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JUATHOCTUHYECKHUE BO3MO)KHOCTU MATHHUTHO- PE3OHAHCHOW
TOMOI'PA®UU CEPALA B Ill/l(l)(l)EPEHl_Ll/lAJ]bHOl/l JUATHOCTHUKE
®EHOTUMUYECKUX ®OPM T'MIEPTPO®UUYECKON KAPAUOMUOMATHH

A. A. Manros,” P. K. [Trcopoacurus, A. H. Abyuwaes

Kasancku#i rocynaperBeHHblit MeauMHCK1i yHUBepeuTeT, Kasanb, Poccnst

Bsedenue. Paznoo6pasue heHOTHITHIECKUX BAPHAHTOB PEMOJIE/IMPOBAHHUS MOJIOCTH JieBOTo Kesynouka (JIPK) y naumentos ¢ runeprpo-
tuueckoit kKapanomuonarueit (F'KMIT), yactoe codetanue ¢ pas/MuHbIMH aHOMaJIMSIMU MHTPaJIbHOIO KJlallaHa M CTPYKTYpbl MHOKap/a
CMOCOBCTRYIOT PA3BUTHIO Cpeiiie- H/u/u cyGaopTaibHOi 00CTPyKIWK. Bee 310 06yc/IoBNBaeT MOTPeGHOCTb B 1eTa/bHOM BH3YaIn3aliu
THIEPTPO(MUPOBAHHBIX CEMMEHTOB H MHBIX MOP(OJIOTHYECKHX CyOCTPATOB 0OCTPYKLIMH, H3ydeHHIO TKAHEBbIX XapaKTePUCTHK MHOKap/a.
[eab: uayueHne BO3MOKHOCTEl MAarHUTHO-pe3oHaHcHol Tomorpaduu (MPT) B anarnoctuke pasinunbix popm FKMIT u coueran-
HbIX aHOMaJIHi.

Mamepuaaol u memodol. B Teuenune 5 siet obesenoBano 75 naineHToB ¢ nogo3penuem Ha I'KMII, st Bepudukauyn BceM um
nposejeHa MPT cepaua ¢ npuMeHeHHeM CTaHIAPTH3UPOBAHHOIO MPOTOKOJIA, BKJIOYAIOLIETO: KOPOTKOUMITYJIbCHBIE T10CIE10Ba-
renbnoctn Tlw-TSE/T2w-TSE (STIR), nocnenoparenbnoctd rpaaventoro sxo B kuno-pexume (CINE), T1-p3ewienmbie
TMOCTKOHTPACTHbIE H300paKeH s ¢ MHBepPCHel BoccTaHoBeHus curiadna (Inversion Recovery IR-MDE).

Pesyavmamet. Bee naunentsl ¢ KMIT knaccuduunposanbl Ha 4 tuna coriacHo anatomudeckomy npunuumny (Wigle E.D. et al.,
1985). [Tomumo HanboJiee yacTbix (popM, 3aTParkBaIOLIMX MEXKEYI0UKOBYIO Meperopoky (64 naieHta), BbisiBJIeHbl HeOObIYHbIE
(hopMbl, OXBaTbIBAIOLLME AllHKa/bHble OT/JIbl U NANUJUIsIpHble MblLLb (11 nanueHTos). Y GosbLIMHCTBA 00C/1e10BaHHbIX IMarHOCTH -
poBaHbl aHOMaJIMK XOPJIO-NAMUJISPHOrO arnapara MHTPaJbHOIO KJalaHa, pasjiesleHHble Ha aHOMaJIHHM KOJMYECTBA M [0JI0KeHHS]
Nanu//IsPHBIX MBILILL, 8 TaK:Ke COOTHOLLEHHS XOpA U MbILIL. MHOKaparaibHble KPUNThI AMarHOCTHPOBAHB! y 12 MaldeHToB, y HeKO-
TOPBIX aCUIMMETPHUHAS THIIEPTPODHST COUETAIACh C 30HAMH PA3BOJIOKHEHHOTO (HEKOMITAKTHOrO ) MHOKapaa. OTcpoueHHOe KOHTPACTH-
poBanue nossosinao auddeperurpoats [KMIT ot GostesHeli HaKOMIEHUS, HCKITIOUMTB TPOMOO3 110JI0CTEH, OLLEHHTDb CTeNeHb Bblpa-
JKEHHOCTH 3aMeCTUTE/IbHOIO MHOKAPHA/IbHOIO (puopo3a.

