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Summary: 7he review contains information about modern conception of autosomal-dominant polycystic kidney
disease, its genetics, epidemiology, pathogenesis, course, clinical presentation and the results of recent clinical studies.

ITouikicT03 HUPOK — T€HETUYHE 3aXBOPIOBAH-
H$I, 11O TIPOSIBIISIETHCST KiCTO3HUM TePEePOIKEHHSIM
HapeHXiMU OpTaHy.

JI1s1 monikicTo3y XxapakTepHa HasBHICTb MHO-
JKMHHUX KicT B 000X HuUpKax. KicTu yTBOpIOIOThHCS
3a paxyHOK IiABUILEHOI mpoJidepalii Ta geaude-
peHuialii (piIbTpyodoro emireliro HedpoHy. B pe-
3yJIbTaTi 3aMiCTh HOpMaJIbHUX HUPKOBUX KaHaJIb1IiB
YTBOPIOIOTHCSI HAIIOBHEHI PiIMHOI0 IyXUPi-KiCTH,
110 HIPU3BOAUTH 10 3HAYHOIO 30UIbIIEHHS 00°‘EMY
HUPOK (Maca HUPKU XBOPOTO Moxe gocsratu 1-2
Kr). 3a paxyHOK HENOBHOIO Ta HeNpaBUJIbHOIO
3JIUTTS TPSIMUX Ta 3BUBUCTUX KaHAJBIIiB HE(PPOHY,
BiZOYBa€ETHCSI YTPYAHEHHS BiITOKY Ce4i Ta YTBOPEH-
Hs B KicT. KicTu B HUpKaX BUHUKAIOTh (DOKAJIbHO,
He Oiiblie HiX y 2-5% HedpoHiB, Ta yepe3 30ij1b-
LIIEHHS 00°€EMY KiCT BilOYBa€THCSI 3MaBJIEHHS CYCiJl-
HIX 3I0pOBUX HE(PPOHIB i TOCTYIOBO HHPKa BTpayae
30aTHICTh (pUILTPYBATU.

Brepiie TepMiH «MOJIKICTO3 HMPOK» 3alpo-
nonyBaB B 1888 p. Felix Lejars (1863—1932). Biu
BCTAaHOBUB JIBOCTOPOHHII XapaKkTep ypaskeHHs HU-
POK Ta ONMCAB KIIHIYHY CUMIITOMATHUKY, IO AAJI0
3MOT'Y JAiarHOCTYBaTU XBOPOOY MPUXKUTTEBO. Mali-
Ke go KiHug XIX ¢T. miarHo3 KiCTO3HUX HUPOK OyB
BUKJIIOYHO aHATOMIYHUM.

Po3pi3HsAI0Th 2 hOpMH 3aXBOPIOBAHHST:

1. AyTOoCOMHO-pELIECMBHY MOJIiKICTO3HY XBOpPOOY
HUPOK (XapaKTepHa JJIsl AUTSIYOTO BiKYy);

II. AyrocoMHO-a0OMiHAHTHY OJiKiCTO3HY XBOPOOY
Hupok (AIITH) (Haityacrillie TOYMHAE TIPOSIB-
Jggtucs y Biui 30-40 pokiB).

Jopeubkuii Bikrop BacuiboBuy
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OOuaBiI MaToJorii BiIHOCATBCS 10 LWJiONaTii
— TPYIIM 3aXBOPIOBaHb, IJIST IKUX XapaKTepHe Mopy-
LLIEHHSI HOpMaJIbHOI pOOOTH BifiOK Ha MOBEPXHi psiAy
KJIITUH, 32 paXyHOK SIKMX 3a0€3[1eYYEThCS «IIPUIMOM»
CUT'HAJIiB i3 MO3aKIITUHHOI'O CePeIOBUIIIA.

