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9 gunluk, erkek hasta
Sikayeti yok.

Oykii

Gebeligin 20. haftasinda bakilan USG takibinde, hasta hidronefroz tanisi
almis.PN 9.giin ¢.nefroloji polklinigine basvurmus.



Ozgecmis

» 39+5 GH’da 3700gr C/S ile dogan hasta.
» Solunum sikintisi nedeniyle YDYBU’de 1 hafta yatmns.

vV v v Vv

Soygecmis
Anne, baba sag, saglikli
Hastamiz ilk cocuk

Akraba evliligi yok.



Fizik Muayene

vV V.V vV vV vV vV vV vV vV vV VvVY

Ates: 36,7 C Boy:51 cm (50-75p)
Kalp tepe atimi: 146/dk Kilo: 3540 gr (25-50p)
Tansiyon: 90/60 mmHg Bas C.: 37,5 cm(25-50p)

SS/SP0O2: 46/100

Genel durumu iyi, aktif hareketli.

Ciltte dokuntu, petesi, purpura, ekimoz yok.

Batin rahat , defans yok, rebound yok, HSM,ele gelen kitle yok.
S1 ve S2 dogal ek ses veya Uflirim yok.

Akciger sesleri dogal. Ral ronkis yok. Ekspiryum uzunlugu yok.
Isik refleksi bilateral pozitif. Kirmzi refle +/+

On fontanel 1x2 cm normal bombelikte.

Ekstremiteler hareketli

Pili anomalisi yok, testisler bilateral skrotumda.



» Patolojik bulgular

» Gebeligin 20. haftasinda bakilan USG takibinde, hasta hidronefroz tanis:
almis.



» On tani, istenilecek tetkikler



» Abdomen USG PN 10. gunde;

» ‘Sag bobrek boyutlari artmis 78x40 mm olup biiyligii yaklasik 2 cm capinda
olmak uzere birkac adet anekoik kortikal kist izlenmistir. Sol bobrek normal

boyutlarda olup parankim kalinlik kontur ve ekosu dogaldir. Her iki bobrekte
kalkul ve pelvikaliksiyal dilatasyon izlenmedi.’



Laboratuvar

Kreatin:0,44
Albumin:38,7
Na:140
K:5,33
Ca:10,19
P:7,69

vV V Vv VY Y V

> TIT; pH:6,5

> dansite:1004

> kan: negatif

> protein: negatif
>

lokosit: negatif



Cocuklarda Renal Kistik Hastaliklar

» NonHerediter; Kistik Renal Displazi
» Genetik Hastaliklar

» Izole Renal Kistler
>

Edinilmis Renal Kistler



Bobrek kistleri cocuklarda cesitli hastaliklarda gorulur.

Kistler, kalitsal olmayan fetal malformasyonlara (yani kistik renal displazi)
veya genetik bozukluklara bagli olabilir veya nadiren de olsa edinilebilir.

Kistler ayrca izole bir bulgu olarak veya bir sendromun parcasi olarak da
ortaya cikabilir.



Herediter Olmayan Kistik Displazi

» Kistik renal displazi, fetal bobregin renal parankimal malformasyonuna
baglidir.

» Kistik displazi siklikla idrar yolunun dogum oncesi tikanikligi, ornegin posterior
uretral kapakciklar (PUV) veya ureteropelvik kavsak (UPJ) tikanikligina bagli
olarak da gorulebilir.



Multikistik Displastik Bobrek

» Kistik bobrek displazisinin en siddetli formu multikistik displastik bobrektir.

» MKDB, displastik doku ile ayrilmis cok sayida iletisimsiz kistten olusur




Patoloji

» Tipik olarak tanimlanabilir bir
bobrek dokusu yoktur, ancak
bazi durumlarda displastik
bolgede minimal fonksiyonel
bobrek dokusu bulunabilir.

» Ureter yok veya atretiktir.
» MKDB’in nedeni belirsizdir.

» Altta yatan bir genetik yatkinlik
olabilir.




