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HAYKOBO-ITPUKIJIA JHI PEAJIII

Pe3rome

Kniniuna xapmuna 8poodceHux aHomaniti HUpoOK i ce408UOibHOI cucmemu Modice 8apirogamu 8i0 i301b0AHUX HUPKOBUX
anomaniti 00 cunHopomanvHux gernomunis. Cy4acHi cKiado8i MeHeOHCMEHM) BPOOHCEHUX AHOMANIN HUPOK I CeYOBUOLTbHUX
WIAXI8, ONUCAHI Y cmammi Ha NPUKAAOL KATHIYHO20 GUNAOKY 8POOINCEHOT NOAIKICMO3HOL OUCIA3T 11601 HUPKU, OONOMOICYMb
nO2IUOUMU HAYKOGO-NPUKIAOHT KOMNEMEeHMHOCMI TIKAPI8, AKI 6X00mb Y MYAbMUOUCYUNTIHAPHY KOMAHOY MEOUUHO20 Npoyecy
yiei 8podoicenol anomanii po3sumky, a makoc 6amokie abo ocio, 8i0N0GIOANLHUX 3d OUMUHY.

Knrwuogi cnosa: epooocena norikicmosna oucniazis 1icoi nupku; 6poosiceni anomanii HUpox i cevoeudinbioi cucmemu,

HOBOHAPOOIICEHI.

[Tparrroroun 3 marieHTOM, KOKHOMY JIiKapiro HeoOXiTHO
no0pe mpoxyMyBaTH, CUCTEMaTH3yBaTH, OOTPYHTOBYBAaTH
JUTSL TOCATHEHHSI METH IUTaH, AKUil HeoOXiTHO peasizyBy-
BaTH BiAMOBIAHO 710 MTOTPEd XBOPOTO, 3 HACTYITHOIO OIliH-
KOIO Pe3yNbTaTiB AIarHOCTHYHOTO TOIIYKY, JIIKyBaJIbHOTO
MEHEDKMEHTY Ta MPOrHO3y. BCi CK1a1oBi MEANYHOTO TIPO-
11eCy, TOJIOBHUM YYaCHHUKOM SIKOTO € TIAIli€HT, MalOTh OyTH
HE TUIBKM JETabHO 3aJJOKYMEHTOBaHi, aie i y JoCTymHii
(dopmi 1oBe/IeHi 10 BioMa J10 wieHiB ciM’1/ 0cobwu, sKi 31iii-
CHIOIOTE JOTVISIA, aJKE 111 OCOOH IICIIST HAJIE)KHOTO HABYAHHSI
CTaHyTh TIOBHOLIHHIUMH YJICHAMH MYJIBTUAMCIUIUTIHAPHOT
KOMaHIM 3 JIKyBaHHS 1 MONAJIBIIOTO CIIOCTEPEKEHHS, BU-
BYCHHS 1 BUKOHAHHS HABUYOK, HEOOX1THUX IS TIOJTITTIIICHHST
pe3ynbTaTiB MeANYHOI JoToMOoTH manieHTy. Kpim Toro,
6axaHo, abu HaJaBadl MEIUYHHUX MOCIYT PO3MIITyBaIH
iH(opMaIliiiHi MaTepiaar CTOCOBHO OCHOBHHUX KJIIHIYHUX
MIPOSIBiB 3aXBOPIOBAHb y JOCTYIHHX JUIS MAIlI€HTIB MICIIIX,

a TaKoXX Ha CBOIX BeO-caiTax Ta oimiifHUX CTOpiHKAxX 3a-
KJIaJ[iB OXOPOHH 370POB 5.

HesBakaroum Ha cydacHi TEXHOJOTIl i MOKIHUBOCTI
ME/IMKO-TeHETUYHOTO KOHCYJIBTYBaHHSsI, HaJIaHHSI MEINYHOT JI0-
TIOMOTH JKIHKaM PeTpoyKTUBHOTO BiKy, IPHPOKEH] Bay poO3-
BUTKY TIPOZIOBKYIOTH TIOCIAATH YiIbHI MICIIA y CTPYKTYpi epu-
HaTaJIBHOI 3aXBoproBaHoCTI i cMepTHOCTI. Tak y 2022-2023 pp.
y JIbBIBCBKiii 00acTi OysI0 3apeecTpoBaHO 78 MPUPOIHIKEHIX
BaJl po3BUTKY 3 15489 niteit, Hapowkenux xusumu. Cepen 84
JUTEH, 1110 IOMEPIH 0 POKY uTTs, 19 % miTeii Manu Baxki
130JIbOBaHI YM KOMOIHOBaHI BaJld PO3BUTKY, CEPEI IKUX 3Y-
CTpiYaeThCst MyJIBTUKICTO3HA Auciuiasis Hupku (at. dysplasia
renum multicystica, arrit. multicystic dysplastic kidney), oo
BU3HAYAETHCS SIK BEJIMKA IPyIa TeHETHYHO JIeTEPMIHOBAaHUX
3aXBOPIOBaHb, — PI3HOBU/I TIOPYILIEHHS PO3BUTKY HUPOK, BHU-
JTIIMUAM TIPOSIBOM SIKOTO € MHOYKHHH1 KiCTH Pi3HOTO pO3MIpy Ta
BIJICYTHICTh HOPMAJTLHOT YaIlIKOBO-MHICKOBOI crcTeMu (prc 1.)

Puc. 1. NMopiBHANbLHMIA BUrNSag HopManbHoOI 6y40BM opraHiB ce4oBUAINbLHOI cucTemMu (3nisa)
Ta MynbTUKICTO3HOI Aucnnasii (cnpaea)

3araiom KicTO3HI 3aXBOPIOBaHHS HUPOK € MOUIMPEHOI0
MIPUYMHOIO TEPMIHAJIBHOI CTalii XBOPOOU HUPOK y JiTEH,
i3 3araJIbHOIO 3aXBOPIOBAHICTIO NMPHUOIM3HO 4 BUIIAJKK HA
10000 nosnoris [1]. MynbTHKiCTO3HA ANCILIA3isS HUPOK Ha-
JISKHTB JI0 CHOPAJNYHOTO TEHETHYHOTO YU CIIa/IKOBOTO PO3-
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najy. Yacrimie 3ycTpidaeTbcs oqHOCTOpoHHs Gopma 1/4300
KUBOHAPOJDKCHUX JITEH, SIKIIO Baja ypaskae ABI HUPKH,
BOHA Ma€ HECTIPUATIMBHUIT IPOTHO3 st XKUTTs. [2]. Yenaz-
KOBYETBCS 38 2y TOCOMHO-/IOMIHAHTHUM THIIOM, TOOTO JiTH
nanienTa MaroTh 50 % pu3uK HacIiTyBaHHS AaHOTO 3aXBO-
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proBanHs. YactoTa po3Butky cranoButh 1:400-1:1000. 3a-
XBoproBaHicTh y QirnsHmii ckiaagae 7-8 / 1000000. [Tpuuu-
HOIO 3axBoproBanHs € MyTaris redis PKD1 a6o PKD2 [3].
I'pyna Bpo/KeHUX aHOMaJili HUPOK 1 CEYOBUIIBHOIO
tpakty (CACUT) siBiisie 06010 pisHOMaHITHE 00’ €THAHHS
CTPYKTYPHUX BaJi PO3BHUTKY, 1110 BHHUKAIOTh BHACIIIOK 10-
pYUICHHS Ha OyIb-sKOMY eTari eMOpPiOHATBHOTO PO3BUTKY
HHUPKH Ta CEYOBUBIJHUX IULIXIB. L]e 0OcHOBHA mpuynHAa ro-
CTPHUX MOIIKO/PKEHb HUPOK y quTsidoMy Binli (~40 %) 3 vac-
ToToR0 3-6 ypakenux miteit Ha 1000 mosmoris [4].