BcraHoBieHo, 110 TeHU, BilNOBiAalbHi 3a pO3-
BuToK AJITTH, MOXyTb JIOKaj1i3yBaTUCh Ha KOPOT-
KoMy 1uredi 16-1 xpomocomu ( tui 1, 3ycTpiyaeThb-
cay 90% Bumankis) Ta Ha AOBromy Iuedi 4-i xpo-
MocoMHM (THII 2, TIpU LIbOMY BapiaHTi TepMiHaJlbHa
HupkoBa HenoctatHicTh (THH) Moxe po3BuHyTHUCS
nicist 70 pokiB).

AIITH 3ycTpiya€eTbcs B JIOACHKIN MOITYJISLIil 3
yactototo 1/400 - 1/1000. YonoBiku Ta 3KiHKU XBO-
pitoTb ogHakoBo 4yacTto (Y1:2K1). 3arambHa KiJb-
Kictb xBopux Ha AJIITH y cBiTi HapaxoBye g0 10-12
MJIH. OCi0.

AJITTH y 90% BunankiB nepeaaeTbcst FTeHETUY -
HO BiJ 0aTbKiB.

AJIITH y 10% BumankiB — pe3y/abTaT CIIOHTAH-
HUX MyTallill TeHy.

V cBiTi cepen HUpKOBUX 3axBopioBaHb AJIITH
3aiimae Big 0,17% no 16,5%. CepenHst TpUBaIiCTh
JKUTTS XBOPUX CTAHOBUTH 50 pOKiB.

IIpu momikicTo3i HUPOK YaCTO PO3BUBAIOTHCS
Kictu y: nevinii (38%-65%), nialuIyHKOBIl 3a/103i,
SIMHUKAX, LIUTOIOAIOHIN 3aJi03i, CIM‘SIHUX MiXyp-
gx. IlapangenbHO MOXYTb PO3BMHYTHMCH ITpOJIaric
MiTpaibHOro kiaamnany (25%), IuBepTUKYIb0O3 TOB-
CTOTO KMIIKiBHMKA, aHEBPU3MH CYIUH TOJOBHOTO
MO3Ky Ta aopTH (8% -10%).

B cranii komneHcauii (sIK IIpaBWJIo y Billi cTap-
moMy 10-15 pokiB) Moxe BigMiyaTuCh 3arajbHa
CJIa0KiCThb, TOJIOBHMI Oiib, OijIb y ITOIIEPEKY Ta KU-
Bori, miaBuieHHs AT (60%). MoxiuBa reMaTypisi.
Hupku 306i1b11eHi B 00°eMi, He 00JIIOYi.

B cranii cyOkomIieHcalii 3’ IBJISIIOTbCSI O3HAKU
XpOHiYHOI HUPKOBOI HegocTtaTHOCTI (XHH): cnipa-
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ra, CyxicTb B pOTi, IIOCHJICHHSI TOJIOBHOTO OOJIO,
OiABUILIEHHS Ta CTiliKicTh AT, rino- Ta i3ocTeHypis,
reMartypisi, Jeikouutypis (mieaoHedpur), npoTei-
Hypist (1o 1r/a). MoxanuBa HUPKOBA KOJIbKa, SKIIO
PO3BUBAEThCS He(poJIiTias.

Cragis mexoMmmeHcallii MpOsIBASIETbCS KJIiHi-
KOIO TepMiHAJIbHOI ypeMil.

¥ 20% noBruii yac 3aXBOPIOBaHHS HisIK HE TIPO-
SIBJIIETBCS 1 KICTM MOXYTb OYTM BMSIBJICHI BUITIa-
KOBO MpHU YJAbTpa3ByKoBoMy gochimkeHHi (Y3]),
Komm’'totepHiit  ToMmorpadii  (KT), marHitHo-
pe3oHaHcHil Tomorpadii (MPT), npu onepatus-
HOMY BTpYYaHHi.

JomnomaraloTb y BCTAHOBJIEHHI AiarHO3y TaKOX
eKCKpeTopHa yporpadisi Ta peTporpanHa Imiejorpa-
(ist.

