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Po3aiA 1. HOoMeHKAQTYpAQ, AiQrHOCTUKA,
NPOrHO3 i NOLWMPEHICTb
1.1. BU3BHQYEHHS TQ HOMEHKAQTYpQa

IIpaktnunwmii nyskT 1.1.1. ¥ mopeit 3 aBTOCOMHO-I0Mi-
HAHTHOIO ITIOJIiKiCTO3HOI0 XBOpobOow HUpok (ADPKD) a6o
aBTOCOMHO-IOMiHAHTHOIO MOJIKICTO3HOIO XBOPOOOIO MeUiH-
k1 (ADPLD) 3 BizomMo10 reHeTUYHOI0 MPUYMHOIO 3arajibHa
HOMEHKJIaTypa MOBUHHA BKJIIOYaTU Ha3BY XBOPOOU, a MOTiM
Ha3BYy reHa.

IMpakrnunuii nyHkT 1.1.2. Jltonu, siki MaroTh GeHOTUIT
cnektpa ADPKD a6o ADPLD, ane He mpoiIILIM TeHETUYHE
TEeCTyBaHHSI, MPOJOBXYBAaTUMYTh Ha3WBATUCSI TaAKMMU, IO
matote ADPKD a6o ADPLD.

IMpaktnunuii myHkT 1.1.4. [Inst aronei, siKi MpoRIIM re-
HetnuHe TectyBaHHsI, ADPKD BUKOpHCTOBYBAaTUMETBCS SIK
Ha3Ba 3aXBOPIOBAHHSI, 1110 € Pe3YyJITaTOM MaTOIeHHOTO Bapi-
anTa ocHoBHMX TeHiB ADPKD, PKD1 a6o PKD2, i miHop-
HUX T'eHiB, SIKIII0 NIaTOreHHICTh 100pe MiaTBepIKeHA.

1.3. AiarHoctuka

Pexomennartist 1.3.1. JIns1 CKpUHIHTY JOPOCIMX i3 PU3UKOM
ADPKD Mu peKoMeHIyeMO CITIOYaTKy BUKOPMCTOBYBATH YJIb-
TPa3BYKOBE 300pakeHHSI YePEBHOI IMTOPOXKHUHU B KOHTEKCTI Ci-
MeiHOro aHamHe3y, (hyHKIIii HUPOK i CyImyTHix 3axBopioBaHb (1B).

[Mpaktnynuit yHKT 1.3.4. KoHTpojbHa MarHiTHO-pe-
30HaHcHa Tomorpadis (MPT), komm’torepHa Tomorpadist
(KT) ta/abo reHeTMUYHE TeCTyBaHHSI MOXYTh YTOUHUTH Jlia-
THO3 i 0IaTKOBO OXapaKTepU3yBaTH 3aXBOPIOBAHHSI.

IIpaktnunumii myHkr 1.3.5. s momeit i3 IMTO3UTUBHUM
cimeitnnm anamHe3oM ADPKD 0Oyo onmcaHo BiKOBY Kijlb-
KiCTb KicT, BUsIBIeHUX Ha Y3/I, 100 miarHocTyBaTu abo BU-
kmountu ADPKD (ta6n. 1, 2).

Chapter 1. Nomenclature,
diagnosis, prognosis,

and prevalence

1.1. Definition and nomenclature

Practice Point 1.1.1. In people with autosomal domi-
nant polycystic kidney disease (ADPKD) or autosomal
dominant polycystic liver disease (ADPLD) with a known
genetic cause, a common nomenclature should include
the disease name followed by the gene name.

Practice Point 1.1.2. People who have an ADPKD or
ADPLD spectrum phenotype but have not been geneti-
cally tested will continue to be termed as having ADPKD
or ADPLD.

Practice Point 1.1.4. For people who are genetically
tested, ADPKD will be employed as the name of the di-
sease resulting from a pathogenic variant to the major
ADPKD genes, PKDI1 or PKD2, and the minor genes
when pathogenicity is well supported.

1.3. Diagnosis

Recommendation 1.3.1. For screening adults at risk of
ADPKD, we recommend first using abdominal imaging
by ultrasound, in the context of the family history, kidney
function, and comorbidities (1B).

Practice Point 1.3.4. Follow-up magnetic resonance
imaging (MRI), computed tomography (CT) imaging,
and/or genetic testing may clarify the diagnosis and fur-
ther characterize the disease.

Practice Point 1.3.5. For people with a positive family
history of ADPKD, age-specific numbers of cysts seen on
ultrasound have been described to diagnose or exclude
ADPKD (Table 1, 2).
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Ipaxktuaauit myHKT 1.3.6. 11 qroneit i3 MO3UTUBHUM Ci-
MeitHuM aHamHe3oM ADPKD vy Bini 16—40 pokiB 6ys10 onu-
CaHO KiJIbKIiCTb KicT, BUsiBieHUX Ha MPT, nis giarHocTuKu
a6o pukioueHHss ADPKD (ta6u. 3).

IMpaktnunuii myHKT 1.3.8. [eHeTMUHE TEeCTyBaHHS MOXeE
niarHoctyBati ADPKD y nmozeit 3 Bimomoro ciMeitHO icTo-
pieto abo 6e3 Hei Ta HagaTH MPOrHOCTUYHY iHdopMailtito. Ox-
HaK reHeTMYHE TECTYBaHHSI He € 000B’I3KOBUM JUTsSI BCTAHOB-
JIeHHS niepBUHHOTO AiarHo3y ADPKD y moguau 3 TUIIOBUM
nposiBom (puc. 1).

1.4.2. Cnoco0u OliHKH TSKKOCTI nepediry 3aXxBopioBaH-
HS HUPOK

IMpakTrunmii nyHKT 1.4.2.1. 3arajnbHuii 00’€M HUPKU 3
nonpaBkowo Ha BucoTy (htTKV) nist mporHo3yBaHHS Haii-
TOYHilIe BUMIpO€eThecs 3a ponomororo MPT a6o KT, ane
PIBHSIHHS ejiricoiga 3a maHuMu Y3/l TakoxX € BapiaHTOM
ouinku htTKV.

IMpakrnunuii nyHkT 1.4.2.2. htTKV nependauae maiidyT-
HE 3HIDKeHHS (PYHKIIT HIPOK.

Pexomenpamis 1.4.2.1. Mu peKOMEHOYEMO BUKOPHCTO-
ByBaTH Kiacudikalliro Bi3yasizalii Meiio Iy mporao3yBaH-
HSI MaOyTHBOTO 3HVKEHHS (DyHKIIil HUPOK i TepMiHiB HUp-
KoBoi HemocTaTHOCTI (1B).