OdiKyBaHMM MUTAHHIM BiJ OATbKIB JUTHHH CTAHE TO-
SICHEHHS] IPUYMH PO3BUTKY MYJIBTHKICTO3HOI qucrasii
HUPKH, BapiaHTOM BIZIIOBIJI HA sIke MOXKe OyTH HACTYITHE:
MPUOIM3HO Ha 5 TIKHI BariTHOCTI 3a4aTOK TKaHWHH, 1110
YTBOPIOE CEYOBIJ, 3’ €IHYETHCS 3 TKAHIMHOIO, SIKA YTBOPIOE
HUPKY. SIKIO 1ei mporec Bi0yBa€ThCS 3 TOPYLIEHHSIM, TO
YTBOPIOETHCS HUPKA, sIKa CKIAJA€ThCS 3 YHCICHHUX KIiCT
1 HA3MBAETHCSI MYJIBTHKICTO3HO 3MIHCHOIO HUpKOR. Uepes
BiJICYTHICTB 3B’5I3KY 13 CEYOBOIOM XBOpa HIPKA HE MOXKE BU-
BOIUTH ceuy i QyHKIionyBary. Pazom 3 Tum, wieHam cim’i/
0c001, BIJIOBINaNbHIN 32 TUTUHY, HCOOXITHO MOSCHUTH,
110 MYJIBTHKICTO3 HUPOK — I1¢ TCHETUYHHH i/a60 CITaIKoBHii
pO3J1a]1 PO3BHUTKY, 110 XapaKTEPU3YETHCSI YTBOPEHHIM KICT
y HUPKaX, sIKi MOXYTh 301TBIITYBaTHCS Y PO3MIpax Ta Mopy-
mryBaté QyHKIir0 HUpOK [1].

[Tarosnorist po3BUTKY HUPOK JiarHOCTY€ETHCS HaituacTile
MIPEeHaTaIBHO 3a TOOMOoTo0 Y3/, 1o Moxke BisyaltizyBaTi
301IbIIEHHS] HUPOK, NOPIBHSHO 3 iX HOPMOIO, MHOKHHHI
€XOHETaTHUBHI TOPOKHUCTI YTBOPH, PO3MipaMH BiJl TOUKO-
BUX 10 2-7 MM B giametpi. Kictu 3aiimMaroTh Maixke BCIO
MapeHXiMy HUPOK. Y 3aJIMIIKOBIH ITapeHXiMi — BOTHHIIEBE
a00 qudy3HE MiIBUIICHHS EXOIIITLHOCTI. Y KOXKHOT I’ ITOT
XBOPOI IUTHHU 3HAXOATh KicT y nevinii. [5] Onnak, Ha
paHHIX eTarax po3BHTKY IUIOZA HE y BCiX BUIIAJKAX MOXK-
JIUBO MPOBECTU MU(BEpCHIIAIbHY JIarHOCTUKY 3 THIIUMU
BaJlaMU HUPOK 1 BEPXHIX CEYOBUX LUISXIB, 0 MPU3BOIAT
JI0 PO3UIMPEHHSI TIOPOKHUHHOT CUCTEMH CEUOBHX IIUISXIB,
0co0JIMBO, Y pa3i JBOCTOPOHHBOI JIOKaIi3amii Baau, 3a J10-
nomororo Y3J1. Hupkosi anomaunii Busiisitorbest y 10-20 %
MpeHATAIbHUX YIBTPa3BYKOBUX JA0ciimKeHb [6]. Lli aHoma-
i Half9acTiIe OMUCYIOTHCS SIK IBOCTOPOHHI 30ibImeHi Ta/
a0o rinepexoreHHi HUPKK 1 MOXKYTh OyTH 00’ €THaHI y TpH
OCHOBHI Tpyn. Jlo mepuioi Hajexarb CHaIKoBi renaro-
penanbHi hi6pokicTozu (CI'D) — KOMIIEKC MOHOTEHHHUX
3aXBOPIOBaHb, 110 XapaKTEePHU3YIOThCS (PiOPOKICTOZHUMHU
aHOMAaJIisIMHA HUPOK Ta AMCTEHE31€I0 MOPTO-0iaiapHOTO
TPaKTy — pO3Ja/iH, OB’ A3aH1 3 MyTallisIM{ B TeHaX, 1[0 KO-
IYIOTH OLTKH, SKi (YHKIIOHYIOTh Y IPBUHHOMY IIMTiyMi
a0o rieaTpocomi 1, TakuM unHOM, CI'® BBaKarOThCsI HUPKO-
BOIO MIrPyIIOr0 OLTBIIOT TPyNH po3iaaiB rtionarii [7] o
JpyToi TPyIH HaJIeXKaTh BPOKCHI aHOMAITii PO3BUTKY HUPOK
i cevoBuBinnux 1UsxiB (CAKUT) — criekTp nopyiieHs, sKi
MOXXYTh MIPOSBISATHUCS TIMOTIIA31€10 HUPOK, OOCTPYKITIEIO
CEYOBIJTHO-MHUCKOBOTO 3’ €IHAHHS, IEPBUHHUM Meraype-
TEPOM, MiXyPOBO-CEYOBOTHUM Pe(IFOKCOM, OOCTPYKITIEIO
MIXypOBO-CEUOBIIHOTO 3’ €IHAHHS 200 3aJHIX KJIalaHiB ce-
4iBHHKA, 3 800 6e3 CYIyTHBOI KiCTO3HOT XBOpoOU HUPOK [8].
Jlo ocTaHHBOI TPy HAJIS)KATh MALIEHTH 3 XPOMOCOMHUMHU
a00 CMHAPOMHHMMH rTopyieHHsIMU. KitiHIuHa KapTHHA y BCiX
rpyTax MOXe BapilfOBaTH BiJ] JIETKOTO 10 TSDKKOTO Iepediry
3 aHT1JPaMHIO30M Ta JIETEHEBOIO TIOILIA3I€l0, 0 CIPUYH-

HSFOTh 3HAYHY MEPHHATAIbHY CMEPTHICTB [9]. 3 ToukH 30py
coHorpagivHoi Bizyamizarii 1li pi3HOMaHITHI pO3JIax YacTo
IMITYIOTh 200 (PEHOKOIIIOIOTH OJIMH OHOTO.

3 MeTOIO MTiIBUTIEHHS e(DeKTUBHOCTI BUSIBJICHHS BaJIH J10
95 % yTO4YHIOIOYNM METO/IOM Bi3yasi3allii B CyMHIBHUX BH-
majkax Moke oytu Buxkopuctanust MPT s panapoi qude-
PCHIIIHHOT TIarHOCTHKH MYJIBTHKICTO3HOT AUCIUIA31T HUPOK
3 BaJIaM{ BEPXHIX CEUOBHUX IUISXIB, SIKi CYyIPOBOIKYIOTHCS
BUPA3HUM PO3IITHPEHHIM MOpokHUHHOT crctemu [10]. Kpim
toro, MPT y npenaranbsHOMY nepiojii J03BOJIsI€ HE TLTBKA
JIarHOCTYBaTH MYIIBTUKICTO3HY HUPKY, aJie i Bepu]iKyBaTH
HnapeHxiMy ypaKeHOi HUPKH, 110 A€ MiJCTaBU BBAXKATH
npeHatanbHe MPT epeKTHBHUM METOIOM JiarHOCTUKHU
MYJIBTHKICTO3HOI HUPKH, 110 BU3HAYATUME TAKTHKY BEICHHS
BariTHOCTI 1 PO3POYKEHHS.

