KuncTosHble natonorum noyek

"pynna HacnenyeMblx, BPOXAEHHbIX K NPUobpeTéHHbIX 3a6oneBaHnii ¢ 06pa3oBaHNEM U
POCTOM €ANHNYHBIX UM MHOXECTBEHHbIX KUCT pa3mepamm oT 1 0o 10 cm n bonee, 4TO MOXET
NPUBECTUN K COABNEHUIO U OECTPYKUNN NOYEYHON NapeHXUMbl C Pa3BUTUEM KIMHNYECKUNX
NPOoABNEHUN.

Mo aTuonoruv BbIAENAOT cneapywuine suabl KUCT.

0 Knctbl npu NoYeYHbIX gucnnasnsax [NoOANKMCTO3bl, CErMEHTAPHbIE KUCTO3HbIE AUCNNasnuu ,
HEePPOHOM T3, BPOXAEHHbBIA MUKPOKMCTO3 nodek douHeckoro trna (OMIM *256 300, r)].

0 Knctbl npu reHepann3oBaHHbIX UM MEPBUYHO NopaXxarowmx Apyrne opraHbl Hacnenyembix
3aboneBaHusix (cuHapombl bapae—-buana, Lienneerepa, X éHa, Ty6epo3HbIi CKNepoas,
6onesHb JlnHaay).

0 Kuctbl npu BocnanntenbHbIX, HEOMNACTUYECKUX, 0OCTPYKTUBHbBIX 3a60N1eBaHNSIX.

MonukuctosHas 6one3Hb. TpaanUMOHHO BbIAENAOT ABA TUMNA NOYEYHbIX NOMNKNCTO30B:!
NHOQPAHTUNbHBIN (0EeTCKOro Bo3pacta) u B3POC/bIA (Ha4Yano B
Bo3pacTte 30—40 ner).

0 B3pocnblit NONNKUCTOS:

Tmn | [OMIM *173 900, 16p13.31-p13.12, nedpekT reHa nonmumctnHa 1 PKD1 (OMIM *601
313), B] — oaHo 13 Hambonee pacnpocTpaHEHHbIX reHeTnyecknx 3abonesanunii (1 cnyyai Ha
1000 HOBOPOX AEHHDIX);
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Tun Il (OMIM *173 910, 4921-g23, nedekTbl reHoB PKD2, PKD4, B).

0 VIHgoaHTUNbHbBIA NONUKUCTOS.

0 MonmknctosHast 6onesHb NoYek ayToCoMHo-peueccmneHas (OMIM *263 200, 6p21.1-p12,
nedekTbl reHoB PKHD1, ARPKD, r), BO3MOXHO co4YeTaHne CO MHOXECTBEHHbIMW NOpOKaMu
pasBUTUS (Nnua, NnevyeHn, cepaeyHo-cocyanCTol CUCTEMbI U Ap.); nabopaTopHoe NposiBNeHne
— rMraHTCKne MUTOXOHAPUN B renaToumTax.

0 MonNnKNCTO3 NOYEK MHPAHTUNBHbBINA TAXENLIN ¢ Ty6epo3HbIM cknepo3om (OMIM *600 273,
16p13.3, nedpekt reHa PKDTS, B) 0THOCSIT K MUKPOXPOMOCOMHbIM BOE3HSAM.

O MunKpOKMCTO3 noYek BPOXAEHHbIN domnHckoro Tuna (OMIM *256 300, r) BcTpeyaloT, B
OCHOBHOM, B ®unHNSHAMM 1 Ha ceBepe Poccun.

HedppoHOohTN3 ceMenHbIN

0 Tun 1 (toBeHunbHbIR, OMIM *256 100, 2q13, nedoektbl reHoB NPHP1, NPH1, r).

0 Twun 2 (petckumin, OMIM *602 088, 9922-q31, nedoektbl reHoB NPHP2, NPH2, r) — HOBbI
TVN 0eTCKOro HeppoHoPTM3a, CUMANTOMAaTNKa OT BPOXAEHHOrO NOMNKMNCTO3a A0
rMNepaxoreHHblX Noyek (Mo AaHHbIM YbTPa3ByKOBOrO NCCNEeN0BaHMS).

