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3anpoBa/KeHHST CHCTEMHOTO aHali3y B IiSUIBHICTh CKJIQJAHUX
KOMIUIEKCHHX MPOOJIeM Ha PiBHI MEIUYHOTO 3aKiIaxy MOKa3ye I
pSA HampsIMKiB CBOTO 3acTOCYBaHHS B OXOpoOHi 370poB’s. Lle —
po3poOka Ta peamzailisi MOUIBOBHX KOMIUIGKCHHX IIpOTpaM,
CHPSIMOBaHMX Ha BUPILICHHS MPOOJIeM Ha IIbOMY PiBHI, peopraHizais
CHUCTEMH MEAWYHOI JOMOMOTHM Ha PHHKOBUX 3acajgax, po3poOka
MaTeMaTHYHUX MOJENCH y CUCTeMi MEIUYHOI JOTIOMOTH, MOJEIIO-
BaHHS B3a€MOJIiT MiAPO3MIIIIB CUCTEMU MEIUYHOI JOITOMOTH 3 METOIO
BH3HAYCHHS CJIA0KHUX MICITh 3 TIOIAJIBIIION0 ONTUMIzariero [3].
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I'.A. Tutopenxo. — M.: KOHUTHU — JJAHA, 2005. — 439 c.
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Panchyshyn N. Y., Holyachenko, A. O. // Bicuux coriaasHOI
ririeHn Ta opraHizanii oXxopoHu 310poB’s Ykpainu. — 2016. — Ne 2.
Pexxum moctymy: https://doi.org/10.11603/1681-2786.2016.2.6741
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M. Ooeca, Yrpaina

AKTYAJIBHI IUTAHHS IMMOJIIKICTO3Y HUPOK Y JTITEM

Bposkeni Bamu cedoBoi cucteMu ckianaroTh 35-40% mopokis
Bcix opraniB 1 cucreMm. [Ipupomkenuii moimikicro3 Hupok (ITITH)
(monukuctosHast xBopoba (IIKX) — tepmiH, skuil 00 emHye
TEHETUYHO JETEPMiHOBAHI 3aXBOPIOBaHHS 3 HAsBHICTIO B HUPKOBOI

TKaHUHH MHOXXHWHHHX KICT, SIKi TPOSIBISIOTBCS B PI3HOMY Billl 1
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YCKIIQJHIOIOTECSL  XPOHIYHOIO HHUPKOBOIO HepoctartHicTio (XHH)
[1,2,4,6,7,8].

Pospizastors nonikicto3 (I1K), MymbTiKicTO3 1 MIKPOKICTO3 HUPOK.

3rigao MKB 10 BuaiisiroTs:

Q 61 Kicro3na xBopoba HHPOK.

Q 61.0 Bpomkena oguHOYHA KicTa HUPKH.

Q 61.1 IIK HUpKH, AUTSIUN THUII.

Q 61.2 TIK HUpKH, THI TOPOCITHX.

Q 61.3 11K aupkw, Kl HE YTOUYHEHHN.

Q 61.4 Jlucrutazist HUpKH.

Q 61.5 MenynsipHHiA KHCTO3 HUPKH (IyOUyacTa HUPKA).

Q 61.8 Inmi xicTo3u HUPOK [1, 4, 5].

Yacrora [IITH wupok B wimiHini craHoBuTh 1: 150, Ha ayromcii
1: 260 — 1: 370 — 1: 450, ta 23 -25 BunazakiB Ha 10000 po3TuHiB.
Aytocomuo-mominanTHa [IKX (AJIIKX) -Bctpedaercss 3 4acToTOrO
Bixm 1: 400 mo 1: 1000 HOBOHapOIKEHUX, a ayTOCOMHO-PEIECHBHA
KX (APIIKX) 3yctpiuaerbest Habarato piame — Big 1:10 000 mo
1:20 000 HOBOHApOPKEHUX, O€3 PI3HUII 3a CTATCBOIO Ta PAcOBOKO
o3Hakamu. [IK HHpOK y mopocnux BusBisieTsest B 10 pasiB dacrirre.
Brusbko 1% Bcix aHOMamiii HUPOK CTAaHOBUTH MYJIBTIKICTO3 HUPKH,
SIKUH YacTillle OJTHO— JIBOOIYHMHU, Y XJIOMUMKIB. MIKpOKICTO3 HUPOK
3ycTpivaerbes 3 yactororo 1: 10000 HoBoHapomkeHux B DiHnsHmil,
Ecronii Ta Cankr IletepOyp3i. ¥ crpykrypi npuunn XHH y nitei
ITITH cranosuts 8-10% [1, 4, 6, 7, 8].