» Bu, MCDK'NIN KKH 1L,

ROBO2, HNF 1B ve SALL1
genlerindeki mutasyonlarla
iliskili oldugunu bildiren
bobrek ve uriner sistemde
konjenital anomalisi olan
buyuk bir cocuk
kohortunda bobrek ve idrar
yollarinin konjenital
anomalileri ile iliskili
genlerin kodlama
ekzonlarin1 analiz eden bir
calisma ile gosterilmistir

> Kidney Int. 2014 Jun;85(6):1429-33. doi: 10.1038/ki.2013.508. Epub 2014 Jan 15.

Mutations in 12 known dominant disease-causing
genes clarify many congenital anomalies of the
kidney and urinary tract

Daw-Yang Hwang ', Gabriel C Dworschak 2, Stefan Kohl 3, Pawaree Saisawat 4, Asaf Vivante 3,
Alina C Hilger 5, Heiko M Reutter ©, Neveen A Soliman 7, Radovan Bogdanovic 8
Elijah O Kehinde ?, Velibor Tasic 19, Friedhelm Hildebrandt 11
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Abstract

Congenital anomalies of the kidney and urinary tract (CAKUT) account for approximately half of
children with chronic kidney disease. CAKUT can be caused by monogenic mutations; however, data
are lacking on their frequency. Genetic diagnosis has been hampered by genetic heterogeneity and
lack of genotype-phenotype correlation. To determine the percentage of cases with CAKUT that can
be explained by mutations in known CAKUT genes, we analyzed the coding exons of the 17 known
dominant CAKUT-causing genes in a cohort of 749 individuals from 650 families with CAKUT. The
most common phenotypes in this CAKUT cohort were vesicoureteral reflux in 288 patients, renal
hypodysplasia in 120 patients, and unilateral renal agenesis in 90 patients. We identified 37 different
heterozygous mutations (33 novel) in 12 of the 17 known genes in 47 patients from 41 of the 650
families (6.3%). These mutations include (number of families): BMP7 (1), CDC5L (1), CHD1L (5), EYA1
(3), GATA3 (2), HNF1B (6), PAX2 (5), RET (3), ROBO2 (4), SALL1 (9), SIX2 (1), and SIX5 (1). Furthermore,
several mutations previously reported to be disease-causing are most likely benign variants. Thus, in a
large cohort over 6% of families with isolated CAKUT are caused by a mutation in 12 of 17 dominant
CAKUT genes. Our report represents one of the most in-depth diagnostic studies of monogenic
causes of isolated CAKUT in children.



Epidemiyoloji

MKDB insidansi iilkeye ve calismaya gore degismekte olup, 3600'de 1 ile
4300 canli dogumda 1 arasinda degismektedir.

MKDB her iki bobregi de icerebilir, ancak cogu vaka tek taraflidir ve
sol bobrek daha sik etkilenir.

MKDB erkeklerde kizlara gore daha sik gorulur.

Cogu durumda, MKDB’nin involusyonu, tekrarlanan ultrason
muayenesi ile gosterilir. Involusyon orani genellikle yasamin ilk iki
ila U¢ yiinda en yuksektir ve ortalama 5.5 yasinda tamamlanir.




Klinik Bulgular

> Antenatal; MKDB genellikle antenatal
ultrasonografi ile saptanir.

> Postnatal; Semptomlar ve komplikasyonlar
cok nadir oldugundan, MKDB tipik olarak
postnatal donemde ancak baska bir durum
icin yapilan goruntulemede saptanabilir.
Ekstrarenal malformasyonlar da gorulebilir
(ornegin, kalp defektleri, 6zofagus veya
bagirsak atrezisi veya miyelomeningosel) ve
bu anomaliler icin yapilan calismalar
MKDB’ye eslik eden bir durum olarak
tanimlanabilir.




» MKDB’nin malign transformasyon orani, genel populasyondaki bobreklerle
karsilastirlabilirse kucuktur ya da hi¢c artmamistir denilebilir.

