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AHHoTaumns

LleAb. [MpoaHaAn3mMpoBaTh M NPOAEMOHCTPUPOBATH Pa3AMUHbIE TUMbl PEMOAGAMPOBAHUS AEBOTO XEAYAOUKa Y MaLMEHTOB C CeMelHOM (popmoit
HEKOMMAKTHOIO MMUOKapAa Ae€BOTO xeAyaouka (HMAX).

Martepuaabl 1 meToAbl. B 2013 1. co3aaH MHOTOLIEHTPOBIN perncTp nauneHTos ¢ HMAXK, Ha ocHoBaHWK koTOporo otobpaHel 30 cemelt € Moa-
TBEPXAEHHbIM AnarHozom HMAK Ha OCHOBaHWUM KpUTEPUEB MarHUTHO-PE30HAHCHOW ToMorpadmu.

Pe3yabTatbl. V13 pernctpa BeibpaHsl 30 cemert ¢ HMAX. Beero 115 veroek (MpobaHabl 1 poACTBeHHMKM), Y 71 (61,7%) anarHoctuposaH HMAX
(30 npo6aHAOB 1 41 POACTBEHHHMK C KPUTEPUSAMM HEKOMMAKTHOTO M1okapaa — HM). Hanboaee pacnpocTpaHeHHbIM Y HallMX NaLMeHTOB OKa3aAcs
AMAATaLUMOHHBIA TUN (AT) pemoaeanpoBanms (n=30), 4yTb pexe BCTPeuaAcs U30AMpPoBaHHbIi HM ¢ coxpaHHoi dpakumeii Beibpoca — MIHMc®B
(n=23), y 8 nauMeHTOB BhISIBAEH ruUnepTpodmuecknit TuM. Y 4 AMarHOCTMpOBaH M30AMpOBaHHbIM HM co cHukeHHol (ppakumeii BbiGpoca.
Mo 3 naumneHTa onpeAeAeHsbl B rpynny ¢ codetaHnem HM ¢ BPOXKAEHHbBIMM MOPOKamMK cepalia U C codeTaHnem AT U runepTpodUyeckoro Tuna.
Mpu aHaAM3e CAydaeB OTMEHEHO COYETaHMe PasAMUHbIX (DEHOTUMOB B OAHOM cembe. Hanboablliee UMCAO cemelt MPeACTaBAEHO C codeTaHnem AT
1 MHMc®B. Pa3BuTHe CepAEHHO-COCYAUCTBIX OCAOKHEHUI (CEPAEUHAs HEAOCTATOUHOCTb, KMU3HEYrpoXaloLve HapyLeHWs pUTMa CepALla, TPOM-
603MO0ANUECKHE OCAOXKHEHMS) acCoLMMpoBaHo C AT.

3akatouenne. CemeriHble chopmbl HMAX MMeloT pasHble TUMbl PEMOAEAUPOBAHUS MUOKapPAA M BapUaHThl KAMHUUECKOTO TedeHus. B oAHO ce-
Mbe BO3MOXHO COYETaHUe PasAMUHbLIX TUMOB pemoseAnpoBarust AXK. AT accouMnpoBaH C HanboAee TAXKEAbIMU KAMHUYECKMMM MPOSBAHUSAMM.
Mpu MHMc®B kAMHMUecKas KapTMHa HanboAaee GAAroNpPUATHA, OAHAKO B PEAKUX CAyHasX HaBAIOAQIOTCS Cepbe3HbIe KAMHUYECKUE MPOSIBACHHS.

KAtoueBble CAOBa: HEKOMMAKTHbIA MUOKAPA AEBOTO XKEAYAOUKA, PEMOAEAUPOBAHME MUOKApPA], PEHOTUIMbI, CemeiiHas hopma KapAMOMMONaTHi,
cepAeyHast HeAOCTaTOYHOCTb
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Abstract

Aim. To analyze and demonstrate various phenotypes in patients with familial left ventricular noncompaction (LVNC).

Materials and methods. In 2013 was created a multicenter registry of LVNC patients. On its basis 30 families with a familial LVNC were selected.
Results. 30 LVNC families were selected from the register. From a total of 115 people (probands and relatives) in 71 (61.7%) LVNC was
diagnosed (30 probands and 41 relatives with non-compact myocardial criteria). The most common type of remodeling in patients was the
dilated type (DT) (n=30), the isolated LVNC with preserved ejection fraction (EF) was slightly less common (n=23), and the hypertrophic type
(GT) was detected in 8 patients. 4 patients were diagnosed with the isolated LVNC with a reduced EF. 3 patients were with a combination of non-
compact myocardium with congenital heart disease and with a combination of DT and GT (DT+GT). During the analysis of cases a combination
of different phenotypes in the same family was observed. The largest number of families was diagnosed with a combination of DT and the
isolated LVNC with preserved EF. The development of cardiovascular complications was associated with DT.

Conclusion. Family cases of LVNC had different types of myocardial remodeling and variants of clinical course. In one family a combination of
different types of left ventricular remodeling is possible. DT is associated with the most severe clinical manifestations. The clinical picture of the
isolated LVNC with preserved EF, is the most favorable, but in rare cases, serious clinical manifestations were observed.

Keywords: familial left ventricular noncompaction, cardiomyopathy, remodeling, phenotype, familial cases, sudden cardiac death, heart failure
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KapANOMHOIIAaTHH [IaHC HAWTH TeHETUYECKUH TPEIUKTOp 3a00-

Beeaenue 9 N
JIEBaHMS BBIIIE, UM Y MALMEHTOB CO CIIOPAIUIECKOH GOpMOii.

HexoMmnakTHbIN MHOKapA JeBoro skeaynouka (HMJIDK)
XapaKTepu3yeTcs IByXCIOWHOH CTpyKTypoil MuoOKapsa, yBelu-
YeHUEM YHhCiia TPAOeKyll 1 MEXTPaOeKyISAPHBIX MPOCTPAHCTB,
COOOIIAIOIINXCS C MOJOCTHIO JieBoro xeiynouka (JIXK). Kinuau-
yeckas kaptiHa HMJDK kpaiine pazHooOpa3Ha: OT 6eCCHMITTOM-
HOTO TeYeHHs [0 TSDKENIOH cepaeuHoil Henoctatounoct (CH),
JKM3HEONacHbIX HapymeHui putma cepaua (HPC), uesanHoii
cepaeunoit cmeptu (BCC) u TpoM603MO0INYECKUX OCTOXK-
Henuii (TOO). BeinenstoT cemeliHble U criopauecKie ciryyan
HMJTXK. TIpu 3TOM H3ydeHHE CEMEHHBIX (OpM 3a00JeBaHUS
MIO3BOJISIET MPOCIIEANTD PA3INIie KIMHUIECKUX MPOSBICHUH 1
BApHAHTHI TEUEHUS 3200JIeBaHUS B HECKOIBKUX MOKOJICHUSX, a
TAKOKE B HEKOTOPBIX CIIy4asiX 1aeT BO3ZMOXHOCTb IPEAIIONOKUTD
nporHo3 3aboneBanus. Tarxoke Npu U3ydeHUU ceMeiHbIX Gopm

