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Hpencralmeﬂm MOHATHA TUCIUIACTHYECKOro Cepana, AaHbl €ro KIIMHUYECKHE XaPAKTEPUCTHKH, MOKA3AHbI HauOosiee 4acTo BCTpe-
YJamuecs nposABJICHUA U OCJI02KHEHUA. Onucanpl Ciocoobl JIMArHOCTHKH, onpeesieHbl NOAXO0bI K BeleHHI0, Tepanuu JeTeii ¢ 1u-

CIUIa3ueil CoeIMHUTEbHOM TKAHU Cepana.
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The paper gives the concept of the dysplastic heart and its clinical characteristics and shows the most common manifestations and
complications. It also describes diagnostic procedures and defines approaches to management and therapy in children with cardiac

connective tissue dysplasia.
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UCIUIa3usl COENUHUTENbHON TKaHU cepiala WMeeT
HMyanmbaKTopHy}o MPUPONYy U MPOSIBIISIETCSI TO-
norpauyecKkuMu, aHaTOMUYECKUMU U HYHKIMOHATb-
HBIMM OCOOEHHOCTSIMU CepJilia Y YeJOBEKa B COYETAHUU
C BHEIIHUMU (PEHOTUIIUYECKUMU Mpu3Hakamu [1—3].
Jucniasust CoOeIMHUTENbHON TKaHU Cepla y IeTel npu-
BJIEKaeT K ce0e BHMMAaHUE B CBA3U C OOJIBIIMM PUCKOM
pPa3BUTHUS TaKWX OCJIOXHEHMH, KakK HapylleHWs] puUTMa
Y IPOBOIMMOCTH cepAla, MHGOEKUMOHHBIIA 3HI0KapIUT,
TPOMOOSMOOJIHST PA3IMUYHBIX COCYIOB M BHE3amHasl cep-
neyHast cMepTh. B 3apybekHol uTepaType UCIONb3yeT-
cs TEpMUH «MUKcouaHas 6ose3Hb cepaua»[4]. Yacrora
JNUCTUIACTUYECKOTO Cepilia Y JIMLl ¢ EpBUYHON Heaud-
(hepeHMPOBAHHO AUCTIIA3UEH COENUHUTENbHOMN TKaHU
coctaniseT 6omee 80% [5].

K nucnnactuyeckoMy cepiily OTHOCSIT TMPOJArChl
KJIanaHoOB cepilla, aCUMMETPUIO CTBOPOK AOPTAJIbHOTO
KJ1arnaHa, aHeBPU3Mbl MEXIIPENCEPIHON Meperopoaku,
JNUATalMIO CTBOJIA JIETOYHON apTepuu, KOPHsSI aopThl,
CUHYCOB BasnbcaibBbl, 9KTONMUYECKU KPETSIIIIUECS XOPIbI
MUTPAJIBHOTO KJIanaHa v Ip. B ocHOBe MaToJoruu JeXUT
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HETOJTHOLIEHHOCTh BHEKJIETOYHOIO MaTpUKCa, ero KoJ-
JIaTeHOBBIX CTPYKTYD [6].

Hucrnnactrueckoe cepatie GopMUPYIOT 0COOEHHOCTU
CTPOEHMUSI Cep/Illa U COCYIOB:

. M30BITOYHOCTh TKAHU CTBOPOK, XOPI, Npoiadu-
poBaHME CTBOPOK MUTPAJIbHOrO KJjlalaHa ¢ peryprura-
LMeH;

. MUKCOMAaTO3Hasl JiereHepaluss CTBOPOK MM-
TPaJbHOTO, TPUKYCIUAAIBHOIO KJIAIaHOB, XOpHA, Kija-
MaHHOTO KOJIblIA;

. aCUMMETpUST pa3BUTUSI CTBOPOK MUTPAJIbLHOTO,
TPUKYCITUAAIBHOTO KJIaNIaHOB;

*  IJIMHHBIC XOPJbl MUTPAJILHOIO KJIallaHa;

. BKTOINMYECKOE KperuieHrue Xopa (K MeXsKemy-
JIOYKOBOI TIEPETOPOJIKe);

. HapylleHue paclipefe/ieHus] XOpH TMepeaHei,
3aJHel CTBOPKM KiiaraHa (0oJbIast 4acTh XOp/ MPUKpe-
TUIeHa He K KpasiM, a K OCHOBaHMIO CTBOPOK);

*  JIOTIOJIHUTEJIbHbIE  TPYMIIbI ManUISIPHBIX
MBIIIIII;

. CMEIIEHUE CENTaIbHON CTBOPKU TPUKYCTI A b-
HOTO KJIarnaHa B IOJIOCTh IpaBOro eaymouyka Ha 10 MM
u OoJiee;

. NnpojlabMpoBaHNEe CTBOPOK TPUKYCIHIATbLHOTO
KJlanaHa;

. MOBBIIIEHHAsA TPaOEKYISIPHOCTh JIEBOTO KENy-
JIOYKa;

. CcUCTOJINYeCKast
TpaKTa JIEBOTO XKeTy104YKa;

*  IIBYCTBOpYATHIl aOpTaJbHBIN KJlalaH;

. NnpoJiabrMpoBaHNE CTBOPOK KJlallaHa aoOpThI;

. aCUMMETPUYHOE pa3BUTHE CTBOPOK KJlarlaHa
a0PTHI;

I[C(l)OpMaLH/IH BBIHOCAILICTO
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*  Jwiatalusi KOpHS aopThl;

. aHeBpU3Ma cuHyca BaibcanbBbl;

. TUIOIUIA3Usl A0PThl, TOTPAaHUYHO Y3KUI KOPEHb
a0PThI;

