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Junamayuonnas kapouomuonamus — Hauboaee pacnpocmpanenHas opma KapouomMuonamuii, CmMpe4aro-
wuxcs y demeil, XapaKkmepuzyouascs pacuupenuem Kamep cepoya, pe3Kum CHUICeHUeM COKpamumocmu
Muokapoa c bblcmpuim pazeumuem cepoeyHoil HedoCmamo4HOCM.

Kaunuueckue npusnaku 3a601e8aHuUs 4ACMO NOABAAIOMCS GHE3ANHO, 8 GUOe CUMNIMOMOE cepieuHoll Hedo-
cmamo4Hocmu U Hapyuenuil pumma.

Cyuwecmegyroujas ghapmakonoeuteckas mepanus NO36045em cMaduAU3upo8ams cocmostue 604bH020, HO He
npedomepaujaem e2o npozpeccuposanue.

Cmpemumensroe pacuiupeHrue noaocmeii cepoya npueooum K OmHoCUmMenbHOl HedoCmamo4HoOCmu ampuo-
BEHMPUKYASPHBIX KAANAHO08, YMO euje 6oabule ycy2ybasem meueHue cepdeuHoil Hedocmamournocmu. B ma-
KUX cAy4asx Hepeoko npuxooumcs npubeeamo K Xupypeuveckum mMemooam ae4eHus — KoppeKyuu KAanan-
Holl Hedocmamounocmu (NAACMUKAQ UAU Npome3uposanue), nepecadka 0oHopckoeo cepoua. [lpoenos npu
OdanHoM 3a001e6aHUU cepbe3Hblil, 00HAK0 00CMAMOUHO YACMO 0CIMAaemcsi HenpeocKkasyemoiM 6 OMHOueHUU
NpoooANCUMENbHOCIU U KA4eCMBa JHCU3HU NAUUEHMO8.

B dannom coobuwenuu paccmampueaemcesi cAy4ail YcneuHo2o npome3uposanus MUmMpanbHo2o KAanama c 00-
HOBPeMEHHOU UMNAGHMalyUell pecuHXpoHU3Upyouleco ycmpoiicmea y pebenka ¢ ouaamayuoHHol Kapouo-
Mmuonamuei.

Karoueswie croea: duramayuonnas KapouomMuonamus, npome3upoeaniie MumpaibHo2o KAanand, pecun-
XPOHU3UpYyowas mepanus, cepoeunas HedocmamoyHoCmb
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Dilated cardiomyopathy is the most common form of cardiomyopathy which found in children, characterized
by an expansion of the heart chambers, a sharp decrease in the contractility of the myocardium with the rapid
development of heart failure.

Clinical signs of the disease often appear suddenly as the symptoms of rhythm disorders and heart failure.

In this time pharmacological therapy is used for stabilize the patient's condition, but it doesn't prevent the pro-
gression of the pathology. Heart chambers enlarge quickly. It leads to relative valves insufficiency, which fur-
ther aggravates the course of heart failure. In such case, it is often necessary to resort to surgical methods of
treatment, such as a correction of valvular insufficiency (repair or replacement), or donor heart transplanta-
tion. The prognosis for this disease is serious, but it often remains unpredictable in relation to the duration and
quality of life of patients.

This report discusses a case of successful mitral valve replacement with simultaneous resynchronizing device
implantation in a child with dilated cardiomyopathy.

Keywords: dilated cardiomyopathy, mitral valve replacement, resynchronizing therapy, heart failure

BBenenue

HunatanuonHass Kapauomuornatust (JKMIT)
XapaKTepu3yeTcsl TIEPBUYHBIM TTOPaAXKEHUEM MUO-
Kapja, pa3BUBAIOLIMMCS BCJIEICTBUE BO3IEUCTBUS
pPa3IMYHBIX T'E€HETUYECKUX UM HEreHETUYECKUX
(hakTOpOB, U OOYyCIOBJIEHA BBIPAXKEHHOM nuiaTa-
LIMEN KaMep cepilla coO CHUXKEHUEM CUCTOJINYeC-
KO (DYHKIIMU JIEBOTO U IMPABOTO XEJYIOUKOB U
JMACTOJINYECKON AUCHYHKIMEH pa3IndHOi CTe-
neHu. 3aboneBaeMocth JIKMIT y neteit coctasisier
6 ciydaeB Ha | MiH Hacenenns. [1o mTaHHbBIM Mex-
JlyHApOJIHOTO MeIUaTPUIEeCKOro perucTpa Kapamo-
MMOTIATUI, S-JIETHSISI BBKMBAeMOCTb AeTel ¢ Xpo-
HUYECKOI cepreuyHoii HemocTaTouHocThio (XCH)
cocrasisieT 50% [1].

