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OLGU

10 aylik kiz hasta

Yakinma: Idrardan kan gelmesi



HIKAYE

Bes aylikken 1idrarda kan

Di1is merkeze bagvuru

Idrar yolu enfeksiyonu (IYE) tanisi ile tedavi
Ara donemde yakinma ya da bulgu yok



On aylikken acil servisimize kanli idrar yapma
sikayeti ile bagvurdu.

Ust solunum yolu enfeksiyonu yakinmalar: eslik
eden hastanin idrar sedimentinde bol miktarda
morfik gorinimli eritrositler mevcuttu.

Uriner USG’de patoloji saptanmadi

Damar yoluyla sivi destegi 1le hemattirisi diizelen
hasta cocuk nefroloj1 poliklinik kontroliine
gelmek lizere acil servisimizden taburcu edilda.



Hasta 3 giin sonra kanli idrar sikayetiyle yeniden
acil servisimize basvurdu.

Eslik eden ates, idrarda koku, idrar miktarinda
azalma sikayetleri yoktu.



OZGECMIS

Dogum oncesi 1zleminde 6zellik yok.

37 GH, 2600 gram, NVY 1le ikiz es1 olarak
dogmus.

Dogum sonrasi 10. giinde pnémoni nedeniyle 10
oglin YDYB yatisi olmus.

Anne stiiti ve ek gidalarla besleniyor.



SOY-GECMIS

Anne: 23 yas, sag-saglikh

Baba: 26 yas, sag-saglikh

Anne baba arasinda akrabalik yok

Ailede bilinen bobrek hastalik 6ykiisi yok
Ikiz esi, sag saglikli



FIZIK MUAYENE

Kilo: 10 kg (90P )

Boy: 75 cm ( 90P)

TA : 70/45 mmHg (normal)

Ates: 36.6 C SS:17/dk  KTA: 90 /dk

Genel durumu 1y1.
Turgor - tonus dogal.

Batin normal bombelikte, ele gelen kitle yok.
Organomegali yok. Pretibial 6dem yok.

SS, KVC, GIS, GUS patoloji yok.



LABORATUVAR

Ure:21 mg/dL
Kreatinin:0,21 mg/dL
Na:137 mEq/L

K:4 mEq/L

Cl:103 mEq/L

Ca:9,7 mg/dL
Mg:2.2mg/dL

P:5,4 mg/dL

Urik asit:3.1 mg/dL
ALP: 185 U/L

-Kan gaz1 pH: 7.45
C02: 34

HCO3: 24,7
AG: 0.2

-WBC: 6097

HGB: 11.2
HTC: % 32
PLT: 292.000



TIT
pH: 6.5
dansite: 1024
protein: negatif
glukoz: negatif

kan: +++
lokosit: eser

Idrar sedimenti : bol miktarda morfik eritrosit



ON TANTI ??



HEMATURI

Idrar yolu enfeksiyonu
Poststreptokokal glomeriilonefrit
Anatomik bozukluk , dis genital lezyon
[lac ve gida alim 6ykiisi
Koagiilopatiler

Nutcracker Sendromu

Renal ven trombozu

Hiperkalsiiiri, nefrolitiazis

Kronik glomerilonefritler

Malignensi



Idrar kiltirinde tireme yoktu.

ASO, C3,C4 degerleri normal.

Spot 1drar Ca/kreatin orani:0.45 (normal)
Renal doopler USG ve tiriner USG : normal

Hasta servise yatirildi.
24 sa. idrar Ca: 9,6 mg/kg /gun(117)
Scholl soliisyonu baslanda.



HIPERKALSIURI



Idiopatik hiperkalsitiri
Hiperkalsemi (-)
24 saatlik idrar Ca> 4 mg/kg/giin

Spot idrarda kalsivum/kreatinin orani (mg/mg)

1 yagsa kadar : > 1
1 yastan sonra > 0,2



Hiperkalsiiiri Girolitiyazis gelismesi ile
baglantilidir ve pozitif aile oykiisii en 6nemli risk
faktoridir.

En sik nedeni 1diyopatiktir.

Genetik ve cevresel faktorler etyolojide yer alir.

Diyette fazla kalsiyum, sodyum ve protein
bulunmasi, potasyum ve fosfor eksikligi
hiperkalsiiiri olusumunu kolaylastirir.



SEMPTOMLAR

Hiperkalsitiri, tasi olan cocuklarda en sik
rastlanan metabolik bozukluktur.

Bobrek taslar: gelismeden once mikroskopik veya
ogross hematiiri, diziiri gibi semptomlarla kendini
gosterebilir.

