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HAPYLUEHMWSA CEPAEYHOrO PUTMA V1 NPOBOAUMOCTU
Y NNI0ZIA U HOBOPOX/EHHOIO

OpHOM U3 cepbe3HbIX MpobeM feTCKON Kapauonoruu 6uuik u ocrarorcs HCP
i IPOBOAMMOCTH. EC/iv jKe IM3PUTMUU BBIABIAKTCA Y IJ10/ja UK HOBOPOXK/IEHHO-
70, 5TO BBI3bIBAET elje GOJIBIIYI0 03a00YeHHOCTh HEOHATOIOTOB U AETCKMX Kapauo-
20roB. C/10)kKHa HE CTOJILKO JMarHOCTUKA aPUTMHUH, CKOJIBKO MOUCK ee IPUIMHHBIX
JAKTOPOB U 1MOAOOP a/leKBaTHOM Teparuu.
HCP npezcTaBisioT 10CTaTOYHO GONBIIYIO U HEOZHOPOAHYIO TPYIIy HApyLIe-
il cepiedHoM ZIeATeIbHOCTH, B OCHOBE KOTOPBIX MOTYT GBITh KaK OpraHMyecKue
OJIEBAHWA CEeP/LA, TAK M BHeCepJeYHble IPUYMHBI (3/IeKTPOJUTHBIE U OOMEHHbBIE
IpyIIeHHU s, TOKCUKO-aJIJIePIrMYecKye COCTOSHUSA, CeTICHC, THEBMOHU S, IepUHATATTb-
as1 suLedasnonaTus, pofoBas TpaBMa, kpopousnusinus B LIHC u 1. 41.). Kpome Toro,
B HEKOTOPBIX CJIy4asX HapylUIeHHUs PUTMa MOT'YT UMeThb GYHKIMOHAIbHBIN XapaKTep
#111 OBITH TPOSABIEHNEM BPOXIEHHBIX HJIM HAC/IE[ICTBEHHBIX epeKTOB IPOBOAAIIeH
creMbl. MHOroo6pasue cymectsyiomux BuzoB HCP He 1m03BONSIeT PacCMOTPETh
UKJBIA 13 HUX B II0JHOM 0ObeMe, OITOMY B HacTosimieit paGote HaM Ipe/CTaB-
A710Ch HeOOXOAMMBIM 06paTUTh BHUMaHUE HA HauGOJee YacThle M MOTeHIUaNbHO
TacHbIe JJIS )KU3HW IJI0/Ia ¥ HOBOPOXXZEHHOTO $popMbl apuTMuil. K 3710KkauecTBeH-
M apUTMUSAM Y JIeTed OTHOCAT )KeNyNnouKoByto Taxukapauo (JKT), cuazppom ya-
ienHoro QT (Long QT), HexoTOopsle GOPMBI Ha)KeNYJ0UKOBOM TaXMKAP/WH, [TOJI-
¥i0 nonepeuHyo 6okazny.

HAPYLWIEHWNA CEPAEYHOIO PUTMA M MPOBOAMMOCTI Y NNIOAA

YcraHoBsieHO, 4TO y 85 % MalMeHTOB Ha4ajl0 apUTMHUIl OTHOCHTCS K paHHe-
Y HeOHATaJbHOMY MJIM BHYTPUYTPOOHOMY MeproAy. APUTMUH I1JI0/Ia BOSHUKAIN
aule Bcero nocsue 22 Henl. recrauuu. @eranbuele apurMun (OA) 6biu 3amogo3pe-
Bl ayCKyJbTaTUBHO BO BpeMs MPOQUIAKTHYECKOTO 0CMOTPa GepeMeHHbIX U MO/~
seprkaernl pu oMoy KTT u OxoKTI' niona. Taxukapauu muozga ObUIM MOX0XKHU
id TaXMKapAUY HeOHaTaJbHOr O NePHO/a: Yallle BCero BhIABIANACH 9KCTPACUCTONIHS,
B-610ka/1a pa3nuvHOIl CTeNeHH, CynpaBeHTPUKYIsApHas Taxukapaus (CBT). de-
JIbHbIE TAXMKap/UK OIIACHBI TEM, UTO OCTOSIHHAS TAXUKAPAUA 101 He3aBUCHMO
T ee MexaHM3Ma MOxeT npuBecTy K CH 1 cMepTH 1171013, @ TaKKe K BO3HUKHOBEHUIO
Ha3bIBaeMOW HeMMMYHHOM BOJSIHKH TLJIOZA.
HCP y nozia Ha ceroHAIHKI IeHb ABJIAIOTCA OHOM U3 aKTyaIbHBIX MPOGeM
eHaTaIbHOM MeJuUUHbL. Tak, yacToTa BcTpedaemMoctu DA cocraBisier, 1o AaH-
5IM Da3HbIX aBTOPOB, 1—5 %.

