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DTHOIOT UL

Cunzipom Kwibbepa — TeHeTUYeCKU JeTePMUHU-
pOBaHHOE ayTOCOMHO-IOMHHAHTHOe HacjeJCTBeHHOe
3a0oJIeBaHUEe C HEIOJHOM IeHeTPAaHTHOCTBIO, KOTOpoe
TIpeJICTaB/IsIeT COO0M AOOPOKAYeCTBEeHHYI0 CeMEeHHYI0
HeTeMOJIUTUYECKYI0 TUIIepOINPYyOHeMU0. DTO 3a60-
JIeBaHUe CBA3aHO C IPeUMYyIeCTBeHHbIM HapylleHHeM
3axBaTa ¥ KOHBIOTAMY OIIMPYOUHA, IIPOSBIIAIOIEeCs
yMepeHHOH >KeJITYXOU C IMepruoJUYeCcKUM yXyAIIleHreM
Ha (poHe MOTpeIrHOCTel B AvieTe U BO3LEUCTBUA CTpec-
COBBIX ()AaKTOPOB. B pesysbraTe CHIKEHHOTO INIIOKYPO-
HUPOBaHUs OWINPYOMHA DPAa3BUBAETCS HEKOHBIOTHPO-
BaHHaA Owiupy6uHemus. COOTHOIIeHUWe OGOJIHHBIX
MY>K4MH U KeHIIUH CcocTaBiAeT 3—4:1. C IIOMOIIBIO CO-
BpPeMEeHHBIX MEeTOJOB JHarHOCTUKU C IIPUMeHeHueM
MOJIEKYJIADHO-TEHeTUIeCKNX WCCIeNOBAHUN ObLIA BBI-
sICHEeHA IPUYMHA BO3HUKHOBeHU:A cuHapoMa Kuinbepa.
B pesynbrare MyTanuu B IIPOMOTODHOM OOJIACTH TeHa
UGT1A1 cHmxaeTcd (QYHKIMOHAJIbHAA AaKTUBHOCTh
depmenTa mevyeHu ypuamHAMDOCPaTA-TIIOKYPOHWI-
TpaHcdepassl. 3aboyieBaHNe BCcTpedaeTcsa y 7-19% Hace-
JIeHU TUIaHEeThI.

IIaTorenes
B ocuoBe cunzpoma Krsbepa JIeXUT HapylleHue
KOHBIOTAIIMN OWINPYOMHA MUKPOCOMAaMU BaCKYJIAp-
HOTO IIOJIIOCA TeIaToLYTa, HapyllleHHe ero TPaHCIIopTa
U HeIIOJIHOLIEHHOCTD (pepMeHTa MUKPOCOM — YPUIUHAY-
dochar-rmrokypoumnaTpanchepassl. (YVAPIT). Ten
UGT1A1, KOTOpbI OTBEYaeT 32 BOSHUKHOBeHUe 3a60Jte-
BaHUA, PACIOIOXeH Ha 237 xpoMmocome. Ero myranusa
CIIOCOGCTBYET CHIDKEHUIO (YHKIIMOHATBHOM AaKTHB-

HocTU ¢epMeHTa IedyeHu Y/IPIT.

MexaHu3M rumnepOowINpyOruHEeMUN HeO0OXOANMO
paccMarpuBaTh C ABYX CTOPOH. Bo-lepBbIX, 3TO Hapy-
IeHWe 3aXBaTa U KOHBIOTAIMU OWwinpybuHa, BO-
BTOPBIX — HapyllleHHe 3KCKPelMU M3 KJIeTOK KDOBU.
OCco6eHHOCTBIO 3a00JIeBaHUA SABJIAETCS YBeJIMIeHue Co-
Jlep’KaHUs HEeKOHBIOTMPOBAHHOTO OwinpyouHa. OH
MOKeT B3aUMOJeMCTBOBaTh C (GochHorunugaMu Kie-
TOYHBIX MeMOpPaH, B OCOOEHHOCTU TOJIOBHOTO MO3Ta,
yeM OOBACHAETCA €ero HeWPOTOKCHUYHOCTb.
HeKOHBIOTMPOBAaHHBIN OWIMPYOUH JIETKO CBA3BIBAETCA
C JIaCTUYEeCKOM TKaHbIO, KOTOPOM MHOIO B KOXe,
CKJIepaX, CTeHKaX KPOBEHOCHBIX COCYZIOB, YeM U 00y-
CJIOBJICHO TIOABJIEHUE KeJITYIITHOCTH.