3akarouerue. MP-Busyasiusauusi cepiilia 103BoJisieT JeTajlbHO OLLeHUTh aHaTOMHUECKY10 KapTHHY peMoze/rpoBanus JDK, anarnoctuposath
0COO@HHOCTH CTPOEHHSI MUTPAJIbHOTO KJlallaHa, ONPeleuTh TKaHeBble XapaKTepUCTHKH THIIepPTPO(GHPOBAHHBIX CErMEHTOB, UTO 1103BOJISIeT
crpatuduumpoats puck BCC, knaccuduumpoBath henorunudeckyto popmy F'KMIT u onpenesutb 00beM XHPYpPruiueckoro BMellaTesIbCTBa.
KatoueBble ciioBa: runeprpoduueckast KapAMOMHOMATHS, MArHUTHO - Pe30HaHCHast TOMorpadust, 0GCTPYKLHUST BLIHOCSILLLETO TPAKTA,
MHTPaJIbHbIA KJ1anaH
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DIAGNOSTIC OPPORTUNITIES OF MAGNETIC RESONANT IMAGINGMRI
OF HEART IN DIFFERENTIAL DIAGNOSIS OF PHENOTYPICAL FORMS
OF HYPERTROPHIC CARDIOMYOPATHY

Aleksei A. Malov®, Roin K. Dzhordzhikiya, Artur I. Abushayev
Kazan State Medical University, Kazan, Russia

Introduction. Phenotype variants of left ventricular (LV) remodeling in patients with hypertrophic cardiomyopathy (HCM) are
often associated with abnormalities of the mitral valve (MV), myocardiumstructure, contributing to the development of medium
and/or subaortic obstruction. Itcauses the detail visualization of morphological obstruction substrates, tissue characteristics.
Aim. To evaluate the possibilities of magnetic resonance imaging (MRI) in the diagnosis of various forms of HCM and combined
abnormalities.

Materials and methods. 75 patients with suspected HCM were examined. For verification, all patients underwentMRI using protocol:
short-pulse T1w-TSE/ T2w-TSE (STIR), gradient echo in cine (CINE), T1-weighted post-contrast images (Inversion Recovery IR-MDE).
Results. Patients classified into 4 types according to the anatomical principle (Wiggle E.D. et al., 1985). In addition to the most fre-
quent forms alfecting the interventricular septum (IVS) — 64 patients, unusual forms covering the apical zones and papillary mus-
cles — 11 patients. The majority of patients were diagnosed with abnormalities of MV, divided into abnormalities of the number and
position of papillary muscles, as well as the ratio of chords and muscles. Myocardial crypts were diagnosed in 12 patients, some com-
bined with areas of non-compact myocardium. Post-contrast visualization using the delayed contrast technique allowed differentiating
HCM with accumulation diseases, excluding cavity thrombosis, and evaluating the severity of myocardial fibrosis.

Conclusions. MRI allows to estimate in details anatomic picture of LV remodeling, to diagnose features of the mitral valve, tissue charac-
teristics that allows to stratify risk of sudden death, classily the HCM phenotype form and to determine the volume of surgical intervention.
Key words: hypertrophic cardiomyopathy, magnetic resonance imaging, left ventricular outflow tract obstruction, the mitral valve
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Beenenue. [uneprpocuueckass kapauomMuonaThs
(FTKMIT) — npenMylileCcTBEHHO TEHETHUECKH OOYC/IOB-
JieHHoe 3aboJieBaHKe MbILLILBI CEepAla, COMPOBOXKIAIO-
1ieecss KOMIUIEKCOM creluduuecknx MopdodyHKIHo-
HaJIbHBIX M3MEHEHHH, XapaKTepuaylollleecsi Pa3sBUTHEM
KOHULEHTPHUUYECKOH TunepTpoduu MHOKapia JieBoro
1/ WM pexke NMPaBoOro JKeMYI0UKa, Yallle aCHMMeTPHUHOR
3a CUET YTOJILIEHHST MEXKENYI0UKOBOH Meperopoaku
(MJKIT) u/uiu MHBIX CTEHOK, C UYacTbiM pPasBUTHEM
o6erpykiun BeiBoaHoro tpakta JDK [ 1]. TKMIT onpene-
JISIETCSl KOMIJIEKCOM B3aUMOCBSI3aHHbIX HapyLUeHHH,
a MUMEHHO: OOCTPYKLHMEH BBIHOCSALLEIO0 TPAKTa JIEBOTO
weqynouka (BTJDK), muacronnueckoil nucdyHkiper
(JIL), murpanwHo# peryprutauuert (MP), uiemueit
MHOKap/a, 3JeKTPo(hU3UOJOTHUECKUMH HapyLleHHSIMH
[1, 2]. Knunuueckasi MmaHudecTaiilsi MposiBAseTCs CHH-
JIPOMOM XPOHHYECKOH CeplliedHOH HeI0CTaTOUHOCTH
(XCH), HapylleHHSIMH PUTMA W NPOBOAUMOCTH, KJIMHH-
4eCKOH KapTHHOW HIIeMHYecKod OGoJle3HH cepjua
(MBC), a Takke manudecralyell CHHAPOMA BHE3AMHON
cepneunoit cmeptu (BCC) [2]. CornacHo pekomena-
LMsIM KOHCeHcyca EBponeiickoil accoliyalyu cepieuHo-
cocyaucroit Buayanusauun (ESCVI), marHuTtHo-peso-
HancHast romorpacusi (MPT) cepaua nokaszana rnpu nep-
BHUUYHOW JauarHocThKe y nauuentoB ¢ [KMII, ecnn nmos-
BOJISIIOT PECYpCbl M HUMEETCsl OMBIT B BBINOJHEHHH
uccnenoBanus (kimace | yposenb B). Ona mpoBomutcs
LJIs1 OLEHKH OCOOEHHOCTEH PEeMOLeNMPOBAHHS MOJIOCTH
JDK, anatomun Xopao-nanuijsipHOro anmnapara MMT-
paJibHOrO KJjanaHa, napameTpoB PerdoHapHoO M IJ10-
6aJbHOM  COKPATHUTENLHOH —(PYHKIMH KEJYJ0UKOB,
a TakXkKe orpejesenust crenenu (ubposa MHoKapia,
TUCTOJIOTHUYECKH TTPECTABIEHHOIO pacnpocTpaHeHHbIM
MEXKKJIETOUHBIM KOJUIAr€HOM C TI0Tepell KapHOMHOLIU-
TOB (3aMecTuTesbHbIH uGpo3) (knacc Ila yposens B)
[3, 4]. MuorouncienHble padOThbl CBHUJETENLCTBYIOT
0 HaJIMUMH B3aHMOCBSI3H CTEMeHH 3aMeCTHTENLHOro
(h16po3a yToJIIEHHBIX CETMEHTOB, BbISIB/ISEMOTO METO-
nom MPT, u pucka pa3ButHsi reMoMHaMHUYeCKH 3HAUH -
MBIX »KeJTYJI0YKOBBIX apUTMUH, niporpeccupoBanun XCH,
MO3TOMY JlaHHast HH(opMaLMsl KpailHe BaxKHa AJ1s1 CTpa-
tudukauuu pucka BCC u BbiGopa MeTona Xupyprude-
ckoro Jiedenust (kmaace [Ib yposens C)[4, 5]. Cpenn dhak-
TOpOB MNoBbllLieHHoro pucka BCC B anroputme crpati-
(bUKaUMK pHUCKa OTMEYaloT: YTOJILEHHE CTeHKH OoJiee
30 MM B npenesiax Jito0Oro cermMeHTa, Hajuuue cyo-
A0PTAILHOTO /WM CPEIHEKeTyI0UKOBOr0 rpajeHTa
B nokoe Gosiee 30 MM PT.CT. IMaMeTp JIEBOTO Mpecepmst

