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PULMONARY HYPERTENSION AS THE MOST COMMON COMPLICATION OF
CONGENITAL SEPTAL HEART DEFECTS IN CHILDREN
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Annotation: In the structure of congenital heart defects (CHD), septal defects with left-right
blood bypass, such as ventricular and atrial septal defects, occupy a leading place. In most
cases, with the natural course of CHD with left-right blood bypass surgery, a complication
in the form of pulmonary arterial hypertension often develops. Endothelial dysfunction of
the vessels of the small circulatory circle leads to a violation of the systolic or diastolic
function of the heart, which is quite often the cause of the formation of heart failure.
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AHHoTanmusi: B crpykType BpoxIeHHBIX mnopokoB cepaua (BIIC), Bemgymiee mecto
3aHUMAIOT CeNTaJIbHbIC NOPOKH C JIEBO-NPABbIM LIYHTUPOBAHUEM KPOBH, TaKHe KakK Je(eKT
MmexokenynoukoBoi (JAIMIXKII), mexnpencepanoit nmeperopoaok (JAMIIIT). B GonmpmmHCTBE
ciyyaeB npu ecrectBeHHOM TtedeHun BIIC ¢ 71eBo-mpaBbIM HIYHTHPOBAHUEM KpPOBHU
JOCTAaTOYHO YaCcTO PAa3BHBAETCS OCIOKHEHUE B BUJIE JIETOYHON apTepUATBbHON TUIIEPTCH3HH.
OHpoTenuaibHas JUCOYHKIUS COCYIOB MAJIOr0 Kpyra KpOBOOOpaIleHUs HPUBOAMT K
HapyIICHUIO CUCTOIMYECKON WIIN TUACTOIMYECKON (DYHKIIMU CepALa, YTO JOCTATOYHO YaCTO
SBJISICTCSA NPUYMHOM (popMUPOBaHUS ceplIeYHOM HEAOCTATOUHOCTH.
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KaoueBble cjioBa: BpoxxaeHHBII MOPOK cepana, 1eeKT MEeXOKETYI0YKOBON epEeropoIKHy,
neGeKT  MEXNpPeACEepIHOM  Meperopojakd,  JIETOYHas  TUIEPTEH3Ms,  cepleydHas
HEJI0CTaTOYHOCTb.

AKTYyaJbHOCTb. BbicOKas yacToTa BpOsKAEHHBIX TOPOKOB CEP/IlIa, 10 TaHHBIM 3apyOeKHBIX
U OTEYECTBEHHBIX aBTOPOB, HMMEET IMHUPOKUM auamnazoH or 4 npo 50 wa 1000
KMBOPOKICHHBIX HOBOPOXXICHHBIX. Takas BapraOeNbHOCTH OOBSCHIETCS pPa3HUIECH B
KpUTEpUAX UX oueHku [3,8,11].

B crpykrype BIIC, Beayumiee MecTo 3aHMMAOT CENTAJIbHbIE MOPOKU C JIEBO-IIPABbIM
HIyHTHpOBaHUEM KpoBH (57%), Takue Kak nedexT mexokemymnoukoBoit (JAMXKIT — 48%),
MexmnpencepaHoi  meperopogok  (AMIIIT - 11%). Ilo ganHbIM  OONBIIMHCTBA
uccnenoparened  JMXKII wyame aumardHoctupyercss y wmanbuukoB (57% wu  43%
cootBeTcTBeHHO), a JMIIIl pacnpocTpaHéH NpPEeUMYIIECTBEHHO CpeAu JEBOYEK B
cootHomeHuu 3,5/1 [1,6,7].

Hapymienne remMoauHaMuKd TpH TEPEYHCICHHBIX MOPOKAaX OOYCIOBIEHO OO0BEMHON
Heperpy3koil Malloro Kpyra KpOBOOOpAILCHHS, TaK Kak BCE OHH COMNPOBOXKAAIOTCS
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CHUCTEMHO- JIETOYHBIM ULIYHTHPOBAHHEM KpPOBM Ha pa3HbIX YpoBHiX. B OousblmHCTBE
ciydyaeB npu ectecTBeHHOM TedeHun BIIC c¢ neBo-mpaBbM IIYHTHPOBAaHUEM KPOBU
JIOCTaTOYHO 4acTO Pa3BUBAETCS OCJIOXKHEHHUE B BUJIE JIETOYHOW apTEPUAIBbHOU TUIIEPTEH3UU
(JIATD).

