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OBILASA XAPAKTEPUCTUKA UCCJIIENJOBAHUA
AKTyanpHOCTb IPOOJIEMBI

B Hacrosimiee BpeMsi moutu Bce (OpMBI BPOXKIECHHBIX IMOPOKOB Ceplla
(BIIC) momnexar ycrmemrHoMy XHPYpPrU4ecKoMy JieueHuio. Tem He MeHee,
MOPOKH CEpJIlia C HEAOPA3BUTHEM, WM THIOIIA3UEH JIEBOr0 KeIyJouKa Bce-
r7ia NpeACTaBISAIOT ONpeIeJICHHbIE TPYIHOCTH B jeueHuu. CaMbIM CIOKHBIM
u3 3tux BIIC sBnsiercs cunnpom rumnoriazuu jeporo cepaua (CIJIC), npen-
CTaBJISIONIMN COOOM TPYyNIbl aHOMAJIMKA CEep/la, COCTOSIIUX U3 Pa3HOM cTe-
NIEHU HEIOPa3BUTHS JIEBOTO CEpJlla U AOPThI C BBIPAKEHHOM OOCTpyKIIHEH
CHUCTEMHOMY KPOBOTOKY M HECIIOCOOHOCTHIO JIEBOTO CEpAlla IMOJIACPKUBAThH
aJieKBaTHOE KpoBooOpaiieHue. be3 CBOEBpPEMEHHOT0 XHPYpruuecKoro BMe-
[IaTeICTBA B HEOHATAIBHOM TMEPHOJIE ITOT MOPOK HEU30EKHO MPUBOIUT K
CMEPTU HOBOPOXKICHHBIX.

Honroe Bpemst CIJIC cuutancs HeonepaOeabHbIM IOPOKOM Cepala.
Yenemnas xupyprust CI'JIC Hauanach cmyctst 25 J€T MOCie Hadala OTKPbI-
TBHIX OINEPALMNA Ha CEpJIle U CIYCTS MHOI'O BPEMEHHU MOCJE YCIEIIHOro jeye-
Hus octanbHbIX BIIC, xorma B 1979 Gocronckuii kapauoxupypr William
Norwood BeimosHMI MepByIO ycnennyto onepanuto npu CIJIC (W.1. Nor-
wood et al., 1980). [lepcrekTrBa 3aMETHO YJIyYIIHIACh MOCIE TOTO, KOTAA
cam W.1. Norwood et al. (1983) cooOummm o nepBhIX YCIEUTHBIX MOATAMHBIX
NaJUTMATUBHBIX PEKOHCTPYKTUBHBIX OTEPAIIUSIX, BBHITIOJHEHHBIX UMH Y JETEH
¢ CI'JIC, a3arem L.L. Bailey et al. (1986) ocymiecTBiim nepecaaky cepaia
pu 3TOM 3a00JI€BaHUU. JTO MO3BOJIAIIO JOOUTHCS YJIYUIICHUS BbIKHUBAEMO-
ctu naneHToB ¢ 3tuM BIIC. Tem He menee, u cerogus CI'JIC mpopoipkaet
OCTaBaTbCs CAMOM 4YacTOM aHOMAaJIUEHU CEepPIACYHO-COCYIUCTOU CUCTEMBI IPU-
BOJISIILIEH K CMEPTH MAI[MEHTOB TEUEHHE NIEPBOIO rojia )KU3HU B MUPE.

C BHeapeHueM B MeAUIIMHCKYIO NpakTuky BIIC cTeHUTpOBaHUS OTKPHITOTO

aptepuanibHOro npotoka (OAII) BO3HUK elle OJUH MOJIX0/ B XUPYPTrudeCcKOM



nedenuu nanueHToB ¢ CIJIC - I'nbpuansiit nonxoxn! 'mOpuanbiil moaxod npu
CI'JIC 3T0 COBMECTHBIE YCUIIMS KAPJUOXUPYPrOB U MHTEPBEHUMOHHBIX Kap-
JMOJIOTOB B JIEUEHUM ASTUX HaWCIOXKHEHIIMX nanueHtoB. Kapauoxupypru
BBIIIOJIHAIOT JABYCTOPOHHEE CYXMBAHHE JIETOYHBIX apTEpHil, a MHTEPBEHIIU-
OHHBIE KapJuoJoru npou3Boadar creHtupoBanue OAIl u OamioHHYIO aTpu-
ocenrocromuto. Yepes 4-6 mec. BomnogaHsercs |l atan xupyprudeckoil pekoH-
CTPYKLIMH — PEKOHCTPYKLUS Iy aOpThl C HAJOKEHUEM JIBYHAIIPABJIECHHOI'O
KaBomyJbMOHaIbHOTO anactomo3a (JIKITA), Norwood B Moaudukaiuu
Giessen u 6ymxe k 2-3 rogam npousBogutcs |1 atan xupypruu — TOTaNbHBINA
KaBOITYJIbMOHAJIBHBII aHACTOMO3, oriepanus Fontan.

['uOpuaHbIl NOIXOA B KayeCTBE WHHUIMAIBHOIO BMEILATENbCTBA IIPU
CI'JIC, xak anpTepHaTMBa TPAAUIMOHHOMY XHPYPTHUYECKOMY IOAXOMY,
BKJIIOUAeT B ce0s HECKOJIbKO 3aMaHYMBBIX IpeuMyllecTB. Bo-mepBbiX, OH
CMEIaeT MOTPEOHOCTh B 3KCTEHCHUBHOM XHUPYPTUYECKOM BMEIIATEIbCTBE C
MCKYCCTBEHHBIM KPOBOOOpAIIEHUEM 3a HEOHATAJIbHBIN MEPUOJ, YTO OCOOEH-
HO B2)KHO JUIsl HEIOHOIICHHBIX JETEH W HOBOPOXKJIEHHBIX C MOJMOPIaHHOM
HEJOCTAaTOYHOCTBIO B JIOOMEPALIMOHHOM TNepuojie. Bo-BTOpBIX, HCKIIOYAET
HEOOXOJMMOCTh B 0€30TJarareibHOM MPUHSATHU PELICHUS OTHOCUTENIBHO
BO3MOYKHOCTH JIBY’KEJTYI0YKOBOM KOPPEKIMH NOPOKA Yy MALKEHTOB C IOrpa-
HUYHOU aHaToMmuel. B-TpeTbux, crocoOCTBYEeT OJaronpusTHOMY HaXOXK[Ie-
HUIO JIETEN B JIUCTE OXUAAHMS MEPEeCcaku cepana. baarogapst 3TuM npeumy-
niecTBam, THOPUIHBIN MOIX01 MpUoOpeTaeT OoJbiIoN nuTepec. M Bo3amMoxkHO,
0 Mepe AAJbHEWILEro pa3BUTHUS TMOPUIHOTO MOJXOJA, CIEAYET 0XKHUAATb,
YTO C HAKOIUJIEHUEM OIBITA, XUPYPIHUECKH - TPAHCKATETEPHBIMHU yCOBEPLICH-
CTBOBAaHUSAMM TMPOLEAYpP U OTAAJECHHBIMU pe3yJbTaTaMU HTOTO MOJIX0Ja
ONPEIENATCS €r0 UCTHHHBIE MTOKA3aHUs I JOCTUKEHUS HAWITY4IIEero Ucxo-

na B neuenuu nereu ¢ CIJIC.

eab ucciaenoBaHusA



HccnenoBat M BHEAPUTHh B KapAHUOXUPYPIHMUECKYIO MPAKTUKY BPOXKJIECH-
HbIX nopokoB cepana @I'BHY «HLHCCX um A.H. bakyneBa» ruOpuaHblii
noaxo B jieueHuu nanueHTos ¢ CIJIC

3agaum ucciaea0BaHUA
1. OnpenenuTe TAKTUKY TPAHCHOPTUPOBKU U JOONEPALMOHHOTO BEAEHUS HO-
BOPOXKJIEHHBIX C CHHIPOMOM TMIIOIIA3UHU JIEBOTO CEpALA.
2. Pa3paboTtaTh XMpPYprUu4€CKH - TPAHCKAaTETEPHYI0 METOAUKY TMOPHUIHOTO
noaxoa npu jedennu nauuentos ¢ CIJIC.
3. Pa3paboTarh onTUMaIbHYI0 METOIMKY BEIEHUs OJMKalIIero nociaeonepa-
roHHoro nepuoja y namuentoB ¢ CI'JIC npu rubpuiHoM MOAX0E.
4. ITpounsBecTy aHANKU3 ONMKAWIIMX U MEXITAMHBIX PE3YJIbTaTOB TMOPUIHOTO
NOJIX0/1A.

Hay4yHast HeHHOCTD

I'ubpunnsiii moaxox B geuenun nanueHToB ¢ CI'JIC sBnser coboii mepByro
NONBITKY B Poccnn CUCTEMHOrO HaydyHOro MOJAXO0Ja K Pa3pelieHUIO0 CTOJIb
CJIOHOUW MpOoOJIEMBbI AETCKON KapAUOXUPYPIUH, KAK COBPEMEHHOE XHPYpPTHU-
YECKOE JICUEHUE CUHIPOMA FUIOMIIa3uH JIEBOTO Cepla.

