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CIIMCOK COKPAIIIEHU M

ABB — arpuoBeHTpHKY/IsIpHas OJloKaaa
BIIC — BpokieHHBIE TIOPOKH CEpLa

BHC — BereraruBHast HepBHas cucteMa

III' — myuyok T'uca

IDKB — mpencepaHoxeryioukoBast 610Kkana
TICC — npoBonHKMKOBast (MPOBOJISILAS) CHCTEMA CepLa
HCP — napymenus cepieqHoro puTmMa

CH — cepaeuHast HEJOCTaTOUHOCTh

YCC — gacToTa cepieuHbIX COKPAIICHHUH
OKT' — snekrpokapauorpadus

OKC — 271eKTpOKapAUOCTUMYIISLHS

BBEJIEHHE

B Hacrosiee BpeMst cpeiin eAnaTpoB-KapIHoIoroB He CYIECTBYET eJHHCTBA
B IPUHIMIIAX IMATHOCTHKHU, OLICHKE TSHDKECTH TEUSHHUS U MOAX0JaX K METOIaM Tepa-
UM HEKOTOPBIX BUIOB ABB, 0co0eHHO 3T0 KacaeTcst Ooka b | cTeneHu y neTei.
BapuaGenbHbl U JaHHbIE, NOJYUYEHHbIE M3 JIUTEPaTyphbl, O PAaCIpPOCTPAHEHHOCTU
ABb y mannoro kontunrenTa. [lo pesynmsratam mcciemoBanuii JI. M. Makaposa
ABB I crenenu BCTpedaeTcst y NPaKTUYECKU Y 310POBBIX AeTel B 5 % ciyuaeB OT
Bcex HCP. Tpansuropnast ABbB | crernenu garie peructpupyercst B HOUHBIC 9achl y
6—15 % nerell ¥ CIOPTCMEHOB U HEPEAKO SIBIISIETCSI IPU3HAKOM ITOBBIIIEHHBIX I1a-
pacuMITaTHYeCKUX BIMSHUN Ha MPOBOIIIYIO cucteMy cepama [1, 2]. [lo nanabsM
R. S. Bexton et al., nanpHelimee HaOmoAeHue 3a 3TOH Ipynnoil B Teuenue 20 jer
0Ka3aJjio, 4To pUCK nporpeccuponanust ABB 10 Gosiee BRICOKMX CTETeHEeH 10cTa-
TOYHO BBICOK, BIUIOTH JI0 MOSIBJICHUSI CHHKOIIAJIILHBIX COCTOSIHUI W Pa3BUTHUS CHH-
JIpoMa BHE3AIMHOW cMepTH [3], 94TO yKa3bIBaeT Ha aKTyalbHOCTh paHHEHW TUarHo-
ctuku ABB 1 nasnpHeiiee HaOMOIeHNE TaKMX TTAUEHTOB. Y 3I0pPOBOTO YeJIOBEKa
nMeeTcs CIIOKHAsE cucTeMa (DM3HOIOTHYECKO PeTyIsIuy, KoTopas obecriednBaeT
ONTUMAJILHOE [IPOBEICHUE UMITY/IbCa OT IPEACEPAUH K SKEeITyJOUKaM B IIPSIMOM (aH-
TErpajHOM) HAIPaBICHHUH IO aTPUOBEHTPUKYISIPHOMY COeJHHEHHUI0. B mpouecce
BHYTPHYTPOOHOTO pa3BUTHS U JaJbHEHIIEro popMUpOBaHUs aTPUOBEHTPHUKYIISP-
HBIH y3ell TpeTeprieBacT 3HauuTeNnbHble n3MeHeHus. K. Waki et al. oOHapyxumu
3HAYUTEIIbHBIC PA3TIMYUSI AHATOMUYECKOTO CTPOEHHS aTPUOBEHTPUKYIISIPHOTO y3J1a
B pa3lIMUHBIX BO3pacTHHIX Tpymmnax [4]. [IponomkurensHocTs uHTEpBaia PR (PQ)
umeet cBs3b ¢ BozpacToM u UCC [4]. MOXHO NpEAIoIoKUTh, YTO BO3PACTHBIC



ocobeHHOCTH AnuTenbHocTH uHTepBania PR (PQ) y nereit B HopMme cBsi3aHBI Kak
C M3MEHEHMSIMHA aHATOMHYECKOTO CTPOCHHS aTPUOBEHTPUKYISIPHOTO Y37, TaK
U C B3aUMOJICHCTBHEM CHUMIIATUYECKOTO M TapacUMIIaTUYECKOrO 3BEHBEB PEry-
JSIIUHA aTPUOBEHTPUKYISIPHOTO TPOBEAEHHs. TakuMm 00pa3oM, 3HaHHE aHATOMO-
(hU3HOTIOTHUECKUX 0COOCHHOCTEH NPOBOJSIIEH CUCTEMbI cepALla peOeHKa SBIISCT-
Csl aKTyaJIbHBIM TSI IOHUMaHHS MeXaHu3MOB pa3Butus ABB.

OINPEJAEJEHUE, KTACCUDPUKAIIUA

Bnokazna cepana — 310 HapylIeHHE MPOBEICHUS IIEKTPUUECKOTO UMITYJIbCa
o TICC. HapyiieHue npoBeicHUsI MOXKET ObITh B BUJIC 3aME/IJICHHUS, YaCTHYHBIM
WM TIOJIHBIM.

OO1enpr3HaHHBIM B QPUTMOJIOTHH SIBIISIETCS BBIJIETICHUE CIEIYIOMIX GopM
OJIOKaJ MPOBENCHHUS HMITYJIbCa B CEpJIEe B 3aBUCHMOCTH OT aHaTOMHYECKOTrO
ydacTKa IPOBOAALICH CHCTEMbI, B KOTOPOM IIPOMCXOUT HAPYIIEHUE [TPOBEICHUS:

1) cuHOarpuangbHass — HAPYIIEHO NMPOBEJICHUE HMITYIbCa OT CHHYCOBOTO
y371a B IIpe/icepue;

2) MeKIpeacepIHas — HapYIIEHO MPOBEICHUE UMITYIIBCA T10 MPEICEePAnsIM;

3) ABB — HapyIiieHO poBe/icHHE UMITYJIbca B 00JIACTH aTPUOBEHTPUKYJISIP-
Horo y371a u/wiu crona 1T

4) onokana Hoxek [1I" — HapyiieHne MpoBeICHHS UMITYJIbCa HA YPOBHE Mpa-
BOI, JIEBOI TiepeiHei, JieBoi 3a1Hel HOXKKH [1I7 (BO3MOYKHO MX COYETaHHUE).

CyIiecTByIOT Apyrue Kiaccu(pHKalyuy, OCHOBaHHBIE HA TaHHBIX KIMHUYE-
CKUX HPOSBJICHUSAX HApYUICHUI MPOBEICHUS UMITyJIbca. BapuaHThl kiaccuduka-
uuu ABB npezacrasiens! B Ta0m. 1.

Tabnuya 1
Knaccudukanus aTpuoBeHTPUKYJISIPHOT 010K 1bI (00001IeHHbIE JaAHHbIE TUTEPATYPHI)
Mpunumun
prni Bapuant
KjIaccupuKanumn

VYeroituuBocts nposiiie- | [Ipexosinine, mepeMexaronuecs 1 moCTOSSHHbIE
Huit 6rmokael Ha DK

Oruonornueckuii pakrop | BpoxxaenHsle, naponaruyeckye, IpUOOPETEHHBIC,

TPaBMaTH4CCKUE
VYpoBeHb Omokapt [TpoxcumMansHbIe

JlucranbHble (MHTparucHanbHble, HHpparncuaabHbe)
CreneHp HapyIIEHHUs ABB I crenenu

arpuoBeHTpuKyisipHoro | ABB Il crenenu tuna Mo6wun I ¢ nepuogamu CamoiinoBa—
MIPOBEICHUS Benkebaxa

ABB Il crenenn Tiima Mo6wuir 11

ABB III crenenun




B 3aBucumoctu ot ypoBHA Onokansl B IICC BBLAENAIOT HPOKCHMAallb-
Hbele U auctanbHbie ABB. JlucranbHbie OJ0Kaabl B CBOKO OYEpeilb MOTYT OBITh
UHTPAaruCHaIbHBIMU (3a7€pikKKa MK OJ0KaJa MPOBEJEHUs UMILyJIbca B 00JIaCTH
II" (QRS < 0,12 ¢)) u uHdparucuaIbHBIMHU, MPEACTABISIONMMA CO00# OI0KaTy
WK 3aJIepKKy MPOBEIECHUsI UMIIyIbca B AucTanbHOM yactu IIIT unm ero Hoxex
(QRS > 0,12 ¢).

