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B craThe ommcaH KJIMHUYECKUH CJIy4Yail MOJUKHCTO3HOHW 0OJIE3HHM C MOpAasKeHUeM IO0YeK, MeYeHH M IIO-

JKeJIyTOUYHOM sKesie3bl Y pe0eHKa MepBoro roga sKu3Hu.

Kntouegwle cnosa: Oemu, KUcmul 8 NOYKAX, NOAUKUCMO3HAS 00J1e3Hb.

Authors describe case of polycystic kidney disease in a child of 1 year with lesion of liver and pancreas.
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Kucrosuble n3aMeHeHNs IOUYEK B COUETAHUM C KUCTAMU
MeYeHW ¥ TMOMKEeJYyAOUHOM JKejes3bl BCTPEUAeTCS OUYEeHb
PeAKO U B 3TOM CJIyuae peub uaeT O (GOPMUPOBAHUY IIOJIU-
KUCTO3HOU 6GosiedHu. CunMTaeTcs, 4TO IOJUKHCTO3 ITapeH-
XMUMATO3HBIX OPTaHOB — MeHETUUYECKU JeTePMUHUPOBAHHOE
3aboJieBaHMe, IIPU 3TOM HauboJiee IMOPAKEHHBIM OPraHOM
00BIYHO SBJISAIOTCA MOYKHU. IlaToreHes mMOJIMKUCTO3a MTOUEK
(ITKII) ob6ycJiioBjieH MOPOKOM SMOPUOHAJIBHOTO PasBUTUSA
KaHaJIbIIeB, YaCThb KOTOPHIX TPaHCHOPMUPYETCS B KUCTHI
[1, 2]. ITouku 3HAUUTEJHLHO YBEJIUUYUBAIOTCA B pasMepax,
COZlepsKaT MHOYKECTBO KHCT, UYAIlleUKW W JIOXaHKU CHaB-
JeHbl u gedopMHpOBaHBI. Yale BCTpeUaeTCss BapUAHT
IIKII, mpu KoTopoM 60Jie3Hb IPOTEKAaeT MaJOCHMIITOMHO.
3abosieBaHUe TUATHOCTUPYIOT caydaiiao npu Y 3U u TOIBKO
B Bospacte 30—40 mer, Korga macca (PYHKI[MOHUPYIOIIEi
MapeHXUMBbI IIOYEeK 3HAYUTEJHHO YMEHBIIIAeTCs, ITOABJIA-
IOTCS CUMIITOMBI TOTAJBHOM ITOYEUHOI HEIOCTATOUHOCTHU.

IIKII, mpusHaKu KOTOPOTO IPOABIAIOTCA BCKOPE IIOCTE
POKJEHU, HACTEAYETCs II0 ayTOCOMHO-PEIIECCUBHOMY THUITY
u BcTpeuaercs oueHb peako — 1: 20 000 HOBOPOXKAEHHEBIX [3,
4]. Juarso3 OCHOBBIBAETCS HA NAHHBIX HMAJIbIAIUM, WCCJIE-
IOBaHUA (PYHKIUM IOYEK, MHCTPYMEHTAJBHBIX METOJOB
uccaenoBauus — ¥ 3U, yporpadusd, KOMIbIOTepHAA TOMOTPa-
dua (KT), koTopsle ABIAIOTCA HamboJIee e HHBIMU METOIa-
MU JUATHOCTUKU. BO3MOKHOCTH KOHCEPBATUBHOTO JIEUEHU A
IIKII orpanvueHa u HampaBjeHa Ha JUKBUAALIVIO MOYEBOM
uHpekmuu. IIpu OBICTPOM HPOTPECCUPOBAHUU CUMIITOMOB

Konmarxmnas ungopmayusn:

TOYEYHON HeIOCTATOYHOCTU IIPOTHO3 KpaiiHe HebJIarompu-
ATHBIN, 00JIBHON TOCTOAHHO HYKJIAEeTCS B TeMOJUATIU3E.

