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OO6CyXIaloTcsl COBpeMEHHBIE ACTIEKThI BOBJICUEHUSI CEP/IIA B MATOJIOTUIECKUI TIPOLIECC HA PA3TMYHBIX CTAIUSIX
nepuoanieckoii 6onesnu (I16). Bocnanenue, Bo3HuKaroIiee Bo BpeMst TPUCTYIIOB, CYOKIMHUYECKH MTPOTEKAI0-
1ee B MEXIPUCTYITHOM TEPUOJe U TIPU Pa3BUTUU aMUIONI03a, PACCMAaTPUBAETCS KaK OCHOBA (hyHKIIMOHATb-
HBIX U OpTraHUYecKuX u3MeHeHui cepaina npu [1b. Psng mMMyHHBIX HapyllleHUIT HapsITy ¢ aKTUBALMel cuMIa-
TOAIPEHAIOBOM U IPYTUX CUCTEM M OPTaHOB PaCCMAaTPUBAIOTCS KaK IMPEIOChITKa UCTOIEHUS (DYHKIIMOHATb-
HBIX pe3epBOB cepla. MuokapauanbHasi IMCHYHKIUS BCIEACTBAE PACCTPOICTB MUKPOITUPKYISIIIUN U OTIOXKE-
HUST aMWJIOMITHOTO BEIIeCTBa BBIABUTAIOTCSI HA TIEPBBIN TUIAH, HECMOTPSI HAa TO, YTO TOPaXKEHUE OCTAbHBIX
CTPYKTYp cepaiia Takke umeet Mecto ripu [15. BHuManue yneneHo ocCHOBHBIM HATIPaBIeHUSIM TUATHOCTUKY TI0-
paXkeHUsI cep/ilia Ha Pa3INIHBIX CTAAUSIX OOTE3HU.
Karouesvte caoea: Tlepuonmueckast 0o0Jne3Hb, Cepllle, aMUJIOWAO3, MUATHOCTHKA, MaToMopdoiorus,
axoKapauorpabus.

The paper deals with contemporary issues of cardiac involvement at various stages of periodic disease (familial
Mediterranean fever). It is supposed that inflammation during acute attacks, in between attacks and in case of
amyloidosis development is the main pathologic factor leading to functional and organic heart disturbances in this
disease. Shifts of some immunological parameters, along with activation of sympatho-adrenal and other systems
and organs, are considered as pathogenic factors predisposing to exhaustion of heart functional reserves. Based on
the pathomorphological data, it is possible to claim that myocardial dysfunction, due to microvascular pathology
and amyloid sedimentation, is a characteristic feature of the disease, though involvement of other heart structures
is not excluded. The main directions for cardiac involvement diagnostics are described and comparatively ana-
lyzed.

Key words: Familial Mediterranean fever, heart, amyloidosis, diagnostics, pathomorphology, echocardiography.

[Nepromnueckast 6ome3ns (I16), n3BecTHas Kak ce-
MelHas, cpean3eMHOMOpcKas Jmxopaaka (familial
Mediterranean fever), sSIBISICTCSI ayTOCOMHO-PEIICCCUB-
HBIM HACJICICTBEHHBIM 3a00JIeBaHUEM, [UISI KOTOPOTO
XapaKTepHBbI TMePUOANYECKN BO3HUKAIOIINE ITPUCTYITHI
MOJMCEPO3UTA, COMPOBOXAAIOIIMECS OOJIBIO, JIMXOPAL-
KO U pexe 3pu3uIeonono0Hol chirbio. boje3Hb B oc-
HOBHOM TTOpazkaeT apMsiH, CeBepO-a(ppUKaHCKUX €BPEEB,
apaboB, TIPeIKN KOTOPBIX MPOKUBaIU B Cpean3eMHOMO-
PCKOM pernoHe. bosie3Hp 4acTo nepexoanT B aMUIOMIO3
HepOnaTUIeCKOro THUIIA, OCJIOXKHSIETCST CITaeyHOM 00-
JIE3HBIO M MOXKET TPaHC(hOPMUPOBATELCS B IPYyTHE peBMa-
THUYecKue 3abonesanus [2,8,30,47].

Pannee cumrtanmoch, YTO M3MEHEHHUSI CO CTOPOHBI
cepnua ripu I1b sBnsttoTcst PyHKIIMOHATBHBIMU U BCTpe-
YaIOTCSl HAMHOTO peke, YeM MOPaXKeHMST IPYTUX OpraHOB
¥ cUCTEM (B OCHOBHOM TTOUYEK M JKETyI0YHO-KUIIIEIYHOTO
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TpakTa) [9,15]. YacToTa BoBIeUCHUSI KOPOHAPHBIX COCY-
OB, MUOKAp/Ia 1 OCTATbHBIX CTPYKTYP Cep/lia B TIaTOJIO-
ruyeckuii mpotiecc rpu [1b, B 0cOGEHHOCTU BO BHETIPUC-
TYITHOM TIEPUOJIE U TIPU Pa3BUTHH aMIJIOMI03a, N3YUEHBI
He 10 KOHIIa, 1 B OCHOBHOM C MCITOJIb30BAaHNEM MaJIOMH-
(GopMaTUBHBIX METOAOB uccaenoBanuii [7,37,55]. B nmu-
TepaTrype OTCYTCTBYIOT HaHHBIE OO0 OIIeHKE (hyHKIIMO-
HaJIBHBIX PE3EPBOB Cep/lla B Pa3TMIHBIX CTAIMSIX 3a00J1e-
BaHUS, YTO TIPUHIMITMAIBLHO BaXKHO IS paHHEH auar-
HOCTMKM CEepPIECYHOI IMaTOJIOTUK 1 TIPOTHO3MPOBAHUS €€
JAJIbHEWIIIETO TEYEHUS.

IlaTorene3

3HaYUTETbHBII MHTEPEC TIPESACTABIISIOT UCCIIeI0Ba-
HUSI T10 BBISIBJIEHUIO opraHoB-MulieHei [1b u ponu crie-
HU(pUIHOTO 11 3TOM 00J1e3HN T-KJIETOUHOr0O UMMYHO-
neduimra [22]. M3yyanm Bo3meiicTBHE TUMMOIIMTOB
0osbHBIX [1b 1 310pOBBIX JOHOPOB Ha pa3IUYHbIE IMO-
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pUOHAJIbHbIE TKAHMU 4ejoBeka in vitro. JIMMpouuTs
60sibHBIX [T 00/1a1a10T MOBBIIEHHO! LIUTOTOKCUYECKOM
AKTUBHOCTHIO B OTHOIICHUY TKaHEH HA/IITOYEYHUKOB, Ce-
JIe3eHKHU, ToYeK. JInmMbounTsl OOIBHBIX B 2 pa3a yalle
YTHETAIM POCT SMOPUOHAIBHBIX KAapJAUOMUOLIMTOB
(KMLI). He BbI3bIBa€T COMHEHUIA, YTO UMMYHHBIE CIIBU-
T MOTYT YTSKEIUTh TeUeHUe O0JIE3HU U CO3IaTh MOYBY
JUISE CHUDKEHUST (DYHKIIMOHAIBHBIX PE3EPBOB OPraHOB U
TKaHEeW, B T.4. MAUOKapAa, CIIOCOOCTBYS Pa3BUTUIO B HUX
BOCIATUTEbHBIX MPOLIECCOB, HAPYIIEHUIT MAUKPOLIMPKY-
Jauu (ML), auchyHKIMM MEeMOpPaHHBIX CTPYKTYp W
OCaXJCHUIO aMUJIOWJA, YTO, B CBOIO OYEpe.b,
coneicTByeT mporpeccupytoiiemy nopaxenuro KMII u
pazButuio cuHapoMa murtonusa. C muronnzoM KMIL
MOXHO CBSI3aTh TIOBBIIIICHUE AKTUBHOCTU KpEaTWHWH-
dochokunaszer (KDK) B kposu 601pHBIX [15 [6]. Bbipa-
JKEHHOE YBEJMYEHUE aKTUBHOCTU (PepMEHTa OTMEUYEHO
npu TopakoadbnoMuHaibHOU (Gopme I1b u B mpoTenHy-
pUYECKON CTaIM aMIJIOUI03a, YTO HEOOXOAUMO YUUThI-
BaTh NIPU paHHEU AuarHocTuke amuaonnosa npu I1b.

