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KIMHUYECKUE ®OPMbI (KNTACCUDUKALINA) APUTMOIEHHOW AUCTJIASUN NMPABOIO
XENYAO4KA: OCOBEHHOCTU AUATHOCTUKHN U JIEYEHUA

JlyToxmHa IO.A.1, Bnarosa O. B.1, Hepoctyn A. B.1, LLecTtak A. F.2, 3aknsabMuHckas E. B>

Llenb. Bbioenntb ycToiuvBbE KIMHUYECKME HOPMbI aPUTMOrEHHOW AUCNNasvun
npasoro xenyaouka (ALMX) ¢ y4eTom pa3nnyHoro Bknaga reHeTmyeckmx n Bocna-
JINTENbHBIX MEXaHU3MOB, NPOaHaNN3MPoBaTb 0CO6EHHOCTU AnddepeHLmanbHom
LMarHOCTUKV U NeYeHMs NPy KaXA0M 13 BapuaHTOB 60NesHu.

Martepuan n metoabl. OCHOBHYIO rpynny coctasunu 50 naumeHToB C fOCTOBEP-
HbIM (N=26), BeposTHbIM (N=13) nnn Bo3MoxHbIM (n=11) gnarnodom AAMX, cpea-
Huii Bo3pacT 38,1+14,6 net, myxunHbl — 20 (40%), cpok HabnoneHus 13,5 [4; 34]
Mec. [pynny cpaBHeHUsi COCTaBWIM 58 NaLMeHTOB, MMEIOLLMX OTAESbHbIE KpUTEpUM
avarHosa ALMXK, HepocTaTo4HblE AN MOCTAHOBKM AmarHo3a. Bcem nauyeHtam
BbinonHeHsl KT, cyTouHoe MoHuTopupoBaxue IKI no Xontepy, 9xoKr, nononHu-
TeNbHO B 0cHoBHOW rpynne — AHK-auarHocTuka (n=46), MPT cepaua (n=44), 3KI
BbICOKOrO pa3pelueHus (n=16), aHgoMuokapavansHas 6uoncus MK (3MB, n=2),
aytoncus (n=2). B rpynne cpaBHeHnst MPT BeinonHeHa 32 60nbHbIM, AMB (n=7),
aytoncus (n=1).

Pesynbratbl. Ha 0OCHOBaHWV aHanM3a KIMHWYECKMX JaHHbIX U XapakTepa TeveHus
3a601eBaHNs BbigeneHbl 4 CTabunbHbIX BO BPEMEHW KnHu4eckux Gopmbl AOMXK,
KOTOPbIE He CK/IOHHbI K B3aMMHOMY nepexomy: naTteHTHast aputmmyeckas (50%
60nbHbIX), pa3BepHyTas aputMudeckas (20%), AAMX ¢ npeobnafaHvem GuBeHT-
PUKYNSIPHOW XPOHUYECKO cepheyHoin HepocTatoyHocTn (XCH, 16%) v AOMXK
B COYETaHWM C HEKOMMAKTHbIM Muokapaom (HKM) nesoro xenynouka (14%). Pa3-
BUTWE TOW WU MHON POPMbI ONPEAEnseTcs Kak reHeTM4eckuMmn Gakropamu, Tak
1 NpucoeayHeHneM muokapauTta (8 % COOTBETCTBEHHO [N KO0 hOopMbl).
B gmarHocTuke nateHTHOM apuTMmyeckor GopMbl (4acTas npaBoOXenyao4koBas
aKcTpacucTonus, X3, n/unn HeycTo4mBas NpaBoXenyao4kosas Taxvkapamns, XT)
OCHOBHOE 3HaueHWe UMEenU XeHCKWii Non, CUHKone B aHamHese (16%), BHe3anHas
cMepTb B cembe (12%), IKI-kpuTepum n nonoxutensHole pesynstatel AHK-ana-
THOCTWKM (24%), pa3BepHYTON aputMuyeckon Gopmbl (yctonumeas XT, YXKT) —
BHE3anHas cmepTb B cembe (y 20%), MPT-kputepun (yBenanuerne MX co cHmxe-
Huem ero ®B), 3K -kpuTepumn 1 nonoxutensHele peaynstatel JHK-anarHocTrkm
(50%), AOMX ¢ nporpeccupytoweit XCH — Hanudme yctonumson XT (50%), cuH-
kone (37,5%), npeobnanaHue HegoctatouHoCTH MX ¢ pe3kum cHkeHnem ero @B
(25,7£15,0%), 60nblume MPT- 1 3KI-kputepun, cHkeHne BonbTaxa QRS v nono-
xuTenbHble pedynstatel AHK-anarHoctrkm (38%). Couetanne AOMXK n HKM otnn-
yatoT yacTas X9, arpeccusHas XT (57,1%), cuHkone (42,9%) n XCH ¢ poctoBepHO
MeHbLuei, 4em npu OKMM, ®B MX. NletansHocTs npu I-IV dopmax coctasuna
cootBeTcTBeHHO 0%, 10%, 25% n 14,3%, onpaBaaHHble cpabaTbiBaHUs 3aperu-
cTpupoBaHbl y 8 u3 13 (61,5%) GonbHbix ¢ KA,

3aknioueHue. LienecoobpasHo NCnonb30BaHMe NPeaioxXeHHoN knaccudukaumm
ALMX B KNMHUYECKOW NPaKTUKE C LENblo ONpeaeneHns cnekTpa aAmarHocTuye-

CKUX U NIe4eBHbIX MEPOMPUSATUIA U OLLEHKM NPOrHO3a 3a601EBAHUS Y KOHKPETHOrO
60/1bHOr0.
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CLINICAL TYPES (CLASSIFICATION) OF THE RIGHT VENTRICLE ARRHYTHMOGENIC DYSPLASIA:

SPECIFICS OF DIAGNOSTICS AND MANAGEMENT

Lutokhina Yu. A.1, Blagova O. V. 1, Nedostup A.V.1, Shestak A. G.Z, Zaklyazminskaya E.V2

Aim. To classify established clinical types of the right ventricle arrhythmogenic
dysplasia (RVAD) taken a variety of genetic and inflammatory mechanisms, and to
analyze the specifics of differential diagnostics and management of the respective
types.

Material and methods. Main group consisted of 50 patients with evident (n=26),
probable (n=13) and possible (n=11) RVAD diagnosis, mean age 38,1+14,6 v.o.,
males — 20 (40%), follow up time 13,5 [4; 34] months. Comparison group consisted
of 58 patients with some of the RVAD criteria insufficient for evident diagnosis. All
patients underwent ECG, Holter ECG 24 hours, EchoCG; in the main group
additionally — DNA-diagnostics (n=46), cardiac MRI (n=44), high definition ECG
(n=16), endomyocardial biopsy of the RV (n=2), autopsy (n=2). In comparison
group, MRI was done in 32 patients, biopsy to 7, and in 1 case — autopsy.
Results. Based upon the clinical data and specifics of the disease course, 4 types
of established clinical RVAD were selected, that do not tend to overlap: latent

arrhythmic (50% patients), manifest arrhythmic (20%), RVAD with predominant
biventricular chronic heart failure (CHF, 16%), and RVAD with non-compaction left
ventricle myocardium (14%). The development of one or another type is based on
genetic factors, as on comorbid myocarditis (in percent in the following,
respectively). In diagnostics of the latent arrhythmic type (frequent right ventricle
extrasystoly, VE and/or non-sustained right ventricular tachicardia, VT) the key role
played female sex, syncopes in anamnesis (16%), family history of sudden death
(12%), ECG-criteria and positive results of DNA diagnostics (24%). For manifest
arrhythmic type (sustained VT) — sudden death family anamnesis (in 20%), MRI-
criteria (enlarged RV with lower EF), ECG-criteria and positive DNA tests (50%). For
RVAD with progressing CHF — sustained VT (50%), syncopes (37,5%),
predominance of RV failure with its severely reduced EF (25,7+15,0%), major MRI-
and ECG-criteria, decreased QRS-voltage and positive DNA test (38%). Comorbidity
of RVAD and non-compaction myocardium differ by frequent VE, aggressive VT

19



Poccuiickuin kapayonoruyeckuin xypHan N2 2 (154) | 2018

(57,1%), syncope (42,9%) and CHF with significantly lower than in DCMP EF LV.
Mortality rate in I-IV types was, respectively, 0%, 10%, 25%, 14,3%, and relevant
shocks in 8 of 13 (61,5%) patients with ICD.

Conclusion. It is worthy to use the proposed RVAD classification in clinical practice
to define the spectrum of diagnostical and management events and assess the
individual patient prognosis.

Russ J Cardiol 2018, 2 (154): 19-31
http://dx.doi.org/10.15829/1560-4071-2018-2-19-31

ApuTMOTeHHasd OWCIUIA3Ws IIPaBOrO KEJIymZoduKa
(AAITXKX) — HacmencTBeHHOE 3abojieBaHME MHOKapia,
XapaKTepHU3yIoleecsa IPOrpecCHpyomuM GUOPO3HO-
KMPOBBIM 3aMeIlleHreM I1paBoro xkemymouka (I12K), kmm-
HUYECKU MaHU(ECTUPYIOIIee XKeIyI0IKOBEIMI HapyIIle-
HUSMHU pUTMa, C BBICOKMM PHCKOM BHE3aITHOM cepred-
Hoit cmeptu (BCC) [1, 2].

Pacmnipoctpanennocte AJITTXK cocraBnster 1:2000-
1:5000, B 3aBucuMocTu oT peruoHa [3]. ¥ 20% ymepiuux
BHE3AITHO B BO3pacTe A0 35 JIeT IpHU ayTOIICUM OOHAapy-
xwuBatot nipu3Haku AJITTXK [4, 5]; cpenn mpuunn BCC
cioprcmeHoB Ha gomio AJITK mpuxommrest or 20%
10 35% [6]. Bonpeku mpeacraBienuio o6 AIITXK kak
0 peIKoM 3a00JIeBaHMM, OHA SBJISIETCS OTHOM M3 CaMBIX
pacIpoCcTpaHeHHBIX KapAMOMHUOIIATUI: HAIIpUMeEp,
B ropojie ¢ HaceJIeHWeM | MITH. 4eJIOBEK IIPOXMBAIOT, KaK
muHIMYM, 200 manuenToB ¢ AITT2K. BaxaocTh ee cBoe-
BPEMEHHOI OWATHOCTUKH, JICUCHUS WM IIPOPUMIaKTUKU
BCC c1oxxHO TTepeoreHUTbD.

C Tex mop, Kak JaHHasT HO30JIOTHS OBlIa OIMCaHa
B 1977t Fontaine G, et al., mporuio 40 ner. OmHaKo,
HECMOTpS Ha CYIIECTBEHHBIN IIPOrpPecC B M3YICHUU
ANITXK, 10 cux Mop OTCYTCTBYET eIMHas OOLIEeTpUHSITas
knaccudpmkarusgs AJIII2K, xoropas OBl y4uThIBaja BCe
KIMHUYeCKre (OpMBI 3a00JieBaHUSI W IIOIpa3yMeBaja
OCOOBIN ITOAXOM K BEICHUIO IMAIIMEHTA B 3aBUCHUMOCTU
OT BapuaHTa 6oJie3Hr. Hemarslii mHTepec IPeICTaBIIsSIIOT
dopmbl AJITT2K ¢ cepaeuyHoii HEAOCTATOYHOCTBIO, OCO-
OCHHOCTH KOTOPBIX TAKKE TPEOYIOT M3YUCHUS.

Llenp: BBIOCINTH YCTOMYMBEIC KIMHUYCCKHAE (POPMBI
(pa3paboTarh KIMHWYECKYIO Kinaccudpmkammo) AITTK
C YU4ETOM Pa3IMIHOIO BKJIAIa TCHETHYECKIX W BOCITAIH-
TEJIbHBIX MEXaHN3MOB, IIPOAHAIN3NPOBATh 0COOCHHOCTH
mnddepeHIINATPHON OHMATHOCTUKA W JICUCHHS IIpH
KaXXJIOM M3 BapMaHTOB OOJIC3HM.