CylIecTBYIOT pa3IMuHbIe TUIOTE3bl MPOUCXOXK-
JeHUs TUJIaTallMOHHOW KapAMOMMUOTATUM, TEM He
MeHee B MOCJeHUE TOJbl BCe Yallle BbICKa3blBaeT-
cs1 MHEHUE O MYJIbTU(AKTOpHUaJIbHOM reHese 3a00-
JneBaHMsl. K hakTopam, BOBJIEUEHHBIM B TTaTOTeHE3
JKMII, otHOCATCS BUpycHast UHGpEKIIUs, OeicT-
BUE TOKCMHOB, ayTOMMMYHHbBIC U MH(UIBTPATUB-
Hbl€ MPOLECCHI, TEHETUYECKasl MpPelpacioyiokeH-
HOCTb. CTPyKTYpHO-(DYHKIIMOHATBHOE PEeMOICIN-
poBaHue cepaua npu JKMII nwoboro reHesa
XapakTepusyeTcs AujiaTallMeld Bcex KaMmep cepila,
pa3BUTUEM HEIOCTaTOYHOCTU aTPUBEHTPUKYJISIP-
HBIX KJIAaIlaHOB M BO3HMKHOBEHHEM (PUOPO3HBIX
nsMeHeHuit B muokapae. I[pu JIKMII noctatouHo
4yacTo pa3BUBaeTcs (PyHKUMOHAIbHAS MUTpaIbHas
peryprutanusi (MP) u3-3a HemoHOI KoamnTaluu,
BbI3BAHHOU U3MEHEHUEM B arlnapare MUTPaIbLHOTO
kinanaHa (MK) u usMmeHeHHOI reoMeTpueii xKey-

JIOUKOB. Bo3HUMKaeT NaTOJOTMYECKUIl KpYT,
npu KoropoM MP BBI3BIBaeT majbHeilIee paciin-
peHue Kojblla, nporpeccupoBaHue MP u nuc-
¢yukuio esoro xeaynouka (JIXK). Fernandes F.P.
et al. B uccaenoBaHUM, B KOTOPOE ObUIM BKJIIOUEHBI
42 pebenka ¢ upmoriatmyeckoit JJKMII, mpone-
MOHCTPUPOBAIN, YTO TsKecTh M P ObL1a He3aBUCH-
MbIM (AaKTOPOM PHCKa YXYAILIEHUS KIMHUIECKOTO
craryca U CMepTeSIbHbIX UCXO0A0B [2].

CyuiecTByioliass MeIMKaMEHTO3Has Tepanus
o6onbHbIXx JKMII HampaBieHa Ha KOPPEKIIUIO
u npodunaktuky XCH, HapylieHuii putma cepaia
1 TpoMO0aMOOMHU. JlnarHo3 auaaTalMoHHast Kap-
IVMOMUOIIATUS SIBISIETCSI HanOojee pacIipocTpa-
HEHHbBIM TTOKa3aHUEM JIJIsI OPTOTONMNYECKON TpaHC-
mwrantaunu cepaua (OTC) y meTeit ¢ TepMUHAIIb-
HOI cepreuyHoi HemocTtaToyHocThio [3]. OmHako
CYIIECTBYET psifi (paKTOPOB, KOTOPbIE OrpaHUYMBa-
IOT MIPOBeJAeHMEe NaHHBIX OIlepalluii: IIpobaeMa 10-
CTYITHOCTU JOHOPCKHUX Cepiell, HeoOXOAUMOCTb
MOXM3HEHHOr0 MpreMa PeLUIMeHTaMd UMMYHO-
CYIPECUBHBIX TIpernapaTroB, 00JagalolInX pa3iny-
HBIMU MOOOYHBIMU 3hPeKTaMU, a TaKXKe OrpaHU-
YyeHHas1 IIPOJOIKMTEIILHOCTh XXU3HU OOJIbHBIX
C mepecaXeHHBIM cepaieM [4].