BropruHbIil xapakTep BOBJIEUEHUS CepAla B MaTo-
Jornyeckuii mpouecc npu [1b oTyeTnBo npocmaTprBa-
€TCS C TO3ULMI TUIEPBEHTUISILIMOHHOTO U OOIIEro
aanTallMOHHOTO CUHAPOMOB. [IpucTyrbl 60e3HU ¢ xa-
pakTepHBIM OO0JIEBBIM CUHAPOMOM, OCOOEHHO TIPU TSKe-
JIOM T€YeHUU, YaCTOM MX Pa3BUTUU, C BO3PACTOM OOJIb-
HBIX, TIPUBOJIAT K HATIPSDKEHUIO, @ B TAJIBHEHIIIEM UCTO-
IIEHUIO TICUXOAPMOLMOHATBHBIX U AJIaNTAlIMOHHBIX pe-
3€pBOB, YTO HAXOMWUT OTPAXEHWE B IMOBBIIIEHHON Tpe-
BOXHOCTH, aCTEHU3ALIMU OOJTbHBIX, AUCPETYJISLINY AbIXa-
Hust. O6cnenoBaHue 74 6oabHbIX [1B Mo3BoauIo NpuinTu
K 3aKJTIIOYEHUIO, YTO MCUXOCOMATUYECKUE CIIBUTU HA OC-
HOBE OOIIMX MATOTEHETUYECKUX TEPEeMEH MpPU 3TOM
CUHApOME MOryT 00ycaoBUTh KIMHUKY I1b [17]. Cpeau
obcenoBaHHbBIX 00JIbHBIX [1B KapnuoBacKyisipHbIe IPO-
SIBJIEHUS TUTEPBEHTUISILIMOHHOTO CUHAPOMA B BUIE 0O-
Jieid u aguckomopTta B 00J1aCTH cepilia, cepaleorueHusl,
9KCTPACUCTONINU, TAOUIIBHOCTH ITyJIbCa U apTepUaTbHOTO
nasnenust (A1) otmedanuch B 58% ciydaes (8% B comnoc-
TaBUMO KOHTPOJIbHOM TpyTIMe).

BaxxHo mpoaHanM3upoBaTh CBA3b BBISIBICHHBIX MIPU
I1b runepkarexoaMUHEMUN, TTOBBIIIEHUST B KPOBU CO-
JEp>KaHUS MPOBOCHAATENBHBIX MEIUATOPOB U TeHepa-
Jm3oBaHHoro pacctpoiictBa ML pycina (MLLP). Hapsiny ¢
TPaH3UTOPHOW TUMEpKaTeXOJIaMUHEMUEH BO BpeEMS
npuctynoB [1b, BoO BHENMPUCTYITHOM MEPUOJE CoIepKa-
HUE KaTeXOJaMUHOB B KPOBU U, COOTBETCTBEHHO, UX CY-
TOYHAs 9KCKPELs ¢ MOYOI HE CHIKAIOTCS 1O HOPMaJlb-
HOTO YPOBHS, @ OCTAIOTCS 00Jiee BBICOKUMU, YEM Y 310PO-
BBIX JIAI, 32 CYET KaK CBSI3aHHBIX, TaK U CBOOOIHBIX
dpakuwmii [16,32]. IIpu uccienoBaHUM TUHAMUKNA KOH-
LIEHTpALIii KaTeXoJJAMAUHOB B I1a3Me U B Moue nipu [1b
ObL1a OOHapyKeHa clenyroias 0COOeHHOCTb UX KJIUPEH-
ca. Bo BpeMs pUCTYNOB ypOBEHb JOMAMUHA, aIpEHATU-
Ha B IUTa3M€ TMOBBIIIAETCS, 2 B MOYE OCTAeTCS HEU3MEH-
HBIM WM3-32 HapylleHUsI MOYEYHOro KiMpeHca. Benen-
CTBUE TOTO Xe YPOBEeHb MeTaHe(dpHHA B MOYE BHE TIPUC-
TYMOB 3HAYUTEJBHO BBIIIE, YEM BO BpeMs IMPHUCTYIIA.
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ITpumeHeHre KOMXUIIMHA HOPMATIU3YeT MOYEUHbIN KITU-
PEHC KaTeXOJIaMUHOB U TEM CaMbIM CHIXAET UX (hIoro-
reHHoe aeiictBue [45]. Bo Bpems npuctynos I1b nmeer
MECTO HapyllIeHUe MEeTabO0IM3Ma KaTeX0JIaMUHOB BCJIE-
cTtBUe AUCHYHKIMU (hepMeHTa NomaMuH-0eTa-ruIpoK-
CWJIa3bl COMIACHO MPEIOKEHHOMY METapaMUHOJIOBOMY
MPOBOKAIIMOHHOMY TECTY, OCHOBAHHOMY Ha crielubuy-
HOCTU HapylleHWs MeTaboin3Ma KaTeXOJaMWUHOB IUTS
I1b v MHAYUHMPOBAHUM METAPAMUHOJOM CTEPTHIX MPUC-
tynos [1b [44].

HapyiieHue MmexaHU3MOB KOHBIOTUPOBAHUS U BbI-
BEJICHUS KaTeXOJIAMUHOB, IMTPOIYKTOB UX pacraaa u3 op-
raHu3ma 6osbHbIX [1B, BbIpaxkeHHOE BO BpeMs TIPUCTY-
TOB U 3aBUCHIIEE OT (PYHKIIMOHAIBHOTO COCTOSTHUS T10-
Yyek, MpeapacnoiaraeT K TOKCUKO-TUITOKCUYECKOMY
TOBPEXIECHUIO MUOKapAa, HApYLIEHUIO0 QYHKIIUA MUTO-
XOHIIpUIA, N30BITOUHOMY PACXOAOBAHUIO MaKPO3pPTHIEC-
KUX COCAWHEHWI, HAKOIUIEHUIO aKTUBHBIX PalUKaIoB
KUCJIOPO/ia, OKUCITUTEIBHOMY CTPECCY M WHIYLUPOBa-
HUIO alonTo3a — MEXaHU3Ma, JIeXKallero B OCHOBE
YMeHbIIeHUsT KonnyecTBa (pyHkuroHupytommx KMIL,
HEWPOTYMOPAIBHON MEPECTPOMKU U PEMOACIUPOBAHUS
cepaua [4,26,33,49,62]. B mocienHue roabl AUC@yHKLIMS
MUTOXOHAPUI W CUCTEMBbl BOCCTAHOBJIEHUS 3aIlacoB
MAaKpO3ProB BKYyMNE C OKWUCIUTEIbHBIM CTPECCOM pac-
CMATPUBAIOTCS B KAYECTBE MATOTEHETUYECKON OCHOBBI
MPOTrPECCUPOBAHUS aTEPOCKIIEPO3a, TUIIepTpodUr MUO-
Kapaa u anornro3a KMLI nipu uenom psine 3abosieBaHUI
[59].

