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SUMMARY
I Modern classification of cardioyopathy in children is presented in the article. The special attention is
spared classification, clinic and domestic forms of hypertrophic cardioyopathy. The own looking is resulted after

16 children and their next-of-kins.

OIATHOCTUKA PI3HUX BAPIAHTIB KAPOIOMIONATIA Y OITEW. HOBUA NOrNsAA HA CTAPY
NPOBJIEMY (HACTUHA 2)

I. E. CyxapeBa

PE3IOME

Y cratTi

HajaHa cy4vacHa knacudikauis kapaiomionaTin. OcobnuBa yBara npuaineHa knacudikadii,

KniHidi i cimeiHum cbopmam rinepTpodivHoi kapgiomionarTii. NpuBeaeHi BNacHi cnoctepexeHHs 3a 16 gitbMu i ix

HaNBIMXXYMMM poanyamu.

KnioyeBble cnoBa: KapaguomuonaTtuu, geTtn, AnarHoCTuka.

B nepBoii yacTu ctaThy ObLIIA TIPECTABICHA KiIac-
cupuKanysa KapIAOMHOIIATHH, IPUBEICHB! KIIHHIIEC-
kue nmpuMepsl cemeitHoit ¢popmbl 'KMII. Otmeueno,
yT0 Bce ponctBeHHUKH AeTeit ¢ [ KMII, y koTopbix mpu
JI9x0KT Taxxke quarnoctuposana ' KMII, He nmpenbss-
JISUTH %KaJ100, IMeT MUHIMaJTbHbIe m3MeHeHus Ha DK

U CUUTaIM ce0sl 310POBBIMH, YTO WILTIOCTPUPYET Cile-
nytomuil kimHudYeckuid mpumep. [Ipu obcnexoBannm
pebenka JI., 6 ner ¢ TKMII (puc.1) napannensHo 06-
CJIC/IOBAJIMCH POJICTBEHHHUKH M y MaTEPH JIEBOYKH, KO-
TOpast He MPebsBIsIA Kajlob u cuurana celst 310po-
BO#, Takxke quarHoctupoBana [ KMIT (puc. 2).

Puc. 1. 3KT pe6. I1., 6 net ¢ FKMI (reHepanu3oBaHHasa runeptpocus MX).

IIpu mocTyIUIeHNH BCe METH TPEIBSIBISIIN JKallo-
OBl Ha OJIBITIIKY, YCHITMBAOIIYIOCS NP (PU3UIEeCcKOi Ha-
Tpy3Ke ¥ BOJIHEHWH, KapAWaJTHH, OIIyIIEHUE Ceprie-
Oouenus u nepedoes B cepane. Y namueHToB ¢ ' KMIT
HEPEIKO BO3HUKAIOT CHHKOTIAIBHBIE COCTOSIHHS BCIIE-
CTBUE Pa3IUIHbIX IPUYIHMH, BKITIOUAst TAXUAPUTMHUH, aTH-
MMUIHYIO COCYIUCTYIO peakiuio u oocrpykmmio BTIK.
Bo3HnKHOBEHNE CHUHKOIMAIBHBIX COCTOSHUH HESICHOU

9THOJIOTHH, 0OCOOCHHO Y MOJIOJBIX JIMLL, SIBIISICTCS CIIe-
(UYHBIM MapKepoM pUCKa BHE3alHOW CMEpTH, OJ-
HaKO MEXaHU3M, IPUBOSIINI K CHHKOIIE, MOXKET OBITh
BBISIBJIEH TOJBbKO y 20 % GOJIBHBIX.

