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Llenb. Pa3paboTatb KOMMNEKCHbIFA KIHMKO-MOPGONOr4eckmin NOAXOL K HO30M0M4eCKor ANAarHOCTHKE W NIEYeHII0 <MAKONAaTUHeckx» aputMumi (VIA) 1 cuHapoma aunata-
LMoHHOW Kapaviomuonatum (AKMIT).

Martepuan u metofbl. B ocHoBHYI0 rpynny BkiiodeHo 320 6ombHbix: 190 ¢ UA (117 xeHwwmH, Bospact 45,33+14,84 net) u 130 ¢ cnngpomom AKMIT (41 xeHuwuHa, Bo3-
pact 46,89+12,50 ner), B KoHTpOnbHYto 51 yenosek (nauvenTs! ¢ VIBC, nopokamu, rnepTpodu4eckor KapamoMmyonaTien, KOTopbIM BbIMOHEHA OMepaLs Ha OTKPLITOM Cepf-
Ue, 300poBble A06POBOMbLbI). [TOMUMO CTaHAAPTHLIX UCCIIENO0BAHI, BLINONHSANMCH ONPeeNeHe YPOBHS aHTUKapaKansHbix aHTuten (185 6obHbIx ¢ A 1 122 ¢ AKMI),
CepoaMarHocTvKa BUPYCHom nHdekumn (166 1 122), MynsticnupansHas KoMmsiotepHas ToMmorpacdus (42 1 88), MarHWTHas pe3oHaHcHas Tomorpacms cepaua (411 22), ko-
poHaporpacws (19 1 54), broncws /ayToncus Mokapaa (19/0 1 33/9).

Pesynbrartbl. 10 JaHHbIM MOPHONOrNYECKOro NCCNefoBaHUs MHDEKLMOHHO -UMMYHHbIA MUOKapAWT BbifBneH y 78,9% BonbHbix c MA My 66,7 % BonbHbix KM, aputmo-
reHHas AMCrnasvs npasoro xenypodka —y 5,3% vy 4,8% GonbHbIX, COOTBETCTBEHHO. Y OCTanbHbIX OOMbHbIX BbISBNEHbI APYrie reHETVYeCKUe KapavoM1onaTim, B T.Y. B CO-
YeTaHWM C MMOKapAUTOM. HacToTa 0OHapyXeHws B1PYCHOro reHoMa B Muokapge npv VA, KM v B koHTponbHoW rpynne coctasuna 17,6%, 66,7% v 77,1%, COOTBETCTBEH-
Ho. OfHaKo B rpynne KOHTPONs [IOCTOBEPHO HUXeE ObInn HYacToTa MUOKapAMTa W TUTPbI aHTVKapAManbHbIX aHTUTEN, MEXAY KOTOPbIMU OTMeYeHa TeCHast KOppensLmus B OCHOB-
HoW rpynne. Pa3paboTaH anroprTM HeMHBA3MBHOW HO30MOMYECKO AMarHOCTVKM, C MOMOLLbIO KOTOPOro AnarHo3 nocrasneH 95% 6onbHbiM ¢ MA 1 89% ¢ IKMI.
3aknioyeHue. [pu VCronb30BaHUM KOMMIEKCHOTO KIIMHUKO-MOP(ONOrM4eckoro nofaxoaa Hosomorudeckas npupoaa A 1 cuippoma KM MoxeT ObITb ycTaHoBNEHa Y 60Mb-
LIVMHCTBA NaLMEHTOB.

KnioyeBble cnoBa: MAMonatuieckyie apuTMiW, AUNataLMoHHas KapAMoMVONaTyis, MAOKapAWT, SHOMVOKapAabHas broncus, aHTMKapamanbHble aHTUTena.
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Clinical and morphological approach to diagnosis of "idiopathic" arrhythmias and dilated cardiomyopathy syndrome as a basis for differentiated therapy.
Part | (Diagnostics)
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Aim. To develop a comprehensive clinical and morphological approach to the nosological diagnosis and treatment of “idiopathic” arrhythmias (IA) and the syndrome of dilated
cardiomyopathy (DCM).

Material and methods. Patients (n=320) with IA (n=190; 117 women, age 45.3+14.8 years) and DCM (n=130, 41 women, age 46.9+12.5 years) were included in the main
group. 51 people (patients with ischemic heart disease; heart valve disease, hypertrophic cardiomyopathy, who underwent open-heart surgery; healthy volunteers) were includ-
ed in the control group. Along with the standard tests evaluation of the level of anti-heart antibodies (185 patients with IA and 122 with DCM), viral serology (166 and 122),
multispiral computed tomography (42 and 88), cardiac magnetic resonance imaging (41 and 22), coronary angiography (19 and 54), myocardial biopsy/autopsy (19,0 and
33/9) were performed.

Results. According to morphological study infectious-immune myocarditis was found in 78.9% of IA and 66.7% of DCM-patients, arrhythmogenic right ventricular dysplasia -
in 5.3% and 4.8% of patients, respectively. Other genetic cardiomyopathies, including combination with myocarditis were revealed in other patients. The frequency of the viral
genome detection in the myocardium in 1A, DCM and the control group was 17.6%, 66.7% and 77.1%, respectively. However in the control group the incidence of myocardi-
tis and anti-heart antibodies titers were significantly lower, while in the main group a strong correlation between myocarditis and anti-heart antibodies titers was found. The al-
gorithm of noninvasive nosological diagnostics was developed; it allowed to verify diagnosis in 95% of IA patients and 89% DCM patients.

Conclusion. Nosological cause of 1A and DCM syndrome can be diagnosed in most patients by using an integrated clinical and morphological approach.

Key words: idiopathic arrhythmia, dilated cardiomyopathy, myocarditis, endomyocardial biopsy, anti-heart antibodies.
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bnarosa Onbra BnagummnpoBHa — [.M.H., JOLEHT Kagenpsl
akynbterckovi Tepanm Ne 1 neyebHoro ¢akysnsrera Mepsoro MIMY
nm. .M. CeveHoBa

Hepoctyn AnekcaHap BukropoBu4 — .M.H., npogpeccop
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avpextop DakysbTeTckov TepaneBTn4eckou KImHWKu uM. B.H. BuHo-
rpagosa v HOKL aputmornorum Mepsoro MITMY ym. U.M. CedeHoBa

B HacToALLee BpeMs, HECMOTPS Ha 3Ha4YUTENTbHOE YCO-
BEPLUEHCTBOBaHME MeToA0B NabopaTopHOM U UHCTPY-
MeHTanbHOW AMarHOCTUKIM, BO MHOMX CJTyHasx COXpPaHseTcs
CUHAPOMHbIV MOAXOA K MOCTaHOBKE AMArHo3a 1 1e4YeHmio.
OpnHUMUK 13 Hamnbornee YacTo BCTPEYaIoLLMXCS U 3TUOSO-
rMyecku Hanbonee HeoLHOPOLOHbIX CMHIPOMOB B Kap-
OMONOrMK SBNSIOTCA Tak Ha3biBaeMble mamonaTnyeckme
(c HeycTaHOBRIEHHOW NpUHKMHOM) apuTMUK (UA), 1 He cBsi-
3aHHas C rMnepToHKMen, MOPOKaMM CcepaLa 1 MLLEMUHECKOM
BonesHbio cepaua (MBC) amunataums Kamep cepaLa co CHU-
>KEHVEM €ro COKPaTUMOCTK, KOTopast OObIYHO pacLeHu-
BaeTCs Kak OmnaTtaumoHHas kapavomuonatus (OKMIT).
BmecTe € TeMm, BbISICHEHME STUONOTMN 3TUX CUHAPOMOB B
KaX[OM KOHKPETHOM CJly4ae MOXeT MMeTb peLlatoLLiee
3Ha4eHKe Ans BbIOOpa TakKTUKM MEAMKAMEHTO3HOMO U XU-
PYPr4eckoro nevyeHus.

