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PE3IOME

Xponuuromo 6v6peuro 3abonasare (Xb3) 6 ne-
JuampuuHama nonynauus ce ysenuuasa. Pannomo
OMKpUBAHe U JleueHue MO2am 0a HAMAJISM npozpe-
cuama Ha 6vbpeunume 3a60146aHUT U 04 NOMOe-
HAM 34 NPeBeHUUAMA HA XPOHUDUUUPAHEMO UM.
[san 3a xponupuyupane na XB3 ca nacnedcmeenu-
me 3a607156AHUA.

Hegponogpmusama npedcmaenasa Hacneocmee-
HO 6vOpeuro 3a607ns6aHe, XAPAKMePUSUPAULO ce C
XpOHUUeH myOyn0-unmepcmuyuaner Hepum, Koti-
Mo moxe 0a ce NPOABU 6 PaHHA 0emCKa 6v3PActn U
6 3asucumocm om gopmama oa npoepecupa 00 mep-
MUHATHA XPOHU4HA O0BOpedHa HeooCmamovUHOCH
(XBH).

Bodewju knunuuHu npossu ca: noauypust, noau-
ouUncus, aHemus.

IIpedcmassme knunudeH cay4aii Ha oeme Ha 3 2. 9
M., uecmo 6071e0y8au4L0 0m uHPeKUUU Ha 20pHU OUxa-
MenHU NeMuwa, CMaHany noeoo 3a XoCNUmanu3a-
yus. Om uscneosanusma: Hb 80 g/1, ypest 12 mmol/l,
kpeamunun 156 umol/l, ypuna — nexocmenenma npo-
meunypus, omuocumenno mezno 1010.

Om ynmpaseyko6omo uscnedéaxe: 08YCpaHHO
6v0peyl, 2paHU4HU pasmepu, NOBUULEHA eX02eHHOCH
HA napeHxuma, OaHHU 34 XUN0ex02eHHU 30HU 6 Me0y-
nama, Hanooo0A6aAUU KUCUYKL.

Om Hnanpasenama 6UONCUS: 0aHHU 3a ampoPus
Ha 6v0Opeurume myoynu, ¢ yniomuasamne Ha mecma
Ha 6vOpeuHUS UHMEPCIMUUUYM U eOUHUYHU KUCIU 8
Mmedynama.

ABSTRACT

Chronic kidney disease (CKD) in the pediatric
population increases. Early detection and treatment
can reduce the progression of kidney diseases (KD)
and help with the prevention of their chronification.
Among the reasons for chronification of KD are hered-
itary diseases.

Nephronophthisis is a hereditary kidney disease
characterized by chronic tubulointerstitial nephritis
which can manifest in infancy and depending on the
type - progress to end-stage CKD.

Leading clinical manifestations are: polyuria, poly-
dipsia, anemia.

We present a case of a child of 3 years. 9m., of-
ten suffering from infections of the upper respiratory
tract. One of those infections became a reason for hos-
pitalization. From laboratory tests: Hb 80 g/l, urea 12
mmol/l, creatinine 156 umol/l, urine - mild protein-
uria, density 1010.

Ultrasonography results: bilateral kidneys, border
sized, increased renal parenchymal echogenicity, data
for hypoechoic areas in the medulla resembling small
cysts.

Biopsy results: evidence of atrophy of the renal tu-
bules, increased incidence of interstitial cells in the re-
nal interstitium, single cysts in the medulla.

Based on the clinical manifestations and the re-
sults of lab tests the patient is diagnosed with neph-
ronophthisis (NPHI). Given the child’s young age and
the presence of early stages of CKD sufficient monitor-
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Hedponodrnsa Ha paHKOHM — IpUUYMHA 32 XPOHUIHO 6BOpeYHO 3a60/IIBaHE B JETCKA BB3PACT. ...

Bw3 ocHosa Ha KnuHUMHUMeE NPOSBU U pPe3ynma-
mume om U3Cne08AHUAMA e NOCMABeHad OUAZHO3A:
HegppoHopmuza Ha Panxonu. IIpedsud mankama
8v3pacm HAa 0ememo U HATU4Uemo Ha HaYaleH Cma-
outi Ha XB3 ce Hanaeza adexsamuo npocnedssare u
Jievenue ¢ yen Hamanaeare npozpecusma Ha Xb3.