OnpeneneHa TaKTHKAa JIOONEPALIMOHHOTO BENECHHUS HOBOPOXKACHHBIX C
CI'JIC nepen rubpuaneiM | stanom. Onucana Xxupypruueckas TEXHHUKA TH-
opunnoro | u xupyprudeckoro |l stanmos. IlpennoxkeHa ontumMaabHass METO-
JIMKa BEJEHUS OJIMKaiIllero rnocieonepalmoHHOro nepuoja y MalueHTOB C
CI'JIC nocne rubpugnoro | u xupypruyeckoro |l stamoB BmemarenbcTs.
[Tpoananu3upoBaHbl NPUYMHBI CMEPTH B OJMKAMILIEM U MEKITAITHOM Iepuo-
€.

HpaKTH‘leCKaﬂ JHAYNMMOCTDb
N3noxeHHbIe B [UCCEpPTAIIMM OCOOEHHOCTH XUPYPIHUECKOW TEXHUKHU, TTEPUO-
NEepalroOHHOro U MexaTanHoro BeneHus nanuentoB ¢ CI'JIC mpu rubpugaom

nmoaxoac MoryT oKka3aTrb CyI€CTBCHHYIO ITOMOIIb BpadaM pPa3HbIX ClICOuallb-



HOCTEN YYaCTBYIOIIMUX HA PA3JIMYHBIX 3Tanax JICYEHUS 3TUX HAUCIIOKHEUIIINX
MalMEeHTOB.
IMos10:keHM 1, BLIHOCMMBbIE HA 3AIIUTY
1. I'uGpuaHelil moaxo B XupyprudeckoM Jieuennn nanueHToB ¢ CIJIC saBs-
€TCSl aJIbTEPHATUBHBIM METOJOM TPAIUIIMOHHOMY XUPYPTAUUECKOMY MOJIXOIY.
2. [IpeumyiecTBamMu rUOPUIHOIO MOAXO0/A SBIISIETCS CMEIICHUE OTEepaliu C
HCKYCCTBEHHBIM KPOBOOOpAIlIEHUEM U TIIyOOKON THIMOTEpUMHYECKOW OcTa-
HOBKOHM KpOBOOOpAIIEHHSI 32 HEOHATAIbHBINA IEPHO/I.
3. OrpaHu4eHue JEro4HoOro KpOBOTOKA MOCPEICTBOM JBYCTOPOHHETO CYXKH-
BaHMS JIETOYHBIX apTepUil HE CJIEAYyeT pacCcMaTpUBaTh B KadyeCTBE MOJIHOM
3aIUTHI OT MOBBIIIEHHOTO JIETOYHOT'O0 KPOBOTOKA B OJMKaiiiieM mociieomnepa-
[IMOHHOM TIepuoJie, T.K. mocje rudpuanoro | sramna yacto orMeyaercs MOBBI-
IIICHHE COOTHOIICHUS JISTOYHOTO U CUCTEMHOTO KpoBOTOKOB (QP/Qs>2/1).
4. Il aTan XUpypruyeckoil peKOHCTPYKIIMU MpU THOPUIHOM MOAXOE B JeUe-
HuM nanueHToB ¢ CI'JIC gBisieTcst 04eHb CIOKHOM omnepanuei, BKIIYaromen
B ce0s coueTaHue TpaauuruoHHbIX | 1 |l 3TanoB u ucceyeHne KoMIiekca mpo-
TOK/CTEHT.
Peannsamm PE3YyJAbTATOB UCCJICTOBAHUSA

Pe3ynbTaThl qUCCEPTALIMOHHOTO HCCIIEIOBAHUS BHEJIPEHBI B KapAHOXUPYD-
TMYECKYIO0 MPAKTUKY BpOkAEHHBIX MopokoB cepana @I'BHY «HICCX um.
A.H. bakyneBa» u Taxke MOTYT ObITb MPUMEHEHBI B JPYTHX JETCKHUX Kap-
JTUOXUPYPTrUUECKUX YUPEIKICHUSIX.

Anpodanus quccepramun

Martepuanbl auccepranuu nojioxkeHsl 1 oocyxaeHsl 19.09.2014 r. Ha 00b-
€IUHEHHON KOH(EPEeHIMU OTIENECHUs] SKCTPEHHOW XUPYPrUU HOBOPOXKICH-
HBIX, OTJICJICHUS] PEHTTCEHOXUPYPTrUYECKUX METO/IOB UCCIICAOBAHUS U JICUCHUS
3a00yIeBaHUM cepara U COCYJIOB, OT/ACIICHUS PeaHUMAIlNN U UHTCHCUBHOM Te-

panuu HEAOHOIIEHHBIX JETe W JETEH paHHEro BO3pacTa C BPOXKICHHBIMU



nopokamu cepaua GPI'bHY «Hayunsii LlenTp cepredHo-cocyiucTon Xupyp-
run uM. A.H. bakyneay.

ITo Teme mguccepraiuu OMyOJIMKOBAaHBI 5 HaydHbIX myOnukanuii (4 B poc-
CUICKOM U | 3apyOeXHOM KypHaJax).

CrpykTypa auccepranuu

Huccepranus uznoxxena Ha 160 cTpaHuniax u COCTOUT U3 BBEICHUS, 4 TJaB,
00CYXXJIeHHUsI, BBIBOJIOB, TIPAKTUYECKUX PEKOMEHJAIMN U yKa3zaTels JIMTepa-
Typbl. Jluccepranus wurocTpupoBana 17 pucyHkamu, 5 Tabauuamu u 4 qua-
rpaMMmamMu. Ykazarenb Juteparypbl BkiItodaeT 330 MCTOYHMKOB, M3 HHUX 15
poccuiickux u 315 3apyOekHbIX aBTOPOB.

ITayeHTHI M METOABI MCCJIETOBAHUSA

C oxts6ps 2007 no utonb 2009 namnatu HoBopoxaeHHbIM ¢ CIJIC BBI-
noJiHeH ruOpuanbIi | aTan. 3a 3TOT nepuo MPOCTIEKTUBHO ObUIN HCCIIEI0Ba-
HBI IeMorpaduuecKkue, NepuonepalioHHbIEe U MEXITAIHbIE JaHHbBIE.

Tuopuonovui | 3man: 0sycmoponnee cyrxcusanue J1€204HbLIX aphie-

puil/cmenmupoganue OmKpvlmozo apmepuaibHoz0 npomoKa
['ubpunnbiii | 3Tan BRIMOJHSIICS B CTAaHAAPTHOM KapAHMOXUPYPTrUYECKOU orie-
palMOHHOM. [{J1 BBINIOJHEHUS SHAOBACKYJISIPHOW YaCTU ONEPALMU UCTIOJIb30-
BaJli MOOWJIbHYIO aHTHOrpauuecKkyro ycTaHOBKY. Onepanyy BbITOIHSIIUCH
JIEBOCTOPOHHUM OOKOBBIM JA0CTyrnoM. [loodepenHo cykuBaiau JIErOYHBIE ap-
TE€pUHU, CHayaja JIEBYIO, 3aTeM IpaByro. [[1s co3maHus MaHXKET TPUMEHSUIN
JaBCaHOBBIE HUTH TONIMMHON 1 MM. CyXXvMBaHUE BBITIOJHSUIM Ha OyXe Iua-
MeTpoM 3MM TIpH Macce Tena >2,5 Kr, 1 2 MM Ipu Bece pebenka < 2,5 Kr.
CrentupoBanue OAIl mpon3BOINUIIOCH Yepe3 MHTPOABIOCEP YCTAHOBICHHBIN
B JIETOYHBIM CTBOJI. JJIMHA W JuamMeTp MPOTOKAa U3MEPSIIUCH B JIATEPAIBHOU
npoekiuu. J[mamerp creHta moadupaiy Tak, 9T00bl OH TPEBOCXOAMII MUHU-

MaJbHBIN pa3mep 00J1acTH MPOTOKA HA 2 MM.



bamnonnyro arpuocentocromuto naupeHram ¢ CI'JIC npu HepecTpUKTHUB-
HOM MEXIMPEICEPTHOM COOOIIEHUN BBITIONHSIN TEPE BBIMUCKOW TOMOM aT-
PHUOCENTOCTOMUYECKUM KaTeTEpOM C pa3MepoM OallJIoHa paBHBIM 2 MJI (Jqua-
metp 13.5 MM). B ogHOM ciydasix aTpHOCENTOCTOMMS BBINOJHAIACH B OTJIE-
JeHue peaHuManuu U untencusHou Tepanuu (OPUT) npu mexnpencepaHom
rpaguerTe 11 MM pT cT 1 M GayutoHHOM (MaMeTp 9 MM) U B ABYX Oblja Io-
MBITKA BBHITIOJIHEHUS OaUIOHHOW aTpUOCENTOCTOMHHM B OIEPAIMOHHOW BO
Bpems rubpuaHoro | stama.