Yacrota A konebnetcs ot 3-17% 0o 20-45% ons Mep-
uatenbHor aputMum (MA) [1,2] 1 o1 5% ao 10-30% ans
Kenyao4KkoBbIX HapyweHun putma [3,4]. Pacnpoctpa-
HeHHoCTb cnngpomMa AKMIT B Poccum coctasnset 0,25-
31,7% cpenu BOMbHbBIX C XPOHWUYECKOW CepaedYHON He-
[0CTaTo4HOCTBIO (XCH) [5], OH ABAAETCA MMaBHOW NpnYn-
HOW, Bepyllen K nepecafke cepaua (65%, [6]). OOb-
eanHeHne A n cungpoma IKMIT B pamkax HactosaLero
nccnenoBaHNMa He Cly4anHo: NpW onpefeneHHon nonsp-
HOCTW KITMHUYECKMX NPOosiBNeHniA (OT Hepeako beccmn-
TOMHbIX HaPYLUEHWNA pUTMa Y DOMbHbIX CO CTPYKTYPHO He-
N3MEHEeHHbIM cepALem 4O TaXenom ANchyHKUMM M1O-
Kapfa) B VX OCHOBE MEXWT OfIMH 1 TOT Xe CNeKTp TPyaHO
Pacno3HaBaeMbIX MPUYKMH, YTO ONpenenseT equHCTBO An-
arHOCTMYECKOTO W TepaneBTUHeCcKOro NOAX040B.

MonbITKX yCTaHOBNEHUs 3Tnonornm MA, ocobeHHo ¢
NpYMEHeHEeM 3HOOMMOKapAManbHor bruoncum (3MB),
HEMHOIOUYNCNIEHHbI 1 MPOTUBOPEYMBLI: B €AMHUYHbBIX pa-
Ootax npy MA MVOKapaUT BbISBAANN B 66% Orontatos
npencepami [7], Npu XKenyao4KoBbIX apUTMMSX HacToTa 00-
Hapy>XeHWs NPU3HaKOB MVOKaPAUTa, KapaOMMONATUAN 1
HopMbl konebanack ot 0 o 80% [8-10 v ap.]. MonbITkK
FOBOPUTb O BOCMANUTENBHOM 3TMONOrum VA Tonbko Ha oc-
HOBaHMI NOBbILLEHNS YPOBHSA C-peakTnaHoro benka (CPB)
1 LMTOKMHOB B KPOBM He 000CHOBaHbI. [1pyrov Npu4Hon

OcunoBa KOnusa BanepbeBHa — acrivpaHT TOV Xe Kagenpbl
Cepnos Bcesonopg MapncoBuy — [.M.H., pogeccop Kkapenpsl
nyqesou anarHoctyku [epsoro MITMY vim. U.M. CeqeHoBa
KynpussHoBa AHHa [eHHaAbeBHa — K.M.H., B.H.C. labopatopuu
UMMYyHormctoxumim OHL| TpaHCMAaHTONOMM 1 UCKYCCTBEHHbIX
OpraHoB UMeHW akagemuka B.V. LLlymakoBa

3anigeHoB Bnagumup AHaTonbeBuY — K.M.H., C.H.C.

TOUi XXe naboparopum

JHoHHukoB AHape EBreHbeBUY — K.M.H., C.H.C.

HIN® «[JHK-TexHonornsg»

KapgoyHvkoBa BnagucnaBa BuktopoBHa — K.6.H., C.H.C.

Tovi xe HIT®

VA sBnsioTcs reHeTudeckne 3aboneBaHns (kaHanonatnm
M np.), KINVHUYeCKas AUAarHOCTVKa KOTOPbIX CIIOXHA.

Y 6onbHbIX ¢ cuHapomMom AKMIT 4acToTa oWMOO4HbIX
ImarHo3oB fgoctiraet 30% [11]. Mpw Broncnm Yactota 06-
Hapy>XeHWUs M1okapamTa konebnetcs y H1ux ot 0 4o 67%,
4acToTa BbIABNEHWS BUPYCHOro reHoma ot 11,8 1o 67,4%,
B T.4. B rpynnax KoHTpond — ot 0 40 85% [12-16]. Jnwb
B mtone 2013 1. ObIny onydnnkoBaHb! NepBble eBponenckme
pekoMeHAaLLMM MO ANATHOCTUKE W NIEYEHWIO MUMOKapamTa
[17], xOTOpble ABNAIOTCA COrNalleHnemM BeayLnX eBpo-
MenCKMX 3KCNEPTOB 1 He COAeP>KaT ypOBHeN foKa3aTeb-
HOCTM B CBSA3U CO CKYAHOCTbIO foKa3aTenbHown 6asbl. Mc-
X0[s1 M3 COOCTBEHHOTO OMbiTa, IKCMEPThI HACTAWBAIOT Ha TOM,
YTO «30M0TbIM CTaHOAPTOMY B AINATHOCTUKE MUOKapAUTa
octaetca DMb. OfHaKo ee NpoBefeHVe Janeko He Bceraa
BO3MOXHO, @ KOPPENALMUN KIMHUYECKMX 1 Mopdhonori-
YeCKMX JaHHbIX M3y4YeHbl HEAOCTaTO4HO.

Bce 310 menaet HacTosLLee 1cceoBaHMe BeCbMa aK-
TyanbHbIM. Ero Lenblo crana pa3paboTka KOMMIeKCHOro Kimi-
HMKO-MOP@ONOrM4eckoro NoaxoAa K HO3010rMYeCckon
AMArHOCTUKE U NNeYEHMIO «MONONATUYECKMX» apUTMUI 1
cnHgpoma OKMIT.

MaTtepwan v metopl

B ocHOBHy!O rpynny 1ccnenoBaHvis BklodeHo 320 6orib-
Hbix: 190 c A (117 xeHwmH) 1 130 c cuHapomom AKMI
(41 XeHwmHa). Kputepusmu BKIKOYEHNS ObiNn BO3pacT
oT 16 NneT; BCe apUTMUM, KPOME MU30NMPOBAHHBLIX CUH-
I POMOB NpenBo3dyxaeHNs 1 AB y3noBon Taxnkapamm, B
COYEeTaHUM C KOHEYHbBIM AMAaCTONMYECKM Pa3MepoM fe-
Boro xenypoyka (KAP JIX)<5,5 cm 1 dpakumeit BbIOpo-
ca (®B) >50% nna 6onbHbIXx ¢ NA; KOP>5,5 cM 1
OB<50% ansa bonbHbIX ¢ cHApoMoM OKMTT.

Kpntepusamy NCKoYeHnd SBUAUCE UHMaPKT MMUO-
KapAa M oCTpbl KOPOHAPHbLIV CUHAPOM AaBHOCTbIO <6
MeC; BPOXAEHHbIe 1 peBMaT14ecKre MOpoku cepAua
(kpome MMM 6e3 3Ha4MMOro copoca); MHMEKLIMOHHBIN
3HOOKAPAMT AABHOCTbIO <6 MeC; TMPEOTOKCMYecKoe, M-
nepToHnyeckoe cepaLe (runeptpocus JIXK>14 MMm); r-
nepTpodunyeckas kapanommonatus (FKMIM); andddysHblie
Oone3Hm CoeaMHNUTENBHOW TKaHW; BEPUMDULIMPOBAHHbIE Cap-
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KOWO03, aMUNONA03, BONE3HM HAKOMNEHNS, CUCTEMHbIE Bac-
KynuTbl; nuMmdonponudepatneHble 3abonesaHus; co-
CTOAAHME NoCS1e XMMMOTEPanUK aHTPALMKITMHOBLIMU Mpe-
napatamu, ornepaums Ha cepgue OaBHOCTbIO <2 Mec
(BKtO4as CTEHTMPOBAHME M abnauumio), oTkas 6oNbHOMo OT
y4acTms B UCCNeoBaHUM.

