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OuiHka, mMeHepOKMEHT Ta NiKyYBAHHS NALiEHTIB
3 AYTOCOMHO-AO0MIiHOHTHUM NOMIKiCTO30M HUPOK:
ornap pekomeHaauin KDIGO 2025 poky

Pe3iome

AYTOCOMHO-AOMIHOHTHWIN MOAIKICTO3 HUPOK (AATH) — Lie 30XBOPIOBAHHS], SIKE XAPAKTEPUIYETHCS PO3BUTKOM
HUPKOBKX KIiCT, LLIO MPOrpecye 3 YHaCOM, i € HONMOLUMPEHILLOK CNAAKOBOKO NMATOAOTIEIO HUPOK Yy CBiTi. AATH €
XBOPOOOIO, LLO MPOrpecye, NPU3BOAUTL AO XPOHIYHOT XBOPOOU HUPOK (XHH) i, 3peLuToto, A0 TEPMIHAABHOI i
CTOAIT — HUPKOBOI HepocTaTHOCTI (HH), Wwo notpebye 3amicHoi HMPKOBOI Tepanii (3HT). Y BCbOMy CBITi HOPAXO-
BYETHCS MPUOAM3ZHO 12 MIABIMOHIB AKOAEN, KOTPI MOKOTb BCTOHOBAEHUIM aiarHo3 AAIMH. Monpu te, Wwo dyHKLuis
HMPOK MPOTSIrOM AOBrOrO YACY AULLAETHCS 36EPEKEHOI Yepesd POOOTY KOMMEHCATOPHUX MEXAHI3MIB, O
nepeoir 3axXBOPKOBAHHSI BOPIKOETHCS], CTAH NALJEHTIB YHOCTO NPOrpecye A0 HUPKOBOT HEAOCTATHOCTI BXXE A0 60
pokiB. Y noHaA 50 % AoAEV 3i BCTOHOBAEHUM AiarHO30M AATNH B yCbOMYy CBITi PO3BMBAETLCST HUPKOBA HEAO-
CTATHICTb, WO pobutb AATNH 4eTBEPTOIO 30 MOLUMPEHICTIO NPUYMHOIO TEPMIHOABHOT CTaA|T XBOPOBU HUPOK.
HacTtaHosa KDIGO 2025 BnepLue HOAQE KOMMAEKCHI KAIHIYHI peKOMEHAOLT LLLOAO OLLHKM, AiKyBOHHS TOl BEAEH-
Hs1 AATTH, OXONAIOKOUM 51K HUPKOBI, TAK | MO3CHNPKOBI NPOSIBU, BKAKOYHO 3 MATAHHSIMM CNOCOBY XNTTS], BAMTHOCTI
1 neaiaTpii. AOKYMEHT CMPSIMOBAHUI HA LUMPOKE KOAO KOPUCTYBAMIB i BKAIOHYAE SIK MPAKTUYHI MOPOAU AAS
KAIHIYHOT MPAKTUKN, TAK | HAMPSIMKN AAS MANBYTHIX AOCAIAKEHD | MOAITUYHNX PilLEHb.

KAlo4OBi CAOBQ: OYTOCOMHO-AOMIHOHTHUN MOAIKICTO3 HUPOK, XPOHIYHO XBOPOBA HUPOK, PEKOMEHAALYT
KDIGO 2025 poky

3riAHO 3 KAIHIYHOKO MPAKTMYHOK HOCTAHOBOK KDIGO 2025 woao
OUiHKM Ta AiKyBAHHS AATMH, cam tepmin AAIMH BrAOYOE rpyny
AOMIHAOHTHO CMNAAKOBUX PO3ACAIB, MOB’ 1I30HMX i3 KICTAMU HUPOK i
EKCTPAPEHAABHVMU NPOSIBAMU, CAPUYNHEHUMU MATOTEHHUM
BAPIAHTOM reHa, nos’a3aHoro 3 AAMMH [5]. Y GiAbLIOCTI BMNOAKIB
naeTbcs Npo mytauii y reHax PKD1 (16p13.3) ta PKD2 (4g22.1) [2, 5].
AN MOAOAQHHST TEHETUYHOT CcKAaaHOCTI AAMH y HOCTAHOBI
30MPOMNOHOBAHO CUCTEMY HOMMEHYBAHD, Y SIKi1 CNOYATKY BKO3YETHCS
HQ3BA 3AXBOPIOBAHHS, A MOTIM — FE€H, WO MOro CNpUYMHSE.
3anpoOnoOHOBAHA HOMEHKAATYPa AAINH HaBeAeHA HA PUCYHKY 1.

®enotun AOMH
+ ciMeHUIN aHaMHe3

[eHeTUYHe TeCTyBaHHS:

He npoBoAMnocs,
HEeBM3Ha4eHe
ab0 HeraTueHe

TeHETUYHE TECTYBaHHA:
NaToreHHNin BapiaHT
no PKD1, PKD2
260 NiaTBepAXEHUN
MiHOPHMIA FeH

[eHeTNYHe TecTyBaHHA:

naToreHHW BapiaHT
110 HenifTBepAKEHOr0
MiHOPHOrO reHa

ALMH ]

| AﬂﬂHJEHrmsBal

AIMH

Puc. 1. Homenknarypa AQNMH sanexuts Big peHoTHNy, ciMeHOro
QHAMHe3yY, HOSIBHOCTI TA Pe3yNbTATIB FEHETUYHOIO TECTYBAHHS

3BryarHmm peHotn AATNH BKAKOHAE MHOXKMHHI ABOCTOPROHHI KICTU
HNPOK, LLLO CAPUYMHSIKOTL MPOrPeCyode 36iAbLLEHHS HUPOK, 3a3B1YAl

MOB’S13aHE 3 MNepTEH3IED TA KICTAMM NeYiHKK (TAbA. 1) [5].

MM € Han4yacTiWrM eKCTPpAapeHAAbHUM npossom AAIH.
AYTOCOMHO-AOMIHAQHTHE MOAIKICTO3HE 30XBOPIOBAHHSI MEYiHK (AAMTT)
— L€ iHLWe MOHOOAEAbHE 30XBOPKOBAHHS, 06ymMoBAeHe PLD, ane 3
BIACYTHICTIO Q60 HEBEAMKOIO KIABKICTIO KICT HUPOK, MOB’13aHe 3 PRKCSH
i SEC63 i KinbKOMO AOAQTKOBUMM FrEHAMU,

YAbTPO3BYKOBE AOCAIAXEHHS 4YepeBHOI MOPOXHUHK
PEKOMEHAOBOHO AASI OBCTENKEHHST AOPOCAMX IPYMN PUBKKY PO3BUTKY
AAIMH. AAS NAUIEHTIB, KOTRI MAOTb Y CIMEMHOMY OHOMHESI AQHI LLLOAO
BCTAHOBAEHOTO AiarHody AAIH, pekoMeHAOBAHO QAAFOPUTM
OBCTENEHHS], KOTPUN HABEAEHO HO PUCYHKY 2.

AN AKOAEN i3 MO3UTUBHM CiIMENHM aHAMHe3oM AAIMH y BiLLi 16-40
POKIB AAS1 AIArHOCTUKM AATTH B6YAO BUKOPUCTAHO 3HAYEHHS >10 KicT
HA MPT, a ans BUKAIOYEHHST AATTH BYAO BUKOPUCTAHO 3HOYEHHS <5
KicT. Wi Kpwutepii yAbTPQA3BYKOBOrO AOCAIAXKEHHS Ta MPT
30CTOCOBYHOTLCST AULLIE AO CiMEN i3 MATOreHHMM BapiaHtamy PKD1
a60 PKD2, a He A0 POAMH i3 MOTOrEHHVIMU BORIOHTOM MIHOPHWX FEHIB.
Y ciMm’i 3 BIAOMUM NMATOr€HHMM BAPRIOHTOM LLIAECNPSIMOBAHOIO
CKPWHIHIY HO KOHKPETHUM BAPIAHT 3A3BMYAN AOCTATHBO AAS
AIQrHOCTUKM 60 BUKAKOYEHHS ADPKD. AOASIM 3 BUSIBAEHUMU KICTOMM
HUPOK, ane 6e3 BIAOMOro ciMenHoro aHamHesy ADPKD, Bi3yaAi3alLyjis
HUPOK | reHEeTNYHE TECTYBOHHS MOXKYTb AOMOMOITU BCTOHOBWTY AJCITHO3.
AAFOPUTM AIQrHOCTUKU AOPOCAKMX MALLEHTIB i3 BUNAAKOBO BUSIBAEHVMM
KICTOMM HMPKK TA/QBO0 NediHK1 33 BIACYTHOCTI BIAOMOro CiMENHOro
QHAMHE3y AyTOCOMHO-AOMIHAOHTHOTO MOAIKICTO3Y HUPOK HABEAEHO
HO PUCYHKY 3.