. MpoJsiabupoBaHUE CTBOPOK KJamaHa JIErOYHOM
apTepuu;

. ACUMMETPUYHOE Pa3BUTHE CTBOPOK KJlaraHa Jie-
TOYHOW apTepuu;

*  JwiaTtalusi CTBOJIA JIETOYHOM apTepuu;

. aQHEeBPU3Mbl KOPOHAPHBIX apTEPUId;

. WU3BUTOCTh, TUIOIIA3MS, arja3usi, TUCCEKLIUSI,
(hubpomMyckynsipHas AMCIUIa3usi KOPOHAPHbBIX apTePUid;

. CHUCTEMHasl HECOCTOSATEbHOCTh BEHO3HOM CTEH-
KA — BapUKO3HOE pacIIMpeHre BeH BEPXHUX U HUKHUX
KOHEYHOCTE, MaJIoro Ta3a, BapuKolee.

MuxkcoMaTo3Hasi nereHepalusi CTBOPOK, XOpA, MOJ-
KJIamaHHbBIX CTPYKTYpP SIBJISIETCSI TEHETUUYECKU NETEPMU-
HUPOBAHHBIM TPOLIECCOM Pa3pyLIEHUSI M yTpaThl apXu-
TEKTOHUKHW KOJUIAr€HOBBIX U 3JaCTUYECKUX CTPYKTYpP
COEIMHUTENIbHON TKaHU C HAKOTUIEHUEM B PBIXJIOM (DU-
OpO3HOM CJl0oe KUCJBIX MyKomnoiucaxapuaos. [1pu aTom
MPU3HAKU BOCTIAJIEHUS] OTCYTCTBYIOT.

OnHO W3 caMbIX YacTbhIX M KJIMHWYECKU 3HAUYMMBIX
MPOSIBJIEHU I TUCIUIa3UM COETMHUTENIbHOM TKaHU cepllia
— TIpoJIalic MUTPAJIBHOTO KJanaHa. B momyssiiiMoHHbIX
HCCIIeI0BaHUSIX dX0Kapauorpaduieckuii GeHOMeH Ipo-
JIabupOBaHUsI CTBOPOK MUTPAIbHOIO KjaraHa BbISIBJICH
vy 22,5% neteit B Bo3pacte oT | roma mo 12 jet, mpuiem
y IeBoYeK B 1,6 pa3a yaile, yeM y MaabuuKoB [7]. Y neteit
C IMCIUIa3uel COeNMHUTENbHON TKaHU MPOoJabupoBaHUE
MUTPAIBHOTO KJlamaHa OOHapyXXMBAaeTCs 3HAYMTEJbHO
qame — y45—68%, vewm B monyasinuu. KiimHu4yeckue
MPOSIBJIEHUST TIpoJiarica MUTPAJIbHOTO KJanaHa Yy aeTei
BapbUpPYIOT OT MMHMMAJIbHBIX J0 3HAYWTEIbHbIX. OHU
ONpPENENSIIOTCSl CTENEHbIO COeNMHUTEbHOTKAHHOM AU-
CIUIa3UM cepilla, BEreTaTUBHBIMU U IICUXOHEBPOJIOTMYE-
CKMMU OTKJIOHEHUSIMH |8].

XapakTepHbIMU Kajo0aMu JeTeil CcTapliero BO3-
pacrta SIBJSIIOTCS KpaTKOBpeMEeHHble OO0JIM KOJIIOLLETO,
HOIOILIETO XapakTepa, Kak MpaBujio, 0e3 uppaavaiuu
B JIEBOIA MOJIOBUHE TPYIHOI KJIETKU, cepaledueHue, 3a-
TPYAHEHHWE IbIXaHUS JaXe TpU HEOOIbIINX (PU3NIECKUX
Harpyskax, a Takxke olllyllleHue repedoeB B cepllie, To-
JIOBOKPYXEHMUE, C1a0OCTh, FOJ0BHAsI 00J1b. DTU MPOSIBIIE-
HUsI BO3HUKAIOT B CBSI3U C AMOIIMOHAIBHBIM HaTIPSIKEHU -
€M U COINPOBOXIAIOTCSI BEreTaTUBHBIMU HAPYIIEHUSIMMU:
HEYCTOMYMBBIM HACTPOEHUEM, MMOXOJIOAAHNEM KOHEYHO-
cTeit, cepalieOueHueM, MOTIUBOCTbIO, MPOXOISAT CaMO-
MPOU3BOJILHO WJIM MOC/e MpueMa CeAaTUBHbIX CPEACTB.
HMiemuyeckre M3MEHEHUsI B MUOKape, Kak MpaBwuiIo,
OTCYTCTBYIOT, U KapAuaiTuu paclieHUBAIOTCS KaK MPOsiB-
JIEHUSI CUMIIaTITMU, CBSI3aHHON C MCUXO3MOLIMOHAIb-
HBIMM OCOOEHHOCTSIMU JIETEl C MPOJIariCOM MUTPAJIBHOTO
KkianaHa. Kapavajiruum MoryTt ObITh CBSI3aHbI TAKXKE C pe-
TMOHAJIbHON MIlIeMUEl YYaCTKOB TMaNUJUISIPHBIX MBbIIIILL
P UX YpE3MEPHOM HATSIKEHUU.

KAPAQUWOJ10MNs

AYCKYJTBTATUBHBIMUA TIpU3HAKaMM TIpOJIalica MU-
TPaJILHOTO KJIaTlaHa SIBJISIIOTCS M30TMPOBAaHHBIC TISTIKI
(KIMKKM), couyeTaHUe IIETYKOB C MO3IHECUCTOINIECKUM
IITyMOM, W30JIMPOBAHHBINA TMTO3MHECUCTONIMICCKUNA TITyM,
TOJIOCUCTOJIMYECKMH 1IyM [9].

