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AHHOTALNUA
IpuBoaMTCS ONMCAaHKUE KITMHUYECKOH KapTHHBI HECKOJIBKHX MALMEHTOB C BPOXKICHHO! MOJIHON aTPHOBEHTPHKYJIAPHOH OJI0KaJ0H: N30/IMPOBaHHOE
HapylIeHue npoBoauMocTH y 1 6omsHoro u y 3 nereii coueranne [TIABB ¢ Taknmu BIIC, xax IMIIII, OAIL V¥ oxnoii neBouxu ¢ BIIC (JAMIIIT)
obHapyxeH cunapoMm Ppeneprka. BeraBieHsl xapakTepHble jkano0bl, 0ObEKTUBHBIE W3MEHEHUS, a TAKXKe NPU3HAKU OTCTaBaHMs (PU3MUECKOro
pasButHs. BeeM nersim ObLia poBelieHa MMILIaHTaIMs OHOKaMepHoro aekTpoctumysitopa (OKC). Hapsny ¢ nmmianrarmeit 9KC npoenena
xupyprudeckas koppekuus BIIC. Tlocie npoBeeHHOro j1eueH s 0TMeuaIach HOJIOKUTEIIbHAS AMHAMUKA B COCTOSIHUU OOJIbHBIX, HOPMAJIN3aLis
ToKazaTeneil (U3MIecKoro pa3BUTHs, BocctaHoBiIeHue napameTpoB DK™ n DxoKT.
KitioueBrble ciioBa: 1eTy, moiiHasi aTpHOBEHTPHKYIsipHast Oirokaza, BIIC.

Shadieva Khalima Nuridinovna

PhD, Acting assistant Professor of the Department of
Propaedeutics of Children's Diseases

Samarkand State Medical University

Turdiyeva Niso Sayitqulovna

Head of the Cardiosurgery department of

Regional children's multidisciplinary medical center
Kodirova Marxabo Miyassarovna

Assistant of the Department of

Propaedeutics of Children's Diseases

Samarkand State Medical University

CONGENITAL COMPLETE AV BLOCK IN CHILDREN: FEATURES OF THE CLINIC AND COURSE, APPROACHES
TO TREATMENT

ANNOTATION
The description of the clinical picture of several patients with congenital complete atrioventricular block (CAVB) is given: an isolated conduction
disorder in 1 patient and in 3 children a combination of CAVB with CHD such as ASD, PDA. One girl with CHD (ASD) was found to have
Frederick's syndrome. Identified characteristic complaints, objective changes, as well as signs of lagging physical development. All children
underwent implantation of a single-chamber electrical stimulator (ECS). Along with pacemaker implantation, CHD surgical correction was
performed. After the treatment, there was a positive trend in the condition of patients, normalization of physical development indicators, restoration
of ECG and ExoCG parameters.
Kee words: children, congenital complete atrioventricular block, congenital heart disease.

AKTyanbHOCTB. HapyIieHus IpOBOAMMOCTH NPEICTABIIOT CO00  TSDKENBIM HapyIIeHuEM cleayer CUMTaTh HOJIHYIO
CIIOKHYIO TTpoliieMy neTckoil kapmauosioruu [1-5, 12-21]. Ocobenno  aTpuoBeHTpuKYJsipHyto Onokany (ITIABB), xoropyro pasmensior Ha
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BPOXKIICHHYI0, IPHOOPETEHHYIO M  HaclelCTBeHHyr. Yacrora
BpoxeHHoH ITABDB cocrasiser 1o [aHHBIM pa3lM4HBIX aBTOPOB OT
1:15 000 o 1:25 000 [1,6,7]. IIpuunnamu ee B 70% ciaydaeB CUUTAIOT
ayTOMMMYHHBIN KOHQUIUKT, B 25% CIly4aeB - CTPYKTYPHYO HaTOJIOTHIO
CepALa, a TAKYKE HEKOTOPBIE HACJIEICTBEHHBIE CHHIPOMBEL.

