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AVUCI'EHE3US ITPOKCUMAABHBIX ITOYEYHBIX KAHAABIIEB

1 AeTcKast ropoacKast KAMHUYecKas: 6oabHuna Ne 2 1. MuHCKa, 2kadeapa AeTcKux 6oaesHei Ne 1 u
Skadeapa MaTOAOTUYECKON aHATOMUH BeAOPYCCKOTO TOCYAAPCTBEHHOTO MEAUITUHCKOTO YHUBEPCUTETA, T. MUHCK,
Pecniybauka Beaopychb

ABTOpLI IIPUBOSAT OoNMMCaHue Caydad TUAarHOCTUKHU Bpomnennoﬁ AUCTeHEe3NH! IIPOKCUMAJIbHBIX KaHAJBIIEB
MOYKY, SABUBIIEHCA NMPUYMHON XPOHUYECKON IOYEUHOIN HETOCTATOUHOCTH Y HOBOPOJKIEHHOTO pefeHKa.
Jdunarao3 6611 Mop(oaornyecku BepuhuiuposaH B Bo3pacre 11 gHeil, BKIIOYaa MMMYHOTMCTOXHMHYECKOe
HCCJIegoBaHue He(l)poﬁnonTaTa C MOHORJIOHQJIBHBIMHA QHTUTEJIAMU K IITUTEJINAITBHOMY MeMﬁpaHHOMy AHTH-
reny. C 3-mHeBHOro Bo3pacra GbLIO HAJAMKEeHO IIPOBeAeHe AaBTOMATHYECKOT0 IEPUTOHEAJIbHOTO THAIN3a 1
CeaHCOB BEHO-BeHO3HOI reMOUIBTPAINH € MOJOKUTEIbHBIM d(hderToM.

Knrouesvie cnoea: Ho80posIeHHbL pebeHOK, 6poxOeHHas OuczeHe3Uus NPOKCUMALbHLLX NOYEYHbLX
KAHAAbYE8, XPOHUYECKAS NOYeUHAA HeOOCMaAmMOLHOCTb, 3AMeCTUMEeLbHASL NOYeUHAS MePAnu.

Authors describe case of proximal tubuli congenital dysgenesis leaded to chronic renal failure in neonate.
Diagnosis was morphologically proved at the age of 11 days, including immunohistochemical examina-
tion of kidney biopsy specimen with monoclonal antibodies to epithelial membrane antigen. Automatic
peritoneal dialysis and veno-venous hemofiltration were started at the age of 3 days with positive effect.
Key words: neonate, proximal tubuli congenital dysgenesis, chronic renal failure, dialysis.

IToueunasa kanasbneBasa gucrenesud (ITKI), cuagpom
NPUMUTHUBHBIX TOYEUHBIX KAaHAJbIEB, AVCTeHE3Us IIPOK-
CUMAJBbHBIX KaHAJbIeB MOYKU — 9TO PeAKas JeTalbHas
dopMma mopakeHUsA MOUEK, XapaKTepUa3yoIasacsa HeJocTa-
TOYHBIM KOJUYECTBOM HJIU OTCYTCTBHUEM MPOKCUMAJILHBIX
KaHaJIbIIeB. ITO PeAKUI cyuaii OJHOM aHYPUU B IIEPUO/Ie
HOBOpPOKAeHHOCTH [1].

Buepsrie ITK]I xak cemeliHoe 3a60JieBaHUE C ayTOCOM-
HO-PeIleCCUBHBIM THUIIOM HacJemoBauus omucaa Allanson
J.E. B 1983 r. y IByX MepPTBOPOKIEHHBLIX J€BOYEK OT JBYX
OepeMeHHOCTe y HEeKPOBHOPOJACTBEHHOUN maphl u3 Kwuras.
T'ucrosornuecku Ha ayTOICUU OTCYTCTBOBAJIU IIPOKCUMAJIb-
HBbI€ KaHAJBIHI, a BCe KAHAJIBIILI HATIOMUHAJIN COOMPATEIh-
HBIe TPy6ouKu [2]. Bcero B MupOBOIi TuTepaType onucaHo 48
cJIy4aeB 9TOM aHOMAJIUU, B OOJIBIIINHCTBE CJAYYaeB aCCOI[UU-
poBaHHO# ¢ cuHApoMoM IToTTepa (HM3KO OCAYKEHHBIE YIIIU,
IJIOCKUH HOC, aHOMAJINU KOHEUHOCTE!, TUIOIIA3UA KOCTel
CBOJIa Uepela) 1 JIETOYHOU rumoIiasuei [3, 4].

