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EOQVNHCTBEHHbIN XXenyaoyek
CoBpeMeHHble MeTOAb!
KoppeKkunn
KnnHunyecknn cny4vyamn

BeinonHuna: 3ybkosa Kupa ArnekceeBHa
5 KypcC
JleuebHbIn dhakynbeTeT



EAQnHCTBEHHbIN Xenyao4yek (EX)

single ventricle
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E)X no Van Praagh

EXX nmeert

o CtpoeHune JIXK (78%)

o CtpoeHune INMX (18%)
 HeonpeneneHHoe cTpoeHue (4%)

PacnonoxeHne marnctparbHbIX COCYOOB:
* HopmarnbHoe

« TpaHcnosnuugd

o OOWNM aTPNOBEHTPUKYNAPHbIN KaHan



YacToe co4yeTaHue c apyrmmmn
BlC

 CteHo3JIA, aTpesusa JIA

« Koapktauua AO, atpesus gyrn AO

« OAIl, ABK, OMII

* [laTtonormna AB knanaHoB
 YacTuyHbIK/TOTanbHbI aHOMarbHbIN
OpeHax nerovHbiX BeH

Pulmonary valve stenosis




anungemuonornsa EX

e 0,13 Ha 1000 HOBOPOXXOEHHbIX
e 2.5% ot Bcex BIC
e 5.5% oT Kputn4veckmnx BINC

[TporHo3 ectecTBeHHOro TeveHunst EXX HebrnaronpusiTHbIN:

« 0e3 ornepaunu Ha NepBOM roy *XM3HU NeTaribHOCTb
55-67%

* K10 rogam — 0o 90%



IMOpumornorus
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[emoOonHamMmumkKa

[eMoamMHaMun4yeckmne HapyLleHus
onpenensioTCs CTENEHbI0 apTepuarnbHON
rmnokceMmnm

Pesynbtupytowada Sp02 75-80%

KnuHuka onpenenseTrcs NerovyHbIim
KPOBOTOKOM. YeM OH BblilLEe, TEM OLICTPEE
pa3BuBaeTcA neperpyska EXX n
CKnepoTuyeckme NsMeHeHuns B cocygax
nerkux

ConyTtcTBytowmnm cteHos J1A
cnocobcTeyeT boree measieHHOMY
pa3suTtnto CH, Ho bonee cTonkon
apTepunanbHON M’MNOKCEMUN.

single ventricle



KnuHnka

BeicTpoe pa3sutue HK*: &
 LinaHos
e OablKa

* [enatomeranus

* Xpunbl B NErKMUX

* HapyweHusa putma

*HK — HepocTaToO4yHOCTbL
KpoBOOOpaLleHunsa



[lnarHocTunka

« AycKynbTaTuUBHas KapTuMHa cepaLia 3aBUCUT OT
COYETaHHbIX MOPOKOB

e X-ray: OLIEHKa JIero4HOro pUCYyHKa,
pacLUMpeHnsa rpaHunL, cepaua

o OKI

« OXO-KI — Begywinm metoq ANarHOCTUKN
« KaTeTepusauyusa cepaua

* ApTepmokopoHaporpagus

« MPT






JleyeHne

1. KoHcepBaTuMBHOE:
— [lpocTtarnaHguHbl E
— CeppaeyHble rmukosnabl (aurokCcuH)
— [nypeTtukn (BepOoLUnNMpOoH, ypocemMmuna)

2. Xupypruyeckoe:
— [lannmnatnBHasa KoppeKuus

— OpHoxenygoykoBa remognHaMmmnyeckas
KOppeKL S

— TpaHcnnaHTauua cepaua



XUpyprmyeckoe ne4vyeHue

1. [NlannuatneBHaga KoppeKkuuns
 ATpunocentocToOMUS:
mm) NMpouenypa PawkuHaoa nnn bBACCH*

=) NpoLieaypa Napka nnu HoxxeBas aTPUOCENTOCTOMMUS

mm) CTEHTMPOBaAHNE MI1C (mexnpencepaHou
neperopoaku)

*BACC - bannoHHagd



[TannmnaTtnBHaga KoppeKkyus

« CyxeHue J1A — onepauuna Mronnepa
* CUCTEMHO-NEroYHbIM aHACTOMO3
mm) MOOKIHOYNYHO-NErOYHbIN

m=) aOPTO-JNIErOYHbIN



XUpyprmyeckoe ne4vyeHue

2. lemogmHamMmmnyeckas (ogHoXKenygo4koBas)
KoppeKLus

« HanoxeHne gByHanpaBneHHOro
KaBonynbMOHarnbHoro aHactomo3sa (L4KI1A)