B ocHOBe maroreHe3a ayroMMMyHHON BpokaeHHOH ABDB nexur
MPOXOXJIGHNe  MaTepUHCKUX aHTH-Ro/SS-A u  anru-La/SS-B
ayTOAHTHUTENl 4Yepe3 IUTALEHTY W TOBPEXIEHWE MMM IPOBOJALICH
cucteMsl cepana [8,9]. Y mMarepu BBIABILIFOTCS TaKUe 3a00JI€BaHUSMH,
Kak cucreMHast kpacHas Bordaka (CKB), cunnpom Lllerpena, npyrue
CHUCTEMHBIE 3a00JICBaHMsI COCMHUTEIBHOM TKaHH [8].

B smreparype Taioke oOmnMcaHbl Cioydan psajga  opdaHHBIX
CHHJIPOMOB, IpU3HaKaMH KOTOpPBIX sABisitoTcs coueranue BIIC, Taknx
Kak nedexT MexnpencepaHoi neperopoaku (JIMIIIT), Terpana ®aio,
OTKpBITBIH  aprepuanbHblii  mporok  (OAID), TPAHCIIO3ULIMS
MarucTpajibHbIX COCYZIOB U IIp., ¢ nosiHOi ABB, MoryT ObITh 1 1pyrue
aHOMAaJMU pa3BUTHA. JlaHHBIE CHHAPOMBI CBS3BIBAIOT C MyTalMsIMU
npeuMymiectBeHHO B reHax NKX2.5, GATA4 wu TBXSj. Tun
HacJIeZ0BaHUs NIPEIIOJIOKUTEIBHO ayTOCOMHO-TOMUHAHTHbIH [10,11]:

K dakropam pucka HeONaronpusTHOrO HCXOJa Yy TaKHX Jerel
TIOCIIE POJK/ICHUS CUUTAOT: YaCTOTY COKpamieHui xeynouxkos (HCC)
MeHee 55 B MHHYTy; 3aMEIAIOMMHA PUTM C  ITMPOKHMH
KETyJOYKOBBIMH KOMIUIEKCAMH; HAIMYHE SKETyHOYKOBOM 3KTOIMH;
BBICOKYIO YaCTOTY COKpaIeHui npeacepauii (6onee 140 B Mun). Moryt
OTMEYaThCsd HaJIM4Me OJBIIIKHU U 3MU30/0B 3amupanus [9]. Kpaitnum
MposiBIIEHHEM  cyuTaroT  mpuctyn  Mopransn—Anamca—Crokca.
IIpuctyn nposBIseTCsl BHE3ANHOM NOTEpEd CO3HAHMSA, LMAHO30M,
apedJieKCcHei, CyJoporaMu TOHHKO-KIIOHNYECKOro Xxapakrepa [9].

IIpn ectectBeHHOM TeueHun BpoxkaeHHON ITABB ycranoBneHo 3
KPUTHYECKUX T1E€PHOJIa BOSHUKHOBEHHMS JICKOMIICHCALIN 3a00JICBaHHSA:
0-1 ronm, 2-4 roma, 12-14 ner [6], 4TO CBSI3aHO C HU3KUMHU
KOMIICHCATOPHBIMU ~ BO3MOXKHOCTAMM M OONBIIMM  IIPOLIEHTOM
OCJIO)KHEHUHM B 3TH OTpe3Ku BpeMeHu y Jnerell. Jleuenue nereil ¢
o6eccumnromubiii ABB ve Tpebyercs [1,8,9]. Ecin npuunna n3sectHa
(ayrommmynHass ABB, TTIABB ¢ BIIC), nmpoBomuTcsi STHOTpOIHAS,
[IATOreHeTHYecKass M CHMITOMArH4eckas Tepanus 3a0osieBaHUS.
Hcnonp3yrorcst HOOTPOIHBIE, MPOTHBOBOCIAIHMTENBHBIE IPENAPATEL,
AHTHOKCUIAHTBI,  KapJHOTPOINBI,  MpenapaTel,  OKa3bIBaIOLINE
CTUMYJIMPYIOLIEE BIUSAHUE M yIy4lIAIOIIUE IPOBEJCHHE HEPBHOIO
umiynsca [2]. TakThka Je4eHHs OINpeNeNseTcss OCOOCHHOCTAMU
HApyLICHUS pPUTMA, pPAcCTPONCTBAMH TI'€MOJMHAMUKM, HAIUYHEM
CHUHKONAJIBHBIX COCTOSIHMH, AHATOMHUYECKMM COCTOSHHEM KaMmep W
KJanaHoB cepaua [1]. AGCONIOTHBIMY MOKa3aHWSIMH K MMIUIAHTAL[HN
UCKYCCTBEHHOI'O BOIMTEJISI pUTMA Yy JIeTel SIBIAIOTCS: Jirodast dopma
AB-06okazp! B COYETaHUU c 3acTOMHON cepleuHoi

