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FeMozmHaanecxoe JICHUCHHUC MMAIUCHTA C CI/IH}IPOMOM THIIOoIJIasnuu
JIEBBIX OT/€JI0B CepAlla U HU3KOM MaCCoil TeJia
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Cunopom eunonnasuu 1e8vix 0moen08 cepoya — Mo POHCOEHHbIL NOPOK cepoya, KOMopblil Iusen Ha HOPMATbHBLIL KPOBOMOK de-
pes cepoye u xapakxmepusyemcs Kpumuieckum Hedopassumue nesvix omoenog cepoya. CuHOpom sunoniasuu 1e8bix omoenos cepo-
ya cocmasnaem 1,4 - 3,8% cpeou écex epooicoennvix nopokoe cepoya u 16% cpeou kKpumuueckux 8poACOeHHbIX NOPOKO8 cepoya.
Jlemanvnocmu 6 KpYynHuIX KapOUOXUPYPUYECKUX YeHmpax Hacmosujee epems ne npesviuiaem 15%. Oounako, nemanvnocms cpeou
nayuenmoeg ¢ HU3Kol maccoti mena cocmasiaem 0o 51% nocie nepgoti cmaouu naiiuamusHo20 iedenus. B nawem xaunuveckom
cayuae Mbl ONUCHIBAEM PEOEHKA ¢ CUHOPOMOM UNONAA3UU JEBbIX OMOEN08 CepOYd U HUSKOU MACCOU mend, a Makxice 2eMOOUHAMU-
yeckoe neuenue (npoyedypy Norwood, mexcomanmuiii nepuoo u npoyeoypa 08VHaANPasienHo20 KagonyIbMOHAIbHO20 AHACIOMO3A).
Knrwoueswvle cnosa: cunopom sunonnasuu 1esvlx omoenos cepoya, npoyedypa Norwood, 08yHanpasienHvill KagonyabMOHAIbHbIL
anacmomos

Palliative Surgery of a Patient with Hypoplastic Left Heart Syndrome and Low Body
Weight
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Hypoplastic left heart syndrome is a congenital heart disease that affects the normal blood flow through the heart and it characterized
by a critical underdevelopment of the left heart. Hypoplastic left heart syndrome is 1.4—-3.8% among all congenital heart defects and
16% among critical congenital heart disease. Mortality in large cardiac surgery centers currently does not exceed 15%. However,
mortality among patients with low body mass is up to 51% after the first stage of palliative surgery. In our clinical case, we describe a
child with left-heart hypoplasia syndrome and low body weight, as well as hemodynamic treatment (Norwood procedure, inter-stage
period and bidirectional cavopulmonary anastomosis procedure).
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3a mociegane 10 neT mokaszareny BBIKHBAEMOCTH
TMOCJIe TIEPBOT0 dTana MaNInaTUBHOW KOPPEKIINU CHHPO-
Ma THIOIUIA3UH JIEBBIX OTJEJIOB 3HAYMTEIBHO YIIyUINIH-
JUCh, TOCTUTasl B HacTosAmee BpeMs 85-90% B HEKOTOPBIX
neaTpax [1]. ITlapanmnensHO pa3sBUTHIO XHPYPTrHU HOBO-
POKJIEHHBIX, pa3BUBajacCh U XUPYprus AeTed C HU3KOU
Maccoi Tela IpH POXKACHUHU (<2,5 KT) M HEJTOHOMIEHHBIX
neteil. B HacTosmee BpeMs XUpyprudeckoe JIedeHne Ou-
BEHTPUKYJISIPHBIX IOPOKOB cepALla y AeTel ¢ HU3KOU Mac-
COM TeTa UMEIOT XOpoIIue pe3ynsTaTs [2-4]. OrpaHnyeH-
HBIE JINTEPATypHBIE JAaHHBIC JEMOHCTPHPYIOT BBICOKHE
nokasarenu JietanbHocTH (0T 45 1o 51% mocne nponexnype
Norwood) y manmentoB ¢ CI'JIC n Hu3Kkoi Maccoif Tena [5-
8]. MBI mpencTaBisgeM cirydail ycrenrHoro gedeHus I ara-
a TeMOIMHAMHYECKOH KoppeKInu (mporeaypa Norwood)
mamuenTa ¢ CI'JIC u Hu3Ko0# Maccoi Tena.