 Onepauunst PoHTEHA (€€ pasnuy
3. TpaHcnnaHTauusa cepaua




[1ByHanpaBneHHbIN

KaBonyrbMOHaribHbIN aHACTOMO3
(OAKT1A)

*AHacTtomo3 mexay BlB n J1IA Biireciona) Glenn for HLHE
KOoHeL B 60K

+pasrpy3ka EXX 6e3 ycuneHus
I1ErO4YHOro KPOBOTOKA

‘Moandpukaums onepaunn [ meHHa
(aHaCTOMO3 KOHeL, B KOHeL,)

*OpurnHanbHaga onepauyms
conpoBoXxaanacb pa3BUTUEM
apTepMOBEHO3HbIX PUCTYyn B 31 —

42% cny4vaeB*

The Society of Thoracic Surgeons 2016 Jan;101(1): Half a Century's Experience With the
Superior Cavopulmonary (Classic Glenn) Shunt




OKT1A

The bidirectional cavopulmonary shunt improves systemic arte 12 13 16 nauneHTos, hrk or pulmonary
vascular resistance. Since 1983, 17 patients have undergone |  MEPEHECEHHbIX AAKIA, nMenn s 12 secondary
operations). Diagnoses were single ventricle complex (n = 4), xopowune otaaneHHble stic left ventricle (n = 3).
Age at primary operation ranged from 3 1/2 to 30 months (meg rnocneonepaunoHHbIe at secondary operation
ranged from 10 months to 14 years (median 15 months). Sevgd  pesynbrathl. Ix catypauns  fhout cardiopulmonary
bypass (six via thoracotomy and one via sternotomy) and 10, ) BbIpOCHa C 69 00 83% b group had additional

; Ur patients;

procedures: takedown of modified Blalock-Taussig shunt, severrpamets, Tevistom o)
reconstruction of pulmonary arteries, four patients; tricuspid valvuloplasty, one<gas
(1/17) operative death (Damus procedure). One patient required early revision. F rom 1 to 53 months (median 23 months).
Twelve of 16 had a good to excellent [ate result, with a rise in mean arterial oxygen s from 69% to 83%. Three patients died late (4 t
53 months) (pulmonary vascular disease, pulmonary arteriovenous malformations, and pfieumonia, one patient each). There was one late
failure (converted to Glenn shunt). The cavopulmonary shunt is an excellent palliative procedure when right atrium-pulmonary artery
connection (modified Fontan) must be deferred because of age, weight, or anatomic considerationyNye patients have undergone right
atrium-pulmonary artery connection later. In addition, at the time of the modified Fontan operatig \Quimonary shunt approach may
optimize the anatomic connection (eight additional patients).

ocedure, one patient. There was one

J Thorac Cardiovasc Surg. 1990 Jul:100(1):22-9 The btamectional cavopulmonary shunt




OpurnHanbHas MeToguka onepauus
DoHTEHA

1968 r npu aTpe3nn TpUKycnnaanbHOro KnanaHa

-~

FIG. 1. Case 2. Tricuspid atresia type Il B. Drawing illustrates steps in surgical repair: (1) end-to-side
anastomosis of distal end of right pulmonary artery to superior vena cava; (2) end-to-end anastomosis
of right atrial appendage to proximal end of right pulmonary artery by means of an aortic valve homo-
graft; (3) closure of atrial septal defect; (4) insertion of a pulmonary valve homograft into inferior
vena cava; and (5) ligation of main pulmonary artery.

Surgical repair of tricuspid atresia F.Fontan and E.Baudet Thorax. 1971 May



ToTanbHbIN KAaBOMYNMbMOHAabHbIN
aHactomos (TKI1A)
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Mopagundunkaumna Bblbopa

TKMA n 3K
» Llenb uccnepgoBaHus:

CpaBHeHWE paHHEN CMEPTHOCTU, TpeboBaHUSA
nocreayrLLero XMpyprmieckoro BMeLlaTesibCTea U
ONUTENBHOCTL NPedbiBaHUS B CTaLlMOHApeE nocne
onepauumu

* PesynbraTthl:

O0bLwas cMepTHOCTb cocTaBuna 3,5% (37 n3 1071)

 BbiBOObI:

CyLleCTBEHHbIX pasnu4ynm no cpaBHMBaAEMbIM
napametpam mexay TKINA n 9KK He Obino



Hanbonee yacTtblie OCNOXHEHUS
nocne onepaunn PoHTeHa

 [IneBpanbHbIV BbINOT

* HepgocTtaTouHOCTb KpOBOOBOpaLLEHUS
* HapyLwieHune putma

« BSIT*

* [le4eHOUHbIE HapyLLUEeHNS

*b[3l1 - benkoBo-gedpuymTHas
QHTEDOIMNATING



3aKknryeHume

« [KI1A - gonrocpoyHas nannmauma y naumeHToB C
EXX 6e3 nocneayowen onepaunm GoHTeHa

« Pesynbrathl onepaummn HanpsiMyro 3aBUCAT OT
XKECTKUX KpuTepueB oTbopa NnaLnueHToB

« Onepaumnto DoHTEHa - «MOCT» K Nepecaake cepaua



[TauneHT M.

