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

IIpaktnunwmii nyskT 1.1.1. ¥ mopneii 3 aBTOCOMHO-I0Mi-
HAHTHOIO TIOJIiKiCTO3HOIO XBOopobOor HUpok (ADPKD) a6o
aBTOCOMHO-OMiHAHTHOIO TOJIiIKiCTO3HOIO XBOPOOOIO MeyviH-
k1 (ADPLD) 3 BigoMoI0 reHeTUYHOI0 MPUYMHOIO 3arajibHa
HOMEHKJIaTypa MOBUHHA BKJIIOYaTU Ha3BY XBOPOOU, a MOTIM
Ha3BYy reHa.

IIpaktuunuii nyHkt 1.1.2. Jlrogu, gKi MaoTh (heHOTUN
cnektpa ADPKD a6o ADPLD, ane He mpoiIILIM TeHETUYHE
TECTyBaHHS, MPOJOBXYBATUMYTh HAa3WBATUCS TaKUMHU, IO
matoTb ADPKD a6o ADPLD.

[Mpaktuunuit nyHkT 1.1.4. JIns moneit, siki mpoinum re-
HetuuHe TectyBaHHs, ADPKD BuKOprcTOBYBaTUMETHCS SIK
Ha3Ba 3aXBOPIOBAHHSI, 1110 € PEe3YyJIbTaTOM MaTOreHHOTO Bapi-
anTta ocHoBHMX TeHiB ADPKD, PKD1 a6o PKD2, i miHop-
HUX TeHiB, SIKIIIO MAaTOTEHHICTh J0Ope MinTBepIKeHa.

1.3. AiarHoctuka

Pexomennartist 1.3.1. JIns1 CKpUHIHTY JOPOCIMX i3 PU3UKOM
ADPKD Mu peKoMeHIyeMO CITOYaTKy BUKOPMCTOBYBATH YJIb-
Tpa3BYKOBE 300pakeHHSI YEPEBHOI MTOPOXKHUHU B KOHTEKCTI Ci-
MeiHOro aHamHe3y, (hyHKIIii HUPOK i CyIyTHix 3axBoptoBaHb (1B).

[MpaktnuHuii nmyHkt 1.3.4. KoHTpoJjibHa MarHiTHo-pe-
30HaHcHa Tomorpadis (MPT), komm’torepHa Tomorpadist
(KT) Ta/abo reHeTMUHE TeCTyBaHHSI MOXYTb YTOUHUTHU Jlia-
THO3 i 10IaTKOBO OXapaKTepU3yBaTH 3aXBOPIOBAHHSI.

IIpaktnunuii yHkr 1.3.5. s mopeid i3 IMMO3UTUBHUM
cimeitHum aHamHe3oM ADPKD 0yno onucaHo BikKoBY Kiflb-
KiCTb KicT, BUsIBIeHNX Ha Y3/l, mo06 miarHocTyBaTtn abo BU-
xmount ADPKD (ta6m. 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, PKD1 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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Tpaxktuaauit myHKT 1.3.6. 11 q1oaeit i3 MO3UTUBHUM Ci-
MeitHuM anamue3oM ADPKD vy Bini 16—40 pokiB 6y10 onu-
CaHO KiJIbKIiCTb KicT, BUsiBIeHUX Ha MPT, nis giarHoCcTUKM
a6o pukioueHHss ADPKD (ta6u. 3).

[Mpaktuunuit myHKT 1.3.8. [eHeTHYHE TecTyBaHHSI MOXe
niarHoctyBati ADPKD y mozeit 3 Binomoro ciMeitHO icTo-
pi€to abo 0e3 Hei Ta HagaTy IIPOrHOCTUYHY iHdopMaitito. Of-
HaK TeHeTUYHE TECTYBaHHS He € 000B’SI3KOBUM JISI BCTAHOB-
JIeHHs iepBUHHOTO AiarHo3y ADPKD y monunu 3 Tumosum
nposiBom (puc. 1).

1.4.2. Cnoco0u OniHKM TSIKKOCTI nepediry 3axXBopioBaH-
HS HUPOK

IIpaktuunuii nyHkr 1.4.2.1. 3aranbHuii 00’€eM HUPKHU 3
norpaBkoio Ha Bucoty (htTKV) mis mporHo3yBaHHS Haii-
TOUHillle BUMIipIOETbes 3a goromoroio MPT a6o KT, ane
piBHSIHHS efincoiga 3a gaHuMmu Y3JI TakoX € BapiaHTOM
ouiHku htTKV.

TMpakrnunuii myHKT 1.4.2.2. htTKV nependauae MaiidyT-
HE 3HWXEHHS QYHKIIi HUPOK.

