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Mitral valve prolapse: do we correctly understand the problem in a particular child?
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JleKius mOCBSIIEHA POJIM MPOJIANCA MUTPAIBLHOIO KJIANAHA Y IeTeil ¥ MOAPOCTKOB B OMyJisiuu U (hopmupoBanmu 310posbs. Ocodoe
BHUMAaHHE y/ieJieHO MeXaHu3MaM ero (hopMHPOBaHMS U IBOJIOLMU KPUTEPUEB MPOJIANICA MUTPAIBLHOrO Kianana. /lano oobsicHenune
MPUYMH €ro TMIepIHarHOCTHKH, (DAKTOpaM PHCKa, a TAKKE BBICOKOI YacToTe ocjioxHeHuii. [1oa4epKHyThI B3aUMOCBSI3b JAHHOM
NATOJOTMH C JAUCIVIA3UAMH COEAMHUTEbHOH TKAHU M HENMPABOMEPHOCTb OTHECEHHS MOPOKA K rpynme MAJbIX AHOMAJMIA cepaua.
IlepBruHBIii MPOJIANIC MUTPAJTHHOTO KJIANAHA — CAMOCTOATEIbHOE 3a00eBanne. HeT 10Ka3aHHBIX OCHOBAHHIl, YTOOBI CYMTATD €10
MapKepoM WJIH «NIPHHALIEKHOCTbIO» CUCTEMHOI TUCHYHKIMU COeMHUTEbHOI TKanu. [IpeacTapiieH ajiroput™M coBpeMeHHO# TaK-
THKH JieyeHus ¥ npoGuIaKTHKY NPOJIANICA MUTPAJILHOTO KJIANAHA /151 COBPEMEHHOI e JuaTPUYeCKOi MPAKTHKHU.

Karouesvte caosa: oemu, nporanc MumpanrbHoeo KAanauma, sxXoKapouoepagus, OUcnAa3us coeOUHUmMeNbHol MKAHU, Manble GHOMANUU
cepdya, npenapamol MazHus.
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The lecture is devoted to the role of mitral valve prolapse in children and adolescents, in the population and in the formation of health.
Particular attention is paid to the mechanisms of its formation, the evolution of the mitral valve prolapse criteria. The reasons for its
overdiagnosis, risk factors, as well as the high frequency of complications are explained. The interrelation of this pathology with connec-
tive tissue dysplasias and the inappropriateness of classifying the defect as a group of minor heart anomalies are emphasized. Primary
mitral valve prolapse is an independent disease. There is no proven basis to consider it a marker or «affiliation” of systemic connective
tissue dysfunction. An algorithm of modern treatment and prevention of mitral valve prolapse for modern pediatric practice is presented.
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Bz[eTCKoﬁ KapAMOJIOTUX TIPOJIATIC MUTPAIIBHOTO KJla-
rMaHa 3aHMMaeT 0cobOe MECTO, TaK Kak, C OJHOI
CTOPOHBI, 3TO HauboJIee U3yYEHHBIN U YacThlli BapuaHT
MaJIbIX aHOMaJuii pa3BUTUSI Cepilla, a ¢ JPYroi CTo-
POHBI, OCTAIOTCSl aKTyaJbHBIMU MPUHILIUITBI ero nudde-
peHLMaIbHOM AUArHOCTUKU, OCOOEHHOCTEN TEYEHUS
u crpatudukanu puckos [1]. KnuHuueckast CynHocTh
3aboyieBaHMS M3BecTHa yxe Oosiee Beka. M. Cuffer
n M. Barbillon BriepBbIe onmcanyu «Me30CUCTOIMIECKIIA
memyok» emne B 1887 . B 1963 1. J.B. Barlow u W.Pocock
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MPOAEMOHCTPUPOBAIM HAJIMUME MUTPATbHON perypru-
TallM¥ C TIOMOIIIbIO aHTHOTpaPUU Y GOJBHBIX C CUHAPO-
MoM «1ryM—Ieadok». Hakonerr, J.M. Criley u coaBr. [2]
B 1966 . c(hopMYJITMPOBAIM TEPMUH «IIPOJIATIC MUTPATb-
HOTO KJIaraHa».

HecomHeHHo, mpojaric MWTPaJIbHOTO KjlalmaHa —
BeCbMa pPacIpoCTpaHEeHHOE <«3a00JIeBaHUE», CO  «CITOXK-
HBIM XapakTepoM». MHorue obnamatenu nedekra o HeM
He 3HAIOT, a MHOTHME MX TeX, KTO 3HaeT, AUCKOMMOPT
He WCHBHITBIBAIOT. B 1eomM mpoGiema Kacaercs:t 2—3%
HaceneHuss Mupa. CYnTaeTcst, 4To MPOJIarc MUTPATBHOTO
KJIallaHa 3aTparvBaeT MHTEPeChl OKOJIO 7,8 MIIH 4eJoBeK
B CIIIA u 6osee 176 mutH yeioBek Bo BceM mupe [3]. YacroTa
€ro IMarHOCTUKY yBeTMInBaeTcs ¢ BozpactoM. [To mocnen-
HWM JaHHBIM, HarpuMmep B TypLmu, pacripocTpaHEHHOCTh
MpoJiarica MUTPaJIbHOTO KJlaraHa y JeTeil B Bo3pacTe 5—9,
10—13 u 14—18 ner cocraBnsier coorBercTBeHHO 0,9, 1,2
u 1,6%; nipu atoM 43,7% ciiydaeB TIpojiarica MATPAJTBHOTO
KjarnaHa ObLn KiaccuyeckuMiu [4]. C Bo3pacToM MpOTrHO3
3200J1eBaHMSI YXYIIIAETCS, XOTS ISl TIEPBUYHOTO TpoJiarica
MUTPATBHOTO KJIariaHa TPOTHO3 3HAYMTEBHO BapbUpYeT
OT abCOJTFOTHO GJIATONMPUSITHOTO JIO COTPSDKEHHOTO C KITH-
HUYECKW 3HAYMMBIMU OCJTOKHEHUSIMU: apUTMHUSIMU, TPOM-
005MOOJTISIMHI, CEPIEYHOI HEAOCTAaTOYHOCTEIO 1 1Ip. [5].
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Kaxk ximamanHast aHoMaJTusT TIpoJIaTic MUTPAIBHOTO KJTa-
MaHa XapakTepusyeTcss (POPOMUKCOMATO3HBIMM M3MeEHe-
HUSIMU B TKAHW MUTPATbHON CTBOPKY C CHUJIBHBIM CMeEIIIe-
HUEM OTHOW WM 00enX CTBOPOK 3a JIMHUIO (PMOPO3HOTO
KOJIbLIA B JIEBOE TIpeACepIre BO BpPEeMsl CUCTOJBI XKeJy-
JIOYKOB U PETYprUTAIIMeil Pa3TMUHON CTEIeHU BBIPAXKEH-
Hoctu. [lox peryprutaimeit moHMMaeTcsl 3a0poc KpOBU
B JIeBOe mpencepayde Bo Bpemsi cuctosibl. HopMmasibHast
(yHKIIMST MUTpaJbHOTO KJlaraHa oO0ecrieurBaeTcsi CHUH-
XPOHHOM pabOTOI BceX ero aHaTOMUYECKUX KOMITOHEHTOB.
B ocHoBe miposiarica MUTpaJIbHOTO KJlariaHa JiexkaT u3MeHe-
HUST (GUOPO3HOTO KOJIbIla, CTBOPOK MUTPAJILHOTO KJIariaHa
U TPUKPETUISIOIINXCS K HUM XOpPA, TUCHOYHKIIWS Tarvi-
JIIPHBIX MBIII, HapyIIeHWs COKPaTUMOCTU MHOKapria
JIEBOTO XeJynouka. ICTHHAS MaToIOTHsT COTTPOBOKIAETCS
JiereHepaieit CTBOpOK MUTPAJIbHOTO KJIaraHa BCJIECTBUE
¢ubposnactudeckoro aeduimra [6].

Bbimensiior mepBUYHBIA (BPOKIAEHHBIN, WAMOTIATH-
YeCKUI) W BTOPUYHBIN MPOJarc MUTPATbHOTO KJalmaHa
[7, 8]. TlepBuuHBIii BapuaHT CBSI3aH C TE€HETUYECKU
JIETEPMUHUPOBAHHBIMU MUKCOMATO3HBIMU M3MEHEHU-
SIMW KJIAITAaHHOTO amrapaTa cepiala U aepeKTaMu CUH-
Te3a KoJulareHa, MPUBOASIIUMU K «CAa00CTU» COETUHM-
TeTbHOIM TKAaHW CTBOPOK MUTPAJLHOTO KJIaIlaHa.

IMpu BTOpMYHBIX (opMax Tposarca MUTPATHLHOTO
KJlamaHa mpoJjiabupoBaHue pa3BuBaeTcsl Ha (hoHe 3a00Je-
BaHWIA cep/lia, BHI3bIBAIOIIMX HAPYIIIEHUE COKPAaTHUMOCTHU
MMOKap/a JIEBOTO KeJIyIoukKa JIOKaJbHOro Wik audadys-
HOTO XapakTepa, JUCGHYHKIIMIO WIX OTPBIB MaIISIPHBIX
MBI (MUOKApAWT, PEBMaTHU3M, TUTIEpTpo(rIecKas Kap-
JVOMUOTIATHS U JP.), BOPOHKOOOPA3HOM TPYIHON KIIETKH,
nuddy3HbIX 00Je3HE N COeTMHUTEIBHOM TKAHU, BPOXIEH-
HOTO TTopoKa cepaua u ap. Ha ux gomo mpuxomurcst 0,5—
2% cnydaeB MUTpabHOTO TMpojiabupoBaHus. [Tpomarc
MUTPAJILHOTO KJIalTaHa MOXKET BCTPEYaThCS IIPU MOHOTEH-
HBIX JedeKTax COeIMHUTETbHON TKaHW, TAKUX KaK CHH-
npoMbel  Mapdana, Jloeca—[dutua, Onepca—[anino,
MASS-deHoTHIT, HECOBEPIIIEHHBIN OCTEOTeHe3, 3J1aCTh-
YyecKas TICeBIOKCaHTOMa. Ecau yduThIBaTh MOHOTEHHEIE
CUHJIPOMBI, TO TIPOJIATIC MUTPAJILHOTO KJlaraHa Haubosee
yacTo Habmomaercs npu cuHapome Mapdana — y 75%
GOJTLHBIX (O0JIee TsKeble BapUaHThl ¢ MUKCOMATO30M
kimarmaHoB — y 28%) [9]. PacnipocTpaHeHHOCTh TIpoJarnca
MUTPAJIbHOTO KJaraHa y OOJIbHBIX ¢ CUHIpPOM Jjepca—
Janso 3HaunTebHO HUXE — 6%. IIpu BTOpUYHBIX Gop-
Max MPOUCXOANT CMEIgHWe MUTPATbHBIX CTBOPOK B CTO-
POHY JIEBOTO TIPEACEPIUst B CBSI3U C TUCIIPOTIOPIIUSIMH
MEXXJIy pa3MepaMu JIEBOTO XKeTyI0uKa M CTBOPOK KJlaraHa.