CrpykTypa npeHaranbHO BbIABJeHHbIX HaMu 19 ciydaeB HCP y mionos npen-
TaBjieHa Ha puc. 5.1.
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MapokcnsmansHas
CynpaBeHTpUKynapHas
Taxvkapaus

. TpeneTaHve Npeacepanii

. CunHycoBas 6pagukapams
. SKCTpacncTonns

. MonHaa nornepeyHas
AB-6nokajga

Puc. 5.1. CrpykTtypa HCP y nnogos (n = 19)

Haun6osee yacto y 6 (31,6 %) MI0KOB perucTpupoBanach petaabHas SKCTpa-
cuctonus (4 CynpaBeHTPUKYJIAPHbIE U 2 )KeJyAOYKOBble SKCTPACUCTOJBI IO THMY
GureMuHUH), MMeBIIAS IPH OTCYTCTBUU MOPONOrHYECKUX U reMOAMHAMUYECKHX
M3MeHeHMH CO CTOPOHBI cepAua mioza fo6pokayecTBeHHOe TeyeHue. [locTHATA b=
HbI€ MCXO/IbI BO BCEX CIIyyasx ObLIM 61aronpusiTHIMK (BOCCTAHOBJIEHHUE CHHYCOBOTG
purma). CHHYCOBbIE TaXHapPUTMUK ObLIY BIsABIEHBI Y 4 (21,1 %) 1107108, Y 2 [1008
28 u 30 nen. recrauuu ¢ YCC 10 240 u 255 yi,/MuUH 10CJIe YCIeUHOT 0 JIeYeH s JUT0
CHHOM (COrIacHO anropurTMy, npeanoxennomy E. 1. Becnanosoii u E. JI. Bokepus)
TIPOM30ILIO NTOJTHOe BOCCTAHOBJIEHHE Cep/leyHOro puTMa. bepeMeHHOCTH 3aBepiiy
JIUCh CPOYHBIMM POZIaMHU Yepe3 ecTeCTBeHHbIe POZIOBbIe NyTH. [TocTHATaIbHbBIE HC:
X0/BI GaronpuATHLI B 06oux caydanx. B 2 (50 %) apyrux cayyasx, npu KOTOp
YCC nnopa He npesblmana 230 ya/MUH, IPOU30LIJIO CIOHTAHHOE BOCCTAHOBJIEHHE
CepAieYHOro pUTMa I0CjIe POXKAEHUS.

Dxorpaduueckue NPU3HAKH, BLIABJIEHHBIE TIPY TAXMAaPUTMUSAX Y TJIOZOB, MPEX:
CTaBJIeHbI Ha pUC. 5.2.

CpenHuii CpOK rectaliuy Ha MOMeHT MaHudecrauuu B 19 ciydanx KIMHUAYE
3HAUYMMBbIX HapyIIeHU pUTMa y IJI0a coCcTaBu 27 Hell. B xozie n3y4eHus aHAMH
GepeMeHHBIX YCTAHOBJIEHO, YTO CPeAHMI BO3PACT JXeHIIMH coctaBui 31 rox (20—

Acunt

MepukapAnanbHbIiA BbINOT

PacLuvpeHue rnonbix BeH v Typ6yNeHTHbI NMOTOK B HUX
AnnaTaums npaBoro npeacepans

Peryprutauma Ha TpuKycnvuganbHOM KnanaHe
Mneptpodusa Muokapaa

Kapanomeranua

2
Kon-Bo cnyuaes

Puc. 5.2. PacnpepeneHue sxorpaduyeckmnx Npu3HakoB, BbIABNEHHbIX
Npw TaxnmapuTMusx y n1oaos
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on). ¥V 7 (36,8 %) xeHunH GepeMeHHOCTb NPOTeKasa ¢ yrpo30i mpepeiBaHus,
6,3 %) nepenecau OPBU, oana (5,3 %) — BeTpsiHylo ocmy, ogHa (5,3 %) npuHu-
THUPEOTPOIHBIe penaparsl. HacnencTBeHHBIX GaKkTOPOB pucka u npodeccuo-
IBHBIX BpeZIHOCTEl BLIABIIEHO He ObLJIO.
IlpeHaranbHasi JMaTHOCTHKA TaK)Ke MO3BOJISIET BLIABUTHL (eTanbHble apUTMUH,
TOpbIe MOTYT IIPUBECTHU K BHYTPUYTPOOHOMY HapyIeHUIO FeMOAMHAMUKH U laXKe
Y TPUyTPOOHOI rubesu mioza.
‘B kaTamHe3e ¢peTasbHBIX aDUTMUI MePTBOPOXKAEHUE OHO (MJIOK C JTUTeIbHOM
TIPaBeHTPUKYJISPHOU MapOKCU3MaJIbHON Taxukapaueit u BoasHkoi). Tpoe nerei
OJIHOU BpOXJeHHO# AB-6y10kanoit: oauH pebeHok (B coueranuu ¢ MBIIP) ymep
Opble CyTKH, IByM 6611 uMIIanTHpoBad DKC, 0ZIHAKO /IeTH yMepJy OT COMyT-
yiomeit naronoruu ITHC. Tpoe nereil monyuuau aHTUAPUTMUYECKYIO Te€PAINIO
£pKo/ie HOBOPOXK/IEHHOCTH, COCTOSIHKE UX Y/OBJIETBOPHTEIBHOE.

