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Hypoplastic Left Heart Syndrome (HLHS)

CuHAOpoMm rmnonnasmm feBoro
Cepaua (CITIC): cobupartenbHoe
3aboneBaHmne Npu KOTOPOM
nesbin Xxenyno4dek (JIXK) u
CTPYKTYpPbI JIEBOro cepaua
Henopa3ssuThl (JleB 1952).

1:5000 poXOeHHbIX XXUBbIMU

Epidemiology of CHD:The Baltimore-Washington Infant study 1981-1989
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Abseént AV . Isthmus
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- no fibroelastosis
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[ Mnonnasna NeBoro xenyagodka

ATpe3na unu TaXernbl CTEHO3 aopTanbHOro KnanaHa
MuTpanbHas aTpe3uns/cTeHo3

[Mnonnasna aopTbl N AyrK1 aopThl
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IInarHocTuka

[MpenatanbHasa (90%), detanbHaga (19,20 Hen) axocoHorpadums

1

[1eTcKknn Kapanornor

}

KoHcynbsTauua pogmuTeneu

Y10 MOXHO caenaTtb?

KakoBbl pesynbraThl le4eHns B Ballen KINHUKe
EcTb nn ocnoXxHswoLwme dakTopbl?

KakoBO Ka4eCTBO XXU3HU?
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KoHcynbTauna Poauteneun

1. MeanuunHckuin abopt (20-22 Hepenn)
2. ObecneveHune TonbKo kKoMmdopTa Nocne poxaeHus

3. Xupypruyeckas koppekuusa (3 atana go 4-5 rner)

Jlnns



KoHcynbTauna Poauteneun

Kputn4yeckn BaxkHagd MHGopMaLUns

1. ConyTcayloLlne aKCTpakapamo
aHoMasimn, XpOMOCOMHbIE Hapy
weHna n 7a. (5-10%)

2. CoobuieHne mexay npeacep-
ansmun. OrpaHnyYeHHo (22%),
OTcyTcTBYET (6%)




Hypoplastic Left Heart Syndrome With Intact or Highly
Restrictive Atrial Septum

Outcome After Neonatal Transcatheter Atrial Septostomy

Antonios P. Vlahos, MD: James E. Lock, MD: Doff B. McElhinney, MD: Mary E. van der Velde, MD

8 - Controf patients

77 HLHS
p<0.001
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3 HLHS + restrictive septum
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Xupyprmnyeckasa KoppeKkuus

AKywep auHeKoroa: NNaHNpyeT poabl B JHEBHOE BPEMS

. Hdemckuu kapouorsnoza. deTtanbHaa Ixokapauorpadpums

Heornamoroz: Obecne4ymBaeT rnpe nocneonepaumoHHoe
BbIXa)XnBaHune
Xupypa:. ueHTpanbHas durypa (Bce 3 atana ornepauun)

NocTHaTanbHasaA AMarHOCTUKa

Sa0, < 95%,
Cnabbin nepundoepuydeckuin nynsc (1)
CepaeyHbin wym (12-24 yaca XnsHn)

KapanoreHHbIn WOK (3aKpbITUe apTepuanbHOro npotoka)
IXOKAPONOIPAGNA (1)



Momowb B Poa3sane

PecnupaTtopHasa nopgaepxka (nepsblie 5-10 MUH)

1. Ecnun pebeHoK aKTUBHbIN,
Anrap 7-9, Sa0O, 80 - 90%
RA

2. PecnupaTtopHbI gucTpecc,
Sa0, - < 80%
NAoKB, MB (peako)

3. lNopo3peHne Ha orpaHuyeHne
npencepaHon KOMMYHMKaL MK
UHTyOauua, MB,

YpreHTHasa centocTomMums

4 koevHas NICU B otoeneHnn akywepcTtsa



Momowb B Poa3sane

2. MNoapepxka AptepuansHoro lpoTtoka (!), nepud. BeHa
ctapt NpoctuH (PGE1), 10-15 min.

& ﬁ( Preliminary Communications |
Hypoplastic e Pahem‘duclus =
Y |

— 3 MEDICAL MANIPULATION OF THE
DUCTUS ARTERIOSUS

R. B. ELLIOTT M. B. STARLING
J. M. NEUTZE
Department of Padiatrics, School of Medicine, University

of Auckland, and Cardiology Unit, Green Lane
Hospital, Auckland, New Zealand




PGE 1

* 60-80% meTabonunanpyetcs B Nerknux npu nepBom npoxoae;
NPOCTUH TONbLKO TUTPYETCS