IIKI] mo:keT OBITH KaK HACJEeACTBEHHOI, TaK W IIPU-

Konmaxmnasa ungopmayus:

obperenHoii. HaciencrBenHasa (opma ABISETCA CeMeHBIM
3ab0JIeBaHNEM C ayTOCOMHO-PEIIeCCUBHBIM THUIIOM HACJeL0Ba-
HHfA, ¢ TOMO3UTOTHBIMYU WU I'eTePO3UTOTHBIMU MYTallAMUI
B reHaX, KOAUPYIOIIUX PEeHUH, aHTMOTEeH3WHOI'eH, aHIHO-
TeH3uH-TIpeBpariamouii Gepment (AIIP) m permentop K
auruorensuny Il [5]. IIpuoGperenHbe (POPMBI MOTYT OBITH
00yCJIOBJIEHBI TIPHMEMOM MaTePhI0 BO BpeMs OepeMeHHOCTH
Pa3JIMYHBIX MEIVKAMEHTO3HBIX IIPerapaToB JNOO BHYTPU-
yTpo6HO#i runokcueii (deto-heTasbHBIH CUHAPOM, aKapAN)
[3]. B nureparype onmcaHsl ciyuyau pasBUTUA KaHAIbIEBOM
IUCTeHe3UN, WHAYIINPOBAHHBIE HECTEPOUTHBIMU IIPOTHUBO-
BOCIIAJIUTEILHBIMY IpenapaTamu [ 6], naruouropamum AIID,
0JI0KaTOpaMU PelenTopoB K auruorensuny II [7], Tupokcuny
[8]. B penkux ciayuasx BodmoskHO passutue IIK]l Kak omHO-
CTOPOHHETO ITopaskeHuA Ha (DOHEe CTEHO3a ITOUEUHON apTepun
[IpU apTEePUUTAX I KAJIBIMHO3e cpenHeit o6omoury (media)
aprepuu [9]. Knuanmueckue npoasiieEns u maToMopdosorus
oYeK ObLIU UIEHTUUYHBIMUA Y OOJBHBIX C HACJIEACTBEHHOU U
nprobpeTeHHO# (hopMoii manHOU naTosoruu [10].
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T'ucronornuecku ITK]] xapakTepusyeTcsi yMeHBIIIEHU-
€M WM OTCYTCTBUEM IIPOKCHUMAJbHBIX KaHAJbIEB, HAJTUUN-
€M IPUMUTHUBHBIX KAHAJbBIIEB; IOBBIIIEHBIM KOJUIECTBOM
HOpMAaJIbHO MudhEepeHIINPOBAHHBIX, TECHO PACIIOJIOMKEHHBIX
KJIYyOOUKOB, AU(MPGYSHBIM YTOJIIIEHNEM CTEHOK apTepuoJi, a
TaKsKe BRIPAKEHHBIM MHTEPCTUIINAIBHBIM HepuToMm u (husd-
posom [1, 3]. IIpu oxkpacke mpemnaparos peaktusom Iludda
B OOJIBIIMHCTBE CJy4YaeB OTCYTCTBYeT IIeTOUYHAs KaeMKa
KaHAaJbIEBOTO 3NUTENNA. VIMMYyHOTHCTOXUMUUECKOE OTIpeie-
JIeHUe SIIUTeINaIbHOr0 MeMOpauHoro anturexna (9MA), KoTo-
PBIiT CeJIEKTUBHO CBSABBIBAETCA C AUCTAJBHBIMU KaHAJIBIIAMU
U coO0MpaTeabHBIMU TPYOOUKaMMU, HEMOHCTPUPYET IIOJHOE
OTCYTCTBUE WJIV 3HAUUTEJIHHOE CHIKEHNIE KOJINUECTBA ITPOK-
CUMAJILHBIX ¥ TIpeobJsiafiaHue B TKAHU IOYEK JUCTAJIbHBIX
KaHasbes [11].