Knunuzeckuit npumep. Tlop HabnofeHreM Haxoauiach GepemeHHas B. ¢ um-
HTUPOBAHHBIM Kap/HOBepTepOM-1edUOPHIIATOPOM, NIPU HATHUYUK KOTOpOro Ge-
SMEHHOCTDb IPOTUBOIOKA3aHa. JlaHHas MalMeHTKa HaXOAUIach Moj HabmoeHeM
eTcKkux kapauosioros KPY IKB na npotsbxeHun 10 et ¢ guarHosom AJTINK c ga-
simu npuctynamu XKT (puc. 5.3).
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~ Puc. 5.3. 9KT nayumeHTKun B. B Bo3pacTe 13 net. MonumopdHas xenyaoukosas
TaxvkapAus, YacTble HeyCTONYMBbLIE NPUCTYMbI. YacTaa noanmopdHas
XeNyAouUKoBas 3KCTPACUCTONNSA
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B pmerckoM Bo3pacTe y Hee 4acTO BO3HUKAJM CHHKOMNAJbHBIE COCTOSHHSA, YTO
norpe6oBajo UMIIAHTALMU KapAuoBepTepa-nepubpusisitopa. B Bospacre 18 ner
BbILIJIA 3aMyX, B 18,5 roza Hactynuaa 6epeMenHOCTh. Ha cpoke 22 Hej. GbIJIO MpPo=
BesileHo DXOKT cepaua muozna B PAII, KOTOpOe BbIABUIIO MOAO3PEHNE HA CUHPOM
TUTIONJIA3U M JIEBBIX OT/IEJIOB CepAla. DKCIePTHbIM COBETOM POAUTENSAM ObIIO Mpei-
JIO)XeHO MPOHTH KoHCynbTupoBaHue B HIIMIT IKK (KueB), rae guaruo3 ObIIT MOA-
TBEPXK/IEH, OHAKO BBICOKMI DHCK IpepeIBaHMs GepeMeHHOCTH NpPHMBEN K OTKa3y
poauTesnei oT aHHON onepauuu. Ha cpoke 28 HeJ. GepeMenHasi Obla KOHCYIbTH-
poBaHa B oteneHun apurmonorun HUMCCX AMH um. H. AMocoBa, rae eii Gbi0
NPOBe/IEHO MepenporpaMMupoBaHye Kapanoseprepa-aedubpuiiaTopa v AaHbl pe-
KOMEeH/alliy pojopa3pelieHys B Clenuaau3upoBaHHoOM poazriome Kuesa. Pobl Ha-
CTYIUJIX B CPOK C TIOMOIIbIO IPMMEHeHNS BaAKYyM-9KCTPAKIUU I10Ja. B 2 4 )K13HH
pebenok 6bu1 nepesezsien B HIIMI] IKK ¢ fuarHo30M: yMepeHHbIH KianaHHbii AC
(TCH 54 mm pr. ct.). T'unonnasus ayru aopTsl ¢ KoA. T'unomiasus MK u JIXK. OATL
B nepBble cyTKY pebeHKy BbIIIOJHeHAa PeHTIeHIHI0BACKYIspHAst GalI0HHAS aHTHO=
nyacTuKa Kputuyeckoil KoA. Pe3dynbrar BMemaTenbCTBa ObLI YOBIETBOPUTE b
HbliA, I'CJ] cHU3MIICA, OAHAKO ¥ pebeHKa pa3Buiack nonaHas AB-6iokazna (puc. 5.4),
KOTOpasi B Te4eHNe HeCKOIbKUX CYTOK IIPUBeJia K JIeTaIbHOMY UCXOZY.

Puc. 5.4. 9xoKTI pebeHka B., 2 cyT, c nonHoin AB-610kazoi
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Kaunuzeckuii npumep. bepemennas H., 35 ieT. bepeMeHHOCTb TPETb, JKeJlaH-
as. B anaMHese — runepronndeckas 6onesns. Ha cpoke recranuu 27—28 Hez. Ipu
M-ckpununre 6sua Beisenena CBT nuopa ¢ 4CC no 248 yn/MuH, TUAPOTOPAKC
30 15 MM, aCLIUT 10 22 MM, JBOWHOM KOHTYP I'OJIOBKH 3a CHET OTeKa MAIKMX TKaHen
|50 5 MM, MHOTOBO/IMe, HU3Kas [UIateHTanus (puc. 5.5).
B 29 He/. 0OCMOTpPeHa ETCKUM KapuoJioroM (puc. 5.6). 3aK/i0uenne: YeThpex-
@MepHbIii cpe3 nosyyeH. Busyanu3upyroTca ABa Ipeacepaus, ABa AB-knanasa, 1Ba
wenynouka. CTBOpKU AB-KanaHoB MOJABUXHBL Ha o6oux AB-kianaHax obpaTHbIe
l‘;» oku +, YCC 222 yn/muH, KIP JIK — 1,4 cm, KIP TDK — 1,2 cm.
Peskoe CHIDKEHHe COKPaTMMOCTH 000UX XKenynoukoB. Dpakuus BeiOpoca JIJK
55010 30 %. OT JIDK OTXOAUT MarucTpanibHbiil cocys (aopra) — 6 MM. I'CJl Ha AK —
1.8 MM pr. c1. OT TIJK OTXOAMT MAarucTpasibHeIi COCYA (JIA) — 6 mm. I'C/l Ha JIA —
2 MM pT. cT. X0/l MarucTpaibHBIX COCY/10B TIpaBUJIbHBINA. B [IeBpaIbHOM ¥ PIOLIHOH
BONOCTAX Onpesensercs 60JbIIOe KOJTMYeCTBO KUAKOCTH. B monocTy nepukapaa
SE60JIbIIOe KOIMUECTBO XKUAKOCTH. DKCIEPTHHIM COBETOM OblI yCTAHOBJIEH Ana-
£803: apur™Mus niofa. CBT ¢ UCC o 250 ya/muH. BoipaxenHas CH. Acuwur, ruzpo-
ppakc. BepemenHas Oblia HampasjieHa B HIIMLI KK (Kues), rae npu o6caeso-
Bauuy y Hee ObuIa BbIABJIEHA XPOHUYECKas repreTnyeckas undexnusa. Hecmorps