Barpkam mutuHM mikap Y31 Mae MOBiIOMHTH TIPO T€,
110 y OIIBIIOCTI BUIA/IKIB BiJOYBAETHCS 1HBOJIOLIS KiCTH,
a 3aJIMIIKOBA TKAHMHA HUPKM 1HOZI 3aHAATO Maja, moo ii
MOKHa OyJI0 BUSIBUTH 32 JIOTIOMOTOIO0 CTaH/IapTHHX Bi3yaJri-
3aliifiHUX AocIimKeHs. [Ipyra HupKa 3a3BU4ail HOpMalibHa
3a OyZ10BOTO, OTHAK i1 pO3MipH OiIBIII B pE3yIIbTaTi KOMIICH-
caropHoI rineptpodii. MyIbTHKICTO3HA AUCIUIA31S HUPKH
MOXKE TIPOSIBIISITHCS OOJIEM y HUPKaX, KPOB'I0 y cedi, apTepi-
QJIBHOIO T1IIEPTEH3IEI0 Ta IHIIMMHU IPOOIEMaMH 3 HUPKAMH.
JIikyBaHHS TUTHHU 3 IPUPOHKEHUM IT0JIIKICTO30M HUPOK
3a3BHYail CIpsAMOBaHE Ha MOJETIIECHHS CHMITOMIB Ta yTpH-
MaHHsI HUPOK y (yHKLiOHaIpHOMY cTaHi [11].

TaxuM 9UHOM, IHTEPIIPETAIlil0 OTPUMaHUX JaHuX Y 3/]
HUPOK I1J10/1a 6aTbKaM «BHYTPILIHEOYTPOOHOT AUTHHU» Ha-
nmaBarume JTikap Y3/1, a mi3HimIe Jikap, o BeJe BariTHICTh
Ha aMOyJiaTOpHOMY eTarti — 1ie Oy/ie MiATBEpKEHHIM MYITb-
THIUCIHILTIHAPHOT POOOTH BEACHHS KJIIHIYHOTO BUITAJIKY
BXKE Ha aMOyJIaTOpHOMY eTarli MeANYHOi ormomMorn. Bax-
JIMBO aKI[EHTYBaTH yBary OarbKiB 3 MpPEHATAILHO BUSBIIC-
HOIO JIMCIUIA3i€10 HUPOK HA AWHAMIYHE CTIOCTEPEKEHHS 32
nutrHO0, 1m0 B 80 % BUMAAKIB H03BOJISIE YTPUMATHUCS Bif
Hedpektomii [12]. YV 50 % niTeit 3 MyIbTHKICTO30M, 3 TUTH-
HOM HYacy, BiZl0yBaeThCsI BCHXaHHS OpraHy i OCTYIIOBE MPH-
ITUHEHHS POCTY HUPKH, BHACIIJIOK YOTO MapeHxiMa 3amimry-
€TBHCSI CTIOYYHOO TKAHHHOIO, 1 HUPKA MOCTYMOBO 3MOPIITY-
etbest. [ToniOHuMit mepedir XBopoOu HaHOLIBII CIPUSTIIMBUNA
UL TroquHA. Y pasi mytarii reHa PKD2 3axBoproBaHHs Mae
OibIr M’ sIKUiT IepeOir; morpeba B miamizi y TaKUX Halli€H-
TiB BUHUKA€E B CEPEIHBOMY Yy Billi 69 poKiB, TOMI 5K Y THX,
xT0 Mae myTattito reHa PKD1 cepenniii Bik moyaTKy miamizy
cknazae 53 poku. Y 85 % mariieHTiB i3 MONIKICTO30M HUPOK
3aXBOPIOBAHHS BUKIIMKAETHCS MyTarliero rena PKD1 [13].

J10 OCHOBHHX ITUTaHb, SIKI MOYKYTb Yy TH YWICHH MYJIBTH/IUC-
[UIDTiIHAPHOT JTIKAPCHKOI KOMaHAH BiJl OaThKIB IUTUHH 3 TIpe-
HaTaJIbHO IarHOCTOBAHOIO MYJIETHKICTO3HOO TUCIUIA3I€l0 HU-
POK, Hasexarh: SIkuii criocid HapOHKEHHS TUTUHY KPaIi?
Uu 3mMOXy s rogyBati quTHHY rpyasmu? 1llo odikye Hamry
JMTHHY TTicis HapokeHHs? Un qutuHy Oy/tyTh EpeBOIUTH
B iHmTy KiiHIKY? Lo odikye Hamry AuTHHY B MaliOyTHEOMY?

JIorIOMOT'TH JIiKapsiM, IOTHYHUM JI0 MEHE/KMEHTY HO-
BOHAPO/PKEHOTO 3 BPOPKEHOIO TTOJIIKICTO3HOIO ANCTIIa31€l0
HUPOK, CTPYKTYPYBaTH ITOCITiOBHICTE Oeciy i3 BcebigHOTO
iH(opMyBaHHs OaThKIB TUTHHU 3 IAHOIO MATOJIOTIEI0 HUPOK,
pO3pOOUTH TaM’AITKY U OAaTHKIB, JOTIOMOXE MPEICTaB-
JICHHS KJITHIYHOTO BUIIAJIKY BPOMKEHOI aHOMAITIi PO3BUTKY
HUPKH Ta CCYOBUBITHUX IUIAXIB.
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KniHiyHni BUNnagok

Anamnes 3axeoprosanns: JIATHHA HAPOHUIACS 3 MACOIO
tima 3450 1, moxuHOIO 54 cM. O1iHKa 3a MKaI0 Amrap
8/8 6aunis. ITicist HAPOHKEHHSI 3HAXOAMIACS Y BIJJIIJICHHI
HOBOHAPO/KEHUX MMEPUHATAIBHOTO IEHTPY 3 IarHO30M:
Kicro3na aucrunasist Hupku, ogHoOIiYHA. Bpomkennii mera-
yperep. Biakpure oBanbHe BikHO. [3011b0BaHE MOMIUPEHHS
JiBOrO OOKOBOTO MITYHOUYKA Ha PiBHI 33 JHHOTO Ta CKPOHE-
BOTO POTY.

Hurtnna Haponmnacs Bix | BaritHOCTI, | mororiB y Tep-
MiHi 38 TrokHIB. [Tonoru nuisIxoM omepartii KecapchKoro po3-
TrHY. OcOOMMBOCTI qaHOI BariTHOCTI: IcTMiKO-TIepBiKaIbHA
HE/IOCTATHICTh, KoperoBaHa mnecapiem. O0TskeHuit criaj-
KOBHI aHAMHE3 TI0 MaTePUHCHKIH TiHil. ¥ MaMu BpokeHa
BaJia HUPOK (JTIBOOIYHUI MYIIBTHKICTO3).

Ha 4 noOy nutuna Oyna BUIHCaHa TOAOMY 3 PEKOMEH 1a-
LisSIMA JTOOOCTEXCHHS Ta JIIKyBaHHS BPOKCHOT B! JIiBOT
uupku. Ha 16 1eHb ®uTTs 0aThbKH 3 TUTHHOIO 3BEPHYIIHCS
JI0 IPUAMAITEHOTO BiATUICHHS KIIHIYHOTO IIEHTPY AUTIIOT
ME/TUIIUHH 7SI TOAANBIIOr0 00CTEeXEHHs Ta JIiKyBaHHsL. J{u-
THHA BUTOJIOBYBAJIACS a/IalITOBAHOIO CYMIIIIIIIIO Y 3B’ SI3KY
3 aHTHOIOTUKOTEPAIIi€l0 3 MPUBOLY MTHEBMOHIT y MaTepi.

HoBonapomkenuit xiaom4uk y Biti 16 mnHiB OyB rocrmi-
TaMi30BaHUN y [EHTP MOCTIHTEHCUBHOTO BUXOJ[KYBAHHS
HOBOHAPO/PKEHUX Ta HEJJOHOIICHHX JIITeH HA/IKIACTEPHOTO
KIHIYHOTO LEHTPY AUTIUOI MEAUIMHU JIJIsI CTAI[IOHAPHOTO

JIKYBaHHS Ta I000CTEKEHHS 32 CKepYBaHHSM JIiKaps nep-
BHMHHOI JIAHKH.