Pexomenpariist 1.4.2.1. Mu peKOMeHIYEMO BUKOPHCTO-
ByBaTH Kiacugikaito Bizyasizauii Meiio /uist TporHO3yBaH-
HST MaiiOyTHBOTO 3HMKEHHS (DYHKIIiT HUPOK i TepMiHiB HUP-
KoBoi HejroctaTHOCTI (1B).

PosaAiA 2. Hupkosi nposisu
2.1. MNiaBULLLEHUA APTEPIAABHUA TUCK

[Mpaktuunuii myHkt 2.1.1. JlikyBaHHst Bucokoro AT y
moneii 3 ADPKD mae BKJoyaTu peryasipHUl MOHITOPUHT
AT, 6axano 3 BuMiptoBaHHsaM AT Broma, Moamudikaliiro mi-
€THU i crTocoOy XKUTTS Ta (papmMakoTepartio.

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 (htTKYV) 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.

Ta6nunuys 1. YnbTpa3ByKoBi KpuTepii 3a BikoBUMU rpyrnamu 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 HMUpPKaX
40-59 > 2 B 060X HMpKax

60+ > 4 B 060X HMPKax

Ta6bnuys 2. Kputepii Y3/ 3a BikoBumu rpynamu [s1s1 BAKITIOYEHHS] aBTOCOMHO-AOMIHAHTHOrO MosliKicTo3y HUPOK
(ADPKD) y ntoge# i3 nO3MTUBHUM CiMeHUM aHaMHe30M

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

Tabnunys 3. Kpurepii MmarHiTHo-pe3oHaHcHoi Tomorpadpii ansa nogevi sikom 16—-40 pokis
i3 No3uTUBHUM CiMeHUM aHaMHe30M

Bik

KinbkicTb KicT

16-29

3040
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Pexomenpania 2.1.3. Hng mogeit i3 ADPKD BikoMm
18—49 pokis i3 XXH G1—G2 Ta Bucokum AT (> 130/85 mm
PT.CT.) MU pekoMmMeHAyeMo wuiaboBuit AT < 110/75 Mm
PT.CT.

Pexomennania 2.1.4. Iaa mopeii i3 ADPKD BikoM > 50
POKiB i3 Oyap-skoto ctagiero XXH My nMpornoHyeMo Liabo-
BUI CepenHiil cucToliuHuii aprepiaibHuil THCK < 120 MM
pr.cT. 2C).

Pexomenpaiis 2.1.5. Jliogsim 3 ADPKD i Bucokum AT mu
pexkomeHnyemo BukopuctoByBati iPAAC (IAIT®D a6o BPA)
SIK JIIKYBaHHSI TIEPILOi JIiHIT JUIsT TOCSTHEHHsI pEKOMEHI0Ba-
Horo 1iboBoro AT (1C).

Pexomenpauis 2.1.6. Mu peKOMEHIYEMO YHUKATHU OyIb-
skoi koMOiHalii IATT®, BPA Ta Tepanii npssMuMu iHri6iTO-
pamu peHiHy y mauieHTiB i3 ADPKD (1B).

2.2. XpOHi4YHW# GiAb Y HUPKAX

IMpaktnunuii myHkT 2.2.1. XpoHiuHUMIi Oib y 6011i, KUBO-
Ti uu mioriepeky B tozeit i3 ADPKD crin nociimkysaru, o6
BUKJIIOUUTH iHII TipuyuHu, okpiM ADPKD (mexaHiunuit
a00 criiHaJIbHUI OiJTb UM 3JI0SIKiCHE HOBOYTBOPEHHS Y JIITHIX
moneit), abo ycknagHeHHSI ADPKD (xponiuna iHdexis abo
KaMeHi).

IIpaktnunuii myHkr 2.2.4. HemeaukamMeHTO3He, HeiH-
Ba3uBHE BTpYYaHHs, K MPaBWJIO, CIil PO3IJISAAATH SIK TO-

Recommendation 2.1.3. For people with ADPKD aged
18—49 years with CKD G1-G2 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

KniHiYHa XapakTepucTunka

Hopocni rpynun pusmky,

Mo3nTnBHUIA HeratneHui
T T T T T T ciMenHui cimenHun
aHaMHe3 aHamMHe3
Y3[ HWpOK (Kpwi-

Tepii Tabn. 1, 2)
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ADPKD BigcyTHiv

[iarHocToBaHo iHLLy
hopMy KiCTO3HOI

] XBOPOOW HUPOK/MEYIHKM

i leHeTuka HeratuBHa.
LA“SIT;S HiarHoz ADPKD
BifICYTHii

MoBTOpHe BidyanisavjiHe/
rEHETNYHE CMOCTEPEXEHHS
yepes 2 PoKn

PucyHok 1. Anroputm giarHoctuku ADPKD y fopocsmnx i3 rpyn pusnky (mo3nTUBHUI CiMeNHUA aHaMHe3)
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YaTKOBE JIIKyBaHHSI XPOHIYHOIO 0O0JI0 B HUpPKax y Jioaeu 3
ADPKD.

