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onbIT NPOBEAEHNS BUONCUN MUOKAPLA B TEPANEBTUMECKOW KITMHUKE: OTEOP MALMEHTOB,
HENOCPEACTBEHHbBIE PE3YJ1IbTATbl, SBHAYEHUE B BbIBOPE TAKTUKWU JIEYMEHU4A

Bnaroea O.B., CynumoB B.A., HegocTyn A.B., KoraH E. A.

Lenb. MpoaHanuavposaTtb peaynbtatbl nepsbix 50 3HAOMWUOKapAMabHbIX Gron-
cuii (9MB) B TEPaNeBTNHECKOW KNMHUKE, YTOYHUTb NPUHLMNLI 0TOOpa Ha npoLe-
LlypY v €€ ponb B BbIGOPE TaKTVKM NIEYEHNS Y MALWMEHTOB C Pa3NNYHbIMI HEKOPOHa-
poreHHbIMM 3a60neBaHMsIMM M1OKapaa.

Martepuan u metoppl. B uccnenosaHme BktoyeHbl 50 naumMeHToB, KOTOPbLIM BbIMOS-
HeHa OMB B nepuog ¢ 2007 no 2014 rog (31 MyxuuHa, cpenHuiA BO3pacT —
44,3+13,5 net). O6cnenoBaHve BKIOYANO0 OnNpeneneHne YPoBHs aHTKapayasbHbIX
aHTuten (n=49), AHK BupycoB repneTnyeckoi rpynnbl 1 napeosrpyca B19 metonom
MNLUP B kpoBwu (n=40) n mnokapgae (n=49), cumHturpadpuio mrokapaa (n=20), MCKT
(t=21), MPT (n=17), kopoHaporpaduio (n=22), KOHCynbTaLUMIO reHetvka (n=15).
OMB npaBoro xenynoyka BbIMOMHANACL C UCMONL30BAHMEM GUOMNCUIAHBIX LLMMLOB
STANDARD 5.5 F 104 FEMORAL (Cordis). MaTepuan okpalu1Baim reMaTokCUIMHOM-
303MHOM, NKPOdYKCUMHOM no BaH M3oHy, peaktneammn LLndda, Mepnca, KOHrO
KpacHbIM. MiccnenosaHne ogobpeHo atnydeckum komutetom NMMIMY.

PeaynbTatbl. MMokazaHus Kk OMB 6binv ycTaHOBAEHbI Y 3 rpynn MauMeHTOB:
1. C punataumoHHon kapauomwuonatven (OKMM) kak cuHapomom (n=28),
B T.4. C BbICOKOV BEPOSTHOCTbIO OCTPOro/MoA0CTPOro MuokapaunTa (n=7), annepru-
4eckoro MuokapauTta (n=1), M1MokapamTa B Co4eTaHun ¢ MHGAPKTOM MUOKapaa
(n=1), Backymuta (n=3), BO3MOXHbLIM MWOKapAMTOM MNPV [JUTENLHOM TEYEHWUN
OKMIM (n=9), y 60/bHbIX C HEKOMMAKTHLIM MUOKApPAOM, MUoZMCTpoduein Imepu-
[Lpeitdyca 1 BO3MOXHOI apMTMOreHHO aucnnasueii NpaBoro xenygoyka (n=7).
2. C “npnonatvyecknumn” HapyLLeHNsIMM pUTMa 1 NPOBOAMMOCTM cepaua (n=18),
B T.4. C BbICOKOV BEPOSITHOCTbIO M1okapauTa (n=13), Backynuta (n=2), Heobxonu-
MOCTbIO AndPEPeHLMPOBaTL MUOKAPAUT 1 FeHeTMYeckue kapamommuoanTum (n=3).
3. C cyHApOMOM NepBuyHol runeptpodum mmokapaa (n=3). SMB 6bina nHpopma-
TUBHA Y BCEX OOJbHbIX, MMOKapAUT BbiSiBNEH Y 82,6%.

3aksnoueHue. Ycnosvem BbICOKo nHdopmatreHocTn SMB sBasietTcs Ho300rmye-
CKMIA NpuHUMN 0T60pa. B [OMONHEHMEe K CyLeCTBYIOWMM CLEHapWsaM Lieneco-
06pa3Ho BbINonHeHe AMB NpuW HaNMYMN KIIMHUYECKN 3HAYMMOW ULLEMIW C HEV3ME-
HEHHbIMV KOPOHAPHBLIMY apTEPUSIMU, NPY 0O0CHOBAHHOM MOLO3PEHUN Ha MUOKap-
IUT y BONbHBIX C FEHETUYECKUMU KapayOMMONaTUsSIMU1, BPOXAEHHBIMU MOpoKamu
cepaua, MBC v opyrumm yctaHoBneHHbIMM 3aboneBaHusaMi ceppaua. Pesynbtathl
OMB onpefensitoT TakTUKy MeAVKaMEHTO3HOIO 1 XMPYPrMYECKOro NeveHus.
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MYOCARDIAL BIOPSY IN GENERAL CARE CLINIC: PATIENTS SELECTION, THE RESULTS, SIGNIFICANCE

FOR TREATMENT STRATEGY

Blagova O.V., Sulimov V. A., Nedostup A.V., Kogan E. A.

Aim. To analyze the results of first 50 endomyocardial biopsies (EMB) in general
care clinic, to clarify the selection criteria and procedure role in management
decision in patients with various noncoronarogenic diseases of myocardium.
Material and methods. Totally 50 patients included, who had been underwent
EMB during 2007-2014 (31 men, mean age 44,3+13,5). Investigation included the
level of anticardiac antibodies (n=49), DNA of herpes group viruses and parvovirus
B19 by PCR in blood (n=40) and myocardium (n=49), scintigraphy of myocardium
(n=20), MDCT (n=21), MRI (n=17), coronary arteriography (n=22), genetician
consultation (n=15). EMB of the right ventricle was done using biopsy forceps
STANDARD 5.5 F 104 FEMORAL (Cordis). The materials were coloured with
hematoxyline-eosine, picrofucsine by Van Hison, Schiff reactives, Pearls, red
congo. The study was approved by the Ethics Comittee of FMSMU.

Results. Indications for EMB were set for 3 groups of patients: 1. With dilated
cardiomyopathy (DCMP) as a syndrome, including the probability of acute/
subacute myocarditis (n=7), allergic myocarditis (n=1), myocarditis with
myocardial infarction (n=1), vasculitis (n=3), possible myocarditis in long-lasting
course of DCMP (n=9), in patients with non-compact myocardium, myodystrophy
of Emeri-Dreyfus and possible arrhythmogenic dysplasia of the right ventricle
(n=7). 2. With “idiopathic” rhythm and conduction disorders (n=18), including high

probability of myocarditis (n=13), vasculitis (n=2), necessity for differentiation of
myocarditis and genetic cardiomyopathies (n=3). 3. With the syndrome of primary
myocardial hypertrophy (n=3). EMB was informative in all patients, myocarditis
found in 82,6%.

Conclusion. The criteria for high diagnostic value of EMB is nosological way of
selection. In addition to current scenarios it is aimfull to perform EMB if clinically
significantischemia with non-changed coronary arteries, with suspected myocarditis
in patients with genetic cardiomyopathies, inborn defects, CHD and other
established heart diseases. The EMB results define the tactics of medication and
surgical treatment.
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OPUI'MHAJIbHBIE CTATBA

HecMoTpst Ha BHeIpeHNEe B KIIMHUIECKYIO TTPAKTUKY
LIEJIOTO CITeKTpa HEWHBA3UBHBIX BU3YAIU3UPYIOIINX
METOAWK BBICOKOTO pa3pellcHMsI M (PYHKIIMOHATBHBIX
nccnengoBanuii (8xoKI, MCKT, MPT, cuuaTHrpadms
MMOKapaa, Harpy304HbIe TECTHI U TIP.), Y 3HAUNTCITHHOMI
YaCTH IMAIIMCHTOB C MOpakeHNEM MHOKapaa 3TUX METO-
OB OKa3bIBACTCS HEOOCTATOYHO IUISI ITOCTAHOBKM HO30-
JIOTMIECKOTO IMarH03a M BEIOOpa MaKCHMMAaIbHO 3 heK-
TUBHON TAaKTUKM JiedeHUs. “30JIOTBIM CTaHIapToM”
IWATHOCTUKHU [UISI TaKWMX OOJBHBIX OCTAeTCS OWMOIICHUS
MHOKapaa, MpUIeM ee¢ 3HadeHHWe TOJIBKO pacTeT: Bce
obonee muddepeHINPOBAHHBIMIA CTAHOBITCS 3HAHUS
00 aTHOIOrNY O0JIe3HEe MUOKapIa, Bce 0ojiee arpecCuB-
HOW — WX Tepalusl, Ha3HaueHWe KOTOPOU TpeOyeT IToJI-
HOM YBEPEHHOCTH B IMArHO3E.

MeToguKa TIpOBEeIEeHHUS SHIOMHOKAPIUAIbLHOU
(Hexupyprudeckoii) omoricuu (OMB) moctymom depes
OempeHHYI0O BeHY ObUTa mpemroxeHa B 1958r [1];
HECKOJIBKO TIO33KEe CTaJl MCIIOJIb30BaThCA HOCTYI 4epes
speMHyI0 BeHy (Hambosiee wacto — B CIIIA). Bonee
40 1eT TPHUMEHSIOTCS OTHOPA30BEIC OWOIICHITHEIC
IIAIIE, KOHCTPYKIIUS KOTOPBIX TOYTH HE MEHSCTCH.
TexHuYeCcKM MOXHO BBINOJHUTh OWOTICUIO W3 JIHOOOM
KaMephl cepra, OTHAKO Ha IIPaKTUKE OHA OOBIYHO IIPO-
BomuTcs M3 TpaBoro xkenaymouka (I12K); ODMBb mpencep-
JIUT (Jallie meperopoiku) Hebe3onacHa B CBSI3U ¢ HEOOJIb-
IIOM TOJNIIMHOW MX CTeHOK. DMB neBoro xemymouka
(JIZK) TpeOyeT mocTyma yepe3 OeapeHHYI apTepuio
1 Yallle BRITIOJTHSIETCS OCIIe TIepecaaKy Cepalia.

OMDb ocraercss OOTHMM W3 CaMbBIX CIIOXHBIX BHUIOB
OMOIICMY B KJIIMHUKE BHYTPEHHHNX 0OOJIE3HEN M PYTUHHO
MIPUMEHSIETCS JINIIb B CIICIUAIM3UPOBAHHEBIX IIEHTPaX;
mpobjieMa IIO3MHEro IoNagaHMWs ITallMeHTOB B TaKHUe
LIEHTPHI SIBJISICTCS MOCTATOYHO aKTyaJbHOM mist EBpOITEL.
B TO Xe BpeMsI 3TO TO3BOJISIET CIICIINAIICTAM HaKallIr-
BaTh OOJIBIION OIBIT, YTO SIBJISICTCS ONHWUM M3 TJIABHBIX
ycJIoBUii 6e3onacHocT ODMbB. B wactHOCTH, TIpH 00111EM
kommmaecTBe OMBb 6omee 4000 yacToTa BceX OCTOXKHEHUIM
coctaBuna MeHee 1%, Bkimovas tamroHany B 0,14%;
[0 APYrUM OaHHBIM, OCJIOXHEHUs oTMedyeHbl B 1,17%
Ha 6739 Guoricuii, B TO BpeMsl KaK Ha 546 mpoueayp —
B 6%, BKIIOUass 2 CMEPTU BcleacTBue nepdopauuu [2].
O “kpuBoif 00yYeHMSI” COOOIIAIOT M aBTOPHI C OITBITOM
4221 DMBb (cHuxeHue uuciaa ocjoxHeHuii ¢ 1,9%
10 0,3% 3a 20 ner [3]).

B psimy Bo3MOXHEIX ocioxHeHnit DMbB (HapymeHus
putMa, 0JloKajga, mHeBMoTopakc, TOJIA, moBpexneHue
nmeprdeprIecKuX apTepuil, TPUKYCIUOAIBHOTO KJIallaHa,
BeHO3Has (ucTyna, reMatromMa, mapesbl) nepdoparus
MHOKapaa ¢ pa3BUTHEM TaMIIOHAIBI SIBIISICTCS Hambolee
ormacHoil. Ee pHMCK MOBBIIICH NpW BEIPAXEHHON IHC-
dynkuum JIK, BeicokoMm nasiaeHuu B 12K, ero aunara-
N1, HApYIICHUSX CBEPTHIBAHMS KPOBU U TEPAITNK Tela-
pyHOM B aHamHe3e [2, 3]. BMecTe ¢ TeM, aBTOpHI €BpO-
MMeCKUX PEKOMCHIAMA IO MWATHOCTHKE W JICYCHUIO
MuokapauTa (2013) oTMeJaroT, 9TO y IMTaIMeHTOB C TSKe-

qoit cepmeuHoit HemoctarouHocTeio (CH) DMB 6Gonee
Oe3oImacHa W JIETKO BBITIOJIHMMA, HEXEIW IJTATEIbHAS
o Bpemenu MPT [4].

