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CYSTIC KIDNEY DESEASE IN CHILDHOOD (REVIEW OF LITERATURE)

Kadepnpa dakynbretckon negnatpum FBOY BrNO CaHkT-MeTepbyprckoi rocyaapCTBEHHON NeanaTpruyeckon MeamuUmMHCKon akagemMmm MnHs-

ApascoupassuTus, Poccns

PEDEPAT

00630p nuTepatypbl 0606LaeT cBeaeHnss 06 0COOEHHOCTAX Pa3BUTUS U TEYEHUS, NCX0Oe HACNEeACTBEHHbIX, BPOXAEHHbIX U
NPUOBPETEHHBIX KNCTO3HbIX 60NE3He NoYek y aeTei. MpeacTaBneHbl anropuTM AUarHoOCTUKM U COBPEMEHHbIE HaNpaBieHNs

B JIeYEHNU KMCTO3HbIX 6oNesHen.
KnioueBble cnoBa: KMCTO3HbIE 60NE3HM NOYeK, AETU.

ABSTRACT

The review of literature summarizes data on features of development and of a current, data on outcomes of the hereditary,
congenital and acquired cystic diseases of kidneys at children. The algorithm of diagnostics and the modern directions in

treatment of cystic diseases are presented.
Key words: cystic kidney disease, children.

AKTyaJbHOCTh MPOOJIEMBI KUCTO3HBIX OOJe3HEH
MoYeK y neTeil o0ycioBieHa OOJBIION pacmpocTpa-
HEHHOCTBIO, 0COOCHHOCTSIMH Pa3BUTHS, JIOKATH3aLUH
U TEYCHUs, OTCYTCTBHEM COBPEMEHHBIX METOJIOB Jie-
YeHUSs1, CIOCOOHBIX YCTPAHUTD TIPOSIBIICHUS U OCIIOXK-
HEHHMSI, IPOTPECCUPOBAHIE B IOUYCUHYIO HEIOCTATOU-
HOCTb. B 3aBHCHMOCTH OT MPHYWH, MPUBOASALINX K
(OpMHPOBAaHUIO KUCT, BBIJCISIOT HACIEICTBCHHBIC,
BPOXKJICHHBIE WIIM IPUOOPETCHHBIE KUCTO3HbBIE O0IIe3-
HU 1ouek [1] (tadm. 1).

Onpeoenenue. Iloueunas KucTa —3T0 3aKpbITas MO-
JIOCTb WIT CETMEHT HepOHa, TUIIaTUPOBAHHAS 10 T1a-
metpa 200 MM 1 6osee. KrcTo3Has modyka — 3T0 Mouka,
cozieprkainas 3 Takue KUcThl U Oonee. Kucrosnas 6o-
JIE3Hb MTOYEK — 3TO KIIMHIUYECKOE MM TaTOIOTH4eCKoe
COCTOSIHHE, CBSI3aHHOE C KHCTO3HBIMU TIOUYKaMu [2].

Knaccupukanus KMCTO3HBIX 00J1e3He
(KHCTO30B) NMOYEK

He cymiecTByeT equHON OOLICTIPUHATON KJaccu-
¢dukauy KUCcTO3HBIX Oone3Hel mouek. CyliecTBy-
1T Oosiee 20 kiaccU(pUKaIMi KUCTO3HBIX OOJIe3HEH
MOYEK, B OCHOBE KOTOPBIX JISKAT MaTOreHETHUECKHUE,
MopdoIoTHYecKre, peHTICeHOJIOTHYECKHEe, KIIMHUYe-
CKHe MpOosiBIIeHNs. B KITMHUYECKoli MTpakTUKe Hanbo-
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Jiee 4acTo MCIONb3YeTCs KlacCH(PUKAIMSI KUCTO3HBIX
HapyIeHui nouek, npempioxkenHas K. Zerres (1996),
KOTOpasi IpuBeaeHa B Tadi. 2 [1].

Krnaccudukanus KUCTO3HBIX 3a00I€BaHUN TTOYCK
y mwioxaa (tadi. 3) paspadorana F.E.Avni (2006) aus
MPUMEHEHUS B aKyIIepcKoi mpakTuke [3].

CornacHo MexTyHapoTHO! CTaTHCTUYECKOM Kiac-
cudukanum 6one3Hel u mpodieM, CBA3aHHBIX CO 3/10-
poseeM (MKB, X nepecmorp), Kucto3nsie 6ones-
HU TOYEK PacCMaTpUBAlOT B KJlaccax M IMOJKIaccax:
N28.1 — Kucra nouku, npuodperennas. Kucra (MHo-
JK€CTBEHHas1) (OJMHOYHAs) MOYKH MpUOOpEeTeHHas;
Q61 — Kucrosnas 6omne3ns noyex; Q61.0 — Bpoxnen-
Hast OMMHOYHASI KUCTa TOoYKHU. KrcTta mouku (BpoXkIeH-
Has) (omuHouHaA); Q61.1 — [TonukucTo3 mouku, AeT-
ckuii Tum; Q61.2 — [ToMMKUCTO3 MOYKH, THUIT B3POCIIBI;
Q61.3 — INonukKuCcTO3 MOYKU HEYTOUHEHHBIH; Q61.4
— Hucrmnazus mouku; Q61.5 — MenyuisipHbIi KHUCTO3
nouku. ['youatocth nmouku; Q61.8 — JIpyrue KucTos-
Hble Ooie3HU TToueK. DUOPOKUCTO3: MTOUKH, TTOUSHHAS
nereHepanus win 6ome3ns; Q61.9 — Kucro3nas 0o-
JIe3Hb Io4eK HeyTouHeHHas. Cunnpom Mekkens—I py-
6epa; Q60.6 — cunapom Iorrepa. B katanore «Men-
JIeJIEBCKOE HACJIeJJOBaHUE Y YeJIOBEKa: KaTaJor Yelo-
BEUECKUX FCHOB M TeHeTHIecKuX Oose3nein» (OMIM)
HacIe/ICTBEHHbIC KHCTO3HBIC OOJIC3HU MOYECK UMEIOT
M pbl reHOB/(DEHOTUTIOB: ayTOCOMHO-JOMHHAHTHBIH
nonukucTo3 mouek — 601313/173900 (PKD1),
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Tabnuua 1

TepMUHONOrua KNUCTO3HbIX 601e3Hen No4Yek

B oTeuyecTBeHHOM nuTepartype

B 3apybexHon nutepartype

KncTosHble 6onesHn

KncTtosbl noyex

MonukncTosHas 6one3Hb NoYek

MonnkncTo3 noyek ¢ ayToCOMHO-AOMUHAHTHBIM TUMOM Hacie-
nosaHusa (AOMNM)

MonukucTo3a novek B3pocnoro Tuna (AAMMN1, AAMNN2)
MonnkMCcTOo3 NoYek ¢ ayTOCOMHO-PELLECCUMBHBIM TUMOM Hacneno-
BaHus (APTIIM)

MonnkncTo3 noyek AeTckoro Tuna, rmoMepynsapHas KMCTO3Has
(rnomepynokncTo3Has) 601e3Hb NoYeK

MepynnsipHast kncto3Has 6oneaHb noyvek (MKB1, MKB2)
HedpoHODTUS (IOBEHUNBHBIN, NHPAHTUNBHBIA NN PaHHWUIA, NOA-
POCTKOBBI NN KOHOLLECKNIA, B3POCbIA BApUaHTbI)

Ty6epo3HblIi (ByropyaThblil) ckepos

MynbTUKMCTO3Has noyka

MepynnsipHaa rybyaTas noyka

lMpocTas kncta NoYkn

Cystic renal diseases

Cystosis of kidney

Polycystic kidney disease (PKD)

Autosomal dominant polycystic kidney disease (ADPKD)
Adult polycystic kidney disease (Adult 1/PKD1, Adult 2/PKD2)
Autosomal recessive polycystic kidney disease (ARPKD)
Infantile polycystic kidney disease

Glomerulocystic kidney disease

Medullary cystic kidney disease (MCKD1, MCKD2)
Nephronophthisis (juvenile, infantile, adolescent, adult forms of
NPHP)

Tuberous sclerosis
Multicystic dysplastic kidney
Medullary sponge kidney
Simple renal cyst

Tabnuua 2
Knaccudukaumsa KUCTO3HbIX HAPYLUEHUI NoYeK
[Zerres K., 1996]

AyTOCOMHO-PELLECCUBHBIN TN NOMKNCTO3a noyek (Tuna rNot-
Tepl)

[MoyeyHble U NeYyeHoYHble N3MeHeHUs no Tuny Motrep | kak
YyacTb CUHApPOMA

2. AYyTOCOMHO-A0MWHAHTHbIM TUM NOANKMCTO3a noYyek (Tun MoT-
Tep )

2.1 PacnonoxeHue B 16p xpomocome (PKD1)

2.2 PacnonoxeHue B 4p xpomocome (PKD2)

2.3 PacnonoxeHne B Hen3BecTHON xpomocome (PKD3) — Hu B
16p, HX B 4p XpOMOCOME

3. KuctosHas gucnnasus (BCer Novkm Unm ee CErMeHTa)

3.1 Cnopagnyeckas, MHOrodaktopHas

3.2 Agmcnnasuns (ayToOCOMHO-A0MUHAHTHBIN TUM HACNEO0BaHNS)
3.3 C ayTOCOMHO-PELLECCUBHBIM TUMOM HacnenoBaHus (?)

3.4 C X-cuenneHHbIM TUMNOM HacnegoBaHus

3.5 PeHorenartonaHkpeatnyeckas gucnnasus (ayToCoOMHO-
PELLECCUBHbIN TUMN HAacNe[0BaHNS)

3.6 KnucrtosHas gucnnasus kak 4acTb CUHAPOMA

4., MnomepynsipHas kKucTo3Hasi 6051e3Hb

4.1 Cnopagnyeckas

4.2 AYyTOCOMHO-A0MWHAHTHas runoniactmnyeckas dopma

4.3 PaHHAa MaHndecTaumsa ayToOCOMHO-A0MUHAHTHOIO Tuna
NoIKMCTO3a NMoYeK

4.4 MNocneactene MOYETOYHUKOBOKN 0OCTPYKLMU (KUCTO3HbIE
noyku Tun MoTTep IV) (He HacnenyeTcs)

4.5 [MomMepynokMcTo3Has 6051e3Hb Kak 4acTb CUHAPOMA

5. MpocTble KUCTbI

6. MprobpeTeHHbIe KNCTbI MoYeK

7. lOBeHUNbHbI HedpoHoDTN3/ MeaynnspHas KucTo3Has 60-
nesHb

7.1 KOBEHUNbHbIV HEDPOHODTN3 (AaYyTOCOMHO-PELLECCUBHbIN
TUN HAacCNegoBaHUs)

7.2 CUHOPOMHBI KOMMJIEKC PeHaNbHO-PETUHANBHOM aucnna-
311 (ayTOCOMHO-PELLECCUBHbIN TUM HAacNe0BaHNS)

7.3 MepynnapHas KucTo3Has 60n1e3Hb (AyTOCOMHO-
LOOMVHAHTHbIN TUMN HacnenoBaHns )

8. MenynnapHas ryéyaTasi noyka

8.1 Cnopagunyeckas

8.2 C ayTOCOMHO-00MWNHAHTHBLIM TUMOM HacnenoBaHUs

8.3 C BpoxaeHHOM remuruneptpodurein (He HacneoyeTcs)

8.4 PaHHAs cTagusa nosankMCTO3HbIX 6oNie3Helr (ayToOCOMHO-
PELLECCUBHbIN 1 aQYyTOCOMHO-O0MWHAHTHbIM TUM HACNEA0BaHUS)
9. BHENApEHXNMATO3HbIE KUCTbI MOYEK

9.1 AnBepTurKyn Yaleykm

9.2 OkononoxaHo4yHasa NMM@aHrnakTasms

9.3 OkononoyeyHas kmcta

Tabnuua 3
Knaccudunkaunsa KUCTo3HbIX 3a6oneBaHuii
noyek y nnoaa [Avni F.E. et al., 2006]

AP

AOnn
momepynokncTo3Has 6051e3Hb NOYeK

[eHeTn4yeckme 3a-

6oneBaHus
(MepynnapHas) KUCTO3Hasa aucnnasng, ac-
COLMMPOBAHHAs C CUHAPOMaMM
Aduncnna3us noyek
MynbTUKMCTO3HAsA ANcnasus NoYkm
O6CTPYKTUBHAsA KNCTO3HAsA AMCIasns
HereHetnyeckune
HereHeTnyeckmne HeamcnnacTUYeCKmE KUCTHI
3aboneBaHus

