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Cor triatriatum sinister u trudnice

A case of cor triatriatum sinister during pregnancy
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University Hospital Dubrava, Zagreb, Croatia

SAZETAK: Cor triatriatum sinister rijetka je prirodena sr-
¢ana greska, koja obi¢no biva otkrivena u djetinjstvu. Do-
nosimo prikaz slu¢aja mlade bolesnice kojoj je cor tria-
triatum sinister otkriven u odrasloj dobi te njegovo pra-
cenije tijekom trudnoce i uspjesno konzervativno lije¢enje
sve do poroda. Obzirom na sli¢nu patofiziologiju odlugili
smo se bolesnicu pratiti kao umjereno tesku asimptomat-
sku mitralnu stenozu. Klinicko pracenje i redoviti ehokar-
diografski pregledi zauzimaju pri tome centralno mjesto.
Prema nasem saznanju, ovaj slu¢aj pacijentice predstav-
lja prvi slu¢aj majcinskoga cor triatriatum sinister u trud-
noéi u Hrvatskoj.

KLJUCNE RIJECI: cor triatriatum sinister, trudnoca,
ehokardiografija.

Uvod

Cor triatriatum sinister rijetka je prirodena sréana greska,
koja obi¢no biva otkrivena u djetinjstvu. Dijagnoza i prace-
nje cor triatriatum sinister u potpunosti je moguce s minimal-
no invazivnim metodama, kao &to su transtorakalna i transe-
zofagusna 2D te 3D ehokardiografija. Ove metode su stu-
povi pracenja ove rijetke prirodene sréane greske, ¢ija rijet-
kost moze doprinijeti njezinom neprepoznavanju, no kada je
ispravno prepoznata i lije¢ena, ishod je izvrstan'.
Donosimo prikaz slu¢aja mlade bolesnice kojoj je cor tria-
triatum sinister otkriven u odrasloj dobi te njegovo pracenje
tijekom trudnoce i uspjedno konzervativno lije¢enje sve do
poroda.

Prikaz slucaja

Trudnica u dobi od 30 godina s nedavno otkrivenim asim-
ptomatskim cor triatriatum sinister upucena je u ustanovu
radi kardioloske reevaulacije. Od djetinjstva je znala za Sum
na srcu, no sve do nedavno nije bila kardioloski obradena.
Napore je dobro tolerirala.

U statusu je na srcu dominirao holosistolicki Sum s punctum
maximum nad apeksom te fiksno rascjepljenim drugim sréa-
nim tonom bez naglasenog P2. Laboratorijski nalazi bili su
neupadljiv, kao i zapis 12-kanalnog EKG. Transtorakalnom
i transezofagusnom 2D te 3D ehokardiografijom prikazana
je fibromuskularna membrana lijevog atrija, koja ga dijeli na
dvije komore, od kojih proksimalna prima plu¢ne vene. Ko-
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SUMMARY: Cor triatriatum sinister is a rare congenital
cardiac malformation, usually diagnosed in childhood.
We describe a case of maternal cor triatriatum diagnosed
in adult age and its successful conservative manage-
ment throughout pregnancy until postpartum. Due to
hemodynamic similarities, we decided to treat the cor tri-
atriatum sinister like a moderate asymptomatic function-
al mitral stenosis in this case. Clinical controls, regular
echocardigraphic controls have a central place in the fol-
low up of gravida with congenital cardiac anomalies. To
the best of our knowledge, this case is the first case of
maternal cor triatriatum sinister in Croatia.
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Introduction

Cor triatriatum sinister is a rare congenital cardiac malforma-
tion, usually diagnosed in childhood. Diagnosis and follow up
of cor triatriatum sinister is entirely possible by minimally in-
vasive methods such as transthoracic and transesophageal
2D and 3D echocardiography. These methods are the main-
stay of the follow up of this rare cardiac anomaly, whose rar-
ity can contribute to its misdiagnosis, but when correctly
diagnosed and managed, it has an excellent outcome'.

We describe a case of maternal cor triatriatum diagnosed in
an adult age and its successful conservative management
throughout pregnancy until postpartum.

Case report

A 30-year-old gravida with an asymptomatic, recently diag-
nosed, cor triatriatum sinister was referred to our institution
for cardiac re-evaluation. She has had a history of heart
murmur since childhood, but she has never been properly
evaluated because she tolerated effort well.