Takum oOpas3oMm, yuuteiBasg mgannHeie Denise van der Linde c¢ coasr. (2018), exeronno, B
yCIOBUAX ecTecTBeHHOro TeueHus centanbHbiX BIIC okono 400 Teicsu nereit HaxonsTcs B
30HE pucka pazsutus JIAT.

JIAT' moxeT pa3BUThCS Ha 1000 cTanuu 3abosieBaHUs, 3aBUCUT OT JIOKAJIU3aIUH,
KOJIMYEeCTBA M pa3Mepa naeeKTa, 4TO MOXKET NPUBECTH Y JaHHOW KaTETOpHH JeTed K
CHIDKEHHIO TOJIEPAHTHOCTH K (PU3HYECKUM Harpys3kam, a TakXke BBICOKOH 3a00J1€eBaeMOCTH U
cmeptHocTH [4,5,9].

Kpome Toro, y mereit ¢ centanbHbiMu BIIC, OCIOXHEHHBIX JIErOYHOW THUIIEPTEH3UEH,
SHAOTENHUANbHAS AUC)YHKIHS COCYIOB MAaJOr0 Kpyra KpOBOOOpAIlleHUS MPUBOIUT K
HAPYIICHUIO CHUCTOJIMYCCKOW WU TUACTOIUICCKON (DYHKIIUU CepIia, YTO JOCTATOYHO YaCTO
ABIISETCS TPUYMHOW (OPMUPOBAHUSA CEPIACYHONM HEIOCTATOYHOCTH, KOTOpas MOXKET
CIIY’)KUTh OJHOH W3 OCHOBHBIX TPWYMH HWHBATUAM3AIMN U CMEPTHOCTH JIETCH B JIOOOM
Bo3pacte [2,4,10].

Marepuan u MeToasl uccjaenoBanus. MccnenoBanue u coop marepuana npoBOAWICS Ha
06aze Anmmwkanckoro OOJacTHOTO JETCKOro MHOTONPO(QHIBHOTO IeHTpa. s pemeHus
IIOCTABJICHHBIX 33J[a4 HACTOSILEH paboThl HAMU 00CIIEJOBAaHbI ICTH, TIOJTyYaBIIUE JICYCHUE B
KapIMOPEBMATOJIOTUYECKOM ~ OT/ACJICHHH, a TakXkKe MPOBOJWIOCH PETPOCIEKTUBHBIC
U3y4EeHUE UCTOPUI OOJIE3HU.

Bce uccnenoBanust nposeaenst 3a nepuoy 2020-2023 roga. O0bEM HAIIMX HCCIIETOBAHUM
Biirouan 120 gereit. Bo3pactHoii pazmax coctaBuil oT 2 mecsieB 10 16 jaet. [1o rennepHoi
MPUHAUICKHOCTH B HAIIMX HCCIICIOBAHUSAX COOTHOIICHHWE MAJIbYUKOB W JCBOYCK OBLIO
npuOIN3UTENbHO ouHaKoBoe - 61 (50,8%) u 59 (49,2%).

MEDICAL SCIENCES. IMPACT FACTOR: 7,89

[Iporpamma o6cnenoBaHMs IpeaycMaTpuBaja MCIOJIB30BaHUE CIEAYIOIIUX METO/I0B:
AHAMHECTUYECKOT0, KJIMHUYECKOI0 U MHCTpyMEeHTalbHOro, BKitouatomero JKI', OxoKI' u
peHTreHorpaduro.

Pesynbrarel M o0cyxnenume. C ydyeToM  pas3IM4HbIX TE€MOJMHAMUYECKUX PEXKHMOB
(YHKIMOHUPOBAHUS CHUCTEMBI KpOBOOOpaIleHHs, BCE OOCICIOBAHHbIE HAMH JETH C
CeNnTalbHBIMM TOPOKAaMHU pa3/eieHbl Ha JBE IPYIIbl B 3aBUCUMOCTH OT JIOKAJIM3AaLUU
nedeKTOB B Meperopojkax. B Hammx wmcciaenoBaHUsAX B 4 pa3a daile BCTPEYATUCH JCTH C
Ne(QEeKTOM MEXKETyJOUKOBOH IMEPEeropoaKkd, yeM JeTeil ¢ JedeKToM MeXIpencepIHon
Neperopoiku (pUCyHoK 1).

www.academicpublishers.org

131


http://www.academicpublishers.org

INTERNATIO.NAL JOURNAL OF MEDICAL SCIENCES

amxn -81%

amnn - 19%

Pucynox 1.