Lt e Lt L SO E
]
= e .—'- iR ' mm—— T -

HEJJOCTATOYHOCTBIO,  BO3HMKIIEH BHYTPUYTPOOHO MM  HOCIe
poxnenus; mobas ¢opma AB-OGnokamel B coueranmu ¢ BIIC;
KapJuoMeranus, oOyCIIOBIEHHass MHOI€HHOM JUiaTaluel JeBOro
wenynouka (JIXK); cpennss JHeBHas 4acTOTa XKENIYJIOYKOBOIO PUTMA
MeHee 55 yn. B MHHYTY; AucTaibHas (opma Onokamsl (IIMPOKHI
komiutekc QRS 6onee 0,1 c¢); ymmHenue uaTepBana QT Ha 50 Mc u
Gosee OT HOPMAJIBHBIX 3HAUYCHUH; YacTble MYJIbTU(QOPMHBIE
JKEJTyT0YKOBBIE K TOITUH; AIN30/1bI acucTonu 6oiee 2 ¢ Ha DKI mokost
WM TIPH XOJITEPOBCKOM MOHUTOpupoBanuu (XM). Jlna nereii ¢ IIABb
6e3 ummtantanuu OKC nporuo3 HeOmaronpusTHeIN.

Hesr wuccaenoBaHusi: [aTh KIHMHUYECKYIO XapaKTEPHCTHKY
ciay4aeB BpoxaeHHoH [IABD, a Takke ox00B K UX JICYEHHUIO.

Martepnajl M MeETOAbI HMCCJICJOBAHMS: HCTOpHU OOJNE3HU
60sbHBIX, fanHbie DKI', Ox0oKI" 10 1 nocie Xupypruyeckoro JICHeHusl.
Mb1 HaOmoany 4 KIMHIYECKHX citydast BpoxaeHHoH [TABB: Manbunk
T, 2 roga 11 mec ¢ Bpoxnennoit ITABB; manpuux C., 2 ner ¢ OAIL,
neBouka T., 3 roma m mampuuk A., 14 ner, mmeBmme JIMIIIT B
COYETaHUH C [OJIHOW aTPUOBEHTPUKYIIIPHOHN O110Kkan0oi. Bee manueHTst
HaOIIOJAINCh U TIONyYalId JICYCHHE B OTICICHUH KapAUOXUPYPruu
Camapkanackoro OJAMMII.

Pesysabratel. Bce mnaumentst umenu oOmme xanoObl  Ha
YTOMJIIEMOCTh, IEPUOJMUYECKHE BHE3allHble MNPUCTYIBI Cl1aboCTH,
CHHIOIIHOCTB 1 MOXO0JIaJJaHle KOHEYHOCTEH, OTIMBOCTh, OTCTABAHUE B
(bu3nUecKOM, B OZIHOM Cllydae ¥ ICUXOMOTOPHOI'O pa3BUTHH. J[MarHos
ropoka ¥ 6nokansl y OonbHbIX ¢ [TABB B coyeranuu ¢ IMIIIT 6611
YCTaHOBJIEH TP POXKACHNH, y O0NMbHBIX ¢ BpoxaeHHoH [IABB u OAII
¢ [IABbB B ronosanom Bo3pacte. I1o 1aHHbIM aHaMHe3a BBIABUTH KaKHe-
160 ayToMMMyHHbIE 3a00/IeBaHUsl y Marepell M WICHOB ceMel He
YZAAJIoCh.