IMpakrnunuii myHkT 2.2.5. [ToeTanHe hapMakooriyHe
JIIKyBaHHSI XpOHIYHOTO 00J1I0 B HUpKax y Joaeit 3 ADPKD
CJIiI 3aCTOCOBYBATU, KOJM HEMEIMKAMEHTO3Hi HeiHBa3MBHi
BTPYYaHHSI HEIOCTATHBO TMOJIETTIYIOTh Oilb.

2.3. HegponiTias

IIpaktrunawmii myskr 2.3.3. Jliomu 3 ADPKD i kamensMu
B HUpPKax ITOBUHHI TTPOUTH 24-TOOUHHUM aHaIi3 cedi Ha Jii-
TOTeHHI (DaKTOpU PU3MKY, CepiliHi OCTiIKeHHS 300paxkeHb
HUPOK JUISI OLIIHKM KaMeHiB y HUX Ta aHaJli3 iXHiX KaMeHiB y
HUPKax, SKIIO 11 MOXKJINUBO.

IIpakTuunuii myHKT 2.3.4. MeankaMeHTO3He JIiKyBaHHSI
peuuauBy KaMeHiB y HUpKax y moaeii 3 ADPKD mae Oytu
TaKUM 3Ke, sIK i B 3araJIbHill MOMyJIsiii.

2.4. Moaarpa

IMpaktnunwmii myHkT 2.4.1. Jlioxgeit 3 ADPKD 3 6e3cumir-
TOMHOIO TilepypuKeMi€lo He il JiKyBaTh (hapMakoJoriv-
Ho. OpHak Moaudikallist Crroco0y KUTTS Ta TIETU MOXKe OyTH
KOPUCHOIO.

2.5. lemarypis

IIpakTnunuii myHkr 2.5.2. [locTavyaabHUKU MEIUIHMX
MOCIIYT TIOBUHHI OOTOBOPUTH 3 MalliEHTAMU MOKJIMBICTb Ma-
Kporemarypii mia yac BcraHoBieHHs niarHo3y ADPKD, 1106
YHUKHYTHU HEITOTPiOHOT0 3aHEIMOKOEHHS, 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 iHeKLo KicTn
HUPKW (TemMnepaTypa > 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 MaHinynsauii Ha Ce40BMBIOHNX
IHLWe pxepeno iHeKwii Y 3ananeHHs? Lunsaxax
4. MauieHT 3 ocnabneHnM iMyHITeTOM (BKNOYaoum
. nauieHTiB Ha gianiai)
Tax Hi Mikpo6ionoris:
l 5. Mo3nTrBHUIA BakKnociB cevi
IHOpiKyBaHHs Hi MoanTNEHI 6._ |_|O3VI.TI/IBI-.|I/IVI nociB piguHU KicTu
KICTV HUPKM LiarHoCTUYHI Bisyanisauis: , )
MasIoiMOBIPHO 03HaKN? 7. Y30, KT, MPT fio Ta nicns no4atky CMMNTOMIB, L0
BKa3Yl0Tb Ha HOBY CKMafHy KicTy
Tak 8. HaseHicTb rasy scepeaui kictn (Y30, KT, MPT)
IMoBipHe 9. I'IepMU,MCT_osHe 3ananeHHs (KT, MPT)
iHcbiKyBaHHS 10. PiseHb piguHu B KicTi (MPT)
KICTI HUPKIA 11. MoToBLLeHa CTiHKa KicTH (KT, MPT) .
12. KoHTpacTHe nigcunnexHs 060noHok kict (KT, MPT)
13. 306paxeHHs, Lo NoKaaye NiaBULLEHY LUIMbHICTb KiCTW
v NOPIBHAHO 3 iHLUMMW KicTaMu
[MoTpi6He JlikyBaHHS:
NifTBEPIKEHHS 14. KniHi4Ha Bignosigb Ha NikyBaHHsA aHTMGIOTMKaMK
lH(i)l{(OBaHOI 15. CumHTUrpadis 3 nemkoumTamm, MiveHnmMu iHgiem-111,
KicTn? CBiYMTb NPO HaKOMWYEHHS B KIiCTi
Hi Tak 16. KniHiyHa Bignosigb Ha aHTMGIOTUKOTEpanito
v
HonaTkoBa FDG MET-KT,
Bigyanisauis NO3UTPOHHO-eMiICiViHa
He noTpibHa Tomorpadis

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

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

[MpakTraHwmii myHKT 2.6.2. [lepen moyaTKoM MpU3HAYEH-
Hs1 aHTuGioTukiB npu [CIL, ocobamBo npu BepxHix ICII Ta/
a0o mpwu Mmigo3pi Ha iH(EKIi KiCTU HUPKHU, CJIi/I TIPOBECTH
MOCIB cedi Ta KpOBi.