ABB I crenenu. Benymeil npuunHoii pa3sutus ABB y neteil siBisiercs Ha-
pYIICHHE PEryJsIIUH AeSTeTbHOCTH BETeTaTUBHON HEPBHOM CHCTEMBI, 0COOEHHO
910 Kacaercsi pazButust ABB I crenenu (puc. 1). Takue Giokaasl HOCAT TPEX0-
TSN XapakTep, CTENeHb X BBIPAKEHHOCTH (UIMTENHHOCTH MHTEpBata PQ Ha
OKI') MOXKET MEHSTHCS Y OFHOTO M TOro ke peOeHKa Ha NMPOTSHKEHUU BPEMEHH
OJTHOM perucTpanuu sMekTpokapauorpammbl. ABB I cTerneHu MOeT ObITh pe3yiib-
TaTOM 3aMEUICHHOTO IIPOBEAEHUS B IPEICEPAUH, aTPUOBEHTPUKYISIPHOM Y3II€,
[II" unm B ero HOXKax. JIOMUHUPYIOIIAM MECTOM 33€PIKKH MMITYJIbCa SBIISETCS
aTPUOBEHTPUKYIIPHBIN y3ei (y 83 % 0o0ibHBIX). 3anepakKKa NPOBEICHUS B IIPE-
CepausX WU aTpUOBEHTPHUKYIsIpHOM y3ie mpu ABB I crenenn Hocut Tpan3uTop-
HBII MM CTaOUIIBHBII XapakTep U MOXKET MEUICHHO POIPECCUPOBATh B CTOPOHY
BbICOKHUX cTeneHeld ABbB.

e e s
S 1 R 51

) —— T S
'Jr/\-—ﬁvquﬁk/ugj}/\w L/

P e S S P EE

Puc. 1. Dnexrpokapauorpamma pederka B Bozpacrte 12 sier ¢ ABB I crenenu.
JmrensHocth nHTEpBaia PQ crabuibHo cocrasmser 0,2 ¢ (20 mc)

K passuruto xe npuodbperennoit ABB I cTenenu, kpoMe BereTaTuBHOTO JTHC-
OaslaHca, MPUBOJAT BOCHAIUTEIbHBIE MUOKAPIUOAUCTPOPHH BUPYCHOTO, OakTe-
PHAIBHOTO M QyTOMMMYHHOTO T'eHe3a, HOBOOOPa30BaHMsI, TEPaIHs KaK aHTHAPUT-
MHUYECKHMH, TaK W MpernapaTamMy JIPyrux TPy, KOTOPBIM MPHUCYIa BHYTPEHHSISA
napacuMIiaTHYeckas akTUBHOCTh. Taxoke npuoOpereHnas ABB I cremenu Bctpe-
yaercs npH (PYHKIMOHAIBHBIX PacCTPOMCTBAX y CHOPTCMEHOB, MOJIOABIX JIFONIEH



C BEreTaTUBHOHN AUCTOHUEH Ha (oHe cuHycoBol Opanukapauu [4]. K Bo3HHKHO-
Bennto ABD | cTemenn MoryT mpuBOANTE HEKOTOPHIE OMEPAaTUBHBIC BMEIIATEIb-
cTBa Ha cepaue. Y nerei 3To paaukanbHas koppekuus BIIC wiu paguodacTor-
Hast MOAM(UKALUS aTPHOBEHTPUKYISIPHOTO COCAWHEHHS MMPU MapOKCH3MAabHBIX
TaXUKapIusIX WIN BCIEICTBUE KaTeTEepU3aLUM NPaBbIX OTACIOB cepaua. Yactora
pazsutua ABbB nocne xupypruueckoit koppexiuu BIIC cocrasnser ot 1 10 17 %
U 3aBUCHUT OT aHAaTOMMU IIOPOKA M BUJA BBIIOJHEHHOIO KapAUOXUPYPrUUECKOro
BMeIarenscTsa [1].

VY neteii ¢ HOpMaJIbHBIM CUHYCOBBIM PUTMOM TPAH3UTOPHOE YBEIMUCHUE HH-
tepsana PQ BcTpeuaercs y mitaqmux neteid B 5 % ciryyaeB U B 15 % — y crapmmx
JieTeil, B OCHOBHOM B HO4YHOE BpeMs. bornee Bblcokas uactoTa BblABiIeHHS ABB
I crenenn oTMedaeTcst y TpEHUPOBAHHBIX CIOPTCMEHOB (8,7 %). Hacrora BbIsiBIIE-
Hust ABbB I crenenu y neteii npu npoBeleHUN XOJITEPOBCKOIO MOHUTOPHUPOBAHUS
cepaeyHoro putma ropasno Beie (1o 10-22 %). Taxuzasucumsie ABB I crene-
HY, BO3HUKAIOIIUE IIPH YYallleHUH PUTMa CEep/Lia, OUEBUAHO, CBSI3aHbI C OI10Ka oM
poBeieHHs 110 ObicTpoMy () KaHally aTpHOBEHTPHUKYIISIPHOTO y37a. JlaHHast 6710-
KaJla MOXET COXPaHATbCA B OPTOCTATUYECKOM IOJOXKEHUM IAlUEHTa, HO MOXET
IIPOXOIUTH IOCIIE MOAKOKHOTO BBEJICHHS aTpONKHa. Takast OTBETHas peakLus AaeT
OCHOBAHHE CUMTATh, YTO IpH TaxuzaBucuMoil ABD | crenenu xapakrep BIusHUs
BEreTaTUBHON PEryssiliuU aTPUOBEHTPUKYIISIPHOTO POBEICHUS ABJISIETCS HE TJIaB-
HbIM. ABB I creneHn MoeT BO3HUKATh y MALUEHTOB MOCHE IPUMEHEHUS TaKUX
JICKAPCTBEHHBIX CPEJICTB, KaK OJIOKATOPHI KaJbIIMEBBIX KaHAJIOB, [3-aJpeHO0IOKA-
TOpBI, CeplieuHble NIMKO3uabl U Ap. ITpuunnoii passutus ABB I crenenu moryr
OBITh JIereHepaTUBHbBIC 3a00JICBAHMUS, KOTOPbIC HAOIIOIAOTCS B JETCKOM BO3pacTe
CPaBHUTEIIBHO PEAKO.

ABB II crenenu. Yactora ABB II crenenu cocrasnser 0,003 % B momyss-
uu. JlocTaTouHo BhICOKasl pacrnpocTpaHeHHOCTh (2,4 %) ABB II crenenu Tuma
Mobwur I, kotopyro peructpupyroT Ha 00braHO DKI, oT™MedaeTcst y TpeHUpOBaH-
HbIX croprcMeHoB. ABB II crenenu Hepenko HaOIrogaeTcs IpU NaTOIOrHIECKOM
BaroTOHMH, TOKCUYECKUX MOPAKEHUSAX Cep/lla, CBA3AHHBIX C MPUMEHEHUEM INIH-
KO3UJI0B HAIllEPCTSAHKHY, (-aApeHOOI0KaTOPOB, OIOKATOPOB KaJIbLIUEBLIX KaHAJIOB,
a TaKKe Ipy ayTOMMMYHHBIX opaxkeHmsix [ICC ¢ mocneayromum pa3BUTHEM Kap-
JMocKiepo3a u aereHepatuBHbIX 3aboneBanusx IICC. ABB II crenenu HaGmro-
JTaeTcs y neTeit mocie onepanuii Ha cepae, nHoraa ABD kak I, tak u Il crenenn
MOXeT ObITh cieacTBueM aHomanuu pa3sutus IICC npu BIIC.

ABB II crenenu tTuna Mooun I (¢ nepuoaukoit CamoiinoBa—BenkeOaxa)
(puc. 2) BbI3bIBaCTCA 3aMEAJICHHMEM IIPOBOAMMOCTH B aTPUOBEHTPHUKYJISIPHOM
y3ne B 72 % ciry4aes, a B cucteme [1I" — B 28 %. L{uxasr BeHkebaxa MoryT BUIO-
U3MEHSTHCS U O] BIUSHUEM APYTUX ABJICHUH (HalpuMep, CylepHOPMaIbHOTO
MIPOBEICHUS WJIM 3aBUCHMBIX OT OpaJHKapAHH 3aJepKeK W OJOKal MmpoBene-
Husl). B peakux cinydasnx B nukie Benkebaxa orMeuaercss OJOKMPOBAHUE ABYX
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nocienoBaTenbHbix P-oiH. IIpu ABB II crenenu tuna Mooun I1 untepsanbt
PQ (R), mpeamecTBytonye BHITIABIIEMY COKPAIIEHHIO, BCETIa TOCTOSHHBI U HE
MEHSIOTCSl JIaXKe II0C/Ie BBINABIIErO COKpallleHus. B ciyuasx, cOOTBETCTBYIO-
uux nocnegaaemy kpureputo, ABB 11 crenenu tTuna Moo6wuir 11 orpanuunBaeTcst
cuctemoii 'mca—Ilypxunbe (35 % cinyuaes Ha ypoBHe [1I" u 65 % B aucranbHOI
gactu cucteMsbl [uca—Ilypkunne). ABB Il crenmenn B aTpuoBeHTpUKYISIpPHOM
y37€ HUMEEeT OTHOCUTEJILHO OJIArOINpPUATHOE T€UEHUE M HE BEIET K BHE3AIHOMH
acuctonuu. CoriacHo oOmenpuHsaTomy mHenuto, ABB Il cremnenn B cucre-
Mme I'mca—Ilypkunbe yacto mporpeccupyer no noiaHoir ABB ¢ mpucrynamu
Mopransn—A namca—Crtokca.
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Puc. 2. ArpnoBenTpuxyisipaas 6rmokana Il crenenu tama Mo6wurr 1. Pebenky 10 et

ABB III crenenu (nosHasi). OHa MOXET OBITh KaK BPOXJICHHOH (H30JIHPO-
BaHHOHU U Ha ()OHE CTPYKTYpPHOH ATOIIOIUHU cepALa), TaK U MPUOOPETEHHOH.