OrcraBaHue B (hU3MYECKOM Pa3BUTHM IIPOCIEKUBAIOCH y BCEX
MAllMEHTOB, KPOME TOro, y JeBOYKHM T. MMEINCh MHOXKECTBEHHBIE
CTUIMBl TU39MOpHOreHe3a M HEBPOJIOIMYECKHE HApyLIeHus, B
YacTHOCTH B 3 TOJa OHAa HE MOIJa XOAUTh M TroBopuTh. Ilpm
00BEKTUBHOM 00CJI€I0BaHUH BBIABISINCH XapaKTEPHbIe KIMHUUECKHE
npusHaku uMmeBmmx Mecro BIIC u ITABB. DOro: 6iexHocts, cnaboe
pa3BUTHE IOAKOMXKHO-XKUPOBOM KIIETUaTKH, AedopManus IpyaHOH
KJIETKH, pAacHIUpeHHBI BEPXYIUEYHBIH TONYOK, IEPKYTOpPHOE
paclMpeHre TPaHUIl Cepla BIPAaBO HIHM BIEBO, 3a HCKIIIOUYEHHEM
6ombHOro  T. ¢ wmsosmmpoBaHHoi ITABB.  AyckyneraruBHo
BBICIYIIIMBAJIMCh XapaKTepHble LIyMbl M Opaaukapams or 52y
Manburka ¢ usonupoBaHHoil [IABB no 33 y nesouku c JIMIIII co
CTEHO30M JIerouHoi aprepun u cuapomoM Ppenepuka Ha OKI™ mbr
PEruCTPUPOBAIN NPU3HAKYU TIOJIHON aTPHOBETPUKYJIIPHON OlOKazbl, a
y GousHOl T — cunnpom ®penepuxa.
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Ha OxoKI' Bbrienensl npusHaku BIIC (puc.2A-B). ¥V GonpHoro T. naOmromanuch Tosbko juib npusHaku [IABB, crpykryphble
U3MEHEHMSI B cep/le He ObUTH BbIABIICHBI.

Puc. 2B b-a T. IMIIII u CJIA

BonbubiM ¢ JIMIIII Obuta mpoeneHa xupyprudeckas koppekiuss — umiviantanuss  OKC.  bomenomy ¢ OAIl ona mpoBoamimach
ropoka — yimsanue, 6o1sHoMy ¢ OAIT — nepeBsska OAIL IlpuHuMas ~ OZHOMOMEHTHO C IEPEeBA3KOH IPOTOKa, a nanueHtam ¢ JJMIIIT — Ha 5-
BO BHHMAaHHE BpPOXICHHBII XapakTep OJOKaIpl M HaIMUMe € - 6-€ CyTKH HOC/Ie KOPPEKIMHU MOPOKa.
kiauHUYeckux cumnromos ITABB, Bcem OonbHBIM Ipou3BencHA

Puc.3 UMnuianTup

Puc.4. Mmnnantanns DKC 0osIbHOMY A.
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Puc. OKI' 60J1|)H0r6 A..mocjae mmiianranuu JDKC

K MOMeHTy BBINIMCKM COCTOSIHHE BCeX OOJBHBIX  ObLIO
YZIOBJICTBOPUTEIIbHBIM, COpOCa Ha MEXIPEICepIHON Ieperopoixe
(nerounoii aprepun nocie nepesssku OAIT) - Her, na OKI': purm
WIMOBEHTPUKYIIDHBIN, HaBsA3aH C OINpPENENEHHOM 4YacToTOi B
3aBUCHMOCTH OT BO3pacTa. IIpm NOBTOPHOM OCMOTpE dYepe3 TOoJ:
MoKa3aTenu (U3MYECKOTO pa3BUTHA JIeTe He ONIMYAIUCh OT
HopManbHeIX. [lcnxomotopHoe pasutne neBoukn ¢ JMIIIT u
cuaapomoM Dpesieprika 3aMETHO YJIydIIWJIOCh: Hadajda XOIUTh H
roBoputh. Ilokasarenu DxoKI 6e3 ocobennocreir, Ha JKI: DKC
(bYHKLIHOHUPYET.

