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PE3IOME OnucaH KIMHUYeCKUM criydyarm (popMMpOBaHUS XeNTYHOKaMEHHOW OOne3Hu y AeBOYKM C CUHAPOMOM
XKunbb6epa n aHomanuemn xen4yHoro ny3bips. Oco6eHHOCTLIO AaHHOro criyyas sIBMAETCA ero Te4yeHue ¢ npu3Haka-
MU «CKPbITOro» reMosnusa, 4To oTcpoumnno Bepudmrkaumnio AnarHo3a; Hanuume y pebeHka aHomanumm Xen4yHoro ny-
3bIpA, ABNAIOWENCA, Hapaay ¢ cuHapomom Xunbbepa, dpakTopom, cnoco6cTByOWMM Xonenutuasy. CoyetaHue
yKa3aHHbIX )aKTOPOB CTasio NPUYNHOMN Pa3BUTUSA XKeNTYHOKaAMEHHOW 60Me3Hn B paHHMUE CPOKMU.

KnioueBble cnoBa: Xen4yHokaMeHHasi 60ne3Hb, CUHOPOM )KManepa, xonenutuas, aHomManuu Xen4yHoro ny3bIipA.
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B nocrnegHue pecatuneTus 4acTtoTa BCTpeyYaemo-
CTW XenyHokameHHon GonesHn (PKKB) cpean pet-
ckoro HaceneHust yeenuuunacs ¢ 0,1 go 1,0% [3-6].
K uucny npuumH xonenuTtuasa OTHOCAT Hacnepn-
CTBEHHYK NpPeapacnosioXeHHOCTb,  AUCHYHKLNIO
XKENYHOro nysblpsi, aHOManuMuM ero pasBuTus, a B
nocrniegHne rofbl CTano U3BECTHO, YTO CEpPbE3HYH
nenty B yBenuyeHue vyactotbl XKKb BHOCUT cuHapoMm
Kunsbepa [1, 4, 8].

Cungpom Xunbbepa (gobpokayecTBeHHasi cemen-
Has HeremonuTuyeckasi rmnepounMpybnHemMus, KoH-
CTUTYLMOHanbHas runepbunmpybmHemunst) — aTo Ha-
CrneAcTBEHHOE HapylleHne obmeHa GunupybuHa B
pe3ynbTaTte HeAOCTaTOYHOCTM €ro [MoKYPOHMpPOBa-
HUSI C PasBUTUEM HEKOHBLIOTMPOBAHHOW rMnepounu-
pybrHemumm, BCTpevatLleecs B 4 pasa valle y nuuy,
MY>KCKOrO MoJia no CpaBHEHMIO C XXeHCcKnM. B nocnea-
HVMe rogbl NosiBUNacb BO3MOXHOCTb OOBEKTMBHOIrO
NOATBEPXKAEHMS OMarHosa C UCMNONb30BaHWEM MO-
NeKyNsipHO-reHeTUYECKMX METOOO0B WCCIeAoBaHus,
Npy KOTOPOM BLISIBIIAETCS MyTauusi B NPOMOTOPHOMN

obnactn reHa UGT 1A1. CnegcrBmeM JaHHON My-
Tauum ABNSIETCS CHMKEHNE (PyHKLNOHANbHOW aKTUB-
HOCTU bepMeHTa neyeHu ypuamnHamndocdar-rnto-
KypoHuntpaHcdepasbl. BHegpeHne reHeTuyeckoro
obcnenoBaHMs B KIMMHUYECKYHO NPAKTUKY NO3BOMUIIO
BbISIBUTb BbICOKYHO YaCcTOTy CMHAPOMA B MONyNsALUUK,
OH umeet mecto Yy 7—-10% xuTenen 3eMHoro Liapa.
KnunHnyeckn cuHgpom XKunbbepa MoxeT NposiBNSATb-
ca bonamMu B XKMBOTE, TSXKECTbIO B MpaBOM Moape-
OGepbe, paccTporcTBaMy MULLEBAPEHUS (TOLLHOTA,
OTpbbKKa, 3anopbl, Anapes), ycTanocTbio, 06LWMM
HeOMOraHNeM, TPEBOXHOCTbI. OCHOBHBIM CUMMTO-
MOM SIBIISIETCS KENTyxa Pas3HOW CTEMEHUN BblIPaXKeH-
HOCTU — OT CyBIKTEPUYHOCTU CKNep A0 XEeNTYLIHOro
OKpaLUMBaHWs KOXXHbIX MOKPOBOB C HE3HAYMTENBHBIM
yBENUYEHNEM NEYEHN B psige CIydaes 1 NOBbILLEHM-
em B 2-5 pa3s ypoBHs1 Henpsimoro 6unupybuHa. Psg
aBTOPOB yKa3blBaE€T HA BO3MOXXHOCTb «CKPbITOrO» re-
MONn3a y oTaenbHbIX 60MbHbBIX € cMHAPOMOM XKurb-
Oepa, reHe3 KOTOPOro B HACTOsILLIEE BPEMS OCTAETCS
HepacKpbITbIM [5].