Puc. 5.5. Y3W nnoga 6epemeHHol H., 27—28 Hel. rectauum
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PE3Y/IbTATbI KOPPEKLLV FTEMOAVNHAMUYECKUX HAPYLLEHWIA
Y AETE CO C/IOXHbIMU BPOXAEHHBIMU MOPOKAMM CEPALLA

Eduncmeennvtii scenydozex cepdya (EXKC) orHOCHTCA K 4mMcny Hawbosee
PKHBIX Y KJIMHUYEeCKH TsDKesTo nmporekaromux BIIC. XapakTepHoit 0CO6EHHOCTHIO
FOJIOTMY SIBJIAIETCS HApyLIEHKEe COeIMHeHM TIPeCePAUil C XKeNya0uYKaMu: B OT/IH-
£ OT HOPMaJIBHOT'0 CepALia, KOrzia MoJI0CTh Ka)/J0ro U3 npejcepAnil coobmaeTcs co
MOKeJyZI09KOM, ITPU eITUHCTBEHHOM )KeJlyI0uKe MOJIOCTH TIpeicepAunii coeuHs-
A JIWIIb C OZIHUM, XOPOLIO Pa3BUTHIM ¥ OMUHUPYIOMUM XKenyno4koM. Kposo-
JaueHue B 60ILIIOM M MaJIOM KPYTax OCYIIeCTBIAETCS apasiiebHo, a He [ocJie-
sarenbHO. Yactora EXKC o kpurepusam M. L. Jacobs u J. E. Mayer B nonynsuuu
aByser oxoso 0,13 a 1000 HoBopOX/IeHHbIX, cpean Beex BIIC — 2,5 %, cpeau
ardeckux» BIIC — 5,5 %. ITo nanneiv HIICCX um. A. H. Bakynesa PAMH, uuc-
JosbHbIX ¢ EXKC cocTasnser cpenu HOBOPOX/JeHHHIX 1,9—3,6 %, yacTora KpUTH-

£ 000X XKeyN0YKOB cepaa. 3aiepikKa Pa3BUTUA CUHYCHOM YaCcTH apTeprasibHO-
ab6yca npuBoauT K 0TCyTeTBHIO IIK, a eAMHCTBeHHas XeJyIouKoBas KaMepa
obperaer crpoenne JK. B rakux cnydasx or IIK ocTaeTcst TONbKO «UHQyHIM-
ISpHAsA Kamepa» — BBINYCKHUK, OT KOTOPOrO OTXOAUT TOT COCYZ, KOTOPbIi 0~
OTX0AMTH OT ITJK: Ipi HOPMaILHOM PACTIONOKEeHNM MATUCTPAIBHBIX COCYZI0B —
4 Y TPaHCTIO3uLMK — aopTa. [Ipu 3aziepiKKe pa3BUTH A IePBUYHOTO XKeNyA0YKa
-"TBEHHasl JKe/y/09KoBas kamepa umeer ctpoenne I)K, a MarucrpasnbHble cocy-
OZIAT OT BBIXOZHO# KaMepsl. [To mopponorun EXKC R. H. Anderson [et al.] Bei-
T TPY TUIA: eJUHCTBEHHDbIM JIeBbI, €IMHCTBEHHbII MPaBbIi U eJUHCTBEHHbIH
OYeK Heonpe/ie/IeHHOro Tura. PyanMeHnTapHas MojaocTh OTrpaHUYeHa OT OC-
i JKeJyI09KOBOM 1010CTH OybOOBEHTPHKYISPHON T1eperopaKoil 1 coobma-
€ IOJIOCTAMMU CepP/LIa TOJIBKO Yepe3 OTBEPCTHE B Ieperoposike — Oyn1b60BeHTpu-
PHOe oTBepcTHe. Yaue Bcero o6a npescepaus coeaunenst ¢ EXKC nocpeacTsom
1paBoro ¥ ieBoro) uiu obmero AB kranana. R. H. Anderson [et al.] npegnara-
Bosiee TOYHOTO ¥ MOJTHOTO ONPe/ieJIeHN s KeYA0YKOBO-apTepHaNbHOIl CBA3K
aTh TP PAa3HbIX aCleKTa: CBsI3b, aHaTOMMUIO BLIBOJHBIX MyTeH U B3AUMOOTHO-
i3 MarucTpanbHbIX cOCynoB. CBA3M MOTYT OBITH KOHKOPAAHTHBIMH, KOTZd OT
avuyecku JIXK orxoaut aopra, a ot pyguMeHTrapHoi nojoctu ITK — JIA, u, Ha-
T, JUCKODAaHTHBIMU.
omansHolil anomansusti Openasic nezotnvix een (TAZJIB). Tipu TAJIJIB
1B coenunsiorcs ¢ TII1 Max ero BeHO3HBIMM MPUTOKaMM. HU OfHA M3 HUX He
3€T, KaK B HopMe, B JITT. TakxuM o6pa3om, MexIpecepaHoe coobmenye SBis-

ota nopoka cocrasuser 0,06 na 1000 xuBopox/IeHHBIX, 0K0JI0 1,5 % cpeznu Bcex
0K0710 1,5 % cpesu kputuyeckux BIIC. TTopok HepezKo coyeTaercs ¢ Apyru-
JKJICHHBIMY TIaTOJIOTUsAMK. BapuaHThl COeIMHeHNS JIETOYHbBIX BEH C MPaBbIMU