B Hacrosiiee BpeMsi MACHTH(QUIUPOBAHBI T€HBI, KOJUPYIOIINE
CapKOMEpHbIE WM LIUTOCKEIIETHbIE OSIIKH, TaTOT€HHbIE BAPUAHTHI
B KOTOPBIX aCCOLMMPOBAHBI C Pa3BUTHEM ITOBBIIEHHON TpabeKy-
nsipaoctr JOK. HecmoTpst Ha mporpecc B AMarHOCTHKE U JICUSHUN
3a nocnenHue 10 JieT, mIoHMMaHue TeYeHHs U MPOTHO3a 3a00Jie-
BaHUs TpeOyeT yTouHeHusL. BcTpedaroTest pa3niyHble BApUAHTH
KaK TEYCHHs], TaK U (DEHOTHITMYECKOTO MPOSIBIICHUS JaHHOU
kapauomuomnaruy. OnucaHbl pa3iIn4Hble (PEHOTUIIBI TOPAXKEHHS
muokapaa npu HMJDK B pamkax omguoii cempu. [losiBisiercst
Bce Oonblie paboT, HAalPaBIEHHBIX Ha OIEHKY U OINpEeIeNICHNe
HCXOIOB U CTPAaTU(HUKALIMU PHCKOB TaHHOH KaTeropuu OOJIBHEIX.

Heap uccaenoBaHusi — NpoaHaIU3UPOBaTh U MPOJEMOH-
CTPUPOBATh pa3iIvuHble TUIBI peMoaenauposanus JDK y nauu-
€HTOB ¢ ceMeitHoil dhopmoit HMJDK.
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Jln3aitH uccnenoBaHust Turnsl pemMoaennpoBaHus
OI'bY OI'AY «HMUL] BT
HMUIL] TIIM MHOIMI™Y 3II0POBBS IEeTEN» 4; 6% ® T
i i i NHMcDB
NHMu®B
B I'THAT

180 mpo6annos ¢ MPT-kpurepusimu HMJIDK (OxoKT, OKT,
XM-3KT, MPT cepaua, MI'I) 01.03.2013-01.09.2019

\j

CKpUHUHT POJCTBEHHUKOB 1 1 2-i1 TMHUH poaCTBa
9xoKT, OKT, XM-OKI, MI'1, MPT cepaua
(mpu Hammuuu DxoKI -kputeprnes HMJDK)

l

30 cemeii ¢ Hanmm4HeM 2 1 OoJiee MAIMEeHTOB
¢ MPT-kpurepusmu HMJIK: 30 mpobannos
+ 41 poncrBennnk ¢ HMJIK (n=71)

Puc. 1. AM3aitH uccaepoBaHms.

Marepnaabl u MeToAbI

B nanHOH cTarbe mMpeacTaBIEHBl KIMHUYECKUE TaHHBIE
30 cemeii ¢ auarnozom HMJDK u3 MHOTOLIEHTpOBOTO perucrpa
nanuenToB ¢ HMJDK. BkitoueHne nanueHToB ¢ KpUTEPUAMHU
HMIJIX ocymectBusnocs HenpepsiBHO ¢ 01.03.2013 no
01.09.2019. B pamkax uccnenoBanus (puc. 1) npoBoIMIMCh OA-
HOMOMEHTHOE KIIMHHYIECKOe 00CIIeI0BaHNe, PETPOCTIEKTHBHBIH
aHaJIN3 CePAEYHO-COCYAUCTHIX COOBITHH M MPOCHEKTUBHOE
HabnroneHue. Bropeim 3TanoM mpoBeaeHo oOciIenoBaHHE
POZCTBEHHUKOB NPp0o0aHa0B 1 1 2-i JIuHUNA poAcTBa, HANpaB-
JIEHHOE Ha BBIABIEHUE CEMEHHBIX CllyuaeB HEKOMIAKTHOIO
muokapaa (HM). CoBeplieHHONETHUE NALUEHThl IPOXOAUIH
o6cnenoBanue Ha 6azax ®I'BY HMUIL] TIIM u MHOIl ®I'6OY
BO MI'Y, o6cnienoBanre HECOBEPIICHHOIETHUX MAllMEHTOB
npoBoauiock Ha 0aze PIAY «HMUL 3n0poBes gereity. Becem
npobaHaaM U POACTBEHHUKAM IPOOAHAOB MPOBEJEHO KOM-
IUIEKCHOE KIIMHUKO-UHCTPYMEHTAIBHOE 00CIE1I0BaHUE, BKIIIOUA-
1omee B ce0s (pu3nKaIbHOE 00CIeIOBaHNE, TECT C 6-MHHYTHOM
X01p00i1, anekTpokapaunorpadpudeckoe uccienopanue (OKI) B
12 otBenenusix, cyrounoe monutopupoBanne JKI' mo Xonrepy
(XM-DKT'), TpancTopakaibHOE SXOKapArorpaduyeckoe uccie-
noBanue (OxoKTI'), maboparopHoe rccienoBaHue.

Juarnoz HMJDK ycranaBnuBaics Ha OCHOBaHUU HAJIUYMSI
OxoKTI -kpurepus HMJIXK (Jenni) [1]. Kpurepuit Jenni: Hammane
JBYXCIIOWHOM CTPYKTYPBI cepALa, TpadeKyl M KPOBOTOKA MEXKIY
HHUMH, COOTHOIIICHHE TOJIIIMHBI HEKOMITAKTHOTO CJI0SI K TOJIIIIHE
KOMITaKTHOTO >2,0.

B xadectBe «305otoro crangapra» auarsoctuku HMJDK
BceM nanuenram ¢ OxoKI-xpurepusmu HMJDK u nossi-
LIEHHOM CTEeNeHb0 TPaOeKyIIPHOCTH MUOKApAa ¢ LEJbio MOA-
tBepkaeHus/nckmodenust HMJDK u ouenku crerenn ¢pudposza
MHOKap/ia MPOBOIMIIACH MarHUTHO-PE30HAHCHAsT TOMOTpadus
(MPT) cepaua ¢ KoHTpacTHBIM ycuiaeHueM. J{ist Bepudukanuu
nmuarHoza HMJDK mb1 ucnionb3oBaiu kputepuii Petersen (coot-
HOILIEHHE HEKOMIIAKTHOTO K KOMIIAKTHOMY CJIO0 >2,3).

