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Pe3rome

B crarbe npencrasneH ciydail yCHemHON KOPPEKIUH MPOCTON TPAHCHO3UIUK Yy HEAOHOIIEHHOTO peOeHKa
BecoM 1600 rpamm.
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Abstract
5-days-old girl 1.6 kg. has underwent successful surgical repair for transposition of the great arteries.
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Brenenue

[Ipouwno okorno 40 et ¢ Tex nop, kak Jatene ¢ koi-
geramu B 1975 rony BOepBbIE YCIEUIHO BBIIOJHUIH
AQHATOMHMUYECKYI0 KOPPEKIHIO TPAHCHO3ULUHM Maru-
cTpanbHBIX cocynoB (TMA) ¢ gedexToM MexKemy-
nmoukoBoit neperopoaku (AMXKII) y 42-naeBHOTO pe-
OeHka. B manpHelimem aprepuanbHOE NEPEKITIOUCHUE
CTaJl0 METOAOM BBIOOpA B JICYEHHH AAHHOIO IOPOKa
cepaua. Tem He MeHee HU3KHI BeC M HEIOHOIIEHHOCTb
oCTaloTCsl (pakTopaMHM pPHCKAa B HCXOIE OIEpaltu.
B craTthe npexacraBieH ciiydail yCemHoi KOppeKIuu
TMA y HenoHomeHHOTO pederka Becom 1600 rpamm.

Onucanue ciayyas

Bonpnas b. (meBouka) mocraBieHa Opurazon CKo-
poil nomowmu B otaeneHue KXO No3 B nsiTUAHEBHOM
Bo3pacte BecoM 1600 rpamm. BIIC 3anono3pen npexa-
TanbHO. [lpn poXxneHnH mocraBieH IUarHos — Ipo-
crass TMA, nykryc-3aBUCHMBIN KpoBOTOK. Ilomyuana
nH(y3uro Bazarnpocrana B qo3e 0,01 mkr/kr/mus. Pe-
0eHOK OT 3-i1 OepeMEeHHOCTH OT 3-X TpPeXIeBpEMEH-
HbIX ponoB Ha 30 Henene recranuu. Ilpu poxneHun
Macca tena 1700 rpamm, poct 39 cMm. Ilo mkane An-
rap — 4/5 6aioB. C poXkIeHUS COCTOSHHE TDKEIOe,
00YCIIOBJIIEHHOE TSKEJIOH TUIIOKCEMUEH, TbIXaTeThHON
HEIO0CTAaTOYHOCTRIO, Haxoaminack Ha MBJI.

Ox0oKI': TMA. OTKpbITBIH apTepUalbHbI TPOTOK
3 MM. AHeBpU3Ma MEXKIPEACEPAHON IMEePEeropoaKu
¢ nedpektom 3-4 mMMm. AHeBpu3Ma NepUMeMOpaHO3-
HOH YacCTH MEXOKEyZOYKOBOW IEPETOPOIKU C TOUeU-
HbIM Aedexrom. CokparutenbHas GyHKIHUS MUOKapaa
He HapyuieHa. [{aBienue B IDK 55 mm pr. cT.

15.10.13 roga 6s1a BeIMOMHEHA oneparus. JlocTty-
[IOM 4Yepe3 CPeIUHHYI0 CTEPHOTOMHIO M IIOCIIE CTaH-
JApTHOW OWKaBaJThHON KAHIONANWW C THIIOTEpPMHUEH
1o 26 C ObUTO BBIMOJHEHO apTepHaIbHOE MEePEKITIO-
YEHHUE MarucTpajbHBIX COCYIOB. Bpems mckyccTBeH-
Horo kposooOpamenust (UK) cocrapuno 109 mMunyT
U mepexxarusi aoptel — 74 MuHYT. PebeHok ¢ xapau-
OTOHHYECKOW TOANEPKKOH (IOTaMUH 5 MKT./KT./MH-
HYTY) ¥ YIIUTON IPyAMHON MOCTYIWI B PEAHUMALIUIO.
B nepBble cyTku peOCHOK ObUI B3ST B OIEPALIMOHHYIO
Ha PEBU3HUIO 110 NOBOLY KPOBOTEUEHHUSI, TI€ NCTOUHHUK
He ObUT OOHApYIKeH.