Jpyrve KMCTO3Hble 60n1e3Hn

0 MonnknctosHas 6onesHb novek 3 (OMIM *600 666, B) BbISsBNSIOT y B3POCHbIX.
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0 MonnukncTo3 NoYek ¢ katapakTom n BpoxaéHHonm cnenoton (OMIM *263 100, r).

0 MonukncTo3 noyvek ¢ MUkKpobpaxmuedanunel , rMnepTenopnu3Mom 1 HENPONOPLIMOHANbHO
KopoTKuMn koHevyHocTammn (OMIM *263 210, ).

MatoreHes. Pa3nnyHble OTKNOHEHUS (KaK HAacnenyemble, Tak U HESICHO 3TUONOrnN) Npu
pPasBUTMM MNOYKM MOTYT 3aTparmBaTb BECb HEGOPOH, OTAENbHbIE CEerMeHTbl HEGPOHa,
cobupaTtenbHble TPyboukn. Takme nedekTbl HapyLWwaloT HENPEPLIBHOCTb KaHanbLeB, NPUBOAS
K KNCTO3HOMY paclUMpPeHnto NPOoKCMManbHbIX (PacrnonoXeHHbIX Bbile MecTa AediekTa) u
aTpodomm aucTanbHbIX (PACMoNOXEHHbIX HUXE MecTa AedbekTa) CerMeHToB. Tak
Pa3BMBAOTCA MHOTOYMCNEHHbBIE BAPMAHTbI KUCTO3HOM BONE3HM NOYEK, MHOTME U3 HUX
OTHOCMTENbBHO PEOKU NN HE UMEIOT KIIMHMYECKOro 3HavYeHns. VicknioueHne coctaBnset
ayTOCOMHO-AOMMHAHTHas hopMa NoIMKMCTO3a — BaxKHas MpUYnHa pasBuTNS MOYEYHOW
HepnocTaTtoyHocTU (10% TpaHcnnaHTauuid NoYek NPOM3BOAAT MMEHHO NPK 3TOM 3abonesaHun).

KucTtosHas aucnnasmsi noyek cBsidaHa ¢ HapyleHnem andpepeHumMpoBk MeTaHedpoca. B
Noyke onpeaensitoT pasHble No BeNMYMHe pa3aenéHHble NPocionkaM CoeaMHUTENbHON TKaHW
KUCTbI, MOKPbITblE U3HYTPW YNOWEHHBIM 3NMTENNEM; KOPKOBOE M MO3rOBOE BELLECTBO
HepasnnynMbl. MpUCyTCTBYIOT NPUMUTUBHBIE AMOPUOHANBbHBIE CTPYKTYPbI (KNYBOUKM 1
KaHanbLbl), HeAMP PEPEHUMPOBAHHAS ME3EHXUMA, OCTPOBKU XPSLLEBOIA 1
NONepPeYHOMO0N0CATON MbILEYHOM TKaHW (reTeponornyHbie TkaHu). B 6onbwnHcTBE Cry4aes
LONarHOCTUPYIOT coYeTaHne AaHHON NaToONOrnm C areHesmner Unm atpesmen Mo4eTOYHUKOB,
HapYLWeHNSMIN Pa3BUTMS MOYEBOro ny3abips. KuctosHas ancnnasusi bbieaeT 04HOCTOPOHHEA
WNW OBYCTOPOHHEN. [IBYyCTOPOHHSA AMCNNa3ns Bceraa npyMBoaUT K NOYEYHOM
HeAO0CTaTOYHOCTU U cMepTU. OOHOCTOPOHHSAS KUCTO3HAsA AMCNNa3ns 4acTo NpoTekaeT
6eccMMnNTOMHO, e€ 0BHapyXMBatoT CNyYaliHO, MPOrHO3 Noc/e yaaneHnst U3BMEHEHHON NOYKM
6naronpusTHbINA.
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n HTepeCHble CTaTbWn:

1) CpaBneHust MoO3ra 1 ero 0C/IoXHeHUs!

2) [epBunYHbIA TY6EPKYNES

3) XPOHUYECKUIA racTput
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