Jiarno3: [ami yTouHeHi BpoKeHi Bl PO3BUTKY HU-
PKH: TIraHTCHKUI MYJIBTHKICTO3 JIIBOI HUPKH 3 KOMITPECIETO
opraHiB yepeBHOI MOpOXHUHH. Merayperep 3miBa. [HmmiA
KaH/I1/103 HOBOHAPO/DKEHOTO. BinkprTe oBajbHE BIKHO.

JaHi 060’ ekTuBHOTO 00CcTe:RKeHHA: Temmeparypa —
36,6 °C, maca tina npu nocrymiensi — 3630 r, YJ1 — 60/xs.,
YCC-160 yu./x8., Sp02-98 %, OI" — 35 cm, OXK — 41 cm.

[pu mocTyruieHH1 y HEHTP NOCTIHTEHCUBHOTO BUXOXKY-
BaHHS HOBOHAPOKEHUX Ta HEIOHOUICHUX JITeH HaJKiIac-
TEPHOTO KJIIHIYHOTO IEHTPY AUTSIUO0] MEANIIMHY 3aralbHIN
CTaH JIMTHHHU CEPEeJHBOI BAKKOCTI, 3yMOBJICHHH BPO/PKEHOIO
Banoro HupKkH. [Ipu ornmsaai nutuHa HecnokitHa. [kipHi
TTOKPUBH CYOIKTepHUHi, CyXi. Bunumi cimzoBi 00omoHKH
6u11/10-pOKeBi, OlnMit HAIT B POTOBIN OpOXXHKHI. BepxHe
tim’stako — 3,0 x 3,0 cM, Ha piBHI KicTOK deperna. J{uxaHHs
camocrtiiiae, HeyTpyaaeHe, Y/1-54 3a xB. [l 3a0e3medcHHs
JIOCTaTHBOI OKcureHarii kpoi — 92-95 % norpelye okcure-
HOTEpaItii Yepe3 HOCOBI KaHIOJi, IIBH/IKICTh MOTOKY — 1 J1/XB.

AyCKyIbTaTUBHO HaJl JIETEHSIMU BUCITyXOBYBaJIOCS BE3H-
KyJISIpHE AMXaHHS Ha BCbOMY TIPOTSI3i JIET€Hb 3 000X CTOPIH.
Touwu cepiis purmiuni, 38y4ni, YCC-146 yu/xB. ['emo/uHa-
MiKa: 3a OLIIHKOIO CEPEIHBOT0 apTepialbHOTO TUCKY (44 MM
pT cT), cTany nepudepuuHoi nepdysii, BU3HaUeHOT 3a 10-
TIOMOTOIO TTEPEBIPKH CUMIITOMY «0i101 IIsIMU» — 2,5 CeK.;
HAIIOBHEHHS, CAMETPUYHOCTI, HANPY>KEHHS, PUTMIYHOCTI
IyJIbCY HA IPOMEHEBUX apTepisiX; 30BHINIHBOT TEMITEpaTypr
JMUCTAaTBHUX YaCTHH TiJla — CTAOUTbHA, IyJIbCallis Ha CTeT-
HOBHX apTepisx 100pa, CHMETpHYHA.

JKusit 30ibIIeHNH B 00’ €Mi, BUPa’KEHO 3/[yTHH, 3 YITKO
KOHTYPOBaHHMMH JHISIMH MEX 30UTBIICHHS, Bi3yali3y€eThCs
BEHO3HA CiTKa Ha NEpeAHii YepeBHIN CTIHI, M’ IKHH TIpH
nanbnaii. (puc. 2.).

Puc. 2. 3oBHiWwHIili BUrnaA xuBoTa AUTUHU 3 BPOOXKEHOK MYINLTUKICTO3HOKO AUCNa3iclo HUPKK:
36inbleHn B 06’ eMi, BUpaXXeHo 3A4yTUN, 3 HiTKO KOHTYPOBaAHUMM NiHIAMU MeX 30iNbLUEHHS,
Bi3yanidyeTbCA BeHO3Ha CiTKa Ha nepeaHin YepeBHiN CTiHL.

IlepucTanbTuka BUCIyXOBYEThCA cipaBa. [lynkose
Kinmp1e emitenizyerhes. [leuinka: Kpall 3a0KpyTICHUAH,
€IaCTUYHOI KOHCHCTEHIIii, BUCTYTIA€ 3-IIi]1 IPABOTO KParo
pebeproi myru Ha 2 cMm. CTaTreBi OpraHU 3a YOIOBIYUM TH-
IIOM, sI€YKa OMYIIeHi B KaMUTKy. CEeYOBUIIICHHS aKTHUBHE,
nocTaTHe. BUITOpOXKHEHHS CaMOCTIiHI, 0e3 MaToIoTiIHIX
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nomimok. [1i gac mepeOyBaHHA y IIEHTPi TOCTIHTEHCHBHOTO
BUXOJUKYBaHHS HOBOHAPOJDKECHHUX Ta HETOHOLICHUX JiTeH
HaJIKJIACTEPHOTO KIIHIYHOTO LEHTPY AUTAYO0I MEAHLUHH
TUTHHI Oy7I0 BUKOHAHO MEPENiK JOCTIKEHB, 00CTEXKEHb Ta
MIPOBE/ICHO KOHCYIBTAIlli By3bKHX CIICIiaTiCTiB!

Jani 1ab0paTOpHHUX TOCIIKCHb:



BUMNMAOKU 3 MNPAKTUKU

Tabnuusa 1

Femorpama gUTUHM Nig Yac nepebyBaHHA Y LIEHTPi NOCTIHTEHCMBHOIO BUXOAXKYBaHHA HOBOHapPOAXEHUX

Ta HeJOHOLLEHUX AiTel HaAKNacTePHOro KIiHIYHOro LeHTPY AUTAYOI MeaULMHU

KnkTuHi Kposi |_|OK83HVIKM. HOpMM Bik ,EI,I/ITI./IHI/I Bik anTrHM
(0-1 mic.) 16 AHiB 21 foeHb
EpuTpouutn 102" 3,9-6,2 4,73 4,42
lemornoGiH (Hb) r/n 160-230 160 154
TNelikounTtn 1097 10,0-28,0 11,39 9,97
TpomGouutun 10°7 150-400 314 326
Hewntpodinn cermeHTosaepHi,% 30-55 27 17
ManuukosgepHi HenTpodinu, % 1-5 1 7
EosnHodinu, % 1-5 0 5
JlimdoumnTn, % 45-65 60 57
MoHouuTun, % [o 8 6 20

Hesnauna HeliTponeHis 3a MOKa3HUKOM CErMEHTOsIep-
HUX HEHTPO(DIiTiB Ta MOHOIUTO3 B reMOrpami y JAWHaMILli
MOSICHIOETHCSI HASIBHICTIO KaHAMI03HOT iH(EKIIiT, 1110 Majia
MICIIE 3 IPIIOTO JHS TOCIITai3aIlil, Ta MAaTOJOTYHO Mi-
KPOOHOIO KOJIOHI3AIII€I0 CIIM30BUX HOCA, OKa, 31BY Ta ITyIIKa.

[TociB 3 mynka 16 nens xurTs: St. aureus.

IMociB 3 HOca 16 mewns sxutTs: St.aureus, Haemophilus
influenzae.

IociB 3 oka 16 nens xutrs: Candida albicans.

IociB 3 3iBy 16 nens xxurrs: Candida albicans, St.aureus,
Haemophilus influenzae.

[ociB ceui 16 neHb KUTTS: TATOreHHOT (I0pY HE BUSIBIICHO.

[TociB kpoBi 16 1eHb )KUTTS: KPOB CTEPUIIbHA.