ABB knaccuGuIuupyoT Kak 6poscOeHHyI0, €ClIi OHA THarHOCTHPOBaHA BHY-
TPUYTPOOHO, MPH POXKAECHUH WM B TEUEHHE IIEPBOT0 MECHIIA )KU3HU U COIPOBO-
JKAaeTcs MOCTOsSTHHOW BenmunHoW mHTepBana PQ wa OKI. Pacmpocrpanennocts
BPOXKIEHHON Onokazbl cepana cocrasiser 1 ciaydait Ha 15 000-20 000 HoBOpO-
xaeHHbIX. CyMTaroT, uyTo narodusnongoruyeckuit mnporecc nospexaeHus [1CC
B 00/1aCTH aTPHOBEHTPUKYJSIPHOTO Y3712 OOYCJIOBIEH HMMYHOOIIOCPEIOBaHHBIM
MOBPEXKICHUEM, BOSHUKAIOIINM B PE3yJIbTaTe TPAHCIUTALEHTAPHOTO MTPOXOXKICHHUS
MarepuHckux antuteln tTuna SSA/Ro-SSB/La. Takas ayrouMMyHHast BpOJKICHHAs
ABD cBsi3aHa ¢ BBICOKOW HEOHATaJIHHOW CMEPTHOCTBHIO W Pa3BUTHEM MMIIATAIIN-
OHHOH Kapauomuonariu B 5-30 % ciydaeB. Ha cerofss onucaHbl TeHETUYECKUE
MIPUYUHBI B TATOTEHE3€ HACIEACTBEHHBIX IIPOrPECCUPYIONINX HapyIIeHHH cepaed-
HOM IIPOBOAUMOCTH.



Kpome Toro, mpu BpoxaeHHOH (opme ABB 3HaunMbBIM sBiseTCs mOpa-
skerure TTICC BocnaidMTENbHOrO reHe3a, 0cOOeHHO Ha 15-24-i Hemene BHYTpH-
yTpoOHoro passutus. Hanbosnee yacTbIMH 3THOJIOTMYECKUMHU IPUUUHAMHU BHY-
TPUYTPOOHBIX MHQYEKIMHA, TPUBOISIINX K BPOXKICHHON OJOKase, BHICTYHAOT
BUpycHble nHpeknun: Kokcaku, KpacHyXH, IUTOMETalIuy, a TAKXKe XJIaMHIUY,
OaKTepuH KHUIIEYHOH TI'pyNIBI, CTPENTOKOKKH, O0Najalomue KapIuoTPOIMHO-
CTBIO M HelpoTponHocThio [7, 8]. HacnencrBeHHbie npuduHbl pa3sutusi ABB
MOTYT BCTpeuaThCsi 0€3 CBSI3U ¢ KAKUMHU-THOO CepCUHO-COCYTUCTHIMU 3a00I1e-
BaHusAMU [6]. Hanpumep, u3BecTHBl MyTalluy reHa B 19-if xpomocome (CErMeHT
10cM mnedo q13.2-13.3), a Takxke MyTamuu reHa HaTpueBbIX kaHaaoB SCNSA,
crioco6cTBylomue pa3suTuio ABB.

Bpoxaennast monHas uzonuposannast ABB accounnpoBana ¢ 3a001eBaHu-
SIMM COEIUHUTEIbHON TKaHU y MaTepu (33—64 %) 1 BbI3BaHa OPaXKEHUEM TKaHU
ATPUOBEHTPUKYJISIPHOTO y3JIa HUPKYIUPYIONIMMH B KPOBU aHTUTEIAMH Kjacca
antu-48 kD SS-B/La, antu-52 kD SS-A/Ro u antu-60 kD SS-A/Ro y marepeit
TeHETHYECKH ITPeIPACIIONOKeHHBIX AeTeil. [locie mpoxoxaeHus yepes ITaleHTy
MaTEepUHCKUE ayToaHTHUTeNa Kiacca aHTU-SSA/Ro u anTu-SSB/La nepekpect-
HO pearupyroT ¢ L-Tunmamu KalbIHMeBbIX KaHAJIOB B KJIETKAX Cepila y IJIona,
BCJIEACTBUE YEro BO3ZHHKACT 3aMe[JIEHHE aTPHOBEHTPHUKYJISPHONW NPOBOJUMO-
ctu (ABDB I crenenn). /J[nutenbHble HapyIIEeHHST TOMEOCTa3a KaJlbIHs B KIETKAX
cepAaua y Ioja MoJ BIUSHUEM [IPOA0JIKAIONIEr0 BO3ACHCTBUS MAaTEPUHCKUX ay-
TOaHTHUTEIN Kiacca aHTU-SSA/Ro n anTH-SSB/La MOryT npuBecTH K aKTHBAIUU
aIoNTo3a KJIETOK. AIONTO3 HE aCCOLUUPYETCSI ¢ BOCIATIEHUEM, TaK KaK KIETKU
[P aronTo3e He HaOyXaloT U He pa3pymIaroTcs 0 MOTJIOMEHHS UX Makpodara-
Mu. ONCOHU3UPOBAHHBIN (PAaronuTO3 KJICTOK HPUBOJUT K CHHTE3y LIUTOKHHOB
(uuTepyieiikuHOB 1, 6, 8, dakTopa HEKpo3a OMyXoJieiH U JAp.), KOTOPBIE BMECTE
¢ aHTUTeNnaMu Kkijacca aHTU-SSA/Ro n antu-SSB/La u aktuBanueil cuctembl
KOMITJIEMEHTa TeHePUPYIOT YCTOHUNBYIO BOCTIAJTUTEIBHYIO PEAKIHIO B CepLe
j10/1a. B KOHEUHOM UTOre ATO IPUBOJUT K HEOOPATUMOMY MOBPEXKICHUIO U pa3-
ButHio nonHoit ABB. Pazsutne BpoxaenHoi nonHoit ABbB noxymenTupyercs ne
panee 16—18-if Henenu recrauuu [24]. AHTUTENA IPOJOKAIOT O0HAPYKUBATHCS
B KPOBH HOBOPOXKAEHHOTO 10 3-TO Mecsila )Xu3HU. CKPBITOe HOCUTEIECTBO aH-
TUTEJ BcTpeuyaeTcs B cpefHeM y | % >KeHIIMH, B 3TOM cilydae IpeacKa3zyeMbli
YpOBeHb poxcHUs pederka ¢ noiaHoi ABB Bo MHOTO pa3 Huxe. BeposiTHo, Ha
BO3HMKHOBEHHE a8y TOUMMYHHOI'O OPAXKEHUS aTPUOBEHTPUKYIISIPHOTO COEANHE-
HUs BIUsACT BenuduHa TuTpa antutedn (1 : 16 u Boie). [Ipyu HaIWYUK aHTUTEN
kyacca anTu-48 kD SS-B/La, antu-52 kD SS-A/Ro u antu-60 kD SS-A/Ro y
pebeHka 0OHapyKUBaAJU BPOKICHHYO MosHY0 ABB-0sokany co cieayronmmu
HLA ramnorunamu: Al, B8, DR3, MB2 u MT2. Takue HLA ramniorumsl, kak
DR2, MBI/MT1 xapakTepHbl i MaTepeil C MOJOKUTEIBHBIM THTPOM aHTUTEI
u nereit 6e3 BpoxxJIeHHON nonaHoit ABB. Jlpyrumu ¢axkropamu pucka, KOTOpble



MOT'YT OKa3bIBaTh BIMSIHME HA Pa3BUTHE M30JIMPOBAHHON BPOXKJICHHON IOIHOMN
ABB y mofa, SIBJISIOTCS BO3PACT MaTePH, 3SMMHUN CE30H, MOBBIIICHHASI MHQHIIH-
POBaHHOCTBH MaTepH BO BpeMsi OEpeMEHHOCTH, HU3KUH ypoBeHb BUTaMuHa D [1].