AKTyaJlbHOCTb M BO3MOXKHOCTH JAMATHOCTHKH. [[mar-
HO3 TMpoJlarica MUTPaJIbHOTO KJarmaHa BbICTaBJSIETCS
MPY HAJTUIUU ayCKYJBTaATUBHBIX U 9XOTpahruecKuX pu-
3HAKOB. AYCKYJIBTaTUBHBIE TPU3HAKU (M30JUPOBAHHBIC
IIEJIYKM [KJINKHN|, coueTaHMe IIEeTUYKOB C MO3THECHUCTO-
JIMYECKUM IIIYMOM, W30JUPOBAHHBIA TO3THECUCTONN-
YECKUI IIIyM), KOTOpbIe BBISBISIOTCS B He Oojiee 4eM
MMOJIOBUHE CJlyyaeB, TpeOylT o00s3aTeJIbHOTO WHCTPY-
MEHTAJIbHOTO TIOATBEPKACHUSI.

B MOMOLLIb TPAKTUHYECKOMY BPAYY

Oxokapauorpadus B M-pexume, BHeIpeHHas
B MpakTuKy B 70-€ rompl MPOIUIOro BeKa, IMO3BOJIMJIA
BU3yaJM3UpPOBaTh MUTPAJbHBIM KJIallaH W BBISIBIISTH
IUCOYHKIMIO 3aKpbITUs ero cTBOpok. [Ipoiuecc peryp-
TUTAlMM Ha KJIarlaHe OTpeIessiics Mo IIyMy U ¢ TTIOMO-
b0 gonruieporpacduu. OlieHKa TEXHUKU BU3yaau3aluu
rnmokasaja, 4YTO CYIIEeCTBYeT 3aBUCHMOCTb TJIYOMHBI TIPO-
rubaHus CTBOPOK B MOMEHT McCClieJoBaHus B M-pexume
OT ToJIoXeHUs naryumka. Korma cuutanu mposancom
nporu6 3 MM MIX 5 MM ®M T.J., TO 4acToTa IIpoJjiarca
MUTPAJIbHOTO KJIaraHa KoJiebaaach B OOJIbIIUX TIpeesiax.
INosiBnenue nByxMepHO# 3xoKapauorpaduu eie Oosee
ycyryousio rpoosiemy. KonmdecTBo rposarncoB MUTpasib-
HOTO KJlaTiaHa yBeJIMYMIOCH B HECKOJIBKO pa3 1 IOXOIUIIO
1o 20—35% cnyuyaeB y 00C/eTOBaHHBIX IETel B IOITY-
gsiuun. OTcroa TIOHSITUE «ITPOJIaric MUTPAJIbHOTO Kila-
MaHa Kak 3xokapauorpadudeckast 60Jie3Hb» — CUTyalMsI
OIIMOOYHONM AMArHOCTUKM MUTPAJIBHOTO TposiabupoBa-
HUSI, a OTHOIIIEHHWE K TIpoJIaricy MUTPaJIbHOTO KJlaraHa
Kak 3a00JIeBaHUI0/COCTOSTHUIO MPETePIiesio CYIIECTBEH-
HbIe UBMEHEHMUS B CBSI3U C BHEAPEHNEM YIbTPa3ByKOBBIX
MpUOOPOB MOCAEAHUX MOKOJEHUI.

IlpyurHa THUMEPAMATHOCTUKUA KPOETCS B  TOM,
YTO JUISl JAHHOW MaTOJOTUU Cepjlla Hesb3sl TPUMEHSITh
MPUHIMI YeThipexKkamepHoii npoekimu. C KoHua 90-x
rogoB XX BeKa U3MEHWJIOCh OTpe/e/ieHne HOpMalbHOM
aHATOMHUM CTPYKTYP MUTpaJIbHOTO KiiarnaHa. beuio ycra-
HOBJIEHO, YTO MUTPAJIbHOE KOJIbIIO HA CAMOM JIeJIe UMEET
cemoBuaHyo (opmy. CrenoBaTeabHO, B TepeaHe3a-
Hell OCM MMTpPaJIbHOE KOJIbLIO BBITHYTO BBEpX, TOTaa
KaKk MeauaJibHO-JIaTepaJibHOE KOJIBIIO BOTHYTO BHM3.
DTa MUTpabHasi TeOMETPHUS CO3[1aeT BO3MOXHOCTD TOTO,
YTO B YJIBTPA3BYKOBOM YEThIPEXKaAMEPHOU IPOEeKIINKN
HOpMaJIbHbIE CTBOPKM MOTYT Ka3aThCsl «pa30pBaBIIMMU»
KOJIBLIEBYIO TIJIOCKOCTh (CO3/1aBast BAJAMMOCTD TTpoJiarca).

AHaToMUYeCKM corjiacHO HoMeHkiatype KapreH-
Th€ 3aJHIOI U MEPEeIHIOI CTBOPKM MUTPAJIbHOTO KJjla-
MaHa JIeJIsIT Ha 3 CeKLMU: 3aHsIs CTBOPKA TpeACcTaBIeHa
narepasibHbiM (P1), cpeqnum (P2) u meauanbHbim (P3)
rpe0elKaMu; MepeaHsisi CTBOpKa — JaTepaibHbM (Al),
cpenHuM (A2) U MenualbHbIM rpebemkamMu. B 0ob-
ILIMHCTBE CJIy4YaeB IPpOoJIaliC 3aTparuBaeT 3aJHUI CPeaHUI
rpe0eloK, KOTOPbIi JIETKO WASHTU(MULIMPYETCS Ha M30-
OpaXkeHMSsIX MO JJIMHHOW OCH TIpU 3XOKapauorpaduu.
OpHako 3aaHuil JatepanbHbiil rpedeniok (P1) He BugeH
YeTKO Ha M300pakeHUsX IO JJIWHHOW OCHU, HO JIydllle
BCETo BU3YyaJM3MpPYyeTCsl Ha almMKaJIbHOM YeThIpexKamep-
Hoit npoekiuu. CMmeleHrne BepXHeil CTBOPKHU B YEThIPeX-
KaMepHOM MPOEKIIMKU HEb3sl paccMaTpuBaTh Kak MpU-
3HaK TMpoJjarca. TakuM o00pa3oM, TpaHCTOpakasbHasl
axoKapauorpadusi MOXeT TOATBEPIUTh JUArHO3 TIPO-
Jlarica MUTPAJIbHOTO KJlaraHa, HO HE MOXET UCKJIIOUUTh
BBITIAJIEHUE BCEX rPeOeIKoB.

Ilpomaric  MuUTpadbHOro  KJjamaHa  TpakKTyeTcs
KaK CUCTOJIMYECKOe BBIOYXaHME OJHOMN MJIM 00eUX CTBO-
POK MMTpAJbHOTO KJlallaHa He MeHee 2 MM Haj TUIo-
CKOCTBIO MUTPAJIBHOTO KOJIbIIa TIpU OOI3aTETbHOMN
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Ipueopwes K.H. u coasm. [ponarnc MUTpaTbHOTO KJIaTIaHA: IPABUIILHO JIU MBI TOHMMAEM CYTb TIPo0ieM Y KOHKPETHOTO pebeHKa?

perucTpalMu 1o JJIMHHOM ocu cepania (moKasaHo,
4yTo Tporudanue <2 MM HE COIPOBOXIAETCS YTOJIIE-
HUEM CTBOPOK, peryprutauueili u ApyruMy HapylleHH-
My (YHKIMU KJarnaHa) B COYETAHUM C YTOJIIEHUEM
CTBOPOK MUTpPAJIbHOTO KJIarlaHa B IUACTOJy B MX Cpei-
Helt yacTtu (TpU KJIacCMYEeCKOM BapuaHTe 5 MM 1 OoJee,
B «HEKJIaCcCUYeCKOM» BapuaHTe — MeHee 5 MM). Takum
0o0pa3oM, B COBPEMEHHOM OIpeJeIeHUM TIpoJjarca
MUTPAJILHOTO KJIallaHa OroBapMBalOTCS KaK aHaTOMUYE-
CKMe KPUTEpUHU, TaK U TeXHUYECKHE MOMEHThI MpOoIie-
nypbl uccnenoBanus [10, 11].

IlocnenHue BBIBOABI, OCHOBaHHBIE Ha TPUMEHEHUU
JIBYMEPHOM 4peCNUIEBOIHON 3x0oKapauorpadum u oco-
OEHHO MarHUTHO-PE30HAHCHOW TOMorpadum cepaia
(KapIMOMarHUTHBI  PE30HAHC), TIOATBEPAWIN 1iejie-
Cc000pa3HOCTh 0O0Jiee CTPOTMX KPUTEPUEB [UISI TUArHO-
CTHMKHU TIpoJiarica MMTPAJIbHOTO KJaraHa ¢ TTOMOIIBIO
2D-sxokapauorpacduu. B kauecTBe «3010TOTO CTaHAApTa»
(100% 49yBCTBUTETBHOCTbh M CHEIUMUIHOCTh) U HEWH-
Ba3WBHOTO METOAA BU3yaau3alldM ObUIO OBl JIOTMYHO
WCTIOJIb30BAaHWE MAarHWTHO-PE30HAHCHOU Tomorpaduu,
HO BTOT METOJI JIOPOTOi M ellle He CKOpO OylIeT MoBce-
MECTHO BHEJIPEH B MPAKTUKY JETCKOI KapanOJI0TruIecKom
cyx0b1. Tem Oosiee B KauecTBE MacCOBOIO CKpUHUHTA.

IIpodeccop kadenpbl TOCIIMTAIBLHON TeAUATPUN
PHUMY um. H.U. IluporoBa Anexcannp CepreeBuu
IlapbikH, CyMMUpYsl TaHHbIE YJIBTPa3BYKOBBIX HCCIIE-
JIOBaHUI cepialla B psifie KPYMHBIX OpraHu3alMii 31pa-
BooxpaHeHUs] MOCKBBI, TIOKa3aj, 4YTO HEKOPpPeKTHasl
JIMarHOCTUKA MOpOKa COXpaHsIeTCsl 10 TMOCJIEeIHEro Bpe-
meHu [12]. Tak, cpeam moctynuBiux B TyIIMHCKYIO
NeTCKYI0 OoNbHUILY 29 TMallMeHTOB C HaIpaBJIsSIOIINM
JIMAaTHO30M TIPOJIATIC MUTPAJIbHOTO KijaraHa JUarHo3
ObUT MOATBEPKACH TOJNBKO y 2. YV nereid ¢ HermoATBepXK-
JNIEHHBIM JIMarHO30M TIpoJjialica MUTPaJbHOTO KianaHa
B 10,3% ciydaeB BBISIBIIEHA Apyrast CTPYKTYpHasT TTaToJIO-
Tusl cepila: OTKPbITOE OBaJbHOE OKHO, KOPOHApHO-JIe-
rouHast (ucrtysa, IByCTBOpYATBI aOpTaJbHbBIN KJIamaH.
YV ocraBmIMXCS TeMOAMHAMMWYECKN 3HAUYMMOK MaToJIO-
MU BBISIBJIEHO He Obuto. McTUHHBIN MpoJiarnc MuTpaib-
HOTO KJIaTllaHa ¢ y4eTOM HOBBIX KPUTEPUEB MOITBEpKaa-
ercst penko. OTHOIIIEHWE WCTUHHBIN/JOXHBIA TUArHO3
COCTaBJISIET JI0 MOCJIETHETO BpeMeHU B cpeaHem 1:10.

TunepauarHocTka rposarnca MUTPaJbHOTO KJlaraHa
U TIOCTAHOBKA HECYIIECTBYIOIIETO AMarHo3a 3armyckaeT
1eTb OIIMOOK ¢ HEemNpaBWJIbHBIM WH(MOPMUPOBAHUEM
ponuresnell pebeHKa, MPUCBOEHNUEM eMy HECOOTBETCTBY-
foIIeli TPYIbI 3M0POBBSI, TOCTAHOBKOW Ha IMCIIaHCEP-
HBII yueT, orpaHnYeHrueM (PU3NIECKUX HATPY30K U JIp.