B Poccum HanbOoOJBIIMM OITBITOM TIpoBeneHnst DMb
obnanaet, no-suaumomy, H. P. [TaneeB ¢ corpynHukamu;
B 1988r mom ero pemakmueil BBIIUIM PEeKOMEHOAILIMU
MO0 WCIIOJb30BaHMI0 DMbB B KIMHWYECKOI IIpaKTHKE.
B mocmemHme TOOBI METOHN AKTWUBHO MCIOJIB3YETCS
B Cankr-Ilerepoypre (paborsr J.®P. Eroposa,
M.B. Heprormana wu C.A. boiiiioBa); B LleHTpe
uM. B.A. AMa3oBa BBINOJIHSIETCS MaKcuMalibHOe B Poc-
cnm KomaecTBo omorcuit (345 3a 2012-2013rr). Bmecte
C TeM, IIMPOKOTO pacIpocTpaHeHus B Poccum meton
HE TIOMYYMJI; COBPEMEHHBIX KIMHWYCCKUX paboT, 000-
OIIAIOIINX €TO IPUMEHEHNE, IIPAKTUYECKA HET.

Llempro HACTOSIIIETO WMCCACIOBAHUS SIBUJICS aHAIN3
pe3ynbTaToB IepBEIX 50 DMbB B TepameBTHUEeCKOM KITH-
HUKE, YTOYHECHNE IPUHIIAIIOB OTOOpA Ha IIPOLIEAYPY U e
POJIM B BEIOOPE TAKTUKU JICUCHUS Y TTALIMCHTOB C pa3Ind-
HBIMU HEKOPOHApOTeHHBIMU 3a00JI¢BAaHUSIMIA MUOKap/Ia.

MaTepuman n metopapl

B uccinenoBanne BKITIOYEHBI IepBhle 50 MAllMEHTOB,
KoTOpeIM DMB BEITTOTHEHA B PaKyIBTETCKOM TeparieB-
Tnueckoi kiamHuke uMm. B.H. BunorpamoBa B mepuon
¢ 2007 mo 2014 rom: 19 xxeHIMH n 31 My:XYrMHA, CPETHUI
Bo3pacT — 44,3113,5 (ot 18 mo 72) mer. OCHOBHBIMU
3a00JIeBaHUSIMA ¥ CHHIPOMAaMHU, II0 IIOBOLY KOTOPBIX
npoBoauiaack ouorcust, obi cuHapoM JAKMII, “nano-
nmaTUdecKre” HapyIIeHWSI PUTMAa U IIPOBOAMMOCTHU
cepalia, CMHAPOM TIEPBUYHON TUNEpTpodmu MmoKapaa
(Tompob6Hee cM. B pasnene “Pe3ynasraTer”); 7 MameHTOB
OBUIM CITEIIMAJIEHO HAMPaBICHBI U3 IPYTUX KapIHOJIOTH-
YeCKMX yupexkaeHuit Ha ODMBb.

[IpuHATHIO pemieHNsT 0 npoBeneHUn DMDbB mpemniie-
CTBOBAJIO OOCJIeIOBaHWE, BKIIIOYABIIIEE, IIOMUMO CTaH-
apTHBIX METOMIOB, OIIpeAc/ICHEe B KPOBU YPOBHSI aHTH-
KapIuaJdbHBIX aHTUTENI (JTa0OpaTOpUsT MMMYHOTHCTOXM-
vun OHII TpaHCIIAHTONIOTMU W MCKYCCTBEHHBIX
opranoB uMm. B.M. lllymakoBa, n=49), JTHK Bupycos
TepIETUICCKON TPYIIILI (BUPYCH Teprieca 1, 2 TUIIOB,
LIMTOMETAJIOBUPYC, BUpyC DmmmTeitHa-bappa, BOb, rep-
meca yesioBeka 6 tuna, BI'Y6, repreca 3ocTep) U mapBo-
pupyca B19 (mradopatropun HHUUW stmpemmonornu
n “JJHK-mrarHoctuka”, n=40), mpoBeacHNE CIIMHTH-
rpacdnu muokapmaa (n=20), MCKT (t=21), MPT (n=17),
KopoHaporpadpum (n=22), KOHCYJBTAllUM TeHETHUKA
(n=15) u IHK-1narHoCTHKY.

BupycHBII TeHOM OIPENeIs/IM METOIOM ITOJIMepas-
HO¥ IEITHO# peaKIny B pealbHOM BpeMeHH. s ompe-
nenaeHus ypoBHS aHTUTeN (AT) K aHTUTEHAM SHIOOTEIINS,
kapauomuonuToB (KMII), rmagkoit MycKyIaTyphI, BOJIO-
KOH TIPOBOISIIEN CUCTEMBI CEPALIA, a TAKXKE SIApPaM Kap-
nrnomMuonuToB (creundudecknit AH® ¢ aHtureHom
cepalia ObIKa) MCIOJB30BAI METOI MMMYHO(MEpPMEHT-
HOTO aHanmu3a ¢ mpuMeHeHneM YNCTHIX AT mporus IgG
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yenoBeka, MeueHbIXx @UTL (baoopeciiemHN30THOLA -
HaATOM), a TaKKe JIIOMUHECIIUPYIOIINX CBIBOPOTOK IIPO-
tuB IgG 4enoBeka mpousBoacTBa HHUOM
nMm. H. @. lamanes. Kak auarHocTHaecKn 3HAYMMOE pac-
nmeHuBagoch obHapyxkeHne AH® B moboM THUTpe, TIpo-
yux AT B tutpax 1:160-1:320 u BoIiIeE.

OMb IIXK BemomHSIACH TOCTYIIOM Yepe3 IIpaByIoO
OeIpeHHYIO BEHY C MCIIOJIB30BAaHUEM OMOIICUIMHBIX IIIHTI-
moB STANDARD 5.5 F 104 FEMORAL (Cordis) mon
PEHTICHOJIOTUICCKIM KOHTPOJIEM B YCIOBUSIX JIETKOI
cegaumy TamyeHTa. IlpousBomguics 3a60p 4-5 y4acTKOB
MUOKapa U3 001acTu BEPXYILIKU, CBOOOAHOM cTeHKU TT2K
U MEXCKEITYIOYKOBOM Tieperopoaku: 3-4 Kycouka Tome-
IIAJUCh B pacTBop 3abydepeHHOro (opmanmua, 1 —
B cyxyo mpooupky ¢ DATA (mnsa mposenermst [11P-mmar-
HOCTHKH C OTIpeAeSICHIEM TOTO K€ CITEKTpa BUPYCOB).

Mopdonornyeckoe HCCICAOBaHNE B CBETOBOM
MHKPOCKOIIE BEITIOTHSIOCH Ha Kadeape IMaToJI0THIeCKOM
anatomuu Ilepsoro MI'MY um. 1. M. CedeHoBa ¢ npu-
MEHEHHEM OKPAacCOK TeMaTOKCUIMHOM-303MHOM, TTUKPO-
¢dykcuHoM mo Ban IW30HY (sl BBISIBIEHUSI COEAUHU-
TeJIbHOW TKaHW), JOTOJHUTEIbHO — peakTuBoM LIudda
(PAS-peakmuss ¢ (QYKCMHCEPHUCTON KHMCIOTOM [IJIst
BBISIBJICHUSI ITaTOJIOTMICCKOTO HAKOIUICHUSI MYKOTIOJIH-
caxapuaoB, TIUKOIPOTCHHOB, TIMKOJIMUIITMAOB), KOHTO
KpacHBIM Ha aMUJIons (C UCCIIEAOBAaHNEM B ITOJISIPU3YIO-
IIeM MUKPOCKOIIe) U peakTuBoM I[lepiica Ha IByXBaJIeHT-
HOE 3KeJIe30 B COCTaBe TeMOCUICPUHA.

IIpoBeneHne wMcciieqoBaHUS OXOOPEHO JIOKAJTHBHBIM
stTnyecknM KomuteToM [lepsoro MI'MY nm. 1. M. Ceue-
HoBa. [lepen BeITTONTHEHMEM DMDbB ManMeHTHI TTOATUCHI-
BaJIM COTJIacHe Ha OMOIICHIO, pa3pabOTaHHOE aBTOpaMU
CTaTbl M TaKXKe OMOOPCHHOE STUYCCKUM KOMHUTETOM.
CrrenmmaIbHO pa3pabOTaHHBIC COTIACHS TTOAITICHIBAIICH
OOJIBHEIMU M Ha TIPOBEICHUE TepaIlli MUOKApINUTa KOP-
THKOCTEPOUIAMH, a3aTUOIIPUHOM, MMMYHOTJIOOYIMTHOM.
Jnsa craTucTIIecKoil 06pab0TKM JaHHBIX (pacueT Cpel-
HUX 3HAYCHMIT) MCTI0IB30BaHa IIporpamMma SPSS 22.

Pe3ynbrathbl
Ha cerogusiinumii geHb B Poccuu 0TCYyTCTBYIOT TOKY-
MEHTHI, Mpollealine yrBepxkaeHue Poccuiickoro

KapaINOJIOTUIECKOTO OOIIeCTBa M PEryIMPYIOIINE OIIpe-
nexenue nokasanuii kK OMBbB. B 2007t mox srumoit Ame-
PMKAHCKOTO W EBpomeicKoro oOIIecTB KapauoJIOTOB
BBIIIIJIO EAMHCTBEHHOE HAaydHOE PYKOBOMICTBO (a scientific
statement) “The role of endomyocardial biopsy in the
management of cardiovascular disease” [2], B KoTOpoM
Bce moka3aHug K OMDbB pa3outsl Ha 14 cuieHapueB; cle-
JIaHAa TTOTIBITKA OTIPEISINTh BECOMOCTh ITOKA3aHUI B TIPH-
BBIYHBIX IJISI TOKA3aTEJbHOM MEIWIIMHBI KaTeTrOpHUsX
(YypoBeHb pEeKOMEHOAIIMIT M KJIacC TOKa3aTeJIbHOCTH),
OHAKO Cepbe3Has IOoKa3aTelbHas 0a3a IUIST 3TOrO II0-
MIPeXKHEMY OTCYTCTBYET.

Kpowme Toro, B 20131 ommy6mmkoBaHH TiepBeie EBpo-
MeCKUe peKOMEHIAIIMK 10 TUATHOCTUKE M JICUCHHIO

MHUOKapANTOB, IIOCTPOCHHBIC Ha COTJIACOBAHHOM MHE-
HUM 24 BeoyIIuX eBpoleiickux 3kcieptoB [4]. ITo mx
MHEHMUIO, ¥ BCEX MAlMEHTOB C IpearojaraeMbiM aua-
THO30M “MHMOKapOUT’ MOJKEH pelraTbcsl BOIIPOC
0 mpoBeJeHnn KopoHaporpadum u DMb. HennBazus-
Hble MeToAbl (Takue, Kak MPT) Moryt ObITb MOJE3HBI
B IIOCTAaHOBKE IMAarHo3a I MOHUTOPHPOBAHNH OOJIC3HH,
OIHAKO MBI HacTamBaeM Ha TOM, YTO 30JIOTHIM CTaH-
IapToM B IIOCTaHOBKe mocToBepHOTo (definite) mma-
THO3a MHOKapAuTa OCTaeTcsI OWOICUS MHMOKapha.
Mopdorornaeckre KpUTSPUN OTHOCITCS K OCHOBHBIM
¥ TIpH psifie TeHeTHICCKUX 00JIe3He MuoKapaa (aMu-
JIONI03, apUTMOTCHHAs AUCIUIA3USI IIPaBOTO KEIIy-
nouka, AJTTXK).