Io pesynsraram MPT cepama oto6pans! 30 cemeit ¢ moa-
TBep)kaeHHBIM HMJDK xak MUHAMYM y OBYX YIE€HOB OITHOM

TEPATIEBTHUYECKIIA APXMB. 2021; 93 (4): 381-388.

B Coueranue ¢ BIIC
23;3%

Puc. 2. PacnpeaeaeHne TUNOB peMOAEAMPOBaHUSI MUOKap-
Aa npu HMAX.

ceMpH. Takxe peTpOCHEKTHBHO B JaHHOM HCCIIEJOBAaHUHU
ucnonb3oBanbl Oonee crnenuduunbie MPT-kputepun Grothoff
[2]: mapexcupoBanHas Mmacca HM k moBepxHOCTH Tena Oonee
15 r/m?; npoueHTHOE cooTHoUIeHHe Maccsl HM>25%; cooTHO-
IIeHHEe HEKOMIIAKTHOTO CJIOSl K KOMIIAKTHOMY >3:1 B OfHOM U3
cermenToB (1-3, 7-16), uckitouyas Bepxyue4yHblii cerment (17),
¥ HaJIu4Yue TpabeKyasIpHOCTH B cerMeHTax 4—6>2:1 (HekoM-
TIAKTHBIH/KOMITAKTHBIH CJIOH).

Pe3yAbTarbl

B mannom peructpe mammentoB ¢ HMJDK kx Hactostmemy
BpemeHu obcienoanbl 180 nmpobanmoB ¢ MPT-kpurepusmu
HMUJIXK, npu 3tom y 30 moaTBepkaeHa ceMeitHas ¢popma
3a0oneBaHus. Y OCTaJbHBIX IPOOAHIOB — CIIOpAagUUYEeCKU
BapuaHT 3a00JeBaHus JTMO0 HE BCE POICTBEHHUKH NPOOAH]IOB
00cCIeJ0BaHBL.

TIpencraensiem nannsie 30 cemeit ¢ HMJDK: Bcero o6cneo-
BaHbl 30 mpoOaHIoB U 85 PONCTBEHHUKOB MAIMEHTOB: 52 MYX-
YHUHBI U 63 KEHIIUHBI, CPETHUI BO3pacT coctaBmi 33,8 (£18,5).
B utore u3 115 yenosex y 71 (61,7%) auarnoctupoan HMJDK.
M3 71 naumenra ¢ HMJDK 16 nauueHToB — B BO3pacte MeHee
14 ner. ComtacHO paHee OIIyOIMKOBaHHBIM PaboTaM €IMHOIO
MIPENCTABICHHUS O KIACCU(PHKALUK M ONpeeieHHH (HEHOTHIIOB
B Hacrosiiee BpeMs HeT. B uccienoBanuu J. Towbin u coast.
BhIIeNeHbI crenytomue Gopmbl HMIDK: nzonupoBannsiii HM,
aputmuueckas popma HM, nunaranuonnsiii Tun (JIT), runeprpo-
¢uueckuii tun (I'T), coueranne AT u I'T (AT+I'T), coueranue
¢ BpoxJeHHbIMU nTopokamu cepata (BIIC), OuBeHTpUKYISIpHBII
THn opaxexus [ 1]. B HenaBHeM nccnenoBanmy J. Waning v CoaBt.
nanuenTsl ¢ HMJDK pasmeneHs! Ha rpymiTsl ¢ H30JIMPOBaHHBIM
HM, ¢ AT u I'T [3]. YuuteBas OTCYyTCTBHE €IUHON KJIacCH-
(buKauy, MBI PEIIWIN Pa3deluTh MAIMEeHTOB Ha CIeIyIore
¢denorunsl cortacHo gaHHeIM OxoKI" u MPT cepana:

* u3onupoBaHHbId HM 0e3 cHM)XKEHHS COKpaTUTEIbHOU CIIO-

cobHOocTu Muokapna (MHMc®B);

* n3onupoBaHHbIit HM co cHIKEeHHEM COKpaTHTENBHOH CII0-
COOHOCTH MHOKap/ia, HO C COXPaHHBIMH pa3MepaMy KaMep
cepaia (MHMu®B);

*I'T (mpu ToMIIMHE MEXOKETYHLOUYKOBOH MEPErOpoIKH —
TMXITI 6onee 1,3 cm);

* [T (1ipu yBeIM4E€HUH KOHEYHOTO JMACTOINYECKOTO pasMepa

— KJIP (6osee 5,6 cm, cHipkenue dpaxiuu Beiopoca — OB);
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Ta6Anua 1. KAvHMueckas xapaKkTepuCTHKa M MoKa3aTeAu PEMOAEAMPOBaHMA MUOKapAa B3POCAbIX maumeHTos ¢ HMAX

AT I'T AT+I'T BIIC+HM HNHMc®B WHMudB
(n=22) (n=7) (n=3) (n=3) (n=17) (n=3)

Mo, m/x 9/13 4/3 2/1 3/0 7/10 2/1
Bospacr, et 37,2 (+14,2) 46,2 (£9,4) 35 (£2,6) 24,6 (£8,1) 34,2 (£10,2) 26,6 (£5,1)
KAP, cm 6,2 (+0,7) 4,9 (+1,4) 6,2 (+0,1) 5,6 (+0,9) 4,8 (x1,1) 5,2 (1)
KO, unn 95,2 (33,09) 93,9 (£32,5) 105,5 (x0,7) 108 (£60,8) 69 (£9,7) 77,3 (x8,1)
DB, % (Simpson) 34,9 (+10,4) 55,6 (£11,3) 39 (£9,5) 59,3 (#4,1) 61,9 (£6,5) 43 (£2)
TMXKTIL, Mm 8,8 (£1,5) 18,7 (£5.,4) 18,3 (+4.9) 9,3 (£3,05) 8,7 (£1.,5) 7,5 (£0,5)
NCM mass/BSA 23,4 (£7,5) 20 (£5,6) 27,75 (£17,3) 16,5 (+4.,9) 10,4 (£2,2) 18,8 (£9,2)
% NCM/TM Grothoff 24,08 (£5,8) 18,5 (+2,5) 23 (+4,2) 19,5 (+0,5) 16,7 (£6,1) 25,3 (£9,7)
NYHAI @K 4 2 1 2 3 1
NYHAII &K 13 3 0 0 0 0
NYHA III ®K 2 2 1 0 0
NYHA TV ©K 0 0 0 0 0
20 0 2 0 0 0
OI1 0 0 1 3 0
KT 10 2 2 1 2 2
AB-06okana 2 0 1 3 1
IBJIHIIT 0 1 0 0 0
Hetpouee ; : : : : :
CPT-A 5 0 1 0 0 0
HKI 3 2 0 1 0 0
3KC 0 0 0 0 1 0
TpancrutanTanus cepaua 2 0 0 0 0 0
scc e | o | o
BCC 1 0 0 0
Cwmepts (CH) 2 0 0 0
CMmepTh 0 1 0 0 0

Ipumeuanue. BIIC+HM — coueranne HM ¢ BIIC, NCM mass/BSA — unnexcuposannas macca HM, % NCM/TM Grothoff — cooTHomenune Macce

HM « uHiekcupoBaHHOM Macce.

e couetanue I'T u AT;

* coueranue ¢ BIIC.