[Ipy OMOIIY TaKHUX METOJOB AMATHOCTUKH, KaK pa-
JUOOWINPYOMHOBASA KUHETHKA U UCCIeJOBAaHUE IIOIypac-
IaZia 3pUTPOLIUTOB, JOKA3aHO, YTO CYIIeCTBYIOT KaK MU-
HuMmyM 2 GopMmbl cuHApoMa JKwinbepa: BpOXKIeHHAs
U IOCTrelnaTUTHad. 1-4 XapakTepusyeTcAd CHUKeHHUeM
KJIMpeHCa OWINPYyOWHA B OTCYTCTBHE TeMOJIV3a U IPOSIB-
JgeTcsa B Bo3pacre 12-30 JeT, 2-9 ke — Ha (oHe remo-
JIM3a, pa3BUBaeTcA IOcje IepeHeCeHHOTO OCTPOro BUPYC-
HOTO TelaTuTa.

KiimHnyeckada KapTuHA

It cuagpoma JKuibbepa xapaKTepHa IIepPUOAMY-
HOCTb TaKUX CUMIITOMOB, KaK JKeJITyXa, UKTePUYHOCTD
CKJIEP, CJIU3UCTOM OGOJIOYKU MATKOrO Heba, KCaHTe-
JlazMa BeK.

TUNWYHO yculeHYe KeJITyXU Iocjie ITepeHeceHHbIX
uH(peKIMY, SMOIMOHAIBHOU U (U3NYeCKOM HarpysKy,
IpueMa JieKapCTBeHHBIX IIPeIapaToB — aHAOOIUIeCKUX
CTEPOUJIOB, IIIOKOKOPTUKOWJIOB, aHAPOTeHOB, aMIIU-
OWUIMHA U JAPYTUX IIPerapaToB, B YbeM MeTaboIr3Me
y4actByeT (pepmeHT YIDIT. enTyxa Takke yCWINBa-
€TCs TI0C/Ie TOJIOAAHMsA, PBOTHI. VHOTA ¥ GOIBHBIX 00-
HAPY>XUBAIOT MUTMEHTAIUIO JIUIA, TUTMEHTHEIe IIATHA
Ha Koxke Tesa. Ilof melicTBueM IIOBBIIIIEHHOM TeMIlepa-
TypPbI IUTMEHTOOGPa30BaHMe MOXKET CTUMYJIUPOBATHCA.
OOGBIYHBIMU SBJIAIOTCA TSKECTh B IIPABOM HOApebepbe,
JUCIIeNITUYeCKre ABJIeHUA, aCTeHOBereTaTHBHBbIE pPac-
CTPOYCTBA, C1a060CTh, HAPYIIEHU CHA.

ACTeHOHeBPOTUYeCKUM CHUHJPOM BCTpedaeTc:d
B 30-100% ciaydaeB. IloBblmieHHasA JAaOUIBHOCTH
HepPBHOM CHCTeMBbI, B YaCTHOCTU TaKUe ee IIPOABJIEHUA,
KaK Jielpeccus, BbIABJIAeMble IIPU JJINTELHO TeKyIlen
TUIIEPOINPYOUMHEMUY, YXYAIIAIOT TeYeHre U IIPOrHO3
3a00JIeBaHUsA, OTATOIIAIOT COCTOSHUE GOJIBHOTO, CHU-
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AKRTYA N B RAZTINHPY

’KaIOT ero aJalTalliOHHbIe BO3MOXKHOCTH, OKasbIBasd
CyllecTBeHHOe BIWAHNE Ha Ka4eCTBO YKU3HU.