B otnenennu peaHMManuy NanueHTy NOTpeboBa-
Jlach MHOTPOIIHAS MOAJICPKKA JOIMHHOM 5-3 MKI/KI/
MUH B TeueHHE 48 4yacoB. 3a1epKKa KUAKOCTU U TIOJI0-
KHUTEJNBHBIA IuapoOanaHc NOTpeOoBaid Ha3HAYECHUS
nuypeTtukoB. I1o Mepe pasperieHust 0Te4HOro CHHAPO-
Ma peOCHOK IOCIEe0BAaTEeIbHO OTIYYeH OT BEHTHIIA-
uroHHOU noaaepkku. JnurensHocts UBJI cocraBuna
144 gaca. C 3-x moceonepaioHHbIX CYTOK PeOeHOK
nojiy4an cOalaHCHpOBAaHHOE MapeHTEpajbHOE IHTa-
HHE, C 5-X CYTOK IOSIBHJICSI TAcCa)X MOJIOYHON CMECH
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B )KEJIyAOYHO-KHUILIEUHOM TPAKTE, HAYaTo SHTEPATbHOE
kopmiteHue. Ha 13-e cyTku peOeHOK mepeBenieH B Tie-
PHUHATAJIBHBII LEHTP AJIS AaIbHEHIIET0 BHIXa)KUBAHHUS.

OXO-KI' npu BbINHCKE: TPAJUEHT CUCTOINYECKO-
TO JIaBICHHUS Ha HEoaopTalbHOM KiamaHe 14-10 mm
pr. ct. Kamepsl He pacmmpensl. CokparuTenbHas
(byHKLUS MUOKapAa yIOBIETBOpPHUTENbHAsA. [laBieHue
B IIPaBOM Keynouke 35 MM PT. cT. B nepukape xua-
KOCTH HET.

O0cy:xnenue

B 1799 roay Bpau u3 lllotnanagun Matthew Baillie
MEpBBIN ommcan aHaToMuio W (Qmuonornro TMA
y 2-netHero peOeHka. [lepBble MOMBITKH BBIITOJIHHUTH
apTepualibHOE TEpeKIItoueHre B Havyajge XX Beka co-
npoBokaanuck 100%-HON HETamBbHOCTBIO, MOITOMY
B 60-80-e IT. IponuIOro CTONMETHS OBLTH TPETONKE-
HBI OIepally MPEICEPIHOTO MEPEKIIOYCHUS TOTOKOB
kpoBu. B 1975 rony Jatene BnepBbie yCHEMIHO BBINOJ-
HUJI NIEPEKIF0YEHNE MarucTpaabHbIX COCYIOB, MOCIE
Yero pe3ysbTaThl JAHHOW OIepaluy CTadH yIydIlaTh-
Csl M CETOIHs OHA sIBJISieTCs omepanueil Bpioopa B Jie-
yennn TMA.