MEI IpHUMAaNI BO BHUMaHNe 00a JOKyMeHTa (BTO-
poii TToABUIICS HeAaBHO, HO BEIPA3WII IIPOYHO YCTOSIBIIIE-
ecss MHECHUE OTHOCUTEIbHO poi DMDB B mmarHocTtuke
MHOKapINUTa) M, KPOME TOTO, ITOJIb30BAIMCH OOIIEIIPH-
HITOM Ha ceromHs Jlamnacckoil kKiaccupukauuein st
BepudUKalMy Auarto3a Muokapaurta. OHa pa3paboTaHa
B 1984r kak pe3ynbraT coTIJIalllcHUS 8 aMepPUKAHCKUX
9KCIIEPTOB-MIATOJIOTOB [5], HOMOHEHA B pe3yIbraTe Map-
Oyprckoro KoHceHcyca [6] u maeT cienyiomne aeuHu-
U MUOKAPINUTA TIPH TIEPBOI OMOIICHMN:

* AKTUBHBIA (OCTpBIII) MMOKApAUT: WHGPUIBTPAT
(mnbby3HBIN WK JIOKAJIBHBIN), He MeHee 14 mumdbornu-
ToB Ha 1 MM’ (CD45 wmm aktuBupoBaHHBIE T-1mMdo-
LUTH) 1 10 4 MakpodaroB; BeIpaskeHHEBII HEKPO3 U JIeTe-
Hepalus KapIUOMHOLIMTOB (MUOJIN3); MOXET BBISIB-
JI9Thed (pudpo3;

* TMOrpaHWYHBIA (XPOHUYECKHWI) MHUOKAPOUT:
wHOWwIbTpaT (He MeHee 14 mmMdonuroB Ha 1 MM
¥ 10 4 MakpodaroB); HEKpo3 M AeTeHepalis He BBIpa-
JKEHBI, BO3MOXeH (Propo3;

* OTCYTCTBHME MHOKApIMWTA: HH(?HHBTPHPYIOLLIHX
KJICTOK HET WJIM X MeHbIIe 14 Ha 1 MM .

[1pu TOBTOPHOM OMOTICUM B TEX K€ CUTYaIUSIX aBTOPBI
COTJIallleHUs TPEajIaraloT CTaBUTh TUATHO3BI IIEPCUCTH-
pYIOLIEro, pa3peliamlerocss M M3JIeYeHHOro MHUOKap-
IINATA.

[Mockonbky MBI TpoBoguau DMB omHOKpaTHO
¥ B OOJBITMHCTBE CIyIacB UMEIH IO C XPOHMICCKIM
TIPOIIECCOM, HCITOJIB30BAJINCh ITOHSITHS XPOHWYCCKUI
AKTUBHBI MUOKApIWT (IIPY HAJTWYUM HEKpPO3a) U MHO-
KapauT YMEpEeHHOU CTeTICHN aKTUBHOCTH (03 HEKpo3a).
Hammane mexee 14 mumdponmntos (06br9H0 7-10 B mHTEp-
CTUIIMH WJIV TICPUBACKYIISIPHO, HO HE B 30He (pubpo3a)
B COUYCTAHMU C HAJTMIMEM BHUPYCOB, OTEKOM, MH(WIBTPa-
TaMM B SHIOKap/e, BACKYJIUTOM, IIEpUMYCKYJISIPHBIM MJIN
TMEPUBACKYISIPHBIM CKJIEPO30M, a TaKKe TUIMWIHBIMU
KIIMHWYICCKIMU TaHHBIMU PaCLIEHUBAIOCH KaK IIPOSIBIIC-
HIE XPOHMYECKOTO MUOKApANTa HU3KOI CTETICHN aKTHUB-
HocT. HakoHern, oOHapyXeHUE MMOKApINUTUICCKOTO
CKJIepo3a 0e3 MPU3HAKOB BOCIIAJICHHS TOBOPIIIO O TIepe-
HECEeHHOM MMOKapauTe (BOCHAIMTEIbHON 3THUOJIOTHHU
mpolecca).
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Ta6nuua 1
ConocTtaBneHue pe3ynbTaToB npep,BapuTeanoﬁ HO30JI0rM4E€CKOMN AWarHoCTUKu,
AaHHbIX aunomuoxapnuanbuoﬁ 6uoncum NMpPaBoro Xxenyao4ika u HAa3Ha4eHHOro
no ee pe3ysibTaTaM Jie4eHUq y nauneHToB C pa3/IN4HbIMU KITIMHU4YEeCKUMU CUHAPOMaMU
CWHAPOMHBIN AnarHo3 MNpepnonaraembili [wnarHo3 no paHHsIM SMB MpoueHT Hanunune MegaukameHTo3Has
HO30/10rM4ECKMNIA AMarHo3 NOATBEPXAE- BMPYCHOTO  Tepanwsi, Ha3Ha4yeHHast
HWs reHoma no pesdynbtatam IMb
[MarHosa B MUOKapae
MUoKapauT
28 Cwnpgpom KM 7 OcCTpbIii/MOOCTPBIN 7 JInmdpoumnTtapHbIt MUOKapanT 100% 0 7 Aumknosup,
MuoKapauT 4 AKTUBHbIN cTepovasl,
3 NorpaHuNyHbIN a3aTMonpuH
1 Annepruyeckuin MMokapauT 1 JIumdoumnTapHbIn MMoKapanT 100% HBV? 1 [lexcameTasoH,
C MPUMECHI0 303MHODUNOB 9HTEKaBwp,
TMOPOKCUXIOPOXUH
3 MwuokapauanbHblii Backynut? 2 MpOoAyKTUBHBIN BACKYNUT 67% 0 2 Crepounfbl,
1 Kapanocknepos a3aTVonpuH
1 XpoHu4eckuin MmokapauT 1 JInmdpoumnTtapHbin MUokapanT 100% 0 1 Crepounfpl,
B coyeTaHuu ¢ MUKC a3aTMonNpuH
9 XpoHuyeckmii MnokapanT? 7 JInmdoumTtapHbIt MMOkapanT 77,8% 66,7% 7 Crepoungpl,
4 AKTUBHbIN a3aTMONPWH,
3 NorpaHnyHbIN auuKIIOBMP
2 MNepsuyHas AKMIM
7  MwuokapauT B COYETAHUM 5 JIumdoupmTapHbIi MMOKapauUT 71,4% 28,6% 3 Crepounabl,
¢ reHetuyeckumun KMM? rMAPOKCUXSTIOPOXMH
cHKM 2/2 aKTVIBHbIN/NOrPaHNYHbIA
1 04aroBbIf KapaMocknepos
¢ HKM v AAMX 1 norpaHnyHbIi MruokapamT + AOMK
¢ MuoaucTpoduein Imepu- 1 CKNIEPO3 C KNIETOYHON peakumen
Hpendyca
18  “Upomonatnyeckne” 13 Mwuokapaut? 13 JiumdounTapHsIlii MMoKapanT 100% 15,4% 13 B/s
HapyLUEHMs puTMa 8 aKTVBHbIN VMMYHONOBYWH,
1 NPOBOAVIMOCTY 3 NorpaHnYHbINA auyKnoBmp,
cepaua 2 Nonyc-M1MoKapauT cTepouapl,
1 SHAomMuroKapauT aumKnoBmp,
1 CWCTEMHBI TMNEPCEHCUTVBHBIN rMAPOKCUXIIOPOXMH
MWO3HA0KaPANT
2 MwuokapauanbHblii Backynut? 1 CuCTEMHBI BackynuT 100% 0 2 Crepounabl,
1 MwokapauT ¢ npeobnagaHvem a3aTMonpuH
Backynmta
2  Mwuokapaut? 1 BupycHasi, reHeTndeckas KM 0 50,0% 1 AupKNoBUp
leHeTnyeckas KMM? 1 BoneaHb Pabpu 1 Pabpasum
1 Mwokapaut? AOMX? 1 AOMX 0 0 -
4 CwvHgpom 2 Avmumnonpos? 2 Amnnongos - 0 -
nepB1YHOM 1 Amunonnos? Capkonaos? 1 MNepauyHas PKMI -
runepTpodum Iemoxpomatoa? PKMIM?
MMokapaa 1 TKMN? BonesH 1 TKMI
HakonneHns?

Jamee MBI M3JTOXKUM pe3yabTaTel DMb 1m0 0CHOBHBEIM
IpymIiaM OOJIbHBIX:

1. TlanMeHTsI C OUJIATANMOHHON KapauMOMHONATHE
(JIKMII) KaKk CHHAPOMOM, T.€. IWIaTaleit Kak MUHUMYM
JIK (xoHeuHbIli nuactonndeckuit pasmep, KIP >5,5 cm)
CO CHIDKEHHEM €T0 COKpaTMMOCTH ((ppakivst BeIOpoca,
®B <50%) HesicHoTO TeHe3a (28 GOTBHBIX).

Ecmm cienoBaTh MeEXIyHApOOHOMY PYKOBOICTBY, 3TH
MMALIMEeHTHI COOTBETCTBYIOT clieHapusMm 1, 2, 3,9, 10 (octpast,
TomocTpast Winm Oojiee mimTenbHas HeoObsicHmMas CH

B codyeTaHuu ¢ aunatauueit JIXK, ocoGeHHO ¢ TOsSIBICHUEM
KeJyIOYKOBbIX aputMuii, AB-6mokanbr II-1II cremenwm,
oTcyTcTBUEM 3h(PeKTa OT CTAHTAPTHOM Teparny B TCUCHIE
1-2 Hemenp), a Takcke 4 (JIKMII 110001t 1aBHOCTH B cOYeTa-
HUU ¢ 303MHOMWINEH 1 TTOI03PEHNEM Ha aJlIepIHIECKYIO
PEeaKIInIo); TI0 Mepe YBEIMUSHHUSI TaBHOCTH TIpoIiecca ImoKa-
3aHUS CTAHOBSTCS Bce MeHee KecTKMMI. OTHAKO BHITION-
HeHre DMbB MCKITIOUNTEIBFHO COITACHO 3TUM CIICHAPHUSIM
JIABAJIO TUATHOCTUYCCKUIT pe3yiIbTat, IT0 JaHHBIM HEKOTO-
PBIX aBTOPOB, JINIIB B 25,5% city4aes [7].
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Puc. 1. Mopdonoruyeckie M3MeHeHusl, BbIsIBAEHHbIE NPY AHAOMUOKapAUaNbHON B1ONCUM NPaBOro XeNyao4Ka.

Mpumeyannme: MaumenTtsl ¢ cuHapomom AKMIT (a-e), “rnamonatnyeckummn” HapyLeHNsIM1 PUTMa 1 NPOBOAMMOCTM CepALA (X-K), NEPBUYHBIM CUHAPOMOM rMnepTpodun
muokapga (1, M). Okpacka reMaTokCUAMHOM-303UHOM (a, 6, T, A, X-1, M), No BaH M30Hy (B, €), LLUMK-peakTnBoM (k) 1 KOHro kpacHbIM (n1). Bonbluoe (a-4, 3-K, M) 1 Manoe
(e, X, 1) yBenuyerwve. JinmebormctroumtapHas (a, 6, X, 3), C NPUMECHI0 303MHODUNOB (), HEMTPODUILHAS (B) HOUNLTPALMA B UHTEPCTULMN, HEKPO3 KapAMOMUOLMUTOB,
0TeK M HabyxaHne MeHTePCTULMS (6), UMMYHHBI LIUTONN3 C BHYTPUKIETOUHBIM MPOHUKHOBEHUEM TMMQOLMTOB (3), NPOLYKTUBHBIN BACKYNT C PE3KUM CY)XEHUEM NPocBeTa
COCYAOB (A1), 04aroBbIii KAPAMOCKNEPO3 (e), CY6aHA0KapananbHbI IMNOMATO3 1 CKNepo3 dHA0KapAA (), IMMorncTrounTapHas HULTpaums angokappa (1), PAS-
NoNoXuUTENbHas CyoCTaHUMSA B KapAMOMMOLIMTaX (K), MEPUKOIAreHoBble OTIOKEHMS aMmuiomaa (1), Xa0TUYHOe PacronoxeHne kapammmoumntos npu FKMI (m).

Ha mpaktuke manuentsl ¢ cuapomoM JIKMIT pas-
HOOOpa3Hee: y MHOTMX M3 HUX KIMHUYECKWE JTaHHbIE
JlaBaJTi OCHOBAHUSI TIOI03PEBATh OTIPEIEIEHHYIO 9THOJIO-
ruto JIKMII, B cooTBETCTBUM ¢ KOTOPOW BBIAEJIECHBI Clle-
JTYIOIIIM€ TTOATPYMITHI OOJBHBIX (T.€. Toka3aHus K OMB):

1) BonbHBIE C BBICOKOW BEPOSITHOCTHIO OCTPOTO/
MOAOCTPOro Muokapaura (n=7,25% mnoarpymisl, 6 Myx-
4YUH, cpeaHuii Bo3pacT — 45,4%10,7 xet, ot 29 mo 60,
B ocHoBHOM ¢ CH IIb cramum, 3 ®K; cpeaasiss @B cocta-
Buia 25,616,8%, KIP JIXK 6,4%0,7 cm, I12K 3,9£0,7 cm).
ITo onHOMY GOJBHOMY MMEJU IBYCTBOPYATBI a0OpTAIb-
HBII KiamnaH ¢ peryprutanueii 11 crerenu n 60% cteHo3
MpaBoii KOpOHAapHOU apTepun (0e3 MPU3HAKOB ITepeHe-
ceHHoTo uH(MapKTa).