Knouoeu oymu: demcka sv3pacm, HedppoHopmu3a,
XPOHUUHO 6BOpeuHo 3a60716aHe

XpoungHoro 6s6peuno 3abonsBaHe (XB3) B me-
AMaTpMYHATA HOIylTanusa ce yBenmndasa. Xb3 mma
yectoTa 1-3% 3a [leTcKa Bb3pacT, KaTo cief, 18-rof.
BB3pacT T4 goctura 5-10%. PaHHOTO OTKpMBaHe 1
JiedeHre MoTaT fla HaMaJIAT NMPOrpecuATa U fia Io-
MOTHAT 3a IIPEBEHLVA Ha XPOHUQUIVPAHETO MY.
Bopemy mpuumHu 3a xpoHnduuypaHe Ha Obped-
HUTe 3a00/ABaHUA B JIETCKa BB3PACT Ca BPOJie-
HNUTE aHOMalIMM Ha OTHENUTENHATa cucrema. [lsam
3a xpoHuduuupase Ha Xb3 ca U Hac/leACTBEHNUTE
3a00/1ABaHNA.

HacnencrBeHo 3aborsaBaHe, KOETO BOAY O XPO-
Huduipane, e Hepponodrusara Ha Pankonn. On-
ncaso e npes 1951 r. or I'ynpo Pankonn. Cpema ce
B 1/50000, chc 3acsiraHe eJHAKBO Ha [BaTa IIOJIA.
YHacneisiBa ce aBTO30MHO pelLleCMBHO, KaTO TeH'BT
ce HaMMpa BbB 2 XpOMO30Ma, B y4acTbK 2ql3 u ce
o6o3navyaBa karo NPHP1. IIpe3 nocnegHure roguam
10BeHVTHaTa HeppoHOTH3a Ce BKIIOYBA KBM IPY-
I1aTa Ha UIMOIATUITE U PasITIeXX/ia KaTo Mefly/ap-
Ha KJCTO3Ha 0OJIeCT, 3acATalla MpefuMHO [UCTANI-
HITe KaHa/JeTa.

[IbpBUTE KIMHUYHY IPOSABU Ha 3a00IABaHETO
ca BbB Bb3pacTTa 1-5 rogyHm ¢ IposABU Ha IONINY-
pus, TONMUAUIICUA, aHEMMEH CUHJPOM, XUIIOCTEHY-
pus. Ilo-psapko ce HabmoOgaBa OTOYEH CHHIPOM M
xunepTonnd. Ilpornyanero Ha 3abonABaHeTO ce
ompepenA OT CTeNeHTa Ha XpOHMUIpaHe U pas-
BUTME Ha O'bOpeYHa HeTOCTATBYHOCT.

IIpencraBAMe KAMHMYEH CIydall Ha feTe Ha 3
I. 9 M. PofieHO OT bpBa HOPMATHO IPOTEK/Ia Ope-
MEHHOCT I pak/jaHe, JOHOCEHO C IPOBWIHO (HuU3N-
4eCKO ¥ HEPBHO IICUXIYeCKO pasBuTe. Yecto 6ore-
AyBalo OT MH(QEKIMY Ha TOPHYU AUXATeTHYU II'bTHU-
ma. XocIuTanuaupaHo npes M. pespyapn 2016 r. B
YMBAIJT ,,Cs. Mapuua“ - BapHa 1o moBofi OCTsp 71a-
puHrorpaxent. OT HallpaBeHUTe U3C/IefIBaHNA He Ce
YCTaHOBABAT IPOMEHM B KpbBHA KapTHHA, YPUHA U
OMOXMMIYHY TOKasaTenu. Mecell ciefi M3NuCBaHe-
TO € C HaMaJIeH alleTUT, OTIIYCHATO, C HeXKelaHMe 3a
urpa, mpuemMa nosede TeyHoCTH. IlopenHa mHPek-
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ing and treatment are needed to reduce the progres-
sion of CKD.

