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HapyuweHus putma v MpoBOAMMOCTU cepAla 3aHUMalT OAHO M3 BeAylMX MECT B CTPYKTYpPe CepAeYHO-COCYAMCTOM
natonormuu y AeTei. ATOMOBEHTPUKYAsIpHas 610Kaja npeacTaBasieT co60/ 3aMeIeHUe Uan NMPeKpalleHne npoBeaeHUs
MMIY/IbCOB CO CTOPOHbI NPEACEPANI Ha XKeNyAo4YKM. KonneKTuB aBTopoB npeacTaBasieT pa3paboTaHHble Ha OCHOBaHUM
MPUHLIMIMOB JOKa3aTe/IbHON MEAULIMHbI KIMHUYECKUE PEKOMEHAALIMM, BKAOYaLMe BCe 3Tarbl JUarHOCTUKU U JIeYEeHUS
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ATPUOBEHTPUKYNIAPHASA BJIOKAJA OT Npeacepaun K xenyaodykam. 3amenneHve npoBeaeHus
OnpepeneHune UMnNynbca MOXeT NpoucxouTb B npeacepausx, AB-yane,
ATproBeHTpUKYNapHon (AB), nauM npeacepaHo-Keny- cucteme Mca-IlypkuHbe. Bce BapuaHTbl AB-610Kag MoryT
[104KOBOK, 6/10Kagov 0603HaYaloT 3ameasieHne, YacTuy- ObITb NPEXOAALLMMU U NEPCUCTUPYIOLLMMU, BPOXKAEHHBIMU

HO€ M NOJIHOE NpeKpalleHMeM NpoBeaeHUs BO30YKAEHUS M NnprMobpeTeHHbimu [1-3].
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Atrioventricular Block in Children

Rhythm and conduction disorders of the heart occupy one of the leading places in the structure of cardiovascular pathology in chil-
dren. Atrioventricular block is the slowing down or loss of impulses from the atria to the ventricles. The team of authors presents clini-
cal guidelines based on the principles of evidence-based medicine, including all stages of diagnosis and treatment of children with
atrioventricular block. The use of guidelines in clinical practice will allow to choose the best strategy for the diagnosis and treatment
of atrioventricular block for each individual patient.
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MNy6nunkauma aBnseTca o6GHOBNEHHbIM BapuaHTOM KIMHWYECKMX PeKoMeHAauuin Accouunaunu AeTCKux KapauonoroB Poccun n Cotosa
neamMaTtpoB PoccuM MO AMArHOCTUKE, NEYEHWUID U BEAEHWMIO MaLMEHTOB [ETCKOro BO3pacTa C aTPUOBEHTPUKYNSPHOM GroKaaon,
pasmelleHHbIXx Ha canTe https://medi.ru/klinicheskie-rekomendatsii/atrioventrikulyarnaya-predserdno-zheludochkovaya-blokada-u-
detej_13877/.




3THonorua M nartoreHes

M3meHeHne AB-npoBeaeHnst MOXET ObiTb CBA3aHO Kak
C HapylleHWEeM PEerynauun ero AesiTeNlbHOCTU CO CTOPOHbI
BereTaTMBHON HEPBHOM CUCTEMbI, TaK U C OPraHUYeCcKUMH
W/WAN CTPYKTYPHBIMU U3MEHEHUSMW NPOBOASLLEN CUCTEMBI
cepaua (taén. 1) [4-9].

MNosBneHne AB-6noKaabl | ctenenn Ha doHe 6paguKap-
OMN MOXET 6blTb CBSI3aHO C MOBbILEHMEM TOHyca napa-
cumMnaTM4yecKoro oTaena BeretTaTUBHOM HEPBHOM CUCTEMBI.
TaxmzaBucumble AB-610Kaabl | cteneHn, BOSHUKaOLWME NpU
yyalleHun putMma cepaua, o4eBUAHO, CBSA3aHbl C 610Kaaowm
nposefeHus no 6bicTpomy (B) KaHany AB-ysna. [daHHas
6/10Kajla MOXEeT COXpaHATbCA B OPTOCTAaTUYECKOM MoJo-
EHUU MauueHTa, HO MOXEeT MNPOXOAUTb Mocse MNOAKOXK-
HOro BBEJEHMA aTponuHa. Takaa OoTBEeTHas peaKkuus gaet
OCHOBaHMe cyMTaTtb, YTO MNpPKU Taxu3aBucumown AB-6nokage
| cTeneHn xapaKTep B/MUSHWS BereTatMBHOW pPerynsiuuu
AB-npoBeaeHns aBnsieTcs He rnaBHbiM. AB-6nokaga | cTe-
NeHW MOXET BO3HWKAaTb y MaLMEHTOB Mocfe NpUMEHEHMS
TaKUX JIEKAPCTBEHHbIX CPE/CTB, KaK 6/I0KaTopbl KanbLue-

BblX KaHanoB, (3-6n0KaTopbl, AUIOKCUMH, aMUMOAapoH W Ap.
MpnynHon passutua AB-6n0Kagbl | cTteneHn Moryt 6biTb
BOCNanuTenbHble 3a60neBaHUa MMOKapaa pasnyHom 3T1o-
NIOrnKn, UHOUNBLTPATUBHbIE U AereHepaTUBHbIE 3ab60eBaHUS.
AB-650Kaga | cTeneHuM MOXET BO3HMKaTb TaKXe rnocrne
nepeHeceHHON XMPYpPruyecKomn nnm aHAOBaCKYNSPHOM Kop-
pPeKLUMU BPOXKAEHHbIX MOPOKOB cCepila MAn B pesynbrate
KaTeTepusauunun npaBbiX OTAENOB cepaua.

AB-6nokapga ll ctTeneHu HepegKo HabnogaeTcs npy naTo-
JIOrMYEeCKOM BaroTOHWKU, TOKCMYECKUX MOPaXKeHUsax cepaua,
CBSA3aHHbIX C MpenapaTaMu HanepcTsHKK, B-6roKkaTtopamu
N GnokaTopamu KanbLUMEBLIX KaHaNoB, a TaKXe npu ayTo-
UMMYHHbIX MOPaXKeHUAX MPOBOASLLIEN CUCTEMbI C Mocne-
NyOUWMM pasBUTMEM KapAMOCKIepo3a M AereHepaTuBHbIX
3aboneBaHn NpoBoAsLLEN cucTeMbl cepala. AB-61oKkaga
Il cTeneHun HabnogaeTcs y AeTen nocne onepauum Ha cepa-
Le. AB-6noKkaga Kak |, Tak u |l cteneHn MoXeT ObiTb cnef-
CTBMEM aHOMaNKU Pa3BUTHUA NPOBOASLLEN CUCTEMbI cepaLa
npu BPOXAEHHbIX NOPOKax cepaua. CneayeTt MeTb B BUaY,
410 AB-6n0Kagabl I-Il cteneHn moryt TpaHchopmMMpoBaTbCs

Ta6auuya 1. MNpuynHbl pa3BUTUA aTPUOBEHTPUKYISIPHOM 610Kaabl

Table 1. Causes of atrioventricular block

Xupypruyeckas KoppeKLns BPOXKAEHHbIX
NOpOKOB cepaLa

[dedeKT Mexenyao4KoBon neperopoaxku
ATPUOBEHTPUKYNAPHAA KOMMYHUKaLMS

Tetpaga ®anno

O6CTPYKLMSA BbIXOAHOIO OTAENa IEBOMO XeNnyLouKa
KoppurnpoBaHHas TpaHCNO31UMS MarucTpasnbHbIX apTepui
[OuckopaaHTHOe AB-coeanHeHune

M3onnpoBaHHas BpoxaeHHas AB-6nokaaa

MoBperkaeHne TKaHu AB-y3na nnoga MaTepMHCKMMKM aHTUTENaMu Knacca aHTu-SSA/Ro,
aHTU-SSB/La, HanpaBAeHHbIMU K BHYTPUKAETOYHbBIM PACTBOPUMbIM PUBOHYKNEeoNpoTe-
MaHbIM Komnnekcam 48-KD SSB/La, 52-KD SSA/Ro 1 60-KD SSA/Ro

AB-6n10Kaga, accouMmpoBaHHas co
CTPYKTYPHbIMWU @aHOManusMu pa3BuTus
cepaua

AHOManMu pa3BUTUSA NPeACEPLHON U MEXIKENYA0YKOBOW NeperopoaKu
O6Wnin apTepuanbHbiin CTBON

KoppurnpoBaHHas TpaHCNO31LMS MarucTpanbHbIX apTepui
[eTepoTakcusa (neBonpeacepaHbin U30OMEPU3M)

NHbeKUMoHHbIe 3a60n1eBaHnd

BaKTepuanbHble U BUPYCHble MHPEKL MU, B TOM YUCE U BHYTPUYTPOOHbIE (CeMelncTBa
repnecsupycoB U 3HTEPOBUPYCOB)

PeBmaTnyeckasa nuxopagka

BonesHb Jlaima

BonesHb Yaraca

BUY-nHdpekuuma

HenpombliweyHble 3a6oneBaHns

MbiweyHasa guctpodus dmepu—/Apendyca (Emery—Dreifuss)
MbiweyHasa auctpodus JoweHa (Duchenne)
MwnoToHu4ecKkasa anctpodus

XPOMOCOMHbIE U FTEHETUYECKUE 3aboneBaHUs

CuHapom Xonta—Opama (Holt—Oram)

18-p-cMHapOM

CuHapoMm KepHca—Cewpa (Kearns—Sayre)

BonesHb ®abpu

muKkoreHos Il vV tnuna

Mykononucaxapuao3s IH (cuHapom ypnep), IH/S (cuHapom lypnep-Lewe) v 1l Tuna (CuH-
Apom XaHTepa)

CUHAPOM YASIMHEHHOrO UHTepBana QT

[ereHepaTuBHble 3a60/ieBaHNs MMOKapaa

BbonesHb JleBa
BbonesHb JleHerpa

[Apyrue npuynHbl

MNMoBpexaeHne NpoBoasLLeh CUCTEMBI cepALa NpU KaTeTepHbIX npoueaypax (3HAoBa-
CKYNApPHOE 3aKpbiTue AedeKTa MeXKeNyLo4YKOBOW Neperopoaku, pajuoyacToTHas
abnaumsa aputMmmn)

HapyuweHua metabonvama (KapHUTUHOBAs HEJOCTAaTOYHOCTb)

MnepTpoduryeckas KapamomumonaTus

3a60/eBaHUS COeJUHUTENBbHOM TKaHU

Capkounaos

AmMunonao3s

Onyxonb cepaua

dapmaroTepanus

ANEeKTPONUTHbIE HapyLWEHUS (TUNePKanUeMust, runepKanbLMemMus)




B noJsiHyto AB-6110Kafy y AeTen ¢ opraHn4eckomn Uan CTpyK-
TypHOM nNaTofornen cepaua.