BosnuknoBenne BpoxkaenHoit momHoii ABB ymaercs yctaHoBuTh BHY-
TpuyTpoOHO TONBKO B 32 % ciyvaes. [Ipumepno y 28 % nerell HaGmromaercs
nporpeccupytomiee Teaenue Bpokaeanoi ABb ot I no III ctenenn. Ycranosneno,
YTO HAPYLICHUs] AaTPUOBEHTPHUKYISPHOM IPOBOAUMOCTH TAKXKE AaCCOLHUPOBA-
HbI ¢ MyTanusiMu B reHe SCNSA, koaupyromeM (GpyHKIHUIO HATPUEBBIX KAHAJIOB.
MyTanuuu B JJaHHOM T'€HE UMEIOT IIHUPOKHN CIEKTP ()EHOTUIMHYECKUX IPOsBIIC-
HUH B BHJE KaHAJIONATUI/KapJHOMHUOIATHH: CHHAPOM YUIMHEHHOTO WHTEpBaJa
QT Tuna 3, cunapom tuna bpyrana, aunaranvoHHas KapJ{UOMHOIATHS, H30JIH-
poBaHHas KapJHOMHUONaTHs npencepauii. HabmrogaeTcst BRICOKas CTeTeHb Hacle-
JIOBaHHUS B MaTOTEHE3€ BPOXKICHHON HEMMMYHHOM n3ponupoBanHoit ABB. Oxkomo
25 % ciyuaeB BpoxkaeHHbIX ABB III cremenn coueraroTcsi O CTPYKTYpHBIMHU
AHOMaJIMSIMU cepAla, Haubosee yacTo ¢ JedeKkTaMu pa3BUTHS MEXKIIPEACepAHOM
U MEXOKENYZOYKOBOW MEeperoposioK, JEBOIPEICEPAHBIM H30MEPU3MOM, a TAKKE
L-Tpancno3unueil MarucTpajibHbIX COCYJOB.

OnHoit u3 Haubosee yacThIX NMpHYKH, npuodpereHHord ABB III crenenu
(puc. 3), aBisgeTCs BOCHAJIUTENBHOE IOpakeHUe MUOKapaa. B psae ciayuaes npu-
ooperernast ABB III crenenu Bo3HUMKAET mocie onepainuu mno koppekmnuu BIIC,
HanboJiee 4acTo MpU XUPYPru4ecKoil KOPPEKIHH aTPHOBEHTPUKYIISIPHONH KOM-
MYHHUKAIHH, HAJTMIAN Te(eKTa MeXOKEITyI09KOBOH IeperopoaKH, TOPOKOB pa3-
BUTHS A0PTAJIBHOI'0 U MUTPAJILHOTO KJIAIIAHOB.

B
EER | il
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Puc. 3. Xonrtep KI' pebenxy 13 ner. [loanast arpuoBeHTpHKYIsApHast 610Kaga

Passutuem ABB MokeT conpoBoXXIaThes psii HEHPOMBIIIEUHBIX 3a001€eBa-
Huii. Cinenyer umets B BuaY, 4To ABB I-II cTenenu MoryT TpaHchOpMHpPOBATHCS
B nostHyto ABB y neTeii ¢ opraHn4eckoii Witk CTPYKTYpPHOU MaToyiorueit cepaua.
B ta6u. 2 npepcraBieHbl TPUYKUHBI 1 MeXaHU3MBbI pa3Butus ABD.



Tabruya 2

Opranuyeckue (CTPYKTYPHbI€) IPUYMHBI AaTPHOBEHTPUKYJISIPHOH 0/10Ka/IbI cepana

I'pynnel npu4uH

IpuynnbI

Xupypruueckas
koppekuus BIIC

JledekT MoKy IOUKOBOM MEPErOPOIKH
ATpPUOBEHTPUKYJIIPHAST KOMMYHHUKALHS

Terpana @anio

OOGCTpPYKIMS BBIXOIHOTO OT/IENIA JIEBOT'O JKEITy/I0uKa
KoppurupoBanHas TpaHCIO3HIMS MArHCTPAIBHBIX COCY/IOB
JIMCKOpAAQHTHOE aTPHOBCHTPHKYIISIPHOE COCMHCHHUE

W3onupoBanHas
BpoxkaenHas [DKb

I[ToBperkeHNe TKAHN aTPHOBEHTPUKYILSIPHOTO y3J1a IIJI0A MaTte-
PUHCKHMH aHTHTEIaMu Kiacca anTu-SSA/Ro antu-SSB/La, Ha-
MPABJICHHBIMH K BHY TPHKJICTOYHBIM PACTBOPUMBIM PUOOHYKIICO-
npoteniHbIM KomiuiekcaM 48-KD SSB/La, 52-KD SSA/Ro

u 60-KD SSA/Ro

IDKB, acconumnpoBas-

Hasl CO CTPYKTYPHBIMH
AQHOMAJIMSIMU Pa3BHTHS
cepana

AHOMAJIMH Pa3BHTHS MEXIPEICEPAHON U MEMOKEITYI0YKOBON
MePeropoaKu

OOmmit apTeprualibHbIA CTBOJ

KoppurupoBaHHast TPaHCTIO3HLMSI MATHCTPAIbHBIX COCYI0B
TeTeporakcust (JBOIPEACEPAHBIN H30MEPH3M)

BocnanurenbHbie
UH(EKIHOHHBIC
3a00JICBaHUS

BaxrepuanbHble 1 BUPYCHbIC HH(EKIMH, B TOM YHCIIE BHYTPH-
yTpOOHBIE (CEMEHCTBO repreCBUPYCOB U YHTEPOBUPYCOB)
Octpast peBMaTHyecKas JTNX0OpaKa

Bonesup Jlaiima
Bonesnp Yaraca

KJIMHUYECKHUE ITPOSIBJIEHUSI
N ITOCTAHOBKA JJUATHO3A

CrekTp KIMHAYECKUX MposiBieHuit ABB MUpOK 1 BApbUPYET OT MOTHOTO OT-
CYTCTBHSI CHMIITOMOB JIO Pa3BHTHS CEPACYHON HETOCTaTOYHOCTH, CHHKOTIATBHBIX
COCTOSTHHMIT M Jake BHE3AITHOM CMEPTH.

Kak npasuiio, ABB I crenienun npotekaet 6eccumnromuo. et ¢ ITDKB 1 cre-
IIEHU, Y KOTOPBIX JUIUTEJILHOCTh HHTepBaia PQ cocrasiser Oonee 240 Mc, Hyxaa-
I0TCS B HAOMIOIEHHH C IIETBI0 KOHTPOIIS BO3ZMOYKHOTO IIPOTPECCHPOBAHUS CTEIICHU
OI0Ka bl

Knunuyeckue nposisienus 3abonesanust y aereit ¢ ABB II-1I1 crenenu 3a-
BHUCAT OT BEJINYMHBI Nay3 putMa, ncxoaHoi YCC min akTHBHOCTH 3aMEIIAOIIero
purMma. [Ipu BHE3amHO BOZHHMKAIOIINX Iay3aX PUTMA CYIIECTBYET PUCK Pa3BUTHS
CHHKOMNANIBHBIX cocTosiHuil. [TosBienne cumnromMoB CH 3aBHCHT OT BO3MOXKHO-
CcTH 00eCleunTh aJeKBaTHBI METa00JIMYeCKUM MOTPEOHOCTIM MHUHYTHBIH 00b-
€M KpoBOooOpallleHus], BeauurHa kotoporo 3asucut o YCC u ynapHoro oonema
JIEBOTO KeNyAodKa. Y JeTel crapiiero Bo3pacra, HecMoTpst Ha cHibkeHue UCC,
MHHYTHBIII KPOBOTOK MOJUICPIKHBACTCS YBEIMYCHUEM YAapPHOTO 00beMa, B OCHOBE

10



Yero JIEeXKUT HapacTaHUe NIPU OpaJuKapAUU KOHEYHOIO TUACTOINUECKOrO pa3Mepa
JICBOTO XKemyaouka. Takum oOpasoM, noseienne cumnromoB CH Oyner 3aBucetsh
100 OT YPOBHSI UCXOIHOI OpaauKapAuy U/WIN OTCYTCTBUS aAE€KBaTHOIO IIPUPO-
cra YCC mipu Harpyske, a TaKKe OT COKPATUTEIbHON (PyHKIIMHU JICBOTO JKEITYI0UKA.

Oco0oro BHUMaHUS B 3TOU CBSI3U 3aCIIyKHBAIOT IUIOJbI C AUATHOCTHPOBAH-
Hoit ABB. [Ipenukropamu pa3BuTHs BOASTHKY III0AA, KOTOPAs SIBISIETCS TIPOSIBIIE-
HyueM BHYTpHyTpoOHOH CH, 1 ero rubeny sBIsIOTCS 4acTOTA COKPAILCHHUS JKEITy-
JTIOYKOB MeHee 55 yi./MuH, a nipeacepauii — menee 120 yu./mus. [lnoasl ¢ monHon
ABDB u cTpyKTypHOH aHOManMeil cepiua UMEIT Kak MUHUMYM 50%-HbIH puck
BHYTPHYTPOOHOW WM TepuHatanbHoi rudeinn. Cpeau HOBOPOXKICHHBIX C H30-
mupoBanHoi ABB moutn 90 % acMMITOMHBI U UMEIOT HOPMAIbHYIO (DYHKIHIO
neBoro xenynouka. K gpakropam pucka HebmaronpustHoro ucxona ABB y HoBopo-
XKJICHHBIX U JeTel paHHEro Bo3pacra Cle[yeT OTHECTH 4acTOTy COKpAILEHUH xKe-
JIYIOYKOB MEHEE 55 yI./MHH, 3aMEIIAI0NINNA PUTM C ITUPOKUMH JKEITYT0UYKOBBIMU
KOMIIJIEKCaMU, HAJIMYIHE KETyAO0UKOBOM 3KTOIIMHU MU BBICOKYIO YAaCTOTY COKpalle-
Hus npeacepauii (6onee 140 yi./MuH).

