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Total anomalous pulmonary venous return (TAPVR) iulsavilafinisuariliseiinden
RnnnsTivaenEenUon (pulmonary veins) s 4 1 ladeilaviesuusne (left atrium,
LA) uanaduinsdnsieludiduvesvasndensilig (systemic vein) 3o Wilaresuuen (right
atrium, RA) vTﬂﬁLﬁamﬁﬁﬂ%mmaaﬂ%wuqamﬂ pulmonary veins Traufu Henfifiusunm
panBiausian systemic vein ifthelsatifesdisiainilsiumilatiesun (atrial septal defect, ASD)
Wislrinslradaveadonvinuatludne (ight to left shunt) vilsildesdulugwilavesuudne
(left atrium, LA) wazanagne (left ventricle, LV) favudilssnened cardiac output LNENNWE
MNLASIAS19UBe TAPVR ﬁmsaw?aﬁmﬁq@ﬁy’u (TAPVR with obstruction, obstructed TAPVR)
fisunisriouiazth oxygenated blood Wihgiilavies! ASD vunadndslaiifisswe azvilimsn
il pulmonary venous congestion Wag pulmonary edema Laegundusiuiufonainuia cardiac
output ltheazvieu Wen uandedinls dndulsaiilafinmsuinniliniinings (critical congenital

heart disease, CCHD) F40Un17¢L399UABINI5NITS N AN SHIGALA LY

AITUNNNY

18915 TAPVR nSausnlne Brody Tutl w.a. 2485 Tnefienuiiaundd pulmonary
veins 373 4 i s LA windusimadiasteriu systemic vein vse RA prmiiaunfusinidiasues
pulmonary vein Fnulgludnuazadraii fie total anomalous pulmonary venous drainage
(TAPVD) I0e TAPVD axmngdia n1ed pulmonary veins A§ULN LA puun@ wadan uinun®
SuiivhlidonunsnUenvialuda RA Wy malalignment of atrial septum %38 common atrium

TAPVR WupnuAnunfuwsiiidsvesiilainusuduanufinunfduluimlalives Saus
supnududoulumsquasnuliilu 2 Ussande

1. Isolated TAPVR 8 TAPVR finugauifu ASD wag/vi3e patent ductus arteriosus (PDA)

2. Complex TAPVR fla TAPVR finusasifuanufinisusriniiinvesiilauenain ASD uae
PDA 11U tetralogy of Fallot (TOF), ventricular septal defect (VSD), lspslafinsusniiiiia
N&Y heterotaxy”

Tuunilaznaniaanig isolated TAPVR Ny
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Pulmonary Venous Return 25

A21UYN

TAPVR nulauszanaSeray 1-3 vadlsamlannisuanida” wagnulssanuiosay 7-9
YensnAediaw 100,000 518 Tnewulunerneunidu 2 whvsanands mmaﬁuﬁﬁwaq
nsiAnlsALSsliFaay uilsenuinumudusiugssrinamsnidu TAPVR fusnseniild
Suansneia, Aty waresuuas savalinsAnyfeansiugnasuiiiiedeniafslsatilng
i candidate gene 2 ¥iln Ao TAPVRI gene a7n astulon d4ql2 Saflkadentsasaaonden
(vasculogenesis) Wag ANKRD1/ CARP gene mﬂiﬂﬂﬂ%u@'ﬁ 10 %ﬂﬁmaﬁiam'ﬁﬂwﬂmmﬂﬁ@
voaileifierila cardiac transcriptional regulator uaNaNt TAPVR FaNUTINATUNGUDINTNNY
Wuqﬂiim (genetic syndrome) laitis3oeag 4 lawA Holt-Oram syndrome, Noonan syndrome,
lvernark syndrome, chromosome 22 partial trisomies wag Williams syndrome 119518

Sasnsiindnluaseunsdmsu TAPVR th Ssladniau uaiinsfnuniluansdanisiin

FIUATBUATIAERN NIl USRI UREINUDY 42 AsaUAT?”

NYISENIN

YueINtUATINeTY 26 U pulmonary venous plexus dwitanasaduven Je
splanchnic plexus Jzdeusiru anterior cardinal way umbilicovitelline vein Tne anterior
cardinal vein %Lﬁigﬂu superior vena cava (SVC) 9UASE18 coronary sinus Lag
azygous vein @ umbilicovitelline vein agiasay.du inferior vena cava (IVC) wag portal
vein

GiamLﬁamiﬂIumiﬁmq 28-30 U 9xUN19L939U89 common pulmonary vein
AnTunSeufunisuds primitive atium [udeuazam (cardiac septation) Usvanasfudl
30-32 axiinsdousiafiu common pulmonary vein wazntadnumdwesd LTz iy
LA (dorsal roof of left atrium) Imaaguiiw’j’m right Lag left hormn ¥4 sinus venosus WagLin
i pulmonary veins WWoxu LA siaanudindidonsewing splanchnic plexus wag anterior
cardinal vein iU umbilicovitelline vein azganaly Fadunisuien pulmonary venous system