(JIIT), Hanuume ubposa Muokapaa [b, 6]
Pexomenpnaipu ESC pekomeHytoT HCMoJib30BaTh Crie-
upasibHyto tikaiay (HCM Risk-SCD) iist olieHKH 5-J1et-
nero pucka BCC (knace [ yposenb B), cornacto kotopori
HEOOXOMMO OIPEIE/IHTb IPAJMEHT 1aBJeHHsI BBIBOAHOIO
tpakta JsieBoro xkemynouka (BTJDK), makcumanbhyio
TonuMby crenku JDK, aumamerp sieBoro npencepausi
(JIIT), a Taxke HamMuKe prGpo3a MUOKApPAA /11 pacyeTa
PHCKa U NPUHSATHS pelleHnst 0 HeOOXOAMMOCTH UMILJIaH-
tauun UK u/ui XMpypruueckoro JeueHusi, B TOM
uhesie TpaHcnsantauuu cepaua [7, 8]. Mssecrtho, uto
6osee 50% marmentos ¢ [KMIT umeror aHOMAaJIbHbIE
MUTpaJIbHbIE CTBOPKH, GoJiee yeM B 25 % ciyuaes oTMe-
yatorest aHomasiuu xopi [3]. K rakum aHomasmsim oTHO-
CAT: YIUIMHEHHE CTBOPOK H/W/M X TMIepMOOH/ILHOCTD
C pa3BUTHEM IMpoJiarca, paclllernyieHde ManuIspHbIX
MBI, HAJMUYMe MHOTOUHCJEHHBIX J0OABOUHbBIX MBILIL,
a TaKKe repesiee/anuKasbHoe CMellleHHe MBI i ee
NpsSIMOA KOHTAKT € TepeHell CTBOPKOH MHUTPasbHOTO
KJ1anaHa. ¥ HeKOTOPbIX MMALUEHTOB AJIHHA CTBOPOK H XOPIL
PaBHO yBeJIMUEHA; Y IPYTHX — OHH HMEIOT HOPMaJIbHbIH
paamep, HO OTHOCHTEJIbHO BEJIMKH /151 HeOOJIbLIOH 110J10-
crtu JDK 1 ero BbiHOCSILIErO TpaKTa, BO3MOKHO (POPMH-
poBaHMe «MapalloTHOro» U napatnoronogooHoro MK
C eIMHCTBEHHON ManwisipHoi Mblliled. Bee nepeuuc-
JIeHHble aHOMaJIMH MOTYT CIOCOOCTBOBATh PA3BUTHIO
BHYTPHKENYOUKOBOH OOCTPYKUMH C TPeNnsTCTBUEM
BbIGPOCA KPOBH B A0PTY WJIH 2Ke, MTPH CPEIHEKETYI0UKO-
BOH OGCTPYKILIMH, POPMHUPOBAHUIO AMTUKAJbHOH aHEBPH3-
Mbl. YUeT JIaHHbIX aHOMaJIMi MMeeT MPHUHIIMITHAIbHOE
3nauenre B xupyprun [KMII. Ha ceromusmnuii aexb
B KJIMHUYECKOH NPaKTHKe HaHOO0JIee 4acTo HCIOJIb3YeTCst
anatomuueckasi kiaaccudukauust E. D. Wigle u coant.
(1985), cornacro koropoit Bbiessiior 4 tuna [KMIT.
[TpensioxKeHHbIH MPUHLMIT TIO3BOJISIET KJ1ACCH(ULUPO-
BaTh HauboJsiee yacTo BerpedaeMble derorunbl [TKMIT,
Bble/IsIs 4-H T — HeKJAacCU(PUUMPOBAHHbIE, PEIKO
Juarsocrupyemble ¢opmbl, Tpebylolile jajbHeHIIero
ugyuenust. Jlanuas knaccudukauus e gudpepeHuppyer
AHATOMMUECKHil cyOCTpaT NpensiTeTBUsl MyTsIM MPUTOKA
1 oTToKa KpoBH U3 JDK, uto MoxkeT ObITh ornpenesnsito-
LLIMM NPH BbIGOPE MHBA3WBHOTO BMELIATENLCTBRA.