« JKCKpeLUs noykamm

« [loza 0.01 - 0.1 mukporp/kr/muH (0.025 - 0.01)

 Ecnun gnardHo3 noctHaTanbHbIK, Ao3a 0,025 n cHxaem oo
0,01, yTobbI N30exaTb NOOOYHbIX 3PdEKTOB. ECnu nocT-

HaTanbHbIU, Ao3a 0.05 co cHmkeHnem ao 0.01 nog KOHTpoO-
nem OXO-KT.



[TobouyHble adbdekThl PGE1 (D0303aBucnMbIe)

CepoedyHo-cocyancTble: rMNOTOHUSA, HapyLUeHUa puTma,
nepudepunyeckas sasogmnaraums

LIHC: cyooporn nnu nosbilleHUe TemnepaTypbl

PecnnpaTtopHble: anHo3, TrMNOBEHTUNALNA

MeTabonunyeckne: runorrimkeMmnst Unn rmnokanbLemMmns

KKT: anapes nnm HeKpoTUYECKUN IHTEPOKONUT

[emaTonornyeckme: KpoBOUINUAHUE, TPOMOOLIMTONEHUS,
HapyLleHne PyHKUUM TpPOMOOLINTOB, NENKOLUTO3

Lpyrne noboyHble addeKTbI: NMITIOPOCTEHO3

Lewis et al: Circulation 64:893-898,1981



BeneHue B NICU

1. BeHO3HbIN, apTepuanbHbin goctyn (30-60 MuH)

KaTeTep B Nyno4Hyto BEHY N apTeputo (paananbHylo,
OeOpeHHyo, TEMMopanbHYIo.

2. CpenaTb peHTreH (rpyaHou n 6proLLHOWN), aHanus
ra30B KPOBU C JIAKTaTOM, pa3BepHyTb||7| aHalrin3 KpoBW, 3NEKTPOJINTbI

Taknm obpa3om B nepBbie 60 MUH nocrne poXxaeHUs
A: YCTaHOBUTL YPOBEHb pecnupaTtopHOU Noaaep>KKu
B: Obecneunts PGE1 nepund., 3aTemM LEHTPASIbHYIO BEHY.
C: imeTb cTaburnbHble MoKasaTenu XU3HEHHbIX NoKasaTeneun
: HR, RR, BP, Sa0O, B ngeane - 80s

3. Axokapauorpamma (9X0): noaTBepaAUTL
AVWarHo3 u aHaToOMMUIO.

() Ecnu: restrictive septum nogospesaercs BHYTPUYTPOBHO,
OXO-KI" penaetcsa cpasy nocne: nHtydaunm n PGE.
C nocneaywLen cenTocToMUEN.




dunsnonorna oo onepaumu

Qp

1 1
CbanaHcupoBaHHaA LUPKynauus



dunsnonorna oo onepaumu

JICC (PVR) o4yeHb BbICOKO

PULMONARY
S BO BpeMS BHYTPUYTPOOHOrO
mmHg pa3BuUTUS, Kak crieacteme
NerodyHOn KpOBOTOK CHUXEH
160
PULMONARY |
uog: /m'w Pe3koe ymeHbLueHue JICC
m
ki nocre poXxaeHua 3a cyeT
; MEXaHN4YeCcKoro pacrnpasneHuns
1 nerkmx, n Kkucnopoga npmeoguT
| 3Ha4YNTENbHOMY YBENUYEHUIO
] N1ero4HoOro KpoBOTOKaA.
PULMONARY
VASCULAR
RESISTANCE
mmHKg/ml/min/Kg
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Congenital Diseases of the Heart: Clinical-Physiological considerations
Abraham M. Rudolph, 2nd edition, page 124



dusmornorusa o onepaunn (LMpKynaTopHbIn ancbanaHc)