MpocTtas kncta
MynbTunokynspHas kucrta
MepynnsipHasa rybyaTas noyka

173910/613095 (PKD2), ayTocoMHO-perecCUBHBIN
MOJINKKUCTO3 Mmovek — 606702/263200 (PKHD1), rio-
MepyJaoKHCcTO3Has Oose3np mouek — 191845/609886
(UMOD), menymusipHasi KUCTO3HasA OOJE3Hb IO-
yek — 174000/174000 (MCKD1), 191845/603860
(MCKD2), nepporodptusz —607100/256100 (NPHP1),
243305/602088 (NPHP2), 608002/604387 (NPHP3),
607215/606966 (NPHP4), 608539/611498 (NPHP7),
609799/613824 (NPHPY), 609884/613550 (NPHP11).
Honukucmosnan 601e31b nouex

TepMHH «TTOTMKUCTO3HAST 0OJIE3HB MOYEK» BKIIIO-
gaeT B ce0s BCe cirydan oOpa3oBaHUS MHOMKECTBEH-
HBIX KHCT B O0EHX TOYKaX B PE3yNbTaTe MPOSIBICHUS:
1) ciy4aiiHOW aHOMANHH Pa3BUTHS, 2) IPHOOPETEH-
HOW TIaTOJIOTHH — BO3PACTHBIE M3MEHEHUS B MOYKAX,
MIpHeM TOPMOHAIBHBIX TPENapaToB U JAPYTHX JieKap-
CTBEHHBIX CPEJICTB, IPOBEICHNE TeMOINAIN3a; 3) Te-
HETHYIECKOTO CHHApPOMA; 4) HacIeACTBEHHON TIaTOJIO-
ruu (AL, APIIII, rmomepymnspHass KHCTO3HAsE 00-
JIE3HB ITOYKH, HePPOHOPTH3, MEITY/UIIpHAs KHCTO3HAS
OomnesHp movkH). HacitencTBeHHBIE OPMBI ITOTHKH-
CTO3HOH OOJIE3HU TOYEK COCTaBISIOT OOIBITUHCTBO
ciry4aeB Oone3Hu. Kncro3Hoe n3MeHeHne MoYeK sB-
JIIeTCsT KIIMHAYECKUM Tipu3HakoM Ooree 100 reHetn-
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4ecKuX CHHIPOMOB [4—6]. [lomukucro3nas OoJie3Hb
[IOYEK MOXKET SBJISTHCS MPOSBICHNUEM IUCIUIa3HH CO-
€IMHUTENIbHOM TKaHU.

B nHacrosee BpeMs SKCIEpUMEHTAIBHO 10Ka3aHbl
HapyIlIEHUs B SMUTEINN KaHAJIbLIEB, KOTOPBIE 10MOJ-
HSIIOT APYT Apyra npu GOpPMUPOBAHUH U IPOTPECCUB-
HOM YBEJIMYEHHMH pa3Mepa KUCT MoYeK: THIepIIa3us
B Pa3JIMYHBIX CETMEHTaX He()POHA, YTO CIIOCOOCTBYET
YBEIMUEHHUIO 00BEMa MIOYKH; CEKPELsl B IPOTHBOIIO-
JIO)KHOCTH a0COPOLMH NPUBOAUT K HAKOIICHUIO BHY-
TPUKaHAIIBLIEBOH JKUIKOCTH; AHOMAJIUU CTPYKTYPBI 1/
WM (PYHKLIMH SKCTpaleIUIoNsipHOro Marpukca (31M)
KaHaJbIEB U3MEHAIOT MUKPOCPENY SIUTENNs, YTO B
JalbHEeHIIeM CTUMYIIUPYET Npoinudepatuio 1 cexpe-
uuto [6]. B mocnennux paborax mokazaHo yrHETCHHE
[IPOLIECCOB AIONTO3a B KJIETKaX MUTENNS KaHAJIbLIEB
npu AJIIII na pannem stane, npu APIIII nonasne-
HUE arornTo3a SIUTEIHAIbHBIX KIETOK KaHajbla 00-
Hapy>XEHO TOJIBKO Ha MO3JHeH cTaguu 6onesnu [7].

Aymocomno-0oMUHAHMHBLIL U AYMOCOMHO-
peueccusnbvlii NOIUKUCINO3 NOYeK

B ocnoBe nonukucrosza nouek (I111) nexut Hapy-
LIEHUE CTPYKTYpPbl OpraHa B pe3yJbTaTe 3aMelleHus
YacTH MapeHXUMbl KUCTAMU pa3jIMYHOro pa3Mepa Ha
YpOBHE MPOKCUMAJIbHBIX M JUCTAJIBHBIX KaHAJbLIEB,
cobuparenbHbIX TpyOouek. B 3aBucumocTu ot THma
HACJIeJJOBaHUs BBIACISIOT JiBa BapuaHTa 3a0oieBa-
HUS: TIOJIMKUCTO3 NIOYEK C ayTOCOMHO-IOMUHAHTHBIM
tunom Hacienosanus (AT, «B3pocneiity Tum) u
[OJINKKCTO3 MOYEK C ayTOCOMHO-PELIECCUBHBIM TH-
nom HaciegoBanus (APII, «uHbaHTUABHBINY,
«JEeTCKUI» THI), OTIHYalomuecs no Mophosoru-
YECKON KapTHHE, KIMHUYECKUM IPOSIBICHUAM, MPO-
rao3y. [Ipu AJIIII] MHOXeCTBEHHBIE KPYIIbIEe KUCTBI
Pa3NUYHBIX pa3MepoB 0Opa3ylOTCsl BO BCEX CErMEH-
Tax He(ppoHa U pacrpeessoTcs 0 BCel apeHxume
MOYKH, OBICTPO TEPAIOT CBA3D C KaHAJIbIEM HepoHa.
[Tpu APIIII KKCTBI UIMEIOT BHITAHYTYIO (GOPMY, MEHB-
e B pa3Mepe M NPENCTaBIsIoT coOol pacHmupeHue
coOupaTenbHbIX TPYyOOUYEK, COXPaHSIOT CBA3b C He-
(dbponom [6, 8, 9]. F.E. Avni u coasr. (2006) npuBonst
i depeHnnanbHO-TMarHOCTUYECKUE XapaKTePUCTHU-
KM TIpH BBIABIEHNH KKCT Tpu Y 3U nouexk y moaa [3].
Hunst 6onpmmHcTBa cinyyaeB APIIII xapakrepHo 3Ha-
YUTEJIbHOE YBEIMUEHUE pa3MepoB nodyek. Kucrel npu
APIIIT manenbkue (MeHee 1 cMm), penko BCTPEUArOTCs
oncanus kuct oonee 1 cm B tuametpe [10]. I[To cob-
CTBEHHBIM JaHHBIM, CPEAHUNA AMAMETp MUHHUMAJIb-
HBIX U MakcUMalbHBIX KucT mouek npu APIII mo
Y31 Ha MOMEHT MX NEPBOro BBIABIECHUS (B BO3pacTe
2,0+0,5 mec) cocraun 0,24+0,01 cm u 0,4+0,02 cm
[11]. Pasmep kuct npu AIIII y neteii B OoibIIMH-
cTBe ciaydaeB Oosiee 1 cm, pexxe — Oonee 3 cM. bomb-

36

e (6onee 3 cM) kucThl 110 Y3U sIBISIIOTCS JMarHo-
ctuaeckuM npusHakom AJIIIII [10]. ITo pesynbraram
COOCTBEHHBIX HAOIIOICHHI, MUHUMAIbHBIN 1 MaKCH-
MasbHbIN pazmep kucT nouek npu AJIII no Y31 na
MOMEHT WX IEePBOTO BbIsIBICHUs (B Bo3pacte 8,6+3,9
roga) coctasui 0,61£0,02 cm u 1,77£0,23 cm. Ilpu
9TOM JMHaMHKa POCTa KHUCT B MOYKax y Jered 3a 1
roj HabOmronenus coctaBmia 0,18+0,08 cm (n=36), 3a
3 roma — 0,51+0,04 cm (n=26), 3a 5 aet — 0,72+0,05
cM (n=22), 3a 10 net — 1,54+0,22 cMm (n=10), 3a 15 net
—2,0+0,8 cm (n=3) [11].

Hns Y3U-nuarnoctuxu AT y nui ¢ 50% pu-
CKOM LIMPOKO HCIIOJIB30BATIMCH JUAarHOCTUYECKHUE KPH-
tepun PaBuna [Ravineet D. et al., 1994], onnako BBU-
JIy TETEPOreHHOCTH 3a00JI€BaHMsI UyBCTBUTEIBHOCTD
9TUX KPUTEPHUEB CYLIECTBEHHO CHUKAJIACh B CIydasix
mytaiun B PKD2-rene. B 2009 rony pa3paboranbi HO-
Bole yHU(umpoBanusie kpurepuu AL [Pei Y. et
al., 2009][12]. Cunrasioch, 4TO KIMHIYECKAst MAHU]E-
cranust AT nporcxoauT He paHee TPEThEro — YeT-
BEPTOTO AECATUIIETHS, OTHAKO IaHHBIE JINTEPATyPhI U
COOCTBEHHBIE MCCIIEIOBAHUS TOKA3aIH, YTO MPOSIB-
JieHus1 3a00JIeBaHUs] MOXKHO OTMETHUTD YK€ B IETCKOM
Bo3pacte U y miozaa [11-15], uto cTaBUT nox coMHe-
HHUE TEPMUH «B3POCIIBIN TUID» MOIMKUCTO3HON 00J1e3-
Hu [15]. Cnyuau nposisnenust AJIIIII B Bozpacte 1o
15 ner monmyunnu Tepmun «EO-early onset» — pannee
Haudano [Bergmann C., Zerres K., 2008], a mpu nua-
rHOCTHKE B Bo3pacte 10 18 mec — « VEO-very early
onsety» [Shamshirsaz A. et al, 2005] — «ouens panHee
Haudano» [12].

Oco0eHHOCTH ayTOCOMHO-JOMHUHAHTHOTO H
ayTOCOMHO-PELIECCUBHOTO MOJIMKHUCTO3a MOYEK I10
JIAHHBIM Pa3JIMYHBIX aBTOPOB 00OOIICHBI B TaOIHIIe
48,13, 14, 16-18].

CpaBHUTENBHBIE HCCIIEIOBAHNS T10 YACTOTE MOYEBO-
IO CUH/IPOMa, apTepUaJIbHOM TMIEPTEH3UN U CHIKEHUS
CK® y nereit ¢ AL, oOparuBLIMXCcs B CBSI3H C TIO-
SIBJIGHHEM >KaJo0, M IeTeH cO CIy4ailHbIM BBISBICHHU-
em kuct ripu Y3U (B CBs3U € OTATOIICHHBIM CEMEWHBIM
aHaMHE30M) HE BBISIBUIIM 3HAYMMBIX paziauyuii [19].

AprepuranbHas THIIEPTEH3Hs — CaMO€e paHHEe U Ya-
croe (5-44%) cucremuoe nposieienue A /Iy nereii.
PaszBurne aprepuansHoii runeprensuu npu A /I T o6b-
SICHSIFOT Pa3BUTHEM UIIIEMUU TAPSHXUMBI U aKTUBAIEH
PEHUH—AHTUOTEH3UH—AJIbOCTEPOHOBOM CUCTEMEI [ 11,
19]. YBenuuenue oobeMa modek, 1o JanusiM MPT, sB-
JsIeTCsl MHAMKATOPOM HeOnmaronpusaTHoro ucxona [20].

[Tpu roBermnbHOM hopme APIIII (cormacHo kiac-
cudukaruu H. Blyth u B.G. Ockenden, 1971) nauu-
eHThl umeroT Menee 10% 3aTpoHyTHIX KUCTaMH He-
(pOHOB, OAHAKO TSHKECTH COCTOSHUS 00y CIIaBIMBAIOT
nopakeHus neuenu [16].
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Tabnuua 4

AunarHocTu4yeckune Nnpu3Hakv ayToOCOMHO-A0MMWHAHTHOIO U ayTOCOMHO-PEL,eCCUBHOIo
NoJINKMUCTO3a no4ek [no gaHHbim 3.P.AHgpeeBoii u coaBT., 2008; P.D. Wilson, 2004;
C. Bergmann, K. Zerres, 2008; K.M. Dell, 2011]

MpuaHaku

AOMNM

APIM

YacToTa BCTpeya-
emMocTu

1:250-1000

1:6000-40000

Tvn HacnepoBaHus

AyTOCOMHO-AOMUHAHTHbI

AYyTOCOMHO-PELLECCUBHBbIN

leH

PKD1-85-90% (16p13.31-p13.12)
PKD2-10-15% (4921-g23)

PKHD1 (6p21.1-p12)

AHTeHaTanbHas
ANarHocTuka KucTt
no Y3u

Pepko.
4,3% (no paHHbIM O.d. AHapeeBoli 1 coasT., 2008)

KucTbl y nnofa o6bI4HO BbISBAAIOTCS HA cpoke 20-24 Hep,
rectaumy B COMETAHUMN C MaJIOBOAMEM, rUnoniasuneri ner-
KunX. oYKW yBENNYEHDI, TMNEeP3X0OreHHOM CTPYKTYpbI (He-
penko elle 6e3 BUOMMbIX KACT).