B Hammx HaOMIOICHUSAX CHHKONAIBHBIE COCTOSHUS
BBISIBJICHBI Y OJTHOM OOJIEHOM € pe3KO BBIPayKEHHOH 00-
crpykuueid BTJDK, ognako, pe3kas ci1abocTb, IpUCTY-
Bl TOJIOBOKPY)XKEHUsI Ha (poHE (PU3UUECKOI HArpy3KH
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HaOmomamucek y Bcex neteit. [Ipu R-rpadum opranos
TPYIHOU KIETKH y 3 eTeil ONpeAemsiioch YBEIINICHNE
il s e e T

SK BonuHai 1., 23 naT.
Anvkanesan dopraa FEMN
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OPAUTUHANBbHDBIE CTATbMHU

JIEBBIX OTACJIOB ce€pANa N yCUIICHUE JIETOYHOTO PUCYH-
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Puc. 2. 9KT maTepu peb. J1., 23 net. AnukanbHasa dopma FKMII.

VY ocrajpHbIX OOJBHBIX pa3Mepbl ceplia Haxo-
JIUIKCh B Mpeaeiax Bo3pacTHOW HOpMbl. CriekTp
HCP 0bu1 1OCTAaTOYHO MIUPOK: CHHYCOBAsI apUTMHUS
(YCC ot 58 mo 148 B MuH.), 9acTas CynpaBeHTPH-
KynsipHas (OM- ¥ TPUTHMEHHS ), eAMHIIHAS KEeITyI04-

KOoBasi dKcTpacucTonui. Hapymenus mpoBoxgumoc-
TH HaOJII0JalNCh Yalie B BHAE OJIOKAIbI MepeaHen
BETBHU JIEBOM HOXKM my4ka ['mca. Hactora BbIsiBIIE-
auss HCP npu XMOKI Obuta Belie W cOoCTaBuUia
45% (puc. 3).
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Puc.3. XM 3KI' 6onbHon M. YacTas cynpaBeHTPUKYNsipHas 3KCTpacucTonus.

IMpu OKTI'- uccnenosanuu y 6ompubix ¢ TKMIIT
Hamu ObUM BeIsiBIEHBI: 1) tuneprpodwus I111, kotopas
BO3HHKAET B PE3yaAbTaTe Pa3BUTHUS JIETOUHON TMIIEPTEH-
3uu (puc. 4).

Puc. 4. KT 6onbHoM J1., runeprpocusa npasoro
npeacepaus.

1) runteprpodus JII1, Bo3HUKIIAS BCIAEACTBHE T1O-
BEIIICHHS HATPY3KH HA HETO NIPH HAPYIICHUH AUACTO-
nudeckoro pacciabmenus JIK

2) runepTpodus JIEBOTO U MPABOTO JKEITYIOYKOB

3) mrybokuii, “maronormueckuii 3yoer” Q, cBs3aH-
HbIH ¢ runeprpodueit MXKII, mosiBiieHnemM B Hell oda-
TOB AECTPYKLIHUH (pHC. 5a).

4) HapyIIeHHs TIPOLEcCa PETONIPU3AIIA B BUAC
nenpeccu ST u nHBepcun T B IEBBIX TPYIHBIX OTBE-
neHusx (puc. 50).
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Puc. 5. 9KI 6onbHoro L., 14 net ¢ TKMI.
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HawnbGomnee BaxxHBIM U HHOOPMATHBHBEIM METOJIOM
nuarHoctuku ['KMIT sieisercs IpxoKI (puc. 6), mpu
KOTOPOM BBISIBIISIIOTCS:

1. AccumeTpudHas TUnepTpodus MUOKapaa
(mpu cootHomeHuun Toamuabl MXKII x 3anHel
crenke JIXK >1,3);

2. CummeTpudHas TUnepTpodus:

a) KoHIeHTpudeckas auddysHas (BoBIeKaeT B Po-
necc MKII, cBob6oanyto crenky JIK u Bepxymiky; mpo-
ceet BTJIXK cyxen — o0cTpykTuBHas hopma);

0) cpenunaHas (Ha 1-3 cM HUXE CTBOPOK a0pTallb-
HOTO KJ1araHa — 0OCTpYKTHBHas popMa);

B) anuKaJbHAs (BEPXYIIeUHAas ) — HEOOCTPYKTHBHAS

dhopwma.

Puc. 6. 9xoKI' y petent ¢ FKMI.

