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Annoramusi. Cunzapom XKunpOepa xapakTepu3yeTcsl 3MU30JaMU KEATYXU U
NOBBILICHUEM HENpsAMOro OunupyOMHa B CBHIBOPOTKE KpoBU. OOBIUHO JTaHHBIN
CUHJIPOM He IPEJICTABIIIET CEPbE3HOM YTPO3bI IS 3J0POBbs YEI0BEKA, OTHAKO MHOI 1A
MOI'YT BO3HUKATh OCJIOKHEHUS CO CTOPOHBI JKEIIUYEBBIBOIAIIMX IIyTEH, B BUJIE 3aCTOS
kKenud, KamHeoOpa3zoBaHus. Kpome TOro, MOBBIIIEH PHUCK OCIOKHEHUH TOCIe
HEKOTOPBIX XHPYPrHUYECKUX BMEIIATENIbCTB, OCOOEHHO CBA3AHHBIX C >KEITYHBIMH
MyTSIMU, HUMEITCA MpoOJEeMbl C BOCHPUATHEM HEKOTOPBIX JEKapcTB. YacTeie
00OCTpEeHMsI 3aMETHO CHIKAIOT KadyecTBO JKM3HU OOJpHOTO. JlaHHas craThs
MOCBSIIAETCS PACCMOTPEHHUIO 3THO-TTATOT€HETUUYECKUX OCOOCHHOCTEH, KIIMHUYECKUX
MIPOSIBJIICHUM, IeUeHUs U poduiiakTuku cuuapoma Kuasoepa.
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Annotation. Gilbert's syndrome is characterized by episodes of jaundice and
increased indirect bilirubin in the blood serum. Typically, this syndrome does not pose
a serious threat to human health, but sometimes complications from the biliary tract
may occur, such as bile stagnation and stone formation. In addition, there is an
increased risk of complications after some surgical interventions, especially those
related to the biliary tract, and there are problems with the perception of certain
medications. Frequent exacerbations significantly reduce the patient’s quality of life.
This article is devoted to the consideration of etiopathogenetic features, clinical
manifestations, treatment and prevention of Gilbert's syndrome.
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Brenenue. Cunapom Xunnbepa - HacienCTBEHHOE 3a00JIeBaHKE, CBA3aHHOE C
MIPEUMYIIECTBCHHBIM HapyIIEHWEeM 3axBaTa W KOHBIOTAIUHA OMIMPyOWHA, B OCHOBE
KOTOPOH JIGKUT TEHETHYECKH OOYCIIOBJICHHOE CTOHWKOE TMOBBIMICHUE COJICPKAHUS B
CBIBOPOTKE KPOBU HEMPSAMOTO OMIIMpyOHHa.

HenocpencrBeHHol NpUYMHOM pa3BUTUA cuHApoMa Kunpbepa sBisieTcs
HapyleHue oomeHa OunupyOuHa, BeizBaHHoe MyTarued B rene UGT1A1, koTopsiit
kogupyer depmeHT ypuauHaudocdar - raoKypoHmiITpaHchepazy. ITOT Oenok
paboTaeT B renaTolMTax, a OCHOBHAS €ro (PYHKIUS — MpeoOpa3oBaHue OnMpyOunHa.

[lepBbIM, Ha HEOOBIYHOE COCTOSIHME Yy HEKOTOPBIX MOJIO/BIX TAIMEHTOB,
oOpatun BHUMaHue (paHiry3ckuil Bpau ABryctuH JXumnnbep. Y Takux OOJBHBIX
pa3BUBajach JKEITyxa, KOTopas 3aTeM caMmocTosTenbHOo mpoxoauia. U B 1901 roxy
XKunp0ep omucan 3Ty 00J1€3Hb, OTKYa CHHIPOM TOJy4YuI cBo€ Ha3BaHue [2, 9, 18].

