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Cunapom Jjoy y aereii

I'.X. UckanoBa, I'.A. IOcynoBa, H.A. UcpounsioBa

TamkeHTCKast MEAUIIMHCKAs aKaJeMUs

Kadenpa nerckux 6one3He B CEMEHHOM METUITNHE

AHHOTauMs. PaccMOTpeHbl BONPOCH KJIMHUKH, JICUEHUS U UCXOJla OKOJIO-

nepedpo-peHansHoro cunapoMa Jloy y nereit. Onucano HaOIOIEHHE JIBYX
MAJIBYMKOB W3 OJHOM CEMBHU C CUHAPOMOM JIOy, y KOTOPBIX MOPAXKEHUE MOYEK
XapaKTepU30BaJIOCh CUHAPOMOM PaHKOHH.

KuioueBble ciioBa: J€TH, OKYJIO-1I€peOpO-PEHAIBHBINA CUHIPOM, CHUHIIPOM
Jloy.
Annotation. The issues of clinic, treatment and outcome of Lowe s oculo-cerebro-
renal syndrome in children are considered. The observation of two boys from the
same family with Lowe's syndrome, in which kidney damage was characterized by
Fanconi's syndrome, is described.
Key words: children, oculo-cerebro-renal syndrome, Low's syndrome.
B MupoBoii nuteparype 3a00jieBaHHE W3BECTHO IO HA3BAHUEM «OKYJIO-IIepeOpo-
peHaIbHBIN cuHApOMY, Win cuHapoM Jloy (Lowe), Lowe-syndrom, OCRL,; pexe
kak cunapom Lowe-Terry-McLachlan, cunapom Lowe-Bickel, rnmazo-modeuno-
MO3rOoBOM cHHApOM Fanconi, kpaiiHe peako kak cuaapoM Ziyl. ITpuuunna
CHUHJIpOMA Jloy — BpPOXKJICHHAS HEJIOCTATOYHOCTh dbepmenTa
dbocharuanmnno3uton-4,5-6udocdar-5-pocdaraszpl, BbI3BaHHAS MyTalUsIMU B
rene OCRL. ['en kapTupoBaH Ha JUIMHHOM Tuiedye X-XpoMocoMbl (Xq25-026).

Marepuan u meroabl. [lon HamuM HabMOAEHUEM HaxOAWICST MalbuuK O,
8 met. [locTymui ¢ kamobaMu CO CTOPOHBI MaTepH Ha MOJUYPHIO, TTOJHIUATICUIO,
OecipUYMHHOE TOBBIIIICHUE Temreparypbl Tena. M3 anamuesza, peOeHok oT 4
OCpeMEHHOCTH W  POJOB, TMPOTEKaBIIMX ©Oe3 SBHOW  TMAaTOJIOTUH, OT
OM3KOPOACTBEHHOTO Opaka (OoTelm W MaTh JBOIOPOJHBIE Opat u cectpa). [o
HACTOSAIET0 BPEMEHU y peOCHKa OTMEUYaIuCh HEBBISICHEHHON ATHOJIOTHH aHEeMMUS,
IO MoBOAY 4C€TO HCOAHOKPATHO JICUMUJIICA IO MCCTY JKHUTCJIILCTBA. I[aHHLIe )I(aJ'IO6BI