3a pe3ynbraTaMy OLIHKU MOKa3HUKIB 3arajlbHOTO aHa-
i3y cedi 03HaKH 1H(QEKIi{ CeYOBUX IUISXIB HE BUSIBIICHI.

Bioximiunmii anaxi3 kpoBi Ha 17 neHb KHUTTH
JAUTHHHU: cedoBHHA — 2,57 MMmounb\n (HOopMma); KpeaTH-
HiH 63,8 MMoab\ll — migBUIIeHNI TTOKa3HUK (HOpMa
0,035-0,06 MMomb/n) cUrHATI3Y€E PO PO3BUTOK HHUPKOBOT
HEJIOCTATHOCTI Y TUTHHH.

PiBeHb miitok03u cTaHOBUB 6,23 MMOub\i, GinipyOiny
(3aranpHOrO0) — 166,0 MKMOJTB\IT — MiBUIIICHUH TTOKA3HUK;
AcAT- 26,5 O\, AnAT- 16,0 Ox\i, 6inok 3aranbHuii —
52,7 r\i, CPb — (-) HeratuBHUiA.

Bioximiunuii aHami3 KpoBi Ha 22 TeHb KATTA: CEYO-
BuHa—1,91 MMoub\i, kpeatuHin — 75,3 MMOITB\I, y AnHaMILT
MOKa3HUK 301MbIIKMBCS; TITF0K03a — 4,76 MMoub\, Oinipy6in
(3aranpuwmii) — 107,8 MKkMOJIB\IT, 3MEHITUBCS B TUHAMILI;
AcAT- 27,2 On\i, (Hopma) AnAT- 14,7 Oa\n (Hopma), Gistok
saranbuuii — 60,3 r\in, CPb — (=) Bix’ emuuii.

Tabnuus 2
Moka3HukM 3aranbHOro aHani3y ce4i AUTUHU 3 BPOAXKEHOK MYJILTUKICTO3HOK AUCTIIA3i€r0 HAPOK
[aTta Konip npo3op. Oinok enitenin NEenKoLl. epuTpoL. cnua
16 gHiB ck nposopa Hemae 1-2B M3 3-5BM\3 0-1Bm\3 +
21 pHiB ck nposopa Hemae 2-3B M3 4-7 B N\3 +
22 pHiB c\K nposopa Hemae 0-1 B n\3 1-3BM\3 0-1 B M\3 Hemae

Pentrenorpadisi opratis rpyaHoi KJIiTKH Ta OpraHiB

YepeBHOI MOPOKHUHU Ha 17 neHb :kutTe (puc. 3).

Ha meprmmii nens rocnitanmizartii quteHi npoen Y 3] BHY-
TPIIIHIX OpraHiB Ta OpraHiB CEYOBUIIBHOI cucTteMu (puc. 4).

Puc. 3. PeHTreHorpadis opraHie rpyaHoi KniTkn Ta opraHiB YepeBHOI MOPOXHUHU Ha 17 OeHb XUTTA:
BOrHULEBUX YU iHINbTPAaTUBHUX TiHEN He BUsABMNEHO. JlereHeBU MantoHOK NOCUSIEHUN MO HUXKHbO-
MeaianbHuX Bigainax. Aiacdhparma kKoHTypyeTbca. CuHycH BinbHi. YepeBHa NopoXxHMHa 36inbLeHa
B po3Mipax, neTni KuWKiBHMKa HepPiBHOMiIPHO MHEBMAaTU30BaHi, Pi3KO 3MileHi y npaBy NONMOBUHY

YyepeBHOI MOPOXHUHU. BinbHOro noBiTps B YepeBHi NOPOXKHUHI HE BUSIBIEHO.
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Puc. 4. Y3[] BHyTpiWwHix opraHiB Ta opraHiB ce40BUAINLHOI CUCTEMM Ha 16 OeHb XUTTA.

IIpaBa Hupka: po3mipu 5,7 x 2,2 cm. [lapenxima ogHo-
pimHa, 1 cm. KopTtuko-menynspHa audepeHnmiamnis 30epe-
keHa. YamrkoBo-MHCKOBa cHcTeMa He po3immpeHa. JliBa
HHUPKA: y IPOEKIlii MHOKHHHI aHEXOT€HHI YTBOPEHHS pO3-
mipamu 2,1-7,4 cm. napeHxiMa He Bizyaiizyerbesi. KopTrko-
MenymnspHa nudepeHIiiamnis He Bisyarizyerbes. CeqoBin:
3miBa 3BUBUCTOI hopmHu, nunaroBanuii Bix 1,6 1o 2,2 cm.
CeyoBuii MiXyp: 3 4iTKUMH PiBHUMH KOHTYpaMH, BMIiCT
omHopimHiA. BucnoBok: CoHorpadiuHa KapTHHa MOXKE BifI-
MTOB1/IaTH MYJBTHKICTO3Y JIiBOT HUPKH, METaypeTepy 37iBa.

Heiipoconorpadgis y Biui 17 auis: Conorpadiuna
KapTUHa MOXKE BIAMOBIAaTH KHCTaM IPABOTO CYIUHHOTO
CIUICTIHHS.

Ayniorpama, BUKoHaHa y Billi 22 AHIiB JKUTTS: 0TOA-
KyCTHYHA eMicis, BUKJIMKaHa KJIAI[aHHAM, TIPOiiieHa 3 000X
CTODIH.

Koncyabranisi opranbmodiora y Biui 18 auiB: 3iHuii
OD\OS mommupeni gocrariabo. ONTHYHI cepeToBHIIa mpo-
30pi. O4He THO BiAMOBITA€ BIKY.

Koncyabranisi HeBpoJiora 22 {Hi sKUTTS: 3aKITFOUCHHS:
B HEBPOJIOTIYHOMY CTaTyCi HAa MOMEHT OIVISIAY TaTOJIOTIIHIX
3MiH HE BUSBJICHO.

KoncyabTanisi reneruka y Biui 21 qHi :kMTTS: 1pO
6ann mae BBP ceuoBuBigHOI cucTeMu: MyIbTHKICTO3 JTi-
BOI HUPKH.

3a pe3ynabTaTaMy FeHETHYHOTO CEKBEHYBaHHS MOKIIMBO
3BU3aHAYHUTH HACTYITHE:

AYTOCOMHO-JIOMiHAaHTHA MOJiKiCTO3HA HUPKOBA XBO-
po0a, rematopeHanpHa (hiOpokicTo3HA XBOpoOa MOKe
MPOSIBIATHCS B MIEPUHATAIHLHOMY MEpioAi, Y AUTHHCTBI
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a00 B MOJIOZIOMY Billi i BUKJIMKA€ETHCS MIEPEBAKHO MyTalli-
smu 1Box reriB — PKD1 (78 % sumazkis) Ta PKD2 (15 %
BUMAKIB), a pemta 5-10 % BuUMaaKiB 3yMOBIECHI piaKic-
HUMH MYTAIlisIMH B {HIINX JIOKycaX. Y MOPIBHSAHHI 3 IINM,
ayTOCOMHO-TOMIHAaHTHA TOJIKICTO3HA JAMCIIIA3is 3yCTpi-
yaeTbes pianre, 3 yactoToro 1 Ha 26 500 xxuBoHapoKE-
HUX. 3aXBOPIOBAHHS BUKJIMKAETHCS IIEPEBAKHO MY TaLliIMH
B reri PKHD1. Ilpn HalTsDKIOMY aHTeHATaIEHOMY TIPOSIBi
ayTOCOMHO-TOMiHaHTHA MOJIIKICTO3HA XBOpoOa xapaxTe-
PHU3YETHCS TBOOIUHO 301TBIIEHUMH €XOT€HHUMHI HIPKAMHU
Ta OJIroripaMuionoM, 3 21 % nepuHaTanbHOI CMEPTHOCTI
yepes rirnoriasiro gereHs. [1amienTH, sKi BIKIIHN, 3a3BUYait
JOCSTaloTh JOPOCIIOT0 BiKY, 3aBISKA MEJMYHUM JOCSITHEH-
HSM y TaXxy3i TUTAY0i HUPKOBOI 3aMicHOI Tepartii Ta TpaH-
crranTanii Hupku [14]. Bimsmn piakicHi ¢popmu remarope-
HaJIIbHOT KiCTO3HOT HUPKOBOT uciuiasii uupok, NPHP, JBTS,
MKS Ta BBS, sikuM BIacTUBI He JIHIIE KICTO3HI YpaKEHHsI
HHUPOK, aJe i KiCTO3HI 3aXBOPIOBAHHS HUPOK, MOXKYTh MaTH
MicIle Pi3HOMaHITHI MO3aHIPKOBI O3HAKH BKJIIOYAFOUH TI0-
JMIaKTHII0, TOTHINYHE eHredanomnene, Gidpo3 medinky,
OKUPIHHS Ta AETCHEPAIio CITKiBKH.