ITaTorenes 3a6oeBanus 10 KOHIIA He n3y4ueH. meercsa
THUIIOTe3a O TOM, YTO BHYTPUYTPOOHAA UIIEMUA KIYOOUKOB
IPUBOAUT K UX HEJOPA3BUTUIO U HAPYIIeHUI0 (hHOPMUPOBA-
HUA IPYTUX OTHAEJIOB He(PPOHA, B IEPBYIO OUePeab IPOKCHU-
MaJIbHBIX KaHAJIBIEB, UTO HAPYIIIaeT mpouecc GOpMUPOBa-
HUA U BBIBEIEHUS MOYU U ABJIAETCA IPUUYNHONU PA3BUTUA
IIOCJIEAYIOMUX KINHUYECKUX HPOABICHUN — MAaJIOBOLUA,
mo4yeuyHou HegocTtaTounoctu [1, 2].

MausoBogue mpu anTenaraabaoM ¥ 3U 111oa mosaBIAET-
cd He cpasy, a, KaK IIPaBuUJIo, ¢ 22-1 HeJeJV TeCTaluu, YTO
MIPUBOAUT K PA3JIUUHBIM Ae(OpPMAIUIM Y IIJI0Ja B CBA3U C
IaBJeHVUEeM CTeHKU MaTKW W (hOPMUPOBAHMEM CHUHIPOMA
ITorrepa [1, 3]. Barr M. et al. ormeuaroT oTcyTcTBUE UeT-
KO#l B3aMMOCBSI3W MEXKAY CPOKOM IIOSIBJIEHUS MaJIOBOIUS
¥ HaAJUYMEM COIYTCTBYIOIIUX JETOUHBIX aHomaauit [12].
Ecnu osurorufipaMHMOH IO BpeMeHU HEIPOMOJIKUTEeNeH,
TO JIETOUHBIE AHOMAJIUU MOT'YT He Pa3BUTHCAH.

ITpenaranbuasa puarmoctura IIK][ kpaiiHe saTpyn-
HUTeJbHA, 0COOEHHO B CcJIydyae MPUOOPeTeHHBIX (GopM HIn
OTCYTCTBUSA CEMEHHOr0 aHaMHe3a IPU POKJEHUU IIEPBOTO
pebenka. Ilo garasiMm Ramalho C. u coasr. [3], ITK]] mosxHO
MIPEJTOJOKUTE JUIIb B TOM CJIydae, €CAU OIPenesseTcCs
MaJIOBOAYIE Ha TMO3JHUX CPOKaxX 6epeMeHHOCTU U HOPMAJb-
HBIE II0 Pa3Mepy r'uIepaxoreHHbIe mouku npu ¥Y3U, ¢ Heus-
MeHEHHBIM IIOYEeUYHBIM KPOBOTOKOM Ha mommiepe. OgHaAKO
TaHHbIe IPUBHAKYU HE SABJIAIOTCS MATOTHOMOHUYHBIMU IJIS
IIKM, ananoruunad ¥ 3-KapTUHA MOXKeT HAOII0JaThCA IPU
pAme APyrux 3aboJieBaHUN TOUEK (HOJIUKKCTO3 IIOUEK,
TOKCHUYECKOe IOBPEXKAEeHNEe IOUYKK, OCOOEHHO IPHU IIUTO-
MeTaJIOBUPYCHOM mH(peKnnu, cuaapomax Bapae—Bunna u
Mexkkens u ap.) [12].

ITporuos IIK]I kpaiine HeGJIATOIPUATHEBINA, B a0COTIOT-
HOM OOJIBIIIMHCTBE CJIyuaeB 3a00JIeBaHIe ABJIAETCH JIETAIb-
HBIM B HEOHATAJILHOM Iepuoze, a B 15% ciayuaeB cmepTh
Hacrynaet BHyTpuyTpo6HO [10]. Jleuenne cumnrTomaTuuec-
Koe ¢ MoAmep:KaHueM BOJHOIO OajlaHCca W IMMUTAHUS, XPO-
HUYecKUN auanus. TpaHCIUIaHTAIUs IIOYKKU BO3MOYKHA B
Boapacte 1-2 ner. Ogaako B Amouuu B 2006 r. M. Uematsu
et al. sadukcupoBa €IMHCTBEHHBIN Caydail CIIOHTAHHOTO
BOCCTAHOBJIEHUS Auypes3a B Bo3pacTe 29 nHell y IeBOUKU C
IIKII, pocT u pa3BuTHe KOTOPOI B JaJIbHEHIIIEM HE OTJInUa-
JIUCH OT HOpMaJIbHBIX [13].

