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AKTYAJIBHI IUTAHHS MMOJIKICTO3Y HUPOK Y JIITEM

Bpomxeni Bamgn cedoBoi cucTeMu CkiamaoTb 35-40% mopokiB
Bcix opradiB i cucreM. Ilpmpomkenunii mosikicto3 Hupok (IITTH)
(monmmkucto3nas xBopoba (I1IKX) - TepMmin, sxuit 00’ €THY€E TEHETUIHO
NETepMiHOBaHI 3aXBOPIOBAHHS 3 HAsBHICTIO B HUPKOBOI TKAaHUHH
MHOXKHHHHX KICT, #AKi TpOSBISIIOTECS B  pizHOMY Bimi 110
YCKJIaTHIOIOTHCS XPOHIYHO HUPKOBOIO HepocTatHicTio (XHH) [1, 2,
4,6,7, 8].

Po3spizustors momnikicto3 (I1K), MymbTiKicTO3 1 MIKPOKICTO3 HUPOK.

3rigno MKB 10 BUAiIA0TE:

Q 61 Kicto3na xBopoba HUPOK.

Q 61.0 Bpomxena oguHOYHA KicTa HUPKH.

Q 61.1 11K HUpKH, AUTSIUH THUIIL.

Q 61.2 IIK HUpKH, THIT TOPOCITHX.

Q 61.3 IIK uupkwy, SKiid He yTOYHCHHH.

Q 61.4 /Iucmnasis HUPKH.

Q 61.5 MenynsapHuii KHCTO3 HUPKH (Ty04acTa HUPKA).

Q 61.8 Irami xicTo3u HUpOK [1, 4, 5].

Yacrora [1ITH #upox B kiiHimi cranoButh 1: 150, Ha ayTomcii 1:
260 - 1: 370 - 1: 450, ta 23 -25 BunazakiB Ha 10000 po3THHIB.
Aytocomuo-nominanTHa [TIKX (AIIKX) -BcTpeuaeTcst 3 4aCTOTOO
Big 1: 400 mo 1: 1000 HOBOHApPOIKEHUX, & ayTOCOMHO-PEIICCHBHA
KX (APIIKX) 3ycrpivaerscst Habararo pimgme - Bix 1:10 000 mo
1:20 000 HOBOHapoOpKEeHUX, O€3 PI3HHUII 32 CTATEBOI Ta PACOBOIO
osnakamu. [IK HupOK y mopociux BUSBISEThCS B 10 pasiB wacTirre.
brmuzpko 1% Bcix aHOManii HEPOK CTAaHOBHTH MYJbBTIKICTO3 HUPKH,
SIKUH YacTillle OJHO- JIBOOIYHHM, Y XJIOMUHKIB. MIiKpOKICTO3 HHPOK
3ycTpidaerbest 3 gactoToro 1: 10000 HoBoHapomkeHNX B DIHIIHAII,
Ectonii Ta Cankr [letepOyp3i. Y crpykrypi npuuna XHH y miteit
TIITH cranoButs 8-10% [1, 4, 6, 7, 8].

ETioJsorist i marorene3 mopoky o0yMOBJIEHI MOPYIICHHSIM SIKOCTI
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mudepenuianii Meranepporennoit 6nacremu. IITH ycnankoByeTbes
32 ayTOCOMHO - JIOMIHAHTHUM a00 PEIIECHMBHUM THIIOM 1 3aBXKIU
meoctoponHit. [lpum AJIIKX, I tum (85 mo 90%) Bu3HAYAOTH
myTarito rera PKD1 B koporkomy muredi 16-ii1 xpomocomu; mipu 11
tumi (10 mo 15%) - wmyramito rema PKD2 abo PKD4 B 4-iif
xpomocomi; mpu APIIKX - myranito rernie PKHD, ARPKD B 6-iii
XpoOMOCOMi, fika Yy HiTell MOE€OHYEThCS 3 MHOXXHHHAMH BaJaMH
PO3BUTKY (yIIEIMHAMYU OOIUYYa, BPOIKEHUMH BaJlaMH CepIls Ta iH.);
npu BaxkoMy iHpanTHIpHOMY IIKH 3 TyOepo3Hum ckiiepo3oMm -
myTanio rera PKDTS B 16-iit xpomocomi. AyTOCOMHO-pelleCUBHHN
BPOKEHUH  MIKPOKICTO3 HHPOK (iHCBKOTO THIy (CiMeHHHIA
HehpoHO(DTI3) BH3HAuUaeThes Mytamismu reHiB NPHS1 19q13 npu
toBeHUIbHOMY, NPH2 - mimmitkoBomy i NPH3 - iHdanTHIBHOMY
TUNAaxX; JBa PI3HUX THIM ayTOCOMHO-JOMIIAHTHOD MEINYJUISIPHON
KiCTO3HOI XBOpoOH HUPOK - MyTallismu B reHi MCKD1 a6o MCKD2.

