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Peztome. [lonuxucmos nouex xapaxmepuzyemcsi 00paso8amuem MHOMCECMBEHHbIX KUC PA3TUYHO20
pasmepa Ha yposHe NPOKCUMANbHBIX U OUCANbHbIX KAHATbYES, CObUpamenbhblx mpybouek 6 napeHxume
obeux novex. B cmamve npedcmaeneno onucanue KIUHUYECKO2O HAONIOOEHUS PEOKUX BHENOYEYHbIX
NpOsiGNeHUll NONUKUCTIO3A NOYEK C aYMOCOMHO-OOMUHAHMHbLIM MUNOM HACLIe008AHUSL 6 OemCKOM
gospacme.

Knroueswle cnoea: nonuxucmos nouex, wumosuoHas scenesd, SUdHUKU

Resume. Polycystic kidney disease is characterized by formation of multiple cysts of varying size at
the level of proximal and distal tubules, collecting tubes in the parenchyma of both kidneys. The article
presents a clinical case of a rare extrarenal manifestations of polycystic kidney disease with autosomal
dominant inheritance in children.

Keywords: polycystic kidney, thyroid gland, ovaries.

AKTYyaJIbHOCTb. ~AyTOCOMHO-JOMHHAHTHBIA nomkucTo3 mnouek (AT, MKB
Q61.1) — camblif yacTblii BapuaHT HACIEICTBEHHO-OOYCIIOBICHHOTO IMOJIMKUCTO3a MOYEK
(1:400-1:1000 nacenenus). B pazputum AJIIIIl nokazana ponb MOBPEXKICHUS OCIIKOB-
nomuiuctiHoB. I 1 2 [McPherson E.A., 2004], xoTopble BXOISAT B CTPYKTYpPY
SIUTEINANBHBIX  KJIETOK KAaHAJIbLIEB [OYKM, TI€YEHM, JEerKuX, Mo3ra, cepila,
[J1aIKOMBITIEYHBIX KJIETKaX COCYIOB, YTO OOBSCHSET MOJMOPTAaHHOCTh MOPAKEHUs MNpU
AJIILL  Tlo xnaccudukauuu Bonsib S.M.(2009) Beigensitor kinaccuueckuin A/ u
AJIIIIT ¢ panaum BoisiBneHueM («early-onset») y aereit. B 2005r. Shamshirsaz A. ¢ coaBrt.
Boiieiunun TepmMuH «VEO-very early onsety (o4eHb paHHEe Hadasio) NMpHU JAHUArHOCTUKE
AJITHT B Bo3pacte a0 18 mecsien. B 2008r. Bergmann C., Zerres K. BbIIEISAIOT TEPMUH
«EO-early onset» (pannee Hauano) mpu ycrtanoBnenuu auarsosa AJIIIII B Bo3pacte 10 15
net. Hanbonee yacteiMu BHemoueUHbIMU KucTaMu nipu AJIIIIT SBASIFOTCS KMCTHI TIEUEHU
(30-70% y B3pOCHBIX) U KHUCThI MOJKETYNOUHOM Kene3bl (5-17% y B3pOCbIX), pEAKUMU -
KUCTBl cene3eHkn (5%), smaankoB (4,3%), MUTOBUIHOW >KENe3bl, SUYCK, TUModusa,
JIETKUX, OKOJIOYIITHOU KeJIe3bI, MAyTHHHON 000JI0UKH, IMUIIKOBUAHOTO Tena [1, 3, 5].
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Heab: ommucarh KIWHWYECKOE HAOMIOACHUE W BBIJCIUTh OCOOCHHOCTH TEYCHHS,
penakue BHemoueuHble mnposiBieHust «EO-early onset» ayTOCOMHO-JOMHUHAHTHOTO
noyimkrcTosa modek (AJIIIT).

IMaument u Metoabl. [leBouke 15 net (07.06.2001) nuarno3z AJIIII BeicTaBieH Ha
OCHOBaHMM T'€HEaJIOrHYecKoro, KIMHUKO-TabopaTtopHoro metona uccienoBanus (KOC,
ouoxumusi kpoBu, CK® mno d¢opmyne Schwartz, pennna kposu), Y3U mnouek (c
onpenenenneM oobema), MPT nodek u opranoB OproiHoii mosoctu, Y3U opranoB manoro
Taza, ¥Y3U muToBUAHOI Kene3bl, cyrouHoro MouutopupoBanusi A/l (CMA/).