Kpome karexomaMUHOB, BbIllIE OTMEUYEHHBIE MeXa-
HU3MbI MUOKapauaabHOi nucdyHkuuu npu [1b Moryt
OBITH 3aMyILEHbI CTPECCOPHOU aKTUBAIIUEN HAATIOUYECUH U -
KOBOMU, pEeHMH-aHTUOTEH3UH-AJIbJOCTEPOHOBOM CUCTEM
(PAAC) [32], noBbIllIEHHON TTpoAyKIUel HelTpoduria-
MU KPOBU MHTEPJCHKUHOB- 1P, -6 1 -8, (hakTOopa HEKpo-
3a onyxosu [51,53], cenektuHoB E u L, cbiBOopoTOUHOTO
MpeIlIeCTBEHHUKA aMujionaa A, anoaunonpoTenuHa
(ammo) E u C-peaktuBHoro 6enka (CPbB) [57,58], miuTenb-
HO TIOIEPXUBAIOIIMX BOCTIAJIEHUE B OpraHU3ME OOJIb-
Hbix [1b 1 BOUChIBaOIIUXCS B KAPTUHY TaK Ha3bIBAEMO-
TO XPOHUYECKOTO BOCIATUTEBHOTO CUHAPOMA TIPU XPO-
HUYECKOI cepaeuHoil HenocTatouHoctu (XCH) [33,46].

BaxxHoii npencrasisieTcs posib MOBBIIIEHUS B KPOBU
0CTpO(A30BBIX PEAKTAHTOB B MEXITPUCTYITHOM MTEPUO/IE.
B MexXnpucTyITHOM NEpUO/ie BOCMTATUTEbHAS PEAKLINS Y
OOJIbHBIX, HE MPUHUMAIOIIUX KOJXWIIMH, MPOTEKAeT B
2/3 ciydyaeB. Y13 MHOTOUMCIICHHOM TPYITITBI OCTPO(ha3o-
BBIX PEAKTAHTOB TOJIbKO KOHLIeHTpalust CPb mocrosiHHO
HapactaeT Bo Bpemsi npuctynoB I[Ib [58]. TTocrenHee
VMeeT 3HAYeHUE B CBETE JaHHBIX JTUTePaTyphl, B KOTOPBIX
nogbeM CPb paccmarpuBaeTcst He TOJIbKO Kak CIeICTBUE
BOCIAJICHUS], @ HATIPSIMYIO ACCOLIMUPYETCS C HApYILICHUS -
MM JIMTTAI-TPAHCTIOPTHOM CUCTEMBI, YBETMYEHUEM YPOB-
Hs1 obiero xojectepuHa (OXC), TUNONpoTenaOB HU3-
kot ruiotHocty (JIHIT), ano B, cHrkeHreM ypoBHS JiM-
MonpoTena0B Bbicokoii TiioTHOoCcTH (JIBIT) m amo Al, arte-
POCKIIEPOTUYECKUM TIOpaskeHreM cocynoB [23,24,68].
OTMeueHa TecHasl CBSI3b MEXIY TMOBBIIIEHHON MPOMyK-
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mueit rermarorutamu CPB 1 CBIBOPOTOYHOTO TIPEIIecT-
BEHHUKa aMuWionaa A B OTBET Ha LIUTOKMHOBYIO arpec-
cuto [S1], 1 MO3TOMY MPAaBOMOYHO paccMaTpuBaTh MPOT-
peccupoBanue I1b ¢ nepexogom B amMmuiaonno3 AA u UM-
MYHOJIOTUYECKOW TIepeCTPOMKON OpraHM3Ma BO B3au-
MOCBS3U ¢ KosiebaHussmu B copepxanuu CPb u T4-
JKECThIO aTEPOCKIIEPO3a.

Bo Bpems npuctynos [1b nmpoucxonsT reHepanuso-
BaHHbIEe paccTporictBa B MILIP: pe3koe ymeHblIeHNe
yrciaa QYHKIMOHUPYIOIIUX KANWUIIPOB U apTepUo,
TOBBIIIEHUE ArperallMOHHBIX CBOWCTB SPUTPOILIUTOB,
MUKPOTeMOpparuu, mepuBackyisipHbiil otek [5]. Cpenn
MPUYNH PAaCcCTPOUCTB, KPOME TUIEPKATEeXOJIaMUHEMUH,
HEO0XOIMMO OTMETUTh BEICBOOOXKIEHUE B TKAHSIX THCTa-
MWHa, OpaIlMKWHWUHA, aJcHO3UHA, a TaKXe aKTUBALUIO
(ocdomumasbl Ay, aKTUBALUIO CBOOOIHOPAIUKAIbHBIX
MPOLIECCOB M OKUCIUTEIBHBIN cTpece [56,65], muchyHK-
mto aneHo3uHTpudochar (ATD)-3aBucumbix epme-
HTHBIX cucteM [11].

B mexnpuctynmnom nepuoge ML pacctpoiicTBa He
MPOXOJSAT TIOJIHOCTBIO U OBIBAIOT O0Jie€ BBIPAXKEHBI Y
OOJIBHBIX C OOJIbLIEN MPOJOJIKUTEILHOCTBIO 3a00JieBa-
Hus (11-20 u 6osee yieT), YaCTLIMUA MPUCTYIIAMU U, OCO-
OeHHO, Mpu pa3BuTUU amwiouno3a [S]. B mocienHem
ciaydae ML pacctpoiicTBa mpeapacnonaraioT K OTI0Xe-
HUIO aMWIOUA B Pa3JIMYHBIX OpraHax.

C y4eToM TEepeyUCIEHHBIX BBIIIE MAaTOr€HETUYeC-
KHX MEXaHU3MOB, OKa3bIBAIOIIMX (PIIOTOreHHOE ACCTBUE
BO BpeMs MPUCTYIIOB U BO BHEMPUCTYITHOM MEPUOJE,
MOXHO B OIpPEIEICHHOI CTENEHU OOBSICHUTh YacToe IO
CpaBHEHMUIO ¢ obuleit nomyssuueit pazsurue npu [1b no-
paxeHWII MMOKap/ia ¥ COCYIOB CepIia, XapaKTEPHBIX TSI
pesMatusma [70] u undapkra muokapaa (MM) [3].

B otHOmIeHMM yactotel pazsutus UM B apMaHCKOM
nomyasaiuu 0obHbIX [1b BecbMa MHTEpeCHBI MOCeTHIE
naHHble [3]. [Tpu KaTaMHECTUYECKOM U3yYEHUN TeUEHUS
I16 y 4167 GONBHBIX Y COTTOCTABJICHUH YaCTOTHI Pa3BUTHSI
MM y 607bHBIX U UX CUOCOB OOHAPYKUIIOCH, UTO CPEAU
My>XuuH, 00bHbIX [1B, B Bo3pacte 20-29 u 40-49 net
WM pazBuBajcs 10CTOBEPHO yalle, yeM y cuocoB. Cpe-
TV KEHIIWH CX0Xasi TEHIEHLIMS MTPOCIeXUBAIACH B BO3-
pactHoit rpymnmne 50-59. TlpuHuMasi BO BHUMaHUE
COOCTBEHHBIE JAHHBIE W TO, YTO B apMSIHCKOU TOITYJIsI-
MM OOJIBHBIX PETYJISIPHBIN TTPYEM KOJIXUIIMHA CO BpeMe-
HU MaHUGECTAMU 3a00JIeBaHUS TTPAKTUYECKU HE TPO-
ucxonut, I1b MoxxHO paccMaTpuBaTth Kak (akTop prcka
(®P) pannero pazsutust UM, TpoBoIIMpyeMOro oBpeX-
JNEHUEM 3HAOTENINSI KOPOHAPHBIX COCYI0B (PIIOTOreHHBI-
MU (haKTOpaMU U MPOrPeCCUPOBAHUEM aTEPOCKIIEPO3a.