IlepBuuHbBIiA mpoJanc MUTPAJIBHOrO KjamaHa. Bapu-
aHT TOpOoKa, JIJISI KOTOPOTO COTJIaCOBaHBbI MEXIYHapOJl-
Hble Kputepuu auarHoctuku (kox I134.1 mo MKB-10),
BKJIIOUAOIIME ONpeaeeHHbIe MOpP(oJIornyecKue u3me-
HEHMSI KOJIblla, CTBOPOK M TOJKJIAallaHHOTO arimapara,
U30BITOYHOCTh CTBOPKM/CTBOPOK, a TAKXKe KIMHUYECKOM
CUMIITOMATUKON. [lepBUYHBIN TIposIaric MUTPaJIbHOTO
KJ1ariaHa MOXeT ObITh KaK OECCHUMITTOMHBIM, TaK M KJIM-

HU4Yeckn MaHMbecTHhIM. CHMITOMAaTUKA TEePBUYHOTO
npoJjiarica MUTPaJIbHOTO KJlallaHa mpejcTaBlieHa KOMOM-
HalMel CIenyuX CUHAPOMOB:

* HapylIeHUs BHYTPUCEPACYHON U OOIIEe reMOoau-
HaMUKU;

* TIPOSIBIIEHUST BEreTaTUBHO-COCYINCTOM TUCTOHWM;

* WHbIe (BHEKJIAaNaHHbIE) TPOSBICHUS «CIIabOCTH»
COEMMHUTEbHOW TKaHU.

DTa KIMHWYEeCKass Tpuaja OTJIWYAeT TePBUYHBIIMA
MpoJIaric MUTPAJIBHOTO KJIarlaHa OT APYTUX BapUaHTOB
MUTpaJIbHOTO TIpojiabupoBaHus. CTereHb BbIpaXKeHHO-
CTU KaXJIO0TO U3 YKa3aHHBIX KOMITOHEHTOB 3HAYUTEIHHO
BapbUpYET.

Tucronmornyeckn CTBOPKM MMTPAJbHOTO — KJlarmaHa
MpY TIPOJabUPOBAaHUY 3aTPOHYTHI MUKCOMATO3HOM JieTe-
Hepauyeil. Bemymiast poib B MexaHU3MaX BO3HUKHOBEHUS
MEePBUYHOTO TIPOJIarica MUTPAIBHOTO KJlariaHa OTBOIMTCS
TpaHchopmupytoiemy oera-dakropy pocta (TGF-p) —
0eJIKy, KOTOPBIl aKTUBUPYET pocT (hrdpobIacTOB U pery-
nupyeT (GOpMUpOBaHME U Jerpajalliio  3KCTparleli-
JIOJIIpHOTO MaTpukca. HapyiieHHbn  (pubpuioreHe3
BHEKJIETOUHOTO MaTpHMKca OOYCIIOBJIMBAaeT MMKCOMATO-
3HYI0 WH(UIBTPALIMIO CTBOPOK MUTPAJIBHOTO KJIallaHa,
neuinT GUopPO3TaCTUIECKIX BOJIOKOH, M3MEHEHME KOJI-
JlareHa, akKyMyJIsSIIIAI0 MyKOTIOIMcaxapuioB.

MuxkcomaTo3Has nereHepaiiysi COrpoBOXKIaeTCs pac-
LIMPEHUEM CPEIHETo Iy0uyaToro cjiost KiarnaHa (B pe3ysib-
TaTe HAKOIUICHUS TPOTEOTIMKAHOB), CTPYKTYPHBIMU
M3MEHEHUSIMU KOJIJTaTeHa BO BCEX KOMITOHEHTaX CTBO-
POK M CTPYKTYPHO aHOMAJIbHBIMU XOpIaMu. AKTHBUPO-
BaHHBbIE MHUO(GUOPOOIACTHI XapaKTEPU3YIOTCS SKCITPEC-
cheil BUMEHTMHA W aybda-TJIagKOMBIIIEYHOTO aKTWHA,
Ho He SM1 wimn SM2 (mapkepsl nuddepeHIIMpoOBaHHBIX
TJIAAKOMBIIIEYHBIX KJIETOK) [13]. AKTHUBUpPOBaHHbBIE MUO-
GuoOpoOIACTH OTBETCTBEHHBI 3a ITOBBIIIEHWE KOHIICH-
TpallMM psga MPOTEOJUTUIECKUX (HDEPMEHTOB, KOTOpHIE
paszfaraloT KOJUIareH v 3JIaCTUH CO CKOPOCTbIO, TTPEeBbIIIIa-
fo1Ieil ux BocrnpousBoncTso [14]. B TkaHM MuKcomaTo3-
HOTO KJlalaHa, KpoMe TOro, OOHapyXeHbl KJIETKM, OKpa-
IIeHHBIe Ha TTaHTeMaTornosTudeckuit Mapkep CD45+. D10
(GUOPOIUTBI, CIMTOCOOHBIE KaK CEKPEeTUPOBAaTh MATPHKC,
TaK W pa3pylmiaTth KojjiareH W asjaacTuH. HauaBimiics
MpolLeCcC TMOCTENEeHHO BeAEeT K YBEJIMYEHMIO TLIOIIAIu
W JIJTUHBI TKAaHU MUTPAIBHOTO KJlaraHa W MPOrpeccupyeT
C TeYCHUEM JIECSITUIIETUI, BBI3BIBAsI YTOJIIIEHUE CTBOPOK
aHATOMMYECKHM W YBeJIMYMBAas MPOJIArC B JIEBOE TIpencep-
JIe 3a TIpeaeTbl MUTPAJTbHOTO KOJIbIIa B CUCTOTY, (hOpMU-
pys OCHOBY MUTpaJIbHOI peryprutauum [ 15, 16].

WccnenoBaHusi, BBIMOJHEHHBIE B MOCJASIHUE TOJBI,
BBISIBUJIM TEHETUYECKYI0 U (DEHOTUITMYECKYIO TeTe-
POTEHHOCTb CHHApPOMA TIpoJiarica MUTPAJbHOTO Kila-
maHa. BelmeneHbl 3 Haciemyemble TO JOMWHAHTHOMY
Ty (GOPMBI CUHIpPOMa IpoJiarica MUTPAIbHOTO KJjia-
naHa; Jiokanusauusi reHoB 16pl2.1—pll.2, 11pl5.4
(ren DCHS1), 13q32.1 (ren DZIPI). O6GHapyXeH JIOKYC
Ha X xpomocome (Xq28), KOTopbIii 00YCIOBIUBAET pe/l-
Kyt ¢opMy Tposarica MUTPaJbHOTO KJjaraHa, 0003Ha-
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qaeMylo «X-CIeTUIeHHass MUKCOMAaTO3Has KJlarmaHHast
nuctpodusi». Takasg TeHeTUYecKass TeTepOTeHHOCTh
CUHIpOMa OOYCJIIOBIMBAET IIUPOKUIM CIEKTp KIMHUYE-
CKUX TIPOSIBJICHUI, XapaKTePHBIN TSI IEPBUYHOTO MPO-
Jlarica MATPaJIbHOTO KJIaltaHa, B TOM YKCJIe B BO3PACTHOM
acnekte [17, 18]. PaznuuHbie MyTaluMuy repedyrucieHHbIX
TeHOB TMPUBOIAT K HEMOJHOLIEHHOMY (DYHKIIMOHUPO-
BaHUWIO COEAMHMTELHON TKAHW, B YaCTHOCTU (HUOpUII-
JIMHa, J1acTHa, KojareHa I u 111 Tumos.

ITouck TeHOB, TPUYACTHBIX K Pa3BUTHIO MUTPATLHOTO
rpoJjiarica, TpoaoKaeTcs. CUuTaeTcst, 4YTO WX TOJTHAsT
UACHTU(UKALMS CO3MACT TPEANOCHUIKN U CKPUHUHTO-
BOTO 00CJIeIOBAHUS TTALIMEHTOB, Y KOTOPBIX OTCYTCTBYIOT
CHUMIITOMBI, HO €CTh PUCK Pa3BUTHUSI MUTPATbHOM PeTypri-
tauyu. OIHAKO TIPU BCEM MX TPUBJIEKATETbLHOCTA MOJIe-
KYJISIPHO-TEHETUYECKME METOABl WCCICIOBAHUS HEJb3sT
OTHECTHU K IOCTYITHBIM. B Poccuu MosekyasipHO-TeHeTH-
YeCcKMe UCCIIe0OBaHMS B 00JIACTH M3YIEeHUST HACIEICTBEH-
HBIX aCMeKTOB IpoJjiarica MUTPAJBHOTO KjlarmaHa HOCST
eIMHMYHBIIN XapakTep. HecaydaitHo cymiecTByolme
pEKOMEHIANY MPUOPUTET B AUATHOCTUKE TIEPBUYHOTO
TpoJiarica MUTPaJIbHOTO KJTallaHa OCTaBJISIIOT 32 KOMOWHA-
LIMe KITMHUYECKUX U YIBTPa3BYKOBBIX JAHHBIX.

Monexyaspuas — 6uonoeus  KAANAHHLIX — U3MEHEeHUl
npu  npoaance MUmpanrbHo20 Kianax. 3HAHWE HOP-
MaJIbHOTO Pa3BUTHSI CEPAEYHOro KjlamaHa COCTaBIISIET
KII0Y K TIOHUMaHWIO0 (PYHKIMOHWUPOBAHUS KJjlaraHa
npu Tipojiarice. PaHHee pasnelieHMe CepaeyHOil TpyOKu
Ha OTAeJIbHbIe KaMephbl TOCTUTAETCST 3a CYET peruoHap-
HOTO HaOyXaHMsI BHEKJIETOYHOTO MaTpUKca, U3BECTHOTO
KaK ceplevHble TTOMYIIKN, KOTOPhIe 00pa3yloT MepBUY-
Hble KJamnmaHbl. B3amMHas mepemada CHTHAJIOB MEXKIYy
CJIOSIMU  3HAOKAPAWATBHBIX W MUOKapAWATBHBIX KJIe-
TOK B CEpIEeYHON MOAyIIKe (YaCTUYHO ONOCpeIoBaHa
TGF-B) unayuupyet TpaHcopMalunio SHA0TETUATbHbIX
kieTok (VEC) B mHTEepCcTUIIMATIbHBIC WU ME3eHXNMalb-
Heie kietku (VIC). Sox9 mpencrasisier coboit (akTop
TPAHCKPUIILINU, aKTUBUPYEMBI B Cllydae, KOTJaa 9HJIO-
TeIWaNTbHbIe KJIETKU TOIBEPraloTCs Me3eHXMMaJIbHOMY
BO3IEMCTBUIO. Me3eHXUMHBIE KIETKH C Je(UINTOM
Sox9 He moryr akcrnpeccupoBaTh ErbB3 — depmeHT,
HEOOXOAMMBIN ISl TIpoiudepanuu KJIEeTOK CepiedHOM
MOAYIIKKA. 3aTeM Me3eHXUMaJbHble KIIETKU MUTPU-
pYIOT B cepAeuHble TOAYIIKA W IrhGEepeHINPYIOTCS
B (prOpo3HYI0 TKaHb KjarnaHoB [19].