On physical examination she had regular pulse and normal
blood pressure. Cardiac auscultation revealed fixed splitting
of the 2nd heart sound without accentuation of P2 and a
pansystolic murmur at the apex. Blood test results as well as
ECG recording were both unremarkable. Transthoracic and
transesophageal 2D and 3D echocardiogram documented a
fiboromuscular membrane across the left atrium, dividing it
into two compartments, with the proximal one receiving the
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more komuniciraju preko otvora povrsine 1,41 cm?® Konti-
nuiranim je doplerom u dijastoli izmjeren sredniji intraatrijski
gradijent od 6 mmHg. Svi drugi ehokardiografski nalazi bili
su uredni. Nije bilo ni indirektnih znakova povisenog pluc-
nog tlaka kao niti eventulanih drugih pridruzenih sréanih
anomalija (Slike 1-4).

Figure 1. Transeso-
phageal echocardio-
graphy presenting left
atrium with intraatrial
membrane (M).

Legend: LA1 and LA2
compartments of left at-
rium, LAA left atrial ap-
pendage, MV mitral val-
ve, LV left ventricle.
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Obzirom da nije bilo simptoma ili znakova sréanog popusta-
nja, u suradnji s ginekologom, odlucili smo se za konzerva-
tivni pristup. Bolesnici je u terapiju uveden beta-blokator u
niskoj dozi te preporu¢eno mirovanje i redukcija unosa teku-
c¢ine. Trudnoca je uz redovite kontrole protekla bez proble-
ma, bolesnica cijelo vrijeme nije imala nikakve simptome ili
tegobe. Redovite rutinske transtorakalne ultrazvuéne kont-
role srca bile su uredne, kao i vrijednosti NT-proBNP u seru-
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pulmonary venous flow. The two chambers communicated
via an orifice with an area of 1.41 cm?. The continuous wave
Doppler across the membrane showed a diastolic intraatrial
mean gradient of 6 mmHg. All other echocardiographic find-
ings were also normal, without any indirect signs of elevat-
ed pulmonary pressures. There were no other associated
cardiac anomalies (Figures 1-4).
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Figure 2. Transtho-
racic echocardiogra-
phy showing left atri-
al membrane.

Since there were no persisting symptoms or signs of heart
failure, in cooperation with a gynecologist, we decided to
continue the conservative approach. The patient was put on
a low dosage of beta blocker, while prescribing bedrest and
reduction of water intake. Close surveillance throughout the
pregnancy was maintained, which was uneventful. Routine
transthoracic echocardiography repeatedly showed normal
findings without development of pulmonary hypertension
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Figure 3. Continuous
wave Doppler record-
ing across the mem-
brane.
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mu. U 38. tjednu trudnoce pacijentica je vaginalnim putem
rodila zdravu djevoj€icu.

Rasprava

Cor triatriatum sinister rijetka je sr¢ana greska, prvi put opi-
sana 1868. godine® s incidencijom od 0,1% medu sréanim
greSkama i omjerom incidencije u muskaraca naspram zena
1,5:1.2 Cor triatriatum sinister biva najéescée otkriven u dje-
tinjstvu, no u nekim slu¢ajevima dijagnoza se postavlja u od-
rasloj dobi*®, tada naj¢escée slucajno®. Klinicka slika i patofi-
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Figure 4. 3D trans-
thoracic echocardio-
graphy showing left
atrial membrane (ot-
vor: orifice).

and NT-proBNP levels remained normal. A healthy baby girl
was successfully delivered by a normal vaginal birth at 38
weeks’ gestation, without any complications.

Discussion

Cor triatriatum sinister is a rare congenital cardiac abnorma-
lity first described by Church in 1868° with an estimated inci-
dence of 0.1% of all congenital heart diseases with a ratio of
men to women 1.5:1.° Cor triatriatum is most commonly dia-
gnosed in infancy or childhood, but in some cases it is not
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zioloSke osobine odgovaraju mitralnoj stenozi. Zbog op-
struktivne prirode intraatrijske membrane dolazi do stvaran-
ja tlacnog gradijenta s posljedi¢nim porastom plu¢nog ven-
skog i arterijskog tlaka te su naj¢esci simptomi i znakovi
zaduha i hemoptiza. Kao i mitralna stenoza, cor triatriatum
sinister moze predstavljati veliki izazov u vodenju trudnoce i
poroda’.