B monp3y MmoxkapanTa CBUIOETETHCTBOBAIIA aHAMHE-
cTUdeckasi Tpraia y BcexX OOJIbHBIX (OCTpOe HAYalo, 4eT-

Kasi CBSI3b ne0loTa C MEPEHECEHHOW pecnUpaTOpHOMN
nHQEeKINeH, TaBHOCTh 3a00JIeBaHUSI 10 Toa) 6¢3 Bocma-
JIUTEIBHBIX M3MEHEHUU (32 OJHUM MCKITIOYECHUEM)
¥ BUPYCOB B KPOBU. BBICOKME TUTPBI aHTUKAPAUATHHBIX
AT y tpoux (mo 1:160-1:320, Bxmouass AH®D) nenamu
MMOKAPIUT MPAKTUIECKN HECOMHEHHBIM, a OTCYTCTBUE
X MOBBILIEHUST MOTJIO OBITh CBSI3aHO C HEOOJIBIION AaB-
HOCTBIO TIpoliecca M C TpeodsiagaHneM MH(MEKIIMOHHBIX
MEXaHU3MOB MHWOKapauTa. Y TIOJIOBUHBI BBISIBICHO
OTCPOYEeHHOE KOHTpacTupoBaHue Muokapaa mpu MCKT.

IMpu ®Mb nrarHo3 MuoKapauTa MOATBEPXKICH Y BCEX
(Tabm. 1), oTMedeHa YeTKasl KOppesius C KIMHUKOM:
y OOJIBHBIX ¢ HAaM0OJIee TSKETBIM TeYeHUEM MUOKapanUTa
BBISIBIEHBI HEKPO3, OTEK, BbIpaXeHHasT aucTpodus
(“crexmoBunnbie” KMII ¢ ncue3HOBeHHEM ITOTIEPEYHOM
WCYEPUYEHHOCTH, pUC. 10), YTO COOTBETCTBYET TTOHSITHUIO
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“ImapeHXNUMAaTO3HBIM MMOKApAUT’ ITI0 OTEYECTBEHHOM
knaccupukamun (A. . CTpykoB). ¥ OmDHOTO M3 TaKHUX
MMAIIeHTOB, MMEBIIIETO YMEPECHHO ITOBBIMICHHBIC TUTPHI
aHTUKapauaabHBIX AT, B MroKapie BEISIBIIeH reHoM BOB;
y Ipyrux BHpycoB He ObL10. CTemeHb (hmOpo3a y Bcex
MAalEeHTOB OblIa OYeHb HEOOIBIION.

Y TmanmeHTKM ¢ TSOKENIBIM TEeUCHHEM MMOKapIWTa
BBISIBJICHA HelTpodmibHasg (prc. 1B, B OTIMYME OT JIMM-
dorrcTIOIUTAPHOM ¥ OCTAIBHEIX, prc. 10) mHMIBTpa-
LIVST UTHTEPCTULINS, 9YTO B COUCTAHUM C BOCTIAIUTEIbHBIMU
W3MEHEHUSIMH KPOBH, JIMXOPamKoi M He3(hGhEeKTUBHO-
CTBIO CTEPOMIOB B aHAMHE3¢ CBUICTCIIBCTBOBAJIO O OAaKTe-
pUaIbHOM MHOKapauTe. MaccrUBHAsI aHTUOAKTe praTbHAST
Tepanusl JUIIb HECKOJIbKO CTaOMIM3MpOBaJia IpOIIecC.
B TpaHCcIUtaHTAalIMM B CBSI3M C PUCKOM CENTHIECKUX
OCJIOXKHEHUId M peuyadBa MUOKapAuTa ObLIO OTKa3aHo,
yepe3 moJroga 6oJibHast ymepiia ot nekomireHcaruu CH.

OcrajgbHBIM ITaIlMeHTaAM Ha3HadeHa IIPOTUBOBUPYC-
Hast (BOB-nmo3nTBHOMY OOJIBHOMY) ¥ MMMYHOCYIIPEC-
CHBHas Tepanus (METWIIIPEIHU30JIOH B CTAPTOBOI J03€
24 mr/cytku, azatuorpuH 75-150 Mr/cytku, y 4 6OJIb-
HBIX — B KOMOMHAIINM) C OTYCTIIMBBIM ITOJIOKUTEIIbHBIM
3G GEeKTOM: OTMEUCHO YMEHBIIICHNE CUMITTOMOB, COKpa-
IIeHne KaMep cepana u Bo3pactanue OB.

2) BoibHOI 72 IET C BEICOKOM BEPOSITHOCTHIO aJlJICPTH -
YeCKOTO MMOKAPAWTA: Pa3BUTHC YMEPEHHOM OIBIIIKH,
munatanun JIXK n caskennst @B, cuAycoBoi Opagukap-
[ C Iay3aMu A0 6 ., yCTOMYMBOI MepLATeIbHOM apuT-
vy (MA) OBLIO CBSI3aHO C TMOBTOPHBEIM Ha3HAaYeHUEM
LIUIIPOJIETA 10 TTOBOMY OMOHTOTCHHOM MH(PEKIINN, COITPO-
BOXIIAJIOCh CYCTaBHBIM CHHIPOMOM, ITOBBIIIeHHEM AT
K JHK, BomyaHOYHOro aHTHMKOATYJISIHTA, CTAHIAPTHOIO
n cneundumyeckoro AH® n AT K aHTUTeHAM SHAOTETUS
(1:320). Do3uHOGUINHN TIepUDEPUICCKOI KPOBH HE OBLIO.

WmrmantupoBan DKC, nmpu DMB BeIsIBIEH BHpYyC-
HEraTUBHBIA JIMM@POLUUTAPHBIA MUOKApAUT yMEPEHHOM
CTETICHN aKTUBHOCTH C TIPUMECHIO 303MHO(DMIOB 1 BaCKY-
ymroM (puc. 1r). beima Hagarta Tepamnus JeKcaMeTa30HOM
5 MI/CYyTKM W IUIAKBCHIIOM, OTHAKO OTHOBPEMEHHO
MMarHOCTUPOBAH OCTPHIN BUPYCHBIN TelmaTtuT B, creponmbl
OTMCHEHBI, IPOBEACHA TepaITHsl SHTEKABUPOM IO TIOJTHOM
smmvuHanmy Bupyca; @B u KA P JI2K HopMaIn30BaIich.
JomxHa 00Cy:KIaThesl POJIb BUPYCa M IIPOTHBOBUPYCHOTO
JICYCHUSI B TCHE3€ U perpecce MIUOKApIUTa.

3) [MauuenTtku 60-64 JeT ¢ yCTOMYUBLIMU K JIEUEHUIO
creHokapaueit 3 ®K, BepuuIMpoBaHHON HWIIEMUENH,
CH 1IB cragun, 3 ®K (n=3, KIP JIK 5,9+1,3 cm, ®B
40,0%£5,2%, TIX 2,5%£0,8 cm), 40% creHo30M mTUATO-
HaJIbHOM apTepyUM B OMHOM CJIydac M HEM3MEHCHHBIMU
KOPOHApPHBIMHU apTEepUsIMU Y OCTAIBHBEIX. B IByX ciy-
YasgxX Ipy CUMHTUTPa(hWH BEISIBICHBI 09aTrOBbIe Te(hEeKThI
nepdy3uu, APYruMu METOJaMU YOeAUTEIbHbBIX JaHHBIX
B MOJIb3Y PYOIOBBEIX M3MCHEHMI HE MOIYIeHO. THTPHI
aHTUKapIAATbHBIX AT OBLIM Pe3KO MOBBIIICHE! y TBOMX
W YMEPEHHO — Y TpeTheil 6ompHOM. CTONIB CBOECOOpa3-
Has KJIMHNYECKad KapTUHA JaBaja OCHOBAHU IIPEAIO-

JlaraTh KakK IMOpaxkeHNe MEJIKUX apTepuii, TaK U PyOIIo-
BBIC U3MCHCHMUSI.

[Tpu DMB y nBouMX MallMEHTOK BEISIBJIICH BUpPYyC-HeTa-
TUBHBI MUOKApAUT C MpeodsamaHueM MPOAYKTUBHOIO
BacKyJINTa, B OMHOM CJIydac — MAaJIOAKTUBHOTO, IIPOBE-
IeHBI TepaItsI a3aTUOIIPHHOM 75 MI/CYTKH, METHIIIIPEI -
HU30JI0HOM 16 MI/cyTKU (CTeHOKapAKs McYe3Jia, OAbIIIKA
YMEHBIIIMJIACh) M OIepasl o0paTHOTO PEeMOICINPOBa-
HUs B cBsI3U ¢ Tskenoii JIKMIT (gepe3 4 roma 0obHas
noru6;aa). B TpeTbeM cirydae OTMEUeHBI OYATOBBIi CKIIC-
pO3 C HE3HAYMTCIBbHBIMM WHQUIBTpaTaMH M CKIIEPO3
COCYIOB; IIPOBOIUTCSI TepaITs IUIAKBCHIIOM.

4) bonpHOI 39 JIeT C BBICOKOIl BEPOSITHOCTHIO BO3-
HUKIIETO TON Ha3ad TSKEJIO0ro MHUOKapanTa (CBSI3b
nIebioTa 3a00J1eBaHNUS C ITHEBMOHUEH, OBICTpOE pa3BUTHE
ouBeHTpukyisipHoit CH ¢ ®B 28%, monoxuTenbHbIi
3 deKT OT Kypca CTEpOMOHON Tepamnuu, ITOBBIIICHUE
TUTPOB aHTUKapauanbHbix AT mo 1:160-1:320, nuddys-
HOE CyORNUKapAMIBbHOE OTCPOYCHHOE HAaKOIIJICHUE
o maanHeIM MCKT). B 10 ke BpeMsI BEISIBIICHBI OKKITIO-
31 TIepeIHEN MeXKeTyI0uKOBOM apTepum 1 MpU3HAKU
Q-uadapkra (BKI, DxoKI, cumuturpacdums, MCKT).
Bo3MoXHOI MpUYMHONW CTEHO3WPOBAHUS KOPOHAPHBIX
apTepuil IPeACTABISIICA TAKKE BACKYJIUT.

[Tpun DMB IT2K moaTBepXIeHO HaIMIne BUpyc-Hera-
THUBHOTO MUOKapAWTa YMEPEHHOU CTeTICHW aKTUBHOCTHU
C TIEpUMYCKYJISIDHBIM M KPYITHOOYATOBBIM CKJIEPO30M
(puc. la, le). Havara Tepamust METWINIPEIHU3O0IOHOM
¥ a3aTHOIIPUHOM, OYIeT pelIaThbCs BOIIPOC O PEBACKYIISI-
puU3aLnu.

5) bonbHble ¢ mauTelbHbIM aHamHe3oM JIKMII
(B cpemteM 4,7 1eT) 1 HEOOXOAMMOCTBIO MCKITIOUATh KakK
MMOKAPIUT, TaK U IepBUYHbIe dhopMbl (n=9, 32% moxn-
TPYNIIBI, 7 MyX4IUH, cpeaHuii Bo3pact — 40,8+11,4 e,
CH B ocHoBHOoM IIA cramum, 2PK, cpegusa B —
29,619,2%, KAP JIXK 6,6£1,0 cm, IT2K 2,8%£0.4 cm).
HeGonpmmmoit TeMKOUNTO3 W/WIA YBEIMYCHUEC YPOBHS
¢dubpuHorena u CPB BeIsIBICHB! Y TpouX. KopoHapHEBIit
aTepoCcKIIepo3 nckimodeH. Ha doHe onrmMmanbHOM Kap-
IUOTPOMTHOM Tepanvu CYIIECTBEHHOU IOJIOXUTEIbHOM
IWHAMWKHI HE OBLIO.