[eHeTuYyHe TECTYBAHHSI MAE OCOOAMBY KAIHIYHY 3HAYYLLICTb Y
BUMOAKQOX i3 MIHIMOABHOO KIABKICTIO KICT Y HUPKAX, 3MIHHOK TSHKKICTIO

A. K. LLksapok, e-mail: shkvarok.anastasiia@gmail.com
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Ta6nuusa 1. lenn AQMNH i sanponoHoeana HomeHknatypa [5]

Mo3HaueHHs MNMepesipeni
3aXBOPIOBAHHS I cim’i, % L AL s
OcHoBgHi rein AAINMH Ta HomeHKNAaTypa Ans HeBiAOMUX, | p
AONMH Hesigomo, He --- [BocTopoHHii nonikictos HMpok
nepesipeHo (MH), 36inbweHHs HUpKK, BikOBA
abo He XXH moxyTe npuseectn po HH y
BUpilIEHO nopocnoMmy Biuj
MatorexHa eapiauis reva | PKD1 48 Heocropontin MH, paxxe
PKD1, wo npussoaute 36inblwenHs Hupku, XXH G3, sik
Ao ykopoueHHs 6inka, 6nunsbko 40 pokie, HH y 50 pokis
nos’asana 3 AOMHMN
Matorexxa eapiauis “19 [eocroponiit MH, 36inbeHHs
rena PKD1, wo Hupky, Bikoea XXH moxyTs npu-
He MpU3BOAMTL A0 ssectn go HH
yKopoueHHs 6inka,
noe’ssana 3 AMHN
ALMNH-PKD2 PKD2 ~15 HOeocroponHii MH, 6inbw nerke
Ta ni3He 36inbenHs HUpok, XXH
G3, sik 6amsbko 55 pokis, HH y
70 pokis
HeocHoBHi renn AQAMH Bif 0cTaTOYHMX A0 NOMIPHUX O3HAK 3ANY4EHOCTi 3aXBOPIOBAHHS
ALOMH-ALGS ALG5 <0,5 Kinskictb kicT Big Manoi go
noMipHoi, obmexeHe 36inbLieHHs
Ta ¢i6bpos Hupok; XXH i peska HH
Y NALi€eHTIB CTAPLWIOrO BiKy
ALOMH-ALG? ALG? <0,5 KinbkicTb KicT Big HM3bKOrO A0
nomipHoro, sHauHa XXH y nitHix
nopen
AJIITH-DNAJB11 DNAJBT1 <0,5 [lBOCTOPOHHI HeBenuki KicTy,
obmexeHe 36inbwenHs abo
BiICYTHICTb HMPKM, NPOrpecyioumit
$ibpos, obmexerna XXH G3a sik
<55 pocie, ane HH y siui 70 pockis
ANNH-GANAB GANAB <0,5 JNerkuit MH, obmexena XXH,
siacyTHicts HH
ALMH-IFT140 IFT140 1-2 Hesenuka Kinbkictb BennMkmux
ABOCTOPOHHIX KicCT, 36inbleHHs
HMPOK, GYHKLIA HUPOK 3a3BMYAI
36epiraeTbes fo crapocri
AINH-NEK8 NEK8 <0.5 [lBocTOpOHHii nonikictos

Ne 3 (289) / 2025

Mo3aHupkosuii peHoTMN

P

HUX i XT

HUpOK, 36inbleHHs Hupok, HH y
AMTAYOMY Billi, iHOAI — ni3Hiwe — y
BMNAAKaX cneundiyHux anenen
abo mosaiunamy

P

Tunoea npeseHTauis

Tunosa npeseHTauis

Tunosa npeseHTauis

Tvnoea npesexTauis

Kineka kicT ne4iHku y MeHwocTi
nogen

Yacro HaseHi KicTH neyiHku

Kicti neuinku, 3a3suyait nerkoro
nepebiry; MOXIMBE YPaXeHHS
BHYTPiLUHbOYEPENHNX AHEBPU3M
(BYA) Ta cyamnHHmit pusmk

Kicti neuinku, iHoai TAXKMIA
nonikicros neuinku (M), 38’s30k
i3 BYA He Bu3HauEHMI

Kictu nedinku 3ycrpivaiotbes
piako, pu3uk poseutky BHA He
BU3HAYEHUH

KomeHTapi

X BUNagkie

Lnpokui pianason peHotuny

Yacto BaXkuit, ane MOXIUBUM
6inbl pobposkicHuii nepebir, iHoai
nos’s3aHKi 3 MO3QiLUM3MOM

DeHOTUN KONUBAETLCS BiA BAXKOTO
(noai6Ho po Takoro BapiaxTa

rena PKD1, wo npussoauts o
BKOPOYEHHS) 1O NErKoro, YacTKOBO
3QNEXHO Bif CTyneHs 3anMLWKOBOI
byHKuii Ginka

Bkniouae nesHy BapiabenbHicTb
30XBOPIOBAHHS, BKAKOYAIOYM Binblu
BaXkui abo Ginbw paobposkicHMi
nepeb6ir

BianeneHi myTauii nos’ a3ani
3 BPOAXEHWUM MOPYLUEHHSM
rnikoauniosanHs Tuny IL (CDGIL)

Cxoxicte AOMH, ane 3assuuaii
NPUCYTHI BUAMMI KiCTH; ABOGNENbHI
MyTauii, nos’s3aHi 3 gMcnnasielo
HMPOK, MEeYiHKM i NipWNYHKOBOI
3anosu

Moxe nposBasTucs y popmi
AOMH

BianenbHi myTauii acouitoloTbes
3 TOPAKAnLHOIO AMCANA3iEl0
KOpOTKMX pebep Ta NirMeHTHUM
peTHHiTOM

Y 75 % sunagkis Mae micue
BUHMKHeHHs de novo; BianenbHi
MyTauii noB’a3aHi 3 peHanbHo-
renaTtMYHO-NAaHKPEaTUHHOIO
pMcnnasieo Ta HeppoHOPTU3OM

BHYTPILHbOCIMENHUX 30XBOPIOBAHb, BKAKOYHO i3 AyXKE PAHHIM
MOYATKOM, G TAKOX 30 HASIBHOCTI HEBIAMOBIAHOCTI MiXK ACHUMN
Bisyaizaui Ta pisHeM LUK®D. AOLIABHICTb TECTYBAHHS 3PpOCTAE MPW
BIACYTHOCTI CIMEMHOIrO QHOMHE3Y 30XBOPIOBAHHSI, O TAKOXK Y BUMAAKAX
MOAOAMX MOTEHLjNHKX (<30 POKIB) XKMBMX AOHOPIB HNPKW, Y SIKNX iICHYE
pu3nK HasiBHOCTI AAIMH HO OCHOBI POAMHHOTO aHaMHe3dy. OKpemy
YBAIY CAIA MPUAIASITU TEHETUYHOMY QHQOAIZY MPW NAQHYBOHHI BAMTHOCTI,
30KPEMQA B KOHTEKCTI MPOBEAEHHS MEPEAIMNAQHTALINMHOI AIQrHOCTUKA.
HeobxiaAHO BpOXOBYBATH, LLLO MEBHI CNAAKOBI 30XBOPIOBAHHS MOXXYTb
deHoTMNoBO iMiTyBaTV AATTH, NPOSIBASIKOUMC HASIBHICTIO KICT Y HUPKOX
i/aB0 nediHui 9K YaCTUHOK KAIHIYHOT KAPTUHWU. MNPUKACAN TAKKUX
CMOAKOBMX 30XBOPIOBOHb HOBEAEHI Y TAOANLL 2.

3riaHo 3 KDIGO 2025, pekOMEeHAOBOHO BUKOPUCTOBYBATH
kanacuodikaujto Mayo Imaging Classification (MIC) aas BUSHOYEHHS
MPOrHO3y MAMBYTHLOTrO 3HMKEHHST GYHKLi HUPOK i Yacy HH. 3a AaHOoO

knacuoikauieto AAINH NOAIAIETECS HO TMMOBUIA (KAQC 1) TO QTUMOBUI
KAnacK (KAAC 2). MIC Kanacudikye AKOAEN i3 TMMOBOKO KAPTUHOKO 30XBO-
ptoBAHHS1 HO 5 niarpyn (1A-1E), OPIEHTYIOUMCh HA 3AraAbHUIN O6'EM
HUPOK, CKOPUTOBAHMIM 3Q 30OCTOM i BIKOM, LLIO AO3BOASIE BUSIBUT BUMOA-
KN 3 MPULLBUALLEHNM 3HMKEHHSIM YHKLIT HUPOK. HOWTOYHILLE TaKWM
06’ eM BUMIDIOETLCS 30 Aonomoroto MPT a0 KoM’ toTepHOT Tomorpadii
(KT) 30, A0NOMOTroH GBTOMATUHHOTO Y HOMIBABTOMATUYHOTO IHCTRYMEHTY,
abB0 AAbTEPHATMBHO, MOrO MOYXHO OLIHMUTMA 30 AOMOMOTOIO PIBHSIHHSI
eAIncoipa. Xo4ya AQHI, OTPUMAHI 30 AOMNOMOIOKO YALTPQA3BYKOBOTO
AOCAIAKEHHS (06’ EM | AOBXKMHA HNPKM), € MEHLL TOYHUMM, BOHW BCE XK
MQIOTb MPOrHOCTUYHE 3HA4YEeHHS. MIC He PEeKOMEHAYETLCS
30CTOCOBYBATU AO OCI6 i3 MyTALLIIMM B IHLLIMX FeHaX, KpiM PKD1 a6o PKD2.

Bucokmn aprepianbHmin Tnck (AT) Moxe 6y OAHUM i3 HUPKOBMX
nposieiB AAIMH. AikyBaHHS1 BUCOKOro ATy Aoaewn 3 AAINH Mae BKAIOHATH
PENYASIPHUIA MOHITOPUHE AT, MOANDIKALLIIO AIETV TG CNOCOBY XUTTS, A
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[lopocnuii i3 pu3nkom Ta 6aXKaHHSM 6YTU 06CTEXEHUM;
KNiHIYHA XapakTepucTuka

Y !

