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Renal Cystic Diseases In Children
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KUCMO3HAA OUCNAA3USL NOYeK, (DUOPO3 NeHeH.

Kucro3Hsie 3200/1eBaHUA ITIOYEK HAOTIOAAIOTCA Y A€TEI OTHOCHTEIBHO YACTO. ITHM TEPMHUHOM 0003HAYACTCA

IIATOIOTHSL, 00'bEAUHAEMAS JIUIIb II0 OJHOMY MOP(hOTOIHIECKOMY KPUTEPHIO — 00PA30BAHHIO KUCT B IOYETHON
TKaHH. OJJHAKO OHH BKIIOYAIOT I'PYIITY PA3HBIX 00OIE3HEH, CPETHU KOTOPHIX BBIJIEC/AIOT KAK HACTEACTBEHHBIE U
BPO’KIEHHBIE, TAK K IPHOOpeTeHHbIe. OHH Pa3THIAIOTCS IO BEIMYHHE U KOJTHIECTBY KHCT, MX JIOKAIH3AIUH B
IIO9E€YHOH TKAHH,  TAKIKE IT10 COITyTCTBYIOIIEH OPIAHHOMH ITATOJIOTHH B IIPOTHO3Y. B HacTosmer padbore aHAIH-
3HPYIOTCA MATEPHAIBI HAOIIOeHUI 47 IeTeii ¢ KHCTO3HBIMH H3MEHEHHSIMH ITOYEK, HAXO/JHBIIHECH B K THHHKE
B TeueHue 1967-1998 rr. Bospacr aereit cocrasiaa or 1 1. 7 mec. 10 16 1er. Hanbonee 4acThIMH ObUIH KHCTO3HAS
JHCIUIA3HA II0YEK, AayTOCOMHO-ToMHUHAHTHAA (AJIIK) 1 ayTocOMHO-peneccuBHAaA (POPMbI HOTHKHCTO32 (APIIK).
OcrapHBIE 320071€BAHHA OBUIH IPEICTABICHbI INIITb €JHHHIHBIMHE CIYy9asaMH, CPeAH KOTOPHIX: HehpoHODTH3
DaHKOHH, KHCTO3HOE IMOPAKEHHE ITOYEK IIPH TYOEPO3HOM CKIEPO3€, Iy0uaTas mouka, HeauddepeHupoBaHHbIe
KHCTO3HBIE MOPAKEHHL. IS TUATHOCTHKH, HOMHMO OOIIE K THHHIECKHUX METO/IOB, BHIITOIHSUIHCH SKCKPETOPHAS
yporpadus 1, Kak IIPABIJIO, YIBTPA3BYKOBOE HCCIEJOBAHME ITOYEK U ITedeHHU. C I€/IhI0 BBIIBICHHSA OCTE0IIOPO3a

Aopec ona nepnucku: 1179063, Mockea,Jlomornocosckuii np., 2/62, Hayunwiii yenmp 300posos 0emeii PAMH, omoeneue Hegponoeuu
Tenegpon: (095) 134-34-49. Yymarosa Onvea BraoumuposHa
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H OIIPe/IeICHUsA KOCTHOI'O BO3PACTA MPOBOJWIOCH PEHTTEHOJIOTHYECKOE HCCIETOBAHHE CKEICTA, Y OTAETbHbBIX
OOIBHBIX — aHTHOTPAGD M ¥/WIH CHUHTUTPAd A MoUeK. [IpH MOoPaKeHUH eYEHH BHITIOTHSUIHCH CIUICHOIIOPTO-
rpadus, CIVIEHOMAHOMETPHS, THHAMUYECKAA IeNATOOWIHCIHHTUTPAPHA. Y 9aCTH GOTbHBIX ObLIA IIPOU3BEICHA
Ouorcus HoYKH. OYHKITHOHAIBHOE COCTOSTHHE II0YEK OLEHUBAJIOCH IO KJIMPEHCY d9HJOI€HHOI'O KPEATHHHHA 1
MOKa3aTeIAM (PYHKITHH OCMOTHYECKOTO KOHIICHTPHUPOBAHHS MOYH B IIPOOE IO SUMHHUITKOMY HJTH CYXO€ICHHSI.

B paGoTe OnmHCcaHBI XapaKTepHbIe KTHHHYECKHE MPOSBICHHUS Y J€TEH TPEeX HAN00JIee 9ACTO HAOIIOTABITHXCS
HAMH BAPHAHTOB KHCTO3HOM 00I€3HH — KUCTO3HOM TucIuia3uu modek, AITIK u APIIK. Ux O0IIHMH CHMIITTOMAMH
OBLTH MHHHUMAJIbHAS WIN YMEPEHHAS IIPOTEHHYPUS, ITEMATYPHS U JICHKOIUTYPHS HEOOIBIION CTEIIEHH BBIPA-
JK€eHHOCTH, CHHIKEHHE MAPIUATBHBIX (DYHKIIUI II0YEK, OTCTABAHUE B (DU3UICCKOM PA3BUTHH U OCTEOIIOPO3.
HecKoIbKO peke HAGIIONATHCH APTePHATBHAS THIIEPTOHMS, IIOTHYPHs, aHeMHsA. OCOOEHHOCTHIO KHCTO3HOH
JHUCIUIA3MH TIOYEK B HAIINX HAOGTIONEHIAX ObLIO HEPEIKOe HACIOCHHE IIoMepyIoHedpuTa, pedppakrepHoro
K Tepanum.

Renal cystic diseases is a group of different diseases found in children quite often. Renal cysts is the common sign of these
diseases, but they can be either of congenital, or genetic or aquired origin. In some cases it is only renal disease, in others -
they are a symptom of multisystem pathology. The significant progress has recently been made in the understanding of the
origin, mechanisms and diagnotics of renal cystic diseases.