Octpoe Hayayno 3a0ojieBaHKUS Y 6 OOJIBHBIX U CBSI3b
IeKOMIICHCAIINH C TIepeHEeCeHHOM MHMEeKIMEH y 5 aemann
BEPOATHBIM MMOKApAMUT, OAHAKO AAaBHOCTL Ipoliecca
HE TT03BOJISIJIA CYIUTH O €T0 aKTUBHOCTHU: TUTPHI aHTUKAP-
nuaabHbiX AT ObuIM MOBBILIEHBI yMepeHHO (1:160, Ge3
AH®) y 5, muiup B ogHOM ciydae — mo 1:160-1:320.
B 10 ke BpeMs y malmeHTOB 03 aHAMHECTUIECKIX YKa-
3aHMi Ha MuokapauT BbeisgBieH AH® (1:80-1:160).
Y Tponx UMeNCh TaKKe YKa3aHUs Ha CeMEIHBIN XapaK-
Tep 3a00JIeBaHMSI, Y OTHOTO M3 HUX BEIABICH BOB.

NMmenHO B Takoii cuTyauuu Ouorncusg Obuia abco-
J0THO HeoOxoauMma. [Ipu DMB y 6 manuenTtoB (66,7%
TIOATPYIIITEI) BBISIBJICH BUPYCHBIN TEHOM: ITapBOBHPYC
B19 y 5 uw BOBb y 1 (110 xpoBU Bce BUPYC-HETATUBHBI).
[Mpu3Hak1 MHUOKapauTa OTMEUYCHBI Y BCEX BHPYC-TIO3M-
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TUBHBIX ITAIIMCHTOB W Y OOHOTO BHPYC-HETaTHMBHOTO,
B T.4. BBICOKOAKTUBHOTO — y 4. He Tmoiy4eHO maHHBIX
3a MHOKapOuT y 2 601abHBIX (“mycTeie” KMII ¢ ncxomom
B MIX THOEJb U KapaAUOCKIIEPO3 Y OMHOTO U “cemeitHas”
onoxana JIHIIT y gpyroro mo3soaunu pacueHuTs JJKMII
KaK TIepBUIHYIO).

BceM G0JBHBIM ¢ MUOKapAUTOM TPOBOIUATCS Oa3uc-
Hasg Tepamnusl (IIPOTUBOBHUPYCHAsI, MMMYHOCYIIPECCUB-
Hasg) ¢ yMepeHHBIM 3((GEeKTOM; OTHON TMaIMeHTKE
BBIIIOJTHEHO TIPOTE3MPOBAHME MUTPAJBHOIO KiallaHa
(oTMeueHa ero BEIpaXeHHAs IHWCIUIA3US); IBOUM
umiviantupoBad MKJI; ogun GoabHoil (¢ @B 20%)
ot MK/l oTkasbiBasicsl, yMep BHE3AIHO.

6) BosbHbIE ¢ F€HETMYECKUMU KapIMOMMOIATUSIMU
¥ BEpOSTHBIM MHOKapauToM (n=7, 3 MyX4WH, CPeIHUI
Bo3pacT — 38,3%14,4 net, ot 22 no 59, cpenusasgs ®B —
28,749,2, KAP JIX 6,4£0,4 cMm, I1K 3,1+0,6 cm).
Y 6 mauMeHTOB AMArHOCTUPOBAH CUHIPOM HEKOMIIAKT-
HOTo MroKapaa (y OMHOTO — B COYCTAHUH C IBYCTBOpYA-
TBIM AOPTAJIBHBEIM KJIANIAHOM, AHOMAJIUSIMU Pa3BUTHS
COCYIOB W JIMIIEBOTO CKejeTa), ¥ 1 — mMuommcTpodus
Omepu-Jpeiidyca (MyTalys B TeHe JIaMIAHA).

OmHaKo OCTpoe pa3BUTHE JEKOMITCHCAIINY IIPU paHee
CTaOMIIEHOM/OECCUMIITOMHOM TE€UYECHUU OOJIe3HU, CBSI3b
ee ¢ mH(eKIuel y 3, BEICOKIE M YMEpESHHBIC TUTPHI aHTH -
kapauaiabHbiX AT (B T.u. AH® 1:160-1:320), renom BOb
y 1, a Takke uHdapkTOonogoObHasi CUMIITOMaTAKA U CTe-
HOKapIus TpeOOBaIM MCKITIOUCHMSI MIOKapanuTa. BEIsSB-
JIeHHOe Y 6 GOJIbHBIX OTCPOYEHHOE HAKOILICHUE MOIJIO
OTpaXaTh KaK HWIIEMUYECKHE M3MEHEHUS ITOH HEKOM-
MMAaKTHBIM CJIOEM, BIUTOTh IO HEKPO3a, TaK U BOCIIAJICHNUE.
VYV nmamueHTKM ¢ YCTOWYMBOI >KETydO4YKOBOM TaxuKap-
nueit npu MPT ormeuens! Takke aqunatanus 12K ¢ guc-
kuHe30M 1 cHkeHueM OB TTK o 25%.

[Ipu DMB y Hee BBIABICHBI BUPYC-HETaTUBHBIN MUO-
Kapaut u aurnoMaros (1o 10%) ¢ pubpo3HbIMU ITEPUMY-
CKYJISIpHBIMM cerntamu, auarHo3 AJIIT2K moarBepxineH
TEHETUYECKM (MyTalusl B TeHe JecMoIUlakuHa). Muo-
KapIuT OTMEUeH elle Y 4 MalMeHTOB ¢ HEKOMITAaKTHBIM
MHOKapaoM (BBEICOKOAKTMBHEIL — Yy 2, IapBOBUPYC
B19-mo3uTuBHBIN — y 2) 1 HE TMOATBEPXKIEH Y OOJBHOM
¢ 10-metnuM anamue3oM CH n y manmenTa ¢ JlaMrHOTIIA-
THEI: B TIEPBOM CJTydac BEISIBJICH OYArOBBIN M CETYATHIN
¢ubpo3 ¢ THATMHO30M, BO BTOPOM — KJIETOUHAS peak-
s B 30HaX CKiepo3a. Tepannst MEeTHIPEeTHN30I0HOM
16-24 mr/cyTKuy IpoBeAeHa 2 MalueHTaM ¢ JOCTATOYHbIM
addexkToM, y octambHBIX oTiaoxeHa. MKJ/CRT-D
MMITIAHTUPOBAHEI IBYM OOJIBHBIM.

2. IManueHTsI C HAPYIMIEHASIMH PUTMA M TPOBOJMMOCTH
HESICHOTO TeHe3a (T.H. UIUOMaTHuIecKnuMu, 18 OONbHBIX),
MpenMyIIecTBeHHO MA, N30 IMpOBaHHOM I B CcOUYETa-
HUU ¢ BKCTpacucTosmeit u AB-61okanoii (n=16), a Takke
YaCTOU KEJIyIOYKOBOW SKCTPACUCTOJUEN, YCTOMUYUBOM
M HEeYCTOMYMBON XKeTymouyKoBOW TaxukKapaueir (n=1)
u omokanoii JIHIIT (n=1). [umepronns 1-3 crenenu 6¢3
runeprpodun JIK (y 10 601bHBIX) 1 aTepockiepos (60%

CTEHO3 IIpaBOM KOPOHAPHOM apTepuu y 1) He MOTJIM pac-
CMAaTpHUBAaThCS KaK IMIPUINHA apUTMHI, IPYyTUX 3a00JIeBa-
HUA ¥ CTPYKTYPHBIX M3MCHEHMII IIpA CTaHIApPTHOM
00CIIemoOBaHNN BBISIBIICHO He ObL10. CpemHsIsI TaBHOCTH
apUTMHUIECKOTO aHaMHe3a cocTaBmia 7,4 roma (0T 2 Mecs-
eB 1o 20 nerT).

B MexxmyHapomHOM pyKOBOICTBE B KA4€CTBE BO3MOXK-
HOTO TI0Ka3aHMsI K DMB paccMmaTpuBaroTCsS MOmo3peHe
Ha AJITTXK 11 “HeoO0BsICHUMBIE” XKeJIyTOIKOBbIC apUTMUN
(cuenapuu 12, 13, [2]); npu MA 6umoricust He peKOMEH-
IyeTCsI, HO CBSI3aHO 3TO C OYCHb HEOOIBIINM YHCIOM
IMONOOHBIX UCCIIeNOBaHMIA. BMecTe ¢ TeM, JoKa3aHO, 9TO
B OCHOBE M30JIMPOBaHHOM MA MOXET JIeKaTb MHUOKap-
T, 1 OMB ITK nHdpopMaTrBHA B €ro AMarHOCTUKE [8,
9]. B Cankr-IlerepOypre mpoBeaeHa cepus OMOIICHIA
W3 TPaBbIX KaMep cepala y IeTell ¢ mpeacepaHbIMU ApUT-
MHSIMH, KOTOpas TakKKe ITOKas3aja BBICOKYIO YacCTOTY
muokapauta [10, 11].

Jna Hac OCHOBHBIMH MOKAa3aHUSIMU K IIPOBEICHUIO
OMBb OB BBICOKASI BEPOSITHOCTh MUOKAPINTA 1 YCTOM-
YUBOCTh apUTMUM K JICUCHUIO. BBImEIeHBI ClemyIomme
TIOATPYIIITHL:

1) BonbHEIE ¢ BEICOKOI BEpOSTHOCTHIO MUOKApANTa
(n=13, 7 myxuuH, cpegHuii Bo3pact — 47,3£10,2, ot 29
10 64 Jjer), yCTAaHOBJACHHOW HAa OCHOBAHUU HAJIUYMS
y HUX TIOJTHOW aHaAMHECTUYECKON Tpmanbel (y 2), CBSI3U
Ie0I0Ta M/MIn 000CTPEHUI apUTMIH ¢ mHMeKImeit (v 8),
YacThIX aHTWH (y 7) ¥ reprieca, B T.9. OMOSICBIBAIOIIETO
(y 4), nmeMny ¢ HeM3MEHEHHBIMU KOPOHAPHBIMU apTe-
pusiMu (y 4), BBICOKHUX TUTPOB aHTHKApOUATBbHBIX AT
(y Bcex), AHK BBb B xpoBu (y 1), “HeoOBICHIMOTO”
yBeJIMueHuUs JieBoro npeacepaus (y 8), a Takxke coyera-
HUS pa3IMIHBIX 110 TOITUKE HAPYIICHUI PUTMA U TIPOBO-
numoctu (y 6).

[Tpu ®MBb nrarao3 MUOKapanTa, B IBYX CIyJasix Iap-
BOBHUpPYC B19-mo3UTHBHOTO, MMOATBEPXKICH Y BCEX OOMIb-
HBIX, Y 8§ — BBICOKOM CTeIIeHN aKTUBHOCTH (y 2 TTallieH-
TOK OTMEUEHEI IPU3HAKY T. H. JIIOIYC-MHUOKAPINUTA: TICPH -
IIOJIC3UC W SMIICPUIIOIC3UC, T.€. MMMYHHBINA ITUTOJIN3
(puc. 13), MUTO3, IEPUBACKYJISIPHBIN JTYKOBUYHBIN CKITC-
po3), C IJMIIOMaTo30M KaK CyOcTpaToM apuTMUU
(puc. 1x). ¥ nByx OOJbHBIX BbISIBJIEHA TakxKe KapTUHA
aKTUBHOTO 3HIOKAPANTA: BUPYC-TIO3UTUBHOTO Y OTHOMU
(puc. 11), B coueTaHNU C BACKYJIMTOM M IIPUMECHIO 3031~
HOMWIOB B MHMPUIBTpATax y IPYyroro (JIeMKOKIaCTHIC-
CKWi1 BaCKYJIUT OTMEYCH U B KOXKE).