O cyllIecTBEeHHOI POJIM BOCHAJECHUS B Pa3BUTUU
cepaeuHoii nmarojgoruu npu [1b u Mecte KoaxuuuHoTE-
panuu B ee TpodUIAKTUKE CBUACTEIbCTBYIOT PE3YJib-
TaThl UCCIEIOBAHUI, KOTOPbIE, U3yUYUB YACTOTY WIIIE-
muyeckoit 6one3nu cepaua (MbC) B comocTaBUMBIX
10 BO3pacTy W MOJIy rpymnmnax eBpees, 0onbHbIX [1B, pe-
TYJISIPHO MOJIyYaloUIMX KoJIXulMHoTepanuio (n=290),
nx cynpyroB (n=133) u OOJbHBIX APYTUMU XPOHUYEC-
KAMHU BOCIAJUTEIbHBIMU 3abosieBaHusAMU (n=126),
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obHapyxwiu, 4yto y 6onbHbIX [1b MUBC mocne 40 net
BCTpEYaeTcs pexxe, YeM y OOJIbHBIX IPYTUMU BOCTIAIM -
TeJIBbHBIMU 3abojeBaHuaMu — 15,5% vs 30,2%
(p<0,05), Ho yare, yem y ux cyrpyros (11,2%) [60].

Takum obpazom, [1b MOXHO paccMmaTpuBaTh Kak
KJIMHUYECKYIO MOJIENTb XPOHNYECKOTO BOCTIAJICHUS, UTpa-
OIIIETO BAXKHYIO POJIb B Pa3BUTUM KOPOHAPHOI TIAaTOJIO-
TMY, HEKOPOHAPOTEHHBIX 3a00JIeBaHWII MUOKapaa W
XCH [34]. B aToM cMBbICIIe U3ydeHNE COCTOSTHUS cepala
npu [1b BO B3aMMOCBS3U C JJIUTEIBHOCTHIO M AKTUB-
HOCTBIO BOCITAJIMTEIBHOTO TIpOliecca, KaK W TP APYTUX
peBMaTnyeckux 3abosneBaHusix [23,31], umeer QyHna-
MEHTaJIbHOE 3HAUYEHNE JIJIST Pa3pabOTKM METOIOB TIEpPBUY-
HOW U BTOPUIHON TIPOMUIAKTUKN, TIPOTHO3UPOBAHUS U
JIeYeHUsT KOPOHAPOTEHHBIX M HEKOPOHAPOTEHHBIX 3200-
JIEBaHUIA.

®ono- u anexrpokapauorpadus (OKI' u DKT)

Bo BHempuctynHoMm miepuone y OonbHbiX [1b Ha
®OKI Hambosee yacTo 0OHApY:KMUBaeTCsT (PYHKLIMOHAIb-
HBIil cucTONMYecKui 1ryM: B 33,3% ciyyaeB B TOaMUIIO-
WIHOM cTtamuu, 46% — B MPOTEeMHYpUUECKOi, 62,5% — B
Hedpotrueckoii u 100% — B ypemuueckoii. OH vaiiie pe-
TUCTPUPYETCS Ha BepXYyIlIKe U B ToUke boTknHa, Ha HU3-
KOYaCTOTHOM KaHaJie (Ha CTaJusIX aMAJIONI03a B COCTaBe
1ITyMa peTUCTPUPYIOTCS ¥ BBICOKOYACTOTHBIE KOMITOHEH-
ThI), UMEET HU3KYIO aMIUTUTY/IY, HETIPOIOJIKUTENICH, 3a-
HUMaeT TIEPBYIO TPETh CUCTOJIBI U cinBaetcs ¢ [ ToHoM. B
JOAMUJIOWIHOW CTamuu, KPOME CUCTOJMYECKOTO IITyMa,
oTMeuaeTcs TeHaeHus K yewtenuto 1 (30%) u 11 ToHOB
(17,5%), ykaspiBamoollasi Ha TMIEpAMHAMMUIO MUOKapaa
[39]. V nereit, 60abHbIX T1B 6e3 amunonao3a, (pyHKIIMO-
HaJIbHBII CUCTOIMYECKUI 1IIyM OOHApYXuau B 54% ciy-
4yaeB, a BBICOKOAMILTUTYAHbIi 111 ToH B 17% cityyaes [15].
OtMeueHa TeHaeHIUs K yiuinHeHuto | u 11 ToHOB, BBISIB-
JieH (DYHKIIMOHAIBHBIN AMACTOIMYECKUIA 1ITyM, CBSI3aH-
HBII C OTHOCUTEIBbHOM MUTPAJIbHOW HEAOCTATOYHOCTBIO
Ha (hoHe MOHMKEeHUS TOHYCA U TIOPaKeHMUST MUOKap/a Jie-
Boro xenynouka (JIZK). I1pencraBieHHble JaHHbIE MOX-
HO OOBSICHUTB TEM, UTO B I1EJIOM ITOPakeHUE Ceplia B 10-
aMUJIOMIHON CTaauu OoJiee XapaKTepHO JIJIs IeTeid, 00JTb-
HbIx 1B, yeM aJist B3pocibix [9].

YV B3pocinbix 601bHBIX 1D ¢ aMuon1030M aMILIUTY-
Jla TOHOB Cep/Ila YMEHBIIIAETCs, CBUICTEIbCTBYSI O CHU-
SKeHUM COKpaTUMocTy Muokapaa. Y 30% 6oibHBIX | TOH
Ha BepxylllKe 1 B Touke boTkunHa paciiertisiercs:, y 24%
€ro aMIUIUTY/Ia YMEHBIIIAETCS 32 CUET MBIIIIEYHOTO 1 KJla-
MaHHOTO KOMITOHEHTOB, y 27 % untepsan Q-1 ToH yme-
PEHHO YIJIMHSETCS, TIO-BUIMMOMY, YKa3bIBasi Ha pa3Bu-
THE aMWIOMIHON Kapauonatuu. B psue ciaydaes (13%)
MOTYT Ha0JTIoIaThesl ycuiieHre | ToHa 3a cueT KilaraHHO-
ro KoMroHeHTa 1 pexe (7%) — 11 ToHa B Tipoekiyu Jie-
royHoit aptepuu [28]. Beneactsue BoipaxXeHHOU nucdy-
HKIIMM MUOKapja, OCOOEHHO B ypeMMUYECKOW CTaauu,
BO3HMKAIOT MUOT€HHBII CUCTOJIMYECKUI IITyM, TIaTOJIO-
rudeckue 111 u IV ToHBI, a TakKe TMaCTOJIMYECKUI TITyM
[28,39].

OKI uccnenoBaHrie MO3BOJWIO BBISIBUTH Hapyllle-
HUSI JIEKTPUYECKOl akKTUBHOCTH cepiiia ripu [16 B pas-
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JmyHbIX cTagusx [1,15]. Onucansl usmenenus SKI' Bo
BpeMs MIPUCTYIOB B BUIE 2eBauun cermeHTta ST, name-
HeHutii popmbl P u T 3y6uoB, ymiuHenus: PQ uHtepsana
n/mmn QRS xomrekca, GUOPWIISAIIMM TIpeacepanit
(®IT), cunycoBoli Taxu- U pexe — OpanauKapanu, KOTO-
pbIE HOCST TIPEXOISIINN XapaKTep, COUYETAIOTCS C OOJTBIO
B TPY/IH, II[yMOM TPEHMUS TIepuKap/a, paciimpeHueM rpa-
HUI] OTHOCWUTEJIBHOW TYTIOCTH Ceplla U MOTYT CBUIE-
TeJILCTBOBaTh O Pa3BUTHM MHOKapauta B 1,9% ciyyaeB
[1], nepukapnuTta U KpaiiHe peaKo — SHAOKapauTa.