ITig yac ¥Y3]/I B HupLi Bi3yai3yr0TbCsI MHOXKWH-
Hi aHEXOT€HHi CTPYKTYpH, IO BIAIMOBiIalOTh KicC-
Tam.

3axBOPIOBaHHS MPOTiKa€ MOBLIbHO, POKaMHU, 3
noctynoBuM (opmyBaHHss XHH. Pi3ke noripiieH-
H$ CTaHy BinOyBa€eTbCS IPU MPUETHAHHI BTOPUHHOI
iHgexuii. iarHo3, SIK MpaBUI0, BCTAHOBIIOETHCS Y
Bili 30-40 poxkiB. TpuBaaicTb XUTTSI XBOPOIO MiCJIst
BCTaHOBJICHHSI AiarHO3y 3a3Buyaii cTaHOBUThL 10 —
15 poxiB.

ITonikicTo3 MoOXe€ TMNPU3BOAUTUA 1O TaKMX
YCKJIQIHEHb: XPOHIUYHUI TieJJOHeDPUT, HATHOEHHS
KicT, He(pporeHHa rineproHis, ypoaitiaz, XHH, oH-
KOITaTOJIOTisl, TyOEpKYJIbO3.

[TporHo3 3axBoproBaHHS HECTIPUSITAMBUIA Y MO-
JIogoMy Billi (y 3B'sI3KY 3 paHHIM pO3BUTKOM yCKJIa-
HEeHb) Ta BiIHOCHO CIIpUSATIUBUIA micjst 40 pokiB.

CrenucdivyHoro JiKyBaHHS Ha AaHU yac He
po3po0bJIeHO.

BuxkopucTtoByoThCS:

*  PEHOMNPOTEKILis;

° TiIIOTEH3MBHAa Tepallis;

e JIiKyBaHHS iH(eKUiHHUX YCKIaAHEHbD ;

* 3aMicHa HMPKOBA Tepallis;

e irHimyHktypa (aekommpecis IIH), sxiio

KicTa GibIa 6-8 cM.

IMpod.Olivier Devuyst 3 IHcTuTyTy €hi3ioo-
rii y M. ILl1opixy odostoBaB KJiHIYHE JOCIIiIXEHHS,
pe3yabTaTh IKOoro Oyaud omyOJliKoBaHi HEITaBHO Y
xkypHani «New England Journal of Medicine» [9].
B 11eHTpi NOCHIIKEHHS CTOSJIO MUTAHHS YU 3MOXE
TonBanTtaH NPU3YIIMHUTA PO3BUTOK IIOJKICTO3Y
HUPOK IIJISIXOM 3MEHIIEHHSI pO3Mipy KiCT Ta iX poc-
Ty. TonBanTaH (Samsca) — ceJleKTUBHUIA OJ10KaTOP
peuenTopiB V2-Ba3onpecuHy, 1110 3HUXKYE Ail0 aH-
TUIIyPUTUYHOTO TOPMOHY Ba30MPECUHY Ta CIPUSIE
MOCWJIEHOMY CEYOBMIUIEHHIO. AK TiJIbKM BUHUKAE
KicTa, BiIOyBA€ETbCS CEKPELIisl PilMHU, PO3LIUPEHHS
KicTu i piopo3, siki mpoxoAaTh napajieiabHo. Ls pi-
JMHA MiCTUTH KiJlbKa pi3HUX (paKTOPiB POCTY i OAUH
i3 HUX-Ba30MPECHH.

[Ipotsrom 3 pokis 1400 nauieHTtiBy 129 menuu-
HUX LIEHTpax B Pi3HUX TOUKax IUIAHETU MpUKMaIn
npenapat TosiBanTaH.