Or 7% no 10% 3eMHoro mapa crpafaroT ATOM martosiorueil. Yarmie Bcero
00JIe3Hb JUATHOCTUPYIOT y MIOJIPOCTKOB, YTO CBSA3aHO C BO3/ICHCTBHEM Ha META00IM3M
OmpyOrHAa MY)KCKUX TOJOBBIX TOPMOHOB. Y MYXKUHWH - dYalle, 4eM Y KEHIIUH.
3aboneBanre BBIABISIOT y appUKaHIEB daiie, 4eM Yy eBpomeineB. [lepemaercs
3a00JIeBaHKE TI0 ayTOCOMHO-PEIIECCHBHOMY THITY.

C pa3BUTHEM T'€HETUKH U MOJICKYJISIPHON OMOJIOTHH YUCHBIM y/1aJI0Ch pa3raaaTh
OCHOBHOM MeXaHW3M pa3BuTHs natojioruu. Okaszamoch, 4To cuHIpoM JKuinbepa
cszan ¢ wmyrtamuer reHa UGTIAl, mpomykTom KOTOporo siBisieTcs (epMeHT
TIIIOKypoHunTpancdepaza. B Hopme sputporutsl *kuByT a0 120 mHE#, 3areM OHU
YTHIIIM3UPYIOTCS B cene3eHke. COCTaBHON YacThlO KPACHBIX KJIETOK KPOBH SIBIISECTCS
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remorsioous. Ilpu ero pacmazme oTnmensieTcs keiae30, KOTOPOE 3aTeM HCIOIb3yeTCs
BHOBb. A TreMOBbI€ O€JIKM IIpeBpaIlaloTcs B HeNnpsaMon ounupyous [1, 8, 19].

DTO A0CTATOYHO TOKCUYECKOE BEIIECTBO, HAKOIUIEHWE KOTOPOIrO B OpraHU3Me
KpaiiHe HexenaTellbHO. B TakoM COCTOSIHUM OH TPAHCHOPTUPYETCS B MEUEHb, TJE €ro
oxumaer npoaykt rena UGTI1Al — rmokyponmnTpadcdepasa. 3amada 3TOTO
dbepmeHTa mpuIENUTh K OWIHMPYOMHY TIIOKYPOHOBYIO KHCIIOTY. Tak oOpasyercs
psAMOI OUTUPYOWH, KOTOPBIM B HOPME TMOYTH HE MOMAJAET B KPOBH, a MOCTYIAET B
KETdb W 3aTéM B KHUIIEYHHK. TakuMm 00pa3oM, TIIOKYpOHIITpaHC(hepasa
00e3BpeKUBaET OUITUPYOHH, KOTOPBII BBIBOJUTCA C KAJIOM.

Ecnmu ren UGT1A1 myTupoBaH, TO IUIOXO CIPaBISIETCS CO CBOEH paboToi 1o
IPOU3BOJICTBY (PepMeHTa, KOTOPBIA OH KoIupyeT. Y Jojiel ¢ cunapomom XKuinsoepa
MOXET BbIpabaThiBaThes Jiniib 20-30% rimokypoHunTpancdepasbl. TakuM 00pazom,
0OJBIIOE  KOJIMYECTBO HENpsIMOro OwinpyOMHAa Tak W HE CBS3BIBACTCA C
TIIOKYPOHOBOM KHUCIOTOM. OH CKAaIUIMBAETCS B KOXHBIX MOKPOBaX M MOJKOXKHOU
KJIETYaTKe, U3-3a YEro pa3BUBAETCA JKEITyXa. TakKe MUTMEHT NpOsBIIAET
HEUPOTOKCUYHOCTH — COOMPAETCS B CHMHHOM U FOJIOBHOM Mo3re [3, 7, 17].

Yka3zaHHBII XpOMOCOMHBIN U3BSTH 3a4aCTYIO Ia€T O ceOe 3HATh, TOJIBKO HAYMHAs
C TOJPOCTKOBOTO BO3pacTa, KOrja MeTadoiu3M OuinpyOuHa W3MEHSIETCS TOJI
BO3JIEICTBHEM IOJIOBBIX TOPMOHOB. BclieIcTBHE aKTUBHOTO BIUSHUSA Ha 3TOT MTPOLIECC
MMEHHO aHJpOTeHOB, cuHApoM JKunbbepa peructpupyercs dame y MyXKCKOIro
HaceJIeHUS.