AnroputM gmarHoctnky VA n cudgpoma OKMIT cocrosn
B BbIIBNEHM HEOOXOAVMBIX KpUTEpUMEB BKITIOHYEHNS (CcoOCT-
BEHHO HapyLUeHUI pUTMa M Npr3Hakos KM no gaHHbIM
9xoKT) 1, rmaBHbIM 00pa3oM, NOCTeYIOLErO NCKTIOHEHS
onpeneneHHbIx 3aboneBaHni, NMOO CTPYKTYPHbLIX U3Me-
HEHWI cepaLa, KOTopble MO ObITb ONpefeneHHO pac-
LleHeHbI KaK MPUYUHa apUTMniA U cuHgpoma KM v ot-
HeceHbl K KpuUTepmam uckmodeHna. Cnenyet noavepk-
HYyTb, 4TO HaNM4Me CTEHOKAPAMM U TUMNEPTOHMI CamMo Mo cebe
He paccMaTpYBanoCh Kak KpUTEPUIN UCKITIOHEHNS U3 NC-
CNefloBaHWs, MOCKOMbKY He OOBACHSIO Pa3BUTUS apUTMU
nnu crHgpoma OKMIT: otcyTCcTBOBaNIM aHaMHecTn4eckume
Koppensumm, npusHaky rmnepToHNYeckoro cepaua v
3Ha4MMasn rneptpodusa JIK ¢ HapyLeHviem guacronmnye-
CKOW (PYHKLMN; OTMEYaNoCh HECOOTBETCTBIME TAXKECTU MLLe-
MWW U TUNEPTPOMUN PE3UCTEHTHOMY XapaKTepy apuT-
MUK, ee TOMUKe 1 BbIPaxXeHHOCTU cnuHapomMa OKMIT.

Takoe co3HaTeNbHOE pacLUMpeHKe CnekTpa NaLneHToB,
BKJIIOYEHHbIX B WCCIEAOBaHME, OO HEKOTOPOM CTeMneHw
NPOTVBOPEYMIIO CTPOrOMY NMPeACTaBNEHNIO 00 nauonaTu-
4eCckoM xapakTepe HapyLeHnn putma 1 KM, ogHako B
MOMHOW Mepe OTPaXaso PeasbHYI0 KIMHUYECKYIO CUTYaLMIO,
B KOTOPOW KOPOHaPHbIV aTepOoCKepo3 U MNepToHUS, AB-
nAsicb Havbonee YacTbiMK 3a00neBaHUAMM B MpPaKTVKe
Kapamonora, HepeaKo NMLLb COMyTCTBYIOT bonee TpyAHO AN-
arHOCTMPYeMbIM MPUYHAM HapyLleHnn putMa 1 KM n
TpebyloT NpoBeAeHUs yrnyOneHHOro AMarHoCTNYeCckoro

NOMCKa. YMEPeHHO BbIpaXkeHHas cepaeqHast HEAOCTaTOHHOCTb
y HeDorbLLUOW YacT NaumeHToB ¢ VA aBnanace cneacrsm-
eM caMoV apUTMUN (B NepByIo o4epefb, MepLATENbHON):
LPYrX NPpULKMH ANS ee Pa3BUTUS BbISIBNIEHO He Bblno.
KoHTponbHas rpynna Obina HabpaHa ¢ Lenbio onpe-
LeneHns OnarHoCcTn4eckor 3Ha4YMMOCTU OCHOBHbIX Cepo-
NOrNYeCKnX 1 MopdoNorm4eckmx MapkepoB MUOKapAM-
Ta 1 coCTosNa 13 ABYX nogrpynm. B nepsyto nogrpynny Bo-
LM 35 NaUMEeHTOB C HEBOCMANMTENbHbIMM 3a00eBaHNAMM
cepaua (MBC, nopokm cepaua, F’KMIM), y koTopbix He Obio
npwr3Hakos AKMI (KOP<6,0 cm, ®B>50% ) 1 KOTOpbIM
BbINOMHEHa orepaLms Ha OTKPLITOM CepALE C 3300pOM Kpo-
BU 1 M1oKapaa. [NpoBOAMNOCE OnpefeneHie BUPYCHOroO
reHoMa B KPOBW M MUOKapLe, TUTPOB aHTVKapAMANbHbIX
aHT1Ten B Kposw (AT); y 20 naLmeHTOB OLeHMBaNOCh Tak-
Ke Hann4vie Mopdonornyeckmx Npm3HakoB MMOKapamnTa.
[HononHutenbHo HabpaHa nofarpynna 13 16 300poBbIX 106-
POBOJbLEB M MONOAbIX NALMEHTOB racTpO3HTEPOSIOrnYye-
ckoro npoduns 6e3 3aboneBaHnn cepaua, y KOTOPbIX UC-
Cf1e0,0BanMCh TOMbKO BMPYChI U aHTUKapamanbHble AT B KPO-
BW. TakMm 0Opa3omM, NpoBefeHO CpaBHeHMe OONbHbIX
OCHOBHOW Fpynnbl Kak C KapAMOXMPYPrdeckMMm naum-
eHTaMu, Tak 1 C nuamm Be3 3aboneBaHnin cepaLa, YTo Mno-
BbICUII0 MHPOPMATVMBHOCTb KOHTPONbHOM rpynnbl.
MoOMVMO CTaHAAPTHbIX, BbIMOMHANNCE UCCIEA0BaHNS,
HanpaBfeHHbIE Ha YTOYHeHWe NpupoAbl 3aboneBaHuUs
(tabn. 1). CepoamarHocTka BMpPYCHOM MHMhEKLMN B NNa-
bopatopusx «MepnbroCnekTp», «LieHTp MonekynspHov ou-
arHoctnkny» (HW snngemmnonorum), «AHK-texHonorua»
BKJTIOYaS1a OnpeaeneHme BUpyCcHOro reHoma metogom lMLP
n IgM/IgG mMeTopoM VMMYyHO(EepPMeHTHOro aHasmsa
(MDA). ViccnenoBanmnch BUpYChI npocToro repreca 1,2 Tw-
MoB, repneca 30ctep 6 TMNa, nwTenHa-bapp, uMtomera-

Ta6nv|u.a 1. lononHUTenbHble NCCefoBaHUS, BbINONHEHHbIE B OCHOBHOW rpynne

Bup nccneposaHus Moprpynna Bcero
NA AKMnN

OnpefgeneHme ypoBHa aHTUKApAMaNbHbIX aHTUTEN B Kposi, N (%) 185(97,4) 122 (93,8) 307 (95,9)
CepopyarHocT1Ka BUPYCHOM MHdekLmi, n (%) 166 (87,4) 122 (93,8) 117 (90)
KoHcynsraLiys Bpada-reHeruka, n (%) 21(11,1) 35(26,9) 56 (17,5)
JHK-ouarHoctuka, n (%) 17 (8,9) 29(22,3) 46(14,3)
Toeamunn-Tect/crpecc xoKT, n (%) 49/1(26,3) 10/0(7,7) 60(18,8)
YpecnuiieBoaHas CTMynauma cepaua, n (%) 23(12,1) 5(3,8) 28 (8,8)
BHyTprcepmeyHoe IOU, n (%) 19(10) 4(3,1) 23(7,2)
YpecnmuiesoaHas IxoKr, n (%) 12 (6,3) 15(11,5) 27 (8,4)
CupHTurpacma Mrokapaa ¢ 99mTc-MUBK, n (%) 52(27,4) 32(24,6) 87(27,2)
MCKT cepauia, n (%) 42(22,1) 88 (67,7) 130 (40,6)
MPT cepaua, n (%) 41(21,6) 22(16,9) 63(19,7)
KopoHapoaHruorpadus, n (%) 19(10) 54(41,5) 73(22,8)
Mopdonornyeckoe UccnenoBaHme M1okapaa, n (%) 19(10) 42(32,3) 61(19,1)
buoncyst apyrux opraHos, n (%) 2(1,1) 8(6,2) 10(3,1)
Bcero nccnenoBaHmi Ha Yenoseka, n 3,5 4,5 3,9

SOW - anekTpoduzmonoriyeckoe nccneposanve; MCKT — MynsTucipansHas koMnbtotepHas Tomorpadus; MPT — MarHUTHas pe3oHaHcHas Tomorpadus
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noBUpYyC, NapBoBMpyc B19, B oTOeNbHbIX Cly4asx — afe-
HO/3HTepPOBMPYChI, @ Tak>Ke Mapkepbl renatmntos B un C.