Knunuueckuii cnyuaii

Mampuuk 2 CyTOK, BeCOM 2,4 KT TIOCTYIHI B OTAETe-
HUE peaHnMannu ¢ NHQY3Us Ba30mpocTaHa (IpocTariaH-
nuHa El) 0,1 MKT/KT/MUH B TsIKenoM cocTosHme. [1pn oc-
MOTpe peOeHKa KOKHbIE TOKPOBBI CEPBIE C INAHOTHYHBIM
orterkoM. YCC 182 yn. B MuH., A/l Ha pykax 52/31 MMm. pT.
CT., Ha Horax 34/22 mm. pT. cT. Carypanus 82% Ha pykax
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n 78% na Horax. {lnype3 noctarounsiii. [To naHHBIM ra3oB
kpoBu PH- 7,35; PO2 — 61 mm.pt.cT.; PCO2 — 40 MM.pT.CT.;
maktat — 2,9 m.monp/1. Ilo maHHBIM peHTreHorpagum —
KapAMOMETAaJUs C CepACYHO-TerOYHBIM K03 dunrenTom
— 58%. Bemonnena 9XO KI' mo naHHBIM KOTOpOH ycTa-
HOBJIEH JUAarHO3 CHHJIPOM THIIOIIA3UH JIEBBIX OTAEIOB
cepamna. AopTanbHBIM KJalaH CTEHO3WPOBAH, IJIOMIAIb
OTKPBITHS aopTansHOTO Kiamana 0,1 cm?. [umormasupo-
BaHHBIH MHUTpanbHBIA KimanmaH 0,7 cM (z score -3,1). Ap-
TeprualibHbIA IpoToK 7 MM, JIMIIII - 5 MM, pe3kas rumno-
IJ1a3usl JIEBOTO HKETYyJ0uKa, ITOKa3aTen COKPATUMOCTH
npaBoro (FAC - 45%). ITo nanaeim MCKT uccrenoBanus:
BOCXOAMIas aopta 3 MM (z score -6,3), TpOKCHUMaIbHAS
IyTa aopTel 3 MM (z score -5,7), IuCTaIbHasl TyTa aOpPTHI
2.5 MM (z score -4,9) B 0b6macTu mepemieiika aopTa cyKeHa
10 2 MM (z score -5,7), HUCXOAAMIAs aopTa 6 MM (z score
0,66). bp1T HA3HAYEH AOTTAMUH B TO3UPOBKE 5 MKI/KT/MUH
JUTSL CTaOMITH3AIIMN COCTOSTHUS peOeHKa.

Ha crenyromue cyTku peOEHKY BBITIOJIHEHA ITPOLe-
nypa Norwood ¢ myaToM Sano. IlammuaTuBHas mporie-
nypa Norwood HauWHAIAch CO CPEIMHHON CTEPHOTOMHH
U BBIJICJICHUS] BOCXOJSIIEH, Iy W HUCXOMASIIEH aOpTHI.
MuHuManbHO OBITH BBIACTICHBI OpaxuoriedaibHbIe ap-
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CAYYAH U3 ITPAKTHKH