B nociienqamue Toabl «30J0THIM CTAaHAAPTOM» B JH-
arHoctuke KMII sBnsercs PKT w/umm MPT cepana

Mag: 3.0x

Puc. 7. MPT cepgua pe6. M., 10 mec.
MnepTtpodusa mnokapaa JIXK. TonwwmuHa MXN B
auvactony 0,9 cM, TonwmHa HUXKHeN cteHkm JIK —
1,0 cMm. MPT-np13HaKku cuMMeTpuyHomn ¢hopmMbl
FKMM.

JIBoe nereii ¢ o6cTpykTuBHOU popmoii ' KMIT koH-
CYJIBTHPOBAHBI B OTACIICHUN XUPYPTHIECKOTO JICICHHUS
kapauomuomnatuii «Hayanoro nmearpa CCX um. A. H.
bakyneBa» PAMH, rae um 6bu1a ipoBeneHa MPT cep-
na. OmHo# 60sbHOM 19 JIeT ¢ pe3ko BRIpakeHHOU 00-
crpyknueii B LleHTpe ObIJI0 POBEACHO KapIuOXUpPYp-
THYECKOE JICUCHHUE: BBHITIOTHEHA CEeTTaIbHAs MHOIKTO-
Mus (omepanus Moppoy) ¢ XOPOIITUM pe3yJIbTaToM,
OIICHEHHOM TIpH 7- JIETHEM KaTaMHe3e.

VY omHoit 6ompHOM B. (puc. 8) ¢ Tsmxemoit [KMIT
noTpeboBaach TpaHCIUTAHTAIWSI Cep/Ilia, KoTopas ObLia
BEITIONTHEHA B ToM ke LlenTpe B Bo3pacte 21 roxa, oa-
Hako OoybHas ymepia Ha 40 JeHb TocIie omepaIluy.

I'KMII BcTpeuaercs npu pa3audHbIX JIM30 COMATb-
HBIX 3a00JI€BaHIAX, HAIIPHMEP, IPY TIUKOT€HO3aX U My-
komosucaxapunosax [1, 2, 3, 8]. [Tox namum Habmroe-
HHEM HaXOOWINCH 3 IETEH C JIN30COMAIBHBIMHU 3a00-
JICBaHUSMH, TIPH KOTOPBIX CEpIIe SBUIOCH OCHOBHON
MUIICHBIO TIOPAKECHUS: 2 TeTel — OpaThs U3 OJTHOU ce-

Hcropuueckast cripaBka. [lepsole myOiukanuu o xupyprudeckoM sedeHnn ['KMIT mosBrinch B cepenne
MIECTUIECATHIX TOIOB ACBATHAAATOTO Beka. B 1957 romy bpok BriepBbie COOOIIMII O MBIIIEYHOW TUTIEPTPOPUN
BTJIX u BELABHHYI HICIO O TOM, YTO MHOTOMHS IPUBOJHUT K Pa3eSICHHIIO MBIIICYHBIX BOJIOKOH M CHATHIO KOJIbIIA
«cxarus» Bokpyr BTJIDK. Bpok cuutain, uto rumeprpodudeckas KapIuOMHUONATH BBIXOJAHOTO TPaKTa JIEBOTO
JKEIyI0UKa SIBIAETCS JUHAMHUECKUM MpensaTcTBUeM. [loaToMy Havano xupyprudeckoro jedenus ' KMII ¢ o6-
crpykuueit BTJIK orpannunBanocs Muotomueii. OfHaKo, HECMOTPS Ha COKPAILCHUE TPATUCHTA Y OJTHUX OOJIbHBIX,
y Ipyrux OOJBHBIX MPEMATCTBUE COXPaHsIoCh. Cienyromum 3tanoM xupyprudeckoro jeuenust [ KMIT siBunach
onepauust Moppoy - centaibHasi MUOIKTOMUSL, KOTOPAS U 110 CEH JEHb SIBJISIETCS «30JI0ThIM CTAHAAPTOMY B JICUEHUHU

