higher rate of urological anomalies within the spectrum
and a higher rate of heart, abdomen, skeleton, and joint
anomalies outside the spectrum. These might be either
important in terms of predictable comorbidity for prepar-
ing the primary reconstruction in the newborn or infant
period or later in the long-term follow-up. Their clinical
relevance suggests considering them before initial opera-
tive treatment. As any associated anomalies were present
in 48 up to 59% of affected EEC individuals possibly asso-
ciated anomalies should be evaluated during routine
check-up in all EEC patients.

Acknowledgments. The authors would like to thank all fami-
lies and patients who participated in this project.

Literature

1. Nelson CP, Dunn RL, Wei JT. Contemporary epidemiology of blad-
der exstrophy in the United States. ] Urol. 2005;173:1728-1731.

2. Reutter H, Boyadjiev SA, Gambhir L, et al. Phenotype severity in
the bladder exstrophy-epispadias complex: analysis of genetic and
nongenetic contributing factors in 441 families from North America
and Europe. J Pediatr. 2011;159:825-831.

3. Jayachandran D, Bythell M, Platt MW/, et al. Register based study of
bladder exstrophy-epispadias complex: prevalence, associated anom-
alies, prenatal diagnosis and survival. ] Urol. 2011;186:2056-2060.

4. Cervellione RM, Mantovani A, Gearhart ], et al. Prospective study
on the incidence of bladder/cloacal exstrophy and epispadias in
Europe. J Pediatr Urol. 2015;11:e1-€6.

5. Suson KD, Inouye B, Carl A, et al. Congenital renal anomalies in clo-
acal exstrophy: is there a difference? ] Pediatr Urol. 2016;12:207.. e1-5.

6. Stec AA, Baradaran N, Gearhart JP. Congenital renal anomalies in
patients with classic bladder exstrophy. Urology. 2012;79:207-209.

7. Gupta DK, Charles AR, Srinivas M. Exstrophy variants: should they
be considered malformation complexes separate from classic exstro-
phy? Eur ] Pediatr Surg. 2003;13:377-382.

8. Reutter H, Bokenkamp A, Ebert AK, et al. Possible association of
Down syndrome and exstrophy-epispadias complex: report of two
new cases and review of the literature. Eur J Pediatr. 2009;168:881—
883.

9. Promm M, Gerling S, Ebert AK, et al. Congenital heart defects in
patients with bladder exstrophy —a so far neglected association? J
Pediatr Urol 2016;. S7-6 (PP).

10. Lowentritt BH, Van Zijl PS, Frimberger D, et al. Variants of the exs-
trophy complex: a
2005;173:1732-1737.

11. Botto LD, Khoury M], Mastroiacovo P, et al. The spectrum of con-
genital anomalies of the VATER association: an international study.
Am ] Med Genet. 1997;71:8-15.

12. Gearhart JP. The bladder exstrophy-epispadias-cloacal exstrophy
complex. In: Gearhart JP, Rink RC, Mouriquand PDE, eds. Pediatric
Urology. Philadelphia: WB Saunders Co.; 2001:511.

13. Martinez-Frias ML, Bermejo E, Rodriguez-Pinilla E, et al. Exstrophy
of the cloaca and exstrophy of the bladder: two different expressions
of a primary developmental field defect. Am ] Med Genet.
2001;99:261-269. Apr 1.

14. Winter RM, Baraitser M, Douglas JM. A computerised data base for
the diagnosis of rare dysmorphic syndromes. ] Med Genet.
1984;21:121-123.

15. Schwedler G, Lindinger A, Lange PE, et al. Frequency and spectrum

single institution experience. J Urol.
g p

of congenital heart defects among live births in Germany. A study of
the competence network for congenital heart defects. Clin Res Car-

diol.. 2011;100:1111-1117.

UROLOGY 123, 2019

16. Adam M, Hudgins L. The importance of minor anomalies in the

evaluation of the newborn. Neo Rev. 2003;4:e99—-103.

L))

Check for
updates

EDITORIAL COMMENT

The authors present a large Multicenter German Study looking at
the association between the exstrophy epispadias complex (EEC)
and other congenital anomalies. The database was created from
patient's entering the CURE-net system, which started in 2009.
In the prospective group, the authors have identified 73 patients
born between the years of 2009 and 2016. They also identified a
larger group of 162 patients which they label as a cross-sectional
group who were recruited from EEC born between 1948 and
2008. By far the most valuable of the groups is the prospective
group which includes the 73 patients starting in 2009.

The authors' series does point out several intriguing and inter-
esting associations some of which are different from previously
published reviews of anomalies associated with the EEC. The first
of these would be that exstrophy variants were found in 21% of
the current review, which is significantly higher than previously
reported. The authors found that associated anomalies outside the
EEC were discovered, in 59% of their prospective group including
renal anomalies in 18% and genital anomalies other than the
epispadias component in 18%. They also pointed out that females
in their study group were found to have Mullerian duct abnormal-
ities to a far greater extent than had previously been reported
with 65.7% experiencing Mullerian duct abnormalities such as
uterine or vaginal duplication obstruction or absence.

Although the authors' data is compelling, it may not give the
full picture due to a lack of mandatory reporting congenital
anomalies through a centralized birth registry in German. The
number of pregnancies in which the EEC was discovered and ter-
minated before birth are not documented and no further valid
data are available such as other anomalies which might have
been present. Although, much of the data is intriguing and
thought provoking, I am not entirely sure that it in any
way changes our approach to the care of the infant born with
EEC. Most of these patients are completely investigated, thus
few, if any of the anomalies reported would be inadvertently over-

looked.
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University College of Physicians and Surgeons, New York
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question has been raised whether the observations of our study
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