Llenab: ugyuenue sosmoxknocreit MPT B nnarnoctuke
paznuunbix popm [KMIT 1 couetanHbix aHOMaJHi.

Martepuasnbl U Metofbl. B Teuenue b sier obesenosa-
HO 75 natneHToB ¢ nofo3penrem Ha [KMIT, umerormx
Hecreuuduueckne cumnrombl UBC, XCH, napytienus
pUTMa W NPOBOIMMOCTH, y KOTOPbIX MPH TPOBEIEHHUH
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sxokaparorpaduu (IxoKI') BbIsSIBAEHBI TPU3HAKK ACHM-
meTpuuHon runeprpoduu JIK. Beem nauuentam npose-
JIeH psill pyTHHHBIX J1a00PATOPHBIX U MHCTPYMEHTa/IbHBIX
UCCJIENIOBAHUN, BKJIOUAIOLLIME: OOLIMIA aHa/lU3 KpPOBU
(OAK), GroxumudecKoe HCee0BaHue KPOBH C OMpese-
JeHueM HaTpuilypetndeckoro nentuaa NT-proBNP,
IKI B 12 crannaprhbix orBesienusx. st Bepudrkaimm
['KMIT Bcem nauueHtam rpymsl 6bli1a nposeieHa MPT
cepaua: tomorpadbl Siemens MagnetomV erio 3T
u Excelart Vantage Atlas-X Toshiba 1.5 T, ¢ npumeHenu-
€M CTaHAAPTH3UPOBAHHOIO MPOTOKOJA, BKJIOYAIOLIEro:
KOPOTKOMMIyJIbCHble  TocienoBatesbHocth  T1lw-
TSE/T2w-TSE (STIR), umMmy/bCHEIE MOC/TEI0BATEb-
HOCTH TrpajdeHTHOro 3x0 B KuHO-pexkume (CINE)

3a. Bcex naumentoB ¢ 'KMII knaccuduumnposasnu
Ha 4 TUMa COMIACHO aHATOMMYECKOMY TMPHHLMITY
(Wigle E. D. et al., 1985), ucrnosibayst 17 cermeHTtaphyio
moziesib JIK (knaccudukaiyss AMepUKaHCKOH accolina-
unu cepaua — AHA) [9]. B kaxkiom ciydae olienuBa-
JIUCh aHATOMHsT XopjonanujuspHoro annapata MK
1 HaJIHuKie coueTaHHON aHOMaJIMK CTPYKTYPbl MHOKAp/A.

Pesyabratel u ux obcyxpaenue. [lo pesysnbratam
uccseoBaHus 23 nalMeHTOB OTHeceHbl K |-My THIly
['KMIT ¢ npeumyltiiecTBeHHO! THIIepTpodh el epeaHen
yactu MJKTI, crenenb acummeTpun nepeaHeneperopo-
JIOUHBIX CErMEHTOB/HIKHSS cTeHKa Gosiee 1,3. B nan-
HOU Tpyrre BbipaxkeHHble (UOPO3HbIE H3MeHEHHUs
BbIsIBJIEHbI Y 15 uesioBek (puc. 1).