PosaAiA 2. Hupkosi nposieu
2.1. MNiaBULLEHUA APTEPIAABHUA TUCK

[Mpaktuunuii nyHkt 2.1.1. JlikyBaHHst Bucokoro AT y
moneii 3 ADPKD mae BKJtoyaTu perysipHUid MOHITOPUHT
AT, 6axxano 3 BuMiptoBaHHsaM AT Bmoma, Monmdikaliiro mi-
€TU i crtocoOy XUTTS Ta (hpapmMakoTepariiio.

Practice Point 1.3.6. For people with a positive fam-
ily history of ADPKD aged 16—40 years, the numbers of
cysts seen on MRI to diagnose or exclude ADPKD have
been described (Table 3).

Practice Point 1.3.8. Genetic testing can diagnose
ADPKD in people with or without a known family history
and provide prognostic information. However, genetic test-
ing is not required to make an initial diagnosis of ADPKD in
a person with a typical presentation (Figure 1).

1.4.2. Ways to assess the severity of kidney disease
progression

Practice Point 1.4.2.1. Height-adjusted total kidney
volume (htTKV) for prognostics is most accurately mea-
sured by MRI or CT scan, calculated using an automated
tool or semi-automated tool, but the ellipsoid equation is
also an option to estimate htTKV.

Practice Point 1.4.2.2. htTKV predicts future decline
in kidney function.

Recommendation 1.4.2.1. We recommend employing
the Mayo Imaging Classification (MIC) to predict future
decline in kidney function and the timing of kidney failure
(1B).

Chapter 2. Kidney manifestations
2.1. High blood pressure

Practice Point 2.1.1. Management of high blood pres-
sure (BP) in people with ADPKD should include regular
BP-monitoring, preferably with home BP measurements
(HBPM), dietary and lifestyle modifications, and phar-
macotherapy, if indicated.

Ta6nunus 1. YnbTpa3ByKoBi KpuTepii 3a BikoBUMU rpynamu Ans fiarHOCTUKN aBTOCOMHO-LOMiHAHTHOro
nonikicrosy Hupok (ADPKD) y nrogevi i3 NO3UTUBHUM CiMEHUM aHAMHE30M

Bik KinbkicTb KicT
15-29 > 3 B OfHI 41 060X HMUPKaX
30-39 > 3 B OfHIM 41 060X HMUpPKaxX
40-59 > 2 B 060X HMPKax

60+ > 4 B 060X HMPKax

Ta6bnuys 2. Kputepii Y3/ 3a BikoBumu rpynamu Asis1 BAKSTIOYEHHS] aBTOCOMHO-AOMIHAHTHOrO MosliKicTo3y HUPOK
(ADPKD) y ntoge# i3 nO3MTUBHUM CiMeVHUM aHaMHe30M

Bik KinbkicTb KicT
15-29 > 1 B OfHIM 41 060X HMUPKaX
30-39 > 1 B OfHIM 41 060X HMUPKaX
40-59 > 2 B OOHIM 41 060X HUpPKax

Ta6bnuys 3. Kputepii marHiTHo-pe30oHaHCHOi Tomorpadpii gns nrogevi sBikom 16-40 pokis
i3 MO3NTUBHUM ciMeiHUM aHaMHe30M

Bik

KinbKicTb KicT

16-29

30-40
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Pexomenpania 2.1.3. Jlng moaeit i3 ADPKD Bikom
18—49 pokis i3 XXH G1—G2 Ta Bucokum AT (> 130/85 mm
PT.CT.) MU pekoMmeHayeMo uiaboBuit AT < 110/75 Mm
PT.CT.

Pexomennarnis 2.1.4. Insa mroneit i3 ADPKD Bikom > 50
POKiB i3 Oy/ib-sikoto cTaniero XXH My npornoHyeMo 1iabo-
BUI CepenHiil cucToniuHuii aprepiasibHuil THCK < 120 MM
pr.ct. (2C).

Pexomenpais 2.1.5. Jlionsgm 3 ADPKD i Bucokum AT mu
pekomeHayemo BukopucTtoByBatu iPAAC (IAIT®D a6o BPA)
SIK JIIKYBaHHSI TIePIO] JIiHil 1151 JOCSITHEHHSI peKOMEHI0Ba-
Horo uigboBoro AT (1C).

Pexkomenaatis 2.1.6. My peKOMEHIYEMO YHUKATH OYIb-
sikoi koMmOiHalii iIATT®, BPA Ta Tepanii npsisMumu iHri6iTO-
pamu peHiHy y nauieHris i3 ADPKD (1B).

2.2. XpOHi4YHW# GiAb Y HUPKAX

IMpaktnunuii myHKT 2.2.1. XpoHiuHWMI Oib y 6011i, KUBO-
Ti uM mioriepeky B toneit i3 ADPKD crin nociimkysaru, o6
BUKJIIOUUTH iHII TipuyuHu, okpiMm ADPKD (mexaHiunuit
a00 cIiHaIBHMI OiLTh UM 3JI0SKiCHE HOBOYTBOPEHHS Y JITHIX
moneit), abo yckinagHeHHss ADPKD (xponiuna iHdexis abo
KaMeHi).

IIpaktnunuii myHkt 2.2.4. HemeaukamMeHTO3He, HeiH-
Ba3uBHE BTPYYaHHs, K MPaBWIO, CIil PO3IJSAATH SIK TO-

Recommendation 2.1.3. For people with ADPKD aged
18—49 years with CKD G1-G?2 and high BP (> 130/85 mm
Hg), we recommend a target BP of < 110/75 mm Hg, as mea-
sured by HBPM, if tolerated (1D).

Recommendation 2.1.4. For people with ADPKD
aged > 50 years with any stage of CKD (CKD G1-G5), we
suggest a target mean systolic blood pressure of < 120 mm
Hg (2C).

Recommendation 2.1.5. For people with ADPKD
and high BP, we recommend using RASi (ACEi or ARB)
as first-line treatment to achieve the recommended target
BP (1C).

Recommendation 2.1.6. We recommend avoiding any
combination of ACEi, ARB, and direct renin inhibitor
therapy in patients with ADPKD (1B).

2.2. Chronic kidney pain

Practice Point 2.2.1. Chronic flank, abdominal, or
lumbar pain in people with ADPKD should be investiga-
ted to rule out causes other than ADPKD (e.g., mechani-
cal or spinal back pain or malignancy in older people) or
complications from ADPKD (e.g., chronic low-grade in-
fection or stones).

Practice Point 2.2.4. Nonpharmacologic, noninva-
sive interventions generally should be considered as the

Hopocni rpynun pusmky,
KniHiYHa XapakTepucTunka

Mo3nTnBHUIA HeraTtneHui
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LA“SIT;S HiarHoz ADPKD
BIACYTHIN

MoBTOpHe BidyanisavjiHe/
rEHETNYHE CMOCTEPEXEHHS
yepes 2 PoKn

PucyHok 1. Anroputm giarHoctuku ADPKD y fopocnmnx i3 rpyn pusnky (mo3nTUBHUIA CiMeNHUA aHaMHe3)
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YaTKOBE JIIKyBaHHSI XPOHIYHOIO 0O0JI0 B HUpPKax y JIoaeu 3
ADPKD.