OueHKa ypOBHA aHTMKapAManbHbIX AT npoBoamnach B
OCHOBHOM B nabopatopun MmMmyHorucroxummm OHLL
TPAHCMNAHTONOTUM U UCKYCCTBEHHbBIX OPraHOB VM. akag,.
B.M.LLlymakoBa. Onpepenanucb AT K aHTUreHaM 3HO0Te-
NS, KAPAMOMUOLMTOB, MALKOW MyCKyNaTypbl, BOJIOKOH
nposoasLLen cuctemsl (B Hopme 1:40) n AHD ¢ aHTUre-
HOM cepfLia Oblka (B HOpMe HET) C MOMOLLLbIO HEMPSMOTO
metoda MDA ¢ npumeHeHnem aHTuTen npotue IgG veno-
Beka, MeyveHbIx OUTL], a TakxKe NoMUHECUMPYIOLLMX Cbl-
BOPOTOK NpoTvB IgG 4enoseka.

Mopdonornyeckoe MUcciefoBaHMe MUOKapLa Bbl-
MOJSTHANOCH C Nomollbio OMB npaBoro xenyno4ka ouo-
ncnmHbiMmn Wwmnuamm Cordis STANDARD 5.5 F 104
FEMORAL c 3abopom 5 yyactkoB (n=35), nHtpaonepa-
LIMOHHOWM Buoncum JIXX 1 nesoro npegcepams (n=16), a
Takxe npu aytoncun (n=9) 1 Ha Npenapatax 3KCnaaH-
TMpoBaHHoro cepaua (n=3). Mposoaunacs MLP-anar-
HOCTMKa KapAWOTPOMHbIX BUPYCOB; WMCMOMb30BaNUCh
OKpPaCKM reMaToOKCUIIMHOM-303UHOM, MO BaH [130HY,
KOHIo KpacHbiM 1 LLUNK-peakTtBoM. KoHcynsraums re-
HeTuka 1 OHK-AnarHocTrka MeTogoM npaMoro cekse-
HMPOBaHWA Mo CeHrepy OCYLLEeCTBAAIMUCL NpenmyLLe-
CTBEHHO B labopatopui MeanuUnHCKom reHeTnkm PHUX
M. akag. b.B.lMetposckoro.

MccnepoBaHue ogobpeHo MexXBY30BCKMM KOMUTe-
TOM M0 3TUKE; NALMEHTbI NOANNCHIBANIM Pa3paboTaHHbIe UH-
hopMmpoBaHHble corfliacus, B T.4. Ha 2Mb 1 pas3fninyHble
BUbI JIe4eHUs.

ObpaboTka JaHHbIX NMPOBOAMMIACH C NMOMOLLbIO MPO-
rpammbl SPSS 11.5 for Windows. KonudectBeHHble npum-
3HaKM NpencTaBneHbl kak M=8 (cpegHee £ ofHO CTaH-
[lapTHOe OTKNOHeHMe) Nnbo B BULE MeAMaHbI C yKazaHW-
emM 1-ro u 3-ro kBaptunen. lpoBepka HOPManNbHOCTU
pacnpefeneHns NnpoBoOAUIach C NOMOLLbIO TecTa Konmo-
roposa-CMVpHOBaA. 115 OLeHKM [OCTOBEPHOCTV Pa3NNHUN
MCNONb30Banmch Kputepum CtblofdeHTta, MaHHa-YnTHW, Yinn-
KOKCOHa. Hapsay ¢ koadduLmeHTamu Koppenaunu MNnp-
CoHa 1 CnnpmeHa, NPUMEeHANNCb OAHOMAKTOPHBIN ANC-
NEPCUOHHBIN aHanM3 U OWHapHas norncrudeckas pe-
rpeccua. Pasnnyma cHmTanmcs 3HaqmbiMm npu p<o,05.
[ns pacyeta oTHocuTenbHoro prcka (OP) ncnonb3osaH cant
http://vassarstats.net.

Pe3synbTaThl

B noarpynny VA (n=190; cpeaHwn Bo3pact 45,3+ 14,8
NET) BOLLW NaLMEHTbI C HagpKenydo4ukoso (44,7 %) 1 xe-
nyno4koBoli (55,3%) skcrpacucronveit, MA (38,9%), Tpe-
netaHvem npeacepan (11,1%) «npobexxkammn» 1 ycrom-
4YMBOW Hagxxenynodkoson (27,9% 1 5,8%) 1 xenynoq-
KoBow Taxukapamen (15,8% n 3,2%), CUHOPOMOM Cra-
Boctn cnHycosoro ya3na (14,7%), AB bnokagown |, 11, 11l cre-
nenHun (22,6%, 6,3%, 2,6%), Oriokafom NeBOM HOXKM My~

ka ca (JIHTI, 2,6% ). 130nMpoBaHHble apUTMUK OTMEHEHDI
y 27,9%; npeobraaanv pa3HoypoBHEBbIE HAPYLLIEHWS PUT-
Ma 1 npoBoammMocTy (30,5%).

CpefHuM BO3pacT Hadana apuUTMUKM COCTaBUN
40,5+14,6 net, B T4. MA 47,2+13,2 neT; 0aBHOCTb
APUTMUM K MOMEHTY BKIIOYEHWA B UccnenosaHue — 30,0
Mec [10,0; 84,0], 8T4. MA — 40,5 mec[14,0; 87,0]; cpen-
Hee KONMM4YeCTBO aHTUAPUTMUYECKMX MpenapaTtos, WC-
NOMb30BaHHbIX Y Kaxaoro 6onsbHoro — 3 (o1 1 00 8), BT.4.
— 4 npn MA. CreHokapams 1-2 OK kak cumntom —y 23,2%
BonbHbIX, OXMpeHne —y 35,3% (B ocHoBHOM 1 CT.), ap-
TepmnansHas rmneptoHms —y 41,6% (BT4.y 16,8% — 3
.y 12,7% — 2 c1.) 6e3 BbipaxeHHoON (>14 MM) -
neptpocun JIX, XCH (B ocHoBHOoM 1DK) y 14,2% Hu B
OOHOM CJly4ae He MOMM PAacCMaTPMBaTbCA Kak BedyLas
npVYMHa apUTMUK.

Bo BTopyto nmoarpynny (n=130; cpeaHnin Bo3pact
46,9+12,5 net) Bownm naumeHTbl ¢ IxoKl —kputepus-
My OKMIM: cpegHnm KOP JIX coctaBun 6,6+0,9 cMm, Ko-
HeYHbIV amactonmyeckmn oobem (KOO) — 202,2+85,1 mA,
KOHEYHbIN cuctonuyeckmui obvem (KCO) — 122,5 mn
[95,5; 180,0], ®B - 29,2+10,7%), neBoe npeacepave —
106,7+48,8 mn (4,8+0,7 cMm), NpaBoe npencepane —
85,5+48,0 mn, npasbin xenygoyek — 3,2+0,8 cMm, cn-
cToNMYyeckoe AaBneHne B nerovHon aptepun (COJA) —
44,8+16,5 MM PT CT., CKOPOCTb HapaCTaHWs OaBleHVs B
JIK (dp/dt) = 729,8+323,3 MM PT.CT., IMHENHBIN MHTErpan
kposotoka (VTI) = 10,9+4,5 cm, E/A - 2,0+1,1, MuT-
panbHas peryprutaums — 2 ct. [1; 3], TpukycnmganobHas —
1cr[0,5; 2].

CpenHsasa 0aBHOCTb nossneHns cumntomos JKMT co-
crasuna 20,5 mec. [6,0; 61,8]. XCH nmMenacb y 129
6onbHbIX (99,2%): I-IIA-1IB- Il ctagun —y 5,4%), 40,0%,
49,2% 1 4,6%,1-2-3-4 ®K -y 6,9%, 29,2%, 46,2%
1n16,9%; ®B<20% otmeyeHa y 20,8%. CteHoKapAs Bbl-
aBreHa y 36,2% 605bHbIx (1-2-3 DKy 6,2%, 18,5% 1
6,2%), apTepuarnbHas rMnepToHns B aHamHese —y 49,2%
(2cr.y15,4%,3 cy 20,8%). MA nmenacb y 45,4% 6onb-
HbIX, Xenyao4koBas skcTpacucronms —y 73,8%, «npo-
BexKM» /ycToMYmMBas XenyaovkoBas Taxukapaus — y
53,2%/5,4%, bnokapa JTHAM —y 23,1%.

