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Witral valve prolapse in children — a disease or echocardiographic
“nding? Definitions, epidemiology, etiology, pathogenesis,
Cassification, clinic, diagnostics (part |, clinical lecture)

Pesome

8 cratbe ConpgatoBoii O.B. «[lponanc MuTpanbHOro Knanaxa y fetein — 3abonesaHue unv axokap-
Sworpaduyeckas Haxoaka. JepuHUUMK, 3NMAEMUONONUA, STUONOTIA, MATOreHes, KnaccupuKaLlus,
SSMHMKa, JMarHocTuka (Yactb I, KAMHMYeckas Nekuwa)» NpeAcTaBieHbl 3TUO-NAaToreHeTnyeckmne
Sa«Topbl, KnaccuduUKalua, OCHOBHbIE KNMHUYECKWE MPOSBNEHWA, OCOBEHHOCTY BEreTaTMBHOro
“oMe0CTasa M MCUXO3MOLMOHANbHONO COCTOAHMA Y AeTeld ¢ MponancoM MUTPanbHOrO KnanaHa.
‘ScEellieHbl NOHATWA [UCNIACTUHECKNIA GEHOTIM, Masible aHOManun CeppLa, MMKCOMaTo3Han gere-
SE0D3auMA CTBOPOK MUTPabHOIO KnanaHa. MpeacraeneHbl 0C06eHHOCTY 3n1eKTPOdU3NONOTMUYECKOo
SETUBHOCTY CepAaLla VU BHYTpUcepAeYHoi remognHamuki y geteid ¢ NMMK. OnucaHbl BO3SMOMHbIE OC-
JOxHEHWA, @ TaKXKe BapuaHTbl KnMHnYeckoro TevyeHua NMK y gerteid.

KmoyeBble COBa: NPoanc MUTPaNbHOrO KnanaHa, MUKCOMATO3Has fereHepauus, MUTpanbHasa
SECypruTaund, KNMHUKE, AMarHocTuKa, AeTu.

Abstract

\n the article was written by Soldatova O. “Mitral valve prolapse in children — a disease or echocardio-
araphic finding? Definitions, epidemiology, etiology, pathogenesis, classification, clinic, diagnostics
part |, clinical lecture)” presents the clinical, etio-pathogenetic factors, classification, main clinical
manifestations, features of vegetative homeostasis and psychoemotional status in children with
mitral valve prolapse. Covered the concepts of dysplastic phenotype, minor heart anomalies, mixo-

. maztous degeneration of the mitral valve leaflets. The paper presents the features of electrophysio-

ogical activity of the heart and intracardiac hemodynamics in children with mitral valve prolapse.
Zescribed possible complications and clinical variants in children with mitral valve prolapse.
¥eywords: mitral valve prolapse, mixomatous degeneration, mitral regurgitation, clinic, diagnostics,
children.
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lNponanc MuTpankHoOro KnanaHa y aetei — 3abonesaHue Wnv axokapauorpapuyeckas Haxoaka?
JeduHULMI, SNMOEMUONIONAS, STUONOTAA, NaToreHes, KnaccudukaLma, KNMHUKA, ANarHocTuka
(4acTb |, KNMHUYECKan nekuma)

Cepaue n3MeHAETCA Tak
6bICTPO — He ycneauLub.
Crknby Mypacaku

Mpobnema AWarHOCTUKW U NeYeHUs Nponanca MATPanbHOroO KnamaHa
(MMK) y petein B HacToslLee BPeMA OCTaeTCA akTyanbHOW, YTo obycnosne-
HO KaK 3HaYMTENbHOW PacnNpPOCTPaHEHHOCTbIO JaHHOW MaTonornu cpeau
AETCKOro HaceneHus, Tak W BO3MOXHOCTbIO BOZHMKHOBEHUA TaKUX TAXENbIX
OCTIOMHEHVI, KaK WHPEKLMOHHBIN SHA0KapAWUT, MATPanbHas HefoCTaTou-
HocTb (MH), HapylweHWa prTMa cepALa, OTPbIB NanuANAPHbBIX Xopd, KOTo-
pble BcTpeyatotea y 2-4% naywenTos ¢ NMMK [1, 5, 25].

Aedunnumnm

TepMyH «mponanc MWTPanbHOrO KfamnaHa» O3HayaeT nporubaHue
CTBOPKW (MM CTBOPOK) MUTpanbHOro KnanaHa (MK) B monoctb nesoro
npepcepaua (M) Bo Bpema cucTonbl nesoro xenynouka (J2K), ogHako ava-
rHOCTWUYECKM 3HaYMMbIM ABRseTcA npormbaHue cteopok MK Bbille ypoBHA
aTPUOBEHTPUKYNAPHOrO KonbLa 6onee yem Ha 3 MM [2, 6]. HeaHaunTenbHoe
nporubaHue (0o 3 mm) 60NBLWNHCTBO aBTOPOB CYUTAIOT BAPUAHTOM HOPMbI
(puc. 1).

Snuaemunonorna

PacnpoctpaHerHocTtb NIMK cpepwn geteit pasHoro Bospacta pasnvuyHas
W B 33BUCMMOCTW OT METORa ODCNEeOBAHWA, KPUTEPWEB AUATHOCTAKA
W M3yvaemblx KOHTUHreHTOB coctasnaet 1,8-38% [1, 5, 13, 19]. Cnepyet

OTMETUTb, UTO Yy feTeil MMafLWero BO3pacTa 3Ta NaToOrMA BCTPEYAeTCA ¢
MEeHbLUEN YaCcTOTOM.

Knaccudpukaums

CornacHo knaccudukauun MKB-X, MMK (1 34.1) otHocuTea K X Knaccy
(«BonesHu cuctembl KpoBoobpalleHus»), pybpuke «HepeBmaTtnueckue
nopaeHusi MUTpanbHOro KnanaHa».

EanHoin knaccudpukaumm NMMK B HacTosljee BpemA He CyLecTByeT
ObwenpuHATO BbIAENATL MEPBUYHbIA 1 BTopWuHbIA MMK [5, 13, 19]. Mep-
BUuHbIA MMK He cBsizaH ¢ NpeflwecTBylowmMMn 3abonesaHmammn cepaua, 2
BTOpUYHBIiA MK passrBaeTcs Ha poHe pasHoobpasHbix 3abonesaHnii (Kap-

Puc. 1. lMpona6upogaHyvie CTEOPOK MUTPaNbHOrO KNanaHa B NoNocTb IeBOro npepcepavs

94

«Pediatrics. Eastern Europe» 2016, volume 4, N2 1



B nomouwt epauy I

W, <3PANOMWONRATI, BPOXKAEHHbIE NOPoKK ceppua {BMC), aputmum, Be-
T HEHIA QUCOYHKUWA, TMPEOTOKCUKO3 1 Ap.).
& 2eTCKON KapaMonoruy YacTo UCMONbL3YIOT PAaboYI0 KNacCUPUKALMIO
TR, npesnoxenHyw HM. Myxapnamoseim [12]:
Tz zopme (BpoXKAEHHbIN, NPUOGPETEHHBLA, MINONATUYECKMIA),
~ T3 =ACHY NopaxeHHbIX cTBopek MK (NepenHas, 3aaHAa Wik o6e).
i o BpemeHn BO3HWKHOBEHWA (PAHHECUCTONWMECKI, NO3OHECUCToNN-
WECKWW, TaHCUCTONUYECKWR).
4 7o creneHn;
1 IMK 1-7 ctenenn (3-5 mm);
1 IMK 2-i creneHn (6-9 mm);
1 [IMK 3-%1 crenenn (6onee 9 mm},
7T -anuuunio reMovHaMUUeCcKUX HapyLieHuit (6e3 MuTpansHOR peryp-
“z_1m (MP), ¢ MP).
T I T2NeHMo (aCMMITTOMATUYECKOE, NErkoe, CpeaHel TAKECTU, TRMEeNoe).
T =annYmIo CTPYKTYPHBIX W3MeHeHMI CTBOPOK MK BoIaensanT popmbl
2 KIECCUYECKYEO (Hanvuue MUKCOMATO3HbIX M3MEeHEHNA);
T HeKNACCUYeCKYIo (OTCYTCTBUE M3MEHEHMWIA).
T I CTENeHn MUTPanbHOW peryprutaLau:
- perypruTauroHHbIA NOTOK MeHee 4 Cv? MU NPOHMKAST B NoNocTb
23070 Npefceparn bonee yem Ha 20 Mm;
¥ - PErYPrvTaUUOHHLIA AOTOK OT 4 Bo 8 CM? UK NPOHUKAET He Gonee
~24 Ha MOROBUHY ANVHBI NPeACcepaNs;
~ PerypruTaLuoHHblil NoToK Bonee 8 cm? Wnn nporrkaet Gonee yem
=2 MONOBURY fTUHB! Npefcepana, HO He AOCTUMAST Ero «KpPbILWn;
¥ — PerypruTaguoHHBIA NOTOK AOCTUraeT 3agHel CTeHKW, 3aX0QuT 3a
~UKO NEBOro Npefcepalta WK B NEFQUHLIE BEHDI.
~nHrYeckue sapranTel NMVK:
1 L anOCUMOTOMHbEA («HEMOWY);
1 EDUTMUYECKNIA;
1 "CeBAOKOROHAPHbINA;
1 2CTeHOHEBPROTUYECKIIA;
1 ZUHKOTIANBHBIA.
7o HanUUMIo U XapaKTepy OCJIOMHEHWVIA BolLenalaT:
1 MK Bes ocnoMHeHWA;
¥ TIMK C OCNOMHEHUAMM.
Mo xapaxTepy BereTaTnsHOro TOHYCa BHAENADT:
+  NMK c aiAToHMeR;
v MK ¢ BarotoHuen;
v MK € CMMNaTUKOTOHWER.
Mo TeYeHWK BLHIZENHIOT:
L HenocTosHHbIR MTME;
5 cTabunbHbi NMEK;
' nporpeccrpyloii NMMK;
" perpeccupytowmi TIMK.