CimeliHni aHamMHe3
reHeTUYHO He BU3HaYeHWi

Yy

Kputepii ynbTpa3sykoBoro
JOCTiIKEHHS HUPOK ™

=

CimenHNiA aHamHe3
reHEeTUYHO BU3HAYEHUI

|

CyMHiBHi a -
Y

aTunoBi 03HaKK
[MiarHo3

MiATBEPIKEHO

[eHeTMYHe TeCTyBaHHSA
(reqm, Tabnuui 12
kputepii ACMG)

AnenbHo-cneuundivHe

reHeTn4He
TeCTYBaHHA

iy
ALMH
MiATBEPAKEHO

IHWKIA piarHos:

KicTO3Ha xBopo6a
HUPOK / MeYiHKn

MopansLue
CMOCTEPEXEHHS 3a JONOMOrot
Bi3yarnisauii / reHeTuKun: ~ 2 poku

Puc. 2. Anroputm AidrHOCTMKM 0YTOCOMHO-AOMIHOHTHOTO NOMIKICTO3Y HUPOK
(AQMNH) y aopocnnx rpyn pusuky (3 nosuTMBHUM ciMenHUM aHamHesom) [5]

ACMG, AMepuKaHCbKMiT Konepx Meau4YHOi reHeTHKM Ta reHomikm; *LiarHos ALMH
NiATBEPAXYETHCA yNBTPA3BYKOBUM AOCNIAXEHHAM, SKLWO HasBHi >3 kicty (sik 15-39
poki), >2 kictm HasBHI B koxHii HMpLi (Bik 40-59 pokis) abo >4 kictu HasBHI B
KOXHis Hupui (Bik 260 pokis); aiarHo3 Buknto4YaeTbes, skiwo HassHa <1 kicta (Bik
15-39 pokis) abo <2 kictv (Bik 40-59 pois). diarnos AAIMH nigteepaxyetbes 3a
[AOMOMOrOI0 MArHiTHO-pe3oHaHcHoi Tomorpagii (MPT), skwo 3aransHa KinbkicTs KicT
>10, i BuKnIO4aETHCS, AKILO 3aranbHa KinbkicTs kict <5 (Bik 16-40 pokis). CyuinbHi
NiHil 103HAYQIOTh 3aNPONOHOBAHI TECTH, A MyHKTUPHI NliHIl NO3HAYAIOTb TECTH, SIKi
BGPTO PO3|’I1£H)’TM.

TAKOX GAPMAKOTEPAMIIO, FKLLO € MOKA3AHHSI. AAST MEAVKAMEHTO3HOI
Tepanii K AiKkyBOHHSI NePLUOi AiHIT AAST AOCSITHEHHS LLIAbOBOTO AT
PEKOMEHAOBAOHO BUKOPWUCTOBYBATU [HIGITOPU QAHIMOTEH3UH-
nepeTBOPOBAAbHOMO dakTopa (ANP) abo BAOKATOPU peLenTopiB
aHrioTeHsuHy Il (BPA). Ik peKOMEHAOBOHNIA MPUMNHSTO LAbOBUA AT
<110/75 MM PT. CT., BUMIDSIHUIM 3Q AOMIOMOTOKO AOMOLLIHBOTO MOHITOPWHTY
AT, SIKLO L& NEePEHOCUTLCS], AASI AOAEN BIKOM 18-49 poKkiB i3 XXH G1-G2
i AT>130/85 mm pT. CT. AAst nALEHTIB BikoM 18-49 pokis i3 XXH G1-G2i AT
<130/85Mm pr. CT.,, ane > 110/75 MM PT. CT. MM MPOMOHYEMO BUKOPUCTO-
BYBOTU IHAMBIAYOABHUI NiAXIA AO KOHTPOAIO A, LLIO BKAKOYAE CriAbHE
MPUAHATTST PiLLEHb MK MEAVMYHUM MPALBHUKOM TA MALEHTOM. AAS
naveHTi Bikom =50 pokis Ta/a60 3 XXH 3-5 CTyneHiB M1 peKoMeHAYEMO
LIABOBUI CEPEAHIN CUCTOAIMHUIA APTEPIAABHUM TUCK <120 MM PT. CT.

Jlekuii, ornagun

[opocni i3 BUNaakoBO BMSBAEHUMI KICTaMW HUPOK
i/ a6o neyvinkm 3a Y3M, KT 4n MPT

|
Y ! |

MHOXMHHI KicTu
Ta /260 36iMbLIEHHS
HUPOK, 3HMKEHA
HUPKOBA (PYHKLA,

ATunoBa KapTuHa:
cynepeynuei faxi
Bigyanisauii / LUK®,
260 N03aHNPKOBI

nposisu N03aHNPKOBI NPOSBK
Riarnos AQMH Riarxo3 AIMH
HEBU3HAYEeHHUi NiATBEPAKEHUIA
I
Y Y
MPT Hupok™* [eHeTUYHe TecTyBaHHA

(KpuTepii HeraTuBHoro
CiMeiiHOro aHamHe3y)

(reHwm, Tabnuui 114
kputepii ACMG)

ALMH
MiaTBEPAKEHO

IHLWNIA TR KICTO3HOTO
3aXBOPHOBAHHS
HUPOK / NEeYiHKK

[ani Y3 unenis
POANHN, SKLLIO BOHU
[IOCTYMHi Ta poanyi
3rOAHI Ha TECTYBaHHS

MopanbLue ¢
CrOCTEPEXKEHHS fIKLL0 pesynbrar
32 [J0NOMOror NO3UTUBHUIA,
Bi3yaniaawii / reHeTukm: OTPUMYBATUCA CXEMI
~ 2 POKM Pucynok 2

Puc. 3. Anroputm aiarHocTMkM y AOPOCAMX i3 BUNAAKOBO BMSBAEHUMM KicTa-
MM HUpKM Ta/ abo neyiHkM 3a BiACYTHOCTI BiBOMOrO CiMeiHOro
QHOMHE3Y ayTOCOMHO-AOMIHQHTHOrO NOAIKICTO3y HUPOK.

CyuinbHi niHii N03Ha4QIOTh 3aNPONOHOBAHI TECTH, A MYHKTUPHI NiHii No3HaYaloTh
Tecty, ki BapTo po3srsHyTH. *Takox moxHa sukopuctosysati KT 3 koHTpacTom
abo 6e3 Hboro. ACMG — AMepH1KaHCbKMI KONEAX MEAUHHOI FeHETUKM Ta FreHOMIKM;
KT — komn’totepHa Tomorpadis; LUK® — weugkicts knyboukosoi pinsrpauii; MPT-
MarHiTHo-pe3oHaHcHa Tomorpadis; Y3[] — ynstpassykose gocnigxeHHs

MNpw nosiei 6OAK B 60U, XXMBOTI 060 B NOMNEPEKY Yy NMALIEHTA 3
AAIMH chip AOCAIAKYBATU, LWOO BUSHAYUTM, UM MOB’ 130HUIN BiH i3
PYyHKLIEIO HUPOK. PEKOMEHAOBOHO CMOYATKY PO3rAJIAQTH
HEMEeAMKOMEHTO3HE, HEIiHBA3MBHE BTPYYOHHS, O BXe MOTIM —
PAPMAKOAOTIHHE AIKYBAHHS, SIKLLLO BOHO HE MOAerLUye BiAb. Acnipatlis
KiCTK a60 acnipauinHA CKAePOTEePAnis MOXYTb OYTU PO3TASHYTI,
AKLLO BiAb MOXKHA BIAHECTU AO OAHIET UM KIABKOX AOMIHOHTHMX KICT.
CTUMYASILLSI CIIMHHOTO MO3KY MOXKE 306€3NeYnTV 3HOYHE NMOASTLLEHHS
BOAIO B OKPEMUX BUMAAKAX MOMIPHOMO TA CUABHOTO PEebPAKTEPHOTO
MEXAHIYHOrO a60 BICLLEPAABHOrO 60AI0. HedpeKkToMisl € pe3epBHUM
METOAOM AASl CUABHOTO HECTEPMHOro B6OAID, SIK MPABUAO, NP
MPOrpecytYOMy 3AXBOPIOBAHHI HUPOK a60 HH, y TMX, XTO He BiaMO-
BIAQE HQA iHLi METOAM.

MeANKOMEHTO3HE AiKyBAHHS HeDPOAITIa3y Y Atoaen 3 AAINH mae
OYTUN TAKMM Xe, SIK i B 3araAbHiN NonyAsLii. OBTypaLisi HUPKOBUX
KOMEHIB MOBUHHA 3AIMCHIOBATUCS €KCNEPTHUMM LIEHTPAMM, OCKIABKM
Lie GiAbLL CKAOAHO Npr AATH.
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Ta6nuusa 2. Cnagkosi po3naau, ki NposBASIOTLCS KICTAMM HUpOk Ta/abo
neviHku i MoXyTb imityeatu AIMH [5]

Po3znagu Ta reHm 3axBOpPIOBAHHS CnapkosicTb

MopyweHHs po3BUTKY

HNF1B 3axeopioBaHHs HUpOK, nos’ssave | A
3 HNF1B
JAG1, NOTCH2 Cunppom Anaxinns AL
MopyweHHs KonareHy
COL4A1 Cnapkosa axrionaris Al
3 Hepponartielo, AHEBPUIMAMMU
TQ CMHAPOMOM M’SI30BMX CYAOM
(ecmHapom HANAC)
COL4A3, COL4A4, 3axBopIoBaHHS, NOB'43aHi Al Ta
COL4A5 3 COL4A X-3uennexi
Hedponirias
CYP24A1, SLC34A3, KameHi B HUpKaX, AP (AL)

HOGA1 HedppoKanbUMHO3

AyTOCOMHO-AOMIHOHTHA Ty6YynoiHTepcTULiaNbHA XBOPO6a HUPOK

(ARTXH)

UMOD, MUCT, REN, ANT3H AL

SEC61A
AyTOoCcOMHO-A,OMIHOHTHA NosiKicTo3Ha xBopo6a neuiHku (AQMXIM)

PRKCSH, SEC63, ALNXM AL

GANAB

AyTocomHO-peLecMBHa nonikicrosHa xesopo6a Hupok (APIMXH)

PKHD1, DZIP1L, CYS1, APIMXH AP

PKD1

PMM2 FINXH AP
MyxnuHHI nopylueHHs

FLCN Cunapom bipra-Xorra-flio6e AL

TSC1, TSC2 Komnnekc ty6eposHoro ckneposy | Afl

PKD1/TSC2 PKD1/TSC2-CCr AL

VHL Cunppom o linnens-Jinpay AL

FH CJTPHK Al
CuHAapoMHI umnionarii

OFD1 OpanbHO-NMLBOBO-NANbLEBHI X-34enneHui

CUHAPOM
NPHP1 ta iHwi renn NPHP | HedpoHodTtns AP

CuHapoMHI uMnionarii, Taki sk

Xy6epa, bapae bians, cunapom AP
Mekkens Ta kopotkopebepHa
TopaKansHa aucTpodis

Bararo renis

Ha6yrTi posnagu

XopgHoro Mpocri kictn Cnopaauunmin

XopaHoro HKX Hap6anwit

HKX - Habyra kicTosHa xsopoba; All — asTocomHo-gomiHanTHmii; AMNKI -
ABTOCOMHO-BOMIHAHTHA nonikicTo3Ha xBopoba HMpok; AP — aBTocoMHO-peLecHBHMI;
CCT - cunapom cymixuux renis; KOJ1 - konaren; TIMXH - rinepincyninemidna
rinornikemis Ta nonikicrosHa xsopoba Hupok; C/TIPHK — cnaakosui nefiomiomaros i
pak HupkoBux knitnn; HPT — HeppoHoPpTH3.