Puc. 1. MPT nauuenra 1-ii rpynnsl: B pexkume rpaguertHoro 3xo CINE B uetbipexkamepHoil poeKLuHy, o KOpOTKOH ocH
JDK — npenmy1iectennas runeprpodus nepenteneperoponodnbix cermentoB MYKIT no 20 mm, o6erpykums BTJDK,
BbIpaKeHHbIH (pHOPO3 YTOJMIIIEHHBIX CErMEHTOB 110 AaHHBIM TTocTKoHTpacTHeIX DE-PSIR. Anomanust xopo-nanuansipHoro
annapat MK — npsimoil KOHTaKT 3aHe60KOBOH Nanu/uIsipHON MbILLLBI ¢ epenHelt crBopKoit MK 6e3 cyxoxKHIbHBIX XOpJL
Fig. 1. MRI of the first group patient: in the mode of gradient echo CINE in 4-chamber projection, along the short axis
of the LV — predominant hypertrophy of the anterior-septum segments of the IVS up to 20 mm, LVOT obstruction,
pronounced fibrosis of thickened segments according to post-contrast DE-PSIR. Anomaly of the mitral valve appara-
tus — direct contact of the posterolateral papillary muscle with the anterior leaf of the MV without tendon chords

C MCMOJIb30BAHMEM CTaHAAPTHBIX TO3ULMH YeTbIpex-
1 aByxkamepHo# miockoctd JDK, pmunnon ocu JDK,
miiockoctt BTJDK u cepun cpesoB mo KopoTkoil ocu
cepala JJ1sl OLEHKH MapameTpoB [100asbHON U Peruo-
HapHOW yHKUMKU, mnpuMeHeHueM T1-B3BelleHHBIX
MOCTKOHTPACTHBIX H300parkeHUH ¢ MHBEpPCHEH BoccTa-
HosJsienust curnana (Inversion Recovery IR — TFE, DE-
PSIR, IR-MDE, meTonukoil 0TCpoYeHHOTO KOHTPACTH-
poBanus (Delayed Enchancement) — napamarauTHbii
KOHTpacTHbIA npenapat [agoBUCT KOHUEHTpauuen
1 Mmosb/mi, BAYER PHARMA AG (Tepmanusi) B 103e
0,2 MJI/KI 1151 OLIEHKH CTereHH BhIpayKeHHOCTH HGpo-
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Y 5 natMeHToB rPynibl 0TMEYaN0Ch CoUeTaHHOe pPa3-
BOJIOKHEHHE HEYTOJIIEHHbIX CTEHOK C HMCTOHYEHHEM
KOMIAKTHOrO M (hOPMHPOBAHHEM HEKOMMAKTHOTO CJ1051
(puc. 2). Ilpusnaku o6crpykunn BTJDK, B 60mbiinH-
CTBE CJyyaeB OOYCJIOBJIEHHbIE «BaJMKOM» acHMMET-
puuHo runeprpodupoannort MPKII, BbIsiBieHbI
y 12 nauyeHTOB rpynmnsbl.

16 naupenToB oTHeceHb! KO 2-my Ty [KMIT ¢ npe-
UMYIIIECTBEHHON runepTpodueil nepeaHell W 3ajHen
yactu MJKIL. ¥ nauneHToB 1aHHON IpyMIibl Yalle BCero
(13 nauueHToB) HAGIOAANUCH TIPU3HAKK CPETHENKEITY -
JIOYKOBOH CHCTOJIMUECKOH 0OCTPYKUMH ¢ (POpMHpPOBa-
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Puc. 2. MPT nauuenta ¢ TKMIT — acummerpuunas runeprpocus M)KIT 1o 15 MM, couetaHHoe pa3BoJIOKHeHHE
nepejHeit, GOKOBOM CTEHOK ¢ (hOPMHUPOBAHHEM JIBYXCJOHHOH CTPYKTYPbI, HCTOHUEHHEM KOMIIAKTHOTO CJIOst J10 4 MM, TOJI-
LIIHHA HEKOMIIAKTHOTO CJI0s JI0 7 MM; BbIpaxKeHHbIH PUGPO3 yTOJILEHHBIX CEPMEHTOB 110 IdHHBIM MTOCTKOHTpacTHbIX DE-

PSIR. lnnna xopa MK paBHo yBesindeHa rpu OTHOCHTENBHO HeGoulbiloi nojioctk JIDK, cTBOpKH runepmMoOHIibHbI
Fig. 2. MRI of a patient with HCM — asymmetric hypertrophy of IVS to 15 mm, combined dissociation of the anteri-
or and lateral walls with the formation of two-layer structure, thinning of the compact layer up to 4 mm, non-compact

layer thickness up to 7 mm; pronounced fibrosis of thickened segments according to post-contrast DE-PSIR. The
length of the mitral valve chords is equally increased with a relatively small LV cavity, the flaps are hypermobile

HUEeM rpajieHTa o6CcTpyKuMy no ganubiM IxoKI™ BBHLY
BAapPHAHTHON aHAaTOMMH NaNWJJISIPHBIX MbILLL, MPHYEM
y 8 uesioBeK — B COUETAHUHU ¢ cybaopTabHON 06CTPYK-
e, obycaoByaeHnble «Basukom» MOKII. ¥V 6 nmaum-
€HTOB BBISIBJICHA aNMKaJbHasl aHeBPU3Ma KaK OCJI0XK-
HeHHe 06CTPYKIMHU MOJI0CTH ( pHUC. 3).