During the period 1967-1998 we observed renal cystic diseases in 47 patients aged from 1,7 to 16 years. In ten cases it was
dysplastic renal disease, in eleven cases it was autosomal dominant polycystic kidney disease (ADPK) and in 16 patients it
was autosomal recessive polycystic kidney disease (ARPK). The other patients had Fanconi nephronophtisis, renal cysts in
tuberous sclerosis, a «<sponge» kidney and the cystic disease which could not be differentiated. Diagnostics was made by means
of ultrasound and radioraphy methods. In some cases renal biopsy was used. It was proved to be very important in cases of

combination of dysplastic renal disease and glomerulonephritis wich was seen in some children.

In this study we describe the typical clinical features of the dysplastic renal cystic disease, ADRK and ARPK. Their charac-
teristic symptoms were mild or moderate proteinuria, renal tubular function’s impairment, physical retardation and osteo-
porosis. Arterial hypertension, anemia and polyuria were less common.

KuCTo3HBIE MOPAKEHUA ITOYEK Y JETEMN IIPEACTABIAIOT
COOOM OTHOCUTENIBHO IIHUPOKO PACIPOCTPAHEHHYIO I1d-
TOJIOTHIO, OOBEAUHAEMYIO B OHY I'PYIIILY JIULID II0 TAKOMY
MOP(OIOIMUECKOMY KPUTEPUIO KAaK OOPA30BAHUE KUCT B
MIOYEYHOM TKAHU. OHAKO 3TO IIOHATHUE BKIIOYAET IPYIITY
Pa3HBIX 6ONE3HEN, CPES KOTOPBIX MOKHO BBIJCIUTD KAK
HACJIE/ICTBEHHO OOYCJIOBJIEHHDBIE M BPOX/IEHHBIE, TAK U
puodpeTeHHblE. OHU Pa3InYaloTCs 110 BEIMYUHE U KO-
JIMYECTBY KUCT, 4 TAKKE 110 UX JIOKUIU3ALNUN B IIOYEUHBIX
CTPyKTypax. IIOpasKEHNA MOI'YT 3aTPAIUBATh TOJIBKO [I0YEY-
HYIO TKAHb WJIA COYETATBCA C KUCTO3HBIMU 3400/ICBAHNAMI
JPYTuxX OpraHos [1-4, 12, 15]. Pa3able (hOpMBI KUCTOZHOTO
TIOPAKEHUA TOYEK UMEIOT PA3TUYHBIN IIPOTHO3 — OT 6;1aro-
IIOJIy9HOI'O MHOT'OJIETHET'O TEUEHHS IO JIETAILHOI'O UCXO/A
B paHHEM JIETCKOM Bo3pacre [1,7, 9, 14].

HacnencTBeHHBIE KUCTO3HBIE TOPAKEHUA IIOUEK CO-
CTAB/MAIOT 5-109% B 06IIEH CTPYKTYPE XPOHUIECKON II0YEY-
HOI HeprocTaTouHOoCTH (XITH) y retert. B mx ocHOBE IEKUT
I'CHHAA MyTalud (dyTOCOMHO-PELECCUBHAA UM AyTOCO-
MHO-/IOMHUHAHTHAs1 (POPMBI TIOTUKHUCTO3a, BPOK/ICHHBIA
Hepporrnaeckui cuaapoM PUHCKOro Tumna). [IoMuKnucTo3
MOKET COIYTCTBOBATD PA3IMYHBIM CUHApPOMaM ([ayHa,
daBapca, Llenbserrepa, JKyHHA U T.]1.), KOT/Jd OH BO3HUKAET
Ha (POHE XPOMOCOMHBIX abeppanuil. [Ipu BpoxKAEHHOM
IIOJINKOCTO3€ KUCTO3HBIC N3MCHEHUA ITOYCK CBA3AHBI C
TEPATOT€HHBIM BIMAHUEM BHEITHEN CPE/IBI (MYJIBTUKHACTO-
3Has1 JUCIUIA3Ks, I'yOUYaTas IOYKA, IMEJIOI€HHBIE KUCTBL U
up.) (1,4, 10,12, 15].

B nocnegaue rogpbl B U3y4EHNUH 3THOIOI UM, TATOICHE3A
1 OCOOEHHOCTEN KIMHUKN KACTO3HBIX OOJNIE3HEN ITOYEK
JOCTUIHYTBI 3HAYMTEIbHBIC YCIeXu. OHAKO OCHOBHBIC
HCCIIENOBAHNUS 110 3TOH NMPOBIEME IIPOBOAATCA 32 pyde-
JKOM U OOBIYHO OI'PAHHUYEHBI HEOOBbIINM KOJIUYECTBOM
Ha6moeHN. L1enbio HacTosAmel pabOTHI IBUIOCh BBIIBUTD
OCOOEHHOCTH KIMHUKY 1 TEUCHHA KUCTO3HBIX TOPAKCHUIN
IIOYEK Y JETEN.
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Marepuaabl 1 METOABI

3anepuoyc 1967 o 1998 It o/ HAKUM HAGTIOICHUEM
HAXOWIOCh 47 IeTei B Bo3pacTe OT 1 rosa 7 Mec. 1o 16
JIET C KUCTO3HBIMU U3MEHEHUAMU TTOYEK. MBI pasgeninn
UX Ha 7 rpyntl (tabi. 1): 1 — KUCTO3HasA JUCIUIA3KS TI0YEK
6€3 OOCTPYKIIUN MOYEBBIX OPIdHOB; 2 — AyTOCOMHO-/IO-
MHUHAHTHAs (POpMa OMUKUCTO3a nouek (AIIK); 3 — ayro-
COMHO-PELECCUBHAA (POPMA MONTUKUCTO32 TToueK (APIIK);
4 — nedponodrus PaHKOHY, 5 — KUCTOZHOE ITOPAKEHHUE
MIOYCK TIPY TYOEPO3HOM CKIIEPO3¢; 6 — TyGUaTast Movka; 7 —
HeupPePEHIMPOBAHHBIE KUCTO3HBIE IIOPAKEHUA TTIOYEK.