Martepuan u metogbl

B ocHOBHYyI0 TpyIIy BKITI0YeHO 50 MaliMeHTOB ¢ Aua-
rHo3zoM AJIII2K, ycTaHOBJIEHHBIM B COOTBETCTBUM
¢ momupummpoBaHabiMu Kputepussmu 2010t (Task Force
Criteria, TFC) [7]. locTOBEpHBIiA IMarHO3 IIOCTaBIeH 26
OOJILHBIM, BepOosSTHBI — 13, Bo3MoxHblii — 11. Cpen-
HUIl Bo3pacT coctaBui 38,1%£14,6 jer, myxkunHb — 20
(40%), cpok Habmonenus 13,5 [4; 34] mec.

B rpyrmy cpaBHEeHMS (n=58) BOIIN TTAIIUCHTHI, IME-
olIMe JUIIL OTACAbHBIE Kputepuu auarHosa AJITK,

Key words: arrhythmogenic dysplasia/cardiomyopathy of the right ventricle,
ventricular extrasystoly, ventricular tachicardia, myocarditis, endomyocardial
byopsy, chronic heart failure, non-compaction myocardium.

VN, Vinogradov Faculty Clinics of Therapy, I.M. Sechenov First Moscow State
Medical University of the Ministry of Health, Moscow; VB. Petrovskiy Russian
National Research Centre of Surgery, Moscow; *N.1. Pirogov Russian National
Research Medical University (RNRMU), Moscow, Russia.

KOTOPBIX HEAOCTATOTHO TSI TIOCTAHOBKHU JOCTOBEPHOTO,
BEPOSITHOTO WJIM BO3MOXHOTO amarHosa. CpegHwuit BO3-
pact coctaBu 44,6+13,5 net, myxxuun 28 (48,3%), cpok
HaoOmoneHus 12,5 [8; 26,8] mec.

B uccnenoBanme He BKIIIOYAINCH MAIIMEHTHI C JEKOM-
TMCHCUPOBAHHBEIMM BPOXICHHBIMU ITIOPOKAMH Cepalia
¥ TIeperpy3KOi IPaBBIX OTIEIOB Cepilia, TPOMOO3IMOO-
JIMEN JIETOYHOM apTepuH, IIEPBUYHOM JIETOYHOM THUIIEP-
TEH3UEH, JIETOYHBIM CEepPIIICM.

Metoapl ucciaenoBanus. Bcem mnmanueHTaM o00eux
TPYIII BBEITIOJTHEHEI 3JIEKTpoKapauorpadus B 12 oTBeze-
austx (BKTI), cyrounoe moanTopupoBanue DKI mo Xoi-
Tepy, TpaHCTOpakKajabHas sxokapauorpadus (BxoKI),
IOITOTHUTEIFHO B OCHOBHOM T'PYIIIIE — MarHUTHO-PE30-
HaHcHasg tomorpadust (MPT) cepmira ¢ KOHTpacTHBEIM
yemnenreM (n=44), DKI BBICOKOTO pa3pelleHUs IS
BBISIBJICHUS ITTO3IHUX MOTCHINAIOB Xelynoukos (ITITXK,
n=16), sumomuokapauanbHas Ouomncus I[1XK (DMB,
n=2), ayroncuss (n=2). B rpymme cpaBaHenus MPT
BBITIOJIHEHA 32 OOIBHBIM, MOP(OJIOTMIecKOe UCCIeI0Ba-
Hue muokapma — 10 (BMb — 7, mHTpaomepalloHHAas
ouoricust MUOKapaa — 1, MCCIemoBaHUE SKCIUIAHTHPO-
BaHHOTO cepama — 1, ayroricust — 1). Jlmaraos Muokap-
IATA CTABUJICS TI0 pe3yJIbraTaM KOMILICKCHOTO KIIMHUKO-
MOP(HOJIOTUIECKOTO 00C/IeIOBaHUS C 00s13aTeIbHBIM
oIlpelelIcHNEM YPOBHSI AaHTUKApAWAJbHBEIX aHTUTE]
(MDA).

JHK-nmarHoctuka mpoBomuiaach 46 GOJXbHBIM
OCHOBHOM TPYIIIBI B JTAOOPATOPUM MEOUILIMHCKOM TeHe-
tTuku PHIX uM. akag. Bb. B. IleTpoBckoro ¢ mpumeHe-
aueM texHosornu Next Generation Sequencing (NGS).
[Mownck MyTammii OCyIIeCTBIISIICS B KOTUPYIOIIUX W TIPH-
JIeXXaAIIX MHTPOHHBIX ITOCICIOBATEIBHOCTSIX JECMOCOM-
HEIX (PKP2, DSG2, DSP, DSC2, JUP) 1 He-1eCMOCOMHBIX
reHoB (TMEM43, TGFB3, PLN, LMNA, DES, EMD,
SCN5A, LDB3, CTTNA3, CRYAB, FLNC). O6HapyXeH-
Hble ipu NGS MyTanuu MoATBepKIaTNCh METOIOM TIpSi-
MOTro ceKBeHMpoBaHMS 1o CeHrepy, UX 3G (GEKT OICHM-
BaJICS C IPUMEHEHNEM OMOMH(MOPMATHIECKOTO aHAIN3A.

Cratuctnueckuii anamm3. Mcmonb3oBamachk IIpo-
rpamma IBM SPSS v.22. InckpeTHBIE JaHHBIE ITPEACTaB-
JICHBI B BHIE aOCONIOTHOTO 3HAYeHUsS W IIPOILICHTOB,
HETIpephIBHBIC TaHHBIC — B BUIIE CPEIHETO aprudMeTHIC-
CKoro * cpemHeKBaIpaTUYHOE OTKIIOHCHHME B ClTydae
HOPMAaJIbHOTO pacrpeeIcHNS YIN B BUIe KBapTuiei 50
[25; 75], ecau pacmipeneieHre OTIIMYAETCS OT HOPMaJlb-
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Ta6nuua 1
KnuHuyeckue XapakKTepnucTuku nauneHToB
C NaTeHTHoI apuTMunyeckon ¢opmon ALIMK B conocTaBneHnun ¢ rpynnoi cpaBHEHUS
Mpnanak JlaTeHTHas apuTMmdeckas popma T'pynna cpaBHeHus (MaumeHTbl ¢ YacToii X3) p
KonnyectBo naumeHToB 25 24 -
Cpok HabnoaeHns, Mec. 19 [6; 30] 18,5[10; 52] 0,26
OtaroweHHbili no BCC cemeiiHblii aHaMHe3, % 12 0 0,13
Mwuokapput, % 76,0 87,5 0,25
KonuyectBo X3/cyTkn* (Tbicaum) 20,3 [12,3; 47,5] 15,8 [9,59; 22,4] 0,02
O6mMopoku*, % 16 4,2 0,05
HYXT 10 8 0,4
HU3kui1 BonbTax Ha AKT, % 3(12,5%) 0 0,125
KOO MX (MPT), mn 142,5+48,6 118,5+33,5 0,3
OB MK (MPT)*, % 45,4+10,1 59,1£3,3 <0,001
XXup npu MPT*, % 52 20,8 0,03
PYA (obLee konnyecTo/acdekTrBHA) 8/6 /7 -
AmunopapoH*, % 60 25 0,02
MepuatensHas aputmusi, % 4,0 12,5 0,3

CokpauweHusi: X3 — xenynoukosas akctpacuctonus, HYXXT — HeycToumBas xenynodkoBas Taxvkapamsi, MK — npasblin xenyaoyek, KOO — KOHeYHbI guactonunye-

ckuii 06bem, PB — dpakuus Beibpoca, PHA — paamnoyactoTHas abnaums.

MpumeyaHme: * — napameTpbl, N0 KOTOPbIM MOJYYEHbI JOCTOBEPHBIE PA3INYMA MEXAY rpynnamMu.

HOTO. CpaBHCHZI/Ie IMAIIIEHTOB TI0 TPYIIIaM IIPOBOIMIOCH
TIPY TIOMOIIIN § WJIM TOYHOTO Tecta Duiiepa st Katero-
PHUATBHBIX TUXOTOMHYECKMX IEPEeMEHHBIX, IS OCTaJlb-
HBIX — TIpn TToMo1nn T-tecta CThiofeHTa (IIPY HOPMaJTh-
HOM pacIpeleIcHIN W YHCJie HAaOIIOACHWIT CBBIIIE 25)
i U-tecta ManHa-YutHu. JIocTOBEpHBIMU CUUTAINCH
pa3Imaus Ipy ypoBHe 3HaunMocTH p<0,05.

HccrmengoBanne omoOpeHO JOKAIbHBIM STHICCKUAM
komuteToM (Ne poTtokona 11-15).

Pesynbrathbl

B cooTrBeTcTBUM C OCOOCHHOCTSIMU KIMHHYECKUX
MPOSIBIICHNIT M TeYeHUsI 3a00JicBaHMWSA y ITAIIMCHTOB
OCHOBHOW TpYyMIbI, HAMMU BbIIENIEHO 4 KIMHUYECKUE
dopmbr AJITTXK:

1. JlarentHast apuTMudeckasi popmMa — IPOSIBISIETCS
YacTOM XeyoOYKOBOM 3KcTpacucroivein (2KD) m/umm
Mpo0OeKKaMU HEYCTOMIMBOI KETyTOUYKOBOM TaXUKaAPIUU
(HYXT) B orcyrctBue ycroitamBoii (Y2KT).

II. Pa3BepHyrast apurmmudeckas ¢opma — HalIM4due
YXXT/pubpmmrsaunu xexymoukon (P2K).

III. AITIXK ¢ nporpeccupylollieidi XpoOHU4YeCKOu cep-
IeuHoM HemocTtaTodHOCThI0 (XCH sgBnsgercss Bemymm
KIMHUYCCKUM TIPOSIBJICHUEM).

IV. AJAITX B coyeTaHuu ¢ HEKOMITAKTHBIM MUOKap-
oM JeBoro xemymouka (HKM JIXK).

B coorBeTcTBUM ¢ 3TUM, B TPYIIY CpaBHCHUSI
HaOpaHBI 4 TTOATPYIIIEL: 1) OOJIBHBIC C YACTOI IpaBOXKe-
JIyIOYKOBOM aKcTpacuctonueir (6onee 5000/cytku) mipu
OTCYTCTBHM CTPYKTYPHOTO 3a00jieBaHUS cepaia (n=24);
2) MalMEeHTHl ¢ YCTOWYMBOW W HEYCTOMYMBOI TIpaBOXKe-
JIyIOYKOBOM TaXWKapOue IIPU OTCYTCTBHUU CTPYKTYp-

HoTro 3abojieBaHusT cepaua (n=6); 3) GoNbHBIE C TUjIaTa-
mueit ITK (cormacho TFC) B pamkax mmiaTalliOHHOMN
kapauomuonatuun (JIKMIT) kak cuHapoMa, Xeaya0uKko-
BBIMU aPUTMUSIMHA ¥ COOTHOIIIEHNEM KOHEYHOTO JTUACTO-
mmaeckoro pasmepa (KIP) JIZK k mepenHezamHeMy pas-
mepy (I13P) ITXK, mamepennnix mpu DxoKI, He 6onee 1,5
(n=20); 4) OonbHBIC C XapaKTePUCTHKAMU TIEPBOM WM
TpeTbeld monarpyniel B codetannu ¢ HKM JIK (n=S8).
B nmampHeiiIeM ITOATPYIIIEI, BBIACICHHBIE B OCHOBHOI
TPYIITIC W TPYIIIIe CpaBHEHMS, CPABHUBAJINCH TIOIIAPHO.

OcTaHOBUMCST TOAPOOHEE HA OCOOCHHOCTSIX KaXKIOMU
un3 kimHnueckux popm ALK B comocraBieHuu ¢ cooT-
BETCTBYIOIIICH TOATPYIITION CpaBHECHUS.