[IpumepHo B 12% ciy4daeB cuHzapoMm Kribbepa
MOJKeT COYeTaThCsA C CHHAPOMaMU JUCIUIa3uU COeNHU-
TeJIbHOM TKaHU Tuna Mapdana u Dnepca—/lannoca.

Y GONBIIMHCTBA GOJBHBIX BBIABIAIOTCA (GYHKIHO-
HaJIbHbIE€ PACCTPOMCTBA OMJIMAPHOTO TPaKTa C IpeobJia-
JlaHWeM TUIIOMOTOPHOM JAUCKUHE3UU.

3abosleBaHUe TPOABIIAETCA Y JIUL, KEHCKOTO II0JIa
B MOJIOZTOM Bo3pacTe (12-30 JieT), a TakKe HaGJII0faeTcA
C OJUHAKOBOM YacTOTOH BO BCeX BO3PACTHBIX IepU-
OZlaX, Y MUJIBLYMKOB — YaIlle BCero B Bo3pacrte 12—-15 JieT.
JlaHHOe ABJeHHWe MOXXHO CBf3aTh C IIOBBIIIEHUEM Cce-
KpeIny IT0JIOBBIX TOPMOHOB Y MAJIBYUKOB B IIyOepTaTe,
a TaK)Ke C pasjIM4yMeM B 3axBaTe IIeUeHBIO OpraHude-
CKUX aHUOHOB.

JlMarHoOCTHUKa

XapakTepHble >XKJIO0bI IalFieHTa IIPU CUHJPOME
Kuns6epa:

® yMepeHHbIe OOJIeBble OINyIIeHUs U YyBCTBO

TKECTU B IIPAaBOM Iofpebephbe;
® NUCIIelICYecKre PacCTPOMCTBA (TOIIHOTA, TOpeyb
BO PTY, CHIYDKEHUE aIllleTHUTa, OTPhIXKKa, Hapy-
IeHuA CTY/Ia—3aIllopbl WIN IIOHOCHI);
® acTeHOBereTaTHBHbLIE IIPOABIEHUA (IIOJABJIeHHOE
HAaCcTpOeHue, yTOMJIAeMOCTh, IUIOXOM COH, ToJIo-
BOKpY>KeHue).
AHnamue3s
[Tpu ompoce MmanyieHTa BBLACHAIOT HAIMYYE:
® CTPeCcCOBBIX CUTYallUl (3MOITMOHATIBHBIN CTpPecc,
TsoKenad Quandeckad Harpyska, IHOIPeIIHOCTU
B JueTe, TOJOJaHUe, MeJUKaMeHTO3HbIe
Harpysku - JIEBOMELUTHH, IIpeJHU30JIOH,
ButamuH K, camunuiarsi);
® YHTepKYPPEeHTHBIX 3a00IeBaHULL;
® OTATOIIEHHOI'O TeHeTUYeCKOro aHaMHesa — POZ-
CTBEHHUKOB C MIEPUOANIECKON THIEPOINPYOHU-
eMueil.
OcmoTp

IIpu ocMOTpe OOpaIIaloT BHUMAaHMe Ha:

® KeJITYITHOCTh KOXKU U CJIN3VICTHIX;

® (oJieBble OIIYIIEHUs IPYU HATBIIAIUY B 00IaCTU

MIPaBOTO MMoApedephs.

JlaGopaTopHBIe JaHHbIE

e Obwjuii ananus kposu. VIHOrIA HAGIIOAAETCS TTOBbI-
IIleHye reMOIIO6KHA Gostee 160 I/, IOBBIIIEHVE
YPOBHA PETUKYJIOLUTOB.

® Buoxumuueckuil anaau3 kposu. Yame Bcero mme-
eTCAd yMepeHHOe YyBeJIu4YeHHue COoJepKaHusA
ob6mero OWIMpPYOMHA 3a CYeT CBOOGOAHOU
(dpakIuu IpU HOPMAJIBHBIX YPOBHAX OOIIEro
6enka, ACAT, AJIAT, XC.