*o 50 % sunapkis BMHMKaioTs de novo (cnoHTaHHo).

MeAWYHI NPAUiBHUKN MOBUHHI OBroBOPUTM 3 MALLEHTAMMU
MO>AMBICTb, MPUYMHN TA MPUPOAHUI NEepEeBIr MakporeMaTypii nia 4oc
BCTAHOBAEHHS AiarHo3y AAIMH, Wo6 YHUKHYTM HENOTRIOHOrO 3aHENOo-
KOEHHSI, KOAU LLe CTAHETLCSI.

Ne 3 (289) / 2025

MeaAnYHi MPALBHUKM HE MOBUHHI AiKyBATM ©6€3CUMMNTOMHY
BakTepiypito. MeANYHM MPALBHUKOM NP CUMITOMHKX, HEYCKAOAHE-
HUX iHPeKLjsx cevoBmBiAHMX WASXiB (ICLL) y XIHOK CAip oBupatn
NpPEenapaTK NepLUOi AiHii, 30KpemMa HITPOdYPAHTOIH, TPUMETONPUM-
CYyAbGAMETOKCA30A A0 GOCHOMILIVH, 3 YPOXYBAHHSIM AOKOABHOI YyT-
AVIBOCTI 30YAHMKIB AO QHTUOIOTIKIB. [TepeA MOYATKOM OHTUBIOTMKOTEPAMIT
BADKAMBO MPOBECTM MNOCIB Cceyi. Y BUNaAKaxX peumamsHmx ICLL 3
€nizoAaMM FTOCTPOTO LUMCTUTY BAPTO MPU3HAYATM SIKOMOTA KOPOTLLINIA
KYPC QHTUOBIOTKKIB, 3013BMYA HEe BiAbLLE 7 AHIB. [MiCAS OBroBopeHHs 3
MNALIEHTOMM PU3NKIB, MEPEBAr i AABTEPHATMB MEAUYHI NMPALIBHVKM
MOXKYTb MPU3HAYUT AHTUOIOTUKOMPODIAQKTUIKY AAST BMEHLLIEHHS PU3NKY
MarByTHIX ICLL Y >KIHOK, B SIKUX paHiLLE AIArHOCTOBAHO ICLL.

B AAIMH nosTtopHi ICLL cAip OLiHIOBATM HAO MPEeAMET HASIBHOCTI
MOTEHUINHMX NPUYMH A60 GAKTOPIB PU3NKY. SIKLWLO € NiAO3pA HA
YPQYKEHHS BEPXHIX BIAAIAIB CE4YOBOT cuCTeMM QB0 IHPEKLtO KiCTh,
AOLLABHO 3p0BUTY NOCIB KPOBI. TAKOYK BADKAMBO BiAPI3HUT ICLL y TaKIMX
MOLLEHTIB BiA BHYTRILLHLOI KPOBOTEMI B KICTY QG0 Bip KAMEHIB Y HUPKAOX.
MNauieHt 3 AAMH, y SkK1X CROCTERIraOTLCS MIABULLIEHHS TEMMEPATYPU,
CWABHUI BiAb Y YKMBOTI Y BOLLi, O TAKOXK MiABULLIEHNIA PIBEHb AENKOLMTIB
060 C-peaKkTnBHOro 6iAKa, NOTPEBYIOTL AIArHOCTUKM HO NpeAMeET
iHOIKYBAHHST HUPKOBWX KICT. AATOPUTM AIQrHOCTUKM IHQIKOBAHOIT KiCTM
HUPKW NPM AYTOCOMHO-AOMIHOHTHOMY MOAIKICTO3i HUPOK HOBEAEHO HA
PUCYHKY 4. Y TOKUX BUNAAKOX PEKOMEHAYETHCS TOUBOAE AiKYBOHHSI
QHTUBIOTUKAMM — 303BNYHAIN BiA, 4 AO 6 TVDKHIB. AAS KPALLLOTO MPOHUKHEHHS]
npPenapary B KICTy 6AXAHO BUKOPUCTOBYBATU AINTOGIAbHI AHTUBIOTUKI,
HOMPUKAQA, TPUMETOMPUM-CYAbGAMETOKCA30A A60 GTOPXIHOAOHM.
OAHAK CAIA NAM’ gaTATA, LLO GTOPXIHOAOHM MOXKYTb MIABULLYYBOTM PU3MK
PO3BUTKY YPHKEHD CYXOXKUAL, AHEBPW3M QB0 PO3LLAPYBAHHST AOPTH.

JlikyBanHsa Ta nporpecyBarHa XXH, HH
ta 3HT. BeaeHHs Ta nporpecyBaHHs XXH

AikyBaHHS XXH npu AAMNH noaibHe AO AIKYBAHHS iHLWKMX
30XBOPIOBAHL HMPOK. OCOBAMBICTIO NauieHTiB 3 AAINMH aK NpaBMAo, €
BULLIMI PiBEHb FEMOTAOBIHY, MOPIBHSIHO 3 AOABMM 3 IHLLMMKW GOPMAMM
XXH, Lo cnpuynHeHe perioHaAbHOL MMOKCieto. Epntpoumtos (piseHb
remMatokputy >51 % abo piBeHb reMorAoBiHy > 17 1/AA [1701/A]) MOXe
BUHMKATM Yy Atoaen 3 AATMH, piako nepea HH i yacTiwe nicasa
TPOHCMAQHTALT HAPKK. 3ACTOCYBAHHS iHriGiTopis AN a6o BPA
3Q3BMYAN € MOYATKOBUM AIKYBAHHSIM MOCTTPAHCAAQHTALIMHOIO
EpUTPOLTOIY 3 LIIABOBMMM MOKAZHNKAMM FEMATOKPUTY TO TEMOTAOBIHY
<51 % i <17 r/an [170 r/A] BiANOBIAHO. TepaAneBTNYHA GAEBOTOMIS
NMOKA3aHA, KOAM iHriGiTopn AMN® a6o BPA nmpoTMnokasaHi a6o
HeePeKTVBHI Y MOKCUMOABHO NEPEHOCUMIN AO3I.

3riaHO 3 pekomeHaaLisimu KDIGO 2025 poKy, AikyBOHHS Al06eTy B
Noaen i3 AANH Mae BYTU TAKM XKe, SIK i AN AKOAEN 3 IHLLIMM GOPMAMM
XXH. BO)XKAMBUM € Te, L0 Yepes BIACYTHICTb AOKQ3IB BUKOPUCTAHHS
iHrBITOPIB HATPIN-TAKOKO3HOrO KOTPAHCNOPTEPA-2 HO ACHW MOMEHT
HE PEKOMEHAYETLCS. [epeBAKHNUMM CTRATETISIMU KOHTPOAIO FAIKEMIT
€ BUKOPUCTAHHS METGOPMIHY, KOAM PO3PAXYHKOBA LUBUAKICTb
KAY604KoBOI diabTpaLi (PLLK®D) cTaHoBUTL =30 MA/XB HA 1,73 M?, GO
QroHICTa PeLLenTopa rIKAroHONMoAIBHOro nentmay-1, Koam pLUK®
cTaHoBUTb <30 MA/XB Ha 1,73 M? , KOAU METPOPMIH HE MEPEHOCUTLCS
ab0 KOAU AIKYBAHHS OAHUM MEeTOOPMIHOM HEAOCTATHBO AAS
OMNTUMOABHOTO FAIKEMIYHOTO KOHTPOAKD. AASI NIEPBUHHOI MPOMIAQKTUKM
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MauieHT i3 nigo3poto
Ha IH(EKLiK0 HUPKOBOI KicTh

« lapsyka (> 38 °C/ 100,4 °F)

« [oCTpuiA 6iNnb B XXMBOTI

« PiBeHb C-peakTneHOro
6inka > 50 Mr/n a6o KinbkicTb
neiikouuTie > 11 x 10%n

JliarHocTH4Hi 03HaKH, IKi BBAXALOTLCA
NO3UTUBHUMU 32 HASIBHOCTi NPUHANMHI
ABOX NYHKTIB i3 TaKUX KaTeropin

KniniuHi 03naku:

1. TocTpuii 6inb 260 YyTIMBICTb
Y BiNAHUI HUPKN

2. CumnTomu iHdpekuwji

CEYOBUBIJHMX LLNSXIB
¢ 3. HeaBHe iHCTpYyMeHTaNlbHe
BTPY4aHHA B CEHOBUBIAHI LLNAXN
4. IMyHOKOMNPOMETOBAHI NaLieHTy
(BKIIHO4AI04M TUX, XTO Ha fianiai)

