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Pestome. Tyzma wopak HyKcounapu 6oaanapoa myasma RAMONOSUALAp OpAcu0d emakdy VPUHHU 92aiazan 6d

xo3upoa ynap YIuMuHuHe acocuil cababu Oyau6b Koamoxoa. OHe KN KOPUHHALAp apo MYCUK HYKCOHU MAWXUCU
anuxnanaou (KATH). Ynka aunepmensuscu KATH mabuuii kewuwunune myxum mapkubuii Kucmuoup. Ynka sunepmen-
suscu bunan acopamnanean KATH wune mabuutl uynaruwu xcyoa carbull, YyHKU IOPAK emuuMOSYUIUSY Me3 PUBOICIA-
Haou, OupunYU HABOAMOA YHe KOPUHYA, KeUUH 3¢a Yan KOPUH4d, OXUp OKUbam Yaumed oaub Keauuu MyMKUH.

Kanum cysznap: myema 10paK HyKCOHU, KOPUHUANAD apO MYCUK HYKCOHU, YNKA 2UNEPMEH3UACU, I0OPAK
EeMUUMOBUUNULY, I0PAK aAPUMMUSLADU.

Abstract. Congenital heart defects have occupied and currently occupy a leading position among congenital pa-
thologies in children, remaining the leading cause of their mortality. The most commonly diagnosed is a interventricular
septal defect. Pulmonary hypertension is an important component of the natural history of interventricular septal defect.
The natural course of interventricular septal defect, complicated by pulmonary hypertension, is extremely unfavorable,

since heart failure develops very quickly, first right ventricular and then left ventricular, which can ultimately be fatal.
Key words: congenital heart disease, ventricular septal defect, pulmonary hypertension, heart failure, cardiac ar-

rhythmias.

AKTyaJbHOCTh. HecMoTpss Ha MHOTrOJIETHIOIO
WCTOPHIO H3YYEHHUS BPOKICHHBIX IIOPOKOB CepAla
(BIIC), MHOTHE BOMPOCH ATOH TPOOIEMBI OCTAIOTCS
ManousydyeHHbIMU [3, 7]. BpoxnéHnele mNOpOKHU
ceplla 3aHMMald M B HACTOALIEE BPEMs 3aHMMAIOT
JIMIMPYIOLIYIO TIO3ULIAIO CPENU BPOXKIEHHOM MATOJIO-
TMU Yy JeTed, OCTaBasCh BEIYyIEH IPUUYMHOM HX
cMepTHOCTH. Kak MOKa3bpIBalOT JaHHbIE MHOTHX HC-
clemoBaTesneii, ¢ OJHOM CTOPOHBI, 3TO MOXET OBITh
00yCJIOBIEHO  COBEPILICHCTBOBAHHWEM  BH3YallU3H-
PYIOIIMX METOAMK, C APYrod — yBeJlndeHueM (akTo-
POB PHCKa, OKa3bIBAIOUIVX BIUSHUE HAa BHYTPHUYT-
pobHOe (opMHpPOBaHHE aHATOMHUYECKHX Je(eKTOB

cepana u cocynos [2, 6, 7]. BIIC npeacrasnstor co-
00l reTepOreHHYIO IPYIIY BPOXKAEHHBIX 1e(EKTOB C
MHOXECTBOM HM3BECTHBIX M HEM3BECTHBIX MPHUYMH HX
BO3HUKHOBEHHSI.