[ducbanaHc mexay
Jlero4yHbIM U CUCTEMHBIM
KPOBOTOKaMM

[leperpyska npaBoro
Xenyaoodka

CHWXeHne CUCTEMHOrO
KpoBoTOKa 1 goctaBku O:

S

CuctemMHagd
95-70 runonepdyans
60 O MMNOTOHUS

MeTabonuyeckun

aungos

[loyevyHas HegocCT.
HOK

BoamoxxHaga uepebpan,
KopoHapHasa nwemud




Arterial saturation and Qp:Qs in single ventricle
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Of Qp/Qs

Oysat mv 70%
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1:1 2:] 3:1 4:1
Qp:Qg ratio

Qp/Qs ratio increases but plateaus for higher values

Congenital Diseases of the Heart: Clinical-Physiological considerations
Abraham M. Rudolph, 2" edition, page 64



dusmornorusa o onepaunn (LMpKynaTopHbIn ancbanaHc)

CvmMmnTOMDI:
TaxmnHoa n pecnmpaTopHbIV AUCTPECC, “BNaXHble” NErkne Ha
peHTreHe (nynbMoHanbHas rmnepunpKynaLmnsg)

[MnepakTnBHbIN Npekopanym (High output cardiac failure)

Cnabbin nyrnbc, XonogHble KOHEYHOCTH

CHuxeH gunypes, nosbllleHne nakraTta (Poor systemic circulation)

BagyTtue xuBoTa, ocnabrneHne nepuctansTUKu
(Poor splanchnic circulation)

YBenuumBaetca moveBuHa ([Mnepmetabonusm, high output HF)




LinpkynatopHbin ancbanaHc (1b1m war)







dusmornorusa o onepaunn (LMpKynaTopHbIn ancbanaHc)

BepgeHue

. Onypetukm (Lazix 1mg/kg x3/day, anypes 3-5 cc/kg hr)
Llenb: YMeHbLWNTb OTEK NErkmnx

. Ecnun pacTtet naktat, nHotponel: Dobutamine or
Dopamine 5 - 7.5 mcg/kg min
Llenb: YnyJywnTtb cepaeyHbin BbIOpOC

3. UHTybauma, MB, cegauuns (phentanyl or morphine).

nocTtuyb runoseHTundaumn: paCo, 45 - 60 mmHg.

Llenb: MNMoaHnats JICC (PVR), CHU3UTL Nero4Hon KpoBOTOK

4. Hekotopble (CHOP) goknagbiBanu Ucnosib3oBaHue

FIO, = 0.18 nnn CO,. Haw onbIT MUHUMarbHbIN.

Camoe atheKkTnBHOE - onepauus



[lepBad xupypru4yeckasa cragus

Norwood Norwood-Sano Hybrid
Atrial septectomy Atrial septectomy PFO stanting+/-
Neoaorta plasty Neoaorta plasty PA banding

BT or central shunt RV-PA conduit PDA stenting
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[locneonepaunoHHoe BeaeHUe

BaxxHas nHdopmaums od onepauum

Kakasi onepauymusi bbina caenaxa.

LLyHT/KOHOYNT (3.5-4 mm shunt; 6 mm for conduit)
Ha Bbixoge ns ANKa?

(a) KOHTPaKTUNLHOCTbL Ha TOE

(b) nosa npeccopos (epinephrine)

(c) HapyweHuna putma (kakue: JET, Block, SVT)
[emocTas? Hyxxga B C3[1, kpuonpeuunnutare, Tpombomacce
KPOBWU

BeHTnnsumnoHHble npobnemsl? MNosnuna AT
BeHo3Hble, apT, goctynbl: RA lines, art lines, central
lines. Pacing wires. [lpeHa)kHble TpyOKun?
OnutenbHocTb AVKa!?, aopTanbHOro nepekpbiTma?