[MpaktuuHuii myHkT 2.2.5. [MoetanHe dapmakooriuHe
JIIKyBaHHSI XpOHiYHOTO 00J110 B HUpKax y Joaeir 3 ADPKD
CJTiZ 3aCTOCOBYBATH, KOJIM HEMeIMKaMEeHTO3Hi HeiHBa3MBHi
BTPYYaHHSI HEJIOCTaTHBO IMOJIETIIYIOTh OiJlb.

2.3. HegponiTias

IIpaktrunaumii myHkrT 2.3.3. Jliomu 3 ADPKD i kamensMm
B HUpPKax MTOBUHHI ITPOUTH 24-TOOWHHUM aHaIi3 cedi Ha Jii-
TOTeHHI (DaKTOpU PU3UKY, CepiliHi OCTiIKeHHs 300paxkeHb
HUPOK JUISI OLIIHKYM KaMeHiB Y HUX Ta aHaJli3 iXHiX KaMeHiB y
HUpPKaXx, SIKIIO 1€ MOXJIUBO.

IMpaktuunuii myHKT 2.3.4. MeauKaMeHTO3He JIiKyBaHHSI
peuuanBy KaMeHiB y HUpKax y moaeii 3 ADPKD mae O0ytu
TaKUM 3Ke, 1K i B 3araJIbHiil MOIyJIsILIii.

24. Moaarpa

IMpaktnunwmii myHkT 2.4.1. JlItogeit 3 ADPKD 3 6e3cumir-
TOMHOIO TilepypuKeMi€lo He il JiKyBaTu (hapMakoJoriv-
Ho. OnHak Moaudikallisi Crroco0y KUTTS Ta TIETU MOXKe OyTH
KOPUCHOIO.

2.5. lemarypis

IIpakTnunuii myHkr 2.5.2. IlocTavyaabHUKNA MEIWIHMX
MOCJIYT TIOBMHHI OOTOBOPUTH 3 MalliEHTAMU MOKJIMBICTb Ma-
Kporemarypii mia yac BcraHoBieHHs aiarHo3y ADPKD, 1106
YHUKHYTHU HEITOTPiOHOr0 3aHEMOKOEHHS, SIKIIO 11€ CTAHEThCS.

initial treatment of chronic kidney pain in people with
ADPKD.

Practice Point 2.2.5. Stepwise pharmacologic treat-
ment for chronic kidney pain in people with ADPKD
should be implemented when nonpharmacologic, nonin-
vasive interventions do not adequately relieve pain.

2.3. Nephrolithiasis

Practice Point 2.3.3. People with ADPKD and known
kidney stones should undergo 24-hour urinary testing for
lithogenic risk factors, serial kidney imaging studies to as-
sess their stone burden, and analysis of their kidney stones
if feasible.

Practice Point 2.3.4. Medical treatment of recurrent
kidney stones in people with ADPKD should be the same
as in the general population.

2.4. Gout

Practice Point 2.4.1. People with ADPKD should not
be treated pharmacologically for asymptomatic hyperuri-
cemia. However, lifestyle and dietary modification may be
beneficial.

2.5. Hematuria

Practice Point 2.5.2. Healthcare providers should dis-
cuss the possibility of gross hematuria with patients at the
time of diagnosis of ADPKD to avoid unnecessary worry
if it happens.

MavieHT 3 Nigo3poto Ha iHeKLjo KicTn
HUPKW (TemMnepaTtypa > 38, rocTpuii Ginb AiarHocTnyHi KpuTepi
y 3AK > 11 x 109) HafABHOCTI LLlOHANMeHLLE 2 MYHKTIB 3 2 KaTeropin:
KniHiuHi chakTopm:
1. FocTpuii 6inb/6inb B NPOEKLi HUPOK
2. CumnTomu ICLLI
3. HewlopaBHi iHBa3MBHI MaHinynsuii Ha Ce40BMBIOHNX
IHLWe pxepeno iHeKwii Y 3ananeHHs? Lunsaxax
4. MauieHT 3 ocnabneHnM iMyHITeTOM (BKNOYaoum
. nauieHTiB Ha gianiai)
Tax Hi Mikpo6ionoris:
l 5. Mo31TBHUIA BaknociB cevi
THOpIKyBaHHs Hi MoanTNEHI 6._ |_|O3VI.TI/IBI-.|I/IVI nociB piguHU KicTu
KICTI HUPKM LiarHoCTUYHI Bisyanisauis: , i
MasIoiMOBIPHO 03HaKN? 7. Y30, KT, MPT fio Ta nicns no4atky CMMNTOMIB, L0
BKa3YI0Tb Ha HOBY CKMafHy KicTy
Tak 8. HasieHicTb rasy scepenui kictu (Y30, KT, MPT)
IMoBipHe 9. I'IepMU,MCT_osHe 3ananeHHs (KT, MPT)
iHCbiKyBaHHS 10. PiseHb piguHu B KicTi (MPT)
KICTI HUPKIA 11. MoToBLLeHa CTiHKa KicT (KT, MPT) .
12. KoHTpacTHe nigcunnexHs 060mnoHok kict (KT, MPT)
13. 306paxeHHs, L0 NoKaaye NiABULLEHY LUIMbHICTb KIiCTW
v NOPIBHAHO 3 iHLUMMW KicTaMu
[MoTpi6He JlikyBaHHS:
NifTBEPIKEHHS 14. KniHi4Ha Bignosigb Ha NikyBaHHsA aHTMGIoTMKaMK
lH(i)l{(OBaHOI 15. CumHTUrpadis 3 nemkoumTamm, MiveHumMu ingiem-111,
KicTn? CBIiYMTb NPO HaKOMWYEHHS B KIiCTi
Hi Tak 16. KniHiyHa Bignosigb Ha aHTMGIOTUKOTEpanito
v
[opaTtkoBa FDG MET-KT,
Bigyanisauis NO3UTPOHHO-eMiICiViHa
He noTpi6Ha Tomorpadis

PucyHok 2. Anroputm giarHocTuku iHghikoBaHoi Kictu Hupku rnpu ADPKD
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2.6. IHpeKLiT ce4oBUBIAHUX LUASIXIB

Pexomenmarris 2.6.1. KiiHitmmcraM He cItin JlikyBaTth 6e3-
CUMNTOMHY OakTepiypito y nauieHtis 3 ADPKD (1B).