OCHOBHBIMH METOJAMU TUATHOCTUKU SIBJISTIOTCS TBYX -
MepHasi axokapauorpadus u nonmiaeporpadus. [Mponarnc
MUTPAJTLHOTO KJIallaHa TUATHOCTUPYIOT ITPU MaKCUMaJTb-
HOM CHCTOJIMYECKOM CMEIICHUN CTBOPOK MUTPAIBHOTO
KJTalTaHa 3a IUHUIO KOJIbIIa MUTPAIIBHOTO KJTalTaHa B ITa-
pacTepHaJIbHOW TIPOIOJIBHOM TO3UIIMK Ha 3MM | GoJiee:
I (MuHUManbHas) cTeneHb MNposjabupoBaHusi — OT 3
1o Smwm, II (cpemusast) — ot 6 no 8 MM, 111 (BbIpaskeHHAasT)
— Gosee 9 mm.

CrelleHb  peryprutaniyd  TIpW IIpoJiarice  3aBHCHT
OT HAJIMYUS U BBHIPAXKEHHOCTH MHKCOMAaTO3HOMW JIereHe-
paly, KOJMYECTBA IPOJAOUPYIONIMX CTBOPOK M TJIy-
OuHbl TIpojabupoBaHus. | (MUHUMAasbHas) CTENEHb
YCTaHABIIUBAETCS, €CIIA CTPYS PETYPTUTAIINMU TIPOHUKA-
€T B ITOJIOCTD JIEBOTO TIpeIcepaust He Ooyiee yeM Ha OJHY
TpeTh npencepaus; Il (cpeansiss) — B ciayyae, eciiu CTpyst
peryprutanyu JIocTuraeT cepeauHbl mpencepaus; I11
(BBIpackeHHAasl) — KOTJa PEerypruTaivs BU3YyaTIu3UpyeT-
¢TI0 BceMy JIeBOMY Tipencepanto. [1o HaImmM JaHHBIM,
MUTpaJIbHAsT peryprutanys I crermeHn TUarHOCTUPYeTCs
y 16—20% neteii ¢ mpojialicoM MUTPaIbHOTO KianaHa, 11
crertienn —y 7—10%, 111 crenenn — y 3—5% [10].

Cepbe3Hble OCIIOXKHEHUS TIpW ITpojiarice  y AeTeid
BCTpeYaroTCs KpaiiHe peako. DTO — OcTpast MO0 XpOHHU-
YyecKass MUTpaIbHasI HEeMOCTATOYHOCTh, WH(DEKIIMOHHBII
SHIOKAPIUT, KU3HEYTPOKaeMble apUTMHUH U JaKe TPOM-
003M00/Ms1 U BHe3amHast cMepTb. OcTpass MUTpaibHas
HEIOCTaTOYHOCTh BO3HWKAET W3-3a OTPHIBA CYXOXWJIb-
HBIX HUTEH OT CTBOPOK MUTPAIBHOTO KJIarmaHa (CHHIPOM
«bonTarolierocs» Kiarmana, «floppy mitral valve»). B met-
CKOM BO3pacTe TaHHOE OCJIOKHEHNE, KaK ¥ TPOMO03MO0-
JIUs, HabIoaaeTcsT Ka3yuCTHYECKM PEIKO M B OCHOBHOM
CBSI3aHO C TPABMOU TPYIHOM KJIIETKU Y OOJTBHBIX Ha (hoHE
MHKCOMAaTO3HOH nereHepay Xopa. OCHOBHBIM ITaTore-
HETUIECKUM MEXaHU3MOM OCTPOI MUTPaJIbHOM HelmocTa-
TOYHOCTH SIBJISIETCSI JIETOUYHAsi BEHO3HAsl THICPTCH3MUS,
BO3HUMKAOIIAS WM3-3a OOJIBIIIOT0 00BheMa PEeTryprUTAIN
B HEIOCTaTOYHO PaCTSKUMOE JieBoe Tipencepaue. Kim-
HUYECKasi CUMIITOMATHKa TTPOSIBIISICTCST BHE3AITHBIM pa3-
BUTHEM OTEKa JICTKHUX.

MurtpanbHas HETOCTaTOYHOCTb TIPU ITPOJarce Mu-
TpPaJbHOTO KJIallaHa BHavaJie MPOTEKaeT, Kak IPaBuIIo,
6CCCUMIITOMHO W TUATHOCTUPYETCS TIPU TOTNTUIEPIXO-
KapauorpadyeckoM MccliemoBaHUU. B mociemyromiem,
TIPY TIPOTPECCUPOBAHUY PETYPTUTAIINH TTOSTBIISTIOTCS XKa-
JI0OBI Ha ONIBIIKY TIpU (DU3NIECKOI HAarpy3Ke, CHIDKEHIE
¢usnyeckoit paboTOCNOCOOHOCTHU, CJIA0OCTh, OTCTaBa-
HHE B GDUBUYECKOM Pa3BUTHM.