25 nauunenToB otHeceHbl K 3-my tury [KMIT ¢ npe-
UMYIIECTBEHHOH runepTpoduell 3HAYUTEIbHONH 4acTH
MJKIT u nepenne6okoBoit crenkn JDK. B nanno# rpyn-
ney 16 nauueHToB HAGMIOAANUCEL TPU3HAKH CPEIHEXKE-
JIYIOUKOBOW CUCTOJIMUECKON 0OCTPYKLMH, y 14 nauueH-
TOB — cybaopTasibHON 06CTPYKIMH (puc. 4).

11 nauuenrtoB otHeceHbl K 4-my Tuny 'KMIT, koto-
pbIil OXBATbIBAET HEOObIYHbIE BAPUAHTHI THTIEPTPODHH,
He 3aTparuBaioiiiie nepeatioto yactb MYKIT. B nannyio
rpynny Bolwk 9 MaluveHTOB ¢ anuKajbHOH (Gopmoit
['KMITI, xapakrepuayiolieiics uaMmeHeHHeM KOHMUrypa-
uun nojoctu JDK no tuny «xaprouHoro cepaua»
3a CUeT YTOJIIIEHHS] aNMKaJbHbIX OTHENOB (pucC. D),
a TaKKe 2 TauMeHTta ¢ H30JHPOBAHHBIM YTOJILIEHHEM
nepesiHe60KOBOr0 CerMeHTOB, | MalMeHT ¢ MperumMylLie-
CTBEHHOH runeptpodueil NanuispHbIX MbILILL (pUC. 6).

Psan uccnenoBaHWil OMMCHIBAIOT pacrnpocTpaHeH-
HOCTb «MHOKAPAHAJIbHBIX KPUIIT» KaK MOTeHIHAbHBIH
MapKep HCKJUEeHUsT TOW WJM HHOU TE€HETHYECKOW
MyTaluuu W uddepeHHpOBaHUST KOHKPETHOTO (heHo-
tuna 3adosesanusi [10]. lanHbie ob6pasoBaHust npes-

CTaBJIAIOT COOOH Pe3KHe BBICTYIbI YIIJIOTHEHHOTO MHO-
kapna runeprpodupoBannoit  MJKIIL. Ilponunkas
B TOJILLLYy CTEHKHM Ha pasjiIMuHyt MIyOuHY (yacto GoJiee
yeM Ha TpeThb), KaK MpaBuJIo, BU3yaJau3npyloTcs B Ha-
CTOJly W JEMOHCTPHUPYIOT TMOJIHYIO 0OJUTEpaLmio
B cucTosly. Kpuntel He Bcerja AHarHoCTHPYIOTCS MPH
TpaHcropakaabHo# IxoKI, wux caexyer orauvaTh
oT TpabeKyJ/, KOTOpble SIBJSIOTCS [onobueM cetei
HeYTJIOTHEHHOTO (HEKOMIAKTHOTO ) Muokapaa [11, 12].
[To pesynabratam ucciaenoBaHus MHOKapAHaJbHbIE
KPHNTbl JHArHOCTHPOBaHbl y 12 nauueHTOB MepBbIX
Tpex rpynn (puc. 7).

B cooTBeTCTBHH ¢ pe3yjibTaTaMH HCC/AE0BaHUS
copMHUpPOBaHbl CJIeLyIOlHe TPYMMbl aHOMAJHH MUT-
paJIbHOTO KJlallaHa:

1) aHoManuK KoJiMuecTBa Manu/JISIPHbIX MbILILL —
MHOTOUYMCJIEHHbIE 100aBOYHbIE TAMUJISPHbIE MbILILLBL:
«PACCBIMHOW THI CTPOEHHSI», «MapaloTHbii» MK
C ©MHCTBEHHON MAanuJUIIPHONH MbILULEH U MHOTOYMC-
JICHHBIMH YUIMHEHHBIMH XOpPAaMH, IPOCTOE pacLierie-
HHE HOXKEK COCOUKOBBIX MBILLILL,

2) aHOMaJIMH MOJIOKEHHs — Tepejee/anuKaibHoe
cMellleHre  3aaHeO0KOBOH ManUJIsIPpHOR  MblLUILLbI
U NpsIMON KOHTAKT ¢ nepenHeil ctBopkoid MK B oteyT-
CTBHE XOPJibl;