CTpyKTypa CenTalbHBIX MOPOKOB MPEACTABICHA HE TOJHKO H30JUPOBAHHBIMHU JIeheKTaMHu —
82,5% cpenu nereit ¢ AMXII u 87% cpenu npereit ¢ JAMIIII, HO u couyeTaHHBIMHU,
coctraBuBmuMu 17,5% y nereit ¢ JAMXKII u 13% y nereit ¢ JIMIIIL.

Yacrtota HW30JIMPOBAHHBIX M COYCTAHHBIX AC()EKTOB B 3aBHCUMOCTH OT BO3pacra
npezcTasieHa B Tadnmue 1.

Ta6a.1. Yacrora H30JJUPOBAHHBIX H COYCTAHHBIX L[e(l)eKTOB B 3aBHCHUMOCTH OT
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BO3pacra.
Ho 1 roma 1-3 roma 4-6 net 7-10 net Crapi

e 10
JIET

JAMXII (n=80) 44 (55%) 23(28,8%) 9 (11,3%) 1(1,2%) 3
(3,7%)

JAMOXKII+IMIIIT 4 (40%) 5 (50%) - - 1
(10%)

(n=10)

JAMXII+OAII (n=5) | 1 (20%) 3 (60%) 1 (20%) - -

JIMOKIT+IMIIIT+ 2 (100%) - - - -

OAII (n=2)

JIMIIIT (n=20) 4 (20%) 9 (45%) 2 (10%) 3 (15%) 2
(10%)

JAMIIIT+OAIT (n=3) - 3 (100%) - - -

OCHOBHYIO MacCy COCTaBUJIM JETHU C BeNWYHHOU Aedekra 6onee 4 mMm. U3 olriero
yuciaa 00CIIeIOBAaHHBIX C M30JUpOBaHHBIM W coueTaHHbIM JIMOXKII 73,2% (71 pebenok)
JeTe MOCTyIMajal B CTAIl[MOHAp B TSOKEIOM COCTOSIHMM, U3 HUX 72,5% (58 pebenka) - c
nzonupoBanHeiM JIMXKII; 70% - JMIXKII B coueranun c JAMIIIL; 80% - AMXII B
coueranun ¢ OAIIl u Bce nmeru, umeromme Tpu aedexra: JJMKII, IMIIIL, OAII. Cpenu
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netel ¢ u3oyMpoBaHHBIM U codetanHbiM JIMIIII B 1Ba pa3za uamie oOiee COCTOSHUE TPU
MOCTYIIJIEHUU OIIEHUBAJIOCh KakK cpenHe-Tsxkenoe (62,5% nportus 34,8%).

[Ipu npoBeneHNM KIMHUYECKOTO 00CIen0BaHus JeTel C JieroyHol runeprensuent (26,8%)
Xasio0bl CO CTOPOHBI POAUTENEH ObUTM MPEUMYLIECTBEHHO Ha OJBIIIKY U Kallleslb, KOTOpbIE
UMENTd MECTO TpH JI000# (usmueckorr Harpy3ke (a4, KOpMJICHHE Yy TPYIAHBIX JeTed U
aKTUBHBIX JIBUKEHUSAX y JeTel Oosee ctapiuero Bospacra). [Iporpeccupyroiee cHuxeHne
TOJICPAHTHOCTH K (PU3UUECKOW Harpy3Kke y JeTeid ¢ JErOYHOW THIEePTEH3UEH CBSI3aHO C
YMEHBILIEHUEM OKCUTE€HALUU KPOBH.

Cpenu ob6cnenoBannbix y 73,2% nereid mporpeccupyronias ierouHas TUIIEpTEeH3Us pUBeIia
K Pa3BUTHIO CHUMIITOMOKOMILIEKCA CEPJICYHON HEIOCTATOUYHOCTH, XapaKTEPU3YIOIICHCS
MHOTOYHCIICHHOCTBIO M Pa3HOOOpa3ueM Kaino0, 9acToTa KOTOPBIX MPEICTaBICHA B TaOIHIIC

2.