IHWa npu4mHa
iH(peKLii 4n 3ananeHHa?
(Bi3yanizaujs 32 4ONOMOr0H

Y30, KT 4n MPT) Mikpobionoris:
5. Mo31TMBHWIA NOCIB CeYi Ta/abo KPOoBi
6. [103UTUBHWMIA NOCIB PiANHM 3 KiCTU

Bisyanizauis:
7. YnbTpa3BykoBe JOCNiMKeHHs, KT

IHcbekuis Hi | Yv € no3utusHi 60 MPT :
wrae i || s | RN
MasnoiimoBipHa 03HaKn? HOBY KiCTy!
¢ 8. IHTpakicTo3Ha rasosa hopmadis
—— (KT a6o MPT)
VmosipHa 9. lMepwukictosHe 3ananeqHs (KT a6o MPT)
iHChekLis 10. PiBeHb pignhu B KicTi (MPT)

HUPKOBOI KiCTH 11. HepiBHoMipHe MoCUneHHsi CTiHKM KicTu
¢ (KT a6o MPT)
12. KOHTpacTHe NOCUIMEHHS B CTiHL KiCTI
260 Andysis 306paxeHHs,

MiaTBEPAXKEHHSA

iHChiKoBaHOT LI NOKagye NiABULLIEHY LI.lin.bHiCTb

KicTH NOPIBHAHO 3 HOPMAbHOK KiCTOH

13. OgHochoTOHHA emiciiiHa KT i3 Ga-67

Hi Tak MoKa3ye aHOMaSIbHUI 3axBaT Y KicTy

14. «IHaiym-6ini KNITUHW KPOBI»
N0Ka3ytoTb HAKOMUYEHHS B KiCTY

[Topatkose lpoBefeHHs TliKyBaHHs:
06CTeXEHHA 180 ar 15. KniniyHa Bignosiab
He noTpi6He MET-KT Ha aHTUGIOTUYHY Tepanio

Puc. 4. Anroput™ AidrHoCTMKM iHIKOBAHOI KiCTU HUPKM MPU AYTOCOMHO-
NOMIHOHTHOMY MONIKICTO3i HUPOK

KT, komn’totepHa Tomorpaeis; 18 FDG [ET-KT, nosutpoHHo-emicikiHa Tomorpagis
3 18F-¢propaesokcuraiokosolo, iHTerposaHa 3 komn’totepHoto Tomorpadieto; Ga-67,
Faniit-67; MPT, marHiTHO-pe3oHaHcHa Tomorpadis
CEepLEBO-CYAVMHHMX 3AXBOPKOBAHb CAIA PO3MOHATH AIMIAO3HMIKYBOABHY
Tepanito BIAMOBIAHO AO KAIHIYHMX MPAKTUYHUX peKoMeHAALn KDIGO
LLOAO KOHTPOALO AiMiAIB MPW XPOHIYHIM XBOPO6i HUPOK.

TPAHCNAQHTALLIS HUPKM, MEPEBAKHO MPEBEHTVBHA TPAHCIAQHTALLiS
HUPKM BiA YKMBOTO AOHOPA, € KPALLMM METOAOM AiKyBAHHS HH AAs
Aopen 3 AANH. TMia Hac 0BCTEXEHHS NepeA TPAHCIAQHTALIEO OLLHE-
HY 30raAbHY MACY HUPOK | MEYIHKW, OTPUMOHY i3 30raAbHOrO 06’ emy
HUPOK | NEYIHKW, CAIA BIAHSITU Bia MACK TIAQ AASI TOYHOT OLLIHKW IHAEKCY
Macu TiAQ. [epea TPOHCNAQHTOLIMHOK OLLIHKOK CAIA PO3IASIHYTU
MOMKAVBICTb MPOBEAEHHS Bi3yOAIZALi HUPOK MPOTSIroM 1 pOKY AO NEPEA-
©6a4yBAHOTO HYACY TPAHCAAQHTALLT, LLLOG BUKAKOUUT COAIAHI QB0 CKAOA-
Hi KICTO3HI YpOYKEHHSs1. IMyHOCYNPEeCUBHI MPOTOKOAM MAKOTb BTV TAKMMM
XK, SIK | AASTIHLLMX peUMNIEHTIB TPAHCIAQHTAILLT.

HameHy HEPPEKTOMIKO CAIA BUKOHYBOT AVILLIE 30 MEBHMM MOKOIZOHHSIMM
TA KOAM KOPWCTb MEPEBUILLYE pU3MK. HedpeKToMmist Modke ByTn AOLIIABHOKO
Y BUMOAKOX HOSIBHOCTI TAIKMX MOKO3AHb, SIK BUDCOKEH! CUMITTOMM, MOB’ A30Hi
3i 3HOUHM 30IABLLIEHHSIM HUPOK, MOBTOPRHI QB0 TsHKKI HDEKLi CEHOBUAIABHOI
CUCTEMU, KPOBOTEUI, YCKAOAHEHA CEYOKAM' IHA XBOPOOA, CUABHUI
HEKOHTPOABOBAHUI GiAb, MAO3PA HA HUPKOBOKAITUHHY KOPLWHOMY,
OBMEXEHNN MPOCTIP AAS PO3MILLEHHST TOAHCMIAQHTATA AB0 HASIBHICTb
BEAMKOI BEHTPAABHOI romki. OnepaLtito PEKOMEHAYETLCS BUKOHYBATM MiA,
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Jlekuii, ornagun

yac abo MICAS TPOHCNAGHTALLI, QA€ HE AO HEl, LWOBG YHUKHYTU MOTPEOU B
MEPEAVBAHHI KPOBI, HE YCKAGAHIOBATY MAVOYTHIO TPOHCIACHTOLIO TA
3HMBUT PUBKK MICASIONEPALLIMHNX YCKAOAHEHD. [epeBary CAia HOAQBAT
PY4HIN AQMAPOCKOMIYHIN HEDPEKTOMIl, IKQ € MEHLL IHBA3MBHOKO, O HE BiA-
KPUTOMY XiPYRMYHOMY BTPYHAHHIO. PilLEHHS LLIOAO OAHOCTOPOHHBOTO M
ABOCTOPOHHBOO BUAQAEHHST HPOK YXBAAKOETECST IHAVBIAYOABHO, HO OCHOBI
KAIHIMHOTO CTOHY MNALEHTA TA AOCBIAY MICLIEBOT MEANYHOI KOMAHAW.

Tepanis ansa ynoBinbHeHHS
nporpecysaHHa AAMNH

[HTEePBEHLji, CMPSIMOBOHI HO AjO AHTUAJYPETUHHOTO FOPMOHY OPTiHIH
BAI3OMPECKHY HA PELIENTOP BA3OMPECUHY-2 Y KICTO3HOMY eniTeAii HPOK,
HOPA3i € HOPKHM KOMEHEM AiKyBAHHSI Atoaer 3 AATNH, siki MOoTb pU3nK
LLIBUAKOTO MPOMPECYBAHHS 30XBOPIOBAHHST HMPOK. 3riaHo KDIGO 2025,
PEKOMEHAOBOHO [PO3MOYUHAT AIKYBOHHST TOABAMTOHOM Y AOPOCAMX i3
AAMNH i3 pLLIKD >25 MA/xB/1,73 M2, §IKKi MOKOTb PU3NK LLIBUAKO MPOMPECYHo-
4Oro 3aXBOPIOBAHHS. TOABAMTAH — EAVMHUIA HO CbOrOAHI AOKQ30BUM
npenapar B AikyBaHHI AAMH, BiH € QHTArOHICTOM PeLLEeMTOPIB BOBOMPECUHY
V2 (V2R), 30BASIKM YOMY CMOBIABHIOE MPOMPECYBOHHS PO3BUTKY KICT i
HUPKOBOI HEAOCTATHOCTI Y AOPOCAMX NALLEHTIB 301 HOSIBHOCTI LLBUAKOIO
MPOrPECYBAHHS 3AXBOPKOBAHHSI. [epea MOYATKOM TAKOrO AiKyBOHHS CAIA,
YPOXOBYBATM MPOTUMOKA3AHHS AO 30CTOCYBAHHS TOABAMTAHY. AOC a6Co-
AIOTHUX MPOTUMOKA3OHb HOAEXKATb: MAQHOBOHA BArTHICTb; BAMTHICTb;
rPyAHE BUrOAOBYBOHHS!; 30XBOPIOBAHHSI, MOB’SI3AHI 3 BUCOKMM PU3MKOM
BUCHODKEHHS1 06’ EMY; HE3AQTHICTb PEAryBaT! HA CNPAry a6o CrpUiMa-
" ii; rinepHAaTpIEMIs; OBCTRYKLS1 CEHOBMBIAHMX LUASIXIB; CUABHI IHMGITOPN
umtoxpomy P450, poanHa 3, MAPOAMHA A; | 3HOYHE 3AXBOPIOBAHHS
MEYiHKW, SIKLLIO LIe HE CMPUHMHIOE MOTEHLLIMHO CMepTeAbHOI KoM (MCLL).
BiAHOCHI MPOTUMOKA3AHHS, SIKi CAiA BDAXOBYBATU, BKAKOUAKOTb HACTYTMHE:!
PLUK® Ha no4atky AOCAIAKEHHS <25 MA/XB HO 1,73 M2 noadrpa abo
rinepypukeMisl B GHOMHESI; iHriGiTopu umtoxpomy P450, poanHa 3,
MiAPOAMHA A; iHriBITopK P-TAIKONpOTEiHY; CMOXMBAHHS rpenndpyTa 1a
CEBIAbCBKOrO ANEALCUHAL; HETPMMAHHS Ceui. TOABAMTOH CAIA PO3MOYMHATA
3 A060BOT A031 45 Mr NiCAs1 IPOBYAXKEHHS TA 15 Mr Yepes 8 roamH. Aikap
MOBMHEH MOCTYMOBO TUTPYBATU MOTO, LWOO 3a6e3nedmnty OAEKBATHY
QAQMTALjIO A0 aKBApPE3NCY (puc. 5).