Pesyabrarhl (KIMHHYecKoe HAOM0neHue). TatbsiHa M. mocTynwia ¢ xajno0aMu Ha
OTCYTCTBHE MEHCTpyaluil B TeUeHUEe b6MecsaneB U KUCThl nodek no Y3U. B8 ner o Y3U
KHCTa B TIpaBoi mouke, ¢ 12 jet kuctol no Y3U B 06enx moykax, oreHka GyHKIIH MOYEK U
CKAJl He mnpoBOAWIHCH, peakue aHamu3bl mMoud B HopMme. I[lot Y3U B ldier -
MYJABTU(QOJUTUKYISIPHBIE SMYHUKH, B 14,57€T OCMOTpEeHa T'MHEKOJOTOM IO MOBOAY
aMmeHopeu. Jleuenus He monydaer. M3 aHamHe3a XU3HM W3BECTHO, YTO poauiack or 4
6epemennoctu (1 — BHemarouyHas) 3 poJoB (KecapeBo ceueHue). bepemeHHoCTh poTekana
Ha (OHE ayTOCOMHO-IIOMHUHAHTHOTO TOJIMKUCTO3a TIQYEK, ~OTEKOB, apTepHAIbHON
TUNIEPTEH3UH, MHOTOBOJMS, MHKOIUIA3MEHHOIO  YpPETPUTa, Yrpo3bl MPEpPHIBAHUS
o6epemennoctu. Macca Ttena npu poxaeHun 3000r, mimmnHa Slem. C poxaeHus Ha
MCKYCCTBEHHOM BckapmimBanuu. Jlo 1 roma — Ha ydyere y HeBposiora (mepuHarajibHas
sHnedanonarus). Menapxe B 10,5 net. MencTpyaibHbIN Huki Heperyisipabii. C 14 net noxn
HaOMIONCHUEM  TUHEKoJora:  MYJIbTU(OIUTUKYISIPHBIE  SIMYHUKH,  XPOHUYECKHUU
BYJIbBOBaruHUT. AJUIEProJIOTUYECKUI aHAMHE3: aTONNYECKH aepMartut. [lepeHeceHHbie
3a00JeBaHus: MUOTHS (5J1€T), MPUBBIYHO-U30BITOYHOE HanpshkeHue akkomoaanu# (10 ser),
n30bITOUHas Macca Tena — Bbicokas (MMT=26,5). Cemelinblii aHaMHE3 OTSTOLIEH IO
MaTepUHCKOM JIMHUU (pucyHOK Nel): y'marepu, crapuiero Opara, asau (M), JeAymKu (M),
Opara nenymku (M) mpoOanja. Y geaymikd (M) U aaau (M) — aHEBPU3MBI COCYIOB
TOJIOBHOTO MO3ra (C pa3pbIBOM U JIETAIBHBIM UCXOIOM Y IEIYIIKH).