IMpakTuanauit myHKT 2.6.4. Jltoneit 3 ADPKD, siki MaroTh
JINXOMAHKY, TOCTPUii Oiib y KMBOTI UM OOIli, a TAKOX 30ib-
LLIEHHS JIEMKO1UTIB i/ab0 C-peakTUBHOTO OiJiKa, CJIif repe-
BipuTH Ha iH(EKIIiI0 KicTU HUPKHU (pHUC. 2).

Pexomenpauis 2.6.5. Ina moneit 3 ADPKD Ta indekui-
€10 KiCTH HUPKHU MU MIPOIIOHYEMO aHTHOGIOTUKOTEpATITiio 4—6
TUXKHIB, a HE KOPOTIIMUM Kypcom (2D).

Tpaktuyauit myHkT 2.6.5. Jlimigopo3ynHHMiI aHTHGIO-
TUK (HanpukJiaa, GTOPXiHOJIOHU, TPUMETONPUM-CYIbdamMe-
TOKCa30J1) CJill BUKOPUCTOBYBATHU IJIs1 JIIKyBaHHSI iH(eKILil
Kictu HUpKU y monaeit 3 ADPKD, sxio 11e MoXJIuBoO.

Po3AiA 3. AikyBAHHS TG NPOrpecyBOHHS
XHH, HUpKOBA HEAOCTATHICTb | 3AMICHA
HUPKOBA Teponiﬂ

3.1. NikyBQHHS TQ nporpecyBaHHst XXH

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

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

IMpakrrnunuii myHkr 3.2.5. Jlrogeit 3 ADPKD crin nikysa-
TH 32 TAMU CAMUMU iIMYHOCYTIPECUBHUMM TTPOTOKOJIAMU, IO
i IHIIIMX PeLMTTiIEHTIB TpaHCIIJIaHTaTa.

IIpaktnunwmii myskr 3.2.7. Ilig yac mepeaTpaHcIuIaHTa-
miiiHoro oocrexxeHHs Mg KaHaunatiB i3 ADPKD 3arampHy
Bary HUPOK i TEUiHKHU CJIif po3paxyBaTy Ta BiTHSATH Bim 3a-
raJibHOI MacH TiJia MalieHTa i OUIbII TOYHOI OLIHKYU Baru
Ta iHgekcy macu tina (IMT).

Pexomenpanig 3.2.1. Mu mpomoHyeMo, 1100 HaTMBHA
HedpekToMia y monein i3 ADPKD, ski oTpumyloTh TpaH-
CIIAHTALil0 HUPKH, TIPOBOAMJIACS JIMILIE 32 KOHKPETHUMU
MOKa3aHHSIMU, KOJIM KOPUCTh nepeBaxae pusuk (2C).

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

4.1.1. Iloka3zanns g0 npu3HaveHns ToasanTanHy npu ADPKD

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

4.1.2. 3acrepexkeHHs MO0 3aCTOCYBAHHS TOJBANTAHY
npu ADPKD

[Mpaktuunuit myHKT 4.1.2.1. [IpoTunokaszaHHs ToJIBaIl-
TaHy TTOBUHHI OyTH pO3MIsiHYTI y Beix marieHTtiB 3 ADPKD
Tepe TOYaTKOM JIiIKYBaHHS.

4.1.3. [To3yBaHHS TOJIBANTAHY

IMpaktnunuii nmyHkT 4.1.3.2. TonBanraH ciig po3noyu-
HaTU 3 1000BOi 703u 45 Mr BpaHIi 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).
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IMpakruunuii nyHkT 4.1.3.3. IligBUILleHHS [0 LiJIbOBOI
1060801 1031 90 Mr BpaHii Ta 30 Mr yepes 8 roAauH, K npa-
BUJIO, Ma€ OyTU MeTOlo Teparii misd Bcix moneit 3 ADPKD
pu 100pili MepeHOCUMOCTI MalliEHTOM.