1. JlatenTHas aputMmudecKast opma (tadi. 1).

Hannbiii BapuanT AJITTK B Halreir Koropte 00JIbHBIX
BCTpevasicst Hambosee gacto (n=25). [Ipeobmamanm xxeH-
wuHbl (72%), cpenuuii Bo3pact 35x12 net. Joctosep-
HBII IUarHo3 TTOCTaBJIcH 8, BO3MOXHEIN 8 M BepOSTHHIN
9 mameHTaMm. [IpoLIeHT TOCTOBEPHOIO AMArHO3a B 3TOM
TpyIIIIe OBLI CAMBIM HU3KUM. Y OOJIBIITMHCTBA MAIIMEHTOB
AJITTX 3amomo3peHa B CBSI3M ¢ yacToit 2KD — B cpemHeEM
20,3 teIc. B rpymiie cpaBHeHMS 9acToTa 2K OBLIa 1OCTO-
BepHO HIKe (15,8 TrIC., p=0,02), pexxe oTMeYaINCh CUH-
KomnajbHble cocTostHus (4,2% vs 16,0%, p=0,05). Cemeii-
Helii aHamue3 no BCC oraromen y 12% mnanueHToB
¢ AITT2K, yero He OTMEYEHO B TpyMIie CpaBHEHMUSI.

Jnst moctaHoBku auarHoza AJIIT2K HanbGonee Bax-
HBIMU OBLIM OaHHEIC, moxydeHHBIe npu DKI u MPT.
Hanuuwne xots 661 ogHOoTro Masoro DKI'- mim MPT-kpu-
Tepysl B COYETAaHUU ¢ 9acToi 2KD IMO3BOJISIIIO TOBOPUTH,
Kak MUHUMYM, O Bo3MOxXHOM nuarHose AJITT2K. Ha OKT
y 3 IanyeHTOB BBISIBIICHA SIICHJIOH-BOJIHA B IIPABBIX
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Puc. 1. 3KI naupenTa ¢ nateHTHoOM aputmuyeckorn dopmon AIMX.

Mpumeyanue: ckopocTb 3anucy 25 mm/c. B otBeneHnn V1 — nopo3spexne Ha €-BOMHY (3a3ybpyrHa Ha BocxoasLLem koneHe komnnekca QRS), NpofonxuTensHoCTb KOHeY-

HoWi akTMBaumm QRS>55 mc, oTpuuatenbHble 3yOubl T B 0TBEAEHUSX V1-V2.

TPYOHBIX OTBeAeHUSX (eIe y 4 — IOA03peHNE Ha SIICH-
JIOH-BOJIHY B BHIE 3a3yOpHMHBI Ha BOCXOISIIEM KOJICHE
QRS, puc. 1). IIIXK 3aperucrpupoBanbl y 6 u3 11 marmm-
eHTOB. HapylieHus pernonsgpusaluyd OTMEYalInch y 6
OOJIBHBIX: V 4 oTpuIIaTeabHBIC 3yOIIBI T B OTBEHEHUSIX
VI—V3, ay 2 — B OTBEACHUSIX VI—V2. Y Tpoux nmamueHTOB
(12,5%) na DKI' obpatun Ha ceOsT BHUMaHUE HU3KUI
BoibTaX QRS (mcrmonbp3oBasicss HAaMM B Ka4eCTBE BCIIO-
MoraTeJIbHOTO Kputepus nuarnoctuku AJITTXK). Crnemyer
OTMETHUTH, uTo HopManbHasg DKI He nckmouana AITTXK.

IIpu MPT cepaua ysBenuuenue pa3mepon [12K ormeua-
JIOCH JIUIIB Y 4 TTAIIMEHTOB, JOCTOBEPHBIX pasamanii KIIP
W KOHEYHOro auacroiamdeckoro oowema (KIO) ITXK
C TPYIIION cpaBHeHUA He mojydeHo. OcHoBHBIM MPT-
MPU3HAKOM, KOTOPBIM MO3BoiMA 3anomo3puth AJITTK,
crajio cHikeHne (pakauu Beiopoca (PB) I12K, koTopast
ObUTa JOCTOBEPHO HIDKE, YeM B TPYIMIIe CPaBHCHMUS
(45,4%10,1% vs 59,1%£3,3, p<0,001). JJomogHUTEIbHBIM
MPT-kputeprem CIayXuiao oOHapyXeHUue KUPOBBIX
BKMIoueHMiT B Mmokapae I12K, a Takke MHOBBIIIEHHOE
comepXXaHWe 3MUKAPAMAIBHOTO XXupa ¢ “HaIoi3aHueM”
Ha Muokapn [I2K, dro BcTpeuaeTcsl HOCTOBEPHO Yallle
y MaIleHTOB OCHOBHOI rpyrs (52,0% vs 20,8%, p<0,05).

[laToreHHBIe MyTallMM BBIIBICHBEI Y 3 OOJBHBIX
B reHax DSG2, FLNC u SCN5A. Eme y 3 OOJBHBIX
B reHax, accouuupoBaHHbix ¢ AJIITXK, obHapyXeHbI
BapMaHTEl C HEW3BECTHHIM KIMHWYCCKUM 3HAYCHUEM,
KOTOpPBIE TAKXKE MOTYT 0Ka3aThCs IMAaTOTeHHBIMU. VX poJTb
B HacCTos1Iee BpeMsl yTouHsieTcs. MyTauuu Obuiu obHa-
pyXkeHBI V 1 OOJBHOTO C HOCTOBEPHBIM JIHMArHO30M,

TOCTaBJICHHBIM eltle 10 mpoBeneHus JIHK -mmarnoctnky,
My 2 ¢ BEpOSITHBIM, OJlaromapss 4eMy IMarHO3 TaKXKe
TeperesT B pa3psi JOCTOBEpPHOTO. XPOHNYSCKUIN MH(PEK-
HUOHHO-MMMYHHBIN MHOKApOUT OHMArHOCTHUPOBaH y 19
(76%) nauuentoB ¢ AIIITXK, y 2 — BUPYC-TIO3UTUBHBIA,
B rpynie cpaBHeHust — y 21 nauuenTa (87,5%), y 1 —
BUPYC-TIO3UTUBHBIN (IOCTOBEPHBIX Pa3IWUMil HE OTME-
yeHo). MepuarenpHas aputMust (MA) IIpaKTHIeCKU
He BcTpeyvasnach Ipu gaHHoil ¢opme AITXK, HO oT™Me-
yeHa y 12,5% nauueHTOB TPYIIIbI CpaBHEHUs (KaK IIpo-
SIBIICHIE MUOKapINTA).

Bcem mammeHTaM oOemXx TpyNIl Ha3HAYaJINCh aHTH-
aputMmaeckue Tperapathsl IC Kimacca (3Tanu3uH, auia-
nuanH), II (omcompoimon, Meromponon) u III kmacca
(aMmomapoH, COTajoJ), Hambojiee 9acTO — STAIlU3UH
(68% B ocHOBHOII U 83,3% MALMEHTOB B IPYIIIE CPaBHE-
Hus). Y 6ombHbIx ¢ AJITTK moctoBepHO yarie mpuxonu-
JIOCh MCIIOIB30BaTh amuomapoH (60% vs 25%, p<0,02).
PannoyacTtoTHas abGnauusi apuTMOTeHHOTO (oKyca
(PYA) BeITIOSTHEHA 8 TTAITMEHTAM C JIATCHTHOM apUTMHYC-
ckoii popmoit AJITTK (32%), nByM U3 HUX — TIOBTOPHO,
¢ xopoiuM apdekToMm — y 6 (75%). B rpy1irie cpaBHeHUs
PYA niposenena 7 6obHbIM co 100% addexTom, moTpesd-
HOCTH B TIOBTOPHBIX IIPOLIeAypaxX He OBLIO.

Kaponoseprep-gebudpmmrsitop (MKA)  ObLx
MMIUIAHTUPOBAH JIMIITh OTHOM ITAIlMeHTKE C JIATCHTHOM
ApUTMHUIECKOM (POPMOit B CBSI3UM C YaCTBIMM ITPOOCKKAMU
HYXT u snuzogomM morepu CO3HaAHUS apUTMOTEHHOTO
XapakTepa B aHaMHe3¢ B COYETAaHUM C ITOTPECOHOCTHIO
B IIOCTOSTHHOM CTUMYJISIIMY (CHHIPOM CJIa00CTH CHHYCO-
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Tabnuua 2
KnuHuyeckue XapakKTepnucTuku nauneHToB
C pa3BepHyToi apuTmuueckon popmon AMK B conocTtaBneHmn ¢ rpynnoi CpaBHEHUS
Mpnanak Pa3sepHyTas aputmuyeckas popma I'pynna cpasHeHus (naumneHTsl ¢ YXT) p
KonunyectBo naumeHToB 10 6 -
Cpok HabnoaeHns, Mec. 26,5 [5; 106] 10,5[1; 16] 0,2
OtaroweHHbili no BCC cemeiiHblii aHaMHe3, % 20 0 0,38
MwuokapaunT, % 30 83 0,06
KonuyectBo X3/cyTku (TbiCcsuM) 12 [0; 21,5] 1[0,3; 13,2] 0,66
0O6mopoku, % 60 50 0,4
HU3KkuiA BonbTax Ha 9K, % 30 16,5 0,51
KOO MX (MPT), mn 165+11,4 150£12,7 0,25
OB MX (MPT), % 42,7+3,8 50,5%6,4 0,25
Xup npu MPT*, % 50 0 0,027
PYA (06Lee konmM4ecTBO/3dbEKTMBHDI) 3/1 2/2 -
VKA, % 40 16,7 0,35
AnekBaTHble cpabaTbiBaHus, % oT nauueHTos ¢ VKL, 50 0 0,4
MepuatensHas aputmus, % 20 0 0,34
CwmepTb, % 10 0 0,62

CokpaweHus: X3 — xenynoukosas akcTpacuctonus, YXXKT — ycToiiumBas xenynoukosas Taxukapaus, MK — npasbiid xenynodek, KOO — KOHEYHbIA AMaCcTONNYECKNiA
06bem, DB — dpakuus Beibpoca, PHA — pagmnoyactoTHas abnaums, VKL — nMmnnaHTipyemblii kKapanoseptep-aedubpunnarop.

I'Ipumeuauue: *— napamMeTpbl, N0 KOTOPbLIM MOJTy4eHbl AOCTOBEPHbIE PA3NNYNA MeXay rpynnamMmu.
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MpumeuaHue: ckopocTb 3anncy 25 MM/c, a — Napokcuam yctoiumeoii XXT ¢ mopcdonorueii 6nokaasl JIHMT ¢ HkHel ocbio; 6 — SKI nocne kynuposarus XT: HU3KMiA
BonbTax komnnekcoB QRS, HenonHas 6nokasa npasoi HOXKKM Nydka Mica, MK akcTpacucTonus, oTpuuaTensHole 3youbl T B V-V,

BOTO y37a). AnekBaTHbix cpabareiBanuii K]l He ObL10.
3a Bpems1 HaOJIOEHUST CMEepTeil B OCHOBHOU TpYIIIIe
HE OTMEYEHO, B TPYNIE CPAaBHEHUST yMEPSIO 2 OONBHBIX
(1 — TpoMOO3MOOIMS JIETOTHOM apTepnu, 1 — HACHIIb-
CTBEHHAST CMEPTH).