Ilocneonepayuonnoe eedenue nocie cubpuonozo | ymana

[Tocne onepannu nanueHtsl nepeoauivcs B OPUT. OcHoBHBIMU 3aj1a4a-
MU TIOCJICONEPAMOHHOTO BEJICHUs ObLIM; MOAJAEpNKAHUE CPEAHETrOo apTepu-
ansHOTO AaBieHus (CpAJl) > 45 MM pT CT, HEHTPATBLHOTO BEHO3HOTO JaBiie-
nusa (UBJI) = 6-10 MM pt cT, S:02 =70-85%, S,02 >50%, Temn auypesa >1
MJI/KT/4, reMaTokpuT >45%. J{nsa sroro B8 OPUT-e Bcem manmeHTaM mpoBO-
nuics moctossHabli MoHUTOpHHT YCC, SPO2, 1°, ”HBa3MBHOTO M HCMHBA3HB-
Horo AJl, IIB/I. B nepBble cyTku Kaxkzble 3 yaca, a B MOCIEAYIOIIHNE CYyTKU
Kaxple 6-9 yacoB omnpenessiau KuciaoTHo-ocHoBHOe cocTosiHue (KOC), chi-
BOPOTOYHBIM JIAKTAT U Ta30BBIM COCTaB apTEPUAIIbHOM U BEHO3HOW KPOBHU.
Cenarys MaiueHToOB MPOBOIUIIACH HEMTPEPHIBHON MHDY3HUeH (peHTaHmIa B 10-
3¢ 5-10 MKr/kr/gac, Jjisi MBIIIEYHOM peaKcaluy MPUMEHSUIM WHBEKIUU
nunekyponus opomuzaa B qo3e 0.1 mr/kr. t° Tena noanepxxkuanu Mmexay 36,5-
37°C (pytepmusi). B xauecTBe MHOTPOITHON MOIEPIKKHU MAIIUEHTHI MOJTyqdaId
MOHOTEpaNuIo0 I0NMaMUHOM B 03¢ 3-5 MKI/KI/MUH WIK B COUYETaHUU C ajpe-
HaiauHOM B 1103€ 0.02 - 0.08 MKr/Kr/ MUH.

UckyccrBennas Bentwisanus jgerkux (MBJI) nposoaunacs B pexume PRVC
(Pressure Regulated Volume Control) - pexum kKoHTpoaupyemoro o0bema,
perynupyemoro masinenneMm. UBJI nHacTpamBanm Tak, 4TOOBI JbIXaTEIbHBIN

ooveM ([O)0bu1 15-20 MuI/KT, MOAAEPKUBATH apTEPUATBHYIO HOMOKAITHUIO



(Paco, =35-45 MM pT cT), MOJOXKHUTEIBHOE JaBIICHUE B KOHIIE BBIIOXA
(ITIKB) 3-5 mM prt cT, 1 Fioz ot 0.21 mo 100%.

COOTHOIIICHHE JICTOYHOTO M CUCTEMHOTO KpoBOTOKOB (QpP/QS) BeIUMCIISIN
no monudunpoBanHoit popmyne Fick - Qp/Qs=(S.02-5,02)/ (SpvO2 —S:02),
rae S;02 —KUCIIOpOHOE HACHIIIEHHE apTepHaibHOW KpoBH, SyO, — KuUCIO-
POJIHOE HACBIIIEHUE CMEIIaHHOW BEHO3HON KPOBH, SpyO2 — HACHIIIEHUE KHC-
JOpOJia B JIETOUYHBIX BeHaX. SpyO; SIBISAETCA MOCTOSIHHONW BEJIMYMHON M paBHA
100% mpu dpakuu Bapixaemoro kuciopona >30%, u 95%, ecnu dpakius
BabIxaeMoro kuciopoga <30% (O. Barnea et al., 1998). B Hopme npu cOa-
JTAaHCUPOBAHHOM JIETOYHOM M CHCTEMHOM KpPOBOTOKe cooTHomieHue Qp/Qs =1-
1.5/1. Huzkuit S,0; (<40%) npu Qp/Qs>2/1 Obu1 OKa3aHUEM ISl HA3HAYCHUS
CHUCTEMHBIX BazoawmmaratopoB. Ilpm HuU3kom S,02, HO cOaTaHCHPOBAHHOM
Qp/Qs, mpousBoaMIH TpaHCHY3UIO IPUTPOIUTAPHON MACCHI IO JOCTHUIKCHUS
remaTtokpura > 45%.

[TanimeHTBl 3KCTyOMPOBATNCH M TEPEBOIIINCH B OTACICHHE SKCTPEHHOMN
KapJIMOXUPYPruu HOBOPOKJEeHHBIX (DXH) Kak TOJNBKO OHU yIOBIETBOPSUIH
CTaHJAAPTHBIM KJIMHUYCCKUM TapaMeTpaM, BKIIOYAIONUM aJeKBaTHYI0 MeXa-
HUKY JbIXaHUS, HOPMAJIbHBIA HEBPOJOTUYECKUN CTATYC, yJIOBICTBOPHUTEIb-
HbIE aHaJIM3bl ApTEPUATIbHBIX U BEHO3HBIX ra3zoB kpou. B DXH Bcem manu-
SHTaM IMPOJI0KAIA MOHUTOPUHT MYJIbCOKCHMETPHH JI0 BBITUCKHA JOMOMW HIIH
nepeBojia B Apyrou crammonap. SPO; noanepxkusanu > 75%. Ecnu npu camo-
CTOSITEJIbHOM MUTAHUU CYTOUHBIA 00beM ObuT HUXE 110 Kkan/Kr/aeHs, nanu-
€HTHI Ha 30HA0BOM KopMJiIeHUH nepeBoauiack B ['Kb Ne67 miis nanbHenmero
BBIX&KHUBAHUS. BOJBITMHCTBO JleTel BBHIMUCHIBAINCH HA JIUTOKCHHE B J103€
0,00001 Mr/kr/cyT u BepOIIIUPOHE B 103€ 2 MI/KI/CYT. ACiMpuH B J103€ 3-5
MT Ha3Ha4aycsl TOJIbKO Ha 2 Henenu - 1 mecsn. [lpu coxpaneHuu MOBBINICH-
HOTO JIerouHoro kpoBotoka (Qp/Qs>2/1) maiueHThI MOIyYaan KaroTeH B J10-

3e 1-3 Mr/kr/cytku u pypocemun 1-2 MIr/Kr/CyTKu.



Amobynamopuoe naonrooenue nocne cubpuonozo | smana

[Tocne BBIMUCKHU TOMOM, TETH aMOyIaTOPHO HAOMIOAATUCH KAXKIYI0 HEEIIO
WM KaXKJIble JIBE HEJIeJU B TEUCHUE MEPBOr0 MECsIa, a 3aTeM B MECSI OJIUH
pa3 WiIM B 3aBUCHMOCTH OT KJIMHWYECKOTO CTaTyca IMalHueHTa. BhImoaHsIm
nyJbcoKcuMeTputo. Onpenensin myabCcalyio Ha BEPXHUX U HUKHUX KOHEY-
HOCTsIX. M3Mepsiyiv AaBiieHre Ha BEPXHUX U HIDKHUX KOoHedHOCTsX. DXO-KI
BBITIOJTHSUTA TSI BBISIBJICHHUSI QHTETPATHOW (B HUCXOMASAIIYIO aOpTy) WM pe-
TpOrpasHoM (B AyTry aOpThl) OOCTPYKIIMH KOMILIEKCA MTPOTOK/CTEHT, HA MEX-
npeacepaHoi neperopoake. CHwkeHHe (YHKIIMHA TMPABOTO JKEITyJA0YKa WIIH
HapacTaHWE HEIOCTATOYHOCTH TPEXCTBOPUYATOTO KJIalaHa ObUTH pPaHHUMH
MpU3HAKaMU OOCTPYKIIMH U SBJSUIUCH TTOKA3aHUSMU JIJIs1 BBIIIOJIHEHUS KaTe-
Tepu3aluu cepla C MOCICAYIONIeH WHTEpPBEHIMEH Il yCTpaHeHus 00-
CTPYKIIMH Ha MPOTOKOBOM UJTU MEXIPEICEPAHOM YPOBHE.

[Tepen |l xupypruueckoif peKOHCTPYKIIMM BCEM BBDKUBIIUM MallUEHTOM
npousBoamin kKarerepusanuio/ AKI -uccnenoBanne cepama. Onpenensua SO;
B QOpPTE U BEPXHEH Mmoo BeHe. PaccunthiBanu otHomeHue Qp/Qs, uamepsim
JaBJICHUE B MPABOM JICTOYHOW apTEPHH, BBISBISUIA TPAJAUCHTHI HA MEKIPE/I-
CEpJIHOM TMEeperopojke W KOMILIEKCE MPOTOK/CTeHT. PaccUMThIBaIM MHAECKC
Haxara.