Muorue wucciaemoBaTeIN CUYUTAIOT, YTO KHUCTO3HBIE
M3MEeHEeHUs IeYeHW U JPYTrUX [MapeHXUMAaTO3HBIX Opra-
HOB BBIBBIBAIOTCS €QUHBIM reHeTHuecKuM gederrtom. s
MOJIUKMCTO3a IeUeHU XapaKTepPHO KUCTO3HOE 3aMelleHue
He Menee 60% TKaHU meUeHU C 00A3aTEJHLHBIM PACIIOJIO-
JKeHHeM KHCT B 00eUX J0JIAX MeYeH! U OTCYTCTBUEM TKaHU
meyeHu MeKIy CTeHKaMu KucT. EcTh MHeHUe, YTO B IIEPUOT
aMOpHoreHe3a He MPOUCXOAUT IMOAKJIIOUEHUS OTHAEJbHBIX
BHYTPUAOJBKOBBIX JKEJUHBIX XOJOB K CHCTEeMe KeTUHBIX
myTeil, OTCYTCTBUE WHBOJIIOIIUY JTHUX XOJOB U SABJISIETCS
TIPUYUHOHN Pa3BUTUA KUCT IeYeHU. [JIaBHOM 0COOEHHO-
CTBIO KUCT TIEYEHU SABJIAETCA UX 0ECCUMIITOMHOE TeUeHWe.
IIposBieHus GOJIeBHU OTMEUAIOTCSA PENKO U CBA3AHBI C
pacTsaKeHUeM OPIONIHON CTEeHKU, CAAaBJIEHUEM OJIM3JIerka-
IUX OPraHOB M KEJYHBIX ITPOTOKOB. B moagHeil craguum
pasBUTUA MOJUKKUCTO3a IeUueHu, B Bo3pacte 40—60 ser, mpu
aTpoduu 60JIbIeil YacTH MaPEHXUMBI HAPACTAIOT CUMTOMBI
EeYEeHOUYHOU HEeZOCTATOUYHOCTU. BBIABIAETCA IOIUKUCTO3
meveHu, KaK IpaBUJIo, caydaiino, npu ¥Y3U uau KT.

ITonukucrosuas 60Je3HL B paHHEM JETCKOM BO3pacTe
BCTPEYAETCS OUEeHb PENKO, II09TOMY CUMUTAEM IeJIecoo0pas-
HBIM IIPUBECTHU Hallle HabJII0IeHre.

Bonapunaa H., 9.06.2008 r. p. (puc. 1), Haxoguaach
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Puc. 1. Buemuuii suz 6onsa0i H., 8 Mec, ¢ HOIMKUCTO3HOM
00JI€3HBIO.

Kiaunudyeckuii [uarHo3: MHOYKECTBEHHBIE BPOMKIEH-
Hble TOPOKM PAa3BUTHUA: IOJUKUCTO3HASA OOJIE3Hb: IIOJIH-
KHCTO3 IIOYeK, ITeYeHU, ITOMKeJTyI0UHON JKeae3bl, JIETKUX;
ocTpasd pecriupaTopHas BUPYCHAdA MHMEKIUA; 00CTPYKTUB-
HBIT OPOHXUT, AbIXaTeJbHAA HeLOCTATOUHOCTD 11 cremenu;
JKeJsiesofiepUIIUTHAA aHEeMUs CpemHell CTelmeHUW TSAMKECTH;
0eJIKOBO-9HEpTeTUYeCcKas HegocTaTouHocTh Il cremenwm;
3a/lep:KKa ICUXOMOTOPHOTO PA3BUTHUSA BCJIEACTBUE ITIePUHA-
TanbHOro opakenus [THC.