3ACTOCYBAHHS TOABAMTAHY MOB’S13AHE 3 MIABULLEHUM PU3NKOM
IAIOCUHKPOTUYHOIO YPOKEHHS MNEYIHKM, CAPUYMHEHOrO NPUNOMOM
npenaparis. MpnbAnsHo y 5 % Atoaen i3 AAMNH, ski oTpuMyBaAK
TOABOMNTAH, MOPIBHSIHO 3 1 % AKOAEN, SIKi OTPUMYBOAM NAALLEDO, Mia YAC
POHAOMIZ0BAHMX KOHTPOABOBAHMX AOCAIAKEHb (PKA) cnocTepiranocs
MiABULLIEHHS] PIBHIB TOOHCAMIHAOI3 GiAbLL HK Y 3 PA3U Bia BEPXHBOT MEXXI
HOPMMU. TIABULLEHHST PIBHS AAQHIHTPAHCAMIHO3M HAWYACTIWE
BUHUKAAO MNPOTAromM nepLmx 18 micsuiB AiKyBAHHSI TO 3HUKAAO
NPOTIromM 1-4 MicauiB NICAS1 MPUMMHEHHS NPUAOMY TOABAMTAHY.
PekomeHAQUIi LLOAO OLLHKM TO AIKYBAHHST MOTEHLIMHOTO YPOXKEHHS
MEYiHKY, CMPUYNMHEHOTO TOABANTAHOM, HOBEAEHI HO PUCYHKY 6. 3riAHO
3 iHCTPYKUieto B CLUA, TOABAMTAH HE CAiA BIAHOBAIOBATU AIOASIM, SIKi
MQIOTb O3HAKU Y/ CUMMTOMM, LLLO CBIAYATL MPO YPKEHHST MEYIHKM,
Q60 piBHI AAQHIHTPOHCAMIHO3KM B0 acnAapTATaMiHOTPAHChepPa3w,
LLLO NEePEBULLLYHOTb BEPXHIO MEXXY HOPMM BIAbLLIE, HIXK YTPWYI, SIKLLLO iHLLIE
HE MOSICHIOE YPOYKEHHS MEYIHKN.

AOAQTKOBI MOGIYHI €DEKTN TOABAMTAHY BKAKOYALOT riNepypuKeMito
TQ, PiAKO, moAQrpy [5].
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MoyaTkoBa fo3a 032 TUTPYBaHHs! inboBa f03a
A > 1TUXKHS A a4 > 1TUXHS 4 A
45 Mr BpaHuj . 60 mr BpaHuj . 90 mr BpaHuj
Ta15 mr MigeuieKHs Ta 30 mr MineuuieHHa Ta 30 mr
) [03M ) [o3u .
BBEYepi BBEYEp BBEYEpI
= _
x o iz . .
Is | =3 3HUKEHHs 4030 a60 BigMiHa
g 8¢ N TONBaNTaHy 3:
& SI oo « IHri6iTopamu CYP3A*;
: A — « HenepexocumicTio
30 mr BpaHui Ocobn ~| 15 mr Bpanui a60 NOGIYHNMY echeKTamm;
Ta15mr ey Ta15mr « TiABMLLEHHAM piBHS
BBEYEPI BBEYEPI NeYiHKOBUX DepMEHTIB.

Puc. 5. Mouarok i nigxip, A0 TUTPYBAHHS 30CTOCYBAHHS TONBANTAHY NpU
AYTOCOMHO-AOMIHAOHTHOMY MORIKICTO3i HUPOK

*Mpuknaan cunbunx iHribitopis uutoxpomy P450, cimesictea 3, nigpoanun A
(CYP3A) (3Hnxytots knipetc Ha >80 %): npotnrpubkosi 3acobu (irpakoHason,
KeTokoHason); aHTMbioTukm (knaputpomiumH); Ta inri6iropm npoteasu (caksivasip,
arasaHaBip, AapyHasip, iHAMHABIpP, noniHasip, HengiHasip, puToHasip, TMApaHasip).
Mpuknagu nomipHmx inri6iropis CYP3A (3Hnxytots knipeHc Ha 50-80 %) taki:
aHTMapHTMiuHi 3acobu (amiopapoH); npoturpubkosi 3acobu (¢pnykonason);
aHTHGIOTHKM (epHTPOMILMH); GnokaTopy KanbuieBHx KaHanis (aunTiasem,
Bepanamin); iHribitopu npoteasu (amnperasip, pocamnperasip); aoaatkosi Ta/abo
nieTMyHi 3acobm, Taki sk rpesingpyTosuii cik (240 mn crinbHoro BseseHHs)

KDIGO y 2025 poui NpOnoHytoTe AAQMTYBATA CMOXKMBAHHS BOAM,
PO3MOAIAMBLLM MPOTATOM AHS, LWOG6 AOCSITU CMNOXUBAHHS
LLLOHAMMeEHLLE 2-3 AITPIB BOAM HA AeHb Yy Atoaelt 3 AATH 1a pLUK®

PiseHb ACT,

AJTT, 6inipy6iHy

B CPOBATLY, NiABMLLEHNI
10 >3 x BMH

Mpu3ynuHKTK NpUItOM TONBAMTaHY

OUiHUTY Wi pYYUHA
(IHLLI 3aXBOPHOBAHHS,
TIiKW, BN/VB TOKCUHIB)

MosToputn TOIM
npoTarom 48-72 ropuH

[loaTkoBi 06CTEXEHHS!
Ta KOHCYmbTaLjs
cneujanicta, 3a noTpeou

MipBuLLIEHNIA
10 >3 xBMH

MipBuLLIEHNIA
10 >3 x BMH

Hazaexzau npununnTi
MPUAOM TONBaMNTaHY,
TiNbKN SKLLO
He 3HaiiaeTbes
{HLLIOrO NOSACHEHHS
YP@KEHHS MeYiHKM
Ta YPOKEHHs He SHNKHE

BigHoBuTM
NpUIom
i3 YacTm
MOHITOPUHIOM

YCix MauieHTiB i3 03HaKaMN MOXIIMBOIO YPXKEHHS NEHiHKK,

CMPUYMHEHOTO Nikamu, cif cnocTepirati, LOKU aHOManii
He MOBEPHYTLCS A0 HOPMM 260 10 NOYATKOBOTO CTaHY

Puc. 6. Anroputm, sikuii nigcyMoBye peKkoMeHAALi LLOAO OLHKM T NiKyBAH-
HSl NOTEHLHHOTO YPAXEHHS MeYiHKM, CIPUYMHEHOTO TOIBANTAHOM

AJT - ananintpancaminasa; ACT — acnapraramiHotpaHcepasa; T[N - rectn
¢byHkuii nevinku; BMH — BepxHs mexa Hopmu

Ne 3 (289) / 2025

>30 MA/XB HO 1,73M? 6€3 MPOTUNOKA3AHb, TAKKX SIK MPUAOM AIKIB, SIKi
MOXXYTb 3BIAbLUNTK PU3KK FiNOHATPIEMIT (HOMNPUKAQA, iHTiGITOpK
3BOPOTHOIO 30XOMAEHHS CEPOTOHIHY, TOULMKAIYHI QHTUAEMPECOHTH,
TIA3NAHI AlypeTukmn).

MNMonikicTro3 neviHku

Xoua 3a3suuain y Aoaei is AANH KIAbKICTb KICT y MeYiHLL 3GIAbLLYETHCS
3 BiKOM, Yy GIABLLIOCTI MALEHTIB KAIHIYHO cuMmnTomMaTuyHe XM He
PO3BMBAETLCS. KiCTW MEYiHKW, HOBITb MPW BUPOMKEHIM XTI, 303B14an He
BMAMBOIOTb HO CUHTETUYHY ABO CeKpPeTOPHY GYHKLIKO MeYiHKW.
HaTOMICTb, CUMATOMY MOXKYTb BUHMKHYTU YHACAIAOK KOMMPECINHOrO
BMAVBY BEAVKOI KICTO3HOI MEYIHKM, KA TUCHE HA pAladparmMy TQ YepPEBHY
CTiHKY, CTUCKQOE iHLLi OPraHy YepeBHOT NMOPOXXHUHU TA CYAMHHI
CTRYKTYPU. AASI TAGHYBOHHST AIKYBOHHST TOL MOHITOPWHIY TsHKKOCTI XTI
BYAO 30MPONOHOBAHO KIABKA CUCTEM KAQCUDIKALLT TO CTOAIKOBAHHSI,
30CHOBOHWMX HO 06’emi nediHkm (Ol1) Ta XOPAKTEePUCTUKAX KIiCT.
AikyBaHH$1 TIXIT NOBMHHO MPOBOAUTUCS B €KCNEPTHUX LLeHTPOX.
HeobBXxiaAHO AIKYBATU AtOAEN i3 CUMMTOMAMU QB0 YCKAGAHEHHSIMUA,
MOB’ I30HUMM 3 KICTOHO, SIKi BNAMBAIOTb HA SIKICTb iXHBOTO YXTTS (TAOA. 3).