[pu o6cnenoBannu 670 GombHBIX [16 6e3 amuTon-
J03a B Bo3pacte 15-60 jiet 6b11r 00HapYKEHbI TUIIEPTPO-
dust JIK (IT1K) B 28,3% ciryyaeB Bo BpeMsT IIPUCTYIIOB 1
B 15,6% BHe TIPUCTYIIOB, TUTIEPTPODUSI TIPABOTO KEJTy-
nouka (I'TI2XK) — 4,6% u 5,2% cOOTBETCTBEHHO, U3MEHE-
Hust Muokapaa — 12,4% u 11,3%, skcTpacucronnyeckast
aputmMust — 12,5% wu 8,1%, HapymieHre KOpOHApHOTO
KpoBooOpaiienus — 8,8% u 4,6%. Pexe Habmoganm Ha-
PYIIEHUS TIPOBOAMMOCTH. Y 3THX Xe OOJBHBIX BO BPEMsI
MPUCTYTIOB B 96% cliydaeB MMeJia MECTO TaXUKaP/IWsl, BHE
npuctynoB — B 4,6% citydaes [1].

Hnst noamunougHoit ctanuu 1B xapakrepHo Hapy-
IeHre aBTOMaTh3Ma CUHYCOBOTO y3J1a B BUJIE CHUHYCOBOM
Taxukapauu (y 27,5% GONbHBIX BO BHEITPUCTYITHOM ITe-
puosne) u abixatenbHoit apurmun (17,5%) [39], uto, mo
BCEll BMOWMOCTU, CBSI3aHO C TIOBBIIIEHHOW BO30YIHU-
MOCTBIO COCYJIOJIBUTATEIbHOTO TIEHTpa TUIIOTajaMyca 1
KoJIeOaHMSIMM TOHYCa CUMITATUYECKOTO U TTapacuMITaTh-
YECKOTO OT/IEJIOB BETeTaTUBHON HEPBHOW CUCTEMBI B pe-
3yJIbTaTe MOBTOPHBIX pUcTymoB [1b [29]. B aToii Xke cTa-
qun y 42,5% 6oabHbIX HaxoadaT Ha DKI u3meHeHus 3y0-
mT

C pa3BuTHEM W TIPOTPECCUPOBAHMEM aMWJIOUIO3a
HapylIeHWs] aBTOMaTh3Ma, BO30YIUMOCTH U TIPOBOIM-
MOCTHU CepJlia YCYTyOJIsTIOTCsl, YKa3bIBasl B psiie CIIydacB
Ha pa3BUTHE aMWJIOWTHOUW KapauOMMOIIaTUU M BO BCEX
ciyvasix — Ha xapakTtepHble 1151 [1b 1 aMmunonmosa noyex
M3MEHEHUST MUOKap/a TIPEICepaNil 1 XKeTyI0ouKOB BCIie-
JICTBUE UMMYHHBIX, HEPOIHIOKPUHHBIX, ML] 1 a5mekT-
POJIMTHBIX HAPYILIEHU. YBETUUIUBACTCS YUCITO OOTBHBIX
C CMHYCOBOM Taxukapmueii: y 46,4% GONBbHBIX — B TIPOTe-
WHypr4eckor cramuu, 61,8% — B HedpoTuueckoir u
70,7% — B ypeMU4eCKOii, KOTOpasi HOCUT KOMIIEHCATOP-
HBII XapaKTep U SBISIETCS CIEICTBAEM IPOTPECCUPOBa-
Hust CH [39]. 3y6en; P crimaxusaetcs, unaekc Makpysa
BO3pacTaeT, 0COOEHHO B ypeMUuecKoli ctanuu. B Hedpo-
TUYECKON M YPEMUYECKON CTAIUSIX TTOBBIIIACTCST JIEKT-
pudeckas aktuBHOCTE JIXK — B 23,5% u 26,8% ciydaes
COOTBETCTBeHHO. Bosbrax komruiekca QRS cHumxaercs y
21,4% GONBHBIX B TPOTEUHYPUIECKON cTamuu, 26,5% — B
HedpoTrueckoii u 53,7% — B ypemudeckoi craguu [36].

3HaunTeNIbHbIC HApyIIeHUSI KOPOHAPHOTO KPOBOOO-
paiieHust B amwiongHoi craguu [1B, KoTopsle mMoryt
OBITH CJIENICTBUEM OTJIOKEHUST aMIJIONIa B KOPOHAPHBIX
cocy/iax M IpYruX NpU4IrH, pacCMaTPUBAIOT B KOHTEKCTE
3 kareropuit usmeHenuit: OKI' ¢ npu3HakKaMy 04aroBbIX
nopaxeHuit — maMmeHeHus komruiekca QRS; OKI ¢
MpU3HAKaMU WIIEeMUN — U3MeHeHus1 cermeHTta ST wmm
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gyoua T 6e3 usmenenuit komriekca QRS; OKI ¢ apyru-
MU TIPU3HAKAMU MOPAKEHUS] MUOKApIa — CHIDKEHHBIN
BOJIBTAXX, HAPYILIEHUS TTIPOBOIUMOCTHU U 1ip. [20].

BDxokapmuorpagus (DxoKI)

Ox0KI' acnekThl U3y4eHUST COCTOSTHUS Cepaua mpu
I1b B nutepatrype ocBellleHbl HeAOCTaTOUHO. OCHOBHOE
BHUMaHUE TPU 3TOM YHEJIEHO OLIEHKE CUCTOJIMYECKON
dyHkumu JIZK 1 onvcaHuio U3MEHEHU B MOJIOCTH Mepu-
Kapaa Ha pa3muuHbIx ctanusx [1b u amuionnosa rnoyvex.

M3yyas ¢ noMmolpo ofHO- U AByxMepHOU DxoKIT
COCTOSTHME MUOKapaa U nepukapaa y 32 6onbHbix [15 Bo
BHEMPUCTYITHOM TIEPUOAE B COCTOSTHUM MOKOS: 8§ — 6e3
aMWION103a MOYeK, 7 — B IPOTEUHYpUIecKoit, 11 — Hed-
POTHYECKOM, 6 — TepMUHATBHON CTaalKM aMWJIOWI03a,
OBLIO TMOKAa3aHO, YTO JO KJIMHWYECKOW MaHMbecTaluu
aMWJIONI03a U B TPOTEMHYPUYECKON CTalUU CTPYKTypa 1
(GYHKIMS MUOKapia OCTaloTCS B Tpenesiax HOpMbI. B
He(pPOTUYECKON CTaAuM MPOUCXOIUT CHUXEHUE (Ppak-
1w Beiopoca (PB) JIXK 10 42%, a B TepMUHAIILHON CcTa-
i — 1o 37%. B TepMUHabHOM CTaauy pa3BUBajiach
cUMMeTpUYHas runeprpodusi Muokapaa. [lopaxeHue
nepukapia MposSBIsUIOCh B BUJIE YPEMUYECKOTO TEpU-
KapauTa [39].

OTcyTCcTBUE MATOJOTUYECKUX CIBUTOB B T0AMUJIO-
WIHOI U TPOTEMHYPUYECKOI U IMHAMUKA MTOKa3aTeiei B
HehPOTUYECKON U YPEMUUYECKOU CTamusiX, MO3BOJISIOT
MPEANOJIOXKUTh, YTO BBIPAXKEHHON CUCTOJIMYECKON auc-
(YHKIIMM Ha KOHEUHBbIX CTaAusIx amwionaosa npu [1b
MOXeT TMpPeIlIeCTBOBATh U30JUPOBAHHAS AUACTOINYEC-
Kast IMChHYHKITUS.