BpoxaeHHasa nonHas AB-6n10Kaga MOXeT O6biTb 006Y-
cnoBneHa ayTOMMMYHHbIM KOHGAWKTOM B cUCTEME
«MaTb—naog4», NTM60 BO3HWKAET BCNEACTBME CTPYKTYPHO-
ro gedekta passutusa. Mopdonormyeckne nccnegoBaHms
CBMAETENLCTBYIOT, YTO Ha A0/0 UMMYHHbIX GOPM MOAHOM
BpoxaeHHoW AB-6nokaabl npuxoantcst ~70% Bcex cnyya-
eB. I3BecTHa JOCTOBEPHO AOKYMEHTUPOBaHHasa accouna-
LUMS BPOXKAEHHOM NnosiHoM AB-610Kaabl Y HOBOPOXKAEHHbIX,
MaTepu KOoTopbix cTpagatoT guddy3HbiMM 3a60neBaHUAMU
coeanHuUTeNbHOM TKaHU. OKono 25% cnyyaeB BPOXK/AEH-
Hbix AB-6510Kag Il cteneHun coyeTaloTcsi CO CTPYKTYPHbIMU
aHoManuamMu cepgua, Haumbonee yacto — ¢ gedbeKktamu
PasBUTMA MEXNPEACEPAHON U MEXKIKENYAO0YKOBOW Nepero-
POAOK, NleBonpeacePAHbIM M30OMEPU3MOM, a TaKKe C Kop-
PUrMPOBAHHOM TPAHCMO3ULMEN MarucTpalibHbiX apTepUnt.
OgHoM M3 npuymMH npuobpeteHHon AB-6nokaabl Il cTe-
neHW aBNSeTCs BOCMaNUTENbHOE MOpaxeHwe MWoKapaa.
B page cnyvyaeB npuobpeteHHas AB-6nokaga lll cteneHun
BO3HWKaET nocne onepaumm no KoppeKuun BPOXKAEHHbIX
NOPOKOB cepaua. Pazsntnem nonHon AB-6n1oKaabl MOXKET
COMPOBOXAATbLCSA PAA HACNEACTBEHHbIX U HEMPOMbILIEYHbIX
3ab0/ieBaHuUN.

AB-6nokapga | cteneHu MoxeT OblTb pe3y/ibTaToM 3ames-
NIEHHOro npoBeAeHus B npeacepaun, AB-y3ne, B ny4yke
[Mca nnn ero HoxKKax. [JOMUHUPYIOLLMM MECTOM 3afepKu
nmnynbca asnaetca AB-ysen (y 83% 60nbHbIX). 3aaepxKa
nposeaeHns B npeacepauax unu AB-yane npu AB-6noKkage
| cTeneHn HOCUT TPaH3UTOPHbLIN MU CTabWU/IbHBIN XapaKTep
N MOXeT MeANEHHO NPOorpeccMpoBaTb B CTOPOHY BbICOKMX
cTeneHen AB-6n0Kajbl.

AB-6nokapa Il cteneHn tvna Mobutuy | (c nepuogu-
Kon CamoinnoBa—BeHKeb6axa) BbI3blBAeTCA 3aMefleHUEM
npoBoaMmoctM B AB-y3ne B 72% cny4yaeB M B cUCTEME
nyyka mca — B 28% [4]. Unknbl BeHKkebaxa mMoryT BMAO-
M3MEHATLCA M MOA BAUSHUEM APYruX ABNEHUI (Hanpumep,
CynepHopMasibHOro MPOBEAEHMUS UM 3aBUCUMbIX OT 6pa-
OVKapaun 3afepXek u 6noKkag npoBefeHus). B peakux
cnyyaax B UMKNe BeHkebaxa oTmevaeTcs 6/10KMpoBaHue
OBYX nocnegoBatenbHblx P-BonH. Mpu AB-6nokage Il cte-
neHn tuna Mo6uTty Il nHtepsanbl PQ (R), npeawecTByto-
lMe BbliNnaBlUEMY COKpaLleHUIO, Bcerga MOCTOSHHbI U He
MEHSIOTCA Jake nocfie BbiMaBLIero cokpawexus. B cayya-
X, COOTBETCTBYIOWMX NocnegHemy Kputepuio, AB-6nokaga
Il cTenenu Tina Mo6uTL Il orpaHnymnBaeTcs cuctemon Mica—
MypkuHbe (35% cny4yaeB Ha ypoBHe ny4yka lMca u 65% —
B AUCTasIbHOM YacTu cucTembl M’ca—lypKkuHbe). AB-6/10Kaga
Il cteneHn B AB-y3n1e UMeeT OTHOCUTENIbHO 6aronpusiTHoe
TeyeHue U He BedeT K BHe3anHow acuctonuu. CornacHo
oblenpuHaToMy MHeHuto, AB-6510Kaga |l cteneHn B cucteme
[Mca—lypKMHbe YacTo NPorpeccupyeT B CTOPOHY MOJSIHOM
aTPUOBEHTPUKYSIIPHOM BN1OKaabl.

[Mpun AB-6nokage lll ctenenu (nonHasa AB-6nokaga) Hapy-
lleHMe npoBefeHua nokanusyetcs B AB-y3ne B 16-25%
cnyyaeB, B nyyke MMca — B 14-20%, B HOXKax MNy4vka
mca — B 56-68%. lNonHaa AB-6n10Kaga MOXeT OblTb
KaK BPOXAEHHOW, TaK M npuobpeTeHHOW. BpoxkaeHHas
AB-610Kafia o6ycrnoBiieHa HallM4MeEM aHTUTEN Kflacca aHTu-
48 kD SS-B/La, aHTn-52 kD SS-A/Ro 1 aHTn-60 kD SS-A/Ro
y MaTtepew. [locne NpoxoxKaeHns Yyepes nnaLeHTy MaTepuH-
CKMe ayToaHTMTena Knacca aHTU-SSA/Ro u aHTU-SSB/La
nepeKpecTHO pearnpyloT ¢ L-Tunamun KanbLMEBbIX KaHanos
B K/eTKax cepfua y BHYTpUyTpobHoro pebeHka, Bcnea-
CTBME YEro BO3HMKAET 3aMefeHNe aTPUOBEHTPUKYASAPHOM
nposoamMmocTun (AB-6nokaga | ctenenu). AnuTtenbHole Hapy-
LWeHNs romeocTada KalbUMs B KNeTKax cepgua y naoga

noa BAWSIHUEM MPOAOSIKAOWEro BO3LENCTBUA MaTepuH-
CKMUX ayToaHTUTen Knacca aHTM-SSA/Ro u aHTU-SSB/La
MOFyT NPUMBECTU K aKTMBaLMKM anonto3a KnetoK. AnonTto3
He accouuupyeTcsl C BOCManeHUeM, TaK KaK KNeTKW npu
anonTo3e He HabyxaloT M He pas3pyLllaloTcs 4O MNOrNoWeHns
Mx Makpodaramu. ONCOHM3MPOBAHHbIM GaroynMTo3 Kie-
TOK MPMBOAMT K CMHTE3Y NPOBOCNANMUTENbHbLIX LIUTOKUHOB
(MHTepnenkKHOB 1, 6, 8; GaKkTopa HEKPO3a Onyxonen 1 ap.),
KOTOpble BMeCTE C aHTUTenamu Knacca aHTu-SSA/Ro, aHTu-
SSB/La “ aKTuMBauuMeWn CUCTEMbl KOMMAEMEHTa reHepw-
pylOT YCTOMYMBYIO BOCMANMUTE/bHYIO peaKkuuio B cepaue
BHYTPUYTPOOBHOro pebeHKa. B KoHeYHOM uTOre 3To NpUBO-
OWT K HeobpaTMMOMy MoBpexaeHuto AB-y3na v pasBuTUIO
NOTHOW aTPUOBEHTPUKYNISPHON 6110KaAbl. BOSHUKHOBEHME
BPOXAEHHON nosiHoM AB-6510Kafbl AOKYMEHTUPYETCA He
paHee 16-# Hepn rectaunn. AHTUTENA NPOAOMKAOT 0GHapY-
MBATbCS B KPOBM HOBOPOXKAEHHOMO A0 3—6 MEC XWU3HM.
CKpbITOE HOCUTENLCTBO aHTUTEN BCTPeYaeTcs B CpefHem
y 1% XKEeHLMH, a NpeacKadyembli YPOBEHb POXKAEHUS pebeH-
Ka ¢ nosHon AB-610Kafon BoO MHOTO pas Huxe. BeposTHo,
Ha BO3HWKHOBEHWE ayTOMMMYHHOIO MOPaXKeHUsi aTPUOBEH-
TPUKYNSPHOrO COEAUMHEHUSI BAUSIET BEMYMHA TUTPA aHTU-
Ten (1:16 v Bbiwe). MpyU HaNMuYUK aHTUTEN Kiacca aHTu-
SS-A/Ro 1 aHTM-SS-B/La y maTepu v BPOXK/AEHHOW MOMHOM
AB-6noKagbl y pebeHKa ycTaHOBJIEHa accoumalms co cre-
aytowmmn HLA-rannotunamu: Al, B8, DR3, MB2 n MT2.
Takne HLA-rannotunbl, kak DR2, MB1/MT1, xapaKTepHbl
AN MaTepen C NONOXMUTENbHbIM TUTPOM aHTUTEN WU AeTewn
6e3 BpoXaeHHOW nonHon AB-6nokagbl. Apyrumun dakTopa-
MW PUCKa, KOTOpble MOryT OKa3blBaTb BAMSHME Ha pPa3Bu-
TUe BPOXKAEHHOW MOJIHOM aTPUOBEHTPUKYNSAPHOW GM0KaAbl
y nnoja, ABASOTCA BO3PaAcT MaTepPU, 3UMHUI CE30H, NOBbI-
WeHHasa MHOUUMPOBAHHOCTb MaTepm BO BpeMs 6epeMeHHOo-
CTW, HU3KWW YpOoBeHb BUTammHa D [1-5, 7, 8, 10].

Anuaemuonorua

AB-650Kafa | cTeneHn MOXKET BCTPeYaTbCs Ha 3NEKTPO-
Kapaunorpamme (3Kl y 3aopoBbIx aeten ¢ yactoton ot 0,6
o 8%. Y netelt mnajwero Bo3pacta ¢ HOPMasbHbIM CUHY-
COBbIM PUTMOM TPaH3UTOPHOE yBeNMYeHne uHTepBana PQ
BcTpevaeTcs B 5% cny4yaes, y ctapwmnx — B 15%, B OCHOB-
HOM B HOYHOEe BpeMs. bonee BbicOKas YacToTa BbIiBNEHUS
AB-6noKagpl | cTeneHn oTMe4vaeTcs y TPEHUMPOBAHHbIX CMOPT-
cMeHoB — 8,7%. YacTtoTa BbiiBneHus AB-Gnokaabl | ctene-
HW Yy AeTen Npu NPoBeAEeHUN XONTEPOBCKOr0 MOHUTOPMPO-
BaHWA ropasfo Bbllie — o 10-22%. YacTtota AB-6510Kabl
Il cteneHn coctaBnsietr 0,003% B nonynauMu. [ocTaTtoyHo
BblCOKas pacnpocTpaHeHHocTb AB-6nokagbl Il cTeneHu
TMna Mobuty, | (2,4%) oTmevaeTcs Y TPEHUPOBAHHbIX CNOPT-
CMEHOB, npoxoasauwux pyTuHHyto IKI. CpeaHsis vactoTa
BPOXAEHHON nonHou AB-6n0Kagbl cocTtaBnseT 1 cinyyan
Ha 22 000 HOBOPOXAEHHbLIX U Konebnetca B npegenax 1
K 15 000-25 000. Yactota pasButus AB-6nokag nocne
XMPYPrMYeCcKON KOPPEKLIMU BPOMKAEHHbLIX MOPOKOB cepaua
cocTtaBnsieT oT 1 4o 17%, 4To 3aBUCUT OT aHATOMWKU NOPOKa
W BMAA BbINOJIHEHHOIO KApAMOXMPYPru4ecKoro BMeLaTeb-
ctBa[2, 3,6, 9].