IIponanc MMTPaJbHOrO KJAamaH M  HACJeICTBEH-
Hble HADYIIEHHS COeIMHUTENbHO TKanu. OCHOBBIBAsICh
Ha «KOHTUHYYME TIePEXOIHBIX COCTOSTHUI», OTe4eCTBEH-
Hble TIeIUaTPhl BBIIEISAIOT TOHSTHE HearbdepeHIUpo-
BaHHBIX TUCIUIA3UH COCAMHUTEbHONW TKaHW, JeXKallen
B OCHOBE ITTpoJjarica MuTpajbpHoro kiamasa [1, 20]. Ecim
pedb He uaeT 00 onpeAesieHHbIX TEeHETUUECKUX CUHIPO-
Max, TO 3apyOeXHbIe MCCIIeIoBaTeIM JaHHYI0 MPooIeMy
MPaKTUIECKU UTHOPUPYIOT.

JluckyccuM Ha TeMy COeIWHUTENbHOTKAHHBIX IHMC-
a3l B OTE€YeCTBEHHOM MeauaTpuyd B 1IEJOM OTpa-
SKAIOT HEM30EKHBIN CUCTEMHBIN TTOIXO/ TTepe]T BhIUJIcHE -

B MOMOLLIb TPAKTUHYECKOMY BPAYY

HUeM KOHKpeTHo matojoruu [21]. HekoTopeie yueHbie
Jake pacCMaTpuBalOT TPOJATIC MUTPAIBHOTO KilaraHa
KaK MapKep TaKoW Jucruiasun. XoTs oOpaiiaeM BHUMa-
HUE, 4TO OOHapykeHUe y pebeHKa TpoJjiarca MUTPab-
HOTO KJlallaHa BOBCE HEe rapaHTUpYyeT HaJu4ue y HEro
KaKOTO-JTM00 M3 MHOTOUMCIEHHBIX CUHIPOMOB JIUCITIa-
3un. JIa ¥ HeJTb3sT TOBOPUTh, UTO Y peOeHKa ¢ MPOJIaricoM
MUTPAJIbHOTO KJaraHa o00s13aTeIbHO Hajuuue oolle-
MPUHSITBIX BHEITHUX MPU3HAKOB CUCTEMHOM ITMCTUTa3UN
COETMHUTEIbHON TKAHW: aCTEHMYECKOE TEJIOCIOXKEHNUE,
TJTOCKOCTOITME, TIOBBIIIEHHAs] JTaOWJIBHOCTh CYCTaBOB,
MOpaXkeHUs IPYTUX KJIamaHOB Cepla v T.JI.

Kak oTMeyaloT mpu3HaHHbIE aBTOPUTETHI B BOITPOCax
JMMaTHOCTUKU W JIEUEHUS JeTeil ¢ TUCIIa3ueil COeaMHN~
TeJbHOU TKaHu, nmpodeccopa D.A. KOpnesa, B.C. Cyxo-
PYKOB W Jp., HapylleHWe KHCIOPOATPAHCIIOPTHOM
(GYHKIIMU 3PUTPOLIUTOB B COYETAHWU C XPOHWYECKUM
OKUCJTUTENbHBIM CTPECCOM OOYCIOBIMBAET CTPYKTYpP-
HO-(YHKIMOHATbHBIE HApYIIEHUSI BO MHOTMX TKaHSX
U opraHax, B TEpBYIO ouepelb B CEePIeYHO-COCYIUCTOM
cucteme [22]. Paznuunbie nucrutacTuyeckue (GeHOTUTIBI,
oOHapyXnBaeMble Y TTAlIMEHTOB, MOTYT OBITh BAPMAHTOM
HOPMBI WJIN TOKJIMHUYECKOM (hOpMOil HACTOSIIEH CUH-
JIPOMAaJTbHOM ITaTOJIOTHH.

ITo cymecTByIOlIeil MEXIYHAPOAHOW TpPaKTOBKE
MpoJTaric MUTPAIBHOTO KJIalTaHa — 3TO JieTeHepaTUBHBIE
(mMcracTuyeckue) M3MEHEHUsl KilanaHa, a He cep/ua.
Kak matonmorusi cepaua HeKOTOpbie (HOPMYJIMPOBKU
MOTEPSUTM CBOE 3HAYEHME: MPAKTUIECKU He YIMOTpeOIsi-
ercst abbpeBuatypa MASS (B OMIMe ymnorpebisietTcst
KaK OIWH M3 (DEeHOTUTIOB, OOYCIIOBJICHHBIX MYTallUSIMU
reHa FBNI), uckitoueHbl U3 MajiblX aHOMaJIMii cepaia
JIOTIOJTHUTENIbHBIE ~ (JIOXKHBIE) XOpABI, KOTOPBIE YXKe
He paccMaTpUBalOT KaK MCTOYHWK apUTMUIA, B HOBBIX
TeHTCKUX KpUTEepUsIX MepecMOTpeHbl (heHOTUTTHUECKUE
Nnpu3Haku cuHApoMa Mapdana. Mexny TeM mpu TOM
XKe cuHapoMe MapdaHa ¢ Bo3pacToM HaOJIIOmAIOT IIPO-
TPECCUPOBAHUE TSKECTU COITYTCTBYIOIIMX 3a00JIEBAHU.
B no0oM cinyyae HeoOXOAMM TEHETMYECKUI aHau3,
YTOOBI HE TIPOIYCTUTH BO3MOXKHOCTH HO30JIOTMUYECKOI
BepU(UKALIMK CYIIECTBYIOIIEro 3a60JIeBaHU.

M cToKM BOBHUKHOBEHMS MPOJIATica MUTPATbHOTO KJla-
MaHa HaXoOIT B SMOpHoreHe3e B opMe dMOpHro- 1 GheTo-
natuii. PopMHUpoBaHME cepilia — CIOXHBIN TPOIIecC
C y4acTHEM Pa3IUMYHBIX SMOPUOHABHBIX 3a4aTKOB. Tak,
JTyTa aoOpThI «CKJIAABIBAETCS» M3 TPEeX Pa3HbIX XKaOepHBIX
JIYT, MUOKapJ >KeJYTOYKOB MMEET HECKOJbKO pa3HOHa-
MpaBJIeHHBIX CJI0eB. B 3THX yCIOBUSIX Haxke HE3HAYNTETb-
Hble BHEITHUE BO3ICHCTBUS MOTYT TTPUBOIUTH K OOJTBIION
JACTIEpCUU B (POPMUPOBAHUU CTPYKTYp Cepala, B TOM
YUCIIe BpOXKAEHHBIX TOPOKOB, BEIPAXKEHHBIX B Pa3HOM CTe-
reHu. HakorieHnio OTKIIOHEHU ! CITOCOOCTBYIOT HaCIe -
CTBEHHBIE HapYIIIEHUST COeTMHUTETLHOM TKaHMU.

IMepexomy mposarica MUTPAJILHOTO KJiaraHa B paspsii
«3ab0JIeBaHUs»  CIMOCOOCTBYIOT pa3Hble (hakTophl. Tak,
y MalEHTOB C MEPBUYHBIM MPOJIATICOM MUTPAJILHOTO KJla-
MaHa B paMKaX CKPWHWHTOBOW OIIEHKU BBIPAXKEHHOCTU
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Ipueopwes K.H. u coasm. [ponarnc MUTpaTbHOTO KJIaTIaHA: IPABUIILHO JIU MBI TOHMMAEM CYTb TIPo0ieM Y KOHKPETHOTO pebeHKa?

HapyIlIeHWI aare3uBHOM (DYHKIIMM SHIOTESUST BBISIBICH
MOBBILIEHHBI YPOBEHb LIMPKYJIUPYIONINX B KpoBu E-ce-
nektuHa, ICAM-1 1 VCAM-1 — sgBHOE CBUIECTEIHCTBO
CyOKITMHMYECKON auchyHKIMM 3HaoTenus. Hago moHu-
MaTh, YTO HapylleHre (hYHKIIUU SHIOTENNS TPU TIpoJiarice
MUTPAJTBHOTO KJIalaHa COo3daeT JOTMOJHUTETbHBIE PUCKU
BO3HMKHOBEHMSI TEMOIMHAMNYECKIX PacCTpoicTB [23].

XoTs TeHeTnYeCcKast TIPeIpacIooKeHHOCTb K pa3By-
TUIO TIpOJIaTica MUTPAJIBHOTO KJIalTaHa MOXET MMEeThCs
MpU POXICHUM, Y HOBOPOXIEHHBIX OH He OOHapyXKu-
Baetcsl. [lpouiecchl  (DYHKIIMOHAJIBHOTO  CO3PEBAHMSI
MUTPATHHOTO ¥ TPUKYCITUIATLHOTO KJIAITaHOB 3aHUMAatOT
BpeMs. [lpn HaaM4YMu TeHHBIX He(hEKTOB, OTBETCTBEH-
HBIX 3a Te(eKThl (GMOPUJUTMHA U KOJIJTareHa, BBICOK PUCK
MOSIBJIEHUsI TIpoJiarica MMTPaJbHOTO KiamaHa. Y JIuIl
C apTepuajbHOW TUIEPTEH3Mel TOCTOSTHHAsE Harpys3ka
Ha CTBOPKHU BBICOKUM JIaBJIEHUEM, pa3BUBaeMbIM JIEBBIM
SKETYIOUKOM, MOXKET TIPUBECTU K WX YIJTUHEHUIO, YTOJI-
IEHWIO, JeTeHepalur C pa3BUTHEM JUCHYHKIIUU
MHTpaAJIbHOTO KJlalaHa W TIOSIBIEHWEM Mpojarnca. DTo
OOBSACHSET TO, YTO OCHOBHBIE TPOOJIEMBI, CBSI3aHHBIC
C TIPOSIBIIEHUEM TIpoJjiarica MUTPaJIbHOTO KilaraHa (OTphIB
XOpJZI, HEKOMITIETEHTHOCTh KJIarmaHa) (hMKCHPYIOT TIpeu-
MYILIECTBEHHO y Jull cTapire 40 jeT.

IIpoaanc MHTPaJbLHOrO KjiamaHa W MaJjble AHOMAJUM
cepaua. braromapst mmpokoMy BHEAPEHUIO B MEAUIIMH-
CKYIO TIpaKTMKY METOJIa dXoKapauorpaduu, MOsSIBUIACH
BO3MOXHOCTb TUArHOCTMKKM MAaJbIX aHOMaJWil cepara.
OmHako OTHOIIEHWE K MajbiM aHOMaJlUsIM Cepiala
OCTaeTcsl HEOMHO3HAYHBIM: OT TIOJTHOTO HEMpPUSITHUS
KaK «MHCTPYMEHTaJIbHOM 00JIE3HU» 10 COCTOSIHUSI, HECY-
IIEeTo B ceOe MOTEHLMATBHYIO YTPO3y 3I0POBBIO U KU3HU
6osbHOTO. [TprHUMas BO BHUMaHWE 3HAYUTETbHYIO pac-
MPOCTPAHEHHOCTD U B OOJIBIIMHCTBE CIydaeB O1arompu-
SITHOE T€YEHME U MPOTHO3, MHOTHE KIIMHULIMCTHI BOOOIIIe
paccMaTpUBalOT MaJible aHOMAaJIMK CepJilia, B TOM YKCIe
MpOoJIariC MUTPAJTBLHOTO KJalaHa, Kak BapyuaHT HOPMBI,
a He Kak MaToJIOTMYECKOe COCTOSTHUE.