JOCTYITHOCTh AETCKMX TOHOPCKUX CEpALL] Orpa-
HUYEHa BO BCEM MUPE M3-3a HEITOJHOCTbIO peIlIeH-
HBIX 3aKOHOJATeJbHBIX U MOPaJbHO-3TUYECKUX
npobJieM, YTO JejaeT HeOOXOAUMBIM ITIOMCK allb-
TepHAaTUBHBIX MeTomoB yieueHus npu JKMII. Cy-
LIECTBYIOIIME MNyOJMKALMKU, AEMOHCTPUPYIOIINE
pe3yJbTaThl TAKUX HETPAHCIUIAHTALIMOHHBIX METO-
noB koppekuuu JKMII y mereit, Kak KOppeKLus
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MUTpPAJIbHOM HENOCTaTOYHOCTU W/WIM B cOYeTa-
HuUM ¢ pekoHcTpykuueir JIZK ocHOBBIBaroTCs Ha
HeOOJIbIINX CepUsiX TalMeHToB. [IpeacTaBaeHHbIN
KIMHUYECKMIA CIy4ail MUTPAIBLHOTO IIPOTE3UPO-
BaHUS C OJHOBPEMEHHOMW MMILIAHTALUEN PECUH-
XPOHM3UPYIOLIETO YCTpolicTBa y pedenka ¢ JIKMII
MOTOJIHSET KJIMHUYECKUIA OIBIT XUPYPTrUUeCKOro
JICUCHUS] NTaHHOW KaTeropuud OOJIbHBIX U Tpe.-
cTaBisgeT coOoif MaTepuan [Jisd JajdbHEHIIero
HaOII0ICHUSI.

Onucanue ciydad

[MauumenTtka ®., 5 net, poct 114 cM, Macca Te-
na 16 xr, noctymwia B HMUIL CCX um. A.H. Ba-
kyjeBa B 2008 . Ponutenu pebeHKa NpeabsBisiiv
2KajoObl Ha HEOOJIBIIYIO ONBIIIKY Y peOeHKa Ipu
(buznueckoii Harpyske, U30bITOUYHYIO MOTJIMBOCTD,
TTOBBIIIIEHHYIO YTOMIISIEMOCTh. JlaHHBIE aHaMHe3a:
pedeHok ot I 6epeMeHHOCTH, MPOTeKaBIIEH ¢ TOK-
CHKO30M B T€UeHME TIEPBBIX 8 Hell, OlleHKa IT0 Ar-
rap 9/10 6aioB, Bec mpu poxaeHuu 3340 Mmr, poct
50 cm. Jletckumu nHpekuusiMu He 6ojesia. OPBU
1—2 paza B rox. B Bo3pacte 1 roma pogurenn otMme-
yaju MoTepro B Bece, Takxke B Bo3pacTe | rojga Ha
¢one OPBU mosBunvch BIIaXKHBIN Kallenb, ¢hed-
pUJIbHAS JMXOpaaka B TeYeHHe HEeCKOJbKUX JTHEH,
pBorta. [1pu npoBeaeHUN o0CaeI0BaHMS BbIsSIBICHA
KapauoMeranus. BeictaBieH auarHos: JIKMII
C BbIPaXXEHHBIM CHUXKEHHUEM COKPATUTEIbHOM CI0-
cobHocTn Muokapa (¢ppakuus Beiopoca (PB) JIK
34%). [1onyyana MeIMKaMEHTO3HYIO T€PaIuIO: 1 -
TFOKCHUH, KannoTeH, TpoM00 ACC, BepoimnupoH, ¢y-
pocemu, 6e3 CyIIeCTBEHHOIO YBEJIMUEHUST COKpa-
tuteabHoO# pyHkimu JIZK. B Bo3pacTte 2 et K Tepa-
MY TIONKJTIOYEH TUIaTPeH .

JlanHble uHCMpyMeHmanbHbIX Memooos
npu nocmyniexuu

Onexrpokapauopadus (DKI): putm cepana
CUHYCOBbI/i. YacToTa UMITyJIbCOB B MUHYTY
87 yn/muH. PQ 190 mc, QRS 158 mc. [TonaHas 6i10-
Kaja JieBoii Hoxxku nmyuka Iica (JIHIIT). 2Kenynou-
KOBasi 5KCTPACUCTOJIHSL.

ITo manubIM 3xokapauorpacdun (DxoKI'), mu-
HelHbIe U 00BbeMHbIe MoKazaTean JIZK: KOHeUHbIH
cucronnueckuii pazmep (KCP) 5,0 cm, KoHeUHBIH
nuacronmnueckuii pasmep (KIP) 6,0 cMm, koHeu-
HbIlt cuctonmueckuit oobeM (KCO) 113 M, 173 mi,
DB 34%.