Tabaruya 1
PacmpeesieHHe 0 IpynmnaM 60JIbHBIX C KHCTO3HBIM
MOPAKECHHEM ITOYECK
BapHaHT nop) #EHITA Tuncao
00k
HEX
1 KHECTO=ZHAS qHCOME2H A o9 Bes o CTOTEOEH 10
HO9=ELLL OpTAECE
2. AFTOCOMECD-PeOsoc HEHAT GO P TOIE EECTOS:0 16
%, APTOCOMED-JOMNEHAH TH:A A & ORIl DOHEEECTOE: 11
4 [TomEEECTOS O09cE ODE THYOSPOSHEO N CEIEDOSe 2
5. HabporohreE= TaEroEE o
G, PpSTaTas ooael 1
7. Heardd epeEOEDORARE O EECTOSHEOE 4
OODANCHES OO
Boero Lo

U3 3TUX TPYII TOJPOOHOMY AHAIN3Y TIO/IBEPIINCH
TOJIBKO TIEPBBIE TPH, TAK KAK B IPYTUX TPEX YUCJIO HAOMIO-
JIEHUH ObUIO HEOOJIBIIIIM.

[Ipu ie7IEHUN HA TPYIIIBI Mbl UCIIOIB30BAIN OOIIE-
npuHATbIEe Kputepui (1,4, 12, 14, 15]. Bce 60/bHBIE ObIIN
00CIEI0BAHBl C IPUMEHEHUEM METOJIOB, IPUHATHIX B
HE(MPONTOTMYECKUX KIMHUKAX, BKIIOUAS UCCIEIOBAHNE
KIYOOUKOBOW (PUIIBTPAITUH 11O KIUPEHCY 3H/IOTEHHOTO
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KPEATHHNHA U (DYHKLIUHA OCMOTHYECKOI'O KOHLIEHTPUPO-
BAHMs MOYHU B IIPOOE 110 SUMHHUIIKOMY WIN CYXOEJCHMUS.
[TpOBOMIINCH TAKKE PEHTIEHOIOTHYECKOE UCCIIE/TOBAHNE
CKEJIETA C BBIABJICHUEM OCTEONOPO3d U OIPEEICHUEM
KOCTHOI'O BO3PACT4, 4 TAKKE 3KCKPETOPHAA yporpapus. Y
OTJIENIbHBIX OOJIbHBIX BBITONHSAIMCH AHTUOTPA(UA 1/UIN
CIUHTUTPADIS TOYCK. Y OOTBITIEH YACTH OOIBHBIX CICTIAHBI
3X0rpadusi MOYEK U IEUCHU. JIeTIM C TOPAKEHNUEM [TCYCHU
MIPOBE/ICHBI CIVIEHONOPTOrpadusl, CINIEHOMAHOMETPHS,
JUHAMMYECKAS TeaTOOUIUCIMHTUTPadust. KpoMe Toro,
y 9 [eTel BBINOTHEHA OGUOIICHS TIOYKN C UMMYHO(IIIOO-
PECIIEHTHBIM MCCIEJOBAHUEM OUOIITATA, Y 18 — 6noncus
nevyeHu. B 8 cyuasx Opuia ayToncus.

Pe3yiabTarsl

[To muTepaTypHbIM JAHHBIM CAMBIM PACIPOCTPAHEH-
HBIM KHCTO3HBIM IIOPAKEHUEM IIOYEK Y ACTEH ABIACTCA
KHCTO3HAA AUCIUIasus. OHA Pa3BUBACTCA BCIEACTBUE I1a-
TOJIOT'MYECKOI'O OTKIIOHEHMS B OHTOI'€HE3E II0YEK U, KDOME
KHCT, BBIABJ/IAECTCS TAKOKE CTPYKTYPaMU, HE CBOMCTBEHHBIMU
HOPMA4JbHOMY HE(POI'€HESY, TAKUMU KAK ME3CHXMMHAs
TKAHb 1 METAIUTACTUYECKHUE 3NEMEHTHI [1, 2, 3, 10, 15].

Yacrora KUCTO3HO! JUCIUIA3UY TI0YEK B HAMIUX HA-
6mofIeHUsIX cocTaBuia 27% (10 aereit) oT O6IIero Komu-
YECTBA BCEX C/Iy4AEB KUCTOZHBIX IOPaKEHUI. OOCTPYKIMA
MOUEBBIX OPI'dHOB Y BCEX ATUX IETEH OTCYTCTBOBAIA. [IpU
M3y4ECHUN aHAMHE32 OOPATHIIO HA Ce0 BHUMAHUE, UTO Y
IIOJIOBUHBI U3 HUX POJUTENIN UMEIN NPO(PECCUOHAIBHBIC
BPEJHOCTH, TAKUE KAK PAJUOAKTUBHOE OOJIYUYEHUE MIN
KOHTAKT CO CBUHIIOM. /IBO€ JIETeN U3 3TOU I'PYIIIBI POAU-
JIMCD Y JKWJIN B PAHIOHAX, TIOCTPA/JABLINX BO BPEMS ABAPUU
Ha YepHOOBLILCKON ADC.

JU1 KUCTO3HOM JUCIUIA3UH HAUOOJIEE XAPAKTEPHBIMU
OKA3/IMCh NOBBIIICHUE APTEPUAIBHOIO AasaeHus (AL,
OCTEOIOPO3 PA3HOM CTETIICHU BBIPAKEHHOCTH, U3MEHECHHUSA
B MOUYE, YaIlle IPOTENHYPUA (TA6L. 2). CHIDKEHUE (PYHKIUN
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IIOY€EK BILIOTH 1O XITH 0TMEUEHO y OOBIINHCTBA GOIBHBIX.
V5 13 HUX UMena MECTO TepMuHanbHaA XITH. OTcraBanue
B (PU3UYECKOM PA3BUTHH, IIOJIMYPU, IIOJTUIUIICUS BCTPE-
YAJIMCh MEHEE, YEM Y IIOJIOBUHBI OONBHBIX.