B noctymHolt nureparype umeercs JUIb OJHO CO-
o011eHre 00 U3MEHEHUM MOoKa3aTesieil AUacTOINYECKON
dyHkumu JIZK Ha pa3iuyHbIX CTaaUsSIX aMIJIOUI03a TO-
yek nipu [1B6 [36]. B 3T0i1 pabote BHUMaHUE yuesieTcst
W3MEHEHUSIM ToKa3aTejiel momnrmepkapauorpaduu
(AKT) B mokoe: MakKCUMMaJlbHasi CKOPOCTb TPaHCMUT-
paJIbHOTO KPOBOTOKA B paHHIOI0 (E) 1 mo3nHIo0 auacro-
ay (A); E/A m Bpemst 3ameyieHrsI KPOBOTOKA B PAaHHIOIO
nuacroiay (DT), KoTopble COOTBETCTBYIOT pacCTpOiCTBaM
JUACTONIMYECKON (DyHKIIMM MO TUITy HapyllIeHUs pac-
ci1absieHus B He()pOTUYECKOM CTaIuM 1 TICEBIOHOPMAITH-
3aIIM1 B ypeMHUIecKoii ctanui Ha (hoHe cHinkeHus OB. B
rpyrrne OOJIBHBIX B IPOTEMHYPUIECKON CTaIUN aMIIOU-
J03a TIOKa3aTeu AUACTOJIMYECKOW (DyHKIIMU CYyHIeCT-
BEHHO HE OTJIMYAJIACh OT TAKOBBIX B TPYIIIE MPAKTUYEC-
KA 300pPOBBIX JIMII, T.€. OUACTOIMYecKas AUCHYHKIUS
TPOSIBJISIETCS JIUIIb B HE(PPOTUIECKOUN CTaINMU.

Bompoc 0 paHHUX W3MEHEHUSX AUACTOINYECKON
dyukumu cepaua npu [1b, B yacTHOCTH B JOaMWITOUIHOMN
U TNPOTEeUHYPUYECKOUN CTaiausiX, TpeOyeT NajibHEHIIero
JeTajbHOTO u3ydeHwus. st mojsydeHus: 6ojee nHGopma-
TUBHBIX PE3yJIbTaToB LieiecoodpaszHo npumeHsTs JIKI' B
COYETAaHUM C HATPY30YHBIMU TECTAMMU.

ITo maHHBIM JIUTEPATYPHI, YACTON HAXOAKOU OIHO-
u nByxmepHoit OxoKI mipu I1b sBasI0TCS NpU3HAKY TT0-
paXkeHus MepuKapaa, KOTOpble PEIKO TUATHOCTUPYIOTCS
KJIMHUYECKU U JPYTUMU METONAMU WHCTPYMEHTAIBHOMI
muarHoctuku [10,27,35,42,50,52,69,71]. ITpu DxoKI B
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M-MmonaneHOM pexume 30 60abHBIX [1D ¢ peruansupy-
ouei Topakaiarueit, 6e3 cumnrtomMoB 3actoiiHoin CH
(3CH), ypemuu uav Ipyroi COrmyTCTBYIOLLIEH MaToJI0T UK
B 27% ciny4yaeB (n=8) OOHApYXWIKM MOPaXKEHUE IEPU-
Kapna (BBIMOT, YTOJIIIEHKE JINCTKOB MeprKapaa Uiu TO U
Jipyroe oqfHoBpeMeHHo) [50].

IIpu obcnenoBaHun 34 OONMBHBIX C PA3TUYHBIMUA
xmmmHnueckumu dopmamu I16, B 30,4% cityyaeB ObLIU
BBISIBJICHBI X0O-MIPU3HAKU CyXOT'0, BEITOTHOTO U a/IT€3UB-
HOro nepukapanta (y 4 00JIbHBIX — BBITOT B ITOJIOCTH T1e-
pukapaa Bo Bpems npuctyna [1b). Koppensauus mexmy
naHHbIMU DXoKI™ u OKI, a Takke 3aBUCUMOCTBIO T1aTO-
JIOTMM OT IaBHOCTH 3a00sieBaHMsT OTCyTcTBOBaa [13].

O yacToTe mepuKapauTa, TUATHOCTUPYEMOrO Ha
OxoKTI B mepuon nmpuctynos y 6oibHbIX [1b 6e3 amuio-
nno3a, B 47% un 62% ciydaeB, COOTBETCTBEHHO, COOOIA-
JI U apyrue ucciaenonarenu [35,42].

EnvHoro MHeHUS O CBSI3U MEXIy MOpaXXeHUeM Iie-
pukapaa u ¢dopmoii I[1b, monoM, Bo3pacToM OOTBHBIX
HET, CYLIECTBYIOT yKa3aHUs Ha OOJbIIYI0 BEPOSITHOCTh
MepuKapaInTa C yBEIWYEHUEM NTABHOCTU 3a00JieBaHUS
[50], u Ha GOJBIIYIO YACTOTY MEPUKAPANTA BO BPEMSI TO-
paKaJIbHBIX IPUCTYIIOB, 0COOEHHO Y OOJIBHBIX C JIEBOCTO-
POHHUMU TOPAKAITUSAMHU [35].

Onucansl cinydau nedrotupoBanus [1b nepukapnu-
TOM C 9XO-TIPU3HAKAMHU 3HAYUTEIBHOTO BBINOTA B MOJIOC-
TU TIepuKapaa v TaMImoHasl. [1pu aToM npu3HaKu riepu-
KapauTa CIIOHTAHHO MCYE3aJIU U YePe3 HEKOTOPOE BpEMs
BHOBb NOSBISUIUCH. Ha poHe peryasipHOro JiMteabHOro
(mo 6 yieT) mpueMa KOJXMIIMHA PEIUINBBI MepUKapaAUTa
He Habmomamm [69,71].

OOHapyxXeHWe TepuKapAuaIbHOIO BBHIIOTA Ha
OxoKI' MoXeT cBUIETEeIbCTBOBATh O PA3BUTUU aMU-
Jounosa cepaua npu I1b. B 1aHHOM ciiyyae BaxkKHbIM
MpeaCcTaBasgeTCs KOMIUJIEKCHAas KJIWHUYecKas WU
OxoKIT onenka cocrosiHug cepaua. Kak u npu Apyrux
MaTOJOTUIX, COMPOBOXAAIOIIUXCS Pa3BUTUEM BTO-
PUYHOrO aMWIOWA03a, TMOJ03PEHUE Ha aMWIOUI03
cepaua npu [1b Bo3HMKaeT Mpu YMOPHOU Taxukap-
WU, HE CBSI3aHHOW C JIMXOPAJAKON, HATUYUU apTepu-
abHOUW TUTIOTOHWUU W OTCYTCTBUM apTepuaibHON
runepreH3uu (Al), paclimpeHUU MEPKYTOPHBIX rpa-
HUII cep/lla U yBEJIMYSCHUN €T0 PEHTTEHOJIOTMYeCKO
TeHU, Pa3JIMIHbIX BUIAX HAPYIIEHUS TTPOBOIUMOCTH,
CHUXXeHUM BoJibTaxa Komiuiekca QRS, penpeccun
cermeHta ST, usmenenuu 3youoB T, P, orpuuarens-
Hbix 3youax T Ha DKI, oOHapyXeHUM nepuKkapauaib-
HOTO BBITIOTA, YTOJIIIIEHUY CTEHOK U TIOBBIIIIEHUU PU-
rugHocTu Muokapaa Ha DxoKI, popMupoBaHum J10X-
HOU KapTUHBI TUTIEPTPO(PUIECKON KapAUOMUOTIaTUN,
pesuctenTHoit 3CH u ap. [14,18,21,25,38,48,54]. Ho-
BOJIbHO 4YacTo Ha OxoKI mpu amunonaHoil Kapauo-
MUOMATUU, B T.4. y 601bHBIX [1B, MOXHO 0O0HAPYXUTH
YBEJIMUEHUE TOJIIMHBI MEXKEJTyTOYKOBOW Iepero-
ponku (M2KII) u 3anneit crenku (3C) JIZK, a Takxe
TOJIIIUHBI ¥ 3XO-TIOTHOCTY MATVJLISIPHBIX MBIIIIII.