3TUORGIVA N NaTOreHes
CyLeCcTBYIOT PA3NMYHbIE TEOPWM BOSHUKHOBEHWA NMK: «mumnoxapguano-
—an TeOpWA» CBA3LIBAET NoABIeHUEe nepanuHoro MMK ¢ FMCTONOrMUECKIMI

:Meguatpua. Boctounas EBponas 2016, vom 4, N2 1

95



lMponanc muTpanbHoro knanaa y ferei — 3abonesaxne Unu axokapavorpaduyeckas Haxogka?
[eduHnuymn, snuaeMnonorus, 3STMONOrUA, NatoreHes, Knaccudukaums, KnMHUKa, guarHocTuka
(uacTe |, KnuHMYeCKan nekyms)

96

N3MEHEHVAMW MMOKapaa B BUAE UHTepcTMUmManbHoro ¢ubposa, runotpodun
MUopMbpunn, a TakKe AereHepaTUBHbIMK W3MEHEHUAMU MUTOXOHAPWIA 1
yTonieHvem sHaokappaa [11, 20]. BoiasneHHbie n3aMeHeHus No3Bonuau npeg-
MONOXUTb HaNMuue Kapanomuonatuum y naymenTos c [NMK, ogHako B nocne-
aywlem pabotamu Marlin-Neto et al. gaHHas Teopus 6bina onpoBeprHyTa.

B HacToAllee BPEMH anBHaHa «KnanaHHas» TeoleFl BO3HMNKHOBEeHWA
nepsuyHoro MNMMK, koTopasa 6a3npyeTca Ha FreHeTUYECKN AeTEPMUHIPOBaH-
HOM JedeKTe KonnareHa, YTo NPUBOAUT K «cnabocTny coefuHUTENbHOM TKa-
HY cTBOpok MK u, Kak cnegcTBue, K Ux nponabupoBaHuio B nonocts J1M. W3-
MEHEeHUA COefiMHUTENbHOW TKaHKn cTBOPOoK MK cBA3aHbl ¢ MUKCOMATO3HOM
JereHepaumei, KoTopas NPoABAAETCA B paclienieHny CNos KoJIareHoBbIx
BOJIOKOH W UX 3aMEHe KUCMbIMU FMMKo3aMuHornnkaHamm [19, 20, 28]. 3tu
NOBPEXAEHWA ABNAIOTCA NEPBUYHBIM AePEKTOM U reHeTUHECK AeTepMIt-
HUPOBaHbI.

B 1999 r. 61 MAEHTMPUUMPOBaH NTOKYC reHa, KOTOpbIA OTBevaeT 3a
BO3HVKHOBEHUE MUKCOMaTO3HOW aereHepauun (M) n gereHepauuio Kon-
nareHa y nauyMeHTOoB C Tak Ha3biBaemMbIM MUKCOMaTO3HbIM NMMK (MMVP). Mc-
cnefoBaHUAMK NOCNefHNX NIET NoKa3aHa reHeTuyeckan U GeHoTNMYecKas
reteporeHHocTb cuHgpoma MMK [20, 21]. lpu ayTocoMHO-SOMUHAHTHOM
HacnefoBaHMKM obHapy»seHbl TPU reHa CMHAPOMA, KOTOPble KapTMpOoBaHs
Ha xpomocomax 16p12.1, p11.2 u 13. [ipyroit nokyc obHapy»eH Ha X xpo-
mocome (Xg28) u obycnoenusaet peakyto dopmy MNMMK, kotopyto 0603Hz-
YaloT «X-CLenneHHoN MUKCOMATO3HOW KnanaHHoi auctpodueins. C. Yosefy
A. Ben Barak onpegenunu nonumopdusm ¢ubpunnnH-reHa B sk3oHax 15 TT
u 27 GG. Takas reHeTu4eckas reTeporeHHoOCTb 00yC/IOBNMBAET BO3HUKHO-
BeHUe paznuyHbix dopm nepeuyHoro NMMK ¢ WpoKM CNekTpoM KvHK4E-
CKUX MPOABNEHWIA B 3aBUCMMOCTW OT BO3pacTa.

BoifaeneHo, yto NMMK TaKke MMeeT ayTOCOMHO-AOMWHAHTHBIA TN Ha-
C/IefOBaHWA C HEMONMHON NEHETPAHTHOCTLIO U IKCMPECCMBHOCTBIO Y My~
yuH. Kpome Toro, y nauueHTos c [IMK nosbileHa akcnpeccus aHTureHa B 35
cuctembl HLA, yTo obycnoBnuBaeT HapylleHWe mMeTabonu3ma Komnnaress
BCNEACTBNE NOHWKEHHOIO COAEPXKaHWA BHYTPUKNETOUHOro MarHus [27, 300

OnpepeneHo, 4YTo B ocHoBe nepBuyHoro NMMK nexar MUHUManbHmE
BPOX[EHHbIe Bapualny apxuTeKTypbl CTBOPOK, XOPA W aTpUOBEHTPMEN-
NAPHOTO KOJbLA, KOTOPbIE MPU A/IMTENBHOM CYLECTBOBaHN MUKPOTPask
Ha $oHEe reMofMHaMUYECKUX BAWAHUA CTaHOBATCA Gonee Bbipa)deHHbIMI &
COMPOBOXAAIOTCA 136bITOYHOW NpodyKUWel B CTBOPKE KnanaHa Kosnares=a
lll Tvna.

CnepnyeT OTMETUTD, YTO MPW TaKWX CUCTEMHbIX 3ab0neBaHUAX coegu=w
TenbHOW TKaHW, Kak cvHgpoM MapdaHa, cuHapom Snepca — [daHno v 2o
MMK BcTpedaeTca ot 65% o 100% [33, 34]. B nutepatype MMETCH yKaia
HUA Ha TO, YTO NepBUYHbIN MMK ABNAETCA HEMOMHbIM BaPUAHTOM CHHADS
Ma MapdaHa 1 HeKOoTOpbIX APYrNX COEAVHUTENbHOTKAHHBIX CUHOPOMOE
C ayTOCOMHO-JOMWHAHTHBIM TUMOM HacnefOBaHWA 1 HEMOMHOW NeHeTpa==
HOCTbIO.

Hanwuve pa3HoobpasHbiX U3MEHEHWI CO CTOPOHbI OMOPHO-ABUMaTE
HOTO annapara, KoTopble BCTpeyaloTca y nauueHToB ¢ NMK u Takxe xapas
TepHbl ANA MaUNeHTOB C CMHAPOMaMW AUCTNA3UNA COeAVNHUTENIbHOM TEaww
(COCT) (acTeHnyHas KOHCTUTYLUA, TMMEPMOBUIBHOCTb CYCTaBOB, MoAG=a:
TeNbHbIV CMHOPOM 6onblioro nansua v Ap.), nossonunu Glesby et al. npss

«Pediatrics. Eastern Europe» 2016, volume £ W
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JOMHTL NoHATHE MASS-deHoTMN ANA XapakTepucTUK GeHOTUNMYECKUX
HHOCTen naumeHToB ¢ NMK, 3TW e wnccnegoBaTenn, aHanusvpya
eKC PeHOTUMUYECKUX MapKePOoB, ONPEAEnVIN Tak Ha3blEaemoe de-
nlyeckoe NpogomkeHne: Hopma — MNMK - cunapom Mapdana [8].
fMomumo MASS-deHoTUNa BLIAENAKT PAA APYIUX AMCNINACTUYECKNX
TUMOB, O6HRAWHEHHBIX HA OCHOBE OBWHOCTY BHEWHWX W unin BUucLe-
bIX MPU3HAKOB W XapakTepusylowmxcs bonee nobpoKayecTBEHHLIM
nem: MapthaHonaHaA BHEWHOCTE, 3nepconoaobrbii eHoTn, gobpo-
MLECTBEHHAA TMNepMOBINBHOCTL CYCTaBOB, Heknaccndrunpyemelil peHo-
MMK 6e3 yTONLEHUA CTEGPOK W 3HAUMMOI MUTPANBHOR Peryprutauum
T CONPOBOXKAATE 3TH AUCINACTUYECKNE GEHOTUNBI, NOAOOHO TOMY Kak
omaTo3HbliA [TMK conposoxaaeT HacneaCcTBEHHbIE HApYLWeHWA coeaun-
bHO TKaHK [7].