ETiosorisi i maTorene3 mopoxy oOyMOBIIEHI MOPYIIEHHSIM SKOCTI
mudepentiamnii metanegporenHoii 6macremu. [1ITH ycnankoByerbes
3a ayTOCOMHO — JOMiHaHTHHM a00 PElEeCHBHUM THIIOM 1 3aBXKIU
neoctoponHiit. IMpu AKX, 1 Tum (85 mo 90%) Bu3HaA4alOThH
mytanio rera PKD1 B xoporkomy tutedi 16-iit xpomocomu; nipu 11
tuni (10 mo 15%) — wmyrtamito rera PKD2 a6o PKD4 B 4-iif
xpomocomi; npu APITIKX — myraniro renisB PKHD, ARPKD B 6-iii
XpoMOCOMi, fiIka y JIiTed NOE€IHYETbCS 3 MHOXMHHUMH BaJaMu
PO3BUTKY (yIIeIMHaMU 00IHMYYa, BpOJUKEHUMH BaJaMy Cepls Ta iH.);
npu BaxkkoMy iH(panTHiIbHOMY IIKH 3 TyGeposnum ckiepozom —
myrtanito reda PKDTS B 16-iif xpoMocoMi. AyTOCOMHO-pelieCUBHHM
BPOKEHHI MIKPOKICTO3 HHUPOK (iHCBKOro THIy (cCiMeHHHHA
HepoHO(TI3) BH3HAUYaeThes MytarismMu redis NPHS1 19ql3 mpu
toBeHibHOMY, NPH2 — migmitkoBomy 1 NPH3 — indaHTHIEHOMY
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TUNAxX; ABa PI3HUX THIH AyTOCOMHO-JOMIHAHTHOB MEXyJUIIPHOM
KicTO3HOI XBOpoOM HUPOK — MyTalismMu B reni MCKD1 a6o MCKD2.

Icnyrote pisHi knacudikanii IIK, ski mpoaoBxyOTh yaoCKO-
HamoBatucs [1, 4, 6, 7, 8]. Y kminimi Bupistiore AJITIKX; APIIKX;
MIKPOKICTO3 HUPOK (BpOoKeHUH HeDPOTHIHUN CHHIPOM (iHCHKOTO
TUITY) 1 MeRYISPHY KiCTO3HY XBOpoOy (HedhpoHO(TI3 PaHKOHI 1 iHII
cnaakoBi Hedponatii) [6].

Kictu OyBarote 3akputi (y MEpPTBOHAapOKEHHX 1 HOBO-
HapODKEHUX JiTeH) 1 BIAKPUTI (Y AOPOCHHX, 1 Y AITeH 3 JTATEHTHUM
niepebirom) [1, 4, 6, 7, 8].

3a cryneHem cymapHOi (YHKLIT HUPOK PO3PI3HSAIOTH TPU CTYICHS
ronmkucTosa [1, 4, 6, 7, 8].

Hpenatansna Y3/ IIIIH moxnua 3 cepeaunu 2 3 TpUMecTpy
BariTHOCTI 1 BKIIOYAa€ MAaTOTHOMOHIYHY Tpiaay Y3-CHMITOMIB —
30ibIIIEH] TiNMEpeXOTeHHWe HUPKH, BIJCYTHICTh €XOTEHI CEYOBOIO
Mmixypa i manoBoazs [1, 2, 3, 4].

V3-kapTUHa TIpU JBOCTOPOHHBOI MYJBTIKICTO3HOH JereHeparii
HUPOK Mae criabHi o3Haku 3 I[IITH, onmnak, Ha Bimminy Big [IITH,
MYIBTIKICTO3 HHPOK XapaKTePU3yeThCS IIOBHOIO  BiJICYTHICTIO
HUPKOBOI TKaHWHH 1 3aMilIEHHSM 11 KiCTaMU 3 aHEXOTCHHUM BMiCTOM
[1,2,3,4].