2. PasBepnyras aputmMudeckas dopMma (Taoir. 2).

PaszBepnyrasg apurmuueckas ¢hopma AIITXK nuarHo-
crtupoBaHa y 10 GoabHBIX (4 MyxunHbl, 40%, cpeaHuMit
Bo3pacT 48+12,6 net). ¥ 7 nauneHToB auarHo3 AJITTK
IOCTOBEPHBIN, ¥ 3 — BepoSTHBINM. OCHOBHOM OTINYM-
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TEJIbHON OCOOCHHOCTBIO 3THX OOJBHBEIX SIBJISIOTCS 3ITH-
3ombl YXKT m3 I12K (puc. 2); y 60% oTMedannch apuTMo-
reHHble OOMOpPOKM B aHaMHe3e, y 6 perucTpupoBaiach
yacras 2KD. MaTepecHo, uTo y 3 60mpHBIX 2KD He peru-
CTPUPOBAJINCH BOBce, a emé y 1 mx Obpuio mMeHee 500:
Yy OOHOW malMeHTKH O0e3 KO mmarHo3 DOCTOBEPHBIN,
a'y OCTaJIbHBIX Ha JaHHBIIX MOMEHT BEPOSITHBIN. B rpyrmmy
cpaBHeHUs Bouuio 6 xeHiuH ¢ YXKT, y 2 U3 HUX peru-
crpupoBajock He 6onee 100 XKD B cyTKi; CHHKOIIAIbHBIC
COCTOSTHUSI B aHaAMHE3¢ OTMEUCHBI Y TIOJIOBUHEL.

CewmeitHblit anaMHe3 otsaroiueH mo BCC y 20% mawu-
€HTOB C pa3BepHyTOl aputMmuueckoit dopmoit AITTK
W HU Y OTHOTO M3 OOJBHBIX B IpyIIie cpaBHeHUS. [Ipu
ananu3se DKI BoigBieHs! TunmmuHbie 1 AJITTK n3mene-
HUs, KOTOpEIe, B coueTaHnu ¢ Y KT, 3HAUNTETBHO YIIPO-
AT TTIOCTAHOBKY AMArHO3a: TUIIMYHAS STICUJIOH-BOJIHA
perucTpupoBajach y 3, eme y 2 — 3a3yOpHHEI Ha BOCXO-
msiieM KojeHe QRS B IpaBBIX TPYTHBIX OTBEICHUSX
(y omHOTO M3 HUX BBISIBICHBI [1112K); y mMomI0BHHEI 60JTh-
HbIX — OTpHULIaTeJbHbIe 3yOlLbl T B OTBeACHMSIX Vl—V3
(puc. 2). Cumxenue BoubTaxa QRS ormeueno y 30%
B OCHOBHOI rpymime u 'y 16,5% B rpyIire cpaBHeHUs].

ITIpu MPT cepana yBelmyeHWe UHIEKCUPOBAHHOTO
ooweMa IT2K (orHOmMeHme KJ1O IT2K X mmonany moBepx-
HOCTH TeJjia) OTMEUYEHO JIUIG Y 2 TTallieHTOB, CHIKEHIE
®B I1K menee 45% Takxke y 2. JI0CTOBEPHBIX pa3Inyuii
C TPYMIION CpaBHEHMSI HE ITOJYYCHO, YTO MOXKET OBITh
00yCJIOBIEHO MaJIBIM 00beMOM TpyTin. 2KMpOBbI€ BKIIO-
yeHUs B MuoKapue 12K um ToBBIIIIEHHOE ComepsKaHUe
SIHUKAPINATBLHOTO XXMpa ¢ “HaIloji3aHueM’ Ha MHOKap.I
I12K B OCHOBHOI4 TpyIINe BbISIBIEHBI y TTOJOBUHBI 0OJIb-
HBIX, B TPYIIIC CpaBHECHWUS HE OTMEUECHBI HH pa3y
(p<0,05).

Y oaHOI MalyeHTKU ¢ pa3BepHYTOM apUTMUYECKOM
dopwmoii as Bepudukanuu guarno3a AJIT2K u uckimo-
YyeHNs MHOKapAuTa ObUTa BEITIOJHEeHA DMBbB: B cy0sHIO-
KapauaibHbix otaenax 12K agumouutsr (25-50% 1uto-
mann) m Gubpos; MHoKapm pasmeiicH (pUOpO3HBIMU
CenTaMy Ha TOJbKHU (BRIpaKCHHOE HapYIICHUE apXUTCK-
TOHUKHW); TPU3HAKOB MHUOKApAWTA HET. Y IIOJIOBUHBI
0OJIbHBIX C pa3BepHyTOM apuTMuueckoit hopmoit AIITTK
IVarHO3 TeHETHYECKN BepU(HUIIMPOBAH: OOHApPYKEHEI
MyTanum B reHax PKP2 (n=3), TMEM43 (n=1), B ogHOM
caydae — B reHax DSG2 u DES (3HadyeHUE TIOCTICTHEH
MYTaIIM YTOUHSICTCST). MyTalluy BHISIBIICHH Y 4 TTalICH-
TOB C MICXOIHO JTOCTOBEPHBIM TUAaTHO30M U OTHOI C BO3-
MOXKHBIM (B CBSI3U C YeM €€ TUATHO3 CTaJl JOCTOBCPHEIM).
Y mauueHTOB ¢ pa3BepHYTOM apuTMUYECKON GopMoit
COITYTCTBYIOIIMI MUOKAPIUT BBISIBIISICS HanbOoJee pel-
KO II0 CpaBHEHMIO ¢ ocTajbHbIMU (opmamu AIITK —
y 3 6ombHBIX (30%), BUpPYC-TTO3UTUBHBIN Y 2. B Tpymme
CpaBHECHMSI BUPYC-HETATMBHBIA MHUOKAPIWT BBISBICH
B 83% (p=0,046). MA otmeuena y 20% GONBHBIX C JaH-
Hoit hopmoit ALK 1 Hu pa3y He BCTPETIIIACH B TPYIITIC
CpaBHEHMUS, IJIsI KOTOPOU OBljIa XapaKTepHa N30 IMPOBaH-
Hasg YXKT.

M3 aHTMapUTMMKOB B OCHOBHOI TPYIIIIE Ha Pa3HBIX
aTamnax HauboJjiee YacTo HazHavaauch amuomapoH (50%),
cotanon (30%) u srauusuH (30%), B rpyIine cpaBHEHUS
Kaxnblii u3 HUX nojiydano 50% GosbHBIX. JlOCTOBEpHBIX
pa3muInii He OBUIO. AHAM3 CTPYKTYPHI aHTHUAPUTMMYC-
ckoit Teparmuu nipu AJITI2K Bcerma mpencraBisieT CIIOX-
HOCTB B CBSI3M C 9aCTOI CMEHOM IIpeIrapaToB ¥ MX KOMOM-
Harmit y omHoro 6onbpHOTO. CliemyeT OTIeIbHO OTMETHUTD,
YTO Yy OTHOM M3 HMAIlMEHTOK ¢ TCHETUIECKHA 1 MOP(OIOTH -
YeCKH BepUGUIIMPOBaHHBIM auarHo3zom AIIIXK (6e3
MHMOKApANTa) TOoCiIe 0epeMEHHOCTH YIAJI0Ch ITOJHOCTHIO
OTKAa3aThCsl OT aHTUAPUTMUYCCKOM Tepalnu: B TCUCHUE
TOCTIETHNX HeCKOIbKIX JIeT 2KD 1 KT He pellnauBUPYIOT.

PYA sHIokapauaIbHBIM TOCTYITOM BEITTOJTHEHA 3 00Tb-
HBIM OCHOBHOW TPYIIIBL: IOJTHBIA 3(P@EKT ITOCTUTHYT
Y OTHOTO 13 HUX, B OIHOM ciiyyae PYA oka3anacsk ycremr-
Hoit B orHomeHuM KT (HO coxpaHsiachk dactas 2K3),
y TpeThero maumeHTa 3¢ dekTa He OBUIO BOBCE; IIOBTOP-
Hoit PYA (B T.4. aTMKapAMaIbHBIM JOCTYIIOM) HE IIPOBO-
IJIOCh, HApYIICHUsI PUTMa KOHTPOJIMPYIOTCS MeEIUKa-
MeHTO3HO. Eme y aByX OOJBHBIX C HETOCTAaTOUHBIM
3¢ dexToM aHTUAPUTMUKOB OT TIipoBedaeHusi PYA
peIlleHO BO3MEPKATBhCS B CBA3M C PHUCKOM WHIYKIINU
3JIeKTpUYeCKOoro mropMa. B rpymnne cpaBHeHusi PUA
Obl1a BBEITIOJIHEHA 2 OOJBHBIM C OIHBIM 3(p(eKTOM.

WK/ nmmutantuposat 4 (40%) manueHTaMm ¢ pa3Bep-
HyToM aputMuueckoi opmoit AJITT2K, anekBaTHbIE cpa-
GaTbhlBaHUS 3aperucTpupoBaHbl y 50%, B TOM 4uCIie
Yy OmTHOTO OOJBHOTO —HEOTHOKpATHBIC CpadaThIBAaHMS
no nosoxy ®XK; oguH manmeHT oT MMIDIaHTamun MK]]
otkazajics. B rpynne cpaBHeHus MK/ ummiaHTupoBaH
1 (16,7%) nauneHTKe, cpabaThIBAHKMI HA JAHHBII MOMEHT
He OBLT0. 32 BpeMs HaOIIONeHUS 3a MAallHeHTaMM B OCHOB-
Hoii Tpyrme ymep 1 manuenT 6e3 MKJI (BepositHO, apuT-
MMYecKast CMEpPTh), B TPYIIIIC CpaBHEHUSI CMEPTEil HET.

3. AJIITX c mporpeccupytonieit XCH (ta6a. 3).

IMpu3znakm XCH B Hameil Koropre OTMeYeHBI
y 19 (38%) manmeHTOB, OJJHAKO 3Ta KIMHUYeCcKast hopma
ITWATHOCTHPOBAHA JIMIIB Y TeX, Y Koro mposiaeHns XCH,
mmnataums 1K co coimkennem ®B, BeIpaxkeHHOM TpH-
KycIMmaabHo perypruranueii (TP) 1 pa3BuTremM 3acTost
10 OOJIBIIIOMY KPYTY BBIXOIST Ha TIEPBHI IUIAH B KIIMHK-
YecKoil KapTuHe. B rpymmy Bomuio 8 ImammeHToB, IIpe-
00J1a0a10T MyK4YMHbI (62,5%), cpeaHuii Bo3pact 45,8+19.,6
neT. Hecmotpst Ha 10, uto XCH He cunTaeTcs TUITMYHBIM
nposieieHrueM AJITT2K, uMeHHO B 3TOM rpyIrne auarHos
IOCTOBEPEH Y BCeX OOMBHBIX. BMecTe ¢ TeM, KOIMIeCTBO
KD y HuX 3HAUMTETLHO MEHBIIIE, YeM IIpU IPYTUX hopMax
AJITTX (B cpeneM 1,6 ThIC.) U MaJIO OTJIMYAETCS OT KO-
yecTBa KO B rpymre cpaBHeHms (1 ThIC.). TeM He MeHee,
B OCHOBHOM TrpymnIe CYyIIECTBEHHO dYalle OTMeYyalucCh
mapokcusMbl YXKT (50% vs 10%, p<0,05) u cuHKOMmajb-
Hble coctostHus (37,5% vs 5%), p=0,058).