Bbonee 50-60% Bcex BIIC oTtHOCATCS K mopo-
KaM ¢ OoOOraiieHMeM Majioro Kpyra KpoBooOpaiie-
HUS, XapaKTEePU3YIOMIUMCS apTepUOBEHO3HBIM IITyH-
ToM KpoBu. Hambomee 4acTo muarHOCTHPyEeMBIM W3
HUX SBISETCS JCPEKT MEXOIKEITYJIOYKOBOH Iepero-
ponku (JAMIXKII). JlanHas aHOManus MOXET OBITh
W30JIMPOBAHHOM WJIM SIBJSITECS COCTABHOM YacThbIO
ciokHoro mopoka [4, 5, 10]. IMIXKII seusiercs oc-
HOBHOM NPUYMHOM MATOJIOTHUYECKOrO MOCTYIJICHUS
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KPOBH B MaJIblii KPYT KPOBOOOpAILCHUS, IEPETIOHSS
€ro M30BITOYHBIM O00BEMOM (THIIEPBOJIEMUS), BBI3bI-
Basi B CBOIO ouepeab OOBEMHYIO TIEpEerpy3Ky JIEBOTO
xenynouka. Kpome toro, IMIXKII sBnsercs «arpec-
CHUBHBIM» B OTHOIIICHWU DPa3BUTHS TAKOTO T'PO3HOTO
OCIIO’)KHEHHS] KaK JIerovHas TUmepTeH3us. Jlerounas
TUIEPTEH3HUs] — Ba)KHAs COCTABIAIONIAsl €CTECTBEHHO-
ro teuenus JIMXKII [1, 8, 9]. Jlerounas runeprensus
— 3TO CHMITOMOKOMIUIEKC, XapaKTePH3YIOIIHICs
MPOTPECCUBHBIM MOBBIIIEHUEM JIETOYHO-COCYAUCTOTO
COTPOTHUBIICHHUSI, YTO PUBOIUT K TIEPErPy3Ke MPaBhIX
OTJIEJIOB CEpAlla W Pa3BUTHIO CTPYKTYPHBIX HU3MEHe-
HUM B cOCymax Majioro Kpyra KpoBooOpamienus [4,
8]. EcrectBennoe tewenue JIMIKII, ocnoxuéHHOE
JIETOYHOM THUIEepTeH3Wel KpaiiHe HeOIaromnmpusITHO,
TaKk Kak O4YeHb OBICTPO pa3BHBAETCS CepAedHas He-
JIOCTaTOYHOCTh, CHadaja MpaBOoXeTyJ0uKoBas, a 3a-
TEM U JICBOXKEITY/I0UYKOBAsl, ¥ BBIIIOJHECHUE XUPYPTH-
YecKOW KOppeKIuu yxe He 3()(eKTuBHO, YTO B KO-
HEYHOM WTOTe 3aKaHYMBAETCS JIETAIbHBIM HCXOIOM
[1,2,9].

Leaplo Hamero WCCIEAOBaHUS SBUIOCH HU3Y-
YeHWe KIMHWYECKUX TMPOSBICHUNA €CTeCTBEHHOIO
teuenus: JIMXKIIL.

Marepuajbsl 1 MeTOAbI HcciaenoBanusi. Ha-
ma paboTa BBITIOTHSIIACH B OTICICHUHN KapIHOIOTHH
Ha 6aze OJIMMII ropoma AummxaHa. B Hame wnc-
cienoBaHue BKIoUeHO 60 nmeteil B Bo3pacTe ot 1 ro-
Jla 10 5 JeT ¢ NoATBepKAEHHBIM nuarHo3oM JJMIKIIL.
[lo monoBO# MPUHAANEKHOCTH COOTHOIIEHHUE JIEBO-
YeK ¥ MaJbYUKOB OBLIO MPaKTUYECKH OJuHAKOBO (31
u 29). IIporpamma oOcieroBaHus BKIItOYana Oecey ¢
POIUTENSAMU TS BBIICHEHHS COCTOSTHUS peOEHKA Kak
B MIEPHO/I€ HOBOPOXKJAEHHOCTH, TaK U B TTOCIIEAYIOIINE
BO3pacTHBIC Nepuo bl IHCTpyMEHTALHBIC HCCICIO-
Banus Brioyanu DKI' B 12Tu cTanmapTHBIX OTBele-
Husax, OXoKI' ¢ momeporpaduelt u peHTreHorpadus
IPYAHON KJIETKH B MPSMOM IPOEKIIMH.

PesyabTarel. Bce netn B MoMeHT oOcienoBa-
HUSl TIONyYaJId CTAI[MOHAPHOE JICYCHHE I10 TIOBOMY
nmHeBMOHMU. OOI1ee COCTOSIHHE MpPH MOCTYIIJICHUH
OIICHUBAJIOCH KaK TSKeJoe, 00yCIOBIEHHOE CHUMIITO-
MaMu cepaedHoi HegoctaTtouHocTH |l crenenu, mpu-
4yéM npeBasmpoBanu getu co |1-b crenensio (58,3%).