O0cy:xnenne. Bo Bcex KIMHMYECKHX CIydasX HMeNa MECTO
BpoxkzeHHast ABB. Jlnarnocruka OOBIYHO 3TOrO COCTOSHMSI OOBIYHO
ObIBacT CBOEBPEMEHHOW Y€ B POJUIOME, KOrja IpU ayCKyJIbTalllu
BBIIBIISICTCSl Opaamkapaus [1,6,9]. B ommcanHbIXx Hamu 2 ciydasx
HapylIeHHe pUTMa cepiua y OonbHBIX ObUIO BBIABICHO Ho3Xe: B 1 (y
MaibunKa ¢ u3onupoBanHoit [IABB) u 2 rona (y pebenka ¢ IIABB n
OAIl). [anee BaxHOE 3HaYE€HUE HPHOOPETAET BBIABICHUE IPHYNH
BpoxkJieHHOH ABDB: ayronmMMyHHas WM HacleACTBEHHbIC (DOPMBI,
CBA3aHHbIE C MyTalusIMH onpexeneHHelx reHos [1,8,10,11]. K
COXKQJICHUIO JOCTYIHBIMU HaM METOJAMM OIIpEe/IeNIUTh IPUYNHY He
ynanock. OJHaKo, COINACHO aHaMHe3y MaTepu Kakue-1ubo

Cnucok smureparypsl/ Iqtiboslar / References:

ayTOMMMYHHbIE 3a0oieBaHMs Yy ce0f M CBOMX POJICTBEHHHKOB
oTpunaroT. Y Bcex OONBHBIX NpH coueraHu BpoxxaeHHoH I[TABB u
BIIC, M1, onupasics Ha urepatypHsle qaHsele [10,11], mpennonaraem
HaJIM4ue MyTaluil reHoB. B OyamymeM, BO3MOXHO, Takue OOJbHbIE
OynyT mnomyuyath Oonee monHoe obOcnenoBaHue. UYrto Kacaercs
HapyleHUi (QU3NYECKOro pa3BUTHSA, MMEETCA OTCTaBaHME, 4TO
cornacyercss ¢ JaHHbIMK Jsareparypbl [1,6]. Ilpmsnaxum JUIT u
OTCTaBaHHE B ICHXOMOTOPHOM Pa3BUTHH, CKOPEE BCETO HE 3aBUCEIHN OT
Hanmuus BpokaeHHoW I[TABB, a Obun COIyTCTBYIOIIMMHM, OIHAKO
nocie wummianraiud  OKC  HEBpONOrMYecKMi CTaTyC A€BOYKH
3HauuTeNnpHO  ymyummics. CrenoBarensHo, uMmuiaHtanus OKC
SBJISIETCS. HCOOXOUMOM B JICUEHUH TAKUX MALMEHTOB.

BeiBoabl:  VYuuThiBasg JaHHbIE aHaMHE3a M KIMHHYECKHE
rnokasareny, B onucaHuslx ciaydasx IIABB u BIIC, ckopee Bcero, umen
MECTO HacleACTBeHHbIH cuHApoM codetanus BIIC um ABB. s
MOATBEPKICHUS JMarHo3a OOJbHbIE  HYXJAIOTCS B JaJbHEHIIEM
reHerudeckoM obcnenoBanuu. [ToznHee oOpaiieHne BeJeT K 3a/lepiKKe
(bHU3MUecKOro U ICUXOMOTOPHOTrO pa3BuTHs nereil. Bce maumeHTs! ¢
BpoxaeHHoi [TABB nyxnatorcst B xupypruueckoii koppexkunu BIIC u
uMmiutanranuu DKC.
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