[MpakTraHwmii myHKT 2.6.2. [lepen moyaTKoM MpU3HAYEH-
Hs1 aHTuGioTukiB npu [CIL, oco6amBo npu BepxHix ICII Ta/
a0o0 mpu Mmigo3pi Ha iH(EKIi KiCTU HUPKHU, CJIi/l TIPOBECTH
MOCiB ceyi Ta KPOBi.

IMpakruunuii nyHkT 2.6.4. JTioneit 3 ADPKD, ski maioTh
JIMXOMAaHKY, TOCTPUI1 OiTb Y JKMBOTI 4M OOIIi, a TAKOX 301JTb-
LLIEHHS JIEMKOLUTIB i/a60 C-peakTUBHOTO OiJiKa, CIIij mepe-
BipuTH Ha iH(EKIIi0 KicTU HUPKHU (pUC. 2).

Pexomenpariis 2.6.5. s momeit 3 ADPKD Ta iHndexiri-
€10 KiCTH HUPKHU MU MIPOMOHYEMO aHTUGIOTUKOTEpartiio 4—6
THXXHIB, a He KOPOTILIMM KypcoM (2D).

[MpakTryHmii yHKT 2.6.5. Jlinmigopo3uynHHMIT aHTHOio-
TUK (HarpukIiam, GpTOPXiHOJIOHU, TPUMETOIIPUM-CYIbdame-
TOKCA30J1) CJIiJi BAKOPUCTOBYBATU MJIsI JIiKyBaHHS iH(EKIIil
Kicti HUpKM y moneit 3 ADPKD, sikio 1ie MOXJInBo.

Po3AiA 3. AikyBAHHS TG NPOrpecyBaHHS
XHH, HUpKOBa HEAOCTATHICTb | 3AMICHQ
HUPKOBA Tepqnisl

3.1. NikyBQHHS TQ nporpecyBaHHst XXH

IIpaxktuunuii nyHkT 3.1.1. 3aranom gikyBanHsa XXH mpu
ADPKD noni6He 10 JiKyBaHHSI iHIIMX 3aXBOPIOBaHb HUPOK.
3.2. TPQHCNAQHTALSI HUPKU

[MpaktuuHuii myHKT 3.2.1. TpaHcruiaHTallisi HUPKY € Kpa-
IIIUM METOJIOM JIIKyBaHHSI HUPKOBOI HEAOCTATHOCTI y JIIoIei
3 ADPKD.

IMpakrnunuii myHkr 3.2.5. Jlrogeit 3 ADPKD crin nikysa-
TH 32 TAMU CAMUMU iIMYHOCYTIPECUBHUMMU TTPOTOKOJIAMU, TI10
¥ IHIINX peIUIiE€HTIB TpaHCIIaHTaTa.

IIpaktnunwmii myHkr 3.2.7. Ilig yac mepeaTpaHcIuiaHTa-
HiliHoro oocrexxeHHs Mg KaHaunatiB i3 ADPKD 3aranpHy
Bary HUPOK i MEeUiHKHU CJIifl po3paxyBaTy Ta BiTHSTU Bil 3a-
raJibHOI MacH TiJla MmauieHTa i OUIbLI TOYHOI OLIHKYU Baru
Ta iHaexcy macu tia (IMT).

Pexomenpaitist 3.2.1. Mu mpornoHyemo, 1106 HaTUBHA
HedpekTomist y mozaeit i3 ADPKD, ski oTpumytoTh TpaH-
CIUIAHTALil0 HUPKU, MIPOBOAMJIACS JIMILIE 32 KOHKPETHUMU
MOKa3aHHSIMU, KOJIU KOPUCTh nepeBaxae pusuk (2C).

Po3aiA 4. Tepanis AAS YNOBIAbHEHHS
nporpecyBaHHs 30XBOPIOBAHHA HUPOK
4.1. TonBanTaH

4.1.1. Iloka3zanns 10 npu3HaveHns ToasanTany npu ADPKD

Pexomenpanist 4.1.1.1. Mu peKOMeHIYEMO pO3IOYU-
HaTU JiKyBaHHsS TojBanTaHoMm y gopociux i3 ADPKD i3
plIK® > 25 mn/xB/1,73 M2, 9Ki MalOTh PU3UK LIBUIKOTO
nporpecyBaHHs 3axBoproBaHHs (1B).

4.1.2. 3acTepe:KeHHs OAO 3aCTOCYBAHHS TOJBANTAHY
npu ADPKD

IMpaktnunuii myHKT 4.1.2.1. [IpoTunokasaHHs TOJBAaIl-
TaHy TTOBUHHI OyTU pO3MIsiHYTi y Beix mnaiieHTtiB 3 ADPKD
repest ToYaTKOM JIiIKYBaHHS.

4.1.3. JTo3yBaHHS TOJIBANTAHY

IIpaktnunuii myHkT 4.1.3.2. TonBamnraH ciim po3modu-
HaTU 3 1000Boi 703U 45 Mr BpaHLi Ta 15 mr yepe3 8 roguH

(puc. 3).

2.6. Urinary tract infections

Recommendation 2.6.1. Clinicians should not treat
asymptomatic bacteriuria in patients (1B).

Practice Point 2.6.2. A urine culture and blood cul-
tures should be obtained before antibiotics are started for
UTI, especially for upper UTI and/or suspected kidney
cyst infection.

Practice Point 2.6.4. People with ADPKD who present
with fever, acute abdominal or flank pain, and increased
white blood cells and/or C-reactive protein (CRP) should
be worked up for kidney cyst infection (Figure 2).

Recommendation 2.6.5. In people with ADPKD and
kidney cyst infection, we suggest treatment with 4—6 weeks
of antibiotic therapy rather than a shorter course (2D).

Practice Point 2.6.5. A lipid-soluble antibiotic (e.g.,
fluoroquinolones, trimethoprim-sulfamethoxazole) should
be used to treat kidney cyst infection in people with
ADPKD, if possible.

Chapter 3. Chronic kidney disease
(CKD) management and progression,
kidney failure, and kidney
replacement therapy (KRT)

3.1. CKD management and progression

Practice Point 3.1.1. In general, management of CKD in
ADPKD is similar to management of other kidney diseases.
3.2 Kidney transplantation

Practice Point 3.2.1. Kidney transplantation is the pre-
ferred treatment for kidney failure in people with ADPKD.

Practice Point 3.2.5. People with ADPKD should be
treated with the same immunosuppressive protocols as
other transplant recipients.

Practice Point 3.2.7. During the pretransplantation
work-up for candidates with ADPKD, the total kidney
and liver weight derived from total kidney and liver vo-
lumes should be calculated and subtracted from the pa-
tient’s total body weight for a more accurate assessment of
weight and body mass index (BMI).

Recommendation 3.2.1. We suggest that native ne-
phrectomy in people with ADPKD receiving a kidney
transplant should be performed only for specific indica-
tions when the benefit outweighs the risk (2C).