Glomeritiler olmayan hematiiri***
(gross veya mikroskobik)

Diziir:

S1k idrara cikma

Karin agrisi, sirt agrisi, yan agrisi
Uriner sistem enfeksiyonu
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Figure 1. Non glomerular hematuria: isomorphic erythrocytes.

A - phase contrast microscopy, B - UriSed.
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Figure 2. Glomerular hematuria: codocytes and acanthocytes.

A - phase contrast microscopy, B - UriSed.

Clin. Lab. 2015,61:643-646
©Copynght
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UriSed as an Alternative to Phase-Contrast Microscopy in the
Differentiation between Glomerular and Non-Glomerular Hematuria

Paula V Bottini, Bruna D Andreguetto, Kelly Krempser, José Ricardo Lauand, Célia R Garlipp

Division of Clinical Pathology, University of Campinas/UNICAMP, Campinas, SP, Brazil










IDIOPATIK HIPERKALSIURI SINIFLAMASI

Tip 1 absorbtif hiperkalsitir:

Gastrointestinal kalsiyum emiliminin dogrudan
artmasi

Tip 2 absorbtif hiperkalsitir:

Asirt miktarda 1,25 dihidroksi vitamin D araciligiyla
kalsiyum emilimin olmasi

Tip 3 absorbtif hiperkalsitir:

Bobreklerden kalsiyum veya fosfor emiliminin
azalmasi

Tip 4 absorbtif hiperkalsitir:
Kemik rezorbsiyonunda artis



RENAL HIPERKALSIURI

-Dent Hastalig:

-Herediter hipofosfatemik rikets-hiperkalsitiri (HHRH)
-Glikojen depo hastalig: tip 1

-Lowe oculoserebrorenal sendrom

-Tirozinemi tip 1

-Wilson Hastalig:

-Bartter sendromu tip 1,5

-Familyal hipomagnezemi-hiperkalsitiri-
nefrokalsinoz (FHHNC)

-Otozomal dominant hipokalsemi-hiperkalsiiiri
(CaSR aktive edici mutasyonu)

-Distal renal tubuler asidoz
-Pseudohipoaldosteronizm Tip 2

-Liddle Sendromu
-Apperent mineralocorticoid excess (AME)



MONOGENIK FORMLAR

2322 Pediatr Nephrol (2009) 24:2321-2332

lable 1 Genetic defects associated with some monogenic forms of hypercalcuria

Disease” Mode of inheritance”  Gene® Human chromosomal — Reference
location

Idiopathic hypercalciuria

Ad SAC 1g23.3-g24 [35]

A-d VDR 12q12-ql4 [30]

A-d T 0333.2-g342 [31]
ADHH A-d CASR 3g21.1 [40]
Hypercalcemia with hypercalciuria A-d CASR 3g21.1 [38]
Bartter syndromes
Type 1 A-r SLCI12A 1/NKCC2 15q15q21.1 [90]
Type Il At KCNIT/ROMK 11g24 [91]
Type I At CLCNKB 1g36 [92]
Type IV A-r BSND 1g31 [93]
Type V Ad CASR 3g21.1 [48]
Type VI* Xr CLCNS Xpll22 [50]
Dent’s disease Xr CLCNS Xpl1.22 [52]
Lowe’s syndrome X-r OCRLI Xqg25 [GO]
HHRH A-r MWPT2/SLC34A3 0g34 [69]
Nephrolithiasis, osteoporosis and hypophosphatemia  A-d NPT2a/'SLC34A 1 5q35 [64]
Familial hypomagnesemia with hypercalciuria A-r PCIMNI/CLDN 16 3g2% [73]

mnd nephrocalcinosis
Familial hypomagnesemia with hypercalciuria A-r CLDNI9 1p34.2 [77]
and nephrocalcinosis with ocular abnormalities

dRTA Ad SLC4AL1KAE] 17g21.31 [&1]
dRTA with sensorineural deafness At ATP6BI/ATPOV 1IBI 2pl3 [85]

dRTA with preserved hearing A-r ATPON IB/ATPOVOA4  Tg34 [B8]




HEREDITER FORMLAR:1

lable 2 Hereditary diseases associated with hypercalcemia and hypercalciuria (FIHP familial solated hyperparathyroidism, MEN multiple

endocrine neoplasia, HPT-JT hyperparathyroidism-jaw tumor syndrome)

Disorder ~ Clinical features (ene product  Chromosomal location of the gene
FIHP Familial isolated parathyroid tumors Menin I1g13
Parafibromin ~ 1g31.2
CaSR 3211
MEN]  Parathyroid hyperplasia and/or tumors associated with pitutary and Menim I1g13
pancreatico-duodenal newro-endocrine tumors
MEN2a  Parathyroid tumors with medullary thyroid cancer and pheochromocytoma  Ret 10g11.2
HPT-IT  Parathyroid tumors with ossifying fibromas of the jaw Parafbromin ~ 1g31.2




Hypocalcemic

v

Child with hypercalciuria

(24 hr urine calcium >0.1mmol/kg)

Measure plasma calcium and PTH

v

v

MNormocalcemic

.