[Ipu ynsrpasByKOBOM HUCCnIenoBaHuM (Y3M) TOIBKO
B OJJHOM CJIy4d€ Pa3MEPBI OUEK ObUIM HOPMAIBHBIMY, Y
OCTAJIbHBIX OHM M3MEHSAIUCD, IIPX 3TOM 3TOM OJUHAKOBO
YaCTO BBIABJIUIACH UX YBEJIMUCHUE UM YMEHbIICHUE. B
IIOJIOBUHE C/Iy4A€B OTMEYAIOCh HAapyIeHue [ depeHL-
aunu cinoes. OQHAKO IIpU Y3 KUCTBI BUSYATTM3UPOBATIUCDH
TOJIBKO Y 50% AeTeH, B TO BPeMs KAK Y OCTAILHBIX KACTO-
3HAS JUCIVIA3KA ObUIA BBIABJICHA IIPU MOP(OIOINIECKOM
HUCCIENOBAHUY OUOIITATA.

OCOB6EHHOCTBIO HAMKX HAOIIOCHUI SIBJISITIOCH HACIIO-
enue rnomepynaonedpura (I'H) Ha KUCTO3HYIO AUCILIA3HIO.
OHO 6bUIO BBIABIECHO V 7 U3 10 OOJIBHBIX TOH I'PYIIILL
Bo Bcex 7 cnyuadax I'H npossisics HeppOTUIECKUM CUH-
OPOMOM C Ir'eMaTypuer Pa3HOM CTEIEHH BBIPAKEHHOCTH,
BIUIOTB /IO MAKPOI€MaTypUH. Y 5 U3 3TUX 7 JeTelt Hepo-
THUYECKUI CUH/IPOM COIIPOBOKIANICS APTEPUATLHOM I'UIIED-
ToHUEH (AT). TedeHne rmoMepynoHe(PUTA XaPaKTEPHU30Ba-
JIOCh PE3UCTEHTHOCTBIO K MMMYHOCYIIPECCUBHOM TEPAITHH,
B KQ4ECTBE KOTOPOM NPUMEHSAIUCD TIIIOKOKOPTUKOUBI (B
TOM YHCJIE U CYIIEPMAKCUMA/IBHBIE JO3BI Y 2 OOJIbHBIX) WJIN
4-KOMITOHEHTHAS Tepanys. 32601€BAHNE IPOTEKAIIO C ObI-
CTPBbIM CHIDKEHUEM (DYHKIIUU II0YEK BILIOTH 4O XITH. Ilo-
ey 5 60IbHBIX PA3BIIIACL B TedeHUE 1,3-2 nerT nocie
ne6roTta 6onesHu. [1pr MOpOIOTHYECKOM UCCIIETOBAHUT
OMONTATA IOYECYHON TKAHU WIH (B 1 CJIydae) ayTOICHUITHOIO
MATE€PUANA BBIABICHDI JU(MPQY3HBI ME3aHrHonponnde-
parusHblil I'H (5 GOIBHBIX), O4aroBo-cerMmeHTapHblil I'H
(1 60mbHOI), ME3aHTUOKATWIIPHBINA [H (1 601pHOI). V
6 GOMBHBIX BBIIBISLTACH (PUOPOIIACTUYECKAS TPAHCPOP-
manud, v 4 — cseuenue IgA) IgM, C3 u ¢pubpunorena (c
HMHTEHCUBHOCTBIO 2+ — 3+) B PA3HBIX COYCTAHMAX.

Y 9 u3 10 gereit 3ToM rPymbl JO NOCTYIVICHHU B HALTY
KJIMHUKY KHCTO3HBIE U3MEHEHUS [TOYEK HE OBUIN JJUATHO-

Tabauya 2
Bo3pacTt 1 KIMHHUKO-TA00PATOPHASI CHMIITOMATHKA IIPH KUCTO3HOM JUCIUIA3HH,
AYTOCOMHO-JOMHHAHTHOM H aYTOCOMHO-PE€IIECCHUBHOM IIOJTHKHCTO3€ IIOYECK

Encro3aHga AR APITE Boero:

ANCHI3NA aoc. b

10 GonsHEX 11 SoneHEX 16 Gomeux 37 0o nBEHEX
EozpacT Fatlozs 11,341,065 G617 +0732
OTCTARAEHS Ed HIEIoCkOM DASEETER q G 12 22,0
TMMomETpEL g 2 a 15.40,5
CeTeoOopos Q 2 10 21457
OTCTARAEHS KOCTECOID BOSEHACTL 1 1 G 25216
EoME B @HEOTE 1 1 11 15,/352
COTErE T 1 - g8/21,0
Toemmmerae AT 7 2 7 16,432
AHCMER 4 2 10 1643
IMporeEETpET 10 & 15 21258
TeMaTypES 2 2 12 220
NefrooETTOES g 3 12 21502
CHEAEHH:® OCHOTHISCEOTD EOETeETRHPOEIEH A Q T 11 2FTE
CHEACHHE R0 o oEol & EILTRIOHEE g 2 ol 19551 4
TrovmrpEas XITH ) 1 4 822
ToramEaz FI1H k] 1 T 135552
VEemETeHEs 009k OpH Y2 H B perTrerorpad EE G 10 14 290784
VHeAHLIT~HE: DASMEDOE DO 4 - - 441
HopHmBLI: [REHCDLI DOTer 1 1 2 441
KECcTM OoNsr OTE peETreEcrpabEs 2 V2H 5 11 16 22 80,5
Hapryomeaaes g3 cpcEOEATHEE CAOCE DO9RE E 1 T 1255
HsneEeEHT De9cEE q 5 16 25,4676
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cTupoBanslL [Jnartos 'H 6bU1 TOCTABIICH MO KTHHUYECKUM
JIAHHDBIM.

Cpenu pyrux GONbHBIX, HAXOAUBLINXCA 1107 HAIUM
HabmonenueM, 11 crpagamu AJITIK, TO €CTh ONTUKUCTO-
30M IIOYEK «B3POCJIOTO» TUIIA. B 3TOM Irpymme odpaman Ha
Ce0s1 BHUMAHHUE CEMEMHBIN AHAMHES, ITIOTBEPK/JABIINN
JOMHUHAHTHOE Hacnenosanue. B 81,8% ciyuaes pogurenu
OOJBHBIX JETEN CTPAAAIN OJUKUCTO30M, B TOM YUCIIE Y
63,6% 3TUX CeMeil YIAIOCh YCTAHOBUTH MOJIMKUCTO3 B 3
IIOKOJICHUSAX.