Kimunanueckoe teuenue [IMXII u crenens re-
MOJMHAMUYECKUX HapyLIIeHUH OBUIO CBSI3aHO C BEIH-
ynHON nedekra. Tak, cpenn gereit ¢ JJMXKII ¢ yme-
peHHbIM nedektoM (1/3 nquameTpa aopThl) COCTABHIN
87% wu ¢ OombimM aedexToMm (Oonee 1/2 nmamerpa
aoptel) 13% ciydaeB. Y Bcex oOcimemyembIX aereit
nedeKT pacrojarajics B MeMOpPaHO3HOW YacTH MEX-
JKEeNTyJOYKOBOM Ieperoponku. Benymmmu sxanodamu
cpenu AeTedl ¢ YMEPEeHHBIM Ne()eKTOM B MEXKKETy-
JIOYKOBOU TIEPETOPOJKE OBLIN: TIOBBIICHHAS TTOTIH-
BOCTh, CJa0OCTh C 3MU30JaMH OecHoKoiicTBa, JO-
KaJlbHBIA 1UAHO3, OBIIIKA, MMOSBISAIOMIAsACS MIPH (HU-
3MYECKON aKTUBHOCTH pedeHka. Co CIIoB marepu pe-

IUIMBUPYIOINE pPECIHpaTOpHbIE 3a00JeBaHUs C
rocruTanu3aiueil otMedanuch 6oree 3-x pas B TO7.

Y 47% nereit ©UMENO MECTO CKIOHHOCTh K TO-
XOJaJaHuio KoHe4yHocTe, y 35% mpamMopHOCTb
KOXXHBIX TIOKPOBOB, CBSI3aHHBIC C HApPYIICHHUSIMH Tie-
pudepruIecKoro KpoBoOoOpamieHus. Y BcexX AeTel
oTMeuanach napactepHaibHas AedopMmanus TpyaHOH
kieTku. [lo JleBoMy Kparo TpyauHBI BHICTYIIUBAJICS
BBICOKOMI MHTEHCUBHOCTH CHUCTOJMYECKUH IOyM C
LIMPOKOM 30HOM Mppaauanuy 3a Mpeaessl cepaua. ¥
54% nereit || ToH Hag NEroYHON apTepuel aKIEeHTH-
pPOBaH, y OCTalIbHBIX JeTel ycwieH. ['emaromeranus
(ot 1,5 mo 3 cM Hmxe pebepHOW IyrH) MPUCYTCTBO-
Bajia y BCEX JIeTell C YMEPEHHBIM Je()EKTOM MEXKe-
TyI0OYKOBOM meperopoaku. OneHka TeMnoB (uzmye-
CKOTO Pa3BUTHs MOKa3aia, YTO OCHOBHASI A0S AeTel
(69,9%) co cpennumu pazMepamu 1eheKTa B MEHOKe-
JyTOYKOBOM MEPEropoJIKe MMENN 3HA4YEeHHs Beca C
PHUCKOM Ha pa3BUTHE ACPHUIINATA.

ITo pesymbraram OKI' y Bcex mereit mpu 00-
CJICIOBAHUY BBISIBIICHBI: TPHU3HAKU TUNEpTpodun
mpaBoro (65%) kemynouka, ¢ BBICOKOM 3JEKTpUYe-
CKOM aKTHUBHOCTBHIO B 15% ciydaeB u sneBoro (35%)
xKenynodka, B 12% c BBICOKOH 3IEKTPHYECKON aK-
TUBHOCTBbIO. HapymieHus cepaedyHoro purMma mpen-
CTaBJICHBI: CHHYCOBO# Taxukapauei (94%), cuHyco-
BoH Opamukapaueii (6%), HEMONHOM OJIoKamol mpa-
BO HOXKM Tyuka ['mca (88,5%) u aTpHOBEHTPHUKY-
TsIpHOU OnoKamoii 1 creneHu y TpEx aerei.