Ha HavanbHBIX 5Tanmax aMWIOUIHON KapIruOMHUOIIA-
M nipu 1B 151 TMarHoCTUKY aMUATIONTI03a cepALia J0C-
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TtatoyHOo puMeHnTh DKI 1 ciimaTUrpaduio Muokapaa, a
Ha mo3gHuX cragngx — DxoKI B couetanmu ¢ DKI. C
9TUX MO3ULIMI MPUXKU3HEHHAS OUATHOCTUKA aMUJIOWI-
Hoii kaparomuonatuu ipu I1b ¢ aMuonno3omM Bo3mMox-
Ha B 1/3 citydyaeB. B ominume ot iepBUYHOTO TeHEepan30-
BAaHHOTO aMWJIOWI03a aAMWIOWIHAS KapIUOMMUOMATHUS
npu [1b ¢ amMuIoNI030M HE UMEET CTOJIb BBIPAXKEHHOM
OxoKI' cuMnToMaThKu, MPOTEKAET CYOKJIMHUYECKU,
PpeaKo MPUBOIUT K pa3Butuio pesrcteHTHO 3CH (7%) n
MPOTrPecCCUpPyeT CPABHUTEIBHO METIEHHO [14].

OcHoBbIiBasich Ha onbiTe OX0KI' obcnenoBanus 52
OOJIbHBIX C aMWIOUA030M cepala (U3 HUx 15 GONbHBIX
T1b), ObL10 MpeUIoKEeHO B KaYyecTBE BbICOKOMH(OpMa-
TUBHOTO 3XO-MPU3HAKA aMUJIOUAHON WHMUIBTpaAUNU
ceplilia UCTI0JIb30BaTh HE TOJIIMHY CTEHOK XKeJTyI0YKOB B
KOHIIE TUACTOJIbI, a COMOCTaBJIEHUE TONIIUHBI MUOKapaa
B TOYKE MAKCUMAJILHOTO YTOJIILIEHUS B CUCTOJIY U B KOH-
e daspl ObicTporo pacciaabnaenus [18]. Tlpu pazsutun
aMWIOUIHON WHOWIBTpAUU CKOPOCTHh YMEHBIICHUS
TOJIIMHBI MMOKap/Aa K KOHILY (ha3bl ObICTPOro pacciiad-
JIEHUSI CHIKAETCS TIOYTH B 2 pasa Mo CPaBHEHUIO C HOP-
MOM, CBUIETETCTBYS O TIOBBIIIEHUN PUTHUIHOCTA MUO-
Kapaa. YUuTtbiBast THPOPMAaTUBHOCTb TAHHOTO TTOKAa3aTe-
JIsI, CIIeJyeT, OMHAKO, OTMETUTh, YTO €0 TMPAKTUIECKOe
MPUMEHEHNE 3aTPYTHEHO B CBSI3U C TPYAHOCTSIMU TOY-
HOW OOBEKTUBHON OLIEHKHU TOJIIIUHBI CTEHOK MUOKap/ia B
pasnuyHble (a3bl cepaedHoro uukia. LleHHocTs nokasa-
TeJs B IUTAaHE BBIOOPA TAKTUKY JICYEHUSI HE CTOJIb YK BbI-
COKa, T.K. pUTMTHOCTh MUOKapAa Pa3BUBAETCS MIPU Mac-
CUBHOI aMWIOWAHON MHOWIBTpAUUU U 3HAYUTETBHOM
YTOJILLIEHUU CTEHOK CEPLA, COYETAIOIIMNXCA C KIIMHUKOMN
BbIpaxxeHHoit 3CH.

B uenom, OxoKI uccnenosanust npu I1b no3sonu-
JI1 YCTAHOBUTb HE YacThle BOBJIEYEHUE B MPOLIECC KIIa-
MMaHHOro ammnapara, 4actory (27-62%) u oco0eHHOCTH
nopaxenus nepukapaa rpu [1b. Borpoc o paHHuX mpo-
SIBJICHUSX NopaxkeHust Muokapaa rpu [1b ocraercst oTk-
pbIThiM U TpeOyeT aanbHemmx OxoKI' u KT uccneno-
BaHUII B OKOE U Ha (hOHE pa3IMYHbIX HATPY30UHBIX TEC-
TOB.

ITaromopdonorus

Pan ocobennocreit nopaxenusi cepaia npu [1b 6s01
YCTAHOBJIEH MPU ayTOIICUM YMEPIIUX B TEPMUHATBHOMN
cranuu amwionao3a nouek Bcieactsue [1b. BeipaxkeH-
HOE B TOW WJIM MHOWM CTETIEHM MTOpaKeHUe MUOKap/a, Co-
CyIOB, 3MUKapaa, nepukapaa, MpoBOASIIEH CUCTEMBI U
SHIIOKAPAA OOHAPYXUBAIM MPAKTUYECKU BO BCEX Cyda-
SIX, XOTS KJIMHUYECKU NUArHOCTUPOBAIU peako. B mep-
BYIO OY€pellb, 3TO OTHOCUTCS K YPEMUUYECKOMY TTEpUKap-
IUTy U amuiaounosy cepaua [40,41]. I1pu uzyyeHun coc-
TOSIHUSI CEPJILIA YMEPIIUX OT XPOHUYECKOU ITOYeYHON He-
nocratoyHocTH (XITH) mpu 1B, o6HapyXeHo, 4To OTJI0-
JKE€HME aMWJIOMIHBIX MacC B CEPALIE HOCUT B OCHOBHOM
TIEPUPETUKYIISIPHBIN XapaKTep, XOTSI B TSIKEITBIX CITydasix
MOIYT HaOJMOAAThCA MPEUMYIIECTBEHHO TepUKOoJLIIare-
HOBBIE OTJIOKEHUSI B a[IBEHTULINM WHTPAMYpPaJTbHBIX ap-
TEpUI C PaCIpPOCTPAHEHUEM Ha CPEIHIOI 000JIOYKY, a
TaKXe 3HAYUTEIbHbIE CKOTUIEHUSI aMUJIOUIa TIepUBaCKY-
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JISIpHO 1 B cTpoMe Muokapaa [40]. B uemom, Haubosee
BBIpaKEHHbIE U3MEHEHMsT HAOJIONAIOTCS B MUOKapIe U
COCY/IMCTOM CeTH, B YaCTHOCTU B UHTPaMypaJIbHBIX apTe-
puosiax. MaccuBHOE OTJI0KEHHE aMWJIOUIA B apTepUoIax
U MEXMBIIIEYHOM TMPOCTPAHCTBE, COMPOBOXIAECTCS 00-
JiuTepalMeit mpocBeTa cocynoB, caaBieHneM KMI, mx
3EPHUCTON U KUPOBOI AUCTpodueit, HEKPO30M, oYaro-
BbIM U IU(GdY3HBIM 3aMenIeHUeM COeIUHUTETHLHON
TKaHbIO.

Amunounnos cepaua npu I[1b, kak v npu apyrux Ba-
pUaHTaX aMUAJIOUI03a, KPOME TeHETUYECKOTO Kaparuora-
TUYECKOTO, TIEPBUYHOTO T€HEPATN30BAHHOTO U CEHWIIb-
HOTO, HE SIBJISIETCS] PAaHHUM KIMHUYECKUM TIPU3HAKOM
6one3nu. bosee XxapakTepHO IMOCTENEHHOE OTJIOXEHUE
aMUJIOUIA B Ceplle, KOTOPOE C TEUEHUEM BPEMEHU MPO-
saprsiercs kmnHukor 3CH. OTnoxeHne amuionaa MOXeT
WMETh MECTO BO BCEX CTPYKTYpax Cepilia, 4To U 00yCIIOB-
JIMBaeT MHOroobpasue MexaHu3moB ¢opmuposanuss CH
[12,21,67]. K HUM, B TIepBYIO o4epelb, CIeAyeT OTHECTU
npeumyllecTBeHHOoe UG dy3HOE OTIOKEHUE aMUIouIa
B MUOKapJle C pa3BUTHEM KapauoMmerainu (yBeJTudIeHUe
macchl cepana g0 800-1000 r) u pecTpUKTUBHOM Kapauo-
muonartuu. Pazputrio CH MoryT cnocoOGcTBOBaTh aMu-
JIOUTHOE TOPaXXEHWE MPOBOASIICH CUCTEMbI, BACKYJIUT,
OTJIOKEHHUS B COCY/IaX aMWIOWIA U Pa3BUTHE TICEBIOVH-
dapkToB [66].