MutpanbHbiii knanan (MK): 3aansist Mutpaiib-
Hasl CTBOpPKA yKOpOYeHa, TeJO MepeaHell MUTpaib-
HOW CTBOPKM JUIMHHOE, CTBOPKA YIJIOTHEHA, YTOJIIE-
Ha 1o Kpato, npojadbupyetr. HenosiHast KoanTauusi,

IraMeTp HecMbIKaHus 6—7 mMm. LLupuHa cTpym pe-
ryprutaiuu 7—8 mm. ®ubposHoe Konbo 31—32 MM,
peryprutanust Ha MK 3—4 cr. PacueTHoe naBie-
Hue B npaBoM xenynouke (I12K) 45 mm pt. cT. Ton-
IMHA MeXcKeaynoukoBoil meperopoaku (M2KIT)
I2K 5—6 MM, muddy3HBIN THITOKIHE3 cTeHOK JI2K.
OTKpbITOE OBaJIbHOE OKHO.

[To naHHBIM peHTreHorpaduu rpyIHON KISTKU:
JIETOYHBIN PUCYHOK YCHJICH 3a CYeT BEHO3HOTO 3a-
crosi. HavanbHble MpoOsIBAEHUST JIETOYHOM THUIIEp-
TeH3un. KopHu JeTkux cTpyKTypHBl. KapanoTtopa-
KanbHblld uHIeKC (KTH) 65%. YBeauueHsl Bce OT-
nenabl cepana. CocyaucThlii MydyoK He U3MEHEH
(puc. 1).

[To maHHBIM CUMHTUTpaGUU MUOKaApIAA: CLUH-
TUTpadrIecKre TPU3HAKA YMEPEHHOTO CHIKEHUSI
nepdy3un Muokapaa JIZK B obmacTu BepXylLIKH,
nepeaHei (BepXylleuyHble W CPEeIHUE CErMEHTHI),
3agHeit M2KII (cpenHue cerMeHTbhl) ¢ YaCTUUYHBIM
3aXBaTOM BEpXYIIEYHbIX CEIMEHTOB IepeaHel
creHku. Ilnomanb mep¢y3MOHHBIX HapyIICHUI
nopsiaka 11—13%.

BroictaBnen nuarnos JIKMII noctmMuoxkapanT-
YeCcKOro (BUPYCHOI'O, TOKCHMYECKOI0) TIeHe3a CO
CHIKEHUEM COKpaTUTeNbHOM crocoOoHocTn JIZK
(DB 34%). Henocratounocts MK 3—4 ct. Hapy-
LIEHWs pUTMa cepaua: nojHas Onokama JIHIITL
KenymoukoBast akcrpacucroiauss 1—II rpymmbr 1mo
Lown—Wolf B Moaudukannu Ryan.

Omepauuto (xupypr — axkagemMuk PAH
JI.A. bokepus) MpoBOAWIN B YCIOBUSIX UCKYCCT-

Puc. 1.

PeHTreHOBCKMIA CHUMOK II€pel OIepaLuei.
Ipu3HAKK BEHO3HOTO 3aCTOSI, CEPALIE YBEIMUYEHO B Pa3-
Mmepax, KTHU 65%
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BeHHOro KpoBooOpaiueHusi (MK), runorepmuu
U (apMakoxoJoa0BONM KapAUOTJIEIrUU JOCTYIOM
yepe3 CpeAMHHYI0 cTepHOTOMUIO. JlocTynm K MUT-
panbHOMY KjamaHy 1o l[upagony. IlIpu peBusuu
nosioctu JIZK oTMeyaeTcst BbIpaxKeHHbIH pudpos-
nacto3 s3Hpokapnaa JIZK. CrBopku MK pesko ym-
JIOTHEHBI, IeT€HEPATUBHO U3MEHEHbI. BhImnoJiHe-
HUE MJacCTUUYECKOU oIllepalluu TpeacTaBiseTcs
HeBO3MOXHBIM. CTBopku MK mcceueHbl ¢ ocTaB-
JICHUEM TIOAKJIAMaHHBIX CTPYKTYp 3adHEN CTBOP-
ku MK. TTpousseneHo nporesuposaHue MK npo-
te3oM SORIN Neo 27 (puc. 2). IIpu npoBeneHuun
TUAPOAMHAMUYECKON TMpoObl 3amuparebHast
¢dyukumsa TpexctBopuaToro kinamnaHa (TK) ymos-
netBoputenbHasd. [Tocne okonuanuss MK Beimos-
HeHa MMIUIaHTauus 3 0M(pOKaJIbHBIX 3JIEKTPOIOB
IS MOCTOSIHHOM ctumysisiunu cepaua: JIK, TTXK,
npaBoro Tpeacepausi. DIAEKTPOAbl BbIBEACHBDI
B c(hopMUPOBAHHOE JIOXKE HA MepeaHei OPIOIIHOM
CTEHKE 10 JIEBOI CPeTHEKIIOUMYHON JIMHUM, Kya
nmiiantupoBad DKC B pexume DDD. Bpems
MK cocraBmio 135 MuH, IiepexkaTtue aopThl —
72 MuH.