&
Tao6u.2. ZKano0bl poauTeseil 00JbHBIX AeTeN. ~

@
2KanmoOsl JIMXII (n=71) JIMIIIT (n=23) E
OpIIIKa B ITIOKOE 36,6% 39,1% I
Oppltka npu HU3HUECKON Harpy3Ke 63.,4% 60,9% 5
Cronymiee bIXaHHe 40,8% 100% N
[Moxononanue KOHEYHOCTEH 25,4% 100% =
Kamenp 29,6% 56,2% u
Cabocth 100% 13% e
YacTele pecipaTopHbIe 3a00J1€BaHUS 100% 13% %
OTexu Ha HIKHUX KOHEYHOCTIX 9,9% 8,7% 0
OtcraBanue B pU3NUECKOM Pa3BUTUHU 52,1% 8,7% g
AHanu3upysi *KajnoObl, HAMH YCTAHOBJIEHO, YTO OJIBIIIIKA B TOKOE, CTOHYILEE IbIXaHUE U g

OTEKH BCTPEUYAIHCH Yy JIETEH MPEHMYIIICCTBEHHO paHHETO BO3pacTa, a 00JICBOH CHHIPOM — y
JleTel cTapiuell BO3paCTHOM TPYNIIbI C TSXKEIOM CTENEHbIO JIETOYHOW THIIEPTEH3UH.

Ou3MKaTbHBIM  MOATBEPKICHUEM Haluyus JAedekTa B  MEXOKENTyIOYKOBOW  W/WIH
MEXIPEACEPIHON TEPEeropojKkax SBUJCS CHUCTOJMYECKHH IIyM, JIOKalW3alus |
MHTEHCHUBHOCTh KOTOPOTO 3aBHCENla OT pACHOJIOKEHHS U  BEIWYMHBI JAedexTa.
NHTEHCUBHOCTh JIETOYHOTO KOMIIOHEHTAa TMPOSIBISUIACH 0 AaKIEHTYy W PacUICIJICHUIO
BTOPOT'0 TOHA HAJ JICTOYHON apTepUeH.

DnekTpokapArnorpaGuuecKuM KpUTEpHEM OLIEHKH JIETOYHOM TUIIEPTeH3UH SBUJICS (DEeHOMEH
«P-pulmonaley, yka3pIBaloNiM Ha MEPETPY3KY U TUIEPTPOQHIO MPABBIX OTIIEIOB CEPALIA.

Hapymwiennss putma y gperer ¢ JAMXKII, ocnoxHEHHOW JIErOYHOM TUIIEPTEH3UEH
IpeJICTaBIeHbl — HEMOJHOW Onokanoil mpaBoil Hoxkku myuka ['mca (HBIIHIIL), a mpu
COUYETAaHUM JIETOYHON THUIIEPTEH3UH C CEPJCYHON HEIOCTATOYHOCTHIO HAPYIICHHUS PUTMa
OpOSIBISLINCE B BUAE  OJOKagsl MpaBOM  HOXKKMA —IMydka [uca, 3aMmeieHus
BHYTPHUKEITYI0YKOBOW TPOBOAUMOCTH 1 AV-
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Oco0y0 HAacCTOPOKEHHOCTh B IIaHE HEOJIAronpUsATHOTO MPOTHO3a B TEUEHHM JAaHHBIX
IIOPOKOB BBI3BAJIO JIMArHOCTHPOBaHHBIC y 1/3 mereil Giokaabl JeBOM HOXKHM mydka [wuca,
WPW-cunapom u cy0sHA0KapANaTbHAS UILIEMHUSL.

Ha »ranme pAuarHOCTHKM C UCHOJB30BaHUEM HXOKapAuorpadud ¢  JOTIIEPOBCKUM
UCCJIEJOBAaHUEM, Y BCEX JIETEH C JIErOYHOW rMIepTEeH3HUEN BhISBICHBI yBEJIMUEHHUE B 2-3 pa3a
CKOPOCTH KpPOBOTOKa B BBIHOCSIIEM TpakKTe MpaBoro skeiaygouka ¢ 1,4 mo 4,9 m/c (mpu
HopMme 0,7-1,2 M/c); TOBBIIICHHE JaBIICHUS B JierouHod aprepuu 30-32 MM pT cT (HOpMa
MeHee 25 MM PT CT);

HapylIeHHE COOTHOILICHHS JIETOYHOTO KPOBOTOKA K CHUCTEMHOMY B mpenenax 2-3/3 (mpu
HopMe 1/3); TpukycnuaagbHas peryprutanus ot (+) 1o (+++).