VI3 aHaMHe3a M3BECTHO, UTO JEeBOUYKa C 2,5 MecdAIleB
Haxonurca B [ome pebenka. Martb, 19 jer, oTkasasach
oT pebeHKa B POAUIBHOM AoMe. B c¢BA3U ¢ 0COOBIM COIU-
aJbHBIM CTATYCOM CBEIEHUs O HACJIeJICTBEHHOM aHAMHeE3e
BBISICHUTH He IIPeICTABIAIOCH BOBMOKHBIM. MI3BECTHO, UTO
pebGenok ot I GepeMeHHOCTH, MIPOTEKABIIEl ¢ TOKCUKO30M
I u II monmoBuuBI. MaTh cunrasia cebsa 3mopoBoii. Poabl B
cpoke recramuu 36 Hemesb, 0OTMeYaIach caab0oCTh POJOBOIL
nesarenbHocTH. Poguaacek maccoii Tesaa 2440 r, 1anHONA Teaa
47 cM, OKPYKHOCTD TOJIOBBI 33 CM, OKPYKHOCTb Ipyau 32
cm. Onenka mo 1mkase Anrap 7—8 Gasros. B Bospacrte 10
nHell mepeBeieHa B OTAeJIeHE aTOJOTUN HOBOPOIKIEHHBIX
C IMarHO30M: MepuHaTaJbHaA dHIle)aIonaTusd — CUHIPOM
IBUTaTeJbHBIX PACCTPOICTB U BUCI[EPO-BUCIIePATIbHOM AMIC-
(QYHKIIUN; CHHAPOM BHYTPUYTPOOHOM 3aePKKU PA3BUTUSI
mioga. IIpu ocMoTpe B oTAeieHUY 00pala i Ha ce0sa BHUMA-
HUe 3HAUUTeJbHbIe pa3Mephl ;KuBoTa pedbernka. IIpoBemeHo
V31 BHYTPEHHUX OPTAaHOB, IPU KOTOPOM YCTAHOBJIEHBI
CHUMIITOMBI TIOJIMKKUCTO3a MeUeHH, MOUYEK, MOMKEeTyT0UHON
sxese3bl, moaTBep:kaeHHble KT. dyHKIMOHAIBHBIX HAPY-
MIeHU ITOYeK U MeUYeHU YCTAHOBJIEHO He ObLIO0, HO BHISBJE-
HO CcTa0MJIbHOE IIOBBIIIIEHNE apTePUATLHOTO faBiaeHud (All)
110/70 MM pT. CT., B CBA3U C YeM HasHAUeHbI HU(DEIUINH
u sHasanpui. Cocroaare pebeHKa OBLIO CTA0MIN3MPOBAHO,
u B 2,5 Mec oHa BbInucaHa B [Jom pebeHKa, HAXOAUJIACh IO
HabaomeHneM Hed)POJIOra WM FaCTPOIHTEPOJIOra C PeryJsip-
HBIM KOHTPOJIeM (GDYHKIIUU IIOYEeK U IEeYEeHU, ITOCTOSHHO
nonyuasia Hu(eIUIIWH, dHaAJaNpui, ypcodanbk. B mams-
HeWIIIeM AeBOYKa Pa3BUBAJIACH C BHIPAKEHHOU 3aJePIKKOI
(UBUIECKOT0 U IICUXOMOTOPHOTO PA3BUTHSI.

B cranuonap pebeHOK HaIIpaBJIEH B Bo3pacTe 8 mec
¢ xamobaMHu Ha IOAbeM TeMIepaTyphl Teiaa go 38,5 0C,
HACMOPK, CYXO# IPUCTYI000PA3HbIi Kallleib, OJbIIIKY.