CyljecTeyeT Takme noaxon, B pamkax kotopero NMMK pacematpyeaetcn
B KaUeCTBE O\HON U3 ManbIX aHoManuia cepaua [9, 11, 28, 29],

NepeuyHbii MMK paccmaTpUBalOT M KAk OfIHO M3 MHOTUX NPORBASHUIA
¢depedumposaHHoi ACT — COBOKYMHOCTM BCEX NPWU3HAKOB, CBOW-
HHbIX €8 HAaCNeACTEEHHDIM HapyLUeHWAM, AW TaK Ha3biBaemoro avc-
| ACTVUecKoro cepgua [18].

BropyuHbil NMMK MoXKeT BbITh 0GYCNOBNEH Pa3HbIMK 3aboneBaHmusAMM
EPALA KAk BOCMANMTENLHONO (PEBMOKAPAWT, HePEBMaTUHECKUIA KapanT),
WK K HEBOCNANWTENDBHOMO NPOUCXOXAEHNA (KaparoMnonaTis, TpagmaTu-
WECKOE MOoPaAXKeHWe cepla, HapyWweHWA pUTMa cepaua), a Taxke BPOXKIeH-
i nopokami cepaua (BNC) n xopoHapHbix apTepnia [1, 5, 20]. Y B3poc-
mix [TMK EbigaeT npu wwemudeckor Goneznn cepgua. BoznukHoBeHue
MK ripia 3Tx 3aBoneBaHWAX CBA3AHO € aCMHEPTUEN CepaBUHON MbILILILI
DK BcnegeTere gucTpodUUEcKoro WNM BOCHBNUTENBHOIG MOpa)eHuA
TTBOPOK MK, XOopa unu nanvinnapHbIX MbILL, WAV HaPYLUEHWA NPOBELEHUA
-2pBHOTO UMMYNbCa NP apUTMUAX CePALA, 8 TaKXKe OTpbIE xops (Bocnanu-
“271bHOTO UK TRABMATUYECKOTO XapaKTepa),

MNossnenwe sropruHore NMMK npu Kapguommonariaax v BNC ceasbiBaoT
7 TyWeCTBYIOWER nNpy 3TUX 3ab0neBaHnAX KNanaHHO-XKenyLouKoBok anc-
- 2onopuueit. Tak, Npu gunataluoHHOK Kapanomuenatuy (BKMNM) pacwu-
- zHue Grbpo3HOro konbla MK npreoanT K NOBLIWEHHON HArpysKe Ha ero
TTBOPKW, MPW DTOM YBENMYMBAETCA VX NNOWaAL BCNEACTBUE YMEHBLUEHWA
AW NONHOO OTCYTCTBMA 30Hbl CMBIKaHWA CTBOPOK, 2 CBOGOoAHbIE MX Kpas
~epAoT onopy.. Flpu runepTpoduueckol Kapanomvonatun (TKMIM), kor-
22 $pMOPO3HOE KONBLO KNAnNaHa yMeHbLEHO, NOABNAETCA N3NULLIEK TKAaHN
—~sopok MK, uto cnocobeteyeT 1ux nponabupoBaHwuio B nonocte J1MN Bo Bpe-
A cuetonsl FIAK. :

WzyueHune meTabonuama y nayueHTos ¢ [TMK B cOCTOAHMW NOKOA 1 NpK
JM3NYECKOW Harpyske No3BONUNO ONpefennTh YBENUUeHNe cofepHanna
73KTaTa, 4TO BbI3biBAET WMILEMWKD MWOKapAa, B YaCTHOCTY, NanuniapHbIX

“bIWIL, Vi NPUBORWT K 1x cnabocTn 1 GOpMIPOBAHWIO NPONAbUpOBaHNA
asopok MK. Takune ke namMeHeHNsA MprcyLM YBENUUEHMIO YacTOTLI cepaey-
HbIX COKpallieHni (MCC) mpw dusiveckoi Harpyake. [pUUIHOI BTOPUUYHOTO
NMMK Takse moryT 6biTb pazHOOBPA3HBIE HERPOIHAOKPUHHEE U MeTaba-
TWHECKKE 3200NeBaNvia \BETETATUBHAA ANCPHYHKLUMA, HEBPO3bI, WCTEPWS,
206un, TMPeOTOKCNKO3), Korfa nponabupoaHve oBycnoBneHoO Hapyuwe-
HWAMK BETeTaTUBHOR UHHepBalLMK CTBOPOK MK v noaknanaHHoro annapa-

Neguatpun. BoctouHan Esponay 2016, Tom 4, N¢ 1

TepMiH «manbie
JHOMaNIKM CepaLar»
{MAC) B HacTOAWEE
BPEMA HE VmeeT
obILEeNpUHATOM
onpegeneHns,

B aHrnosA3buHoO¢
n¥TEPaTYRE Nog
TepmuHom MAC {cardiac
abnormalities, structural
heart anomalies,
cardiac anomalies,
morphological
abnormalities v
structural cardiac
abnormalities), kak
nNpaslng, oObeirHerbl
AHEBPUIMA
MEMNPeRCEPAHOM
NEpEraponKE, OTKPHITOR
OBANbHOR OKHG,
YANUHEHHbIA eBCTaXVER
KNanaH, cets Kuapm,
BTODWYHLIA federT
MEXT PeACEPAHON
nepercpoaky 1 FNMK
[29].
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Ta. Tak, npeobnagaHue cUMNaTUYecknx BAUAHWA NMPUBOANUT K HATHKEHMIO
nNanunnspHbIX MbILIL, U XOPA, KOTOPblE NPUKPEennATca K ctBopkam MK, a
runepnapacMmnaTYeckoToHNA — K Mx paccnabneHuio [1, 20].

MMK BbIABNAIOT MPX Pa3HbiX FTEeHETUYECKNX cMHApoMax. Tak, AoKasaHo,
YTO MyTaLWs FeHa, KOANPYIOLIEro SKCNPeccuio peLenTopos K TMPOTPONUHY
(TSH-R, tirotropin receptor), MOXeT NPUBECTU K KIMHNYECKOW 3KCMO3NL{MN
MMK y naumMeHToB, reHeTUYeCcKn CKNOHHBIX K XPOHUYECKUM numbounTap-
HbIM TUpeouauTam [29].

MMK Takxe ABNAETCA CUMMTOMOM, KOTOpblii BxoauT B TAP-cuHgpom
Il 7vna (Thrombocytopenia-pathia Aplasia of the Radius) 1 Bkniouaet Tpom-
BGoLUTONEHIWIO, OTCYTCTBUE Ny4eBOW KOCTW, fedopMaLiMio NO3BOHOYHMKA,
AMcnnasuio TazobefpeHHOro cycTasa, HecpalleHue Heba 1 NerouHyto guc-
nnasuio.

Kyndt et al. pnutencHoe Bpems HabnwoAanu cemby, Y YNeHOB KOTOPbIX
remodununa A 6bina accoynnpoara ¢ NMK 1 aBNeHUAMIN MUKCOMaTO3HOM
fereHepauun ctsopok MK.

MMK BbIfBAAIOT Npy cMHApPoMe bapTepa, KOTOpPbIA BKNOYAET CynpaBeH-
TPVKYNAPHYIO TaxuKkapauvio 1 6poHxnanbHyto actmy [29].

Weissman et al. [32] npegnonounn BO3MOKHOCTb CyLLIeCTBOBaHWNA CUH-
Apoma 13-i1 xpomocombl (chromosome 13 syndrome), koTopbiil BKNOUYaeT
naHuyeckue ataku (panic disorders), natonoruMio Novek Uy KpPoBu, Bbipa-
MEeHHble roNMIoBHbIe 60K, MAaTONOTKIO LUTOBMAHONW Kenesbl (Yalle runoT-
peo3) u NMK.

OpHako HU nepBMYHOe nopaxeHue MK (MrkcomaTtosHas gereHepauus),
HU BTOPUYHBIE MO OTHOLIEHWIO K Npolieccy nponabupoBaHua ¢ubposHbe
VM3MEHEHWA He MPUBOAAT K HapyLUEHWIO LeNOCTHOCTA PasnuyHbIX 1eMeH-
TOB cTBOPOK MK, Tak Kak BOBNeKaloTcA He Bce c/ion (He popmMmpyIoTca cnai-
KV MO KOMMUCCYpam), Kak 3TO MPOUCXOAUT NPK peBMaTUYeckon gedopmaLimusm
KnanaHa.

KnuHuueckue oco6enHoctn MMK

Obpaiyaer Ha ceba BHMMaHWe Hanuume deHOTUNUYECKUX OCobBeH-
HocTel y geten c [MMK: acteHuYecKkas KOHCTUTYLWA, HU3KasA Macca Tena,
OTHOCWUTENbHOE YANUHEHWe BEePXHUX KOHEeYHOCTel, BOPOHKoOBpasHas
nedopmauua rpygHow Knetku, ckonnos. [ina getei ¢ nepeuyHbiM MMK Tax-
e xapakTepHo Hanuuume npusHakos [JCT (runepmo6unbHOCTb CycTaBoE.
BblCOKOE Hebo, MnockocTonve, MUoNuaA, ANWHHbIE Manblibl, NOBbILLEHHOE
pacTaKeHWe KOXW, NaxoBble v myrnoyHble rpbiku) [7, 18]. Mpu aTOM Haluw
WCCNeaoBaHnA BbIABUIN OTCYTCTBUE 3aBMCMMOCTI YacToTbl MpuaHakos ACT
y fieten ¢ nepsudHbiM MMK oT cTeneHw nponabuposaHusa MK, ogHako sbinas-
JIEHO, YTO aCTEHNYECKaA KOHCTUTYLMA 1 fedopMaLIMa FPYAHON KNETKIN Yalie
BCTPEYanu1ch y feTeid C MUKCOMaTO3HbIMM U3MEHeHUAMY cTBOPoK MK [151.