Chapter 4. Therapies to delay
the progression of kidney disease
4.1. Tolvaptan
4.1.1. Indications for tolvaptan in ADPKD
Recommendation 4.1.1.1. We recommend initiating
tolvaptan treatment in adults with ADPKD with an esti-
mated glomerular filtration rate (¢GFR) > 25 ml/min per
1.73 m? who are at risk for rapidly progressive disease (1B).
4.1.2. Precautions for tolvaptan use in ADPKD
Practice Point 4.1.2.1. Contraindications to tolvaptan
should be reviewed in all eligible people with ADPKD be-
fore treatment is initiated.
4.1.3. Dosage of tolvaptan
Practice Point 4.1.3.2. Tolvaptan should be initiated
with a daily dose of 45 mg upon waking and 15 mg 8 hours
later (Figure 3).

Tom 14, N2 1, 2025

www.mif-ua.com, http://kidneys.zaslavsky.com.ua 25



HactaHoBu / Guidelines

IMpakruunuii nyHkTt 4.1.3.3. IligBuIleHHS 10 LiJbOBOI
1060801 1031 90 Mr BpaHii Ta 30 Mr yepes 8 roAuH, K npa-
BUJIO, Mae OyTU MeTOo Teparii mis Bcix aoaeit 3 ADPKD
Mpu 100pili MepeHOCUMOCTI MalliEHTOM.

4.1.4. KoncynsryBannsa moaeit 3 ADPKD, ski orpumy-
OTh TOJIBANTAH

IMpaktnunuii nyHkT 4.1.4.3. Jlrogsm i3 ADPKD Ta ixHim
JIKapsIM HEeOOXiTHO ITOBiIOMMTH, IO JiKyBaHHS TOJIBAIITa-
HOM CJIil HeTaliHO MPUIIMHUTU Y KIIHIYHUX CUTYallisIX, 110
CIPUYMHSIOTH Ae(iluT 00’eMy a00 HE3OATHICTh HAJIEXKHUM
YUHOM KOHTPOJIIOBATU MOKA3HUKMU (DYHKIIiT TeUiHKU.

4.1.5. VYnpaBiiHHg Ta 3MEHIIEHHS PHU3UKY MOOIYHUX
etekTiB: renaToTOKCUYHICTD

IMpakrnunuii nyHKT 4.1.5.1. YacTuii MOHITOPUHT (PYHK-
LIOHAJILHUX TECTIB MEYiHKU € 00OB’SI3KOBUM IS JIIOJEH 3
ADPKD, siki oTpuMyIOTb JIiKyBaHHSI TOJIBAIITAHOM, iHCTPYK-
111 11010 TIpoliecy BUKOHAHHS HaBeeHi Ha puc. 4.

4.2. Crio>XMBQHHS PiAVUHU 3Q BIACYTHOCTI
TOABQIMNTAQHY

Pexomenpamis 4.2.1.1. Mwu npoImoHyeMO amanTyBaTh
CITOXXWBAHHS BOIW, PO3IMOIiJICHE MPOTITOM IIHS, 100 10-
CATTU IIOHalMeHIne 2—3 JIiTpiB BOAM Ha IeHb Y JioAeil 3
ADPKD Ta pIIK® > 30 mi/x8/1,73 M? 63 MPOTUIIOKA3aHb
(2D).

4.3. BUKOPUCTQHHS PANAaMiLnHy
(mTOR)

PexomeHnpatiist 4.3.1. Mu peKOMEHIyEMO HE BUKOPHCTO-
ByBaTu iHridiTopu panamiunHy (mTOR) nst yroBiibHEHHS
TIpOTpeCcyBaHHS 3axXBOPIOBaHHS HUPOK y moacii 3 ADPKD
(1C).

Practice Point 4.1.3.3. Uptitrating to a target daily
dose of 90 mg upon waking and 30 mg 8 hours later should
generally be the goal of therapy in all people with ADPKD
unless this becomes intolerable or is contraindicated by
drug interactions.

4.1.4. Counseling people with ADPKD who are re-
ceiving tolvaptan

Practice Point 4.1.4.3. People with ADPKD and their
physicians should be advised that tolvaptan treatment should
be immediately interrupted in clinical situations causing vo-
lume depletion, inability to compensate for the aquaresis, or
inability to properly monitor liver function tests.

4.1.5. Management and risk mitigation of adverse
effects: hepatotoxicity

Practice Point 4.1.5.1. Frequent monitoring of liver
function tests is mandatory in people receiving treatment
with tolvaptan for ADPKD, a process that should follow
the instructions depicted in Figure 4.

4.2. Water intake in the absence of Tolvaptan

Recommendation 4.2.1.1. We suggest adapting water
intake, spread throughout the day, to achieve at least 2—3
liters of water intake per day in people with ADPKD and
an eGFR > 30 ml/min per 1.73 m? without contraindica-
tions to excreting a solute load (2D).

4.3. Mammalian target of rapamycin (mTOR)
inhibitors

Recommendation 4.3.1. We recommend not using
mammalian target of rapamycin (mTOR) inhibitors to
slow kidney disease progression in people with ADPKD
(10).

MouaTkoBa TuUTpyBaHHs Llinsosa
033 nosa nosa
A 21 k- 21 Tnx-
TutpyBaHHs 45 mr apanky | L_A€Hb 60 mr apanky |_AC€HP 90 mr spaHky B
Ta 15 mr Ta 30 Mr 1@ 30 Mr MpopoexyiTe
3MeHLIeHH | 15 Mr 3paHky |e 30 Mr 3paHky |« yBeyepi yBeyepi yBeyepi no H3T
MTpysanty T Ocobnusi Ta 30 mr Ocobnmsi
yBedep! cuTyavii yseuepi cutyauji Po3rnsiHETE MOXIMBICTb BUKOPUCTAHHS TOMBAMNTaHY:
— pasom 3 iHri6itopamn CYP3A

— NPV HENEPEHOCKMMOCTI 260 PO3BUTKY MOBGIYHWX Al

— MiABMLLIEHHI PiBHA NEYiHKOBMX MPO6

PucyHok 3. [Mo4aTok npuiiomy i TUTpyBaHHs TonBanTaHy npu ADPKD

Bumipsiite 6a3oBy dyHKLito nediHku (ACT, AJT, 3aransHuii 6inipy6iH)

Y

HopmarnbHa

Y

PosnoyaTtun npuinom TonesantaHy

Y

O60B’A3K0BMIN MOHITOPUHI dhyHKLT nediHku (AJ1T, ACT, 3aranbHuii 6inipy6iH) nig Yac
npunomMy TonesanTaHy:
— Lomicsausa npoTarom neplumx 18 mic.;
— KOXHi 3 mic. nicna 18 mic. npuinomy

PucyHok 4. PekomeHA0OBaHW MOHITOPUHI AJ151 PaHHbOIO BUSIBJIEHHS JTIKAPCbKOI0 ypaXXeHHS neYiHku
y nrogevi 3 ADPKD, siki nOCTiVIHO NiKyloTbCs1 TONIBarnTaHOM
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4.4. CratuHmn

Pexomenpaitist 4.4.1. Mu npornoHyeMoO He BUKOPUCTOBY-
BaTU CTATUHM CIICLIiaJIbHO JIJIsI YIIOBiIbHEHHSI TTPOTpeCcyBaH-
HS$I 3aXBOpIOBaHHS HUPOK y Jtofeii 3 ADPKD (2D).