Icayrots pi3Hi kiacudikamii [IK, sSki MPOIOBKYIOTH YIOCKO-
HamoBarucs [1, 4, 6, 7, 8]. ¥V xminini Buninsttors AJIIKX; APIIKX;
MIKpPOKICTO3 HUPOK (BpO/KEHHA HE(POTHIHUN CHHIPOM (PIHCHKOTO
TUIY) 1 MEAYJSIPHY KicTO3HY XBOpoOy (HedhpoHOo(Ti3 DaHKoHI i1 iHIII
cnaakoBi Hedponarii) [6].

Kictu OyBatorp 3akputTi (y MEpTBOHAPOMIKEHHX 1 HOBO-
HapOJUKEHUX OiTel) 1 BiAKpuUTi (y AOpochuX, 1 y AiTel 3 JaTEeHTHUM
nepebirom) [1, 4, 6, 7, 8].

3a cryneHeM cyMmapHOi QyHKIIT HUPOK PO3PI3HIIOTH TPU CTYIICHS
monukucTosa [1, 4, 6, 7, 8].

Hpenaransaa Y3/{ IIIIH MoxnuBa 3 cepenuHu 2 3 TpUMecCTpy
BariTHOCTI 1 BKJIIOYA€ IMATOTHOMOHIYHY Tpiaxy Y3-CUMITOMIB -
30UTBINIEH] TiMepeXOoTreHHUE HHUPKH, BIiJACYTHICTH €XOTEHI CEYOBOTO
Mixypa i MmajgoBoans [1, 2, 3, 4].

V3-xkapTHHAa TpU ABOCTOPOHHBOI MYJBTIKICTO3HOM IereHepauii
HUpOK Mae cminbHi o3Haku 3 [I[1H, oxnak, Ha Bigminy Bix IIITH,
MYJIbTIKICTO3 HHPOK XapaKTepPU3Y€ThCS IOBHOK  BIJICYTHICTIO
HUPKOBOI TKAaHWHHU 1 3aMilIeHH:M ii KiCTaMU 3 aHEXOT€HHUM BMiCTOM
[1,2,3,4].

TakTHka BeJeHHsl BariTHOCcTIi Ta moJioriB. Y 3B’S3Ky 3
JIETaJbHICTIO, BUSBICHHS IOPOKY € IOKA3aHHAM JJIsl TepepUBaHHS
BariTHOCTI 3a MEAMYHUMHM MOKa3aHHSIMU B TEPMiHi 10 22 THXHIB. Y
BUIIaJIKaX TPOJIOHTYBaHHS BariTHOCTI KOHTPONIOETbCS CTaH (ero-
IUTALCHTAPHOTO KOMIUIEKCY. BariTHICTh YCKJIAQAHIOETBCA MaJlo-
BOIISIM, TIPOTPECYIOUON IUIAlleHTapHON IHCQYHKITEI0 1 MEPTBO -
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HapOJUKEHHSIM. P0O3poIKeHHSI MPOBOIUTHCS TUTBKU 3 YypaxyBaHHAM
aKymepcbkoi curyamii. KecapiB po3TmH B iHTepecax IUiofa He
MIPOBOIATE y 3B’SA3KY 3 JIETATLHICTIO TTOPOKY [1, 4].

IHoexnanus 3 inmumMu nopokamu. [1K HUPOK 4acTo MOEAHYETHCS
3 [IK iHmmx mapeHxiMaTo3HUX OpraHiB, MIOPOKaMHU PO3BHUTKY MO3KY i
cynuH. b.Sl. Pesnuk 3 cmiBaBT. (1994 p.) BKa3yloTh Ha XpOMOCOMHI
cuaapomu 3 IIK nHupox: tpumcomis 13, 3q, 10p, 10q, 20p, 4p i
tpuroinis [1, 2, 3, 4, 7, 8].