Knaccudpukauyusa

B 3aBucuMmMoOCTM OT cTeneHu HapyweHus AB-nposo-
IMMOCTH BblaensitoT 3 cteneHn AB-6n1oKaabl:
° aTpPUMOBEHTPUKYNspHas 6nokaaa | crenexu;

°* aTpUOBEHTPUKYNsApHaa ©Gnokaga Il cTeneHun, Tun
Mo6wuTu |, c nepnogamu CamonnoBa—BeHKkebaxa;

°* aTpUOBEHTPUKYNApHaa ©Gnokaga Il cTeneHun, Tun
Moo6wuTtu, II;

° aTpuoBeHTpUKynspHasa 6nokaaa lll ctenenu [3].
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AunarHocTukKa

anob6bl m aHamHe3

CreKTp KJIMHUYECKMX nposiBneHun AB-610Kaabl LWMPOK
W BapbMpyeT OT NMOSIHOro OTCYTCTBUS CMMNTOMOB A0 Pa3Bu-
TUS cepeyYHOn HeJOCTaTOYHOCTH, CUHKOMAabHbIX COCTOSHWUM
M BHe3amnHom cmepTtu. lpu aHanuM3e aHamHe3a OCHOBHOE
3HayeHne NpuaaeTcsi BbIACHEHUIO O06CTOATENbCTB OOHapY-
eHuns AB-6noKagbl: Cly4yanHo npu AucnaHcepusauuu, Ha
$poHe pa3BUTUA OCTPOro BOCMaNIUTENbHOIO npouecca, npu
obcnefoBaHMM MO NOBOAY XPOHMYECKOW NaToNiorMK U T.A4.
TwaTenbHbIA aHaNNM3 aHAMHECTUYECKUX IAaHHbIX UMEET OJHO
M3 MepBOCTEMNEHHbIX 3HAYEHW B onpeaeneHurt MPUYHUHbI
pa3BuTns AB-6n10Kkaabl [2].

Cpean Hambonee 4yacTo BCTPEYaoLMXCS Kanob:
® CHWXEHMWEe TONEepPaHTHOCTM K WU3UYECKMM Harpy3kam

(oablWwKa npu Harpyske);
®  TO/IOBOKPYKEHHUE;
® MOTeps CO3HaHMS (CMHKOMasbHblE COCTOSHMS).

BpoxaeHHas usonupoBaHHaa AB-6nokaga Henocpean-
CpeACTBEHHO cBfi3aHa C HeoHaTallbHas BOAYaHKON — CUM-
NTOMOKOMMM/IEKCOM, AWArHOCTUPYEMbBIM Y HOBOPOMKAEHHbIX,
MaTepu KOTOPbIX YacTo CTpadatoT ayTOMMMYHHbIMW PEB-
MaTUYECKMMKU 3a6oneBaHnaIMK), U NPOSABASIOWMMCS ABYMS
OCHOBHbIMW MPU3HAKaMN — MOPaXKeHUEeM KOXKW U cepaLa.
Mpn6aM3nTENBHO B MOSIOBUHE BCEX OMMCAHHbIX C/ly4aeB HEO-
HaTafibHas Bon4YaHKa npeacTaBieHa B BUAE U30/IMPOBaHHO-
ro KOXXHOro 3aboneBaHus, a B Apyrol nosioBuHe Habnoae-
HWUM — B BMAe n3onnposaHHon AB-610okaabl. B 10% cnyvyaes
MMeeTcsa coYeTaHne aTUX CUHAPOMOB. Peako HeoHaTabHas
BOJIYaHKA COMPOBOXKAAETCA APYrMMM MPOSIBAEHUAMMU, Halle
npexoasuiero xapaktepa [11]. Npu HeOHaTanbHOM BONYaHKe
B 60/bLUMHCTBE CllyYaeB Tepanuu He TpebyeTcs: CUMMNTO-
MaTuKa CTUXaeT B Te4eHUe HEeCKONIbKUM MecsLeB Mo Mepe
3NMMUHALMU MATEPUHCKUX aHTUTEN U3 KPOBM HOBOPOXKAEH-
HOrO; UCKJIIOYEHUE COCTABNSET BpoxaeHHasa AB-610Kkaja.

dusunKanbHoe o6csegoBaHue

Mpn npoBeAeHUU CTaHAAPTHOIO KJIMHMYECKOro OCMO-
Tpa cnepyet o6patuTb 0c060e BHMMAHWE Ha M3MepeHUe
pocTa 1 Macchl Tena, TemnepaTypbl Tena, 4acToTbl AblIXaHWs
M 4acTOThbl cepaeyHbiXx cokpalweHun (HCC), a TaKkKe apTepu-
anbHOro gaBnexHus [2].

AB-6n0Kaga | cTeneHn MoXeT BCTpeyaTbCs y 340POBbIX
neten. [lokasaHo, 4To AB-6n10Kaga | cteneHr He npuBoOaAUT
K [OCTOBEPHOMY YBENIMYEHUIO KaMep cepgua. AB-6n1oKaga
| cTeneHn npoTekaeTr 6€CCMMNTOMHO, OJHAKO [EeTH
¢ AB-6510kagov | cteneHun, y KOTOPbIX ANUTENbHOCTb UHTEpP-
Bana PQ (R) ot 240 mc 1 6onee, Hy)KaatloTcs B HabnoaeHnn

C Le/bl0 KOHTPONS Haj BO3MOXHbIM MPOrpeccrpoBaHuemM
cTeneHun 6nokagbl.

KnMHnyeckaa KapTuHa 3aboneBaHus y aeTen
c AB-6nokagon ll-Ill cteneHn 3aBUCUT OT BENUYMHbLI Nay3
pUTMa, UCXOAHOM 4acTOTbl CEPAEYHOr0 pUTMa MAN aKTMB-
HOCTW reTepoTonHoOro puTma. Npu BHE3anHO BO3HMKaOLWMX
naysax pMTma BEJIMK PUCK Pa3BUTUS CUMHKOMNAaNbHbIX COCTO-
AHWN. [osiBNEHMEe CUMNTOMOB CEPAEYHON HELOCTATOYHOCTH
3aBUCUT OT BO3MOXHOCTM 06€ecneynTb ageKBaTHbIN MeTa-
60/IMYECKNUM MOTPEOHOCTAM MWUHYTHbIM 06BHEM KPOBOOO-
palieHus, BeanYnHa Kotoporo 3aBucuT oT YCC 1 ygapHoro
ob6bema NeBOro )enyaoyka. Y getew craplero sospacTa,
HecmoTpst Ha CcHuxeHue YCC, MUHYTHbIN 06bEM KPOBOOG-
paleHns nogaepunBaeTcs yBeanYeHNeM yaapHoro obbe-
Ma, B OCHOBE 4Y€ero NIeXUT HapacTaHue npu 6paguMKkapamu
KOHEYHOro AMacTONMYEeCKOro pasmepa NeBoro Xenygoyka.
Taknum 06pas3om, nosiBAeHne CUMNTOMOB CEPAEYHON Hefo-
cTaTo4yHOCTM 6yaeT 3aBuceTb IM60 OT YPOBHS WMCXOAHOM
6paguKkapanm u/wanM OTCYTCTBUS afeKBaTHOro npupocTta
YCC npu HarpysKke, a TaKXXe OT COKpaTUTENbHOM OYHKLMK
NeBOro Xenygoyka.

0Oco60ro BHMMaHUs B 3TOM CBA3M 3acyKMBaET N0A C Ana-
rHocTMpoBaHHOW AB-6nokagon. lMpeanKTopamu pasBUTUSA
BOASAHKM NN0OAa U ero ruéenu SBasioTCA YacToTa CoOKpaLLeHms
¥enyao4ykoB MeHee 55/MUH, a npeacepanin — MeHee 120/
MWH. MNnog ¢ nonHon AB-6/10Kafom 1 CTPYKTYPHOM aHOMasnen
cep/ua umeeT Kak MUHUMYM 50%-HbIi PUCK BHYTPUYTPOGHOM
UK nepuHaTanbHon ruéenn. Cpean HOBOPOMKAEHHBIX C U30-
nmpoBaHHon AB-6noKkagoin novyt 90% acMMNTOMHbI U UMe-
0T HOpMasbHYl0 GYHKLMIO NeBOro *enygodka. K daktopam
puUCKa HebnaronpusaTHoro mcxoga AB-610Kadbl Y HOBOPOXK-
[EHHbIX 1 AeTen paHHero Bo3pacTta cneayeT OTHECTH YacToTy
COKpaLlLEHWUI Xenyao4KoB MeHee 55 ya./MuH, 3aMellatoLLmi
PUTM C LUMPOKUMU XKENYLOYKOBLIMU KOMMIEKCAMM, HanM4me
KeNyoo4YKOBOM IKTOMUM UK BbICOKYIO YaCTOTY COKpaLLeHus
npeacepann (6onee 140/MuH).

MpucTtynbl NoTepu co3HaHus (cuHapom MopraHbu—
Apamca—CToKca) IBASOTCA CaMblM BbIPaXKEHHbIM KIUHKUYe-
CKUM nposieneHnem AB-6nokagbl lI-1ll cteneHun. MNpuinHon
noTepu CO3HaHUA SABNAIOTCA ANUTENbHble NEepUoAbl acu-
CTONWMU KEeNyAo4KOB, T.e. Nepuoabl OTCYTCTBUSA 3abPeKTUB-
HbIX COKpaLLEHWI KeNnyao4KOoB, BO3HUKalOLWMeE B peadynbrate
nepexona AB-6nokagbl Il cteneHn B nonHyio AB-6nokagy,
Korga eue He Havyan PyHKUMOHMPOBATb HOBLIM 3KTOMMYe-
CKMI BOAUTENb PUTMaA XKENYAOUYKOB, PACMONOXKEHHbIR HUXKe
YPOBHS 6/10Kabl. ACUCTONUS KeENYAOHKOB MOXKET Pa3BMUTbCS
W NPU PE3KOM YrHETEHMM aBTOMATU3Ma IKTOMUYECKUX LiEH-
TpoB Il n lll nopsgka npu 6nokage lll ctenenu (puc. 1).

Puc. 1. dnekTpoKkapamMorpamma pebeHKka B Bo3pacTte 13 net ¢ aTpruoBeHTPUKYNsSpHoW 6nokaaoi |-l cteneHu

Fig. 1. Electrocardiogram of a 13-year-old child with atrioventricular block 1111
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lpumeyaHne. 3annucb B MOHUTOPHbIX OTBEAEHUAX MPU CYTOYHOM MOHUTOpUpoBaHuu JKI: naysbl cepaeyvHoro putma 6568 n 8296 mcek.

Note. Record in monitor leads with Holter ECG monitoring: heart rate pauses are 6,568 and 8,296 ms.



Puc. 2. SnekTpoKapavorpamma pe6eHka B Bo3pacte 1 Mec ¢ NoJIHOM aTPUOBEHTPUKYNSPHOM 6NoKaaon
Fig. 2. Electrocardiogram of a child aged 1 month with complete atrioventricular block
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MpumevaHne. 3anucb B MOHUTOPHbIX OTBEAEHUAX NPWU CYTOYHOM MOHUTOPMPOBaHUK KT 3a/1M enynoYKoBOM TaxMKapanumu Ha hoHe

MOHOM aTPUOBEHTPUKYNAPHOM Gr10Ka/bl.