BenuunHa nokanmuzanuu W CTPYKTYpHBIE W3-
MEHEHHs OT/AEJIOB Cepllla HaMH IOJy4eHbl MO JaH-
HBIM 3XOKapauorpaguu. Y Bcex AeTei (pakuus BbI-
Opoca ObuTa He HapyIleHa W HaXOAWJIach B Mpeaenax
66-72%. Ha pentreHorpaguu B MpSIMOW MPOEKIHH
OTMEYaNOCh 3HAYUTEILHOE YCUIICHHE JIETOYHOTO pH-
CyHKa C YMEpPCHHBIM BBIOYXaHHEM AYTH JIETOYHOU
aprepuu. Pa3mepbl cepjedyHOW TEHU YBEIWYEHBI B
MOMEPEYHNKE W KapIUOTOPAKAIBHBIN WHACKC WMe
3HaueHune ot 60 1m0 66%. Bce metn ¢ Gompmmm ne-
(heKTOM B MEXKEIyTOUKOBOM TIeperopoike (8 nereii)
MOCTYNHMJIM B CTal[MOHAp B TSDKEJIOM COCTOSIHMM C
CUMITOMaMH 3aCTOMHOM CEeplIeYHOM HEAOCTAaTOYHO-
ctu |1-b crenenn. Tpoe neteii u3 uncia o0cIe0BaH-
HBIX TIO TSDKECTH COCTOSHHISI TOJyYajid JIeYeHHE B
OTACTICHUM WHTEHCUBHOW Tepamuu. [IpeoGnamanu
CUMIITOMBI JIEBOXKEIIYAOYKOBOM CEPIEUYHON HENOCTa-
TOYHOCTH: OJBIIIKA C y4YacTHEM BCIIOMOTATEIbHON
MYCKYJaTypbl B TOKOE, PEHUAWBUPYIOIIUA HEmpo-
JYKTUBHBIM Kalllellb, IIOCTOSIHHBIA IEPOpaJIbHBIN
nraHo3. B merkux Ha (hoHE OCIabICHHOTO ABIXaHUS
BBICITYIIMBAINCH BJIaKHBIE XpHUMBL. [IpaBokemymod-
KOBasl CepAevYHas HEAOCTaTOYHOCTh IPOSBISIIACH
remaromeranueii (Ha 5-7 cM Huxke pebepHol ayru). Y
BCEX JIeTeil oTMeuancs chOpMHUPOBAHHBINA CEPASUHBIN
«ropb», y TpEX M3 HUX C BBIPAKEHHBIM KYIIOJIOO0-
Pa3HBIM BBINSYUBAHUEM TPYAHHBI C BH3YAIH3UPYIO-
el npekapauanbHou mynbcanued. CUCTOIMYEeCKUud
IIyM C IIHPOKON Hppaauanyeit 3a mpeensl cepAla.

BuoJsiorust Ba THOOMET MyamMMoJIapu
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Bce nmetn mMmenu oTcraBaHus 1O MOKazaTessiM (QU3M-
gecKoro pa3BuTHS Ha omHO (65,5%) m aBa (37,5%)
CTaHJAPTHBIX OTKIOHCHHUH. DTU JaHHBIE 00YCIOBIIE-
HBbl XpOHUYECKOW apTepuanbHON rUNoKcuel (caTypa-
U KACIIOPOJia KanWJUISIPHOM KpPOBHU cocTaBujia 94-
88%) m rumokcemueil, a Takxke 4actou (Ooyee Tpex
pa3 B rox) u AnuTenasHOM rocnuranuianueit. Ha OKI:
MPU3HAKK KOMOWHHPOBAHHOW THIEPTPO(UN 000UX
KEIyIOYKOB, C Teperpy3koil MpaBoro TMpeacepans
(BBICOKOAMITIUTYAHBIH 3yOen P B orBemenmsax V1-
V2) 1 mpaBoro xenyaouka (paciierieHue >Kerynoy-
KOBOT'0 KoMILIekca B oTBeneHusax avVR, V1-V2), aro
YKa3bIBaeT Ha JIETOYHYIO runepreH3uto. Kpome aroro
y Tpex Jetred ¢ OoNbIMM JeEeKTOM HMENd MECTO
OKI' cumrnitomsbl cyOsHAOKapAnanbHON uimemun. Ha-
pYLIECHHUST pUTMa TPOSBIBUIACH CHHYCOBOH TaxuKap-
nueit (76 neteit), cuHycoBoil aputmueil (2 nmereit),
HETOJTHOW OJIOKaJI0W MpaBod HOXKM my4ka ['uca (y 5
JleTel), HapyImIeHHeM MPOIECCOB peroyspu3anuu (y
3 mereit). Ha penTrenorpamMMe OBLTO BBIPAXKEHO CTY-
[IEHHE JIETOYHOTO PUCYHKA U YBEIWYEHUE Pa3MEpOB
cepreuHoit TeHu (0T 62 10 68%) B MOMEpeyHHKE 3a
cu€r mpaBbix oTaenoB. dpaxius BIOpOca MO MaH-
HeIM Ox0KI' OblTa HMKE, 9eM Y JIeTell ¢ yMepeHHbBIM
IeQEeKTOM MEXOKETYI0UYKOBON MEPEropoiKu U UMena
3HaueHus 62-64%.