Kax BUHO U3 TaGMLIBI 2, TOJBKO Y 2 AETEH STOU I'PYIIIILI
HAOMIO/IATIACh TUTIEPA30TEMHUS, B TO BPEMS KAK CHIDKEHHUE
(PyHKLIMM OCMOTHYECKOT'O KOHLIEHTPUPOBAHUA MOYH ObLIO
HAM60JIeE YACTBIM ITPOSIBICHUEM 320051eBaHMsL. [1010BHHA
OOJBHBIX OTCTABAIA B (PU3UYECKOM PA3BUTUU. TOUHO TaK
K€ IIPUMEPHO Y IOJIOBUHBI ICTEI BBIAB/IUIACH HEOOIbIIAS
NIPOTEUHYPUA U JIEUKOLUTYPHA. B IBYX CIIy4asx IIOYKU
ObLIN YBEMYEHDI B Pa3Mepax, ¥ npu Y3U uccneosanun
BBIAB/ISUIUCH KACTBL Y 2 6OJIbHBIX TOJTMKUCTO3 ITOYEK ObLI
JUArHOCTUPOBAH HA OCHOBAHUU JIAHHBIX 3KCKPETOPHOU
yporpaduu 1 HeppOCHUHTUT PAPULL.

Baroiirpynne I'H (Me3aHIHOKAIIIIAPHBIN ) HACIOMWICH
HA [TOJIMKKACTO3 JINIIb y OJHOI'O GONBHOIO. B moyeynom
6UoNTaTE B 3TOM CJIy4a€ ONPEAENIIOCh CBeueHue IgM n
C3 (1+ - 24).

Cpenu 11 gereit ¢ IONMUKUCTO30M «B3POCJIOTO» THIIA
y 5 OTMEYAIUCh U3MEHEHUA NTeYEHU. [Ipy 3TOM KUCTEHI
[IEYEHH, TUIIMYHDBIE I JAHHON (POPMBI 3400JICBAHUA, MBI
BBIABWIM JIUIIb B OJHOM CJIYYA€, TO €CTb HECKOJIBKO PEXKE,
4yeM 00 3TOM co0OIaeTcs BauTeparype [15]. Y Tpex aApyrux
6GOJIBHBIX OB AUATHOCTUPOBAH BPOXKCHHBIN (hUOPO3
IIEYEHH, IIOATBEPAKICHHBIN MOP(OIOIMYECKH, U Y OJJHO-
I'O — XPOHUYECKUH I'€NIATUT C IEPEXOJOM B IUPPO3 (KAK
pesyasrar npucoegunenus HB-supycnon nungekuun).
B kauectBe Kpurepues (puOpoO3a MEUECHNU PACCMATPUBA-
JIMCh PA3PACTAHUE COCJUHUTEIbHON TKAHU B IIEYECHH,
KHCTO3HOE PACIIMPEHHUE KETUHBIX IPOTOKOB, AHOMAINN
cocyzoB [6]. B TaKuX CTy4asx matonorus TICUYCHH SBISUTACH
BEJYILICH B KIMHUYECKON KAPTUHE 3200/1€BaHUA. BOIbHBIE
¢ pubpO30M IeYeHU ObUIA ONEPUPOBAHBI C HAJIOKEHUEM
COCYUCTOI'O aHACTOMO3A.

43,2% 0T 06IIero KommyecTsa HabmoaeHwit (16 aeTert)
cocrasuiu 6osbHbIe ¢ APITK. HE06X0/1MMO YTOYHUTB, UTO
TaKas 3HAYUTENbHAA Ipyra 601bHbIX ¢ APIIK okazanach
10/ HAKM HAOIIOICHUEM B CBA3U C IPOUIIEM TATOJIOIUN
B OTIEICHIAX FACTPOIHTEPOTIOI MU U XUPYPIUUA MHCTUTYTA.

B cemeriHOM aHAMHE3€ IIOYTH Y ITOJIOBUHBI U3 HUX
(43,8 %) y1anoch yCTAHOBUTD JIETATILHBIE UCXO/IBI CPEAN
POICTBEHHUKOB B MJIQIEHYECKOM WJIM PAHHEM JIETCKOM
BO3PACTE.

Bospacr geTert B 3T0M Ipyme COCTaBul OT 1 1 7 Mec.
110 16 net. V nofiasisionero 60MpuHCTBA U3 HUX (81,3
%) IIPYU POKICHUM OTMEYECHA AC(UKCHs, YTO, BO3MOKHO,
ABJIAIOCH IPOSABICHUEM JUCTPECC-CUHAPOMA.

B ommmane o1 ABYX NPEABIIYIIX [PYIIIL, Y 3THX OOIbHBIX
KIMHAYECKUE NIPOSBIECHNA 3100JIEBAHNS XaPAKTEPU30Ba-
JIUCBb 6OJIBIIUM MHOTOOOpa3ueM (TabiL. 2). Y GOIbIINHCTBA
13 HUX OTMEYAINCH YBETMYECHUE OObEMA KUBOTA, [€NIATO-
CIUICHOMET AN, OTCTABAHUE B (PU3NIECKOM PA3BUTUHY,
60JIH B KUBOTE, CIAOOCTD, BSUIOCTB, TOMAYpuUst. Kpome Toro,
y YETBEPTU OGOJNBHBIX ObLIO OTCTABAHUE B IICUXUYECKOM
Pa3BUTUU. BBIPOKEHHBIA OCTEONIOPO3 BBIABIECH Ooee
yeM y nonosunbl gerer ¢ APIIK. OrcraBanmue KOCTHOIO

166  Hedponornavgrams T.1, N2 2-3 1999

O.B. Yymakosa, T.B. Cepreesa, B.M. Censkosny 1 ap.