* BTopou 13 oBONHM

 [lon »XeHcKknmn

« Bec2343r

e [1nnHa 49 cm

* OKPY>XHOCTb rosioBbl 29 CMm

* OKpY>XHOCTb rpyamu 29 cm

* OueHku no Anrap 7/8 banrnos



AKYLLIEPCKO-TMHEKONOTrM4eCcK1n
aHaMHe3 maTepu

» 2 DepeMeHHOCTN OT OHOro bpaka, 2 poaoB
 [lepBasi bepemeHHOCTb (2010r)
— TeyeHune 6e3 0cobeHHOCTEN

— CBOEeBpPEMEHHLIE ornepaTmMBHbIE poabl Ha 38 Heq
(cnabas pogoBas AesATeENbHOCTb, IMLEBOE
npeanexaHue)

— ManbyukK 2750/49 (pacTeT 1 pa3BmBaeTCs CorfnacHo
BO3pacTy)



AKYLLIEPCKO-TMHEKONOTrM4eCcK1n
aHaMHe3 maTepu

HacTtosuwasa 6epeMeHHOCTb

* | TP: TOKCUKO3 JIErKOWU CTeneHn. BbICOKNN pUCK
XPOMOCOMHOW NaTonornm

|| Tp: 63 0cobeHHOoCcTEN

Il Tp: BoIABNEH BIC 2 nnoga (TMA, dpyHKUMOHaANLHO
OOLLININ XKeNnyaoYek)

« O6wasa npubaBKka B BECE +8 Kr
PonoopaspewieHne nytem KC:

* 1 13 OBOUHM OeBo4YKa 2070/44 ; 7/8 6annos
* 2 U3 ABOWHU OAeBoYKa 2343/49 ; 7/8 bannos



[TepBUYHbLIM ocmoTp B OXH

CuctemMa nuuieBapeHus: XMBOT 0ObI4YHON OPMbI, MATKUN;

NeyYeHb +1 CM; ceneseHka He yBenunyeHa; CTymn — MEKOHWUM
MoyenonoBas cuctema: Hapy>kHble NosIoBble OpraHbl

cdhopMmnpOBaHbI MPaBUMBHO, MO XXEHCKOMY TUMY

Putm npasunbHbin. HCC — 142 ya. B MuH. CepaedHble
TOHbI FPOMKUE, BbICNYLLUNBAETCH CUCTONUYECKUN LLIYM
cpenHen cunobl. [Nepndpepuydeckaa nynocauyms
AocTaTo4vyHasi, CAMMETPUYHAS

OTeKkoB HeT



Ha3HadyeHune

MOHNTOPUHT BUTANbHbLIX QYHKLNNA
HY3MOHHaa nogaepXka rnoko3a 5%

OHTEparnbHOE NUTaHMe MONTOYHOU cMechto «HaH» no 5-10
MJ1 KaXable 3 Yyaca

[MpodomnakTruka remopparm4yeckon 6ornesHu
HOBOPOXOEHHbIX: BUKacos 1% 0.2 cM B/M

[TpobunoTtnyeckas npodunakTmka: ouprnaymoakTepmH n
naktobakTepum rno 540*2p/cyT per os



Pesynbratbl 006crnegosaHun Ha 1 c.
X.

 HCI (HempocoHorpagus)
— CTPYKTYPbl FOSIOBHOIO MO3ra pacrosfioXeHbl MpaBuibHO
— MOJIOCTM XKeSyao4KoB HE pacLUMPEHDI
— COCYOUCTble CNNeTEHNA CUMMETPUYHbIE
— OHOPOHbIE OYaroBbIX N3MEHEHWNN HE BbIABIEHO
e Y3 OBI1un noyek — usmMmeHeHunm He BbISIBIIEHO

« Jlab.uccnegoBaHusa: BocnanmTenbHbIX U3BMEHEHUN HET, HB 228
r/n; RBC 6.39*10 * /n; 06wt 6UnnpyomH 33 MKMOMb/N; NPSAMOW
BMNNPYOUH 4.8 MKMONb/ I




Pesynbratbl 006crnegosaHun Ha 1 c.