T. A. Klyopikova, O. l. Votyakova, A. A. Chekalova, E. V. Shemanaeva

DEVELOPMENT OF CHOLELITHIASIS IN A CHILD WITH GILBERT SYNDROME AND GALLBLADDER ANOMALY

ABSTRACT The clinical case of cholelithiasis development in a girl with Gilbert syndrome and gallbladder anomaly
was presented in the report. This case was particular for its course with some signs of “latent” hemolysis and
this fact delayed the diagnosis verification, also the presence of gallbladder anomaly along with Gilbert syndrome
was the factor which was conducive to cholelithiasis development. The combination of the indicated factors was
proved to be the cause of cholelithiasis development in early terms.
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MposiBnennsa cuHapoma Xunbbepa MoryT Bo3HUKaTb
B ntobom Bo3pacTe, HO vallle NOSBMASTCA B npeny-
GeptaTHOM 1 nybeptaTHOM. [poBouMpyeTcsa Ux no-
sABNeHne PU3NYeCcKUMmM Harpyskamu, CTpPeCccoBbIMU
cUTyaLusMn, MOrpeliHoCcTsIMKU B AneTte (KOHcepBu-
pOBaHHbIE, XapeHble, OCTPble, KONMYEHbIE NPOAYKTHI,
rasaMpoBaHHbIE HAaMUTKK), ronogaHueM, BUPYCHLIMU
WHpeKUMAMM, NPUEMOM FfEeKapCTBEHHbIX Mpenapa-
TOB, SIBMSIOLWMXCSA arfOKOHaMK, BbITECHAOLLMMU
OunNupyobuH 13 CBS3N C rMIOKYPOHOBOW KMUCOTOW (ca-
nuuunaTel, FMOKOKOPTMKONAbI, NapaueTamorn, Lme-
TUOWH, NEBOMULETUH, CcynbdaHunammugbl, KopeuH un
ap.). BoamoxHo 6eccumnToMHOE TeyeHne, npu KoTo-
pom cuHgpoM XKunbbepa obHapyxuBaeTcs npu crny-
YarHO BbISBIIEHHbLIX OTKITOHEHUSAX B BUOXMMUYECKOM
aHanuse kpoBu. B pesynbTate oTtcytcTBUs mbpo-
3MPOBaHNS U UCXo4a B LMPPO3 NeYeHy B NPOLLSIOM
cuHgpom XKunbbepa paccmaTtpuBarncs kak 6esobua-
Hoe 3aboneBaHue, HO B HacTosLLee BPpeMS OH CYu-
TaeTca npensectHukom XKKbB, doopmumpoBaHme KoTo-
pou Yale BCTpevaeTcs y MyxuuH [2, 9]. B cBsiau ¢
3TMM cuHgpoMm XKunbbepa TpebyeT cBOEBpPEMEHHOW
ONarHOCTUKM U NEYEHUs C LUenbto npeaynpexaeHus
KKB. [0ns CHWXEeHMs1 ypOBHS HENPSAMOro bunmpyou-
Ha npumeHsieTca heHobapbuTan, cnocobCTByOLLMI
MOBBILIEHNIO aKTUBHOCTM ypuauMHaudocdaT-rioKy-
poHunTpaHcdepasbl. Ons npefoTeBpalleHns nopa-
XEeHns1 OMnMapHOro TpakTa peKkoMeHayeTcs HasHa-
YeHVe npenapaToB YpPCOOE30KCUXOSIEBOW KUCMOTbI
(ypcocaH, ypcodanbk).