PeKkoMeHAOBOHO MNPU3HAYATM AHAAOTM COMATOCTATUHY
MPOAOHTOBAHOI Al AKOASIM i3 BUPOXKEHOIO KICTO3HOIO renatoMeEranieto
npw MXI1 i3 BOXKKUMM CUMMTOMOMM, MOB’930HNMU 3 06'€MOM. AHOAOTU
COMATOCTATUHY TPUBAAOI Ali (HONMPUKAQA, OKTPEOTUA, AQHPEOTUA,
MACKYPEOTUA) 3HKYBOAM PIBHI 3,5 -LIKAIMHOrO GASHO3MHMOHOMOCHATY
B KICTO3HMX XOAQHTOUMTAX | NPUrHIYYBOAM NPOAIGepaLito KAITUH
XOAQHTOUMTIB | CerpeLito piavHK. Hotupu PIKA OLIHIOBAAV BIAVB GHOAOTIB
COMATOCTATUHY HA X113 NepioAOM CMOCTEPEKEHHS >1 POKY. YCi BOHM
MOBIAOMWAM MPO 3HAYHE 3HVDKEHHS TEMMIB 3POCTAHHS 06’ EMY NEYIHKU.
BriAvB HO TSIrap CUMMTOMIB TO/AB0 06’ €M MOAIKICTO3Y MEYIHKM | HUPOK CAIA,
OLHIOBATU Yepe3s 6—12 MicauB. SIKLLO NO3UTVBHUM edekT Tepanii He crno-
CTEPIraETHCS1, 3ACTOCYBAHHSI AHAAOTB COMATOCTATUHY CAIA MPUMVHAUTAL

Atoaen 3 MXI CAiA HONPOBAST HA TOOHCIAGHTOLKO NEYiHKM Y pasi
MQCWBHOTO YPOXKEHHST KICTOMU, 3Q BIACYTHOCTI MPOTUNOKA3AHb A60
QABTEPHATUBHWX BOPIOHTIB AIKYBAHHSI. MALIEHTIB CAiA HOMPOBASTA HA
KOMOGIHOBAHY TPAHCTIAQHTALLIIO HUPKM TO NEYIHKM, SIKLLO € MOKA3AHHS
AO TPOHCMAQHTALLT MEYIHKM TA CEPMO3HO NOPYLLUEHA QYHKLT HAPOK
(UKD <30 MA/XB Ha 1,73 M2).

BYA Ta iHWIi excTpapeHanbHi Npossu

AOAM, KOTPI MOOTb BCTAHOBAEHNI AJArHO3 AATH, MOKOTE MiABULLLEHIA
pr3nK BYA TO GHEBPM3MATUHHOTO CYBAPOXHOIAOABHOTO KPOBOBUAVBY
(CAK), NOPIBHSIHO i3 30raAbLHOIO NONyAsLeto. MNepeBaXHA BIAbLLICTb
aHeBpuam y Atoaern 3 AANH He po3purBAOTLCS. MNOTEHLIMHAO KOPUCTD
NepeACUMITOMHOTO CKPUHIHIY TO MPEBEHTUBHOTO BTPYYOHHST AAS
3aNOBIraHHS PO3PUBY OHEBPU3MU 3OAEXUTH BiA HACTYMHOrO:
nowmpeHocTi BYA; pr3mKy po3puBy Mpu TIAbKM MEANKOMEHTO3HOMY
AIKYBAHHI; MPOAYKTMBHOCTI TO PU3UKY TEXHIKWU CKPUHIHTY; YOCTOTU
YCKAQAHEHb, MOB’S13QHMX 3i CTPATEriIMU, WO 3ACTOCOBYIOTHCSI AASI
NPODIAQKTUKM OKAIO3IT, O TAKOXX PIBHSI IX TEXHIYHOTO YCRiXy; PU3nKy
pPeLVAMBY OHEBPU3MN TA PO3BUTKY 1 PO3PVBY OHEBPU3MK de NOVO.
HeobxiaHO BPOXOBYBATY MOTEHLMHI HOCAIAKM BUSIBAEHHST GHOMOIAIT BHY-
TPILUHbOYEPEMHNX CYAMH HO Bi3yAAIZOLi (HOMPUKAOA, MPOBO HA CTRAXY-
BAHHSI YKTTS1), O TAKOXK TPVBOTY, OCOBAMBO KOAM MPODIACKTNYHA OKAIOSis]
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Ta6nuusa 3. Bapiantu nikysanns MXIM

BapiaHTh nikyBaHHs

AcnipauiitHa cknepoTtepanis

TpaHcaptepianeHa
embonizauis

JlanapockoniyHa ¢eHecTpauis
KicTH

Kom6inoeaHa yactkosa
renarektomis Ta/abo
deHecTpauis kictn

IHaukauis peHoTMNy NediHku

OpHa abo Kinbka BeNMKMX AOMIHAHTHUX
KicT, cuMnTomMaTHuHi abo Taki, wo
BUKJIMKAKOTb CTUCKAHHSA BEH YM XXOBYHMUX
nporok

[ndy3Hi cuMNTOMATHYHI KiCTH, NPUHAAMHI
OAMH CermeHT ByHKLIOHYIo4Oi Nevilku, 6e3
QNbTEPHATUBHUX BAPIAHTIB NiKYBAHHS

Benuki cMMNTOMATUYHI KiCTU NeYiHKK,
pO3TALIOBAHI cNepeay Ta KAYAANbHO

Macusra, pyxe cumntomatnuna MXM,
NPUHAMMHI OAMH CEKTOP MEYiHKM BiAHOCHO
36epexeHuit, BinkpuTa adepenTHa Ta

EdexTuBHicTL

Cumnromatnute nokpauetts: 72-100 %
3MeHLeHHs 06’ eMy iHAMBIAYaANbLHOI KicTH:

76-100 %

CumnromatnuHe nokpauetts: 72-93 %;
Motpeba nosropHoro BTpyuanHs: 15 %
3menwenns 30M: 13 % uepes 3 micauj;
28 % uepes 51 micaup

Cumnromatnunmi peunams: 34 %
HeobxigHictb nosTopHOro BTpyyanHs: 26 %

3menwents 30MM: 61 % nicns onepauii Ta
yepe3 8 pokie
Cumnromartnute nokpauweHHs: 94 %

Jlekuii, ornagu

3axBOPIOBAHICTb TA CMEPTHICTb

He3HauHi ycknagHeHHs:
5-90 %;

Cwmepricte: <1,0 %
(Hemae nosigomneHs)

Mocrembonizauiinmit cuiapom: 100 %
YcknagHenHs: 7,5 %

YcknagHenns: 29 %

Clavien lll-IVa nepionepaujiHi
ycknagHenHs: 7,2 %
NetaneHicts: 2,3 %

Mepionepauiitti ycknapHenns Clavien 11—
V:21 %
CwmeprHictb: 2,7 %

edepeHTHa CeKTOPANbHA CyAUHHA Mepexa

TpaHcnnaHTauis neviHku Macusra MXM i BupaxeHa cumnTomaTmka
abo capkoneHis abo ycknapHeHHs,
noe’s3aHi 3 MXM, npotnokasauHs abo

HEBAAYA iHWKMX BAPIAHTIB NiKyBAHHS

Ananorn COMATOCTATUHY Baxka CMMNTOMATMYHA renaToMeranis

€0MHMIA BAPIQHT NiKYBAHHS

3HMXEHHS PiYHOI LBMAKOCTI POCTY NEYiHKM
Ha 6—15 % nicnsa 1-3 pokie cnocrepexeHHs

BuxueanHsa: 96 %, 93 %, 86 %i78 %
yepes 1, 5, 10i 15 pokis

MicnsonepauiiHi ycknagHenns: 46 %
CwmeprHictb: 9 %

1-piuHe BMXMBaHHS navjenTie: 85-95 %
5-piuHe BuxMBaHHHS nauienTis: 77-92 %

KopurysaHHs ao3u ans no6ivHnx
edekris (Hanpuknap, ckapr Ha LLKT a6o
rinepraikeMii);

KaMmeHi B )oBY4HOMY Mixypi;
Bpaaukapais;

Piako indekuii kicty;

MasupeoTa Mae BUCOKMIM pU3MK
rinepraikemii

30I1 - 3aransHmnit 06’ em nevinku. YcknagHenns Il crynens 3a Clavien sumaratots xipypriyHoro, eHgockoniyHoro abo pagionoriyHoro BTpy4aHHs. YcknagHewHs IV crynens 3a

Clavien sarpoxytotb xuTTiO Ta NoTPebyIOTH iHTEHCHBHOI TEparii.

HEe NOKA3AHA. TAKOX HEOBXIAHO BPOXOBYBATM ETHIYHI TA MICLLEBI BiAMIH-
HOCTI TQ MOXXAMBI HOCAIAKM MOKPALLEHOTO KOHTPOAO AT i 3HMKEHHS
KYIHHS1 HQ 3HKEHHS1 30XBOPKOBAHOCTI HO CAK cepea HOCEAEHHsS!.

Cnoci6 XNt T NCUXOCOLIAAbHI ACMEKTU. MeAMYHI NPALBHUKM
MOBWHHI HOACBATV AOASIM 3 AATNTH MOPaAM TA BKABIBKM LLLOAO XOPYYBOHHST,
Cnocoby »uTTs, Gi3MYHOT AKTMBHOCTI TO AIKYBAHHST MCUXOCOLLIAABHX
MPOBAEM. ACTASIA MOXKE HOACBATUCSI OCHOBHOK MYyABTUANCLIMNAIHOPHOKO
KOMOHAOIO 60 LLIASIXOM HAMPABAEHHST AO CMELAABHNX CAYXKO.

Noan 3 AAINH NOBUHHI AOTPUMYBATUCST 3AFAABHUX MOPAA LLOAO
3A0POBOrO XAPYYBAHHS BIAMOBIAHO AO PEeKOMEHAALLIM BcecBiTHbOI
OpraHi3aujii OXOpoHM 3A0pPO0B S Ta XXH, A TAKOX NpALOBATA 3
QAKPEANTOBAHVMI MOCTAYOABHNKAMM AIETOAOTB 060 3QPEECTPOBAHNMM
AIETOAOTOMM, OO OTPUMATU IHAMBIAYOABHI KOHCYAbTALLji, OCOBAMBO
ANOAN 3 XXH G4-G5, 0cobun 3 BUCOKMM PUSNKOM YTBOPEHHS CEYOBKX
KOMEHIB, 0COBW 3 HOAMIPHOM BAroo (IHAEKC MAcK TIAQ 25-29,9 kr/m?)
aB0 OXKUPIHHAM (HAEKC MAcK TIAQ, >30 Kr/M2), O TAKOXK Ti, Y KOrO HEAO-
CTATHE XAPYYBAHHSI 60 COPKOMEHis.