50% (no paHHbIM 3.P. AHopeeBoit 1 coagsT., 2008)

MocTHaTanbHas
OMarHocTuka KUCT

MuWHUManbHbIM KpUTEPUEM ANArHOCTUKN Y AETEN 1
noapocTkoB A0 18 neT, ¢ 50% pnckom HoCcUTENbCTBA
reHa, ABnseTcs 06HapyxXeHne 2 KUCT (faxe npu no-
Kanusauum B O4HOW NOoYKe).
B cpenHem Bo3pacTe 8,6+3,9 ropa (no aaHHbiM 3.0.
AHppeesoi 1 coasT., 2008)

B nto6om Bo3pacTe npu yCnoBUmM OTCYTCTBUS KUCT B MOYKaxX
y o6oux poauTenen (B Bo3pacTte ctapiue 30 ner).

B cpepnHem BospacTe 2,0+0,5 mec (no gaHHbIM 3.D. AH-
npeeBoyi n coasrT., 2008)

XapakTepuctuka
MOYEYHBIX KUCT

Kpyrnbie KUcTbl HECUMMETPUYHO B 06eunx noykax,
pa3mMepoM OT HECKONbKUX MUannmeTpoB Ao 10 cm
1 6onee B guameTpe yxe B AeTCKOM Bo3pacTe. Mpu
6onbLINX pasmepax KUCT — HEPOBHOCTb KOHTYPOB
rnoyex.

KncTbl B noykax ot 0,61+0,02 oo 1,77+0,23 cmM Ha MO-
MEHT NepPBOro BbiIBNEHMS (M0 AaHHbIM .M. AHape-
eBoi 1 coagT., 2008)

Menkune kuctbl 1-2 MM B guametpe, audpdpysHo B obe-
MX NMoykax, B €TCKOM BO3pacTe KpaliHe penko npeBbl-
watoT 1 cm.
KncTbl B noykax ot 0,24+0,01 no 0,4+0,02 cM Ha MOMEHT
NepBoro BbisIBNEHUS (M0 AaHHbIM .M. AHApeeBon 1 co-
aBT., 2008)

Mopdonoruye-
CKNEe N3MEHEHUS
rnoyek:

-rno Y3u

-0 3KCKPETOPHOM
yporpadun

[MocTeneHHoe yBeNnYeHne pa3aMepoB, Ha paHHel cTa-
O MoXeT BbITb acuMmeTpuyHoe. Popma coxpaHe-
Ha, KOHTYPbl HEPOBHbIE.

YBennyeHve pasamepos noyek BoigeneHo y 16 (34,8%)
13 46 NaunMeHTOoB, N3 HUX Y 7 — ABYCTOPOHHEee, y 9 —
O[IHOCTOPOHHEE (Mo AaHHbIM 3.D. AHOpeeBoin 1 co-
aBT., 2008).

CmeLleHa npoaoonbHasa ocb. Yawweykn gedopmmpo-
BaHbl, YAJIMHHEHBI

CrYMMETPUYHOE BbIPaXEHHOE YBEIMYEHNE C POXAEHNS.
®dopma coxpaHeHa.

CUMNTOM «COJIM C NEPLLEM>» — AHOXOTE€HHbIE KUCTbI HA GOHE
rMNEeP3X0OreHHOoM NapeHXxmmbl (CKNepos).

[ByCTOpOHHEE yBENMYEHE 0ObeMa MoYeK, MPOrpeccu-
pyloLLee ¢ BO3pacToM, BbiiBNEeHO npu poxaeHun B 100%
cnyyaeB npu APMM (no aaHHeim O.M. AHapeeBoit 1 co-
aBT., 2008).

3anepxka BblAENEHNS KOHTPACcTa A0 HECKOJIbKMX YaCOoB
B BUE IMHENHO-PACMNOIOXEHHbIX CBEYEHUIA, NEPNEHAN-
KYNSIPHBIX K KOpe

BospacTt nosasne-
HUS KITMHUYECKUNX
CMMMNTOMOB

Yawe B Bo3pacte 30-40 net (yawe PKD2), nHorga 'y
netei (npy PKD1). O4eHb peako —y HOBOPOXAEHHbIX.
Mo paHHbIM 3.P. AHapeeBoii 1 coasT. (2008) —y 33
(71,7%) n3 46 netein nNOAPOCTKOB, U3 HUX A0 1 rona
-y4(8,7%),c1-3net-y5(10,9%),c3-7ner-y4
(8,7%), c 7-15 net —y 20 (43,5%)

Yalle cpasy nocne poxaeHust unm B rpyaHoM Bo3pacTe.
B 100% cny4aeB ¢ poxaeHus (no gaHHeiM 3.d. AHapee-
BOI1 1 coaBT., 2008)

KnuHnyeckne cum-
MTOMbI:

OTtcTaBaHve B G13N4eCKOM pasBuTUKn, CTUrMbl AUC-
amMbpuroreHesa, CMMMATOMbI MHTOKcHKaumn (npu XMNH)

OtcTaBaHue B Gm3nyeckom passutum (runotpodus, 3a-
nepxka pocta). Npn nepuHaTanbHON N HEOHATaNbHON
dopme: nuuo MNoTttepa, 60MbLIOK XUBOT, Nanbnmpye-
Mbl€ YBEIMYEHHbIE MOYKN, CUMMATOMbI PECIMPATOPHOrO
ancTpecc-cuHgpomMa (nHeBmoTopakc). Nopokn pa3eu-
TUS KOHEYHOCTEN, NO3BOHOYHMKA. [Mpn toBEHUTBHOM POop-
M€ — CYMMTOMbI MOPTaJIbHOWN rMNepTEH3NN

BoneBo cuHapom

XapakTtepeH (60J1b B XMBOTE, NOSICHULLE, B 6OKY, yCu-
nnBaroLLasacs npn Gu3nyeckomr Harpyake)

He xapakTepeH. O4eHb peako, Ha No3aHer ctaaumn

ApTepuanbHas rm-
nepTeH3us

Yallle nocTeneHHoe HapacTaHue, nabunbHas B Teye-
HUe CcyTok (6onee BbipaxeHa B HOYHbIE Yachl).

Mo paHHbIM 3.®. AHppeeBoli n coasT. (2008) — B
32,6% y peTent n nogpocTKOB (CpeaHuin BO3pacT
13,6+2,2 ropa), B 100% y B3pOCnbIX B BO3pacTe OT
25 po 50 net

C poxaeHusl, BbipakeHHas, CTolkas.
Mo paHHbIM 3.P. AHapeesoli 1 coasT. (2008) — B 100%
cnyyaeB y aeten (cpegHuin Bo3pact 2,0+0,5 mec)

Munkpo6HO-
BOCMaNNTENbHbIN
npoLecc Mo4eBomn
CUCTEMDI

Yacro,

HarHOeHue KNCT.

Mo paHHbiM 3.®. AHapeeBoii n coasT. (2008) — B
32,6% y peteli n NOAPOCTKOB (CpenHuii BO3pacT
12,5+1,7 ropa)

Yacro.

XapakTepHO XPOHNYECKOE HEMPEPLIBHO-
peungnBupyloLLLee Te4eHme.

Mo paHHbIM O.D. AHagpeeBoit 1 coarT. (2008) — B 100% y
netei (cpegHuii Bospact 7,0+0,5 mec)

MKB

Yacro,
KaMmHeobpasoBaHMe BHYTPU KUCT

Pepko
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MpoponxeHue Tabn. 4

MoueBow CuH-
OpOM:

- NpOTENHYpUS

- rematypusi

- nenkounTypus n
BakTepuypus

+ (He3HaunTenbHas)
+

+ (Npw npucoegnHeHnn NHGEKLMN)

+ (He3HauyuTenbHas)
+

+ (Npy npucoeanHeHnn nHdekLmmn)

MopaxeHne ne-
YyeHn

KncTtbl nevenn B 30-70% cnyyaes, y oeTen — peagko
(B2,2% y [eTein M1 NoapoCTKOB — MO AaHHbIM O.d. AH-
npeeBoyi 1 coasT., 2008)

Bo Bcex cnyyasix — 0T BPpOXAEHHOrO Gprbpo3a NneveHn ¢
rnopTanbHOM rmnepTeH3nen 0o renatoMeranmm ¢ xonecra-
30M. Bapurko3Hoe pacLuvpeHue BeH nuwesona

(B 60% kncTtbl nevyeHny neten n B 20% pa3Butre CUHAPO-
Ma NopTanbHOW rMNepTeH3UN — no AaHHbIM .M. AHape-
eBoW 1 coasT., 2008)

Kunctbl gpyrvx op-
raHoB

B noaxenyno4Hon xenese (5-17%), ceneseHke
(5%), B nerkux, rof0BHOM MO3re,

pexe — LUMTOBUOHOM Xenese, Su4yHnKax, smdkax

(B 4,3% KNCTbI AUYHNKOB Y NOAPOCTKOB — MO AAHHBIM
3.d. AHppeeBoli n coasrT., 2008)

Pepnko — B nogxenyno4Hom xeneae
(B 10% KM1CTbI NOAXENYA0UYHOM XeNnesbl y AeTel — No AaH-
HbiM O.®. AHapeeBoii 1 coasT., 2008)

MopaxeHune
CepaeyHo-
COoCyaucTo cn-
CT€Mbl

Bctpeyvaetca B 30% cnyyaeB, N3 HUX aHOManum kna-
naHoB cepaua — B 12—-17% (4awLe nponanc Mutpanb-
HOro knanaHa). Koapkrauus aopTbl, paclupeHmne
KOPHS a0pPThl

He onucaHo

AHEeBpU3MbI CO-
cynoB

Cocypapl ronoBHoro mosra (8%), 6pioLHOA 1 rpya-
HoM YacTn aopThl (5-10%), KOpOHapHbLIX apTepuii
[Mcdonald R.A. et al., 1999]

Pepnko — aHeBpm3Mbl COCY40B rOSIOBHOMO MO3ra

HedpoTuyecknin
CUHAPOM

Penko. Mopdonornyecku knaccmbunumpyemblin Kak:
Me3aHrmonponmdepaTuBHbin, MeEMOPAHO3HO-
nponndepaTnBHbIA, MEMOPAHO3HLIN rMOMepYIoHed-
PUT, MUHUMAbHbIE N3MEHEHUS, GOKaNbHbIN NoMe-
pynocknepo3s, IgA-Hedponartua [ManasH A.B., Ca-
BeHkoBa H.[., 1997]

He onucaH

lMporpeccuposa-
Hue B XINMH

MepneHHoe nporpeccupoaHue. CHmxeHne CKD B
cpefHeM co ckopocTbto 4,4-5,9 mn/MuH/rop,. O6bly-
Ho nocne 40-50 neT, npu MaHndecTaunmn B 4E€TCKOM
Bo3pacTe — B 5% cny4yaes (B 4,3% B LLUKOJIbHOM BO3-
pacTe —no gaHHbiM 3., AHapeeBoli 1 coasT., 2008)

PaHHee, ObiCTpoe; Yalle B HeoHaTanbHOM U rPyAHOM BO3-
pacTe (B 90% y peTeit Ha NePBOM rofy XM3HW — MO AaH-
HbiM O.D. AHapeeBoli 1 coasT., 2008).

[MpOrHo3 n BbXK-
BaeMOCTb

MporHo3 cepbesHbI BCIEACTBME NMPOrpPeCcCUpPOBaHNS
XIMH po TepMmuHanbHom ctagum k 40 rogam.

Mo paHHbiM O.P. AHppeeBoli 1 coasT. (2008) — ne-
TabHbIX UICXOAOB Y AETEN 1N MOAPOCTKOB HE OTMEYEHO

HebnaronpusitHbIi, 0COGEHHO NPY NepuHaTanbHON Gopme
BCNEeACTBME IETANbHOMO ncxoaa (cpasdy nocne poxaeHns
VI B TEYEHME HECKOJIbKMX YaCOB) OT AbIXaTesIbHOM 1 Mo-
YEYHOWM HeJOCTaTOYHOCTW. [pKn HeoHaTaslbHOM popMe Npo-
OOMKUTENBHOCTb XM3HU — B TEYEHME HECKOJIbKMX MECSILIEB,
npu nHdaHTUNLHOM — okono 2-3 neT, B 50% — o 10 neT;
npw 1oBeHunbHoM dopme — o 30 neT, peako — 0o 55 net.

Mo paHHbIM O.P. AHapeeBoi 1 coasT. (2008) — neTasnbHbIi
ncxopn B 30% cnyyaes, U3 Hux: y 2 (20%) netein (cmbebl) B
nepuoa HoBopoxaeHHocTH, y 1 (10%) —B Bo3pacTte 1 roga

Yactota xmanuecknx npossieanit A y ne-
Tel U B3POCHBIX MpeCcTaBiIeHa B Ta0m. 5 [18].

