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1. Abstract

Background: Congenital nephrotic syndrome of the
Finnish type has been probably observed in Iraqi
children, but it was not reported or documented in
the scientific literature. The aim of this paper is to
report the rare occurrence of congenital nephrotic
syndrome of the Finnish type in association with
crescents formation. Interesting ultrasonographic
findings are also reported, and an evidence-based
therapeutic recommendation for Iragi patients is
described.

Patients and methods: A four-month male infant
with congenital nephrotic syndrome was referred
with a request for therapeutic recommendation.
Ultrasound study was performed. The ultrasound
specialist thought that the ultrasound diagnosis
could be medullary sponge kidney because of the
presence of hyperechoic medulla. The ultrasound
finding was considered, but the ultrasound specialist
diagnosis was not taken as it was not correlated with
the clinical diagnosis of nephrotic syndrome.
Results: The ultrasound finding was considered, but
the ultrasound specialist diagnosis was not taken as
it was not correlated with the clinical diagnosis of
nephrotic syndrome. Renal biopsy showed the
classic diagnostic histopathological ~ findings
congenital nephrotic syndrome of the Finnish type.

In addition, biopsy showed the rare occurrence of

crescents formation in the congenital nephrotic
syndrome of the Finnish type.

Conclusion: The rare occurrence of congenital
nephrotic syndrome of the Finnish type in
association with crescents formation is reported and
supplemented with interesting ultrasonographic
findings.

2. Keywords: Congenital Nephrotic Syndrome,
Finnish Type, Crescents Formation

3. Introduction

Congenital nephrotic syndrome was first reported by
Gautier and Miville in 1942, and is typically
presented with heavy proteinuria (>200mg/mmol
creatinine),  hypoalbuminemia, and edema,
occurring in the first three months of life. It is mostly
genetic condition, and the Finnish-type is also called
“Infantile microcystic disease” is probably the single
most important type [1, 2].

Congenital nephrotic syndrome of the Finnish type
has been probably observed in Iragi children, but it
was not reported or documented in the scientific
literature [3, 4]. The aim of this paper is to report the
rare occurrence of congenital nephrotic syndrome of

the Finnish type in association with crescents
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formation. Interesting ultrasonographic findings are
also reported, and an evidence-based therapeutic
recommendation for Iraqi patients is described.

4. Patients and methods

A four-month male infant with generalized edema
and heavy proteinuria appearing before the age of
three months was referred with a request for
therapeutic recommendation. The parents were
consanguineous, but family history was negative for
a similar disorder. No information was available
about the size of placenta at birth.

Renal ultrasound showed that the right kidney was
7.8 X 3.5 cm in size, and had smooth outline (Figure
1), renal parenchyma thickness was reduced. The
right kidney had echogenic pyramids, and mildly
increased cortical echogenicity. The pelvi-calyceal
system was normal.

Renal ultrasound of the left kidney showed was 8.6
X 4.3 cm in size, and had smooth outline (Figure 2),
renal parenchyma echo-texture was similar to that of
the right kidney. The pelvi-calyceal system was
normal.
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Figure 1: Renal ultrasound showed that the right kidney was 7.8
X 3.5 c¢cm in size and had smooth outline, renal parenchyma
thickness was reduced. The right kidney had echogenic pyramids,
and mildly increased cortical echogenicity. The pelvi-calyceal

system was normal.
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Figure 2: Renal ultrasound of the left kidney showed was 8.6 X
4.3 cm in size, and had smooth outline, renal parenchyma echo-

texture was similar to that of the right kidney.

Abdominal ultrasound showed ascites and
abdominal organs (liver, spleen, pancreas, gall
bladder) were normal in size and texture.

The ultrasound specialist thought that the ultrasound
diagnosis could be medullary sponge kidney
because of the presence of hyperechoic medulla. The
ultrasound finding was considered, but the
ultrasound specialist diagnosis was not taken as it
was not correlated with the clinical diagnosis of
nephrotic syndrome.

5. Results

The ultrasound finding was considered, but the
ultrasound specialist diagnosis was not taken as it
was not correlated with the clinical diagnosis of
nephrotic syndrome. Renal biopsy was performed
and 26 glomeruli were examined with light
microscope and showed the classic diagnostic
histopathological findings congenital nephrotic
syndrome of the Finnish type including tubular
microcystic changes and diffuse mesangial
proliferation. There were also tubular hyaline casts,
and thickened small blood vessel walls. In addition,
biopsy showed the rare occurrence of crescents
formation in the congenital nephrotic syndrome of
the Finnish type. The basement membrane thickness
was normal.