ITocneonepaliuOHHBI TIepuoa 0e3 OCIOXKHE-
Huii, nponokeHa Tepanus XCH. ITo KOHTpoJb-
Hoit OxoKI: KCO JIZX 75 ma, KO JIXK 124 wmui,

®B JIK 40%. IIukoBbIi TpaIWeHT OaBICHUS Ha
MUTpPaAJbHOM IIPOTE3€ COCTAaBMJI 5 MM PT. CT.,
cpeaHuii — 2 MM pT. ¢T. [1o JTaHHBIM peHTTeHorpa-
¢uu oTMeuaeTCcss yMEHBIIEHUE pa3MepoB Cepalla.
BoinucaHa B ymgoOBJIETBOPUTEIBHOM COCTOSIHUM
noJ HaOJ0JeHWe Kapauoaora Mo MecTy XUTeJb-
CTBa C PeKOMEHAALUMSIMU MPOIOJIKUTh TePAIIUIO;
BapdapuH, 1UIaTpeH I, BEPOLITUPOH, MOHOIIPUJI,
nurokcuH. Yepesd rom mocie omnepauuu: KO
104 M, KCO 51 mu, @B 50%. CocrostHre ynoB-
JIETBOPUTENIBHOE, TIPOIOIKEH TIPUEM IMIaTpeH Ia,
BEPOLINTMPOHA.

B cpok HabGmoneHusT yepe3 6 JIeT Imocie omnepa-
LIV BBINIOJTHEHA 3aMeHa PEeCUHXPOHU3UPYIOLIETO
ycTpoiicTBa. MakcUMaJlbHBIN CPOK HaOJIOACHMS
12 net (2020 1.): poct 172 cM, macca Tena 77 KT,
1 ¢dyHKUMOHANBHBIN KjJdacC HEZOCTATOYHOCTH
kpoBooOpameHus mo NYHA. ITo garaeiM DxoKI
(mo Cumricon): KCO 66,0 ma, KJO 124,0 wmu,
yaapHbiii 0obeM 58,0 M, @B 50%. [IBukeHue 3a-
MMUpaTeIbHBIX 3JIEMEHTOB MEXaHMYECKOIO IIPOoTe3a
€ JOCTaTOYHOM aMIuIMTynoi. ITapanpoTre3Hpix no-
TOKOB He BBISIBJIeHO. [TMKOBBII TpagueHT COCTa-
BWI 17 MM PT. CT., CPEIHUM TpaEeHT — 8 MM PT. CT.
Perypruraiiusi Ha TpexcTBOpYaTOM KJiarlaHe COOT-
BETCTBYET | CT.

Puc. 2. UaTpaonepanmonHoe ¢oTo:

a — TIpY PeBU3UU MUTPATBHOTO KJIariaHa BEIPasKeHHOE YIIOTHEHWE
c¢tBOpoK, 3MC orpaHuyeHa B MOJBMXXHOCTH 3a CYET IMOJKJIANaH-
HBIX CTPYKTYP, BbIpaXXeHHbII hribpoanacto3 sHaokapaa JIK u JIIT;
6 — CTBOPKM MCCEYEHBI, U HaJloXeHbl [1-o0pa3Hbie 1miBbl Ha DK
MK. BeipaxxeHHBI (prOpoa1acTo3 3HA0KAPAA; 6 — UMILUIAHTUPO-
BaHHbIe TpU OMboKaIbHBIX 251ekTpoaa K JIZK, TT2K, TIIT
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[To maHHBIM peHTTeHOTpadUU TPyTHON KIICTKH,
pasMephbl cepjilia CTaOUIbHbI, UH(MUIBTPATUBHBIX,
0YaroBbIX UBMEHEHUI B JIETKUX HET (puc. 3).