Otsromennsbiit mo BCC ceMeiiHBIN aHaMHE3 OTMEUeH
y 1 maumeHTa B OCHOBHOM rpymnie. Y 6ojabHbix ¢ AJTTK
JTOMMHHPOBAJIa ITPAaBOXEIYIOYKOBAsA HEOOCTATOYHOCTB,
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Tabnuua 3

Knunuyeckue xapakrepuctuku naumeHtoB ¢ ALMXK ¢ nporpeccupyioweit XCH B conocTtaBneHuu ¢ rpynnoi CpaBHEHUs

Mpun3aHak AMX ¢ nporpeccupytoLuein XCH
KonnyectBo naumeHToB 8

Cpok HabnoaeHns, Mec. 6,5[1,75; 17]
OtaroweHHbili no BCC cemeiiHblii aHaMHe3, % 12,5
Mwuokapgut, % 87,5
KonuyectBo X3/cyTku (TbiCcsum) 1,6 [0,5; 3,5]
O6mopoku, % 37,5

YXT* 4 (50%)
HU3KWiA BonbTax Ha IKT, % 4 (50%)

DB JIX (3XO-KI)*, % 43,8+13,1
KAOP MX (MPT), Mm 54,3+12,6
KAP JIX (MPT), Mm 47,1£26,0
DK XCH (NYHA) 2[2;3]

nKa, % 50
AnekBaTHble cpabaTbiBanus, % oT naumeHTos ¢ KA, 50
MepuatensHas aputMus, % 37,5
CmepTb, % 25

I'pynna cpasHeHus (naumneHTs ¢ AKMIM) p

20 -
10,5 [4; 21] 0,4

0 0,28
95 0,5
1[0,2; 3] 0,95
5 0,058
2 (10%) 0,038
5 (25%) 0,28
28,5+7,8 0,001
45445 0,28
64,8+4,1 0,09
3[3;3] 0,1
35 0,4
14,3 0,28
65,0% 0,18
40 0,39

Cokpauwenusi: XCH — xpoHuyeckasi cepaeyHas HepocTaTtoyHocTb, AKMIM — aunataumoHHas kapayomumonatus, X3 — xenynoukosas akcTpacuctonus, YXXT — ycToi-
umMBas xenynoykosas Taxukapaus, MK — npasbiii xenynouek, KAP — koHeuHbll auactonunyeckuii pasmep, ®B — dpakums Boibpoca, PK — yHKLMOHANbHBIA Knacc,

KL — uMnnaHTupyemblii kapamosepTep-aebubpunnaTtop.

npumeuauue: *— napamMeTpbl, N0 KOTOPbLIM MOJTy4eHbl 4OCTOBEPHbIE PA3NNYNA MeXay rpynnamMmm.

®B JIXX y HAX ObIIa JOCTOBEPHO BBIIIE, YeM B TPYIIIC
CpaBHEHUsI, MpeacTaBiaeHHoN mauueHTamu ¢ JKMII
nHoM sTmonormu (43,8x13,1 vs 28,517,8, p<0,01).
OynkumonanbHblii Kiaace (PK) XCH mo NYHA 0wt
TaKKe HIKE Y MAIlMeHTOB OCHOBHOM Tpyrmisl (2 [2; 3] vs
3[3; 3], p=0,1). B To Xe BpeMsI BOBJICUCHNE B TTATOJIOTH-
yeckuii mpouecc JIZK B To# MM MHOM CTereHn HabIoa-
JIOCh TIpakKTU4ecKu Y BcexX nmaumeHToB ¢ AJITTK n XCH:
OB JIXX <50% ormeuena y 87,5% m3 HUX, OTPUIATEh-
HbIe 3yOnsl T B JIEBBIX U/WIN B HIDKHUX TPYIHBIX OTBEIC-
Husix — y 75,0%. IpuuuHoit BoBmevyenus: JI2K moryr
ObITh KakK OuBeHTpuKyJIsapHas ¢dopma AJIXK, Tak
W COITYTCTBYIOIINI MHOKAPIUT, KOTOPHEINA TUATHOCTUPO-
BaHYy 7 (87,5%) maiiieHTOB B OCHOBHOI rpytire. B rpymme
CpaBHEHMS YacTOTa MUOKapAKUTa cocTaBmia 95%.

Ha BKIT y mammmenToB ¢ AIITXK n XCH peructpupo-
BaJICSI KAK MUHUMMYM OIMH Oojibiioit kputepuii AITTK
(Y MOJIOBUHBI — 3IICUJIOH-BOJIHA, Y 75% — HeraTuBHbIE
3y01bl T B mpaBbIX TPYAHBIX OTBEACHMSIX). XapaKTEPHbIM
IJIT 9TOM (hOPMBI SIBIIICTCS CHIKeHME BosbTaxka QRS:
B OCHOBHOI1 TPYIIIE 3TOT IIPU3HAK OTMEUYCH Y TTOJIOBUHBI
MMAIleHTOB, a B TPYIIIIe CPAaBHCHMUS — JIUIIIb Y YETBEPTH.
VY 5 u3 6 6onbHbIX ipu MPT ormeueHo yBennuenue K/P
K (puc. 3). ®B ITK omneHmBanach y 3, OblIa pe3KO
CHIDKEHa M B cpemHeM cocrtaBwia 25,7+£15,0%. Ilpu
COIIOCTABJICHUM C TPYIION CpaBHEHUS IOCTOBEPHBIX
pa3IMInii He OTMEUYEHO, YTO, CKOpee BCETo, 00YCIIOBIICHO
TeM, 4yTo MPT Obl1a BbIMONHEHA JUIDL 4 OOJIBHBIM.
B cpaBHenuu ¢ nanueHTamu ¢ cuHapomom JIKMII nnoit
aTrojiornuu, 60abHbIX ¢ AJITXK otnuuanu 6oabinii pa3-

mep I1K (54,3£12,6 mm vs 45145 mm), npu JIKMIT xe,
Hao0opoT, BenyluMm siBisgeTcs nopaxenue JIZK (KIP
JIK 47,1£26,0 npu AAILXK vs 64,844,1 npu JKMII),
a 'K ipu aTOM OTCTaeT B pa3Mepax.

ITpu JHK-mmarHoctke y 3 OOJBHBIX BBISIBJICHBI
myTarun B reHax DSG2, DSP u FLNC. Crnenyer oTMe-
TATh, 9YTO HU y omHoro 6oxsHOro ¢ AJIIIK m XCH
He OBUIO MyTamuii B reHe PKP2, KoTopble IIpeobiamain
MpU pa3BepHYTOU apuTMUUECKOi dhopme. ¥ nByx 60Jb-
HBIX JOCTOBepHBIN auarHo3 AIIITK ObL1 mocTaBieH elie
no mposeneHus JHK-guarHocTuku, B TO BpeMsl Kak
Y OOHOM MAIMEHTKUA C COIYTCTBYIOIIUM MHOKAPIUTOM
nojioxXuteabHbiii pedynbraT JIHK-gmarnoctuku mon-
tBepaua Hanmmuue AITTK: nparHo3 u3 BeposiTHOTO mepe-
IIIeJT B KaTeTOPHIO JOCTOBEPHOTO.

AHTHapUTMHIYECKasl Tepallys B TIONABIISIONIEM OOJIb-
IIVHCTBE CJIy4aeB ObUIa MpPEACTaBeHa aMUOJAPOHOM:
ero mojydanu 75% maimeHToB B 06enx rpynmax. bera-
OJioKaTopsl ObUIM HasHadeHbl 62,5% u 75% OONBHBIX
B OCHOBHOM TpYIIle W TPYIIIIe CPaBHEHMS COOTBET-
ctBeHHO. Jleuenne XCH BKiIogaso Takke Ha3HadYCHUE
METJICBBIX ITUYPETHKOB, AHTArOHMCTOB aJbIOCTEpPOHA
n mHruoutopoB AII®. PYA BromonaHeHa 1 GolpHOMY
W3 OCHOBHO IPYIIIBI M 1 U3 TPYIIIBI CPAaBHEHUS, B 000MX
ciydyassX II0 TOBOAy TpemneTaHus mpencepouii. MK]I
nMrntanTupoBad 4 (50%) marmentam ¢ AITTK u 7 (35%)
OOJIBHBIM W3 TPYIITEI CpaBHEHMS. AIeKBaTHEIC CpabaThI-
BaHus1 3apeructpupoBanbl y 50% mnauuenroB ¢ MK]I
M3 OCHOBHOI IpyIbl 1 uiib y 1 (14%) B rpy1iie cpas-
HCHUSI.
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Puc. 3 (a, 6, B, r). MPT cepaua 6onbHoro ALMX c nporpeccupyiotein XCH.
Mpumeyanue: nccnenosanue BoinonHeHo B JIPLL M3 P® (k.M.H. E.A. MepuHa, npodeccop B.E. CuHuubiH): @) knHo MPT, pnuntas ocbk JIK, 4-x kamepHas npoek-
umst; 6) knHo MPT, kopoTKasi OCb; B), I) OTCPOYEHHOE KOHTPACTUPOBAHME, BblPAXEHHbIE IMHENHbIE 30HbI UHTPAMMOKaPAUANLHOTO 1 CyGanmnkapamanbHOro KOHTPacTMPOBa-
Hua Muokapaa JIXK, andodysHoe koHTpacTpoBaHue myokapaa MK (conyTeTayiowmii Muonepukapamt). CTpenkamuy ykasaHbl y4acTkn UHTPaMUMOKapAvanbHoro 1 cy6anm-
KapZauanbHOro KOHTPACTMPOBaHUS Muokapaa JIK, MyHKTUPHLIMK CTPenkamMum — KOHTpacT1poBaHme mvokapaa X, * — BbINOT B NON0CTY Neprkapaa.

3a BpeMsi HAOMIOJEHUSI B OCHOBHOW TPYIITIe yMEpJn
2 yemoBeka (25%) B cBasu ¢ TepMuHaibHO XCH
(1 manuMeHT OTKa3ajcsl OT TPAHCIUIAHTAIIMU CEpla).
B omHOM ciydae MBI pacmiojiaraeM JaHHBIMM ayTOTICUU:
HapsIIy C TOTATbHBIM (DOPO3HO-XKMPOBHIM 3aMEIIEHNEM
muokapaa [12K BbISIBIeHB PU3HAKM aKTUBHOTO MUO-
kapaurta, metoaom TP B Muokapae obHapykeH reHoM
BHpYyca Teprieca 4yejoBeka 6 Tuma. B rpynme cpaBHeHUs
ymepiio 8 (40%) malveHTOB: TTOJIOBUHA — B CBSI3U C Tep-
muHanbHON XCH, 1 — BCC, 1 — oT IIposIBIICHUIA TOJIH-
OpTaHHOW HENOCTaTOYHOCTU Ha (hOHE TEPMUHATBHOMN
XCH, 1 — ot 1ybepkyne3a; emnie apouM (10%) Oblia
BBITIOJTHEHA TPAHCTUIAHTAIINS CEPIIA.

4. AJIITX B couetannu ¢ HKM (ta6u. 4).

CriepBa MBI HE BBIIEISUIM OOJBHBIX C COYETAHUEM
ANITXK u HKM B oTnenbHy0 popMy, HO UX KOJTUYECTBO
pOCIIO M K HACTOSIIIEMY MOMEHTY HOCTHUIJIO 7 YeIIOBEK:
2 M3 HUX paHee BXOIMIM B TPYIIITY C JJATCHTHOM apuTMHU-
geckoi popmoit, S — B rpyrmy AIITXK ¢ mporpeccupyio-
meit XCH. DTiM GOIBHBIM MPUCYIT PSAI OCOOCHHOCTEH,
KOTOpBIN OTJIMYaeT UX OT Apyrux mamueHToB ¢ ATTK
M, OYEBUIHO, OOYC/IOBJIEH MMeHHO HaiumuuemM HKM.
B rpymnmne npeo6iaagaiotr Myxx4uHbl (n=35, 62,5%), cpen-
HUl Bo3pacT 47,4%t12,9 mer. J1oCTOBEepHBI IUATHO3
HKM yctaHOBJIeH B COOTBETCTBUM C OOILLIETIPUHSITHIMU
BU3YaJIbHEIMM KPUTCPUSIMM Ha OCHOBAaHUM JTaHHBIX
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Ta6bnuua 4

KnuHunyeckue xapakrepuctuku naumeHTos ¢ coyetaHuem ALMX n HKM B conocTaBneHuu ¢ rpynnoil CpaBHeHUs

Mpnanak Coyetanne AOMK n HKM
KonunyectBo naumeHToB 7

Cpok HabnoaeHns, Mec. 12 [2; 40]
OtaroweHHbili no BCC cemeiiHblii aHaMHe3, % 14,3
MwuokapaunT, % 85,7
KonuyectBo X3/cyTku (TbiCcsuM) 15,4 [5,6; 33,2]
O6Mmopoku, % 42,9%

YXT 57,1%

HU3KUIA BonbTax Ha KT, % 42,9%

KAP MX (MPT), Mm 42+7,5

@B X (MPT), % 38,8+12,3
Xup npu MPT, % 57,1

OB JIX, % 43,1£9,3

KOO JIX, mn 14132

DK XCH (NYHA) 2[0;2,5]

nKa, % 57,1
AnekBaTHble cpabaTbiBanus, % oT nauueHTos ¢ KA, 75
MepuatensHas aputMus, % 28,6
AmMnOaapoH, % 71,4

CmepTb, % 14,3

I'pynna cpasHeHus (naumenTtsl ¢ HKM)
8

p

15,5 [7; 22] 0,5

0 0,47
87,5 0,73
210,5; 5,8] 0,03
25% 0,43
12,5% 0,1

0 0,077
45,8+12,7 0,7
60,5+0,7 0,017
0 0,07
38,8+17,2 0,054
148,9+33,3 0,7
1,75 [0; 2,9] 0,8
37,5 0,41
33,3 0,37
50,0% 0,4
50 0,24
0 0,47

CokpaueHusi: HKM — HekoMnakTHbI Myokapa, KO — xenypoukosas akctpacuctonms, Y)KT — ycToiiumeas xenynoukosas Taxukapavs, MK — npasbiii kenynouexk,
KO — KoHeuyHblii guactonuyeckuin 0obem, @B — dpakums Boiopoca, DK — dyHKUMoHaNbHbIN knacc, XCH — xpoHuyeckas cepagyHas HeloCTaTouHOCTb, UKL, — uMnnan-

TUPYEMbIi kapavosepTep-AedudpUAnaTop.