[lepBbie cumnTombl 6ose3nu KuiibOepa MOSBISAIOTCS MOCIE: TOJOJAaHUs WIIH,
HAao0OpOT, Tepeenanus, yMNoTpeONieHus >KUPHOW THUIIHM, TMpUEeMa HEKOTOPHIX
JIEKapCTBEHHBIX CPEJNICTB; YIOTPEOJEHUsT alKOroJis; Ype3MepHOl (U3MUECKOM
Harpy3Ku; cTpecca; orepaluid, TpaBM; MPOCTYIHBIX U BUPYCHBIX 3a00J€BaHUN. DTH
Ke (pakTophl yCyryOsitoT TeUeHHe 3a00JI€BaHUS U TIPOBOIUPYIOT €ro peuuauss [3,10,
16].

Yame 3a0oneBaHHe MNPOTEKAET B JATEHTHOW ¢opMe U OOHApYyKHUBAETCs
ciy4ailHeiM 00pazom. [losToMy MHOTHE CHelHalUCThl pacCMAaTPUBAIOT €ro HE Kak
3a0oneBaHue, a Kak (DU3MOJIOTMYECKYI0 OCOOEHHOCTh opraHu3ma. CHMIITOMBI
MOSIBIISIFOTCSI B CITy4ae pa3BUTHS 00OCTPEHUS U 3aBUCAT OT popMbl 3a0osieBanus. [Ipu
JTUCTIENTUYECKON ¢opMe HAOMIOAAIOTCA TOIIHOTA, TPUCTYIBI U3KOTH, SIPKO
BBIPAKECHHBI METAJUIMYECKUN TPUBKYC BO PTY, AUCKOMMOPT U OOJIe3HEHHBIC
OIIYIIEHHUsI B IpaBOM Mo ipedepne. [Ipu acteHoBereTaTnBHOM (hopme: ol1ias ciabocTh
1 ObICTpasi yTOMJISIEMOCTb, MOBBIIIIEHHOE MOTOOT/ACNICHHE, YYallIEHHOE CepAleOreHHeE,
TPEBOXKHOCTh, OE€CCOHHMUIIA, TOJOBHBIE O0u. XentymHas dopma xapakrepusyercs
M3MEHEHUEM I[BETa KOXKHBIX IMMOKPOBOB U CKJIEP C HOPMAJIBLHOTO Ha OJICTHO-KEIThIN
WJIM KEJITHIN 1BeT [2, 5, 13].
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B OOonpmIMHCTBE CiydyaeB €IMHCTBEHHBIM NPOSBICHHEM CUHAPOMA SBIISIETCS
yMepeHHas jkenTtyxa. OcTanbHble CUMIITOMBI KpailHE peAKd U c€1a00 BBIPAKEHBI.
HeBponorudeckass CUMITOMaTHKa MUHHMMaJIbHA. MHOTIa manueHThl KaldyloTCsS Ha
NOSIBJICHUE Y HHUX JEHPECCUM M PaA3APAXKUTEIBHOCTH. HEKOTOpBIE HCIIBITBIBAIOT
HEOOBSICHUMBIE MPUCTYTIBI MAHUKH U OecipuuuHHbIEe cTpaxu. CrenuanucTbl CYUTAIOT,
YTO 3TO CKOPEE BCETO PEAKITUS MICUXUKU Ha BEIHYKACHHYIO M YaCTYI0 HEOOXOUMOCTD
MOCEIATh METyUPEKICHUS, YTOOBI BBIIBUTH IPUYHUHBI 3a00I€BaHMUSL.