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

IIpaktrunuii myHKT 4.1.4.3. JTiomsaMm i3 ADPKD Ta ixxim
JIiKapsiM HEOOXiTHO MOBIMOMUTH, IO JIIKyBaHHSI TOJIBAIITa-
HOM CJIiJl HEraifHO TIPUMUHUTHU Y KIIIHIYHUX CUTYallisIX, 1110
CIPUYNHSIOTH Ae(iuT 00’eMy a00 HE3MATHICTh HAJICXKHUM
YMHOM KOHTPOJIIOBATY MOKA3HUKY (PYHKIIII ITIeUiHKH.

4.1.5. YnpaBiiHHA Ta 3MEHIIEHHSI PH3UKY NOOIYHMX
ecekTiB: renaToTOKCHIHICTD

IIpaktuunuii myHkT 4.1.5.1. YacTuii MOHITOPUHT (YHK-
LIIOHAJIbHUX TECTIB MEYiHKU € O0OB’SI3KOBUM ISl JIIOJEi 3
ADPKD, siKi oTpMMYyIOTb JIiKyBaHHSI TOJIBAlITAHOM; iHCTPYK-
i1 11010 TIpolieCy BUKOHAHHS HaBeJACHI Ha puc. 4.

4.2. Crio>XMBQHHS PiAVUHU 3Q BIACYTHOCTI
TOABQIMTAQHY

Pexomenpamis 4.2.1.1. Mwu mnpoIoHyeMO amanTyBaTh
CITOXXWBAHHST BOIW, PO3IMOIiJICHE MPOTITOM IIHS, 1100 0-
CATTU IIOHalMeHIne 2—3 JIiTpiB BOAM Ha OEHb Y JIIoAeil 3
ADPKD Tta plIIK® > 30 mui/xB/1,73 M? 63 NpOTUIIOKA3aHb
(2D).

4.3. BUKOPUCTQHHS PANAaMiLnHy
(mTOR)

PexomeHnpatiist 4.3.1. Mu peKOMEHIyEMO HE BUKOPHCTO-
ByBatH iHribiTopu panamiuviy (mTOR) nst ynoBiibHeHHS
MporpecyBaHHsI 3aXBOPIOBaHHS HUPOK Yy Jitoaein 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 TuUTpyBaHHsA Llinsosa
033 noau nosa
A 21 K- 21 Tnx-
TutpyBaHHs 45 mr 3panky | L_ACHb /60 mr apanky |_A€HP 90 mr spaHky B
Ta 15 mr Ta 30 Mr 1@ 30 Mr MpoposxyiTe
3MeHLIeHHs | 15 Mr 3paHky |e 30 Mr 3paHky |« yBeyepi yBeyepi yBeyepi Ao H3T
MTpyBanty T Ocobnusi Ta 30 mr Ocobnmsi
yBedep! cuTyavii yseuepi cutyauji Po3rnsiHETE MOXIMBICTb BUKOPUCTAHHS TOMBAMNTaHY:
— pasom 3 iHri6itopamn CYP3A

— NpW HENEPEHOCKMMOCTI 860 PO3BUTKY MOBGIYHWX Al

— MiABMLLIEHHI PiBHA NEYiHKOBMX MPO6

PucyHok 3. [No4aTok npuiiomy i TUTpyBaHHs TonBanTaHy npu ADPKD

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

\

HopmarnbHa

\

PosnoyaTtun npuinom TonsantaHy

\

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

PucyHok 4. PekomeHA0OBaHW MOHITOPUHI AJ151 PaHHbOrO BUSIBJIEHHS JTIKAPCbKOI0 ypaXX€HHS neYiHku
y nrogevi 3 ADPKD, siki nOCTiViIHO NiKylOTbCs1 TONBarnTaHOM
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4.4. CratnHmn

Pexomenpaitist 4.4.1. Mu npornoHyeMO He BUKOPUCTOBY-
BaTU CTATUHM CIICLIiaJIbHO JIJIsI YIIOBiIIbHEHHSI TIPOTPeCyBaH-
HS$I 3aXBOPIOBaHHS HUPOK y Jofeii 3 ADPKD (2D).

4.5. MetopMiH

PexomMenparrist 4.5.1. Mu peKoMeHAIYEMO HEe BUKOPUCTO-
ByBaT MET(OPMiH CreliaibHO AJisl YIOBITbHEHHS TeMIIiB
nporpecyBaHHs 3axBoptoBaHHs y Joneit 3 ADPKD, ski He
MaloTh giadety (1B).

4.6. AHanor cCoMQToCTATUHY

Pexomenpariist 4.6.1. Mu ipormoHyeMo, 11100 aHaJIOTH CO-
MAaTOCTaTUHY HE Mpu3Havyanucs npu 3meHiueHHi plIIK® y
moneit 3 ADPKD (2B).