244

OTAeJIaMX MOI'yT OBITH BeChbMa paBHOO6p33HbIMI/I. CTOJIb )K€ MHOTOYUCJIEHHBI KJ
CPI(I)PIK&LIPIPI IMOPOKa, OCHOBBIBAKOIIHECA HA €Tr0 3M6pI/IOJIOI‘I/I‘IECKHX, dHATOMUYECK!

HBII ZIpeHaX Ha CynpakapAKXalbHOM YpOBHe (B IepcucTupyomyto jgesyio BIIB
B npaByio BIIB); Tum II (70 20 % cny4aeB) — aHOMaJbHbBIN [peHaX Ha KapAUaIbHe
yposHe (B IIIT unu B KopoHapHbiil cunyc); Tun III (go 20 % cinyyaeB) — aHOMa
HBI} peHax Ha MHPpaKapAUaJIbHOM YpOBHe, Hike Auadparmel (B HIIB, moprass

cMelnaHHas Gpopma, BKIIOYAIOmas npe/iuecTByonie BAPUaHThI.
JleroyHble BeHbI MOTYT COeMHATHCS C CePALIEM OTAeIbHBIMY YCThAMHU UIIH CJ
Basich B 06muii Kosiektop. Ilpun nHppaanadparmMasibHOM BapuaHTe OHU TPOXOM
yepe3 MUILEBOAHOE oTBepcTHe B fuadparme. O6s3aTeIbHBIM KOMIIOHEHTOM IO
Ka ABJSeTCA MeXxnpezacepaHoe coobuienue. IIpaBbie oTaens! cepana u JIA paci
peHbl. JIeBble OTZeNbI cepAlia, KaK MPaBUJIO, yMEHbIIEHb] M3-3a HU3KOTO KPOBOTO!
yepe3 Hux. IIpu TAZIJIB Gonbioe 3Ha4eHHe MMEIOT aHATOMHYECKHe 06CTPYKIH
onpeziensiomye GU3UONOINI0, KJIUHUKY U MPOrHO3 nopoka. OHU MOTYT UMETh
CTO Ha yPOBHE CAMUX KOJIIEKTOPOB, Ha ypoBHe MIIIT niu 6bITh CBA3aHbI C BHELIH]
caaBneHueM. K mociegHUM OTHOCATCS 0OCTPYKIMK B MecTe BriafieHus B BIIB,
IPOXOXKAEHUH KOJIIEKTOpPA MeX/y JieBoit JIA u ieBbIM OPOHXOM W MpaBoit JIA
Tpaxeeil, Ha ypoBHe Auadparmbl, NeYeHOUHBIX CHHYCOM/OB UM BEHO3HOTO IIPOTO
Hapyurenus oTToka u3 JIB MOryT BCTpedaThcsi IpH JI0OOM THIle ApeHaka, Of
Hako B 80 % ciyuyaeB conpoBoxAaloT MHGpakapauaabHeli TUIL. IIpy 1aHHOM NOPE
Ke Bcst KpoBb 13 BKK 1 MKK nocrynaer B III1, onpezenss 00beMHYIO Ieperpyas
NpaBBIX OTZEJIOB cepAua. B nmocieayoieM MeHbIas 4aCTh CMeIIaHHOW BeHO3HO-a
TepUabHOM KPOBU Yepe3 MeXIpezcepaHoe coobmenue copacsiBaetcs B JIIT u
npasngercd B BKK. OcranpHas yacTh, npoxoss yepes ITXK, nocrynaer B jeros
pyciio, 06yciIoOBIMBas 3HAUYUTEJIbHYIO JIETOUHYIO THUIEpBONeMUI0. BennunHa U He
npasineHye cOpOCOB OMpeeI0TCs MHOTUMU GaKTOpaMHu, Ipe/icTaBASIOMUMA
KO cbasaHCHPOBAHHYIO CHCTEMY. B Hee BXOZSAT Pe3HCTeHTHOCTD JIETOUHBIX U Iep