. OTKpbITa nNu rpyaHaa knetka n nodemy?



[locneonepaunoHHoe BeaeHUe
[lepBble 2 4Yaca

1. OcmoTp: Ayckynbsrauus (nosnumns Tpyokn),
MHTEHCMBHOCTb LLyMa LUYHTA,
Pasmep neyvenn, LUBLO (pre-load),
[Tynbc, KoOHeYHOCTH, anypes (cardiac output)
AL, YCC, J3KT.
2. DapmMmakoTepanus:.
Inotrops: Epinephrine, milrinone, vasopressine, nta
[MpogorkanTte YTo Ha4Yan aHeCcTe3nNOrIOor.
ga)HO: [lpeccopbl B HageXHyto, otaenbHyo U. BeHy (RA)
6e3 KO-BBEAEHUS APYIMX NpenapaToB, XXNOKOCTM.
Cepauna: Fentanyl 5 mcg/kg/hr, add Vecuronium npwu
OTKPbITOWN FPYAHON KNETKE.
gaxkHo: Fentanyl and Vec. [NpuBenet k Bazonneruu.
[ToHapobATCcA aKcTpa OostoChl.




[locneonepaunoHHoe BeaeHUe

[lepBble 2 4Yaca

2. ®apmakoTepanus .
Xunokoctb: 5%I, 2Na?*, 3-4K*,2.5 Ca** (meqg/kg/day) 80mn/kr
AHTNOKMOT: Amp+Gent. OTkpbiTasa rpyab: Vanc+Gent (Zosyn)

3. Pecn. nopgaepxkKa: PeHTreH, nosnumns Tpyoku!
HauvanbHblie: SIMV napametpsbl: Rate: 35-40/min.
PIP: 20-22 cmH,0,
PEEP: 5 cmH,0, FiO, 1.0 6eictpo (10-20 MuH)
cHmxkaem: Sa0, at mid 80s.

gaxxH0: PebeHok B Hapkose. [Npoaykuna CO, CHMXeHa, He HyX
HO “rHaTtbca” 3a paCO, Ecnm < 35 mmHg, »xaute 1 yac.



[locneonepaunoHHoe BeaeHue

[lepBble 2 Yyaca

4. HabnogeHue 3a remMocTasoMm:
BHumMmaTenbHO oTMeYyaeM gpeHax Kaxable 30 MUH.
He gomxHo ObiTb 6oriee 5 mi/kg/hr.
Use Oputpo-maccy, Cryo, FFP, PL
Llenb: Ht = 35-45%.
HexenatenbHo: Ht > 50% (Tpomb03 LwyHTa)

Ecrnu remocTtas HopMaribHbIX Nocrie 2 YyacoB HabnogeHus
PUCK KPOBOTEYEHUA MUHUMATbHbIN



[locneonepaunoHHoe BeaeHue

[lepBble 2 Yyaca

5. Bonemus: ®uspacteop (10 ml/kg per bolus)

Korga: Havano cHmxkeHuna AL.

Kak: OueHute pasmep nedveHn. Hagasute Ha Hee 10 cek, ecnu
Ecrin AQt, UCC I : 6ontoc (10mn/kr 3a 10 - 30 MuH).

BaxxHo: Ha naHHOWM cTaguu, xungkocTtb Becerga (1) ynoer B
MHTEPCTULMANbHOE NPOCTPAHCTBO, BbI3OBET OTEK JIETKUX,
oOLLNN OTEK.

[MoBbiweHne FiO, xoTb N oXXugaemo, HexenaTtenbHo.

Ob6bi4HO: 1-2 bontoca 3a 2 nepBbIX Yaca.