89NN systemic venous system ALUN 177
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gﬂﬁ 1 uanamsidenes splanchnic plexus AU anterior cardinal Wag umbilicovitelline system
gﬂﬁ 1.1 deunfinsiienvas common pulmonary vein fu dorsal roof wae left atrium w¥euffunns
#1 cardiac septation g‘dﬁ 1.2 fimsaaneymadensening splanchnic plexus AU anterior cardinal Wag
umbilicovitelline vein gﬂﬁ 1.3 pulmonary veins 1 4 uideudeidiiniiwes left atrium atsauysal
gﬂﬁ 1.4 (CPV, common pulmonary vein; LA, left atrium; LCCV, left common cardinal vein; LLB, left
lung bud; RA, right atrium; RCCV, right common cardinal vein; RLB, right lung bud; UV, umbilical vein)
(FiawdaunanenasaeBaiieay 8 way 10 lnelasuaunn)

TAPVR Wunaannanuinun@annniseu (atresia) W9 common pulmonary vein vl
lAnmsidienves pulmonary veins fu LA”'” Darling wavmase " wis TAPVR snudnuase
yemEImemuined pulmonary veins Wideudu 4 wia Mo supracardiac type,
cardiac type, infracardiac type wag mixed type yenanEdnMsAnw Ny pulmonary vein
voe5the TAPVR %ﬁmmﬁauLmaqmﬂ:ﬁmﬁ%m (histological change) LAndikasiBNTAT1
vaenden (arterialization) $3ufUN15AA pulmonary venous hypoplasia Fadwalviings
geneivesiotmdeduten (pulmonary lymphatic vessel) ¥1l9An pulmonary lymphan-
giectasia Viilnmssiiulsadiamaguusanniu wasfiudamnsmeld

TAPVR 4 sfinfidnuaisnedanimnaifu (qUit 2) sl o

1. Supracardiac type LHuniinuesnnaiiaundfimulsnniian Tnowuuszsnndosay
48.6 vy TAPVR favun ufaunAvininy pulmonary veins agludouifudaumes
cardinal system E1uM"4 vertical vein S1B9UINMSTUgRSANE WU fiumisd vertical
vein W@oufu cardinal system finuves fa left innominate vein, SVC uag azygous vein

NM3vemaanianty supracardiac TAPVR Tuu1asie flenainniseanuluseninams
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Pulmonary Venous Return 25

mﬂmﬁgﬂﬂmﬁﬁmmﬂmﬂuaﬂ (extrinsic compression) Ltu Srefifdnues pulmonary vein
TBETENIN left pulmonary artery (LPA) uag ductus arteriosus wignnaidenain LPA
way ductus arteriosus WiuduswnuvaendendiSendn drculus vasculosus, U518l
&mved pulmonary vein gANAEAIINNNTINEITENIN pulmonary artery branch Uay
bronchus $aifiediy, vissefinsiuuauvesgidanasaidon pulmonary vein U3l
\Jousiofu SVC e left innominate vein ¥3pU1518 pulmonary vein ganaLdsnan
aortic arch

2. Cardiac type WuUseanu3oeay 20 983 TAPVR Hae AruRsUnRvdaiinut
pulmonary vein WL coronary sinus YD) right atrium Imﬂﬂﬁjmﬁmu‘ﬁ’l coronary sinus $n
wilu isolated TAPVR ldtianin daunguividh RA sinwlu complex TAPVR 19 right
isomerism

3. Infracardiac type wuUszsnnudesas 20 vesfths TAPVR arwAaundlunguil
pulmonary vein 9z491 umbilicovitelline system #® portal vein, IVC, ductus venosus %39
hepatic vein Ingr1u descending vertical vein 184310 descending vertical vein 2198th
V@RI (esophagus) WAz esophageal hiatus asulutowior uasanifeuiudiud
weLdu ductus venosus Inguniviaspasnaiuves ductus venosus azaatauwazUnly Javinlei
wuﬁmiqﬂﬁguﬁuaa pulmonary vein (pulmonary venous obstruction) 1u;§ﬂwﬂzjuﬁmm7iqm

4. Mixed type wulszanaudesay 10 Wuwdafifinisdeusefinunfives pulmonary
veins MangaiLe T gﬂLmummﬁmﬂﬂaﬁwﬂéfﬂaaﬁa supracardiac type 3211 cardiac
type 5098911 A infracardiac type TuAU cardiac type wazfinuldiosde supracardiac
59U infracardiac type usfanuiinunfvia mixed type TAPVR azwuldifosdign us
dosnaufiaundrdatifiaududerlunsifaduasnaununisinum suviilgiRnenl
n19.Aa pulmonary venous obstruction liitios Chowdhury waganz” Fauenuszianaes
mmamﬂﬂaﬁjﬁmﬁ’lfﬁu bilateral Waz symmetrical pulmonary venous connection, bilateral
e asymmetrical pulmonary venous connection Wa¢ bizarre anatomic variant

AuRaUnEMenIEinAvesTilafinusely TAPVR wuldsesay 15 T6un PDA,
ASD, VSD, coarctation of aorta, TOF, pulmonary valve stenosis (PS) %38 pulmonary artery

branch stenosis'”
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gﬂﬁ 2 Total anomalous pulmonary venous return (TAPVR) 14 4 %t ANATHERI right to left shunt
WU atrial communication (CS, coronary sinus; IVC, inferior vena cava; LA, left atrium; RA, right atrium,

SVC, superior vena cava)

WHSEHI5INY

U@ systemic venous system 1eikn SVC wag IVC 141 deoxygenated blood 2151918
Tuwlatln ditelduaniudeufedivon 91t pulmonary veins az1h oxygenated blood
nndeanduitrgiilailsinelud systemic circulation