IMpuctynsl notepu cosHanus (cuuIpoM Mopraubu—Anamca—CToKca) SBISIOTCS
Haubonee spkuM kinHundeckuM nposisieHrnemM ABB T1-111 crenenn. [puunHoit mote-
PU CO3HAHUSI SIBIISAIOTCS JNIMTENIbHBIE IEPUOIBI ACUCTOINH JKETYJOUKOB, T. €. TIEPHOABI
oTCyTCTBHS YQPEKTHBHBIX COKPAICHUH JKEMYJOUKOB, BOSHUKAIOIIHE B PE3yIIbTaTe
nepexona ABB II crenenu B nonuyto popmy ABB, xorna ere He Hauar QyHKIHOHU-
pOBaTh 3aMEUIAOIINI BOAUTENb PUTMA JKEITYI0UYKOB, PACIIOIOKEHHBII HIKE YPOBHS
OioKaibl. ACUCTOIIHS JKEJIYJOUKOB MOXKET Pa3BUTHCA U IIPU PE3KOM YTHETEHUU
aBTomaTm3Ma skronuaeckux 1eHTpos 1 u I mopsaka mpu ABB 111 crenmenu. Takum
00pa3oM, pa3BUTUE CHHIPOMA CBSA3aHO C FMIIOKCUEH MO3ra B Pe3ysbTaTe PEAKOro
pUTMa COKPALICHUS JKEITYT0YKOB HIIH €r0 OTCYTCTBUS.

Bpoknennas uzonuposanHass ABB HanGonee yacto MOXeT OBITh CBs3aHa C
HEOHATaJIbHOM BOTYAHKOH — CHMIITOMOKOMIUIEKCOM, THarHOCTHPYEMbIM Y HOBO-
POXKIEHHBIX, MAaTEPH KOTOPBIX YAaCTO CTPaJaoT ayTOMMMYHHBIMU 3a00/1€BaHUSIMU
COCJIMHUTENbHON TKaHH, U MPOSBIIAIOUIMMCS JIByMSI OCHOBHBIMHU TPU3HAKAMU —
HOpaXX€HUEM KOXU M cepaua. IIpuOnu3uTesbHO B MOJIOBHHE BCEX OMHCAHHBIX
CllydaeB HEOHaTaJbHas BOIYAHKA IIPEJCTABICHA B BU/IE N30JIMPOBAHHOTO KOKHOTO
3a0oseBaHsl, a B JPYroi MOJOBUHE HAOMIOICHUI — B BUIE M30JIMpoBaHHOi ABB.
B 10 % cnyyaeB umeercs coueTaHue 3TUX CUHAPOMOB. Pesiko HeoHaTallbHast BOJI-
YaHKa COIMPOBOXKIAETCS APYTUMHU IPOSBICHUSIMH, Yallle IPEXOISIIEro XapakTepa.

Junarno3 ABB ycranaBnuBaeTcss Ha OCHOBaHUHU JOKYMEHTHPOBAHHOTO IO~
TBEP KJCHUS JIIOOBIM U3 HHCTPYMEHTAIBHBIX METOI0B HCCIIEIOBAHUS CEPALIA B CO-
YEeTaHUH C KIMHUYECKOH CHMITOMATHKOM.

IlocranoBka nquarnoza ABDB Bxitodaer ciemyromuye 3Tamsl:

1. BeisicHeHue %anod u coop aHaMmHe3a.

2. O0beKTHBHOE 00CIIeIOBaHHUE.
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3. Bemmonuenue OKI, X0nTepoBCKOro MOHUTOPUPOBAHUS CEPAECUHOIO PUTMa,
sxXoKapauorpaduu.

4. UckmoueHue oopatumsix npuunH ABB.

Ipu cbope aHaMHe3a OCHOBHOE 3HAYCHHE MPHIACTCS BBIACHEHHIO 00CTO-
arenbcTB oOHapyxenus IDKbB: ciywaiiHo npu mposefeHUH NPOGHIaKTHUECKO-
TO OCMOTpa WIH AWCHAaHCEpU3aluH, Ha (OHE Pa3sBUTHA OCTPOTO BOCIIAIUTENb-
HOrO Ipolecca, Npu 00CIeI0BaHUM O OBOLY XPOHUYECKOH MaToNOTHU U T. I.
TmarensHBIA aHATH3 aHAMHECTHYECKUX JAHHBIX HIMEET OJHO U3 IIEPBOCTETICHHBIX
3HAYCHUH B oNpeeaeHny IpuunHel pa3sutust ABbB [7, 28].

Cpenu Hanbosiee yacTo BeTpeuaromuxcs xanob y aereit ¢ [IKb ormeuaror
CHIKEHHE TOJIEPAaHTHOCTH K (PM3UUIECKUM Harpy3KkaMm (OJbIIIKa P HAarpy3Ke), To-
JIOBOKPY’KEHHE, TIOTEPIO CO3HAHNS (CHHKOMATbHBIE COCTOSHIS ), KOYKHBIE TPOSIBIIE-
Hy B citydae, eciid IDKB BXoaUT B CUMITOMOKOMILIEKC HEOHATAIbHOM BOJTYAHKU.

JIABOPATOPHASI JTUATHOCTHUKA

Pexomentyercs npu BeIsiBIICHHH y pebeHka ABB 10 poskeHus Him rocie poxie-
HHS B TEYEHHE TIEPBOTO Iofia XKU3HU 00CIIEI0BATh MAIIMEHTa Ha HOCUTEICTBO aHTUTEN
kiacca anTi-SSA/Ro u anTu-SSB/La [uist onTBEepIKICHUS] BPOXKICHHOTO XapaKTe-
pa ABB. YuursiBas To, 4T0 0OHapYyKEHHBIE BO BPEMsI HCCIICIOBAHHUSI MATEPUHCKUE
ayToaHTHTelNa Kiacca aHTH-SSA/Ro 1 anTu-SSB/La ocTaroTes oXKU3HEHHO, TO UX
OIpe/ieJIeHNe BHE 3aBUCUMOCTH OT CPOKOB BbIsiBIIeHHs noHOI ABB no3Bonser ycra-
HOBHUTBH ITPOTHO3 3a00JICBaHUS 1 MOATBEPIUTH BPOXKICHHBIN Xapaktep manHoro HCP.

PexomenyeTcst Takxke 00U (KIMHUYECKHUI) aHAIN3 KPOBH, aHAJIN3 KPOBU
OMOXMMHUYECKHH 00IIeTepaneBTHIECKUI C OMPeIeIeHHEM YPOBHS JIEKTPOIUTOB
U MapKepoB MoBpexaeHus Muokapaa (MB-dpaxmus kpearnHpochoxuHassl, Tpo-
MOHUH I, TakraTaeruaporeHasa) npy BeIsBICHHH Y peOeHka ABB ¢ 1ienbro uckio-
YEHUS IEKTPOJIIMTHBIX HAPYIICHUH (TUIIEpKAIMEMHUS U TUIIEPKAIIBIIEMHUS) U BOC-
AU TENBHBIX/UIIEMUYECKUX MTOBPEXICHUH MUOKap/a.

Crneuuduyeckoit nadoparopHoil auarHoctuku ABB He cymecTsyert, 3a uc-
KITFOUCHHEM M30JIMpOBaHHON BpoieHHOH ABB. MI3MeHeHus B 1Ta00paTopHbBIX 10~
KazaTelsiX HeCTeHU()UYHBI U SBISIOTCS MPOSBICHUSMHU JPYTUX COIMYTCTBYIOMIMX
3aboneBaHuil. [ eHeTHUECKOE HCCIIeIOBAaHNE TIPOBOANTCS B CEMBSIX C TTOJJ03PEHHEM
Ha HACJICJCTBEHHBIM XapaKTep HapylIIeHWH MPOBOIUMOCTH JHOO NMpU HAITUYUHU
IpYTHX (HSHOTUINYECKUX MPU3HAKOB HACIIEACTBEHHBIX CHHIPOMOB Y TIAI[EHTA.

