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Pulmonary Stenosis and Intact Ventricular Septum

@5 Gl e alall Jalul) gl

agmadly daodll

SUT 0 P01+ as Lo Sty V8 Cradl 2 st SISl as e Olndb) 2dle s (981 ) el
o b ol e 055 OF S madly () Jsd) SUW i Ol mn Ll UV e sgb 23 (L3
OF Ly "aald) il wlagsd) e Ladl 35, 15y clagllS
i bl oda 3 S nd WLa i gl el 302
T TS S PR VI U DU [P A B e R eI
(V) S5 (9
ortog cogidl 1 o Byl Y1 ISIL O allay Lais
neonatal critical ) gyl 4 ! o)) ploas
s Au oM sy Lue W (ulmonary stenosis
oar Jorid (et S 5a) 35U 2elo)t S Al
Sy Ty (pulmonary Stenosis) s#/ gzdl
e Bl AUl i Legi L edly LSl 22!
Al el liadl

Patent ductus
arteriosus

Patent oval
foramen

Stenotic pulmonary
valve

Right ventricular hypertrophy

Pulmonary valvar stenosis

g.ALAAAS‘ é\,ﬁ)}\é_mbﬂ\ :(\)M\

YAy A L gan uad g Ageda pal) Ay o1 g 5ol unsn ARIAY) Gall) ild gu Cpiaat 1(V) J g2l

435 AB)5e 8

e i) (o Ay gl sl ) a4l gl
(V%) @slé el o (Y~%)Q§3§L§I\Qﬁ&;ﬁﬂ\ °
(V%) csi gaill o (V%) oY) op Al e
(°%) s A EA o (Y + %) ASIad) Al il sldl .
(V%) ol e 55, o (Y-2%) dulall ol Yl 0 535 @
(+:°%) il o5is @ (300) Al 4 e 328 @

sdblisalf sadeal) cild gl Jsesd) cudlad) 8 Solaud) ASY)
(0-A%) 5l ol ) Liia S5 (V1 %) oY) Fo Gri o
(Y%) oAbl 33l (5 53,01 (5255l a5all @ (\.%)&u\g)ﬁ‘ww\ o
(%) Sl giall o (V%) Y usfgllaisl o
(Y%) V) (bad) piai s @ (U) AW Gunll o




sl 3yl

@5 Gl e alall Jalul) gl

1326 4

pleal) g55) G Yo lnpas 81 ks o) Gedd Sl w8 el Dol e Jof DOYEN 0T VAN ple 3

Tk e S 2l

3 Tete plon Glae Gl pe (555 oo o SEIIOMS 2l (VatA JoY1 0587 3 5w Yoy el

*L,» Doyen
TNAEA B @ Bt Ailee Bulew £az 1305 Brock ¢ s

Gl dm ondadl Ol W e (55 e e 2 e sl Y1 s ek Kieffer, Blalock (.,

Lkl e 3Ly o e e VA Cplons Sy 350

gl 15 LIL Lol cpidad) p Olndl 2l o S5 Geadl mman oy SWAN p6 Va0Y ple

John Kirklin (1917-2004), :(Y) Js&i)
the Mayo Clinic

Sl BA Jaid Ul o) Dbl i s e plesall 1) e
Y k) Olix g

A5 4l Mayo Clinic ¢ sbb pleall cay Kirklin s s
—aseall pls ) by bdl) e el S ) sl .2
QRSSO WOV [E Ry P SRR RN

(1900 @ axbs (CPB) waual iy CLil 35 comsl Lutisy
Vsl ol wadl ol oM o) Lpaldsnal LA ans

oy KAN p6 Loie VAAY (3 (555 Gl 2l 41 aLLL plzel &9
@ b s 0L pleall me6 (valvuloplasty) of, Jeees
TS O A

¥ ey Qe B e oM e Ul =3 (3 3R ol ods 3.kt
plondl! g 5 205 Torgdghypn 3508 Baln Wl sl Ve yY1 )
"".pulmonary valvar dysplasia s/



sl 3yl

Aoy by 33

(S e Clad Ol 35y and) 2 50)) sude Lilse ling Ogme b o) %

OoF R e ) Aol sl ) e gl gy A Y1 BB legl e (6,8l o)) el [Sin o
B S e ) bl s sl Wby rend ] Al 83ley S pledl doadl il Gkt ks LS
A el e S kel 22 gl el e sV ol s leall aof iy Jew Lgse

ol sy gl sl e s 55T 550 3 gl s o9a- Mierop Van, Kutsche . s o5 %
(87 calSKad) V(o el g g ) )

@5 Gl e alall Jalul) gl

e aml L i gdo o) wlasidl (b e Jagedl on 05 W8 ol b (eo8l) Bpdill gl By 3 sy
"ALISY ity Cnd e alanally 6V el B liasy B A (G5t

Right Pul
Conotruncus Right\\ / Ml Aorta u\_ntqnary Py
ventricle, \ ) /7~ Aortc sac M Aortic sac N {\3 \
Ventricle Conotruncus P/ Conotruncus N 1 e Left
G N s | atrium
3 i Left
ventricle Atria :
A " verick Atrium
Atrium » ( T ol
A B i ventricle

(D < osall (C o(rlan gl £ sua¥l) A Goa¥) (B o(rdan ¥¥asall) adil) Sotad) (A sAaidiadl Gl JSE3 Jal o 1(T) JSi)
St pualdd) &ya.u\l\) Ay Y1 QAN @) jaa