» Hipertansiyon riski dusuktur. Hipertansiyon orani genel populasyonunkiyle
karsilastirilabilir.



Review > Arch Dis Child. 2005 Sep;90(9):921-4. doi: 10.1136/adc.2005.075333. Epub 2005 May 4.

Risk of hypertension with multicystic kidney disease:
a systematic review

H Narchi !
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Abstract

Background: Children with multicystic kidney disease (MCKD) are increasingly managed
conservatively, and are followed up throughout childhood because of the risk of hypertension
highlighted in some reports. With this risk still poorly defined, the strategy and the duration of follow
up do not seem to be based on evidence.

Methods: Systematic review of the literature for all published cohort studies (prospective and
retrospective) of children diagnosed to have unilateral MCKD and managed conservatively. Exclusion
criteria were bilateral MCKD, and nephrectomy (not for hypertension) during the follow up period. For
children with MCKD, the probability of developing hypertension during the follow up period was
estimated.

Results: From 29 reviewed studies, six cases of hypertension developed in 1115 eligible children. The
mean probability of a child with unilateral MCKD developing hypertension was therefore 5.4 per 1000
(95% Cl estimated at 1.9 to 11.7 per 1000).

Conclusion: Although the risk of hypertension in MCKD is low, the results of this study do not allow
firm recommendations on the frequency and duration of blood pressure measurement follow up for
these children. Large prospective cohort studies with a very long duration of follow up are needed.

29 calismanin sistematik
bir incelemesinde, 1115
hastanin tum havuzunda
alt1 hipertansiyon vakasi
kaydedilmistir; bu, genel
pediatrik populasyonda
bulunandan daha dusuk
bir insidanstir.



» Kontralateral bobrek, intrauterin donemde baslayan ve tipik olarak u¢ yasina
kadar gozlenen kompansatuar hipertrofiye ugrar ve ortalama uzunluktan iki
standart sapmadan daha buyuk bir bobrek boyutuna neden olur .

» Kompansatuar hipertrofinin olmamasi, rotasyonel veya pozisyonel anomaliler,
hipoplazi, displazi alanlan, vezikoureteral reflu (VUR), Ureterosel,
ureteropelvik kavsak (UPJ) tikaniklig1 veya genital anormallikler dahil olmak
uzere kontralateral bobrek anormalliklerini gostermektedir.

» VUR, etkilenen hastalarin kontralateral bobreklerinin yuzde 21'inde meydana
gelen en yaygin bobrek anormalligidir.



Izlem

» Cogu MKDB vakasinda herhangi bir uzun vadeli komplikasyon olmadigindan,
etkilenen bireyler tipik olarak konservatif olarak yonetilir (yani gozlemle).

» Bununla birlikte, kontralateral anormallikleri olan bireysel hastalar bobrek
yetmezligi gelistirebileceginden uzun sureli takip gereklidir.



Rutin izleme

Tek tarafli MKDB’li hastalar icin mevcut yonetim yaklasimi Amerika’da sunlar
icerir:

Kontralateral bobrek buyumesini ve MKDB involusyonunu izlemek icin
dogumda 6. ay, 2. yil, 5. yil, 10. yil ve 15 yasinda ultrasonografik
degerlendirme.

Tekrarlayan idrar yolu enfeksiyonu nedeniyle kontralateral bobrekte belirgin
bobrek skarlasmasi saptanabilir.

Ozellikle kronik bobrek hastaligi gelisme riski tasiyan kontralateralbobrekte
anormallikleri olan cocuklarda kan basinci olcumu , proteinuriyi saptamak icin
idrar tahlili ve bobrek fonksiyon calismalarini (ornegin serum kreatinin) iceren
rutin takip onerilir.



Goruntuleme

» Diger tipik olarak gereksiz testler ve miidahaleler
» MKDB yonetiminde rutin olarak asagidakilerden hicbirini yapmiyoruz.