lMpencraBnsem KknNuHWYeckun cnydan. [eBodka
14 neT noctynuna B AETCKOe racTpoaHTeponormye-
ckoe otaeneHne VIBOKB c xanobamu Ha xenTyLu-
HOCTb KOXHbIX MOKPOBOB W CKIep, BblPaXEHHYH
cnaboctb. M3 aHamHe3a BbISICHEHO, 4TO pebeHoK
OT nepBon BepeMeHHOCTH, NpoTekasLllen Ha oHe
repneTMyeckon MHAEKLUN, aHEMUN, XPOHUYECKOTro
nuenoHedgputa. Bec npu poxageHun 3800 kr, pocT
54 cm. 3akpuyana cpasy, K rpyau npumnoxeHa B nep-
Bble cyTkn. C nepBoro mecsita *usHu pebeHka ne-
pEeBENM Ha MUCKYCCTBEHHOE BCKapMIIMBaHWE Bcrea-
CTBWeE rvnoranakTum y matepu. HepsHo-ncmxmyeckoe
passuTMe no Bo3pacTy. [lepeHeceHHble 3abone-
BaHUSA: MHEBMOHMS, [OMWMNIOKOKKOBBLIN MNEPUTOHNT,
OPBW 4-5 pas B rog. B Bo3pacTte 3 net BbisiBNeHa
ONCYHKLUMA XKeNYHOoro ny3bipsa Ha ooHe aHoManum
pa3sutusa (nepernb B Tene), B 7 neT 3aperucrpu-
pPOBaH 3Nu304 HapyLUeHWs TNUKEMWUM HaTOoLLaK, B
13 neTt guarHoCcTUpoBaH pecnupaTopHbIV annepros.
HacnencrBeHHOCTb OTAroLLeHa no nNaTonorum aHOo-
KPUHHOM CMCTEMBI (Y OTU@ caxapHbi guabeT 1 Tuna)
N KenyOo4YHO-KMLWEeYHOro TpakTta (y Mambl CUHAPOM
Kunbbepa, xenyHokameHHas 60MnesHb).

BrnepBble anobbl Ha XENTYLIHOCTb KOXHbIX MO-
KpOBOB nosiBUNuCb B 7 net. MNomMuMmo xenTtyxu oT-
Mevarnocb MoBbllLeHWe TemnepaTtypbl Tena go de-