[lo maHHBIM TKaHEeBON momTieporpaduy TaH-
HBIX 3a JuccuHXpoHMIo HeT. ITo manHbiM DKI ot
11.10.2019 r: put™ cepana HaBs3aH OT OMBEHTPHU-
kyJisipHoro ctumyJsTopa (BBC) B pexxume DDDR.
YacroTa UMITyJIbCOB B MUHYTY 96 (puc. 4).

Beimucana ¢ mpomoKeHWeM MeTMKaMeHTO3-
HOW Tepanuu: KapBeAWao (IUaaTpeH ), alleHOKY-
MapoJi (CUHTPOM).

O6cyxaenne

JunataliMoHHass KapAMOMHUONATUsl — OJHA W3
pacnpocTpaHEHHbIX KJIMHUYECKUX (DOpM Kapauo-
MMOIIATUI y JeTell, KOTOpas XapakTepusyeTcs Iu-
JlaTalei XenyI04KoB, CHUXKEHUEM COKpaTUTEe b-
HOII CIIOCOOHOCTHU cepila M pa3BUTUEM TsIKEIOM
cepleuyHoOll HemocTtaToyHOCTH. HecMoTps Ha To,
YTO MOJAPOOHO U3YyUYEHbI Pa3IUUHbIE STUOJOTMYEC-
Kue dakTopsl, MpuBoAgine K passutuio JKMII,
Yy 3HAUUTEJbHON YacTU MALMEHTOB C JTOKYMEHTH-
pOBaHHBIM 3a00JIeBaHMEM HEBO3MOXHO BBISIBUTD
OYEBUIHYIO TPUYMHY.

?'.

Puc. 3. PenTreHoBCcKuii CHUMOK 4yepes 11 jieT rmocsie orne-
pauuu. OTMeuaeTcsl yMEHbIIEHUE pa3MepoB cepilia,
KTH 46%

B nutepatype 00 wuaumonatuyeckoin Qopme
JKMII coob1aercst mpuMepHO B 2/3 ciiydaeB y Jie-
teit [3, 5, 6]. Oona u3 npuunH JKMII y gereit —
MUOKaPINUT, KOTOPBI MOXKET ObITh PA3TUUHON 3TH-
oJiorur. BUupycHbIif MUOKapIUT SIBJISIETCS] BaxKHOM
M 4acTo Hepacno3HaHHoU npuunHoil JKMII, ox-
HaKo HauboJiee YacThble BUPYCHbBIC areHThI, TIPUBO-
NSIIIME K pa3BUTUIO MUOKApAUTa y IeTeil, — 3TO 9H-
TepOBUPYC, aJeHOBUpYC, MapBoBupyc B19 [7-9].
bakrepuanbHasg NpUUMHA Pa3BUTUS MUOKapAWTa
B COBPEMEHHOM MUpPE BCTPEUYAETCS] HAMHOTO peke,
yeM B IepBoii mojioBuHe XX BeKa, OJHAKO U CEero-
ITHSI JIF00OI GaKTepuaabHbIi areHT MOXET BbI3BaTh
pasButue muokapauta [10]. K unciay HemHpekm-
OHHBIX TPUYMH PAa3BUTUS MUOKAPAUTOB OTHOCSITCS
aJlJIepruuecKre, BO3HMKAIOIIME IOCe BEICHMUS
BaKLWH U Pa3IUYHbBIX TIPEMapaToB U OOJIE3HU CHUC-
TEeMHOW COENUHUTENbHONW TKAaHU C MUMMYHHBIMU
HapyLICHUSMU.

[TporHo3s y aeteit ¢ IKMIIT HeGnaronpusiTHbIA.
CyliecTByOIINE TPUHIUIIBI MEeIUKAMEHTO3HOM
teparmuu XCH y gereit ¢ JKMII cdopmMupoBaHbI
Ha BKCIEPTHOM KOHCEHCYCE CITeIUaIUCTOB, HOCSIT
B CBO€Ii OCHOBE MAJUIMATUBHBLIA XapakKTep U Ha-
npasjieHbl Ha Koppekuuio cumnromoB XCH u nipo-
(GuIaKTUKY HapylleHWi puTMa cepala u TpoMOo-
9MOOJIUMN.