BeiBoabI:

1. PaHHUM KIIMHUYECKHM TPU3HAKOM (OPMH-
pOBaHHS JIETOYHON THIIEPTEH3WH SBWJIACH OJIBIIIKA
M0 THITYy TaXWITHOD C YYaCTHEM BCIIOMOTATEIbHBIX
MBI, C OJJUHAKOBOI 4aCTOTOM BCTPEUAOLIAsCS IIPU
JIM2KII He3aBHCHMO OT BEJIMYHHEI JIe)eKTa.

2. CepaeuHasi HEJIOCTaTOYHOCTb IMpEJCTaBIICHA
npeumymecTBeHHo |l-b cTemenuw: y Bcex metei ¢
OonpmuMm nedekToM u B 52% ciydaeB y JeTed ¢
YMEpEHHBIM Je(QEeKTOM B MEXCKEIYyIOYKOBOH mepe-
TOPOJIKE.

3. JleBokemymouKkoBasi cepledHas HeI0CTa-
TOYHOCTh B HAIIMX HCCIEIOBAHUSIX IPEICTABICHA!
OJIBIIIIKOHN, TIEPUOPATHHBIM ITUAHO30M, HaBS3YHBBIM
KalljieM, BIQKHBIMH XPHIIAMH B JIETKHX; MpaBOXKe-
Jy0YKOBasi HEIOCTATOYHOCTh — IelaToOMerajinei.

4. HapymieHus: cepIeYHOTO PHUTMA MPOSIBIIS-
JHMCh: CUHYcOBOH Taxukapauen (95%), cuHycoBoii
Opanukapaueit (5%), HemonHOM OJ0KamON IMPaBOi
HOXKH Tydka ['uca (81,7%) u aV Gnokanoii 1 crermne-
HU.
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KJIMHHKO-TEMOJHHAMHYECKAS OLJEHKA
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E¢umenxo O.B., Xaiioaposa JI.P., Axy6os O.F.,
Kypbanos H.K.

Pe3tome. Bposwcoénnvle nopoxu cepoya 3anumanu u
8 HacmosAuee 8pemMsa 3aAHUMAIOM JTUOUPYIOWYIO NOZUYUIO
cpeou 8poAHCOEHHOU NAmonocUy y oemell, 0CMasasAcs Ge-
Oywetl npuuunou ux cmepmuocmu. Haubonee wacmo ouae-
HOCMUPYEeMbIM  SI8ASAeMCL  0eheKm  MeNCHCEeLYOOUKOBOU
nepezopooku ({IMKII). Jlecounas eunepmensusi — 8ancHas
cocmasnsaowas ecmecmeennozo mevenus JJMIKII. Ecme-
cmeennoe meuenue JIMIKII, ocnoscnénnoe ne2ounou eu-
nepmensueti Kpaiue HeONA2ONPUSAMHO, MAK KAK OYeHb
bvicmpo  pazeueaemcst cepoedHas HeOOCMAamoyHOCb,
CHAuAnNa npagodicey0ouKko8as, a 3amem U 1eodicenyo0oU-
K0Basl, YMO 68 KOHEYHOM UMO2e MON’CEem 3aKOHYUMbCA Jie-
MATbHLIM UCXOOOM.

Knroueevte cnosa: 8poswcoennvlli nNopox cepoya,
Oeghekm MexHcHcery0oUKo8ol nepecopooKuU, 1ecoUHas 2u-
nepmen3sus, cepoeundas HeOOCMAamoOYHOCHb, HAPYULeHUs
cepoeyHozo pumma.
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