IMorpaHnyHas cTerneHb MPoJabupPOBaHUsI, OTCYTCTBHE
MMKCOMATO3HOTO YTOJIIEHHUST CTBOPOK, TeMOIMHAMUYE-
CKY 3HAYMMOM MUTPAJbHON PEeTYprUTALIUM U CEMEWHOTO
aHaMHe3a MTO3BOJISTIOT pacCMaTPUBATh MPOJIATIC MUTPAJTh-
HOTO KJIalTaHa KaK BapMaHT HOPMBI, MPEXOASIINIA 3aBU-
CUMBIIi OT Bo3pacTa (peHOMEH, T.€. KaK Majylo aHOMaJIUIO
cepaua. MMeHHO Takue ciydyan MUTPaJIbHOTO TPoiadu-
poBaHUs HamboJiee YacTO BCTPEYarOTCS B TeAraTpude-
CKOM TpaKTUKe, OCOOEHHO Y MOJIPOCTKOB, CYOTUIBHBIX
JOHOIIIE W JeBYIIeK, CO3/aBasl BIeUaTIeHUe O Ype3BbI-
YalfHOM pacIpOCTPaHEHHOCTU TIpoJialica MHUTPAJIbHOTO
KJ1araHa B OIS,

K uucny «HeBUHHBIX» ClIy4aeB TpoJjarica MUTpasib-
HOTO KJIalTaHa OTHOCSIT TaKKe BPOXKIEHHBIE MUKPOAHOMA-
JINM apXUTEKTYPhl MUTPAJTLHOTO KOMIUTIEKCA, aCUHEPTUIO
COKpallleHUsI W pacciablieHus] MuoKapaa, HapylleHue
WHHEPBALMKM KJIAImaHoB U p. OTOEIBHO OTMETUM CTydau
HenTyOOKOTro, TMPOXOMSIIEro ¢ BO3pacToOM OecCHUMITTOM-
HOTO TIPOJIaOWMpPOBaHUS, BO3HUKAIOIIKME B ITyOepTaTHOM

nepuone. Kak pe3ynsrat reTeporeHHOTO Pa3BUTHST OTIEITb-
HBIX 3JIEMEHTOB KJIalTaHHOTO MUTPAJbHOTO KOMILIEKCa
W WX HETOJHBIM (DYHKIIMOHAIBHBIM COOTBETCTBUEM JPYT
npyry. [Ipy aToM IIo1manb XopaaabHO-CTBOPYATOTO alIlma-
parta oka3bIBaeTcsT U30BITOUYHOI, KaK ObI 3arOTOBKA BIPOK.
ITo okoHYaHUM TIeproAa MOJOBOTO CO3pEBaHUs MO Mepe
yYBeJMYEeHUsT 00beMa W MacChl MUOKapaa JIEBOTO Key-
JI0OYKa yKa3aHHOE HECOOTBETCTBUE YACTUYHO HUBEIUPY-
eTcs (Y )KEHIIWH B MEHbIIIEH CTETIEHU, YeM Y MYKUMH).

CJIOXHOCTH CYILIECTBYIOT, TaK KaK BBIWJIECHUTh CPEIU
JIUIL C TIPOJIATICOM MUTpPaJIbHOTO KJaraHa aOCOJIOTHO
3M0POBBIX TpyAHO. OTHENbHBIE 3MU30IbI CEePbe3HBIX
OCJIOKHEHUWI TP OTCYTCTBUU, Ka3ajloCh Obl, BUIMMBIX
MPEATIOCHIIOK TOMY CBUIETETBCTBO.

TToHATUST «<HOPMAJTbHBIX BapUALIA» TN «OTKIIOHEHUIA
OT HOPMAaJTbHOTO aHATOMUYECKOTO CTPOESHUST» He 0O0CHO-
BaHbBI JOKa3aTeJbHBIMU HCCIenoBaHUSAMU. Bee Tepeunc-
JiseMble B MaJible aHOMAJIUM CTPYKTYPhI BCETa MMEIOTCS
B cepaue. TpaGeKynspHBIE Y30pbI XEITyIO0YKOB TaK Ke
WHIVBHUIYATbHBI, KaK MaMWUISIPHBIE Y30phl Y 4YelloBeKa,
a MHOTo00pa3re MEJIKMX pa3Indyuii Mexy cepaiaMu oec-
KOHeuHO. PedepeHCcHBIE 3HAUEHUS PA3TMIHBIX CTPYKTYD
cepala TPEICTaBIsIIOT COOOM CTaTMCTUYECKHE TTOKa3a-
TEW B OMpPENeSICHHBIX MOMYJISINSIX, KOTOphle OIleHWBa-
JOTCSI TIO LIEHTUJTBHOM 1ITKaJie WU ¢ TIOMOIIBIO Z-(haKTopa.
Ilommamanue B Kakoi-IMO0 LIEHTUJIBHBIN KOPUIOpP O3Ha-
YaeT TOJbKO, YTO HaJIM4Ke JaHHOTO pa3Mepa BCTPETUTCS
B TIONYJISIIAN C BEPOSITHOCTBIO, PABHOM 3TOMY LIEHTHUITIO.
B cBsI3M ¢ 3TUM CTpaHHO BBITJISIAAT 3aKJTIOUEHUSI O «ITOTpa-
HUYHO Y3KOI» MJIU «ITOrPaHUYHO IIUPOKOii» aopTe. JInbo
€CTh CTEHO3 a0pPTHI, INOO €ro HeT; MO0 eCTh aHeBpU3Ma
aopThI, 1100 ee HeT! JITaHHBIX O CAaMOTTPOU3BOIBHOM TIepe-
XOJle KaKUX-JTMO0 MaJIbIX aHOMAaJIiA cepla B TeMOIMHA-
MMYECKH 3HAUYMMBIE TTaTOJIOTUU HET.

ITporHocTrueckre XapaKTepUCTUKKM PETUCTpallun
«TTaTOJIOTUM» OTIPEHCISIIOTCS TONBKO HAJIMYMEM Hapy-
IIEHU KpOoBOOOpAIleH!sI, a He OT BhIXOJA 3a LEHTUIIb-
HbIe KOPHMIOPHI, HAIWYUS WJIM OTCYTCTBUS Heaubde-
PEHLIMPOBAHHBIX MUCTUIA3U COCAMHUTETLHONM TKaHMU.
OrnpeeNieHHas: BBIMYKJIOCTh MUTPAJIbHBIX CTBOPOK —
WX HOpMaJibHOe cocTostHue. OILeHWBAaTh BBITYKIOCTH
MUTPAJIbHOTO TIpOJa0MpOBaHUsI KaK «IpoJjaric, SBJsi-
JOIIMICST HOPMOIi», YTO MHOTIA 3BYYUT B Halllell Hayd-
HOI1 TuTepaType, HeT ocHOBaHUIA. [IpeTeH3nun KacaloTcs
HCTIOJIb30BaHUSI TEPMUHOB «HEOONBIION» WIH «OOJTb-
moit». OmnucaHus TIpojlarica MUTPAJbHOTO KilaraHa,
KOTOpBIE TTO3BOJISTIOT OTHOCUTD €T0 K MaJIbIM aHOMaJTUSIM
cepala, Kak MpaBUjIo, OTpaXaroT HEMPaBUJIbHYIO TpaK-
TOBKY JAHHBIX dXOKapauorpaduu u ciabble MpeacTaBiie-
HUs 00 aHaTOMMU KJ1araHa.

CHHIpOM NpoJIanca MUTPAIBLHOTO KJIANAHA W HEApOIup-
KyJsATOpPHAS TUCTOHUSA. Kay1asics 1erkocTb AIMarHOCTUKA
MpYBeIa B CBOE BpeMsI K JJABUHOOOpa3HOMY HapacTaHUIO
yyciaa OOJMBHBIX C TPOJIATICOM MUTPAJBHOTO KJilarmaHa.
TTpu 3TOM MHOTHE UCCITeIOBATENN CBSI3BIBAIN C TUC(HYHK-
LIMeil MUTPAIBHOTO KJlamaHa psii KIMHUYECKUX CHUMIITO-
MOB, TUTTMYHBIX JUT HApYIIEHUI (PYHKIIUU BET€TaTUBHOM
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HEPBHOW cHUCTeMbl — cepAleOueHus, KapAuairuu,
HEeCTaOMILHOCTh apTepHaIbHOTO JaBJIeHUS, OOMOPOKH,
TPEBOXHOCTD, TAHNYECKHE aTaKW, BETeTATUBHBIC KPU3HI,
TUTIEPBEHTUJISILIUOHHBIA M aCTEeHWYECKU CUHIPOMBI,
YTOMJISIEMOCTDb U JIp. DTO SIBHbIE MPU3HAKK HEUPOLIUP-
KYJISITOPHOM AUCTOHUW WJIW TIO 3apyOeskHOW TepMHHO-
JloTuu nucaBToOHOMUSA. 1T OOBSICHEHMST pacIpocTpa-
HEHHOCTU BETETaTMBHOM OUCHYHKLMU TIPHU TIpoJIarce
MHTPaAJIbHOTO KJIaraHa TMpeIIoXKEeHO HeMajo THUIIOTE3,
B YKCJIe KOTOPBIX BPOXKIEHHBIE U3MEHEHUS TIEpUHEPBUSI,
CUCTeMHbIN Je(eKT OMOJIOTMYecKuX MeMmOpaH, Tepu-
HaTaJbHOE TIOpaXKeHWe THUIOTAJIaMUYECKUX CTPYKTYp,
HaKOHeII, TTOCIEeIHSIST BEPCUST O MTAaTOTeHETUUECKON poJn
neuIMTa MarHusl.

HeckoabKo OB 0 TaKOM TOHSTHH, KaK «CUHIPOM
rpoJjarca MUTPAJbHOTO KjarnaHa» (MJIM JUCAaBTOHO-
Mun). ECTh maxe caliT mjis MOMOIIM MallMeHTaM C JTaH-
HBIM cuHIpoMoM, Tpynmna B Facebook (https://ru-ru.
facebook. com/groups/ 263939506962833). Hawubonee
YaCTBIMU TIPOSIBJICHUSIMA CHHAPOMAa aBTOHOMHOW IHC-
(byHKLIMM CTyKaT TpeBOTa, TaHWYeCKWe aTakKy, apuTMUH,
TIoXast IepeHOCUMOCTD (DM3NYECKOM HATPY3KU, Cepalie-
OueHue, aTUITMYHAs 0OJIb B TPYIHON KJIETKE, YCTaIOCTh,
00MOpPOK MJIM MPEeToOMOPOYHOE COCTOSIHUE, TICMXOHEB-
poJiornuecKkre CUMITOMBI. PaHee 3Th CMMIITOMBI paclie-
HUBAJINCh KaK MPOSIBJICHUSI CaMOTO TpoJiarica MUTPaIb-
HOTO KJlarmaHa W WCITOJIb30BaJICS TEPMHUH <«CUHIPOM
MpoJjiarica MUTPAJIbHOTO KJlaraHa».

B Hacrosiiee BpeMst MOSKHO KOHCTAaTUPOBATh, UTO «CHH-
JIPOM TIpoJjiarica MUTPaJIbHOTO KjlarmaHa» (I1CaBTOHOMMM)
HEe CJIY>KUT TTOJTHOIIEHHBIM OCHOBAaHUWEM ISl TIOCTAHOBKHU
JMarHo3a TpoJjiarca MUTPaIbHOTO KJlaraHa, a JIMIIb TToKa-
3aHMEM K HarpaBJIeHUIO TIallMeHTa Ha KBaTU(MUIIMPOBaH-
Hoe 3xokapavorpaduueckoe wucciaenoBaHue. KoHTpomau-
pyeMble WCCIIeIOBAaHUS TTOATBEPKIAIOT, YTO YKa3aHHBIE
CUMIITOMBI, KaK TIPaBWJIO, OTCYTCTBYIOT Yy OOJBIIMHCTBA
MaleHTOB ¢ MCTUHHBIM TTPOJIATICOM MUTPAJIbHOTO KJla-
MaHa, T.e. acCOLIMAIMU TpoJlarica MUTPAJILHOTO KJlaraHa
C 9TUMH CUMITTOMaMU He BBISIBJICHO [24].

