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Ssummary

The study of comorbid pathology in Gilbert’s syndrome is an important area in medical genetics and pediatrics. An import-
ant feature of Gilbert's syndrome is that its clinical manifestations can vary from an asymptomatic course to the appearance
of a number of comorbid conditions, such as diseases of the gastrointestinal tract and the biliary system. Its study makes
it possible to better understand the mechanism of development of these conditions, to develop effective diagnostic and

therapeutic approaches.
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BsepeHune

Cunppom XXunsbepa (CXK) (xonemus Gilbert, koncru-
TYLMOHAa/IbHasl TUIePOUINPYOIHEMNS, HANOTIATAYe-
CKas HeKOHBIOTMPOBAHHAs TUIepOUINpyOnHeMus,
HereMoNNTUYecKas ceMeiiHasA XeNTyXa, IpocTas ce-
MeliHas X0neMIs, CUHAPOM MejieHrpaxTa, CMHIPOM
Jlepebynie) — reHeTH4eCKM 06yCIOBIeHHAs pepMeH-
TOIIATN S, XPOHUYECKUIL, ZOOPOKaYeCTBEHHBII INT-
MEHTHBI I'e[aTo3 C ay TOCOMHO-PEeL|eCCYBHBIM TUIIOM
Hac/IeOBaHMs1, 00YC/IOBICHHbI HaC/Ie[[ICTBEHHBIM fie-
¢dexroM npomoTopHoit obnactu rena UGTIAI, xopu-
pyouiero ¢pepmenT ypuanaanupocdaTrIoKypoHuI-
TpaHcdepasy (rmokopoHunTpancdepasa) (YIPI'T),
perynmmpyouuit KoHpooranuio 6umpyousa (1, 2, 3].
BriepBble JaHHBLI CHHAPOM GBI OIMCaH ABIYCTHHOM
Kunpbepom coBmectHO ¢ [Ibepom Jlepebymnne B 1901 1.,
B 1939 1. marckuii Bpau VMenc OitHap MeiteHrpaxT fo-
TIOJTHMJL ¥ yTOYHII JaHHbIe 0 CMHAPOMe [4, 5]. YacToTa
Bcrpedaemocty CXK cocrapnser o 11% B monynauuu
[6, 7, 8].

Knandeckoit ocobeHHOCTBIO curapoma XKunbbepa
ABJIAETCS HaIM4YUe Pa3HOOOPa3HbIX CHMIITOMOB: OT
6ecCUMIITOMHOTO TedeHN s Ko MaHndecTanum Ha GpoHe
MHTePKYPPEHTHBIX 3a060/IeBaHMIT, TOTPELUIHOCTE
B IIMTAHWM, TOOfAHUY, GVI3MIECKOTO VIV Y MCTBEHHO-
TO IlepeyTOM/ICHN! I, IIpyeMa HEKOTOPBIX TeKapCTBEH-
HBIX IIpenapaToB. /1 IpOCTOoil ceMeitHOl X0IeMUn
XapaKTePHO MHTEPMUTTUPYIOIee TeUeHUe C HECKOTIb-
KUMM 3MU30HaMI 060CTpeHMIt B TORY, KOTOPBIE IIPO-
ABNAIOTCA B BUJIe MUKTEPUYHOCTY KOXKHBIX IIOKPOBOB,
CyOMKTEPUIHOCTBIO CKJIep U CIIVI3UCTON MATKOTO Heba,
3yRoM. MoryT 06pa3oBbIBaTbCsl KCAHTE/NIa3Mbl BEK.
B 30-60% cmy4aeB oTMeYaeTCA aCTEHO-BEreTaTYBHBII
CHHIPOM, B HEKOTOPOII CTeleHU 00YCIOBIeHHBII
TOKcU4YecKMM 3G HeKTOM HelmpsiMoro 6unnupy6uHa.
Y pereit ¢ GYHKLMOHAIBHBIMA PACCTPOICTBAMMU O1-
JIMAPHOTO TPAaKTa MOXKET IIPUCYTCTBOBATb YyBCTBO
TAXKECTM B IPaBOM Hojpebepbe, JUCIENCUYIeCKIe
CUMIITOMBI [2, 3].

Ilo JaHHBIM HEKOTOPBIX aBTOPOB, B OPTaHM3Me
JyeJI0BeKa VIMeeTCA BHENeYeHOYHBIN Myl ITTI0KOPO-
HuITpaHcdepassl (B KMIIEYHMKE, IOYKAX, HEPBHOIL
cucrteme) [9]. Ten UGTIAI aBnserca 4acTbIO CIIOXK-
HOTO JIOKYCa, KOTOPbIil KofupyeT HecKonbko UDP-
ITIIOKYpOHO3MITpaHcdepa3s. [laToreHHble BapuaH-
Tol TeHa UGTIAI npuBOAAT K Pa3BUTHIO HE TOTbKO
CIK, vo n cungpom Kpurnepa-Hasiapa tuna I u II,
CeMeNHOI HeCTalMOHAPHO TUIepOuInpy6HeMU

HOBOPOXEHHBIX (XKeJTyXa IPYyJHOTO BCKapM/INBa-
HIST), TOKCHYecKoro 3 dekTa HeKOTOPBIX TeKapcTs [10,
11, 12]. Oco6ennoctu rena UGTIAI u reHeTUYeCKe
0cobeHHOCTI 0OMeHa 6Mnnpy61Ha u Ipyrux MeTabo-
JIUTOB, IPUCYTCTBME B OPTaHM3Me Ye/IOBeKa BHeIede-
HOYHOII ppakuuy pepMeHTa IPUBOJAT K Pa3BUTHUIO
koMop6unHoit naronorun npu CXK (3aboneBanus
61IMapHOTO TPAKTa, XKeNMyAKa, KMIIeYHNKa, II049eK
u ap.) [10, 11]. ITo faHHBIM HEKOTOPBIX ABTOPOB, pPac-
IIPOCTPAHEHHOCTb OKCA/IaTHOTO YPOIUTHA3a, A3BEH-
HOJT 60J1e3HM >KeTyIKa U ABeHa[LIaTUIIePCTHOM KMIIKA
3HAYMTeNbHO BhImIe cpepn ieTeit ¢ CIK mo cpaBHeHMIO
¢ momynAuyeii B menom (13, 14].