Il sman pexoncmpyxuyuu-Norwood ¢ moougpurxayuu Giessen

[Marentam ¢ CIJIC 1l sTan xupyprudeckoit pexkoHcTpykiuu - Norwood B
monudukarmu Giessen, BBIMOJIHSUICS 4yepe3 5-7 Mec. mocie rudopuaHoro |
stama. OH COCTOSUT U3 HEMOCPEICTBEHHOTO KOMOMHMPOBAHHOTO aHACTOMO3a
MEXIy MPOKCUMAILHBIM OTJIEJIOM JIETOYHOTO CTOJIa C BOCXOJSINIECH aopTOH,
JyTO# a0pThl U HUCXOsAIIEH aopToii mo Metoay Brawn — Mee (F.A. Bu Lock
et al, 1995; C. Fraser, R. Mee, 1995), ynaneHus uin UCCEYCHUS KOMILIEKCA
MPOTOK/CTEHT, UCCEYCHUS MEXKIPEICEPTHON TIEPETOPOIKU, CHATHUS MAHKET C

BETBEH JIETOYHOW apTepuu C apTEPUOILIACTUKON TPHU HEOOXOIUMOCTH U
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Hanoxenusa JKITA. Onepauuu BBINIONHSUIUCh B YCIOBHSIX HCKYCCTBEHHOI'O
KPOBOOOpAIIeHHs ¢ TITyOOKOW TUIIOTEPMUYECKOM OCTAaHOBKOM KpOoBOoOpariie-
HUs. 3alldTa MUOKapAa OCYIIECTBIJIACh BBEICHHEM OJHOKPATHOW O3Bl
KPUCTALUIOUJHOTO KapAUOIJIErMYeCKOro pactBopa «Kycroanomn».

Ilocneonepayuonnoe gedenue nocae |l smana xupypzuueckoit pexon-
cmpykyuu - Norwood ¢ moougpuxauuu Giessen
[Tocne nepeona mauuentoB B OPUT, um Takxke kak u nociie ruOpuHoro |

sTana mpoBoawics mnoctosiHHbI MonutopuHr UCC, SpO,, t°, mHBa3uBHO-
ro/mennBazuBHoro AJl, [IB/I, onpenenenne KOC, chIBOPOTOYHOTO JTaKTaTa U
ra3oBOr0 COCTaB aprepHaibHOi/BeHO3HONW KpoBH. B OPUT-e mnarueHTHI
HAXOJATCA 1Mo ceAarueit (heHTanu1) U MUOIIEruel (MUIeKypoHus OpOMU.)
Ha MBJI B pexxume PRVC. Fig; =100%, ITJIKB=0-3 cm H,0O, 1O =14-18
MJI/KT, 4acTOTy MEXaHMYECKHX BJIOXOB HACTPaWBald TakK, YTOOBI JOCTUYb
HopMmanbHbIN pH 1 Pco,. [lanmenTs! conepkanuch B yCIIOBUSX 3YTEPMHUH.

JItst yaydImeHus CepIedHOTO BhIOpOCa, MPUMEHSUIUCH TMO3WTHBHBIC WHO-
TPOIIHBIE MpenapaTsl - aipeHaINH, 0MaMUH, 100yTaMuH. /{15 CHUXKeHus cH-
CTEMHOTO COPOTHUBJICHUS (TIOCTHATPY3KH) MBI MCTIOJIb30BAIIH JIECBOCUMEH IaH 1
IpU HEOOXOAMMOCTH HUTpanpyccu HaTpus. JlerouHoe conpoTuBIEHUE Kpo-
me uHcy s Oz camxkanu okcuom azora (NO). MosroBoro conpoTtusie-
HUS CHHKAJIM MTOCPEJCTBOM THITOBESHTHIIALINH, ciieays npoTokoiay S.M. Brad-
ley et al. (2003). 'nnoBeHTHIIALINSA TOCTUTATIACh CHIDKEHHEM YHCIIa armapar-
HBIX JbIXaHUM < 15, HE U3MEHSA NpPHU ATOM JIPYTrHe€ BEHTWISLMOHHBIE Mapa-
METpHI (IbIXaTeabHbIH 00BbeM, BpeMs Baoxa, Fioy, T1JIKB). Ho nepen rwumo-
BEHTHJIAIIMEH C IENbi0 M30eKaHHUS ee HeXelaTrelbHoro 3dpdekra, a UMEHHO
anuao3a, naleHTam BBoauiIn oukapoonat Hatpus (pH - 6ydepHas runoBen-
THISALKMSA) B 03¢ 4 MIKB/KT (OMKapOOHAT HATPHS MPOIYLUPYET TUIIEPKAPOUTO
0e3 camxenust pH).

BripaxkenHnast u nepcuctupytoias runokcemust (Pa0O,<30 MM pT cT) HE pea-

TUpYIOas Ha YBETUYCHHE BHYTPUBEHHOTO OO0ObeMa WH(OY3HUH, TOMYCTHUMOU

11



runepkaponu (P,CO2 =60 MM pt MT) 1 Babixanus NO Oblia mokazaHueM st
pazpenunenus JKIIA u HanoxeHHs MOAUPHUIIMPOBAHHOTO MOJAKIIOUYUYHO-
JIETOYHOT'O0 aHACTOMO3a.
Amobynamopuoe naonrooenue nocne || amana xupypeuueckoit pekon-
cmpykyuu - Norwood ¢ moougpuxauuu Giessen

AmOynaropHoe HaOmoaeHue nocie |l arana npoBoaunu yepes 3 mec. mocie
BBINIUCKU U3 CcTalMoHapa. Onpeaensiay MyJbcalyio Ha MPaBoi pyke U 000ux
Oenpax Ha mpeaMeT oOCTPYKIMU AYTH a0pPThl U CTEHO3a OEAPEHHOU apTepuun
OT TpeAlIeCTBYIONIEeH KareTepu3auuu cepana. [IpousBoamim aycKyabTaluio
cepAla u JIETKUX, myiabcokcumeTputo. [Ipu 9XO-KI' ouennBanm KpoBOTOK 1O
HE0aopTEe M KaBOIYJIbMOHAILHOMY aHacToMo3y. Onpenensum pyukmuto [1K
u TK.

Cmamucmuyeckuii ananus

[lepuomnepaliioOHHBIE U MEKITAITHBIC JAHHBIC MMAIIMEHTOB COOpaHbl MPOCIEK-
TUBHO. Bce naHHBIE MalMEHTOB CTAaTUCTUYECKH BBIPAKEHBI KaK MeuaHa
PaHXUPOBAHHOTO PsiJia WK a0COIIOTHOE YUCIIO U MPOLIEHTHOE BhIPAKEHHUE.

Pe3yabTaThl M 00CYyKIeHUE

I'ubpuansiii 1 stan 661 BeinoaHeH 20 HOBOopoxkAeHHBIM ¢ CIJIC. Bo Bcex
CllydasiX JuarHo3 ObLI MOCTaBlieH MpeHaTanbHO. Bee 20 marmueHToB U3 po-
IunbHBIX 10MOB TpaHcnoptupoBainch B HIICCX um A.H. bakyneBa Ha ca-
MOCTOSITENTbHOM JibixaHuu 0e3 uHcyuisiuiuu O,. Bce manueHThl BO Bpems
TPaHCTIOPTUPOBKHU TONy4danu HenpepriBHYI0 uHpy3uto [1'E1, Menuana no3sl
coctraBmia 0.02 Mkr/kr/mun (ot 0.005 no 0.03 mkr/kr/mun). BHyTpuUBeHHbBIN
o0beM uH(py3uu cocraBui 1 MiI/kr/4. B moomnepaiimoHHOM TMeproje MeauaHa
SpO; 6w11a 83% (o1 75 H0 96%). IIpaBUabHO MPOM3BEACHHBIC TPAHCIIOPTH-
poBKa M jaoorepanuoHHoe BeaeHue HoBopoxkaeHHbIX ¢ CIJIC oGecneuar
BO3MO>XHOCTh JOCTABKM TaKOTO MAallM€HTa B OINEPALUOHHYIO C BO3MOXHO

YAOBJIETBOPUTEIBLHO TMOJJIEPKUBAEMON CEPIACUYHOU NESITEIBHOCTBIO W IIPU
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MPEIOXPAHCHUH TATOJIOTHISCKUX M3MEHEHHH B (DYHKIIMOHUPOBAHUH JPYTHUX
OpraHoOB, a TaKXe NP MOAJIEPKaHUK COATaHCUPOBAHHBIMH JICTOYHBIN U CH-
CTEMHBIN KPOBOTOKHU.

Menuana Bo3pacTa Ha MOMEHT orepauuu Obuia 2 1HA (0T 5 yacoB no 7
nHei). Menuana Beca cocraBmia 3 kr (oT 1.5 — 3.9 kr). OguHHaAaTh HOBO-
POXKJIEHHBIX ObUIM MYXCKOTO 1ojia U AeBATh xkeHckoro (1.2:1). oomneparu-
OHHbIE (haKTOPBI pUcKa ObUIH MpeACTaBleHb! y 13 manueHToB (M30JIMPOBAHHO
Wi KOMOMHUpoBaHHO). OHM BKIIIOYANIM HEJIOHOIIEHHOCTh (T.B. <34 Hen.) y
TPOMX JETEH, MaJOBECHOCTh (< 2.5 KI) y MSITH HOBOPOXJICHHBIX, THUAMETP
BOCX. Ao < 2 MM y IIECTH MAIMEHTOB, BHECEPJCUYHbIE AHOMAIIMU PA3BUTHS Y
JIBOMX U KapJIMOT€HHBIN IIOK TOXE y ABOMX. Bpems rubpuaHoit onepamnuu ot
MOMEHTa KOKHOT'O pa3pe3a 10 MOMEHTA YIIMBaHUS MOCICONEPAlIMOHHON pa-
HbI B cpeHeM coctaBuiio 80 muH (0T 40 mo 130 mun). Cucronuueckoe apre-
pUAIIBHOE IABJIEHUE 10 CYKUBAHUS JIETOYHBIX apTEPHil B CPEAHEM paBHOE 55
MM PT cT (0T 45 10 65 MM PT CT) YBEJIUUYMUBAIOCH B CPpeHEM Ha 12 MM pT CT
MOCJIe JABYCTOPOHHETO CYKMBaHUS JIETOYHBIX apTepuil. S;0, CHMXKAIOCh B
Menuane Ha 9% (ot 7 1o 11%) mocie cyxuBaHusl JErOYHbIX apTepuil. Menu-
aHa pa3Mmepa cteHTa coctaBuiia 7 X 17 mm (ot 6 x 12 10 9 x 19 Mm)