K.

o OXO-KI(1 yac xun3Hun): PB 68%
— TMA ot dpakTnyecku EXX — oBynputo4Horo, 4ByOoTTOYHOIO.
— MII1C 5,2 MM, neBo-npaBbin COpOC
— OAI15,5 MM, nepekpecTHbIN cOpocC
— YMepeHHoe yBenunyeHue (111
— 3HauunTernbHoe yBenuyenume NX

e (B guHamuke) PB 70%

— (PYHKUMOHANbLHO OBYNPUTOYHbLIU N ABYOTTOUYHbLIN EX
(NnpaBbIn, TPAbEKYNAPHOCTL NOBLILLEHA)

— TMA
— MIC -5,4 mm
— OAll-4,0 Mm

— [lpencepoua He yBeNUYEHLI



PeHTreHOBCKOE nccriegoBaHume

OpraHoB rPyaHOU KNETKU 1C.XK.
: ql

[ opn3oHTanNbLHO
PacnosioXeHHbIE
pebpa
*[1pukopHeBOE
ycurneHue
Nero4YHoro pucyHka
*Pacwinpena
npaBag rpaHuua
TEeHu cepaua

*KTW ~50-52%
*TeHb neyeHn
*Bo3ayLUHbIn
Ny3bIpb Xenyaka
*HasoractpanbHbIn

30HA /

*KTU — kapanoTtapakanbHbI MHOEKC — OTHOLLEHWE AnameTpa
cepaeyHon TeHn K basarbHOMY AMaMeTPy rPyAHON KNETKN




[lpeaBapuTenbHbIA AMarHo3

OcHoBHou: BI'C- dpyHKUMOHaNbLHO
OBYNPUTOYHLIN U ABYOTTOYHbIN EXK

CoyeTaHHbIN:

* TPaHCno3numna marnctpanbHbix aptepun(TMA)
» MexnpeacepaHoe coobuieHune (MINC)
* OTKPbITbIN apTepuanbHbi NPOTOK(OAIT)

OcnoxHeHug: |

K 0-1 cTeneHu

ConyTCTBYKOLLIMW: MarioBECHbIU K CPOKY rectauum




Ha 2-e c.X. nepesoa B OlNNH2 ans
nanbHeunwero oocnegoBaHUA U NeYeHus



40

UCC
ya/MvH

Sp02 (%)

Llepebp.
aKTUBHOCTb

[eyeHb
CM.
Anypes
MI/Kr/u
[MuTanmne

BepoLunnpoH +[JMrokcumH
A wmr/kr/cyT*2p/n T dypocemng,

41-44 4 44-50 44-50
x-ray ObILLKA oAblLLUKa oAblLUKa
CEIELLIE ++XPUnbl +XPUMbI
NEro4HOro
148 I pucyHka pxukapauns oo 170-180
97% 95% CHWXHUe no 78%
HopmanbHas CHmxeHune
+1.5 0o +2.5 +2.5-3.0 CM

YBenunyeHue guypesa ot 3.0 40 5.5

cocka Cocka/30HAa,

+
1.0Mr/Kr/cyT per - 3-0M[/KF/CYT

g o STV ITETEY.S I-\II-\



Pesynbrarthbl 3I<I' Ha 14 C.X.

*30C HopmanbHas
*Hecneumngunyeckoe
HapyLueHue
BHYTPWXENYa04KOBOU
NpoBOAMMOCTH (QRS
~1c)

*HapyLueHve
npoLieccoB
penonapusaunu
MUOKapaa »ernyao4koB

(oenpeccusa ST)

*P-nynbmoHane
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16 C.XK.

Pesynbratbl 9x0-KI™:

‘OB 67%

«[1BYyNPUTOYHBLIV
eanHcTBeHHbIN K, B
NpaBoOM Xenygo4ke
cdopmunpoBaHsbl 2
KOHYCHbIE NeperopoaKku
6e3 0b6CTpyKuMn BbiXxoaa B
NNAn AO

 TMA

*OAIll 6 MM

«[AMI1I'T BTOPpUYHLIN LEHTP
10 MM

*YBennyeHne kamep

cepaua
Jlero4yHasa rmunepTeH3nd




16C. K. (BnOeo)




* [lpnHATO pelleHne o nepeBoae NaLneHTa
B B OTAENEeHNe 3KCTPEHHON XNPYPrnum Ans
onpeneneHnsa oobema onepaTMBHOU
kKoppekuun BINC

* BoinonHeHa onepauna Miwonnepa (cyxeHue
NnA).

* [locreonepaunoHHbIN nepuop 6es
OCODOEHHOCTEN.



~

Ha naHHbI MOMEHT

e CocTOodHME
yOOBIETBOPUTENBHOE

 CoceT cama
* B Bece npubaBnset

* HeBponornyeckum ctaTtyc
COOTBETCTBYET BO3pacTy

* JleyeHune - BEPOLUNNPOH
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Cnacnbo 3a BHumMmaHue!




