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I EDITORIAL

Congenital Junctional Ectopic Tachycardia: There May Be a Light

at the End of the Tunnel

Taquicardia ectdpica congénita de la union: puede haber una luz al final del tunel

BRYAN CANNON MP

Congential junctional ectopic tachycardia (JET) is
one of the most difficult arrhythmias faced within the
pediatric population. It is difficult to control and fre-
quently results in hemodynamic instability or a tachy-
cardia induced cardiomyopathy. This arrhythmia can
result in both morbidity and mortality. Fortunately,
this tachycardia is relatively rare. With the arrhyth-
mia being rare, the long term prognosis of the tachy-
cardia has not been well described in the literature.

This paper by Maldonado and colleagues(1) de-
scribes spontaneous remission of JET following ini-
tially successful therapy. Successful spontaneous res-
olution within 3-8 years has been previously reported
in studies from the 1990’s.(2) However, the overall
long-term prognosis of congenital JET that is able
to be initially controlled with medications has not
been well characterized. The resolution of an ectopic
rhythm like JET makes sense considering the spon-
taneous resolution of other automatic focus tachycar-
dias like atrial ectopic tachycardia and ventricular
tachycardia when these tachycardias present in the
newborn period.

Ablation is one therapeutic strategy that has been
used to treat congenital JET. The success rate for ab-
lation is around 80% but the ablation carries about
a 15% chance of permanent AV block requiring a
pacemaker, and this risk may even be higher in very
young patients. (3) The possibility of medical therapy
potentially serving as a bridge to ultimate recovery is
a very appealing option if the spontaneous resolution
rate of the tachycardia is ultimately high.

This paper by Maldonado and colleagues pro-
vides important insights into JET, and indicates that
it may take longer for JET to eventually resolve in
patients,and that extended medical therapy may be
warranted for at least 2-3 years (if not longer, even
waiting until patients are 8-10 years old) before at-
tempting an ablation that carries a real risk of per-
manent AV block requiring a pacemaker. This paper

provides insight into the long-term prognosis of this
rare arrhythmia and gives both families and pediatric
cardiologists hope for a good long-term outcome if the
arrhythmia is able to be controlled initially.

Caution must be exercised as JET can cause mortal-
ity and conservative treatment without antiarrhythmic
therapy should be reserved for slower, hemodynamical-
ly stable JET in patients with normal ventricular func-
tion. Aggressive medical therapy should be initiated for
patients who present with rapid JET as their clinical
status may deteriorate quickly. Patients who cannot be
controlled medically should be considered for ablation
at any age, as there is a real probability of death in pa-
tients with uncontrolled tachycardia. Ablation may be
considered as a first line of therapy in larger patients
(>15 kg) in whom the risks of ablation are likely lower.
As this paper nicely describes, medical therapy may
take days to weeks to be effective and this delay in
arrhythmia control may allow time for hemodynamic
deterioration of the arrhythmia before medical control
can be achieved. However, in young patients, particu-
larly less than 1 year of age, aggressive medical therapy
with rapid escalation of medication doses and addition
of multiple antiarrhythmic agents should be strongly
considered before ablation because of the real risk of
permanent AV block.

Caution must also be applied when determining if
a patient has truly had complete resolution of their
tachycardia, as we reported the case of a young boy
who had recurrence of his JET following urological
surgery. (4) This child continued to have recurrences
with catecholamine surges and ultimately required ab-
lation due to symptomatic tachycardia although he re-
mained in sinus rhythm the majority of the time when
his catecholamine state was low. He underwent a suc-
cessful ablation and has had no further recurrences
of tachycardia. This case highlights the importance of
ablation for JET in patients in whom the tachycardia
does not resolve spontaneously. It also highlights the
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long-term need for careful surveillance in patients in
whom the JET has seemingly “resolved”.

There is much still to be learned about JET and its
long term outcomes and if this arrhythmia predicts any
adverse consequences when patients reach adulthood.
However, Maldonado and colleagues should be congrat-
ulated on this paper that aids in the understanding of
this rare arrhythmia providing insight into the long-
term management of JET and is an important contri-
bution to the pediatric electrophysiology literature.

Conflicts of interest
None declared.

(See authors’ conflicts of interest forms on the website/
Supplementary material).

REFERENCES

1. Maldonado S, Lafuente MV, Benjamin M, Huanca Y, Gonzéalez
Puche E, Dorme G, et al. Long-term Spontaneous Remission of
Congenital Junctional Ectopic Tachycardia. Rev Argent Cardiol
2018;86:239-43.

2. Villain E, Vetter VL, Garcia JM, Herre J, Cifarelli A, Garson A Jr.
Evolving concepts in the management of congenital junctional ec-
topic tachycardia. A multicenter study. Circulation 1990;81:1544-9.
Review. http://doi.org/dexqx7

3. Collins KK, Van Hare GF, Kertesz NJ, Law IH, Bar-Cohen Y,
Dubin AM, et al. Pediatric nonpost-operative junctional ectopic
tachycardia medical management and interventional therapies. J
Am Coll Cardiol 2009;53:690-7. http://doi.org/dexqx7

4. Sriram CS, White RD, Madhavan M, Cannon BC. Isolated junc-
tional tachycardia in a child after noncardiac surgery: an uncom-
mon clinical presentation. Pediatr Cardiol 2011;32:1234-7. http://
doi.org/b87spr