Note. Record in monitor leads with Holter ECG monitoring: an episode of ventricular tachycardia on the background of complete atrioventricular

block.

HakoHeu, MPUYMHON aCUCTONUM MOFYT CIYXUTb Tpe-
netaHve wnn OUOPUNNALNSA KeNyaoyKoB, 4YacTo Habio-
naemble npu nonHon AB-6nokapge (puc. 2). Takum obpa-
30M, pPa3BUTME CUHAPOMA CBA3AHO C TMMNOKCMEN MO3ra
B pe3ynbTate peaKoro puTMa COKpPaLLeHWUS Kenyao4yKoB
WK ero oTCyTCTBMS.

Taknm 06pa3om, Npu NPOrHO3NMPOBaHMM TEYEHUS MOJTHOM
AB-6n0oKafbl U PUCKOB, CBA3AHHbIX C HEW, UMEIOT 3HAYEeHne
onpegeneHne reHe3a GnoKajbl, BbiABIEHWE BPEMEHN BO3-
HUMKHOBEHMS M CTeneHu nporpeccupoBaHus AB-6nokagabl,
HanMyne KAMHUYECKUX MNPOSBNIEHUN, BKIOYAA CUHAPOM
MopraHbn—-Agamca—CToKca. Hannuve npucTtynos notepwm
CO3HaHus y NnauneHToB ¢ AB-6110Kafov aBAseTcs NpeanKTo-
pOM BHe3arnHowm cepaeyHomn cmeptu [2, 3,6-9, 12, 13].

JlabopaTopHasi gMarHoCTUKa
1. PekomeHpayeTcsi o6cnefgoBaHue pebeHKa v maTepu Ha
HOCUTENbCTBO aHTUTEN KNacca aHTU-SS-A/RO W aHTu-

Ta6nuua 2. Cxema 4N OLLEHKM YPOBHS peKomeHaaLmmn
Table 2. Guidelines Level Assessment Scheme

SS-B/La (cuna pekoMeHaauumn 2; 4OCTOBEPHOCTb J0Ka-

3aTenbcTB A; Ta6n. 2)? [4, 6, 10, 14].

Mpu BbIsBNeHMM AB-610Kaabl y naoga u/Mnuv BbiiBNEHUU
6/10Kagbl nocne poxaeHusa pebeHka B TeYyeHWe MnepBoro
rofa YXM3HW MauueHT M ero MaTb 06CneaylTCcs Ha HOCHU-
TENbCTBO aHTMTEN Knacca aHTu-SS-A/Ro n aHTn-SS-B/La.
B HacTosillee BpeMs ANS BbISBNEHUS MATEPUHCKUX aHTH-
TeN K pacTBOPUMbIM si€PHbIM aHTUreHam 48-KD SSB/La,
52-KD SSA/Ro n 60-KD SSA/Ro ncnonb3yeTcs MeToA Kou-
4YeCTBEHHOr0 aHaNM3a pagnonmMraHaa, 4To No3BosseT onpe-
[EeNUTb HanMyne aHTuTen Knacca aHTn-SSA/Ro n aHTn-SSB/
La garke y Tex maTepen, y KOTOpbIX paHblle onpeaensnmcb
oTpuLaTenbHble pe3ynbraTbl. Y4MTbiBas, H4TO OGHaApYXKEH-
Hble BO BpeMs UcclefoBaHWa MaTepUHCKME ayToaHTuTena
Knacca aHTM-SSA/Ro u aHTM-SSB/La ocTaTcs NoXKu3-
HEHHO B KPOBW MaTepeMn, ux onpeaeneHme BHe 3aBUCUMO-
CTM OT CPOKOB BbISIBIEHUS MOJIHOM aTPUOBEHTPUKYNSIPHOM
6n0Kaabl NMO3BONSET OnpedenuTb MPOrHo3 3abosieBaHMS

CTeneHb AOCTOBEPHOCTHU
peKomeHAaauumn

COOTHOLLEHUE PUCKA
M npeumylLecTB

MeTtoaonoruyecKkoe Ka4ecTso
UMeLluXca AoKa3aTe/NbCTB

MosicHeHUs No NPUMEHEHUI0
peKomeHAaauumn

1A

CwbHas pekomeHaauus,
OCHOBaHHas Ha
[l0Ka3aTeNlbCTBaX BbICOKOIO
KadyecTBa

MNonb3a oT4eTINBO
npeBanupyeT Haf pUCKaMu 1
3aTpaTtamu, Nn6o HaobopoT

HapexHble HenpoTnBopeynBbIe
[lOKa3aTeNbCTBa, OCHOBaHHbIE Ha
XOpOLWO BbINOIHEHHbIX PKW, nnn
HEeonpoBepXX1Mble JoKa3aTeNbCTBa,
npeAcTaB/ieHHbIE B KAKOW-NTMG0 Apyrow
dopwme.

[anbHenwne nccnefoBaHna BPSA in
M3MEHAT Hally YBEPEHHOCTb B OLeHKe
COOTHOLUIEHMS NONb3bl U PUCKA

CunbHas pekoMeHaauums,
KoTopas MOXeT
Mcnonb3oBaThbes B
6GONbLINHCTBE Clly4YaeB

y NPEUMYLLLECTBEHHOTO
KOoMMyecTBa nauneHToB 6e3
KaKWUX-TMO0 UBMEHEHUN U
MNCKIOYEHNUNH

MpKn N3N0XKEHUUN TEKCTA CTaTbM NPUBOAATCS cUNa pekoMeHaauui (1, 2) Ha OCHOBaHWKW COOTBETCTBYIOLWMX YPOBHEN AoKa3aTenbcTB (A—C) u

MHAMKATOPbl AOOPOKaYecTBEHHOW NpaKkTUKK (good practice points, GPPs). OnpegeneHune ypoBHA GPP BO3MOXHO MpW AOCTUXEHWU
KOHceHcyca Paboyen rpynnon. PekomeHayemas fOOpOKavecTBEHHAs MpakTuka 6a3upyeTcs Ha KIMHUMYECKOM onbiTe 4neHoB Pabouyen

rpynnbl Mo pa3paboTKe PeKOMEHAALMU.

NEAUATPUYECKAS ®APMAKOJIOTUA /2018/ TOM 15/ N2 5
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Ta6nuua 2. Cxema Ansl OLLEHKM YPOBHS peKomeHaaumnin (OKoH4YaHue)
Table 2. Guidelines Level Assessment Scheme (continued)

CTeneHb AOCTOBEPHOCTHU
peKkomMeHAaauumn

CooTHOLUEHUE PUCKa
U npeumyujecTs

MeToponornyeckoe Ka4ecTBo
uMemwuuxca foKasaTte/ibCTB

MosicHeHUsA No NPUMEHEHUI0
peKomeHaauun

1B

CunbHasa pekoMmeHauums,
OCHOBaHHas Ha
[OoKasaTeNbcTBax
yMepeHHOro KayecTBa

MNonb3a otyeTInBO
npeBanupyeT Haf pUcKkamu u
3aTpatamu, nM6o HaobopoT

[lokasaTenbcTBa, OCHOBaHHblE Ha
pesynbratax PKU, BbINONHEHHbIX

C HEKOTOPbIMW OrPaHUYEHNUAMM
(NnpoTMBOpPEYMBbLIE pe3ynbTaThl,
MEeTOA0NOrMYeCKMe ONOKM, KOCBEHHbIE
WX CNyYamrHble U T.N.), TM60 APYrnX BECKUX
OCHOBaHusX. [lanbHenwme nccnegoBaHumsa
(ecnn oHM NPOBOASATCSH), BEPOSATHO, OKaXKYT
B/IUSIHWE Ha Hally YBEPEHHOCTb B OLEHKe
COOTHOLWEHMWS NOMb3bl U PUCKA U MOTYT
M3MEHUTb ee

CunbHaa pekoMeHaaums,
NPUMEHEHNE KOTOPOMH
BO3MOHO B 60/MbLIMHCTBE
cnyyaes

1C

CunbHasa pekoMeHaaLus,
OCHOBaHHas Ha
[lOKa3aTeNbCTBaX HU3KOMo
KadyecTBa

Monb3a, BeposTHO, ByaeT
npeBanuMpoBaTb Haj
BO3MOHbIMU PUCKAMMU U
3atpaTtamu, in6o Hao6opoT

[loka3aTenbcTBa, OCHOBaHHble Ha
o6cepBaLMOHHbIX UCCef0BaHUAX,
6eCCUCTEMHOM KJIMHUYECKOM OMbITE,
pesynbratax PKU, BbINONHEHHBIX C
CyLWEeCTBEHHbIMU HeocTaTKamu. Jlio6as
oLeHKa adpdeKTa pacueHMBaeTcs Kak
HeonpeaeneHHas

OTHOCUTENBbHO CUbHas
peKomMeHaauuna, Kotopas
MOXET 6bITb UBMEHEHa NpPHU
nony4eHun JoKa3aTeslbCTB
6onee BbICOKOro KayecTBa

2A

Cna6as pekoMeHaaLus,
ocHOBaHHas Ha
[lOKa3aTeNbCTBaX BbICOKOMO
KayecTBa

Monb3a conocrtaBuma
C BOSMOXHbIMKW pUCKaMn
M 3atpatamMmun

HapexHble joKka3aTenbCcTBa,
OCHOB@HHbI€ Ha XOPOLO BbINOMHEHHbIX
PKW nnu noaTBEP)KAEHHbIE APYTMMU
HEOoNnpPOBEPKUMbIMU AAaHHbBIMMU.
[anbHewwmne nccnegoBaHus Bpsa nu
M3MEHSAT Hally YyBEPEHHOCTb B OLLeHKe
COOTHOLWEHMUS NONb3bl U PUCKA

Cnabasi pekomeHaaums.
Bbi6op Haunyywen
TaKTUKK ByaeT 3aBuCeTb
OT KJIMHUYECKOW CUTyaLumn
(06CTOATENLCTB), NALMEHTa UK
couManbHbIX NPEANOYTEHUH

2B

Cnabasi peKkomeHaaums,
OCHOBaHHas Ha
[OKa3aTeNbCcTBax
YMEpPEeHHOro KayecTBa

MNMonb3a conocrtaBuma ¢
PUCKaMU N OCNIOXKHEHUAMMU,
O/IHaKO B 3TOM OLEHKE eCTb
HeonpeneneHHoCTb

[loka3aTenbcTBa, OCHOBaHHblE Ha
pesynbratax PKU, BbINONHEHHBIX C
CyLLeCTBEHHbIMU OrpaHUYeHNIMHU
(NnpoTMBOpPEYMBbLIE pe3ynbTaThl,
MeToAoNornyeckne aedeKTbl, KOCBEHHbIE
WK CyYanHbI€e), UK CUNbHblE
[loKazaTeNbCTBa, NpeAcTaB/ieHHble B
Kakon-nnbo apyron dopme. JanbHenwmne
ncecnefoBaHus (ecnv OHW NpoBoOAATCS),
CKOpee BCEro, OKaXkyT BAUSHUE Ha Hally
YBEPEHHOCTb B OLLEHKE COOTHOLIEHUS
NoNb3bl U PUCKA U MOTYT UBMEHUTL €€

Cnabasi pekomeHaaums.
AnbTepHaTUBHAasA TaKTUKa

B onpefeneHHbIX CUTyaLmsax
MOMKET ABUTLCS N1 HEKOTOPbIX
nauneHToB Ny4LUM BbIGOPOM

2C

Cnabasi peKkomeHaaums,
OCHOBaHHas Ha
[loKa3aTenbCTBax HU3KOro
KayecTBa

HeonHO3Ha4YHOCTb

B OLIEHKE COOTHOLIEHMUS
NoNb3bl, PUCKOB

1 OCNOXXHeHW. MNonb3a
MOXET GbITb CONocTaBUMa
C BO3MOXHbIMU pUCKaMmn
N OCNOXKHEHUSMM

[loKkasaTenbCcTBa, OCHOBaHHbIE Ha
o6cepBaLIMOHHbIX UCCNeA0BaHMAX,
6eCCUCTEMHOM KJTIMHUYECKOM OMbITE, UK
PKW ¢ cywecTBeHHbIMU HeJOCTaTKaMMU.
Jio6as oueHKa adpdeKTa pacLeHnBaeTcs
KaK HeonpeaeneHHas

OyeHb cnabas pekoMeHaauus;
anbTepPHaATUBHbIE NOAXOAbI
MOryT GblTb UCMONb30BaHbI

B PaBHOW CTENEHMU

lpumeyaHune. B Tabnuue uMppoBoe 3HaYeHMe COOTBETCTBYET CUNE PEKOMeHAaL i, 6YKBEHHOE — YPOBHIO JoKa3aTenbHoCTU. PKU — paH-

AOMU3NPOBaHHOE KOHTPOIMpyemMoe nuccnegoBaHue.