Pexomenpaitist 5.2.3.1. Mu peKoMeHIyeEMO MpU3HAYATH
aHaJIOIM COMAaToCTaTUHY TpuBaioi aii moaam 3 ADPKD Ta
MOMITHO 30i7IbIIEHOIO MOJIIKiCTO3HOIO MEYiHKOIO 3 TSDKKUMU
CUMIITOMaMH, TIOB’si3aHUMU 3 06’emoMm (1B).

Po3AiA 6. BHyTpilWHbOYEpenHi
CHEBPU3MMU T iHLLI eKCTPAPEHAAbHI
npogsu

Pexomenparis 6.1.1. Mu pexkomeHayemMo iHpopMyBaTi
nopociux i3 ADPKD npo minBuilieHUit pu3uK BHYTPIillTHbO-
yepenHux aHeBpusM (BYA) Ta cybapaxHoimaJbHUX KPOBO-
BunuBiB (CAK) (1C).

PexkomeHnnaiiisg 6.1.2. Mu peKOMEHIYEMO CKPUHIHI Ha
BYA y moneii 3 ADPKD ta ocoouctum anamHe3om CAK a6o
Mo3UTUBHUM ciMeiiHuM aHamHe3oM BUA, CAK (1D).

Po3AiA 7. Cnoci6 Xurrg
7.1. Crio>XyUBQHHST DK

IIpaktnunuit myskr 7.1.1. Jliomu 3 ADPKD nosunHi
JTOTPUMYBATUCS 3araibHUX PEKOMEHALIIN 11100 30POBOTO
XapuyBaHHS BiIMOBiZHO 10 peKoMeHmaliii BcecBiTHROI op-
raHisaiii oxopoHu 310poB’s i HacTaHOB 3 XXH.

IIpaxktuunuii myHkr 7.1.4. Jlionu 3 ADPKD noBuHHi min-
TPUMYBATH 3[0POBY Macy Tijia, Oepyyu 10 yBaru JA0AaTKOBY
Bary yepe3 30iIbIIEHHS HUPOK i TTeYiHKU.
7.2. Qi3nyHQ QKTUBHICTb

[Mpaktuynuit myHkT 7.2.1. Hopocnaux i3 ADPKD cuin
3a0X04yBaTH 10 (Pi3MIHOI aKTUBHOCTI ITOMipHOI iHTEHCHB-
HOCTI MPOTATOM IoHakiMeHIe 150 XBUIMH Ha TUXKIEHb a00
JIO PiBHSI, CYMICHOTO 3 1X CEeplIeBO-CYIMHHOIO Ta (i3UYHOI0
TojepaHTHicTo. Kpim Toro, ciim mpoBOIUTH CUIIOBI TPEeHY-
BaHHJ IIOHAMeHIIIe | TOOWHY ABivi HAa TUKICHbD.

PosAiA 8. BariTHIiCTb i penpoAYyKTUBHI
npo6Aemu

IMpaktnunuii nyHKT 8.1.1. OXOopoHa 310pOB’S XiHOK 3
ADPKD nitopogHoro BiKy BKJIIOYA€ YMPABIiHHS TOPMO-
HaJIbHOIO Tepari€lo, 30KpeMa KOHTpalEerllilo, KOHCYIbTY-
BaHHS 00 3a49aTTsI Ta BeJCHHS BariTHOCTI (puc. 5).

[Mpaktuynuit myHkT 8.1.2. XKinku 3 ADPKD Ta Kicra-
MU TIEYiHKM MOBMHHI OyTH TpoiH(GOPMOBaHi 111010 BUOOPY
KOHTpAILIENITUBIB 3 OMISINY Ha Te, IO BILIUB €CTPOTeHY Ta,
MOXJIMBO, TIPOTECTEPOHY MOXe OYTHM TIOB’SI3aHMIA 3 TiIBH-
IEHUM PU3MKOM MPOTrpecyBaHHS MOJTiKiCTO3Y MEYiHKHU.

IIpaktnunuit myakr 8.3.4. XKinkam 3 ADPKD MmoxHa
0e3MevHO MPOBOAUTH 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.
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IIpaktnunuii myHkr 8.5.2. Husbki go3u acmipuny (75—
150 Mr Ha moOy) ciin nmpusHavaty 3 12-1o 1o 36-i THXKIEHD
BariTHUM XiHKaMm i3 ADPKD.