Kiniuaa xapTHHa BpOIKEHNX aHOMAIIii HIPOK i ce-
YOBHIIJIBHOI CHCTEMH MOYKE BapifoBaTH BiJl i30JbOBAaHUX
HUPKOBUX aHOMAJi{ O CHHIPOMalbHHUX (PEHOTHIIIB.
CroctepiraeTscs ciMeliHa KJacTepu3aiis. Y BUHUKHEHHI
CAKUT 6epyTb yuacts nonaj 50 renis. Haiinommpenini
MyTarii crocytotscst 12 renis, Hanpukian, BMP7, CDC5I,
CHD1I, EYAL, GATA3, HNF1B, PAX2, RET, ROBO2,
SALLI, SIX2 ta SIX5. Ognak, oqHOreHHI MyTaIii MO-
KyTbh 3ycTpivarucs Big 10 % mo 20 % sumankis CAKUT
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[14]. Kpiwm Toro, BapianTH Kinbkocti komiit (CNV), To6TO
nyrmrikamii abo menernii TCHOMHHX CEI'MEHTIB, JICXKATh
B ocHOBI 5-10 % BHMaaKiB BpOMKEHUX aHOMAIiil HUPOK
1 CEYOBHI1JILHOT CHCTEMHU.

Koncyabranist nHedpoJsiora y Biui 20 AHiB KuTTH:
y AUTHHH 3 OOTSHKCHUM aHAMHE30M (y MaMH MYJIBTHKICTO3
JiBOI HUPKH, BTOPUHHU XPOHIYHUI MieT0HeHPHUT) TiarHOC-
TOBaHO MYJBTHKICTO3 JIiBOT HUpKH. Ha manuii 9ac QyHKIIisA
npaBoi HUPKHU 30epexeHa. PekoMeHI0BaHO! JTiIKYBaHHS
B ypoJIOTa, MOHITOPHHT aHai3y cedi, HIPKOBOI (PyHKIIII.

Koncyabranis yposora y Bini 16 quiB xurTsi: 3a-
KIIFOYEHHS: BPOIDKEHA BaJla PO3BUTKY JIiBOI HUPKU: MYJIb-
THKiCTO3?

Koucyabramis yposora y Bini 20 qHiB KMTTS Y 1U-
THHH JiarHOCTOBAHO Ba)KKY BPOJKEHY Baly PO3BUTKY Op-
raHiB CEYOBOT CHCTEMH — IIraHTChKUH MYJIBTHKICTO3 JIIBOT
HUPKH 13 KOMIIPECI€I0 OPTaHiB YePEeBHOI MOPOKHUHU.

PexomenioBaHo:

1. JlooGcrexeHHst: nucTorpadis.

2. JliBoGiuHa HEPPEKTOMIisI B YMOBHO-YPTCHTHOMY
HOPSIIKY.

Exo-KT y Biui 16 auiB: xamepu cepis He pO3IIHPEHI.
JHedextiB neperoponox He BusiBieHo. BOB-3-4 mM. Ap-
TepiaJibHa MPOTOKA B CTaAil 3aKpUTTs. XiJ MaricTpaabHUX
CYIMH IpaBmibHUN. DYHKIIS 1 CTPYKTypa KIIamaHiB 100pa.
CkopoTiuBicTs Miokapaa noopa. dpaxiist Bukuy- 68 %.
VY 4epeBHill a0pTi MyJIBCYIOYMT KPOBOTIK. JaHUX 33 KOApK-
Tallilo a0pTH HeMae. PiiuHu B epuKapi Ta mieBpaJbHUX
nopoxxHnHAX Hemae. BucHoBok: Jlanux 3a BBC, KoAo He-
Mmae. BOB- remoguHamMiuvHO HEe3HAaYMME.

3a migcyMKaMu cy0’€KTHBHOI Ta 00’ €KTHBHOT CHMII-
TOMATHKH, 1[0 JEMOHCTPYBaJia IUTHHA 3 BPOIKCHOIO
MYJIBTHKICTO3HOI IUCILIA31€F0 HUPOK, 3 TCHACHIIE 10
PO3BHTKY TOCTPOT HUPKOBOI HETOCTATHOCTI, pe3yJIbTaTiB
11a00paTOPHO-IHCTPYMEHTAIBHUX JIOCII/PKEHB, TPOBEACHHUX
KOHCYJIBTAIlill By3bKUMH CIEIialiCTaMH, BiAMOBITaTIbHUM
JikapeM OyJ10 y3arajJbHEHO 1 IiICYMOBaHO BCi JaHi, BHOY-
JIOBAHO TIOJIAJIBIIY TAKTUKY JIIKYBaHHS Ta CIIOCTEPEKEHHS
3a IUTUHOIO, a caMe:. TUTHHA Mae IepeOyBaTH IiJl CiocTepe-
YKEHHSIM JIUTSYOTO Jlikapsi-yposora. Halgacrime 3axBopro-
BaHHS PErpecye, 3aIHIIAI0YH TMali€HTa 3 OJHIEI0 HUPKOIO.
SIKiro KicTH 30UTBIIYIOTBCS B 00’ €Mi, OTpiOHE OniepaTuBHE
JikyBaHHs (HedpekToMist).

Cyu4acHi CKJIaZIOBI MEHEKMEHTY BPOPKEHIX aHOMAITil
HHUPOK 1 CEUOBU/IUTBHUX HUISAXIB PEIIAMEHTYIOTb, 1I0: OY/1b-
sIKa aHTEHATalIbHa I1i103pa/IiarHo3 BPOIKEHOT TUCIIIa3ii
HUPKHU Ma€ OyTH MiTBEp/KeHA HEOHATAJIBHUM YJIBTpPa3By-
koBHUM pociimkeHHsM (Y3]1), YHUKAI049N pyTHHHOTO BHKO-
PHUCTaHHS IMOJANBIINX Bi3yalli3allii, SKII0 HEe BUSIBICHO 1H-
IIUX AaHOMATi il HUPOK/CEIOBUBITHUX MIISAXIB, Y TOMY YHCI,
MPT. Hedpexromito mpu KicTax BETHUKHX PO3MIpIiB Y JaHUH
Yac MOJKHA BUKOHATH 3a JIOMIOMOTOIO JIAIIAPOCKOMIYHOT Me-
TouKi. OCHOBHHUM IIOKa3aHHAM JUIsl IPOBEICHHS Onepanii
3 BUIAJIEHHS [TOIIKO/KEHOTO KICTAMH OpraHy y MallieHTiB i3
MYJIBTHKICTO3HOIO JIUCILIA31€10 HUPOK € CHH/IPOM 3/1aBJICHHS
OpraHiB 4YepeBHOI HOPOXXHHHH 00’ €MHHM yTBOPEHHSM, L0
MPOTIKA€e 3 OOJILOBUM CHHIPOMOM, 1 HasIBHICTb PEQIIIOKCY
B ypakeHy HUPKY 3 03HAKaMH XPOHIYHOTO ITi€JOHS(PPHUTY.