KoHcepBaruBHbIE METO/IBI JIEYEHUS TOJUKUCTO3a
[TOYEK CBOJISATCS K KyIIMPOBAHUIO 0OJICBOIO CHHAPOMA
(vame mpu AZIIIT), kOppeKkuu OCIOKHEHUN — mHe-
nonedpuTa, apTepUATHHOTO JABICHUS U HAPYIICHHBIX
rOMEOCTaTHUECKUX (DYHKIIMH IMOYEK MPH IPOTPECCH-
pOBAaHUHU MOYEYHON HEOCTATOYHOCTHU. XUpypruue-
CKMMH METOJ[aMH JICUCHUS TOJIb3YIOTCS MPU 00JIb-
[IMX pa3Mepax KUCT W/WJIU MPU HAPYIICHUU MTaccaxa
MOUYH IO/l BIUSTHUEM JIaBJICHUS KUCTBI, U/UJIN TTPOBO-
IUPYIOMINX YCUIeHUE 00JIEBOTO CHHAPOMA, MH(PHUIIN-
pOBaHUeE, pa3pbiB KUCTHI.

Knununyeckue ucnbiTaHUs MPOXOJAT JIEKAPCTBEH-
HbIE penaparkl, BO3ICUCTBYIONIUE HA Pa3HbIE 3BEHbS
natorenesa AU u mpuBoASIITE K 3aMEITICHUIO TEM-

38

noB pocta kuct [12, 19-21]. Cpeau 1ekapcTBEeHHBIX
MpenapaToB HHIMOUTOPBI TUPO3UHKHHA3KI (perLenTopa
snuaepMaibHoro gpakropa pocra—REGF), uaru6uro-
PBI IUKIUH-3aBUCUMBIX KHHA3 (POCKOBUTHH, CEITUIIH-
KJH0), Iperaparsl, BIUAIONNE Ha conepkanne Ca*' B
SMUTENNANBHBIX KJIeTKax KucT (Tpunronun) [20, 21],
uHru6utopel mMTOR, nHrHOUTOPHI pocTa u nposude-
parmu KJIeToK (CUPOIMMYC, parlaMHUIIMH, YIBEPOIIMYC)
[19], anTaronucTsl 1 MHTUOUTOPHI V -penenTopa Ba-
30mpeccuHa (3a cueT CHkeHus ypoBHI TAM®, moza-
BIISISL TPONTM(EPAIHIO STTUTEIHATBHBIX KJIETOK H OKC-
kperuro xjopa) — OPC31260 u OPC41061/ronBantan
[19, 20], anamoru comarocTaTuHa (OKTPEOTH/I, JTaH-
KpPEOTH — 3@ CUEeT TOAABICHHS dKCKpPEINH XJI0pa U
AM®-omocpenoBaHHOM CEKperuu KUaAKocTn) [19,
20]. NU3yuaercs Bnusiane naruouropos Al (mu3m-
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Tabnuua 5

YacToTa peHanbHbIX U 3KCTpapeHanbHbix nposeneHun AAIM y B3pocnbix n peten
[Rizk D., Chapman A., 2007]

MposiBnexns ALMNMN y B3pocnbix, % AOMNMy peten, %
lfematypus (MUKPO- 1 Makpo-) 35-50 10
CHWXXeHne NAOTHOCTU MOYU 100 60
MpoTennypusa 18 14
MwuikpoansbyMnHypus 25 30
Hedponutnas 20 He naesectHo
Bonun B 60Ky / XuBoTe 60 10
Knctbl nevenun no pesdynstatam MPT 83 55 (oo 25 ner)
[BepTUKYbl TONCTON KULLIKN 82 He nasecTtHo
AHEBPM3Mbl COCY0B rONOBHOMO MO3ra 5-7 Penko
Mponanc MuTpasbHOro KnanaHa 26 12
ApTepuvanbHas TMNepTeH3ns A0 HACTYMJIEHNS NMOYEYHO HeQOCTATOYHOCTH 60 22
Mvmnepannuaemmsa He naecTtHO 54
Ta6nmua 6 Tabnvua 7

Knaccudukaumsa rnomepynsapHoil KUCTO3HON
6one3Hu [Bernstein J., 1993]

Knaccudukauma NKb

Mpumep

Cnopaguyeckas MyTtaums de-novo
AyTOCOMHO-
CewmeliHas LOOMVHAHTHbIA NONKK-

CTO3 NOYEK Yy MNafeHUEB

ACCOLI,VIVIpOBaHHaH C HacnencTBeH-
HbIMU CMHOPOMaMW, C MHOXECTBEH-
HbIMW NOPOKaMW Pa3BUTUA

CvHppomMHas (He MenpeneeBckoro
HacnenoBaHus)

Komnnekc Ty6epo3Horo
ckneposa

Tpucomuna 9, 13 nnn 18

MpuobpeTteHHasn, npu ancnnasum | F'YC n o6CTpyKTUBHAS
noyek yponaTus

HOIIPUJI) HA POCT KUCT B TEUECHHUE AJTUTEIBHOIO OT/a-
JIeHHOTO KaramHesa [19].
I'nomepynapuaa Kucmosnas 60ne3ny nouex

I'momepynspras kucto3nast 6one3ns nouku (I'Kb)
— pezKasi maTosIorus, O0be IMHAIOLIAs IPYIITY Hacae-
CTBEHHBIX (BCTpEUArOIIAsCcsi 0OBIYHO Y HOBOPOXKICH-
HBIX MJIM J€Tel paHHEro BO3pacTa) U crIopaanye-
CKHX TTPHOOPETEHHBIX 3a001eBaHmil (Yare y B3poc-
JIBIX TIALIMEHTOB), KOTOPAs SIBJISETCS PE3YJIbTaTOM KH-
CTO3HOTO pacCUIMpeHHs (IujIaTalyu) Karncyisl boy-
meHa [22-27]. Ilpuunnoii popmupoBanus I'Kb sB-
JISIETCSl HapyIIEHUE CTPYKTYpPbl OCJIKOB MEPBUYHOM
PECHUYKH WIN LeHTpocoMmbl. Hapymenue mponec-
coB Tpanckpuniuu rera UMOD (16p12.3), konupy-
Io11ero OeJI0K ypOMOAYJINH, NPUBOIUT K (hopMupo-
BaHUIO INIOMEPYJISIPHBIX KUCT. Pa3nnyHble BapHaHThI
00CTPYKITHH MOYEBBIX MTyTEH CIIOCOOCTBYIOT (hOopMH-
poBanuto I'Kb [22]. I'KbB vaie qfuarnoctupyercs npu
VY3U npeHaTanbHO, yBEIMYECHHBIMU U THIEPIXOTEH-
HBIMH MTOYKaMH, YTO CO3JaeT TPYAHOCTH B nudde-
penuuansHoil guarHoctuke ¢ APIIIL. IToznHee yna-
€TCs PA3JINYUTh MHOXKECTBO MEJIKMX KHCT, KOTOpBIE
pacronaratoTcsi B KOpKOBOM CJIO€ MoueK. Bee KucTol

HacnepcTBeHHble U reHeTU4eckme CUHAPOMBI,
coueTaloLmecs C rMoMepyNspPHO KUCTO3HOM
6onesHblo [Bissler J., 2010]

Cunpgpowmel, codeTarowmecs ¢ Kb gin'\f&p
Qg;:((});;);ll(‘l:g?él;o-noquHblﬁ,EI,VICCDyHKLI,MOHaJ'IbeIVI 208085
BpaxvmesomMmenna-noyeyHbii CUHAPOM 113470
122470,
KopHenus e JlaHre cuHapom 300590,
300590
BpoxaeHHbIn HeppoTn4eckuii CUHAPOM GUHCKOro
TMNa (MUKPOKMCTO3HOE 3aboneBaHne) 256300
CuHppom JayHa 190685
AcnneHus ¢ kKapamMoBacKynsipHbIMKU aHomanusmn | 208530
Hedbnunt auetnn-CoA pervaporeHassbl 231680
Cunpgpom XKoHca 208500
CuHppom MappaeHa—-Yokepa 248700
[nabet 2-ro TMna y MOJIOAbIX NaLuneHToB 606391
Mekkensi-I'pybepa cuHapom 249000
MepynnsipHas KucTo3Hasi 60s1e3Hb NOYEK 603860
HedpoHodpTna 256100
Opo-daumo-gurntanbHbii CUHAPOM — Ty | 311200
dokomenus, cuHagpom unm cuHpgpom Pobepta 269000
CrHAPOM KOPOTKMUX pebep-nonnaakTnamm 263530,
263520
Cmunta-Jlemnu-Onuua cMHOpPOM 270400
Ty6epo3Hbili CkNepo3 191100
LlepebporenaronoyeyHbiin cuHapom 3ennserepa |214100

MPOUCXOAAT M3 Karcyibl boyMeHa wim HadaabHBIX
OTJICJIOB MPOKCUMAIIbHBIX M3BUTHIX KaHAIBIEB, BbI-
CTIIaHBl KYOMYECKUM DIIUTEINEM H XapaKTePHU3YIOT-
sl paclIMpeHueM POCTpaHCTBa Karcynbsl boymena,
C)KaTUEM U CMEIICHUEM KalUJUIIPHBIX NEeTeNb KITy-
6ouka. Ha mpomonsHOM cpese mouku rpu I'Kb kopko-
BBbIH cji0M mpezacTaBieH 1ud@y3HO pacrooKeHHBI-
MH MeTTKuMU kuctamu. J. Bernstein (1993) paspao-
Tal nepylo padouyto kiraccudukanuio I'Kb, xoro-
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pas Jierna B OCHOBY COBPEMEHHOH Kiaccu(UKauuu
I'KB (tabmn. 6) [22].

CoracHo coBpemenHoit knaccudukarmu ['Kb, BbI-
nesstor 3 rpynmnsl: 1. 'Kb co ciopagnueckum xapak-
TEPOM HJIM HACJIeICTBEHHBIM (JOMUHAHTHBIM) THIIOM
nacnenosanusi; 2. 'KB B cTpykType HacinecTBEeHHBIX
CHUHIPOMOB C MHO)KECTBEHHBIMHU IOPOKAMH Pa3BUTHS
(TyOepo3HbIi cKIepo3, opo-hanuo-aBUraTeIbHbIN
cunzapom, Tpucomus 13); 3. I'Kb B cTpykType noueu-
HOW JUcIIIa3uM (Yalle ¢ MUHUMaJbHBIMH MPOsBIIE-
HusMu) [23].

I'momepynokucro3Has 00Je3Hb HEPEIKO SIBISAETCS
4acThl0 MHOTUX HACJIEICTBEHHBIX CHHIPOMOB U XPO-
MOCOMHO# natosioruu (Tadi1. 7), rHcToIorn4ecKas Kap-
THHA He(pOOHONTAaTa IPU ITOM pa3InvaeTCs, ¢ 00s13a-
TEeNbHBIM HAJIMYUEM KUCTO3HOW AMJIaTalluK IPOCTPaH-
cTBa Kancylel boymena [22, 23]. G.Vergine u coaBT.
(2008) onmcan penkuit cayvait 'Kb y mnagenua npu
runomenanose Uro [24].

Penko BcTpeuaroTest ciydyan npruoOpeTeHHOM 110~
MepyJISIPHON KUCTO3HOU O0JIE3HH Y B3pOCIIbIX MTaLlUEH-
TOB (HOcJe reMonuanusa, nepenecennoro I'YC, npu
CHCTEMHOM CKJIEpO3€) M KpaiiHe pelKko — B JIETCKOM
Bo3pacte (nocne neperecernoro ['YC). [laroduszno-
norunueckuit Mexannsm ['Kb BkirouaeT uHTpapeHais-
HYIO MO3TOBYI0 OOCTPYKLHIO, TeHETHYECKHE (DaKTOPHI
U BHYTpUYTpOOHYIO HHpeKnuio [25].

Kucmosnasa 6one3ns nouex npu mybeposnom

CKnepose

TyGepo3Hblil cKiIep03 — peJKoe ayTOCOMHO-
JOMHHAHTHOE 3a00JIeBaHNE, KOTOPOE XapaKTepHU3yeT-
cs1 00pa3zoBaHUEM JTOOPOKAYEeCTBEHHBIX OIyXOJIEH BO
MHOTHX OpraHax M TKaHSX. YCTaHOBJICHBI JBa JIOKY-
ca (9q34.13, 16p13.3), cazannbie ¢ TSC1- u TSC2-
reHaMH, KOJUpYIole OelKi raMapTUH U TyOepuH.
O0a rena mpuHaAIekKaT K YUCITy T€HOB-CYIIPECCOPOB
OITyXOJICH, KOTOpbIE B HOPME MOJABISIOT U OTPaHU-
YUBalOT M30BITOUYHBIA pocT TKaHel. [lopakenue mo-
yek npu TyoeposHom ckiepose (TC) accouunpyercs
¢ 00pa30BaHMEM COJUIHBIX WM KUCTO3HBIX TIOBPEXK-
JCHUH U MOXKET MPOTEKaTh B BHIE aHTMOMHOJIUIIOM,
MHO)KECTBEHHBIX KUCT, TOYEYHO-KJICTOYHOH KapLuHO-
MBI [22]. BAU30CTh pacmonokeHus JOKyCOB Ha Xpo-
mocome 16pl13 y renoB TSC2 u PKD1 cnocoGctBy-
€T UX OJHOBPEMEHHOH MyTaluu, 4To 00yCIIaBIUBaeT
BBISIBIICHHUE KUCT B TIOUKAX C POXKIEHHS, OBICTPBIN UX
pocT u panHee (opMHUpOBaHKE apTepHaIbHOM rumnep-
TEH3HUH, 3HAYUTEIIFHO YXyALIaeT TeYeHHe U MPOTHO3
3aboneBanust (TSC2/PKD1-cunnpom) [13, 22].