IIpoBogsTes vccnenoBaHus C UENbI0 BepUPHUKALUN BO30OYIUTENS TEKYLIETO
HHEKIMOHHOTO Tporecca (onpeneneHue antuten kiaccos M, G (IgM, IgG) k
ageHoBupycy (Adenovirus) B KpoBu:

1. MonekynsipHO-OHOIOTHYECKOe HCCIIeIOBaHUE TIepUEPHUSCKON U MyTIO-
BUHHOM kpoBHU Ha napsosupyc B19 (Parvovirus B19).
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2. Omnpeznenenue B KpoBU aHTUTEN K HapBoBupycy B19 (Parvovirus B19);
anturen kimaccoB M, G (IgM, IgG) k Bupycy Dnmrelina—bappa (Epstein—Barr
virus); BuUpycy kopu; Bupycy kpacHyxu (Rubella virus); muromeranoBupycy
(Cytomegalovirus); BUpyCYy KJICIIEBOTO SHIC(ATUTA; BO3OYAUTEIAM HKCOMTOBBIX
KJemeBbIx 6oppenno3os rpynmnsl Borrelia burgdorferi sensu lato; Bupycy mpocto-
ro reprieca (Herpes simplex virus); Bupycy repreca denoBeka 6-ro tumna (Herpes-
virus 6); anturen kiaaccoB M, G (IgM, IgG) k Bupycy nummyHoaeduimra yenobeka
BMY-1 (Human immunodeficiency virus HIV 1); antuten xmacco M, G (IgM,
IgG) k Bupycy nmmyHonedumura uenoseka BIIY-2 (Human immunodeficiency
virus HIV 2); ypornst anturen kiaccoB M, G (IgM, IgG) k Bupycy uMmyHoaepu-
uuta yenoseka BIU-1/2 u anturena p24 (Human immunodeficiency virus HIV
1/2 + Agp24); x crapunokokkam (Staphylococcus spp.).

3. BakTepHOIOrnueckoe MCCIICOBAHUE OT/ACISIEMOTO M3 3€Ba Ha CTPENTO-
KOKK rpymisl A (Streptococcus gr. A).

4. MHUKpOOHOJIOTHYECKOEe HCCICAOBAHUE MAa3KOB CO CIU3HCTOH O0OJIOUKH
HOCOIIIOTKH Ha B030ymutensb mudrepun (Corynebacterium diphtheriae); ameHo-
Bupyc (Human Adenovirus); ucciieioBanue KpoBH Ha BUpPYC reprieca 4ejoBeKa
7-ro tuna (Herpes-virus 7); Ha Bupyc Dmureitna—bappa (Epstein—Barr virus).

5. MuxkpoOuooruieckoe HcciieoBaHue nepudepruueckoil U MyrnoBUHHOM
KpoBu Ha BHpyC kpacHyxu (Rubella virus); umMmmyHOXpomarorpapuueckoe 3Kc-
MPECC-UCCIICIOBAaHIE Ma3Ka U3 3¢Ba Ha CTPECHTOKOKKHM IPYIMIIBI A; MHKPOOHOIIO-
THYEeCKOe HCCIISOBAaHNE CIIM3U M TUICHOK C MHUHIAJIMH Ha TMaJOuKy AUGTEpUH
(Corinebacterium diphtheriae).

HNHCTPYMEHTAJIBHASI JUATHOCTHUKA

[NaumenTtam ¢ mMoao3peHHeM Ha HapyIIEHHE aTPUOBEHTPUKYISIPHON MPOBO-
numoctH pekomenayercst peructpaius K B 12 oTBeaeHUIX s TOKYMEHTAIUN
xapakrepa putma, UCC, HapymeHus mpoBoauMocTd. [Ipn mocTossHHOM Hapytire-
HUM aTPHOBEHTPUKYIISIPHOTO MPOBEACHUs cTaHaapTHas noBepxHoctHas DK no-
craroyno uHpopmarupha [6]. ABB I crenenn auarHocTupyercs npu YBEIUICHUH
untepBaia PQ (R) ceeie 0,15 ¢ y aereit ot 0 1o 2 ner; y nereid ot 3 no 10 ner —
0,16 c; y nereii ot 11 go 15 mer — 0,18 ¢; y mereit crapmiero Bo3pacrta U B3poc-
X — 0,19-0,20 c. ITpu ABB I cTenenu Bce 3yOust P «ripoBopsiTes» K xKelmynod-
KaM TIpH ITOCTOSIHHOM, HO MpOJIOHrupoBaHHOM nHTepBaiie PQ (R).

CymectByer Heckonbko DKI-BapuantoB ABB II crenenn tuma Mobwu I,
Mo6wu I1.

ABB II crenenu turia Mo6wri I, ninu 6aokaga CamoiinoBa—Benkebaxa, xa-
pakTepusupyeTcs Mporpeccupyonm yuimHeHrneM uarepsaia PQ (R) va OKT ¢
[OCIIEIYIOLIUM BBIIAICHUEM JKEIIYI0UKOBOIO KoMILIeKkca. [Ipu 3ToM oTmeuaeTcst
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3aKOHOMEpHOCTh: nHTepBai PQ (R) nepex BbimageHnem (riepe JJTMHHOI 1ay30i)
OKa3bIBaeTCs MpomoukuTensaee naTepBana PQ (R) mocne Beimamgerns komrekca QRS
(cpasy nocse JyIMHHOM 11ay3bl). JKenyJ04KOBbIe KOMILIEKCHI, KaK MPaBUIIO, UIMEIOT HOp-
MaJBHYIO (OpMY, TaK KaK CHHXPOHHOCTb BO30YKICHHS YKEMYI0UKOB HE HAPYIIIAeTCs.

IIpu ABB II crenienu Tina Mo6wuir I1 BemaieHne OTeIbHBIX )KETyI04KOBBIX
COKpAIeHNI He COMPOBOXK/IAETCS MOCTENEHHBIM yanuHerneM natepeana PQ (R),
KOTOPBIiT OCTAETCs MOCTOSIHHBIM, T. €. HE U3MEHSIOIUMCS OT LIMKJIa K [IUKITY (HOp-
MaJIbHBIM WJIM YJUIMHEHHBIM). BbInazeHne KemyJouKOBBIX KOMIUIEKCOB MOXKET
HUMETD OIPEICIICHHYI0 3aKOHOMEPHOCTb, HO Yallle BCero ObIBaeT OECIopsA0uHbIM.
JlaHHBIA THI HApYIICHUS TPOBEACHHS B aTPHOBEHTPUKYJISIPHOM COCITMHEHUH 00Y-
CJIOBJICH JTUCTAJIbHBIM MOPAKCHUEM ITPOBOASIICH CHCTEMBI.

Onwa 3 BapuantoB ABB Il crenenn momyunn HazBanue ABbB Beicokoii cTere-
HU, TaK KaK CTEIEeHb HAPYIICHUS aTPHOBEHTPUKYJISIPHON IPOBOJJUMOCTH TIPH STOH
0JI0Ka/1e 3HAYNUTENFHO BBIIIE, YTO MMPUBOIAMUT K YACTOMY BBINIAICHHIO KOMITJIEKCOB
WJIM BBINAJCHUIO TIOAPST HECKOJIBKUX JKEITYTOYKOBBIX KOMILIEKCOB. [IpH BbICOKOI
crenienu ABB Bbinaiarot Ba 1 00s1ee xKenyI04KOBBIX KOMILIEKCOB Mopsia (Ookama
3:1,4:1um n.). llpu nanHoM BapuaHTe OJIOKaIbl pa3BUBACTCS pe3kasi Opajnukap-
JTUSI, YTO MOXKET OBITh MIPUYMHON pa3BuTHsI CHHpoMa Mopranbu—A namca—CTokca.

IIpu ABB III crenenu (nonuas [DKB) umMmynbebl U3 npencepans moIHOCTHIO
HE MPOBOJATCA K KEIYI0UKaM, IIOATOMY MIPEJCEPANs U KEIYI0UKH COKPAIIAIOTCS
HE3aBUCHMO JIPYT OT JIpyTa, KaXJIble B CBOEM pUTME: MpeJicepns B Ooiee 4acTom,
CHHYCOBOM PHTME, a )KeJIyI0UYKH — B PUTME aTPUOBEHTPUKYIIIPHOTO COCTUHEHUS.
[Tpu sTOM Ompenensercs JOBOJIbHO BBIpAKEHHAS JKEIYA0UKOBas OpaaukapIus, U
PHUTM >KEITyJOYKOB, KaK MPaBHUJIO, pUrHAHBIA. Ecnu actora npencepaHbIx U xe-
JIYIOYKOBBIX COKpAIICHUH OIMHAKOBA, TO IMAarHOCTUPOBATH MOJIHYI0O ABB MoXHO
npu umTenbHON peructpamunu JKI, korma BO3HHKAaeT Meproj] HECOOTBETCTBUS
MIPEACEPIHBIX U JKEITYTOUKOBBIX COKPAIICHUI.