Tem He MeHee OONbIIOE KOINUYECTBO XHUPYProOB
co00maoT 00 OTHOCHUTENIFHO OOJBLICH JIETaTbHOCTH
U BEPOSITHOCTH OCJIOXKHEHHOTO TEUCHUS MOCIeonepa-
IIMOHHOTO TIepHOAa Yy HemoHomeHHbIX [1,2]. OOmie-
CTBO TOPAKaJbHBIX XHUPYProB MPOaHAIM3UPOBAIN JIe-
TanbHOCTh Oosiee ueM y 3000 HOBOPOXKACHHBIX BECOM
ot 1 10 4 xr u3 32 nenrpos. Oxono 500 u3 HUX OBUIH
HEOHOUIEHHBIE C HU3KOW Maccoi Tena. ABTOPBI MPH-
LITH K BBIBOAY O 00JIee BBICOKOH JICTaJIbHOCTH Y HEO-
HOLICHHBIX MOCJIE ONEPaii — PE3eKLUs KOAPKTALUI
A0PTHI, pPaJUKaJIbHAs KOPPEKLUS TOTaJIbHOTO aHOMAJIb-
HOTO JIpeHaxka, apTepuanbHoe nepekimoueHue TMA,
HQJIOXKEHUS IOIKIIOYMYHO-JIETOYHOTO aHACTOMO3a,
onepaunn Hopsyna [1,3]. DTo yacTo cBsi3aHO C BHe-
CEpICYHON COMYTCTBYIOIIEH aHOMaNHe, XpoMOCOM-
HOH M reHeTH4ecKod martonorueil. B Hamem cimydae
pebenok Becom 1600 rpamm ObIm 0OCIeOBaH HA Ha-
mane naronoruu. [lpu Y3U romoBHOro Mo3ra Obina
oOHapykeHa He3perIoCTh MO3TOBOH TKaHU ciieBa. Y31
OpraHoB OPIOIIHOW TOJIOCTU MATOJIOTUH HE BBISBUIIO.
I'eHeTnueckue aHOMaIUK OTCYTCTBOBAJIH.

ComyTcTBylOLIas MAaTOJIOTUSI Y MaJIOBECHBIX AeTei
Takke OTpakeHa U B mHAeKce Aristotle. [4] Hammpumep,
mpu npoctoii TMA 6a3oBslif mHAEKC cocTasisieT 10
6amoB. Takue GakTOphl, KAK HEJOHOLLIEHHOCTH MEHEE
32 Henenb, HU3KUN BeC, NCKYCCTBEHHAs BEHTWJIALIUSA
JIETKUX 10 ONepanuy SBISIOTCA (hakTopamMu pucka
U YBEIUYMBAIOT 0a30BBI MHAEKC U COOTBETCTBEHHO
PHCKH MCXola omnepaunvu. B mpeacraBieHHOM ciydae
Aristotle Comprehensive Complexity cocraBun 18
0aioB (5 ypOBEHB CIOXKHOCTH).



PanHsIsT cMepTHOCTP y HEINOHOUICHHBIX JETeH,
[0 JaHHBIM pa3HBIX aBTOPOB, COCTaBIsAET OT 6,7
10 22% v Tipu HaOIONEHUH 32 TOJI JIETATBHOCTh Y Jie-
TEeW Mocie omepanuu MOXET cocTaBisaTe 29% [1,5].
dakropaMy pHCKa SBISIOTCS  OOHOMKEIYIOYKOBas
KOPPEKLHs, KCTPAaKopropanbHasi MeMOpaHO3Has OK-
CUT'eHALUsI, HU3KUI cepleuHblil BEIOpOC B IOcIeorne-
paunonHoM nepuoze. IlanueHt moctynun B otaene-
HHUE B 3-MECSAYHOM BO3pacTe CO CTEHO30M Ha KJara-
HE JICTOYHOM apTepuyl ¢ MaKCHMAaJIbHBIM IPaJUECHTOM
Ha KJarmane jero4Hoi aprepun 80 MM pT. cT. PebeHky
BBINOJTHEHA TPAHCIIOMHUHAJIbHAS OaJUIOHHAs! BaJbBY-
JIOIUTACTHKA U € TpagueHToM 50 MM PT. CT. BBIIHMCAH
n3 otaenenus. [lanmenT HabIrOAICS B MOJIMKINHHKE.
B Bo3pacre 2 neT Mbl BBIIOIHWIN PEKOHCTPYKLHIO ITy-
Tell OTTOKa U3 MPABOTo KEIyJOUKa C IPOTE3UPOBAHU-
€M KJiallaHa JIETOYHOM apTepHu JIETOYHBIM TroMorpad-
TOM B YCJIOBHMSIX MCKYCCTBEHHOTO KPOBOOOpAILECHHS.
PebGeHOK BIMUCaH B yIOBICTBOPUTEILHOM COCTOSHUH
C MUHUMAJIbHBIM I'PaJIUEHTOM.