IIpu ocmoTpe coOCTOSHUE OIEHEHO KAaK TsMKeoe.
Temnepatypa Tena 38,1 0C. Macca tena 6160 r, giuna
64 cm. CosHaHue sfcHOe. ANINETUT COXPaHEH, CheJaeT II0
120 mu cmecu «HyTpunon-komdopT» 6 pas B 1eHb, OXOTHO
MbeT KUIKOCTh. J[eBOUKa He IepyKUT T'OJIOBY, He CUIUT,
MIPOM3HOCUT TOJBKO 3ByKU. Koska oueHs OsiefHasi, Ha KOXKe
TPYAHON KJETKH, JKUBOTA 3HAUNTEJIbHO BBIPAKEH BEHO3-
HBIM pucyHOK. CausucTble O0OJIOUKM 3€Ba TUIEPEMUPO-
BaHbI. [lUTaHMe MOHUIKEHO, IMOAKOMKHBIN JKUPOBOM CJIOI
WCTOHYEH Ha KOHEUHOCTSX, OTCYTCTBYET Ha KuUBOTe. Pe3ko
BbIpaKeHHAasd TOTaJbHAsA MbIIleuHas runoronus. Hocosoe
IbIXaHWEe 3aTPYAHEHO, YacTOTa IbIXaTeJbHBIX MBUMKEHUI
(YOO) 64/mub, yyacTme MeKpeOEpPHBIX MBIIII, B aKTe
IBIXaHUS, IePKYTOPHO — KOPOOOUHBIN OTTEHOK 3BYKa, MHO-
JKeCTBO CYXUX XPUIIOB II0 BCEM JIETOUHBIM MOJAM. I'paHUIIbI
cep/lia B IpefesiaX BO3PACTHON HOPMbI, TOHBI CePAIla PUT-
MuuHble, I ToH ocmabien, II ToH akIeHTUPOBAH, YACTOTa
cepieuyHBIX cokparenuit 156/mun, AIl 95/60 MM pr. cT.
JHuBoT cuMMeTpuUeH, 3HAUUTEJIBHO YBeJIUYEeH B pasme-
pe. Ha manmpmanuio sKmBOTa, IEPEMEHY IIOJIOXKEHUA Teja
pebeHoK pearupyer miaaueM. CHUMIITOMOB pasApasKeHus
OpromuHbl HeT. HaunHaa ¢ mpaBoro u jJeBoro monpebepbs
IO TIOAB3IOLIHEIX 00JIACTeH CIIPaBa M CJIeBa NaJIbIUPYIOTC
oospmux pasmepoB (15x20 cm) MIOTHBIE, CUMMETPUY-
HbIe, MAJOIIOIBUKHbBIE 00pasdoBaHusd. [lasbnanua HUKHETO
Kpas MeYeH! 3aTPyHeHa M3-3a AOMOJJHUTEJIbHOTO IapeH-
XUMAaTO3HOI'0 00pa30BaHUs CIIPaBa, MEPKYTOPHO BEPXHAS
rpaHuIla IeUYeHu Ha ypOBHe 4-T0 pedpa, HUIKHAA TPaHUILA
meueHn Ha 6 cM HUIKe pebepHOIl Myru, meyeHb IIJIOTHOI
kKoHcucreHnuu. CTyJ caMOCTOSTeNbHBIN, 1 pas B CyTKH,
MSATKO! KOHCHUCTEHIINU, 0e3 IMaTOJOTMUYECKUX MIpUMeceii.
Huypes ageKBaTHBIN, BbIgeasaerT 600 My MOUM B CYTKH.

O6muii ananus kposu: Hb 91 r/x, ap. 3,5+1012 /1, 1.
12,2-109 /xa, meiirpopunsr 67%, COD 27 mm/u. O6mmit
aHaJIM3 MOYM: JEeHKOIUThI 4—6 B moJie 3peHusd, OeIKa HeT.
IIpo6a 3umuuIKoro: mioraocts moun 1008-1020, cyrou-
Heiii quypes 600 mi. BuoxumuuecKkuii aHaIN3 KPOBHU: yMe-
peunoe moBeitiieane AJIT/ACT (39/58 U/xa), obmuii 6esiok
58 r/J1, ocTasbHBIE TTIOKA3aTeNN, B T.U. KDEATUHUH, MOUEBU-
Ha, aMmUJas3a — B IpejesiaXx HOpMbI. Komporpamma: HesHa-
YUTEJHHOE KOJUUECTBO HEHTPAIBHOTO JKUPAa.