Pexomenmyercst mpoBeeHue:

1) XOATEPOBCKOTO MOHUTOPUPOBAHUSI CEPJICYHOTO PUTMA TPH HHTEPMHT-
TUPYIOIEM TEUYEHHHM HAapYyLICHUS aTPUOBEHTPUKYJSIPHOW MPOBOIMMOCTH U HpPHU
OTIpeJIeNICHNH TTOKa3aHUK K MMILIAHTAUH 3JICKTPOKApIUOCTUMYJIsTOpa. JlaHHbII
METOJI UCCIICIOBAHHS UCTIONB3YETCS MPH JMAarHOCTHKE Tpexoasumx Gopm ABB.
PesynbTarsl XONTEPOBCKOTO MOHUTOPUPOBAHHS CEPIIEUHOTO PUTMA YUUTHIBAIOTCS
pu onpeaeneHny mokazanuii k umrutantanuu DKC npu ABB: Hanmuame xemymnod-
KOBO# SKTOIHH, 3aMELIAIONIET0 PUTMA C IIHPOKUMH JKEJTYT0YKOBBIMU KOMITJIEKCa-
MH, Tay3 puT™Ma, 6oJiee YeM B 3 pa3a MPEeBbIAIINX 0a30BbIi PUTM;

2) OKT-uccnenoBanus ¢ pU3NUECKOM Harpy3Koi NpH BBIBICHUU y peOeHKa
ABbB c nenpio IMarHOCTUKHA XPOHOTPOIHON HEAOCTATOYHOCTH. PexoMmeHmyercs
HCIIOJIB30BaTh TECTHI C JJOSUPOBAHHOH (PM3NUECKON HArpy3kod (Harpumep, BeJo-
spromerpus). CiienyeT yuuThIBaTh, YTO JAHHBIE TECTHI UMEIOT OTPAaHUUYCHHS I10
BO3PACTY M POCTY MAIUCHTA;



3) sxokapauorpadus npu BeisiBiieHHH Y pedeHka ABB ¢ 1ienbio tuarHocTuku
CTPYKTYPHOH IaTOJIOTUH CepALla, OPTAaHWIECKOH MaTOJIOTUH MHOKapna (Kapano-
MHOIIATHH ), IPU3HAKOB aPUTMOTEHHOM AUC(YHKIIMU MHUOKap/a, OLEHKH TeMOJIN-
HaMUYECKOH 3HAYMMOCTH apUTMHH.

ITon apuTMoreHHol MUCQyHKIMEH MHOKap[a MOApa3yMEBaIOT BTOPHYHYIO
obparumyto TUChHYHKIMIO MHOKap/a, TPOSBILIIONIYIOCS AMIaTalied BceX IMoJo-
CTeH, HaYMHAs C MPEACEPIHBIX Kamep, C MOCIEAYIOUIMM CHIXEHHUEM COKpaTh-
TEJIFHOM CIIOCOOHOCTH MHOKAapAa KeJTyT0YKOB, BOSHUKHOBEHHEM OTHOCHTEIBHON
MUTPAJIBHOW PErypruTaluy U pa3BuTHeM 3actoinoii CH.

JEYEHHUE

Jleuenne nanueHToB ¢ Oeccumnromuoit ABb He TpeOyercs. HckitoueHne
COCTaBJISIIOT CIIy4Yau MPOBEACHUS STUOTPOIHOM, MaTOT€HETUUECKON U CUMITO-
MaTHYeCKOil Tepanuu 3a0oJeBaHUil, cTaBmIUX npuunHOil pa3sutuss ABB. Ho
HE3aBUCUMO OT Ipu4uHbl ABB npu nosiBIeHUN CUMITOMOB, CBSI3aHHBIX C Opa-
JIUKapauel, TPOBOAUTCS XUPYPruUecKoe JeUeHNe — UMIUTaHTAIHS KapIHOCTH-
MyJATOpa.

KoncepBaTuBHoe JseueHue. PexomeHmyeTcs Ha3HadeHHWe Iperapara H3
IPYHIBl alKaJouAbl OeJIafoHHBI, TPETUYHBIX aMMHOB (AQTPOIMH) C LEIbI0 Ky-
MpoBaHus KpuTtndeckor (cumnromHuoi) Opanukapauu npu [DKB II-11I crenenn
B HEOTJIOKHBIX CUTYallUsIX TOCJE poxeHHs B JitoOom Bospacte [8]. IIpemapar
BBOIMTCSI B OKCTPEHHBIX CIIydasx BHYTpPHBEHHO B jg03e 0,02 Mr/kr (MHHUMAab-
Hast 1o3a — 0,1 mr). MakcumanbHas pa3oBas no3a — 0,5 Mr y gereif u 1 mry
MOZIPOCTKOB. J103a MOXKET ObITh BBEZICHA TOBTOPHO Y€pe3 5 MHH JI0 MAKCUMAIIbHOMN
o01eif 10o3bl 1 Mr y nereii u 2 MI' y IOJpOCTKOB.

Pexomenyercss Ha3HaueHHE agpeHEPrHYecKuX M J0(paMUHEPrHYeCKHX
CpPEeXCTB (AONAaMMH) € LIEIbI0 KyIUPOBaHUs KpUTHUIecKol Opanukapauu npu ABB
II-III cTenmenn B HEOTIOXKHBIX CUTyalusix. [Ipemapar mpuMeHseTcs: B IKCTPEHHBIX
Clly4asx Ipy reMOJIMHAMUYeCKH 3HaYuMoi Opaaukapauu Ha pone ABB npu ycio-
BUY HU3KOH BEPOSITHOCTH Pa3BHTHS HIIEMHH MHOKapna. BBomurcs BHyTpHBEHHO
(uHQY3H) CO CKOPOCTHIO OT 5 10 15 MKI/kr/MuH. CTapToBast 103a — 5 MKI/KI/MUH
C MOCTETYIOIINM YBEITHUSHUEM.

PexomenyeTcst STHOTPOIHAs], TATOTEHETHYeCKass 1 CUMITOMAaTHueCKas Te-
parus 3a00JIeBaHNH, CTABIIUX NpUInHON pa3BuTust ABB.

Xupypruyeckoe JedeHue. Pexomenayercs nposegenue spemenHoi OKC y
nereir ¢ ABB II-1II crenenu B ciyyae oTcyTcTBUs 3pdeKTa OT UCIOIB30BAHUS
aTpoIMHA M aPEHEPrHYecKuX U Jo(haMUHEPIMUECKUX CPEACTB (JONaMUH) HpU
HAJIMYMU CUMIITOMHOW Opaaukapanu (CuHKore, mpu3Haku 3actoitnoit CH, y HOBO-
poxxaenHsIx npu YCC meHee 55 ya./MUH B OTCYTCTBUE CUMITOMOB).
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Bpemennast OKC. Ona MOXeT ObITh OCYILIECTBIICHA YPECKOKHO, YPECIIHIIIC-
BOJIHO HJTH ITyTE€M BBEJICHHSI TPAaHCBEHO3HOTO ekTpona 1t DKC. Mcnonp3oBanne
BpeMeHHOH TpaHcBeHO3HOH DKC npu Opagukapansax y JeTeil BCTpedaeTcs pesko,
MOCKOJIBKY PUCK BOSHUKHOBEHHUSI OCTPOTO HEOIArONPHUATHOTO CEPACUHO-COCYIH-
CTOro coObITusl, cBsi3aHHOro ¢ ABB, HU3KMI, a BpeMeHHasl TPaHCBEHO3Has CTU-
MYISIMSL CBSI3aHA € OCIOKHEHMsAMH. CoOoOLIaeTcss O 4acToTe HeKeNaTelbHBIX
SIBJICHUH, CBA3aHHBIX C BPEMEHHBIM TPAaHCBEHO3HBIM JOCTyNnoM oT 14 1o 40 %.
Puck nH(EKIMOHHBIX OCIOKHEHHH ITPU YCTAHOBKE TIOCTOSTHHOTO MJIEKTPOKAPANO-
CTUMYIISITOpA YBEIMIUBACTCS Y INALUEHTOB, y KOTOPBIX €CTh BPEMEHHBIH KapaAuo-
CTUMYJISITOP /10 ITOCTOAHHON MMIUTaHTanuu. OHAKO B psfie CydyaeB BpEMEHHas
CTUMYIISILIUS CYUTAETCS KIIMHUYECKH HEOOXOIUMOH.

IMocTrosinnast IKC npoBOaUTCS C TTOMOIIBIO UMIUIAHTHPOBAHHBIX DJIEKTPO-
KapAUOCTHUMYJISTOPOB.