4.5. MetgpopMiH

Pexomenparrist 4.5.1. Mu peKoOMeHAYEMO He BUKOPHUCTO-
ByBaT MET(OPMiH CreliajibHO [JIsi YIOBITbHEHHS TeMIIiB
porpecyBaHHs 3axBoproBaHHA y moneit 3 ADPKD, ski He
MaloTh giadety (1B).

4.6. AHanorv cCoMQTOCTATUHY

Pexomenpariist 4.6.1. Mu ipormoHy€eMo, 11100 aHaJIOTH CO-
MAaTOCTaTUHY He mpu3Havanucs npu 3meHuieHHi plIIK® y
moaeit 3 ADPKD (2B).

Pexomenpaitist 5.2.3.1. Mu pekoMeHIyeMO MpU3HAYATH
aHAJIOTM COMATOCTaTUHY TpuBajoi aii joasam 3 ADPKD Tta
MOMITHO 30i7IbIIEHOIO MOJIIKiICTO3HOIO MEYiHKOIO 3 TSDKKUMM
CUMIITOMaMH, TIOB’si3aHUMU 3 06’emoMm (1B).

Po3AiA 6. BHyTpilWLHbOYEpernHi
CHEBPU3MMU TA iHLLI eKCTPAPEHAAbHI
npogsu

Pexomenparig 6.1.1. Mu pexkomeHayeMo iH(pOpMyBaTh
nopociux i3 ADPKD npo minBuilieHUit pu3uK BHYTPIillIHbO-
yepenHux aHeBpusM (BYA) Ta cybapaxHoimaabHUX KPOBO-
puiuBiB (CAK) (1C).

PexkomeHnnaiiist 6.1.2. Mu peKOMEHIYEMO CKPUHIHT Ha
BYA y moneii 3 ADPKD ta ocobuctum anamHezom CAK a6o
Mo3uTUBHUM cimeitHuM aHamHe3oM BUA, CAK (1D).

Po3aiA 7. Cnoci6 Xurrg
7.1. Crio>XyUBQHHST DK

IIpaktnunuit myskr 7.1.1. Jliomu 3 ADPKD nosunHi
JOTPUMYBATUCS 3araIbHUX PEKOMEHALIN 111010 30POBOTO
XapuyBaHHS BiIMOBiZHO 10 peKoMeHmaliii BcecBiTHROI op-
raHisailii OXopoHu 310poB’s i HacTaHOB 3 XXH.

IIpaxktuunuii myHkr 7.1.4. Jlionu 3 ADPKD noBuHHi min-
TPUMYBATH 30POBY Macy Tijia, Oepyyu 10 yBaru HOAATKOBY
Bary yepe3 30iUTbIIEHHS HUPOK i TeYiHKU.
7.2. Qi3nyHQ QKTUBHICTb

[Mpaktnynuit myHkT 7.2.1. Hopocnux i3 ADPKD cuin
3a0X04yBaTH 10 (Pi3MIHOI aKTUBHOCTI ITOMipHOI iHTEHCHUB-
HOCTI MPOTATOM IIoHakMeHIe 150 XBUIMH Ha TUXKIEHb a00
IO PiBHSI, CYMICHOTO 3 iX CepleBO-CyIMHHOIO Ta (Pi3MIHOIO
ToJiepaHTHiCcTIO. KpiM TOro, citig mMpoBOOUTH CUJIOBI TPEHY-
BaHHS IIOHaMeHIIe | TOOWHY ABivi HA TUKIEHb.

Po3AiA 8. BariTHiCTb i penpoAyKTUBHI
npo6Aemu

IMpaktnunuii nyHKT 8.1.1. OXopoHa 310pOB’S XiHOK 3
ADPKD nitopogHoro BiKy BKJIIOYA€ YMIPABIiHHS TOPMO-
HaJIbHOIO TEpaITi€lo, 30KpeMa KOHTPAIICIIIiI0, KOHCYJBTY-
BaHHS 010 3aYaTTs Ta BEICHHS BariTHOCTI (puc. 5).

IMpaktnunuii myHkr 8.1.2. Kinku 3 ADPKD Ta kicra-
MM TIeYiHKM MOBUHHI OyTH MpoiH(GOPMOBaHi 11100 BUOOPY
KOHTpAIICTITUBIB 3 OIJISINy Ha Te, IO BILIUB €CTPOTeHY Ta,
MOXJIMBO, IIPOTECTEPOHY MOXKe OYTU IIOB’SI3aHMIA 3 ITiIBH-
IEHUM PU3MKOM MPOTrpecyBaHHS MOJTiKiCTO3Y MEeUiHKU.

IIpaktnunuii myHkr 8.3.4. XKinkam 3 ADPKD MmoxHa
0e3IeYHO MPOBOAUTHU BariHaJIbHi MOJIOTH.

4.4. Statins

Recommendation 4.4.1. We suggest not using statins
specifically to slow kidney disease progression in people
with ADPKD (2D).

4.5. Metformin

Recommendation 4.5.1. We recommend not using met-
formin specifically to slow the rate of disease progression in
people with ADPKD who do not have diabetes (1B).

4.6. Somatostatin analogues

Recommendation 4.6.1. We suggest that somatosta-
tin analogues should not be prescribed for the sole pur-
pose of decreasing e GFR decline in people with ADPKD
(2B).

Recommendation 5.2.3.1. We recommend prescri-
bing long-acting somatostatin analogues in people with
ADPKD and markedly enlarged polycystic livers with se-
vere volume-related symptoms (1B).

Chapter 6. Intracranial aneurysms
and other extrarenal manifestations

Recommendation 6.1.1. We recommend informing adults
with ADPKD about the increased risk for intracranial aneu-
rysms (ICAs) and subarachnoid hemorrhage (1C).

Recommendation 6.1.2. We recommend screening
for ICA in people with ADPKD and a personal history of
SAH or a positive family history of ICA, SAH, or unex-
plained sudden death in those eligible for treatment and
who have a reasonable life expectancy (1D).

Chapter 7. Lifestyle
7.1. Nutrition intake

Practice Point 7.1.1. People with ADPKD should fol-
low general recommendations for a healthy diet, consis-
tent with World Health Organization (WHO) and CKD
guidelines.