Cnepyet otmeTuTb, 4to AnA Aeren ¢ NMK xapakTepHo 3HauuTenbHoe
KONUYECTBO Xanob, oNbLUMHCTBO 13 KOTOPbIX IMEET AVCBEreTaTMBHbIN Xa-
pakTep: uedanrum, 6onn B rpygHON KNeTKe, oLlyllieHve cepaLebueHns, Yys-
CTBO HEXBAaTKN BO3[yXa, yTOMIAEMOCTb, 0BMOPOKHM, HapyLieHuA cHa [3, 13.
17]. Bonb B 06nacTn cepaLa MOXeT HOCUTb Pa3HOOBPA3HbIN XapaKTep: Yalue
KonioLas, Ho MOXET ObITb U HOWLWASA, CKUMAIOLLARA, KPaTKOBPEMEHHAs, BO3-
HUKAeT CaMOCTOATENBHO NMbo nocne GpK3nYeckoro Uy 3MOLMOHaNbHOS
HanpsXeHudA. Cpeay naToreHeTMYeCcKMx MexaHvW3moB 6onu B obnactu cepa-
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~= y naunenTos ¢ MMK BbIfenaioT: NoKanbHy UIEMUIO MUOKapaa Bcnes-
TTEME HaTAKEHWA ManuNApPHbIX MbllL, MUKpoTpoMboambBonuio B 30He,
sacnonoxeHHow mexay JIMN n 3agHein ctBopkoit MK, a TakKe ymeHblueHue
ZMTENBHOCTK AMacTonbl BeneacTene yyaweHus YCC Ha doHe runepkare-
SonaMUHEMUN NPV GU3NYECKOM WK MCUXO3MOLMOHANIBHOM HanpsiXeHuu.
~2%aKO0 BaXKHYIO POJib B BO3HUKHOBEHWW AaHHOTO CUMMTOMA UTPaeT Takke
ZnchHYHKUMA BEreTaTuBHOW HepBHOM cuctemsl (BHC).

HacToit xanoboii y aeteii ¢ MMK aBnaeTtca owylleHne cepauebneHns.
# %074 B BONBIUMHCTBE CTyYaeBs 3TOT CUMMNTOM CBA3aH ¢ ancdyHKumein BHC,
=153 3abblBaTh O POV B BO3HUKHOBEHWMW 3TUX Xanob 1 pasHoobpasHbIX
“2DYLEHWIA PUTMA, B YaCTHOCTI SKCTPACKUCTONMM, KOTOPbIE YacTo BCTpeYa-
wrca y getei ¢ NMK.

Takxe xapakTepHoi xanoboi y gete c NMMK ABnAeTcs 4yBCTBO HEXBaT-
1 3030yXa, YacTble ryboKre BAOXY, 0fblKa. OHW BO3HUKAIOT B COCTOAHUN
TOK0A U YCUIWBAIOTCA NOCe GU3NUYECKOrO Y SMOLMIOHANBHOIO Hanpske-
=8, BCIEACTBNE MMNEePBEHTUIALMOHHOIO CUHAPOMA, Kak NposBeHve Be-
TETATUBHOWN AVCOYHKLNN.

OpHum n3 KnuHndeckrx npoaeneHwi NMMK y getei AagnaoTca o6Mopo-
3, BO3HMKaKLKe CMOHTAHHO IMB0 Ha POHE NCUXOIMOLIMOHANBHOTO WK
SU3UYECKOTO HaNPAXEHWUA, NPWU AIUTENbHOM OPTOMONOKEHWUW, B TPaHC-
7opTe, B AylHOM nomellednn. Cpegu npuymnH obMOpPOKOB — opToCTaTye-
CxadA rMNOTEH3MA, a TakXkKe HapyLIeHWA puTMa (NapoKcvM3MasbHas Taxmkap-
ZMA, SKCTPACUCTONWA).

B 3apyBexHON 1 OTeYeCcTBEHHON NUTepaType UMEKTCA JaHHble O Ha-
“uunn y peteii ¢ MMK BereTaTMBHbIX Mapokcr3moB (panic disoders). Yacto-
72 naHuyecknx atak (MA) y aetein ¢ MMK, no faHHbIM pasnnMyHbIX aBTOPOB,
cocTagnaer 5-49,9% [13, 17, 32]. ObpauwaeT Ha ceba BHUMaHME CXOXECTb
“avHWYeckux npoasneHuii MA n xanob y nauventos ¢ NMMK - oulylieHne
cepauebuennn, Taxvkapaus, ronoBoKpy»eHue, 6onn B obnactu cepaua,
ogbiliKa, 06MopoKU.

B HacTosLwee BpeMsA paccMaTpuBaroT 4 runoTtesbl, 00bACHAKLME B3au-
MOCBA3b AaHHbIX cOCTOAHMN. [TepBanA runoTesa ocHoBaHa Ha Tom, uto MMK
RENAETCA NPUYMHON BO3HMKHOBeHUA [MA. BTropas — Ha Tom, uto [A, Bbi3biBas
TUnepKarexonamimHeMuio, cnocobeTByoT Bo3HKHOBeHUMIo MMK. TpeTba —
MK 1 A sTo nposaenexua 3abonesaHna coefUHUTENBHO TKaHW, KoTopoe
COMpOBOXAAETCA "aHomanner MyKononucaxapupoe. M yeteeptan runoteza
3aKnioYaeTcs B TOM, 4To 06a COCTOAHUA ABNAIOTCA XPOMOCOMHBIMK 3abone-

BarfhAMK,

TepmuH «naHyyeckan ataka» NOJYEPKMBAET 3HAUUTENbHYIO POMb 3MO-
LMoHanbHo-apGeKTBHbIX PaccTpoicTe (cTpaxa, Tpesoru). KnuHnueckas
xapTuHa MA MOXeT BKoHaTh [e30preHTaumio, cnabocTtb B HOrax, ogblLIKy,
2036y3KAeHWe NN OHEMEHWE, TONIOBOKPYKEHME, TOLLHOTY, OllyllleH e KOMa
= ropne, Napecresuny, olLyLeH1e naHnky, Gobun. NMA HauMHaTCA 1 3aKaH-
SMBAIOTCA Yallle MrHOBEHHO, ANWTENbHOCTL A MOXeT ObiTb OT HeCKosb-
“MX MUHYT [0 4YacoB. [InA OTeYecTBEHHOW NUTEpaTypbl TPaAULIMOHHBIM
ABMASTCA TEPMUH «BETeTATUBHBIA KPU3» WM «BEreTaTUBHbIA NMapOKCU3M»,
4TO NoJuUEpPKUBAET 3HaUYeHWe BereTaTMBHbIX paccTponcTs npu MMK. Hawmn
“ccrnefloBaHuA TaKkKe BLIABMAWN NapOKCKM3ManbHYl0 BEreTaTMeBHyio Hepo-
CTaTOUYHOCTb, Yalle B BUAEe reHepann3oBaHHbIX BarOUHCYNAPHbIX KPU30B Y
nesouek ¢ neperuyHbIM NMMK [15].
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Kpome Toro, cornacHo Hawmm AaHHbIM, Y 60% petein c MMK Habnioga-
eTca noHwxeHue AfLl, a y TpeTn — HectabunbHoe Afl, npuyem yalle noHu-
»#eHHoe Al 6bino 3aperncTpupoBaHo npw nepsudHom NMMK ¢ seneHuamu
M mutpanbHoro knanaHa [15]. Bo3amoXHoOWM npuiMHON Ba3OMOTOPHbIX Ha-
PYLUEHWIA Y 3TOI FPYNMbi NaLWeHTOB ABNAETCA BPOMAEHHaA AUChYHKLMA
peuenTopoB K aHrMOTEH3UHY, YTO MMEeT NOATBePKAeHNe B paboTax 3apy-
BexHbIX nccneposarenen [23].

OuarHoctuka MNMK y petein 6asnpyetca Ha paHHbix Y3W v ayckynbTa-
uuun cepaua. ¥ 60-90% nauMeHTOB BbICNYLLIMBAETCA CUCTONMYECKUIA LWyM
W/ CUCTONMYECKUIA LWEeNYoK, MHTEHCUBHOCTL KOTOPbIX MOBbILIAETCA &
BEPTMKaNbHOM MOMOMEHUN, a TakKe npu GU3NYECcKoin Harpyske 1 amoLw-
OHaNbHOM HanpsXeHuW. Knaccuyeckan 3ByKoBasi CUMNTOMaTHKa (NosgHe-
CUCTONNYECKWIA WYM 1 M@30JMacTONMYeCcKnid Wenyok) nossonser y 50%
nauWeHToB NpaBunbHO yctaHoBuTh anarHos MNMK. Ho B GonblumHcTBe cy-
Yaes Knaccuyeckas aycKynbTaTUBHas KapTWUHa OTCYTCTBYET U UMEeT MecTo
BapuabenbHblil CUCTONNYECKUIA LWYM.