3) aHOMaJIuM COOTHOLLEHHUST — JUCIPONOPLUOHA/b-
Hoe yanuHenue xopa MK ¢ pasutHeM mnposarca
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Puc. 3. MPT nauuenra 2-# rpynnbl: B pexkume rpaguentHoro 3xo CINE B uetbipex- 1 IByXKaMepHOH NMPOEKIUU — acHM-
MeTpHUHast THIIePTPODHs CPEIHHX TepeiHe-/ HUKHeTeperopolodHbIX cermenTos 10 20 MM, paclienieHte 3a1He60KoBok
COCOYKOBOH MbILLILBI ¢ HAJIMUMEM IPaIMEHTa CPEAHEKETYI0UKOBOH 0OCTPYKLIMH U (POPMUPOBAHHEM ATUKAJIbHON aHEBPU3MBbI
Fig. 3. MRI of the 214 group patient: in the CINE gradient echo mode in 4, 2-chamber projection — asymmetric
hypertrophy of the middle anterior / lower septal segments up to 20 mm, splitting of the posterolateral papillary mus-
cle with presence of the middle ventricular obstruction and formation of apical aneurysm

™ ; Pl A L4 . -

Puc. 4. MPT nauuenra 3-# rpynnol: B pexknme rpaauentHoro 3xo CINE B ueTbipex- v IByXxkaMmepHOH MpoeKIun —
acummerpuunas runeprpocust MPKIT 1o 40 mwm, nepenneit crenku 1o 20 MM, yToJieHne 3ajHe60KOBOH NanMuIsipHOH
MBI, HAJIMUHe He MeHee 3 06aBOUHBIX MaHJJISIPHBIX MBI ¢ POPMUPOBAHHEM IpajiieHTa CPeIHekKeTyI0uKOBOK

1 cy6aoprajbHOH 06CTPYKLHH, BbIpaKeHHble (pHOPO3HbIe U3MeHEHH s YTOJILIEHHBIX CErMEHTOB

Fig. 4. MRI of the 3 group patient: in the CINE gradient echo mode in 4-, 2-chamber projection — asymmetric
hypertrophy of the IVS up to 40 mm, anterior wall up to 20 mm, thickening of the posterolateral papillary muscle, the
presence of at least 3 additional papillary muscles with the formation of the middle ventricular and subaortic obstruc-

tion, pronounced fibrotic changes in thickened segments
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Puc. 5. MPT nauuenra ¢ anukajbHoi dpopmoit [KMIT. M3onupoBaHHOe yTOJIIIEHHE alHKaIbHbBIX CETMEHTOB JI0 18 MM
10 JIaHHBIM B pexkume rpaareHTHoro 3x0 CINE B yeTbipex- u IByxkaMepHOH MpoeKinH, PUuOPO3HbIe H3MEHEHHUS YTOJI-
11I€HHBIX CErMEHTOB 110 IaHHBIM MocTKoHTpacTHbIX T1-MDE
Fig. 5. MRI of a patient with apical form of HCM. Isolated thickening of apical segments up to 18 mm according to CINE
gradient echo in 4, 2-chamber projection, fibrotic changes in thickened segments according to post-contrast T1-MDE

'.
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Puc. 6. MPT B pexume rpaguentroro sxo CINE B ueTbipex- u AByxKaMepHOH MPOEKIHH, 10 KOPOTKOH ocn JIK —
neauddepenurposannas opma [KMIT, xapakrepusyioiiasicsi acCHMMETPpHYHOMN runepTpodueil nepenne6GoKOBONH MaruJ-
JISIPHOU MbILILBI ¥ nepeated crerkd JDK ¢ Hamnunem riyGoKHX MHOKAPAHAJbHBIX KPUIIT, BU3YATM3UPYETCs YTOJIIEHUE
SMUKAPAUAJBLHOTO 2KHPa, HeOOJbLIOH NepUKapAHAJbHbIA BbITOT
Fig. 6. MRI in CINE gradient echo mode in 4, 2-chamber projection, along the short axis of the left ventricle — undii-
ferentiated form of HCM characterized by asymmetric hypertrophy of the anterolateral papillary muscle and the anterior
LV wall with the presence of deep myocardial crypts, a thickening of epicardial fat is visualized, small pericardial effusion

M THIEPMOOMJILHOCTBIO CTBOPOK C MpoJabupoBaHHeM — OYIOUIMM HCKJIOYeHHUsT Gosie3Hel HaKOMJIeHHs], B TOM

B BOJDK npu oTHOCHTENbHO HEGOJBIIMX MANUISAP-  UYUC/Ie aMUJIOUIHOH HH(HIILTPALIMH.

HbIX MbILILAX. McenenoBanue  IeMOHCTPUpPYeT  BapuabesbHOCTh
Y 6 naiMeHTOB IMarHOCTHPOBAHA BblpaxkeHHast KOH-  heHoTUnMueckux nposisiennit [KMIT, ycnoBHo pasne-

lieHTpuueckas runeprpodus JIK 6e3 iuarHocTuueckoil  JieHHbIX Ha 4 MOP(OJIOTHUECKUX THIIA M He OFPaHUUeHHbIX

ACHMMETPHH C XapaKTepHbIM IU(QY3HbIM CyOIHI0KAP-  JaHHbIMM BapHaHTamu. Kaxkiplit M3 BapHaHTOB MOXKeT

