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Cunnpom XunpOepa — HaclIeICTBEHHOE TEHETUYECKU 00YCIIOBICHHOE 3a00JIeBaHIe MTEUCHH,
CBSI3aHHOE C HapylleHHeM OOMeHa OWIuMpyOMHA, a MMEHHO IOBBIIICHHEM YPOBHS HENpsSMOTO
OounupyOuna B KpoBu. [lo craTrcTHKe, pacpoCTpaHEHHOCTh JAHHOTO CHHIPOMA B MUPE COCTABIISIET
7%, IpA ATOM 4acTOTa BCTPEUAEMOCTH CPeH adpoaMepHKaHIIEB 3HAUUTEIILHO BBIIIE, YEM y a3UaTOB
u eBporeiines. Kpome Toro, My>k4nHsl 00JICIOT IPUMEPHO B 4 pa3a yaile, 4eM KeHIIUHbBI. JlanHoe
ayTOCOMHO-PELIECCUBHOE COCTOSIHUE BO3HUKAeT u3-3a MyTanuu B rene UGT1A1, uTto npuBoaut K
neuuuty depmenta ypunuaaudochat-rmoxyponmnrpancepassl 1 (YADIT 1). YV nmanueHTos ¢
JaHHBIM CHUHJIPOMOM €ro aKTHBHOCTb CHIDKeHa Ha 40%, COOTBETCTBEHHO, OOMEH OunpyOuHa
3aMeIISeTCs, a KOJMYECTBO HENpPSIMON (pakiMy NMUTMEHTa YBEIUYMBACTCS, UYTO IPOSBISAETCA
XapakTepHbIM HM3MEHEHHEM IIBeTa TIja3 M KOXH. TakuM oO0pa3oM, KIMHHUYECKUE TPOSBICHUS
BKJIIOYAIOT JIETKYIO WM YMEPEHHYIO TUIepOMIUpYyOMHEMHIO M PELUAWBUPYIOLIME SIU30.IbI
KENTyxu. J[pyrumMu CUMITOMaMH SIBJISIIOTCS TOITHOTA, CHUYKEHHUE aNleTUuTa, 00Iu B )KHUBOTE, o01Iee
HE/IOMOT'aHHE U MOBBIIIEHHAs ycTaocTh. [TockonbKy 3a00eBaHe UMEET TeHETHUECKUI XapakTep,
OHO HE SBIISETCS JKU3HEYTPOXKAIOUIMM M HE BBI3BIBACT TSDKENBIX mocieAcTBuil. I[lanmeHty
pPEKOMEHIYETCs COONIOAAaTh Mephl MpodUIakTUKU 000CcTpeHus 0one3Hn. TakKe MaIllMeHTHl JOKHBI
ObITH MPOUH(OPMHUPOBAHBI O MOTCHIIMAIBHBIX TPUITEPAX U MPOBOLMPYIOMUX (paKTOpax, TAKUX Kak
CTpOrHe IHEThl C OrpaHMYCHHEM IHIIM, NUTAaHUE C YPEe3MEPHBIM TNOTPEOJIEHUEM HKHPOB,
SMOLIMOHAIBHOE HampshkeHUe M crpecc. Kpome Toro, mposjekapcTBa M Ipenaparbl, KOTOpBIE
BBIBOJISITCS NIEUYEHBIO, CTPOTO MPOTHUBOIIOKA3AHBI.

dapmakosoruyeckoe JieueHue cuuapoma JKuiap0epa HarpaBieHO Ha HOpMalIU3aluio oOMeHa
OounupyOuHa U ynyunienue QyHKIMM nedyeHn. TakuM oOpa3oMm, JIeKapcTBEHHAas! Tepanus BKIOYAET
CIIEyIOIINE JIEKapCTBEHHBIE CPEICTBA:

1. ®enobapburtan — mpemnapar, nosbimaronmii aktuBHocTh Y/IDI'T, yto cmocobcTByer
YBEIUYEHUIO KOHBIOTAIIMHM HEMPSIMOTO OMIMpyOuHa M ero BeiBeAeHHI0. ClieoBaTeNbHO, YPOBEHb
OunrpyOuHa B KpOBHM IOCTENIEHHO yMeHbIaeTcs. lIpemapaT MOXET HCIONb30BaThCsl B COCTaBE
KOMOMHAIIHMH, TAKMX KaK BaJTOKOPIHH.

2. Ypcocan — mpemapar  YpPCOJAE30KCHUXOJEBOW  KHUCIOTHI, KOTOPBIA  OOJNamaeT
MMMYHOMO/IYJIUPYIOLIMM, TeNaTONPOTEKTUBHBIM H )KeTTYEerOHHBIM JieiicTBreM. CrocOOCTBYS OTTOKY
KEIT4H, PEOTBPAIIAeT 00pa30BaHHE KETIHBIX KaMHEH.

3. CopbOentsl (Hanpumep, aKTUBUPOBAHHBINA yroJb, SHTEPOCTEIb) HA3HAYAIOTCS B MEPHOIbI
000CTpEHUs 17151 CHUYKEHUSI MHTOKCUKALIHH.

4. I'enatonpoTeKTOPbI UCIOJIb3YIOTCS B MOAAEPKUBAIOIICH Tepanuu (3cCeHIuanie, renTpa).

[TanmenTaM peKOMEHI0BAaHO CIaBaTh PETYJSpHbIC aHATU3bl KPOBU Ha OMIUpPYOUH, a TaKkke
noBouTh Y3U nedeHu npu He0OXOTUMOCTH.

Takum oOpa3oMm, jeueHue cuHapoma JKwibOepa HampaBiIeHO HAa KOHTPOJIb YPOBHS
OunrpyOuHa U yITydIlIeHHEe KaueCTBa )KU3HU MALMEHTa, IOCKOJIbKY BO3EHCTBOBATH HA 3THOJIOTHIO U
MaTOr€He3 TeHETHUECKU 00YCIIOBICHHOM 00I€3HN HEBO3MOXKHO.
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