TEpUU s N30eKaHUs TEPEeKpyTa WK Ieperunda aopThl.
Kanronsanus ocyiecTBiasgace 4epe3 OTKPBITHII apTepu-
aIbHBIA MPOTOK M MPaBOE Mpeacepaue, MOClIe Yero Hauu-
HaJIOCh oxJiaxaeHue manuenTa o 24 °C. Ilociie noctuxke-
Hus 24 °C BBINONHSUIACH aHTErpagHas Kapauomerns (40
mur/kr Custodiol, Dr. Franz Kohler, Chemie GmbH, Unna,
Germany) B KOPEHb aOpThI. 3alluTa T'OJIOBHOTO MO3Ta U
BHYTPEHHHUX OPraHOB OCYMIECTBJISIACH C MOMOIIBIO TIIYy-
OOKOH TMHNOTEPMUYECKOW OCTaHOBKM KPOBOOOpAIICHHSI.
[lepBbIM STamoM Hccekanach MeXIpeacepaHasl Mepero-
poaka. OCHOBHOII dTal onepanyuy HAUMHAIU C IEPEBA3KU
U NEPECEUEHUs apTEPUAIIBHOTO MPOTOKA. 3aTeM MoNepey-
HO TIepeceKalin CTBOJI JICTOYHBIH apTepuy Ha ypOBHE OH-
¢dypkanuu JeroyHoi aprepun. budypkanumio serounoi
apTepun YIIMBaIW ABYXPSAJHBIM OOBHBHBIM miBoM. Ilo-
cJle PeKOHCTPYKIMH Oudypkanuu Ha mepenHe-00KoBOH
CTEHKH BBINOJHSIJICS pa3pe3 KyAa BIIUBAJICS AUCTAIbHBIH
KOHEI] IIyHTa Sano MpoTe30M U3 MOJINTETpadTOpITHIICHA
(Gore-Tex, WL Gore & Associates, Inc, Flagstaff, Ariz) 5
MM. Pa3pe3 Ha aopTe BBINONHSICA NPOJOIABHO MO MEIU-
aIbHOM CTEHKH, HAUMHAS Pa3pe3 Ha yPOBHE NEPECEUECHHOM
MPOKCUMAJIBHOW YacTH JIETOYHOTo cTBosa. Paspes mpoa-
JIeBaJCs HA YTy aopThl, MEPENIeeK U HUCXOASAIIYIO aop-
Ty. TkaHp IPOTOKA MAaKCUMAJIBHO HCCEKalach. B mpokcu-
MaJIbHOW YaCTH JIETOUHOW apTEPUU BBIIIOIHSIICA KOPOTKHIA
BEpPTUKAJIBHBIN pa3pe3 HAIPOTUB HIKHETO KOHIIA pa3pesa
BOCXOJAIIEH aopThl. Bocxoasimas aopTa coelUHSIIACH C
JIETOYHBIM CTBOJIOM OT/JEJIBHBIMU y3JIOBBIMU IIBAMU, JJIs
n30eKaHUs 3ay’KMBAaHUS HMCTOKA KOPOHAPHBIX apTEpHH.
PexoHCTpyKIIMs 1yrU BBINOJIHANACE JOCKYTOM U3 CTEHKH
nerounoro romorpadra (Kapanocrap, Cankr-IlerepOypr,
Poccust). AopranbHast KaHIONS YCTaHABINBAIACh B BOCXO-
JSIITYIO a0PTY ¥ BO30OHOBIISIIACHh HUPKYJIsiumst. Ha mapan-
JIEIBHOM MCKYCCTBEHHOM KPOBOOOpAIIEHHNE B BBHIXOIHOM
OTJIEJIE NIPABOro XKEeNyI0uKa BBIOJIHSIICS pa3pe3 OKOJIO 5
MM. BBIMONHAIOCE UCCEUeHUsT MUOKapja BOKPYT paspe-
3a. [locnennum stamoM (HopMHUPOBAIICS MPOKCUMAJIBHBIN
aHACTOMO3 C IIIYHTOM Sano W MPaBbIM >KeTyJ04KoM. Bpe-
MsI HUPKYJIATOPHOIO apecTa COCTaBUIO 29 MUHYT, BpeMs
OKKJIIO3UHU a0pThl — 37 MUHYTHL. Bpems HCKyCCTBEHHOTrO
kpoBooOpamenust 101 MunyTH. B CcBsI3n ¢ cuHApOMOM
«TECHOTO CPEJOCTECHHUS» MAallMEeHT ObUI BHIBE3CH B Iaja-
Ty peaHMMaIUu C OTKPBITON TPy JHOH KiIeTkoi. UH]y3ns
KapIMOTOHNUKOB cocTaBuia 0,05 MKI/KI/MHH aJpeHaInHa
n HOpaJpeHajnHa. ['pynHas kieTka Obula 3aKkpbiTa Ha 3
CYTKH. DKcryOanus nanuenTta Ha 4 cytku. Uudy3us xap-
JUOTOHHUKOB IpEKpalieHa B TeueHue 5 cytok. Ha 6 cyTku
pebeHok ObLT mepeBeneH B otnenenue. Ha 14 cytku pe-
OCHOK OBIT BBIMUCAH B yJIOBJICTBOPUTEIHHOM COCTOSHHE
¢ ppakiueii BEIOpoca mpaBoro xenyaouka (FAC - 62%).
B MexsTanHOM nepHose B TEUEHUE 8 MECALEB Ipo-
BOJMIICSL €XKEHENEIbHBIM MaTPOHAX MAalleHTa, IJe CO-
Oupaynch JaHHBIE O caTypalWd, Bece M MUTAHWE NalH-
enta. Exemecsauno nposoamics OXOKI' xoHTpons, rae
OLICHWBAJIaCh (PYHKIMS HOIYHTAa Sano, COKpaTHUTEJbHAs
CIIOCOOHOCTH TIPaBOTO JKENy/I0YKa, PErypruTanuio Ha
TPUKYCIHAAJIBHOM KJalaHe, TPaJiMeHT Ha YPOBHE Iepe-