TakTnHka BeleHHSl BAariTHOCTI Ta MOJOriB. Y 3B’s3Ky 3
JIETAIBHICTIO, BHUSBICHHS MOPOKY € MOKA3aHHSAM JUIS NepepUBaHHS
BariTHOCTI 32 MEIWYHMMHU IOKAa3aHHSAMU B TEPMiHI 110 22 THIKHIB.
VY BUmagxax HpOJIOHI'YBaHHS BariTHOCTI KOHTPOJIOETHCS cTaH Qero-
TUIAIIGHTAPHOIO KOMIUIEKCY. BariTHICTh  yCKIaJHIOETBCS —Majo-
BOJJISIM, TIPOTPECYIOUOH IUIAIIEHTAPHOW JUCYHKINEI0 1 MepTBO-
HapOJDKEHHSIM. PO3pOJKEHHS MPOBOMUTHCS TIIBKU 3 YpaxyBaHHIM
aKymepcpkoi cutyanii. KecapiB po3tnH B iHTepecax Iuiona He
MPOBOJISATH Y 3B’SI3KY 3 JIETAJIbHICTIO MOPOKY [1, 4].

Moennanns 3 inmmvu mnopokamu. [IK  Hupox wyacrto
noeanyetsest 3 IIK iHmMMX napeHXiMaToO3HMX OpraHiB, MOPOKaMHU
PO3BUTKY MO3KY i cyauH. b.fl. Pe3nuk 3 cniBaBT. (1994 p.) BKa3ywTh
Ha xpomocoMHi cunapomu 3 [TIK Hupok: tpucomist 13, 3q, 10p, 10q,
20p, 4p i Tpumnoinis [1, 2, 3, 4, 7, 8].

Pi3Hi BapiaHTM MYJNBTIKICTO3HOI HHUPKM 3yCTpiYalOTbCA IIPH
XPOMOCOMHHMX aHOMalisx, cubiapomax [immens-Jlingay (uepedpo-
peTiHANBHUIT aHTUOMAaTO3 3 KICTO3HUMH YpaKEHHSIMH HUPOK,
HiANUTYHKOBOT 3aJ103H, Hieuinku), Tpucomii E 1 D, cunapomi Mekkenst
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(ringpouedaniss abo aneHunedamis i KicTO3HAa IHUCIUIA3is HUPOK) Ta
IHIIMX Bajax po3BUTKY [1, 4].

Kainika. Jnsg Itina IIK xapakrepHi pecnipaTopHuid Juc-
Tpec, cMepTh Bix ypemii i acdikcii. Jlitu 3 nmBoctoponHim [IK
HapOKYIOTHCSI MEPTBUMHE 200 THHYTH B ITEPIIi JHI KHUTTH.

[IKX mnewiHkd 1 HHUPOK, FOHAIIBKUHA THII, BUSABISETHCS ITICIA
2 pOKiB 0OJSIMH B JKUBOTI, 30iIBIICHHSIM IICUYIHKH, MOPTaIbHOIO
rineprensieto i mporpecyrouoi XHH.

[IK (mopocnux) 3 Tum MaHidecTye Ha TPETHOMY AECSITHPIdUi
XKHUTTS TeMaTypiero, TinepToHiero 1 mporpecyrouoi XHH.

VYexmaguennsimu  IIK € indikoBanicTe KicT  (HAarHOEHHS,
mieToHePUT), KPOBOBHIIUB B KiCTY, IMyXJIMHA.

OIHOCTOPOHHIN MYJBTIKICTO3 MOYE HE BIJOMTHCS HA TPUBAJIOCTI
JKUTTS 1 HE MPOSBIATH ceOe KIiHIYHO. XBOPOro TypOYyHOTh OJHO-
CTOPOHHI TIOCTifiHI 00Ji B momepeKy, TOJOBHHNA Oillb; MalbMaTOPHO
BH3HAYAETHCA 301MbIIeHa MIUTbHA NpiOHOTOpOMCTa HUpKA. Y psimi
BUTAJIKIB PO3BUBAETHCS apTepianbHa TiNEpTEeH3id, sKa MPOXOIUThH
TUIBKA TICJIA BHUJAJICHHSA MYJbTIKICTO3HOT HuUpku. [lpu nBocro-
POHHBOMY MYJIBTIKICTO31 iTH HAPOHKYIOTHCS MEPTBUMHU.

His cimeliHoro HeppoHOMTI3y THIIOBI COJICBOC BHUCHAKCHHS,
3aTpUMKa pPOCTY, aHeMis, TOodiypis 1 TNporpecyoda HHUPKOBa
HEIOCTATHICTb.

MenynspHa KicTo3Ha XBOpoOa BIEpIIE BHABISIETHCS B 3piJIOMY
Billi, Ta, HA BiIMiHY BiJi HEPPOHOPTIi3y, MPOTIKAE JIETTIIE.