Meoynnapuaa kucmosnasn 6o1e3ns

MenynnsipHasi KUCTO3Hasi OOJIE3Hb — PelKas, C
ayTOCOMHO-JOMHUHAHTHBIM THUIIOM HACJICIOBAHUS KH-
cTO3Has 00JIE3Hb IOUEK, XapaKTePH3YIOIIAsICs TUTIEPY-
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pHUKeMuel U HapylieHneM (QyHKLIUH oYeK, Oe3 apTe-
pHAJIbHON FMIIEPTEH3UN U BHETIOUYEUHBIX TPOSIBICHU.

B cBs13u co cX0ACTBOM TMCTONOTMYECKON KapTH-
HBI (YTOJIIEHNE U pa3pylieHue Oa3anbHON MeMOpa-
HBl KaHAJIbLIEB, aTpo(Hsl U pacIIUPEeHHe AUCTAIBLHBIX
KaHaJbLEB, TyOyJOMHTEPCTULUAIBHOE BOCIAICHUE
¢ JajbHeHIKUM (OPMHUPOBAHUEM HHTEPCTULHAID-
HOT'O CKJIEPO3a M KHCT IPEUMYILECTBEHHO B 00IaCTH
KOPTHKO-MEAYJUIAPHOTO COWJICHEHHS) MeAyJUIIpHast
KHCTO3Hasi O0JIE3Hb B JIUTEPATypPE OMHUCHIBACTCS C He-
dbponodTHzoM [26, 27].

Paznnuaror 2 Trna MeayuIspHON KHCTO3HOH Oores-
uu (MKB1 1 MKB2), otnnyaromnuecst 1o Jiokaau3auu
MOBPEXKIEHHOTO T'€Ha, TEYEHHUIO U MPOrHo3y: Tul 1,
cBs3aHHbIN ¢ MyTanueii B rene MCKD1 (1g21), u tun
2, cBsi3aHHbBIN ¢ MyTanueit B reae MCKD?2 (16p12.3).
MKB?2 umeet Gonee paHHee Hayasio U ObICTPOE pPa3BU-
tue 3aboneBanus, yem MKB1. MenynnspHas KucTos-
Hast 00JIe3Hb MMOYKHU XapaKTepU3yeTCs HATMIHEM MHO-
JKECTBA KHMCT B MOYKAX, MPOUCXOASIIUX U3 AUCTAIb-
HBIX KaHaJbIEB U COOMpATEIbHBIX TPYOOK, KOTOPbIE
pacrosararoTcsi IpeuMyIeCTBEHHO B MO3TOBOM CJI0€
Y Ha ero TpaHule ¢ KOPKOBBIM cioeM. OObIuHO 00e
MOYKH YMEHBLICHBI B pazmepax [2]. B GonbmmHCcTBE
Clly4aeB y HalMEHTOB C MEAYUISIPHON KHCTO3HOH 00-
JIe3HBIO HAOJIOAAETCs TUIIEPYPUKEMUSI U TToAarpuye-
ckuit aptpurt [27]. icxoa B XpOHUYECKYIO MOUYCUHYIO
HEI0CTaTOYHOCTh OTMEUAIOT y MAlMEHTOB B BO3pac-
te 10-30 net npu MKB2 u B Bo3pacte 40—60 net npu
MKB1. Ilpu mytanuu rena MCKD2, konupytomiero
0€eJI0K ypOMOJIYJIUH, UMEIOIETO OIU30CTh PACIONo-
skerust ¢ reHom UMOD na 16p12.3, Hepenko pa3Bu-
BaeTCs IOMEPYJOKHUCTO3HAs O0JIe3Hb B COUETAHUH C
MEIYIISIPHON KUCTO3HOH OonesHbto [27].

Jleuenune MeymIsIpHOIM KMCTO3HOW OOJIE3HH BKJIIO-
YaeT KOPPEKLHIO HApPYLIEHHBIX TOMEOCTaTHYECKUX
(byHKIMI TTOUEK, THIIEPYPUKEMUH, apTepUaIbHON I'H-
MePTEH3UH, TI0 HEOOXOTUMOCTH — 3aMECTUTEIbHAS T10-
YyeyHasl Tepanust (reMoAnaIn3, IepuTOHea bHbIN A1-
anm3) [28].

Hedgponogpmus

Hedponodtus — 3to 3abosieBaHue MoueK ¢
ayTOCOMHO-PELIECCUBHBIM TUIIOM HACJIEJOBAHUS, Xa-
paKTepu3yroleecs: pa3pbBOM 0a3abHONH MeMOpaHbI
AMUTEHUS KaHAIbIEB («HEe(HPOHOPTH3» B IIEPEBOJIE C
IPEUYecKoro si3blka — «pacnaja HepoHOBY»), HHPUIIb-
Tpauuei HHTePCTULMS, KuCTaMH KaHaibleB. Hedpo-
HO(THU3 SIBIISIETCS CAaMOW 4acTOM Cpein KHCTO3HBIX
3a00JIeBaHMI MTOYEK TEHETUYECKOTO MPOUCXOKICHHS
IPUYUHON TepMuHanbHOU cranun XIIH u neransHo-
ro ucxona B Bozpacte 1o 30 ner [15, 29-31].

Myrtanuu B 11 pasznuunbsix reHax (NPHPI —
NPHPY, NPHP11, NPHP1L) npuBoIsT K TIOBpEXIe-
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Tabnuua 8

MonekynsapHo-reHeTu4eckue 0oCO6eHHOCTU KIIMHUYEeCKUX BapuaHToB HeppoHoPpTU3a
[no maHHbim M.C.UrHaToeoi, H.A.KopoeuHoi (2007); J.Bacchetta et al. (2008);
R.Salomon et al. (2009); T.Seeman (2010); M.T.Wolf, F.Hildebrandt (2011)]

BapuvaHT HedpoHODTU3a Tun HacnepoBaHusa | OTBETCTBEHHbLIN reH | Jlokanusauus Ha XpoMocoMe Koampyemblin 6enok
lOBeHUNbHbI (NPHP1) AR NPHP1 2q12.3-g13 Hedpounctnni
MHpaHTunbHbI (NPHP2) AR INV 9g22-g31.1 MHBEpPCUH
lOHoweckuin (NPHP3) AR NPHP3 3921-g22.1 Hedpounctnu3
B3pocnbin (NPHP4) AR NPHP4 1p36 HedpounctmnHé
Tabnuua 9

OKcTpapeHanbHblie NPOSABIEHUS, COYeTalLWwmecsa ¢ HePPOHOPTU3OM U CUHAPOMBI,
accouuupoBaHHblie ¢ myTauuamu NPHP-renoe [M.T. Wolf, F. Hildebrandt, 2011]

3KcTpapeHanbHble NPOosiBAEHUS,

CuHapOoMbI

coyeTatomecs ¢ HeppoHODTUIOM

masHble aHomanum

Senior-Loken cuHapom (SLSN)

Arima cuHapoMm (LepebpookynorenaTonoyeyHblii CUHAPOM)

MUrMEHTHBIN PETUHUT

Alstrom cMHOPOM (MUrMEHTHbIN PETUHUT, OXXUPEHWNE, CaxapHbI AnabeT 2-ro Tuna, HapyLLeHWs Ciyxa)

RHYNS CYHAPOM (MUIMEHTHBIN PETUHUT, TMNONUTYUTAPU3M, AMCMa3uns ckeneTa)

MmasogsuratenbHble HapyweHus | Cogan cMHAPOM

Huctarm

Joubert cnngpom/Joubert cnHapom — accoumnpoBaHHbIE pacCTPONCTBa

Kono6oma

Joubert cuiagpom/Joubert cuHapom — accounMmMpoBaHHbIE PACCTPOCTBA

[MoBpexaeHus ckeneta

KopoTkune pebpa

Jeune cuHgpom/onucTpodus rpyaHon KNeTkm, npueoasLas K achukcmnmn

KoHycoob6pasHble anudusbl Mainzer-Saldino cuHapom

Joubert cuHagpom/Joubert cnHapom — accouMnMpoBaHHbIE PACCTPOCTBA

[MocTakcuanbHasa NoAnaakTuIns
(mnonupakTuAnsa MM3nHLA)

Bardet-Biedl cuHopom (HedpoHODTUS, MUTMEHTHbIV PETUHUT, OXUPEHUE, MyX0Ta)

Ellis van Creveld cuHgpom

Sensenbrenner CMHOPOM / YepernHo-akToAepManbHas Aucnaasus

Advcnnasua ckeneta -
Ellis van Creveld cuHgpom

HeBponormnyeckune pacctpornctaa

OHuedanouene Meckel-Gruber cuHppom (3atbinodHas aHuedanouene, HedpoHoPTU3)
Annasuns 4yepBsi MO3Xeyka Joubert cuHagpom/Joubert cuHapomM — accounMnMpoBaHHbIE PACCTPOCTBA
MmnonuTynTapmam RHYNS-c1HOPOM (MMrMEHTHbI PETUHUT, TMNONUTYUTapu3M, AMCnna3us ckeneta)

Me4yeHo4HbIe HapyLleHus

Durbpos neyeHn Boichis cunapom

Meckel-Gruber cnngpom (3aTbinoyHas sHuedanouene, HePpPoHOPTU3)

Arima cuHapoM (LepebpookynorenaTonoyeyHblii CUHAPOM)

Joubert cuHapom/Joubert cuHapom — accounMnMpoBaHHbIE PACCTPOCTBA

[pyrue pacctponcrsa

TpaHcno3numns BHYTPEHHUX OpraHoB (Situs inversus)

Mopoku cepgua (AMMI, AMXIT)

BpoHxoakTasbl

Hecneundunyeckuin 93BEHHbIN KOANT

HUIO CTPYKTYpBI OSITKOB HE(PPOIIMCTHHOB U NHBEPCHHA,
Pa3BUTHIO IIWJIHOTATHH (U3MEHSS CTPYKTYPY U QYyHK-
LU0 TIEPBUYHON PECHUYKH) KIIETOK KaHaIbIa Hepo-
Ha [29, 31-32]. Pa3nu4aroT HECKOIbKO KIMHUYECKHUX
BapranToB HeppoHodtuza (NPHP- nephronophthisis):
WHOpAHTWILHBIN WIW PaHHUH (2-1 THIT), OBEHUIIbHBIH
(1-# Tum), MOIPOCTKOBBIN UM IOHOIIECKUH (3-1 THIT)
[29—-34] u B3pocbIii (4-ii Tum) [34], KOTOpBIE UMEIOT
MOJIEKYJISIpHO-TeHeTH4YecKue (Tab. §), KIMHIYECKHe
Y TUCTOJIOTHUYECKUE CXOJICTBA U PA3THUMSL.

O0mMMH KITMHUYECKUMUA CUMIITOMAMH JJI BCEX

BapuaHTOB He(PpoHOPTH3A SBISIOTCS MPOSIBICHUS
MOYEYHOW HEJAO0CTATOUYHOCTH;, U3MEHEHUS B aHAJIU3e
MOYH — HATPUYPUsI, TUTIOCTCHYPUS (IPOTEUHYpHS 1/
WM TeMaTypusi OTCYTCTBYIOT WJIM MHUHHUMAaJbHbBIE); B
KpPOBH — aHEeMHU, METa0OIMYECKUN alu03, TUIIOHA-
tpuemust [32, 33]. UHdaHTWIBHBIA BapraHT HEPPO-
Ho(TH3a Xapakrepuzyercs (popMUpOBAHUEM KOPTH-
KaJIbHBIX MUKPOKHUCT BO BHYTPHYTPOOHOM IE€pHOJE,
MIeproie HOBOPOXKICHHOCTH HIIN Ha TIEPBOM IO/ YKH3-
HU peOeHKa, OBICTPBIM IPOTPECCHPOBAHNEM, HATNYH-
€M apTepHaJbHONW THIEPTEH3UHU, Pa3BUTHEM TEPMHU-
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KnuHuka HedppoHodTM3a

muHajbHOU XITH
IIPpU MOJPOCTKO-

!