Tugfthe TAPVR wuih oxygenated blood 31nUenaliianunsaluanduiding LA snuunila
UARENAULIINIYG RA Wesiu deoxygenated blood 310 systemic vein Ju mixing blood Way
yiaas RV g pulmonary circulation 3nAsa waanasfiaunfivesnisluaiisudondnd
llatlewndesiudenusinamnniu vl RA uazitilaviosansun (right ventricle, RV) In
LA pulmonary overcirculation LLaZLﬁmﬂ’J’mﬁuLﬁ’e}ﬂU@@q\i (pulmonary hypertension) M1y
11l# wonaniifinelsaiwusosinisdaveadon léun PFO vi3o ASD Fadnuiu obligatory
shunt TlagdAdanwuU right to left shunt B mixing blood asnsaruludiilatlede

LLazliJ’sj systemic circulation 6
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lsAraonaen11nUe #WAY Total Anomalous Pulmonary Venous Return 25

2INILLATBINTTLEAIVDY TAPVR ﬂlﬁﬁmsﬁmsqmﬁumm pulmonary venous system

¥
=1(10,15,16)

TANUBANANGIY P9

TAPVR ﬁlﬂﬁmsqmﬁy’maﬁ pulmonary venous system (non-obstructive TAPVR)
Tufthemsnnguiiinedassimendeiildnanndsiu omsvesitheluiusniAnaemy
ansdendntesainnsnauiures deoxygenated waz oxysenated blood 71 RA $aufudl
fright to left shunt {11 PFO %39 ASDVLUE;I{ systemic circulation Lﬁamiﬂmq 4-8 §Uavi msn
AziinnudumuesaaenluUen (pulmonary vascular resistance, PVR) anas Usinauidon
alUlonldinnTu RA waz RV Fesduidonannii systemic waz pulmonary venous system
miinaemlaneuasiinnnuiuaesienuasUangs (pulmonary arterial hypertension)
wazluiangitheawiivinlavanie (right ventricular failure) pasnlel (U 3.1)

5U71 3 nslwadewdontes non-obstructive total anomalous pulmonary venous return (TAPVR)

v

JUN 3.1 systemic Uag pulmonary venous retum ngmilasuyn wilasurniudennnninuni

e

398 right side enlargement s1MIRBIBAY interatrial communication TWlinsanvaadenlunisde

=

nautazdl oxygen saturation E.jﬂﬂ’j’l obstructive TAPVR pulmonary venous retumn Alyananse

q
[

nauigvialald auiuionUendsge uavdwalyt low cardiac output Wazilisannle (U 3.2)

TAPVR ﬁﬁmm@ﬁgu%aﬂ pulmonary venous system (obstructive TAPVR)

Obstructive TAPVR wuldpsfisdanas 50 vasiithas TAPVR samun ' Tnewutesitan
Tu TAPVR (3U71 3.2) ¥ila infracardiac (5oeay 47 903fthe obstructive TAPVR) 58483378
supracardiac TAPVR uagwutiaesnluviia cardiac TAPVR nalnmsifinnisgaiuveaienann



pulmonary venous system wansfiumLEinTes TAPVR usdlaeviluidnain 2 Usenis fie
1) m'iqﬂﬁguﬁ pulmonary venous drainage 2MNA8UBA (extrinsic obstruction) waznely
naonLden (intrinsic obstruction) tag 2) interatrial communication W14 PFO 38 ASD
fifunalaiifiswe Tneseandeavesnsgaiuly TAPVR usazadindisil

Supracardiac TAPVR: n1sgasusiniinarnnisnaidenaintasiadnaiiladrades
(extrinsic compression), NSAULAUTDMADALEDA pulmonary vein 183 (intrinsic luminal
Venous narrowing), miqmﬁguﬁlﬁmmﬂsummm interatrial communication laiiiesne yilw
Foalslaunsasuluds systemic circulation 18 warnisgafuiifiunaainmsiiuuauaes
pulmonary vein m@ﬁ%ama systemic vein Ltu 7 left innominate vein, SVC %39 azygous
vein Tugtheunmeanansaiivargamaniouiula

Infracardiac TAPVR: 9105l infracardiac type 1fin obstructive TAPVR lavag
nalndananfina1nn1sfi descending vertical vein WWewsiau ductus venosus lavaans
lUndimaen LLasmiﬁmmwmﬂﬁL%au (joining site) 51319 descending vertical vein fiu
portal vein uaﬂmﬂﬁj venous resistance Tu hepatic sinusoid ﬁq&mﬁ]ﬁﬂm’mmﬂﬁaﬁau
UBY pulmonary venous flow Lﬁﬂmiqmﬁ,ﬁwﬂm pulmonary venous system 1¢1

Cardiac TAPVR: waanU3unas blood volume #ilvawdi coronary sinus @wal
5:Av84 coronary sinus 7141g right atrium weBwUIn Fmunsentulitien Fsazunnss
fungudl pulmonary veins wilngnsadn RA flagnumsiuuauuinagiidhlves

A18MR9N19LAA pulmonary venous obstruction ¥11% hydrostatic pressure Tu
pulmonary capillary bed g4 dswalvifin pulmonary edema $aufiun13% low cardiac output
16 éﬁmﬂﬂﬂwﬁ pulmonary venous obstruction 1A restrict interatrial communica-
tion éﬂw%ﬁmﬂmsﬁmma AV respiratory acidosis wag low cardiac output 15187
mﬂﬂ’ﬁaﬁﬁgulﬂéj%%ﬂ’mﬁlm pulmonary venous obstruction qzilualiirusudenleon
Lﬁmg\‘i 1A pulmonary hypertension ﬁ@umwufw%‘imﬁ (gﬂﬁ 3.2)
N3 prostaglandin E1 lugUae obstructive TAPVR gzl left to right flow lﬂaj‘daﬂ