IIpencraBisgem Ha6GJIIOeHIe TAIMEHTA C BPOKIEHHOM
XPOHUUECKOH ImoueuHoi HegocTaTouHocThio (XIIH) Benenc-

TBUE JUCTeHEe3UH MIPOKCUMAIbHBIX KAHAJIBIEB TOUKH.

Mansuuk C., poguiaca or I 6epemennoctu I pomos B
cpoke recramuum 36—37 Hem myTeM omepanuu KecapeBa
CeueHHUs IO IIOKA3aHUSIM CO CTOPOHBI MaTepu (HaJIUUue
cumbusnonarun). Mats peberka B I-1I TpumecTpax Gepe-
MEHHOCTH HEOJHOKPATHO JIEUNJIACh 110 TIOBOAY OCTPBIX pec-
MUPATOPHBIX ¥ YPOTeHUTATIbHBIX WH(MPEKINi, KpoMe TOTOo,
c 29-i1 Hemesin OEPEeMEHHOCTH MEePUOANYECKU OeCIIOKOUJIN
60J111 B 006J1aCTH JIOHHOTO COUJIeHEHUA (CUM(UBUT), IO TIOBO-
Iy KOTOPBHIX OHA KPATKOCPOUYHO IPUHUMAJa HUMECYJIUL
B TepameBTuuYeckoil mose. B III TpumecTpe GepeMeHHOCTH
HavaJIl PETUCTPUPOBATH MAJIOBOAVE M XPOHUUECKYIO BHYT-
PUMaTOUYHYIO TUIIOKCUIO ILJIOA.

Macca Tena pebenka mpu poskaenunu 2880 r, mimHA
51 cm. Omenka mo mikajge Anrap 6/7 GanmnoB. Yepes
3 U mocJie POYKAEHUs, YUUTHIBAA HapacTaHUE IBIXATENb-
HOII HEJOCTATOYHOCTHU, Pe6eHOK OblLi mepeBemen Ha MBJI.
BricoymuBanca BBIpaKeHHBIN CHCTOJIUYECKUM ITyM HaJ
Bceli 00J1aCThIO Cep/lla, OHAKO BhITTOHeHHOoe ¥ 3 mo3Bo-
JINJIO UCKJIIOUUTH TUATHO3 IIOPOKA CEPAIA.

B Teuenue mocienymommux 2 CyTOK COCTOAHUE pebGeH-
Ka yxyamauoch. [[nypes OTCyTCTBOBAJI, ITOABUJINCH OTEKH,
npubaBKa B Macce Tesa 265 r. B o61iem anasiuse KpoBu OTMe-
JaJIcs JEHKOIIMTO3 CO CABUTOM (hOPMYJIBI BJIEBO, YBeIUUEHIE
CO9, B OMOXMMUYECKOM aHAIU3e KPOBU — IIOBBIIIIEHE YPOB-
Hs KpeatuHuHa 10 210—-360 MKMOJIB/J1, MOUeBUHEBI — 10 21,5
MMOJIb/JI; CO CTOPOHBI KHCJOTHO-OCHOBHOT'O COCTOSHUSA —
KOMIIEHCUPOBAHHBIN MeTabosmueckuit anmumos (pH=7,33,
PCOy=31 mm pr. cr., SB=19 mmous/1, BE=—2,0 Mmmoib/1).

YuureiBasgs TAMKECTb COCTOAHUS, OOYCJIOBJIEHHYIO
WHTOKCHUKAI1ell, BRIpaKeHHOU runepruaparaiiuei Ha hoHe
octpoii moyeunoil Hemocrarounoctu (OITH) u mapacranme
MOJTMOPTAaHHON HEeJOCTATOYHOCTH, B 3-IHEBHOM BO3pacTe
pebeHKy 10 9KCTPEHHBIM MOKAa3aHUAM WMILIAHTHPOBAH
TMepUTOHeAJbHBLIM KaTeTep M HauaTo IPOBeJeHue aBToMa-
TUYecKoro meputoHeanabHoro aumaausa (AILl). C 5-ro gus
JKU3HU, YUYUTHIBasA HEdPHEKTUBHYIO YIbTPaDUIbLTPAIIUIO
Ha TEePUTOHEAJbHOM [AMAIN3€ CO 3HAUUTEJIHHBIM YBEJIU-
YeHMeM MacChl Teja WM OTeYHOrO CHUHApPOMa, HapacTaHue
HECTaOMJIBHOCTA TeMOSUHAMUKM, H00ABJIEHO IIPOBEIEHUE
CeaHCOB BeHO-BeHO3HOI remoduabTpanuu (CVVH).