[Iposaric MUTPaIBHOTO KJIariaHa SIBJISICTCS BHICOKUM
dakTopoM pHcKa BO3HMKHOBEHUS WHOEKIIMOHHOTO
SHIOKApIuTa. AOCOTIOTHBIA PUCK 3TOTO OCIOXHEHMUS
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BBbILLIE, YEM B TIOIYJISILIUM, B 4 pa3a u 0ojee. Jluarnoctruka
MHGEKITMOHHOTO SHAOKAPANTA TIPH TTPoJIarce MpeacTaB-
JIAeT OompenesieHHbIe TPYTHOCTH. [1OCKONBKY CTBOPKH
TIPU TIpoJIaTice U30BITOYHO (heCTOHYATHIe, 3TO HE IMO3BO-
JIAET BBIIBUTH caMoe Havyajio (hOpMHpPOBAHUS OaKTepH-
JTBHBIX BeTETAIi 10 TaHHBIM 3x0oKapmuorpacduu. [lo-
3TOMY OCHOBHOE 3HaueHUE B MUAarHOCTUKE SHIOKApIUTa
UMEIOT KIMHWYEeCKass CHMIITOMAaThKa WHOEKIIMOHHOTO
npoiiecca (JIMxopaaka, 03HOObI, ChIMb), TOSIBJICHUE IITyMa
MUTPAJIbHON peryprutauuu u Gakt ooHapyKeHus1 BO30y-
TTATEJIST TIPY TIOBTOPHBIX BHICEBAX KPOBH.

B Hammmx ucciienoBaHWsIX ObUTa BBISIBJICHA B3aMMO-
CBSI3b COCIMHUTEIbHOTKAHHOW TMCTUTA3MH CeP/ILia M Hapy-
1eHuii cepaeuHoro putMa. M3 obcnenoBanubix 120 nereii
C 9KCTPACUCTONIMEN B Bo3pacTe 2—15 JIeT cynpaBeHTPUKY-
JIIpHasl 9KCTpacucTousl Habmoaanacs y 80 nereit, xemy-
noukoBasi — y 40. C penkoit akcTpacucronueit (MmeHee 15
B MMHYTY) OBUTO 64 pebeHKa, ¢ yactoit — 56. Bo Beex city-
Yasx UCKITI0UeHa OpraHUIecKast TIaTOJIOTHSI Cep/Ilia v Hel-
POSHIOKPUHHBIE 3a00JIeBaHUS.

JTMTebHOCT  KaTaMHECTHMUYECKOTO — HaOJIOICHUS
cocrtaBmia orlroma go4iner. Y 82,5% nereit ¢ akc-
TPACHCTONIMEl WMEJNIOCh HEOJAaronpusiTHOS TeUeHUe
aHTe- W IepuHaTaJIbHOTO TlepuonoB. HebmarompusarHoe
TeyeHne OepeMEeHHOCTH OTMedanoch y 76,1% wmatepei,
marosiorust B pomax — y 79,2%. Y 11,7% neteit umenuch
yKazaHus Ha niepuHaTanbHoe noBpexaeHue LHHC (pomo-
Bas TpaBMa, achukcus); 40% nereit Ha 1-M TOmy KU3HU
HaOJIIOIATMCh Y HEBPOJIOTa TIO TIOBOAY ITepUHATATLHOMN
SHI1IehaTONaTUH.

BonbIIMHCTBO  COEMMHUTETbHOTKAHHBIX — IMCILIA-
3U cephlla, BBISIBJICHHBIX Yy IeTel C 3KCTPACUCTOIUEH
¢ OOJTBITICH YACTOTOM, YeM MPY TOIY/ISIIMOHHBIX HUCCITe-
TMOBaHUAX (KOHTPOJIb), UMEJIO OTHOIICHWE K TeMOIMHA-
MUKE B IPaBbIX OTJENIaX Cepiila, B TOM YHUCIE B IIPABOM
npencepan. beutn 0OHApYXXeHBI: YBeTWYCHHAs! €BCTa-
xueBa 3acioHka (y 35,8% neteil, B KOHTPOJbHOW TPYII-
me — y26,0%; p<0,05), nponabupymoine rpedeHYAThIE
MBIIIIIB B TTpaBoM Tipeacepanu (y 15,8 1 9,7% cootset-
CTBEHHO), OTKpPBITOe oBajibHOEe OKHO (y 10,8 1 4,3% co-
oTBeTcTBeHHO; p<0,05), aHOManbHas Tpabekyna (y 10
u 1,6% cootBeTcTBeHHO; p<0,01), TpOIaGUPYIOIINIA KJla-
ITaH HIDKHEW T0J101 BeHB! (y 5,8 1 1% COOTBETCTBEHHO;
<0,05).

MexaHnveckoe pasapaxkeHue TypOyJCHTHBIM TOKOM
KPOBHU, CO3MAIOIIMMCS KapIWaJbHBIMU MUKpOaHOMa-
JIUSIMHU, BO3MOXHO, pedICKTOPHO OOYCIOBIMBACT BO3-
HWKHOBEHHWE apUTMHil. AHOMAJIBHO PpACITOJIOKEHHBIE
TPaOEeKyJIbI B ITOJIOCTH JIEBOTO KeJyIouKa y IeTeil ¢ 9KC-
TPAcHCTONIMEN BCTpEYArOTCS 4Yallle, YeM B ITOMYJISIIIuT
(y 56,7 1 34,2% cootBeTcTBeHHO; p<0,05). IMes B cBoeM
cocTaBe TTPOBOJISIINE KIETKU, aHOMAJTbHO PaCITOIOXKEH-
HBIE TTOTIEPEYHBIC W TTPOIOTBHBIC TPAOEKYJIIbI, BEPOSITHO,
SIBIITFOTCS OJHUM W3 UCTOYHMKOB 3KCTpacucTonu. [lo-
rpaHU9IHO y3Kas aopta (y 17,5 u 10,1% cooTBeTCTBEHHO;
2<0,05), obyciioBBast 0OJIbIIEE CUCTOIMIYECKOE HATIpsI-

JKEHUE MUOKap/a JIEBOTO XKeJlyI0ouKa, MOXET MPeapacro-
JlaraTh K apUTMUM HaTIPSKCHUS.