W11 PDA fkawfin pulmonary pressure uawiiin pulmonary edema Liway danalviUae

a1nsueadla
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1 Total Anomalous Pulmonary Venous Return 25

ANWULDINITNIAALN

omsinliosaalugine TAPVR fe 17 (central cyanosis) wuls¥esas 43.1
sedanAemglagun (respiratory distress) wuldSesay 31.8 {Uieunsigeianmie
omsumtintes Hedlale (failure to thrive) wuldsosas 11.1 o1anu circulatory collapse
foway 4.5, wmeidesivesinla (murmun Sewar 0.5 warlisigaunswu TAPVR laglidl

a1nsilenedesas 3370

NQu non-obstructive TAPVR

ﬂ'ﬁmaﬁliﬁqmﬂﬁﬂwmjuﬁf%L%Ualaiznﬂ A599A1ANBUEITEIBONTLAY (Oxygen
saturation, SpO) I§Uszanaderay 85-90 Lilesand mixing Yo ADAMUALLATTIEeN
waadudadiuiinnifdesanfifenluuanildeufefivenauin saufueinisvesialaine
e melaisa (tachypnea), Wilawwwsa (tachycardia), walal (cardiomegaly) wag fuln
(hepatomegaly) ®1an52aWull precordial bulging 9171153 volume overload we9#ala
v deeiilaotadu quadruple %39 quintuple heart sound A i normal S1, fixed

split 52, 53 uag S4 gallop 91nN133 volume overload tazdl systolic ejection murmur

a

# left upper sternal border 21nn"5dl relative pulmonary stenosis, diastolic murmur
71 left lower sternal border 911 relative tricuspid stenosis

Aaulniala (electrocardiogram, ECG) wWuanueuzuod right axis deviation
Lﬁ'mﬁwﬁumﬂﬂmwﬁmmq QRS axis fNUINNT1 +180° p wave g9 (1INAT1 3 U3l.) 138N
P pulmonale Tu lead Il 31nA1s8 right atrial enlargement wagwuaNwMLaBY right
ventricular hypertrophy (RVH) fig WU increase R/ S ratio u1nn31 1 1w lead V1, V2

wazdl decrease R/ S ratio Uaen31 1 T lead V6 wuUU volume load LaziinWuanyaEua

a

RVH wuU volume overload @8 rSR’ Tu lead V1 (gﬂw a4)
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g‘dﬁ 4 ECG 12 leads TuUhweng 1 e 3adenthu coronary sinus total anomalous pulmonary venous
return (TAPVR) Landansadzved right axis deviation i P pulmonale Wansdis right atrial enlargement
e right ventricular hypertrophy by voltage criteria

AN3§ENT99N (chest X-ray, CXR) aznuiilalnann RA waz RV 1n fidenluvonunn
(increase pulmonary artery blood flow) Tu supracardiac type TAPVR 81anusnuazes
snowman appearance ag snowman WWuwawes pulmonary vein Fistaidniu vertical vein
wElidn Left innominate vein vaidish snowman AewlailaTu nsiia snowman

% Y Y 1 ' & a
appearance mm@amﬂana’mmlmwulumiﬂﬂaua’lq 4 LU (gih/l 5.1

Ny obstructive TAPVR

fhenquiiandenndmiuilennisoumiion Tuithe infracardiac TAPVR 91adans
Lsﬁmuwﬁwé’qgﬂum flosan descending vertical vein launna1naene1ms (esophagus)
fugnetu mamsasameitisnguiiandsainn wasmilasainnsil pulmonary venous
congestion MaLdesUanld crackles 910 pulmonary venous congestion, Waidasiilanuides
S2 ¢, :nalainuldes murmur wazdinwuilniig low cardiac output Sasnelnsany SR
restrictive ASD/ PFO 334

ECG WU right axis deviation 391U RVH tuuU pressure load @ 31 tall R Tu right

precordial leads Lﬁa\‘imﬂﬁm’mﬁmﬁaﬂﬂaﬂgﬂ WAYNU right atrial enlargement et



otal Anomalous Pulmonary Venous Return 25

CXR wwiladinlalle usiagd pulmonary venous congestion Mguksdlann Audad

anw ground glass appearance Lﬁﬁuﬁwuﬁluﬂﬂw respiratory distress syndrome (g‘dﬁ 5.2)

g‘U‘ﬁ 5 amSdnsengtheitiady total anomalous pulmonary venous return (TAPVR) g‘d‘ﬁ 5.1 LangAnln
\{ht non-obstructive supracardiac TAPVR fivlalalag snowman appearance 521U pulmonary blood
flow Lﬁlu‘ﬁu L& pulmonary venous congestion gﬂﬁ 5.2 msnilu obstructive TAPVR Wiudnwelzues
pulmonary venous congestion sy ground glass appearance ez lifilale