(&) s

Superior
atrioventricular
cushion

Inferior
atrioventricular
cushion

Sinistro-

ventral-conal

cushion Sinoatrial

Primary atrial

Aoctico-
pulmonary
septum

Atrioventricular
canal

Aahle JuSdi B W g 9 LBGAN dilugh ekl 1(£) Jsdl
mc,u\mgauu\,uwmuum,@un
g-\m‘u‘”ﬂ“\.\a)a

s 25) (S5 plall (3 ek ol egen 4Bl 8,50 B o)y 35T R 358 3 Sy

VLISV Oy 61 el b s VLAl paes o] ke
5 S5 e aBly Lo 5l ala 38 3 Spdl O o
ﬁfoﬂa@.@ Sskate LG o as daile Slaze 0 ol

VL Y Ol (3 olages oY Olsy

Ol 3 BSColizgmns VAT sy oA bl Rygal) Sl3gnsl
S 55 S AsE 2y Bt gl M e Wgsed) 0555 5 ik
OB e Ledy O SUL b IO aSOL) B S (g
s pleall Sliys 3 skt esed (635 JWby &Y Cplad)

B g (VU jan 3ol jes Al el b
LS (il e

G Al
w2 sl e add) CUa) SlT s S
"osall sda e ilile V> iy

ogid) o 315 aad) Sy faeall Slbedadl e el Slisg
(o) aapdlan) all Slanadly VA sl iy Qg aadie Lgie
(Y Jgad)) Mgty ganll & 2)slly Osely daSlney

10

K2

o
<



el 380 @5 Gl e alall Jalul) gl
YAAIAY) QB ] pe A8 jiall Cila Dliall g Adsall I3 gAY :(Y) Jgaad
Gene Syndrome Chromosome  Inheritance Congenital heart
location malformation

Transcription Factor Gene

NEX2-5 Nen-syndromic 534 AD ASD, AVE, V5D, TOF,
HCM, TV abnormality

TBEX] DiGeorge Syndrome 2q11.21 Sporadic VS, PTA, IAA, TOF

TBXS5 Holt-Oram Syndrome 12q24.1 AD HOS, ASD, AVSD, AVE,
TOF, TAPVR, TA, P5

GATA4 Nen-syndromic Bp23.1p22 AD ASD

TFAPZE Char syndrome fpl2 AD FDA

LFPME/FOGE Non-syndromic A3 Sporadic TOF

ZI3 HeterotaxySyndrome Xo2b X-linked Heterotaxy, ASD, AVSD,
TGA, PS5, DORV, TAPVR

Cell siznaling Genes

Jagged 1 Alagille Syndrome 20p12 AD PS, TOF

NOTCHI MNon-syndromic S 34-35 Sporadic BAV

NOTCH2 Alagille Syndrome 1p12 AD PS, TOF

FTPMI1 Noonan syndrome 1224 AD P5, PV dysplasia, ASD,
AVSD, HCM

CFC1 Heterotaxy syndrome 2q21 Unknown Helerotaxy, TGA, DORV

5051 MNeonan syndrome 2p21 AD P, septal defect, HCM

PROGIT240 Non-syndromic 12024 Unknown TGA

CRELDI Non-syndromic Ip2l Sporadic AVSD

EVC/EVC2 Ellis- van Creveld ipla AR Commeon atrium, ASD

syndrome

TGFBERE2 Marfan syndrome Ip22 AD Aortic ancurysm

Extracellular Matrix Prolein Genes

FEN1 Marfan Syndrome 154211 AD MV, aortic root dilatation

ELN Williams Syndrome 7q11.23 AD SVAS

AD: autosomal dominant, AR: autosomal recessive, AVE: atrioventricular block; HCM: hypertrophic
cardiomyopathy, HOS: Holt-Oram syndrome, 5VAS: supravalvular aortic stenosis
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Moderate or ;)‘JJ}J‘ L.)'ﬁ %O * L_;‘j} L ﬁj“"db Lsfm:j‘j kS.A""-“ aﬂjjjj‘
LPA Hypoplasia®

RV Cavity Size® n No. % of n olald s o) = é o Yl ‘T Sy Fman mball
Enlarged (1-5) B3] o (o] M .
Normal (0) 37 1 3 z\gy‘)\ [;_\.l\JAiJ\ L} C.:..aj ua_fi; S99 iy SJ.GU.% Tyt
Mildly reduced (—1, —2) 30 o o

Moderately reduced (—3) 11 1 =l T E . 3 B s s £ | Sl HH
Severely reduced (—4, —5) 3 1 33 ‘U”fjh "L\i‘f"j‘ oY J‘bﬁ ‘L,Sy)‘ f"d oL~ u’uf'\j L,sfb
Subtotal 84 3 4 e | (e . P . -
Unknown 17 o J&UMUAMA‘UJQ\}W‘ J)}\:- r";‘gﬁ%ﬁ]’u)g
TOTAL 101 3

Data from Hanley and colleagues.™ A .(r JjJ..;.-\) Z\QJO-‘J\ZM K.A.-Lxl\ J;.QJ SL:.;-\ Ju}

“Numbers in parentheses refer to grading of RV cavity size.

*Degree of hypoplasia of the pulmonary arteries was graded as O to —5.
Hypoplasia was considered moderate or severe when graded —3, —4, or —5.
Grading scheme was validated by comparison with actual measurements

transformed to z values in patients for whom they were available. -
Key: LPA, Left pulmonary artery; RPA, right pulmonary artery; RV right ., y’ . / °
ventricle. ué' s

r»u,a:u} (Ao L} JJJ&LMU@ Af)j,hi&}:& ,{5}1\} RN Lz;\.: Lfo}!\ ) JFV» Q}QLATJJL
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