Ipaktnynuit myHkt 8.6.3. BaTbkaM cCIig MOBiIOMUTH,
o HopMmasibHe Y3/ mioaa He BuKIovae aiarno3 ADPKD y
JUTUHU TPYITUA 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
LLIOAO PUBNKIB/KOPUCTI
Tepanii ectporeHom/
NporecTepoHOM LLOA0
nonikicTo3y ne4iHku;

— BHYTPIiLUHbOMATKOBA
cniparsb i rectareHHi
oparsibHi KOHTpaLuenTnsm
MOXYTb 6yTH KpaLmm
nns xiHok 3 ADPKD

KoHcynbTyBaHHSA
0O 3a4arTa:

— MPUNUHITL MPUAOM
NOTEHLINHO TepaTorex-
HUX Npenaparis Jo Toro,
Ak 3aBaritHiTh (iPAAC,
TonBanTaH);
— nepernsHbLTe pU3n-
Kn npeeknamncii, Al,
CMPUYMHEHOI BariTHICTO,
Ta nepenyYacHux nosorise
y XiHok 3 ADPKD

BepeHHs nig yac
BariTHOCTi:

— perynsipHa LLomicsy-
Ha oujiHka AT, pyHKuii
HWPOK Ta NpoTeiHypii;
— MOHiTOpuHr AT BOoma;
— MPOMNOHOBAHUI Li-
nboBuii AT < 135/85 mm
pT.CT.;
— HW3bKi 0031 acnipuHy
3 12-ro no 36-n TMxaeHb
BarirTHOCTi pekoMeHpoBa-
Hi BCiMm XiHkam 3 ADPKD;
— PEKOMEHO0BaHO LLOMI-
CAYHUIA CKPUHIHT Ha ICLL,
npwv NO3UTUBHOMY MNOCIBI
cedi HeobxiaHe NiKyBaHHS;
— 3aoxo4ynTe 36iMb-
LLIEHHS CMOXMBaHHS
piavHu

BepeHHs nicna BariT-
HOCTI:

— TonBanTaH nNpoTu-
rnokasaHum nig 4ac
rofyBaHHS rpynato i He
MOBWHEH Mpu3HayaTucs
y uen nepiog;
— IAMN® (eHananpun,
KanTonpun) MoXHa Bu-
KOPVCTOBYBATM Nif Yac
rogyBaHHs rpyanio 3
MOHITOPUHIOM HEMOBIISA
CTOCOBHO O3HaK rino-
TeH3ii;
— XiHKaMm 3 HETpPUMaH-
HAM cedi nicnsa nonoris
cnif 3anporioHysaTtu igi-
oTepanito Ta30BOro AHa,
0CO6MMBO AKLLO byae
Npu3Ha4eHo ToneanTaH

PucyHok 5. BeaeHHs xiHok 3 ADPKD pitopoaHoro Biky

[uUTWHa rpynn pusnky 3 NO3UTUBHUM
cimenHum aHamHe3om ADPKD

|

CninbHe NPUAHATTA piLLIEHHS Nif 4ac 06roBOpPeHHs
3 6aTbKamu AUTWHW Nepe.ar i HefonikiB AiarHOCTUKK

y fiteit 3 ADPKD
Y3[0-cKpuHiHr leHeTu I Hemage 6axaHHs
CKPUHIHF BCTaHOBMTY
T niarHos
Bigomi l
; Hemae i oM i Bapi
2 1kicta KicT BBaF;)?Z‘i:‘::VII Hesinomi B powHi BapianTy
[Lyxe nino3pinuii [iarHoa CerperosaHuii FexeTnHni
L7151 4iarHoCTUKM CYMHIBHMI Ta LinecnpsMOBaHIi CKPUHIHF
YMHIBHUI 7 v
ADPKD reHETUYHUN CKPUHIHT

BiacyTHicTb BUSIBNIEHOrO BusienetHs BiacyTHiCTb BUSIBNIEHOrO BussnenHs

NaTOreHHOr0 reHETUYHOro naToreHHoro NaTOreHHOro reHeTUYHOro MnaToreHHoro

BapiaHTa FEHETU4HOrO BapiaHTa reHeTUHHOro

BapiaHTa BapiaHTa
| ! | | ;
f ) MoBTOPHO 06rOBOPITL ) .
MosTopHO 0GroBopiTE BUKIH04eHHS [iar+os i i i [iarHos MoeTopHO 06roBOpITH

BiarHOCTUYH AarHOCTUHHI MOXMMBOCTI AiarHoCTUYHi
! ADPKD ADPKD a60 reHeTU4He TeCTyBaHHs ADPKD !
MOXNBOCTI poawi MOX/MBOCTI

PucyHok 6. LliarHocTuka gite i3 rpynu pusmky 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.

A

v

OutnHa 3 ADPKD

v

BumiptoBaHHsa ocpicHoro AT 1 pa3
Ha 12 mic.

!

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

[logaTkoBe fiarHOCTUYHE 06CTEXEHHS, Tepania nepLuoi NiHii — IAMN®/
BPA, uinboBuin AT < 50-ro npoueHTuns aéo < 110/70 Mmm pT.CT.