JMaJbHBIM U MHTPaMypaJbHbIM THTOM (pHOpo3a, Tpe- CcoueTaThesl C aHOMAJMEH MAaNMUJUISIPHBIX MBILLILL UK XOPJL
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Puc. 7. MPT nauuenta ¢ [KMII, xapakrepusytoiieicsi aCHMMETPUUHON rUNepTpodrei HUXKHENEPEropoaoUYHbIX Cer-
MEHTOB JI0 25 MM, Jujatauueil nosocta JIK, BUsyasansupyrorest MHOKapanabHast KpUIITa B pa3BOJIOKHEHHBIX 6a3aJib-
HbIx oTienax MOKIT, BbiparkeHHbIH pUOPO3 YTOJIIEHHBIX CEFMEHTOB 10 JJAHHBIM MOCTKOHTpacTHbIX DE-PSIR
Fig. 7. MRI of a patient with HCM characterized by asymmetric hypertrophy of the lower septal segments up to
25 mm, LV cavitydilatation, myocardial crypt is visualized in the unfolded basal sections of the IVS, pronounced fibro-
sis of thickened segments according to post-contrast DE-PSIR

MHUTPaJILHOTO KJaraHa, HaJlHddeM 30H HEKOMIMAKTHOTro
(pa3BOJIOKHEHHOT0) MHOKApAa HJM MHOKapAHaJbHbIX
kpunt. [Ipumenenne T1-B3BellleHHBIX TOCTKOHTPACTHbIX
M300paKeHHI METOIMKON OTCPOUEHHOTO KOHTPACTHPOBA-
Husi (Delayed Enchancement) sisisiercsi o6s13aTe/ibHbIM
B anroput™e mposenenus MPT Bcex naumeHnTtoB
¢ 'KMIT, nockosbKy HMeeT MpUHIUMNHANbHOE 3HAUeHHe
11 ipbepeHIMaNbHON IMarHOCTUKH € APYTUMH HO30-
JIOTHUECKUMH (POpMaMH, XapaKTePU3YIOLLMMHUCST Pa3BH-
THEM KOHUEHTPUYECKOH TUNepTpOpUH, M03BOJSIET
UCKJIIOUMTB TPOMOO3 MOJIOCTEN Cep/iLla, OUEHUTh HaJHYHe
M CTereHb BbIPAXKEHHOCTH 3aMeCTHTeNbHOro (huoposa.
Oxokapauorpadus B HacTosillee BpeMsi ocTaeTcst Han6o-
Jiee LIMPOKO MCIOJIb3YeMOH METOIMKOH BH3yanu3aliu
['KMIT. Bynyuu Hen3HBa3UBHOMN M CPaBHUTE/LHO IOCTYII-
Hoi Metokoi, AXoKI yerynaer MPT B olieHKe crernenu
PEMOJIETIMPOBAHHUST TIOJIOCTH, HE MO3BOJISIET TIOJNYUHTh
MH(OpMaLIMIO O HaJiMuKe TKaHeBoro gubéposa. B to ke
BpeMsl MHOTOYHMC/eHHble PabOThl CBHIETEJLCTBYIOT

0 TIPOTHOCTHYECKOH CBSI3H MEXKJy cTeneHblo (hroposa,
KOTOPbIE MHOTOKpaTHO mnoBbitliaeT puck BCC ot xeiy-
JIOUKOBBIX ApUTMHH, Ja)ke B OTCYTCTBHE CTaHAAPTHbIX
(hakTOpOB pHCKa, UTO TO3BOJISIET PACCMATPUBATD €r0 KaK
He3aBUCHMbIH (DAKTOP PUCK OOLIEH CMEPTHOCTH MallHeH -
toB ¢ 'KMII H npHOpHTETHBIM MPH peLleHHH Bonpoca
06 ycranoBke MKJI[13, 14].

3akmouenue. [KMII, 6ynyan omHum U3 Haubosiee
pacnpocTpaHEeHHBIX TeHETHUECKHX 3a60JIeBAaHUI MHOKAP-
J1a, XapaKTepu3yeTcst BecbMa IIMPOKUM CITEKTPOM KJIMHH-
YeCKHX MPOSIBJIEHUH OT BHE3aMHONH MaHU(eCcTallu1 yKeJTy-
JIOUKOBOH SKTOIHH J10 pa3BuTus Tskesnon XCH, a takke
pasdHooGpasHbiM peHotunom. MPT B GosblLIMHCTBE City-
4aeB, MO3BOJISET MPOBECTH MOCErMEHTHYIO BH3yaJsu3a-
LMIO THMEPTPO(UPOBAHHBIX CETMEHTOB, OLIEHHTb HaJH-
uhe coueTaHHbIX aHOMaJIuk, MopdoJornieckuii cyberpar
CPeJIHEIKEYI0UKOBOH /WU cy6aopTalbHOl 06CTPYK-
MM, YTO MMeeT MPUHUMMNHANLHOE 3HayeHHe B BblGope
OMTHUMAJILHOTO XMPYPrHYECKOro nocoousl.
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