Takoln 3ByKOBOWM PEHOMEH, KakK «Me30CUCTONNUYECKINIA LLENYOK», CBA3L-
BaloT € M36bITOYHBIM HaTAXKeHrem xopa MK Bo Bpems MakcMmansHOro npo-
rnbanma cteopok MK B nonoctu JIIN Bo Bpema cuctonbl JIXK. OH HOCKUT CKpe-
BYLLMI XapaKTep K flydllle BbICTYILMBAETCA B BEPTUKANILHOM MOMOKEHWN i
Ha nesom 6oKy. Hannuue ronocncTonnyeckoro (MaHCUCTONUYECKOro) LWyma
ABNAGTCA MPU3HAKOM MUTpanbHoW peryprutauun (MP), nostomy npu ero
obHapy»eHuW HeobxognMmo ncknioynts MH.

Takum o0bpa3zom, MUKcOMaTo3Hble nsmeHeHua MK v Hanuune MP oby-
CNOBNUBAIOT 3BYKOBYIO XapaktepucTtuky NTMK y peteir, yactota BcTpevyaemo-
CTW KOTOPBIX 3aBUCUT OT €ro CTEMeHN.

OTmeueHo, uTo B 6,4-33-80% cnyyaeB HabniAaloTcA «Hemble» Gopms:
MNMK, korpa npy ayckynbTaLuim OTCYTCTBYET U CUCTONNYECKN LLYM, U LLIENYOK —
[aHHaa dopma yalle BCTpeyaeTcA y aetel ¢ nepsuyHbivM MMK [1, 6, 20].

(DoHokappvorpadudeckas kaptuHa wymos npu MMK no sapuabens-
HOCTW CXOXa C aycKynbTaTvBHOW. CucTonuyeckne LymMbl UMEKT pasHOo-
6pasHyio popmy, Yallle He cBA3aHbI ¢ | TOHOM 1 3aHMMaIOT He Bonee 1/2 wnw
1/3 vactu cuctonbl. ToH oTkpbITMA MK (MK Wenyok) peructpupyerca Yepes
0,10 cekyHabl nocne |l ToHa.

Oco6enHocTu KT npu MMK

Y 6onbwunHcTBa AeTelt ¢ NIMK ectb N3MEHEHWA SNEeKTPUYECKON aKTHe-
HOCTMW cepAua no gaHHbim KT, K HUM OTHOCATCA BEPTUKANbHOE NOMOMEHME
ceppua, HenonHan 6nokaga npasow HOXKKM Ny4Ka ca, CUHAPOM paHHewn pe-
nonapu3aL K, HapylweHUA NPoLIeccoB penonapusaumm (MHBepcwsa 3ybuz ©
1 CHUKeHVe uHTepeana ST Huke uzonuHum eo |, lil, aVF, V5 u V6 otBegesw-
Ax IKT) [6, 15, 20]. 3T M3MEHEHMA CBA3LIBAIOT C CYLIECTBYIOWNM Y AeTed ©
MNMK runepkMHeTN4YEeCKUM TUMOM reMOANHAMUKN, YTO MOBLILLAET Harpys«s
Ha HEeMOJTHOLIEHHYIO CTBOPKY, XOPAbl 1 ManuanapHbie MbILULbl, KOTOPBIE w2
BbITOUHO COKPALAKOTCA, YTO MOMET NPUBECTU K NTOKANBHON ULIEMAN 1 e
acuHepruy. KnuHUYeckn JaHHOe COCTOAHNE CONPOBOXKAaeTcA Gonbio B of-
nactu cepaua. MNpu npoBegeHnn Npobsl ¢ 063ugaHom HabnwgaeTca nons
KUTeNbHAA AMHaMKKa 3y6ua T, UTo NOATBEPKAAET CUMNATUKOTOHUYSCKE
XapakTep HapyLeHWi NPoLeccoB penonapusaunn U yBennyeHmne nx 4ac o
Tbl NPV NPOBEAEHNIN KNWHOOPTOCTaTUYeCKoW Npobsl (KOM).
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TDosENeHnem 3HauuTeNbHOM aApPEeHEPIrNYECKoi aKTUBHOCTW Y AETel C
T ==nsi0TCA pazHoobpazHbie HApYWeHUa pUTMa, KOTopble BCTPEYaloT-
%+ 34-58% pereid [1, 5, 151: cunycoBas Taxukapava unn 6paanapuTMua,
WNEIELMA BOJUTENA PUTMA, HAKENYAOUKOBanA W/WK XKeny[ouKkoBas IKC-
ECWCTONMA, NapoKcK3MalbHas KenynouKkoBaA Taxvukapaws, aTpYOBeH-
weynspHbie 6nokapbl, cuHgpom WPW. BapuabenbHoOCTb NonydeHHbIX

% 06BACHAGTCA MPUMEHEHWEM Pa3NMYHBIX METOAOB PErMCTPALIMM Ha-
pUTMa ceppua. B HacTosAwee BpemA NyuWUM cnocobom ABNAETCA
: MoHUTOpWHT 3KT,
~ FEpyweHus putma ceppla y aeteii ¢ [IMK cBA3bIBAIOT ¢ NOBbILIEHHBIM
Ny cuMnaTuyeckoi HepeHol cuctembl (CHC). Tunepkatexonamu-

KOTOpble BbI3bIBAIOT apWUTMMWIO, CNOCOBCTBYA rUMOKanMemMun u
MuoKappaa. XoTa Het 3aBucumocTtu cteneHn NMMK ot yactoTbl Ha-
A puTma ceppua [15].

B=a4UTENbHYIO PONb B BO3HUKHOBEHUI HAPYLLIEHWA PUTMA UrPaeT MUK-
23HaA pereHepauua cteopok MK [10, 28]. Mpu 3ToM BO3HUKHOBEHWIO
=NYAOUKOBOM 3KCTPACUCTONUK CMOCOBCTBYIOT M3MEHEHUA 3NEKTPUYE-
2KTMBHOCTK KneTok J1M1, KoTopble pasgpaaloTca BO Bpema CUCTONbI
abupyioLei MUKCOMATO3HO U3MeHeHHoI cTeopkol MK, a MexaHuue-
W0e pazgpaxeHue cTeHku JTK MMKCOMaTO3HO M3MEHEHHbIMI NanunnApHbI-
W ¥opAaMK CrnocobCTBYeT BOSHUKHOBEHMIO XeNyA04KOBbIX IKCTPacUcTo.

TEEDXKAEHWEM [laHHbIX GaKTOB ABNAETCA Hanuuve y4yacTkoB ¢ubposa
HO3a MWOKapAa B MecTe NpUKpenneHus Xopp, KoTopble HaxopaT
®opoHaporpaduu [28].

ZJokasaHo BnuAHMe MP Ha BO3HUKHOBEHWE HapyLleHWi putMa cepaua
=i ¢ [TMK: yBenuyeHne 4acToTbl HafKenyaouKoBbIX 1 Keny[o4KoBbIX
CTDACUCTON Y NALMEHTOB € remoAvHamuyecku 3Hayumoin MP (llI-1V ctene-
WX BOZHUKHOBEHWE CBA3LIBAIOT C Pa3fpalKeHUEM PErypruTaLMoHHON
=i kpoBew cyb3HpoKapavanbHbIx ydacTkos JIM, Y4To NpMBOAUT K NOsAB-
0 SKTOMUYECKOIN aKTUBHOCTY. BOZMOXKHON NPUUYMHOW BO3HUKHOBEHNSA
/AOYKOBOW 3KCTPACUCTONUM W ULEMWN MUOKapAa Y nauueHTos ¢ MMK
T20T MUKPOTPOMB03bl KOPOHAPHbIX COCYA0B TPOMOOLIMTapHbIMY arpe-
1 aenosutamu ¢pubpuHa, koTopbie obpasyiotca mexpy M v 3agHei
opkon MK [24, 25, 29].
flpy W3yyeHun nokasatenern BEreTaTMBHOrO romeoctasa y 6o/blumH-
2 muueaﬁq@%c [TMK oTmeyaeTca Hann4yve MCXOAHOW CUMNATUKOTOHUN 1
HOI BereTaTMBHOW peakTMBHocTu [5, 13, 15, 20].
D6palyaiot Ha cebA BHUMAHUE N3MEHEHWA CO CTOPOHbI MCUX0IMOLMO-
>HOTO cocToAHKA Y AeTelt ¢ MIMK. [InA HUX xapakTepHbl IMOLNOHaNnbHanA
bHOCTB, CKNIOHHOCTb K aCTEHOAENPECCUBHBIM PeaKLVAM, TPYAHOCTH
MexcoLManbHoOM O6LeHW, acTeHUYeCcKe NPOABNEHWUA, MOBbILIEHHanA
BOXHOCTD [3, 17, 26]. MMpwn 3TOM OTMEYaeTcA TecHas CBA3b Mexay ncu-
OLMOHaNbHBIMU HAPYLWEHUAMY U reHeTUYeck obycnorneHHoW Bere-
WBHOW AMCYHKUMEN Y 3TOR rpynnbl nauueHToB. C 3TON TOUKW 3peHus
=pauyHbI MMK ABAETCA KOHCTUTYLIMOHHON MCUXOBEreTaTUBHOM naro-

iell 1 MapKepoM BPOXAEHHOW CUCTEMHOW COEAMHUTENbHOTKAHHOW 1
ICMXOBEreTaTMBHOW HeJOCTAaTOUYHOCTH.