MeXXIIpe/icepAHOro CoObLIeHNsT, HaTnyre 06CTPYKIHiA Ha My TAX OTTOKA 13 JIB.
3aTPyJHEHUAX OTTOKA OBICTPO Pa3BUBAIOTCS BEHO3HDIH 3acToil 1 JIT. BO3MOXKHO
)Ke BPOXKIeHHOe NopakeHKe JIerOYHOro coCcyAucToro pycia (nepsuusnas JiT'), yxy;
Lafoliee TedeHue nopoka. Bo BHyTpuyTpo6HOM nepuo/ie NOpoK He UMeeT GOJIbIION
reMOZIMHAMMYECKOT0 3HaYeHKs. B MoCTHaTalbHOM Mepuojie y GObIIMHCTBA [IeTe
pa3BHBaeTCA KPUTHYECKOE COCTOSHME, PUBOJsIee K cMepTH 33 % U3 HUX Ha Iep
BOM Mecslle )XU3HH. Jlo 6 Mec. IOKUBAIOT B cpefiHeM 55 %. B mocieayonieM Bepos
HOCTb rubenu cHuxaercs; 50 % 60MbHBIX ZocTUraloT 15 1eT. YeM rmo3xe nosiBisoT
cs IepBble CUMIITOMBI TIOPOKa, TeM JIyulie npor1o3. MudpakapauanbHbIil THI UM
Gornee TsXKen0e TeueHue, 6ONIBIIMHCTBO 6ONBHBIX 6e3 onepanuy norubaioT B Nepes
2 MecC. )KU3HMU.

O6mue mpUHIMIEl pagukanbHoi Koppekuuu TAJIJIB cBOASATCA K CO37aHHE
mupokoro aHacromosa JIB ¢ JIIT, 3akpeituio IMIIII 1 nepeBsi3Ke maToJOrn4ecko
ro coobuienvsi Koyuekropa JIB ¢ cocysaMu BeHO3HOU cucTeMbl. IIpHHIUITHAIBHOS
TeHJeHL[Mell COBPeMEeHHOr0 3Tana CJIeflyeT CYUTaTh CTPeMIeHUe IPOU3BOAUTD OMe:
paLuu B paHHEM Bo3pacTe. MeTOAbl XUPYPruyecKoi KOppeKLIHy IIOPOKa pa3IuyiHE
B 3aBMCHMOCTH OT aHaromudeckoit ¢popmbl TAJIJIB. HecMoTpsi Ha pasHOOOpa3ng
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BUJIOB OTepaLvid, BBLITIOJHAEMbIX IIPY PA3IMYHBIX aHATOMUYECKUX GOPMAX TOTaJIb-
#Horo TAJIJIB, ycrex XMpypruyecKoro BMeIlaTe IbCcTBAa 3aBUCUT OT TOTO, HACKOJIb-
0 ynanoch co6II0CTH MX OCHOBHbIE MPUHIUIIBL HAJIOXEHUE a/IeKBATHOTO COYCThS
exy JIIT u JIB, npejoTBpalieHyie CTeHO3MPOBAHUA U epekpyTa JIB U TiiarTenbHast