IIpu akcTpacucTonMu  yaille, YeM B KOHTPOJIbHOI
TPYIIIIe, BBIABICHBI IWJIATallisl CUHYCOB BasibcasbBBI
(v 37,5 u27,5% neteii coorBercTBeHHO; p<0,05), OBYCT-
BOpYaTHI aopTaybHBIN KinamaH (y 5 u 0,5% cooTBercT-
BeHHO; p<0,05), acHMMeTpUsI CTBOPOK a0pTaJIbHOTO KJja-
maHa (y 15 u 8,2% cootBercTBeHHO; p<0,05), mpoarc
MUTpaibHOTO Kitarmana (y 32,5 u 22,5% coOTBETCTBEHHO;
p<0,05), sKTONMUYECKOE KpPEIJICHUE XOpA MUTPAIbHO-
ro kmamana (y 17,5 n9,7% cootBerctBeHHO; p<0,05).
Kpome TOro, nuHamuueckoe HaOJIOJAEHUE MOKA3aJo,
YTO Yy JIETEI C 9KCTPACUCTOJMEN U MAJIBIMA aHOMAJIUSIMU
cepliia HapyIIeH!usI puT™Ma OoJiee BEIpakeHBI U [UTUTETb-
HBI, YeM y ieTeil 0e3 yKa3aHHBIX CepIeUYHBIX MUKPOAHO-
MaJIui.

HactyrnieHue BHe3anmHoOil cMepTd MpU Mposiarnce
MUTPAJIbHOIO KJaraHa 3aBUCUT OT MHOTMX (HakTopoB,
OCHOBHBIMM W13 KOTOPHIX SIBJISTIOTCSI 2JIEKTpUYEcKasl He-
CTaOMITLHOCTh MUOKApa MPY HATMIMY CUHAPOMA YIUTH-
HeHHoro uHTepBata Q — 7, XeIyJOYKOBBIX apUTMMIA,
COITyTCTBYIOIIAsE MUTpaJbHAsI HEAOCTATOYHOCThb, HEM-
poryMopalibHblil aucdanaHc. Puck BHe3amHOW cmepTu
TIPY OTCYTCTBUW MUTPATBHOM PETYPTUTALIMU — HUZKHIA,
u He npesbimaeT 2:10 000 B rox, B TO BpeMsl KakK IpHU CO-
IyTCTBYIOIIE MUTPATHHOM PETYPTrUTALIMKM yBETMIUBA-
ercst B 50—100 pa3. BHe3amHasi cMepTh Y O0JIbHBIX € TTPO-
JJAICOM HOCUT apUTMOTEHHBI TeHe3 U o0yc/oBjIeHa
BHE3aITHBIM BO3HMKHOBEHHMEM WIMOTIATUYCCKON KeTy-
JIOYKOBOM Taxukapauu (GuOpUILISLIMN) WIK CUHAPOMOM
ynarHeHHoro uHtepBaga Q — T [11]. B peakux ciyya-
sIX B OCHOBE BHE3alHOI CepleyHOil cMepTu Yy O0JIbHBIX
C MIPOJIATICOM MUTPAJIBHOTO KJIarlaHa MOXET JieXXaTh BPO-
KIEHHAsi aHOMaJIMSI KOPOHAPHBIX apTepuil (aHOMaIbHOE
OTXOXJIEHUE TIPaBOM WJIM JIEBOH KOPOHAPHOM apTepuu),
TIPUBOIAIIAS K OCTPOI MIIEMUM MHOKapaa W eTo HEKpo-
3y.

Takum o0Opa3oM, OCHOBHBIMU (paKTOpamMu puUCKa
BHE3alMHOW CMEPTU Y JeTeil C MpoJIalicOM MUTPabHO-
ro KJIanaHa siBJSIioTcsl XejqyaoukoBbie aputmuu 111 — V
rpamanum mo Lown; yIimHeHWe KOPPUTUPOBAHHOTO WH-
tepBasia Q — T 6onee 440 Mc; TOSIBJICHUE UILIEMUYECKUX
uaMeHeHuii Ha OKI' Bo BpeMsl ¢u3uyeckoii Harpysku;
a TaKKe KapJJMOreHHble 0OMOPOYHbIE COCTOSIHUSI B aHAM -
Hese.

MHoOTMMM BpadyaM{ YJIBTPa3BYKOBOM JIMArHOCTUKU,
K COXAJICHUIO, TIPUMEHSIIOTCSI HeBepHBIC TEPMUHBI: JO-
MOJHUTEIbHbIE, N00aBOYHbIE, AHOMAJbHbIE, JIOXHBIE
XOpIbl. AHATOMBI OMUCHIBAIOT BapUaOEIbHOCTb KOJIU-
yectBa xopa ot 20 mo 40 [12]. Ha paGotatoiiem cepatie
Mnpu 3xoKapauorpaduu B IUIOCKOCTU  YJIBTPa3BYKOBBIX
Jlydeil MoACYMUTaTh TOYHOE KOJMWYECTBO XOPJ HE IMpel-
CTaBJISIETCST BOBMOXHBIM. A TIPUHATHIN B 9X0Kapauorpa-
¢dun HekoTopbix cTpaH TepMuH «falshe-chordae», xoTs
U UMEET HEKOTOPBII CMBICI, HO PYCCKUI MEPEBOJ «JI10XK-
Hble XOPJbl B JIEBOM KEJIyJ0UKe» MpPaBUIbHEE 3aMEHUTh
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Ha MEHee TPEBOXHBIN TS POIUTENIC MaJleHbKUX TTalln-
€HTOB TEPMUH 9KMONUYECKU Kpenaujuecs xopob..