B menom, 3a0oneBaHre MpoOTEKaeT OJIArONPHUSATHO, HE MPUYUHSS HM3IULIHUX
HEYJ00CTB M OECIOKONCTBA, HO IpPH YacThIX OOOCTPEHUSX OO0JE3HU, BO3MOKHO
pa3BUTHE HEKOTOPBIX OCJOKHEHUH, TaKMX KaK AUCPYHKIHMOHAIbHBIE HapyIICHUS
OMJIMApHOTO TPaKTa, )KeTYHOKaMEeHHasi 00JIe3Hb, CIAJK-CUHIPOM. Taxke HempsiMon
OmMpyOHH UTpaeT KIYEBYIO POJIb B 00pa30BaHUU JKETYHBIX KAMHEH SIBISSACH SAPOM
IUTs1 00Opa30BaHUsl MMTMEHTHBIX U CMEIIaHHBIX KOHKPEMEHTOB [1, 6, 14].

Cy1iecTByeT HECKOJIBKO CIOCOOOB JTMArHOCTUKHU 3TOM marojoruu. CaMbIMu
BAKHBIMU SABJISIIOTCS: aHAJIW3 KPOBU, F€HETUUYECKUH TECT, UCCIEAOBaHUE (DYHKIIHH
nevyeHu. Eciu nmpu OMOXMMUYECKOM MCCIIEI0BAaHUU KPOBH OOHAPYKEHO, YTO YPOBEHb
OuupyOMHA MPEBBIIACT HOPMY, NPU 3TOM HHUKAKUX JPYrUX (YHKIHMOHAIBHBIX
IIATOJIOTM TI€YEHW HE BBIABICHO, CHELUAIMCTBI, KakK IPaBWIO, PEKOMEHAYIOT
reHetnueckuit tect (ucciuenoanue JIHK denoBeka, moaydeHHOro M3 BEHO3HOU
KpPOBH), KOTOPBI IIOMOKET MMOCTABUTh OKOHYATENbHBINA JUATHO3.

JlnarHocTvKa OCHOBBIBA€TCS Ha BBIBICHUU CIEAYIOIIHMX JaHHBIX: Hayayo
3a0oneBanusi B TmpenyOepTaTHbIA M MyOepTaTHBIM BO3pacT; HACJIEICTBEHHAS
NPEpacloiIOKEHHOCTh; HE3HAYUTeNbHAsl JKENTyXa; TEeYEeHHE BOJHOOOPa3HOE;
NOSIBJICHUE WUJIM YCUJICHUE JKEJITyXU B CBSI3U C MHTEPKYPEHTHBIMU 3a00JI€BaHUSIMM,
rojoJaHueM, (PU3NYECKUM WIM TMCHUXO3MOIMOHAJIbHBIM HaIpPSHKEHUEM, MPUEMOM
AJIKOTOJIsI, psAa JIEKApCTB; YBEIMYEHHE IEYEHU OTCYTCTBYET WJIM HE3HAUYMTEIIBbHA;
MOBBIIIEHHE OUNMpyOrHa B 2-5 pa3 NMpeMMyIIECTBEHHO 3a CUET HepsAMOH (hpakiuu;
HopmanbHasg akTtuBHOCTH AJIT m ACT; Mapkepsl BHPYCHBIX T€IIATHTOB
OTpULIATEIbHBIC; PE3YJIbTAT FTEHETUYECKOIO aHAM3a - TOJIOXKUTENIbHBIN.

OCHOBHBIMHM 337jauaMu JieueHUs npu cuHapome Kunbbepa SBISAIOTCS:
CHIDKEHUE YPOBHSI OMuinpyOunHa JiJIsl yMEHbIIEHU HHTOKCUKAIK 1 opaxenus LIHC,
a TaKXe I IPEAOTBPALEHUS PA3BUTHS OCIOKHEHU.