B wiif rpyrii, mopiBHSIHO 3 TPYIIOIO M1ale0o:

— 3MEHILIMBCS 3arajbHUil 06’€M HUPOK;

— 3MEHILIMWJIACh YACTOTa YCKIaACHb;

— 3MEHIIUBCS 00JIbOBUI CUHAPOM;

— CHOBLIbHUBCS DPO3BUTOK

HEAOCTAaTHOCTI.

Pa3zom 3 Tum BcTaHoBeHO, 10 Samsca ( Tos-
BallTaH) Ma€ MOOIUHY [il0: MOCUIIEHHS CEYOBUIi-
JICHHS, crparu, 30iJbllIeHHS PiBHS (DEPMEHTIB Ie-
YiHKM Ta HATpiio B KpoBi. ¥ 22 xBopux 3 1400 Gyno
BiIMiue€HO MiABUILIEHHS TpaHcaMiHa3 Ta OilipyOiHy
Maitke y Tpu pasu. BigMivanuch TakoxX HacCTYMIHI
CUMNOTOMMU: CJIa0KiCTh, aHOpEeKCis, AUCKOM@OpPT
Yy BEpXHili, IpaBiii 4YacTWHi XMBOTa, TEMHa ceya,
KoBTsiHMII. Ilicasg BigMiHu mpemapaty ToJsiBanTaH
3arajJibHUi CTaH XBOPUX MOKpPALILyBaBCs.

3a clioBaMu JOCIiIHMKIB, MOOIUHA Aist Ipena-
party MposIBISIETbCS yXKe B Tnepiui 18 mic. Tepamnii. B
TaKOMY pasi CJIiJ MPUIOUHUTU BXUBATU TojBanTaH
(Samsca) i HiKOJIM He TTOBepTAaTUCS A0 MOBTOPHOIO
npuiiomy.

12 xBitHa 2013 p. simoHCbKa dapMaleBTUY-
Ha kommaHis Omyka ®apmacwiotikan (Otsuka
Pharmaceutical Co., Ltd.) 3asgBuna, mo Ymnpas-
JIIHHST KOHTPOJIIO SIKOCTI HPOAYKTIB Ta JIiIKapChKUX
npemnapatiB CIIHA (Food and Drug Administration,
FDA) nipuiiHsiao ojst po3risiny ii 3asiBKYy Ha pee-
cTpallito HoBoro npemnapaty ToaBanTtaH (tolvaptan)
B SIKOCTi MOTEHIIiaJIbLHOI'O Mpemnapary JJjs JiKyBaH-
HsI ayTOCOMHO-JIOMiHAaHTHOI ITOJIiKiCTO3HOI XBOPO-
6ou Hupok (ITXH).

KepiBHuK HOBOTO nociaiaxkeHHs Tomac Beiimoc
(Thomas Weimbs), npodecop Kadeapu MoaeKyJsip-
HOI Ta KJIITMHHOI OioJ1orii i 6ios0rii pa3BUTKY i3 Ka-
nidopHiiickkoro YHiBepcutety B CaHta-bap06api,
Oinbiie 10 p 3afiMaBCcsi BUBYEHHSIM IOJIIKiCTO3HOT
XBOPOOU HUPOK.

B 2006 p. crriBpo6iTHIKYM TabopaTopii Beitmbca
BCTAaHOBUJIM, 11O JIiKapChbKU TMpernapaT pamnami-
LIMH, III0 MPOTSrOM 0araThoX poKiB 3aCTOCOBYBCS B
SIKOCTi iMyHOCYITPECUBHOTO Mpenapary, e(peKTUBHO
3arno0irae MmporpecyBaHHIO MOJiKiCTO3HOI XBOPOOU
HUPOK Ha MOJIEJIi 3aXBOPIOBAaHHS y Mulei [7] .

Panamiunu (Ciponimyc) — aHTUOIOTHK, iMy-
HOIEMpPecaHT, 1110 3aCTOCOBYEThLCS 111 6OPOTHOU 3
BiITOPrHEHHSIM TPAaHCIIAHTOBAHMX OPraHiB Ta TKa-
HUH, 0OCOOJMBO HUPOK.