OxoKI, MCKT wu/umun MPT. Ouarno3 AIIIXK Obvn
JOCTOBEpHBIM Y 4 OonbHBIX (57,1%), BEpOSITHBIM Yy 2
(28,6%) v BoamoxxHBIM y 1 (14,3%). B rpymmy cpaBHeHUs
BOIIUIO § MAIIMEHTOB C JOCTOBEPHBLIM amarHo3oM HKM,
Kak “apurMmaeckux’ (n=4), Tak u ¢ heHoTrrioM JKMII
u XCH (n=4).

Cewmeiiabrif aHaMHe3 otgromeH mo BCCy 1 manuenTa
U3 OCHOBHOI Tpymiibl. bonabHbIX ¢ coueTtaHueM AJIITTK
1 HKM otnuyanu 6oJiee TsSoKeNble apuTMUM: KOJTUYECTBO
KD cocraBmino y HuX B cpemHeM 15,4 Teic. (OoJbIIe, YeM
pu 11 u 111 popmax AIITXK), B To BpeMs Kak B IpyIIIe
cpaBHeHUsT — b 2,1 Thic., p<0,05. Y KT peructpupo-
Bajach B 57,1% B comnoctasinenuu ¢ 12,5% B rpymie cpas-
HEHUSI, CMHKOITAJIbHBIC COCTOSIHMSI B aHaMHE3¢ OTMe-
yeHbl B 42,9% B cpaBHeHuH ¢ 25,0%. [posasienus XCH
y nareHToB ¢ AJITT2K 1 HKM 1 y 60JbHBIX ¢ U30JIUPO-
BaHHBIM HKM mnpaktuuecknm He ommmyanuch. PK
mo NYHA 2 [0; 2,5] vs 1,75 [0; 2,5], 9TO TOBOPUT O BeIy-
mem Britage HKM B paszsutiie XCH. Ot 60mbHBIX AIITTK
¢ mporpeccupymomieii XCH >tix OOJBHBIX OTIMYAIA
66mpmre pasmepsl JIZK, Ho mipu 3TOM 601ee HU3KU @K
XCH, HecMmotpg Ha 1o, uyto ®B JIXK mpu stux dopmax
ObLIA IIPAKTUYECKN OOMHAKOBAsI.

Ha OKTI' y 3 (42,9%) 6onbHbIX ¢ codetaHueM HKM
n AJITXK perucrpupoBaiach 3MCUIOH-BOIHA, Y OJHOTO
MMaIleHTa C HEIIOCTOSIHHON 3IICUJIOH-BOJHOM BBISIBJICHBI
IIITXK. OtpuuarensHble 3y0IbI T B IIpaBBIX TPYTHBIX
OTBEACHUSIX OBUIM 3apeTUCTPUPOBAHBI JIMIIL B OTHOM

ciyJae, y IBOMX OHU PETMCTPUPOBAINCH B JICBBIX TPYI-
HBIX OTBEICHUSIX, €IIle Y JBOMX — B HIDKHUX, 9YTO MOXKET
ObITb 00ycioBiaeHo 1 HanuuueM HKM. I1lpu MPT cepaua
pasmepsl [12K B OCHOBHOI TpymIle ¥ TPYyIIe CPaBHEHUS
JOCTOBEPHO HE OTIMYAINCh, B TO BpeMs Kak @B TTK
ObL1a JOCTOBepHO HUXKe y manueHToB ¢ AITIK u HKM
(38,8+£12,3 vs 60,5%0,7, p<0,05) (puc. 4).

Ocob0ro BHUMaHUS 3aciTy>kuBatoT pe3yabraTsl JJHK-
OUAaTHOCTUKM: y | TaIlMeHTKM OOHapy:XeHa TUITMYHAS
mnst AITTK matoreHHass myrtamusa B reHe DSP, y mpy-
roii — couyeTaHuWe ABYX MyTallUil B T€HaX CApKOMEPHBIX
o6enkoB (MYH7w MyBPC3), uto Turimuno st HKM. Ee
otiimyaetr peuunusupywomasgs YXKT, pesucteHTHas
K MeAUKaMEeHTO3HOI Tepanuu u moBTopHEIM PUA. Emie
Yy omHOTO 60JIbHOTO B TUITMIHOM M1t AJITTXK rene PKP2
00Hapy:XKeH BapHaHT ¢ HEM3BECTHBIM KIIMHIYECKAM 3Ha-
YyeHUEM, pOJib KOTOporo TpebyeT yrouHeHusi. PYA
B OCHOBHOW TPYIIIe BBITIOJHSIACH JIMIIL YIIOMSHYTOU
0oJsibHOM, B rpymne ¢ uzoarpoBaHHbiIM HKM — onHomy
MAIMeHTY MO TTOBOMY YacToii 2K ¢ xopommm 3(hheKToM.
[IpomenT MHUOKapaWTa OBLI BHICOK KaK B OCHOBHOM
rpymme, Tak U B rpymme cpaBHeHus (85,7% u 87,5%,
COOTBETCTBEHHO). MA Kak B TaHHOM TpyIIIle, TakK U IIpU
AIITX ¢ XCH Bctpeuamacy pexe, yemM npu JKMIT
WHOI 3THojoruu u uzonupoBanHoM HKM, yrto otpa-
JKaeT MEHBIITYIO CTEIICHb ITOPAXKEHMS JICBBIX OTIECIOB.

UKl ummnantupoBaH 4 (57,1%) GOJIbHBIM B OCHOB-
Hoii rpymne, v 3 (75%) oTMeueHbI aneKBaTHbBIE CpabaTh-
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Puc. 4 (a, 6). MPT cepaua nauueHTku ¢ codetaHmem ALMXK 1 HekoMnakTHOro Myokapaa.

Mpumeuanue: nccnenosanue BeinonHeHo B HLUICCX um. A.H. Bakynesa (k.m.H. C.A. AnekcaHapoBa): @) HeKOMMNakTHbIN cnoii Muokapaa JIXX; 6) BbipaxeHHas aunaraums
X 1 oTCpOYEHHOE KOHTPACTUPOBaHWe B Mokapae 060X xenyao4kos 1 MXKIT co cTopoHsl MK (conyTcTBYIOLLMIA MUOKaPANT, BEPUPULIMPOBAHHBIV C MOMOLLbI0 6ruoncumn
Muokapza).

BaHus. B rpynne cpaBHeHus1 MK][ Obul MMILTAaHTUPO-
BaH 3 (37,5%) mauumeHTaM, ageKBaTHOe cpabaThbIBaHUE
3adukcupoBaHo y ogHoro (33%). IlpoiieHT UMIUTaHTa-
uuu MKJl u agekBaTHBIX IIOKOB Yy OOJbHBIX
¢ AATIK+HKM Haubojiee BbICOK, UTO TaKXKe MOATBEP-
KIAeT arpecCUBHOCTh apuUTMUN TIPU MMOZOOHOM 0CO00
HEOJAarompusITHOM co4yeTaHuu. M3 aHTHAPUTMUKOB
Ha3zHavYaIMCh TpenmMyliecTBeHHO Tipenapatsl 111 xmacca
(amuomapoH u corarekcan o 71,4%), a Takxke ajutanu-
HUH (42,9%), nponadpeHoOH u 3TammM3uH (1Mo 28,6%).
B rtpymnme cpaBHeHUs MOMOBMHA OOJBHBIX TOJTyvana
aMmuonapoH, 37,5% — coTajioj, 4eTBepTh — DTALMU3UH
u 12,5% — annanuHuH. B 0CHOBHOIM IpyIiiie BHE3amHO
yMmep | manueHT ¢ SIBIeHUSIMU TSKET0M OMBEHTPUKYIISIP-
Hoit XCH, koTOpbIli OTKAa3bIBajJCSI OT WMILTIAHTAIIUWN
CRT-D u tpaHcmnantauuu cepaua. Ilpu ayromncuu,
Hapsiny ¢ npusHakamu AIITI2K 1 HKM, BbISIBJIEH aKTUB-
HBIII BUPYCHBIN MUOKapauT. B rpymnme cpaBHeHUST Bce
TTAIINEHTHI KUBHI.

00cyxpeHue

B Hacrosiiem rcciieqoBaHUuM MPOIOIKEHO U3YyYEeHUE
KmHu4YecKux opm (BapuantoB) Teuenust AIITTK, Haua-
toe Hamu B 201 1. McxoqHO HAa OCHOBaHUY aHATM3a KITHA-
HUYECKON KapTHUHBI 3a00J1€eBaHUS OBUIM BBIAEIEHBI TPU
OCHOBHBIX (DOPMBI, Ha3BaHHBIE HAMU JIATEHTHASI ApUT-
Mu4YecKasi, pazBepHyras aputmuyeckas u AIITXK c mpo-
rpeccupytomeiit XCH [8]. O6ciemoBaHue CyIIeCTBEHHO
0OJIBIIIETO KOIMYECTBA OOJIBHBIX U IJTUTEBHOE HAOTIOAE-
HUE 32 HAMHU TOJHOCTBIO MOATBEPAWINA CTAOMIBHOCTD

JaHHBIX (DOPM: TTAIIMEHTHI C AMATHOCTUPOBAHHBIM M3HA-
YaJbHO BapuaHTOM (TIPU MaKCUMaJIbHOW JTaBHOCTHU
HabmoneHus 10 jieT) cOXpaHsSUTN €To YePTHl U MpaKTUie-
CKM HUKOTIA HE NEMOHCTPUPOBAIM Tepexoma K Oosee
TsKesoil (popme. Kpome Toro, B TaHHOM HCCIIETOBAHUYT
OblTa BbIIENIeHA HOBas kiamHMuYeckast ¢dopma: AJITTK
B couetanuu ¢ HKM.