BO3PACTa OT UCTUHHOI'O OTMEYEHO IOYTH B 40 % CITy4aes.
XapakTepHBIM CUMIITOMOM ObIIA TAKOKE aHEMUS. C TAaKOH
JKE YACTOTOU BCTPEYAINUCDH IPOTECUHYPUS, ITEMATYPUI U
JIEUKOIUTYPUSI HEOOBIIOIN CTEIIEHU BBIPAKEHHOCTH.
Azoremus Habmozanach y 69 % iereit ¢ APIIK.

ITpu Y3H, 3KCKpeTOPHON YpOrpahuu, CHUHTATPAPUN
y NMOJABJIIONIEIO OOABIINHCTBA 60/mbHbIX ¢ APIIK BbIsB-
JUSUIUCD YBEJIMYEHUE PA3MEPOB IIOUEK U MHOKECTBEHHBIC
KHCTBI PA3HOI'O JUAMETPA, U IIOYTH Y IIOJIOBUHBL — HAPY-
menue JupPEPEHIHALIHN C/IOEB IIOYEK.

V Beex perert ¢ APITK nMesio MeCTo OPaKEHUE IEYCHU:
Y 3 GOJIBHBIX ObUT JUATHOCTUPOBAH XPOHUYECKUI I€IIATHT,
Y 2 — TE€NaTUT C IEPEXO/IOM B IIUPPO3, Y 14 — XapaKTEPHBII
JJLs1 JIAHHOM ITATOJIOTMU BPOXKAECHHBIN (hOPO3, IOATBEPXK-
JIEHHBIN Mopdonorudecku. [Ipu ¢pubpose neyeHu ee
MOPAKEHUE ABJIUIOCH BEAYIIUM B KIMHUYECKON KAPTUHE
3a00neBanysd. OHO NMPOABIUIOCh YBEIMYCHUEM IICUCHH,
BTOPUYHBIM THIEPCIIEHU3MOM, AaHEMHUEN, PA3BUTHEM
[IOPTAJBLHON THIEPTEH3UH, XKENYAOUHO-KUIIECUYHBIMU
KpOBOTEUCHUAMU. Bee 311 60/IbHBIE OBLITN ONIEPUPOBAHBI
I10 IIOBO/Y NOPTAIBHOM I'MIIEPTEH3UU C HAIOKEHUEM CO-
CYQUCTOI'O aHACTOMO34.

Kucrosuble m3amenenns nouek y gerert ¢ APIK 6bun
BBIABJICHBI Y€PE3 HECKOJIBKO JIET OT HA4a/Id 34001€BAHMS,
1P OOCJIEI0BAHMHU 110 IIOBOJLY IIATOJIOT MU IIEYEHU WJIU IIPU
nosiBiieHuy npusHaxos XITH. Tompko y 2 geTeit Auartos
IIOJIMKMCTO32 ITOYEK BBICTYIIA/I HA NIEPBBIN IJIAH B CBA3U C
HACJIOCHUEM ITHEIOHE(PPUTA.

CpenHnit Bogpact aerer ¢ XIIH B 3101 rpynne 6uu1
3HAYMMO MEHBIIE, YEM B APYTHX I'PYIIIAX, YTO O3HAYAET
ee 6osee paHHee Pa3BUTHC.

ITpu APIIK Hau6onee 4acTo BBICTAB/LUIMCH OMKUOO0U-
HBIE JUATHO3BL: I'MIIOXPOMHAsl AaHEMUSA, OCTPLIH JICHKO3,
XPOHUYECKUM I'€NIATUT. B Teuenue psaaa 1eT NpOBOAMIACD
6€3yCIENIHASA TEPAIHA 110 OBOAY YKA3aHHOH IaTOJIOTUH.

OO6cyxaenue

Takum 00pa3oM, B MPECTABICHHBIX TPEX I'PYIIAX
GOJBHBIX, HAPSATY C OCOOEHHOCTSIMU aHAMHE34, BBIBIIINChH
HEKOTOPBIE PAZMNYUA KINHUKO-TA00PATOPHBIX TPOSIB-
JeHui. Tak NpU KUCTO3HOU QUCIUIA3UM YACTO OBUIO TO-
BBIIEHHBIM A/l XapaKTEPHBIMU OBUIN TAKKE OCTEOIIOPO3,
HU3MEHEHUS PA3MEPOB I10YEK, HACIOCHUE ITIOMEPYJIOHED-
pHUTA, KOTOPBIH B PSJIC CIYYAEB, BO3MOKHO, HUBEMPOBA
M3MEHEHUS PA3MEPOB ITOYEK U NONUYPHIO. [Ipr 3TOM cam
ITIOMEPYIOHEPPUT OTINYAIICH PESUCTEHTHOCTBIO K JIeUe-
HUIO U OBICTPBIM TPOTPECCUPOBAHUEM.

Ten AIITTK wiiy MOMMKUCTO32 «B3POCIOTO THUITA» BCTPE-
yaercd ¢ yacroron 1:400 — 1:1000 nacenenus (8, 15). o
HE/IABHETO BPEMCHU BO3PACT MPOSIBICHUS MATOJIOTHUU
PACCMATPUBAICH KAK KPUTEPHI IOMUHAHTHOTO HACIIE/O-
BaHUS [TOJIMKUCTO3A [4, 5, 10, 15]. DTO 6bLIO CBA3aHO C TEM,
YTO 3244CTYIO 3200JIEBAHNE AUATHOCTUPOBAIOCH TOJIBKO
[IpU NOABIEHUY IIEPBBIX NIPpU3HAKOB XIIH, koTopasd B Ta-
KUX CJIy4asX BO3HUKAET IIO3JHO, KK IIPABUJIO, B BO3PACTE
40-50 net. OfIHAKO B HACTOSAIIEE BPEMS MOKA3aHO, YTO
«B3POCIIBIM» THI OOJIE3HU MOXKET IIPOABUTBC U Y [JETEI,
U B OIIPEJE/ICHHOMN YaCTH ClIydaes npuynuHoun XITH y Hux
ABJIAETCS KIMEHHO 3TO 3a0071€Banue [8, 12]. Mpl Ha0moaa1u
nanyeHToB ¢ AIITIK ¢ 4-71eTHero Bo3pacra, uy 2 u3 HUX Obuia
BBIABJICHA A30TEMUL