CrienyeT MOAYEPKHYTh, YTO MPU TeHEPATU30BAHHOM
aMwiounao3e, B T.U. mpu [1b, amuiions B cepale OTKIIaabI-
BaeTCsl MPEUMYIIIECTBEHHO B MEJKUX WHTPaMypPaTbHBIX
apTepusix U apTepuojiax, MpUBOAs K BaCcKyJIUTaM, pac-
ctporictBaMm MIUP, nimemMun Muokapaa ¥ CTeHOKapaIuu
MpU OTHOCUTEIBHO HE3aTPOHYTBIX KPYIHBIX COCyaaxX U
HOpPMaJIbHOW KapTWHE TIpU KOpOHapoaHTHoTpaduu
[12,19,61]. OnmcaH ciyvaii BRIpaXKEHHOTO aMWJIOMI03a
ceplla ¢ peCTPUKTUBHBIM TUITOM AUACTOINYECKOTO UHT-
paKapauaibHOTO TTOTOKA, CHIKEHHBIM BOJIBTaXKeM 1 Ha-
Jnurem maronorudyeckux Q 3youos Ha DKI, xapakrep-
HBIX UISI aMUAJIOMIHOTO TMOPaXeHUs, 0e3 KaKuX-JIM0o
KIMHUYECKUX TPOsIBIeHMit uiieMun muokapaa, CH, Ha
(oHe HOpManbHOU cokpatutenbHON (GyHkuMu JIK un
HopMasibHoro AJl [64]. MukpoBacKyasipHast WILEMUST
BCJIEICTBME aMWIOWI03a CepAlla MOXET ObITb pAHHUM U
JlaKe eMHCTBEHHBIM TIPOSIBJICHUEM T'€HEPaTM30BaHHOTO
amuionnosa [43]. O6 omHOM 13 BO3MOXHBIX JIA0OpaTOp-
HBIX TIposiBieHuii ero npu [1b — cuHapoMe uwMToNM3a
KMII 1 CKJTOHHOCTM K MOBBILIEHUIO aKTUBHOCTHU (pep-
meHTa KDK, oTMevasmoch BhIIIE. YUUTHIBAs, YTO TIPH
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I1b, ocobeHHO Ha paHHMX, MOKJIMHUYECKUX CTaausIX
aMWIONI03a, UMEET MECTO HECOOTBETCTBHE MEXIY CPaB-
HUTEJIbHO YaCThIM BOBJICYEHUEM B MPOLIECC PA3TUYHBIX
OPraHoOB U3-3a CY0IHIOTETUATBHOTO OTJIOXKEHUS aMUJIO-
WA B MEJIKMX apTePUOIaX U MUHUMAJTbHBIMU KJIIMHUYEC-
KUMU TIposiBleHUsIMU [19,64], BecbMa BEpOSITHO, 4TO U
npu HeseyeHHoU komxumHoM [1b pa3Butcs mukposac-
KyJsipHasl UIIEMUS MUOKapa, KOTopasi, B MIEPBYIO O4Ye-
pellb, OTPa3UTCs Ha TUACTOIMYECKOW (DYHKIIMU cepaua.

He vckimoyeHo, 4To OTJI0XKEHUIO aMUAJIOUA B COCY-
Jax cepllia U3HAYaIbHO CIIOCOOCTBYET BaCKyJIOMaTHs,
CKJIOHHOCTB K KOTOpo# XapakrepHa s 156 [63]. Cbs-
3aHa OHA C BOCITAJIUTEJIbHOM KJIIETOYHOU peakiime, cXo-
XeW ¢ TOW, KOTOopas pa3BUBAETCS BO BPEMS MPUCTYIIOB
I1b B cepo3HbIX 000J1049KaX [66].

TakuM 00pa3oM, BOMPOC O COCTOSTHUU Cepla Mpu
I1b B noaMWIONWAHON cTanuu, MpU MPUCOSTUHEHUN Te-
HEepaTU30BAHHOTO aMUJIOMI03a U PA3BUTUU aMWIOWA03a
ceplilia BO MHOTOM SIBJISIETCS OOBEKTOM NATbHEHIINX pa3-
HOCTOPOHHMX HCCJIENOBAHUIA, B T.Y. C MO3ULMUIA COBpe-
MeHHOU HeliposHnokpuHHOM KoHilenuuu XCH. Yxe ce-
TOIHS JaHHBIE JIUTEPATyPhl TTO3BOJISIIOT YTBEPXKIATh, YTO
B YCJIOBUSIX XPOHUYECKOTO CTPeCcCca, UMMYHHBIX U HEUpO-
SHJIOKPUHHBIX CIBUTOB, TUTIEPKATEXOJTAMUHEMUM, B TOI
WV UHOW CTETIeH! BBIPAXKEHHOTO BOCHIAJIEHUS BO BpEMS
TPUCTYIIOB U €r0 XPOHUYECKOTO, KIIMHUYECKU HE BbIpa-
JKEHHOTO TEYEHUSI BO BHEITPUCTYITHOM TNIEpPUOE, FeHepa-
JIN30BAHHOTO TOBPEXACHUS MEJIKAX COCYIOB U B LIEJIOM
MII HapyumieHuii, xapaktepHbix mis [1b, Bce otmensr
ceplilia MOTYT OBbITh BOBJICUEHBI B TTATOJIOTUYECKUIA TIPO-
1ecc, crocoocrBoBaTh (hopmupoBaHuto XCH, kotopas,
Hapsany ¢ XITH, onpenenser npornos npu [1b.

AKTyaJTbHBIMU BOIIPOCAMU HA TAHHOM 3Tare SBjisi-
IOTCS U3YyYEHHE BO3MOXHOCTEH paHHE NUarHOCTUKU
nopaxeHus cepata rnpu [1b, B 0cobeHHOCTH B TOaMWJIO-
WIHOW U MPOTEeUHYPUYECKOU CTaausIX, C MOMOIIBIO COB-
PEMEHHBIX BBICOKOMH(MOPMATUBHBIX METOIOB TUArHOC-
TUKM, B yactHoctu KT, onpeneneHre MCTUHHOM YyacTo-
ThI Pa3IMYHBIX (DOPM MOpAXKEHUS MUOKAp/Ia, epukapaa
¥ KOPOHAPHBIX COCYJI0B B pa3nnyHbIX cTaausx [1b u, Ha-
KOHEII, OLICHKA BJIUSHUSI PEryJIsSIPHON KOJIXUIIMHOTEpa-
MUK Ha cOoCTosiHME cepaa. KoHlenTyaaibHO BaXHO, 4TO
TMOpaXXeHUe cepiia MOXeT ObITb OMHUM U3 PEBMATOJIOTU -
yeckux mposieiaeHuil [1b, 3HAUYUTENTBHO CHUKAIOIINX
afanTallMOHHbIE BO3MOXHOCTUA OpPraHW3Ma OOJIbHBIX U
YTSKESIOINUX HEUPOIHIOKPUHHbBIE U UMMYHHEIE Hapy-
IIEHUS.
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