOBaHA OAMHAKOBas 3(ddek-
TUBHOCTb KaK Y MYXXYMH U XEHIIUH, a TaKXe Y OOJIbHBIX
¢ mmabetoMm u 0e3 Hero. Y 6ompHBIX ¢ XCH, TM3 ymy4-
IIaeT oTpuIIaTeIbHOe peMoaenpoBanue JIK, moBsimaer
ero (YHKIIMOHAIBHYIO CITOCOOHOCTh, CHIKACT CMEpT-
HOCTb 7 YIIy4IIIacT BBLKUBAEMOCTD 6¢3 KOPOHAPHBIX COOBI-
Trii. Kpome Toro, 66110 IPOAEMOHCTPUPOBAHO, UTO IIPHUEM
TM3 MOXHO peKOMEHIOBATH TSI KAPANOIIPOTSKIINHI TIPU
TpaBMax (IOBpPEXICHMSIX) — WIIEMUH-perephy3nu,
IIOCJIe TIPOIICAYP PEBACKYIISIPU3AIIMI MIUOKApaa, 9TO OCO-
OGEHHO aKTyaJlbHO Y MAallMEHTOB CO CTA0WIBHOI CTEHOKap-
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