Practice Point 7.1.4. People with ADPKD should
maintain a healthy body weight, taking into account the
additional weight due to enlarged kidneys and liver.

7.2. Physical activity

Practice Point 7.2.1. Adults with ADPKD should be
encouraged to undertake moderate-intensity physical ac-
tivity for a cumulative duration of at least 150 minutes per
week or to a level compatible with their cardiovascular and
physical tolerance. In addition, strength training should
be undertaken for at least 1 hour, twice per week.

Chapter 8. Pregnancy
and reproductive issues

Practice Point 8.1.1. Healthcare for women with
ADPKD of childbearing age includes management of hor-
monal therapies including contraception, preconception
counseling, and pregnancy management (Figure 5).

Practice Point 8.1.2. Women with ADPKD and liver
cysts should be educated regarding their contraceptive
choices, given that estrogen and possibly progesterone ex-
posure may be associated with an increased risk of PLD
progression.

Practice Point 8.3.4. Women with ADPKD can per-
form vaginal delivery safely.

Tom 14, N2 1, 2025

www.mif-ua.com, http://kidneys.zaslavsky.com.ua 27



HactaHoBu / Guidelines

IMpakrrunuii nyHkT 8.5.2. Husbki no3u acnipuny (75—
150 Mr Ha moOy) ciin nmpusHavaty 3 12-ro 1o 36-it TUXKIEHD
BariTHUM XxiHkaMm i3 ADPKD.

[Mpaktnunuii nyHKT 8.6.3. Batbkam cJjin moBiZoMUTH,
mo HopMmaibHe Y3/l mona He BuKmodae giarno3 ADPKD y
JUTUHU TPYITU PU3UKY.

Practice Point 8.5.2. Low-dose aspirin (75—150 mg
daily) should be prescribed from week 12 to week 36 in
pregnant women with ADPKD.

Practice Point 8.6.3. Parents should be counseled that
a normal fetal ultrasound does not exclude the diagnosis
of ADPKD in an at-risk child.

XKinkn 3 ADPKD giTopofiHOro Biky |

FopmoHanbHa Tepanis:
— KOHCYNbTYBaHHS
00 PU3UKIB/KOPUCTI
Tepanii ectporeHom/
nporecTepoHOM LLOA0
nonikicTo3y neviHku;

— BHYTPIiLUHbOMATKOBA
cniparsnb i rectareHHi
oparsbHi KOHTpauenTuam
MOXYTb 6yTW KpaLumm
nns xiHok 3 ADPKD

KoHcynbTyBaHHSA
B[O 3a4arTa:

— MNPUNWUHITL MPUAOM
NOTEHLINHO TepaToreH-
HUX Npenaparis Jo Toro,
AK 3aBaritHiTh (iPAAC,
TonBanTaH);
— nepernsHbLTe pU3n-
Ku npeeknamncii, Al,
CMPUYMHEHOI BariTHICTHO,
Ta nepenyYacHux nosnorise
y XiHok 3 ADPKD

BepeHHs nig yac
BariTHOCTI:

— perynspHa Lomicsa-
Ha oujiHka AT, dpyHKuUii
HWPOK Ta NpoTeiHypii;
— MOHITOpUHr AT BOOMa;
— NPONOHOBaHWN Lji-
nboBuii AT < 135/85 mm
pT.CT.;
— HW3bKi 0031 acnipyHy
3 12-ro no 36-n TMXxaeHb
BariTHOCTi pekoMeHOoBa-
Hi BCiMm xiHkam 3 ADPKD;
— PEKOMEH0BaHO LLOMI-
CAYHUIA CKPUHIHT Ha ICLL,
npyv NO3UTUBHOMY MOCIBI
cedi HeobxiaHe NiKyBaHHS;
— 3aoxo4ynTe 36iMb-
LLIEHHS! CMOXMBaHHS
piavHu

BepeHHs nicna BariT-
HOCTi:

— TonBanTaH nNpoTu-
rnokasaHum nig 4ac
rofyBaHHS rpygato i He
NMOBWHEH NpU3Ha4YaTucs
y uen nepiog;
— IAN® (eHananpun,
KanTonpw) MOXHa Bu-
KOPMCTOBYBATK Nif Yac
rogyBaHHs rpyanro 3
MOHITOPUHIOM HEMOBIIA
CTOCOBHO O3HaK rino-
TEH3Il;
— XiHKaM 3 HeTpVMaH-
HSIM cedi nicnsa nonoris
cnif sanporioHysaTtu igi-
oTepanito Ta30BOro AHa,
0Cco61MBO FKLLO Byae
npu3Ha4eHo ToneanTaH

PucyHok 5. BeaeHHsi xiHok 3 ADPKD pitopoaHoro Biky

[uUTWHa rpynn pusuky 3 NO3UTUBHUM
cimenHum aHamHe3om ADPKD

|

CninbHe NPUAHATTA PILLEHHS! Mif, Yac 0OGroBOPEHHs
3 6aTbKamu AWUTWHM NepeBar i HEROMIKIB AjarHOCTUKK

y gite 3 ADPKD
; TeHeTnyHMI Hemae 6axaHHs
Y3[-CKpUHIHT CKPUHIHT BCTaHOBUTU
I niarHos
Bigomi l
> 1 KicTa Hemae B POAVHI P .
KicT BaplaHT Hesigomi B poauHi BapiaHT

! ! ! ¥

[Ly>e ninoapinuii [iarHoa Cerperosauii FexeTnHni
[LINs BiarHoCTUKN CYMHIBHWI Ta UinecnpsmoBaHmii CKPYHIHT
reHeTUYHUI CKPUHIHF

L]

— ¢ ¢

BusiBneHHHs BusBneHHHs

naToreHHoro naToreHHoro

reHeTU4HOrO reHeTUYHOro
BapiaHta BapiaHTa

| | | | |

MoBTOPHO 06rOBOPITL

BigcyTHicTb BUSIBNEHOrO
NaToreHHOro reHeTUYHOro
BapiaHTa

BigcyTHicTb BUsSiBNEHoro
NaToreHHOro reHeTU4HOro
BapiaHTa

MosTOpHO 0GroBOpITE BUKIIOYEHHS [iarHos i i i i MoBTOPHO 06roBOpITH

: - [iarHOCTWUYHI MOXIIMBOCTI Hiarxos ! -
LiarHOCTUYHi ADPKD ADPKD 'ADPKD [iarHoCTUYHi
MOXTMBOCTi a60 reHeTN4He TeCTyBaHHs MOXIMBOCTI

ponuyis

PucyHok 6. fliarHocTuka gite i3 rpynn pusnky ADPKD
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Pediatrician

OntunHa 3 giarHo3om ADPKD

or pediatric
nephrologist

v

OunTrHa 3 gyxe paHHiM abo paHHIM
noyatkom ADPKD

v

BumiptoBaHHs odbicHoro AT ta AMAT
(= 5 pokis/> 120 cm) 1 pas Ha 12 mic.