Note. In the table, the numerical value corresponds to the strength of recommendations, the letter value — to the level of evidence. RCT —

randomized controlled trial.

W NOATBEPANTb BPOXKAEHHbIN XapaKTep AaHHOMO HapyLeHMs

cepaeyvHoro putma.

2. PeKkomeHayeTcst GUOXMMUYECKWUI aHaIN3 KPOBK C OLLEH-
KOM YPOBHSI 3N1EKTPOSIMTOB M MEPKEPOB MOBPEXKAEHMS
MunoKapaa (MB-dpaKkums KpeatuHdoCcPOKMHa3bI, TPOMO-
HUH |, 6enoKcBA3bIBAIOWME HKUPHBIE KUCNOTbI, NaKkTaTae-
rmaporeHasa) (cuna peKomMeHgauun 2; AOCTOBEPHOCTb
nokasatenbctB A) [2, 3, 7, 8, 13]. Llenb uccnegoBanms —
UCKIOUYUTb HaNMYne SNEKTPONUTHbLIX HapyLIEeHWU (runep-
KannemMmnss M runepKanbLUUMeMmns) U OLEHUTb CTeNeHb
noBpex/eHna MMoKapaa.

3. PekomeHpayeTcs npoBefeHue 6GaKTepPUOSIOTMYEeCcKo-
ro u/unn UMMYHODEPMEHTHOro aHanusa u/wiuM aua-
FHOCTUKM C MCMONb30BAHWEM TMOJIMMEPA3HON LEMHOM

peakuuu (cuna pekomeHaaumm 2; 4OCTOBEPHOCTb J0OKa-
3atenbctB A) [2, 3, 7, 8, 13]. UccnegoBaHme BbINOMHSA-
eTcsa C uenblo BepuduKaumm Bo3byauTenss BEPOSTHOIro
TeKkywero MHOEKUMOHHOro npouecca (afeHoBUPYChI,
napBOBUPYCbI, BUpYC dAnwTenHa—bapp, BUPYCbl KOpu
M KpacHyxu, LMTOMEranoBMpyc, repnecBupychl, BUPYC
MMMyHoaebuUMTa YenoBeKa, CTadUIOKOKKK, CTpenTo-
KOKKM, a TaK)e B0o36yautenn audTepuu, KIeweBoro
3Huedanuta, 6one3Hun Jlanma).

PeKomeHayeTcs MMMYHOIOrMYECKOe nccnefoBaHme ans
onpeaeneHns ypoBHS cneunudruyYecKux aHTUTEN K aHTu-
reHam npoBoOAsLLIEN CUCTEMbI Cep/iLia, KapanoMuoumuTam
(@HTMOMBPUNNSAPHBIE, aHTUCAPKOIEMHbIE U aHTUHYKJIe-
apHble aHTMTEena). iccnegoBaHune BbiNnosHAETCs ANS Ava-




FHOCTUKM ayTOMMMYHHOIO KOMMOHEHTa MOBPEXAEHMS
npoBoasLLen cucTeMbl cepaua (cuna pekomeHgaumm 2;
[OCTOBEPHOCTb fJOKadaTenbcTB C).

MpumeHsATea n agpyrme Metoabl AMarHOCTUKKU, Hanpas-
NIEHHbIE Ha BbIIB/IEHWE NOTEHLMANLHON NPUYUHBI Pa3BUTHA
AB-6nokagbl (cM. Tabn. 1), BKAoYas MONeKyNsapHO-reHeTu-
YECKMN N XPOMOCOMHbIM aHanus [2, 7-9].

HUHcTpymeHTanbHas AMarHOCTHKa
1. 3nekTpokapauorpadus (cuna pekomeHaauuin 1; nocTo-

BEPHOCTb AoKa3aTenbcTB A) [3, 7, 8].

KpuTtepun anarHoctukn AB-6nokagbl no gaHHbiM IKI:
AB-6nokaga | cTteneHu AnarHoCcTUpyeTcs Npu yBEIUYEHUH
nHTepsana PQ (R) cebiwe 0,15 cek y geten ot O go 2 ner;
0,16 cek — y pgetewt ot 3 go 10 net; 0,18 cek — y aeTewn oT
11 no 15 net; 0,19-0,20 cek — y AeTen cTapLiero BospacTta
n B3pocnbix. Mpn AB-6noKage | cteneHn Bce 3yoOLbl P «npo-
BOAATCS» K Xenygo4ykaMm npu NOCTOSHHOM, HO MPOJSIOHTUPO-
BaHHOM uHTepBane PQ (R) [3, 7, 8].

CyuiectByeT Heckonbko JKI-BapuaHTOoB AB-610Kajgbl
Il ctenenu: Tn Mo6wuTy, |, Tn Mo6wutu Il [3, 7, 8].

AB-6nokapa Il cteneHn tuna Mobwuty |, unu 6nokaga
Camonnosa—BeHKebaxa, xapaKTepu3npyeTcs Mnporpeccu-
pylowmm yaamHeHnem mHtepBana PQ (R) Ha 3KI ¢ nocne-
AylOWUM BbliMajeHUeM Xenyao4yKoBOoro kKommnnekca. lpwu
3TOM CKNlafblBaeTcs cnegyouias 3aKOHOMEPHOCTb: UHTEpP-
Ban PQ (R) nepen BbinageHuem (nepea AJMHHOM May30M)
OKa3blBaeTcs npoaomkutensHee nHtepsana PQ (R) nocne
BbiNageHus komnnekca QRS (cpas3y nocne AMHHON nay3bl).
Henyao4yKkoBble KOMMIEKCHI, Kak NpaBuio, UMEKT HopMasb-
Hyl0 GOPMY, TaK KaK CMHXPOHHOCTb BO30OYXAEHMA XKenyao4-
KOB He HapyluaeTcs.

Mpn AB-6nokape Il cteneHn tuna Mo6buTtu |l Boinage-
HWEe OTAENbHbIX KENyLOYKOBbIX COKpPaLLEHWUI HE COMNPOBO-
OaeTca nocTeneHHbIM yanuHeHvem wuHtepBana PQ (R),
KOTOPbIM OCTaeTcsl MOCTOSAHHbLIM, T.e. HE W3MEHSWUM-
€Sl OT UMKNa K UMKy (HOPManbHbIM WAWU YAJIUHEHHbIM).
BbinageHne KenyaoyKoBbIX KOMMJIEKCOB MOXET MMEeTb
onpeaeneHHyto 3aKOHOMEPHOCTb, HO Yalle Bcero 6biBaeT
6ecnopsagoYHbiM. JaHHbIM TUN HapyweHus npoBedeHus
B AB-coegnHeHnn 06yCNoBNEH AUCTabHbIM NMOPaXeHnem
NPOBOASLEN CUCTEMBI.

OauH u3 BapuaHToB AB-6Gnokaabl Il cTteneHu nony4ymn
Ha3BaHue AB-6n0Kagbl || BbICOKOWM CTeneHu, Tak KaK cTe-
neHb HapylWeHWs aTPUOBEHTPUKYISAPHOM NPOBOAMMOCTH NpKU
3TOM 6/10Kae 3HaYUTENbHO BhIlWeE, YTO MPUBOAMT K YacToMy
BbINaZEHUIO KOMMNEKCOB WK BbiNaAeHUI0 NoAPAA HECKOSb-
KWUX KEeNYyAOYKOBbIX KOMMIEKCOB. [1pM BbICOKOW CTEMNEHM
AB-610Kag BbiNagatoT ABa 1 60see XKenyao4KOBbIX KOMIMJIEK-
ca (6nokaga 3:1; 4:1 u T.4.). Mpn gaHHOM BapuaHTe 6aoKaabl
pa3BMBaeTCs pe3Kas 6paanKapamns, HTO MOXKET BblTb NPUYK-
HOM pa3BuTUS cuHApPoMa MopraHbn—Agamca—CToKca.

[Mpn nonHon AB-6110Kage UMNynbChbl U3 Npeacepauns non-
HOCTbIO HE MPOBOAATCS K enyaoykam [3, 7, 8], noatomy
npeacepans v Kenyao4ykun CoKpaLlaloTcs He3aBUCUMO ApyT OT
Apyra, Kaxkable B CBOEM pUTME: Npeacepans B 60nee 4acToMm,
Yallle BCero B pesy/nsrate MMNynbcaLlmMm n3 CUHYCOBOIO y3na,
a }enynoykn — B putme AB-coeanHenus. Mpu aTom onpege-
NneTcs AOBOJIbHO BblpayKeHHas enyao4KkoBas 6paavKkapamns,
N PUTM KeNyAo4KOB, KaK NpaBuio, purMaHeiin. Ecnv yactota
npeacepaHblX U KeNyao4KOBbIX COKpaLLeHW oguMHaKoBa, TO
AMarHocTnpoBaTtb NonHyto AB-610Kady MOXKHO Npw AnuTeNb-
HoW pernctpauunm KT, Korga BO3HUMKAET Nepuog HeCcooTBET-
CTBUSA NPEACEPAHDIX U XKENYA0HKOBbIX COKPALLEHUN.

2. CyTo4yHOe (xonTepoBCcKoe) MoHUTOpUpoBaHue KT (cuna

pekoMeHaaLunin 1; 10CTOBEPHOCTb IoKa3aTenbCcTB A) [3,

7, 8].

[aHHbIN MeTo4 MCCNeaoBaHMA MCMOAb3yeTcs Npu auva-
rHOCTUKe npexoasawmx dopm AB-6n0Kagbl. Pesynbtatbl
CYTO4YHOIro MOHUTOPUPOBaHKUS KT yynTbiBatoTCA Npu onpe-
AeNeHnU NoKa3aHu K UMNAaHTaLnm 3N1eKTPOKapaAnoCTUMY-
naropa npu AB-610Kagax: Halnyme Kenygo4KoBOW SKTOMUK
W 3aMeLlatolero putMa ¢ LUMPOKUMM KEeNYA0HKOBbIMU KOM-
nnexkcamu, a Tak»xe naysbl putma, 6onee 4yem B 3 pasa npe-
BblllatoLline 6a30Bbln PUTM.