CpeHu1K BO3pacT NaLeHTOB KOHTPOSbHOWM MPynbl CO-
ctaBun 56,9+10,5 net, noarpynnbl U3 30,0pOBbIX 40OPO-
BOJIbLIEB 11 MOMOAbIX MALMEHTOB raCTPO3HTEPOSIOrNHECKOrO
npocduns 6e3 3abonesaHnn cepaua — 36,6+8,7 ner.

Bce n3MeHeHus, KoTopble ObiN BbISBEHbI NPU KIK-
HUYeCKOM, NabopPaTOPHOM W HEUMHBA3UBHOM UHCTPYMEH-
TanbHOM 0DCNIe0BaHMM, COMOCTaBIEHbI C pe3yrsratamum
MOPONIOrM4ecKoro NCCeAoBaHMs MoKapaa y OomnbHbIX
c A n cnnppom KMIT, a Takke B KOHTPONbHOM rpynne,
YTO MO3BOMVNO OLEHWTb AMArHOCTUHECKYIO 3HA4MOCTb Pa3-
NNYHBIX HEMHBA3MBHbBIX MapKepPOB, pa3paboTaTh anropuTM
HO30/0rMYecKon AMNArHOCTUKM U YCNELIHO NPUMEHWUTb
€ro Ha npakTuKe.
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Tabnuua 2. PesynstaThl MOpdonornyeckon amarHoctnkm npu NA/cungpome AKMI

JnarHo3 no pe3ynsratam SMbB Moarpynna

NA AKMN
VHhEKUMOHHO-UMMYHHBIA MUOKapamT, N (%), B T.4. 15(78,9) 28 (66,7)
bakTepyianbHbli 1 -
Bupyc-nosnTneHbIn 2 19
AKTVBHbIN/NOrPaHI4HbIN /KapANOCKIEPO3 9/6/0 18/8/2
Jionyc-mviokapaut 2 -
MpeobnaaaioLmit Haa MAOKaPAMTOM SHAOKAPAMT 1 -
MpeobnaaaioLin Hag MVYOKapAMUTOM BaCKYAWT (B T.4. CUCTEMHBIIA) 3(2) 7
ALMX, n (%), BTA. 1(5,3) 2(4,8)
B COMETaHUM C BUPYCHbIM MUOKapAMTOM (+HKM) 0 2(1)
HexoMMaKTHbIA MVOKapA (C MUMOKapAMTOM /MOCTMUOKAPAMTUHECKIM CKNIepo3om), n (%) 5(11,9%)
BonesHb ®abpu, n (%) 1(5,3%)
HeyTo4HeHHas bonesHb Hakonnes (¢ Myuokapautom n HKM), n (%) 1(2,4%)
Amunonnos, n (%) 1(2,4%)
pecMmuHonas (¢ Myokapautom), n (%) - 1(2,4%)
HeyTo4HeHHas reHeTYeckas kapamommonarus, n (%), B Ty, 2(10,5%) 4(9,5%)
BMpYC-NO3UTMBHASA 1 2

ALIMX ~ apuTMoreHHas aucnnasus npasoro xenyaouka; HKM — HekoMnakTHbIA MUOKapA,

Tabnuua 3. Pe3ynbTaThl 06CNea0BaHNS B OCHOBHOM Y KOHTPOMbHOW rpynnax

Mapametp WA (n=190) JKMI (n=130) WNA+LKMM (n=320) Kontponb (n=51)
Bupyc B kposu, n (%) 293 119 (24,4)*+ 293108 (26,9)*** 5813 227 (25,6)*** Tw351(13,7)
Bupyc 8 muokapge, n (%) 33 17 (17,6)++11T 261339 (66,7) 291356 (51,8)* 27w335(77,1)
B35 8 Muokapze, n (%) 0 811339 (20,5)* 1m335(2,9)
Bupyc B KpoBM 1/unv Muokapge, N (%) 3113121 (25,6)+11 47 w3 113 (41,6)** 783234 (33,3)** 29m351(56,9)
Mopdonorieckiie mpu3Haku M1o/3HaokapauTa, n (%) 1513 19/(78,9)*** 37 w342 (88,1)*** 521361 (85,2)*** 51320 (25,0)
Hanname AH®, n (%) 683 164 (41,5)* 47w3 117 (40,2)* 11513 281 (40,9)*** 4u336(11,1)
Creudmyeckuin AHO (passl/Tp) 1,1/010; 1:180]* 1,0/0[0; 1:180]* 1,1/0[0; 1:180]* 0,3/010; 1:180]
AT K 3Hz0TENMIO (pasbl /TTp) 2.7/ 2,6/ 2,7/ 1,7/

1:160[1:80; 1:320] *** 1:160[1:80; 1:320] ** 1:1601:80; 1:320]*** 1:80[1:40; 1:80]
AT K kapavomuoLTam (pasbl /TnTp) 2,0/ 23/ 2,1/ 1,7/

1:80[1:40; 1:160] 7T 1:80[1:80; 1:160]*  1:80[1:40; 1:160]*  1:80(1:40; 1:80]
AT K rmagikoi Myckynatype (pasbl/nTp) 1,9/ 2,1/ 2,0/ 2,2/

1:801:40; 1:160] 1:80[1:40; 1:160] 1:80 1:40; 1:160] 1:80[1:80:1:160]

AT K npoBoasiLLer cucteme (passl/Tp) 3.2/ 3,2/ 3.2/ 2,3/

1:160[1:80; 1:320] ***

1:160(1:80; 1:320] ***  1:160[1:80; 1:320]*** 1:80[1:80;1:160]

[laHHble npepcrasnenbl B Bae Me [25%;75%), ecnm He ykasaHo uHoe. * - p<0,05, **p<0,01, *** ~ p<0,001 ~ 1o cpaBHEHMIO C KOHTPONLHOM rpynnol; i p<0,01,

Tt

- p<0,001 no cpasHerwio ¢ noarpynnor IKMI; BIb ~ Bupyc Inwwtenta-bapp; AHD — aHTuHyKkneapHbi aktop; AT ~ aHTuTeNa

Mpw Moponorn4eckom UccnefoBaHMmM Mruokapaay 19
OonbHbIX ¢ apuTMusaMK 1 42 ¢ IKMI HopManbHOW -
CTONOrM4eCcKown KapT1HbI He Mony4eHo HU pa3y. Hanbornee
4acTo B 0Denx NOArpynnax BbISBAANCA M30MPOBAHHbIN
MuokapanT (79% 1 67%; 1abn. 2, puc. 1a), B T.4. BbICO-
KOaKTUBHbIV C ANDTPOPUEN 1 HEKPO3OM KapANOMMOLMN-
TOB (pUrcC. 1 X,p), NpU3HaKaMu UMMYHHOTO LUMTONM3a, M-
TO30M, NEPUBACKYNFPHBLIM JTYKOBUYHBIM CKI1EPO30M («J1i0-
nyc-mMuokapauT», puc. 16-r), bakrepransHbin (n=1), ¢
npYMechio 303nHOMUINOB (puc. 10), y naumeHTtos ¢ NBC
(puc. TH), MMNepTOHVEN 1 reHeTNYeCcKMIN KapaMoMMnO-
natmamu.