Ocnoxuennsi. [lpomanc  MuTpasbHOro  KjaraHa
O0OBIYHO MMEET JOOPOKAYeCTBEHHBIN XapakTep, HO MOTYT
BO3HUKATh OCJIOXKHEHUS: BbIpakeHHasT PEeTypruTaius,
ApUTMUS, JIETOYHAsl TUIIEPTeH3UsT, WHOEKIIMOHHBIN
SHIOKAPIUT, pa3pbiB XOP/ 1 BHe3amHasi cMepTh. Ha hoHe
BHEJIpeHUs 0oJiee CTPOTMX TMATHOCTUIECKNX KPUTEPUEB
MpoJjiarca MUTPAJIbHOTO KJlaraHa KOJUYeCTBO OCJIOXKHE-
HUI y B3pOC/BIX YMEHbIIWIOCH B 4—10 pas.

Pecypeumayus.  TlockoabKy  MCXOAbl  TpoJiarica
MUTPAJIBHOTO KjlaraHa OMPEAeIISTIOTCS CTEMeHbI0 Hapy-
IIEHWST BHYTPUCEPAECYHON TeMOIUHAMUKM, TO BELYIITAM
ImapaMeTpOM BBICTYIAEeT BBIPAKEHHOCTh MUTPATbHOM
peryprutanuu. YactoTa pa3BUTHUSI BBIPaKEHHON peryp-
TUTALMU TIpY TIpoJiariceé MUTPAJIbHOTO KJaraHa, olle-
HEHHOI B X0Jie JoTIIeporpaduu, COCTaBIISIET B CPeIHEM
3—5%. TlokazaTenu JaOWJIBHBI M CTENEeHb pPErypruta-
IIMY MOXKET 3HAYUTETbHO MEHSIThCS B Pa3HBIX YCIOBUSIX,
0COOEHHO MpPW TIOBBLIIIEHUN apTepUabHOTO JaBJICHUS,

B MOMOLLIb TPAKTUHYECKOMY BPAYY

YBEJIMUEHUU TTPUTOKA KPOBH K JIEBOMY XEJTYIOUKY, CHU-
JKEHUU COKPATUMOCTH MMOKap/a.

Ipennonoxenue, 4Tto OoJbIIasg TIIyOWHA TpoJarca
MOXKET COTIPOBOXKIATHCS 0OJice BBIPAXKEHHON perypru-
TalMei, MONTBEPXKIACHNUST He Hamwio. PermraromuMm ¢ak-
TOPOM BEJIUYMHBI PETYPTUTALIMU  SIBJISIETCSI  CTEMEeHb
PacXoXIEeHUsT CTBOPOK/CTeTIeHb HapylIeHWs WX Koarl-
Tauny, HaIMIne MUKcoMaTo3a KiamaHa [8]. Kiaccuue-
CKoe JeJieHre TIpojiarica Mo CTEIIEHMW TOTePsUIO CMBICT,
TaK KaK HET KOPPEeISLMU MEXIYy 3TUM IToKa3aTejleM
W CTETEHBIO PETyprUTaAIlui/TIPOTHO30M 3ab0JIeBaHUsI.
Bbicokast M3MEHUYMBOCTh CTEMEHU TIpoJjiarca BO3MOXKHA
B TeUEHME HECKOJIbKUX YacOB.

TemMoaHamMu4ecKre TOCIEACTBUST HEIOCTATOUHOCTH
KJlaraHa XOpOIIO M3BeCTHHI. Tak Kak OTBEpCTHE peryp-
TUTalud  (PYHKLIMOHUPYET OTHOBPEMEHHO C aopTajib-
HBIM KJIaITaHOM, CYMMAapHOE COIIPOTHBJIEHUE BBIOPOCY
U3 JIEBOTO JXeJIymodKa CHUXaeTcs. BosHuKaeT Tepe-
rpy3ka 0OBEMOM JIEBOTO TpeAcepAusi, a B JalbHeil-
meM — W XeJIyaouKa, KOTopasi COMPOBOXKIAETCSI KOM-
MEeHCATOPHBIM YCUJIEHUEM ero paboThbl. DhQEeKTUBHBIN
aHTerpagHbIii BHIOpOC B OOMIBIION KpPYyr KpoBooOparlie-
HUST CHUKEH, TaK KaK 3HauYMTeTbHAsT 4aCTh KPOBHM OJHO-
BPEMEHHO YXOJIMT B JIEBOE TMpeACcepaue.

ITo Mepe cyIiecTBOBaHMS 3HAUYNUTETLHOW XPOHUIECKOM
perypruTaliii HarpsbkeHWe B CTEHKe JIEBOTO SKeTyaodKa
MporpeccupyeT, (HOpPMUPYeTCsl IKCIEHTpUYecKast TUTep-
Tpodusi, pacTeT JaBlieHUE B JIEBOM Tpencepauu. dumaTa-
LS JKeTyAovKa COMPOBOXIACTCS YBEJUYECHUEM IraMe-
Tpa KJIamaHHOTO KOJIbIa, (POPMUPYETCS TTOPOYHBINA KPYT:
MUTpATbHAs PETYPIUTALUST CTUMYJIUPYET MUTPATBHYIO
peryprutaumto. Ha onpeneneHHOM 3Tare, 00bIMHO Y B3pOC-
JIBIX HAYMHAIOT pa3BUBAThCSl 3ACTOHBIE SBJICHUST B MAJIOM
Kpyre KpoBOOOpaILeHUST ¥ cepIeuHast HeIOCTATOYHOCTb.

Apummuu. OCHOBHbBIE 3JIEKTpoKapauorpahpuieckue
HapyIIeHusT, OOHapyXMBaeMbIe TIPU TIPOJIATICe MUTPATTb-
HOTO KJIaltaHa y IeTeil, BKITI0YaloT U3MEHEHMST KOHEUHOM
YaCTU KeJTyJTOYKOBOTO KOMILJIEKCa, HapyIIeHUs pUTMa
cepIaa M IMPOBOIUMOCTH, yaauHeHne mHTepBama Q—T.
AHOMAaJIUY PENOJISIPU3ALINU BBISIBIISTIOTCS TIPU CTaHIAPT-
HOI 3JIeKTpoKapauorpaduu, HO 3HAYMTEbLHO Yalle —
MpU  CYTOYHOM MOHHUTOPUPOBAHUU  DJIEKTPOKAPINO-
TpaMMBbI.

OpmHa M3 OCHOBHBIX MPOOJIEM, KOTOPYIO CBSI3BIBAIOT
¢ TIPOJIATICOM MUTPAJIBHOTO KJIaraHa, UX TpoapuTMude-
ckuit xapakrep. Hanbosee BeposSITHBIM TPUTTEPOM apuT-
MU CITy>KUT pa3BuTHEe (HUOpo3a MANMVIISIPHBIX MBI,
Cunrtaercss Takxke, 4YTO C TE€HE30M apUTMMI CBSI3aH
He TIpoJIanc MUTPaAJIBHOTO KJlalaHa KaK TaKOBOM, a TIpH-
KpEeTUIeHUsT MUTPAJBbHOTO KOJblla Ha 3HAYUTEJIEHOM
pacCTOSTHUM OT MMOKapaa CBOOOTHOW CTEHKM JIEBOTO
xenynouka (mitral annular disjunction — MAD). Takas
aHOMaJTYsI, TTO-BUAMMOMY, TIPUBOIUT K «3aKPYUUBAHUIO»
MUTPAJTbHOTO KOJbIIAa BO BpPeMSI CHCTOJBI C TapamoK-
CaJbHBIM yBEJWYEHWEM €ero IuaMeTpa, pacTsKeHUeM
MMOKap/a CTeHKW W ManuUIIPHOM MBI, pa3BUTHEM
9JIEKTPUYECKON HecTaOuabHOCTM U (ubdpo3a. OgHaKo
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Ipueopwes K.H. u coasm. [ponarnc MUTpaTbHOTO KJIaTIaHA: IPABUIILHO JIU MBI TOHMMAEM CYTb TIPo0ieM Y KOHKPETHOTO pebeHKa?

eCTb OTHO «HO»: 11 MAD He Bcerma xapakTepHO code-
TaHME C TIpoJIaricoM MUTpajbHoro KmaraHa [10]. Jleue-
HHUE TIOMOOHBIX COCTOSTHUII TpeOyeT MeIMKaMeHTO3HOM
Tepanuu, MpUMeHEHUS abJalliy, TIPY HATMYUKA COOTBET-
CTBYIOIIMX TIOKa3aHWI — WMILIAaHTAllUM KapAHOBepTe-
pa-nedubpuIsITOpa.

Hngerxyuonnviit sndokapdum. Cuurtaercs, YTO HEU3-
MEHEHHBIII MUTPATbHBIN KJIallaH Pe3MCTEHTEH K 0OJIb-
IMUHCTBY MUWKPOOPTaHU3MOB, OIHAKO TypOYJIEeHTHBIE
MOTOKM KPOBHM, BO3HUKAIOUIWE TIPU pErypruTaiuu,
MOTYT TOBPEXIATh €ro M BBI3BIBATH PEaKII0 CO CTO-
POHBI  CYOHIOTENMAIBHOTO KoJjutareHa. [locremyro-
mue otjaoxeHus: ¢puOprHa W TPOMOOILIMTOB TIPUBOISAT
K o0pa3oBaHUIO TPOMOOB, OJIATONPUSTCTBYS aAre3nu
1 pa3MHOXEHUIO GaKTepUii TTPY HAJTUINU OaKTepUEMUM.
Y GOJBHBIX C TTPOJIATICOM MUTPAJILHOTO KJlariaHa MHQeK-
LIMOHHBIN BHIOKApIUT BeTpetwicas B 1,1% ciydaes
(86,6 cmyyas Ha 100 TBIC. TIALIMEHTO-JIET), YTO 4Yallle,
yeM B onyisiuuu (6 ciaydas Ha 100 ThIC. TallMEHTO-JIET;
2<0,001) [25]. UH(DeKIMOHHBII 9HAOKAPIUT pa3BUBAJICS
TOJIbKO TIPY BBIPAXXEHHON pEerypruTaluyd U He orpele-
JISIICSI HU B OTHOM CJTydae 0e3 perypruTamum.

Cpeny ITOTMOJTHUTENBHBIX (haKTOPOB PHUCKA Pa3BUTHS
MHGEKIIMOHHOTO 3HAOKAPINUTa MOXKHO YKa3aTh Ha MH(EK-
LIMIO U TTOBPEXIEHMUSI B ITOJIOCTH pTa. MIMeroT 3HaueHue IeH-
TaJIbHbIE MPOLIEAYPHl U MAHUITYJISIIIUU B Tipeaeax 60 mHeit
JI0 KITMHUYECKUX TIPOSIBJICHMI oHIoKapauTa [26]. B cBs3u
C OIMACHOCTBIO BOBHMKHOBEHUST OAKTEpUEMUN B TAKHUX CITy-
yasgx o0s3aTeIbHa MPOMWIAKTAKA B BUIE aHTHOMOTUKOTE-
parum. [Ipu AMarHoCTHKe 3a00JIeBaHUST CIIeIyeT TTOMHUTD,
YTO TIEPBUYHBIA WH(MEKIIMOHHBINA TPOIECC MOXKET OBbITh
MPUYMHON pa3pylIeHUsT MCXOTHO 3I0POBOTO KjlaraHa
1 BO3HUKHOBEHUST €r0 HEIOCTATOUHOCTH, a HE OCITOXKHE-
HMEM MpoJjiarica MUTPAJIbHOTO KilaraHa.