3. Oxokapauorpadua (IxoKl) (cuna pexkomeHpgauun 1;
[OCTOBEPHOCTb foKasaTtenbcTB A) [15].

Lenb npoBefeHus JaHHOro uUccnefoBaHus — fJua-
FHOCTMKa CTPYKTYPHOM NaToNorMu cepgua, opraHuyecKomn
naTonorMn MMoKkapaa (KapanomuonaTtuu), NPU3HaAKOB apuT-
MOreHHon AnchyHKUMKM MUoKappga. [log apuTMOreHHoM
KapanmomuonaTuen nogpasymeBaloT BTOPUYHYO obpaTtu-
MYlO AUCOYHKLMIO MWOKapha, NposiBAslolWyloca agunarta-
LMen nonocten cepaua, HadynHas € NPeAcepAHblX Kamep,
C NocnegyoLwmnM CHUKEHNEM COKPaTUTENIbHOM CMNOCOBHOCTH
MUOKapaa »eNnyao4KoB, BOSHUKHOBEHWEM OTHOCUTENbHOM
MUTPaNbHOW perypruTaunm v pasBuUTUEM 3aCTOMHOM cep-
AEe4YHON HeJOCTaTOYHOCTH.

4. detanbHasa KuHeTOKapauorpadua (cuna pekomeHpaa-
umi 1; nocToBEPHOCTb AoKa3aTenbcTs C) [12].
lMpumeHeHWe deTanbHOW KMHETOKapanorpadum no3so-

naet onpeaennTb Bpems AB-npoBoAMMOCTH y nioga v ava-

FHOCTMPOBATb aTPUOBEHTPUKYNSPHYIO 6noKaay. PeTanbHas

KMHEeTOKapauorpaduma Kak MeToa paHHen AWarHOCTUKK

HapyLWweHWN cepaevyHoro putMa y naoga NpUMeHseTcs exe-

HeaenbHo ¢ 13- 0o 24-1 Hepg 6epeMeHHOCTH.

5. ®detanbHaa IxoKI (cuna pekomeHpauwn 1; nocTtoBep-
HOCTb IoKa3aTenbcTB C) [16].

BpoxaeHHas AB-6nokaga Hanbonee 4acto O6GHapy*Ku-
BaeTcs BHYTPUYTPOOHO C MOMOLLbIO MpeHaTanbHOM axoKap-
avorpadum B nepuod ¢ 16- no 24-10 Hep rectalMOHHOro
Bo3pacTa. Npn axokapamorpadmm NpoOBOANTCS OLEHKA ceve-
HUS Yyepes3 CTEeHKM XKenygodka u npeacepavs B M-pexume.
Mpu3Hakamu nonHon AB-610Kagbl ABASIOTCA pas3obluieHne
B COKpalleHun Npeacepavn u KenyaoykoB, HopmasbHas
YacToTa COKpalleHus Npeacepani U HU3Kaa PUTMUYHa —
y KenygoykoB. Cnegyet 3amMeTUTb, YTO Y MAOAA MOXKET
M3Ha4vyanbHO HabnwaaTbes 6nokaaa | unu ll cteneHun ¢ ganb-
HEWWNM nporpeccupoBaHMeM [o MnonHon AB-6noKagbl
B Te4YEeHWEe HECKOIbKNX MECSILIEB YIKe NOCNe POXKAEHUS.

AunddepeHymanbHas guarHocTuKa

e [uddepeHunanbHblin aguarHo3 AB-6nokagbl | cteneHu
C 9KTOMMYECKOW MpefcepaHON TaxuKapavewn c yanuHe-
Huem AB-npoBoanMOCTH.
3annbl 3KTOMUYECKOW TaxmKapauu HayuHaloTCcs 4vepes

3KcTpacucTonumio, npu atom YCC Bbilwe, YeM YacToTa OCHOB-

HOro putMma; mopdonornsa 3yéua P aKTONMYECKON TaxuKap-

AWK oTAnYaeTcs oT MOpdOIOrnn CUHYCOBOro pUTMa; 3anbl

3aKaH4YMBalOTCA, KaK MpaBu/o, Yyepel3 naysy putMa wau

Yyepe3 6N0KMPOBaHME CYyNpPaBEeHTPUKYISAPHOM IKCTPACUCTO-

NIMK. ANN304bl HENAPOKCU3ManbHOM NpeacepaHON TaxMKap-

AWV pa3BMBatoTcs nocTeneHHo. No mepe yBenuyeHus 4acto-

Tbl pPUTMa NPOMUCXOAMT HapacTaHWe BeNWYMHbl MHTepBana

PQ (R). B o6oux cnyyasix cneayet obpalaTb BHUMaAHWE Ha

n3meHeHne mopdonorum 3ybua R B anM3oae Taxmkapauu.

e [uddepeHunanbHbin gnarHo3 AB-610Kaabl ¢ 6710KMPO-
BaHHOWM CyNnpaBeHTPUKYIAPHON SKCTPACUCTOJIUEN.
Hannyme 6GNOKMPOBAHHOM CYNpPaBEHTPUKYSISIPHOM 3KC-

TPacuCTONMM UMHOrAa MOMET co3jaBaTb BMevyaTneHue,

4YTO y MauMeHTa uMMeeTcs HapylweHue AB-npoBOAMMOCTH,

U MOXeT ObITb OLWMOOYHO NocTaBfieH aMarHo3 AB-610Kaabl

Il ctenenn, Tun MobuTty Il (2:1). Ha 3Kl n B pe3ynbra-

Tax CYTOYHOro MoOHuUTOpUpoBaHMs IKI y Takux 6GO0NbHbIX

(%)
~
=
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OTMEYaloTCs YacTble CYnpaBeHTPUKYASPHbIE 3KCTPACUCTO-

Nbl, Mopdonorng 3yéua P oTiMyaeTcss oT CMHYCOBOro 3y6-

ua P. CynpaBeHTPUKYNSIPHAs 9KCTPACUCTONNS MOXKET OblTb

c abeppauuen (c ywupeHnem Komnnekca QRS) B Buae

3annoB (3 1M 60siee 3IKCTPACUCTON MNOAPSA) IKTONMUYECKOM

TaxuKapauu.

e [uddepeHumranbHbIi
¢ AB-auccounauymen.
Mpn AB-guccoumaumn npeacepauns U Kenygoyku He

aKTUBUPYIOTCS CUMHXPOHHO M COKpalaloTCsd He3aBMCUMO

Apyr ot gpyra. Npn 3TOM YacToTa COKPaLLEHUS Kenya04KOoB

nMbo coBnafjaeT C 4acTOTOM COKpalleHWs npeacepaun,

nnbo npeBblwaeT ero. AB-guccoumaums HabnogaetTcs npu

BbIpa*KEHHOM CUMHYCOBOW (NpeacepaHon) 6pagnuKkapamm unm

YCKOPEHHOM y3/10BOM puTMmE [2].

ANarHos AB-6n10Kaabl

NleyeHue

MauneHtam ¢ 6eccumnTtoMHOM AB-6/10Kagon neyvyeHus
He TpebyeTcs. McKnovyeHue coCcTaBnaloT ciyvyau npose-
LEeHUS 3TUOTPOMHOM, NaTOreHEeTMYECKON U cUMNTOMaTuye-
CKOM Tepanuu 3aboneBaHni, CTaBLIMX MPUYNHON Pa3BUTUSA
AB-6nokaabl (cm. Tabn. 1). OgHako, HE3aBUCUMO OT MpPHU-
4yuHbl AB-610Kabl, NPU NOSIBAEHWM CUMNTOMOB, CBA3aHHbIX
¢ 6paguKapanen, NPoBOAMTCS XMPYpPruyeckoe neyeHve —
UMNNaHTauma anekTpokapanoctumynsatopa (AKC).

KoHcepBaTuBHOe ne4yeHune
* JleyeHne AB-6nokagbl y nnoga.

PeKkomeHayeTcs Ha3HayeHwe ropmoHanbHbIX npenapa-
TOB (FIOKOKOPTUMKOCTEPOMUA [eKcameTa3oH) (cuna peko-
MeHJaLunin 2; 10CTOBEPHOCTb JoKa3aTenbcTs B) [4, 10, 12,
16-19]. MNpenapaT Ha3Ha4aeTcsa maTepu MNpu oGHapyHKe-
HUKM AB-6n0Kagbl y nnoga, He CBA3AHHOW CO CTPYKTYPHOWM
natonoruvewn cepgua. O6bl4Has cyTovHas fo3a Ans npuema
BHYTPb paBHa 0,002—-0,004 r (2—4 mr), nocne HacTynieHus
TepaneBTUYeCcKoro adpdeKkTa JO3Y MOCTENEHHO MNOHMUXKa-
loT; noaaepuBatowasa no3a pasHa 0,0005-0,001 r (0,5-
1,0 Mr) B AeHb. [IHEBHYIO 003y Ha3Ha4yaloT B 2—-3 npuema
BO BpeMS uau nocne egbl. AnUTenbHOCTb Tepanuun 4o 3 mec.
Mpu Tepanuu rMIOKOKOPTUKOCTEPOMLAMHU HEOBXOANMO OCY-
LWEeCTBNATb MOCTOAHHbIN MOHUTOPUHI NOBGO4YHbIX 3DDEKTOB
OT /IeYeHUs KaK y MaTepw, Tak 1y nnoga.

PeKkomeHayeTcsi BHYTPUBEHHOE BBEAEHWE WMMMYHOIN0-
6ynuHa B gose 0,4-1,0 r/Kr Kaxkable 15 gHen (cuna peKo-
MeHAauni 2; 4OCTOBEPHOCTb AoKa3aTtenbcTs C).

PekomeHayeTca BbiNOAHEHME nna3dMadepesa exeHe-
AenbHO ANA yaaneHus aHTuten knacca aHTn-SS-A/Ro v aHTu-
SS-B/La. Mcnonb3oBaHWe MMMYHOMNOGYIMHOB M nna3ma-
depesa JonycTMMO B OTCYTCTBMM CTPYKTYPHOM MaTonoruu
KaK NpuWYuHbl pa3BuTus AB-610Kagbl M Npogo/mKaeTcs 4o
pofopaspeleHns (cuna pekoMeHaauuin 2; LOCTOBEPHOCTb
foKazaTenbcTB C).

PekomeHayeTcH Ha3Ha4vyeHue CTUMYNSTOPOB
B-afpeHepruyecknx peuentopoB (canbbytamon) (cuna
peKomeHaaLnn 2; 10CTOBEPHOCTb JoKa3aTenbcTs A) [12].

Mpenapat Ha3Ha4yaeTcs MaTepPH NP BbISBAEHUKU Yy Nnoaa
Cc nonHon AB-6510Kagon nNpuM3HaKoB 3aCTOMHOM cepAedHOom
HeLOCTaTOYHOCTH, @ TaKKe Mpu YacToTe cepheyHbiX COKpa-
LeHnn y nnoga meHee 55 ya./muH. MNMpenapat npumMeHseTcs
BHYTPb B 03e 2—4 mMr 3—4 pa3a B CyTKUW. [Jo3a noabupaeT-
CSl MHAMBMAYANbHO 4O AOCTUMXEHWS NMPUEMIEMON YacToTbl
cepAeyHblX COKpaLleHu y nnoga.