nielika aOpThl U pa3Mepsl aOPThI Ha PA3HBIX €€ ydacTKax
(Bocxonsmias, yra, mepemeek 1 HUCXonsmas aopra). B
MEKITAaITHOM TIEPUOAE MBI HE HAOIIONAIHM OCIOXKHEHUN
(cTeno3 mim TpoMOO3 HIyHTA Sano, peKOApKTALHsI A0PTHI,
JUCc(yHKIINHT TPaBOTO JKEJIYI0YKa) Y TTAllUCHTA.

B 8-mecsiaunom Bo3pacTte (Bec pebenka 7,7 Kr) pebe-
HOK MOCTYIHUJI B KIIMHUKY JJI BTOPOrO dTamna reMoJuHa-
mMudeckoir koppeknuu (mpouenypa Glenn). Beimonnena
OXO KI' o maHHBIM KOTOPOW COKpaTHUTENbHAsI CIIOCO0-
HOCTh mpaBoro xenynouka (FAC - 63%), Tpukycnnganb-
Has peryprutanus I crenenu, IMIIIT 15 MM, mryHT Sano
5 MM, Bocxonsmiast aopta 13 MM (z score 2), 1yra aopThl
8 MM (z score 0,33), nepemeex aopTel 8 MM (z score 0,67),
TpajiMeHT Ha nepeueiike 8,7 MM.pT.CT., HUCXOAIas aopTa
7 mm (z score -0,3). Bepxusis nonas Bena 10 MM, mpaBast
nerounas aprepust 7 MM (z score 0,9), neBast reroqnas ap-
Tepust 7 MM (z score 1,5). Ha crienyromiei AeHb BBITTOTHEHA
KaTeTepu3alus CepaLa, JaBJICHUE B IETOYHON apTEPHUH CO-
cTaBmwiIo 15 MM.pT.CT. BhinoHeHa onepanus AByHAIpaB-
JICHHOT'O KaBONYJIbMOHAJIBHOTO aHAacTOMO3a (IIpouenypa
Glenn). PectepHoTomust 1o ctapoMy mBy. BeimonHeH kap-
Jnuonn3. bukaBanbHas KaHIONANNS BEH (BBICOKAs KAHIONS-
uus BepxHel mosnoi Bensl kaHionedl 10 Fr u kanronsmus
HWDKHEH ool BeHbI kaHtoner 14 Fr). Kanronsiius aopTsr
kanrosedt 10 Fr. Ha napannenbHol HCKYyCCTBEHHOM KpO-
BOOOpallleHNEe Y aTPHOKABAJIBHOTO YCThs OTCEYEHa BEPX-
Hsig nosast BeHa. [Ipeacepausiii koHen Obu1 ymmt. HIyHT
Sano ObLT TpOMIUT, TUTHPOBAH U NepecedeH. [locneqHuM
9TanoM ObUT CHOPMHUPOBAH KaBOIYJIbMOHAJIBHBIA aHACTO-
Mo3. [ociie OTKIIIOYEeHHUsT OT HCKYCCTBEHHOTO KPOBOOOpa-
HICHUs JaBJIEHNE B KaBOIIYJIbMOHAJIBHOM TPAKTE COCTaBU-
10 18 Mm.pT.cT., caTypanus 85%. Bpems uckyccTBeHHOro
KpoBoOOpaleHusi coctaBmiio 25 MuHyT. MHDY3us Kap-
JUOTOHUKOB M OKCTYOaIysl MalMeHTa B TeYeHUE | CyTKH.
Ha 4 cytku pebenok Obln mepesesnieH B otaeneHue. Ha 14
CYTKH peOEHOK OBIIT BHIMUCAH B YIOBJICTBOPUTEIHHOM CO-
CTOsIHHE ¢ carypanuei 84%.