MexaHi3M Aii panaMmilliHy IOJsTra€ B iHTiOy-
BaHHi KJIITMHHOI BiANOBiAi Ha iHTepJeliKiH-2 i 0J10-
KyBaHHiI TakKuMM 4YMHOM akTuBauii T- u B-KiiTuH.
B kunituni CipojiMmyc 3B'SI3y€TbCSI 3 LIUTO30JbHUM
6inkom FKBP12, micist yoro KoMrjieke cipoaimyc-
FKBP12 3BsI3yeThbcs1 3 CEpUH-TPEOHIHOBOIO KiHa-
3010 mMTOR Ta Gy10Kye ii curHaJbHUI LIJISIX, 1110 pe-
TYJII0€ picT, mposidepaliito Ta JisyIbHICTb KIITUHM.

mTOR- cepuH-TpeoHiHOBA MPOTEiHKiHA3a, 0i-
JIOK SIKMIA peTyJIIo€ picT, mpoidepallito, BUXKUBaH-
HsI KJIITUH, CUHTE3 OiJIKa, TPaHCKPHUIILIIO.

IIpucyTHICTP MNOJIIMCTUHY KOHTPOJIOE Jil0
mTOR.

HUPKOBOI
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IIpu AAITH nmoniuucTH He MOXe OJIOKyBaTHU
nisibHicTh MTOR. e npusBoauTh g0 npodigepa-
Wil KJIITUH - YTBOPEHHS KiCTH i il 30inb1ieHHs. Pa-
MaMillMH - OAMH 3 HalicneuMdiuHilMX JiKapcbKUX
npernapariB, 110 i€ Ha MOJIEKYJISIPHOMY piBHi,
OCKiJIbKY BiH BILIMBae Julie Ha 6i1ok mTOR. IIpo-
6sema noJssirae B ToMmy, o 6i1ok mTOR dyHkLIio-
Hye€ y 6araTb0oX TKaHWHAaX i opraHax, i 3acCToCyBaHHS
parnaMilMHy, TAKUM YMHOM, BUKJIMKA€E TTOOIYHY Jit0
3 00Ky LIMX CTpyKTyp. Ilpu mpoBeneHHi BEIMKOro
KJIIHIYHOTO AOCHiAXEHHS Yy KpaiHax €BpoIu, BuUs-
BUJIOCH, 1110 Oe3nevyHa J03a PanamilimHy, 1110 HE BU-
KJIMKa€e mo0iuHMx niit y xBoporo I1XH, HanTo mana
JUJIS1 TOTO, 1100 3HUILUTU KiCTU B HUPKaXx.

Bueni i3 KanidopHiiickkoro YHiBepcutetry B
Canra-bap6api (UC Santa Barbara, UCSB, CIIIA)
Ta O6ioTexHosoriuHoi komnaHii Endocyte Inc. B 1a-
0OpaTOPHUX YMOBAaX MPOJEMOHCTPYBAIU €(heKTHUB-
HiCTb 3aCTOCYBaHHSI HOBOTO JIiKapChbKOIo Mpernapa-
Ty AJ1s1 AikyBaHHs1 xBopux Ha AJ/ITTH.

Kpictopep I1. Jlumon (Christopher P. Leamon),
Bille-TIPE3UICHT MO MUTAHHAM JIOCIIIXKEHb O10TeX-
HosoriuHoi komnanii Endocyte Inc., sika 3aiima-
€TbCSI PO3POOKOIO MPOTUIYXJIMHHUX JiKapChKUX
npenaparib, ITOSICHUB, 110 0arato 3J0SIKiCHUX ITyX-
JIMH MaloTh BUCOKY adiHHICTh 10 cojeii (oaieBoi
KUCIOTU. Mloro KOMIaHis yCIIilIHO BTLTIOE HAMpaB-
JICHY {0 Ha paKOBI KJIITUHU IUISIXOM 3BSI3yBaHHS
(honatiB 3 BiAMNOBIIHMUMU MPOTUMYXJIMHHUMMU Ji-
KapchbKaMu MpernapaTaMu.