Ampuosenmpurynapnan kommynuxayun (ABK) xapakrepusyercs Hefopas-
BUTHEM IIEPEropoJOK, IPUJIeKaIIMX K aTPUOBEHTPUKYJIAPHBIM KJIallaHaM, U aHOMa-
MAMM CaMUX K1anaHoB. TakuM 06pa3soM, B ATONOTHIO BXOAAT AeeKT 3aAHEeHVK-
deii yactu MITIT (nepsuuHblit nedexT), nedekt nputouHoit yact MIKII u gedexToi
DOPMUPOBAHKA JIEBOTO U MpaBoro AB-kianaHoB. B 3apyGexxHoi surepatype npu-
HATHI TAK)Xe TEPMUHBI «Z1e(peKT aTPUOBeHTPUKYJIAPHOTO KaHasa», «gedexT aTpuo-
BEHTPUKYJIADHOM NePeropoAKu», «00MUi aTPUOBEHTPUKYIAPHBIN KaHa», «ABK».
iCe OHM OTPAXKAKOT OZIUH U TOT )K€ IaTOJOTUYeCKUI KOMIJIeKC.
~ Yacrora nopoka cocrasnser 0,25/1000 )x1BOPOXA€HHBIX, 0K0OJIO 4 % cpean Bcex
3I1C 1 6 % cpenu kputnyeckux BIIC. Yactudnas (denosnnas) dopma ABK BkIi0-
saer nepBuyHbiid JIMIIIT v Hapyuenus passutusa AB KyanaHOB, IPUBOASLINE K UX
€10CTaTOYHOCTH Pa3/IMYHOM cTeneHu. IIpu 3TOM NMeIOTCS /iBa pa3aesieHHbIX aTPHO-
SHTPUKYJIAPHBIX Kosibla, JIMXKIT orcyrcrByer. ITaTonorus xapakrepusyeTcs nep-
s9HbIM JIMIIIL, KOTOPBIH MOXeT GBITh Pa3MTMYHBIX Pa3MEPOB, BILIOTh 40 GOpMU-
\oBaHuA o6ulero npeacepaus. Kianaust cGopMupOBaHbl Ha OHOM YPOBHE (B HOpMe
{ CMeleH K BepXyliKe CepALa) U MPUKPENIATCs K BepXxHeMy kpaio MIKIIL. Pac-
enieHue nepeziHeir cTBOpk MK MoxxeT ObITh B BUZie HeGOJBIIOTO KPaeBoro Au-
£Ta3a UM JOXOAUTD 10 ee OCHOBaHMA. OT KpaeB paciieryIeHUusi HePeAKO OTXOAAT
ONOJIHUTENIbHBIE XOP/AbI, Kpensmuecs K MIKII; BO3MOXHbI 1 aHOMaJ MY NATTHIISP-
BIX MbILILI. B peKkux c/yyasix OTMeYaioT TaK)Ke paciienjeHue CenrTaabHoi CTBOPKU
K. [Ipu 1aHHOM TIOPOKe MMeeTCs HeZIopa3BUTHe NPUTOYHON yacT MIKIT u yaiu-
e MHQYHANOYIAPHON 1eperopoiKu. JlaHHbIe OTKJIOHEHUS B COYETAHUH C HU3-
1 TI0JIO)KeHUeM repeziHel cTBOpKM MK NpUBOAAT K XapaKTepHOMY yMepeHHOMY
YKEHUI0 BBIBOAHOrO oTzesa JIJK B BUzie «T'yCUHOM 1Ien», BbIABIAeMOMY Ipu DX0KT
4 anruokapavorpaduu. HapymeHust reMOAMHAMUKY ONPEZeNISIOTCS Perypru-
eit Ha MK u myHTHpoBaHueM Kposu 4epe3 JIMIKIL. B 6osbmuHCTBe Cly4aes
ieeTcs Gompmoii copoc ciepa Hanpaso, runepsonemuss MKK u o6bemHas nepe-
¥3Ka xeJy09K0B. Beicokast JIT, Kak mpaBuiio, He pa3BUBaeTCA. YMepeHHas rumep-
H3Ms MOXeT ObITh CJIe[ICTBUEM KaK MOCTOSTHHON I'MIIEPBOJIEMHUH, TAK U BEHO3HO-
13aCTOs NpU Masbix pasmepax JIMIIII, npuBOAAIMKX K MOBBILIEHHOMY JaBJIeHUIO
JII. Bo BHYTpHYTPOGHOM IepHOzie TOPOK UMeeT HeGOIbIIOe reMOANHAMUYECKOoe
agenwe. ITocne poxeHus NporHo3 onpezensercs pasmepamu JIMIIII u cTeneHbo
ioctatouHOCTH MK. B 60bIIMHCTBE Cy4YaeB MAalMeHTh JOXKUBAIOT [0 3PEJIOro
apacra, COXpaHAs TPyA0CIOCcoOHOCTb. OAHAKO TPY BHIPAXKEHHBIX pOpPMax Mopoxa
ICOKa BEPOSITHOCTD pa3BuTus ocnoxHenuit (CH, HCP, VID), a npoAo/mKuTe1bHOCTh
13HU cocTaBiseT He 6osee 20—30 ser.
MenuKkaMeHTO3HOe JieyeHue HalpaBIeHO Ha KynupoBaHue npusHakoB CH
KJII0YaeT JUTOKCHH, TPY HeOOXOAUMOCTH — MOYeroOHHbIE CPeACTBA, HHTUOUTOPBI
H®. Moxer norpe6oBarbcst repanust HCP unu npodunakruka 1D,
‘Tax Kak crioHTaHHOro 3aKpeiTvs JIMIIIT He IPOMCXOANT, TOPOK MOXET ObITh yCTpa-
H TOJIbKO OIlepaTMBHBLIM IyTeM. B HacTosilee BpeMs CYMTAIOT, YTO IJIAHOBOE BMe-
bCTBO IOKa3aHO B BO3pacTe 1—2 jieT, py BhIpaXeHHOM HezocTatoyHocT MK
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unu obimem npeacepaun — panbuie. Koppekius 3akiaiodaercs B niactike JMITIE
Y peKOHCTpyKuuHu pacuenyedHbix cTBOpok MK u TK. Puck onepauuu noBbiiaeTces
y 6onbHbIX ¢ CH, 11naHo30M, rpy6biMu H3MeHeHusAMHE MK.

B Hameii npakTHKe Mbl Habi0OAaMM GOJBHBIX CO BCEMH BapHAHTAME CJIOXKHBI
BIIC: ABK, EXXC, TAZIJIB. C ABK MbI Habmofanu 58 60JIbHbIX, U3 KOTOPBIX 24 (42 %
pebenka 6bin npoonepupoBausl: y 5 (20,8 %) AeTeii GbIIO BBHINOIHEHO CYXUBAHME
JIA,y 17 (70,8 %) npoBezneHa paguKanbHas Koppekuus, y 2 (8,4 %) 60bHBIX CO CTE
HO30M M runonasuei Berseit JIA Obls BbIMONHEH aHAacTOMO3 Bresoka — Tayccur
C TAZIJIB nabmofanicek 8 zereii, Bce ObUIN MPOONEPUPOBAHBI, BBINOJIHEHA PajiM:
KanbHas koppekuus BIIC. M3 43 peteit ¢ EXXC npoonepuposans! 18 (41,9 %). Ta
Kak aHaTomuyeckas koppekuus EXKC HeBo3aMoxHa, To BeIGOp I10 3aBuces B OCHOB:
HOM OT COCTOAHUA KpoBOTOKa B MKK, T. e. BBINOJIHANACH TOJBKO TeMOJUHAMUAYE"
CKasi KOppeKIlus, HalpaBJieHHasl Ha TO, YTOObI 10 BO3MOXXHOCTU MPOJJIATH KU3H
pebeHKY 1 yIY4LIUTh ee Ka4yecTBO.