B 6onpmmHCTBE ciiyyaeB cnerupuyecKoro JeueHus mpu cuuapome Kumpoepa
He TpeOyercs. [lockonbky OO0J€3Hb XapaKTepu3yercs IMepuojiaMu OOOCTPEHHS U
peMuccud, TO T[JIaBHas 3aJada MalueHTa - MUHUMU3UPOBATH  BIIMSIHHUE
MpOBOLIMPYIOUIUX (akTOpoB. K HUM OTHOCSITCS CIMILKOM >KUPHAs MHUILA, aTKOTOJb,
ctpecchl, HHPeKuu. COCTOSIHUE MOXKHO TOJBKO OOJIETYUTh WM CHSTh CUMITOMBI.
JUis 3TOro HWCHOJIB3YIOT OrpPaHUYUTENBHOE JIEYEHHE: COOJIIOJCHUE pexXHUMa,
MCKITFOUCHHE MTPOBOIHMPYIONTUX (PaKTOPOB, cOOM0OIeHne queThl, cTos Ne5 [3, 4, 11].
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JIst KynmupoBaHUSI CUMITTOMOB JKEATYXH MPUHUMAIOT MWHAYKTOPHI (hePMEHTOB
MOHOOKCHJIa3HOM CHUCTEMBbI KJIETOK TME€YEeHM Ha NpoTskeHuud 2-4 Henenb. OHHU
MO3BOJISIIOT CHU3UTh YPOBEHb OMIIMPYOHHA B KPOBU U U30aBUTHCS OT IUCIIETICUYECKHUX
nposiBieHuid. Jlyig ycusieHus BbIBeJeHUsT OWIMpyOWMHA M3 KUIICYHHKA MPUMEHSIOT
sHTEpOoCcOpOeHThI. Jlmst paspymieHuss (UKCUPOBAHHOTO B TKaHIX OwimpyOuHa
MPUMEHSIOT (DOTOTEPAIHIO, TP MTOMOIIH CHHUX Jiamil. O0s3aTeNbHA 3aIuTa TJ1a3 IS
NpeayNpexkIeHUs 0xora. ['enaronpoTeKTOphl MPUMEHSIOTCA [JIs 3alUThl KIIETOK
MEYEHU OT MOBPESXKIAOIMMX Bo3AeHCTBUN. [ HOpManm3anuu (yHKITUU KETIHOTO
My3bIpS U €r0 MPOTOKOB MPUMEHSIOTCS Mpenaparbl YpcoIe30KCUXO0JIEBOM KUCIOTHI.
[Ipu npucnenTHYeCKUX pacCTpPOMCTBAX MNPUMEHSIOT MTPOTUBOPBOTHBIE CPENCTBA,
nuieBapuTesbabie pepmeHThl. [lokasana Buramunorepanus [1, 12, 15].

Hns PO UITAKTUKA 3a0o0seBaHus ManreHTaM PEKOMEHYETCH:
MPUIEPKUBATHCS COATaHCUPOBAHHOTO TUTAHUSI; BECTH 3/I0POBBIM 00pa3 >KU3HH,
KOHTPOJUPOBATh MPUEM JICKAPCTBEHHBIX MpPENapaToB, BIUSAIONIMX Ha I[ICUCHb;
€KXEroHO MPOXOANTH TUCIIAaHCEPU3ALIHIO.

BeiBoabl. OTcrofa ciieyer, 4To J100pOKaueCTBEHHOCTh cuHapoMa Kunboepa
HE MCKIIOYAaeT TaKUX HEOJaronmpusTHBIX TOCIEJACTBUN, Kak 3a0oJeBaHus
KEJTUEBBIBOSIINX MyTEH, BIUIOTH JI0 *KeauekaMeHHOU 0osie3Hu. COBpeMEHHBIN Tar
Pa3BUTUSI MEIUIIMHBI CJlieJla]l BO3MOXXHBIM OOBEKTUBHOE MOJTBEPKICHUE AUArHO3a
cunapomMa KunpOepa reHeTHYeCKUMH METOAOM, CBOEBPEMEHHOE Paclo3HaBaHUE U
KOPPEKLUsI KOTOPOrO0 HMMEET CYIIECTBEHHOE 3HaueHue. Tak Kak 3a0oJieBaHHE
HaCJICJICTBEHHOE, CEMEIHBIE Maphl, IAe XOTsA Obl OJIUH U3 CYNPYroB CTPaAacT dTUM
3a00eBaHuEM, TOJDKHBI IPOKOHCYJIBTHPOBATHCS Y TEHETHUKA Mepe]] TUIAHUPOBAHUEM
OepeMEHHOCTH.
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