Hamuaue MP y neteit ¢ IKMII accoummnpoBaHo
C YXyALIEHUEM TeueHUs 3a00JIeBaHUSI U SIBJISICTCS
He3aBUCUMBIM (DaKTOPOM pUCKa MJis TOKa3aHUsI
K OTC [2]. ITo naHHBIM perucTpa MexmyHapoaHo-
ro o0uIecTBa Mo TpaHCIJIAHTAIMM Ccepilia U Jier-
KUX, €XEroJHO BO BCEM MUpPE MPOBOIUTCS OKOJO
600—700 geTcKuUX orepaliuii 1o rmepecaake cepala,
YTO COCTaBJISIET OKOJIO 12% OT 006I1Iero 4ncia Bbl-
MOJHEHHBIX OoMepaluii mo nepecaake cepaua [11].
®dakropamu, caepxuBalomumu nposeaeHre OTC,
SIBJISIIOTCSI OTPAHWYEHHAs IOCTYITHOCTh JOHOPCKUX
cepaell, MOXU3HEHHBIN MpueM peluneHTaMu UM-
MYHOCYIIPECUBHBIX IIpeIrnapaToB, 00J1aJarolInx
pa3IMYHBIMUA TMOOOYHBIMU 3d@deKTaMUu, a TaKxKe
CHUXEHHas TTPOJIOIKUTENbHOCTD XKU3HU OOJIbHBIX
¢ repecaxkeHHBIM cepaiem [4].

Puc. 4. Dnexrpokaparorpamma:

a — CUHYCOBBI PUTM C TTOJTHOM OJIOKAI0i Jie-
BOI HOXKM Tydka [uca; 6 — puT™M ¢ HaBS3KOit
ot bBC
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B Hacrosiiee BpeMsi MUPOBOIi OIBIT TPUMEHe-
HUS aTbTePHATUBHBIX XMPYPIUUIECKUX METOMIOB Jie-
yenust JIKMII y neteil cKyaeH M CyIIeCTBYIOIIME
COOOIIIEHNST OCHOBBIBAIOTCS HA HEOOJIBIITNX CEPUSIX
nanueHToB. Daisuke Kobayashi et al. B cBoem
WCCIeIOBaHUM TIPOBEJU 0030p JUTEepaTypbl He-
TpaHCIUIAHTALIMOHHBIX MeTonoB JjedyeHus JIKMII
y JeTeid, BBIMOJHEHHBIX B Pa3JIMYHbBIX LIEHTPax
mupa [12]. Becero nposeneHo 34 onepauuu, KOTO-
pble BKJIIOYaIM: mpoTe3upoBaHue MK, miactuuec-
kue ornepaiu Ha MK, 1 /uiau peKOHCTPYKTHBHbIE
onepauun Ha JI2K. CpegHuii Bo3pacT Ha MOMEHT
XMPYPIrUYIEeCKOTO BMEIIATeIbCTBA COCTaBMI 26 Mec
(ot 3 nHeii no 10,9 ner). llectHaauaTh nereii repe-
HECIU TTacTuyeckue onepau Ha MK; 7 manueH-
TaM MpPOBOAeHA YaCTUIHAST BEHTPUKYyIoTomMus JI2K
n maactuka MK; 5 mauumeHTaM — u301MpoBaHHAasK
yactTuyHas pe3exkuus JIK; 5 mamueHtam — npote-
3upoBaHue MK. Cpeau HUX 2 1eTSIM BbIIIOJHEHA
noBTopHasi Koppekuusi MK, nBouM MNpoBeaeHO
npore3upoBanne MK mocie paHee BBHIIIOJIHEHHOM
mactuku MK u 2 nanyeHTam mnocje paHee mpoBe-
JIEHHOM YaCTUIHOM BeHTpuKyinoromun JIK — mpo-
tesupoBanne MK. CpenHsisg TpoIoJKUTEILHOCTh
HaOoneHust coctaBuiaa 7 mec (ot 1 Hemenau 1o
17 net), ypoBeHb JeTaabHOCTH — 15% B CpOKHM OT
20 nHeii mo 2 mMec 1ociie onepaunu. OguHHAALIATA
(33%) neram nposeneHa OTC B cpoku oT 1 Mec o
2,3 roza 1ocJjie paHee BBIITOJHEHHOI0 XUpypruyec-
KOro BMelllaTeJbcTBa. B maHHbBIX cliydassx HeTpaHC-
TJIAHTALIMOHHBIE BMEIIATeIbCTBA YK MOCTOM
Kk OTC ¢ goctatouHO# 3(h(HeKTUBHOCTHIO (BBIKU-
BaeMocTb 51% 6e3 OTC).