«feauatpun, Boctounan Espona» 2016, Tom 4, Ne 1

NOTEHUMPYET aBTOMAaTU3M, TPUFEPHYIO aKTUBHOCTD W MEXaHW3M -

B mocneaHee spema
Gonbluoe BHUMaHVE
8 OTeYeCTBEHHOM

U 3apybexHom
nuTeparype yaenaior
beHomeHy yanMHeHua
vHTepeana Q-T,
KOTOPbIA BCTPeYaeTch
y 2,6-26,6% petei ¢
MMEK, ABNAACE OAHMM
13 GaKTopOB prcka
BHE3aMHON CMEepTH

1 BO3HUKHOBEHUA
MPOTHOCTUYECKW
HebnaronpuATHbIX
aputmunia [9].
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OcnoxHeHus

Teuenue [IMK y geTeii MoXeT cONpOBOXKAATHCA OCNOKHEHUAMMU, MHOTME
13 KOTOPBIX MMEIOT KU3HeyrpoXaiowmin xapakrep. K Hum otHocaTca: MH,
MHOEKLMOHHBIN IHAO0KAPANT, BHE3AMNHAA CMEPTb, TAXKENbIE HApPYLIEHWNS PUT-
Ma ceppLa, HeBpPONOorMyeckme ocnoxHeHus [1, 5, 25].

Tak, MHPEKLMOHHbLIA SHAOKAPAUT ABMAETCA YacCTbiM OCNOXHEHMEM Y
petein ¢ MMK Ill ctenenn (y 7-8% nauuerTos), a Ml ctBopok MK — dakTop
pUCKa BO3HUKHOBEHWA 3TOro TAXenoro 3aboneeaHus y nauveHtoB ¢ MMK
[5,9, 14].

BHesanHaa cmeptb y nauuweHtoB c [TMK BcTpevaetca B 1,9 cnyuas Ha
10 000 HabnloAEHWIA, YTO HAMHOTO MEHbLLE CMEPTHOCTI OT APYIHX Cepaey-
HO-cocyamncTbIX 3abonesaHuii, a B nuTepatype onvcaHo 100 cnyyaee BHe-
3anHoi cmepTy, korga anarHos MMK 6bin nanoroaHaToMMYecKon HaxoaKo.
OpHako mHorve cumnTombl NMK oTHocATCA K dakTopam pycka BHe3anHow
CMepTH, a UMEHHO: yanuHeHve untepsana Q-T Ha 3KI, napokcuamanbHas
MKenyaouKkoBas TaxvuKkapaua, remoguHaMuyecky 3Hauumas MP, HapylueHus
penonapuv3aunn B HXKHee-60KOBbIX OTAENaX JIEBOrO KenyaoukKa, ABNEeHUA
MJ, cMHKonanbHbIe COCTOAHUA, ClTyYan BHE3aNHOW CMepPTH Y POACTBEHHM-
KOB.

Yro kacaetca MP, To 310 ocnoxHeHWe ABNAETCA BO3PacTo3aBUCUMBIM K
06bluHO NoABnaeTca nocie 50 ner nubo paHee Npy HanMuuK TAXenon MP
(1-1V cTeneHw), uTo ABNAETCA NOKA3aHMEM K XUPYPruyeckomy BMeLlaTesb-
CTBY.

BosHukHOBeHuMe TAxenon MP y feteil MOXeT ObiTb CBA3aHO C pa3pbiBOM
aHOMasbHO PaCNONOXKEHHbIX XOPA UK € BbIPaXKEHHO AunaTalyein aTpuo-
BEHTPUKYNAPHOTrO Konbua. KNnnMHUYecky 310 COCTOAHUE COMPOBOXAAETCA
BHE3aMHbIM FPOMKMM CHUCTONMYECKUM LIYMOM Haf BepXyLuKkoi cepaua. OH
MMEeeT «MWTPanbHbI» XapakTep, Tak Ha3blBaeMbl «KpWK Yaiiku». Manb-
MaToOpHO onpefenaeTca CUCTONIMUYECKOE APOXaHWUe, a B TAXKENbIX Cry4yanx
BO3MOXKHO pa3BuTWE OCTPOI CepAeyHO-COCYANCTON HEAOCTAaTOYHOCTM C 33-
CTOWHBIMW ABNEHUAMM B NErKnX.

OpHWM 13 GpakTopoB Bo3HUKHOBeHNA MP cuntalor MJ] cTBopok MK, npw
KOTOPOW ecTb 3aBUCUMOCTb Pa3BUTUA 3aCTOMHON CepAevHOl HEeAoCTaToY-
HOCTU Ha poHe BblpaxeHHow MP ot ctenexu BbipaxeHHocT M. Bo3HWKHO-
BeHue MP Tak:Ke CBA3bIBAIOT C AunaTalMei KnanaHHOro KosbLa, YTo Xapak-
TepHo anA sTopuyHoro MNMK Ha ¢poHe kapguTa, kKapgrommonatiau nnm BIC ¢
aunatauwmen J1XK [20, 28].

CyllecTBYIOT eAVHNYHbIE AaHHble O HEBPONOTMYECKNX OCNOMHEHUAX ¥
netein ¢ MMK (0,5%) [5, 31]. Cuutaetca, 4T0 UX NPUHNHON ABNAETCA TPOM-
603M60NMA MUKCOMATO3HO M3MEHEeHHbIX cTBopok MK, kotopasa cnyxut
0OCHOBOW AnsA GOPMUPOBaHNA MUKPO- U MakKpOTPOMOOB 1/UN N3MEHEHUS
cucTembl remocTasa. [1py 3TomM BO3MOHO BO3HWKHOBEHME 3MbBonunyeckoro
WHCYNbTa rONOBHOFO MO3ra y AeTeld. Y B3pocnbix nauueHTos ¢ MMK Habnwo-
[al0TCA npexoasLive HapyLlweHWsa MO3roBoro KpoBoobpatieHus, niwemmnye-
CKNe UHCYNBTbI, MUTpeHO3Hasn ronosHas 6onb. Mo MHeHWIO paAfa nccneposa-
Tenei, B natoreHeze MUrpeHn Gonbluas ponb NPUHARNEXKNT MOBbILEHHOH
arperaumn TpomMBoLWTOB Ha MUKCOMATO3HO M3MEHEHHbIX CcTBOpKax MK ¢
BblAENEHWUEM MPU 3TOM Ba30aKTUBHbIX CyGCTaHLIMI:'I, B HAaCTHOCTW, CEPOTO-
HUHa. MonyyeHbl AaHHbIE, YTO Y NauneHToB ¢ [TMK u MyurpeHblo noBbllleHa
arperauvs TPOMBOLMTOB He TONbKO BO BPeMA MPUCTYNa, HO U B MEXNpu-
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e 2 AsyxmepHan xoKI y nauuenTa c [MK (cTpenkoii ykasaHo nponabuposanve ctBopok MK)

sl Nepyof, YTO 3HAaYMTENbHO NOBbLILLAET PUCK Pa3BUTUA Liepebpanb-
Sals OCNOKHEHNA.

_«cHoBHbIM MeTofgom AunarHocTuki NMMK asnaertca Y3W ceppua, kotopoe
WiEE0n8eT He TONbKO onpefenuTb Hannuue W cTeneHb nponabuposaHus
W =0 1 Mopdonornyeckme N3IMEHEHWA CTBOPOK, Hannuue v cteneqs MP,
© “a=E OLEHUTb CUCTONMYECKYIO W AvacTonvyeckyio GyHKLMIO MUoKapaa
% Tlo3TOMY MCCIefoBaHmMe BbINOMHAKT Ha Y3-annapartax, No3BonA0LWwmx
“SosoauTh fonnneporpaduio U LBETHOE AONMNEPOBCKOe KapTupoBaHue
a2

=zctota MP y peteid ¢ [IMK, no gaHHbIM pa3HbiX aBTOPOB, COCTaBNAET
= 5-43.7% [6, 20]. HanpasneHue CTpyu peryprutaumm 3aBucuUT oT NoKanu-
“eaws TIMK 1 yalle opreHTMPOBaHO NepreHANKYIAPHO MIOCKOCTH CTBOP-
e fpwc. 3).

MITRAL REGURGITATION

#wc 3. liBeTHOe goNN/iepoBCKOe KapTUpPoBaHWe MUTPaNbHOW peryprutauun y nayvienta ¢ NMMK
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lMponanc MATpanbHOro KNanaHa y aetei - 3abonesaHne Uny sxoKkapanorpaduyeckan Haxopka?
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(4acTb |, KNUHWYeCKan nekuwnsa)

Puc. 4. Mopdonormsa MuTpankHOro KnanaHa B Hopme (cnesa) u npu mukcomartosHom NMK (cnpasga).
Oxpacka: reMaToOKCUNNH-3031H M anbLMAaHOBbII CHKMIA. MacwTta6: 100pum

MpuMeUaHie: * - yToNweHne CTBOPKM, HapyLWeHUe LIeNOCTHOCTH GBPO3HONO CNOA 1 HAKOMNEHME NPOTEOTNMKAHOB B COHIM-

O3HOM Cnoe.