Jleeounas eunepmeH3us — CleCTBUE TTOBBIIICHUS T1aB-
JIEHUST B JIEBOM TIpeACEepANU M3-3a BBIPaXKEHHOU peryp-
TUTAIMU TIPH TIpoJIaTrice MUTPATbHOTO KilarmaHa. YactoTa
pa3BUTHS JIETOYHOI rurepreH3uu (>50 MM pT.CT.) cpeau
MalMeHTOB C MOJOTSIIENH CTBOPKOW (T.e. MaToJioruei
¢ ompeneeHHON MOp(OJIOTHEN, COTTOCTaABUMOI B pa3-
HBIX LIeHTpax) cocrtaBisieT 25%. Peub, mpaBma, uaeT
O TMOKWJIBIX TTAalIeHTAaX.

Hucyaom. Yacrora pa3BUTHS UIIEMUYECKUX MHCYITb-
TOB Y TIALIMEHTOB C IMPOJIATICOM MUTPAJbHOTO KJarmaHa
B 5 pa3 Bblllle, yeM B oOuei mnomyasiuuu. MHCyabT
MOXET TIPOTeKaTh OECCUMITTOMHO U BBISIBJISITHCS TOJBKO
MpU MarHUTHO-Pe30HAaHCHOI ToMorpaduu. Mimemuye-
CKUM WHCYJbTaM TP TIpoJIariceé MUTPAJbHOTO KjlaraHa
MMOABEPKEHBI JINIIA MOJIOAOTO BO3pacTa.

Buesannas cmepms. YactoTa BHE3ANHOW CMEPTHU
MpY TIpoJIarice MUTPAJIbLHOTO KJIallaHa 3aBHCUT OT MHO-
MX (PaKTOPOB, OCHOBHBIE M3 KOTOPHIX — 3JIEKTpUYeCKast
HeCTaOMJILHOCTh MUOKapma TIpW HaJuYuu CUHAPOMA
yIUTMHeHHOTO MHTepBaia Q—T, XeIymIouyKoBBIe apUTMUH,
cuHoaTpuabHasl 0JjioKaga, COMYTCTBYIOIIAS MUTPab-
Hasl HEIOCTaTOYHOCTb, HEWPOTYMOpaJbHBINA JrcOaNaHC
u ap. Puck BHe3ammHol cMepTH B OTCYTCTBHE MUTpPalb-

HOI perypruTalnyi — HU3KUIN, HO MPU COMYTCTBYIOLIEN
MUTpaJIbHOM peryprutaiuu yeeianuuaercs B 50—100 pas.
BHe3amHast cMepTh OTMEYaeTCsT My TIOAPOCTKOB, IIPUYMHA
YacTo OCTAeTCsl HESICHOM, TTO3TOMY MCMOJb3YeTCsI TEPMUH
«uauonaTuyeckasi GuOpUUISIIMS KeTyI0uKOB» [27].

Yro KacaeTcs BHE3aITHOM CMEpPTH NpH IIpoJiarice
MUTPATBHOTO KJIalaHa U CBSI3U C (paTaIbHBIMM KeJTyI0Y -
KOBBIMU apUTMUSIMHU, TO CUTyalldsl OCTaeTCs HeaOoCTa-
TOYHO jJoKa3aHHoW. [Ipu aytorncum y null ¢ BHe3amHOM
cMmepThio EBponeiickast accoumanusi cepiaeqyHO-coCyau-
cThIX natoyioroB (Association for European Cardiovascu-
lar Pathology) pekoMmeHyeT obpaniaTb BHUMaHUE TOJbKO
Ha TIpoJlalic MUTPAJbHOIO KJjarnaHa, COMpPOBOXIAe-
MBIl AujaTauuMei JeBoro Tpeacepaudst u/wim ¢Gpudpo-
30M JIEBOTO KEJyJ0UKa, WX OCTPHIM pa3pbiBOM XOP/bl/
nanwiuIsspHoi Melbl [28]. B ocTaqbHBIX cydasix po-
JIaTIC MUTPAJTbHOTO KJIallaHa KaK MPUYMHA CMEPTH CUM-
TAETCSI MAJIOBEPOSITHOM.

Jleyenue. [leTsM ¢ mpoJancoM MUTPaIbHOIO Kia-
naHa 0e3 MHUKCOMATO3HOTO YTOJIIEHUSI CTBOPOK HET
HEOOXOMMMOCTH B CIELIMAbHBIX Ha3HAYeHUsIX M Orpa-
HUYeHUN (PU3NYecKoil aKTUBHOCTU. B OoJbIIMHCTBE
c/lyyaeB MpoJialic MUTPAJbHOTO KjanaHa y MalueHTOB
6e3 CUMITTOMOB, TeMOIMHAMWYIECKY 3HAYMMOIN MUTPAITb-
HOI peryprutalnu U COYeTaHHBIX 3a00JieBaHUI (apuT-
MWU, apTepUaJbHON TUIEPTEH3UHU U Ap.) UMeeT OJaro-
MPUITHOE TeueHUe, TpeOyeTcsT JUIb JAUHAMHUYECKOE
HaOJII0/IeHNe B OTCYTCTBHE MEIMKAMEHTO3HOI Teparnuu.

Tem He MeHee neTM HYXIAWTCS B JOCTaTOYHO
JNeTaJbHOM W MHOTOCTOPOHHEM  00CJIeOBaHWM.
OHM BBIHYXKIEHBI, WHOTAA W30BITOUHO, TPOXOIUTH
o0cenoBaHWe y pas3IMUHBIX CIEIMAaJIUCTOB U B Majio-
CreMaIM3uPOBaHHBIX LIEeHTpax. B psine ciryyaeB nuarHos
npoJsiarica MUTPAIBHOTO KJIalaHa CIYXWUT OCHOBaHUEM
JIJIS HAaTTpaBJIeHUsI Ha TOCTIUTAIN3A1I1IO.

PeanbHble BO3MOXHOCTH TAaTOTEHETUUECKON Teparmu
MEepBUYHOTO TIpoJiarica MUTPaJIbHOTO KJlaraHa 1okKa BeChMa
CKpOMHBIe. I3 OTHOCUTETEHO IIMPOKO BHEAPEHHBIX B KITH -
HUYECKYIO MPAKTUKYy CIOCOOOB JIEYEHUSI BBIICIUM TIpU-
MeHeHUe TpernapatoB MarHus. OGOCHOBaHMEM WX TMpH-
MEHEHUSI CIIy>KUT MpeICTaBIeHUe O TIEPBUYHOM TTpoJiarce
MUTPATBHOTO KJTallaHa KaK KJIMHUYECKON (hopMe TeHEeTH-
YecKr 00YCJIOBIEHHOTo MaruueBoro nedunrra. M3sectHo,
YTO B YCJIOBMSIX HEIOCTATKa MOHOB MarHus CHHTE3 OEJTKOB
COEIVMHUTETBHON TKaHW 3aMeJISIeTCs, a aKTUBHOCTD (hep-
MEHTOB, YYacTBYIOIIMX B pa3pyllleHUWU KojlareHa M 3jia-
CTUHA, HAMNpOTHB, yBeJIW4YuBaeTcs. VIHBIMU CJIOBaMU,
B YCJIOBUSIX Je(DULIATA MArHUST COETMHUTETbHASI TKAHb pa3-
pyliaeTcst ObICTpee, YeM CUHTE3UPYETCSI.

Cy1iecTByeT MPUHIIMITHABHAS BO3MOXHOCTD YCTpa-
HEHUsI XapaKTepHOI KapAraTbHO CUMITTOMATUKY U YJTb-
TPa3BYKOBBIX MPOSBICHUI TIpoJIarica MUTPATbHOTO KJla-
MaHa TIoJ BIMSIHMEM TipemapatoB MarHus. [Ipemapatsl
MarHusi peKOMEHAOBAHbI TMPU HAJTWIUU BBIPaKEHHBIX
CUMIITOMOB aBTOHOMHOI mucdyHkuueii. [lectumecstu-
HBI Kypc Tepaliu MpernapaToM opoTaT MarHus y aeTeit
B 03¢ 50 MT/CcyT B TeueHUE MepBOi Heleau u 25 Mr/cyT
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B TIOCJIEAYIONINE HEMETN MPUBOIWI K PEIYKIIMU KITUHU-
YECKOM CHUMMTOMATUKW, YMEHBIIEHUIO TIYOWHBI MPO-
JTabUpOBaHUS M CTeTIeHW MMKCOMATO3HOM JereHepalu
KJIamaHHBIX CTBOPOK [29]. DddeKTMBHOCTL JieYeHUsI
rperapaTaMyd MarHusl BBIIIE Yy TTallMEHTOB Ha (oHe
HeaddepeHIIMPOBAHHBIX IUCIUIA3UN COSAUHUTETbHOM
TKaHW. HamomMHMM, 4TO mpermapaTbl MarHUsI IITUPOKO
TIPUMEHSTIOTCS] TP MHOTHX 3a00JIeBAHUSIX CEPACTHO-CO-
CYAUCTOM CHCTEMBI: TIpU apTepUabHON TUIIEPTEH3UU,
HapylleHMM pUTMa cepaua, HIIEMUYEcKoil OoJie3HU
cepala, cepaeyHoil HegoctaroyHocT. boprba ¢ medu-
LIUTOM MarHus — oOIeHalIMOHaIbHas mpodiema [30].

Hapsiny ¢ mpemapatamMu MarHuWsI, Ha POJb CPEICTB
MMaTOreHeTUYECKOTO JIEYEHUST TIEPBUYHOTO TIpoJiarca
MUTPaAJIHHOTO KJIaraHa TakK:Ke MOTYT IPETeHI0BaTh BUTA-
MWHBI, THbIE MUKPO- ¥ MaKpPO3JIEMEHTHI, aHA0OJUKA —
nperapaTbl, WMEIOLIe OTHOIIeHWE K MeTaboNIn3My
COETMHUTENIBHOM TKaH! 1 CITOCOOHBIE TIOBIUSTH Ha OMO0-
XUMUYECKUE MEXaHU3MBI, JieXKalllle B OCHOBE MUKCOMa-
TO3HOI JereHepallii CTBOPKU U ee TpojabupoBaHUs.
Bce oHM B TOI MM MHOM KOMOWHAIIMKA HAXOIAT MPUME-
HEeHUEe B KOMITJIEKCHOI Teparuu MepBUYHOTO TpoJiarca
MUTPaJIbHOTO KJamaHa.

V neteii ¢ mpoTaricoM MUTPATBHOTO KJTallaHa HEPEIKO
JMMAarHOCTUPYIOT COYETaHUE C CUHIPOMOM XPOHWYECKOMN
ycranocty. [IpobGa ¢ KapHUTUHOM CIIY>KUT WHAMKATOPOM
HEIOCTATOYHOCTU TPO(MOTPOITHBIX MEXaHW3MOB B PeTy-
JIAIUU JeITeTbHOCTA Ceplia. DHEProTPoITHas Teparvst
KaApHUTMHOM CTAHOBUTCS BaXXKHBIM 3BEHOM KOPPEKIINU
OOMEHHBIX HapyILIeHWI B MHUOKapiae, 0cOOeHHO Ha (oHe
JVCTIIa3UN COEAMHUTENbHON TKaHW. KapHUTWH Ha3Ha-
yatoT B n1o3e 50—75 mr/kr/cyt B TeueHue 2—3 mec. [loso-
SKUTEJTbHBIN 3((EKT OT Teparmu MOATBEPKAAET OOJIBIIYIO
pOJIb BTOPUYHON MUTOXOHAPUATBLHON HETOCTATOUHOCTH
B IaTOreHe3e COeIMHUTETbHOTKAHHOM TVCTIIa3uH.