s KMCKIIOYEHUS HACJEeICTBEHHO OO0YCJIOBJIEHHOTO
KucTodudposa Mo KeTyI0UHOM JKeJIe3hl NCCIEeIOBAHBI XJI0-
punsl mora (cucrema «MakpogaxkT») — 21 MMoJb/Ja (HOpMa
no 80 mmoun/a1). IIpoBenerna KT opramnos rpyaHoOi KJIETKH,
Ha KOTOPOM yCTaHOBJEHBI BhIpa)KeHHasa sMpusema, aud-
dysubI mepubpoHxuaabHbIN oTeK. KT opranoB GpIOmIHOM
TOJIOCTY C BHY TP BEHHBIM KOHTPACTUPOBaHMEM (YIBTPABUCT
300 — 7 mu1): yBemuueHure padMepoB reueHu — 139x79x65 mm,
mapeHxuMa HeOoJAHOPOJHA, BOPOTHAS BeHA, BHYTPU- U BHE-
MeYEeHOUHbIE JKeJIUHbIe TPOTOKN YMEPEHHO PACIIUPEHBI, B
paBoil foJie ompenesiseTcsa o0pa3oBaHue ¢ POBHBIMU KOH-
Typamu, pasmepom 40x20 MM, IOIKeNymouHas Kejesa
He yBeJIMueHa, CTPYKTypa MapeHXWMbI HEOJHOPOIHAs, B
XBOCTe ompezesgeTcsa Kucra pasmepom 10x9 MM, KOHTYPHI
yeTKHe; pasMepbl mouek crmpaBa 83x70x128 mwm, ciaeBa —
80x65x120 mm (mpu BospacTHOU Hopme 70x37x27 Mm),
KOHTYDPHI UX UeTKHEe, IapeHXuMa 4eTKo He quddepeHiu-
pyeTcsi, OIpenessifOTCA MHOYKeCTBEHHBbIe KHCTBI B 00emx
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moykax pasmepom ot 9x8 mm 10 45x28 MM. 3aKa0UYeHHe:
KT-upusHaku MOJMKKUCTO3a IIOUEK, ITeYEeHU, KHUCTBHI IIOJ-
JKeJIyIOYHOM JKejesbl. B cpaBHeHUU C IIEePBOHAYATbHBIMU
naaaspiMu KT — 6e3 nunamuku (puc. 2).

Takum o06pasoM, Ha OCHOBAHUM NAaHHBIX aHaMHe3a,
ocmoTrpa, KT Obln1 moATBep:KAeH AWMATHO3 IMMOJUKHCTO3a
MeYeHu, MovYeK, IO KeyI0UHON JKeesbl.

BosabHasda moayuana cieayroliee JeueHUe: agalTHPO-
BaHHasA MoOJoOuYHasA cMmech «HyTrpumou-xkombopr», 1medo-
TakcuM, Bu(epoH, HuDEIUINH, SHAJATPUAT, WHTAIAIUN
c OGepomyasoM u Jia30JBaHOM, ypcodaabK, mMaiabTodep,
KDEOH.

3a BpeMs IpeOLIBAHUA B OTAeJeHUU Ha (hOHE IIPOBO-
IUMOM Tepanmuy OTMeYasaach IOJIOKUTEJNbHASA NUHAMUKA.
HeBouka crasa mpubaBIATH B Macce, YJIYUIINJIOCH CAMO-
YyBCTBUE, HOPMAJIM30Bajach TeMIlepaTypa Tejia, YMeHb-
munruck Yl o 40/MubH m taxukapaua no 130 ya/muH,
UCYe3JIN KaTapaJbHbIE ABJIEHUA B JIETKUX, Pa3MePHI JKUBO-
Ta OCTABAJNCHL IPEXKHUMU, COXPAHAJNCH HOPMAJIbHBIE
nokasatenu AJl, HOpMaJIN30BAINCH TAPAMETPHI TeMOrpaM-
MBI U YPOBEHb TpaHCAMUHA3, (QYHKIUU IIOYEeK U IIeYeHU!
OCTaBAJINCh COXPAHHBIMU.

Takum obpasom, paHHAS TUATHOCTUKA, ITOCTOAHHBIN
KJIMHUKO-JIab0paTOPHBIE MOHUTOPUHT U WOJIEePIKUBaIO-

Puc. 2. KT c¢ xourpacruposanuem OosbHOM H., 8 mec:
TMOJTUKUCTO3 TI0UEK, IeUeHU, MO KeIYJOUHOH sKeIes3hl.

masi CHUMITOMATHUUYecKas Tepanus pe0eHKa C IOJUKUC-
TO3HOU 00JIE3HBIO MO3BOJIUJIU O0ECIIEUYUTH CTAOUIN3AIIUIO
mporecca, OJHAKO IIPOTHO3 AJIsA JKU3HU PeOeHKAa 0CTaeTcs
IIeCCUMUCTUUYECKUM.
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