Pi3Hi BapiaHTH MyJBTIKICTO3HOI HHUPKH 3yCTPIiYalOTbCSA MPH
XPOMOCOMHHX aHoMaiisx, cuuapomax [inmens-Jlinmay (miepedpo-
pEeTiHANBHUM aHTMOMAaTO3 3 KICTO3HUMH YpPaKEHHSIMH HHPOK,
MiAIUTYHKOBOT 3aJ103H, MeviHkn), Tpucomii E 1 D, cuaapomi Mekkenst

(rizpouedarnis abo aneHnedalis 1 KiCTO3Ha TUCIIIa3is HUPOK) Ta 1HIITHX
BajJlax PO3BUTKY [1, 4].

Kuainika. s 1tima IIK xapaktepri pecmipaTOpHUE amc- Tpec,
cMepTh Bix ypewmii i acdikcii. Jlitu 3 nBocToporHiM 1K HapomKyOTHCI
MEpPTBUMH 200 THHYTH B MIEPIIIi THI XKUTTS.

[KX me4iHky i HUPOK, IOHAIBKUHN THII, BUSBISETHCS TICIsA 2 POKiB
0OJISIMH B KHBOTI, 30UIBIIEHHSIM TIE€UiHKH, IMOPTANTBHOIO TIMEPTEH3IEO 1
nporpecyrouoi XHH.

IIK (mopocnux) 3 Tum MaHiecTye Ha TPETHOMY JCCATHPIUY] KUTTS
reMaTypi€lo, rinepToHiero i mporpecytodoi XHH.

Vexnagnenusimu  [IK € iHdikoBaHicTs  KicT — (HarHO€HHS,
ieIOHEe(PUT), KPOBOBUJIMB B KICTY, ITyXJIMHA.

OMHOCTOPOHHIN MyJIBTIKICTO3 MOXE HE BIOMTHCS Ha TPUBAJIOCTI
JKUTTS 1 HE MPOSBIATH ceOe KIiHIYHO. XBOpPOro TypOYIOTh OJHO-
CTOPOHHI TIOCTiMHI 0O0JIi B IOMNEPEKy, TOJOBHUHN OiJIb;, IMaTbIIaTOPHO
BH3HAYAEThCS 30iUIbIIeHa IMiIbHA ApiOHOTOpPOMCTa HUpPKA. Y psmi
BHITAJIKIB PO3BUBAETHCS apTepiaibHA TIEPTEH31s, KA MPOXOAUTH TUTEKH
micyis  BUJAJIEHHS MYJbTIKICTO3HOT HUpKH. lIpm OBOCTOPOHHBOMY
MYJIBTIKICTO31 JiTH HAPOKYIOTHCS MEPTBHMU.

Hns  cimeliHoro HeppoHO(MTIZy THIOBI COJEBOE BHCHAKEHHS,
3aTpUMKa pOCTY, aHeMis, TOojiypis 1 mporpecyrodua HHUPKOBa
HEIOCTaTHICTb.

MenynspHa KicTo3Ha XBopoOa BIIeplIe BUABISETHCS B 3pLIOMY Billi,
Ta, Ha BiAIMIHY Bix HeppoHOTI3y, MPOTiKaE Jiermie.

I'ybuacra HHpKa, K NpaBHIO, Mae OE3CHMITOMHHUH Tmepebir abo
MPOSIBIIIETECSL TeMarypielo 1 OonsiMu B momepeky. I[Ipomec wacrime
JIBOCTOPOHHIH. Y CKIaIHIOETHCS NPUETHAHHAM 1H(EKITT i cedokaM’ THOT
XBOpPOOH.



Pannsi HeoHaTa/IbHA i MOCTHATAJbLHA JiarHOCTHKA 0a3zyeThcs Ha
nannx Y3]1, auHamiuHOi crmHTHrpadii, pamioi30TOMHOrO CKaHyBaHHS,
anriorpadii Ta KT i MPT. JlabopaTopHO MOXe BUSBIIATHCS HETIOCTIHA
MIKPOIIPOTEiHypis 1 MikporeMatypis [1, 1,. 3, 4].