Y

v

OutnHa 3 ADPKD

v

BumiptoBaHHsa odpicHoro AT 1 pa3
Ha 12 mic.

!

OMAT (> 5 pokis/> 120 cm) 1 pas Ha 12 mic.,
AKwo AT > 75-ro npoueHTuna

[onatkoBe fiarHoCTMYHE 06CTEXEHHS, Tepanis nepLoi niHii — IAM®/
BPA, uinboBuin AT < 50-ro npoueHTunsa aéo < 110/70 Mmm pT.CT.

MoHiTopuHr AT/dyHKuis HUpok/3AC/Y3[ Hupok

BigcyTHICTb PYTUHHOIO CKPUHIHIY NO3aHUPKOBUX MPOSBIB Y AUTUHCTBI

Y

Mopaam wopno cnocoby XUTTs (xap4oBa Ciflb, CNOXMBAHHA BOAW, CMOPT,
BigMoBa Bif KypiHHA, IMT, yHukatu HIM3IMT)

A

O6roBopiTb Nepexif A0 AOPOCIOi Mepexi

\

=/

PucyHok 7. CnoctepexeHHsi 3a Aitbmu 3 ADPKD, sike mae nposoauTun negiatp
abo gutsaunii Hegpposor

PosaiA 9. Mpob6aemu neaiatpii

ITpaktuunuii nyHKT 9.1.2. OOGroBOpeHHs MOTEHLIIHOI
KOPUCTI Ta IIKOJU, IMOB’SI3aHOI 3 1iarHOCTUKOIO Y JiTeM, sIKi
3HAXOAAThCs B rpymi pusuky ADPKD, mae BUKopucToBYyBa-
TU CiIMEHO-OPiEHTOBAHMIA MiAXiA i3 CIUIBHUM MPUUHSITTSIM
pillieHb, BKJIIOYHO 3 0aThbKaMU Ta/ab0 3aKOHHUMU OIiKyHa-
MM i IuTHHOIO (puc. 6).

IMpaktnunuii nyHkT 9.1.7. Bukonaiite Y3/ 6atbkam (abo
0abycsM i mimycsiM, sIKIIO Bik 0aTbKiB MeHIe Bin 40 pokiB),
1100 TOIMMOMOITH YTOYHUTHU JiarHO3 Yy JiTeil 3 KiCTOI0 HUPKU
Ta HETaTUBHUM CiMeiitHUM aHamMHe30M 1110710 ADPKD.

IMpaktrunuii nyskT 9.2.1. OuiHiolTe CTaHIAPTU30BAHU I
odicHuit AT 1IO0pOKYy Bim HapOMXKEHHs y OiTe i MiITiTKiB i3
rpyru puzuky ADPKD.

Pexomenpauis 9.2.1. Mu pekoMeHIyeEMO Opi€EHTYBaTUCS
Ha AT 1o < 50-ro mpoLIeHTHJISI IUIsl BiKy, CTaTi Ta 3pOocTy abo
< 110/70 mMm pr.ct. y mimnitkiB i3 ADPKD Tta Bucokum AT
(1D).

Pexomennanist 9.2.2. Mu peKOMEeHIYEMO BUKOPUCTO-
ByBatu IATI® a6o BPA sk (apmakosoriudy Teparito mep-
moi JiHii 1 Bucokoro AT y miteit Ta mimnitkis i3 ADPKD
(1D).

IMpaktnunuii myHKT 9.3.1. MOHITOPUHT TIpOrpecyBaHHS
3axBopioBaHHSA HUPOK y Aiteir 3 ADPKD cnim amantyBati Ha
OCHOBI KJIiHIYHMX TTOKa3aHb, IK-0T AT, yHKIliT HUPOK, 10-
crnimkeHHs cedi ta Y31 (puc. 7).

Chapter 9. Pediatric issues

Practice Point 9.1.2. Discussion of potential benefits
and harms related to diagnosis in children who are at risk
for ADPKD should employ a family-centered approach
with shared decision-making, including the parents and/
or legal guardians and mature child (Figure 6).

Practice Point 9.1.7. Perform ultrasound of the pa-
rents (or grandparents if the parents are aged < 40 years)
to help clarify diagnosis in children with kidney cysts and
negative family history for ADPKD who seek further di-
agnosis.

Practice Point 9.2.1. Assess standardized office BP an-
nually from birth, in children and adolescents with and at
risk for ADPKD.

Recommendation 9.2.1. We recommend targe-
ting BP to < 50" percentile for age, sex, and height or
<110/70 mm Hg in adolescents in the setting of ADPKD
and high BP (1D).

Recommendation 9.2.2. We recommend use of RASi
(i.e., ACEi or ARBs) as the first-line pharmacologic
therapy for high BP in children and adolescents with
ADPKD (1D).

Practice Point 9.3.1. Monitoring of kidney disease
progression in children with ADPKD should be tailored
based on clinical indications such as BP, kidney function,
urine studies, and ultrasound (Figure 7).
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IMpaktuunuit myHkr 9.3.4. JlikyBannsa ICIHI y aiteit 3
ADPKD npoBoauTbcs BiAINOBIIHO 10 MICLIEBUX CTaHAAPTIB
s aiteit 6e3 ADPKD.

[MpakTryHMii TyHKT 9.3.6. 3BemiTh 10 MiHIMyMy BHKO-
pUCTaHHS HECTEPOITHUX MPOTU3aTIaIbHUX MpernapariB.

[MpakTuunuit nyHkT 9.4.1. 3aoxouyiiTe Ta BIPOBAIXKYIi-
Te 3aX0JU 3A0POBOro cocoly kutTTd y miteit 3 ADPKD tay
TPYIIi PU3UKY.

IMpaktnunuii myskr 9.5.3. Ha choroaHi HemocTtaTHbO
IIOKa3iB Ha IMiATPUMKY BUKOPHMCTAHHS LIJILOBOI Teparlii abo
Tepariii, 1110 Moaudikye xsopooy, mist ADPKD y miteii mo3a
AHTUTINEePTEH3MBHUM JIiKyBaHHSIM.

Practice Point 9.3.4. Manage UTI in children with
ADPKD, according to local standards for children with-
out ADPKD.

Practice Point 9.3.6. Minimize the use of nonsteroidal
anti-inflammatory drugs.

Practice Point 9.4.1. Encourage and implement
healthy lifestyle measures in children with and at risk for
ADPKD.

Practice Point 9.5.3. There is currently insufficient
evidence to support use of targeted or disease-modifying
therapies for ADPKD in children beyond antihyperten-
sive treatment.
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