® Koaeynoepamma. Ilokasatenu CBepTbIBA€MOCTU
B IIpeZiesIax HOPMBI, JINOO He3HAYHTEJIHbHO CHU-
JKEHBL
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® AHanmM3 KPOBU Ha HaJIW4YWe MapKePOB BUPYCHBIX
renatutos A, B, C, D, E.

e [IIIP mo3BOJIsIeT HAUTU TeHeTUYeCKYI0 MYyTaI[Uio
dpepmenTa YIPIT.

® Ananus mouu. Ilpy IOABIEHUM U YBeJIUYEHUU
KOJIM4YeCcTBa OMIMpPYyOMHA B KPOBM MOYa CTaHO-
BUTCS TEMHOIO LIBeTA.

® AHanu3 kana Ha CTePKOOWINH (KOHEUHBIN IIPO-
JOYKT TIIpeBpameHuA OWINpyOWHA) OTpHUIla-
TeJILHBIN.

CrnenuajbHbIe JUATHOCTIYECKUe MPOOhI

e JIpoba ¢ eon00avuem. BospHON mody4yaeT
400 KKal B CyTKH IIpu HOopMme 2000-2500 KKaJI.
YpoBeHb OWINMPYOMHA OIpeeaeTcsi yTPOM
HATOIIAK B JeHb Havyaja OpoObl U CIIYCTA
2 cyT. IIpy NOBBIIEHWM YPOBHA OWINPYOMHA
mocyie 48 4 rojofaHus Ha 50-100% mpoba cuuTa-
€TCA TIOJIOKUTEIBHOM.

® BuympusenHoe ggedeue 40 M2 HUKOMUHOBOU KUC-
JIOMbL CIIOCOOCTBYET YBEIWYEHUIO YPOBHSA OWIN-
pyOMHA B KPOBU.

e [Ipuem denobapbumana Mo 3 MI/KI B TedeHUe
5 CyT IPUBOAUT K CHIDKEHUIO YPOBHA OWIHPY-
OUHA B KPOBU.

® Pugamnuyunosas npoba. Ilocie BBegeHUA
900 Mr pudaMIUIIHA y GOJBHBIX MMOBBIIIAETCSA
YPOBEHb HEPSIMOIO OWIMPYOHMHA B KPOBHU.

NHCcTpyMeHTaJIbHBIE U Apyrue MeToAbI

e Y3U opeatos 6ptowHoii nosocmu. B GONBITUHCTBE
CJIy4aeB He BBIABJIACTCA IIaTOJIOTUU.

e KT opeatos 6ptowHoti nojocmu IMO3BOJIsAeT Goiree
JleTaJIbHO PacCMOTPeTh U OLIEHUThb COCTOSHUE
mevyeHu. [Ipu cuHgpome KuibOepa He BBIABIIA-
I0TCA M3MeHeHUA B CTPYKType U TKaHU IleYeHU.

® Fuoncus neueHu mof KoHTposeM Y3U. [laeT BO3-
MOXXHOCTh HCKJIIOYUTH HOBOOOPA30BAHUA
U TIOCTaBUTh OKOHYATEJIbHBIN JIUATHO3.

e Dnacmoepadua - HCCIeLOBaHHE IIeYeHOYHOU
TKaHU, KOTOpPOe BBIIOJHAETCA CIleliaabHbIM
anmapaToM C IeJbl0 OIpefesieHUA CTeleHU
¢ubposa meuyeHu. fBigerca aabTepHATUBOU
O6uonCHuy IeYeHU U II03BOJIAET HCKIIOYUTH
$ubpo3 meveHu MpU MOJO3PEHUN Ha CUHIPOM
Kusbepa.

Jleuenue

JledeHre HAIIpaBJI€HO Ha AOCTMKEHHE KOMIIeH-
canuu ¥ IpOoQUIAKTUKY OCIOKHeHuM. CaM 1mo ceGe
cuszapoM JKmisbepa oImacHOCTHU LA 3M0POBbs He Ipe-
CTaBJIAeT; OCJIOXKHEHUA BCTpeqaloTcA KpaiiHe pesiKo.