MOXITMBUMH YCKJIaTHEHHSIMU BPOKEHOT KiCTO3HOT JHc-
1u1a3il HUPOK MOXKYThb OyTH: 34aBICHHS JKUTTEBO BAYKIIMBUX

OpraHiB, pO3TalllOBaHUX B YEPEBHIN MOPOXKHUHI. HATHOEHHS
KicT, iX MojaJibliie 3anajieHHs 1 pO3puB, MOXKJIMBUN NIepH-
TOHIT MiIBUIIICHHS apTePiabHOTO THCKY, JTIKYBaTH sKE HE-
MOKJIMBO 32 JIOTIOMOTOI0 MEIMKaMEHTO3HOTO JIIKyBaHHS.

3a manumu Han J. H., Lee Y. S., Kim M. J. et al. [15],
MYJIBTHKICTO3HA HUpKa 3a3Hae perpecy B 60 % Bunaaxis
1 He TOTpedye XipypriyHOro BTPY4aHHS.

BpokeHa oJiMHOYHA HUPKa 03 T0ATKOBHX aHOMAJTiil
MOYKE 3a3HABATH KOMIICHCATOPHOTO 30UIBIICHHS, SKE CIIijI
omiHnTH 3a gomomoroto Y3J[. HeobxigHo perymspHo mpo-
BOJMTH aHAI3 Ccedi, aJie He aHalli3U KPOBI UM TeHETHUHHUN
aHaJi3 MpHU BCTAHOBJICHHI /1arHO3y Y HEMOBIIAT Ta y JiTEH
3 KOMIICHCAaTOPHUM 30UTBIICHHSIM OAMHOYHOI HUpKH. Ciin
LIyKaTH MO3aHUPKOBI Ba/IM PO3BUTKY, OCOOJINBO BajIn PO3-
BUTKY CTaTeBUX IULAXIB B 0Ci0 iHo4oi cTari. CitiJy yHUKaTH
HAJMIPHOTO CITOYKMBAHHS OLIKIB 1 COJIi, a 3aHSTTS CIIOPTOM
HE TOBHHHI 00MEXyBaTUCh. [[iTSIM 13 AMCIIIA30BaHOIO HU-
pKOI0 a00 OAMHOYHOIO HUPKOIO PEKOMEH/IOBAHE JOBIYHE
CIIOCTEPEIKEHHSI, SIKe TIOBUHHO OYTH aJlaliTOBaHe JI0 CTpa-
THdiKauii pU3nKy, a caMme: HU3bKUI PHU3HK BPOIDKEHOT O -
HOYHOI HUPKH 3 KOMIIEHCATOPHUM 301JIbILICHHSIM; CepeIHIN
PHU3UK BPODKEHOI OMHOYHOT HUPKH 0€3 KOMIIEHCATOPHOTO
30inbIIeHHs Ta/ab0 10IaTKOBOT BPOKEHOT aHOMAJTIT HUPOK
1 CEYOBUIITBHOTO TPAKTY; BUCOKHMI PU3HK 3HIDKEHHS IIBU-
KOCTI KIIyOO4KOBOi (inbTparii Ta/abo nmporeinypis, Ta/abo
aprepiaibHa rineprensis. iTsaM 3 HU3bKUM PU3UKOM HE00-
X1JTHO TTepioagHO poBoaAnTH Y 3/1, aHawi3 cedi Ta BUMIpIO-
BaHHS apTepiaJbHOTO TUCKY; Y IITEH 13 CepeHIM PU3UKOM
PEKOMEHJOBaHO TAKOK BUMIPIOBATH KPEAaTHHIH CHPOBATKU
KPOBI; Y ZiTeH 13 BUCOKUM PU3UKOM Ipadik 3aMicHOI Teparrii
MMOBMHEH OyTH aIallTOBAHUH BiAIIOBITHO 10 (PYHKIIT HUPOK
Ta KJIIHIYHAX JTaHUX.

Iporuo3: Ha nepmomy poLi )KUTTS y TUTHHH MOXYTh
3’ SIBUTHCS 3aKPEIHU IPH THCKY Ha JKHBOTHK, HEIIPUTOMHICTb
TIPY 3/I1aBJIIOBaHHI TOPOXKHUCTOT BeHH. ['padik nopanbuioro
CTIIOCTEPEKESHHS 3a IITbMHU 3 BPOIDKEHUMH aHOMaJTisSIMU HU-
POK BHU3HAYAETHCS CTpATH]IKANi€l0 pU3UKY, K TTOKA3aHO
HIDKYE. HU3bKUIl PU3KK: IOBXKKMHA HUPKU > 50-ro nepuex-
TIJISL B TIEPIII 2 POKH KUTTA Ta > 95-T0 IMPOIEHTHIIS B TT0-
JIATIbIIIOMY, @ TAaKOX BiJICYTHICTB INICHIIaTepaibHOT BPODKeE-
HOI aHOMaJTii HUPKHU Ta CEYOBUAUTFHUX MUIAXIB; CepeaHiil
pmsuk: CAKUT 6e3 komrieHcaTopHOTo 3011bIIEHHS HUPOK,
Ta/abo 3 incunarepasbHUM 301TbIIICHHSIM HHPOK 1 CEYOBHU-
JITBHOT CHCTEMH: 3MEHIICHHS BPOKEHOT ANCIIa30BaHO]
HUPKH (TOOTO cepeHe 3HAYCHHS IBHIKOCTI KITyOOUKOBOT
¢inprparnii st Biky — 1 SD y miteit momomire 2 pokis, < 90
mit/xB/1,73 M2 y niteii crapiue 2 pokis, < 90 mn/xs/1,73 M2
y miTeit Monozire 2 pokis Ta/abo mpoteinypist Ta/abo apre-
piasnbHa rineprensis. [1].

JiTh 3 HU3bKUM PU3UKOM MOXYTh CIIOCTEpIraThcs Ie-
JiaTpaMu 3arajabHOI IPaKTHKH (32 YMOBH, IO 1I€ MOJKIIHBO
Ha OCHOBI MiCIIEBOT CHCTEMHU OXOPOHH 3I0POB’s1), Y TO#t uac
SIK JIITH 3 TPYITH CEPEIHBOTO PU3HKY, AKi MOTPEOYIOTH CIIe-
1iaJTi30BaHOTO HAVISITY, [IOBHHHI IIepeOyBAaTH I1i]1 HATTISIIOM
JMTSYOT0 He(hpoJIora, a Ti, XTO 3 BUCOKHM PU3UKOM, TOBHHHI
CIIOCTEPITaTUCS B IUTSYNX HE(DPOIOTIYHUX BiIIIICHHAX.
V Beix kimacax pusuky xxinku 3 CAKUT noBuHHI IpoxoanTn
V3]] opraniB 4epeBHOI TOPOKHUHHM TICIIS TEIapXe i 10 Me-
Hapxe, JUIsl OLIHKH CTaHy reHiTaibpHoro anapary. Kpim toro,
y BCIX KJIacaX pPU3HKY CIIOCTEPEKCHHS TOBUHHO OYTH Ipo-
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JIOBXKYBATHCh Yy IiUTITKOBOMY Billi. Hapermri, nepexin ma-
LIEHTIB BiJ] MEAIaTPHYHOTO JI0 AOPOCIIOTO JiKaps Mae OyTn
pETENbHO CIUIAHOBAHUH, OCKITIBKH 1€ KPUTHYHUH Tepion
3 TOYKH 30py MiATPUMKH (YHKLIT HUpOK [1].

