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s of postion (ectopia)

es of parenchyma (nephrodysplasia)
= ;;'_::,:- |es of vessels

K|d ney malformations arrise at the begining of
: development (a’eve/opment of metanefros isn't induced by ureteric
bud or both kidney are closely together — before week 6) or later
(a’ur/ng Incomplete ascensus renis — after week 8).
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alformations of kidney: R
®shaped kidney-(ren.areuatus) ="
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: fusion of lower pole of both

phros in front of large vessels (aorta +
.:__.;z . .y'f. )

=fiised parenchyma = isthmus ,brakes" ascensus

~renis bellow detachment of a. mesenterica inf.

e

~(+position anomaly - ektopia) and rotation (+
malrotation; hilus — ventrally), ureters run in
front of isthmus —I renal vessels duplicatiorfi
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) anomalies: }-'
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(ren sacralis, ren Iumbalis)'
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on (or-hyperrotation)®of kidfiey

B

® |s connected with ectopia
or anomaly of kidney
shape

® hilus — ventraIIy (embryonic
position) OF dorsaly

e Notice:(normal adult position of
hilus is medial)
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ekts of parenchyma:
IC kidneys
rodysplasia polycystica

@ cystic malformation (always bilat.)
t|c degeneration of kidney

orms of polycystic disease:

= type
l adult” macrocystic formi

type
llnfantll microcystic form|]
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Adult Po/ycystiaﬁ’:easel —
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manifests in adulthood (after 30th) 1:400 -
obab|I|ty of transmission to offsprlng IS 50 %;

0l. genes on 4th and 16th chromosomes —
__r nt polycystin production (membrane protein necessary
fferentiation of cells in renal tubules).

=Klinic manlfestatlon bilat. enlarged kidney, macroscopic cysts,
+:F_.':':“‘“f*-e' iinal and/or lumbal pain, hematuria, hypertension, mfectlons
*"_ “insufficiency and fallure.

( *Dg (FA), abdomen palpation, sono event. CT

—o—Th.*s mptomatic, decelerate progression of disease,

renal failure — renal funcions have to be compensated
(hemodialysis, peritoneal dialysis, transplantation)



Polycystic kidney — macroscopic cysts are seen also on the kidney surface
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0, probability of transmission to offsprlng -
ren of healthy parents ,disease carriers”;

'- lies also in liver, spleen, lungs,

- - defect of ureter development
rons are not connected with collecting ducts)

- \ —'1.
- — =

KHnic manlfestatlon bilat. enlarged kidneey, hypertension,
decreased glomerular filtration, renal failure. To a lesser extent
of damage 50-80 % children can live about 15 years. Some
children die shortly after birth by lung failure.

® Prenatal dg. in week 9 of i.u.dev. — FA, DNA markers.
® Th.: same as in PCHLAD
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¢ Insuficiently developed
Kidney — small, small
amount of histologically
normal and functional
nephrons

¢ usually unilateral

e compenzational hypertrofia
of the other kidney
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. frequent type of tumors in
n under 5 years, rare in adulthood

0% reatment succes, also in case of
= *- distribution (metastasis)

'-—...-- —
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—efa F miliar occurrence — tumor contais cells
=5 ‘of mesonephros

e ctiology: K& - hereditary basis
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AUrISMOSIS (,storage w ——
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disorder in which a substance is stored in certain cells of some

substance. auses functional failure of storing organs

-?}‘ gen In auto- or heterosomes, usually recessive inheritance
dlsease (storage of cerebrosides = neutral sphingolipids),
; - |sease (storage of glycogen),

_ ardisease (storage of glukocerebrosides),

=s=Fancon sy (storage of cystine; cystinoza, cystinurie)

i7 hyperoxaluria — cong. defect of glykooxalates production
stc age of oxalates; urolithiasis).

; '('fong defects of metabolism of purines — familiary gouty juvenile
nephropathy + artritis already in the 2nd dacede of life.
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® accesory arteries — 25 %, veins - 12,5 %






of pelvis and-ureter~

| ater.fi (+ pelvis
Plex, ren duplex)
or bilat., partial or completel
____;?:- + branching or accesory ureteric bud
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er opens into urethra,
US or vagina (rarely

= & Cross ectopia of ureter,
,retrocava” ureter —
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nital stenosis, obstructions,

I

= = ars intramuralis —
~ureter-vesical junction.
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waII of urinary
’“ er are not formed;

“uri ary bladder is opened
nd inner surface of its
= dorsal wall is visible (+
: epispadia and cleft of
symphysis (diastasis)
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2] defect of mezenchyme migration

ctoderm of abdominal wall and
week 4

ctlon of the wall (24 - 48 h after
ispadia (about 2nd year).
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of syndromes:
BResis of muscles in abdominal wall
obs uctlon of urinary bladder in region of internal

== “ul ,thral ostium (dilatation of bladder, megaureters and
dronephr05|s — above obstruction)

hormonal treatment (estrogens) of mother during the 1st
trimestr was frequently find in anamnesis

® Prognosis: viability depends on number of functional
nephrons at birth.
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— Epispadia
see extrophia

the urethral opening or meatus
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zevniho genitalu a uzavieni uretry &

Zdroje pro vyvoj

zevniho genitalu: Urethral

/ outlet

1 -Glans penis

Penile urethra
} Urethral “ = f.
. groove - _J-Line of fusion

Tuberculum genitale Phallus  Yrethral plate

~ Plicae genitales

= (urethrales) ’ e Solid epithelial cord [ o ?rﬂhraf
= 1 k 0lds
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