IMpy Hammuuu uM3MEHEHWI TIpoliecca PeroJsIpr3a-
IIMA Ha D3JIEKTPOKApIUOTrpaMMe TIPOBOAST KYpChl MeTa-
OONMMUYECKUMU TIperiapaTaMy, YIyJIIalolMMKU OOMEHHBIE
MpoLIecChl B MUOKap/e: MaHAHTUH, PUOOKCUH, BUTaAMU-
HoTtepanus, BATaMuH B, 1 1p. KosHsum Q ; yiyuiiaer 6uo-
SHEpreTUYeCKHe TPOLECChl B MHMOKapne W 3(hdeKTUBEeH
MpU BTOPUYHOM MUTOXOHAPUAILHON HEIOCTATOYHOCTH.
B kauecTBe OMONOTMYECKM aKTMBHOW J0O0aBKM KOH3UM
Q10 nHazHauaroT 110 1 TabIeTKe 2 pa3a B AeHb JeTIM C 12 J1eT.

SA.A. MenpaxeBckass 1 coaBT. [31] mpoaeMOHCTpu-
poBan 3(P(HEKTUBHOCTD TepareBTUYECKON MPOTpamMMBbl
JIedeHUsI HapylIeHW pUTMa y TIOAPOCTKOB C TTPOJIATICOM
MUTPAJIBHOTO KjlalaHa ¢ MCIOJIb30BaHUEM JIEBOKapHU-
TUHA, KCTPAaKTa TMHKTO JBYJIOMACTHOTO JIUCTHEB U Tpe-
MmapaToB MarHMsl Ha TpoTsokeHuu 3 mec. OTMevanach
MTOJIOKUTETbHAST IMHAMUKA B BUIE YMEHBIIIEHUS YaCTOTBI
HapylIeHW puTMa y JeTeill ¢ MpoJaricoM MUTPAIBHOTO
KJ1armaHa Ha (hoHe JIeYeHUsI KaK IO JaHHBIM CTaHAApTHOM
SJIEKTPOKAPANOTPAMMBI, TaK M C TTOMOIIBIO XOJITEPOB-
CKOM CUCTeMBbI MOHUTOPHHTA.

IMokazaHusi K Ha3zHaYeHUIO [-anpeHOOJOKATOPOB:
HapyLIEHWsI PUTMa CepAla — 4YacThle KeJyIOYKOBBIE

B MOMOLLIb TPAKTUHYECKOMY BPAYY

9KCTPACUCTOJIBI, 0OCOOEHHO paHHMe, Thrna R Ha T, cuH-
KoTaJbHbIe TPUCTYITHI B aHaMHe3e. [Ipemapar BbIOOpa:
npomnpaHono B go3e 0,5—1 Mr/Kr, Kypc — OT HECKOJIb-
kux mecsiueB. [1pu HapacTatolleit MUTpabHOM HeaoCTa-
TOYHOCTHM Ha3HAyYaloT CepAeYHbIe TJTMKO3MIbI, TTO MOKa-
3aHUSIM — JUYPETUKU U Basoamiaatatopbl. [1pu «Hemoii»
¢dopme Tposiarica MUTPAJbHOTO KJlaraHa OrpaHUYMBa-
JOTCS JISUEHUEM BeTEeTAaTUBHBIX HApYIIIEHUIA.

et 0cBOOOXIAIOTCS OT CIIOPTUBHBIX COPEBHOBAHUIA,
MHUHUMU3UPYIOTCS  TICUXOIMOLIMOHATbHBIE — HATPY3KHU.
Benymiee 3HaueHue MMeeT HeMeEIMKAMEHTO3Hasl Tepa-
Mus: TICUXOTeparusl, (U3NoTeparusi, BOIHBIE TPOLE-
nypel, Maccax, 3aHsatust JIOK, urinopedriekcorepanmsi.
Jns1 MOApOCTKOB € TIPOJIATICOM MUTPaJbHOTO KJlaraHa
pazpaboTaHbl creluaibHble HampaBieHus1 ¢GuTHeca,
OKa3sbIBaIIIMe OJaronpusITHOE BO3NEWCTBUE HA YIIydlle-
HUe paboThl ceplia: muiatec, CTPETYMHL. B ciydae eciu
y MamyeHTa HeT TTePeHOCUMOCTH (hU3UYECKUX HaATrpy30K,
B YMEPEHHBIX KOJIMYECTBAX JOMYCTUMBI 3aHSITHUS CTEM-ad-
poowukoii [32]. [To moka3zaHUSIM MCTIONB3YIOT CeaTUBHbBIC
cpeacTBa (HAcTOWKa BaJiepraHbl C ITyCTBIPHUKOM W JIp.)
U aHKCUOJMTUKM (CemyKceH, TasenaM, (eHuOyT U ap.).
HasHaueHust periaMeHTUPYIOTCSI C HEBPOITATOJIOTOM.

OOcyxmasti JiedeHUe TIpu TpoJiarnce MUTPATIbHOTO
KJ1araHa, HeoOXOAMMO YeTKO TPEACTaBIsiTb, YTO IeMO-
IUHAMWYECKM 3HaunMMoe (C TIpU3HAKaMU CepaevHoi
HEIOCTaTOYHOCTH) MpoJjiabMpoBaHWe — IOPOK cepalia,
TpeOyrolIuii Xupyprudeckoin Koppekuuu. Ciaydyau ore-
pPaTMBHBIX BMEIIATEIbCTB B PaHHEM IETCKOM BO3pacTe
eIUHUYHBI U B OOJNBIIMHCTBE W3 HUX HMEETCI Ipy-
rasi KapavajbHasl TaTOJIOTUsI, TakxKe TpeOyrolas Kop-
pexuuu. Takue OOJbHBIE NOIKHBI OBITH CBOEBPEMEHHO
HarmpaBJIeHbl K KapIUOXUPYPTY.

IIpodunakruka. ducnaHcepuzauusi neteil ¢ Mpo-
JIaTicOM MUTPAJIbHOTO KJjaraHa OCYIIEeCTBIsIeTCs 2 pasa
B ro. [let Hy>XIalTcsl B MPOBENEHUU BJIEKTPO- U 9XO-
Kapauorpaguu 2—3 pas3a B rofl B COYeTaHUN C KOHCYJIb-
Taluyeil HeBporarosora, rcuxosora. [1pu Hemoii popme
MpoJjiarica MUTPAJIbHOTO KJalaHa JI0CTaTOYHO ITOKa3bl-
BaTh peObeHKa Bpauy | pa3 B roji ¢ MpOBeIeHUEM IXOKap-
nuorpaduu.

JetsaM c mpoJlaricoM MUTPAJbHOTO KJjlaraHa ToKa-
3aHbl CAaHATOPHO-KYPOPTHOE JieUeHUEe, KypChl (Pu3noTe-
panuu (2seKTpodope3 ¢ MmpenapaTaMu MarHusi 1 6poma,
Maccax TapaBepTeOpalibHbIX 30H, WUTII0pedIeKcoTe-
panust). MckimoueHue COCTaBISIIOT JMIia M3 TPYTIIbI
BBICOKOTO M OYe€Hb BBICOKOTO PHMCKa Pa3BUTHUS OCIOXK-
HeHuil. K HUM OTHOCSTCS IeTH M TTOAPOCTKM (X MaJio)
C HAJIMYME CUCTOJIMYECKOTO IeJTYKa U TTO3MTHET0 CUCTO-
JIMYECKOTO IIyMa, TIyOMHOU mpoJsarica mo JaHHBIM 3X0-
Kapauorpaguu 6ojee 12 MM, MUKCOMATO3HOI JeTeHe-
paumeir I1-III cremeHu, MuTpasbHON perypruTanueit
II—III cTeneHu, HanTMYMEeM apTepuaIbHON TUIIEPTOHUH,
MeplaTeJIbHOW apUTMUM, CepACUYHON HEI0CTaTOYHOCTH.
TakuM JeTsIM PEeKOMEHIYIOTCS JKEeCTKOe OTpaHudYeHHe
(Gu3nYecKoil aKTUBHOCTHU, TpOPUIaAKTUKA WHQEKIIMN-
OHHOTO 3HJ0KApAUTa U TPOMOO3IMOOIMYECKUX OCIOXK-
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Ipueopwes K.H. u coasm. [ponarnc MUTpaTbHOTO KJIaTIaHA: IPABUIILHO JIU MBI TOHMMAEM CYTb TIPo0ieM Y KOHKPETHOTO pebeHKa?

HEHMI B COOTBETCTBUU C TMPUHSTHIMU TPOTOKOJAMM,
KOHCEpBAaTUBHOE JIeYEHUE OCJOXHEHUI, TeMOInHAMM-
YeCKMX PacCTPOMCTB, BKIIIOUASl XMPYPIUUECKUE METOIbI
(KJIarmaHCOXpaHsIoIIKE MIACTUYECKHEe ONepalvuy U Mpo-
TE€3UPOBAHUE MUTPAJILHOTO KJIaMaHa).

[IpennKTOphl CUHAPOMA BHE3aIMHOW CMEPTU Y 0OOJIb-
HBIX JaHHOW KaTerOpuM: TPEAIIeCTBYIOIIME CUHKOIIe
W JTUTIOTUMMSI, TIPU3HAKU TTAHCHUCTOJIMYECKOTO TIpoJarca
MUTPAJIBHOTO KJIallaHa C BbIPaKEHHOW peryprurtaiuei
00 AuchyHKUIMEH XeJIyaIouKoB, TTPUCTYIBI XKeJTya04u-
KOBOW TaXWKapAuu, IKCTPACUCTOJIMSI BBICOKMX Tpajia-
Ui, CUHAPOMBI yIJTMHEHHOTO nHTepBaia Q—T u mpex-
JIEBPEMEHHOTO BO30YKICHMSI XKEJTyTOYKOB C TIPUCTYIIaAMU
HaJIXKeJTyTOUYKOBOW TaxvuKapaIuu WM MeplaTeJbHOMI
apuUTMUU TIpM BBICOKOW YacTOTe CepAeYHBbIX COKpa-
meHuit. CBoeBpeMeHHasl TUarHOCTMKAa WM TPOBEICHNE
KOMIUIeKca Mpo(pUIaKTUIECKUX MEPOTIPUSITUI peabHO
MOTYT TIpEAYTPEAUTD Yy OOJILHBIX 3TOM KaTeropuu pa3Bu-
THE OCJIOXXHEHU 1 ONITUMU3UPOBATH ITPOTHO3.

3akntovyeHue

MuHyno 6osiee ToJlyBeKa ¢ MOMEHTa TEePBOTO OIMK-
caHUd IpoJarca MUTpaIbHOro KiarnaHa. Kakue BhIBOIbI
MOXHO caenath? [ToaBeaem uToru:

* M30JIMPOBAHHBIN (MCTMHHBIN) TIPOJIATC MUTPATb-
HOTO KJlalaHa MMeeT AOCTATOYHO OOJIbIlloe 3HaYeHUe
B TMOMyJSIIMM KaK CaMOCTOSITeJIbHOe 3aboseBaHue,
MOXKET COUeTaThCsl ¢ HAJIMYMEM WM OTCYTCTBHEM BOB-
JICYEHHOCTU COEIVMHUTETbHON TKaHU (He B BUAE CUH-
npomal), HO 3TO He BJIUSET Ha ero TeYeHUe U MPOTHO3;
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