ITo mpomrectBru 40 JIeT TTOCIE ONMMCAHUSI HO30JI0TUN
G. Fontaine o0menpuHATON KIMHUYECKON Kiaccudu-
xauuu AITTXK He cymecTtByeT. [lepBast Bepcust Kilaccu-
¢dukanmu Obuta TpemioxeHa B 1995t G. Fontaine
Ha OCHOBaHUHU JEBSITWIETHETO HabmoneHus 3a 4 60Jb-
HBIMU C PA3IMYHBIM KIMHUYECKNM TeUueHHEeM 3a00JieBa-
Hus. [1pu aTom He BrionHe sicHo, cuntan a1 G. Fontaine
pa3HBIMM 3TanamMu OOJIE3HU OTNMCAaHHBIE UM 3 (POPMBEI:
1) aputmMuyeckast (HamGojee vacrast, ¢ @B JIK >50%
u CTaOWIHHBIM 3(hGhEeKTOM aHTUAPUTMUYECKOW Tepa-
nuu); 2) crabwibHasi (popMa CO CHUKEHUEM COKpPATH-
mocTr JI2K (PB 30-50%) B pesyisrate GUOPO3HO-KUPO-
BOTO 3aMEIEHUS WU TIPUCOCAWHEHUS MUOKAPINTA;
3) mporpeccupytomas mo mpomectsuu 10 u Gojee et
Jierpafaius MUoKap/a ¢ pa3BUTHUEM TSXKeJI0i OMBEHTPU-
kynsipaoit XCH BcnmeactBue “ayTomMMyHHOTO (heHO-
MeHa” (OMBEHTPUKYJISIpHOU TuMdoOIMTapHOil MHOWIH-
Tpaumu) [9].

Kraccudukanus G. Fontaine ocTaBisieT HESICHBIM
BOITPOC O B3aMMOOTHOIIEHUSIX Pa3HbIX (hOPM; B HE#l OTCYT-
CTBYET pasesieHre apuTMUUYECKO (pOpMBI Ha JIATEHTHYIO
¥ Pa3BEpHYTYIO, YTO WMEET 3HAYeHUE JJIST TUATHOCTUKU
u BeIOOpa TakTtuku npoduinaktuku BCC; He sicHa poib
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MMOKAapINTa B MOSBICHUM U TporpeccupoBanun XCH,
KaK IIPaBOXEIYIOYKOBOM, TaK M JICBOXEIYIOUKOBOIA.
Crenytommii BapraHT Kiaccudukamvy AITTK 601 ripen-
noxeH Fontaine G, et al. B 1998t [10]. On Bxutrouan B cedst
cienyrommue cocTosTHuST: 1. M3ommpoBaHHBIC TTPaBOXETY-
noukoBblie popmbl AJITTXK (kinaccuyeckast popma AJTTXK;
6ome3nbr Hakcoca; BeHelmaHCKass KapIHMOMUOIIATHS,
SHAEMUYHAsI UII permoHa BeHero, B T.4. IIposarc
MUTPAIHHOTO KJIalTaHa; HEKOPOHAPOTeHHEIN ITOTBEM CeT-
MeHTa ST B IIpaBBIX TPYOHBIX OTBEACHUSX C BBICOKUM
puckoMm BCC Bo cHe; smoHckuii cuHapoMm Ilokkypu;
TaxXuKapOus WIA TOOPOKAYECTBEHHAS SKCTPACUCTOJMS
U3 BeIHOcsIMIero Tpakra [12K; anomanus Yis; Heapurmu-
yeckag (opma ANIXK); ocHOBaHWMEM IJIT OTHECCHMS
K AJITTXK cTtonb mupokKoro criekrpa 3a0ojieBaHUI MOCITy-
KW, B TIEPBYIO O4Yepenb, TUITNIHBIE MOPMOIOTHICCKIEC
MMPU3HAKA Yy 9acTh OompHBIX. 2. AIILK ¢ mpemmymecT-
BeHHBIM BobJieueHMeM JIK (Kiraccmaeckass OMBEHTPUKY-
nsipHast popma AITTK; AIITXK, ocnoxHeHHass MUOKap-
JTATOM).

JanHas KiaccuprKamms Takke He HaIIa IIpakKTHIe-
CKOTO TIpMMEHEHUS, W, Ha HAIl B3IJISIO, HE SBIISICTCS
MMATOTCHETHICCKA WM KIMHUICCKH OOOCHOBAaHHOM,
a CBOAUTCSI TOJBKO K OOBEAMHEHUIO BCEBO3MOXKHBIX
cocrosgauit, Hanmuuue AJITK mpu KOTOPBIX BBI3BIBAET
COMHCHMSI TI0 COBPEMEHHBIM KPUTCPUSAM THUATHOCTUKU
3a00j1eBaHMsI. MBI HE OTPUIIAEM, YTO B OTHCIHHO B3SITHIX
cIydasXx B OCHOBE 3THUX COCTOSHUM MOXET JeXaTb
AJITTK, onnako nmpuuunciienue K AJIITXK Bcex manieHTOB
C TaKMMW KIWHUYCCKUMU IIPOSIBIICHUSIMH TIPEICTABIIS-
eTcsd HaM HEIOCTaTOYHO 0OOCHOBaHHBIM. Kpome Toro,
MaHHAas KIacCU(PUKAIUS YINTHIBACT BO3ZMOXHOE HaJI-
Yie MUOKApIWUTA JIUIIb B OTHOU M3 JIEBOXKEIYIOYKOBBIX
¢dopm 3aboeBaHUSI.

Hcxonmst n3 aHamM3a cOOCTBEHHBIX TAHHBIX, TIPEACTAB-
JICHHBIX B HACTOSIIEH paboTe, MBI MpeaiaracM CIlIeAyio-
LM BApUAHT KIMHNYecKol kiaccugukanuu AIITTXK:

1. BHe3anmHas apuTMUYECKAsA CMePTh KaK ¢IMHCTBCH-
HOE KIIMHUYIECKOE TIPOSIBJICHIE.

2. JlaTeHTHBI APUTMHYECKUI1 BAPDHAHT.

* M30JIMPOBaHHAs IIPABOXEIYIOUYKOBAs BKCTpa-
CHUCTOJIUS;

* TIPAaBOXEIYIOYKOBasl KCTPACUCTONMS C TIIPOOEK-
kamu HeycTtoiunBoid XKT;

* HEyCTOMYMBAs XeJTyIOUYKOBasl SKTOIHS IIPU HaJIM-
YUW COMYTCTBYIOIIETO MIOKAPINTA.

3. Pa3BepHyTbIii apuTMUYECKHIi BAPUAHT.

+ ycroitamBas XKT/DX;

+ ycroitumBasg KT/DXK B coueTaHnm ¢ TIpaBOKeIy-
JTOYKOBOI HEAOCTATOYHOCTEIO;

+ ycroitumBasg KT /DK mpu HaTUIUM COMYTCTBYIO-
IIEr0 MUOKAPINTA.

4. BapuaHT ¢ npeo0JagaHHeM cepaedHoii Hea0CTATOu-
HOCTH.

* TIPEUMYIIECTBEHHO MPaBOXETyI0UYKOBasl HEIOCTa-
TOYHOCTB;

* OMBEHTPUKYJISIpHASI cepAcuHas HEIOCTaTOIHOCTE;

* OMBEHTPUKYJISIpHASI cepiacdyHas HEeIOCTaTOYHOCTh
MIpY HAJTMIUHY MAOKApINTA.

5. Coueranua AJITI2K ¢ HEKOMIAKTHbBIM MHOKApAOM
JIK.
* aputMmndeckasg popma 6e3 npossBieHnit XCH;
OMBEHTPUKYJISIpHAS CepAcUHast HEIOCTATOIHOCTE;

couetanue AJIT2K, HKM u Mmuokapnura.

6. Heapurmuueckas dpopma AJITIK.

* C COITYTCTBYIOIINM MHUOKAPINUTOM;

* 0e3 MIOKapanTa.

Cpa3zy oxapakTepu3yeM IIepBBIA W ITOCICIHUA Bapu-
aHTBI, KOTOPHIC MBI B TAaHHOM MCCJICIOBAaHUM He HAOJIO-
nanu. BHe3anmHas apuTMuuecKasi CMEpPThb KaK eIMHCTBEH-
Hoe kinumHuueckoe mposiienue AJIITK mpencrasisiet
co0oit oTmenbHYI0 (hopMy 3a00JIeBaHMSI, KOTOPAsT MOXET
ObITb AMArHOCTMPOBAHA TOJBKO TIPU AayTOIICUM,
B T.4. MoJIeKyJIsipHOU (mocMmepTHoM [IHK-nuarHocruke).
Cpenn yMepIInx BHE3aITHO B BO3pacTe M0 35 JIeT THCTO-
nornyeckue npusHaku AJIITXK o6uapyxusaior B 20% [4,
5]. Heaputmmueckas dopma AAITXK mompazymeBaer
OTCYTCTBHE XKEJIYIOUYKOBBIX HApYIICHUN pUTMa TIpU
HaJIMYUU TUaTHOCTUYECKUX KPUTEPUEB U3 IPYTUX TPYIIL.
CunTaeTcst, 9TO y TaKUX OOJIBHBIX MMEETCS CKPBITHIA
apuTMOTreHHBI cyoctpaT [10]: crpaTudmKamus pucka
BCC saBastercs y HUX CIIOXHOM 3amadeit. Kpome Toro,
HeobxoamMo TOMHNTL, YTo TFC He aBasioTcs abcomoT-
HBIMU 1 KaXIbII ¥ KpUTEPHEB 00JIagaeT CBOCH YyBCTBH -
TEJIBLHOCTBIO W CIleMPUIHOCTEI0. B Hallle moe 3peHus
nomnamgaid eIMHWYHBIC “HeapUTMHYECKME” TAlMCHTEHI,
OTHAKO BBMIY UX HEOOJBIIOTO KOJIMYECTBA MBI HE BKITIO-
YaJI UX B JaHHOE MCCIICIOBaHME.