Tunsifadbuenisa ™ msnfifinnie non-obstructive TAPVR 81n153¢4iavaa PVR (54
anavfe Uszanu 1 duamindsnaon Sudunduildeandniiosuasiidenlutanunn 1wy truncus
arteriosus, single ventricle il pulmonary stenosis dunsndifin1ag obstructive TAPVR
9IMIANFULTY Uazinsy ATesengealinuides cardiac murmur wazlisnsnn CXR
adneTinuly pneumonia JULLIY, persistent pulmonary hypertension of newborn (PPHN),
meconium aspiration syndrome, respiratory distress syndrome

mimmﬁ'ﬂaﬁwﬂﬁlmﬁmm’m?iqa (echocardiography) 1561533 transthoracic
echocardiography tigenalun15Id9duLazUNUNITINEY TAPVR Ima%gaﬁﬁﬁ@
fimsusadiu Wun nslinisifadeuazuenafinues TAPVR awiaved pulmonary vein
wiazidy nswandlidunsienves pulmonary veins U common pulmonary venous

confluence wagn15UTELIU additional pulmonary vein, AMLALUBY common pulmonary
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venous confluence, NMNLALYBY vertical vein Wag structure 9191ABY 19U aorta, pulmonary
artery, MINUTULIIVBY pulmonary venous obstruction waznalndiviiliin extrinsic
obstruction, ¥UINVBY interatrial communication, congenital cardiac lesion ‘5‘14 9 muﬁ'ﬂ
A13UsIU pulmonary hypertension $9ufU ventricular function @2 \flosanniina
paN1sNIRAINY "

N1 echocardiography LﬁaﬂizLﬁuimqa%ﬁaLLazmwTN'luﬁakauQ'ﬂw TAPVR
%wummﬁmﬂﬂﬁﬁﬁﬁm Taun RA 1w, RV In, main pulmonary artery flaualug), LA uay
LV ﬁumﬂﬂﬂaiﬁaﬁﬂ, paradoxical movement U84 interventricular septum 1u°U'N’§’1&Jﬁ7i
pIMsguusardiaTmiudontongunn sxnudnuarduside wu duiililnsdalnd
(tricuspid regurgitation) ﬁquLLiﬂUmﬂmW%@mﬂ, pulmonary artery pressure g4, Wun13
yhawves RV Aaund uazlugftievnsemsussiiiurnaiinuniduvesilafinusiudels
1914 VSD, PDA, right ventricular outflow tract obstruction

ANTINUINTENS 9 183 echocardiography TunsUssidiugthe TAPVR™

1 subcostal view long axis L?;Juaguﬁmzmaﬂmﬁu inferoposterior surface V83IlA
Vil coronary sinus &g interatrial septum 1o LLazmﬂigaJﬁLﬁla sweep transducer lUnng
Fuvds azansnsawiiu LA Seazmuidivunadnninundlugias TAPVR Tush subcostal short
axis azuanslidiu SVC war IVC ddunsaifiiimslvatouvesdendnninunfuasiiounnlyefiu
1 apical 4 chamber (A4C) ¥i1 posterior angulation ¥4 transducer QuLiAU coro-
nary sinus opening ‘UUW@IMQJJ' MIUBUIVDY left atrioventricular groove
1 high parasternal short axis (PSAX) %11 clockwise transducer azteUssiiluy left
pulmonary vein &
11 suprasternal short axis Lﬁuﬂﬂﬁﬁﬁﬁﬁy aunsauanaliliiu left innominate vein
mafiu right SVC, Wi cross section ¥84 aorta TeeEntieia vertical vein waregviaise RPA
a@?ﬁﬁﬁﬁ&yuazﬁaaﬂ%Lﬁuf\]’m echocardiography 8 dnwauzUsd pulmonary venous
confluence wag MW pulmonary vein lingvasaidenvise RA fRaUNR agUfianns1ei 1
mﬂﬁﬂﬁLLuzﬁwﬁamﬂ%’ﬁamawﬁmﬁﬁmmSqq (high frequency transducer ultrasound)
W UTHHULAZILONNTY 5512709 LA Wag pulmonary venous confluence VLﬁaiuﬁjﬂ’JEJﬁﬁ

respiratory distress (gﬂﬁ 6)
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Total Anomalous Pulmonary Venous Return

M15797 1 yIhun9vin echocardiography 7411 pulmonary venous confluence ey

FUMUINISIIUBY total anomalous pulmonary venous return (TAPVR) wilasing § 7

| o v
#ifldvn pulmonary venous
confluence

FUAVAY
TAPVR

Supracardiac 11 suprasternal, subcostal

UseIlU superior aspect U84 left atrium

¥ PLAX, AdC, subcostal views Ussidiu
posterior aspect U9 left atrium

Cardiac

Infracardiac ~ A4C Ua¥ subcostal view W& pulmonary
venous confluence ag‘Lé’T@ia left atrium
LLasmﬁlLﬁu pulmonary veins N&U
AABRsduATaRuE (upside Christmas

tree)

AdC, subcostal view, suprasternal Wiy
pulmonary veins ge 1-2 ulwautn
9312 971alyl confluence

Mixed

T lgAumleuas pulmonary venous
drainage

- Left vertical vein L?drﬂqi innominate vein
LLaSLsfhqu right superior vena cava Twn
suprasternal short axis view 1AL
circulus vasculosus 161

- Suprasternal long axis ILﬁu Cross section
U843 innominate vein MilvuAlygy BEVTH
#i® innominate artery

- Color Doppler Wu flow U84 vertical vein
WeUUlUM left innominate vein

- Coronary sinus Tv)iviudialuvh subcostal
coronal Wag sagittal lngluvin subcostal
coronal view agidils connection 784
pulmonary vein to coronary sinus i
JUTeAMETIUa1IM (tail of whale)