6. Discussion
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The occurrence of congenital nephrotic syndrome of
the Finnish type in association with crescents
formation has been very rarely reported in the
literature Ghosh et al [5].

Ultrasonographic findings of congenital nephrotic
syndrome of Finnish type have been infrequently
described in the literature Graif et al, Perale et al,
Alkrinawi et al, Lanning et al, Bratton et al,
Northrup et al [6-11].

Lanning et al (1989) described the ultrasonic
findings of seven infants with congenital nephrotic
syndrome of the Finnish type who was on active
conservative treatment. The kidneys were enlarged
and the cortex more echogenic than the liver and
spleen parenchyma. The pyramids were small with
hazy borders resulting in an indistinct or lost
corticomedultary  border.  Follow-up  showed
increased the renal cortex echogenity in four infants
and the pyramids became invisible [9].

In this case, the ultrasound specialist thought that the
ultrasound diagnosis could be medullary sponge
kidney because of the presence of hyperechoic
medulla, but we took the ultrasound findings and
excluded the ultrasound specialist’s diagnosis for
being not correlated with the clinical diagnosis of
nephrotic syndrome. However, Bratton et al reported
a case of congenital nephrotic syndrome, Finnish
type, which was initially misdiagnosed as infantile
polycystic kidney disease based on ultrasonographic
findings [10].

Management of congenital nephrotic syndrome has
been considered challenging even in developed
countries where bilateral nephrectomies followed by
dialysis and transplantation represents the standard
therapeutic recommendation and are practiced in
most centres. In this country, these practices are not
applicable, and evidenced based conservative
treatment have to be used [12, 13].

7. References

1. Gautier P, Miville D. Syndrome de
nephrose lipoidique congenitale. Rev Med Suisse
Rom 1942; 62:740.

2. Huttunen NP. Congenital nephrotic

syndrome of Finnish type. Study of 75 patients. Arch
Dis Child. 1976; 51:344-348.
3. Al-Mosawi AJ. Clinical genetics and

dysmorphology: A unique pioneering experiences.

Saarbriicken; LAP Lambert Academic Publishing.
2020.
4, Al-Mosawi AJ. Klinische Genetik und

Dysmorphologie: Eine einzigartige bahnbrechende

Erfahrung (German Edition). Verlag Unser Wissen.
2020.
5. Ghosh AK, Sakhuja V, Joshi K, Chugh KS.

Congenital nephrotic syndrome of Finnish type with

glomerular crescents. J Assoc Physicians India
1994; 42:415-417.

6. Graif M, Lison M, Strauss S, Manor A,
Itzchak Y, Sack J. Congenital nephrosis:

ultrasonographic features. Pediatr Radiol. 1982;
12:154-155.
7. Perale R, Talenti E, Lubrano G, Fassina A,

Pavanello L, Rizzoni G. Late ultrasonographic

pattern in congenital nephrotic syndrome of Finnish
type. Pediatr Radiol. 1988; 18:71.

8. Alkrinawi S, Gradus DB, Goldstein J,
Barki Y. Ultrasonographic pattern of congenital

nephrotic syndrome of Finnish type. J Clin
Ultrasound 1989; 17:443-444.
9. Lanning P, Uhari M, Kouvalainen K,

Lanning M. Ultrasonic features of the congenital

nephrotic _syndrome of the Finnish type. Acta
Paediatrica. 1989; 78: 717-720.

10. Bratton VS, Ellis EN, Seibert JT.
Ultrasonographic findings in congenital nephrotic
syndrome. Pediatr Nephrol. 1990; 4:515-516.