Hcnonb30BaB AaHHYHO KJIACCH(DUKAIMEO, MBI TIOTYYHIIN Clie-
Jyrolue pe3ynsrarsl (puc. 2). Haubonee pacnpocTpaHeHHBIM
y Hamux nauueHtoB okazaics AT (n=30), y 23 nmauueHTon
muaraoctupoBad MHMc®B, y 8 nanmenTtos BeisiBiieH [ 'T. 3na-
quTeNnbHO MeHblIe manreHToB ¢ MTHMu®B, HO ¢ coxpaHnHBIMEI
pasmepamu kamep cepana (n=4), a takxe coderanuem AT+I'T
(n=3) u ¢ coueranuem c BIIC (n=3).

IIpu neransHOM aHAITU3E TUTIOB PEMOJICIIUPOBAHHUS B CEMbSX
BepU(UIMPOBAHbI pa3IMYHbIEC COYETaHUs (PEHOTHUIIOB B KAXKI0H
cembe (puc. 3). HaubGonbliee ynciio cemeil npeacTaBlieHO CO-
yeraaneM 1T u UHMc®B. B 2 ceMbsx 0TMEUaaoCh COUETaHHE
AT n UHMu®B. Taxxe B 7 cembsix BcTpedancst Toabko [T
pemonenupoBanus. B 1 cembe npezacTasneHo 3 Tuia peMoaenu-
pOBaHMs MUOKap/a: y MaMbl nanueHtku ormedaerca I'T HM, y
npobanna — MHMu®B, a y nouepu npobanaa — paHHU# 1e0I0T
3abonesanus ¢ JIT. Bce ocranbHble codeTaHust IPeICTaBICHbI
B €IMHUYHOM BapHaHTE.
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Kimanueckue nposieiierwst 3a00s1eBaHus KpaiHe pa3sHOOOpasHEI
Jlaxxe y TAIMeHToB ¢ oqHUM (eHoTHoM. Berpeuarorest kak Ma-
JocuMnToMHble nanueHTsl ¢ [T, Tak 1 CUMITOMHBIE TALIUEHTBHI
¢ THMc®B. Onnako npu cpaBHEHHH BCEX MALMEHTOB C Pa3iny-
HBIMHU (PEHOTHIIAMH HauOoJIee TSHKEN0e KIMHUYECKOE TeUCHUE
Habmonaercs y narmenTos ¢ [T u coueranuem JJT+I'T u HMJDK
(Tadu. 1). YuutbeiBas He0OOXOTUMOCTh UCIIOIb30BAHHUS OTHOCH-
TENBHBIX BEJWIWH (Z-score) Iisl OIIEHKH Pa3MepoB KaMep cepra
C Y4EeTOM MacCo-pOCTOBBIX MOKa3aTesel B MeqUaTpuIecKoi mpak-
THKE, 8 TAK)KE 0COOEHHOCTH KIIMHUYECKOTO TeUEeHHUsI 3a007I€BaHus Y
JieTel, KITMHUYECKUE IaHHbIE MAleHTOB Mitauie 14 geT npuBoamum
B OT/JENbHON Tabmuue (Tadu. 2). IIpennaraem nonpoOHbLA aHaIN3
KIMHUYECKUX JJAHHBIX KKIOTO U3 TUIIOB PEMOJIETIMPOBAHUA.

JT pemooenuposanusn

Haubonee pacnpocTpaHEeHHBIM THIIOM PEMOJCIHPOBAHUS
HMJIX cpenu npencraBineHHbIX nauueHToB sisercs JT:y 30
(42,2%) u3 71 naumenra; npu 3ToM 22 nalMeHTa — B3pociible, a y
JieTel JaHHBIN THIT PeMOJIETMPOBAHMS — moAaBisromuii (8 u3 16).
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B JIT+UHMcdB

B JIT+UHMu®B

JT

JT+TT

I'T

HM c BIIC+UHMc®B

JIT+HM ¢ BIIC

Coueranne JIT
u I'T+HHMc®B

Coueranne T u [T+HI'T

I'T+THMc®B

7;23%

AT+ T+UHMu®B

MHMc®B

Puc. 3. CouetaHne TMIOB PEMOAEAMPOBAHUS MMOKapAQ
no cembsim.

KacarenpHO WHIEKCHPOBAHHBIX MMOKa3aTeNed CTEIICHN BbI-
Pa)XEHHOCTH HEKOMITAKTHOT'O CJI0sI, B ITAHHOH TPYIIIE OHHU TAKXKe
HaunOoJee BEIPAKEHBI, YTO MOATBEPKIAOT JAHHBIE PACYETOB I10
kputepusaMm Grothoff. Cpeanee 3HaueHHE MHIEKCUPOBAHHON
Maccel HM Kk moBepXHOCTH Tena y B3pPOCIBIX IMAlUEHTOB CO-
crapiset 23,4 (£7,5) r/M? nipu OrpaHWIHOM 3HaYeHUH 15 T/M2.
B nomamstronieM 4ncie ciydaeB MPOLEHTHOE COOTHOLICHUE
maccel HM k o0meit macce Muokapaa 6oiee 25%, npu 5ToM
cpennuii mokaszarens 24,08 (£5,8).

3HauMMas CTENeHb BHIPAXXECHHOCTH U PacIpOCTpPaHCH-
HOCTH HEKOMITakTHOTO cjiosi Muokapaa B JOK oOycnosnuBaer
cepbe3HbIe HAPYILICHNUS APXUTEKTOHUKY M (PyHKIMOHHUPOBAHHS
CeplIeYHON MBIMIIIBI, YTO B UTOTE MPHUBEIO K OOJBIIOMY KO-
JIUYECTBY CEPACYHO-COCYANCTHIX OCIOKHEHUH M TSHKEIOMY
KIMHUYECKOMY TEUEHUIO B JAHHOH rpymnie GonbHbIX. IMEHHO
B rpynne [T pemonenuposanus Gonbuiee konuuectso TOO,
sokenoir CH, Tpancnnantauwmii cepaua, BCC, cmepreii or
nexommnencanuii CH.

