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In his landmark article, Paul Wood defined the
Eisenmenger syndrome as “pulmonary hypertension
with reversed central shunt .” Nonrestrictive ventricular
septal defect (VSD), truncus arteriosus (TA) and
univentricular heart(UVH) were considered
physiologically if not clinically indistinguishable
because the ventricle(s) ejected at but not above
systemic arterial pressure. These are “post-tricuspid
defects.” He made clear that the onset of cyanosis
was early in life; in contrast, PHTN with ASDs (“pre-
tricuspid defect”) occurred much later in life and he
pondered whether this was the same causal
syndrome.
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Relationship between LV & RV thickness in
fetus, infants & adults with post-tricuspid
defect-ES = preserved fetal-like phenotype

Hopkins WE, Waggoner AD: Severe PHTN
without RV failure: the unique hearts of pts
with ES. Am J Cardiol 2002;89:34-38

End-Diastolic End-Systolic

PPHTN

PDA-
ES

RV PPHTN = ED dilation, VS curves into LV ES
RV ES-PDA= RVH, VS curve into RV ED & ES

Diller G-P et al: Model of chronic adaptation: RV
function in ES. Eur Heart J Suppl 2007; 9 (Suppl H)
H54-H60
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Niwa et al: J Am Coll Cardiol 1999:34:223-32
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Niwa et al: J Am Coll Cardiol 1999:34:223-32




F' /7 /1&5/2 %
ﬁ I&5/2F | & F F#7




(

(



T o3
I
H*H © &
I+
$$
& O
&
o
o #°° o
o Q
¥ B O
X X
%)
(o] o3 o)
Q PguHn
A Q) H
A $&
_.

I

% N
&% %

0 S N
o' _ S %
R N oa$
B, Q %
SN % e

o PO . Beu®H

N g0 N N
e} % N

Ny A B &%

Q) F ® N

A %6 %
“ew © - Y
me$ o 0

N & - By
Moo 0 ¥ V% ¥ QR

o/oG$ 3









& G# % 5 $ %8

$5 $ 5 4% 6
’ ( (!






$ 56 $6 8 # D
6 $ $ 6
D > 6 8 $ 5 $
2% # @&ss ) $ ==B
D &$ 5 $ $3 8 $46 -
4,’* ) # 3 $8
& & 6 2% &
$ L6 $
> 8 & & $ 6
$
- D .. &$ #2%
38 $4, & 9 % 9# $
; $ C $ $2 CD &

$ 9 D JD 5% &



" /4

@D >B6 <@B

—

*&







5 * 6|
8 5/

Initial CT scan
in ER 5/2
@12:34 hrs

MRI sequences after CT on 5/2 @ 15:37 hrs
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Organism was “Fusobacterium Nucleatum”; Blood cultu res were

negative; negative dental exam & XRAYS; no sourcef ound.
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Marked severe chronic nail-
biting resulted in IE in pt with
Truncus Arteriosus, Truncal
Valve Regurgitation and ES

Spongy Hyperplastic Gums with
Propensity for Gingival Bleeding; a
Source for Infective Endocarditis



Digital Clubbing

Hypertrophic
osteoarthropathy: thickened,
irregular periosteum occurs
in cyanotic CHD with sx of
aching/ tenderness of long
bones of legs.

Gouty Knee
Effusion
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Hypercellular &
Proliferative or
nodular sclerosis
Glomerular
Abnormalities are
frequent; may
result in
proteinuria. CCHD
are at risk for renal
failure with
NSAIDs or from
nephrotoxic
agents e.g certain
antibiotics.

Both increased
production &
decreased renal
clearance of uric acid
are important in
pathogenesis of
hyperuricemia. Renal
clearance of uric acid
involves urate
filtration, tubular
reabsorption &
secretion. * serum
uric acid is marker for
abn hemodynamics &
GFR & adverse
prognosis.*

Low-dose oral colchicine is recommended for acute g
NSAIDs serve to reinforce the hemostatic defects in
renal dysfunction. Allopurinol used if long-term an

out because
CCHD & aggravate
ti-urate Rx needed.
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Placebo (n=17) Bosentan (n=36)

Galie et al: Bosentan Therapy in Patients With Eisen  menger Syndrome: Multicenter,
Double-Blind, Randomized, Placebo-Controlled Study. Circ 2006;114;48-54
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T.E.= 33.6m
p=0.02

6MWD (m)
Change from baseline

Placebo (n=17) Bosentan (n=37)

Galie et al: Bosentan Therapy in Patients With Eisen  menger Syndrome: Multicenter, Double-
Blind, Randomized, Placebo-Controlled Study. Circ 2  006;114;48-54
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AboulHosn J, Child JS , Houser L, Miner P, Levine M. Serum BNP response to pulmonary vasodilator
therapy in Eisenmenger’s syndrome. American Heart Association Scientific Sessions 2007, Orlando, FL
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