» Voiding sistouretrogram (VCUG) - Kontralateral bobregin ardisik iki normal
ultrason taramasi olan hastalarda VCUG yapilmasi gereksizdir, cunku klinik
olarak anlamli VUR'un mevcut olmasi mimkin degildir.

» VUR'un kontralateral bobreklerin yiizde 4 ila 21'inde meydana geldigi
bildirilmis olmasina ragmen, genellikle dusiik derecelidir ve genellikle erken
yasamda duzelir.

> Kontralateral bobrekte VUR olan hastalarin ultrasonografik anormalliklere
sahip olma olasiligi daha yuksektir. Onemli kontralateral hidronefroz veya
idrar yolu enfeksiyonu oykusu varsa VCUG yapilmalidir.



A meta-analysis of the incidence and fate of
contralateral vesicoureteral reflux in unilateral
multicystic dysplastic kidney

T Erlich 7, A M Lipsky 2, L H Braga 3
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Abstract

Introduction: Multicystic dysplastic kidney (MCDK) is the most common type of renal cystic disease.
It is associated with urinary tract abnormalities in the contralateral kidney in up to 30% of cases, most
commonly vesicoureteral reflux (VUR).

Objectives: The objective of this study was to describe the incidence and selected issues in
management and evolution for each VUR grade in the contralateral kidney of patients with unilateral
MCDK, in order to strengthen the scientific basis regarding the need for voiding cystourethrography
(VCUG) screening.

Methods: A comprehensive search of standard and gray literature was performed. Full-text screening,
data abstraction, and quality appraisal were conducted in duplicates. Included studies reported a
primary diagnosis of unilateral MCDK with contralateral VUR determined by VCUG. Articles had to
include a distribution of VUR grade to meet the eligibility criteria.

Results: From 698 retrieved articles, 37 studies enrolling 2057 patients were analyzed. Of the patients,
80% were male; 50% had left unilateral MCDK; and 87% were diagnosed prenatally. A total of 1800
patients had VCUG, of whom 303 had VUR (weighted proportion: 17%,; 95% confidence interval [CI]:
14-20%,). Weighted proportions of VUR were 9%, 7%, and 17% for grades I-1l, llI-V, and I-V,
respectively. Of the patients, 99% (95% Cl: 97-100%) were on continuous antibiotic prophylaxis (CAP)
and 18% (95% Cl: 8-37%) had urinary tract infections (UTIs), with a higher rate of UTIs (23% vs 10%) in
patients with dilating (grades 11I-V) VUR, over a mean follow-up of 40 months. In patients with dilating
VUR, reflux resolved or downgraded to grade | in 52% (95% Cl: 37-67%) of patients, and 32% (95% Cl:
19-499%) had surgical correction of VUR.

2057 hastay1 kaydeden 37
calismanin meta-analizi,
tek tarafli MKDB'LI
hastalarin yuzde 17'sinin
kontralateral bobrekte
VUR oldugunu, bunun
yuzde 41'inin de ureteri
dilate edici(ileri derece
reflu) bildirmistir.



» Bobrek sintigrafisi - Yonetim yaklasimini degistirmedigi icin rutin olarak
bobrek sintigrafisi yapilmiyor.

» Cerrahi rezeksiyon - Etkilenen bobregin rezeksiyonunu onerilmiyor.
Rezeksiyonun malignite riskini ortadan kaldirdigi one siirlilse de; MKDB
bobreklerinde, ozellikle Wilms tiimoriinde artmis malignite riski olduguna dair
bir kant yoktur.



Review > Arch Dis Child. 2005 Feb;90(2):147-9. doi: 10.1136/adc.2004.051243.

Risk of Wilms' tumour with multicystic kidney
disease: a systematic review

H Narchi
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Abstract

Background: Children with multicystic kidney disease (MCKD) are increasingly managed
conservatively and are followed up throughout childhood because they are perceived to be at
increased risk of developing Wilms’ tumour. With this risk still poorly defined and somewhat
controversial, the strategy and the duration of follow up do not seem to be based on evidence.