BOM U B3pPOCIOM

BospacT k Havany TepmuHanbHoun ctagum XMNH

BapHaHTax He-
¢ponodTHza au-

arHOCTUPYIOT,

l COOTBETCTBEHHO,
kK 19 u 22 rogam

o 5 net Crapwe 5 net
[27, 29, 31, 34].
l B 10-20% cay-
4yaeB HE(PPOHOP-
NPHP2 A 4 TH3 coqilzeTcsl(bc

MonTeBepxaeHa myTauus (¢ NPHP1

JKCTpapeHaIbHbI-
l MU HPOSBIICHU-

MyTauvm He BbldBleHa

SIMHU U ABJISACTCA
HaCTbIO I'CHCTU-

| YCCKOIro CUHAPO-

| !

l l ma (tabm. 9) [29].

M3onuposaHHoe Tspkenbin
nopakeHune noyexk MUTMEHTHBIA PETUHUT

: .

Tspxenbin
NMUIMEHTHbBIN PETUHUT
C MO3)XE4KOBOWN
aTakcuen

Cpenu sKcTpape-
Mo3axeukoBas P pap

HaJIBHBIX IIPOSB-
aTtakcus 6e3

MUMEHTHOTO JIEHUU OTMEYEHBI
peTnHuTa JAETeHepanus CET-
4yaTKu (CHHIPOM

Buoncusa noyvkn NPHP5

l l Senior—Loken),

NPHP6

anjaasusi 4epBs
MO3XeuKa (CHH-

NPHP8

. .

[Opyron gnarHos HOBEHUMbHBbIN
HedpoHOPTM3

Cxema 1. Anropmtm MONEKYNSIPHO-TEHETUYECKON ANArHoCTUKM HedpoHodTm3a [Salomon R., 2009].

HanpHOM cTaauu XITH k 1-3 rogam u neTansHBIM HC-
XOZIOM B cpefHeM K Bo3pacty 4-5 ner [29, 31]. Oco-
OEHHOCTBIO HH(PAHTWIFHOTO BapuaHTa HepoHODTH-
3a ABJISIETCS YBEIMUEHHE Pa3MEPOB MOUEK U HAJTNUHE
KHCT ¥ B MEIYJUISIDHOH, M B KOPTHKaJIbHOH 30HE, Ya-
CTOe pa3BUTHE situs viscerum inversus [31, 33-34].
Knunndeckue u ructoornyeckue MposiBICHHs F0Be-
HUJIBHOTO U MOIPOCTKOBOIO (FOHOIIECKOT0) Hedpo-
Hodruza cxoxu. CuMITOMBI 3a00J€BaHUS Pa3BHUBa-
I0TCSl MEIUVICHHO, ¢ 0oJiee MO3HUM NPOrpeccHpoBa-
nueM B XIIH. AprepuansHoe aaBieHue (10 ucxona
B XITH) B HOpME WM TOHMKEHO (32 CUET THITOBOJIC-
mun). FOBenmpHbIH HepporoPTH3 cocTaBsieT 5S—10%
0T Bcex citydaeB TepmuHanbHoi XITH B nerckoM Bo3-
pacTe, IposIBIIsIeTCS TUIIOCTEHypHeil B nepsbie 5—10
JIeT ’KU3HH, pa3Mep TIoUeK B Havasie 3a00J1eBaHus HOP-
MaJIbHBII, HapyIIeHa KOPKOBO-MO3roBast Au(pepeHIu-
POBKa, KUCTHI B OYKaX pa3induMbl o ¥Y3U k MomeH-
Ty TepmuHanbHoi cragun XITH (x Bo3pacty 13 jer).
[ToapocTkoBbIH (FOHOLIECKHIA) U B3pPOCIbIA BapHaH-
Thl HeppoHO(PTH3A XapaKTEPU3YIOTCSI OOBIYHO OTCYT-
CTBHEM 3KCTPapEeHAIBHBIX MPOsIBICHUN. Pa3Butue tep-
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npom Joubert),
¢bubpo3 mneue-
HHU, TJIa30]BHUTa-
TeJbHBIE Hapy-
eHUst (CUHIPOM
Cogan), konycoobOpa3Hbiii sanudus [29, 31, 32].

Hapymenue pocrta u pa3Butusi peOeHka, Moau-
ypusi, HOTUAUIICHS, TUIIOCTCHYPHS, U30CTCHYPHS,
aHEMMs U yYMEHbIIIEHHEe pa3MepoB rnouek no Y3U —
CUMIITOMBI HepoHOPTH3A. [(MarHO3 MOATBEPKIAIOT
10 pe3yJibTaTaM MOP(OIOrHYECKOTO U MOJIEKYIISIPHO-
renetuaeckoro (20-40% — menenust NPHP1) uccire-
JIOBaHMH.

I'ucronornueckasi kKapTuHa MHOAHTHIBLHOH (op-
Mbl HeppoHO(]TH3A OTIAMYAETCS OT IOBEHHILHOM KOp-
TUKAJIbHBIM PACIIOJIOKEHHEM KHUCT KaHAJIbIIEB, OTCYT-
CTBHEM HM3MEHEHHWH 0a3alibHO MeMOpaHbl KaHaJIb-
LEB, pacIIUpeHreM coOupaTeIbHbIX TPyOOK U Hau-
YreM U3MEHEHHH, XapaKTEePHbIX AJIsl TOJUKHCTO3HOM
0ose3HM MoYeK (Hampumep, yBeJIHMYeHHE MoYeK 0o-
Jiee IHUPOKO pacpoCTPaHEHHBIMU KucTamu) [29, 31].
Jist roBeHMIIbHOTO HePPOHOPTH3A XapaKTepHa MO3a-
WYHOCTb TIOPa)KEHUS KaHAIBLEB OT aTpOo(UU HEKOTO-
PBIX J10 pacIIMpEeHHsl ¥ KoJularica APYTrux, Ha MO3IHEH
cTaguu 3a00JIeBaHNsl MEJIKHE KHCThI pacroiaraloTcs
B MO3IOBOM cJ10€ napeHxumbl. KiyOouku He n3meHe-
HBI, OTHAKO B TEPMUHAIILHOH CTanu OOJIE3HN MOXKET
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HaOII0AThCsl BTOPUYHBIA CKIIEPO3 KIIyOOukoB [29,
31]. R. Salomon u coasr. (2009) npeacTaBuIn ajuro-
PUTM MOJIEKYJISIPHO-TE€HETHYECKOH AUAarHOCTUKU He-
¢dponodTusa (cxema 1) [31].

UccanemoBanus NPHP3-, NPHP4-, NPHP7-,
NPHP9-renoB He BKIIIOYEHBI B &JITOPUTM TUATHOCTH-
KM B CBSI3U C HU3KOHM 4acTOTON MyTanuii B Hux [31].

Jleuenne HeppoHOPTH3A MpELyCMaTPUBAET KOP-
PEKLHIO HAPYIIEHHBIX TOMEOCTAaTHYECKUX (DYHKLMI
noyexk npu nporpeccuposanuu B XIIH, nuanus u
TpaHCIUTaHTalMIo ouku [29, 31-33].

Mynbsmukucmosnaa nouxka

MynbTUKUCTO3HAS TTOYKA — Pa3HOBUIHOCTh AMC-
IUTa3MU TOYEK, KaK pe3ybTaT aHOMaJIbHOro (pOpMU-
POBaHUSI WJIM BXOXIEHHSI MOYETOYHUKOBOTO 3apO/Ibl-
11a B ME€3eHXUMY MeTaHedpoca, 4To IPUBOAMT K (hop-
MHUPOBAaHUIO MHO)KECTBEHHBIX, HE COOOMIAIOIINXCS
MEXIy COOOH KHCT B MOYKAX MPH POXKACHUH, TpaK-
THUYECKHU MOJHOMY OTCYTCTBHUIO (DYHKLIMOHUPYIOLIEH
MapeHXUMbI IIOYKH, HATTOMHHAS «TPO3/b BUHOTPAIa»
[35]. OTHOMOrMUECKUME (HAKTOPaMU SBISIFOTCS TEHE-
Tnyeckue Hapymenus (mytauuud B EYAI-, SIX1- u
PAX2-renax), TeparoreHHsle (hakTopbl (IIPOTHBOCY-
JOPOXKHBIE CPEICTBA), BHYTPUYTPOOHBIE MHPEKIHH
(3HTEpOBUPYC, IUTOMETATIOBUPYC, aJJCHOBUPYC), 00-
CTPYKLUS MOUEBBIX IyTeil. B 2/3 ciyuaeB BbIsBIIsICT-
csl IpeHaTabHO. Yalle MyJbTHKUCTO3HAS [T0YKa UMe-
€T OIHOCTOpOHHEee opaxenue [35, 36]. MoueTouHuk
OTCYTCTBYET WJIU IPEJCTABIICH PYAUMEHTAPHO, JIOXaH-
KM ¥ Yamiedek HeT. lHorna K rpo3npeBUIHON Macce
MIPUCOEIMHSCTCS IPUAATOK SIMYKa WM SUYKO Ha CO-
OTBETCTBYIOLLEH CTOPOHE.

L.R. Feldenberg u N.J. Siegel (2000) pa3nenuin
MYJIBTHKUCTO3HYI0 Oose3Hb nouku (MKII) na mpo-
ctyto — ogHocroponnsis MKII 6e3 anomanuii u mno-
POKOB Pa3BUTHsI OPTAHOB IOJIOBOH U JPYTHX OPraHOB
MOUYEBOW CUCTEMBI, OCI0)KHEHHYIO — OZTHOCTOPOHHSS
MKII B coueTanuu ¢ APYruMHU aHOMAJIHAMHU WU TIO-
pPOKaMU pa3BUTHS OPTaHOB MOYEBOW W TOJIOBOH CH-
creM win aycroponHsist MKII ¢ nanmuuem anoma-
JMH U TIOPOKOB Pa3BUTHUSI OPraHOB MOUYEBOM U IOJIO-
Bol cuctembl win 6e3 Hux [35]. [Ipocras MKII ume-
eT OJIaronpHUATHBINA POTHO3, HU3KUI YPOBEHb MaJIHT -
Hu3auu (onmyxoib BunbMmca, kaplimHoMa), BBICOKYIO
4acTOTy CaMOCTOSITEJIbHOM MHBOJIIOLUY MTOYKH C OT-
HOCHTEJIBHO PEIKUM Pa3BHUTHEM apTepUalbHOM Tu-
MEePTeH3UX U UH(PEKLINU MOYEBOW CUCTEMBI, H30JIHPO-
BaHHOW mporeuHypuu [35]. ¥V nmanueHToB ¢ mpocToit
MKII penko pa3zsuBaetcs cauxkenne CK® u pa3sutue
XIIH [35-38]. JIBycroponnsas MKII wacro npuBoaut
K THOETH TUI0Ja WK cpasy Mociie pOKICHUs peOeHKa
B CBA3M C Pa3BUTHEM IIOYEUHON HEAOCTATOUHOCTU. B
5-43% ciryuaeB MKII coueraeTcst co cTpyKTypHBIMU

WK QyHKIIMOHAJIBHBIMH HAPYILICHUSIMUA OPTaHOB MO-
4eBOU U mosjoBoi cucteM [38] (cemeHHasi KUCTa, Ku-
cra ['apTHepa, cienas reMuBaruHa, peroke B ceMeH-
HBIE CTPYKTYPBI), YTO OOBSICHSETCSI TECHON aHaTOMU-
YecKol M SMOpHOIOTHYecKol cBs3blo. S. Fujinaga u
coasT. (2008) onucanu ciryyail MyJTbTHKUCTO3HOH He-
(YHKIMOHUPYIOILIEH TOYKH B COYETaHUH ¢ abCIieccoM
KHCT CEMEHHOTO ITy3bIpbKa U PELUIUBUPYIOLIEH HH-
(exumeit Mo4eBoi cucTemMbl y Maspunka 4 mec. Jua-
rHO3 ycTaHoBeH npu rnomomy Y31 u MPT 6prounoit
nosnoctH [39]. Y nmanuenToB ¢ ocnoxHeHHoi MKII B
50% pa3BuBaeTcs HapyLIeHUE (PyHKLUH [TOYEK JI0 TeP-
MuHansHOM ctamuu XIIH [38, 39]. Ilpu BoisiBaeHUN
MKII mo Y3U npenaraabHO AMATHO3 CIAEAYET IOJ-
TBepIuTh MetonoM Y3U mocie poxieHus peOeHKa.
B cinyuae orcyrcTBus kuct no Y3U B nepsoie 48 4
nocye pokaeHus pedbenka nosropHo Y3U npoBoauT-
csl Ha cpoke 6 Hen xxku3Hu. Juddepenunansuyio 1u-
arnoctuky MKII cienyer npoBoauTs ¢ ruaponedpo-
3om, AT, APIIIL, I'KB [37-39]. B ta6n. 10 npen-
CTaBJIEHbl PEKOMEH/IALINH 110 BEACHUIO JETEN C OTHO-
CTOPOHHEHN MYJBTUKHCTO3HON MouKoii [38].