[IpotuBoBHUpYCHAas (B/B MMMYHOIJIOOYIMH) M UMMY-
HocympeccuBHas Tepamust (takBeHWT 200 Mr/cyTKw,
MeTunpeaHu3onon 26,0£10,4 Mmr/cyTku, a3aTHOIPUH
150 Mr/cyTKM) IpOBOAMIIACH BCeM OONBHBIM: ¥ 11 00Ib-
HBIX YIAJIOCh CYIIIECTBEHHO CHU3UTH YaCTOTY paHee Pe3r-
CTEHTHOMH K JICUCHMIO TTapoKcu3ManbHO MA, v 4 mocie
MaKCHMAJIbHOTO IIOMaBJICHUSI aKTUBHOCTU OOJIe3HU
VCIICIITHO BHITIOJTHEHA PamMOYacTOTHAs a0Jalus; OxHAa
0oJibHAs yMepiia yepe3 6 JIeT OT Havauia JiedeHus (Ipef-
ITOJIOXKUTENIBHO, OT KApANO3IMOOIMICCKOTO NHCYIIBTA).
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2) BoipHBIC ¢ BBICOKOI BEPOSITHOCTBIO MUOKApIHAIhb-
HOT'0/CHUCTEMHOTO BacKy/InTa (n=2) — IMallieHT 34 JIeT C TIpe-
xopseit 6nokanoi JIHIIT, anrmHamu B aHaMHe3e, TpU3Ha-
KaMM CTpeCC-MHIYIIMPOBAHHON WINEMUU TIPY CIMHTHUIPA-
dum B OTCyTCTBHME KOPOHAPHOTO AaTePOCKIIepO3a
u cnemmdnaeckum AH® B xpou (1:80) u 60ompHas 33 et
C aTONMMYeCKOl OpOHXMAIBLHOI aCTMOM B aHAMHE3€, TOJIOBO-
KPYXEHHMSIMH, SITA30I0M TeMOpParndecKoi CHIIN, 031HO-
umu 10 20%, MOJUIMHO30M, BBICOKMMM TUTPAMU aHTUKAP-
manbHBIX AT 6e3 AH® n ANCA, a Takke TUIMMYHBIMUA
TIPUCTYIIaMI CTCHOKApINK U TTapoKcu3MaabHO MA. 3Ha-
YUMOCTh ITOCTAHOBKM IWAarHo3a y TalyeHTa ¢ OJI0Kamoi
onpenersIach ero mpodeccreit (KOCMOHABT-HCITBITATENb).

ITpu DMB B 000mx cTyJasix BeISIBJICHA KapTHHA BUPYC-
HEeTaTMBHOTO MMOKAPANTAa YMEPEHHOM CTETICHU aKTUBHO-
CTU C TipeoOJagaHuMEM BacKyauTa, 0e3 HEHWTpodUIOB
1 HeKpo3a (He OTBeYal KPUTEPUSIM “O0JIBbIINX~ BaCKYIIH-
T0B). CHCTEMHOCTh CMMITOMATUKN Y MAllMeHTKH ¢ MA
ITO3BOJIS/Ia TOBOPUTDH O JIATCHTHOM BapHWaHTE CHHApPOMA
Yepmxka-CTtpocc. Y oboux Tepanus MalbIMUA J03aMU
METHIIIpeIHU3010Ha (16 Mr/cyTKu) gaBajia OTYETIMBBII
3¢ deKT, ero OoTMEHa COIPOBOXIANIACh OOOCTPECHUSIMMU;
MMalMeHTKE OH 3aMCHEH Ha MaJible JO3bI a3aTHONPHHA.

3) BonpHBIE, KOTOPHIM IIpOBOMMIACH HuddepeH -
aJbHass NOWATHOCTUKA MEXOY MMOKApPIUTOM, TeHEeTHYe-
CKAMHI KapIUOMHONATUAMU M MX codyeTaHueM (n=3).
Y mepBoro u3 HuX (24 1eT) UMEINChH JIETKHE TPU3HAKU
YMCTBEHHOI OTCTaJIOCTH (KaK U nosiBieHne MA B 16 Jer,
5TO MOIVIO YKa3bIBaTh Ha TEHETUYECCKYIO IATOJIOTHIO),
a TakKe CBsI3aHHBbIE ¢ MH(peKIMel mapokcn3Mbel MA, nud-
¢y3HO HepaBHOMEpHOE HapylleHHe Iepdy3un 10 IaH-
HeIM cumHTHUTpadun, BI'Y6 B KpoBM M TIOBBIIIEHHBIE
TATPH aHTUKapauaIbHEIX AT, [1pr DMb BEHISIBIICHEI Xa0-
tnaHOoe pacnonoxkenne KMII (T.H. disarray, Kotopoe
TUITUYHO JUIS1 TUTIEPTPODUUECKON U APYTUX KapAUOMMO-
MaTuit) B codeTaHuu ¢ reHoMoM BI'Y6 1 MeIKoodaroBbIM
KapIUOCKJIEPO30M, KOTOPBIII MOT YKa3bIBaTh Ha IIEpPEeHE-
CEHHBbII MMOKApIWT. JIOCTUTHYTh 3IWMHWHALIMK BHpYyca
13 KPOBH HE yIaJI0Ch, KOPTUKOCTEPOUIEI He Ha3HAYAJINCh.

Y BTOpOI MareHTKy 31 roma Ha paBHEIX pacCMaTpH-
BaJIUCh IMArHO3bl XpOHUYECKOTO MuokapauTta u AJITTXK:
HECMOTpS Ha YCIICIIHYI0 PpaglodacTOTHYIO abIallrio
MO TIOBOAY YCTOWYMBOM XKEJIYAOYKOBOW TaXWKApAWAU
B aHaMHe3¢, COXpaHsUIach 9acTas (Io 24 THIC/CYTKI) Ipa-
BOXEIYIOUKOBasg SKCTPACHCTONNS, OTMEUYeHA €¢ CBSI3b
¢ uHpexumeii, Ha DKI' — nmabunabHbIe oTpULaTeabHbIE T
B OTBEIECHUAX Vl—V4, npu MPT BbISIBI€HBI XUPOBbIE
BkmoueHust B muokapn I12K 6e3 ero mmnaraumu, Xujm-
KOCTb B TIOJIOCTH TIepuKapaa. TUTpsl aHTUKAPINATbHBIX
AT moBwiieHsl He ObuTH. [Ipr DMDbB mosHOCTBIO TTOA-
TBepxkaeH muarHo3 AIITK (¢pubpo3HO-KMpoOBOe 3ame-
IIeHNe MMOKapla ¢ HapyIIeHWEeM €T0 apXUTEKTOHUKM,
momaap jaunomaro3a a0 50%), BBISIBIEHBI MyTallUU
B TeHaX JeCMOIJICMHA ¥ IeCMWHA; UMIUTaHTHpoBadH MK]I.

Haxkonen, y 00o1pHOTO 32 JIET CO CIyJaifHO BBISIBIICH-
HBIMH ycTouumBoii MA, AB-6mokamoit (rmay3sr mo 4,5 c,

WMIUIAHTAPOBAaH KapAUOCTUMYJIATOP), MHHUMAJIBHOMN
runieptpodueii JIZK, agumartauueir oboux Ipencepauit
¥ HOPMAaJIBHBIMU TUTPAMH aHTUKApINAIBHBIX AT, TMartos
ObUI He dceH, He WCKITIoUaJuCh “CITOPTMBHOE” Ceplie,
6oJie3Hn HakoIieHus1, Muokapaut. [Ipy DMb BrigBIeHa
PAS-nonmoxutenpHass cyocranmus B KMII (puc. 1k).
Hammune myraumm B reHe X-Gal M CHIDKEHHWE YpPOBHS
A-TaylakTo31aa3kl B KPOBY ITOATBEPIMIIN AUATHO3 00Ie3HN
®abpu. B TeueHME HECKONBKUX JICT MAIlMCHT IOJyJaeT
Tepanuio (adpa3zMOM, COCTOSIHIE eT0 CTAOUIIBHO.

3. BojbHBIE C MEPBUMYHBIM CHHIPOMOM THIEpPTPOdhun
MuHOKapaa (n=4) — COOTBETCTBYIOT clieHapusiMm 6, 11
(HeOOBSICHUMAST PECTPUKTUBHAS W THUIEPTpodUIecKast
kapmuomuonaTtus, PKMII u T'KMII, [2]). MBI 00benm-
HUWJIY NX, TOCKOJIBKY CUMMETPHYHASI TUTICPTPOPHS 9aCTO
comnpoBoxkaaercsa pecrpuknueii, a PKMII He uckaouaer
HEKOTOPOIt CTEIICHU THUIIEPTPODHN.

Y AByX mauueHTOB 3Toi moarpymnmsl (63 u 67 net)
¢ ouBeHTpuKyIsIipHOit CH m aputMussMu (paKTUYECKU
€IMHCTBEHHBIM BEPOSITHBIM THATHO30M OBLT aMIJIOUI03:
KOpOHApHBIC apTepNH MHTAKTHBI, OIIPEICIISIIINCH CHIKE -
Hue Bobraxka QRS m amrmmTyner 3yomoB R, maTomorn-
yeckue Q/xkoMruiekchl QS, muddy3HBINM THUIIOKUHE3
u yronmeHnue creHok JIK mo 12-16 mmM, cHikenne ®B
10 34-41%, HapyllleHrue OUACTOJIbI 110 PECTPUKTUBHOMY
THITy, aTpuoMeranvst. OOWH 13 TAIIMEHTOB paHee OIepH-
poBaH 110 TToBogxy MA Ha OTKPEITOM cepalie (6e3 O1oII-
cnn), cToiKkoro a3dgdekTa He ObII0. JIJaHHBIX 32 CHCTEM-
HbIii AL-aMWi1oua03 HaMu He TTOJY4YEHO.

ITpu DMB (11pu 0KpacKe KOHTO KpaCHBIM W MCCIIEIO-
BaHWM B ITOJISIPU30BAHHOM CBETE) BBISIBJICHBI OTJIOKCHMST
aMWJIONIA B CTEHKAX COCYIOB M MEXMBIIICYHOM MHTEP-
CTHIINM B TIEPBOM cCiIydae (BepU(pHIIMpOBaHA CeMcIHasT
MyTals B TeHE TPAaHCTUPETUHA) M B cTpoMe (TTepUKOJI-
JIATCHOBBIN THUII, pUC. 1JI) BO BTOpOM (CIIeabl aMUIonaa
BBISIBJIEHBI TaKXKe B CIAU3UCTON Tipsimoit kuiuku, JTHK-
aHanu3 B pa6ore). [Nammenty ¢ TTR-amumonmosom
nmItanTupoBad MK,

Y tpetbero GonpHOro 50 nmer ¢ CH III cramum,
PECTPUKTUBHEIM THUIIOM TEeMOIWHAMUKH, YMEpPECHHOI
runeprpodueit JIK (14 mm), camxkenvem @B no 41%,
BI'Y6 B kpoBu, aud@y3HbIM CcyO3HIOKApAUATILHBIM
OTCpPOYEHHBIM HakomaeHueM npu MPT, moueuHoit Hemo-
CTaTOYHOCTBIO, TUIIEPIIMIMEHTAalluei KOXHU, YyBelIuue-
aueM COB, BHYTPUTPYIHBIX TUMPOY3I0B, 00CYKIATNCH
aMUJIONI03, TeMOXPOMAaTO3, CAapKOWI03; KIMHHIECKU
¥ IpY OMOTICUM KOXKM, KMpa W KUIIKKW TTOATBEPIUTH MX
He ypanock. Ilpy DMB maHHBIX 3a 3TU 3a00JIeBaHUS
HE TIOJIy9YeHO, BBISIBIICHHI IapBoBHpyc B19, xaoTtmdHOe
pacnioyioxxenne KMILI u ¢pubpo3, 4To mo3BogmiIo pacie-
HUTb COCTOsIHME Kak nepBuuHyto PKMII. boibHoI ymep
BHE KJIIMHUKU; T1aHupyetcs aHanus JIHK.

Hakonen, B omHOM ciiydae DMbB Obuta BBHITIOTHEHA
manueHTke 18 jeT ¢ Hambojee BEPOSITHBIM ITHATHO30M
T'KMII (runeprpodust JIK ¢ TOMIMHON MEXKKeIyI0d-
KOBOI1 reperopoaku 10 16-20 MM 6e3 00CTpYKLIUM U IIPHU-
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Tabnuua 2

HenocpepacTBeHHble pe3ynbTaTbl 3HAOMUOKapAUanbHOU Ouoncum

Pesynbratsl MLP-anarHocTvikn/Mopdonornieckne n3MeHeHmns

BUPYCHbI rEHOM B MMOKapae
napsosupyc B19
BUpYC dnwiTeiHa-Bbappa
BMPYC repneca 4yenoseka 6 Tuna

yTOLLEHNE/CKNEePO3 HOOKapaa
AMMPOrNCTNOLMTAPHBIE MHGUALTPATLI B 3HAOKapae
cy63HA0KapAYanbHbIA/MHTEPCTULMANBHBI/ IMNOMATO3

MHOUNLTPATLI B MHTEPCTULMM (>14 KNeTok)
NMMPOrUCTUOLMTAPHBIE
C NPUMECHIO0 303MHODUNOB
HeTpoduNbHbIe

HEKpO3/M1OoN3/anonTo3 kapavoM1oLMTOB
VMMYHHBI LMTONN3 (Nepunonesunc, SMnepunonesmnc)
MWTO3 B KapAMOMMOLMTaxX

Xa0TNYHOE PacnoNoXeHWe kapanommounTos (disarray)
anctpodus/runeptpodus KapamMoMUoLMTOB
NPOAYKTUBHbIV BACKYANT/CKNEPO3 COCYA0B
0Tek/HabyxaHue MHTEPCTULMS

MEeNIKOO4aroBbIi CKNEPO3 MHTEPCTULMNS
KPYMHOO4aroBbii KapanMoCKIepos
hUBPO3HO-XMPOBOE 3aMeLLEHVE MMOKapaa
PAS-nonoxwrensHas cybcTaHLMs B KapayoMmoLmTax
amunoung,

OTCYTCTBUE U3MEHEHWI

Bcero

3HaKoB ¢uodpo3a mo MPT), omHAKO UHCYJIBT B aHAMHE3€e
Nnpu OTCYTCTBUM MA UM BHyTpuUcepAeYHOro Tpom0Oo3a,
BBIpaxkCHHAs WIIEMMS IIPY HEeM3MEHEHHBIX KOPOHAPHBIX
aptepusix, Bbicokue (1:160-1:320) tutper AT k KMII
¥ BOJIOKHAM IIPOBOISIIECH CHCTEMBI TPeOOBAIN MCKITIO-
yeHMs 00JIe3HEeH HAKOIUICHUS, MUOKAPINTA.