Hypercalcemic

v

.

PTH low

PTH normal or low PTH raised Agsess for plasma polassium, phosphale, bicarbonate, chlonde and pH, and assess urina for PTH namal ar low PTH raised
narmal phosphaturia, glycesuria, pH, low molacular weight proteinuria and aminoaciduria normal.
Hypokalamic Hypokalamic, | Renal Fancani Low plasma
matabalic alkalosis hypochioramic | sy ndroma phasphata with
mabbdic acidosis ranal phosphate
and urnary pH=6 wasting
L J ¥ v ¢ ¢ ¢ * v Y
Considar Suggesive af Aszsess plasma Considar a Caonsidar a Consider a Caonsider diagnosis Consider the rara Caonsidar a diagnosis
hypoparathymidism® | | Autesomal dominant | | magnesium — if low diagnosis of Bartter diagnosis of dRTA diagnosis of Dant’s aof haradilary accumance of a af MEN1, HPT-JT or
hypocalcamic consider familial syndrome disaasa or Lowe hypophosphatemic parathyraid umarin Familial isolatad
hypercalciuria hypomagnesamia with syndroma rickets with FBHH hypamarathyroidism
(ADHH) hypercalciura and hypercalciuna

nephrocalcinosis or
Claudin 189 mutation




TEDAVI

Hidrasyon

Idrar cikis1 35 ml/kg/giin olacak sekilde fazla sivi
alimini 6nerilir.

Uyumun takibi i¢in idrar dansitesi bakilabilir. (1010
ve altinda olmasi 1stenir )

Tuz kisitlamasi (2.0-2.4 gr/giin )

En az 5 kez meyve sebze tiiketilmes1 ( 3-3.5 gr
potasyum/giin )
Idrar Na/K < 2.5 olmalidir.

Diyette kalsiyum kisitlamasi ONERILMEZ !



Eger diyet ve hidrasyona ragmen 4-6 hafta
boyunca hiperkalsiiiri devam ederse

Potasyum sitrat 1-1.5 mEq/kg/giin

Eger cocuk potasyum sitrati tolere edemez veya
hiperkalsilirisi diizelmez 1se tiazit eklenebilir
Hidroklorotiazid 1.5-2.5 mg/kg/giin
Klorotiazid 15-25 mg/kg/gin

Uzun siirel1 tiazid ditiretigi kullananlar
elektrolit bozuklugu, hiperlipidemi, hiperglisemi
acisindan takip edilmels.



Hiperkalsitiriyl saptamak ve tedavi etmek daha
1leri yaslarda olusabilecek tag hastalig:,
osteopeni, bliiyiime geriligini onleyebilmek icin
onem tasimaktadir.



HASTAMIZIN KLINIK SEYRI

PTH: 23.8 pg/ml (normal)
VitD : 28.9 ng/ml (normal)
Idrar elektrolitleri :normal
Uriner usg :normal

Hiperkalsiiiri’ye yonelik scholl soliisyonu baslanda.






Takibinde piht1 seklinde hematiir: ataklar:
devam eden hastaya birkac defa tiriner usg
yapildi.

VCUG:normal

Son uriner usg de mesanede gliiphel: kitle
gOrinimu’?
Sistoskopi

Sistoskopisinde mesane icinde 2 cm capinda kitle
ogoruldu, kitleden biopsi alinda.

Biops1 sonucu bekleniyor.



TESEKKURLER ...

KANALIK

DYSTALNY Kigbuszek nerkowy

KANALIK
PROKSYMALNY

Torebka Bowmana

CIALKO NERKOWE

Plamka ggsta

t. doprowadzajaca
t. odprowadzajaca

kora (cortex renalis)

rdzen (medulla renalis)

L KANALIK

~  |~ZBIORCZY
PETLA

HENLEGO ™

(d

Borwman's capsule

Glomsnilus

Fraximal tubule

Leap af Henle

[NisEal quibiibe

- Collecting duct

Glomerulus Distal tubule

Bowman's
capsule
Afferent arteriole

Peritubular capillaries

Direction of blood flow

Proximal tubule

Loop of Henle /

Collecting duct
(to ureter and bladder)