IIpoTtesupoBanue MK gaBisieTcsl €IUHCTBEH-
HBIM XUPYPTUYeCKUM BapMaHTOM, KOTJa HEBO3-
MOXHO MPOBeNeHNE PEKOHCTPYKTHUBHBIX OTeparuii
Ha MK. OngHako nporte3upoBaHue MK — ciioxHast
3ajJa4ya y MaJIEHbKMX JETEe M3-3a OrpaHMYECHHOM
JOCTYITHOCTU TTPOTE30B aJicKBaTHOTO pa3Mmepa, He-
00XOIMMOCTH B aHTMKOATYJISIIIUA W TIIOXMX OTHA-
JIEHHBIX pe3yiabTaToB [13, 14].

B npencraBieHHOM KJIMHUYECKOM cllydyae y pe-
OeHka B Bo3pacte | roga nuarHoctupoBaHa JIKMIT
CO CHMXEHMEM COKPaTUTEJbHOW CMOCOOHOCTHU
cepila M yMepeHHol peryprutauveir Ha MK.
[TpuuuHa pa3BUBILIErocsl 3a0ojieBaHUs 0 KOHILA
He sIcCHa. AHAMHEeCTUIeCKIE JTaHHbBIE YKa3bIBAIOT Ha
TO, YTO HauboJiee BEpOSITHON MPUIYMHON pa3BUTUS
JAKMIT y pebeHKa siBIsIeTCSI BAPYCHBIN MUOKAPAUT
HECMOTpPSl Ha TO, YTO UAEHTU(PUIIMPOBATH OCHOB-
HOro BO30yauTessl BUPYCHON WMH(pEKUMU He yaa-
nock. EcrecTBeHHOE TeueHMe 3a00IeBaHUST XapaK-
TEPU30BATIOCh IMPOrPECCUPOBAHUEM MUTPATBLHOM

HEJIOCTATOYHOCTU OT YMEPEHHOM J0 TSXKEIOW, He-
CMOTpS Ha JUIMTEJIbHBIN TIpUEeM MEANKAMEHTO3HOMU
Tepanmuu W pa3BuTHe TojHOW Omokanmsl JIHIIT.
JlaHHBIM KIMHUYECKUI Caydall AeMOHCTPUPYET
BO3MOXHOCTb OJTHOBPEMEHHOU MMILIAHTALIMU Pe-
CUHXPOHU3UPYIOIIETO YCTPOUCTBA U MPOTE3UPOBA-
HUSI MUTPAJILHOTO KJ1aniaHa, 1 3¢ (eKTUBHOCTh BbI-
OopanHoro noaxoaa B jedeHun XCH B otnaneHHOM
rnepuoe.

BoiBoabl

[TpoBeneHHBINN 0030p JAUTEpaTyphl, a TakKXke
Hall KJIWMHUYECKMUI cilydyail TeMOHCTPUPYIOT, 4TO
y neteit ¢ JIKMII u cHUXXKEHHOI COKpaTUTEIbHOU
CMOCOOHOCTBIO Cep/ilia XapaKTepHO MPOrpeccupo-
BaHMe 3a00Ji€BaHUS, HECMOTPSI Ha IMPOBOAUMYIO
MeIMKaMEHTO3HYI0 Teparnuio. OnucaHHBIA XUpyp-
ruyecKuii moaxon — npore3uposanue MK ¢ ogHo-
BPEMEHHON HWMILIAHTALlME! PECUHXPOHU3UPYIO-
IIETO yCTpoMcTBa — Oe3omacHas u 3(hQGeKTUBHAS
ansrepHatuBa OTC y mereit ¢ JIKMII ¢ Tskesoit
HepoctaToyHOCThI0 MK m aucdynkumeit cepana.
B otnanenHom nepuoae HabaoaeHUs yepe3 12 et
MmocJie ornepalyy y Halllero rnaiydeHTa oTMevaeTcsl
YBEJIMYEHUE CUCTOJMUECKOU (PYHKIIMU JIEBOTO Ke-
JIyIOYKa W YAOBJETBOPUTEIbHBIA KIWHUYECKUI
craryc.

Kongpauxm unmepecos. KoHDIUKT MHTEpecoB
HE 3asIBJISITCSI.
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