ITocrosirnas OKC pexomenmyercs:

1) manuenTam ¢ u3oiaupoBaHHoi BpoxaeHHoi ABB III crenenu npu Hanu-
YHK CUMIITOMOB, CBSI3aHHBIX ¢ Opanukapauceii (cunkorne, CH);

2) nanueHtam ¢ BpoxaeHHOH ABB III crenenu mpu Haauuuu CHUCTONUYE-
CKOM IMCOYHKINT CHCTEMHOTO XKETyT0UKa;

3) nanuenram ¢ BpoxaeHHoH ABB III crenenu npu Halnu4uu MIHPOKOKOM-
IUIEKCHOTO 3aMEIIArOIIEro pUTMa, CIIOKHBIX xkenynoukoBbix HCP (momumopdHas
9KCTPACUCTOINSL, TPYIIIOBAst IKCTPACUCTONHS, JKEIYJOUKOBas TaXUKapAUs);

4) acCUMIITOMHBIM TAllMEHTaM TEPBOTO Tojla XH3HH C BpoxIcHHOW ABB
III crenenu npu cpeHEN 4acTOTe COKpAIICHUH JKesTy10ukoB < 50 yi./MuH;

5) aCMMOTOMHBIM TAIUEHTAM B BO3pacTe crapiie | roga ¢ BpOXKICHHOM
ABF III crenenu u npy cpefHel 4acToTe COKpaleHui xenynoukos < 50 ya./MUH
WIN TIPY HAJIMYUK BHE3AlHBIX ay3 PUTMA, 110 MPOJOKUTEIBHOCTH MPEBBHIIIAI0-
mux 0a30BbIM puTM Oo0JIee YeM B TPH pasa,

6) mauuenram ¢ BpoxxaeHHoi ABB 111 crenenu, conpoBoxaromieics aumna-
Talueil CHCTEMHOTrO XKelylo4Ka (IIoKa3arels z > 3);

7) npu Bpoxkaenaoit ABB Il crenenn y HOBOpOXIEHHBIX U JeTel TIEPBOTO
roza xu3HH co cnoxubiMu BIIC, xorna 6pagukapaus cBsizaHa ¢ HapyLUIEHHEM FeMo-
JIUHAMUKH WK KOTJIa CPEIIHSS 4aCTOTa COKPAIICHUS KeTy0ukoB < 60—70 yu./MuH;

8) nmauuenram ¢ ABB II-1II creneny, BO3HUKILIEH [OCIE KapAUOXUPYpriye-
CKOTO BMeIIaTeIbCcTBa MpH coxpaneHun ABB Ha npoTsbkenuu 6onee 7—10 nHei;

9) npu nporpeccupytomeit ABB II-1II ctenenu B oTaaIeHHbIH Hocneonepa-
LIMOHHBIN TTIEPHOJ, 0COOSHHO KOT/Ia KapIHOXHPYPrHIECKOe BMEIIATEIbCTBO OBLIO
ocnoxueHo ABB III crenenu ¢ nocienytomieil pancgopmariieil B CHHyCOBBIN PUTM;

10) marnpieHTaM ¢ HEOOBSICHUMBIMH OOMOPOKAMH, TIEPEHECIINM KapIHOXHU-
pyprudeckoe BMelaTenbcTBo, ociaokHeHHoe ABB III crenenu, ¢ nocienyromeit
TpaHchopmaineil B CHHYCOBBIH PUTM TPH HAJUYHUU OCTATOUHON OH(ACIUKYIISp-
HOI OJIOKabI;



11) npu npuoGperennoit ABB, cBA3aHHON ¢ ApyruMM NpUYMHAMU: HalU-
entam ¢ npuobperennoit ABB II-III cremenu mpu cUMOTOMHOM Opaaukapauu,
CHCTOJINYECKOH NUC(HYHKIMEH CUCTEMHOIO JKEeITy/I0uKa B OTCYTCTBHE OOPaTUMBIX
MIPUYHUH;

12) nanueHTam ¢ HEHPOMBIIICYHBIM 3a00JIeBAHUEM MIPH HAJTMYUH CUMITTOM-
Holi Opanukapauu Ha pone ABB mo6oii crenenuy;

13) nmanentam ¢ ABB n1000i#i cteneHu w/uiay JpyruMyu HapyIIeHUs MU TIPO-
BommMocTH nipu cuaapome Keprca—Celipa n3-3a BRICOKOH BEPOSITHOCTH MIPOTpec-
cupoBanusi ABB;

14) nanpeHTaM ¢ MHOTOHUYECKOU aucTpodueit 1-ro Tuna npu ABB I crene-
Hu (PR > 240 mc) wiu 3aMeIsIeHUH BHYTPIIKEIYI0YKOBOW IPOBOJUMOCTH (TIPO-
JOIKUTENbHOCTE KoMiuiekca QRS > 120 mc);

15) manpienTam ¢ 3a00JeBaHUSIMH, BBI3BAaHHBIMU MyTarusiMu reHa LMNA,
KoAMpYomiero cuHre3 Oenka jgamMuH A/C  (MblmeuHass AucTpodus DMepru—
Hpeiidyca, nosicHo-koHeuHOCTHast MblieuHast auctpodus) npu ABB I crenenn
(PR > 240 mc), w/unu 6mokaze neBoit Hoxku 1T

IIpu Hanuuuu noteHIMaIbHO oOpaTuMbIX NpuunH ABB HeT HeoOxomumo-
ctu B nocrosinHoi DKC. YV maruentoB ¢ ABB npu MuotoHuueckoit quctpoduu
1-ro Tuma, a Taxke Ha (poHe 3a00JIeBaHUMN, BEI3BAHHBIX MYTalUsIMU OIHOT'O, KOIU-
pytomiero cunte3 Oenka jamuH A/C (Mmblnednast quctpodus Imepu—/lpeiidyca,
MOSICHO-KOHEYHOCTHAsT MBIIICYHAs! JAUCTPO(Hs), B Ka4eCTBE AJIBTEPHATUBBI MM-
IUIAHTAIMU JIEKTPOKAPANOCTUMYIIATOPA CIEAyeT paccMaTprUBaTh MMILIAHTALUIO
kapauoseprepa-aedudpwIaTopa. J1o gocTmXeHus Beca 15 Kr MPOBOIUTCS UM-
IUIAHTAIMS AJIEKTPOKAPIUOCTUMYILITOPA C UCIOIB30BAHUEM TOJBKO SIHKAPIH-
aJbHBIX 3JIEKTPOIOB. Y MIIAJEHLEB U JeTe paHHEro BO3pacTa CO CTPYKTYpHO
HOPMaJIbHBIM CepjleM, u3onupoBanHoi ABB m HopmanbHON (yHKIHEH *emy-
JIOUKOB B KAueCTBE HMCXOIHOIO PeXHUMa KapIHOCTUMYJSILUU NPEANOYTUTENLHO
MIPUMEHEHHE OJHOKAMEPHOTO JJIEKTPOKAPIHOCTUMYISATOPA. DHIOKapIUaibHAs
UMITTaHTALUs] 3JIEKTPOJOB JIOMYCTUMA IO JOCTIXKEHUM PEeOSHKOM MaccChl Telna,
paBHoii 15 kr. [Ipu macce tena ot 15 mo 19 xr uMIUTaHTHpPYETCST OJHOKAMEPHBIN
anekTpokapauoctumyistop. Ilpu macce Tena 20 xr u Oosnee UMILIAHTHPYETCS
JIBYXKaMEPHBIN 3JIEKTPOKapAHOCTUMYIIATOP. [IpOTHBOMOKa3aHHS K UMIUTAaHT AN
sHJ0KapAnanbHoi cuctemsl DKC — npoTe3npoBaHHbIH TPEXCTBOPUATHII KiamaH,
MpaBo-J1eBbIN BHyTpucepaeunsiil myHT, BIIC n koppuruposanusie BIIC, mpemst-
CTBYIOLIME TPAHCBEHO3HOMY JOCTYIy K KaMmepaM cepiua (Hajuuue aHaToMHYe-
CKHX 0aphepoB), MOBTOPHBIC TUCIOKAIIMH SJICKTPOIOB.

TIpu snMkaparanbHON CTUMYJISIIMK MMIUIAHTALNS 3JIEKTPOIOB HA BEPXYILIKY
1 OOKOBYIO CTEHKY JICBOTO JKENTyI0YKa MMeeT HAaHOOJBIIUIA TOTEHIHAI JUIS TIpe-
JIOTBPALICHUS TUCCUHXPOHHH M CHHXKCHUSI COKPATUTENILHON (DYHKIIMHU, CTUMYJIS-
L¥sT BBIXOTHOTO OTJieNia M OOKOBOM CTEHKH IPaBOTO JKETyAOUKa CBSI3aHa C BBICO-
KHUM PUCKOM AUCHYHKIUH JIEBOTO XKEJIYN0UKa.
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CriennanbHas peaOHIIMTalds NAlMEHTaM [10CIIe UMILIAHTAIH JIEKTPOKap-
JIMOCTUMYJLSITOPA M 32KUBJICHUSI paHbl He TpeOyeTcst. B OTIeNbHBIX CITyJasx mpea-
rojiaraeTcs WaIsinui pexuM (U3HYECKOl aKTUBHOCTH C OTPAaHUYCHUEM JIBUIKE-
HUH KOHEYHOCTH OOJBIION aMIUTHTYIbl Ha CTOPOHE MMIUIAHTAUU pa3MEIleHUH
ANEKTPOKAPANOCTUMYIISTOPA B TOAKIIOYMYHON 001acTH B TeueHue 1 mecsua.
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