OxoKI nnoja BbINOAHATCS eXXeHeAeNbHO UK Yalle Npu
HanM4yMm NoKaszaHun. ONTUManbHbIM CPOK PoAOpPa3peLlEHMs
npu Hannunn AB-6nokaabl lll ctenenn y nnoga — 36-38 Hep
6epeMeHHOCTU. HapacTaHue BOAsSIHKKM nnofa Ha doHe non-
Hon AB-6noKafbl SIBNSieTCA NoKalaHWeM K pogopaspelle-

HUIO Ha Nto6oM cpoke 6epemMeHHOCTU. MpK NnaHMpoBaHUK
poaoB Heo6X0AMMO BblIGMpaTb TO nevyebHoe yypexaeHue,
KOTOpoe pacrnofiaraeT BO3MOMHOCTAMM OKa3aHWsA KBa-
NMMOULUMPOBAHHON MOMOLLM HOBOPOXAEHHOMY C MOJIHOM
AB-6n10Kafon, BKAOYas BO3MOXKHOCTb UMMnnaHTaumnn IKC.

° JleyeHne cumnToMHOW AB-6510Kaabl B MOCTHaTa/IbHOM

nepuvoge.
PekomeHayeTcs HasHayeHue 6/10KaTopPOB
M-XONMHEPTrUYEeCKUX  peLenTopoB,  CTUMYNATOPOB

B-appeHepruyecknx peuentopoB (cuna pekomeHgauumn 1;
[I0CTOBEPHOCTb AoKasatenbcTB B) [12]. Llenb meankamer-
TO3HOM Tepanuu — KynupoBaHWe KPUTUYECKON GpaanKap-
MW B HEOTNOXHbIX CUTyaLmax B 1t060M Bo3pacTe.

M3onpeHanuH (isoprenaline): BHyTpMBEHHAs MHPY3MS CO
cKopocTb 0,025-2,0 Mr/Kr B MUHYTY. [Jo3a onpeaensiercs
TpebyeMbiM apPeKTOM.

ATponuH cynbdaT: npenapat BBOAMTCH B IKCTPEHHbIX
cnyyaax BHyTpMBeHHO B go3e 0,02-0,04 Mr/Kr (MMHUMasb-
Has pasoBas fosa 0,1 mr). lo3a MOXKeT BBOAUTLCS NOBTOP-
HO Ka)Xable 5 MWH OO0 MaKcuMasibHOM 06Len Ao3bl 1 Mr
y AeTen U 2 Mr y No4POCTKOB.

PeKkomeHayeTcsi Ha3HayeHWe ropmMoHanbHbIX npenapa-
TOB (FIOKOKOPTUKOCTEPOUA AEKCAMETA30H) (CHa PEKOMEH-
nauunin 2; nocToBEpPHOCTb AoKa3aTenbcTB C) [12]. MNpenapar
Ha3Ha4aeTCs B OTCYTCTBMM CTPYKTYPHOW NaToNorumn cepaLa.
[eKkcamMeTa30H NpuMeHsieTcs napeHTepanbHo B go3e 0,03—
0,2 MI/Kr B CyTKM B TeyeHue 5 gHel. Llenb megMkaMeHTo3-
HOW Tepanuu — nojaB/lieHMe BO3MOXKHOIO BOCNanuTesb-
HOro npouecca B TKaHM AB-y3na cpasy nocne poxAeHus
pebeHKa.

PeKkomeHayeTcsi BHYTPUBEHHOE BBEAEHWE MMMYHOr0-
OyNnrHa B fo3e 1 r/Kr exXeHeaenbHO 0 MCHE3HOBEHUS B KPO-
BM aHTUTeNn Knacca aHTU-SS-A/Ro u aHTM-SS-B/La (cuna
peKomeHaaunn 2; 4oCTOBEpPHOCTb AoKalaTtenbctB C) [18].
ObPEeKTMBHOCTL NOCTHATaNbHON Tepanum JeKcaMeTa3oHoM
M UMMYHOrN06yNMHaMM NOKa3aHa B €AMHUYHbIX Habnoae-
HUAX NS U301MpPOBaHHON BpoXKaeHHOoW AB-6noKkagbl Il cte-
neHu.

PekomeHayeTcs npoBefeHWE BPEMEHHOM 3N1EKTPO-
KapaMoCTUMYNSALMKU  (YPECKOXKHAA KapAMOCTUMYNALMS,
yCTaHOBKa BPEMEHHOW 3HAOKapAManbHOM CUCTEMbI JNEK-
TPOKapAMOCTUMYNALMK) (CUla pekomMeHpauun 1; [ocTo-
BEPHOCTb AoKasaTtenbctB A) [6, 9]. BbinonHsetca B chny-
Yyae oTcyTcTBUSA addeKTa OT UCNoAb30BaHUsA 60KaTOPOB
M-X0NMHEPruYecKmx peLenTopoB U CMMNAaTOMUMETUKOB MpU
HanuMyuu nonHon AB-610Kaabl U CUMOTOMHON BpaauKapanu
(cMHKOMEe, MpM3HaKW 3aCTOMHOM cepaevyHOM HeaocTaTou-
HOCTH, NPY YacToTe cepleyHblX CoOKpaleHu meHee 55 ya./
MUWH Yy HOBOPOXAEHHbIX AaXKe B OTCYTCTBMM CUMMNTOMOB).

Mpn HeO6X0AMMOCTM NPOBOANUTCS ITMOTPONHAs, naTore-
HeTM4ecKas u cumnToMaTMyeckas Tepanusa 3aboneBaHuw,
CTaBLWKX NPUYMHON pa3BuTus AB-610Kaabl (M. Tabn. 1).

XupyprudyecKoe ne4yeHune
PeKkomeHayeTcs npoBeeHne NOCTOSHHOWM 3neKTpoKap-
AMOCTUMYNALMU NPK CNedyoWwmnx KNIMHUYECKMUX NOKa3aHnax
[6, 9l
° cuna pekomeHaauum l:
1) BpoxaeHHass AB-6n0Kaja: 3/IeKTPOKapAMOCTUMYNSALMS
nokasaHa AN CUMNTOMHbIX U @CMMNTOMHbIX NaLMeHTOB
C BbICOKOM CTeneHblo unau nonHon AB-6nokagon npwu
HanM4yum Nto6oro U3 cneayoLmx yCnoBun:
— cucToNMYecKasn AMCOYHKLMA CUCTEMHOIO XKeNnyaoyKa
(pocToBepHOCTb AOKa3aTeNnbCTB B);
— KeNnyao4ykoBas IKTONUSA (IKCTPACUCTONMUSA, Keny-
[o4YKoBas TaxuMKapaus) (AOCTOBEPHOCTb AoKala-
TenbcTB B);



— 3amelalwmin puTM C LUMPOKUMU Kenyao4yKOBbIMU
KOMMJieKcamu (4OCTOBEPHOCTb AOKa3aTenbCcTs B);

— PUTM XeNyao4YKOB Yy HOBOPOXAEHHbIX U AeTen nep-
BOr0 roja Xu3Hu MeHee 55 ya./MWH (Mpu Hanu-
YUKW BPOXKAEHHOro MopoKa cepaua meHee 70/MWH)
(AocToBepHOCTb fJoKazaTenbceTs C);

— PUTM KENygouyKoB Yy AeTert B BO3pacTe cTaplie
1 roga meHee 50 ya./MHUH (AOCTOBEPHOCTb AOKa3a-
TenbCcTB B);

— nay3abl puT™Ma, 60ee Yem B 2—3 pasa npeBbiwatoLmne
6a30BbIM PUTM (4OCTOBEPHOCTb AOKa3aTenbCTB B);

2) npuobpeTeHHas Hexupyprudyeckana AB-6nokaga -l
CcTeneHu, accoLMMpoBaHHas ¢ CUMNTOMHOM Gpaankap-
AWEN, CUCTOSIMYECKON AUCHYHKLMEN CUCTEMHOIO XKeny-
AOYKa/HUBKUM cepheyHblM BblIGPOCOM (4OCTOBEPHOCTb
[loKaszaTenbCcTB B);

3) nocneonepaunoHHasa AB-6nokaga ll-1ll ctTenexun, nepcu-
cTupytoLwas B TeyeHue 6onee 7 gHEN NOCNE BbINOJHEHUS
KapAMOXMPYPruyecKoro BMeLWaTenbCcTBa Uan B crnyyae,
Korga BoccTaHoBneHne AB-npoBoAMMOCTH HE MPOrHO3U-
pyeTcs (4OCTOBEPHOCTb A0Ka3aTenbCcTB B);

4) HenpoMmbllleYyHble 3aboneBaHus, acCcouMMpOBaHHbIE
¢ AB-6nokago#u ll-Ill cteneHn ¢ Hanuymem unm 6e3 cum-
NTOMOB (AOCTOBEPHOCTb JOKa3aTeNbCTB B).

[o poctuxeHus Beca 15 Kr NnpoBOAMTCA UMMNaHTaUms
3/IEKTPOKAPANOCTUMYNATOPA C MCMNONb30BaHUEM TONbKO
3aNUKapananbHblX ANEKTPOAO0B. AHAOKapAMaNbHAS UMMNIAH-
Tauus 3NeKTPOoA0B AONYCTUMA MO LOCTUKEHUU PeBEHKOM
Maccbl Tena paBHon 15 Kr. lNpu macce Tena ot 15 go
19 Kr MmnaaHTMpyeTcsa OAHOKamepHas 3JHAOKapAuanb-
Hasa cuctema. lNpu macce Ttena 20 Kr u 6onee MMNAaH-
TMpyeTca ABYXKamepHas 3HAOKapAuanbHasa cucTema.
MpoTnuBONOKa3aHUAMKU K UMNAAHTaALMK SHAOKapPANaNbHON
CUCTEMbI 3NEKTPOKAPANOCTUMYNALMN SBASIOTCSA Ccregyto-
Me: NpoTe3nMpoBaHHbIM TPeXCTBOpYaTbi KnanaH; npa-
BO-/IEBbIN BHYTPUCEPAEYHbIN LWYHT; BPOXKAEHHbIE MOPOKK
cepfLa u KoppurupoBaHHble BPOXKAEHHbIE MOPOKK cepaLa,
npensaTcTBylOWMe TPaHCBEHO3HOMY AOCTYNy K Kamepam
cepiua (HannyMe aHaTOMUYECKUX 6GapbepoB); NOBTOPHbLIE
AWMCNOKaLUKN 3NEeKTPOLOB.

Pea6unutayus

MayneHtam ¢ AB-610Kagamun, UMeEKLWKMM NoKa3saHusa
K umnnaHTauum IKC, aomKHa NPOBOAMTLCHA MCUXONO-
rmyeckas peabunurtaumsa OO0 M NOCAE XMPYPru4yecKoro
neyeHus.

NMpodunakTuka

YuutbiBas 10T GaKT, 4To 1% MKEHLWMH SBNAIOTCA CKPbI-
TbIMW HOCUTENAMM aHTUTeN Knacca aHTn-SS-A/Ro u aHTu-
SS-B/La, Heo6x0aAMMO B Havane 6epeMeHHOCTH onpeaenaTb
Hanuine u TUTPbl 3TUX aHTuTen. OCO6EeHHO 3TO aKTyalbHO
B C/lydae poxaeHus pebeHka ¢ AB-6n10Kagon oT npejle-
CTBOBaBLUEN JaHHOW 6EPEMEHHOCTH.