BaxxHOIT 9acThI0 KOMIIIEKCHOTO JICUECHUS IeTel € CO-
CeMMHUTETPHOTKAHHON JTUCIUTa3ueil cepmia SBISeTCS
HEeMeIMKaMEHTO3HasT Tepamusl: TICUXOTepaIusi, ayToTpe-
HUHI, (usuorepanus (sekTpodope3 marHusi, Gpoma
B 00JIACTH BEPXHEIIEHOTO OT/IeIa TTIO3BOHOYHUKA), BOJI-
HBIE TIPOIIEYPHI, UTJIOpedIeKCOTeparusl, MacCax IMmo3BO-
HOYHMKA. BHUMaHWe Bpavya MOJKHO OBITh HAIlpaBJICHO
Ha CaHaIMI0 XPOHMYECKUX 0YaroB MHGMEKIINH, 10 TToKa-
3aHUSIM CJIeMyeT TPOBOIUTH TOH3WIIIKTOMUIO.

Benenve mereit ¢ epBUYHBIM TTPOJTATICOM MHTPAITh-
HOTO KJIallaHa pa3jindyaeTcs B 3aBUCHMMOCTH OT CTCTICHU
BBIPaXCHHOCTH TIPOJIAOMPOBAaHMSI CTBOPOK, XapakTepa
BETETATUBHBIX U CEPIEYHO-COCYIUCTHIX W3MECHCHUH.
OO0s13aTeTbHBIM SIBJISICTCST HOPMAJTU3AIMs TPYAa, OTIBI-
Xa, pacIopsKa JHsI, COOTIONEHNE TIPAaBIJILHOTO PeXMa
C IOCTATOYHBIM TI0 TIPOIOJIKUTETLHOCT CHOM.

Bormpoc o 3aHATHAX GUBKYIBTYpPOIl M CITIOPTOM pellia-
eTCsl MHANBUIYATbHO ITOC/Ie OIEHKW BPayoM IOKa3aTe-
Jieil pusmyeckoir paboTOCIIOCOOHOCTH U afaliTUBHOCTHU
K usnyeckoit Harpyske. BONBIIMHCTBO AeTell TIpH OT-
CYTCTBUM MUTPAIBHOU PpETypTUTAIINU, BBIPAKEHHBIX
HapylIeHWi TIpollecca PEeNoJsIPU3aliK ¥ XKeTyI0uKO-
BBIX apUTMMIA YIOBJIETBOPUTEILHO MEPeHOCIT hu3nde-
CKyI0 Harpy3Ky. [1py HaTmanu BpaueOGHOTO KOHTPOJISI UM
MOXHO BECTH aKTUBHBIA 00pa3 XW3HU 0e3 KaKUX-JT100
OTpaHWYCHUI (U3MYECKOW aKTMBHOCTU. JleTsIM MOX-
HO PEKOMEHIOBaTh IUTaBaHWE, DKW, KOHbKM, KaTaHUE
Ha Besocutene. He peKOMeHIyIOTCS CIIOPTUBHBIC 3aHS-
THs, CBSI3aHHBIE C TOJTYKOOOPA3HBIM XapaKTePOM JIBH-
>KeHU (TpbDKKHU, 60pbba Kapatd u ap.). OOHapyXeHUe
y peOeHKa MUTPATbHOM PETYPIUTAIM, KEJTYITOYKOBBIX
APUTMUIA, U3MECHECHU OOMEHHBIX TIPOIIECCOB B MMOKap-
ne, ynauHeHus1 uHtepBasia Q — T NUKTyeT HeoOXomu-
MOCTb OTpaHNYCHUS (HDU3NIECKOM aKTUBHOCTH M 3aHITHI
CITOPTOM. DTHUM IETSIM pa3peniaroTcs 3aHATHS JIeIeOHOM
(bU3KyYIBTYpOIf TTOIT KOHTPOJIEM Bpaya.

MenukaMeHTO3HasI Tepalldsl BKIIOYAeT: KyIUpoBa-
HHE TPOSIBICHUI BETeTOCOCYIUCTON AWUCTOHUM; TICUXO-
Tepanuio; aHTUOAKTepUaIbHYI0 NMPOMUIAKTUKY MHGbEK-
IIMOHHOTO SHIOKAPIUTA.

durorepanusi 1 MEIMKAMEHTO3HOE JICYCHUE HaITpaB-
JIEHBI Ha TIpeaynpeXIeHue BO3ZHUKHOBEHUS OOMEHHBIX
HapylIeHWi B OpraHax, BO3ICHCTBUE Ha COCTUHUTENb-
HyI0O TKaHb, BETeTOCOCYIWCTYI0O mucToHMIo. lleHTemna
asuarckas (Centella asiatica) yKperisieT CTeHKU COCY/IOB,
CTUMYJIMPYET POCT KJIETOK; KOHCKMI KamTaH (Aesculus
hippocastanum) ycuavMBaeT aHTUTPOMOOTUYECKYIO aK-
TUBHOCTh KPOBH, CHIKAeT BS3KOCTh KPOBH; WIJIMIIA
munoBarast konroudast (Ruscus aculeatus) ykperuisier Be-
HO3HYIO CTE€HKY, CHIKAeT IMPOHUIIAeMOCTh U XPYITKOCTh
KaIIISIPOB.

daBoHOUIBI, colepXaliue pyTUH, GIaMUH, BHUTa-
MUH P, peryMpyioT mpoHHUIIaeMOCTh COCYIOB, TIOBBIIIIA-
IOT WX 3JJACTUYHOCTh. McTouHMKaMU (hJIaBOHOWIOB SIB-
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JISIIOTCsT GPYKTHI U SITOJbI, JIYK, 3€JeHbIN Yail, obsenuxa,
YEPHBII LIOKOJIAL.