B nacrosiee Bpems He CyIeCTBYeT €AMHBIX TOKaA-
3aHUH K HEPPIKTOMHUH B AETCKOM BO3PacTe MPHU MYJIb-
TUKHCTO3HOM M TMITOIUIA3UPOBAHHON ANCIIIIa3UH TTOYEK.
VYuuTsiBast 001LIHME XUPYPrUUECKUE U aHECTE3HOIOTNYe-
CKHE PUCKH, HAJIMYHE PACcCXOKJIEHUH B Ipegonepau-
OHHOM H TocJieonepalonHoM auardose (17-20%),
CUHUTAIOT, HEOOXOAUMO B ITeANATPUN IPUAEPIKUBATHCS
OpPraHOCOXPaHSIOIIEH TAKTUKHU KaK MU c1abo QyHK-
LMOHUPYIOIIEH, TaK U TpH He()YHKIIMOHUPYIOILEH oY~
ke, mpoponkast crporuii koutpoins ¥Y3U, CKD, ypoBHs
kpeatunuHa u AJl B tunamuke [36—38]. OTHOCUTETB-
HBIMU MOKa3aHUSIMU K HE(QPIKTOMUH Yy JIeTEH C MyJIb-
THUKHACTO3HOH MOYKOM CUMTAIOT apTepUaIbHYIO THIIEp-
TEH3UI0, 00JEeBO a0OMUHAIILHBIN CHHAPOM, pelu-
JUBHPYIOLINN XapakTep UH(PEKIUU MOYEBBIX MyTEH.
OcHoBHbIMU ocnokHeHus MU MKI1 y nereit ssBnsrorces
aprepuaibHas runeprensus (5-28%), koropast B 60Jb-
IIMHCTBE CITy4aeB BBIABISIETCS HA IEPBOM IOy XKHU3HH,
My3bIPHO-MOYETOUYHUKOBBIH PEIIIOKC B KOHTpajare-
panpHO# nouke (5-25%), penunuBupyomias HHpeK-
st MoueBoit cuctemsl (3,9—34,7%) [35, 36, 38]. IIpo-
BeneHHas Hedpakromus npu MKII y 25-50% mauu-
€HTOB IIPUBEJIa K HOPMaJIU3al1K apTePUaIbHOTO 1aB-
nenus [36, 37]. KomneHcaropHas runepTpodus KoH-
TpajlaTepaibHOM MMOYKH HAUMHAETCS C BHYTPUYTPOO-
HOM KHU3HH, 4acToTa ee cocraBisieT 43—59% B Teue-
Hue 1 roga xus3Hu pedenka u 80—100% ciryuaes npu
HaOmroneHuu 110 5 et [35-38]. OTcyTcTBUE BBIPaKEH-
HOU runepTpouu KOHTpataTepabHON MMOYKHU Yalle
CBUJICTENLCTBYET O HapylleHnH ee GpyHkuuu [35, 38].
JlaHHBIE O CPOKaxX U CTENCHN UHBOJIIOLMH (4aCTHYHOM
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Tabnuua 10

PekomeHgauum no Be 4€HNIO NaLUEHTOB C OA4HOCTOPOHHE MYJIbTUKUCTO3HOM NOYKOM,
BbISIBJIEHHOW B NpeHaTasibHOM UM HeoHaTanbHOM nepuoge [Hains D.S. n coaer., 2009]

MeToanka PekomeHayemas yactoTa

Llenb nccnepoBaHumsa

OcmoTp o6nacTn Xxu-
BOTa
mec, 18 mec, 2 ropa, 3atem — eXerogHo

Mpn Kaxaom nocelleHnn negmatpa — B TedeHme 1
MEC XW13Hu, B 2 Mec, 4 mec, 6 mec, 9 mec, 12 mec, 15

MckniounTb Hanmune o6beMHbIX 0b6pas3oBaHuii (rm-
npPOoHedPO3 N onyxosnb)

NamepeHune aptepu-
aflbHOro AaBneHus

ExerogHo, Bkoyasa neter mnaaie 3 net

McknounTb apTepuasnbHylo rmnepTeH3nio

AHann3bl Mo4mn ExerogHo

BbisiBNIeHWE NPOTENHYPUM WU remMaTypumn

KpeaTHUH CbIBOPOTKM
(oueHka CKd)

B Bo3pacTe 2, 5, 10 net

OBHapyXeH1e No4YeyHo HeJOCTaTOHHOCTU

Y3U noyek B Bo3pacTe 2, 5, 10 net

BbisiBNeHne 0cnoxHeHnn (rmapoHedpos), Habnoae-
HUe 3a VHBOJIOLMEN MOPaXEHHOW MOYKM 1 KOMMEeHca-
TOPHOM runepTpodurel KoHTpanaTepanbHOM NOYKN

W TIOJTHOM ) TKaHW MYJIETUKHUCTO3HOM TIOUKH B JIUTE-
parype HOCAT HEOAHO3HA4YHbINH XapakTtep (B 19-74%
B TreueHue 9 mec — 10 net) [35, 37]. B 92% ciydaes
nipu noHo# nHBoonnu Tkanu MKII BeisiBnena kop-
PENALMOHHAA CBA3b C BBICOKOI CTETIEHBIO KOMIIEHCa-
TOPHOU rHNepTPOUH KOHTpaJIaTepaTbHON TOUKH 35,
37]. Puck paszsurus onyxonu Bunsmca npu MKII co-
craBiseT B cpenHeM 1:2000 ciydaes [38]. Bee ciy-
yau BBIABIICHUS OITyX0JM BuibMca 3apeructpuposa-
HBI y JieTell B Bo3pacTe 710 4 JIET U XOpOILO MojaBa-
JUCh TEpaNny, B TO BpeMsl KaK KapIlMHOMA BBISBIIS-
nachk B Bo3pacte 15-44 ronma (B ogHOM citydae B 63
rojia) Ha MO3AHEH CTaIuK B BUAE KPYIIHBIX OITyXOJIe-
BbIX 0Opa3oBaHuii [38].

| lMpocTas k1cTa noykm |

BpoxaeHHas MprobpeTeHHas

| |

OfOHOCTOPOHHSAS, ABYCTOPOHHSASA

OpaunHo4Has
MHoxecTBeHHasi

CeposHas
'emopparnyeckas
MHdmumpoBaHHas

WHTpanapeHxumHas

OkornonoxaHo4Has |<7

MynbsTUnokynsipHas

KopTtukanbHas

\ 4

Cyb6kancynsipHasi

Cxewma 2. Knaccndukaums npocTon KUCTbl NoYku [JlonatkmH H.A.
n Maso E.B., 1982].
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Tyouamasn (medynnapnas 2youamasn) nouxa

MenynnsapHasi ry0o4arasi moyka — 9TO KHCTO3Has
00JIe3HB MTOYEK, KOTOpasi KIIMHUYECKU MPOTeKaeT Oec-
CHUMIITOMHO M XapaKTepU3yeTCs paclIupeHneM coOu-
partenbHBIX TPYOOUEeK B COCOUKaX, B Pe3yJbTare 4ero
MoYKa BBIISLIUT ryouatoit [2, 27]. Kuctel B moukax
Yalie ¢ AByX CTOPOH, pazMepoM 10 1-3 MM, MOTYT co-
JiepKaTh TUIOTHBIE HETPOHUIAEMbIe JJISi PEHTI€HOB-
CKUX Jy4eil chepudeckre KOHKpEMEHTHI (00BI3BECT-
BJIeHHbIe cocouk) [2]. [Ipu HEocIOKHEHHOM Teue-
HUU apTepuajbHas TUIEepTeH3Hsl OTCyTCTByeT. Mo-
YeBON CHHJPOM MOYKET XapaKTepu30BaThbCs YMEpeH-
HOM MpPOTEUHYpUEN, MUKporeMarypueil. Jluarnoctu-
Ka rybuaroi MoukH y JieTeif ocHOBaHa Ha pe3ysbraTax
BHYTPHBEHHOH yporpaduu, Ipu KOTOpor Ha 5-if Mu-
HYTE BBIABISIETCS pajualibHas WIN JUHEWHas CTPyK-
Typa COCOUYKOB H/MJIH PacUIMpEHHBIE cCOOMpaTeIbHbIC
TpyOOUKH («OyKeT I[BETOB» B 30HE MHUPAMH/T), YBEIIHU-
YeHHe OJHOHN MM 00eux Mmodek B pa3Mmepax, 0e3 u3-
MEHEHMsI KOHTypa ToukH [2, 27].

Ilpocnos. MenynnspHasi ryouatas mouyka UMEET
noOpokadecTBeHHOE TeueHne. Hanbomnee yacThiMu
OCIIOKHEHUSIMH SIBJISIFOTCS] yPOIUTHA3, HHPEKIHSI MO-
YeBBIX MyTel; HapylIeHNe QYHKIMU MTOYEK pa3BHBa-
€TCsl pe/IKO, Yallle KaK CIe/ICTBUE XPOHHUECKOTO MHe-
JoHeppUTA WIK MOYEKAMEHHOM OOJIC3HU.

IlIpocmasa kucma nouxku

IIpoctsie kuctel nouek (I1KIT) orHocuTensHO pen-
KO BCTpEYaroTcsi B JETCKOM Bo3pacTe (0cOOSHHO pef-
KM TIPH pO’KACHUN U B rpyaHoM Bo3pacte). [IKII yae
OTHOCTOPOHHUE (BEPXHUH MOJIOC MMOYKH ), pacmoiara-
FOTCSl IPEUMYIIIECTBEHHO B KOPKOBOM CJI0€, TIPOTEKa-
10T 00b1uHO OeccumnTomMHO. [TKIT Gombiimx pasme-
POB MOTYT BbI3bIBaTh 0OJIb B MOSCHUYHOW 00JAcTH,
00CTPYKLIMIO MOYEBBIX MyTeH, apTepraIbHyI0 TUIIEp-
TeH3u10. Pa3mep mpocToii KUCTHI MOYKHU MPAKTHYECKU
He u3MeHsiercs B ieTckoM Bozpacte [40, 41]. [Ipocras
KHCTa MOYKM HE MMEeT HacleJICTBEHHOTO CeMEeHHO-
TO XapakTepa 1 HUKOI/a HE COYeTaeTcsl C KUCTaMH B
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npyrux opranax. B 90-98% nuarnoctuxa ITKII ocHo-
BbIBaeTCs Ha pesynsrarax Y3U. [{ng xapakrepucTu-
ku [IKII Heobxoanmo Hamuuue criequpUIHON TpHa-
abl Y3U xputepues: hopma Kpyrias, ¢ YeTKUMH rpa-
HULIAMH 1 [JIQAKUMH CTEHKAMU; aH3XOT€HHAsI BHYTPH,
TUIIEPIXOreHHAsl 3aAHsIs CTeHKa [2, 42, 43].

H.A. Jlonarkunsiv 1 E.B. Mazo (1982) npemoxena
KJaccuuKkanms IpoCToi KUCTHI MOYKH (cxema 2) [42].

MynbTHIOKY SIpHAs IPOCTas KUCTA BJISIETCS MHO-
rOKaMepHBIM KHCTO3HBIM 00pa30BaHUEM B YACTH T10Y-
Ku. BOKpyr KucThl HaOMIONAIOTCS JUCIUIACTHYECKUE
3NIEMEHTBI, YKa3bIBAIOIINE Ha paHHEEe SMOPHOHATIBHOE
MPOUCXOKICHHUE aHOManuu [42].

[Toxa3aHuem k XupyprudeckoMy JISUCHHIO SABIISIOT-
cs1 00J1b, reMaTypHsl, peLMANBUPYIOIIAs HHPEKIUS MO-
YeBBIX MyTeH, apTepuanbHas THIEPTEeH3Us, 00CTPYyK-
uusg MoueBbIX mmyTei [40]. Onucansl pe3ynbTaThl Ape-
HUPOBAaHUS CONEPKUMOTO KUCTBI C MOCIEAYIOLIUM
CKJIEpPO3UPOBAaHUEM IOJIOCTH KUCTBI 95% pacTBOpOoM
ataHona y aerelt [43, 44] nnu 20% pacTBOopoM TeTpa-
LUKIMHA TUApoxiopuaa y B3pocisix [40], kotopsle
HMMEIOT HEOTHO3HAYHBIN XapakTep.