OYHKUMOHANBHAA AQANTALNA TEMOANHAMWKN
Y AETEW C EXXC NOCNE FEEMOANHAMUYECKOW KOPPEKLUI

CBoeBpeMeHHas npeHaranbHas auarHoctuka EXKC ob6s3arenbHa U MOXKET MO
BIMATh HA JaJibHEHIIYI0 TaKTHKy BeseHus GepemenHocTH. EJKC mpaxTuyecks
He HapyllaeT pasBUTHE IJoAa, obecreynBas HOPMaJbHBIN CHCTEMHBIH KPOBOTOK
[Tocne poXaeHHs MPOTHO3 MPH JAaHHOW NMaTONOrUK HeGIaronpusaTeH, MePBbIA Io)
KU3HY NlepexxuBaroT 46 % nereit ¢ arpesueit TK 1 39 % c AByIpUTOUHBIM XKeyA0Y-
KOM; 710 15 neT IoKUBaIOT B cpefiHeM 35 % OONbHBIX.

ITox HamuM HaboeHneM Haxoauauch 43 pebenka ¢ EXXC. B rpynme o6cneso
BaHHBIX Npeobnafanu Manbduku — 24 (55,8 %). eBouek 6bu10 19 (44,2 %). Pac-
npeziefieHye ZieTei 10 BO3pacTy HA MOMEHT IIOCTaHOBKM JUarHo3a IpeZiCTaBJIeHE
Ha puc. 9.1.

Huarno3 EXXC npenaranbHO ycTaHOBIeH 3 (6,7 %) [eTaM, HOATBEPX/IeH MOCTHa
TanbHO, HO B CBA3M C MO3//Hel MpeHaTaabHO! AMarHOCTUKOM, YIYIeHHBIMU CPOKa-
MU /7151 IpepbIBaHUs GepeMeHHOCTH, CI0KHOCTBI0 aHATOMUY MIOPOKA ONepaTUBHO

8,3 %

37.5%

Puc. 9.1. PacnipegeneHue feTei No BO3pacTy Ha MOMEHT NOCTaHOBKM AnarHo3a EXC
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Puc. 9.2. EXC:
a— ABYnpUTOYHbIA; 6 — ABK, HecbanaHcuposaHHas popma; 8 — atpesus TK; 2 — atpesus MK

JiedyeHue, CONpsKeHHOe C BbICOKMM JIeTaJbHBIM PHCKOM, He ObLIO MPOBeeHO. DTH
JAeTH yMepJii B paHHEM HeOHaTaJbHOM nepuoze — Bo Bcex caydasx EXKC 6bia B co-
geranuu ¢ OAC, nepepbiBoM iyru aopTtsi, TMC.

EXXC mo aHaroMuyecKoMy THITY KJIacCUQUUUPOBAICS B HAIIMX MUCC/IeJ0BAHUAX
Caefyonum o6pasom:
— [BYIPUTOYHBIN (puc. 9.2, a) — 6 (14 %);
— ABK, HecbanancuposanHas ¢opma (puc. 9.2, 6; 9.5) — 18 (41,8 %);
— arpesus TK (puc. 9.2, 6; 9.3) — 15 (34,9 %);
— arpesus MK (puc. 9.2, 2; 9.4) — 4 (9,3 %).
Y 43 pereii ¢ EXXC 6b110 oTMedeHO 68 cyyaeB KOMOMHHPOBAHHON COMYTCTBY-
ouleii narosnoruu. Haubonee yacro Berpevasncs crenos JIA — 23 (33,7 %) cnyuas
€ ICH or 30 10 90 MM pr. cT. (puc. 9.6), yacro (y 14 mereit — 32,5 %) B codeTaHUM
£ PUnonasyeil cTBosia v BeTBeii JIA, y 4 (9,3 %) 60/1bHBIX INaTHOCTUPOBAHA aTPE3Us
HA I-11 Tan; IMIIIT — 15 (22 %) (puc. 9.7), TMC — 5 (7,4 %) (puc. 9.8) u remo-
aiHamuiecky obmee npezncepane — 5 (7,4 %), aHOMaIMK PACIOIOKEHMA Cepala —
7 (10,3 %). Pexxe muarnocrupoBanuch OAII — 3 (4,4 %) cnyyas (puc. 9.9).
[Taronorus aoptel npu EXXC 6blna npezacraBiieHa CreAyROUIMMHU aHOMaJus-
1: KoA — 3 (4,4 %) cnyyas (puc. 9.10), runonnasus gyru aoptsi, JA, mepe-
PeIB fiyry aopthl — 1o 1 (1,5 %) cmyyaro. OAC Berpevancs B 2 (2,9 %) ciydasx

Puc. 9.3. OxoKTI pebeHka B., 2 mec., c EXC

Puc. 9.4. OxoKT pebeHka C., 1 mec., c EXC
(aTpesusa TK) (aTpesua MK)




Puc. 9.5. 9xoKI pebeHka 4., 13 neT, c EXC
(nonHas ABK)

Puc. 9.7. 5xoKT pe6eHka B., 2 mec., c EXC
(6onbLuon AMMIM)

\

Puc. 9.9. 5xoKT pebeHka Y., 1 mec.,
¢ EXXC n OAMN

Puc. 9.6. OxoK[ pebeHka C., 1 roa, ¢ EXC
n creHosoMm J1A, FCA 90 mm pT. cT.

b3l HOT15 60
Cardiac

Puc. 9.70. 9xoKTI pebeHka K., 7 gHel,
C EXXC v KoA. TCA 47 MM pT. CT.