CemepbiM maimeHToM ¢ rematokputroM <40%, motpeboBagach reMOTpaHC-
¢by3us Bo Bpems ruOpuiHoil nporneaypsl B meauane 14.5 mu/kr (ot 10 mo 20
Mi1/kr). HeobxoaumMo oTMETHTh, YTO Y HOBOPOJKJIEHHBIX OMPEICIISIIOTCS BbI-
cokue nudpel reMoriioonHa U Mo HEKOTOPBIM HcclieqoBaHusM 10 80% mnpu-
XOJUTCS Ha ocTaTo4HbIN (eTanbhblii remoriaooun (C. D. Cook et al., 1957).
Oco0eHHOCThIO (heTaTbHOTO TeMOTIIOONHA SBIISIETCS ONTHMAaNIbHAS JOCTaBKa
KHUCJIOpoAa TKaHsAM Tpu HuU3koM PaO;, T.k. B IJIOJHOM MEPUOJIE TUITHYHOE
HachIenne kposu kuciopoaom 30-60% (G.A. Dildy, 2001). B namewm uc-
cienoBanuu mokazarenu PaO; ObUIM BBHICOKMMU W3-3a MOBBIIICHHOTO JIETOY-

HOTO KPOBOTOKA, YTO C OJHOW CTOPOHBI CHUXkKAJIO 3(PPEKTUBHOCTD TIOJTHOTO
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reMorioounHa, a ¢ Apyroi Ha (oHe cucTteMHOU rumnonepdy3ur 00yCIOBICH-
HOM TOBBIIICHHBIM JIETOYHBIM KPOBOTOKOM, YBEIUYUBAIOCH MOTPEOHOCTh
KHCIIOPOJIa TKAHSM, YTO PE3KO COKpaIlaio YPOBEHb FeMOrI001Ha.

VY IByX HOBOPOXICHHBIX ObLIAa TIOMBITKA BBITIOJHEHWS OAJTIOHHOW aTpu-
OCENTOCTOMHUH BO BpeMsi THOPUIHON TIPOLIETYPHI.

Menuana BpeMenu npeobiBanus nanueHToB B OPUT cocraBuna 3 aus (ot 1
10 9 nueit). B Menuane aeTu SKCTyOMpOBaMCh HA 2 JIEHb MOCIJE ONepaluu
(or 8 yacoB 70 5 nHel). DHTepaNbHOE NMUTAHWE HAYMHAIM HA 2 JIEHb MOCIe
onepanuu. Jlepstu manueHTam ¢ Qp/Qs=1/1 u S,0,<40% mpu rematokpure
<40% mnpowusBeneHa TpancPy3us mpenapaToB KpoBu. Y 15 marmeHTOB WHO-
TpPONHAas MOJJIEPHKKA 3aKIF0YaIaCh B MOHOTEPAIIUU JI0TIAMUHOM, Y YEThIPEX B
ouTepanuu: JonaMuH + aapeHanuH. HecMoTps Ha orpaHuyeHHe JISTOYHOTO
KPOBOTOKA MOCPEJICTBOM JIBYyCTOPOHHETO CY>KHBAHUE JIETOYHBIX apTEpHil, Y
18 mamuentoB (95%) B OnwpkaiiiieM MOCIEONEPAIIMOHHOM IEPUO/IE MaHU-
dbecTrpoBall TOBBIIICHHBIN JIETOUHBIA KPOBOTOK, B MEUAHE COOTHOIICHUE
Qp/Qs=2.5/1 (ot 2/1 no 3.5/1). Bocemu u3 Hux € Qp/Qs>2/1 u S,0,<40% st
cOoanmancupoBanuss QP/QS NMPUMEHSUIM CHUCTEMHBIC Ba30aMISATaTOPHI. M30bI-
TOYHBIN JIETOYHBIM KPOBOTOK CBSI3aH C MOBBIIIEHUEM CHUCTEMHOI'O COMPOTHUB-
JIEHUsI, KOTOPOE B CBOIO OYEpElb BBI3BAHO IMOBPEKICHHEM MHUOKApJa W3-3a
CY>KMBaHHUSI JIETOUHBIX apTepuil. Cpa3y e Mocjie Cy>KUBaHHS JIETOUYHBIX ap-
TepUU MAHU(PECTUPYET MHOKAPAUAIBLHOE BOCMAJIEHUE W MOBPEXKICHUE MHUO-
bulpuiuI, coueTarnieecss ¢ IKCIPECCUeil MOJIEKy KJIETOYHOM aare3uu. ITo
COIPOBOXIAETCs armonTo3oM KieTok B Teuenue 24 4. (S.M. Carroll et al.,
1995; S. Ikeda et al., 1999). Kpome 3TOro orMevaercsi MOHMKEHHAs PeryJis-
1IUs KaJbIUK CBsI3bIBatONUX OenkoB U cHwkeHHass MPHK koaupoBanus 6en-
KOB CBSI3aHHBIX C BBICBOOOXEHUEM Kambitusa. O0a 3TuX mpoliecca MpUIuHs-
10T OOJIBIION BpEJ] COKPATUMOCTH M MPOBOJMMOCTH MHOKapaa. EnuHCTBEH-

HBII CUCTEMHBIN IIPaBbI KEIyJIOUYEK HE B COCTOSHUU aJIEKBATHO pearupo-
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BaTh Ha MOBBIIIEHHYIO MOCTHATPY3KY, YTO MPUBOAUT K CHHIKEHUIO CEPICUHO-
ro BbIOpoca. UToOBI XOTh Kak TO MOJAEPKATh CEPACUYHYIO NEATECIBHOCTH, B
OpraHU3Me HOBOPOXIACHHOTO MPOUCXOIUT BBIOPOC SHIIOTCHHBIX KaTeXoJia-
MUHOB, KOTOPBIE CBOMMHU COCYJIOCYKMBAIOIIUMU CBOMCTBAMHU e€lle OOJIbIe
MOBBIMIAIOT U 0€3 TOr0 TMOBBIIIEHHOE CUCTEMHOE COINpOTHUBICHHE. B Takux
CUTYalUsIX HE0OXOIUMO CPOYHOE HA3HAUECHHUE CUCTEMHBIX Ba30UISTATOPOB.
VY opnoro manuenta (5%) oTmedayucsi MOHUKEHHBIA JIETOYHBIA KPOBOTOK C
Qp/Qs=0.6/1, oOycnoBneHHbIN HapacTanueM pectpukiu Ha MIIC (rpagueHT
nasnenus JIII/TII > 10 mm pT cT). OTomy mammenty B OPUT mpousBenena
nporneaypy Pamkunna. Mbl BHavajie Halllero MCCIEI0BaHMS MOCe THOpUI-
Horo | atana npu HepectpuktuBHOM MIIC BhImuChIBanu aerei 6e3 OamioH-
HOM aTPUCENTOCTOMHHU U CTOJIKHYJIMCH C TEM, UTO Yepe3 2 HEAEIH — 2 MecsAna
JIETU TOCTUTAIU3UPOBAIIMCH OOPATHO C BHIPAKEHHBIM [IHAHO30M M MEXKIIPE/I-
CEepAHBIM T'PAJUEHTOM > 15 MM PT CT. PecTpuKTUBHAs MEXIpeacepaHas Ie-
peropojka cama o cede mpeactaBisieT coooil 0ombiy0 mpobiieMy, a K Mo-
MEHTY MOBTOPHOM SKCTPEHHON TOCHUTAIM3ALUN MALUEHTOB, MEXIPEACEP-
Has TIEpEropojKa CTaHOBUTHCS €llle 00Jiee TOJCTOM M OCJIOXKHSIET BBINOJIHE-
HUe OaJIIOHHON aTpUOCETOCTOMUU. BBUTY 3TOTO MBI MIPEANPUHSIN MOIBITKA
MPOU3BOIUTH OAJUIOHHYIO aTPUOCENITOCTOMHUIO HE3aBUCUMO OT CTaTyca MEXK-
MpeACEePAHON MEPEeropoJ KM MPSIMO B OMEPAIMOHHOM cpaszy IMOCje JBYCTO-
POHHETO CYXXMBaHUs JIETOYHbIX apTtepuid u cteHtupoBanus OAIL B ognom
Clyyae TalMEeHT MOrud OT pa3pbiBa CTEHKH JIEBOTO Tpejacepnaus. B npyrom
cily4yae mpolieaypa 3aHsia O4eHb JJIUTENIbHOE BpeMs U Oblia HeadPeKTUBHA.
Hcxons U3 3TOro, Mbl Ha4aJld OCYIIECTBIIATh OAUIOHHYIO aTPHOCETTITOCTOMUIO
nepesl BBIMUCKON MAaIlMEHTOB JTIOMOM. DTa HeOOoJbIIas OTCPOUYKA MO3BOJISET
JIEBOMY TPEACEPANI0 HEMHOTO YBEJIIMYUTCS, YTO JA€T BO3MOKHOCTb HUHTEP-
BEHIIMOHHBIM KapAHOJOTOM BBITIOJNHATH 00JIee arpeCCUBHYIO OAJIJIOHHYIO aT-