CybaHaoKapavanbHbIA nunomato3 (pesynsrat aud-
(hepeHLMPOBKIM CTBOMOBbIX KIETOK Ha MecTe MOrvoLLVX Kap-

OVOMMOLIMTOB?) pacCMaTPMBAETCH HaMU Kak crieundu-
4ecku Mapkep aputMui (puc. 14). Y Yactv 6onbHbix (B
T.4. co cTeHokapamer 3OK) BbisBeHo NpeobnafaHvie M1o-
KapamanbHoro BackynuTa (puc. 13,M;y 2 Menmch NpyaHakm
CUCTEMHOCTU, B T.4. B BMonTaTax Koxu, ). OTMeyeH Bbipa-
SKEHHbIV SHAOKAPAMT Kak Npu aputMumsx (puc. 1e), Tak n
npwv AKMT1 (Bkntodas BanbBynuT, puc. 1n).

Y 21% 1 33 % BbIFBNEHbI MPU3HAKM FEHETUHECKMX Kap-
avomumonaTiin (hrmbposHo-KMpPoBoE 3amellieHe, aMu-
nioua, HeKOMMakTHbIM Munokapd, PAS-nonoxutensHas
cyOCTaHUMs, XaoTUHHOE PacronoXeHMe KapaMOMUOLLATOB,
ayToaranbHas gereHepaums, puc. 1 1,K,M,c-d).

B KOHTponbHOM rpynne Mopdonornyeckie Npr3HaKn
MMOKapamTa Dbl BbISBIEeHbI 4OCTOBEPHO pexe (y 25%,
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PucyHok 1. Mpumepbl Mopdonornyeckux nameHeHmnn npu NA v cungpome KM
Okpacka reMmaTokCUnMHOM-303MHOM (a-B, e-u, 11-y), no BaH 3oHy (r, a), PAS (k), koHro kpacHbiM (db); 6onbwoe (a-r, e-n, o-T, ¢)

n manoe (g, m, H, y) yBenuyeHue. MosicHeHns B TekcTe

B T.4. Y MAUMEHTOB C PEBMATUYECKM MOPOKOM cephua W
KM, Tabn. 3), 4eM B OCHOBHOW. B TO >e Bpems 4acToTa
0BHapy>XeHNs BMPYCHOrO reHoMa B MWMOKapAe B KOHT-
ponbHon rpynne (77%) okasanack conocraBMMa C nof-
rpynnon AKMT1 (67 %) 1 Obina 0OCTOBEPHO BbiLle, Yem Yy
BonbHbIX C VA (18%). Kak B ocHoBHOM rpyrne (y BombHbIX
¢ VA n cuHgpomom JKMIT), Tak U B KOHTPOMbHOWM Hau-
Oornee 4acTo BbIABNANCA reHOM NapBoBMpyca B19 (67 %,
62 % 11 93% BMPYC-MO3UTUBHBIX NaLMEHTOB). P11 5TOM BU-
PEMUS B KOHTPOMBHOW rpynne onpefensnach 4OCTOBEPHO
pexe, YeM B OCHOBHOM (26 % 1 14%): npeobnagan Bupyc
SnwTenHa-bapp. MNpu nccnegoBaHNM aHTUKaPANANbHbIX

PaunonansHas ®apmakotepanus B Kapanonornm 2014,10(1)

AT BbISIBNIEHbI OCTOBEPHO OOMbLUME TUTPLI AT (Kpome AT
K rnafikor MyckynaType) B OCHOBHOW rpyrne B CpaBHeHUM
C KOHTPOJbHOW 1 AT K aHTUreHaM KapAMOMUOLMTOB Npn
OKMT1 B cpaBHEHWN C apUTMUaMU (Tabn. 3).

Mpy CONOCTaBNEHNN AaHHbIX OBMONCUM U HEMHBA3WB-
Horo obcnefoBaHMs Hanbonee YeTkas KoppensaLms M1o-
KapauTa M ero akTUBHOCTM OTMEYeHa C TUTPaMU aHTu-
KapananbHbix AT (ocobeHHo AHOD), KoTopble B COBOKYT-
HOCT 06nafanu BbICOKOM YyBCTBUTENBHOCTBIO U CrieLm-
brdHoCTbIO (TAbn. 4). YcTaHoBMEHa TakxKe [O0CTaTO4HO Bbl-
cokas CneunmYHOCTb, HO He YyBCTBUTENbHOCTb LIeNIoro
pAaa NPU3HaKoB (B T.4. MUKPOBACKYNApHas CTeHoKapaums,
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Ta6nmu,a 4. l'lyBCTBI/ITeJ'II:HOCTI:» n CI'IeLI,I/ICbl/Il-IHOCTI: Pa3nnYyHbIX KNMHNYECKUX, na6opaTopr|x N MHCTPYMEHTAalbHbIX MPU3Ha-
KOB B AMarHOCTUKe MmokKapanTa N reHeTn4eckmnx Kapp,mommonamﬁ

JarHocTuyeckuin npusHak Moarpynna
NA AKMN

4y C + - 4y C + -
3HauMMoCTb B ANarHOCTMKe MioKapauTa
AHaMHeCTYeCkan Tpraaa 16,7% 100% 100% 25% 22,2% 100% 100% 17,6%
[laBHOCTb aHaMHe3a MeHee rofa 21,4% 100% 100% 26,6% 41,7% 83,3% 93,8% 19,2%
OcTpoe Hayano 64,3% 75% 90% 37.5% 80,6% 33,3% 87,9% 22,2%
(CBs13b AebioTa € MHGeKUen 50% 75% 87,5% 30% 44,3% 83,3% 94,1% 20%
AHTVIHbI /TOH3WNINT B aHaMHe3e 50% 75% 87,5% 30% 25% 83,3% 90% 15,6%
CucTeMHble IMMYHHbIE MPOSBREHNS 35,7% 100% 100% 30,8% 16,7% 100% 100% 16,7%
MWKpoBacK. CTeHOKapans /vilemma 35,7% 100% 100% 30,8% 19,4% 83,3% 87,5% 14,7%
MoBeiLLenme yposHa ACIO 21,4% 100% 100% 26,4% 32% 66,7% 88,9% 10,5%
MoBebiLLeHme yposHs CPB 14,3% 100% 100% 25% 42,3% 100% 100% 16,7%
O6LLeBOCTIANMTENbHbIE U3MEHEHNS 35,7% 75% 83,3% 25% 41,7% 83,3% 93,8% 19,2%
BupyCHbIV reHOM B KpOBM 71.1% 75% 50% 18,8% 31,3% 100% 100% 88%
Cneundmyecki AHO 78,6% 66,7% 91,7% 40% 52,9% 100% 100% 23,8%
AT k sHoTenmi0>1:160 78,6% 66,7% 91,7% 40% 64,7% 40% 88% 14,3%
AT K kapavomuoupTam 1:160 64,3% 100% 100% 37,5% 44,1% 20% 78,9% 5%
AT k npoBogsLuen cucreme 21:160 92,9% 66,7% 92,9% 66,7% 85,3% 100% 100% 50%
V130m1poBaHHas aTpromerania 04,3% 75% 90% 37,5%
MuTpanbHag peryprurauig 1cr. 35,7% 50% 71,4% 18,2%
JIoKanbHble rAmokyHe3sl (xoKr) 19,4% 100% 100% 17,1%
Bbinor B nonocTvt nepukapaa 21,4% 75% 75% 21,4% 13,9% 100% 100% 16,2%
JHP POM (cumHrurpacms) 22,2% 0 66,7% 0 100%
Oyarosble 13MeHeHs 33,3% 100% 100% 14,3% 42,9%
OtcpoderHoe Hakonnerne (MCKT) 73,7% 100% 100% 16,7%
3HauMMOCTb B ANArHOCTIKE reHeTUHECKUX KapauoMMonaTiin
Bozpact meee 40 ner 75% 57.1% 33.3% 88,9% 57.1% 78,6% 57.1% 78,6%
V301poBaHHble apuTMiN 75% 71,4% 42,9% 90,9% ; =
OTAroLLEHHbIN CeMelHbIN aHaMHe3 25% 100% 100% 82,4% 28,6% 89,3% 57.1% 71.4%
Bo3MOXHble reHeTu4eckme Mapkepbl 50% 100% 100% 87.5% 14,3% 96,4% 66,7% 69,2%
CMHEPOM paHHer penongpy3aLyin 50% 718,6% 40% 84,6% 1.1% 82.1% 16,7% 63,9%
Orcyrcravte runeprpodim JIX (3KT) 71,4% 50% N7%  778%
Maronornyeckuin Q/QS 42,9% 92,9% 75% 76,5%

4 - 4yBCTBUTENLHOCTH; C = CELMAMYHOCTD; + 11 — = MONOXMTENbHAS 11 OTPULATENbHAA MPEaCKa3aTenbHas LeHHocTs; ACTO - atucrpentonmau O; CPB — C-peakTyeHbiit benok; AH® — aHTuHyKneapHbii
akrop; AT - aHTuTena; [1HP - anddy3Ho HepasHoMepHoe pacrpenenetvte; POM - panyodapmnpenapar; MCKT ~ mMynsTicTnpanbHas komnsioTepHas Tomorpadus; JIX - nesbiit xenygodex

NoBbILLEHME YPOBHSA aHTU-O-cTpenTtonu3nHa u CPB, oT-
CPOYEHHOE HaKoMieHWe KOHTPACTHOrO Mpenapata npu
MCKT v np.), 4To AenaeT LienecoobpasHbIM BbIfBIEHNE KakK
MOXHO BOonbLUero nx Yncna.