Pa3BuTtHe Kapauoxupypruu ObUIO ObI HEBO3MOX-
HbIM 0O€3 COBEpIICHCTBOBAHUS HCKYCCTBEHHOTO KpO-
BOOOpAIeHNs, YTO JOCTUTAETCS] CHUKECHUEM TeMOIH-
JIOLMK Y HOBOPOXKAEHHBIX M IEPBUYHOTO 00beMa 3a-
nonHeHus annapata [6]. Bpems UK, nepexarus aopTsl
ABIsieTCs (pakTOpaMu pHCKa JJIs KCXO/Ia oTieparu [6].
ITo manubM Qamar Z.A. ¢ coaBTOpamMu, UCKYCCTBEH-
HOe KpoBooOpamienne Ooinee 150 MUHYT SBISIIOCH
(axTopoM pHCKa AJs JETANBbHOrO McxoAa. B Hamem
ciydae 3TH (axkTopsl ObLIM HE3HAUNTEIbHBIMH. Bpems
UK coctaBuio 109 munyT 1 nepexarus 74 MUHYTHI
y TiTyOOKO HEJJOHOIIIEHHOTO peOeHKa.

[NannmaruBHBIE TPOLIEAYPhI WM OTCPOYCHHBIE OIle-
palnuy Ha OTKPBITOM CEpALE Y JETe ¢ HU3KOW Maccoit
TeNa He MMEIOT KaKWX-JIMOo mpenMmymiectB [6]. O1o
OOBSICHAETCS TeM, YTO BOCCTAHOBJICHHE (HU3HOJIOTUH
CEpAEYHO-COCYIUCTON CHCTEMBI JOKHO HOPMAaJU30-
BaThb U KIMHMYECKUN craryc aeredl. Tak, MHOrue aB-
TOPBI YKA3bIBAIOT HAa TO, YTO MaJUIMATHUBHBIC ONEPALNN
SBJISAIOTCS (DAKTOPOM pHCKa Ul JIETAJIBHOTO HCXOZa.
Hampumep, mpun TMA ¢ nedekToM MexOKeTyIouKOBOH
Heperopoaxu 0osee NpeAroYTUTEIBHO BBITOIHATh aHa-
TOMHYECKYIO KOPPEKIHIO, YTOObl MHUHUMH3UPOBATHCS
HeTaTUBHBIN 3()(EKT OT CHCTEMHOTO IMaHO3a WM 3a-
CTOMHOM CepaeYyHOM HEIOCTATOYHOCTH, a TAKXKe CHU-
3UTh BEPOATHOCTH JIETOYHOM TumepreH3uu [5,6]. Mbl
TaKKe TPEANIOYUTAEM apTepHaIbHOE IEPEKITIOUYCHNUE
npu TMA, motoMy 4To Takas orepanus sipisiercs 60-
nee (U3MOJIOTMYHON W CONPOBOXKAACTCS COIOCTaBH-
MO € MaJIMaTHBHBIMU IPOLEIYPAaMH JICTaIbHOCTBIO.

Takum oOpa3om, HHU3Kas Macca Tena He SBIETCS
MIPOTHBOIOKA3aHUEM JJIsl PAAMKAIbHOM KOPPEKLUHU
TMA. TeMm He MeHee HEAOHOIIEHHBIE NETU SIBIISIOTCS
IPYIINON pUCKa AJsl HETaTHBHOTO HCXOAA ONeEpalvy,

HO TIPH COBEPIICHCTBOBAHUH TIEPHOTICPAIIMOHHOTO ITe-
puona (MK, arecTesnomornyeckoe mocobune) u moce-
OTEPAIMOHHOTO BEJICHHS OONLHBIX HCXOJ PaTUKallb-
HOU KOPPEKIIMU MOXKET OBITh OJIAroNpUsTHBIM.
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