I'KMII ¢ ob6ctpyxkimeit BTJDK [1].
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™Mbl (14 m 11 met) ¢ Mykomosincaxapuo3oM (00JIe3Hb
Xantepa) u 1 60onbHOM ¢ TIMKOTeHO30M. Jl0Ka3aHo,
YTO HAPYLICHHsI, BbI3BAHHBIC MYTALUSIMHU CTPYKTYP-
HBIX MJHU PETYISTOPHBIX T€HOB, OTBETCTBEHHBIX 32

a)

J

OPAUTUHANBbHDBIE CTATbMHU

CHHTE3 U aKTUBHOCTb Pa3JWYHBIX (EPMEHTOB O0OMe-
Ha TIMKOTEHA, IIPUBOJAT K aHOMaJbHOMY €r0 HaKOTI-
JICHHUIO /MU U3MEHEHHUIO €T0 CTPYKTYPBI — IJTHKOTe-
HO3Y.

Puc. 8. BonbHas B., 20 net ¢ FKMIN a) 3KT, 6) 9xoKT.

Panee cuntanocs, uto u3 XI TUNOB IMHUKOT€HO30B
cepAle nopaxkaeTcs TOIbKO MPH OAHOM U3 Hux — I Tumne
(cepneunslii rmkoreHos) (puc. 9). Teneps ycraHoBie-
HO, YTO cepAle yacTto nopaxaerca u npu Il Tume, a
Takke B ToH uinu uHoit Mepe npu IV, V u VI tunax ru-
KOTeHO30B [3, 4, 5].

Puc. 9. Cepaue pebeHka C rmMKoreHo3om
(oTnoxeHWs rmyMkoreHa B Tonie cepae4YHoON
MbILLLbI).

Myxomnonucaxapunossl (MIIC) — rpynna 3a0osne-
BaHUIA, 00YCIIOBICHHBIX TCHETUIECCKUM JeHEKTOM (ep-
MEHTHOT'O paclleIUICHHs YIJICBOJAHON YaCTH MOJICKYJIbI
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MYKOTIOIHCaXapuaoB (TITMKO30aMUHOTTINKAaHOB). [Ipu
9TOM OHH HaKaIUTUBAIOTCS B TKAHAX (IIPEUMYIIECTBECH-
HO B (huOpobIacTax u Me3eHXUMAIbHBIX KJIETKAX ), YTO
BEJICT K HETIOIHOIIEHHOMY CTPOCHHIO COEANHUTEIHHON
tkanu. [Topaxenune CCC, TiiaBHBIM 00pa3oM ee coeu-
HHUTEILHOTKAaHHBIX 00pa3oBaHUM, HAOIIOJAETCS MPHU
6onpmmHcTBe TUTIOB MIIC. Bone3nsr Xanrepa — MIIC
II Tuna. Tun HacnempoBaHusl — X-CUEIUICHHBIN perec-
cuBHBIN, AedumuT hepmenta a-L-ugyponocynandar-
cynbdarassl. XapakrepHa cnmMmerpuaHast [ KMII B co-
yetanuu ¢ nopaxkennem MK, snnomuokapaa, kopoHap-
HBIX apTepuil. OTIHMYNTENbHBIE 0COOCHHOCTH (DEHOTH-
T1a: HU3KWH POCT, TPYObIe 4ePTHI JIHIa, 00CTPYKIIUS BEP-
XHUX JIBIXaTeIbHBIX ITyTeH, TaX0BbIE M IYITOYHBIC TPHI-
KU, TIIyX0Ta, TYTONOJIBWKHOCTD CYCTAaBOB, aTHIIHY-
HBIM MUTMEHTHBIA PETUHUT. B coeAMHUTEIbHOM TKa-
HU HaKaIUIMBAIOTCS TIIMKO3aMHUHOTIIMKAH JepMaTaH-
cynbdart u remapancynasdar. YV gereit 1-3 net tunud-
HBIMH ISl TaHHOTO CHHIpPOMA SBISAIOTCA NIYMHOE
JBIXaHNE BCIEACTBHE OOCTPYKIMH BEPXHUX IbIXa-
TEJIbHBIX MyTeH, TAaXOBBIEC U ITyMIOYHBIE TPBIKH [4, 5].
B Goitee crapuiem Bo3pacTe BOSHHKAIOT TIIYXOTa, TY-
TOMOABMXHOCTH CYCTAaBOB M APYTHE KOCTHEIE H3Me-
HEHHU, IOpaXXeHNe CEepAla, 9TO WLTIOCTPUPYET clie-
NYIOMANA KInHAYeckuil mpumep. 1o HabmoaeHNEeM
TeHETHKOB M JCTCKUX KapAnonoros Kpbima HaxoauT-
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CsI CEMbS, B KOTOPOH 3 meTeit: eBouka 16 et u 2 Majb-
gnka 14 u 11 net. 3 pomocnosHoii (puc. 10) cuenyer,
YTO MAaTh SIBIISIETCSI HOCUTENIEM MATOJIOTMYECKOTO reHa.
Y mee 3 mereii or Tpex myxeil. JleBouka 3m0poBa, oba
ceiHa 6ompHBI MIIC. XapakTepeH BHENTHHN BHI Majlb-
gynkoB (puc. 10): yronmeHHas Koxa, KOpOoTKas Iest, pel-
Kre 3yOBl, YTOJIIEHHBIE HO3IPH, TYOBI, SA3BIK.
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10. PogocnoBHas pe6. C., 14 netc
MyKomnosfiMcaxapmugo3om.