B omnune ot B3pocibix, AJITIK y gereit Inib PeiKo



Kucrosnble 3abonesanus noyek Y LeTel

NIPOTEKAET C MOBBIIEHUEM Al DTO K€ OTHOCUTCA U K
MOYEBOMY CHH/POMY. [IIl JUMATHOCTUKM JAHHON (POPMBI
MIOJIMKMCTO34, HAPS/TY C CEMEHHBIM aHAMHE30M, OKa3aJ10Ch
JIOCTATOYHBIM UMETh JJAHHBIE YIBTPA3BYKOBOT'O UCCIEA0-
BaHUA. PAHHUM NIPU3HAKOM 3TOU (POPMBI 320601€BAHUSA
ABJIAETCS CHYDKEHUE (DYHKITNY KOHIIEHTPUPOBAHUA MOYH,
KOTOPOE BbIAB/IACTCA 324010 10 XITH.

Jlo HeJTaBHETO BPEMEHU JIAHHBIC GUOTICUY ITEYCHU PAC-
CMaTPHUBAINCH B KAYECTBE KpUTEPHS AP PEPEHITUATBHOM
nuarHoctTuru Mexay AIITTK u APTIK [6]. OHAKO B TOCe-
HIE T'O/IbI TIOKA32HO, YTO (PUOPO3 MEUYEHN HE UCKITIOUACT
«B3POCIYIO» (POPMY MOTMKUCTO32. B 4aCTHOCTH, 3TO TOJ-
TBEPK/IEHO BbIABIeHreM PK]] -1 reHOMa JIOKyCa KOPOTKOT'O
eda 16 XpOMOCOMBI Y 6OMTBHBIX ¢ (PHOPO3OM TIECUCHH U
MOJIMKACTO30M TMOYEK [5, 11]. V 3 neTeit, Habro/1aBIIXCs
10 TIOBO/TY MOJMKUCTO3a «B3POCJIOTO» TUIA, MBI TAKXKE
OOHAPYKIIN COYETAHUE ITOTUKUCTO32 ITIOYEK C BPOXKICH-
HbIM (pHO6PO30OM IeueHu. B muTepaType no 3Tomy oBOy
HMEIOTCS JIMIIb €IMHIYHBIE COOOIICHHUL.

APIIK, mnu «vitajieHuecKast popMa» MOTUKUCTO3a TTOYEK
B OOIIEH MONYJIAITUN BCTPEUAETCS 3HAYUTETBHO PEXKE, YEM
AJITIK, ¢ vacroront 1:40000 nacenenud. APIIK genurcsa Ha
MJTAZIEHYECKYIO U IOBEHWIBHYIO (DOPMBI, XOTSI HEKOTOPBIE
ABTOPBI CYUTAIOT ITO JeJeHUE YOIOBHBIM (1, 9]. Eciu pa-
HEE CYUTAIOCH, 9YTO OOJIBHBIE C MJIA/IEHYECKON (POPMON
MOJINKUCTO32 TIOTUOAI0T BCKOPE MOCIE POKICHUS, TO B
MIOCJIETHNE TOJIBI B PAAZIC 3APYOEKHBIX U OTCYCCTBEHHBIX
paboT IoKa3aHO, 4T 50% AETel € ITOM (POPMOU 32601EBA-
HIS, €CTM OHU U30€KATNA CMEPTH OT JTUCTPECC-CUH/IPOMA
B [IEPBBIC JTHU WX HEJIENN TOCIE POXIACHUS, TOKUBAIOT
10 10-nernero sozpacra [7,9, 10, 14]. Hamm gaHHbBIE TAKKE
IPOTUBOPEYAT KJIACCUYECKUM MTPE/ICTABICHUSIM O PAHHCH
cmeprHocTH jieTer ¢ APTTK. OHM MOKA3a/1H, YTO IIPOJOJLKI-
TETBHOCTD KU3HU TAKUX OOJIBHBIX MOKET OBITh JIOBOJIBHO
3HAYNUTENBHON, K€ NTPYU PAHHEM BBIABJICHUN KIWHHIYE-
CKUX CUMITTOMOB 60J1€3HU. TaK O/THOMY 13 HA0JIIO/IABITIXCS
HAaMU MAIUEHTOB J1arHo3 APITK 6bU1 TOCTaB/IeH, KOTIA EMY
65110 7 1€T. B 8-11€THEM BO3PACTE 110 TOBOJIY NOPTAIBLHOM
TUNEPTEH3UN MAITBYUKY ObIA TPOM3BE/ICHA CIITICHIKTO-
MUS C HUJIOKEHUEM COCYAUCTOTO aHACTOMO3a. C Havaa
3200JIEBAHNS Y HETO BBIIBIISVIOCh CHYKEHUE ITAPITUAIBHBIX
(PyHKIIMH ITOYEK M TOBBIIIECHUE MOYEBUHBI KPOBH 10 40 M1/
JUL. MBI HaGMIOTa | €10 B Bo3pacte 21 roja.

‘Tem HE MeHee, creyeT OTMETUTD, uTo 11pu APTIK XITH
PA3BUBAETCH, KAK IIPABUJIO, PAHBIIIE, YEM B IPYTHUX IPYIIIAX.

Kmnmaecxkas kaprrna APITK okazanach HanOosee ApKOLL
OJIHAKO Ha NEPBBII TUIAH IIPU 3TOM BBICTYIIA/IA TATOIOTVA
TIEYEHH, YTO 3ATPYJHAIO PACIIO3HABAHKE MTOJIMKACTO3A.