Uem donbwe AUK mem bornbwe nopo3Hocmes cocydo8 mem
bosnbwe Haoo xuokocmu



[locneonepaunoHHoe BeaeHue
[lepBble 2 - 12 yacos

[TIporHo3npyemMelie nNpodnemsol

1. Basonnerus n npoHMuaemMocTb cocyaoB (Hapkos, AVK)
Cumntomsbl: 'nnosonemuga; YCC, ALl, LIBL, ne4yeHb, anypes,
NynbC, KOHEYHOCTN.

Jleyenmne: O6’'em, OP (penko, 5% albumin) 10ml/kg/20-30 min
noka: NleyeHb 2 cm, CVP =~ 8-10 cm
ALl (mean = gestational age + 5 mmHg), auypes
MnuHMMym 1 cc/kg/hr.

Ecnn B TedeHune nepsbix 2 Yacos (>30 mn/kr, AVUIK > 3 yacos
FIO, > 0.7, caxap < 5.5)

Start hydrocortisone 2-4 mg/kg/dose kaxgble 6 hrs; 4 - 8 0os.



[locneonepaunoHHoe BeaeHue
[lepBble 2 - 12 yacos

[TIporHo3npyemMelie nNpodnemsol

2. Myocardial “stunning”, “oueneHeHue” Mnokappa
(bypass-AWK, surgical cardiac trauma)
CumnTombl: CHMXKEHA KOHTPaKTUrbHocTb; ALl, nynbc cnabee,
KOHEYHOCTM XonogHoele, anypes, nakrat, ECHO.

JledyeHue: Inotrops; Epinephrine 0.03 - 0.07 mcg/kg/min up to
0.3 (doses > 0.1 mcg/kg/min suggest dysfunction
beyond myocardial “stunning”)

Vasopressin 0.0005 - 0.005 mcg/kg/min (if HR >190)
Stop afterload reducers (!) Milrinone etc.
OueHnBanTe HyXXay B rnpeccopax Kaxable 8 - 12 u.
Kputepun: ALl u gnypes (!)




[locneonepaunoHHoe BeaeHue
[lepBble 2 - 12 yacos

[TIporHo3npyemMelie nNpodnemsol

3. l'mneprnnkemus: 150 - 300 mg/dl (stress+iatrogenia)

Cumntombl: Ocmogmnypes (contributes to hypovolemia)
Bbi3biBaeT yBenunyeHne Lactate nHrmoupys
HeOrs1toKOreHes.

[MTooxoa: Ncn. 5% I, TonepaHTHOCTL Ao 250-280 (10),
rmneprinmkeMms nponaet vyepes 4 - 6 4acos.
NHcynuH (oveHb pegko): 0.02 unit/kr hr, npekpallaem
npun 250.




[locneonepaunoHHoe BeaeHue
[lepBble 2 - 12 yacos

[TporHosmpyemeole rnpobremol

4. OKcureHauma v BEeHTUNAUUA NPU OOHOM XenyaouKe:
Lenb: SaO, 80s, paCO, 40s mmHg.
JleroyHown KPOBOTOK 3aBUCUT:
(a) cepgeyHoro BbIbpOCa,
(b) pyHKUMM WYHTa
(c) JICC, PWR.
CepaeyHbin Bbibpoc. Onpegenstowmm oyaet AL
NHorga (ocobeHHo npu BT wyHTe, noBbiweHHoM JICC) Al
Hapo gepxatb ALl BbllLie HOPMbI YTOObI MOMOYb CUCTEMHO
Nero4HOMYy LUYHTUPOBAHMIO.
K 12-24 hrs oTek B MecTax KpenmneHua LUyHTa COUOET U
OKCUreHaums yny4dmnTca U npn HopmasnsHom A/l
Ucnonb3yem: AOpeHarniuH u Ba3sonpeccuH, [uOpokopmu30H




LUyHT:  Not in our hands,
[MpodomnnakTmnka Tpombo3a:

Ht He > 50%), PasymHoe ncnonb3oBaHne hakTopos
cBepTbiBaHuA. Tu He nepenmeaem ecnu > 50 TbIC.
Utepnpetauna Sa0, Bcerga c y4eToM PyHKUNU LLYHTA:
LLym, OXO-KT.