Ilpuobpemennan kucmosnaa 601e31Hb NOYKU

[IpuoGperennas kucro3Has 00JIE3Hb TOUKH MPOSIB-
asieTcst 00pa30BaHUEM MHOXKECTBA KUCT B [TOYKaX Y I1a-
LIMEHTOB C MMPOrpeccUpyIoIeii 00Ie3HbI0 TIOYEK, HO Oe3
HacJIeICTBEHHON MPUPOIbl 00pa3zoBaHus KUcT [2]. Me-
XaHM3MOM 00pa30BaHUs IPHOOPETEHHBIX KUCT MOYKH
CUUTAIOT 3aKyNOPKY [IPOCBETA KaHAJIBLIEB BCIIEJCTBIE
¢ubpo3a n/mmm kaipuudukanmu. Yaie Bcero npuoo-
peTeHHasi KUCTO3HAs OOJIe3Hb MTOYKH OOHAPYKUBACTCS
y JIMII ¢ HapylIeHHneM (QYHKIMHU TOYeK, HAXOIAIINXCS
Ha nuanuse. [Ipu jJeueHnn auanu3om cpokoM doree 5
JIeT 4acToTa NPHOOPETEHHON KUCTO3HOH OO0JIe3HU MO~
yek cocransieT 10 S0-90% [2]. Knmuandyecku npuodpe-
TeHHast KUCTO3Has! 00JIe3Hb TIOUKH MIPOTEKaeT OeccuM-
[ITOMHO, city4yaifHo BeisaBisiercs npu Y3U nmm KT. Ku-
CTHI pazMepoM yaitie 10 0,5 cM, AByCTOPOHHHE, MHOXKE-
CTBEHHBIE, PACIOJIaraloTCsl MPEUMYILECTBEHHO B KOp-
KOBOM CJIO€ Io4eK. B npyrux opranax o4aroB rumeps-
XOT€HHOCTH WJIM 00Pa30BaHUs KUCT HE BBISIBIISIOT [2].

IIpoenos. Y OOIbHBIX, HAXOIAIIMXCS HA AUATH3E
Oonee 10 et yacToTa pa3BUTHSI OIYXOJIEH COCTABIISET
5%. B cBsI3U ¢ 3TUM cUUTaETCs] HEOOXOIMMBIM AL~
€HTaM, MOJyYaroLM Juain3 0ojee 3 JIeT, eXKEeronHo
npooauTh Y3U unu KT ¢ uenpro uckiatoueHus npu-
00peTeHHOM KHCTO3HOW O0JIe3HH MOYKH [2].

®. Xunpaeopann (2006) mpeuIoKuI AUarHoCTU-
YECKHUH aJITOPUTM IIPU KUCTO3HBIX OOJIE3HIX MOYEK Y
neteit (cxema 3) [27].

3aknwyenue

Kucro3neie 60ne3HM (KHCTO3bI) MOYCK y JeTel

MPEJCTABIIAIOT TETEPOreHHYIO TPYIIY BPOXKJICHHBIX,
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HACJIEACTBEHHBIX U IPHOOPETEHHBIX 3a00JIEBaHUH, OT-
JIMYAIOLIUXCS 110 IIPOUCXOXKICHUIO, KOJIMUECTBY U pa3-
Mepy KHCT, OJHOCTOPOHHEMY HJIH JIBYCTOPOHHEMY pac-
MIOJIO’KEHHUIO KUCT (BBIABIISIEMBIX IIPH YABTPa3ByKOBOM
UCCcIeI0BaHNH, KOMITBIOTEPHON TOMOTpadun ), UMero-
IIMX Pa3IM4YHOE T€UEHHE, IPOTHO3 U UCXOJ,.

BUBIMOT PAGUYECKUIA CMTUCOK

1. Zerres K. Classification of cystic kidneys. «In»: Watson M.L.,
Torres V.E. Polycystic Kidney Disease. Oxford University Press Inc,
New York. 1996:167-174

2. ok KA, BeHHeT BM. KuctosHas 601e3Hb ro4ek. PykoBoa-
cTBO o Hegpposnoruum. MNep. ¢ aHrn. MNog pen. Ix.A. ButeopT, IX.
P. JlTopeHca. MegnumHa, M.: 2000. Paspgen IV: 277-289

3. Avni FE, Garel L, Cassart M et al. Perinatal assessment of
hereditary cystic renal diseases: the contribution of sonography.
Pediatr Radiol 2006;36(5):405-414

4. AkceHoBa ME, Jo6pbiHMHa MB, KaTbiwesa OB v ap. MNonu-
KNCTO3 NMOYeEK 1 06paTHOE PACONIOXKEHNE BHYTPEHHMX OPraHOB Y
pebeHka (HedbpoHODTNI 2-10 TUNA). POCCUICKINI BECTH NEepUHa-
Tonorvum v neavarpum 2005; 2: 40-44

5. Jlesnawsunn XTI, ManasH AB, CaBeHkoBa HZ,. CUHOpPOMBI
COYETaHHOro NOpaxXeHUs NoYeK 1 apyrmux cuctem. «B»: ManasH
AB, CaeHkoBa HJ,. KnuHudeckasi Hegpposiorusi 4ETCKOro BO3-
pacra. NleBwa, CM6., 2008: 149-191

6. Katherine MacRae Dell, William E. Sweeney, Ellis D. Avner.
Polycystic Kidney Disease . Ellis Avner, William Harmon, Patrick
Niaudet, Norishige Yoshikawa. Pediatric Nephrology 2009; (6)
36: 849-887

7. Goilav B, Satlin LM, Wilson PD. Pathways of apoptosis in
human autosomal recessive and autosomal dominant polycystic
kidney diseases. Pediatric Nephrology 2008; 23, 9: 1473-1482

8. Wilson PD. Polycystic Kidney Disease. N Engl J Med 2004;
350: 151-164

9. Rohatgi R. Na transport in autosomal recessive polycystic
kidney disease (ARPKD) cyst lining epithelial cells / R. Rohatgi, A.
Greenberg, C. R. Burrow et al. JAm Soc Nephrol 2003; 14: 827-836

10. Avni FE, Guissard G, Hall M et al. Hereditary polycystic kid-
ney diseases in children: changing sonographic patterns through
childhood. Pediatr Radiol 2002;32(3):169-174

11. AHgpeeBa 3P. KnMHUKO-reHeTn4eckoe UCCrenoBaHne
neten 1 NOAPOCTKOB C MNOIMKUCTO30M rnoyek. AsToped. guc. ...
kaHa.men.Hayk. Cl6., 2008: 18

12. ApyTioHaH CC, CaseHkoBa H[, JlapnoHosa BW.
AyTOCOMHO-,EI,OMMHaHTHbIVI MOJINKNCTO3 NOoYeK y B3POC/bIX U Oe-
Ten. Hegpponorus 2010;14 (3): 58-68

13. AHgpeeBa O, MNanasH AB, CaBeHkosa H/. MNonnkncTos
nouek. B: ManasH AB, CaBeHkoBa HL,. KnuHu4deckasi Hegpponorus
naetckoro Bo3dpacTta. Jleswa, Cl6., 2008: 121-143

14. Bergmann C, Zerres K. Polycystic Kidney Disease: ADPKD
and ARPKD. In: DF. Geary, F. Schaefer. Comprehensive pediatric
nephrology. — Copyright, 2008 by Mosby, Inc., an affiliate of Else-
vier Inc: 155-178

15. Urnatosa MC. LeTtckas Hegpponorusi: PykoBOACTBO AJ/s1
Bpayeri / nog pen. M.C. UrHatosoi. 3-e 3., nepepab. v gon.
000 «MeanumHckoe MHDOPMaALMOHHOE areHTcTBo», M., 2011:
187-199

16. Dell KM. The spectrum of polycystic kidney disease in
children. Adv Chronic Kidney Dis 2011;18(5):339-347

17. Siomou E, Jarvis J, Hulton S-A. Autosomal dominant
polycystic kidney diseases (ADPKD) associated with steroid-
sensitive nephritic syndrome in childhood. Pediatr Nephrol 2011;
26: 643-644

18. Rizk D, Chapman A. Treatment of autosomal dominant
polycystic kidney disease (ADPKD): the new horizon for children
with ADPKD. Pediatr Nephrol 2007; 23(7): 1029-1036

19. Mekahli D, Woolf AS, Bockenhauer D. Similar renal out-
comes in children with ADPKD diagnosed by screening or present-
ing with symptoms. Pediatr Nephrol 2010; 25 (11): 2275-2282



ISSN 1561-6274. Hedponorusa. 2012, Tom 16. Ne3 (Bbinyck 2).

20. Ibraghimov-Beskrovnaya O, Bukanov N. Polycystic kidney
diseases: From molecular discoveries to targeted therapeutic strat-
egies. Cellular and Molecular Life Sciences 2007; 65 (4): 605-619

21. Guay-Woodford LM. Renal cystic diseases: diverse phe-
notypes converge on the cilium/centrosome complex. Pediatr
Nephrol 2006; 21(10): 1369-1376

22. Bissler JJ, Siroky BJ, Yin H. Glomerulocystic kidney dis-
ease. Pediatr Nephrol 2010; 25 (10): 2049-2056

23. Montemarano H, Bulas DI, Chandra R, Tifft C. Prenatal di-
agnosis of glomerulocystic kidney disease in short-rib polydactyly
syndrome type I, Majewski type. Pediatr Radiol 1995; 25: 469-471

24. Vergine G, Mencarelli F, Diomedi-Camassei F et al.
Glomerulocystic kidney disease in hypomelanosis of Ito. Pediatr
Nephrol 2008; 23(7): 1183-1187

25. Amir G, Rosenmannl E, Drukker A. Acquired glomerulo-
cystic kidney disease following haemolytic-uraemic syndrome.
Pediatr Nephrol (1995) 9: 614-616

26. beprmaH K, 3eppec K. KnuctosHole 3abonesaHus no-
yek / nop pen. 3.JloimaHHa, AN. UpirnHa, AA.CapkucsaHa. Jert-
ckasi Hegpposoruvs: lNpakTnyeckoe pykoBoacTBo. Jlntteppa, M.,
2010: 200-208

27. Xunbpoebpang . KnctosHble 60n1e3Hu noyek / nof pen.
H.Curena. Letckas Hegppoaorus. MNep ¢ aHrn. MNpaktuka, M.,
2006: 212-225

28. Bleyer AJ, Hart TC. Medullary cystic disease. In: Lifton
RP, Somlo S, Giebisch GH, Seldin D.W. Genetic diseases of the
kidney. Copyright, 2009, Elsevier Inc. all rights reserved: 447-461

29. Wolf MT, Hildebrandt F. Nephronophthisis. Pediatr Nephrol
2011; 26(2):181-194

30. Hoefele J, Nayir A, Chaki M et al. Pseudodominant in-
heritance of nephronophthisis caused by a homozygous NPHP1
deletion. Pediatr Nephrol 2011; 26: 967-971

31. Salomon R, Saunier S, Niaudet P. Nephronophthisis.
Pediatr Nephrol 2009; 24(12): 2333-2344

32. Seeman T, Seemanova E, Nuernberg G et al. Polycystic
kidney and hepatic disease with mental retardation is nephro-
nophthisis 11 caused by MKS3/TMEMG67 mutations. Pediatr
Nephrol 2010; 25 (11): 2375-2376

33. Bacchetta J, Chapurlat R, Bouvier R et al. Nephronophthi-
sis-like nephritis associated with fibrous dysplasia of bone. Pediatr
Nephrol 2008; 23(9): 1559-1563

34. Urnatosa MC, KoposuHa HA. JuarHoctvka v ne4eHvie
Hegponatuii y neteri. TOOTAP-Meana, M., 2007: 74-84

35. Weinstein A, Goodman TR, Iragorri S. Simple multicystic
dysplastic kidney disease: end points for subspecialty follow-up.
Pediatr Nephrol 2008; 23(1): 111-116

36. Mattioli G, Pini-Prato A, Costanzo S et al. Nephrectomy for
multicystic dysplastic kidney and renal hypodysplasia in children:
where do we stand? Pediatr Surg Int 2010;26(5):523-528

37. Kiyak A, Yilmaz A, Turhan P et al. Unilateral multicystic
dysplastic kidney: single-center experience. Pediatr Nephrol
2009; 24(1):99-104

38. Hains DS, Bates CM, Ingraham S, Schwaderer AL. Man-
agement and etiology of the unilateral multicystic dysplastic kidney:
a review. Pediatr Nephrol 2009; 24(2): 233-241

39. Fujinaga S, Hirano D, Hara S et al. Seminal vesicle ab-
scesses associated with ipsilateral multicystic dysplastic kidney
in an infant. Pediatric Nephrology 2008; 23(9): 1551-1554

40. Kilinc M, Tufan O, Guven S et al. Percutaneous injection
sclerotherapy with tetracycline hydrochloride in simple renal cysts.
Int Urol Nephrol 2008; 40(3): 609-613

41. Garcia Nieto V, Dublan Garcia K, Luis Yanes MI. Are
simple renal cysts another manifestation of prelithiasis in infancy?
Nefrologia 2010; 30(3): 337-341

42. NonatkuH HA, Maso EB. lMpocrtas kucta novkun. Meau-
umHa, M., 1982: 128

43. Vrublevskii SG, Kovarskii SL, Menovshchikova LB et al.
Simple renal cysts in children: analysis of surgical treatment.
Urologiia 2008;(1):60-63

44. Akinci D, Gumus B, Ozkan OS et al. Single-session per-
cutaneous ethanol sclerotherapy in simple renal cysts in children:
long-term follow-up. Pediatr Radiol 2005; 35(2):155-158

Iocrynuna B pegakuuto 01.06.2012 1.
ITpunsra B mevats 28.06.2012 1.

47