- Subcostal sagittal view W& descending
vertical vein agmanuineves IVC uag
%th descending aorta

- Subcostal short axis WaASUTNAR (cross
section) ¥iaaaidian 3 L@y lown IVC,
descending vertical vein Waz descending
aorta

- Color Doppler uansinuazvaINsviaves
Honlunaandanyis 3 A low continuous
ke low velocity U89 IVC w:al:’ﬁwmﬁﬂa,
continuous flow Y84 descending vertical
vein firmeenannmlalazruuiy
pulsatile flow U84 descending aorta i
firnseonanimila

TAPVR, total anomalous pulmonary venous return; A4C, Apical four-chamber; PLAX, parasternal

long axis; IVC, Inferior vena cava

UadedAgduniinasion1saiulsnnazn1TNLAnSN¥IAD pulmonary venous

stenosis aansaUsziiulaan echocardiography'
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1. WU significant gradient 5¥1379 pulmonary vein fusunisiidn Ao 3 flow
acceleration 11NN 2 LWAT/AU %38 mean pressure gradient WNAUKIBLINNT 4 Lu.UTen

2. WU monomorphic continuous Doppler flow pattern 7 pulmonary vein,
pulmonary venous confluence #39 vertical vein

3. Tiaisde pulmonary venous stenosis SdushAuENamasALdBatiBaN LAY
a8t Touaz 50

Tnevhlugthenidumsnnieiindn transthoracic echocardiography ansnsalsite
yaldfigameifionsitads wagnauwunsine TAPVR Uaquuléiiinisld transesophageal
echocardiography (TEE) mimﬂizLﬁué’ﬂaaimaiﬁuiwdwmimﬁ@mﬂﬁu (intraoperative TEE)
Tnedfoyandfayiitnanonisguandsinga uag early morbidity [ interatrial communication

(17,21,22)

YWIALAN, pulmonary venous stenosis, 137 uvewilalif, n1sleuiudentongs

gﬂﬁ 6 ﬂ’ﬁmmﬁ]ﬁ'ﬂﬁ]ﬁ?EJﬂ?iuLﬁENmma'q& (echocardiography)sluﬂﬂaEJ'vnﬁﬂIiﬂtotatanomalousputmonary
venous return (TAPVR); 31117‘1' 6.1, 6.2 supracardiac TAPVR ¥ subcostal wu dilated right superior vena
cava (RSVC) 91nn1siviknees pulmonary venous flow wazdle sweep WU ascending vertical vein (AW)
aEFNUVIAYAe left atrium TUideuriu left innominate vein (LIV) fiousidh RSVC (B); 5U 6.3-6.6 coronary sinus
(CS) type TAPVR: gﬂﬁ 6.3 ¥ parasternal long axis (PLAX) WU dilated CS, WU right atrium (RA) a right
ventricle (RV) In 3‘1}1'71' 6.4 ¥ apical 4 chamber (A4C) AUl CS opening vu ALY, E‘U‘ﬁ' 6.5 subcostal
coronal view WU pulmonary vein WY coronary sinus Tuwdn RA WiudunamemnsUana (tail of
whale) Q’ﬂ’;mmﬁﬁ nonrestrictive atrial septal defect (ASD) A right to left flow 31117'1' 6.6 pulmonary

venous confluence to coronary sinus (LA, left atrium; RA, right atrium; RV, right ventricle; LV, left ventricle)
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AMWENELA (cardiac imaging) B ¢ Transthoracic echocardiography th anansellss
Toyauitemsquasnuigthednlnglfifiome wilufhounseenafimududouresdnums
NeMEINA TaARTWe visemendimskise Seuduitasfosingld cardiac imaging
maaé’ﬂamﬁmam iU N1sUTEuaNBalz0d pulmonary veins Tu mixed type TAPVR 30
TAPVR lungyl right isomerism*”

Imaging modalities Tutlgtuilives 1éun minmamluazvaendensetonmsd
AaNLMBs (cardiovascular computed tomography, CCT) wag 1ouansle Tneduenslet
forTianunsaussfiulsvateszunu (multiplanar capabilities), AUelildeesused (radiation
exposure) wenMniigeEninsaussdiumsvhauestlalit cardiac volume wag cardiac flow
ogndlsimduensladunmenmailinauu lufthedindudufossinslionasy warluuaeds
sodldinatiantsngavngla Jsdivedrianisldlumsnusnifn warlivngluiesinu W
obstructive TAPVR

cCcT Iuﬁ%@ﬁu fimpdiafiiandh multidetector computed tomographic angiography
(MDCTA) ﬁéﬁi’;aiﬁmzmaLﬁusﬁaaﬂalé\’mﬂéﬁuTuLaawﬁuiamL%q (single breath holding technique)
waziilosmnmansialiinanlivu Sdisidudesmeaauitneuy lmimsldisiednenina
aslumnsniasde pulmonary vein anomaly ‘vﬁaﬂa;m complex TAPVR ﬁﬂﬁ?@éﬂﬂugﬂﬁ 6
agnslsfimudeideddtyuesnisvi CCT fe msdndudeddsdvinlithelisusvdusinaun