Ha DOxoKI' kpoMe nposiBlieHUI JIETOYHOW TUIEPTEH3UU y JETEH BBISBICHBI YBEJIMYECHUE
TOJILIMHBl CTEHOK JKEIYAOYKOB U MPEJACEpAuil, TUINEPKUHE3US MEXIKEITYJOUKOBOMI
MEPETOPOJIKH U KaK MPOSBICHUE CHUYKEHUSI COKPATUTENBHON (DYHKITUH JIEBOTO KeNy104Ka —
HU3KHE T0Ka3aTesd Ppakinuy U3rHAHUS: OT 48 10 42.

JlerouHass rumnepTeH3usi Ha peHTreHorpamme y 26 gereid ¢ uzonupoBaHHbIM JIMOKII
MPOSIBIISIIACH CTTIQXKEHHOCTBIO TaJIUK Cep/la U3-3a BEIOYXaHUS CTBOJIA JIETOYHON apTepuu ¢
HeOompmMM oOeHeHHeM Nepu(epudeckoro puCyHKa JIETOYHON TKaHW, a 3HAYMTENbHAs
kapauomeranus (KTU ot 60% n072%) uMena Mecto y AeTed MpH COYETAHUU JIETOYHOM
TUIEPTEH3UHU C CEPACUHON HEJOCTaTOUHOCTHIO.

Pentrenorpamma o0ogbHoro M., 5 jer, amarnos JAMIKII, ociio:KkHEeHHBIH JIErOYHOM
ruInepTreHsueit

-
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1. CtpykTypa cenTajgbHBIX IOPOKOB TMpEACTaBlIeHa B OCHOBHOM H30JUPOBAHHBIMU
nedeKTaMu MEXKeITyTI09KoBoi (66,7%) n mexnpencepanoit (16,7%) neperopogok. Jlomns
coYeTaHHBIX JIePeKToB cocTaBuia 16,6%.

2.V nereii IpU €CTECTBEHHOM TEYEHHUH BPOXKIEHHBIX CENTAIBHBIX IOPOKOB CEpALA 110 MEpPe
YBEIMYCHUSI JABICHUS B MaJlOM Kpyre KpOBOOOpAIleHHs MPOUCXOIUT TpaHCHOpMAaLus
IpaBbIX OT/AEIOB CEpAlld C NPOTrPeCcCUPYIOIIMM HapylleHHeM (YyHKUIUM MpaBoro, a
BITOCJIC/ICTBHH M JIEBOTO JKEITy/I0OYKa, MPUBOASAIIEE K (POPMHUPOBAHHUIO BHAYAJE JIETOYHOMH
TUIIEPTEH3HH, a 3aTEM U CEPIACYHON HEAOCTATOYHOCTH.

3. PaHHMMHM KIMHUYECKUMH MapKepaMy JIETOYHOM THUNEPTCH3UU SIBIISIOTCS: OJIBIIIKA,
TOJIGPAHTHOCTh K (PU3MYECKOW Harpy3ke, MEpUOJUYECKUE CUMOTOMBI apTepHalbHON
TUTIOKCEMHH, KapIualiTus W 4YacThle pPECHUpaToOpHbIC 3a0osieBaHus. J[MarHOCTUYECKUMU
KpUTEpUsAMHU JieroyHoil rumepreH3un Ha OxoKI[' cremyer cuurtaTh mporpeccupyroiiee
MOBBIIICHHE JIABJICHUS B JIESTOYHOM apTepUU C PA3BUTHEM TPUKYCIIUIATLHON perypruTaluu.

4. H€6HaFOHpHTHBIM B IIJIAHC IMMPOrHo3a Mnpu €CTCCTBECHHOM TCUCHHUH CCITAJIbHBIX ITOPOKOB
SBJISIETCSI  ACCOLIMAIMSA  JIETOYHOM THIEPTEH3MH C CEepACYHOM HEJOCTaTOYHOCTEHIO,
NPUBOJAIICE K COKPALICHUIO MPOAODKUTEILHOCTH KU3HU neTeil. K coxkaneHuto, mo3aHo
IPOBEJCHHAs KOPPEKIHsI TIOPOKOB y 3THUX JETel, HE CMOXKET IOJIHOCTHIO BOCCTAHOBHTH
(GyHKIMOHATBHBIE TOKA3aTeNN CePALa.
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