Puc. 11. Mykononucaxapuaos y AByx 6paTtbeB
(cneBa - C., 14 neT; cnpasa — B., 11 ner).

Iopaxenue cepana HaOMoRaeTCS Y OOMBIIMHCTBA
6onpHBIX. Yame Betpedaetcs natonorus MK, kak B Buzie
HEJIOCTaTOYHOCTH KJIallaHa, TaK U B BHUJIC CTEHO3a Jie-
BOT'O aTPUOBEHTPUKYISIPHOTO 0TBepCTUs [2, 6, 7]. Mop-
(doyoruUecKr B MUOKAp/IE W 3HJOKAp/Ie OOHAPYKUBa-
FOTCS1 HEOOIBIIIHE CYTaHO(UITBHBIC KIICTKH (OTIOKECHUE
[JIMKOJUIKOB). Y HaOMOIaeMbIX HAMHU JCTCH HapsIy
¢ 'KMII Obli11 BBISIBIICHBI CIIEAYIOLIME aHOMAJINH Cep-
nna: y oboux Oparees cteHo3 AK, y crapmiero pedenka
B couetanuu co creno3zoM MK (puc. 12).

Vi, o b, LR et k™ g ey

Puc. 12. A3xoKrl cepaua pe6. C., 14 netc
KOMOGUHMPOBaHHbIM KNanaHHbIM MOPOKOM:
a) CTeHO3 MUTPanNbLHOro KranaHa; 6) cTeHo3

aopTanbHOro KnanaHa.

Crapmmii pebeHok ymep B Bo3pacte 15 ser ot
nporpeccupytouieii CH B CBS3U ¢ KaTEropuueCKUM OT-
Ka30M pOAMTENeH oT ledeHus. Miaamemy pedeHky 17
JIET, HAXOJUTCSI 1101 HAaOJIIOIEHUEM Kap.IHOJIOTOB.

JlaHHBIN TpUMeEp AEMOHCTPUPYET HEOOXOAUMOCTh
MOCTOSIHHOTO KOHTpouis cocToaHust CCC neTcKuM Kap-
JIMOJIOTOM y AETeH C JM30COMalbHBIMH 3a00JIeBaHMs-
MU 7SI IPOBEACHUS CBOEBPEMEHHON KOPPEKIMH Kap-
JUalbHON NaTOJOTHH.
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