O

e Clidiyirl
Bk

Pucynok 1 — OparMeHT po0CIOBHON CEMBH IEBOYKH |5JI€T ¢ ayTOCOMHO-IOMUHAHTHBIM MTOJIMKACTO30M
MOYEK

Ha moMeHT o0cienoBaHusi IUCTapMOHUYHOE (PU3MYECKOE pa3BUTHE - OKHUpeHue 1
crenenu (13%), runepemusi ek, TUPCYTU3M, COCYIUCTbIE «3Be3A04YKW», AJl Ha pykax
120/79-143/78mm.pT.cT. KnHUYeCcKUi aHaIu3 KPOBU B HOPME, IO OOLIEMY aHAIU3y MOYHU
Mukporemarypus (8-10 B mose 3penusi), kanbuuypusi, nporeunypus (0,12r/1). [loceB moun
CTepWIbHbIN, cyTouHass mnotepsa Oenka 0,044r/cyr. Kpeatunun kposu 0,060Mmounb/i,
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moueBrHa 3,30MMonb/n, kammid 3,8 1mmons/n, Hatpuit 139 mmons/n, xmop 102 Mmoms/m,
KHCJIOTHO-OCHOBHOE cocTosiHue KpoBu: Beb 0,7mMmons/n; pH 7,411, HCO; 24,5MMoms/,
pO, 62,3mmonb/n, pCO2 38,3mmonb/1. CKOpOCTh KIIyOOUKOBOBH (UIBTpallUd MO TIO
dbopmyne Schwarz 127mn/mMun, no npode PebGepra 132mi/muH. [OpMOHBI HIUTOBUAHON
Keles3bl B HopMe. B mocese moun Staphylococcus epidermidis 10*KOE/mn u mudyrepounist
10°KOE/mi1. Penun kposu B HOopMe (15,63nr/mi). Ilo V3U mouek ¥ OpraHoB GpIONIHOM
MOJIOCTH:  yMmMepeHHass  rematomeranus — (14.7*%6.8cMm), npu3HaKW  JAUCKUHE3UH
KEITYEBBIBOMIAIINX MyTEeH, MHOKECTBEHHBIE KHCTHI 00CHX YBETUYCHHBIX B 00BEME MOYEK
V(RD)=104cm? (Hopma 80,4cm?), V(RS)=123cm® (mopma 85,3¢cm?); B cp/3 RD.2 kpymnHbIe
kuctel 1.39*1.99cm u 1,5*%1,1cm; B HmwkHeM mnomioce auamerpom 1,6cm. B RS
MHOXECTBEHHBbIE KHUCThI, max kucta 2,2cM. [lo Y3U mmuToBuaHON *Kene3bl yMEPEHHOE
KOJTMYECTBO Makpo(omuKynoB obeux noneit 10 3mMm (kuctsl), oommidi V=8,2em3. Ilo Y3U
MaJioro Tasza: mpaBblil suuHuK: 3,8%3,3%2.63cM, o0bem 17,47¢M3; JIeBBIM SUYHUK:
4,45%4,15*2 8cm, o0beM 26,78cm3; B o00omx suuHHKax. Ooimee 10 xaoTwyHO-
pacrnonokeHHbIX KucT A0 0,7 cM B auameTpe. 3aKIIOYeHHUE: MONUKUCTO3 AMYHHUKOB. [lo
MPT noyek 1 opraHoB OPIOITHOM MOTOCTH: MHOKECTBEHHBIE KUCTBI 00€HX MOYEK OT 2*3MM
10 19*26mMM; KUCTBI B TIEUECHHM, MOKETYIOYHON >Keje3e, CEIe3eHKe He BbIsBIEHBI. [lo
CMA/L: Cpennecyrounasi BenuurHa gasieHus 134/75 mm.ptr.cr ipu YCC 66 B MUHYTY,
MakcumaiibHast BenmunHa 181/61 mm.pt.cT ipu UCC 63 B MUHYTY, MUHUMAJIbHAS BEJIMUUHA
108/55 mm.pr.ct ipu YCC 50 B MuUHyTY, YyTpeHHUH MOAbEM, BapuaOEIbHOCTh B HOPME;
PETUCTPUPYETCSI TPEUMYIIECTBEHHO CHCTOJIMYECKAsi TUIEPTEH3UsSI HEMOCTOSHHAS B
JTHEBHBIE Yachl 10 cpeaHux BennuuH (2 mogpemMa AJL 10 150/80MM.pT.CT. B HOUHOE BpeMs).
[To OXO-KI' npu3nakoB runeprpoduu JEBOIO Keayaouka He BbIsiBIeHO. IIpu ocMmotpe
[JIA3HOTO JIHA BBISIBJIEHO PACIIMPEHUE W-U3BUTOCTb BEHYN, CYKEHUE apTEepPHUOJI; MPU3HAKU
AQHTUOTIATUU CEeTYaTKU 1CT.

VY neBouku 15ner BoiaeneHsl Benymme cuHapombl AT — moyednsie KUCTHI 1O
VY31 opHOCTOpOHHME B 8§ JeT, ABYCTOPOHHME B 12 JeT; CHHAPOM apTepuaIbHON
TUNIEPTEH3UM  BIEPBBIE BBISIBICH B 157meT ¢ mOpaxeHWeM  OpraHa-MUILICHU
(rumepTeH3UOHHAsT ~ aHTHONATHs  CeTYaTKM | CTEeMeHW); MOYEBOH  CHHIPOM
(MuKporeMaTypusi, TpOTeUHYPHs ); HYHKIIMS MOYEK COXPAaHHA; BHETIOYEUYHOE PACTIOIOKEHNE
KUCT: KHCThl SIMYHUKOB M OOEUX JIOJNIe IIUTOBUIHOM >KEJIE3bl; TeraroMerausl.
Knunnueckunn gmarfo3: IloMMKUCTO3 MOYEK € ayTOCOMHO-JOMUHAHTHBIM — THIIOM
HAaCJICJOBAaHUs, DAHHEE BBISBICHUE, C BHEMIOYECYHBIMU MPOSBICHUSIMU (KUCTHI STMYHUKOB,
KHUCTBI ITUTOBUTHOM KeJie3bl), ¢ coxpaHnHou (yHkiuel noyek. Hepporennas aprepuanibpHas
runeprensus. Funepren3nonHas anruonarus cetTdyatku 1 crenenn. AmeHopes. U30bITouHas
Macca Tefla Bbllle cpenHero. Pekomenpanuu: Jlueta ¢ orpaHUYEHHEM JIETKOYCBOSIEMBIX
YIJIEBOIOB, OTPAaHUYCHHUE COJM, UCKIIOYUTH MPOAYKThI «ObICTporo murtanus-fast food,
ra3upoBaHHbIe HAUTKU, Kpenkuil yail, kode. Koppekuus aprepuaibHOM TMIEPTEH3UH -
MHTHOUTOPHl aHTMOTEH3UH-TIpeBpalaroniero ¢gepmenra mno xkonrpoieM AJl. Jleuenue y
TUHEKOJI0Ta, SHI0KpruHOoNIora. Monutop (ynkimu nouek. Y3U moyek 1 pa3 B 6-12mecsiies.
HckimounTh moabeM TSHKECTEH, 0CBOOOIUTE OT (DU3KYABTYPHI B MiKoje, rpynma JIOK 2-3
paza B roa o 10-15 pas.