I'yObuacTta HuUpKa, sK mMpaBUIIo, Mae OE3CHMIITOMHUHN Tepedir abo
MPOSIBIISIEThCA TeMarypieto i 0oxsmu B monepeky. [Iporec dacrimre
JBOCTOPOHHIM.  YCKIagHIOETbCS ~ NpHETHAHHSIM  iHekmil 1
cedoKamM’sTHOi XBOpOOH.

PanHs HeoHaTalbHAa i NOCTHATAJIbHA JiarHoCcTHKA 0a3y-
€Tbcss Ha JjaHux Y3/l, auHamiuHOi cuuMHTUTpadii, paaioi3oror-
Horo ckanyBaHHs, aHriorpadii Ta KT i MPT. JlabopaTtopro Moxe
BUSIBJIATUCSI HEIOCTiHHAa MIKpONPOTEiHypiss 1 Mikporemarypis
[1, 2,3, 4]

JlikyBaHHS TIPOBOIUTHCS JOBIYHO 1 HAIPABJICHO Ha 30CPEKCHHS
¢yHKUIT HUPOK, MomepeKeHHs abo OopoThOy 3 YCKIaJHEHHSIMH.
IIpu nporpecyBanni XHH mnokasani TpaHCHIaHTalisi HUPKH abo
MOCTIHHUI remMoaiais.

Mporno3. Tpusamicts >xutrs naniedtie 3 AJIIIKX I tumy
nocsirae 69 pokiB, a | tumy — S53pokis. Ilpu AAIKX Il Tumy
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BiJ3HAYAETHCS BHUCOKHHA PpHU3UK paNTOBOi CMEpPTi Bl PO3PUBY
aHeBpHU3M MO3KOBHX cynuH i aoptu. APIIKX Bukimkae BHyTpilIHBO-
yTpoOHYy a0 HeoHaTanbHy 3arubenb. Y OuIbIIOCTI JIiTeH, sKi
NepeXuIn TepUHATAIBHUNA Tepiod, paHo po3BuBaroTbess XHH i
$ib6po3 neuinkwu [1, 2, 3, 4, 7, 8].

[podinakTuka. 3 ormamry Ha CHAAKOBHHA XapakTep IaHoi

aHoMaiii, B CiM’AX 3 OOTSDKCHMM aHaMHE30M IO IOJIMKHCTO3Y
HEOOX1/THO TPOBOANTH AOTIOIOTOBY PO IITAKTHKY.

2.

Jliteparypa:
1.

Bpoxnennrsle mopoku pa3BuTHs: HpakT.pyk. / B. H. 3amopoxan
[ np.] Onecca: OHMenY, 2012. — 320 c.

lenbnr B. I'. JluarHocthka NOPOKOB MOYEBBIIEIUTEIBHON
CUCTEMBI Y HOBOPOXKICHHBIX W TpymaHbix aeredi / B. I'. enbar,
I'. U. Ky3osnesa // Ilequatpus. — 2006. — Ne 1. — C. 87-94.

. Menenes M. B. IlpenartampHas sxorpadus: MpakT. pyk. /

M. B. Mengsenes. —M. : PeansHoe Bpems, 2005. — 560 c.

. JluarHoctuka, KIMHUKA, JICYCHUE W MPOTHO3 IPHU TUAPOHEePpo3e

nmouek / H. A. Huxkuruna, E. A. Kanammuukosa, C. P. I'aauu,
T.B. Coumnckas // IarerpatmBHa AmHTpomomoris. — 2018. —
Ne 1(31). — C. 60-63.

[Ipo BHecennst 3miH A0 Hakazy MO3 Ykpainu Big 29.12.2003 Ne
624 «lIpo 3arBepmkenHs [IporokomniB JikyBaHHS miTed 3i
cnerianbHOCTI «J{uTsaua yposoris»: Hakaz MO3 Ykpainu Ne 140
Bixm 18.03.2008 [Enexrponnuit pecypc] // BepxoBHa Pana
VYkpainu.

UyrynoBa O. JI. Ilonukucrto3Hass OO0j€3Hb IOYEK Yy HOBO-
POXJIEHHBIX W JeTeld paHHEro BO3pacTa: MPOOJEMBI TUAarHOC-
tuky, BeneHus, nedenus. / O. JI. Uyrynosa, C. B. Uepxkacosa,
E.JI. Tymanoga, I1.B. llymunoB u ap. // llemnatpus. — 2015. —
T.94. — Ne 3. —C. 88-94.—Tom 94. Ne 3.— C. 88-94

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

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

14