Methods: Systematic review of the literature for all published cohort studies (prospective and
retrospective) of children diagnosed to have unilateral MCKD and managed conservatively.

Exclusion criteria: bilateral MCKD, nephrectomy (not for malignancy) during the follow up period. We
estimated for children with MCKD the probability of developing Wilms' tumour during the follow up
period, with 95% Cl using the Poisson distribution.

Results: From 26 reviewed studies, no cases of Wilms’ tumour developed in 1041 eligible children.
The mean probability of a child with unilateral MCKD to develop Wilms' was therefore nil, with a
97.5% upper Cl estimated at 0.0035 (or 3.5 per 1000 children).

Conclusion: The development of a national or a FEuropean registry for children with MCKD would
increase the precision of their risk estimate to develop Wilms® tumour. In the meantime, there is no
evidence to support any of the different modalities for following up these children by ultrasound, if
indeed such a strategy is necessary.

Bu, tek tarafli MKDB’li
1041 cocukta Wilms
tumoru vakasi
bulunmayan 26 calismanin
sistematik bir literatur
taramasinda
gosterilmistir.



» Ek olarak, bir gozden gecirme makalesi, Ulusal Wilms Tumor Calismasi Patoloji
Merkezi'nden elde edilen verilerin, 6000'den fazla nefroblastom vakasi
arasinda yalmzca bir MKDB vakas1 gosterdigini bildirmistir.

» Bununla birlikte, kesin bir MKDB tanis1 onemlidir, cunki taninin belirsiz oldugu
hastalar aslinda kistik Wilms tumoru gibi potansiyel olarak yasami tehdit eden
baska bir hastaliga sahip olabilirler.



Genetik
Hastaliklar

Hereditary renal cystic diseases and their underlying gene defect

_ . Genes Corresponding Proteim _
Discase Main features . _ _ _ Postulated functions
involved protein localization
Autosomal Renal cyst, enlarged PEHD I Fibrocystin/pobhyductin Cilia and Calcium response;
recessive PKLD kidneys, hepatic (FPC) secreted proliferation/differentiation
(ARPED) fibrosis
Autosomal Renal, hepatic, PREDI, PRKDZ Polycystin 1 (PC1), Cilia, Golgi Calcium response;
daominant PKLD pancreatic and brain Polycystin 2 (PC2) apparatus, focal proliferation/differentiation
(ADPKD) cwysts adhesions
Mephronophthisis Renal fibrosis, renal NPHPI -NPHPT 1 Mephrocystin-1, Cilia, basal Cell-cell and cell-matrix
(NPHP) and cysts, tubular atroaphy, 2finversin, 3, 4, 5, bodies, adhesion; actin
Senior Laken retinal dystrophy {in &/CEPZ290, 7/GLISZ, centrosomes, cytoskeleton; cell division;
Syndrome (SHLS) SMLS) S/RPGRIFP 1L, 9/MNEKS, focal adhesions Wit and Shh signaling
11/ Meckelin
Joubert MPHP and cerebellar AHTT, NPHPIT, Joubernn, Cilia, basal Ciliogenesis, Sonic
syndrome (J5) ataxia CEPZ220, Mephrocystin, bodies, Hedgehog signaling
JIBTSE/ TMEMS 7, CEP290, Meckelin, centrosomes,
RPGRIPIL, RPGRIFP1L, ARL1Z2E, cell junctions
ARLIZE, CC2ZD2A, INPPSE,
CC20D2A4A, TMEMZ215
INPPSE,
FIBTSZ2/TMEMZ216
Bardet-Biedl Renal cysts, aobesity, 88571 -12, MKST, BBS1-12, MKS1, Centrosomes, Pericentriolar
syndrome (BEBS) polydactyly, retinal CEPZ2920, FRITZ, CEFP290, FRITZ, basal bodies organization, ciliogenesis,
dystrophy, mental SDCCAGS SDCOCAGS Wt signaling
retardation
Meckel-Gruber Ocoipital MEST, MKS1, Meckelin, Centrosomes, Basal body localization,
syndrome (MKS) meningoencephalocele, MEKSZ/TMEMSF, Mephrocystin 3, cilia, plasma ciliogenesis, Hedgehog
cystic kidneys, liver nNPHPZR, CEPZ2O0, CEP290, RPGRIP1L, membrane signaling
fibrosis, polvdactyly RPGRIPIL, CCZD2a, TMEM216
cC2o2A,
MKSZ2/ TMEMZ218
Oral-facial-digital Malformations of face, oFD I OFC 1L Cilia, basal Ciliogenesis, L-R
syndrome 1 oral cavity and digits, bodies, asymmetry, possibly gene
(OFD1) renal cysts, polydactyhy centrosomes, regulation
nucleus
Short-Rib FRenal cysts, shortenaed DYNZ2CHI, IFTE80 Cytoplasmic dynein 2 Chondrocyte Intraflagelar transport,
Polydactily bones, polydactyly, heawvy chain, IFTS0 cilia, basal Hedgehog signaling
{including Jeunes situs inversus bodies