Haubonpmmii mpUKIagHON WHTEpec IIPEACTaBIISIOT
WUMEHHO 4 KIWMHWYECKHUX BapHWaHTa, pPacCMOTPCHHBIC
B paszmenie “Pesynbrater”. B 3aBUCHMOCTH OT TOTO, KaKast
3 3TUX (GOpPM UMEeTCS y TTallieHTa, BO3MOXHO ITPOTHO-
3MpOBaTh JajJbHEIIee KIMHNICCKOe TeUeHe 3a00eBa-
HUSI U, ICXOIISI U3 3TOTO, BBIOPATh ONTHUMATbHYIO TAKTUKY
Bemennsa u mnpodunaktnkuy BCC. Tak, maumeHTaM
C JIAaTEHTHOW apUTMHUUYEeCKO (opMoOii LieaecooOpa3Ho
OTPAaHMYNTHCS Ha3HaUYCHUEM aHTUAPUTMHUYECCKON Tepa-
nuy u/vau nposeneHrueM PYA aputMoreHHOTO (hOoKyca;
0OJbHBIM C Pa3BEpPHYTON apuUTMHUYECKOW (HopMoii,
MOMHMO MEINKAMEHTO3HOTO W WHTEPBEHIIMOHHOIO
JIeYeHUST apUTMMii, HeoOxomuma umiuiaHTauuss WMKII;
y TaueHToB ¢ nporpeccupymomeit XCH u codyeranmem
ANITK n HKM, kpome nmmnantauuu MK u neuenus
XCH u HapymeHUi puT™Ma, HEOOXOIMMO YIASIUTb 0c000e
BHUMaHHNC IWATHOCTUKE U JICYCHHMIO COITYTCTBYIOIIETO
MuokKapauta. Ilpm Haauuuy MHOKapAuTa Ha3HAYeHHE
MMMYHOCYITIIPECCUBHOM ¥/YUIM ITIPOTUBOBUPYCHOI Tepa-
NUY 11eJiecoo0pa3Ho MpHU 000 KIMHUYECKON (opme
AJIITX. B caygae pazsurust pedppakreproit XCH (111, IV
(opMBI) MM HEKOHTPOJIMPYEMBIX KU3HEYTPOKAIOIINX
Hapymenuit putMa (11, IV) BctaeT Borpoc o TpaHCIUIaH-
TaIlMU CepIia.
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IMomo3peHne Ha TOT WX MHOM KIMHUYECKUIT BapuaHT
AJIITXK mo3BoasIeT O4YEepTUTHh CIIEKTP 3a00JeBaHUM,
C KOTOPHIMHU CJIeIyeT MPOBOINUTH AU depeHInaTbHBIN
nrarHo3. Tak, JaTeHTHYIO apUTMUIECKYIO GopMy, B TIep-
BYIO o4epenb, cienyeT nrudhepeHIINPOBaTh C UANOIIATH-
yeckoir KD, pa3BepHYTYyI0 apUTMUYECKyIO0 (GopMy —
¢ UBC, npnonarnyeckoit KT u kanamomatuamu, a 111
n IV dopmber — ¢ curapomom AKIIM mHOI 5THONOTHN.
B 3aBHCMMOCTH OT KIMHWYECKON (DOPMBI, OTIMIANICS
BKJIaA pas3HbIX Tpyrmmn KpurepreB TFC B mmarHocTuky
AJITT2K: mpu 1aTeHTHOM apUTMUYECKOl (popMe MpaKTu-
YyeCcKM He Urpanu poiu oosbine u majasie MPT-kpure-
prm (IT2K He mocTrraa AMarHOCTUICCKU 3HAYMMBIX pa3-
MEpOB), TP OTHOCUTEIBHOM MSATKOCTH apUTMUM BaX-
HBIM OBIJIO TeHETHMYECKOE IIOATBEPXKICHUE IHarHo3a
(montyueHo B 24%); mpu pa3BepHYTON apUTMUYECKOM
dopMe THUTIMIHAS ApUTMUS COYETAJIACh C OOJIBIITUMU
KPUTEPUSIMU 13 BCEX TPYII, B TO BpeMs Kak rmpu AITTK
¢ XCH u/umu HKM morto He 66Tk Y KT, TUITMYHBIX
OKI'- mmm MPT-xputepneB n gaxe 4actoii K3D. Ilpn
Bcex (hopMax TMarHOCTHMYECKOE 3HaUYCHNE UMEIIN KPUTe-
pumn, He Bomeamme B TFC: xX1poBbie BKIIIOYCHUS B MUO-
Kapae 1 Hu3Kuii BonsraxX QRS. 3HaumMocTh mocieaHero
IIpM3HaKa paHee ObLIa ITOKA3aHa JWIIb B COUHWUYIHBIX
pab6otax [11] — Ha HalI B3IJISIA, OH JIOJDKEH HAWTH OTpa-
xeHue B kputepusx AIITZK. B mojioxXuTenbHy0 CTOPOHY
IepeolleHNBaeTCd M 3HAaYeHWE XHpa B MHOKapie,
B TIOCJICAHME TONBI CUMTABIICTOCS HECTCIU(PUIHBIM
mpu3HakoM [12]. Bo Bcex ciaydasix HEOOXOIUMO ITPOBO-
InTh o GepeHINATBHBIA TUaTHO3 C M30JMPOBAHHBIM
aKTUBHBIM MHUOKApAWTOM, a TaKKe MCKITIOYaTh €To IIpH-
coeIMHEHME MTPY HaIMYum HecoMHeHHoM AJITTK.

YUuTHIBas pa3IMUIHYI0 TSOKECTh BBIICICHHBIX HAMM
xkmHndeckux dopm AJIK, MoxHO ObLIO TIpenriojia-
raTh, YTO OHM SIBIISIIOTCS TTOCJICIOBATEIEHBIMU CTAIUSIMU
3a00J1eBaHUS, 1 TIEPEX0d B CICAyIONIyo a3y — JIHIIIb
BOIIPOC BpeMEHU. eMCTBUTEIBHO, CYIIECTBYET, HAPSILY
¢ knmaccudmkanueii G. Fontaine, mpencraBieHne o ecTe-
CcTBeHHOM TeueHMM (crammitHoct) AIIIXK [13]:
1. HavampHasg (ckphITast) ha3a: CTPYKTypHBIC M3MEHE-
HUS OTCYTCTBYIOT MJIM MIHHUMAJIBHEI, OMHAKO YX€e TTOBBI-
meH puck BCC. 2. ®a3a IBHBIX 3JICKTPUICCKUX Hapy-
IICHUI: XeIyTOYKOBBIC HapYIICHUS pUTMa ¢ MOP(hOII0-
rueit 6jokKanbl JeBOM HOXKMU mydka [uca (CTpyKTypHbIE
W3MEHCHUS JIOKAIM3YIOTCA WCKIounTeabHO B I1K
M HOCSIT 09aroBhIi xapakTep). 3. M3oampoBaHHas Hemo-
cratogHocThb 12K (cHmxenne ®B), BO3MOXHO Hadallb-
Hoe BoBieueHue JIXK. 4. buBentpukymspHas XCH:
nopaxenue JIK co camxkennem @B.

TeM He MeHee, B X0Ie HAOIOMECHNS 3a HaIllel KOrop-
Tol OONBHEIX (B cpemHeM 13,5 [4; 34] mec.) mepexoma
MMaIeHTa OT OTHOW (POPMBI K IPYToil He IMPOUCXOMMIIO:
HH Y OMHOTO OOJILHOTO C JIJATEHTHOM apUTMHIECKOi hop-
Mol He oTMmedyeHo mnogBiaeHuss YXKT, paBHO Kak
W HU Y OTHOTO OOJIBHOTO ¢ Pa3BepHYTON apUTMHUYCCKOM
dopmoit cumntoMbl XCH He BBIXOIIT Ha TIePBHIN TIJIaH,

TIpY TOM, YTO IBOE ITAIIMEHTOB 3TOM TPYIIILI cTapiie 70
netT. CpemHuUiA Bo3pacT 60mpHEIX B rpymire ¢ XCH Bcé xe
BbILlIE, YeM B APYTrMX TIpymmax, OAHAaKO, BO-TEPBbIX,
B BTOH TPYIIE ecTh 3 MaleHTa Mojioxe 35 J1eT, y KOTo-
PBIX HETIOCPEICTBEHHO B eOI0Te 3a00JIeBaHUS B KIIMHU-
yeckoi KaptmHe mpeBaympoBaia XCH, a BoO-BTOpBHIX,
Y OCTaJIbHBIX ITAIIMCHTOB TOXE HE yHAeTCS IIPOCICINTHh
B aHaMHe3¢ TepHoI, KOTma UX MOXHO ObIJIO OBl OTHECTH
K apUTMHYECKUM (popmaM.

Ha nam B3misim, MpWHAUIEXXHOCTh K TOM WM MHOM
(bopme TeHeTMIEeCKN OO0YyCIIOBIcHA. DTy TUIIOTE3y ITOMd-
TBEPKIOACT U PA3TUIHBIA CIIEKTP MyTalldii, B 3aBUCUMO-
CTU OT KJIMHMYEeCKO popMbl. B To ke Bpemsi, HEOOXO-
IAMO TIOMHUTH, YTO S3KCIIPECCMBHOCTH WM IICHETPAHT-
Hocth AIIITK kpaiiHe BapuaOeNbHBI, JaXe €CIN pedb
WIET 0 KOHKPETHOI MyTaIliH, BEISIBIICHHON Y pa3IMIHBIX
YJICHOB OTHOM ceMbM. BaxkHyio posb B (popMUpOBaHUN
(beHOTHMTIA UTpPArOT TakWe (PAKTOPHI, KaK II0JI, BO3pacT,
¢msmueckasa Harpyska. M coBepiiieHHO 0COOBIM (paKTo-
poM, TPHUCOCAMHEHNE KOTOPOTO MOXET WMIpaTh OYEeHB
CYIIIECTBEHHYIO POJIb B OTIpeIeIcHIN (PeHOTHUIIA OOJIC3HH,
SIBJISIETCSI COMYTCTBYIOIINI MUOKAPAUT, U3YYEHUIO KOTO-
poro OyIeT MOCBSIIeHA OTAeIbHAS YaCTh PaOOTEHI.

Crnenmyet eme pa3 0cobo momuepkHyTh poiab JHK-
nuarHoctuku y nanueHToB ¢ AJITT2K: Hepenko B cCOMHM-
TEJIbHBIX CIy9asXx WMEHHO OOHApyKeHHE MaTOTCHHOM
MyTamu#d (9TO COOTBETCTBYET OOJBIIOMY KPHUTEPHIO)
TIO3BOJISLIO BepU(UIINPOBATh THMAarHo3. [1o10XUTeTEHEIC
pesynpraThl JJHK-ararHoCTHUKY MMO3BOIMIN YBEIUINUTH
JIIOCTOBEPHOCTh TWATHO3a V 4 TAIIMEHTOB: Y TPOUX OOJIb-
HBIX C BEPOATHBIM Uy 1 — ¢ BO3MOXHBIM, THATHO3 TIepe-
111eJ1 B KaTeropuio goctoBepHoro. Tem He meHee, JITHK-
NMArHOCTHUKA liejecoodpa3Ha U y OOJbHBIX C TOCTOBEP-
HeIM amarHo3oM AJIII2K. OOHapyXeHme MyTallnd
y mpobaHOa IO3BOJUT OBICTPO M C MUHHUMAJIbHBIMU
(bHAHCOBBIMU 3aTpaTaMM IIPOBECTH CEMEHHBIN CKpH-
HUHI, cIeIacT BO3MOXHON IIPECHATATBHYIO THATHOCTHKY.
Kpome ToT0, B 3aBUCUMOCTH OT JIOKAJIM3AINN TeHEeTHYC-
CcKoro aedekra MOXHO IIPEIIOJIOXHUTh OCOOCHHOCTHU
TporpeccupoBaHus 3aboyieBaHUS. Tak, y IaIlMeHTOB
¢ MyTaumeit B reHe DSP gaiie oTMedaloTcsl IIPOSBICHMS
XCH (mo 40%), uto He XapaKTepHO IJISI MyTalliH B TeHE
PKP2 [14, 15]. TloaTBepXaeHNE 3TOI 3aKOHOMEPHOCTHU
OTMeYaeTCs U B HaIlleH KOTOPTe OOJTbHBIX.

3aoveHne

Ha ocHoBaHWMM aHamm3a KIMHUYECKUX ITaHHBIX
¥ XapakKTepa TeUeHUs 3a00JIeBaHUS IIPU CPETHEM CPOKe
HabmoneHus 13,5 [4; 34] Mec. BoInesIeHB! 4 CTaOUIIbHEIE
BO BpeMeHM kiauHuueckue (opmbl AJIIIK, xotopwie
HE CKJIOHHBI K B3aMMHOMY IIePEXOAY: JIATCHTHAsI apuT-
muueckast (50% GoJbHBIX), pa3BepHyTasl apUTMUYECKast
(20%), AAILX c mpeoGnagaHueM OUBEHTPUKYJISIPHOM
XCH (16%) n AJATTX B coyeTaHMM ¢ HEKOMITAKTHBIM
muokapaoM JIXK (14%). PazButue Toi miu MHOM (DOPMBI
oIpenesaeTcsd KaK TeHeTUYeCKMMM (aKTopaMu, TakK
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OPUIMHAJIbHBIE CTATBA

1 IIPUCOCIMHEHNEM COITYTCTBYIOIIETO MUOKapanuTa. Pas-
paboTtaHbl KpuTepuun auddepeHInaIbHON TMarHOCTUKI
IaHHBIX GopM ¢ mamonatndeckumu 2KB/2KT, nzonmpo-
BaHHBIM MuokapautomMm u HKM, cunnpomom JIKMII
WHOU 3THOJ0TUN. BBISIBIEHBI pa3inuuus B OCIOXKHEHUSX
1 MICXOJIaX TIpH pa3HBIX popMax 60ose3Hu. [eHo-peHoTH-
MUYECKUE KOPPESILIMU JOJKHBI YYUTBIBATLCS TIPU OTpe-
neneHun gopmbl AJTTK. B KayecTBe TOMOJTHUTENbHBIX
mnarHoctTndecknx kpurepne AJTTK mpu Bcex dpopmax
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