Penko, ucrnosne3yem heparin drip 20-30 u/kg/hr (24 4aca).

PWR/JICC

(1) FRC-doyHKL, ocTaT, 0bbeM nerknx onpegensdet JICC -
aTernekrtasbl, JOJSIEBOM KOmmarc nerkux: KpUMmHar.

NO (20 ppm) ecnu: SaO, < 80s and FiO, > 0.7.

BY BeHT oscillator (very rare) in severe cases: Sa0O, in low 70s,
60s on NO, FiO, 1.0



HFO:

SensorMedic
3100A




[locneonepaunoHHoe BeaeHue

[lepBble 2 - 12 yacos
[TIporHo3npyemelie nNpodnemsl

5. [lnype3s: Bcerga cHuxaetca K 12 yacam
npunymnHa: Post-op Hyperaldosteronism +/- mild miocardial
“stunning”, pegko oTHocUTerNbHas rMNOBOSIEMMUSL.
Cumntomsbl: =12 hr post-op anypes 0.5 - 1.2 cc/kg/hr
[Mooxon: Lasix: ecnun sonemua OK, 1mg/kg TID or QID
Ecnn cocyabl npoHuuaembl, ALl o4eHb YyBCTBUTENLHO K
Bosiemun; Tutpyem nasumkc 0.1 - 0.3 mg/kg/nr

Uenb: Aunypes 3-5 ml/kg/hr

6. Ba3zonnerunsa ot cepauum.
CumnTtombl: 4yTb cHMX. ALl, Stimulate (mild pain), HR, BP will
INncrease.
[Mooxoa: CHM3UTL nnun npekpatutb fentanyl,
nepentn Ha Morphine 0.1- 0.05 mg/kg dose.




[locneonepaunoHHoe BeaeHue
[lepBble 12-48 yaca

TepaneBTnyeckme Lenu

1. CtabunbHbin gnypes: 4-5 ml/kg/hr, otpmuatensHbin 6banaHc
XUOKOCTM.

2. Hepxartb ALl ymMeHbLLaga npeccopsbl, obaBneHue
munpuHoHa (0.3 - 0.5 mg/kg/hr)

3. Cepauua mnHumanosHas (MopduH), cHmkas Resp. Rate
(cHmxeHmne PIP (Vt) puck atenektasa (!).
ECJIN. TpyoHas knetka oTkpbiTa Fentanyl continues at

5 mcg/kg/hr. Morphine can be added, to avoid Vec (it causes fluid

retention). Expect chest closure at 24 - 72 hrs.

4. JkcTybauus: ctabunbHas remogMHamuka, akTMBHoOe

CNoHTaHHoe, AbixaHue: Ha Y[ 20/muH. No pressure support.



[lMepea AKkcTybauuen



[locneonepaunoHHoe BeaeHue

[Tocne akcTybaumm

1. CPAP/TIAKB (5 cm H,0).
Ontnmnsnpyet FRC, PVR
Ob6bI4HO Hago 12-24 yaca. Ecnu HyXHO gonbLue (?)

NLWLKX NPUYKHY:. anadparma?, mapruHanbHbin WyHT?, JICC

2. ['lnTaHune: monoko, cmecb 5 ml q 3hrs yeBennymneas,
5 ml kaxable 6 hrs. Kak Tonbko Tonepupyet 100-120 ml/kg
yBenun4imnesaem ot 20 kcal/oz (0.67/ml) to 24 kcal/oz
(0.9 kcal/ml). MoxHo gobaBnsiTe NOPOLLKOBOE NMUTAHME.

doopTdOUKATOP MaAaTEPUHCKOro MOJSoKa.

3. Ha 7 - 14 cyTku BbINnUCbIBaeM JOMOM.



[Nlocnepywouwmne onepauun

supernor
Veia

Blue blood directed

straight into lungs ventricle

Tricuspid atresia

2 - b MecC 4 -5 nert
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