B xozme KoMILIeKCHOTO 00OcjaemoBaHUA pebeHKa ObLIu
HWCKJIIOUEHBI HAPYIIIeHNe KPOBOTOKA B IIOUEUHBIX COCYAaX,
TATOJIOTUA CO CTOPOHBI MOUEBBIBOAAIIUX myTeil. [lyid Mmop-
dostoruueckoii BepuduKauu 1uarsosa B Bogpacte 11 gueit
nos Y3-KOHTPOJIEM IPOU3BeleHa UYPECKOKHAA MyHKIINOH-
Had He(ppOOUOIICUA HUIKHETO II0JII0CA IIPABOM TOYKU.

ITpu cBeTOBOIT MUKpOCKOIMU B He()pOOMONITATE BHIAB-
JeHo 28 KJYyOOYKOB (peTasbHOrO THIIA, BCe KJIYOOUKHU
MaJOKPOBHBI, CO 3HAUUTENLHBIM pPACIIAPEHUEM KAaICy-
abl [lymnsackoro—BoymaHa ¢ HaKOIJIEHWEM B ee IIPO-
cBeTe OOJIBIIIOrO KoJimuecTBa yJbTpaduiabrpara (puc. 1).
OrMeuannch 3HAYWTEJNbHBIE W3MEHEHUS KaHAJbIEB U
uHTepcTurus. KanaablieBolil SIIUTEIUN C ABJICHUSIMH I'Ua-
JIMHOBO-KAIleJIbHONU M T'HAPOMUYECKON AuCcTpoduu, HEKPO3
OTAEJNbHBIX BIIUTEJTUONUTOB (puc. 2), IPOCBET KaHAJIbIEB
pacIiiupeH, 3am0JHEeH 903NHOPUIBHBIM COEPKUMbBIM, Me-
IOTCA eIUHUYHBIE KaHAJIbI[eBble KUCTHI. B cTpoMe Hab 0/~
IOTCSA OTE€K U MUEJI03, IPeUMYII[eCTBEHHO MO3TOBOTO CJIOS, a
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Puc. 1. Kay6ouku (heTaabHOTO THUIIA C PACIIUPEHNEM KaIlCy-

w1 ITymnasaackoro—Boymana.
OKpacKa reMaTOKCUJINHOM U 303UHOM, yB. 40.

Puc. 2. Hekpos snuTenmaJbHBIX KJIETOK B OTAEeIbHBIX
KaHaJIbIaX.
Oxkpacka maccoHoM, yB. 100.

Puc. 3. Kpyrnornerounas nHOUIBTPAIUA B HHTEPCTUIIUYN

MoyYeK.
OKpacKa reMaTOKCUJINHOM U 903UHOM, VB. 20.

Puc. 4. Uurepcrunuanbuas WHOUIBTPAIUA C IPUMECHIO
GOJIBIIIOTO KOJIMUECTBA 203UHODUIIOB.
OKpacKa reMaTOKCUJINHOM U 503uHOM, yB. 100.

Puc. 5. UT'X-oxpammusauue ¢ AT k OMA: skcupeccus OMA
B HOPMAaJILHOM TKAHU MOYEK.
Oxpacka xpomoresom DAB, ys. 40.

TaK’Ke BBIPAKEHHAA 04aroBasd KPYIJIOKJIETOUHAA HHQPUIb-
Tpanmusa ¢ IPUMECHI0 OOJIBIIOTO KOJHUYECTBA H03MHOMUIB-
HBIX JIEEKOIUTOB (puc. 3 u 4).

Hna puddepeHnuanum HMeIOIUXCA B IIperapare
KaHaJIbIIeB BBIMIOJHEHO MMMyHorucroxummuueckoe (UI'X)
nuccienoBanue HepoObUOITaTa C MOHOKJIOHAJBHBIMU aHTH-
Tenamu (AT) K suuTernaIbHOMY MEeMOPaHHOMY aHTUTEHY

Puc. 6. UT'X-oxpamusauue ¢ AT k OMA: sxcupeccus OMA
BO BCEX MMEIIMUXCA KaHaIbIlaX.
Oxkpacka xpomorenom DAB, ys. 40.