= a o @ A Yaa o [ (20.24)
msisananuadulunsigentaisnsnan

g‘d‘ﬁ 7 n1sl4 cardiovascular computerized tomography 3tase mixed type anomalous pulmonary
venous connection Iumiﬂmq 8 hou E‘Uﬁl 7.1 wag 7.2 Wa@my normal right middle pulmonary
vein (RMPV) and right lower pulmonary vein (RLPV) to left atrium (LA) E‘Uﬁ 7.3 W@na right upper
pulmonary vein (RUPV) to right superior vena cava (RSVC) ‘31J‘17‘1I 7.4 wanq left lower pulmonary vein
(LLPV) to coronary sinus (CS) E‘U‘ﬁ' 7.5 u@ns left upper pulmonary vein (LUPV) to vertical vein and left

innominate vein §U#1 7.6 U 3D reconstruction #1la
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N13ATIVAIUIN LaLaznansNused (cardiac catheterization wag angiography) lu
ofmmsemeauilauardaansiiusadiulisunseeniudiuiimsenanasgnlunsitedy
TAPVR 1y uilutligduanenunmviweanalulad deyaannnsvin TTE egnegndes
waviinzauiiemelunisguasnwgithe sgnslsinudadidiae TAPVR Ussanasesas 10
fiandusiosnstoyannmsmuilafionsitadoanuinunives pulmonary veins Ly
ngu mixed TAPVR fifosmsuszifiumnusulutaniiensununisiida videluginedides
IEsumsshussiulsyreaiowiussrinssemsrngnuile (palliative treatment) lérnsvia
atrial septostomy %#39n15%11 endovascular stent implantation U3t vertical vein” "

%/@;JuaE"?’]ﬁ'i,y‘ﬁﬂ?iﬂ/li’mf\]’lﬂmimuﬁﬂﬁ]i’mﬁUﬂ’]ﬁ@ﬁﬁﬁU%ﬁ 18n21n hemodynamic
data vesilatisinuineuasrruda doyafimsliaruaula 1#ud anatomical pattem vas
pulmonary venous drainage L&y systemic venous pattern I@EJLQW’]%EL\Tﬂ’JEJﬂEjM heterotaxy
%30 right isomerism Gﬁa;ﬂamﬂmia’mﬁ’ﬂﬁ]ﬁﬂﬁ%ﬁﬁ pulmonary venous obstruction oA
mean pulmonary arterial wedge pressure (PAWP) 111NN mean right atrial pressure
(RAP) Raust 10 11 Uson msanansiiussdlunasnideniila (angiocardiography) uamdliiifiu
anwazad discrete localized obstruction wazdl delayed emptying U84 pulmonary venous
channel w3onudnwaisuas infracardiac venous return Leufu ductus venosus %38
portal vein””

A5 atrial septostomy WumsshwuszAulszaeafieinawnues interatrial
communication HuUN1EIWRlakAzNaBALEEN N3YN atrial septostomy LagniauuIy
Tutagduiivangs 1Wu balloon atrial septostomy, blade atrial septostomy ™’ Toevily
qudenYi1 balloon atrial septostomy lugUaenisnusniin desmnulaiureshlaresuu
srddlinauiuliuwasilonaUszauanudnsoas Tlunsnengussuna 6-8 dUnw Svany
nMsAnw LUz lMaen39n15 balloon atrial septostomy Tagld cutting balloon new wseld
blade atrial septostomy laiuugiilvivi atrial septostomy lugthea1guinndy 3 weumse
interatrial septum zvunsnnilemadumanlunisvigs uazlinughlugieflifidnuazves
pulmonary venous obstruction TugUae TAPVR™

oenalafin ilosanlugiine TAPVR shazfivunawes LA fidn fedunisausidlaluiing
nauil FosszilnseTinmequaskils LA waw LA appendage Tauvia LV Svuaudn 3dliuush
14 inflated balloon fisliuiiiesain balloon 81998914 flow vesidentilug LV iAn low

cardiac output 61
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Amsunsndeusuiienanuld 1wy ﬂé’umsﬂwiaguﬁﬂalum%’a, MsanvIeved IVC #38
oulmonary veins fatuiaduinanisiimsilugaiufiunmsiinudeinyuasiia
FABLNNINIARITI1A5095U

15911 endovascular stent implantation USta84 vertical vein Tunatganitu
fins¥h endovascular stent implantation tievenevaenden vertical vein fifiu 18un1s
SnwuuuUszAuUszaea (palliative treatment) ABUNITNIAR ﬁﬂﬁﬂuﬁﬂwﬁﬁﬁmﬁﬂﬁ’;ﬁaa
sedaldanansavhnisinaaunlale

AN catheter intervention §1%3U pulmonary vein stenosis Pulmonary venous
stenosis NMevdIsEnEawAly TAPVR Wunmedinulifeas 5-18 wasiinasosnsnssontin
g fdnmsenwnisld balloon venevasniden (balloon angioplasty) Inefinsldns
conventional balloon W3a cutting balloon warldrarlunisvenenasndeniiiu saumenisld
stent 9878 pulmonary vein fifiu agnslsAmunnizunsndouiinuléuesfe thromboembolism

wugenadear 25 uarllseunsiinnsvgaas pulmonary vein kag RV

N1SSNE

fuaeildsunsidadeindu TAPVR faidudevstlunisunisindninsudiiie
laifienns msrdalunaivnzanluvaeigieddonsduieilisunss duluiioe
il obstructive TAPVR faillunguiidedléiunssndnsnuiisssiu lugthedlésunsiteds
a1t Taevhludlenrgnnndi 6 Weu uupiliumndussdiuamnusudenunsenneuinns