O6cy:xnenue. «[lomMkucTo3 MOYEK» - OAHO W3 HAYYHBIX HAMPABICHUN Kadeapsl
dakynererckoit nenuarpuu GI'BOY «CIIGITIMY» MunsapaBa Poccun. BuimonHeHsl u
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3amuiieHsl quccepranuu: AuapeeBa J.D. «KIIMHUKO-TeHETUYECKOE UCCIIE0OBAaHUE JETEN
U TIOJIPOCTKOB C MOJUKHUCTO30M TMOYEK» (auccepT. K.M.H., 2008), HaydyHBI pyKOBOIUTEIND
npodeccop, a.M.H. H.J[. CaBenkona; ApytionsiH C.C. «OcoOeHHOCTH TE€UEHHUS ayTOCOMHO-
JOMMHAHTHOTO MOJIMKUCTO3a IMOYEK Y JETEH U B3POCIBIX» (AUCCEPT. K.M.H., 2012), Hay4HBbIi
pykoBoautens npodeccop, a.M.H. H.JI. CaBenkoBa. B paboTax Mbl IpeACcTaBUIM YaCTOTY
BHenoueuHbIX npossieHuid AIII: nmo manasiMm AnapeeBor O.D. BHENMOUYEUHBIE KHUCTHI
orMmeueHsl y 2,2% npereit; no nanHeiM C.C.ApyTioHsH y 9% nereir u 52,7% B3pOCIHbIX.
ITporpeccupoBanue B XBII npu AJIIII B gerckom Bo3pacte coctasiset 4,3% {1, 4], y
B3pocibiX — 14,5% [2]. dakTopaMu, TpoBOUUPYOIKUMH ObICTpbIX pocT KucT aipu AT
SBIICTCS] HATMYWE TTUETIOHe(PPUTA U apTepUaATTbHON TUIIEpTEH3HH [2].

BoiBoabI:

1 Onucano paHHee BBISIBICHUE apTEepUANIbHOW THUIIEPTEH3UU U ITOPaKEHHUs OpraHa-
MUILIICHU (QHTHOMATUsI CETYaTKHU), BHEMOUEYHOE PaCIOJIOKCHUE  KUCT B SIMYHUKAX,
HIATOBUAHOM *kene3e y neBouku 15aet ¢ AJIIII.

2 Cornacno pexomenpamusm Harris P.C., Torres V.E. (2011) y neBouku B 81ner c
ayTOCOMHO-JIOMUHAHTHBIM TUIIOM HACJIE€AOBaHUs MOJIMKUCTO3a IoYEK, ¢ ucxonoM B XBIICS
K 45 romaMm y marepu, JETaJbHBIM HCXOIOM B CBSI3M C Pa3pblBOM aHEBPU3MBI COCYyHa
TOJIOBHOTO MoO3ra y Jeaymkd (M), 1 KHUCTBHI, BBISIBICHHOW B MOYKaX, JOCTATOYHO JJIsi
ycTaHoBieHus auarnosa A JII1I1.

3 VYuuTbiBasg BBISIBICHHWE KUCTHI B TIOYKax BHEpBbie B &ieT (HECMOTps Ha
OJHOCTOpPOHHEE BbIsIBIEHHUE) cunuTaTh AeTckoil popmoit AJIIIIT ¢ pannum Haganom «EO-
early onset.

4 YHUKAJIBHOCTBIO CITy4dasl SIBJSICTCS HAJIUYKME PEKUX BAPUAHTOB BHEMIOUYEUHBIX KUCT
C MOpaK€HUWEM 2 OpraHoB: B svYHUKax (B 14uer) m muToBuaHoOU xene3e (B 151eT) u
MOpakeHUE OpraHa-MHUIICHU NPU- - apTepUaIbHOW  TUIEepPTEeH3UU: (HOPMUPOBAHUE
TUNIEPTEH3UOHHOM aAHTHUONATUU _CETYAaTKu (MPU OTCYTCTBUU TUNEPTPOGUU JIEBOTO
XKenynodka) B Bo3pacte 15ner. Hanure HouHbIX NoabeMoB A/l SIBIIsIE€TCS IPOTHOCTUYECKU
HeOmaronpusiTHeIM ~ nipu3Hakom Teuenus A/, dakropom mnporpeccupoBaHus
XPOHUYECKOM 00JIE3HU TTOYEK.
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