BakHol uenbio IxoKl Asnsetca onpefeneHne M, kotopas aBnserTcs
cybcTpaTom nepeuyHoro MMK. M - 310 reHeTyeckn 06ycnoBneHHbIR Npo-
Liecc paspyLweHna 1 yTpaTthl HOPManbHOW apXUTeKTOHUKK GubpunnaApHbIX
CTPYKTYP COEAMHUTENBHON TKaHW MWUTPanbHOrO KnamnaHa C HakonieHuem
KMCMbIX NpoTeornikaHos 6e3 npusHakos BocnaneHus (puc, 4).

BoigensioT 2 ocHoBHble Gpopmbl M cTeopok MK: nopaxeHuie Tonbke
ctBOpoK MK unm cTBopoK, XopA W NanunnapHbIX M. Mpy 3ToM MuUKco-
MaTO3HO M3MEHeHHble CTBOPKK MK BM3yanv3npyloTca Ha 3KpaHe MOHUTOPa
Ix0KI Kak yTonuieHHble, YANUHEHHbI, C HEPOBHBIMU N HEYETKUMI KOHTY-
pamu 1, B OTANYKE OT Npu3HakoB ¢pubpo3a, Mx 3XONNOTHOCTb HE MNOBbILIEH
(puc. 5).

Puc. 5. [isyxmepHasn 3xoKl y naymeHTa ¢ MMKCOMaTO3HON AereHepaunen creopok MK
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B nomouib Bpauy B

ZeoKl-knaccuduKaLmMa MUKCOMATO3HOM AereHepauyn NpefnoxKeHa

. Tropoxakoebim (2004):

*  WI0-npu3HaKkoB HeT.

* WL | - MMHUManNbHO BbiPaXKeHHanA: YTOMIEHUE CTBOPOK 3-5 MM, apKo-
SSpa3Han fedopMaLa MATPanbHOro OTBEpCTUA B Npegenax 1-2 cer-
wenTo8. CMblKaHne CTBOPOK COXpaHeHo.

* WO - ymepeHHO BbipaKeHHan: yTONLEHWe CTBOPOK 5-8 MM, YaKnHe-
SME CTBOPOK, AedpOpMaLINA KOHTYpPa MUTPaIbHOro OTBEPCTUSA, €ro pac-
TEMEHUE, HapYLLEeHWe CMbIKaHWA CTBOPOK. MUTpanbHaa peryprutauus.

* WO - pesko BblpaeHHas: yTonleHne CTBOPOK 6osiblue 8 MM, CTBOPKN
JATMHEHDI, MHOXeCTBEHHbIE Pa3pblBbl XOP/, 3HaUNTENbHOE paclupeHne
MUTPANLHOO KOMbLA, CMbIKaHWe CTBOPOK OTCYTCTBYeT. MHoroKnanaHHoe
nopaxerue. [lunatauua KOpHA aopTbl. MUTpanbHaAa peryprataums.

OcobeHHocTH BHYTPUCEpAeUHOI remoguHamuky npu NMMK
¥3W cepaua NosBoNAET Takke OLEHUTb CTPYKTYPHbIE U GYHKUMOHaNb-
“se ocoberHocTy cepaua y peteid ¢ NMMK. B nutepartype BcTpevaiotea pas-
SS0euMBble JaHHbIE O MoKasaTenaAx, XxapakTepusyowmx LeHTpanbHylo re-
wsassamuky npu MMK. Y yacti naymeHTos ¢ nepeuyHbiM MMK Habnioganca
TWTEDKMHETUYECKNIA TUN reMOAMHAMUKY, B HEKOTOPbIX CNydyanx nokasaTte-
% Ssinv B Hopme. Mpu BTopryHom MK nokasatenu cuctonmueckon dyHk-
W ceppua (yoapHblid nHAeKS, dpakuyua Boibpoca, Gppakuusa ykopodeHus) y
SOrsWKHCTBa feTel NoHMKeHs! [2, 5, 16, 21].
HTO Kacaetca guactonuueckoi yHkumm JI’K, koTopas oleHuBaeTcA
0w nposefeHun pgonnnep-3xoKl no nokasaTtensm TPaHCMUTPanNbHOro
#5020T0Ka, GbinK Nony4YeHbl faHHble, CBUAETENLCTBYIOWNE O HavanbHOW
STEaum gractonuyeckoin auchyHkumn y aetein ¢ MMK, uto MoxeT BbiTb CBA-
S5H0 KaK C BPOXKAEHHOI naTtonorueil coefMHUTENbHOM TKaHW (MpU NepBuy-
“om MMEK), Tak 1 € NPUoBPETEHHbIMYU W3MEHEHUAMM MbILLLIbI CEpALa Npu
3250nesaHwAx cepaua (npu eTopuuHom MMK), KOTopble HEraTUBHO BAUAIOT
#2 penakcaluMoHHble BO3MOMXHOCTU MUoKkappa [16, 22].
AnAa pnarnoctuposanna nepsuyHoro NIMK pekomeHgoBaHo UCToNb30-
22T5 guUarHoctnyeckne Kputepun (OpemuHremckoe rccnegosaHue, 1986 r).
' ThaBHble:
¥ aycKynbTaTWBHblE — CpefHe-, MO3AHECUCTONNYECKME LWEeNYKN B CO-
q\faTaHmu C NO3AHECUCTONTUYECKUM LUYMOM, CpefHe-, Mo3AHecucTo-
AYECKNE LWENUKA Ha BEPXYLLKE, N30NWPOBAHHBIN NO3AHECUCTONW-
YeCKUIA LWYM Ha BepXyLUKe;
®  3ycKyNbTaTUBHbIE B COMETaHWUN C 3XOKapAMorpaduyeckumn — rono-
CHCTONUYECKINA wym erpanwoﬁ perypruraunm n COOTBETCTBYHO-
wuia axoK-kpurepuis;
= 3xoKapavorpaduyeckie — cMellleHne cenTanbHbIX CTBOPOK B CUCTO-
ny B NONOCTb NIEBOTO NPeACEPANA B NPOEKLWIA ANMHHOM OCK NeBOro
MEeNy[ouKa W B YeTbipexkamMepHoi NpoeKkunn nNpi BepXyLeyHoM
[OCTyne, No3gHecucTonnueckoe rniponabuposavine 6onee 3 mm.
2. [ononHuTenbHble:

B aHaMHecTUYecKWhe — HeBpOTUUYeCKWe NPOABNEHUA, NCUXOSMOLNO-
HanbHanA HecTabunbHocTb, Hanuuve NMMK y nuy, | creneHun poacTea;

B ayCKyNbTaTMBHbIE — HEMOCTOAHHBIE CPpeAHe-, No3iHecucToNnyeckne
L|eNyuKIA Ha BEPXYLIKe;
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B KAMHWYECKNe — HW3Kaa Macca Tena, acTeHUYeCckoe TeNoCnoXeHue,
HU3KOE apTepuanbHoOe [aBNeHue, MPW3HaKy AMCNNACTUYeCKoro
pasBuTUS;

B peHTreHorpaduyeckme — manble pasmMepbl cepaua, BoibyxaHue ayru
Nero4Hon apTepuu;

B >xoKapguorpaduueckue — no3fHeCUCToNNYecKnin nponanc (2 mm),
rofIoCUCTONMYECKMIA nponarnc (3 Mm) B COYETaHUN C ABYXMEPHbIMM
KpUTEpUAMMU, CUCTONMYeCcKoe NpornbaHue CTBOPOK B NOMOCTb NIEBO-
ro NpeacepAva B YeTbipexKaMepHON NPoeKLnn.

3. Hecneuuduueckne:

®  KnuHUYeckue — 6ony B rpyaHoON Knetke, cnabocTb, roNoBOKpYHe-
HVe, ofAbllKa, cepauebueHne, NpUCTynNbl CTPaxa;

B 3pekTpoKappmorpaduyeckine — u3onAMpoBaHHaa MHBepcuA 3y6Los T
B otBegeHusx lI, lll, aVF nubo B couetaHun c MHBepcuei B NeBbIX
rPYAHbIX OTBEAEHUAX;

B 3x0Kapauorpadpuyeckue — U3onMpoBaHHOE YMEPEeHHOe CUCTONMNYe-
cKoe npornbaHne MUTPanbHbiX CTBOPOK B UeTbipexkaMepHoW Npo-
exkuuu;

B BbiABNAEMbIE NPU XONTEPOBCKOM MOHWTOPUPOBaHWMN NpeacepaHble
V1 XKeNyJ0UKOBbIE (€AVHWYHbIE, TPYNMOBbIE) SKCTPACUCTONMbI.

[wnarHo3 cuntaetca 060CHOBaHHbLIM NPU HaNUYUKM 2 OCHOBHbIX KpUTe-
pueB, Korfa AaHHble ayCKynbTalyMy NoATBEPHAaoTCA pesynbratamu IxoKl.
OunarHos MNMK Takke MoxeT BbiTb YCTaHOBMEH NP HanuymMn 1 OCHOBHOTO
KpvTepuvs 1 3 AONONHUTENbHBIX.