Taxxe CTOMT OTMETUTH Hamu4re 4 MAIEeHTOB C HEHpo-
MBIIICYHBIMU 3a00JICBaHUSIMH (2 CEMBU € JECMUH-3aBHCUMOM
MuopuOpuILIspHO# Muomnaruei [4], 2 npobaHaa — HOCUTENN
[IaTOT€HHBIX BapHaHTOB B TeHe DMD).

B kauectBe nemoHcTpauuu ciaydas AT npuBoauM KIMHH-
yeckuil npumep nanueHTku 38 ner. [To nanaeiM MPT cepaua
¢ ragonuHueM (puc. 4) oTMedaeTcs ABYXCIOWHOE CTPOCHHE
muokapaa JOK B o6macti HIOKHHX, TIEpEIHHX, TepEeAHEO0KOBEIX,
HIDKHEOOKOBBIX CETMEHTOB, COOTBETCTBYIOIEE KPUTEPUIM
HEKOMIIAKTHOH Kapanomuonaruu (6osiee yeM B 6 CETMEHTaXx).
TonmuHa KOMIAKTHOTO CIIOSL B 3TUX CEIMEHTaX COCTaBJISET
1,8-3,4 mm, HekommakTHOrO — 10—17 MM. HexoMnakTHBII cltoi
IIpe/ICTaBiIeH ryduaTeiM MUOKapaoM. HIekcupoBaHHas Macca
HM cocragnsier 41 r/m? (pu HOpMe 110 15 1/M?), 4TO COCTaBNIsET
37,7% ot maccel Muokapaa JOXK (mpu Hopme 10 25%), ®B 31%.

I'T pemooenuposanusn

HecMmotps Ha TO, 4TO MAIIMEHTOB C THIEPTPOPUIECKUM
BapuaHTOM peMoznenupoBanus HM MeHnsine B Hamieil rpymme
cemelinpix cmydaeB HMJDK, nannrpie manneHTs! He MEHEe WH-
TEPECHBI KaK C TOUYKH 3peHHsI MOP(HOJIOTHH, TaK U CO CTOPOHBI
KIIMHUYECKUX TMPOSBICHUNA. B 3Ty rpynmy BOIUIM MalueHTHI
C NMpHU3HAaKaMH TUNEPTPOUU MUOKAp/Ia MEXOKEITyI0YKOBOK
nieperopoaku (MXKII) umu ogHolt u3 crenok JK B couetanum
¢ HMJDK. V nogasisromero 0oibIIMHCTBA MAIIMEHTOB U3HA-

TEPATIEBTHUYECKIIA APXMB. 2021; 93 (4): 381-388.

Puc. 4, a—6 — MPT cepaua B kuHo-pexxume, SSFP-nocae-
AOBATEAbHOCTb: a — AAMHHAs OCb, YeTpbipexkamepHas
npoekums; 6 — KopoTkasi ocb; *caot HM ToAwmMHOM A0
18 MM; B—I — OTCPOYEHHOE KOHTpacT1poBaHue, IR-nocaepo-
BAaTEAbHOCTb C MOAABAEHMEM CUIHaAa OT MMoKapaa. Ctpea-
KM YKa3bIBaIOT Ha MPOTSXKEHHbIE YUYaCTKU CyO3nmKapAranb-
HOrO KOHTPACTMPOBAHUS (HEKOPOHAPOTreHHOM NMPUPOAbI) B
NeperopoAOUHbIX 1 NEPeAHEO0KOBbIX CErMeHTax.

YaabpHO 1Mo JaHHBIM DXOKI BBISBICHBI MPU3HAKU THIEPTPODHU
muokapza, Ha DKI' perucTprupoBaIuch aMILTUTYAHBIC PU3HAKA
runeprpodun JOK, v 9TH manmenTbl 1oroe BpeMsi HaOlTFoaich
Kak Juna ¢ runeprpodudeckoit kapauomuonarueit (I'KMIT).
IMpoenenne MPT cepaua nmo3Bonuio auddepeHupoBaTh
JAaHHBIX MAIIMCHTOB OT I'PYyNIbl MAIIMEHTOB C IMOBLIIIEHHOM
TPabeKyJIPHOCTBIO.

CpenHee 3HaueHUe uHAeKcUpoBaHHOI Maccel HM k mo-
BEPXHOCTH Teja y B3pocisix nanueHtoB ¢ ['T cocraBmio 20
(£5,6) r/M? ipu morpaHUYHOM 3HaueHuu 15 r/m2. KonuyectBo
cermentoB ¢ HMJDK ynosnerBopsuto kpurepusim Grothoff'y Bcex
narueHToB. [IpoueHTHOe cooTHOIeHHe Macchl HM k oOreit
Macce MHOKap/a B JaHHOH rpynne 18,5% (+2,5), 4T0 HECKOIBKO
MeHbIIIe TToporoBoro 3HaueHus (Oonee 25%). Takas cutyauus
OOBSICHSETCS KaK pa3 TeM, UTO y TalJMEHTOB MMeJlach 3HaUYMMasi
runeprpodus muokapaa JDK: TMIKIT 18,7 (£5,4) mm.

ITpu obmieii cxoxxectn MPT-kapTHHBI MHOKapaa KJIMHUYE-
CKH€ NPOSIBICHNS y MAIIMEHTOB PA3HUINCh: OT OECCUMIITOMHOTO
teueHus 10 Tsoxenoid CH u sxxenynoukoBbix HPC.