Ona npodunaktukmn passutua AB-6no0Kkagbl y nsoja
pekomMeHayeTcsd Ha3HayeHue MaTepu [eKcameTa3oHa
B f103e 4 Mr/cyT ¢ 16-% no 24-t0 Hep 6epeMeHHOCTH, exkeHe-
AenbHoe npumMmeHeHue nnasmadepesa, BHYTPUBEHHOE BBE-
[eHne yenose4vyeckoro uMmyHornobynmHa G B gose 0,4 mr/
Kr B CYTKM Ha 12, 15, 18, 21 u 24-i Hepg 6epeMeHHOCTH
(cMna pekomeHaaumin 2; 0OCTOBEPHOCTb AoKasaTtenbcTs C)
4,12, 16, 18, 19].

[JaHHoe neyeHne cnocobCTBYyeT BOCCTAHOBEHUIO
AB-npoBOAMMOCTM, a pe3ynbTaTbl KaTaMHEeCTUYeCKOro
HabNaeHNs CBUAETENbCTBYIOT 06 OTCYTCTBMM PELMAMBOB
BO3HUKHOBEHUS aTPUMOBEHTPUKYNAPHON 6GnoKaAbl nocne
3aBepleHns Kypca MeaMKaMeHTO3HOM Tepanuu.

Taknm o6pasoM, B HabNAEeHUN HYXKAalTca 6epeMeH-

Hbl€ KEHLLMHbI:

® HOCUTENbHULbI aHTUTEN Knacca aHTU-SS-A/RO U aHTu-
SS-B/La;

° yXe umelowme aeten ¢ BpoxaeHHon AB-6noKkagon.
AxoKI nnopa BbINONHAOTCSA Kaxable 1-2 Hef.

BepeHue nauneHToB

B HabnogeHUM [ETCKUM KapAMOaoroM HyXKAaaloT-
ca naumeHTbl ¢ AB-6n1okagon |-l cteneHun, co CTOMKOM
AB-6noKkagon | cteneHn (ayTOMMMYHHOro, NMOCTMUOKap-
OWTMYECKOrOo MM TpaBMaTMYECKOro xapakTtepa) M nauu-
€HTbl, MMeBLINEe TpaH3uTopHylo AB-6nokagy Il ctenenu
nocne XMpypruyeckon KOppeKLMU BPOXKAEHHbLIX MOPOKOB
cepiua B Te4yeHue He 6onee 7 AHen. lepBuyHasa rocnu-
TanuMsaumsa B cneuManu3MpoBaHHOE KapAMoNiorMyeckoe
OoTAeNeHne cBA3aHa C AMArHOCTUKOM MPUYMHBI Pas3BUTUS
aTPUOBEHTPUKYNSAPHON 610Kagabl U NpPOBeAEeHWEeM BO3-
MOXHOF0 3TUOTPOMHOIrO M NATOreHETUYECKOro JSIeYEHUS.
MpofOMKNTENBHOCTL rOCNUTanM3dauun onpegensercs
OCHOBHbIM 3ab6ofieBaHneM.

JanbHelwee ambynaTtopHoe HabfloheHWe BKIYa-
eT cyTo4yHoe MoHuTopupoBaHue IKI u ynbTpasByKOBOE
nccnegoBaHue cepaua He pexe 1 pasa rog. lNpu nporpec-
cupoBaHun AB-6s10Kafbl B xo4e AMHaMWYECKOro HabJto-
AEHUSA U/MNKn NOSIBAEHWM CMMNTOMOB, CBSi3aHHbIX C 6pa-
anKapaunen (yToMnsaemocTb, rOJIOBOKPYKEHUE, 06GMOPOKHM),
BbINOJIHAETCA BHenNnaHoBoe o6cnefoBaHWe B YCNOBUAX
cTaunoHapa.

focnuTanusauns ocyLLecTBASETCS B Crieunanmu3anpoBaH-
HOE KapaMosornyeckoe oTaeneHune ropoackon/obnactHomn/
pecny6inKaHCKON AeTCKoW 6onbHMubl. Llenb rocnutanuaa-
UMM — onpefenuTb Hanuvyine nokasaHui K MMMnaHTauuu
OKC. MpoaomKknTeNnbHOCTL rocnuTanu3aun onpegensercs
TSXKECTbIO COCTOSHMA nauueHTa. MNpu Hannyun noKkasaHun
K umnnanTauun SKC naumeHT rocnutanmMsnpyeTcs B Kapamo-
XUPYPrUYECKYIO KJIMHUKY, MMEIOLWY ONblT UMMNAaHTauuu
3aNMKapAnanbHbIX ¥ 9HLOKaPAMaNbHbIX CUCTEM INEKTPOKap-
ANOCTUMYNALMKN SETAM.

MauneHTbl C UMNIAHTUPOBAHHbBIM 3/IEKTPOKAPANOCTHU-
MynaTOpOM HabnoaalTcs Kaxable 6 Mec B TevyeHue
nepBoro roga nocfie UMNNaHTaLunmn, 3aTeM — EXerogHo.
B Komnnekc perynapHoro o6cnefjoBaHusa BXOASAT OLEH-
Ka napametpoB IKC, 3KI, cyTo4HOE MOHUTOpPUpPOBAHUE
OKI, ynbTpa3ByKOBOE wuccnejoBaHue cepaua, npoba
C AO3MpPOBaHHON GU3MYECKOM Harpy3Kom (Npu Hananyuu
nokasaHun). Cpokn HabnwogeHus M o6bemM Heobxoau-
Moro o6cnegoBaHWs MOryT BapbuMpoBaTb B 3aBUCHMMO-
CTU OT 3aboseBaHus, CTaBWEro MNPUYUHON pas3BUTUSA
AB-6n0Kagbl.

BakuuHauus

MpoBeaeHne nNpodPUIaKTUHECKUX MPUBUBOK MPOTUBO-
NoKas3aHo AeTAM C ayTOMMMYHHbIMKU dopmamu 6nokag l-lll
cTeneHu unun npu Hanmyium AB-6nokagpl lI-Ill ctTeneHn noct-
MWOKapAUTMYECKOrO reHe3a B ocTpon dpase 3aboneBaHus.
B ocTanbHbiXx cny4yasax BO3MOMXHOCTb BbINOSIHEHUS BaKLM-
HauuMW onpeaenseTcs HanM4yMem AeKoMMeHcauuu cepaed-
HoM pesitenbHocTW. Hannune SKC y naumneHTa He aABnseTcs
NPOTUBOMNOKa3aHWEM K BaKLMHALUM.

3aHaTUSA cnopTom

Mpun AB-6nokage | ctenenu [PQ (R) <0O,3 ceK] 1 CTPYKTYyp-
HO HOpMaNbHOM cepALe AOMNYCKaloTCs BCe cocTA3aTeNbHble
BWAbl cnopta 6€3 orpaHM4yeHUin B OTCYTCTBMM pUCKa pas-
BUTUSA AB-610Kaabl 60/1ee BbICOKOW CTEMNEHU, HA YTO MOXKET
yKasblBaTb nporpeccupoBaHve AB-6noKagbl npu ¢pusunye-
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CKOM Harpyske (cuna pekomMeHpauun 1; OOCTOBEPHOCTb
foKazaTenbcTB C).

Mpn Hanuumn AB-6nokagbl Il cteneHun, tTun Mob6wuty, |,
M CTPYKTYPHO HOPManbHOro cepaua C yayyleHnem
AB-npoBOAMMOCTM MK €€ NOJIHbIM BOCCTaHOBJIEHWEM MPHU
dU3nMYeCcKON Harpyske JOMNycKatTcs Bce cocTA3aTeslbHble
BMAbl cnopta 6e3 orpaHuMyYeHWn (cuia pekomeHpauun 1;
[LOCTOBEPHOCTb JOKadaTenbCeTB C).

Mpn Hanuyuu y cnoptcMeHa AB-6nokagbl |l ctenenu,
T™Mn MobuTty, |, Npu KOTOpOW He OTMevaeTcs YnyyleHus
AB-npoBoAMMOCTHN Ha GOHE GUBUYECKOM Harpy3Ku, HE06X0-
AMMO BbIMOMHUTb 3NIEKTPOPUINONOrMYECKOE nccefoBaHne
4NS BblIBNEeHWA AucTanbHOM 6noKagbl ctBona luca, 4to
MOXeT noTpeboBaTb UMMAAHTALMK 3NEKTPOKapANOCTUMY-
nATopa (cuna pekomeHpauun 2; 4OCTOBEPHOCTb [JOKala-
TenbcTB C).

beccumnToMHbIEe NauneHTbl ¢ AB-610Kaaon BbICOKOM
cTeneHn unu nosHon AB-6n10Kagon B OTCYTCTBUMM 3abo-
NneBaHUM cepaua, nNpyv 3amellalolem y30BOM pUTMe
C lWMpHUHOM Komnnekca QRS <120 mc, 4acToTOM COKpalle-
HUA KenyaoykoB B nokoe >40 ya./MUH, a TaKXe C peak-
LMen Ha HarpysKky, NpubINXKEHHON K TaKoBOW MpPU COOT-
BETCTBYIOWEM BMAE CnopTa, MOryT 3aHMMaTbCA CMNOPTOM
M y4yacTBOBaTb B CMNOPTMBHbLIX COPEBHOBAHMUAX (CMNa PeKo-
MeHAaLunn 2; LOCTOBEPHOCTb JoKa3aTenbcTB C). B gaHHOM
cllyyae PEKOMEHAYITCS BUAbI cnopTa C HU3KUMWU WK
CpeaHUMU AMHAMUYECKUMU U CTAaTUHECKUMU Harpy3Kamu:
60YNNHI, ronbd, cTpenbba, aBTOMOHKW, KOHHbIM CrMOPT,
MOTOCMOPT, TMMHACTUKa, KapaTta, 431040, NapyCHbIR CNOPT,
cTpenbba M3 nyka, ¢pexTtoBaHWe, HACTOJNIbHbIN TEHHMC,
TEHHUC (NapHbIKM paspsn), Bonenbon, nerkasg arieTuka
(MPBIXKKW).

MauneHTbl MOryT UMETb AOMONHUTENbHBIE OrPaHUYeHUs,
cBsi3aHHble ¢ 3aboneBaHnAMM, CTaBWKUMKU MPUYUHON pas-
BUTUSA AB-610Kaabl.

MaumeHTaM ¢ MMmnnaHTupoBaHHbIM AKC paspeliatotcs
3aHATUSAM CMOPTOM MPU YCIOBUM HOPMasbHOMO YyBENNYEHUS
YCC Ha HarpysKy no aaHHbIM nNpo6 ¢ A03MPOBaAHHOM GU3N-
YEeCKOW HarpysKoK, npu OTCYyTCTBUU apUTMUMA, HOPMabHOM
CoKpaTtuTenbHon pyHKUMeN cepaua. MoryT 6biTb PEKOMEH-
[LOBaHbl BMAblI CNopTa C HU3KUMWU UKW CPEAHUMMU LUHAMMU-
YECKUMU M HU3KMMU CTaTUYECKMMU Harpy3Kamu, UCKatoyas
TpaBMaTU4Hble — OBOYNUHI, ronbd, cTpenbby, dexToBaHue,
HaCTOJIbHbIM TEHHUC, TEHHUC (MapHbIM pa3psi), Bonenbon
[20, 21].
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Ucxoabl M NPOrHo3

Ons peten c TpaH3uTopHoW AB-6r10Kagon | cTeneHm
nporHo3 3aboneBaHunsa 6GnaronpuatHbin. Ha ¢doHe neve-
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TpaBMaTUYECKOro XxapaKTepa) MOXKEeT MporpeccuMpoBaTbh
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He61aronpUATHLIN.
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