DTOT NPUHLMN NOIOXEH B OCHOBY anropntMa HewH-
Ba3MBHOW AMArHOCTMKM, MOCTPOEHHOIO Ha oLieHke 6a30-
BbIX MPW3HaKOB (MOMHas aHaMHeCTUYeckas Tpuaia — ocT-
poe Havano, CBA3b AebioTa 3aboneBaHns C MHMeKLIVER, ero
[ABHOCTb 10 rOfa; BUPYCHbBIV FEHOM B KPOBU, CUCTEMHbIE
MMMYHHbIE MPOSIBNEHMS, B T.4. HanyMe OPOHXMaNbHOM acT-
Mbl; BbICOKME TUTPbl aHTMKapAmManbHbix AT, ocobeHHO
BbIfiBNeHMe cneumdpudeckoro AH® — ana mmokapamTa; ne-
prdepmyeckas MO /HeMponaTua, OTArOLLEHHbBIV CeMeNn-
HbI aHaMHe3, BbIiBIEHME NAaTOreHHOW MyTaLmK — Ans re-

HEeTNYeCcKX hOpM) 1 IONOMHUTENbHBIX NMPU3HAKOB, Pa3-
OUTBIX NO pa3HbIM rpynnam, puc. 2. B 3aBucMoct ot TuT-
poB AT 1 Hann4KMs opyriix 0a3oBbIX MPU3HAKOB B COYeTa-
HMAX C TeEM WU UHBIM YUCNOM AOMONHUTENBbHbBIX AMAarHO3
pacLLeHVBaeTCA Kak OnpeaeNeHHbIN U BePOSATHBIN.

pW 3TOM MUOKAPAMUT U FeHeTnYecke Kapamommona-
TUM MOTYT ObITb AMArHOCTUPOBaHbI OIHOBPEMEHHO, He-
3aBUCMMO APYr OT Apyra. [TpMMeHeHre anroprtMma nos-
BOMWIIO MOCTaBUTb AMArHo3 OOMbLIMHCTBY MalMEHTOB
(prc. 3), Npryem YacToTa OCHOBHbIX 3aboneBaHMn B 0be-
MX NoAarpynnax o4eHb Onv3ska; Aee 1 bonee npuynHbl (B
T.4. ONCTOPMOHanbHasg, ankoronbHas MUMOKapAUOANCTPO-
hum) aMarHoCTMpoBaHbl y 25% naumeHTos C A MYy 36,2%
— Cc cnmHgpomom OKMIT.
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NHbEKLMOHHO-MMYHHBbI MUOKapAnUT

[eHeTnyecKkas Ka panommonatmA

PucyHok 2. ANropnTmM HO30510MrMYECKOM AUAarHOCTUKU NPU «MANONMaTUYECKMX» apuTMmax n cuHgpome JKMI

(0e3 yyeTa faHHbIX Groncmmn)

ccnepoBaHyve KopoHapHbix aptepnin (MCKT, kopo-
Haporpadus) BbINONHEHO 29,5% OOonbHbIX C apUTMUS -
My 80,8% — c AKMIT: cteHo3bl 250% w1 Bbile Bbl-
aBneHbly 10,7% 1 17,1% obcnenoBaHHbIX. [Tpy 3TOM
MNPW3HaKM ULWEMUU PETUCTPUPOBANUCL by 20% ©
32% m3 HKX, CTeHokapams —y 67% 1 60%. Cpean 6onb-
HbIX CO cTeHokapauen 2-3 OK cTeHO3bl BbISIBNEHbI
nmwb y 15,4% v 53,3%, 4T0 roBOPUIO O MUKPOBAC-
KyNAPHOM XapaKTepe CTeHOKapAMKW Y OCTanbHbIX NaLm-
€HTOB.

XpoHMYyeckoe Te4eHne M1nokapamnTa OTMeYeHo npu
NABS57,1% nnpn OKMI - B 41,2%. Hann4une Bn-
PYCOB KOPPENMPOBaNo C AOCTOBEPHO Donblien UM-
MYHHOW aKTUBHOCTbIO (B T.4., TUTpom AHD). Bupyc-
HbIV MMOKAPAWUT ArarHoctmpoBaH B 3,1% n 4,9%, Bu-
PYCHO-UMMYHHbIM — B 15,4% 1 39,8%, NMMYHHbIN
-B81,5% 1n55,3%. Tutp AH® foctoBepHO Koppe-
nnpoBan ¢ 6onblUEn TAXKECTbIO aPUTMUL (UX YUCITOM,
byactoTon MA), HO C MeHblwen ctagnen XCH npu
OKMITT.
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OnpegeneHHbI MMoKapanT

BepoATHbIN MnokapauT

OnpepgeneHHan reHeTNYeCKan KapgmommonaTtua
BepoATHas reHeTnyecKas KapgnommonaTuma
leHeTUYeCKas KapaMoMmMonaTusa + MMoKapauT
N3onnpoBaHHasa mnokapanoanctpodums
Npnonatnyeckne aputmun/OKMI

PucyHok 3. PacnpepeneHue 6onbHbIX C «MaMonaTMYeckuMm» aputMmuamm n cuHgpomom AKMI no okoH4YaTeslbHOMY HO30-

norn4yeckomMy fmarHosy

OTMeYeH BbIpaXKeHHbIN KIIMHUYECKMIA MOAVMOPMdU3M
Hanbonee YacTbIx reHeTUYeCKMX (POPM (aPUTMOTeHHOM ANC-
MNasuK NPaBOoro Xenyao4ka 1 HEKOMMNAKTHOrO MM1OKapaa),
B T.4. X COYETaHVEe C MUOKapanToM B 57,9% 1 61,5% ay-
4aeB, YTO CYLLECTBEHHO YTSXENAno TeveHne OONesHu.
OHK-amnarHoctuka K HacToallemMy BpeMeHu fana nono-
XUTenbHbIN pesynbraty 20% obcneqosanHbix (n=9): re-
HeTN4eCkr BeEpUPULIMPOBAHbBI aPUTMOreHHasA AMCMIa3ns
MpPaBOro Xenyaoyka (MyTaumm B reHax nnakohunnmHa-2,
LlecMornenHa, flecmonnakunHa), 6onesHb abpu, TpaHc-
TUPETUHOBBIN aMUNOMA03, AECMUHONATUA; BbISBEHbI
MyTaUMM NpY CUHOPOME HEKOMMAKTHOIO Muokapaa (reH
MWO3MHCBA3bIBAIOLLEro NMPoTerHa) U COBCTBEHHO Mnep-
BuryHOM KM (reH o.-amnctobpesurHa). MoxHo npeano-
naratb, Y4TO UCTMHHasA 4acCToTa NaTOreHHbIX MyTaLuun Cy-
LLLeCTBEHHO BbiLLE.