Tijekom trudnoce, dolazi do hormonalno uvjetovanog poras-
ta mase eritrocita, sréane frekvencije® §to je povezano s
40% porastom volumena krvi te sréanog minutnog volume-
na’.

U ovom slu¢aju, obzirom na sliénu patofiziologiju odlucili
smo se bolesnicu pratiti kao umjereno tesku asimptomatsku
mitralnu stenozu. Bolesnica je rutinski kontrolirana jednom
mjesecno, kada smo radili i ultrazvuéne kontrole, kojima su
u prvom redu kontrolirani tlakovi u plucnoj cirkulaciji i gradi-
jent nad orificiiem membrane. Cijelo vrijeme je bila bez
simptoma, bez znakova sréanog popustanja, uz uredne razi-
ne NT-proBNP. S jedne strane povecan afterload lijeve kli-
jetke, a s druge limitiran preload predstavljaju klinicki izazov.
U takvoj situaciji izrazito je vazno sprijeciti tahikardiju i fibri-
laciju atrija, kako bi se odrzao adekvatan preload. U isto vri-
jeme postoji prijetnja nastupa pluéne kongestije i edema, na-
rocito tijekom poroda. Potrebno je stoga izbjegavati poveca-
vanje cirkulirajuceg volumena primjenom intravenskih infuz-
ija. U terapiju smo uveli beta-blokator radi produljenja dijas-
tolickog punjenja, no obzirom na relativno nizak sustavni ar-
terijski tlak nismo se odlucili na uvodenje diuretika, ve¢ sa-
mo kontrolu unosa tekucine. U literaturi se kod maternalne
mitralne stenoze preporuc¢a porod carskim rezom, no u
ovom slucaju ginekolog se u dogovoru s trudnicom odlucio
za vaginalni porod koiji je protekao uredno.

Zakljuéak

Uz klinicko pracenje redoviti ehokardiografski pregledi zauz-
imaju centralno mjesto kod pracenja trudnica s prirodenim
sr¢anim greSkama. Prema naSem saznanju, slu¢aj ove
bolesnice predstavlja prvi slu¢aj majcinskoga cor triatriatum
sinister u trudnoci u Hrvatsko.
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diagnosed until later** and then mostly incidentally®. The cli-
nical features mimic those of mitral stenosis. Pathophysio-
logically the obstructive nature of the membrane leads to the
creation of a pressure gradient with an associated rise in
pulmonary arterial and venous pressures and the most com-
mon symptoms present in adults are dyspnea, hemoptysis,
and orthopnea. Like mitral stenosis, cor triatriatum may rep-
resent a great challenge in management of pregnancy and
delivery’.

During the course of pregnancy, hormonally mediated chan-
ges result in an increase in red blood cell mass and heart
rate®, and are thus associated with a 40% increase in blood
volume and cardiac output’.

In this case, due to hemodynamic similarities, we decided to
treat the cor triatriatum sinister like a moderate asympto-
matic functional mitral stenosis. The patient routinely under-
went controls once a month, when an echocardiogram was
performed with measurements of pulmonary pressures and
the gradient across the membrane orifice. She remained
asymtomatic all the time, without any signs of heart failure
and with normal NT-proBNP levels.

In this setting the left ventricle has increased afterload and
limited preload due to cor triatriatum — a combination that
tends to worsen the cardiac output. Prevention of tachycar-
dia and atrial dysrhythmias is vital to ensure adequate left
ventricular preloading along with avoiding sudden decrease
in systemic vascular resistance, while the pulmonary capil-
lary bed is extremely prone to pulmonary edema, especially
during delivery. It is also important to avoid any increase in
the central blood volume by extraneous administration of flu-
ids. We decided to introduce a beta-blocker in order to ex-
tend the diastolic filling, but due to a relatively low systemic
blood pressure, we also decided to refrain from giving a diu-
retic; instead we focused on water intake control. Literature
also prefers cesarean section to vaginal delivery in such cir-
cumstances, but the gynecologist in charge chose the latter
approach in agreement with the gravida, which took a nor-
mal course.

Conclusion

Along with clinical controls, regular echocardigraphic con-
trols have a central place in the follow up of gravida with
congenital cardiac anomalies. To the best of our knowledge,
this case is the first case of maternal cor triatriatum sinister
in Croatia.
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