PUCCIITOCTOMUIO Y 0oJjiee CTaOMIBHBIX MMalMuCHTOB, B PE3YyJIbTATC 4YCTO IOJIY-
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qaeTcsl JOJATOCPOYHOE HAIEKHOE MexnpeacepaHoe coodmenue. [locae atoro
HaM HE NPUXOJUIIOCH TPOU3BOANTH pEeMHTEPBEHIIMH 110 noBoay MIIC B Mex-
sTanmHoM mepuojie. Heo0XoIMMO OTMETUTh, YTO ATy TAKTUKY MEPBBIMU B MHU-
pe mpumennmn M. Galantowicz et al. (2008). Ilepen BeiucKo# TOMON WM
NepeBojie B JAPYrod cTalydoHap y ManueHtoB menuana SPO, Ovuia 78% (ot
65 1o 85%). JIsa mamumenta ¢ SPO; < 70% BBIMHCATHCH HAa KHUCIOPO/IC.
1 SmanueHToB Npy BBHIMKUCKE MOJyYald TUTOKCUH U BEPOIIMUPOH, YEThIPE Ma-
[[MEHTA TOJHKO BEPOIINMUPOH, U OJUH KallOTEH C PypOCEMUIOM.

['ocniutanbHas cMepTHOCTH mocie rudpuanoro | srama cocrasuia 15 % (3
u3 20). [IpyuriHaMU TOCOUTAIBLHON CMEPTHOCTU OBUIU: B OJTHOM ClIydae pas-
PBIB CTEHKH JIEBOIO MPEACEpAUs MPHU BBINOIHEHUU Tpoueaypsl PamiknHioa
Cpa3y I0 3aBepILIEHNU THOPUAHOMU Mpolenypsl. Bo BropoM ciyyae npru4rHON
CMEpTU OBLJI CHUHIPOM HHU3KOIO CEpAEYHOTO BbIOpoca, 0OyCIIOBJICHHBIN He-
YOpPaBJsieMbIM TOBBIIICHHBIM JIETOYHBIM KPOBOTOKOM. B TperheM ciyuae
NPUYUHOM CMEpPTU MallMeHTa C aTpe3reil aopTajJbHOTO KIamaHa U CTEHO30M
MUTpaAJILHOTO KjamaHa ObUla KOpOHApHash HEIOCTAaTOYHOCTh W3-3a Pa3BUB-
niefcs peTporpaaHoi oOCTPYKIMS IyTH aopThl. ['ocnuTanbHOE TpeObIBaHKE
MalreHTOB B MeauaHe cocraBmio 14 mHeit (ot 6 mo 50 mHE#) ¢ BhDKHBae-
MocTh 85 %.

MesxxaTanubie pe3yabTaThl

Mexnay | u |l aTanamMu XUpypruyeckoro BMeIIaTeNbCTBa ObUIO 8 cMepTei
u3 cemHaanaru! [IpuuynHaMu cMepTu B TpeX Cilydasix sIBUJIOCH 00€3BOKMBa-
Hue Ha ¢pone OPBU. B oxnom ciywae acnuparusi. M eme B ogHOM citydae
peTporpajinas oOCTPYKIUS Iyryu aopThl. B Tpex ciiydasx mpUurMHa CMEpTU HE
scHa. OIMH MaIMeHT NOTEePSH U3 HaOIoAeHUsA. TpeM marueHTaM B MexdTal-
HOM TIE€PHO/IE BBINOIHEHA OAJIJIOHHAST aTPUOCETOCTOMHS, ABOUM YCIEIIHO U Yy
OJHOTO Oe3yCHemHo (3TOMY MallMeHTy Ha BTOPOH K€ JEHb IMOC]ie HECOCTOS-

TEJIHLHOCTH OaJUIOHHOM aTpuocenTocTOMUM BbIMosHEeH |l aTamamu xupypru-
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4eCcKoW pekoHCTpyKiun). OqHomy peOeHKy depes3 2 Mecsia mocyie THOpHuI-
HOI omepalu BBINOJIHEHA UMIUIAHTAllUsI KOPOHAPHOTO CTEHTA Yepe3 HUCXO-
JISIIYIO0 a0pTY JJISI YCTPAHEHUS Pa3BUBIICHCS PETPOrPaHON OOCTPYKIIUH Y-
ru aopTel. BepkuBaemocts Mexay | u |l atamom cocrasuna 47%.

ITepen |l aTanom Xupypruyeckoro BMeniaTeI-CTBa BOChbMHU BBIKHUBIITUM T1a-
nreHTam BoinoiaHeHa DX O-KI™ u karerepuzanus/AKI™ uccnenoBanue cep/ua.
[Tpu DXO-KI uccrnenoBanny y NallMEHTOB ObUIO HOPMaJIbHAS JKETYI0YKOBAS
(GYHKIUS ¥ OTCYTCTBHUE HEIOCTATOYHOCTH HA TPEXCTBOPUYATOM U MOJTYTYHHBIX
kiananax. [Ipu karerepuzanuu cepiia cpeaHee JaBJICHUE B MPABOM JErod-
HOU apTepuu B cpenHeM 0buto 20 MM pt cT (0T 6 10 48 MM pT cT). ['pagueHt
nasnenuss Ha MIIC Obut y yeThipex MalMeHTOB. ['paueHT Ha KOMILIEKCE
MPOTOK/CTEHT OTMEUAJICs TOJIBKO y TPOUX MAIMEHTOB, Y JBOUX IO 17 MM pT
ct u y ogaoro 30 mm pt ct. Cootnomenne Qp/Qs =0.7/1 (ot 0.3/1 mo 1.3/1)
Nnpexc Hakara 233 mm?/m? (ot 179 10 306 mm?/M?) (Tabmuna 1).

Ta6auna 1. 'emogunamMmnyeckne noxkasareau nepen |l aranom

[Manuent | Kar.Bo3p. | SO2 B| SO21 Qp/Qs | Cp.Jl 1 Uunekc | I'paauent 1 I'paaueHt Ha 1
(mecs) | BIIB | Ao [JTA | Hakata | MIIC (MM pT CcT)
(MM pT cT)

1 4 52 71 10.8/1 |18 179 4 0

2 4 55 70 10.6/1 |15 265 7 0

3 4,5 51 60 |03/1 |31 182 13 0

4 10 44 63 |0.6/1 |48 266 12 17

5 7 57 79 |13/1 |6 252 0 0

6 4 59 74 10.7/1 |29 190 0 30

7 4 45 67 |0.8/1 |8 231 0 0

8 6 50 70 10.8/1 |7 306 0 17

Ao-aopma. BIIB-sepxmuss nonas eena. Kam. 603p.- eo3pacm nepeo kamemepuszayuei
cepoya. MIIC-mexncnpedceponoe coobwenue. Illl/I-npasas necounas apmepus. Cp./[-
cpedHee OasneHue

Il 3Tan pexoncTpykmun-Norwood B mogudukannu Giessen
Il sTan xupypruueckoil peKOHCTPYKIIMH BBITOJHEH 8 manueHTaMm. YeTsipem
npou3BeieH UCTUHHBIHN || aTanm xupyprudeckoil peKOHCTPYKIIMHA TIPU THOPHUI-

HoM mogxone - Norwood B moaudukaiuu Giessen. [pyrum deTsipeM maifu-
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eHtaM npousBeaeHa onepamus Norwood-Sano wi Norwood ¢ mogudurmpo-
BaHHBIM aHacTomo3oM Blalock—Taussig, xapakrepHble I TpaaHIIHOHHOTO |
srana. /IBymM nanueHTam TpaauiuoHHblii NOrw0ood ocyIecTBICH U3-3a BBICO-
KOTO JIaBJICHUs] B MPaBOW JIETOYHOW apTepHH, a OCTABIIMMCS JIBYM - BBHUJY
IPEIINOYTEHUS ONIEPUPOBABILErO XUPYpra. Mbl HE BBIIEIWIN 3TUX 4-X Mauu-
CHTOB C TpaguIMOHHBEIM NOrW00d B OTIENBHYIO TPYIIIBL, T.K. MEXIYy HUMHU U
UcTUHHBIM || 3TamomM Xupypruyeckoil peKOHCTPYKIIMU HE OBLIO CTaTUCTHYE-
CKU 3HAYMMOM pa3HMIIbI B IEPUOIIEPALIMOHHBIX JaHHBIX U BCE OHU NOTMOJIU B
MEXATarmHOM Tiepuoje. [IpudynHbl cMepTH HE M3BECTHHI. MBI moiaraem, 4to
NPUYUHON BHE3AIMHON CMEPTH STUX MAI[MEHTOB SBUJIOCH JIUTEIBHOE MPEOBI-
BaHUE Ha MapajjIeIbHOM KpPOBOOOpAIEHHWH, MPU KOTOPOM HaOJI0gaeTcs
oOBeMHas TIeperpy3ka CUCTEMHOTO JKEeTyJ0YKa U HE3aIIUIICHHOCTh JIeroy-
HOW COCYZMCTOM CUCTEMBI OT JIETOUHOM TMIEePTEH3UH.