Couemanue ounamayuu u cunepmpoghuu MuUoKapoa

JlaHHBIA THI pEeMOAENNPOBAaHUS MHOKApAa TAaKKe acCOIH-
MPOBaH C HEOJIArONPHUATHBIM MPOTHO30M 3a0oseBanust [1] uy
HallluX MAalMEHTOB NPHUBOAUJI K Pa3BUTHIO BCECX BO3MOXKHBIX
OCJIOKHEeHUH. B naHHy!0 rpynity BoIUIH 3 ManueHTa: 2 My»X4uH
u 1 xeHumuHa. Ecnu y OMHOTO MalMeHTa 0TMEeYalioch JIHIIb
HaJIM4We He3HAYHUTENBHOTO CHIkeHus @B, orcyrcTBHE Hapy-
[IEHUH PUTMA U TIPOBOAUMOCTH CEpIlla, a TAKKE )KUZHEYTPO-
skatonx HPC, 1o y nByX Ipyrux manpeHTOB B KIMHUYECKON
KapTuHe npeoOnanany seiaeHus BeipakeHHOW CH, BBISBICHBI
TPOMOOTHYECKUE OCJIOKHEHUS, a TaKXKe KU3HEYIPOXKAIOLIUEe
HPC. Kpome Toro, JaHHbBIE MAIUEHTHI JUTUTEIILHOE BPEMSI BEITHChH
kak OompHbe ¢ ' KMII, oqHako B qanpHeinIeM craia OTMeYaThCst
nporpeccupyromas aunatanus noixoctu JIK co cHmkennem
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TabAnua 2. KAvHMueckas xapaKkTepuCTHKa M MoKa3aTeAu PEMOAEAMPOBaHMA MUOKapAa Y Aeteit ¢ HMAXK
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COKPaTUTENEHOM CITOCOOHOCTH MHOKapa, a Mo JaHHeiM MPT
cep/Iia 3aperucTpUPOBaHbI IPU3HAKH BBIPAXKEHHOTO HHTPAMHUO-
KapauansHoro Gpudposa.

B kadecTBe KIMHUYECKOTO PUMEpa Mbl IPE/ICTABIISEM T1a-
1peHTa 36 JeT ¢ TSHKEIBIM TeueHHEM 3a0oneBanust. [1o qJaHHbIM
MPT cepplia ¢ KOHTpaCTUPOBAHUEM: OTMEUAIOTCS BHIPAKEHHAS
JMIaTanus JEeBBIX OTAENOB ceplla, JBYXCIOIHOe CTpOeHHe
muokapra JIK B Bepxyllike, anuKalbHBIX CETMEHTaX, CPeIHEM
cerMeHTe O0OKOBOI CTEHKH, COOTBETCTBYIOIHUE KPUTEPHIM
HEKOMITaKTHOW KapAnoMuomnaruu (0osee yeM B 6 CErMEHTax).
TonmuHa KOMITAKTHOTO CJIOS B 3TUX CETMEHTaX COCTaBIISICT
3—7 MM, HEKOMIIAKTHOTO — 1822 mMM. HekoMnakTHBIN Cl0M
MIpeCTaBlIeH ryouaTeiM MUOKapaoM. MHIekcupoBaHHas Macca
HM 40 r/m?, uro cocrarnsieT 26,8% ot Macchl muokapaa JIK
(mpu HOpMeE 110 25%), ©B 27%. [oBeImeHa TpaOeKyIIpHOCTh
ITXK. B o6nacti MXKIT ormeuaetcs runeprpodust MUOKap/a 10
15 mm. Taroke oTMedaeTcs BeIpaKeHHbIE (PHOPO3HbIE U3MEHEHUS
B muokapze JIK (puc. 5).
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H3zonuposannwvrit HM c coxpannoii ®B

Oxouto 1/3 Bcex marmenToB (n=23; 32,3%) — ¢ gaHHBIM (e-
HOTHUIIOM 3a0oJeBanus. KnnHnueckas KapTHHA Y B3pOCIbIX B
cBoeM OonblnHCTBE (n=14) npencraBieHa 0€ CCUMITOMHBIM
TEUEHHUEM, TOJbKO Yy 3 OOJBHBIX UMENHUCh KIUHUYECKUE
nposiBiaeHus (2 ¢ HPC u npoBogumocTu U 1 manueHTka c
xponunueckoir CH). Ilpu sTom 15 B3pocnbix u 2 gereit ¢
NHMc®B — poncTBeHHUKH MPOOAHIOB, Y KOTOPBHIX B CBOIO
odepenb HAOJNIONANOCH TSIKENOe KIMHUYECKOe TeUeHHE,
a takxe [T, I'T HMJIXK. BaxxHo OTMEeTUTH, YTO Cpenu
nanueHToB ¢ UHMc®B, xapakTepusyomumcs B 1eJIOM
J0OPOKAaYECTBEHHBIM TEUEHUEM, BCTPEUAIOTCS CIydau C
MPOTPECCUPYIOIINM TEUEHHEM U KJIMHUYECKH 3HAYMMBIMU
cobprTusME. KpoMe Toro, kak cka3aHo BbINIE, OOJIBIINHCTBO
nanueHToB ¢ UHMc®B — poncreennuku nmpodanmos ¢ AT, I'T
U TSDKEJBIMH KIIMHUYECKUMU MPOsIBIeHUsIME. Bee 310 nenaer
HEOOXOAMMBIM IPOBEACHUE 00S3aTEIBHOIO €XEroJHOro 00-
CJI€ZIOBAaHUS JTaHHOW I'PYIIIbI HAI[UEHTOB.
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H3zonupoeannwvtit HM co cnuscennoi @B

[Jannas rpynna nmanueHtoB (n=4; 6%) BrIHECEHA B OT-
JENBHYO MOATPYIIITY, TAK KAK 3TH OOJIBHBIC HAXOAATCS B «CEPOI
30HE» U TPEOYIOT JeTaJbHOro 00CIENOBaHUs U Moadopa Me-
JMUKAaMEHTO3HO# Tepanuu ¢ MOCAeAyIOIUM JUHAMUIECKUM
HaOJIIOCHUEM.

Couemanue c BIIC

JlanHas Tpynmna nanueHTOB HeMHorouucieHHas (n=3), y
2 nmarmerntoB HMJDK couerancs ¢ nedpekrom MXKII, y 1 — ¢
JIByXCTBOpPYAaThIM aOpTaJbHBIM KiamaHoM. MHTepec k mamu-
€HTaM JaHHOM rpylIbl B IEPBYIO OYEPEAb — CO CTOPOHBI MOJIE-
KyIISIpHO-TeHeTHIeckux uccnenosanuii (MI'N).

OO6cyxaeHHe

I'enetuueckas u penorunuueckas rereporenHocts HMJDK,
pa3BUTHE TOBBILIEHHOW TPaOeKyIIpHOCTH Y OEpeMEHHBIX, aT-
JIETOB, IIPU FEMOXPOMATO3€ U XPOHHUUECKUX aHeMUsX [5—7], nuc-
KyTa0eJIbHOCTh OTHOCHUTEIEHO TeHe3a KapANOMHOTIATHH JIENIAl0T
aKTyaJIbHBIMH HCCIIEI0BaHMS, TOCBAIIeHHbIe n3ydennto HMJDK.
B TO k¢ BpeMsl COBEPLICHCTBOBAHHE BU3YAIH3UPYIOIIUX Me-
TOJIUK, TIO3BOJIAIOIIHUX OLIEHUBATH MOP(OIOTUUECKYIO CTPYKTYPY
MHOKapJia, TOSBICHHE JKECTKUX TUarHOCTHYECKUX KPUTEPUEB
HM [2] noMorarotT Ham TpoBecTH IU(depeHInanuo Kapamo-
MHOTIATHH OT (PU3HOTIOTUIHOM TUIIEPTPAOEKYIAPHOCTH U OoJiee
oAPOOHO PAa3TPaHUYUTH Pa3THYHbIE THIIEI PEMOIETUPOBAHMS
muokapzaa. OnHako uccneoBaHui cemeitnbix cyuaes HM, rae
Obl OcBelaTach TeMa Pa3IMYHBIX ()EHOTHUIIOB U KIMHUYECKUX
MIPOSIBIICHUH, OIIIICAHO HE TaK MHOTO.