MoriTopuHr AT/dyHkuis HUpok/3AC/Y3[ Hupok

BigcyTHICTb PYTUHHOIO CKPUHIHIY NO3aHUPKOBUX MPOSBIB Y AUTUHCTBI

Y

Mopaan wopo cnocoby XUTTS (xapyoBa Cifb, CNOXMBaHHA BOAW, CMOPT,
BigMoBa Bif KypiHHA, IMT, yHukaTn HIM3IM)

A

O6rosopiTb Nepexif [0 AOPOCIOi Mepexi

\

=/

PucyHok 7. CnoctepexeHHsi 3a Aitbmn 3 ADPKD, sike mae nposoauTu negiatp
abo gutsaumii Hegpposor

PosaiA 9. Mpob6Aaemu neaiatpii

IMpaktuunuii nmyHKT 9.1.2. OOGroBOpeHHs MOTEHLIIHOI
KOPUCTI Ta IIKOJU, IMOB’SI3aHOI 3 1iarHOCTUKOIO Yy JiTeM, sIKi
3HAXOAAThCs B rpymi pusuky ADPKD, mae BUKopucToByBa-
TU CiMEHO-OPiEHTOBAHMIA MiAXiA i3 CIUIBHUM NPUUHSITTSIM
pillleHb, BKIIIOYHO 3 6aTbKaMU Ta/a00 3aKOHHUMU OITiKyHa-
MM i IuTHHOIO (puc. 6).

[MpakTuanwmii myHKT 9.1.7. Bukonaiite Y3]/1 6arbkam (abo
06abycsM i mimycsiM, sSIKIIO Bik 0aTbKiB MeHIe Big 40 pokiB),
11100 JIOTIOMOTTH YTOUHUTHU J1iarHO3 Yy JiTell 3 KiCTOI HUPKU
Ta HeTaTUBHUM CiMeiitHUM aHamMHe30M 1110710 ADPKD.

IIpaktrnunumii myHKT 9.2.1. OuiHIONTEe CTaHAAPTU30BAHUIA
oicuuit AT 110pOKy Bifl HApOIKEHHS Y AiTei i MijuTiTKiB i3
rpyrmm puzuky ADPKD.

Pexomenpattist 9.2.1. Mu pekoMeHIyEMO OpPi€EHTYBaTHCS
Ha AT mo < 50-ro mpoueHTHIs IS BiKy, CTaTi Ta 3pocTy abo
< 110/70 mm pr.cT. y mignitkiB i3 ADPKD Tta Bucokum AT
(1D).

Pexkomenpauisi 9.2.2. Mu pekOMeHIYEMO BUKOPUCTO-
ByBaTtu IATI® a60 BPA sk ¢papMakosioriyHy Tepariio nep-
1101 JIiHi1 11t Bucokoro AT y miteit Ta miaiitkiB i3 ADPKD
(1D).

[MpaktnuHuii myHKT 9.3.1. MOHITOPUHT MpoOrpecyBaHHs
3axBOpIOBaHHsI HUPOK y aitelt 3 ADPKD cniin aganryBatu Ha
OCHOBI KJIIHIYHUMX TTOKa3aHb, 1K-0T AT, dhyHKIlis HUPOK, 10-
ciimxeHHs cevi ta Y3/1 (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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IMpaktuynuit mynkr 9.3.4. JlikyBannsa ICIHI y aiteit 3
ADPKD npoBoauTbcs BiANOBIIHO 10 MICLIEBUX CTaHAAPTIB
st niteid 6e3 ADPKD.

[MpakTryHmii TIYHKT 9.3.6. 3BemiTh 10 MiHIMyMYy BHKO-
pUCTaHHS HECTEPOITHUX MPOTU3aTaIbHUX Mpernaparis.

IMpaktnunuii myHKT 9.4.1. 3aoxouyiiTe Ta BIPOBAIKYIi-
Te 3aXOIIU 3[I0pPOBOTO CIrtocoOy XuTts y nireit 3 ADPKD Tay
TpyTi pU3UKY.

IMpaktnunuii myskr 9.5.3. Ha choromHi HemocTtaTHbO
IOKa3iB Ha IATPUMKY BUKOPHMCTAHHS IIJILOBOI Teparlii abo
Tepariii, 1o Moaudikye xsopooy, mist ADPKD y miteit mo3a
AHTUTINIePTEH3UBHUM JIiIKYBaHHSIM.

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.

lMepeknapg: npogp. 1.0. Ayaapsb, K.M.H. |.B. Kpacrok, k.m.H. O.B. KapneHko, |.M. 3aBanbHa, €.K. Jlarogny
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