Husknii Bec mpH poXKACHUH MO-NIPEKHEMY CUHTA-
ercst (aKTOPOM PHCKA JETAJIBHOTO MCXO/a y MalHeHTOB
¢ CI'JIC. B cepennne 1990-x rogoB HEKOTOpBIE aBTOPHI,
MOKa3aJli BBICOKYIO JIETAIbHOCTh y MAI[UEHTOB C MACCOH
tena menee 3,0 xr mocine mpouenypsl Norwood [9,10]. B
OoJee TO3HUX HCCIICIOBAHUSX, TAK)KE OBIJIO ITOJITBEPXK-
JIEHO, YTO MaIlMeHTHI ¢ HU3KOH MaccOd Tena MMEIOT BbI-
COKYI0 JIeTanbHOCTh OT 45% 1o 51% mocne mpoueaypsl
Norwood [5-7], a o01mas JIeTaIbHOCTh Ha BCEX dTamax re-
MOJUHAMUYeCcKOH koppeknuu coctaBiseT 50-63% [5,6].
B Hacrosiiiee BpeMs JETANBHOCTb CPENHM HAIUEHTOB C
HU3KOM Maccoil Tenaa MpH POXKICHHUM MOCIE MPOLEAYPHI
Norwood (Ha ocHoBanmu Society of Thoracic Surgeons
Congenital Heart Database) coctaBnser 30% [8].

Jlaxke y HOBOPOXKAECHHBIX ¢ HU3KUM BECOM IIPH POXK-
JICHUH MBI TPHJICPKUBACMCS CTPATEr K U30eraTh 0TCpoy-
Ku orepanuu. B uccrenoBanne Weinstein [7] mokasaHo,
YTO TIONBITKA YMCHBIIUTH TEXHUYECKUH XUPYPTrUUCCKUH
pHCK, 3acTaBisis 3Tux HoBopoxkJaeHHBbIX ¢ CIJIC Becom
MeHee 2,5 KT pacTH JI0 onepannu, OblIIM B OCHOBHOM 0e3-
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ycremHbMi. MBI TOJIaraeM, 4TO TaKOW Ipenorepanu-
OHHBIH MEPUOA MOXKET OBITh OYEHb CIOXKHBIM M MOXET
MOABEPrHYTh JTUX XPYNKHUX NalMEHTOB K JucOaiaHcy
CUCTEMHO-JIErOYHOI nepdy3uH, COCYAUCTOrO CONMPOTHUB-
JICHHS, YTO MOXET IPUBECTH K JOOIEPAIMOHHOI U I10-
clieonepalnoHHOM JerainbHocTH. B nccnenosanue Kalfa n
COaBTOPOB NALMEHTHI C TeCTAl[MOHHBIM BO3pacToM OT 27
110 33 Heesb U COITY TCTBYFOLIUMHU MATOJIOTUSIMU (TeTepO-
TaKCUYECKUH CHHJPOM, KHIIEYHAsI aTpe3usi), Y KOTOPbIX
Obuta mpoBenieHa npouenypa Norwood MMeTH XOpOIIyIO
BBDKHBAEMOCTh [11], 4TO 1MO3BOJIKIIO HAM BBIOpPATh ONTH-
MaJIbHBIH CMIOCOO KOPPEKIIMH HalUeHTa.