Tak, B uccnenoBarnu C. Stollberger 1 coaBT. H3y4eHSBI cIIOpa-
nuueckre cydau u quarao3 HMJTK nocrasien 273 60bHBIM.
V¥ 46% Bousasnen T, I'T —y 8%, npomexyTtounsiit —y 17% u
nzonupoBanHbii HM —y 29% nauuenros. 3a nepuon B 7,4 rona
(%5,7) ymepnu 84 nanuenTa, a 6 — IpoBeJeHa TPAHCIUIAHTALINS
cepana. Camblii BEICOKUI ypOBEHb CMEPTHOCTH HaOIIOAAlICA B
rpynmnax ¢ AT u cambiii Hu3kmii — B rpynmax ¢ I'T [8].

B uccnenosanue J. Waning u coaBT. BKIOYEeHBI 143 mpo-
0aHIa ¥ MOMHUMO PAacIpeesieHUs M0 EHOTHIIAM TaKXe MPO-
BE/ICH CEMEIHbII CKPUHMHT, KOTOPBIN BBISABII 73 POICTBEHHHKOB
¢ nzonuposBanHeiM HM u 34 — qunaranvoHHO# kaparoMuona-
tueit i F'KMIT 6e3 HMJDXK. HUnrepecno, yto HMJIXK ¢ AT
aCCOIMUPOBAJICS C CHCTOMHIecKoi muchynxuuern JIK, moBsI-
[ICHHBIM PHUCKOM CEPBhE3HBIX HEOIArompHATHBIX CePIEUHBIX
coObITHH, a Takxke ¢ HanmuuueM T y poncTBeHHHKOB. BBIsSB-
nenue uzonupoBanHoro HMJIXK y nmpo6anioB cBszaHo ¢ Gonee
MSTKMM KJIIMTHHYE€CKUM TEYCHHUEM M HAJTMYHEM U30JIMPOBAHHOTO
HMUJIX y poactBennukoB. VccnenoBareny NpUILIA K BBIBOAY,
yto penorunsl HMJIIXK cBsi3aHbl ¢ HCXOOOM 3a00NeBaHHUs, &
TaKoke 4TO (HEHOTUI POACTBEHHHKOB MOXKET OBITH IpeCcKa3aH
¢denorunom HMJTK 1 MyTanueii mpoGaHaoB. T MOTUCPKUBACT
BaKHOCTB 00CIIEIOBaHMS POACTBEHHHUKOB /TSI OLIEHKH (peHOTHIIa
U MPOBEJICHUsS CTPaTH()UKAIIMH PUCKOB.

IIpu oneHKe MONyYEHHBIX HAMU PE3YyNbTAaTOB Hauboiee
TSOKEJI0€ KIIMHUYECKOEe TeYEHUE TaKXKe BBISBIEHO B TPYIIE C
AT. OgHako B OTJIMYKE OT KOJUIET Mpencka3arh (peHOTHH Ha
OCHOBaHHMH (heHOTHIIA TIPOOAH/IA TI0 HAIIUM JTaHHBIM CIIOKHEE,
MTOCKOJIBKY MBI ITOTYYHIIN PA3IHYHbIE COYeTaHNs (JEHOTHIIOB B
ceMbsX. B moboMm cirydae mpoBeneHHe CeMEeHHOr0 CKpUHHUHTA
SBJIETCS HEOThEMIIEMOM 4acThl0 00CIEJOBAaHUS MALIUEHTOB C
HMUJDK. Ilpu BbIsABIEHUH POACTBEHHUKA C JIFOOBIM (DEHOTUIIOM
3aboseBaHus, axe ¢ U30aMpoBaHHBIM HM, pekoMeH10BaHO
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Puc. 5, a—B — MPT cepaua B kuHo-pexxume, SSFP-nocaeao-
BaTeAbHOCTb: @ — AAMHHAs OCb, ABYXKaMepHasi NpoekLms;
6 — AAMHHA$ OCb, YeTblpexkamepHast MPoeKLUUs:; B — KOPOT-
Kag ocb; *cAot HM ToAwmHom A0 20-22 MM; r—e — OT-
CpoYeHHOe KOHTpacTupoBaHue, IR-nocaeaoBaTEALHOCTb C
NMOAABAEHMEM CUIHaAQ OT MMokapaa. CTpeAky yKasbiBaloT
Ha OOLLMPHbIE 30HbI KOHTPACTMPOBAHMS HEKOPOHAPOTrEHHOM
MPUPOABI, PACMOAOXKEHHbIE CY63MMKapAMaAbHO B M1MOKapAE
nepeaHen n 6okosor cteHok AXK, B MXKI co cTopoHbI npa-
BOI0O XKEAYAOUKA, a TAaKXKe 3aTeKn KOHTPACTHOro npenapara
mexay Tpabekyramm HM.

JTIMHAMH4YECcKoe HaOIIoJieHe, MOCKOIbKY MPOrpecCUpOBaHUe
3a00JIeBaHsI UITH MOSIBJICHUE HOBBIX KIIMHHYECKUX CUMIITOMOB
MOJKET BO3HHKATh C TEUCHHEM BPEMEHH, UTO MPEICTaBICHO B
KIIMHUYECKUX IPUMepax.

XoueTcs OTMETHTD, YTO, HCIIOJIb30BaB OoJiee crienn(uIHbIC
kputepun HMJDK, MBI noneiTanuce pa3ienurs NalUEHTOB C
OJIarONPUSTHBIM TeYEHHEM 3a00JIEBaHHUS U MOTEHIUAIBHO C
HeOIaronpUsATHBEIM MPOTHO30M. K coxxaneHuio, B HACTOSIIHAN
MOMEHT TPYIHO OIEHHUTH I0CTOBEPHOCTH OTYICHHBIX TaHHBIX,
YYUTBIBass HEOOJBIIYIO BBIOOPKY MAIMEHTOB. DTO, B CBOIO
o4epellb, MOXKET ObITh MEPCIIEKTUBON JANbHEHIIIETO Pa3BUTHUS
HAaIIIETO UCCJICIOBAHUS.