ITpu yMepeHHBIX TPOSIBICHUSX CUMITATUKOTOHU Y Ha-
3HayaeTcsl Tepamnus CeAaTUBHbIMU TpaBaMU: HACTOWKU
BaJlepuaHbl, MyCThIPHUKA, cOOp TpaB (wayidei, 6aryib-
HUK, 3BEPO0Oi, MYyCTIPHUK, BajlepuaHa, OOSPBILIHUK),
NAOLINIA ONHOBPEMEHHO JIETKWMI AeruapaTalluOHHBII
3¢ GeKT.

ITpu HaMMuMK U3MEHEHU T Mpoliecca penosipu3anuu
Ha OKI, HapyllleHusIXx puTMa MPOBOASTCS KYpChl Jieue-
HUSI MpenapaTamu, yaydlialoluMy 0OMeHHbIE TPOLIECCHI
B MUOKapje (KapHUTUH, KyJeCaH, BUTAMUHOTEpaIusl).

Kapuutun  (Dabkap®  OTeYecTBEHHOU  KoMIa-
o «[IMK-®dapma») HazHAYalOT BCpemHEM B JI03€
30—40mr/kr BcCyTKd, B3 mpuema, BTedeHue 2—3 Mec.
KapHUTUH BBIMOJHSET LUEHTPATbHYIO POJib B JIUMUIHOM
U 3HeprerTuyeckoM oomeHe. KapHUTUH ydacTByeT B Me-
TabOJIU3ME XUPHBIX KUCIOT, [JIIOKO3bl, KETOHOBBIX TEJ
1 aMUHOKMCJIOT, CIOCOOCTBYS MPOLIECCY IHEPrOOOPa30Ba-
HUS. SIBJISISICE YYaCTHUKOM [3-OKMCIIEHUS )KAPHBIX KUCIIOT,
OH MEPEHOCUT allWJIbHbIE COSIMHEHUS] (KUPHbIE KUCIIO-
ThI) UEPE3 MUTOXOHAPUATbHBIE MEMOPaHBbI, PETYIIPexX/Ia-
€T pa3BUTHe HelponucTpoduu Muokapaa, yaydllaeT ero
SHepreTuueckuit ooMeH. B Hamumx uccnegoBanusix 35 ne-
TSIM C 3KCTpacucTosmeii (6osee 15 B MUHYTY), UMEIOIIUM
COETMHUTEIbHOTKAHHYIO JUCIUIA3UIO0 Cepllia, B COCTaB
KOMIUIEKCHOM Tepanuu Obl1 BKJIOUEH dibKap. [1o okoH-
YaHUMU JIeUeHUsl y 25 eTeil SKCTPACUCTONMS 3HAYUTEbHO
yMeHbIIWIAach, y 10 — He omnpenessiiach.

OtMeueH OiaronpusiTHbIN 3PdEeKT OT MpUMEHEHUs
npenaparta Ko3H3uMm Q,;, KOTOPbIii y/ydIuaer OMosHep-
reTUYeCKue IMpoLecChl B MUOKapae U 0co0eHHO 3 dek-
TUBEH MPU BTOPUYHON MUTOXOHAPUATILHON HEJOCTATOY -
HocTu [13].

OnHuM U3 Haubosiee SIPKUX TepareBTUYECKUX PE3YJIbTa-
TOB siBJIsIeTCsl 2(DGhEKTUBHOE JiIeueHre JeTeil ¢ AucIiaszueit
COCIMHUTEIbHON TKaHM (TJIAaBHBIM O0Opa3oM C IPOJIaricoM
MUTPIBHOTO KJlarnaHa) MarHuicoaepKalum rpernaparom
Marausi opotar — MarHepot® cdupmbl «Worwag Pharma»
(Iepmanust). Beibop mpenapaTta oOyc/iOBI€H M3BECTHBIMU
CBOMCTBAMM MOHA MarHusi, OTMEYAIOLIMMUCS Y aHTHa-
putMurueckux mnpernaparoB 1 u IV kiaccoB (MeMOpaHo-
CTAOWIN3UPYIOIIUE U AHTAarOHUCTbI KaJblLiMs), a Takxke
OTCYTCTBUEM MOOOYHBIX 3(hHEKTOB, KOTOPbIE MOTYT IMOSIB-
JIATBCST TIPU IPUMEHEHUU TPAAMIIMOHHON aHTUapUTMUUe-
CKOI Tepanuu. YUUTHIBAIOCH TaKXKe, YTO JEHCTBYIOILIUM
BELECTBOM Ipernapara siBjsieTcsl MarHMeBasi CoJib OpOTOBOIA
KUCJIOThI, KOTOpAsi, MHAYLIUPYS CUHTE3 MPOTENHOB U yya-
CTBysl B 0OMeHe (hoconunuaoB, sSBISIOUIMXCS COCTABHOM
YaCTbIO KJIETOUYHBIX MEMOpaH, Heobxoauma [yist hukcalvu
BHYTPUKJIETOUHOTO MarHusi [ 14].