Komop6uaHbIe COCTOAHUS MOTYT YTsDKEIATh KIIU-
Huyeckoe Teyenne CIK, yBenmunpas puck pasBuTus
OCTIOXKHEHMIT U YXYAIIeHNA KadeCTBa )KM3HU Halu-
enToB. CHyKeHne aktuBHOCcTU YIT1Al y manuen-
toB ¢ C)K mpMBOANT K M3MEHEHNAM B METaboIM3Me
6MMMpyO6MHa 1 XKeT4yy, 4TO CIIOCOOCTBYET Pa3BUTHUIO
XPOHMYECKUX BOCMANNTEIbHBIX 3a00IeBaHMIT Te-
4eHM, TAKMX KaK HeaJKOTO/IbHasI )KUPOBas 60/Ie3Hb
nevenu (HAXKBII) [6]. C)K Hepepnko codeTaeTcs
¢ QYHKIIOHAIbHBIMY U OPTaHMYECKMMM 3a007IeBa-
HUAMU JKeTYAOYHO-KNIIEYHOTO TPaKTa, TAKMMM KaK
ractpoasodareanbHas pedrokcHas 6onesns (I9PB),
XPOHMYECKMIT TAaHKPEATUT U JyOoneHUT. ITu 3abore-
BaHI MOTYT Pa3BUBAThCs Ha QOHe U3MEHEHMsI Peo-
JIOTMYeCKVIX CBOJICTB YKe/T4M M HapYIIeHHOJ MOTOPUKM
KMIIeYHNKA, YTO NPUBOAUT K IOBLINIEHHOMY PUCKY
9PO3UBHBIX IPOIECCOB M TVICKMHE3V JKeT4eBbIBOJ A-
IMX HyTeil. BcreacTBye M3MeHeH M MeTabon3Ma 6u-
NMMpyOMHa ¥ TOPMOHA/IbHBIX BO3eICTBII (Hapumep,
BIMAHUA MOTIOBBIX TOPMOHOB), ¥ Manbuukos ¢ CIK
3HAYMTETbHO Yallle AMATHOCTUPYIOTCA HapyIIeHN A
MOTOPMKY XETYHOTO Iy3bIPs, YTO yBENNYMBAET PUCK
passutus JKKB. Komop6unHble cOCTOAHUSA IPU CUH-
npome XKunbbepa y feTeit BKIIOYAIOT I POKMIL CIIEKTP
3a00/1eBaHUIL, 3aTParMBaIOLMX PA3TIYHbIE CHCTEMBbI
OpraHu3Ma, ¥ TpeOYIOT TIATebHOI HMAaTHOCTUKN
¥ IIEPCOHATM3UPOBAHHOTO MIOAIXOfia K TedeHMIo [6].

ITo HEKOTOPBIM JJaHHBIM, YCTAHOB/IEHO, YTO TeHETH-
Jeckas npegpacnonoxenHoctsb k CXX accounnpyerca
c 6071ee BBICOKVMIM PUCKOM PasBUTUA METaO0INYECKOTO
CHHJpPOMa M CaXapHOro Auadera 2-ro TUIIA, IIOCKO/Ib-
Ky HOBBILIEHHBII yPOBEHb HEKOH'BIOTUPOBAHHOTO
6unupy6uHa OKa3bIBaeT BIMsIHIE Ha 0OMEH ITII0KO3BI
m xupos [13, 14].
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CymecTByer npegnonoxenue, 4ro npu CXK mo-
XKeT OBITb MOBBILICH PUCK 3a00TeBaHMIT HEPBHO-
IICUXMYECKMX 3a00JIeBaHMIl, TAKMX KaK IM30(ppeHNu,
6unonsapHoe apdeKTUBHOE PACCTPOIICTBO, 60Ie3HD
ITapkuHCcoOHa, accOUMMPOBaHHBIX CO XPOMOCOMOI 2,
Ha KoTopoit kaptuposaH u red UGTIAI [12].

B nocnepHee mecsATUIETUS OTKPBIT aHTUOKCU-
maHTHBI 9 dexT Ounupybuna m HafeHbl [O-
Ka3aTelbCTBA IIPOTEKTOPHON POMM yMepeHHO

3aKknwyeHune

I CXK xapakTepHO pa3BuTHe KOMOPOUIHOI IMa-
TOJIOTUM CO CTOPOHBI NNUIIEBAPUTETbHOTO, MOYe-
BBIIENINTENIBHOTO TPAKTA, CEPAEYHO-COCYAUCTON
U HEPBHOJCUCTEMBI, 00yCIOBIeHHO 3 deKTaMu
HeINpsIMOTo 6MInpy61Ha, HaTN4nsI BHEIIEYEHOUHOTO
IIy/Ia TTIOKOPOHMITPaHChepassl M 0COOEHHOCTAMMU
¢dyuxuun rera UGTIAL Komop6uHbIe COCTOSIHMUSA
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