OOcyxpeHue

Pe3ynbratel npoBefeHHOro MCCIeAOBaHWA OatoT, Ha
Halll B3rMs, MaTepyran ans nogpobHoro obcyKaeHus, Bbi-
XOASALLErO 3@ paMKM HACTOsILLIEV MyONMKaLMK, Liebio KO-
Topown ObINO, B NepBYIO ovepefb, NPOAEMOHCTPUPOBATb
KJto4eBble MOMEHTbI KOMMIEKCHOTO KITMHUKO-MOPMhOnIo-
rMYecKoro Noaxoaa K onarHoctmke n neveHmto VA m cuH-
npoma IKMI v nokasats ero aphexkTBHOCTb. TeM He Me-

Hee, P, MONOXEHWI 3aCTy>XKMBaET 00CYKaeHUs U B AaH-
HoW paborTe.

Mopchonornyeckoe UccneaoBaHme Myokapaa (B 0osb-
LUMHCTBE Cy4aeB NpUXKM3HeHHoe) y 6onbHbIX ¢ VA 1 cyH-
apomoM IKMTT oka3anoch BbICOKO MHPOPMATUBHbLIM U BO
MHOMMX CIy4asx Aano CBEAEHNS, KOTOPbIe He MO ObliTb
nony4eHbl HEMHBA3MBHbIM MYyTEM: 3TO KaCaeTCH He TONTbKO
BepuUKaLL OCHOBHOIO AVArHo3a U Hanmyima B MMOKapae
BUPYCHOTO reHoMa, HO 1 0BHapy>KeHWst HeODPaTUMBIX, He-
OnaronpusaTHbIX 418 NedYeHns n3MeHeHnn (cydsHaokap-
LVanbHbIN TMNOMATO3 y O0mbHbIX C A, KpyNnHOOYaroBsbIn
Kapanocknepos npu OKMIM). K HenpedckasyeMbiM pe-
3ynbTaTaM cefyeT OTHeCTM BbICOKOAKTUBHBIV SHAOKAPAUT
W «NIOMYC-MNOKaPANT» Y MaLUMEHTOB C VIA, K 0XXnaaembiM,
HO TpebOBaBLUMM NMOATBEPXKAEHVS — NPOAYKTVBHbBIN Bac-
KynuT y BOMbHbIX CO CTPeCC-MHAYLMPOBAHHOW MLLEMMEN
N CTeHOKapamven Npy HEM3MEHEHHbIX KOPOHApPHbIX apTe-
pUsX.

BmecTe C Tem, BO MHOMMX Cly4asx OMarHo3 MMoKapamTa
OblJ1 C BbICOKOW BEPOSITHOCTbIO MOCTaB/EH elle [0 NpoBe-
LEeHUA O1ONCUN, NPUYEM OLHUM U3 CaMbIX 3HAYUMbIX Te-
CTOB ABUIIOCH OMNpeAeneHmne ypOBHA aHTUKapAManbHbIX AT
B OHL, TparHcnnanHTonormm. C npakTMyeckom TOHKM 3peHns
— 3TO OZIMH 13 Hanbonee BaXHbIX PE3YNETAaTOB, MOCKOSb-
Ky WMOeanbHOro HeMHBA3WBHOMO MeTofa LAMarHOCTUKMU
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MWOKapAMTa He CyLLEeCTBYET, @ B OTHOLLEeHM AT faxe eB-
ponenckmne 3KkCnepTbl Aal0T HeonpeaeneHHble peKoMeH-
Jaunn (Nonb3oBaTbCs UMK WL NPU HANUYUK NpoBe-
peHHOM MeToauky, [17]) Hanbonbluve TpyaHOCTM Bbi3bl-
BaJla HEMHBa3VBHasA AnddepeHLmanbHas AMarHOCT1Ka nep-
BWYHbIX KAPAMOMMONATUM U MUOKapAUTa, TeM Dornee, nx
coyeTaHust. CoobLLIEHNS O COYETAHNSX FEHETUHECKMX U BOC-
nanuTeNbHblX POpPM B NuTepatype eanHUYHbl [18-20]
(NMLWb NPy aPUTMOTreHHOW AMCNNA3WK 3TOT aCMeKT U3yyeH
HEeCKONbKO nydLle, [21]), v Aae BbIIBNEHHbIN MUOKapaUT
00ObI4HO He pacCMaTPMBAETCS Kak NOKa3aHMe K NNeYeHMIo.
HaLum faHHble FOBOPSAT O TOM, YTO AMArHOCTVKA W JledeHne
MWOKapAMTa Ha (POHE reHeTUHeCKOW NatoIorvnm MOryT Cy-
LLLeCTBEHHO BNVATH Ha TedeHe 3aboneBaHms.

13 pe3ynbratoB NccnefoBaHWa O4eBUOHO, YTO CAMOMY
hakTy 0OHapy>KEHWS BUPYCOB B MUOKAPLAE He CledyeT npu-
[1aBaTb aDCOMIOTHOIO 3HAYEHNS: B KOHTPOSBHOW rpynne Bu-
PYCHbIV FeHOM BbISBASNCA Tak Xe YacTo, kak npu JKMTT.
STOMY MOXET ObITb HECKONBKO 0OBACHEHNI (MHTpaone-
PaLMOHHbIN 3a00p OonbLLero o6beMa MUOKapaa B KOHT-
PONbHOW rpynne, abconioTHoe NpeobnafiaHue B Hel nap-
BOBMpYyca B19, KoTopbI HepeaKo pacCMaTpPYBaETCSA NMLLb
Kak Habnonatenb, [22], bonee cTaplimi BO3pacT naLm-
€HTOB), OAHAKO MPUHLMMMANBHO BaXHO, YTO TOMIbKO B OC-
HosHow rpynne (A n IKMTI1) obHapy>keHve BMpyca B M1O-
KapZe ConpoBOXAanocb Mopdonornyecknmm nprsHaka-
MW MUOKapAMTa B aDCOMOTHOM BOMbLUMHCTBE Clyyaes.
To ecTb OTBET MMOKapPAa (reHeTUYeCKM 3anporpaMMmnpo-
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BaHHbIN?) Ha NONaJaHVe BUPYCa He MeHee BaxeH /1 pa3-
BUTUA GonesHu (no W.B. [dasbiooBckoMy: «[MaToreHes
eCTb CBOWCTBO pearupytolero cybcrpata»). Kpome Toro,
Y 4aCTW NaLMeHTOB BUPYChI BbISBEHbI y>ke Ha (hoHe CT:
NX OTCYTCTBME A0 Havana VICT He rapaHTUpyeT OT peakTu-
BaLM MHEKLMM B MOCIIeAYIOLEM.

3aknioyeHue

«pnonatnyeckue» aputMmmn 1 IKMIT aBngioTcs CH-
OPOMHbBIMU AMarHo3amMm, KOTopble He MOFYT CHMUTATbCS
OKOHYaTEeNbHbIMW 1 MOAPAa3yMeBatoT yriyoneHHbIn auar-
HOCTMYECK M NMOUCK, HaNpaBeHHbIV B NEPBYIO o4epeb Ha
BEPUMUKALWIO X BO3MOXKHOW BOCMANUTENBHOM 1/ UK re-
HeTUYeCKoM 3Tronornn. Mo AaHHbIM GMoncKMK M1oKapaa
B ocHoBe VA 1 cuHgpoma OKMI Yale Bcero nexar He-
PACMO3HaHHbIN NAaTEHTHbIN MuokapanT (78% n 67%), a
TaKXe ero Co4eTaHua C reHetTndecknmMmuy popmMamu. MNpu-
MeHeHWe ANArHOCTUHECKOrO anropmUTMa, CO30aHHOMO Ha OC-
HOBaHMK COMOCTaBMEHUA OAHHbIX MOPQONOrm4eckoro
NCCNeA0BaHMA MMOKapAa M KOMMIEKCHOMO HEMHBA3MBHOMO
obcnenoBaHKs, NO3BONIO C TOW W MHOW CTEMNeHbio Be-
POSITHOCTW YCTAHOBWTb HO30M10rM4eckyto Npupoady VA 1 cnH-
apoma AKMIT B 95% n 89% cny4aes.
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