MarHepoT mpuUMEHsUICSI HaMU B BUJE MOHOTEpanuu
B 103¢ 40 MI/KT B CYyTKU B T€UEHUE MEPBbIX 7 AHEN MPU-
eMa, 3ateM 1o 20 MT/KT B CyTKH B Te4eHHUE 6 MeC TIpU Jie-
yeHuu 120 neteit ¢ nucriazueil COEAUHUTENbHON TKAHU
cepiilia ¢ NpOsIBICHUSIMU MpoJiarica MUTPaIbHOIO Kiamna-
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Ha ¥ HapyIIeHUSIMU PUTMAa CepJIIia IO TUITY SKCTPACUCTO-
Juu; B TOM yucie y 80 mereit Habitomanach CyrnpaBeH-
TpUKyJIsipHast skcTpacucronust (1-s moarpymnma) uy 40
nereil — XenmynoukoBasi (2-s nmoarpymnrma). Pesynsratom
JIeYeHHUsS] SIBUJIOCH YMEHBIIIEHWE Y JIeTell C IPOoJIaricoM
MUTpabHOTO Ki1armaHa Ha 20—25% riryGuHBI Tpo1abupo-
BaHMS CTBOPOK KJIallaHa W YMEHBIIIEHNE CTETICHU PeTyp-
rutaiuy Ha 15% u 6onee. Teparust MarHepoToM He BIIU-
siJla Ha pa3Mephl JIEBBIX OTAEIOB Cepiila M COKPAaTUMOCTh
MUOKapna, IToKa3aTelu KOTOPBIX IO JICUYCHUS HaXOI-
JIMCH B TIpeiesiaX HOPMBI.

BuIsIBIIEHO yMeHbIIIEeHWE KOJIMYECTBa 3KCTPACHCTON
3a CyTKM Yy Bcex Jneteil. B 1-ii moarpyrme KoJu4ecTBO
SKCTPACUCTOJ CHM3UIOCh Ha 75% w 6onee y 67 (83,7%)
JeTeit, Bo 2-i moarpynie — Ha 53% u 6onee y 26 (65,0%)
eTeit.

B uccnenoBanusix E.H. bacaprunoit [15] BbIsiBieH
aHTUapUTMHUUeckuii apdext maruepora. [Ipu cyrouHoM
MoHutopupoBaHun DKI' ObUI0 OTMEUEHO yMEHbUIEHUE
KOJIMYECTBA XeTyTOUYKOBBIX KOMIUTIEKCOB Ha 50 % u 6oiee
y 18 (27,7%) 6oabHbIx. [TprueM y 6 meteit HabIIOIATOCH
MCYC3HOBCHUE KEYMOYKOBOW apUTMHUM WJIU YMEHb-
IIEHWE KOJIMYECTBA KEIYAOUKOBBIX KOMILIEKCOB 0 30
3acytku. Y 14 (21,5%) mereit KOIMIECTBO XKETyIOUKO-
BBIX KOMIUTIEKCOB YMEHBIIMIIOCH He MeHee deM Ha 30%.
Y 2 60J1bHBIX TPOU30LILIO YBEJIUUEHUE KOJUYECTBA XKEey-
JIOYKOBBIX 3KCTpacucTol M0 30% OT UCXOMHOTO YPOBHSI.
Takum obOpazom, aHTHMapuTMUuecKash 3(PEOEeKTUBHOCTb
MarHepoTa coctaBuia 27,7%. B To xxe BpeMs penakue cy-
TIPaBEHTPUKYIISIPHBIC U XETyIOYKOBBIE 3KCTPACHCTOIHI,
€CJIM He COYETAIOTCs C CHHIPOMOM YIJTMHEHHOTO WHTEP-
Basia Q — T, KaK MpaBujio, He TpeOyIOT Ha3HAYEHUS Ka-
KUX-JTM00 aHTUAPUTMUYECKHX TTPEITapaToB.
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PesynbraThl JieyeHUsS] OLIEHMBAIOT IO YMEHbBIIEHUIO
YaCTOThl XaJloO, TOBBIIIEHUIO PabOTOCIIOCOOHOCTH,
BBIHOCJIMBOCTU pebeHKa, KynupoBaHuio DKI-cummnro-
MaTUKU, OJarOoNpuUsITHONM AMHAMMKE IoKa3aTesieil Jom-
ruiepaxokapaorpacduu (rayormHa npojiabupoBaHus, pe-
TypruTainuun).

TakuM 06pa3om, 1ETU ¢ AUCIUIA3MEN COENUHUTENbHOMN
TKaHM Ceplilia HyX/1al0TCSl B CBOEBPEMEHHOM AUarHOCTHU -
K€ C UCIOJIb30BaHUEM JOMILIepIXOKapauorpaduu, aJeK-
TpoKapauorpaduu, B psilie CiydyaeB CyTOUHOTO MOHUTO-
pupoBanusi OKI, HabaOAEHUU NETCKUM KapAKOJOTrOM
¥ Ha3HAUCHWW WHIWBUMIYaIbHON Teparmu. KoMrmiek-
CHasl Tepamusl BKIIIOYaeT WHAWBUAYATbHBIN peXuM -
3UYECKON aKTMBHOCTU, (DUTOTEPAINUIO, JIEKAPCTBEHHbBIE
npernaparhbl, Takue Kak MarHus oporat (Maruepot®), L-
KapHUTUH U Jp. Y AeTeil ¢ COeAUHUTETbHOTKAHHON AU-
cIUla3ueit cepala oHa MPUBOIUT K YMEHbIIEHUIO BbIpa-
>KEHHOCTH IPOJIANICOB KJIaMaHOB, YaCTOThl OOHAPYKEHUSI
MUTPAJTLHOM PEerypruTaliii, YMEHBIICHUIO BhIpaXkKeHHO-
CTU KJIMHUYECKUX TIPOSIBIICHUI BETECTaTUBHON AMCGhYH-
KIIUW, 9aCTOTHI KeJTYTOUYKOBBIX apUTMUI 1 COTTPOBOXKIA-
eTCsl TIOBBIIICHWEM YPOBHSI BHYTPUIPUTPOIIUTAPHOTO
MarHusl.
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