JIBym mepBeiM marpieHTam ¢ Norwood-Giessen BBujiy BBIpOKEHHOH apTe-
pPHAIBHON THIIOKCEMHUH, HE TOIAONIEHCS BEHTUISIIIMOHHBIM M MEIHUKaMEH-
TO3HBIM MEPONPUATUSAM, NPUILIOCH pazbeauHATh JIKIIA u HaknmaasiBaTh MO-
TUGUITMPOBAHHBINA MOAKIIOUYNYHO-IETOUYHBI aHACTOMO3 (OHOMY - MHTPAo-
NEePalOHHO, & BTOPOMY Ha BTOPOMU JI€Hb IOCIIE ONepalliu), T.€. KOHBEPTHPO-
BaTh B TPAJUIMOHHBIH | aTam.

Menuana Bo3pacta Ha MOMEHT orepanuu coctaBuia 6 mec (ot 4 go 10
Mmec). Meaunana Beca - 5.4 kr (ot 4.2 10 6.3 kr). Kommiekc mpoToK/CTeHT ObLT
UCCEUCH y 6 MAIMEeHTOB, y JBYX BBIMOJIHEHO JHAAPTEPIKTOMUS — MOJAOOHOE
ylIajeHue CTeHTa. APTepUOTIACTUKA JIEBOM JIETOUYHOM apTEepPUH BBHIMIOJTHEHO Y
JIBYX TAI[MEHTOB.

Menuana BpeMeHM HCKYCCTBEHHOrO KpoBooOpareHusi Obiia 360 muH (0T
127 no 557 muH), MeaAaHa BpEMEHU NIepekKaTUs a0PThl cOCTaBuiIa 75 MUH (OT
45 no 102 muH), BpeMs TITyOOKOUW THIIOTEPMHUUYECKONW OCTAaHOBKH KPOBOOOpa-

mieHus — 59 mun (oT 47 1o 84 mMuH). Y ABYX BBDKUBIIMX ManueHToB ¢ NOfI-
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wood B momudukanuu Giessen mocie npekpanieHns HCKyCCTBEHHOTO KPOBO-
oOparienusi, JaBJIeHUE B BEpXHEH Mmoo BeHe Obuto 17 m 18 MM pT CT, COOT-
BeTCcTBeHHO. Sa0,-68% 1 70%, COOTBETCTBEHHO.

Menunana Bpemenu npedsiBanus B OPUT cocrasuna 21 gens (ot 16 mo 30
nHel). B meaunane netu skctyOoupoBanuchk Ha 17 CyTku mocie onepanuu (0T
14 no 21 gueit) Menuana S;02 6wu1a 73% (o1 69 10 82%). laBnenue B BIIB
o110 9 1 10 MM PT CT, COOTBETCTBEHHO, Y €IMHCTBEHHBIX JIBYX MAIlUEHTOB
NepeHeCINX UCTUHHBIN || 3Tan npu rudbpuIHOM MOIXOIE.

[Tocne Il aTana xupypruyeckoil peKOHCTPYKUMHU ObUIM JIBE FOCHHUTAJIbHBIE
cMmepTH narpienToB. OauH nanueHT nocie oneparuun Norwood-Giessen koH-
BepTtupoBanHbiii B NOrwood ¢ momuduimpoBanHbiM anactoMo3oM Blalock—
Taussig, BBuny HecocrostenbHocTH JKIIA Haxomsmmiics Ha DKMO, ymep
OT TOJMOPTaHHON HEJOCTAaTOYHOCTU. BTOpOl mManMeHT mociie ornepauu
Norwood-Sano moru®é OT HHM3KOTO CEepAEYHOro BBIOpOCa, OOYCIOBICHHOIO
00CTpYKIMEN AYTH aOPTHI.

[NocriutansHas BeKKMBaeMocTh nocie |l aTana xupypruueckoi peKoOHCTPYK-
uuu coctaBuna 75%. A oOmas BebKuBaemocTh nocie | u |l atanos cocraBu-
na 30%.

Mexay Il u Il sTamamu 6s11a 100% cmeptHOCTH ManuenToB ¢ Norwood-
Giessen. OnuH MaMeHT Morud yepes 6 Mec. mocie onepanun. PeOeHOK ObLI
COIIMAJIbHO HE U3 OJIaromoJiydHOW CeMbH M POJCTBEHHUKAMH HE BBITTOJTHS-
JUCh TIPENUCaHns Bpada. BTOpoil manueHT ¢ MHOXECTBEHHBIMHU BPOXKICH-
HBIMU aHOMAJIMSIMU Pa3BUTHUSA yepe3 2 Mecsiua nocie Boinrcku n3 HHHCCX um
A.H. bakyneBa, mpoxoui TepaneBTUUECKOEe JICUCHUE B TaCTPOIHTEPOJIOTHU-
YeCKOM cTanuoHape u norud tam. Tperuid mareHT norud cmnycTs 2 rojaa mo-
cie |l atana (koHBepTUpPOBaHHBIN U3 UcTUHHOTO |l 3Tana B TpaauimoHHsIi |
3Tam), B OJHON M3 BEAYIIMX AMEPUKAHCKUX KIMHUK HakaHyHe onepauuu I

JTaIa XupypruyecKor peKOHCTPYKIUU.
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HecmoTps Ha cnoxxHyr0 KpUBYIO 00y4aeMOCTH THOPUAHOTO MOAX0/1a, Hallle
nepsoe B Poccnn nccnenopanue 20 manueHTOB, MOJOBUHA U3 KOTOPBIX CO-
CTaBJISUIM TPYIILY BBICOKOTO PHUCKA, IPOAEMOHCTPUPOBAIO BO3MOKHOCTD J0-
CTHOKEHHS yJOBJIETBOPUTENBHBIX PE3YJIBTATOB. BhICOKas CMEPTHOCTH B MEXK-
sTanHoM nepuoje u HecoctosarenbHocTh JIKIIA nocne Il sTana xupypruu Ha
HAYaJIbHBIX CTaJAMSIX TMOPUAHOIO IMOAXOJA CBSI3aHbl C (PEHOMEHOM KpHUBOIA
00y94aeMOCTH.

HecmoTtpss Ha HEOosbIIOE YMCIIO NAIMEHTOB M HEOONBIION ONBIT, TOCHU-
TaJbHBIE PE3YNbTATHl THOPUIAHOTO MOAXOAA B XUPYPrUUYECKOM JICYEHUU Ma-
nueHtoB ¢ CI'JIC B Hamem LleHTpe yI0BIETBOPUTEIBHBIE U CPAaBHUMEI C pe-
3yJbTaTaMU JPYIMX MEXIYHAapOIHBIX KJIMHHUK. [103TOMy MBI pekomMeHIyeMm
€ro MPUMEHATh U C HAKOIUIEHHE OIbITa, YIyYIIEHUEM KPUBOW 00ydaemMocTu
OH 3aliMET JOCTOMHOE MECTO B XHPYPrHYECKOM JICUEHUU HOBOPOXKIECHHBIX C

CHUHAPOMOM TI'HIIOILIAa3HuH JICBOI'O CCpana.

BbiBOALI
1. TakTuka TPAHCIIOPTHUPOBKU H JOOIICPALIMOHHOI'O BCACHHUA IIAOMCHTOB C

CT'JIC nmomxHa OBITH COCPEIOTOUECHA HAa BO3MOXKHOCTH OoJjiee ObICTpOro cOa-
JAHCUPOBAHMS JIETOYHOTO U CHCTEMHOI0 KPOBOTOKOB, YTOOBI 3TUM ONTHMHU-
3UpOBaTh CUCTEMHYIO U 1IepeOpaIbHyIO TOCTaBKy KUCIOPO/Ia, TOCKOJIBKY 3TO
MOKET UTPaTh CYIIECTBEHHYIO POJIb B YIYUYUIEHUU MOCIEONEPAUOHHOTO HC-
X0/1a y ONEPUPOBAHHBIX JIE€TEW C CHHAPOMOM T'MIIOILIA3HH JIEBOTO CEpALA.

2. JlnameTp MaHXeThl MPU JBYCTOPOHHEM CYXHBAaHUHU JIETOYHBIX apTepHid
JIOJKEH COCTaBJIATh 3MM IIPU Macce Tena nauueHTa >2,5 Kr, 1 2 MM IIPU Bece
pebenka < 2,5 kr. /luamerp cTeHTa CienyeT moa0uparh TakK, 4YTOOBI OH Tpe-
Bocxoaun MUHUMaNbHBIA pasmep OAII Ha 2 mwm. IIpu HepecTpUKTUBHOM
MEXIPENACEPIHOM COOOIICHUH (MEXMIPENCePAHBIA TPAAUEHT <6 MM PT CT)
npouenypy PamkuHaa cieayer BBINOJHAT MEPE] BBIMUCKON MAalMEHTOB J0-

MOM, a MPU UHTAKTHOM WJIM KpailHe peCTPUKTUBHON (MEXMIpencepAHbId rpa-
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JTUEHT >15 MM PT CT) MEXIPEACEPTHON MEePEropoIKe epea THOPUIHON Mpo-
LEIYPOH.