Keywords: childhood, nephronophtisis, chronic kidney
disease

151 Ha TOPHIUTE IUXATeTHNU IIBTUIIA e IPUYMHA 3a
HoBTOpHa xocnutannu3anusa. OOeKTUBHO [ieTeTo e
c 6reja KOKa ¥ BUAMMIU JIATABUIIN, HAMaJIeH TYp-
TOp M eIaCTUYHOCT, Be3UKY/IAPHO uUIIaHe 6e3 Xpu-
[I0Ba HaXofKa. PUTMMYHA ChpAedHa JeIIHOCT, ACHU
tToHOBe, RR 130/80. Kopem mek, 6e3 opranomera-
NN, IBYCTPaHHO OTp. Succ. renalis. I'bpro pososo.
Ot uscnegsanmara: Hb 80 g/l, ypesa 12 mmol/l, kpe-
atvHUH 156 pmol/l, ypuHa - nekocTeneHHa IpoTe-
UHypus, oTHOCcUTenHO Terno 1018. Ilpu mpocnens-
BaHETO UM € Ha/lMlje TEeHMICHIUA 3a 3a/bp>KaHe Ha
anemuitHus cuagpoM (Hb 73-80 g/1) n mosunraBane
CTOVIHOCTUTe Ha ypes fio 15 mmol/l, kpearnuus 320
umol/l. Kpearnuunos xkmupbHC 44 ml/min, ypu-
Ha alb. nonoxurenen, 5-8 eputporuTa, KOINIECTBO
oTJeNeHa ypuHa 3a 24 yaca - 1,5 1. ¢ oTH. Terso 1018.

YNTpa3ByKOBO M3C/IeBaHe: ABYCTPaHHO 6bOpe-
L1, TIOBUIIIEHA €XOreHHOCT Ha mapenxuma II-1II cre-
IIeH, TaHHM 32 XUIIOEXOTeHHY 30HU B MeJ[y/laTa, Ha-
[IOI00sABAI KUCTUYKIL

Hanmmunero Ha aHeMMeH CHMHApPOM, a30THa 3a-
APBKKa, IONNYPUS YV TONUANICHUSA, IPOMEHNTE B
YITPa3ByKOBOTO M3C/Ie[iBaHe HM [JaJl0Xa OCHOBaHMe
fa o6CBXKIaMe XPOHNYHO 6BOpedHo 3ab0/sABaHe 1
fla TbpCUM IpuunHaTta. JlereTo Helire KOHCYITHPAHO
B JleTcKa K/IMHMKA 10 HepPOIOTA U XeMOAMAIN3A -
Codms u ocplecTBeHa 6bOpedHa OMONCHS: JAHHK
3a arpodus Ha 6bOpedHnTE TYOY/II, C IUTBTHSABAHE
Ha MeCTa Ha ObOpeyHMSA MHTEPCTULIMYM U eHIY-
HM KVICTV B MeIy/IaTa.

Bb3 0cHOBa Ha KIMHUYHNUTE IIPOSABY, Pe3y/ITaTH-
Te OT U3cyefBaHyATa U O'bOpeyHaTa 6uoncus Heue
IIOCTaBeHa inarHo3a: HeppoHopTI3a Ha PaHKOHIL.

[IpenopbKy 3a MOBefeHMe: IMPEBUJ MajKaTa
BB3PACT Ha IeTeTO ¥ HA/IMYNETO Ha HavasieH CTaJuil
Ha Xb3 ce Hanara:

o JIedeHIe: CIla3BaHe Ha ChOTBETEH PEXUM, -

eTa, CUMIITOMATIUIHO JIeYeHNe C L[e/T HaMaJlsi-
BaHe nporpecusATa Ha XB3;
o npoduIaKTUKA Ha YecTUTe NHPEeKIN;



Humutpudka bnnsnakosa, M. binsnakosa, [I. Visanos

IpOC/eisIBaHe Ha OMOXVIMUYHUTE
IOKa3aTesu;

00CBXK/IaHe Ha TPAHCIUTAHTALIVSL.

Hedponodrusara na ankoHu e psigko 3a6071s-
BaHe, HO € e[HO OT Hac/lIe[CTBeHNUTe 3a00/IABaHMS,
npuunHa 3a Xb3 B mercka Bb3pact. IlosHaBaHeTo
Ha KJIIMHIYHUTE MY IIPOSBM U IPOMEHNTE B IapakK-
JIVHUYHNUTE U 00pa3HY M3CTIeiBaHMA Ca B OCHOBATa
Ha Iu¢epeHIaTHO-AMaTHOCTUYHUA nopxoy. CBo-
€BpeMEeHHOTO MY IUaTHOCTUI[VIPAHe € B OCHOBATa Ha
HaMaJIABaHe PMCKA OT YCJIOKHEHNSA U 3abaBsiHe Ha
IPOTpecuATa My.
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