BucHoBku

1. MeHepKMEHT HOBOHAPOKEHUX HEMOBIIST 3 TOJIi-
KICTO3HOIO IHCILIA31€I0 HUPKU HEOOX1IHO 3iHCHIOBATH
MYJIBTHIUCIUILTIHAPHOI KOMaH/I0K0 KOMIIETEHTHUX (axiB-
1B, sIKi 320e31euyBaTUMYTh JIIKYBaHHS, CIIOCTEPEKEHH,
npodinakTuky i Bcebiuny noindopmoBanicts 6atbkis/ocio,
BIJINIOBIIAIBHUX 32 JUTHHY, PO IO BPOIKEHY aHOMAJIi0
PO3BUTKY HUPOK, TOYNHAIOUH 3 €TAIly aHTEHATAILHOTO KOH-
CYJIBTYBaHHSI.

2. OCHOBHMM ITOKa3aHHSIM JJIsl TPOBENIEHHsI oneparii
3 BUJIaJICHHS [TOIKO/IPKEHOT0 KICTaAMH OpraHy y MallieHTiB i3
MYJBTHKICTO3HOO JAMCILIA3IEI0 HUPOK € CUHPOM 3/1aBJICHHS
OpraHiB 4YepeBHOI ITOPOKHUHH 00’ €MHUM YTBOPEHHSIM, 110
MpoTiKae 3 0OJLOBUM CHHIPOMOM, HasIBHICTh pedIrokcy
B ypaKeHY HUPKY 3 O3HaKaMH XPOHIYHOTO Hi€JI0HEPPHTY,

Nitepatypa:

HarHOEHHS KICT, TX OaJIbIIIE 3aajIeHHs 1 PO3PUB, TIEPUTO-
HIT, TABUIICHHS apTepiaTbHOTO THCKY, JIIKYBaTH SKi KOH-
CepBaTUBHO HEMOJKIIUBO.

3. HoBoHapomkeHi HEMOBIISTA 3 BPOIPKCHOIO MYJIBTH-
KICTO3HOIO JMCIUTA31€10 HUPOK MAIOTh OyTH i IIOCTIHHNM,
JUHAMIYHUM CHOCTEPEKEHHSIM IUTIY0ro Hedpoora 10
TIOBHOJIITTSI, SIKMH 32 MiJICYMKOM CTpaTh(ikaiii pusuKy po3-
BUTKY YCKJIaJIHEHb MOXXE€ BUKOHATH YTOYHEHHS 31 CIloCTe-
PEKEeHHSI 32 AITHMH 3 BPOPKEHOIO TUCTIIA3i€r0 HUPOK. JliTH
3 HU3BKAM PU3UKOM MOXYTH CIIOCTEpIraTHCs meaiarpam,
JIKapsIMK 3arajibHOI MPaKTUKU CIMEHHOT MeANIIHN aMOy-
JIATOPHO, Y TOH 4ac SK JITH i3 cepeJHIM PU3UKOM ITOBHHHI
niepeOyBaTH i HarIsLIoM TietiaTpa-Hedposiora, a JiTH 3 BU-
COKHM PH3HMKOM — Y TUTSYNX HE(PPOJIOTIUHHX BiJJIIIICHHSX.

MepcnekTuBM NoganblUX AOCNiIiAXEHb:
JlonoBHIOBaTH ICHYOYI J]aHi JIOCBIly KITIHIYHOTO mepediry
1 MEHEPKMEHTY BPOJKEHOT MOJIKICTO3HOT IUCIUIa3ii HUPOK
cepi€ero BUITAJIKIB 3 METOIO TOITMOJICHHS ICHYIOUMX HAayKOBO-
MIPAKTUYHHX JIAHUX 3 JTAHOT BPOJDKEHOT TPOOJIEMHU PO3BUTKY.
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BUMNMAOKU 3 MNPAKTUKU

CLINLCAL CASE OF MULTICYSTIC DYSPLASIA OF THE LEFT KIDNEY
INANEWBORN CHILD-SCIENTIFIC AND APPLIED REALITIES

M. Kiselyova?, M. Kushnir?, R. Dub?

Danylo Halytsky Lviv National Medical University?,
Lviv Regional Center for Pediatric Medicine?
(Lviv, Ukraine)

Summary.

The clinical picture of congenital anomalies of the kidneys and urinary tract can vary from isolated renal anomalies to syndromic
phenotypes. The modern components of management of congenital anomalies of the kidneys and urinary tract, described in the article
on the example of a clinical case of congenital polycystic dysplasia of the left kidney, will help to deepen the scientific and applied
competencies of doctors who are part of a multidisciplinary team of medical process of this congenital developmental anomaly, as well

as parents or persons responsible for the child.

Keywords: Congenital Polycystic Dysplasia of the Left Kidney; Congenital Anomalies of the Kidneys and Urinary System;

Newborns.

KoHTakTHa iHcbopmauin:

KicenboBa Mapisi MukonaiBHa — JOKTOp MedWyHKX Hayk, npodecop,
3aBigyBayvka kadeapwu negiatpii i HeoHaTonorii dakynbTeTy
nicnagMNNoMHoi ocBiTU JIbBIBCbKOroO HauioHanbHOro Megu4yHoro
yHiBepcuTeTy iMeHi Januna Manvupekoro (M. JIbBiB, YkpaiHa).
e-mail: drmaria@online.ua

ORCID ID: http://orcid.org/0000-0002-9954-5443

ScopusAuthor ID: https://www.scopus.com/dashboard.uri
Researcher ID: https://www.webofscience.com/wos/author/record/
JQW-3681-2023

KywHip Mupocnasa MuxanniBHa — nikap negiatp-HeoHaTosnor,
BiAAiNEHHs1 3aXBOPIOBaHb Ta peabinitavii Aiter paHHbLOrO Biky 3 MiKkamu
MOCTIHTEHCUBHOIO AOTTsiAY HOBOHAPOMKEHUX KNiHIMHOrO LieHTpY ANTAYOil
MeOVUMHW, TepuTopianbHWiA Nigpo3ain «Oxmataum (M. JTbeiB, YkpaiHa).
e-mail: myroslava.hirniak@gmail.com

Iy6 PokconaHa lOpiiBHa — kikap nepjiatp — HeoHaTomor, 3aBigyBayka
BigAiNeHHs 3axBopltoBaHb Ta peabiniTauii giten paHHbLOro Biky
3 NiKKaMn NOCTIHTEHCMBHOIO A0rnsiAy HOBOHapomkeHux KniHidHoro
LEHTPY AUTAYOI MeanuuHW, TepuTopianbHWIM Nigpo3sain «OxmarauT»
(m. JbBiB, YKpaiHa).

e-mail: dr.roksoliana@gmail.com

Contact information:

Maria Kiselova — Doctor of Medical Sciences, Professor, Head of the
Department of Pediatrics and Neonatology, Faculty of Postgraduate
Education, Danylo Halytsky Lviv National Medical University (Lviv,
Ukraine).

e-mail: drmaria@online.ua

ORCID ID: http://orcid.org/0000-0002-9954-5443

ScopusAuthor ID: https://www.scopus.com/dashboard.uri
Researcher ID: https://www.webofscience.com/wos/author/record/
JQW-3681-2023

Myroslava Kushnir — Pediatrician-neonatologist, Department of
Diseases and Rehabilitation of Young Children with Post-Intensive
Care for Newborns, Clinical Center for Pediatric Medicine, territorial
division of Okhmatdyt (Lviv, Ukraine).
e-mail: myroslava.hirniak@gmail.com

Roksoliana Dub — Pediatrician and neonatologist, Head of the Post
Intensive Care and Early Childhood Department of the Lviv Regional
Center for Children’s Medicine (Lviv, Ukraine).

e-mail: dr.roksoliana@gmail.com

Hapinwno o pegakuii 10.06.2024 p.
Mianucaro fo Apyky 15.09.2024 p.

203