(O9MA) (DakoCytomation, Jlauus), KOTOPBIN B HOpMe Map-
KHUPYeT OUCTAJIbHbIe KaHAJBIIBI U COOMpPATENbHBIE TPYOOU-
Ku (puc. 5).

B pesyabprare UI'X-ucciaemoBanusa ObLIO BBIABJIEHO
MO3UTHBHOE OKPAIINBAHNE IIPAKTUYECKH BCEX MMEIOIIMX-
cs B IIpernapaTre KaHAJbIEB, YTO MO3BOJIMJIO OTHECTH UX K
co0MpaTeJ bHBIM TPYOOUKAM MM JUCTAJIbHBIM KaHAJIbIIAM,
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B TO BpeMs KaK HEOKPAIlleHHLIMU, T.e. IPOKCUMAJIbHBI-
MU, OBLIN JIUITL efUHUYHBbIE KaHaJdbIbl (puc. 6). Takum
06pa3oM, MPaKTUUYECKH II0JHOE OTCYTCTBHE B TKAHU IOYKH
MMPOKCUMAJILHBIX KAHAJBIEB B COUETAHUU C HAPYIIEHUEM
OTTOKA MOYW ¥ PA3BUTHEM I[IOYEUHON HEIOCTAaTOUHOCTH
MMO3BOJIUJIO BBICTABUTE QUATHO3 PEKOUN BPOKAEHHON maTo-
JIOTUU AVCTeHE3NU IPOKCUMATIbHBIX KaHAJIBIIEB. ¥ UNTHIBASA
OTCYTCTBHE CJIyUaeB BPOKIEHHON IIOYEUHON HeIOCTaTou-
HOCTHU B Ce€Mbe, a TaKiKe HajJudue y MaTepPu COIYTCTBY-
[OIeil MaToJIOTUX BO BpeMs OepeMEeHHOCTU W IIPUEM eI
JIEKapCTBEHHBIX IIpemapaTroB (HamIpuMep, HUMECYJIUI), B
mauHoM cayuae [IIIK, BeposATHeli Bcero, ciaeayeT OTHECTH K
probpeTeHHOH dhopMme.

B Teuenme mocienyomux 2 MecSIeB MaJbUUKYy IIPO-
Boamsioch jJeueHune AIIIl, yTo mpuBesO K CTAOUIN3AINU U
YAYUIIIEeHUI0 eT0 COCTOSAHMUs. B 2-MecssuHOM Bo3pacTe pede-
HOK BecuT 4450 r, germutr camocroareabro (U0 26-32/
MUH), reMmomgmHaMuKa crabuiabHasa (Al 70-95/40-70 mm
pr. ct., YCC 115-130/Mun), coxXpaHAETCS CHUCTOJIUYEC-
KW IITyM HaJ BCe# IMOBEPXHOCTHIO cepaia. Koska umcras,
6sieqHas, mepudepuyecKkue OTeKH OTCYTCTBYIOT (puc. 7).
Huypes no 40 mi/cyT. YUUTBEIBasA COXPAHEHUE OJIUTOYPUN
¥ IIOYE€YHON HEeJJOCTATOYHOCTH, IIPOJOJIKAETCS IIPOBEeIeHe
MePUTOHEATbHOTr0 Auaanida. MaJlbuuK BBIITMCAH JOMOM.

B reuenue nmocaeaymomux 3 MecAIeB COCTOSIHIE PeGeH-
Ka 6e3 yxyamrenuii. Habaonaerca fuHaMUKa HapacTaHUSA
Macchl M IJINHBI Tejaa — coorBeTcTBeHHO 8500 r u 56 cm.
HepsHo-TIcUXWYeCKOe pas3BUTHE: MaHyajJbHas AesSTeNb-
HOCTb PYK He HapyllleHa, JBUKEHUs IleJeHalpaBIeHHbIe:
MAaJIBIII 0epeT WUIPYIIKY PyKaMu; IIepPeBOpauYnBaeTCs CO
COUHBI Ha KUBOT. [Ipubam:kenne MmaTepu K pe6eHKY BbI3bI-

Puc. 7. Manpuuk C. B Bo3pacTe 2 MeCsAIIEB.