Aopocaunx i3 AAIMH CAia 300X04yBATU AO BUKOHAHHST Gi3NYHOT
QAKTMBHOCTI MOMIPHOI IHTEHCMBHOCTI 3QrAABHOIO TPMBOAICTHO LLLOHAVMEHLLIE
150 XBUAMH HO TXKAEHD QGO AO PIBHSI, CYMICHOTO 3 iXHbOK CEepLIEBO-
CYANHHOIO TA Gi3NYHOIO TOASPAHTHICTIO, A TAKOX AO CUAOBUX TPEHYBAHD
MPUHAVMHI 2 CEAHCU HO TMDKAEHb. AtOAEN i3 BEAUKMM HUPKAMM TA/ Q60
MEYIHKOK CAIA NOMEPEAXKATV MPO MOXKAMBICTb MPSIMOT TOABMM MMiA HYOC
PIi3NYHOI AKTMBHOCTI TA BMPAB.

Ycix niopen iz AAINH CAia 3aninMTyBATM MPO HOCTYMHE: BYKMBAHHST HMM
TIOTFOHOBMX BUPOBIB, SIKUX CAiA YHUKOTU; BXMBAHHST HAMM GAKOTOAIO, 3
PEKOMEHAALIEO BXXMBATU <1 AAKOrOABHOTO HOMOK HA AEHb AAST KIHOK i
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<2 HAMOIB HAO AEHb AAST YHOAOBIKIB; CMIOXXMBAHHST KOGEIHY 3 MOPAACHD
YHUKQTA MOrO HOAMIPHOIO CROXMBAHHSI, OCOBAVBO MiA YOC BAMTHOCTI;
MPOAYKTN KOHABICY 3 KOHCYABTYBOHHSIM LLIOAO MOTEHUINHOI HeGe3neKkm
FOCTPOrO YPOXKEHHST HUPOK, MOB’S1I3AHOIO i3 3060y AHEHHSIM MPOAYKTY TQ
CUHTETUYHMM BEPCISIMM; O TAKOXK PEKPEALIHI HOPKOTUKA TA AHABOAIYHI
CTEPOIAM 3 MOPAAOIO YTPUMYBATCS] Bia, LIIX MPENaPATIB.

BariTHicTb | penpoaykTuBHi npo6nemn

OXx0pOoHA 3A0P0B 51 XiHOK 3 AAINH AITOPOAHOrO BiKy BKAKOHOE
KOHTPOAL FOPMOHAALHOI Tepanii, 30X0AM KOHTPALLENLjT, KOHCYABTYBOHHSI
LWOAO 3AMOBIraHHs 3a4aTTsl TA BEAEHHST BArTHOCTI. [lepeaycim y
pexkomeHaaujsx KDIGO 2025 NAETECS COME MPO PU3NKA TOPMOHOABHOT
KOHTpALUenuji Ta HEOBXIAHICTE B OBI3HAHOCTI XIHOK, KOTPI MAtOTb
BCTAHOBAEHUI BKA3OHUM AIQrHO3: BMAMB €CTPOrEHY TA, MOXAMBO,
NpOorecTepoHy MoXxe Oyt MOB’ s13aHUN i3 MIABULLEHUM PUUKOM
nporpecyBaHHs MXI1. JIKWLO PO3rASIAQETLCS MUTAHHS PO FOPMOHOAbHY
Tepanito y xiHok 3 AAMH, BidyaAi3aLLisi IEYIHKM MOBUHHA BYT1 AOCTYMHOIO
ANS1 OBrOBOPEHHS1. ECTPOreHOBI KOHTPALEMTVBM MOXKYTb MOTipLLYBATA
nepeOir MXI1, Toal 9K BNAMB KOMOIHOBOHUX €CTPOreH-MPOreCTUHOBUX
30C06iB (TABAETOK, NAQCTPIB, BANHOABHWX KIAELIb) | METOAIB, LLIO MICTSITb
AVILLE NPOreCTUH (TABAETKW, iH eKLi, IMIAQHTOTK, BHYTPILLHBOMAOTKOBI
cnipani (BMC)), 30AULLIAETECS HEAOCTATHLO BYBYEHMM. BOAHOYAC piBEHb
CUCTEMHOTO BMAVMBY AEBOHOPIECTPEABMBIAbHIOUMX BMC € 3HA4HO
HUKYUM  (4-13 %), NOPIBHIHO 3 KOMOGIHOBOHWMU OPAAbBHUMU
KOHTPALENTMBAMM. Y NAUIEHTOK i3 Aerkoto dopmoto MXIMT MOXKyTb
30CTOCOBYBATUCH KOMOIHOBAHI 30CO6W 3 HM3bKMM BMICTOM €CTPOreHy
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Q60 MPOrecTnHy, a nNporectnHoBi BMC BBOXAKOTbCS MMOBIPHO
6e3neyHrMm npm nomMipHomy MXIM. HanbesneuHiwmmMmm AAS XKIHOK i3
TOKKMM [TXI € HETOPMOHAABHI METOAW, 30KPEMA BAP’EPHI 3aCObK Ta
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HOBEAEHI HO PUCYHKY 7.

BaritHi 3 AAINH noTpebytoTb HATASIAY MYABTUAUCUMMAAIHOPHOI
KOMOHAM B €KCNepTHOMY LIeHTPI. [Mia 4aC BAMTHOCTI CAiA MOHITOPUTA
APTEPIAABHUI TUCK, GYHKLIKO HUPOK, PO3YMHHOT TUPO3MHKIHA3M-1 AO
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reHeTn4yHa ,EliarHOCTI/IKa . . f , ,
o OAQTKOBQ iHpopMaALis. ABTOD 3QSIBASIE MPO BIACYTHICTb KOHPAIK

32 HasBHOCTI BiAOMOro ) A A Popmay P o0 BACYT paikTy
MPUYMHHOIO NaTOreHHOro HTEepeCIB.
BapiaHTy Ta 3roau 6aTbkis

Ha CENEKL|it0 HeypaxeHnX “ e
eMOpioHiB Cnucok BUKOPMUCTAHOI fliTeparypu

¢ ¢ 1.

HoBoHapokeHui PenpogykteHi 50% 2.
IMOBIPHICTb YP@XeHHs NMoAa;
32 HasIBHOCTI BiANOBIAHOTO
KOHCYNETYBaHHS MOX/NBE
nepepyBaHHs BariTHOCTi

¢ 4.
HoBoHapomkeHuit
6e3 AMH

lpeHatanbHa aiarHocTuka
N0fa 32 YyMOBU PiLLEHHS
6aTbKiB NP0 NPOLOBXEHHSA
BariTHOCTI (3 ypaxyBaHHAM
[OCTYNHOCTi NeranbHoro
nepepmBaHHA BariTHOCTI)

Autosomal Dominant Polycystic Kidney Disease: A Review / F. T. Chebib, C. Hanna,
P. C. Harris [et al.] // JAMA. = 2025 — No. 24. DOI: 10.1001/jama.2025.0310.
Reiterova J. Autosomal Dominant Polycystic Kidney Disease: From Pathophysiology
of Cystogenesis to Advances in the Treatment / J. Reiterov, V. Tesa // Int J Mol Sci. —
2022. - No. 23 (). — P. 3317. DOI: 10.3390/ijms23063317.

3. Perumareddi P. Autosomal Dominant Polycystic Kidney Disease / P. Perumareddi,
D. P. Trelka // Prim Care. — 2020. — No. 47 (4). - P. 673-689.

DOI: 10.1016/j.pop.2020.08.010.

Suarez M. L. G. Autosomal Dominant Polycystic Kidney Disease / M. L. G. Suarez,
S. Titan, N. K. Dahl // Adv Kidney Dis Health. — 2024. — No. 31 (). - P. 496-503.
DOI: 10.1053/j.akdh.2024.07.003.

5. KDIGO 2025 clinical practice guideline for the evaluation, management, and
treatment of autosomal dominant polycystic kidney disease (ADPKD): executive
summary / V. E. Torres, C. Ahn, T.R. M. Barten [et al.] // Kidney Int. — 2025. —

No. 107 (2). — P. 234-254. DOI: 10.1016/j.kint.2024.07.010.

6e3 ALINMH

Puc. 7. PenpopykTueHi BapiaHTu ans yonosikie i xiHok 3 A[IMH

Summary

Evaluation, management, and treatment of patients with autosomal dominant polycystic kidney disease:
a review of the 2025 KDIGO guidelines

A. K. Shkvarok

O. O. Bogomolets National Medical University, Kiev, Ukraine

Autosomal dominant polycystic kidney disease (ADPN) is a disease characterized by the development of renal cysts that progresses over time and is the
most common inherited kidney disease in the world (1). ADPN is a progressive disease that leads to chronic kidney disease (CKD) and, ultimately, fo end-stage
renal failure (ESRD), requiring renal replacement therapy (RRT) (2). Approximately 12 million people worldwide have been diagnosed with ADPN (3). Although
renal function is preserved for along time due to compensatory mechanisms and the course of the disease is variable, patients often progress to renal failure by
the age of 60 (3). More than 50 % of people diagnosed with ADPN worldwide develop renal failure, making ADPN the fourth most common cause of end-stage
renal disease (4). The KDIGO 2025 guideline provides, for the first fime, comprehensive clinical recommendations for the assessment, freatment, and management
of ADPN, covering both renal and extrarenal manifestations, including lifestyle, pregnancy, and pediatric issues (5). The document is infended for a broad
audience and includes both practical advice for clinical practice and directions for future research and policy decisions (5).
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