JIumoH Ta BeiiMOC BCTaHOBWIIM, IO Y TKAHU-
Hax KiCT MMIIEH Ta JoIei 3 MOJiKiCTO3HOIO XBO-
po0010 HMPOK AiCHO EKCIIPeCylOTbCsl pPEUenTo-
pu go donariB. Cneunianictu komnaHii Endocyte
Inc. cuHTe3yBaJiM HOBMII BapiaHT pamaMilluHY,
SIKUW Ha3MBAETHbCS (HOJAT-KOHIOTOBAHUI pamami-
uuH (folate-conjugated rapamycin, FC-rapa). Ho-
BUI JIiIKapChKUil mpemapaT OyB IIPOTECTOBAHUU B
Jlaboparopii Beiim0Oca, i BUSIBUIOCH, 1110 BiH 3 BU-
COKOI0 €(PeKTUBHICTIO 3arobira€ pocTty HUPKOBUX
Kict Ha mogeni [TXH y mumieii. [Ipenapar FC-rapa
JOCTaBJISIE panlaMillMH MEPEBaKHO B HUPKHU, 11O 10-
3BOJISIE MOOOPOTH MPOOJIEMY 3 BUHUKHEHHSIM I10-
GiuHMX 1iii[6] .

IIpote KJIiHiYHE BUIPOOOBYBAHHS IIperiapary
OyIe MOXXJIMBUM 4yepe3 KiJibKa POKiB.

Hocnimxennss HALT Progression of Polycystic
Kidney Diseases (paHmomizoBaHe, MoABiliHe ciire,
mianebo KOHTPOJIbOBaHe), 110 3AilCHIOBAIOCH
BriponoBx 2006-2011 pp. mokasaio, 110 iHTiGIiTOPU
AIl® npu AIIH 3Hmxyiors AT, 3MeHIIYIOTH
NpoTeiHypilo, aje He BIUIMBAIOTH Ha pe3yabTaTu
JJaHOTO 3aXBOPIOBaHHS [2].

Hocnimxennss Effect of Statin Therapy on
Disease Progressin in ADPKD (pangomizoBaHe,
noABifiHe cjime, rianedbo KOHTPOJbOBAaHE), IO
3[IMCHIOBAJIOCH B Ti XX TEPMiHM, 3aCBiIuyWiIoO, IO
MpU3HAYeHHSl CTaTUMHIB BUIIPaBAaHE, OCKiJIbKHU
BOHU KOPETYIOTh TiMepJIiniaeMilo, sIKa MPUCKOPIOE
nporpecyBanHgd XHH, Ta MaloTb, TaKMM YMHOM,
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rajJbMYyIOUMii BILIMB Ha mipoJidepauiro [5] .

HocnimxenHs Somatostatin in ADPKD (onHo-
LIEHTPOBE, MOJABiMiHE CIiIe, IUIaled0 KOHTPOIbO-
BaHe), 1110 NpoBoaMIoCh IpoTsirom 2006-2009 pp.
rnoxkasajio: 3arajbHUil 00’€M HUPOK 3aJMILMBCS
MPaKTUYHO HE3MiHHUM Y XBOPHX, 1110 OTPUMYBAIU
Oktpeotun JIAP (comatoctatun) (+0,25 £7,53 %)
i 3HAYHO 30i/MBIIUBCS Y TUX, 1110 OTPUMYBAJIH Ija-
e6o (+8,61 £ 10,07 %). Oxrpeorun JIAP nobpe
MEePeHOCUBCS i MTPUBOIMB 10 3MEHIIEHHS 00JbOBO-
ro CUHAPOMY Ta 30iibllIeHHI (i3MUHOI aKTUBHOCTI
xBopux [1,3].
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