OpunbHbIX LKMdp, pBoTa U 6onb B xmnBoTe. [leBouka
Oblnia rocnuTanuanpoBaHa B WHQEKLMOHHOE OT-
aenexHue, rae OGbin UCKMKOYEH AMArHO3 BUPYCHOIO
renatuta. [pn obcrnenoBaHWM BbisiBlieHA aHEMUS:
remornobuH — 112 r/n, petukynouuntsl — 51%o, a Tak-
e MOBbILLEHNE YPOBHS HenpsamMoro 6unupybuHa oo
35,9 mMkmonb/n. PebeHok Obin HanpaBneH K rema-
Tonory u and BepudumKauum 3TUOMOrMM aHeMUn
rocnuTanuanpoBaH B [ETCKOEe remMarorormyeckoe
otoeneHve. B nocnepyouiem B TeyeHne AByx net
OHa HEeOoOHOKpaTHO nocTyrnana Ha cTauMoHapHoe
nevyeHne B CBA3M C MOSIBNEHNEM XEMTYLIHOMO CUH-
apowma. Npu obcneposaHum B obLLemM aHanmse Kpo-
BY pernctpupoBanca peTtukynoumntos ot 140 0o 45%o
0e3 CHMXEeHUSA YPOBHS remornobuHa n apuTpoLMTOB.
B Guoxmmmnyeckom aHanuse KpoBuM OTMeYanochb yBe-
NUYEeHVEe COoAEPXaHUA HenpsaMon dpakumm ounupy-
OuHa ot 35,7 no 52,5 mkmonb/n. MNpu aToMm mMopdo-
NOTMYECKNX NU3MEHEHUI APUTPOLIMTOB Y CHUKEHUSA NX
OCMOTUYECKON PE3UCTEHTHOCTU HE BbISIBNEHO, MpPO-
6a Kymbca Gbina otpuuatensHoOn, cnneHomeranus
OTCYTCTBOBAra, YTo NO3BOSIUIIO UCKNIOYUTb Hanmune
remonuTu4eckon aHemun. Npu ynbTpasBykoBOM UC-
cnefoBaHMM NoMuUMO nepernba B Tene >KenyHoro
ny3blpsi, BbISIBIEHHOrO paHee, 3aperucTpyvpoBaHbl
N3MEHeHNss B BUAE 3XOreHHOW B3BeCUM MO 3agHen
cTeHKke. B xoe KOHTPOMbHOro ynbTpa3ByKOBOrO UC-
cnefoBaHusa 4vepe3 nonroga obGHapyXXeHbl runep-
3XoreHHble obpasoBaHus 0o 3—4 MM B AnameTpe 6e3
aKyCTMYeCcKon TeHW, a B nocriegyolem 3 axonosu-
TUBHbIX CTPYKTYPbl C HEYETKOW aKyCTUYECKON TEHbIO
npexHux pasmepoB. PebeHok Obin HanpaBneH Ha
KOHCYIbTaLMIO K raCTPO3HTEPOSIOTY.

lMoBTOpsitOLLMECH 3MM304bl XKENTYXU C MOBbILEHU-
€M YpOBHsI HenpsiMmoro OunupybuHa y pebeHka ¢
OTSArOLEHHON HacneaCTBEHHOCTbIO Mo fo6pokave-
CTBEHHOW CEeMEeWHON rmnepobunupybnuHemMmm noseo-
NNy 3anofo3puTb y AeBoYKM cuHapom XKunbbepa.
BbINno pekoMeHOO0BaHO MPONTU MOMEKYNAPHO-TeHe-
Tuyeckoe obcnenosanue. MNpu nccneposanun OHK,
BblJENIEHHON U3 KPOBW MaLMeHTa, B NMPOMOTOPHON
obnactn reHa UG T1A1 BbisiBNIiEH rOMO3UTOTHbIN re-
Hotun: A(TA)7TAA/A(TA)7TAA, xapakTepHbln Ans
cvHgpoma Xunbbepa.

PeTukynouuTos, COXpaHAWOLWMACA Y [OEBOYKM Ha
NPOTSDKEHUN ONUTENBHOrO BpeMeHn 6e3 conyTcTBy-
IOLLLEr0 CHMXKEHUS KONMYecTBa SpPUTPOLMTOB, MO-
BMAMMOMY, B AaHHOM Cry4yae crieqyeT paccMmaTtpu-
BaTb KaK NPOSABIIEHNE «CKPbITOro» remosnmaa.