11. Northrup M, Mendez-Castillo A, Brown
JC, Frazier S, Luger AM. Congenital nephrotic

syndrome, Finnish type: sonographic appearance

Univer J Radiol Nucl Med

Volume 1(1): 2020


https://www.ncbi.nlm.nih.gov/pmc/articles/PMC1545982/
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC1545982/
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC1545982/
https://www.researchgate.net/publication/342976402_Clinical_genetics_and_dysmorphology_A_unique_pioneering_experiences
https://www.researchgate.net/publication/342976402_Clinical_genetics_and_dysmorphology_A_unique_pioneering_experiences
https://www.researchgate.net/publication/342976402_Clinical_genetics_and_dysmorphology_A_unique_pioneering_experiences
https://www.researchgate.net/publication/342976402_Clinical_genetics_and_dysmorphology_A_unique_pioneering_experiences
https://www.researchgate.net/publication/343333628_Klinische_Genetik_und_Dysmorphologie_Eine_einzigartige_bahnbrechende_Erfahrung_German_Edition
https://www.researchgate.net/publication/343333628_Klinische_Genetik_und_Dysmorphologie_Eine_einzigartige_bahnbrechende_Erfahrung_German_Edition
https://www.researchgate.net/publication/343333628_Klinische_Genetik_und_Dysmorphologie_Eine_einzigartige_bahnbrechende_Erfahrung_German_Edition
https://www.researchgate.net/publication/343333628_Klinische_Genetik_und_Dysmorphologie_Eine_einzigartige_bahnbrechende_Erfahrung_German_Edition
https://pubmed.ncbi.nlm.nih.gov/7829444/
https://pubmed.ncbi.nlm.nih.gov/7829444/
https://pubmed.ncbi.nlm.nih.gov/7829444/
https://pubmed.ncbi.nlm.nih.gov/7829444/
https://link.springer.com/article/10.1007/BF00971807
https://link.springer.com/article/10.1007/BF00971807
https://link.springer.com/article/10.1007/BF00971807
https://link.springer.com/article/10.1007/BF00971807
https://pubmed.ncbi.nlm.nih.gov/3277141/
https://pubmed.ncbi.nlm.nih.gov/3277141/
https://pubmed.ncbi.nlm.nih.gov/3277141/
https://pubmed.ncbi.nlm.nih.gov/3277141/
https://pubmed.ncbi.nlm.nih.gov/2506236/
https://pubmed.ncbi.nlm.nih.gov/2506236/
https://pubmed.ncbi.nlm.nih.gov/2506236/
https://pubmed.ncbi.nlm.nih.gov/2506236/
https://onlinelibrary.wiley.com/doi/abs/10.1111/j.1651-2227.1989.tb11132.x
https://onlinelibrary.wiley.com/doi/abs/10.1111/j.1651-2227.1989.tb11132.x
https://onlinelibrary.wiley.com/doi/abs/10.1111/j.1651-2227.1989.tb11132.x
https://onlinelibrary.wiley.com/doi/abs/10.1111/j.1651-2227.1989.tb11132.x
https://pubmed.ncbi.nlm.nih.gov/2242320/
https://pubmed.ncbi.nlm.nih.gov/2242320/
https://pubmed.ncbi.nlm.nih.gov/2242320/
https://pubmed.ncbi.nlm.nih.gov/14606567/
https://pubmed.ncbi.nlm.nih.gov/14606567/
https://pubmed.ncbi.nlm.nih.gov/14606567/

and pathologic correlation. J Ultrasound Med. 2003;

22:1097-1101.
12. Dufek S, Holtta T, Trautmann A, Ylinen E,

Alpay H, Ariceta G et al. Management of children

with congenital nephrotic syndrome: challenging

treatment paradigms. Nephrol Dial Transplant.
2019; 34:1369-1377.
Bérody S, Heidet L, Gribouval O, Harambat J,

Niaudet P, Baudouin V et al. Treatment and outcome

of congenital nephrotic syndrome. Nephrol Dial
Transplant. 2019; 34:458-467.

Citation: Al-Mosawi AJ. Congenital Nephrotic Syndrome of The Finnish Type with Crescent Formation: A Challenging Case and

Ultrasonographic Findings. Universal Journal of Radiology and Nuclear Medicine. 2020; 1: 1003.

Copy Right: © 2020 Al-Mosawi AJ. This isan open-access article distributed under the terms of the Creative Commons Attribution License,

which permits unrestricted use, distribution and reproduction in any medium, provided the original author and source are credited.

Univer J Radiol Nucl Med

Volume 1(1): 2020


https://pubmed.ncbi.nlm.nih.gov/14606567/
https://pubmed.ncbi.nlm.nih.gov/14606567/
https://pubmed.ncbi.nlm.nih.gov/30215773/
https://pubmed.ncbi.nlm.nih.gov/30215773/
https://pubmed.ncbi.nlm.nih.gov/30215773/
https://pubmed.ncbi.nlm.nih.gov/30215773/
https://pubmed.ncbi.nlm.nih.gov/30215773/
https://www.researchgate.net/publication/323383088_Treatment_and_outcome_of_congenital_nephrotic_syndrome
https://www.researchgate.net/publication/323383088_Treatment_and_outcome_of_congenital_nephrotic_syndrome
https://www.researchgate.net/publication/323383088_Treatment_and_outcome_of_congenital_nephrotic_syndrome
https://www.researchgate.net/publication/323383088_Treatment_and_outcome_of_congenital_nephrotic_syndrome

	Universal Journal of Radiology and Nuclear Medicine

