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MWOKAPAUT KAK SAKOHOMEPHbIA ®EHOMEH Y BOJIbHbIX C NEPBU4HbIM HEKOMMAKTHbIM
MWOKAPAOM: AUATHOCTUKA, JIEYHEHUE U BJIUAHUE HA UCXOAbl
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Llenb. OueHUTb 4acTOTY MMOKapANUTa Y B3POCbIX GOSbHBIX C HEKOMMAKTHBIM MUO-
kapaom (HKM) nesoro xenygouka (JIX), ero BausHue Ha TeueHne 3abonesaHus,
pesynbTaTthl 1e4YEHUs U UCXOLbI.

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

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

MANAGEMENT AND INFLUENCE ON OUTCOMES

Blagova O.V., Pavlenko E.V.', Varionchik N.V.", Nedostup A.V.',
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Aim. To evaluate the prevalence of myocarditis in adult patients with non-compaction
myocardium (NCM) of the left ventricle (LV), and its influence on the disease course,
results of treatment and outcomes.

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

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

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

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

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

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

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

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

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

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

MaTepuan n metopapl

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

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

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

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

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

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

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

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

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

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

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

Pesynbrathbl

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

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

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

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

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

TN

2

10%

25%

|
B be3 Muokapaura

I MuokapauT 1o JaHHEIM GUOTICHHU (BUPYC-TIO3UTUBHEINA)

B Muokapaut no naHHBIM GUOTICUM (BUPYC-HETaTUBHBIIT)

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

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

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

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

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

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

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

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

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

KnuHunyeckmin npuaHak HKM ¢ Mnokapautom

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

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

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

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

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

nn, cm 4,4+0,8

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

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

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

HKM 6e3 mnokapauta
60,4%

J0CTOBEPHOCTb pa3nuyumii
HA,

47,5+16,3 net HO

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

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

OTMe4deHBI BEIpaKEHHBIE M JOCTOBEPHBIC Pa3UMS:
npucoenHeHne muokapanta K HKM B mo6oii ero gpopme,
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Cpok (MecsILIbl)

Puc. 3. BnvsiHie MokapamTa Ha 4acToTy JOCTUXEHWS OCHOBHBIX KOHEYHbIX TO4YeK Y 60MbHbIX ¢ HKM.

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

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

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

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

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

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

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

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

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

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

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

OGcyxpeHue

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

[l Vicxomnas CIUIA
[[] Koneunas CIJIA

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

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

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

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

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

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

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

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

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

Xyomwii IpoTHO3 ¥ OOJIBHBIX ¢ MUOKAPIUTOM, yCTa-
HOBJICHHBII B HallleM HMCCJICIOBAaHUM, HE 03HAYACT, YTO
JIedeHWe MUOKapauTa He maeT addekTa M He TOJLKHO

51



Poccuiickuin kapayonoruyeckuin xypHan N2 2 (154) | 2018

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

MmuoKapauT SIBIISICTCS TUITMYHBIM (DeHOMEHOM, KOTO-
PBIi 3aKOHOMEPHO pPa3BUBACTCS y OONBHBIX C IIEPBUI-
HBIM, B T.4. TeHeTUYecKn BepudummpoBaHHbiM, HKM:
cpemr 103 B3pOCTBIX IMAIIMEHTOB OH IWATHOCTHPOBAH
B 53,4%, B T.4. BUPYC-IIO3UTUBHLINA y 32,7% W3 HUX,
C TpUMEHEHHEM MOpPQOIOTNISCKOTO HWCCICTOBAHMS
MuoKapaa — y 19 6onrpHBIX. YacToTa MHOKapAWTa OTIIM-
yaeTcs IpU pa3HbIX KIMHUYECKMX BapuaHTax HKM
u coctaBisieT 44,4% mnpu aputmudeckoM, 12,5% mnpu
XPOHMYECKOM MIIEMUYECKOM BapuaHte, 57,5% mnpu
AKMII u 50,0% y 6onbabix ¢ HKM B couetanuu ¢ apy-
TUMM KapIUOMHOIATUASIMHA; TP OECCUMIITOMHOM Bapy-
aHTe MMOKApIuUT He BcTpedaicsd. OCOOBIMU KIIMHHUYE-
CKUMU (DOpMaMU SIBJISIIOTCSI OCTPHIN/TIONOCTPHIA MMO-
KapauT y OonbHbiXx ¢ HKM, kak mnpaBuio, paHee
He auarHoctupoBaHHbIM (10,7% Bcex HALMEHTOB),
a TakXe OCTpbI Hekpo3 (MHdapkT) Muokapaa (4,9%).
IMpupona muoxkapaura npu HKM MoxeT ObITh paznnyHa
(TtepBUYHBIN WHGOEKITMOHHO-UMMYHHBIN, BTOPUYIHBII
B OTBET Ha TCHETMYECCKOE/MIIEMUIECKOE ITOBPEKICHUE
KapAMOMHOIIMTOB), OOHAKO HE3aBUCHMO OT 3TOTO MHO-
KapauT MIPUBOINT K JOCTOBEPHOMY YXYAIICHUIO CTPYK-
TypHO-(DYHKIMOHAIBHBIX ITOKAa3aTelieil, YBEIMICHUIO
JaCTOTHI XKM3HEYTPOXKAIOIMINX apUTMUI, UCXOHOOB (CMEPThH
+ TpaHCIUTaHTAIIM, OIpaBOIaHHBIC CpadaTHIBAHUS Oepu-
OPWLISITOPOB) M TpeOyeT aKTMBHOM 0a3MCHOI Tepallvi.
Tonpko y OOTBHBIX C MUOKAPIUTOM B Pe3ybraTe KOM-
TUIEKCHOI (0a3MCHOM 1 KapIUOTPOITHO) TepaItmd OTME-
YeHa JOCTOBepHas IoJoXuTeIbHasa nuHaMuka OB, KO
JIK n CIJIA. MmeroTcst TakkKe OCHOBaHUS JJjIs1 OoJiee
panHero HazHadeHUA Tepanun XCH y 6ompHBEIX ¢ HKM
0e3 MIOKapanTa M BEIPAXKCHHOM ANCHYHKIINN MIOKapIa
Ha MOMEHT ITOCTAHOBKH AMArHo3a.
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