B TCUCHUC ITIOCICAHCIO 1ojJga, HE 06CJ'ICI[OBaH, HE JICYMNIICA. HpI/I OCMOTPC MAJIbYUK
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MPABUJIBHOTO TEJIOCIOKEHHSI, TTOHMKEHHOTO NMuTaHus. HapymieHuit co cTopoHbl
CKENeTHOM MycKynaTypbl HeT. OOpaimaer Ha ce0si BHMMaHHE CBeTJas KOxka,
CBETJIBIN IBET IJ1a3, royiyobie ckiaepbl. OTMedaeTcs MOCTOSHHbBIN TOPU30HTANBbHBIHN
HUCTAarM, pacxojsiieecs Kocoriasue, MOHIMKeHue 3peHus. CIM3HUCThIe YHUCTHIC,
onenubie. KoHcynbTanus OKyJauCcTa - TaneTopeTuHanbHas adbuarpodus. ATtpodus
3purenbHOro Hepsa. Hwucrarm. Pacxomsmeecs kocornasue. [lo BHyTpeHHUM
opranam 0e3 ocobenHocteil. Co CTOPOHBI HEPBHOM CHCTEMBI: MAbYUK 3aMKHYT, B
KOHTaKT BCTYIAE€T HEOXOTHO, OTBETHI OAHOCIOXKHbBIE. OUeHb NMPUBSA3aH K MaTEpHU.
WNHTtemnekr coxpaneH. B ananmu3e kpoBu BbIpakeHHas aHemwus:  9p.-3,0, HB -
82r/n, LII.- 0,8, netik.- 7,7, m/sa - 0, c¢/q9- 46, 703.- 3, mumd.- 47, moH.- 4, COD-
Smm/yac. B ananuzax Mouu: Oeok - ciefpl, JeUk. u 3p. en. [Ipoda Heunnopenko:
neiik.-3000, 3p.-1000. B mpobGe 3MMHHMIIKOTO OTHOCHTENBHAS IJIOTHOCTH MOYH-
1002-1004, cooTHOIIEHNE AHEBHOTO AUype3a U HouHoro 1:1. B Mode rioko3ypus,
aMUHOAIUAYPHS,  KaJbIMypHs, METaOOJIMYECKUN  KaHAJBIEBBIA  ammI03.
CyTouHbI Uype3 5 TUTPOB (COOTBETCTBYET KOJUYECTBY BBITTUTOM KUIKOCTH). B
CBIBOPOTKE KpPOBH COJIEp)KaHHE MOYEBUHBI- 6,2MMONb/1., KpeatunuH - 0,05
MMOJIB/II. O6mmun Oenok-74,5 r/n. Kanpmuii-2,0 mMons/n, kamwii-3,0 MMOJIB/II,
obmuit xonecrepun 7,1, tpurmmnepuasi-1,3. HBSAg- otp. ACJIO-250, CPb-
OTpULATEIbHBIN, caxap KpoBH -5,0 Mmonb/a. TemnepaTypa Tena moctositHHo 38,0-
385 C. Ha VY3M mnouek u MPT: neBoctopoHHuii ruaponedppos. U3
JIOTIOJITHUTEIIPHOTO aHaMHe3a BBISICHEHO, YTO BTOPOM peOeHOK B ceMbe, 12 Jer, ¢ 8
JgeT Obi1 oOopMIIEH B WMHTEPHAT I HE3PSUUX JIETEH B CBS3U C BPOXKICHHOMN
rJIayKOMOM, TOpU30HTAILHBIM HUCTarMoM. [lpu aucmancepHoM oOcleoBaHUU Y
Majb4yMKa BBISIBJICHA AaHEMHs TSDKEJIOW CTENEHW, HE TMOMJAOMIAsCS JICUCHHIO
aHTHaHEMUYEeCKUMHU Tipenaparamu. [Ipu yrirybieHHoM oOcieaoBaHUM y O0JIBHOTO
TaK)K€ BBISIBJICHA MATOJIOTHSI CO CTOPOHBI MOYEK (BTOPUYHO CMOPIICHHAS MOYKA) U
NPU3HAKK TIOYEYHON HEJOCTaTOYHOCTH, MO TIOBOAY 4Yero peOCHOK B TEUCHUE
MOCJIEIHETO ToJla MOJIy4YaeT CeaHChl reMoauanu3a 2 pas3a B Hedenmto. [IpusHakos

BBIPQXEHHOW YMCTBEHHOM OTCTaJOCTH Y OOOMX MallbuMKOB HE ObLI0. [lepBbrii
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peOEHOK B  CeMbe TakXke JIUTENbHO  CTpajal  TshKemol  gopmoit
xKene301epUIUTHON aHeMUu W B Bo3pacTe 12 jeT ymep OT aHEeMHUHU HEsSCHOU
strosiorud. Haznauenune npenapatoB ungoMmeranuna B ao3ze 0,025+ runortuasuaa
0,025 NOCTOSIHHO MO3BOJWIM HOPMAJIM30BATh TEMIIEPATypy TE€Ja, YMEHBIINUTH
NOJIUJUIICUI0O W monudyputo 1o 1,5 auTpoB B CyTkM. Manpuuk B
yAOBJIETBOPUTEIILHOM COCTOSIHMM BBINIMCAH Ha amOyiatopHoe jedeHue. OmHako
OOJBHOM Yepe3 roJl MOCTYNaeT BHOBb B TSKEJIOM COCTOSHUM C IPH3HAKAMU
MOYEYHOM HEIOCTAaTOYHOCTH - MOYEBMHA B CBHIBOPOTKE KpoBU 35,0MMOIIB/I,
kpeatuHuH-0,4 MMonb/1., aHeMusi Tspkeno creneHu (HB-60r/m). B moue
nporeunypusi (0enok-0,132%, enuHuUYHBIC JEHKOIUTHI W ApUTPOIUTHI). AJ[ -
120/80. W3MeHeHuss cO CTOpPOHBI 3peHUS He mporpeccupoBaiud. PeOeHok B
HACTOSIIIEE BPEMsI TAKXKE HAXOAUTCS HA TeMOJUAIIH3E.

Takum o0pa3oM, y 2 4YICHOB MYXKCKOro II0Ja W3 OJHOW CEMbHU
HaOmroaeTcst oAuHakoBas mnatosiorus - cuHapom Jloy. IlporHo3 y pgaHHOTO
3a0oieBaHusl HeOIaronpuaTHbIA. Bo3MOXKeH JeTajdbHBI HCXON BCIEACTBUE
Pa3BUTHS BTOPUYHBIX MHPEKIIMOHHBIX OCJIOKHEHUHN, alluJIEMUYECKON KOMBI, OT€Ka
JIETKUX, MO3ra, TEPMUHAIIBHON OYEYHON HEJIOCTATOUYHOCTH.
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