B crywae wacThix 0GOCTpEHUI TUIIEPOWINPYOU-
HEMHU OCHOBHBIM CpEICTBOM JIeYeHMUA IaIJMeHTOB
¢ cunzppomoM Kwisbepa sBisgercs deHobapburtar. Ero
3((HeKTUBHOCTh OOBACHAETCSA TEM, UTO IIpenapaTr WHAY-
nupyeT aKTUBHOCTH YIIDIT, crocobcTByeT mposude-




YYD AS TEMA

panyy DIAJKOrO SHJOIUIA3MATHYECKOrO PEeTHKYIYMA,
yBeJIW4YeHMIo Iyna Y- u Z-nmurauznos. HegocraTtku (eHo-
GapbuTana: cemaTUBHBIA 3G (deKT, u3MeHeHre MeTabo-
JIU3Ma MPenapaToB, IKCKPETUPYIOMINXCA B BU/E TIIOKY-
POHUJIOB, CTUMYJ/LAIIA MeTaboIn3Ma CTePOUJHBIX TOp-
MOHOB. CIIOCOGHOCTBIO WHIYIMPOBATH AKTHUBHOCTH
YIDIT obnazaeT TakKe (GPIyMeITHOJL.

IToka3aHO POBeZieHNe KYPCOB TellaTOIPOTeKTOPOB,
KOTODbIE JOJDKHBI CTUMYJIMPOBATh KOHBIOTAIIUIO OVUIH-
pybuHa. Kpome Toro, oHM 00JIa[IalOT renaTonpoTeKTOP-
HBIMU U CeZATHUBHBIMM CBOMCTBAMU; OKa3bIBAIOT CIIa3-
MonuTudecKuil 3¢ ¢QeKT, IPOTUBOBCIIATUTENbHOE, aH-
TUMUKPOOHOe JielicTBre NpU 3a60JIeBAHUAX JKeTJeBbI-
BOJAINUX ITyTel; YMEHBIIAIOT BBIPAXKEHHOCTb CTeaTo3a
IeYeHU U AVCIIENICYeCKUX SBJIEHUI; UMEIOT KeJrde-
TOHHBIE CBOMCTBA, HO B TO >Ke BpeMs 0e30IIacHbI IIpU
»KETTHOKAMEeHHOH OO0JIe3HU; YIY4YIIAioT (GU3NKO-XUMU-
YecKUe CBOMCTBA KeTdH.

Bo3MOXHO Ha3HA4YeHWE IIPerapaToB YPCOAE30KCHU-
X0JIeBOM KHUCIOTBL. OHU CIOCOOCTBYIOT CHIKEHUIO
VPOBHA XOJIeCTePUHA M CTAOWIN3UPYIOT ITeYeHOTHBIe
KJIeTKU. IIpy 5TOM MOJIeKY/IbI BCTPAaUBAIOTCA B COCTaB
MeMOpaH TelaTOIUTOB U JeNaloT Ux Ooyiee yCTOWYU-
BBIMUM K ITOBPEXJEHUIO arpeCcCUBHBIMU CpefaMu. 3a
cJeT 06pa3oBaHUsA 6e30ITaCHBIX KOMIUIEKCOB C TOKCHY-
HBIMU JKeTYHBIMU KUCJIOTAMU YPCOIE30KCHUXOJIeBas
KUCIOTa HEUTpaIu3yeT UX, IPefOTBpaIlas IMOBPeXKIa-
IoITlee JIeTICTBIe Ha MeMOPaHbI KIETOK.