3akAl0ueHue

Cewmetinbple popmel HMJDK umeroT pasHble THIIBI PeMO-
JIeTUPOBaHMsl MUOKapJa U BapUaHThl KIMHUYECKOIO TEUCHUS.
B oznHOI ceMbe BOBMOXKHO COYETaHUE PA3IMYHBIX TUIIOB PEMO-
nenupoBanus JOK. AT accouuupoBan ¢ Hanbosee TAKEIbIMU
knuHIIeckuMu nposiBineHusMu. [Ipu UHMc®B knnamueckas
KapTHHA Hauboiee OMaronpusITHA, OAHAKO B PEAKUX CIydasx
HaOIIONAI0TCS CePhEe3HbIe KIIMHUYECKUE MPOSBICHHUS.

ABTOpBI 3aBJISIIOT 00 OTCYTCTBHH KOH()JIUKTA HHTEPECOB.

Bkaan aBropos. O.B. Kynnkosa: ananm3 1 mHTepIpeTanus
JaHHBIX, 000CHOBaHNE PYKOMHUCH U NMPOBEPKA KPUTHUECKU
Ba)KHOT'O MHTEJUIEKTyanbHoro coaepxkanus; P.II. MsacHukos:
pa3paboTKa KOHLENIUH U Au3aiiHa, aHaJIu3 U UHTEPIpeTaIus
JIaHHBIX, 000CHOBAaHUE PYKOIHUCH M IPOBEPKA KPUTHUECKHU
Ba)KHOI'0 MHTEJIEKTyallbHOrO conepxanus; E.A. MepmuHa:
000CHOBaHNE PYKOIHCH U TIPOBEPKa KPHUTHIECKH BaKHOTO MH-
tesuektyanbHoro coxepxanust; [1.C. [Tumtoc: cOop, aHamM3 1 UH-
teprperanus AaHHbIX; C.H. Kopeuxwuii: npoBepka kpuTuuecku
BaXXHOT'O MHTEJUIEKTyaJIbHOTO coxepxkanus, A.H. Memkos:
aHaJIU3 U MHTEpIpeTalus JaHHbIX; 000CHOBAaHHE PYKOIUCH
UM IPOBEpPKAa KPUTUUYECKH BaXKHOTO MHTEIIEKTYyalbHOTO
cojiepkaHUs, OKOHYATEeIbHOE yTBEPIKACHHE IS MyOIUKAIIN
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pyxonucy; A.B. Kucenesa: aHanu3s u HHTepIpeTanus JaHHBIX;
M.C. Xapnan: mpoBepka KpUTHUECKH BaXKHOTO HHTEIUIEKTyalIb-
Horo copepxanus; B.E. CuHHLBIH: 000CHOBaHUE PYKOIIMCH U
MIPOBEpPKAa KPUTUYECKHU BAXKHOTO MHTEJUIEKTYaJIbHOI'O COJEp-
xkaunus; H.A. CoBuroBa: aHanmu3 W MHTEPIPETANNS JaHHBIX;
JLA. T'annaeBa: ananu3 u uHTEpHperanus aanubix; B.U. bap-
CKMH: aHanu3 U uHTepnperanus naHHbiX; 10.B. JlepeBHuna:
aHanu3 ¥ uHTepnperanus aansbix; O.I1. XXaposa: aHanus u
uHTepnperauus nannubix; E.H. bacapruna: ananus u uHTeprpe-

tauus naHHbix; C.A. BoHIoB: mpoBepka KpUTHYECKH BaXKHOTO
HHTEJUIeKTyallbHOTO conepxkanus; O.M. [Ipankuna: npoBepka
KPUTHYECKH BaYKHOTO MHTEJJIEKTYaJIbHOTO COACPIKAHMS.

Hccnedosanue guinonneno ¢ coomgemcmeuu co cmanoap-
mamu Haorexcawetl kiunuveckou npaxmuku (Good Clinical
Practice) u npunyunamu Xenvcunrckoul dexnapayuu. Ilpomokon
uccnedo8anus 0000pen IMUUeCKUMU KOMUMemamu 6cex yua-
CMEYIOUUX KIUHUYECKUX YeHmMPO8.

Cnmcok cokpameHmi

BIIC — BpoxaeHHBI OPOK cepia

BCC — BHe3anHas cepaedHas cMepTh

T'KMII — runeprpoduyeckast KapAUOMHOIIATHS

I'T — runeprpoduueckuii Tum

JT — aunaTanoHHBIA THTT

AT+HI'T — coueraHue TUIATAIIMOHHOTO ¥ TUIIEPTPO(PUIECKOTO TUIIA

KT — »xemymodxoBasi TAXHKapIHs

KIOC — xexynoukoBast SKCTPACUCTONUS

UK/ — uMrutantupyeMslid kKapauoseprep-aedudpuistop

MHMH®B — 1301MpOoBaHHbIA HEKOMIIAKTHBIH MHOKapJl CO CHMUKEHHOMU
(pakuueit BeIOpoca

MNHMc®B — wn3omupoBaHHBIH HEKOMIAKTHBIM MHOKapJ C COXpaHHOM
(pakuueit BeIOpoca

KO — KoHeuHBbI# AUaCTONINYECKHA 00beM

K/IP — koHe4HbIil TMaCTONNYECKUIA pa3mep

JDK — neBblii sxemyaouex

MI'U — monekyasipHO-TeHETHYECKHE UCCIICIOBAHMS

MIKII — MesxoKeTyIo4uKoBast Heperopojka

MPT — MarHuTHO-pEe30HAHCHAsI TOMOTpadus

HXT — HapkenyioukoBast TaXMKapaus

HM — HekoMIaKTHBIA MHOKapJ

HMUJDK — HeKoMNaKTHbIH MHOKAp/I JIEBOTO KEITyI04Ka
HPC — napymenus purma cepaua

TBJIHIIT — nonuas Grnokazia JeBoi HOXKKH mydka ['uca
CH — cepaeynas HeJOCTaTOUYHOCTh

CPT-/1 — cepneynasi peCHHXPOHU3MPYIOLIas Tepanusi-1eGpuopuLIsaTop
TMKII — TonmmuHa MEeXOKEITyT0YKOBOH EPErOpOAKH

T30 — TpoM0O03MOOINYECKUE OCITOKHEHHS

OB — dpakuus BeIOpoca

OK — (hyHKIMOHAIIBHBIN Ki1ace

XM-3KI — cyrounoe monuropuposanue DKI' no Xonrepy
OKT — snekrpokapauorpadus

Ox0KI" — axokapauorpadus
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