Asphyxiating
Thaoracic

Dystrophy)
Tuberous Fenal cysts, beninan TSCI, TSCZ2 Hamartin (75C1)., Centrosome, Cellular signaling by
sclerosis complex tumaors in multiple Tubern (TSC2) cytoplasm, regulating the mammalian
aorgans, dermatologic target of rapamycin
abrnormalities inlcuding (MTOR) signaling pathway
hypopigmented
macules (ash-leaf
spots), angiofibromas,
shagreen patches, and
brown fibrous plagque
of the forehead
Uromodulin Renal cysts, fibrosis, oD, MCOK DI, Uromodulin Cilia, basal Unknown ciliary role
associated hvpertension, NCKDZ2 bodies,
kidney diseases hypoeruricemia centrosomes,
(MCKDZ, FIHMN, secreted
GCKD)

Hereditary cystic diseases of the kidney, their causal genes, encoded proteins, localization, and proposed function.

PKD: polyvcystic kidney disease; MCKD2: medullary cystic kidney disease type 2; FIHMN: familial juvenile hyperuricemic nephropathy; GCKD:
glomerulocystic kidney disease.

Reproduced from: Gascue C, Katsanis N, Badano JL. Cystic disease of the kidney: cifiary dysfucntion and cytogenetic mechanisms. Pediatr
Nepfirol 201 1; 26:1181, with kind permiission from Soringer Science + Business Media 8.Vv. Copyright © 2071 1.




Malformasyon bozukluklaryla iliskili
renal kistler

Malformative disorders associated with renal cyst
formation

Syndrome Main extrarenal manifestations
Ehlers-Danlos Joint hyperextensibility, increased stretchabilicy of skin
Elejalde Acrocephalopolydactylous dysplasia
Ellis-van Creveld Chondroectodermal dysplasia
Geominne Torticollis, multiple keloids, cryptorchidism
Goldston Dandy-wWallker malformation, cerebellar malformations
Ivemark Spleen agenesis, cyanotic heart disease, gut

malrotation
Jeuns Asphyxiating thoracic dystrophy, short limb dwarfism,
hypoplastic iliac wings
Laurence-Moon- Mental retardation, obesity, polydactyly, retinopathy
Bardet-Biedl|
Meckel-Gruber Posterior encephalocoele, cleft palate, polvdactyly
Melnick-Fraser Branchial fistulas, preauricular pits, hearing loss
Papillon-Leage- COral frenula, cleft tongue, digital malformations
Psaums
Passarge Hypotonia, abnormal ears, hepatomegaly
Roberts Tetraphocomelia, cleft lip, genital hypertrophy
Trisomy 12 (Patau) Microcephaly, cleft lip, digital anomalies, mental
retardation
Trisomy 18 Owverlapping fingers, foot deformities, muscular
(Edwards) hypertonicity, neonatal hepatitis
Trisomy 21 (Down) Brachycephaly, epicanthal folds, hyvpotonia, congenital

heart disease

Zellweger Brain malformations, craniofacial dysmorphism, limb
deformities, metabolic defect

Extrarenal manifestations of the major malformative syndromes
associated with renal cyst formation.