JlikyBaHHSI TIPOBOIMTHCS IOBIYHO 1 HAmpaBIIeHO Ha 30epeKCHHS
(hyHKIIT HEPOK, TonepeKeHHsT abo 0opoThOy 3 yckiamHeHHsAME. [lpn
nporpecyBanHi XHH mokasani TpaHCIUTaHTaIliss HUpKA abo0 MOCTIMHUN
reMomianmis.

Mporunoe3. Tpusamicts xutta nagientiB 3 AKX II tumy mocsrae
69 pokiB, a | tuny - 53pokis. Ilpu AAIKX II Tumy Big3HauaeThcs
BHUCOKHH PHU3UK PanToOBOi CMEpTi Bil PO3PUBY aHEBPU3M MO3KOBHX
cymuH 1 aoptu. APIIKX Buknmkae BHYTpIIIHBO - YTpOOHY abo
HEOHaTaJbHy 3arubenb. Y  OUIBIIOCTI  JiTeH, SAKI  TEPEeKUIN
NepUHATANBHUHN Mepiof], paHo po3BuBawThess XHH 1 $hi6po3 meuinku [1,
2,3,4,7,8].

IIpodinakTuka. 3 oraqy Ha CIAIKOBUN XapaKTep MaHOI aHOMAUTii,
B CIM’SX 3 OOTSDKEHHM aHaMHE30M II0 TIOJIMKUCTO3Y HEOOXiTHO
MPOBOJIUTH JIOTIOJIOTOBY MPOQITaKTHKY.

Jlirepartypa:

1. BpoxneHHbie TIOPOKH pa3BuUTHs: NpakT.pyk. / B. H. 3amopoxan [u
ap.] Onecca: OHMenV, 2012. - 320 c.

2. Tenpar B. I'. luarHocTuka MopoKOB MOYEBBIEIUTENIBHON CHCTEMBI
y HOBOpPOXAEHHBIX W rpynHbix zgereit / B. I'. Tempar, I'. U.
Kysoenesa // [lemuarpus. - 2006. - Ne 1. - C. 87-94.

3. Mensenes M. B. IlpenatanbHas sxorpadus: mpakT. pyk. / M. B.
Mensenes. -M. : Peansroe Bpemst, 2005. - 560 c.

4. JluarHocTuka, KJIMHMKA, JIEYEHHE M MPOTHO3 IpU THApoHe(dpo3e
nmouek / H. A. Hukutuna, E. A. Kanamuukosa, C. P. T'amnu, T.B.
Counnckas // IarerparuBHa AuTpomoioris. - 2018. - Ne 1(31). - C.
60-63.

5. Ilpo BHeceHHs 3MiH 1o Hakazy MO3 Ykpainu Bix 29.12.2003 Ne 624
«IIpo 3arBepmkenHs [IpoTokomiB NiKyBaHHS HiTEH 31 CIeNiadbHOCTI
«dutsaa ypomnorisi»: Hakaz MO3 Ykpainn Ne 140 Big 18.03.2008
[Enextponnuii pecypc] // BepxoBHa Paga Ykpainu.

6. Uyrynosa O. JI. [Tonukucro3Has 00Jie3Hb MOYEK y HOBOPOKICHHBIX
U JeTell paHHEro BO3pacTa: MPOOJIEMBl JMATHOCTHKH, BEICHMSI,
neuenns. / O. JI. Uyrynosa, C. B. Uepkacosa, E.JI. Tymanona, I1.B.
MymunoB u ap. // Tleguarpus. - 2015. - T. 94. - Ne 3. - C. 88-94.-
Tom 94. Ne 3.- C. 88-94



7. Bergman C. ARPKD and early manifestations of ADPKD: the
original polycystic kidney disease and phenocopies. Pediatric
Nephrology. 2015. Ne 30(1). P. 15-30.

8. Bonsib S. M. The classification of renal cystic diseases and other
congenital malformations of the kidney and urinary tract. Arch.
Pathol. Lab. Med. 2010. Ne 134. P. 554-568

[amiitayk P. 1., Buknagau xipyprii Bumioi kBai¢ikamiifHo1 kaTeropii