BBIBOIBI

1. KimHudeckas KapTHUHA PA3IAYHbIX KUCTO3HDIX
3200JIEBAHNUI IIOYEK Y JETEH UMECT OIPEAECICHHBIE OCO-
OGEHHOCTH.

2. O6mmuMH 1 HauboJIee XapAKTEPHBIMU CUMITTOMA-
MM JUIS1 BCEX (POPM KHCTOZHOM IATOJIOTMH IIOYEK ABJIAIOTCS
IIPOTEUHYPUs, ITEMATYPH, JIEUKOLUUTYPUS HEOOJBIION
CTEINEHU BBIPAKEHHOCTH, CHYDKEHUE TAPLUAIBHBIX (DYHK-
LIMI TOYEK, U3MEHEHUA PA3MEPOB U CTPYKTYPBI IIOYEK IIPU

OpWMHOJ’IbeIe CTaTbH

V/IBIPA3BYKOBOM U PEHTIEHOJIOI MYECKOM UCCIIEOBAHMUSX,
OTCTaBAHUE JIETEN B (PU3UUECKOM PA3ZBUTHN, OCTEOIIOPO3.
HeckombKOo peke HabMOAAI0TCs TOBbINICHYE Al TOMypusl,
AHEMUSL

3. TIOMHMO IreHETUYECKUX UCCIENOBAHNM, 3XOrPa-
(pus ABIAETCS OTHUM U3 BAKHENIINX METO/IOB IMATHOCTH-
K/ KMCTO3HBIX IIOPAKEHUN ITOYEK Y IETEN. B 4aCTHOCTH, 1171
pacniosHasanud AJITK, Hapany ¢ CEMEMHBIM daHAMHE3OM,
B OOJIBIITMHCTBE CJIy4a€B JIOCTATOUHBIM SIBISICTCS UMETh
JTAHHBIE YJIBTPA3BYKOBOT'O UCCIIEIOBAHUSL

4. APIIK npOoTEKAeT KWIMHUYECKU HANOOIIEE APKO,
OJTHAKO JIMATHOCTUKA €TI0 3HAYNTENBHO 3ATPY/THEHA U3-34
BBICTYIAIOMMX HA NEPBLIH IJIaH PHU3HAKOB IOPAKEHUS
TICYCHU.

5. V¥V gerert ¢ puUOPO30OM MEYEHU U OTATOIICHHBIM
CEMEVMHBIM aHAMHE30M OOSI3aTEIbHBIMU SABJISIOTCA 9XOTPa-
by MOYEK U UCCIIESOBAHUE UX NMAPLUAIbHBIX (DYHKIIMH,
JIAKE €CIN MATOJIOTUYECKUE NU3MEHEHUS B AHATM3AX MOYU
IIPH 9TOM OTCYTCTBYIOT.

J1s1 KNCTO3HOH JINCIINIA3UU TTOYEK XAPAKTEPHO
HACJI0€HHUE OBICTPO PO PECCUPYIOMUX (POPM ITIOMEPYIIO-
He(PHUTA, DESUCTEHTHBIX K TEPATINH, YTO CBU/ICTEILCTBYET
0 HEOOXOJUMOCTH GUOTICHH MTOYEK Y JJAHHOM KAaTETOPUN
GOJbHBIX.

JIureparypa

1. AiraaTroBa M.C. HacneicTBeHHast MaToNorus yeyoBeka. [1of
pezn. Bensrumesa FO.E. M., Mocksa, 1993, ¢.19-24.

2. Knem6oBcku# A.M. [JUCTIITACTUYCCKAE OCHOBBI PA3BUTHA
HedponaTuu AeTckoro Bospacra. [eauarpust. 1989; 1: 53-60.

3. Iloranosa U.H. Mop(os0rnyeckue acreKTsl BPOKIECHHBIX
AHOMAJIMI Pa3BUTHS OYEK U BEPXHUX MOYEBBIX 1yTeH. COB. Ieana-
Tpust. 1988; 6: 171-179.

4. Bernstein J. Heritable cystic disorders of the kidney. Pediatr.
Clin. North. Am. 1971; 18: 435-444.

5. Cobben J.M., Breuning M.H., Schoots C. et al. Congenital
hepatic fibrosis in autosomal dominant polycystic kidney disease.
Kidney Int. 1990; 38: 880-885.

6. Cole B.R. Autusomal recessive polycystic kidney disease. In
Gardner KD. Jr, Bernstein J. (eds) The cystic disease. Kluwer, London.
327-350.

7.Gagnadoux M.f., Habib R., Levy M. et al. Cystic renal diseases
in children. Adv. Nephrol. 1989; 18: 33-585.

8. Grunfeld J.P., Bennett W.M. Clinical aspects of autosomal
dominant polycystic kidney disease. Current Opinion in Nephrology
& Hypetension. 1995; 4: 1-120.

9.Kaplan B.S., Fay J.S., Shah V. et al. Autosomal recessive poly-
cystic kidney disease. Pediatr. Nephrol. — 1989; 3: 43-49.

10. Kissane J.M. Pediatr. Nephrol. 1990; 4; 4: 65-77.

11.LipschitzB.,Berdon W.E., Defelice A.R., Levy J. Association
of congenital hepatic fibrosis with autosomal dominant polycystic
kidney disease. Pediatr. Radiol. 1993; 23: 131-133.

12.Malcom R. Ogborn. Polycystic kidney disease — a truly pedi-
atric problem. Pediatr. Nephrol. 1994; 8: 762-767.

13.Potter E.L. (ed) Type 1 cystic kidney: tubular gigantism. Normal
and abnormal development of kidney. Year Book Medical Publishers,
Chicago. 1972; 141-153.

14. Sushmita Roy, Michael Dillon, Richard S. Trompeter
and T. Martin Barratt. Autosomal recessive polycystic kidney dis-
ease: long — term outcome of neonatal survivors. Pediatr. Nephrol.
1997; 3: 302-300.

15. Zerres K. Genetics of cystic kidney diseases. Criteria for classi-
fication and genetic counselling. Pediatr. Nephrol. 1987, 1; 3: 397-405.

T.1, N2 2-3 1999 Hedponorua v guanus 167