IIpu DMBbB BBIIBIIEHB HEpaBHOMEpPHAs TUIIEpTpodrs
" XaoTnyHoe pacnojoxkenne KMII (puc. 1M), He3Haum-
TeIbHAs JTUM@OTMCTHOLUTAPHAS  HMHOUIBTPAIUS
B MHTEPCTULIMM 1 MIEPUBACKYJISIPHO (B o4yarax ckjaeposa),
HaOyxaHMe SHIOTEIUS, CKJIepO3 W TUATUHO3 COCYIOB,
yto cootBeTcTBOBasio I'KMII. HakoruieHusi He oTMe-
yeHo. [Tokazanuii Kk ummiantauuu MKJI ve 6s110. Yepes
ron OoJbHAs yMepia, IPEOIIOOXUTEIFHO OT MHCYIIBTa
(TT0Ty9aIa KJIOIUIOTPEb).

HemocpencrBennasie pe3yiasratel DMbB y Bcex 50 6016-
HBIX IIPEICTaBJICHBI B TAOIHUIIC 2.

Ha 50 mpoBeneHHBIXx DMb HaMy oTMEUeHHBI 3 cirydas
reMoIieprKapaa, KOTOPHIi ITOTpeOoBal 3KCTPEHHOTO JIpe-
HUPOBaHUs, ¥ OOJIBHOI ¢ OaKTepHaIbHBIM MHUOKAPINTOM
1 MOT OOBSICHSITBCSI BEIPaKCHHBIM OTEKOM M pacILIaBJIc-
HHEeM MUOKapza (3a TocieqHue 4,5 roma 3T0 OCIOXKHEHHE
He MOBTOPsUIOCh) U 1 ciydail mpexoasiiei moaHon AB-
OJIOKaIBI Y TTALMEHTA C TSDKEJTBIM MIOKapIUTOM 1 OJI0Ka-
noit JIHIII, mpoBomunach BpeMeHHast CTUMYJISLIMS,
Ha CJICAYIOIINIA IeHb BBIITOJIHEHA 3aIIaHNPOBAaHHASI paHee

%
24%
18%
4%

2%
34%
4%
42%
76%
74%
4%

2%
36%
6%

2%

6%
86/56%
38/34%
36%
82%
8%

4%

2%

4%

0

100%

nmipianTanyss CRT-D. ¥V takux 60JbHBIX PeKOMEHIYIOT
n30eraTh KOHTAKTa MHCTPYMEHTA C MEXCKETYITOYKOBOM
neperoponkoii [2]. B 5 ciygasix pa3Buiiach mpexomsiiiast
0JToKama IpaBoi HOXKM IydKa [iica, B 2 — peruaus MA;
JKEJIYIOYKOBEIC apUTMHUM BO BpeMsI TIPOICIYpPHl OTMEda-
JIACH TIPAKTUIECKHU Y BCEX OOIBHBIX.

CremyeT OTMETUTD, 9YTO HCOOXOIUMBIM YCIOBUEM 0€3-
ormacHocT ODMDbB gBIgI0TCS MaKCMMAaJIbHO BO3MOXKHAas
KOMITeHCAaIInsI OOJIbHOTO, OTMEHAa aHTHUKOATyJISTHTOB
M aHTUATpeTaHTOB, BBITIOJIHEHHWE OWOIICUM Opuramoi
OITBITHBIX OIEPATOPOB, BO3MOXKHOCTL OIIEPATUBHOTO
npoBefgeHus DxoKIT 1 mpy HeoOXOOTUMOCTH HeMeIeH-
Hasl KapIHOXNPypTrudecKasl MoamIep:kKa; CBOEBpEeMEHHOE
JIpeHUpOBaHME TeMoIllepuKapaa; HabmIoaeHue 3a 00Jb-
HBIM B OTIEJICHMM WHTEHCUBHOI Teparui, MOBTOPHLIN
KoHTposb DX0KI mocie DMB. C 11es1b10 MUHUMA3AIAN
OTeKa MUOKapaa MOXKET BBOIUTLCS TIeKcaMeTa30H; aHTH-
OakTepHabHasl TepaIus He TPeOyeTC .

O6cyxaeHue
Hamr ommeiT BHeapenuss DMbB B creHax crapeitieit
TepalleBTUICCKON KIMHUKKA Poccum mokasaj, 4ro 3TOT
METOJ He3aMEeHHUM B AWArHOCTUYECKOW U JieueOHOM
pabote. Y Bcex 50 6ompHBIX DMB ITXK okazamack nHpop-
MAaTUBHOIM W CHITpajia OIPEACIISIONIYI0 POJIb B BBEIOOpE
TAKTUKH JICYCHUS, XOTSI pe3yiabratTuBHOCTE DMbB JIK
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MPpY MUOKapaAuTe OOBIYHO ObIBaeT BhIIIE [3]. MBI Takke
Habmoganu Oosee sipKue Mpu3Haku mMuokapauta B JIZK
(B omepallMOHHOM, ITOCMEPTHOM MaTepHajie), 4TO Tpe-
OyeT cepbe3HOTO OTHOIICHMS Iaxke K YMEPEHHBIM €TI0
nposieneHusiM B I12K. YcnoBuem BeicoKO# MH(pOpMaTUB-
Hoct OMB TT2K Ham mpencTaBisieTcs 1eJeHaIIpaBiIeH-
HBIII OTOOp Ha IIPOLIEAYPY, KOTOPHIA IpH3BaH MAaKCH-
MaJIbHO TOYHO BEISIBUTH KPYT BO3MOXKHEIX 3a00JIeBaHUIA,
0COOEHHO ITOTCHIIMAIBHO KypaOeIbHBIX.

B psimy Takmx 3aboyieBaHMII MHMOKapma Ha TIEPBOM
MeCTEe CTOUT MUOKAPIUT. Y YacTH OONBHBIX BepU(bUKALIHST
5TOTO AWArHO3a MOXKET PagvuKaJIbHO M3MEHHTH ITPOTHO3:
cpeau HallMX nauueHToB ¢ cuHapomoM JIKMII, y 6onib-
LIMHCTBA U3 KOTOPBIX BISIBIEH MUOKAPIUT, He MeHee 60%
MOIJI pacCMaTPUBAThCS KaK KaHIWIATHI Ha TPAaHCIUIAH-
Taluio cepala (oHa Mpeiarajacb MHOTMM M3 HUX Kak
eIMHCTBEHHBIN MeTox iedeHmsT). Ha ceromnast ymepiu Tpoe
(10%), B T.4. omuH mpu otkaze or MKJI, mepecagka
He BBITIOTHEHA HU pa3y: PoJIb JIeYeHUsSI HECOMHEHHA.

Ilo maHHBIM KaHAACKMX aBTOPOB, M3y4YaBIIMX 3KC-
IUTAHTAUPOBAaHHBIC CepIia ITOCIIe TIepeCaaKy, IIPX HeUIIe-
MHMYECKMX 3a00JICBaHMSIX PACXOXACHHE MOPGhOIOTHIC-
CKOTO A1arHo3a ¢ KimHudeckuM orMedeHo B 30% (8 100%
npu AJITXK, remoxpomMaTose, TMTaHTOKJIETOYHOM MUO-
Kapaute, B 15-25% — npu Apyrux MuoxkapauTax, B 83% —
rpu capkougose u B 18% — npu I'KMIT) [12]. Y GoabHBIX
C apUTMUYCCKUM MMOKAPIUTOM ITOKa3aHO, UTO OTCYT-
CTBHE IMArHO3a IO PaINOYaCTOTHOM a0Iai KeITyI0UYKO-
BBIX apUTMUIA CHIDKaeT ee apdexTuBHOCTD [13].

Jannbie E. Arbustini et al. ToBOpST 0 TOM, UTO Cpeau
601 GompHOro ¢ “mmmomarmueckoit” CH mwmoxapaur
MoATBepKaeH julib B 4,3%, Ho yxe B 42,1% — cpenu 38
MMAIIeHTOB C BHICOKOM BEPOSTHOCTBIO MUOKapauTa [14].
Bricokast yacToTa IoATBepXKIACHNS MIOKApIUTa B HaIIei
pabote (82,6%, xpoHudeckoro — B 68%) ITOKa3BIBAET,
YTO HEWHBA3WBHOE OOCJIeHOBaHUE OBLIO JOCTATOYHO
pe3yIbTaTUBHO. Bo3HMKaeT BOIpoc — a HyXXHA JIX 3TUM
1 TIOCJIEAYIOIINM OOJTBHBIM O6moricus? besycioBHo, qua-
THO3 MHUOKapauTa (0COOEHHO OCTPOTO, TSKEJIOro, IpHU
HaJIMINU CBSI3U KapAUaJIbHBIX CHMIITOMOB C MH(PEKITHEi,
BBICOKMX THUTPOB aHTHKamWadbHBIX AT) MOXeT OBITh
¢ OOMIBIION BEpOATHOCTHIO ITOCTaBJieH 0e3 DMB.

OmHako TOJNBKO OWOIICHS Iaja HaM BO3MOXHOCTH
TOYHO OLIEHUTH €TO0 aKTUBHOCTH, OOHAPYXKUTH BUPYCHBI
TeHOM B MHUOKapJe, ITOJIYINTh YBEpEHHOCTH IIepel Ha3Ha-
yeHHneM HebOe3omacHou Teparmmu. [loka MBI HHM pasy
HE CTOJKHYJIHNCh C TUTAHTOKJIETOUHBIM MMOKAPIWUTOM,
KOTOPBIT He MOXET OBITh TMATHOCTHUPOBAH KIMHWYCCKU
" TpeOyeT KpaifHe arpeCCMBHOM Tepaltni, HO HaOJIIomaIn
CTOJIb XK€ PEAKUI XpOHUYECKMI OaKTepuaIbHbIA MUOKAp-
IuT: 10 DMDbB nmrarHosa 1 ameKBaTHOTO JICUCHUS Y Talld-
SHTKHU He ObLIO, B T.4U. M B HAIlIeil KIIMHUKE.

Y OOJbHBIX C JIJUTEJbHBIM aHAMHE30M CHHApOMa
JAKMII MbI paccMaTprBaaIy MUOKAPAUT JIUIIb KaK BEpPO-
SITHBIM, OH BceTma TpeOyeT MONTBEPKICHUS; Y ITUX XKe
MMAIIMeHTOB 0Ka3ajlaCh MaKCHMAaJIbHOI YacTOTa BEHISBIIC-

HUs BHPYCOB B MHMOKapae. To e KacaeTcs M ClydJacB
mudbepeHIIATbHON IUarHOCTUKY MHOKapaWuTa, TeHe-
THYECKNX KapANOMUONATUI, MX COYCTaHMI, BeprprKa-
oy MAOKapauTa y namreHToB ¢ MBC 1 BpoXKOeHHBIMU
nopokaMu cepaua. Toabko DMB mo3BossgeT cTaBUTH
JINATHO3 “TIOCTMUOKAPINUTIYECKUI KapanOCKIIepo3”: 6e3
OMOIICHY UCKITIOYNTH COXpaHEeHNE aKTUBHOCTH IIpoIlecca
¥ OTBEPTHYTH JICUCHNE OYCHD CIOXHO.