Ha rocnurtanbHyio JeTaabHOCTh y A€TEH ¢ HU3KOH
Maccoii Tesa BIUSIOT COITY TCBYIOLIE 3a00IeBaHusl, FecTa-
LIMOHHBIH BO3PACT, BEC MPHU POXKACHUE (U€M MEHbIIE BEC,
TEM HMI)KE TOCHUTAJIbHASI BBIKHUBAEMOCTB), TUCOYHKIHS
[IPAaBOro JKEJYI0YKa, YMEPEHHAas! MM TsDKeNask perypru-
Talus Ha TpUKycnuaaabHoM kianaue [4,11,12]. Eme onun
(hakTOp, KOTOPBIN BIMSIET HAa TOCIIUTAIBHYIO JIETAIBHOCTh
- THII LIYHTa JUIs JIErO4HOro kpoBoroka. Ohye u coaBTo-
PBI IPOAEMOHCTPUPOBAIIH BIMSHHUE IIyHTa Sano Ha Jyd-
mryto BeKuBaemMocTh AeTedt CIJIC ¢ Huszkoit maccoii Tena
[13]. XoTs npyrue aBTOpbI HE MOJIYUHJIH CTATUCTUUYECKOM
JIOCTOBEPHOCTHU MEXJy IIyHTOM Sano u myHtoM MBTS
JUISI TOCHIUTAJIBHOM JIETaJIbHOCTH, OJHAKO OBIJIO BBISIBJICHO
CKJIOHHOCTh K CTaTHCTHUYECKOW Pa3HMIbI Y MaIMEHTOB C
myatom MBTS [5,13].

B namewm uccnenoBanue Kak v B IpyTUX BTOPOH dTal
MaJUIMATUBHOW KOPPEKLHUU HE COIPOBOXKJIAJCS JIETallb-
HBIM HCXOJIOM, YTO MOJYEPKUBAET TOT (hAKT, YTO HEPBO-
HayaJ bHbI HU3KUH BEC NPU POXNKACHUU HE OKa3bIBaeT

Cnucoxk Aureparypsl

HEraTMBHOI'O BIUSHUSI HA MOCJIEAYIOUIME 3TaIlbl TeMOJIH-
HaMHYECKOI KOPPEKIIHH.

KpaiiHe Ba)KHO OTMETHTb, YTO B HAIIEM Cllydae He
OBLIO OCIOKHEHUI B MexdTanHoM nepuoze. [lo naHHbIM
Ugonabo u coaBTOpOB, JaHHBII MEPHUOJ BPEMEHH COIIpSi-
JKeH ¢ BBICOKOIT cmMepTHOCTBIO OT 10% 1m0 15%, a B Heko-
TOPBIX XUPYPrUuecKuX KINHUKax 10 25% [14]. [Ipuunny
CMEpPTHOCTH JIeTeH B «MEXITAITHOM IEPUO/IE» 3a4acTyIo
TpyAHO ompenenuTb. OgHAKO, BO3MOXKHBIE NPHYHUHBI
CMEpTH, KOTOPbIE YaCTO BCTPEYAIOTCS, OMUCAHBI B JIUTE-
parype: HeloCTaTOYHOCTh KOPOHAPHOT'O KPOBOTOKA (KOPO-
HapHbIE apTEPHH — ITO SIUHCTBEHHBIC apTEPUU Cep/la),
OOCTpYKLHS AYTH aOpThI (CYXKEHUE NYTH aopThl WIH pe-
KOapKTalus), CTEHO3 HJIK TPOMOO03 IpoTe3a, 1I10Xas Haco-
cHast pyHKUMS cepAla, apuTMHUsl, BUPYCHbIE 3a00JI€BaHusI
U cercuc (3apaxkeHue KpoBu nHpekiuei) [14].

Mgl cunTaeM, 4To (POpMHUPOBAHKE HIYHTA Sano U Uc-
M0JIb30BAHUE MPOrPAMMBI JOMAITHEI'0 MOHUTOPUHTIA I10-
MOTJIO HaM M30€XKaTh HeraTuBHBIX UCXOJOB.

BeiBop,

TTannuatuBHas TreMOAMHAMUYECKAS KOppekuusa Yy
NManueHTOB € CUHAPOMOM THUIOIIJIA3UU JIEBBIX OTACJIOB
cepana u HHM3KOH Maccoil Tejaa MOXKET OBbITh BBIMTOJHEHA C
XOpOoImIMMHU paHHUMHU U OTAAJICHHBIMU PE3YJIbTaTaMU.

AomnornnreabHass nHpOpMAaIII

KondaukT natepecon

ABTOpBI JICKTApUPYIOT OTCYTCTBHE SBHBIX M IIOTEHIMATBbHBIX
KOH(JIMKTOB MHTEPECOB, CBA3AHHBIX C IMyONMKanueil HacTosmei cTa-
TBH.
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