B neTckoe racTpoaHTeponornyeckoe otaeneHune ge-
BOYKa Oblnia rocnutanvManpoBaHa B CBSA3M C 06oCTpe-
HMeM 3aboneBaHNsi B COCTOSIHUN CPeOHEN CTeneHu
TskecTU. TsbkecTb Obina obycrioBrneHa Hanuynem
CMMMNTOMOB MHTOKCUKaLUN U Bblpa)KEHHOW acTEeHUN.
YXyaLweHne COCTOSIHWUSA NaumMeHTKa cBa3biBana c ne-
peHeceHHoW pecnupaTtopHor nHdekumnen. MNpn o06b-
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€KTMBHOM ocmoTpe: pocT — 160 cm, macca Tena —
47 kr. KoxxHble NMOKPOBbI XernTble, YMEPEHHO Brax-
Hble, YuCTble, anacTuyHble. Buanmble cnvsucTble
060M0YKN BRAXHble, CKNepbl XenTble, A3bIK rycTo
0BnoXeH >xenTbiM HaneTom. [bixaHne Be3uKynsp-
Hoe. ToOHblI cepaua 3By4YHble, puTMuUYHble, YCC —
80 yaoapoB B MUHYTY. XKMBOT npu nansnauum yme-
peHHO 6one3HeHHbI B anuracTpanbHOW M OKOJIo-
nyno4yHon obnactax. lNedveHb BbICTynaeT Ha 1 cwm
n3-non, kpasi pebepHom Oyru, Kpawm rnagkvii, ana-
CTUYHBIN. PU3MONornyeckne OTnNpaBrieHNs B HOPME.
Mo AaHHBIM yNbTPa3BYKOBOro MUCCeaoBaHUs opra-
HOB BPIOLLHONM NOMOCTU B XEMNYHOM My3blpe BbisiBMe-
Hbl Neperndbl B LWelike 1 Tene, COAepXMMoe C ABYMS
MOABWKHBIMU TUNEP3XOrEeHHbIMU CTPYKTYpamun pas-
Mepom 3,4 MM 1 5,5 MM, UMeLMN YETKME aKyCTU-
yeckune TeHn. B obiem aHanmnse kpoBu: remornobuH
135 r/n, sputpoumnTbl 3,95 x 10'?/n, peTukynouuTbl
25%0, B BUOXMMMYECKOM aHanu3e KpoBW peructpu-
poBasnoch yBenuyeHne ypoBHs obLiero unnpybuHa
0o 95,5 MKMonb/n, NpeMMyLLecTBEHHO 3a CYET He-
npsiMon ero cppakumm (86,4 MKkMonb/), yBenuyeHme
wenovHon pocdartasbl 4o 420 eq. Ha POHe Hop-
MarnbHbIX 3Ha4YeHun xonectepuHa (3,1 MkMonb/n) u
ramma-rnytamuntpaHcnentugassl (10 eq.).

C y4eTOM KIMHWYECKMX AaHHbIX, pe3ynbTaToB na-
BGOopaTopHbIX M MHCTPYMEHTarnbHbIX MeTO4oB 06-
crnefoBaHus, a Tawkke cBefeHU 06 0COBEeHHOCTSX
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reHoTuna nocrtaerfeH guarHos: «CnHgpom XKunbbe-
pa. XXenyHokaMmeHHasa 6onesHb, 2 cTagusi, KAMHU B
XENYHOM ny3blpe. AHOMAIMUS XKENYHOro Ny3bIPsA».

JleyeHne GOMNbHOW B racTPO3HTEPOSIONMYECKOM OT-
OeneHnn BKIYano nposefeHne MHAY3NOHHOW Te-
panun 5%-HbIM pacTBOPOM FfOKO3bl U PU3MNONOTU-
YECKMM PacTBOPOM C AE3NHTOKCUKALMOHHOW LIENbHO,
HasHayeHue acceHumane BHyTPMBEHHO, MpenapaToB
YPCOAE30KCUXOMNEBOW KUCMOThl (ypcocaH) u npe-
napartoB, cogepxawmx deHobapbutan. Ha doHe
NPOBOAMMOM Tepanun COCTOSIHWE YIYYLLMITOCh, NPO-
SABMEHNS aCTeHUN KynMpoBanmcb, yMEHbLUNIACh Bbl-
PaXXEHHOCTb XXENTyXu [0 CyO3KTepUYHOCTU CKIep,
YPOBEHb Henpsimoro 6unupybuHa cHuaunca [o
31,2 MkMonb/n. [leBoyka BbiNMcaHa LOMOW C PEKo-
MeHOaUMen UCKMIYNTb hakTopbl, MPOBOLMPYHOLLME
obocTpeHne 3aboneBaHus, NPOAOIHKMUTEL NpUeEM npe-
napaToB ypCOOE30KCUXONEBOW KUCIOThlI B TEeYEHME
nonyroga nog KOHTPOJSIEM YPOBHS TpaHCaMuHa3 U
Y3W xen4yHoro ny3sbips.

OCcobBEeHHOCTBIO JaHHOro criyyas ABMAsieTCs ero Te-
YeHue C Mnpu3HaKamMu «CKPbITOro» remonusa (4To
OTCpPOUUNO BepudmKaumnio anarHo3a), Hanmume aHo-
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