Izole Renal Kistler

» izole bobrek kistleri genel poplilasyonda yaygin olarak goruliir ve prevalans
yasla birlikte artar.

» Hem etkilenen yetiskinler hem de cocuklar icin temel klinik kaygi, basit
bobrek kistlerini malignite ile iliskili kompleks bobrek kistlerinden veya
otozomal dominant polikistik bobrek hastaliginin ilk bulgusu olarak dogru bir
sekilde ayirt etmektir.



>

>

Septa, kalsifikasyon veya kati bilesen icermeyen ince duvarli basit bobrek
kistleri en sik cocuklarda gorulur.

izole basit kistleri ve normal bobrek fonksiyonu olan ve bobrek displazisi
olmayan cocuklar, bobrek fonksiyonlarinda bozulma veya malignite gelisimi
olmaksizin birkac yil takip edilebilir.

Birincil konservatif yonetim onerilir. Cerrahi, semptomatik buyuk kompresif
kistler, takip goruntulemesinde kist boyutunda artis ve altta yatan tani
konusunda belirsizlik oldugunda sinirlandirilmalidir. Semptomatik bir cocukta
basit bobrek kisti icin laparoskopik mudahale dusunulebilir.

Kompleks bobrek kistleri cocuklarda nadirdir.



Edinilmis Renal Kistler

Edinilmis bobrek kistleri genel pediatrik populasyonda nadirdir.
Son donem bobrek hastalig

Son donem bobrek hastaligi olan eriskinlerde goruldugi gibi, kronik peritoneal
veya hemodiyaliz uygulanan SDBH'li cocuklarda edinilmis bobrek kistleri
gorulebilir. Surekli ayaktan periton diyalizi alan 54 cocuktan olusan bir calismada
gosterildigi gibi, edinilmis kistik hastalik insidans1 diyaliz stiresinin artmasiyla
artmaktadir .

Edinilmis kistik hastalik prevalansi, sirasiyla sifir ila 4 y1l, 5 ila 9 yil ve 10 yildan
uzun suredir diyaliz gecirenler arasinda yuzde 9, 50 ve 80 idi.



Karaciger nakli
Edinilmis bobrek kistleri, karaciger nakli yapilan cocuklarda yaygindir.

Tek bir merkezden bir vaka serisinde, 108 cocuktan 33'unde (yuzde 30)
karaciger nakli sonrasi bobrek kisti gelismis.

Kist olusumu icin risk faktorleri arasinda orta derecede bobrek fonksiyon
bozuklugu, biyopsi ile kanitlanmis kronik karaciger grefti reddi ve
retrohepatik vena kava trombozu varmas.

Tek bir merkezde karaciger nakli yapilan 235 cocuktan olusan ikinci bir vaka
serisinde, hastalarnn yuzde 11'inde bir veya daha fazla bobrek kisti gelisti. Cok
degiskenli analiz, siklosporin ile tedaviyi tek bagimsiz risk faktorii olarak
tanimlamis.



BOBREK KISTLERINE GENEL YAKLASIM
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Bizim izlemimizde,

» Hasta su anda 2 yasinda olup, takiplerinde tansiyonlari normal persantil
araliginda seyretti. Proteiniiri gozlenmedi. Bobrek fonksiyon testleri normaldi.

» Hastanin kontrol son USG’sinde; ‘Sag bobrekte multipl sayida kortikal
yerlesimli kistik olusumlar izlenmektedir. Sag bobrete kortikomediiller ayrim
kaybolmustur. Gorunim MKDB ile uyumlu olarak degerlendirilmistir. Sol
bobrek boyutlan 74x45 mm, artmis olup kompansatuar hipertrofi ile
uyumludur.’



Tesekkurler

Pablo Picasso, 1901