WFRs w1

N3aUasNEINaUNISEHIAR

¢ilhe obstructive TAPVR daullygjfiormsuazainisuansiaususnin naguaroulssy
meshdndeiadniiu oanuaunsndeusina 4 lnegeuszasduasmsinmnounsindae
Wirthedl cardiac output Wag oxygenation i s3usislalsl end orean damage deunsihsa
MIguanisna” Yseneulusme

1. #sanlavietiemels uazltindostiomels Sranunsashlimsfinnsanld cuffed

endotracheal tube o nEUenauiliiuualiunazil compliance vesanliAnnnsidl
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lung congestion LLasﬁ’eN?hEJmimaiﬂﬁiaﬂamﬁuqmgﬂ peak inspiratory pressure (PIP) ta
positive end- expiratory pressure (PEEP)

2. vignidesnsliingu pulmonary vasodilator fisengisanausiudenten esan
axvilifinsidiy pulmonary blood flow tagagyilit pulmonary congestion Lﬁ'mﬁu geilve
anifesimaruavaadevesnsld nitric oxide gyl pulmonary congestion sty ustén
THhemmstiinge Senateannizmusiluengs waziiia ventilation/ perfusion matching

3. MAndean1svh hyperventilation wasfinnsannisleendauluSunadivuivay
mﬂ%’aaﬂ%muﬂfnmsﬁwﬁugﬂwﬁaEJLﬁu oxygen delivery WWgwaduassnanig usienadinalv
Lﬁamwﬂammﬂgﬁumﬂqw‘é pulmonary vasodilator ¥8498nlaU Wazazyiili pulmonary
congestion mnsﬁu

a. hseTnnmwdendunsa wasdgmmasuedndu o

5. finnsauil¥i inotropic agent ieUseAuUsyransvhaueidle esninase
SNIINSFLTINNAINIA AITRATUN L extracorporeal membrane oxygenation (ECMO)
Tuiihefiiinnznseseondlaunazidenidunsaguusuasinovaussiomssnyunnsgu au

AUlgilannsAsiuazuIEaLsan1SHAR

N3QUALUIENENEINTTHIAR
UgymidAgyueseithe TAPVR vdsnsii1dn il pulmonary hypertension wag low
cardiac output IﬂﬁJLﬂW”lﬂuﬂEju obstructive TAPVR fious@n %3edl pulmonary venous
obstruction #83nN15WFIR JsATNTUTEEUMEY echocardiography MdInsHIdANoUTEIEY
right ventricular systolic pressure (RVSP) kag pulmonary venous gradient Aa4N1$9
waaAnAsHinsvienssiuUInkazeIngy muscle relaxant 339usNUBINSHIGRLNAR
ANALEENNAANN3E pulmonary hypertensive crisis AugtheiloIN13AM kagmsiinsUTu
dll | L% U Y Y a U c') 1 r-:ll -] 14 d‘ a Qll a
wsesipmelalvivingay lnsasuiulvideiinnuduleaduviivilavenindeanisin
alveolar underinflation Wk overdistension
sty nitric oxide lugtheniennisuarenisuansvesntizanuaululengs
A A . = v, . | v P
#39UA pulmonary pressure 31N PA line g9 waz39aAnIslY nitric oxide asoET & Wlo
AUledienn1saeil Nsiasanldennay inotrope Tutiawsnndsnsindn desly milrinone
Mneunlalym cardiac output A1 WarANUAUERAUBARMAINSHFRLA
NSRS TAPVR fignsnisidedinnevaenisidnlaasdisiosay 21.1 Uade

1w =

Ninanednsnsidedis loun nsvivthiveslaeswnlud (severe right ventricular
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dysfunction), 213¢ low cardiac output, mmﬁ’mﬁamﬂamqﬁmﬂ, n1suglaauman,

pulmonary vein stenosis IJULSIMIEINITNR, intracerebral hemorrhage WagATIgiy
a & . \(1336) @ & v ) A Y ) a

WRAALYD (sepsis) muuuaﬂmﬂiﬂm’ﬁ@umﬂﬂLm;ﬂmwm MENsE ez ARuUITIIU

nMzsInanTsuussezazsandnsINdeTinle

n1saLiulsA

Tuednifihe TAPVR filslldsumsrindnsnuniisnsnsnegeisienas 85° Tuthqtu
wwdanansalinmsitedelsaldfudmaneglunssiilidinasieumiouguaginevdsnaen
Sfulszaumsallunmaguadihefiinntuineu sewing wasndimstnda vilssnsname
vowjthendinmsiidnanasainiosas 42 lul we. 2513 [Wufeuaz 7.4 nevdsl wa. 2553
fthefideTindulnajazdedinlutasenglsiiu 5 weu ™"

Tugfthenguitlssunsshdininm Snsinissentindl 30 Ju, 1 Y waz 3 U Aeeras
94.3, 85.9 uar 85.2 MuaAU UavnsinnuUislusrezeInuidUlsdulngll NYHA
classification IHIl Sins@nwmuindosas 8 vesthedeinilanvnain pulmonary venous

stenosis Tunevaa Fanuveslungu mixed type TAPVR™ ™

GRAl

9

TAPVR fiailulspiilafintsusirinieuilaenfinnuguuss Inaanzlungu obstructive

k4

TAPVR wazgtheillenmadedialavnlasunissnuladviuiig wmddauasnunisiliady
wonlsad lunsainisnwsniianidainis@enuin wazlinevausinanisuleaslaenisin
pondiau wagymniinfsnnzlmsauaudiiudy wagSuuinwinusunndlsailaielinig

ATULALINHUNTS NN ausD LY
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