3. He cMoTpst Ha orpaHuyYeHUE JIETOYHOTO KPOBOTOKA MOCPEACTBOM JIBYCTO-
POHHErO CYXMBaHHUA JIETOYHBIX aprepuil, y mauueHtoB ¢ CI'JIC B Ommkaid-
IIeM IOCJICONEPAIIMIOHHOM MEPUOEe OTMEUYAETCS MOBBIIIEHUE JETOYHOTO KPO-
BoToKa (Qp/Qs >2/1). [TosTOMY ONTHMaNBHAsI METOMKA BEJCHUS OJMKauIIIe-
ro TOCTIEONEPAMOHHOTO MepHoa JO/KHA OBITh HAmlpaBieHa HAa CHIKEHUE
CUCTEMHOTO COMPOTHUBJICHUS ISl MPEIOTBPAIIEHUS U30BITOYHOTO JIETOYHOTO
KPOBOTOKA.

4. ITpu ruOpUAHOM MOJXOJE B XUPYpruueckom jeuennu nanueHTon ¢ CIJIC,
HECMOTpsI HAa CHM)KCHHME WHBA3UBHOCTH XUPYPTHMUECKH — TPAHCKATETOPHOU
npoueaypsl Ha | 3Tane, HHBa3MBHOCTh XUPYPTUYECKOTO BMENIATENIHCTBA CY-
IIECTBEHHO Bo3pacTaeT BO Bpems |l sTama peKOHCTpYyKLUMH B CPaBHEHUU C
TPaJULUOHHBIM XUPYPrHUYECKUM MOJXOJOM, YTO B CBOIO OUY€pellb CIOCO0-

CTBYCT ITOBBIILIICHUIO MOp6I/II[HOCTI/I U CMCPTHOCTH B OTAAJICHHOM IICPHUO/IC.

IIpakTHyeckne peKoMeHIauu

1. B noonepanmonnom nepuosie HoBopoxaeHHbsix ¢ CI'JIC cnenyeT Bectn Ha
HU3KUX BHYTPUBEHHBIX 00bemax uHpy3un (VB/B < 1mi/kr/4). Jomyctumas
runotonus (Cp.AJl=35 MM pT CT) B JOCYKUBAIOILIEM MEPUOJAE CO3/IAECT IPO-
CTOp» IJI1 MHTpAONEpAIMOHHON MH(PY3UOHHON Tepamuu U MIAAsIIE BO3ACH-
CTBYET Ha €MHCTBEHHBIW MpaBblid KeIyAoueK Npu mnoBbiieHun AJl mocie
JIBYCTOPOHHETO CY>KMBAaHUS JIETOYHBIX ApTEPUH.

2. JIeBy10 JIErOYHYIO APTEPHUIO CIEAYET CYKUBATh KaK MOYKHO ITPOKCHUMAJIbHEE
K JISTOYHOMY CTBOJTY, BO U30€KaHHE CIABJICHHS BEPXHEI0JIEBON BETBH JICBOU
JIETOYHOM apTepuu, OTXOMASIIEH Ha KOPOTKOM PacCTOSHUU OT HEe, YEM BEpX-

HEJZI0JIEBasi BETBb IPABOM JISTOYHOM apTEPUU C TPOTUBOIIOJIIOKHOU CTOPOHBL.
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3. Bo Bpems npouenypsl crentupoBanusi OAII depe3 nerounslii CTBOJ, UH-
TPOIBIOCEP CIIEAYET KOHTPOIUPOBATH MaHyaIbHO JJIsl o0ecneueHus OobIei
HAJIC)KHOCTHU U NIpeNoTBpauieHus ero Beinagaenus us JIC.

4. B OnmkaiiilieM MocJieoNnepallMOHHOM MepHojie nocie ruopuaHoro | srama
npu cootHommeHn:n Qu/Qs >2/1 ¢ S$,0,<40% HE0OX0AMMO Ha3HAYATh CHCTEM-
Hble BazomwisTaTtopbl. [lpm Qu/Qs=1-1.5/1, HO S,0,<40% - TpaHCchy3us
SPUTPOLIUTAPHON Macchl 10 AocTwkenus Ht >45%, ¢ uenbio yBennueHus
CIIOCOOHOCTH reMoryioonHa nepeHocuTh Oy.

5. baoHHYI0 aTPUOCENTOCTOMHUIO CIEAYET BBINOJIHATH NEPE BBIITUCKOM ITa-
IMEHTa JIOMOW WJIM KOoTJa MEXIpeacepaHbii rpaaueHt no 9XO-KIW > 8-10
MM PT CT. ITa HeOOJIbIIasi OTCPOUKA MO3BOJISET JIEBOMY IIPEICEPANI0 HEMHO-
o YBEJIMYMUTCS, YTO JACT BO3MOXKHOCTh MHTEPBEHIIMOHHBIM KapJHOJIOTOM
BBITIOJIHATH 00JIee arpecCUBHYIO OANIOHHYIO aTPUCENITOCTOMUIO y OoJiee cTa-
OWJIbHBIX MAlUEHTOB, B PE3yJIbTaTe YEro MOJIy4aeTcsl JOJITOCPOYHOE HAJIEK-
HOE MEXIPEICEepAHOE COOOIIEeHHE, HE TpeOyrollee MOBTOPHOIO BMENIATEb-
CTBa B MEXAITAITHOM IIEPUOJIC.

6. B MexxaTannHOM nepuoe ciienyer exenenenbHo BeInoIHATE D XO-KI' B Te-
yeHuu 1-To mecsna, a ganee B Mecsi 1 pa3 uiv B 3aBUCUMOCTH OT KJIMHUYE-
ckoro crtaryca nanuenta. Camwkenne Gpynkuun DK n/unm Hapacranue Heno-
cratoyHocTH TK SBIAIOTCS paHHUMH NPHU3HAKAMHU PETPOrpajHON OOCTPYK-
UMW AYTU aOpThl M CIY’KAT MOKA3aHUSIMU NJI1 KaTeTepU3alluu cepjla C IMo-
CJICAYIOIIUM TPAaHCKATETEPHBIM WM XUPYPTUUECKUM BMEIIATEIHLCTBOM.

7. Ilpu Beimonnennn JJKITA Bo Bpemst xupypruueckoro |l atana pekoHCTpyk-
MW, BEPXHIOIO TIOJIYIO BEHY CIIEIYET COCUHSTh C MPaBOM JIETOYHOU apTepuun
B 00J1aCTH paHee CHATON ¢ Hee MAaHXKEThI, TaK KaK 3TO YCTPAHSIET BO3ZMOXKHbBIN
CTEHO3 TIPABOM JISTOYHOM apTEePUH U HE TPEOYET ee apTepUOIIIIaCTHKHY.

8. B cnydae BOZHMKHOBEHUSI HHTPAOIIEPALIMOHHBIX CIO0KHOCTEW BO Bpems 1l

JTaliia XI/IpprI/IIICCKOI\/’I PEKOHCTPYKIHWH, 3SHAYUTCIIbHO YBCIMYUBAIOIIUX BPEMS
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OIlepallny, CJICAYEeT BHIMOIHATh TpaauimonHbeii NOrwood, Bo nzbexanue cy-

IIECTBEHHOM MOCIJIEONEePAlMOHHON TUTTOKCEMUMU.

JAunarpamma 1. XupypruuyecKku-TpaHCKaTeTepPHAsi TAKTUKA B JIeCYEHUH HOBOPOXKIEH-

HbIX ¢ CI'JIC npu ruépuanom noaxoae.

CI'JIC
1 1
CI'JIC ¢ uHTaKTHOW WJIN KpalHe pe- CTJIC ¢ HepeCTpUKTUBHON MEKIIPEI-
CTPUKTUBHOM MEXIPEICEPIHOM I1e- CEpJIHOM MeperopoaKoi (CpeIHui
pPeropoakoit (CpemHuil rpaJiueHT aB- rpaJueHT aasieHus no lonmiepy
nenus o Mommiepy JII/TIIT>15 mm JITI/TITIS6 MM pT CT)
pT cT)
1. bannonHas atpuocentocTomus! JIBycTOpOHHEE CYKUBaHHE JIETOUYHBIX
2. JIByCTOpOHHEE CYKHUBAHHUE JIErOY- aprepuii/ crenTupoBanne OAIL
HBIX apTepuii/ cteHTupoBanne OAIL
OTcyTCcTBHE WU HEOOIbIast pe- Hapacranue pectpukuuy Ha Mex-
CTPHKIIHS Ha MEXTPEICEPTHOM CO- MIPEICEePIHOM COOOIIEHNH (CpeTHUI
o01eHny (CpeIHri TPAJUEHT JaBJie- rpagueHT gaBjieHwus mo JJomnmiepy
Hus 1o Jommepy JITT/TITI<8 mm pT JITI/TITI=8 MM pT cT)
CT)
bannonnas atprocentocToMus nepex BeszotnararensHas OaioHHAsI aTpH-
BBIITUCKOM MalkeHTa 10MO 0CENTOCTOMUS
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