«Hemas» popma MNMK (1 rnasHbiii KpUTEpKIA NO ABYXMEPHO 3X0KapamWo-
rpaduu) Npy Hanu4mMu 2-3 JONONHUTENbHBIX KPUTEPUER NPEACTaBNAET Co-
601 KNUHUYECKYH Pa3HOBMAHOCTL nepeuyHoro NMMK. Yawe nponabuposa-
Hue cTeopok MK ronocnctonnyeckoe 1 He NpesbiliaeT 5 Mm.

Knununueckue sapmaHtbl MMK
Ha oCHOBaHUW MHOTOYMCNEHHbIX KNHUYecknx HabmogeHun H.O. be-

NOKOHbL 1 coaBTopbl [4] NpefnoXunu BoIAENATL cnepylowme KNuHUYeckus

BapuaHTbl nsonuposaHHoro [TMK y peteii:

1. WM3onupoBaHHbIe WenyKy Npy aycKynbTaLun, HU3KWiA YPOBEHb CTUrMa-
TU3aLUWK, CUMNAaTUKOTOHUYECKaA HanpaBneHHOCTb GYHKUMOHUPOBAHKUS
BHC, amounoHanbHasa nabunbHOCTb, NnakcmsocTb. Ha KT - ymepeHHble
W3MEHeHMA NPOLeCccoB PenonApu3aLm, KOTopbie YCUITMBAKTCA B OPTO-
nonoxeHvn 6e3 nusepcum 3ybua T. Ha peHTreHorpamme — Hopma nnu
Hebonbluoe yBenuyeHue cepaua. Ha IxoKr — HebonbLuoit nosaHecncTo-
nuueckuin MMK.

2. [cuxosmounoHanbHblil cTatyc nabunbHbIA. YMepeHHoe yBenuueHue
ymcna CTUrM, COYeTaHWe CPefHEeCUCTONMYECKOTO LeYKa € MO3AHEeCH-
CTONMYECKM Wymom. Ha SKI — HapylieHre npoLjeccoB penonapusaling

. B COCTOAHUM NOKOA. BeretaTuBHbIA CTaTyC — CUMMATUKOTOHWA. Ha peHT
reHorpaMme — yMeHblUeHWe TeHW cepaua v BeibyxaHue Ayri NeroyHo
aptepum. Ha 9xoKl - nozgHecucronnyeckui NMVIK,

3. Haubonee Taxkenoe teyeHve. BbICOKWA ypoBeHb cTurmatusaumm. Mso-
NMPOBAHHbIA NMO3AHECUCTONIMYECKNIA U FONOCUCTONMYECKIIA WyM. Ha
IKT - n3oanekTpuyeckunii sybey T B V5-V6 oTBeAeHUAX C €r0 UHBEPCHEH
B OPTOMNONOXKeHWU. BereTaTBHaA AUCHYHKLIMA C KOMIMEHCATOPHOW Ba-
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B nomotpb spavy B

e Ha 3x0Kl — no3gHecncToNMYEeCcKnin UN ronocUCToNUUYecKnin

A Somswoin ry6uHbIL

Jme ==08X0AMMO OTMETW?b, uTo benosepos K0.M. u coaer. [1] npea-
e BsmenuTh cnegyolve GopMbl Mponarca MUTPaNbHOro Knanaxa y
~ WK 2K BapWAHT aCTEHNYECKON KOHCTUTYLUMK 1 GH3MONOrMYecKuii

N s2% 33pWaHT aCTEHUYECKON KOHCTUTYLMW NPeaCcTaBnseT cobol Ba-

SESOTHNMYECKOTO KOHTUHYYMA NEPEeXOAHbIX COCTOAHWIA, uMmeeT Bna-

TEYEeHVe U BbIABNACTCA Y feTel acTeHUYECKOro TENOCNOMEHUA

3aboneBaHusa cepaua. Y geteil C acTEHUYECKUM TUMOM Te-

L sEsR NPOAOSIbHBIE Pa3mMepbl NpeobnaaaloT Haj NonepeyHbIMM; KO-

ST o WeA ANWHHBIE, MbiLLLbl Pa3BUTLI cnabo; pebepHsblii yron ocTpbii

e 90°). [leTv He MeloT Xano6, akTMBHO 3aHMMAIoTCA cnopTom. Mpu

meTauMuM onpefensetca xapakTtepHas anAa NMK 3Bykoeas cumntoma-

WS SE2e B BU[E M30NIMPOBAHHbBIX WENYKOB UK B COMETaHUU C NO3fHe-

TIAMHECKUM LWYMOM, KOTOPbIe fiyulle BbICNYLWIWBAKTCA B MONOXKEHUN

es=Ta cTosA UnK nocne Hebonblwoi dusnyeckon Harpysku. Ha KT ot-

TE00T HapyleHus putMa cepgua v npoBogumocTy. IxoKl BoiABnAeT

SarwSanuve cteopok MK -1l creneHn. MuKkcomaTo3Has fereHepalma cTBo-

s =2GmogaeTca peako, MP OTCYTCTBYET, YacTo BbIABNAIOTCA aHOMAlIbHbBIE

“iae B nesoM enypouke. [py noeTopHbix 3xoKl no mepe B3pocneHun

ez MK nocTeneHHo ncye3aeT. CBA3aHHOE C BO3PACTOM YMeHbLUEHNE |

“Swssi npornbaHusa CTBOPOK CBA3LIBAKOT C BUOXUMUYECKAMMN N3MEHEHW-

WA CTDYKTYPbI KOMNareHa, Kotopble NpUBOAAT K MOBbIWEHUIO KECTKOCTY

LlESwHUTENbHOWM TKaHu B MK.

Swznonornyeckuii NMMK unu «MMMK Kak BapuaHT HOpManbHOro passiu-
s cepAua» BbigeneH Ha OCHOBaHWM MOpPdONOrMYeckmnx ocobeHHocTel
W, 2 MMEHHO: '

* npoponxawueecs pazeutue MK B nocTHaTaNbHOM OHTOFEHe3e, Ha-
npaeneHHoe Ha ynyJlieHne ero 3anupaTenbHon GyHKLMY;

®  Bonee BbICTPOE pa3BUTHE Y AETEN CTBOPOK M CYXOXKMUIbHBIX XOPA, MO
CpaBHEHMIO C pOPO3HLIM KONbLIOM;

%  CcoeguHUTENbHOTKaHHble obpa3oBaHua MK y peteid, B otnuume ot
B3pOCsblx, 06nafatoT 3HauMTENbHO BoNMbLUe SNACTUYHOCTBIO U PacTA-
HUMOCTBIO;

® BapuabenbHOCTb PEryNnATOPHbIX MEXaHM3MOB MHHEPBALNK KNamaHHbIX
CTPYKTYp, YCUNMBaIOWAACA B Npe- 1 Ny6epTaTHOM Nepuropax.
Ousnonornyeckuin NMMK Kak BapuaHT HOpManbHOTO pasBUTWA CepaLia

HE CONPOBOXAAETCA ChneundUUYecKor 3BYKOBOW CUMMTOMATUKOMW, »ano-

Hamu 1 npoTekaet beccumnToMHO. Y feTeit oTcyTcTByioT npusHakm HAOCT,

SEreTaTMBHbLIX HAPYLUEHWIA 1 APYIMX COMATUYECKUX OTKNOHeHwi. CTeneHb

nponabuposaHua cTBopok MK no mepe pocTa pebeHka ymeHbluaetca. Ta-

KV OeTW He HY)KAAIOTCA B NIeYeHUI 1 B OTCYTCTBMUE APYTMX MPOTUBOMOKA-

3aHWi (cunapom Bonbda — MapkuHcoHa — YaiiTa, apuTMiA) MOTyT akTUBHO

3aHMMAaTbCA CNOPTOM.

JAKJIIOMEHUE

SwarHoCTVpoBaHKe npu nomoww Y3M cepaua MNMK y peteii craeur
EDEZ ED3YOM BOTPOC: UTO ME NOCNYMWI0 NPUUMHOI AAHHOWN NaTonorun
wMTpanbHoTo knanana?! Asnsetca nu MK BapuanTom Gusnonormuecko-
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Mponanc mutpanbHOro knanaxa y peteil - 3abonesaHune UNK sxoKapauorpaduyeckan Haxogka?
JeduHuumn, SnMaeMUonoria, STMONOrUA, NaToreHes, KnaccudukaLuma, KNMHUKa, fUarHocTka
(4acTb |, KNMHWYecKan nekuKa)

ro pasBuTuA ceppua Mbo OfHUM V3 NPOABREHNIA HeandpepeHLpyemon
AVCNNasvy CoefuvHUTENbHON TKaHW WK KapAuvansHol natonornnu? Kakoi
o6bem [MarHOCTUUECKUX U TepaneBTUYECKUX MEPONPUATUIA HeobXoaNMO
NpoBecTn gaHHoMy nauueHty? OTBeTam Ha 3T 1 apyrue Bonpockl Gyner
nocesaLieHa Il yacTb Hawwen KNMHWYEeCKON NeKLUK.

|
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