BAeT y HeTO KOMILIEKC OYKUBJIeHUA. [IpOM3HOCUT OTIe/IbHEIE
ciaoru. Onuroypusa coxpamsaercs, auypes mo 50 mi/cyr.
ITpomomixaerca mpoBefeHME MEPUTOHEAJHLHOTO OUAJIN3A B
Heo0X0auMOM 00'beMe.

JlarHOE KIMHUYECKOe HAOII0leHe YKAa3bIBaeT HA BO3-
MOJKHOCTDH HayaJjia IPOBEJeHUS 3aMEeCTUTEIbHOI ITOUeYHOM
Tepanuu y pebeHKa B Bo3pacTe 3 JHEIH, YUTO II03BOJIKLJIO
COXPAHUTH KU3Hb MAaJE€HbKOMY NIAalVeHTy, O0eCIeuuTh
POCT U Pa3BUTHeE IIPU HAIWYUU TAKeJeHIel BpOKIeHHON
natosoruu. TakTuKa BefeHnsl 6EPEeMEHHBIX KEeHII[UH, 0CO-
OeHHO ITPU HAJUYNU Y OyAyIleil MaMbl COMATUYECKOU IaTo-
Joruu, TpedyeT IPHUCTAJBHOTO BHUMAHUSA K HA3HAUYEHUIO
JTIFO0BIX JIEKAPCTBEHHBIX IIPEIIapaToB C YUETOM MX BO3MOXK-
HOT'O TepaToreHHOTo a(dekTa.

JIUTEPATYPA

1. Allanson JE, Hunter AGW, Mettler GS, Jimenez C.
Renal tubular dysgenesis: a not uncommon auto-somal recessive
syndrome: a review. Am. J. Med. Genetics. 1992; 43: 811-814.

2. Allanson JE, Pantzar JT, MacLeod PM. Possible new
autosomalrecessivesyndromewithunusualrenalhistopathological
changes. Am. J. Med. Genet. 1983; 16: 57—60.

3. Ramalho C, Matias A, Brandao O, Montenegro N. Renal
tubular dysgenesis: report of two cases in a non-consanguineous
couple and review of the literature. Fetal. Diagn. Ther. 2007; 22:
10-13.

4. Vavasseur C. Conduite a tenir echographigue devant
des reins hyperechogenes. Med. Foet. Echo. Gynecol. 2006; 66:
30-39.

5. Lacoste M, Guicharnaud L, Mounier F et al. Renal tubular
dysgenesis, a not uncommon autosomal recessive disorder leading
to oligohydramnios: Role of the Renin-Angiotensin system. J.
Am. Soc. Nephrol. 2006; 17: 2253—-2263.

6. Robin YM, Reynaud P, Orliaguet T et al. Renal tubular
dysgenesis like lesions and hypocalvaria: Report of two cases
involving indomethacin. Pathol. Res. Pract. 2000; 196: 791-794.

7. Querfeld U, Ramalho C, Allanson JE et al. RTD: a report
of two cases. J. Perinatal. 1996; 16: 498—-500.

8. Mukta M, Pankaj H, Vinay A et al. Renal tubular
dysgenesis. Indian J. Pediatr. 2004; 71: 1041.

9. Kemper MdJ, Neuhaus TJ, Timmermann K et al. Antenatal
oligohydramnios of renal origin: postnatal therapeutic and
prognostic challenges. Clin. Nephrol. 2001; 56: 9-12.

10. Swinford AE, Bernstein J, Toriello HV, Higgins JV.
Renal tubular dysgenesis: delayed onset of oligohydramnios. Am.
J. Med. Genetics. 1989; 32: 127-132.

11. Querfeld U, Ortmann M, Vierzig A, Roth B. Renal
tubular dysgenesis: a report of two cases. J. Perinatol. 1996; 16:
498-500.

12. Barr M. Sedman AB, Heidelberger KP. Renal tubular
dysgenesis in twins. Pediatr. Nephrol. 1998; 12: 408—413.

13. Uematsu M, Sakamoto O, Nishio T et al. A case surviving
for over a year of renal tubular dysgenesis with compound
heterozygous angiotensinogen gene mutations. Am. J. Med.
Genet. 2006; 140A: 2355-2360.