B 10 ke BpeMsI MBI He BUIUM HEOOXOTMMOCTH BHITION -
HeHusg DMbB manuenTaMm ¢ MHPapKTOITOJOOHBIM OCTPHIM
MHOKapIUTOM (00 OTCYTCTBMHU 3TOTO CIICHAPUS B PYKO-
BoacTBe 2007T OYeHB COXAJCIOT aBTOPHI PEKOMEHIALIMIA
no muokapauty 2013r): oH Jydlle APYruX BapHaHTOB
IUATHOCTHPYETCS 110 KIIMHUIECKON KapTWHE W TaHHBIM
MPT, B G0OBLIMHCTBE ClyyaeB MpoTeKaeT 0J1aronpusiTHO
W He TpeOyeT arpecCHBHOTO JedeHUsS (peyb HE HIeT
0 MacCMBHOM HEKpO3¢ B JIcOIOTE TSKEJIOTO MUOKApANTa,
a10 mHas (opma). Topasmo BaxHee MOpP(OIOrTIECKOe
TIOATBEPXKICHNE BaCKY/INTA IIPU XPOHUMUECKON MUKPOBa-
CKYJISIPHOI WIIIEMUU.

Hakonen, 6e3 DMbB oka3amoch HEBO3MOXHO MOJ-
TBEPKICHNE WX UCKITIOUCHIE N30JIMPOBAHHOTO aMHJIO-
nmo3a cepaua. Ilpu tummanoit TKMIT (¢ acummeTpmd-
HOU runeprpodueil TMeperopoaku, OOCTPYKIIUEH,
MBIIIICYHBIMA MOCTHUKAMHK) BEITIONHeHNe OMB, mo-
BUOVMMOMY, HEIeJIeCO00pa3HO, OMHAKO NPU HaJIMINU
1 dy3HOM, BHIPAXKCHHON THIIEPTPOPUM, CHUKCHUU
DB, Bonbraxka koMIiekcoB QRS, mosgBieHnn maToyoru-
gecKnX Q, CHCTEMHBIX IIPOSIBIICHHSIX HEOOXOIMMO
HNCKIIIOYCHIEe NHPUIBTPATUBHEBIX 3a00JI¢BaHNI U 00JIe3-
Heil HakorwieHus. Tak, mpu DMbB y 124 manmeHTOB
¢ “I'KMII” onu 6summ BeisiBiieHH B 37,1% [15]. Kpome
TOTO, y MalUEHTOB C jAekoMIleHcupoBaHHOW ['KMII
OoOHapyKuBajIl MUOKapauT [16].

Ha ocHoBanum comnocraBieHusd AaHHBIX OMDbB
(a TakKe MHTPAOTIC PAIIMOHHBIX OMOTICHI 1 ayTOIICUITHBIX
IAHHBIX Y O00JMBHBIX ¢ cumHApoMoM HKMII) ¢ mpyrumm
MeToHaMM OOCJIemOBaHUS HaMH pa3paboTaH aJTOPUTM
HEWHBA3MBHOM MTMATHOCTMKN MWOKApIWTa, OIMMCAHHBIN
panee [17]. YTouHeHMEe 3HAUMMOCTHU OTHEIbHBIX KpUTE-
pPUEB M COBEPIICHCTBOBAHWE aJTOPATMA B IIEJIOM IIPO-
IOoKaloTCsl, omHaKo DMDbB, BHe BCSIKOTO COMHEHWS,
COXpaHMWT IUISI HAC CBOE 3HAUYCHUEC.

Ha ceromasmHmii meHp HAIIM TTOKA3aHUS K IIPOBEIe-
a0 OMB ¢ ygeToM IIproprTeTa HO30JI0TMUSCKOTO TIPIH-
LMIIa MOTYT OBITh C(hOPMYIMPOBAHEI CIICAYIOIINM 00Pa30M:

* BBICOKAs BEPOSITHOCTb MUOKApAWTa B COUYETAHUU
C PE3UCTECHTHOCTBIO KIMHMYECKMX CHMIITOMOB (B TEp-
By10 ouepenb, CH) K cTaHmapTHOM KapIHOTPOITHOI Tepa-
1Y, B T.9. TIPY HEBO3MOXHOCTHU ¢¢ Ha3HAUCHMS B TIOJI-
HOM 00BbeEME;

*  HEOOXOIMMOCTDH MOATBEPXKACHYS WA UCKITIOYCHUS
MMOKApANTA TIPH CpeIHE M HU3KOM €r0 BEepOSITHOCTH,
€CJIM 3TO MOXET CYIIIECTBEHHO IOBJIMSITE Ha JICUCHHE;

* HEOOXOOMMOCTb YTOYHEHHS MOP(POITOTHICCKUX
XapaKTepUCTUK MUOKApANTa, 0COOCHHO P OTCYTCTBUN
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reHoMa KapIUOTPOITHBIX BUPYCOB B KPOBH (aKTUBHOCTD,
HaIMgue 303MHO(DMIOB, IMMYHHOTO IIMTOJN3a, BacKy-
JmMTa, JHUIIOMAaTo3a, KapIWOCKJIepo3a, BHPYCHOTO
reHoma), B T.4. ONpeAe/sIIoIINX Ha3HAYeHUE arpeccuB-
HOTO pexXrMa MMMYHOCYIIPECCUBHOM TepaIim;
HEOOXOMMMOCTh BepHM(PHUKAIINM  CapKOUI03a
cepalia Mpy HEBO3MOXKHOCTH MOATBEPAUTh 3TOT AUArHO3
C MOMOIIBIO OUOTICUU IPYTUX OPTAaHOB;

* BBICOKAsl BEPOSITHOCTh MMOKAPAWUTA Y OOJBHBIX
C TEHETUYECKUMU KapANOMHUOIIATUSIMU, BPOXICHHBIMU
mopokaMu cepana, MbC 1 mpoynMu ycTaHOBICHHBIMU
3a00JIeBaHUSIMM CEPIIIA;

*  Heob0XOaMMOCTb BepU(UKALIMU WM UCKIIOYEHUS
nuarHosa AJIT2K, amunonnosa, 0oJie3Heil HAKOIUICHUS,
€CJI TO HEBO3MOXHO HEMHBAa3WBHBIMH METOIAMMU JIMOO
C TMOMOILBIO OUOTICUU IPYTUX OPTAHOB;

* HeobXomMMOoCTb BepudUKalUu J0O0ro Apyroro
MIpeIToIaraeMoro 3a00J1eBaH1sI MUOKapa, ITOATBEePKIe-
HHE KOTOPOTO CYIIIECTBEHHO ITOBIIMSIET Ha JICUCOHYIO
TaKTHKY;

* HEOOXOIMMOCTh PEIICHHUS BOIpPOCAa O CPOUYHOU
TPAaHCIUIAHTALUU CEePALia MPU KPaiHEe TSKEJIOM TEUEHUU
OCTPOTO MUOKAPINTA;

* yTOYHEHHWE  ITIO0Ka3aHUI/TIpOTUBOIIOKA3aHUI
K XUPYPIUYeCKMM BMEIIATEIbCTBAM (pagrodacTOTHAS
abanysl, UMIUTAHTAIIAST Pa3IMIHbBIX YCTPOMCTB, peKOH-
CTPYKTUBHBIC OIlepalliy, TPaHCIUIAHTAIIAS CepaIa)
1 CPOKOB VX BBITIOJIHCHHS,

* BBICOKAs 3HAYMMOCTH ITOCTAHOBKM HO30JIOTHYEC-
CKOTO ITMAaTrHO3a M OLICHKU KypaOeJbHOCTH 3a00JIeBaHMS
IS TIpoeCCHOHATBHOM Kapbephl IMallMeHTA.
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OIlpaBIAaHHOTO O0TOOpa Ha MPOILEIypy; JaHHBIC OMOIICUHI
IOJDKHBI WHTEPIPETUPOBATHCS  CIICITHAIICTOM-MOPGhO-
JIOTOM B TECHOM KOHTAaKTe ¢ KIIMHUIIUCTAMM.

2. puHun otbopa Ha DMB momkeH OBITH HO30JI0-
TUYECKNUM, C HCIIOJb30BAaHMEM BCEX BO3MOXKHOCTEH
HCWHBA3MBHOM IMArHOCTUKM MMOKapauTa (BKIIOYas
pa3paboTaHHBIN HAMM aJITOPUTM) ¥ MHBIX, B IIEPBYIO OUC-
penb TeHeTHIECKNX, 3a00JIeBaHIA MIOKap/Ia.

3. B momoiHeHWME K CYIICCTBYIOIIMM CIICHAPUSIM
1enecoodpa3Ho BhEITIOJNIHeHMe DMbB npu Hammumm K-
HUYECKY 3HAYMMOU UIIIEeMUH Y TAIIMEeHTOB C HEM3MCHEH-
HBIMU KOPOHAPHBIMU apTepUSIMH, a TAKKE IIPU 000CHO-
BaHHOM ITOIO3PEHUM HAa MHOKApOUT Y OOJIBHBIX C TeHE-
TUYECKMMHU  KapIMOMHUOIIATHSAMH, BPOXKICHHBIMUA
nopokamu cepaua, UbC 1 ApyruMu yCTaHOBJIEHHBIMU
3a00JIeBaHUSIMU Ceplia.

4. Naauele DMbB ormpenensior He TOJIBKO BBIOOD
MEINKAaMEHTO3HOU TepaIlii, HO M MOKa3aHUs K MHTEeP-
BEHIIMOHHBIM Y XUPYPIrUICCKUM METOIAM JICUCHUS.

5. HambGomee mnenecoodbpa3Ho BuITIoJHeHHMEe DMBbB
B COBpPEMEHHOM TeparieBTUUECKON KIIMHUKE (BJIaICIOIICi
VHTEPBEHIIMOHHBIMU METONAMU U pabOTaloLIEeil B Tec-
HOM KOHTaKTe¢ C KapOUOXHpypramu), TIe MOTYT OBITh
OCYILIECTBJIEHBI BCE 3Tallbl IUArHOCTUYECKOIO IOMCKA,
JICYCHUST M [JIUTEIHLHOTO HAOMIONCHMS 3a ITAllMeHTOM
TepaleBTaMU-KapaUoJIOTaMH, XOPOIIO 3HAKOMBIMH
C HEKOPOHAPOTeHHBIMH 3a00JICBAaHUSIMI MHOKapa.

baazodapnocmu. Bripaxaem WCKpeHHIOIO Ojaromap-
HocTh mpodeccopam C.A. AdbyroBy, M. B. Ilypenkomy
(PHLIX mMm. B.B. IIetpoBckoro), k.M.H. A. lO. 3aiitieBy
n A.IO. Croiime, mpodeccopy B.II. CemoBy, K.M.H.
A.W. KarkoBy (Ilepserit MI'MY um. 1. M. CeueHoBa),
K.M.H. A.E. JlonnukoBy u K.0.H. B.B. KamouHukoBoit
(000 “IHK-mrarHoctnka”).

Egorov DF, Adrianov AV, Malkina EV. Endomyocardial biopsy of the right chambers in
children with progressive cardiac arrhythmias and conduction disturbances. SPb .
Chelovek, 2006, 96 p.

Vasichkina ES, Mitrofanova LB, Tatarsky RB, et al. Endomyocardial biopsy of the right
chambers in children with progressive cardiac arrhythmias. Vestnik of Arrhythmology,
2014;76: 17-23.

Luk A, Metawee M, Ahn E et al. Do clinical diagnoses correlate with pathological diagnoses
in cardiac transplant patients? The importance of endomyocardial biopsy. Can J Cardiol.
2009; 25(2): e48-54.

Grochotova WV, Lebedev DS, Mitrofanova LB. The effectiveness of radiofrequency
ablation of ventricular tachyarrhythmias in patients with latent myocarditis. Abstracts IIl
All-Russian scientific-practical conference with international participation “Noncoronary
heart disease: diagnosis, treatment, prevention”, 2011: p. 20.

Arbustini E, Gavazzi A, Dal Bello B et al. Ten-year experience with endomyocardial
biopsy in myocarditis presenting with congestive heart failure: frequency, pathologic
characteristics, treatment and follow-up. G Ital Cardiol. 1997; 27(3): 209-23.

Frustaci A, Russo MA, Chimenti C. Diagnostic contribution of left ventricular
endomyocardial biopsy in patients with clinical phenotype of hypertrophic cardiomyopathy.
Hum Pathol. 2013; 44(1):133-41.

Frustaci A, Verardo R, Caldarulo M et al. Myocarditis in hypertrophic cardiomyopathy
patients presenting acute clinical deterioration. Eur Heart J. 2007; 28(6): 733-40.
Blagova OV, Nedostup AV. Modern masks of myocarditis (from clinical syndromes to
diagnosis). Russian Journal of Cardiology, 2014, 5 (109): 13-22.

92