Tak’Kke Ha3HAYAIOT IIPelapaTthl, CIOCOOCTBYIOIIVE
ajzcopbuy GMIUpPyOMHA B KUINEYHUKe (HAIpuMep,
JIAKTY/I03y). B TOJICTOM KUIeYHUKe JIAKTY/I03a MeH:SAeT
OCMOTHYECKOe IaBJIeHHe, B pe3yJbraTe 4Yero IIPOVC-
XOIUT IepepacipeiesieHre BOAbI, KOTOPas IOCTyIaeT
B IIPOCBET KUIIEYHHKA. Kak CyleficTBUe — yBeJI4uBa-
eTcs 00BbeM KJIOBBIX MacC, CTUMYIUPYETCS IIePUCTaIb-
TUKA KUMIeYHUKa. TakuM o0pa3oM, JIAKTY/I03a OKa3bl-
BaeT (IabUTeNbHBIN 3((}eKT U HOpMayu3yeT paboTy
KUIIeYHUKA, IIPU JTOM YyBeJIUYUBAETCSA BbIBeJeHUe
KOHBIOTUPOBAHHOTO OWIMPYOUHA.

B xauecTBe moJiep:KUBaOIIel Tepalluy BO3MOXKHO
HasHaYeHVe BUTAMHUHOB rpymmsl B — B, B,, a Takxe E
uK

IIpodpwraxkTuKa

[ManeHTHI JOJDKHBI M30eraTh JOJITHX (PH3IMYeCcKIX
Harpy3oK, CTpecca, TOJIOJAHUA U TUIePUHCOJIALUN.
Kpome Toro, HeOOXOAIMO M3MEHUTh CBOU PAIfVIOH: HC-
KJIIOYUTh QJIKOTOJIb, KAPEeHyIo IUIY, JXKUPHBIE COPTa
MsAca, IPAHOCTU Y KOHCePBUPOBAHHBIE IIPOAYKTHL DTU
MIPOJYKTHI MOT'YT CIIPOBOIIUPOBATH IOABJIEHUE YKeITYIII-
HOCTU. BOJIbHBIE JOJKHBI PAIMOHAIBHO IIOJXOAUTH
K IIpueMy JIeKapCTBEHHBIX CPEeJCTB; CJIefyeT WCKIIIO-
YUTHh TIPUEM PA3TUIHBbIX aHAGOJUIECKUX CTEPOUJOB,
IIIOKOKOPTUKOW/IOB, aHAPOTEHOB, pH(aMITUIHA, IIH-
MeTHUJUHA, JIECBOMUIIETUHA, CTPEIITOMULIVIHA, aMITUIIVII-
JIMHA, KoQerHa, dTUHWIICTPAAMONA, IIapaneTaMoJa.
Bce aTH mpemnapaThl MOTYT CIIPOBOIIUPOBATE JKENTYXY.

Xopotiiee BIUsHUE OKa3bIBaeT AUETHUYECKOEe IIU-
TaHUe C IeJbI0 IpeyIpeXaeHrs KeTueKaMeHHO! 60-
JIe3HU, a TAKXKe 3/I0POBBIM 00pa3 )KU3HU, pery/sipHas
¢usmyecKas aKTUBHOCTB. Takke peKOMEHZAYeTCs BO-
BpeMs IPOXOJUTh MeJUIMHCKOe OOCjiefoBaHMe Ha
TpefMeT AWATHOCTUKU WHQEKIVOHHBIX 3a00JIeBaHUI
U CBOEBPEMEHHOI'0 WX JIeYeHU .

CeMeliHble Tapbl, CTpajalollrie 3TUM 3aboJeBa-
HHeM, OOJIXKHBI IIPOKOHCY/JIBTUPOBATBCA Y I'€HETHUKA
repes; IUIAHUPOBAHNEM OepeMeHHOCTH.

[Iporuos cunzpoma YKuabbepa OGIATONPUATHBIMA.
3aboneBaHre HMeeT JOOPOKAYeCTBEHHBIN, BOJHOO-
OpasHbIil, He MPOrPeCUPYIOMIUI XapaKTep, He BJIUAET
Ha [IPO/IOJKUTETBHOCTD YKU3HU MAI[UEHTOB.
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DIAGNOSIS AND TREATMENT OF GILBERT’S SYNDROME
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The paper gives the basic concepts of Gilbert’s syndrome,
varieties of benign unconjugated hyperbilirubinemia, for
physicians who face this disease.
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