B KOHLEHTpALMH, O1M3Ko# Kk du3HonornueckoMy pacTBopy, uxoraa yxe B 0,75%
pacTBOpe NOBapeHHO# coyu remonusupyercs 7-10% sputpountos.. [lns
MHKpPOCHEPOUMTO3a XapaKTEPEH CROHMAHHBIU 2eMONU3 IPUMPOYUMO8 noche
oeyxcymounou unkybayuu. Eciv B HopMe paspywmaerca 0,4-4,5% 3puTpOLMTOB
yepe3 48 yacos, To npu MuKpochepouuroze 30—40% spurpountos. Crenyer
NOAYEPKHYTb, 4TO 06a OMMCAaHHBIX TECTAa — MOHHXKEHHE OCMOTHYECKOH
PE3MCTEHTHOCTH U NOBbIMIEHHE aYyTOreMOJHM3a, HE CTPOro creuuuyHbl Al
mukpocdepounTosa. OHM HapylIAlOTCS B TakOM ke, a MHOTJa U B OoJblIel Mepe
IpH HEKOTOPbIX (OpPMax ayTOMMMYHHOH reMOJMTHYECKON aHEMMH, NPHU
HacJIEICTBEHHBIX aHEMUAX, CBA3aHHBIX C AE(PULNTOM (PEPMEHTOB B IPHUTPOLIUTE.
Cephe3Hyl0 NOMOILbL B MACHTH(HKALMU HACleACTBEHHOTO0 MHKpOC(epoLuTo3a
0Ka3bIBAET MeMOO0 KUCIOMHBIX 3pUmpozpamm. OTMEYAIOTCA pe3Koe YATHHEHHe
reMoJiu3a, CMEIIeHHEe ero MakCHMyMa BIIPaBoO.

VpoBeHb runep6uINpyOHHEMHH 3aBHCHT OT TSDKECTH 3aboJsieBaHus U MEpUOAa
ob6cnenoBanus 6onbHOro. Ilpy HopManbHOM (PYHKIHOHAJBHOM COCTOSHHHU
NE€YEHH U CPAaBHUTENBHO HEOOJBLIOM YBEJIHMYEHHH paclafa dPUTPOLUTOB
cogepxaHue OunupyOMHa MoOXeT OBITH HOPMAalbHBIM, a B MNEPHON
reMOJIMTHYECKOT0 KpPH3a OHO CHJIBHO MOBBIIIAETCH.

OCHOBHBIM METOAOM  JeyYeHus 60nbHBIX Haclie ICTBEHHBIM
MHKPOC(HEPOLMTO3OM ABIAETCA chiieHskmomusi. II0Ka3aHUAMH K CIUIEH3KTOMMHU
ABJIAIOTCA MOCTOAIHHAsA WIH BO3HHMKAIOWIAss B BHIE KPU3OB aHEMMs, 3HaAYMTENbHAA
runep6unupybrHeMus, nossiexnue 6oneil B npaBoM nonpedephbe; OTCTaBaHHE B
pa3BuTuM y AeTed. CIUICHIKTOMMA He MoKa3aHa y JIML C NOJNHOM KoMneHcauuen
remonn3a. IIporHos Gone3sHH Bcerja XOpoOIIUi MPH BOBPEMs BbINOJHEHHOMH
CIUIEH3KTOMMH.

- 10. H3uMonaTumn

HacnenctBeHHble reMOJUTHYECKHE aHEMHH, 00YCIIOBJICHHbIE HapylIEHUEM
aKTHUBHOCTM TOrO MJM HMHOro (epMEHTa 3PUTPOLUTA, Ha3bIBAIOTCH
9H3MMoOMNaTHAMHU (CHH.: pepMeHTOnaTHAMH). JepUUUT aKTUBHOCTH TIIIOK030-6-
tdocdaraeruaporenassl (I'-6-OJI') - Haubosnee pacnpocTpaHeHHas HAcJEACTBEH-
Has aHOMajus 3PUTPOLMUTOB, NMPUBOAALIAA K FEMOJMTHYECKHUM KpH3aM,
CBA3aHHad C NMPHEMOM psfa JjekapcTB. BHe kpu3a cocTosHHEe GONBIIMHCTBA
60JBHBIX MOJHOCTHIO KOMIIEHCUPOBAHO, XOTS Yy OTHAEJIBHBIX JHU HMEETCA
NOCTOAHHAA TeMOJIMTHYeCkas aHeMMs. MI3BeCTHO, YTO psAAd JiekapCTB, Mpexae
BCEro, NpOTHBOMAJNApHIAHbIE CpEeNCTBA KJIacCa aMUHOXHHOJUHOB, MOXET
BBI3LIBATh Y HEKOTOPBIX JIML OCTPYIO €éMOJHUTHYECKYI0 aHEMHIO.

Omuonozus. CTpyKTYpHBI/ T€H M F€H-PeryJsaTop, 00yCIOBIHBAIOINE CHHTES
I'-6-® I, pacnonaraiotcs B X-XpOMOCOMeE, NMO3TOMY HaclieoBaHHE Ae(UUMTA
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