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Pesiome

B npaxkmuxke Bpaua Bcmpeuaromcs pegkue 3a00AeBaHUS,
4mo npegcmasAfiem guarHocmuieckue mpygnocmu npu no-
CMAHOBKEe KAUHUYECKOI'0 quarno3a, korga mpebyromcs 00s-
3ameAbHO JONOAHUMEeAbHble Memogbl guarHocmuku. Ogrum
u3 maxkux 3aboreBanull aABAsiemcs OoAe3Hb (cungpom) Kapo-
AU, XapaKxmepu3yrowasacs KUCMO3HbIM paculupeHuemM BHY-
mpuneueHoO4YHbIX KeAUHbIX NPOMOKOB C 4acmbM hopmupo-
BaHUeM BHymMpuneieHOYHbIX KAMHelU. YuumblBas MpygHO-
cmu paHHel guarHOCMuKu, Mbl NPegcmaBuAUu COOCMBEHHOEe
HabAogeRnue.

Karouessle caoBa: 6ore3nb Kapoau, nogpocmok, guar-
HOCMUKA.

BBepeHue

Boae3us Kapoau (cuHppoM Kapoau) — 3TO pea-
KO BCTpeualolleecs HACAEACTBEHHOe 3a00AeBaHUeE
(I cayuall Ha MUAAUOH), KOTOPOE XapaKTepUu3yeT-
Csl KUCTO3HBLIM pacClIMpeHueM BHYTPUIIEUEeHOUHBIX
SKEAUHBIX IIPOTOKOB C YaCTHIM (DOPMUPOBAHUEM BHY-
TpunedeHouHbIX KaMHel (MKB-10 — Q44.5). Hacae-
AOBaHME MPOUCXOAUT IIO ayTOCOMHO-PELeCCUBHOMY
Tuny, myranugs reHa PKHD1. Mopdoaoruueckyro
OCHOBY Ooae3HU Kapoau COCTaBASIOT MeLIOTYaThIE
pacUIMpeHusT BHYTPUIIEUEHOUYHBIX >KEAUHBIX IIPO-
TOKOB, UYepeAYIOIIrecs ¢ HOPMAAbHBIMHU IIPOTOKaMU
[1, 2]. BuepBble onrcaa paHHOE 3a60AeBaHye B 1958 1.
dpannysckuit racrposHTreporor JKak Kapoawn. Tlo
AQHHBIM OAHUMX aBTOPOB [3],) npuMepHO 75% OOABHBIX
COCTaBASIOT MY>KYHMHBI, II0 AQHHBIM Apyrux — 70,8%
COCTaBASIAU KeHIIUHHI [4]. [TopaskeHne mmedyeHU MO-
>XKeT OBITh KaK AU dy3HOe, TaK U CeTMeHTapHOe, IIpU
3TOM 4allle IOPa’kaeTcsd AeBas AOAL ITeueHU. boae3Hb
Kapoan — apocTaTOuHO pepkoe 3a00AeBaHUE, TOITO-
MY B AUTEpPAType IPUBOASTCS ONMCAHUS eAMHUYHBIX
HaOAIOAeHUM. AO HACTOSIEro BpeMeHU AeueHue 0o-
A€3HU CUMIITOMaTUUYEeCKOe, AT ITPEAOTBPAIleHUs OC-
AO>KHEHUU IPOBOAUTCS OIIEPATUBHOE BMEIIATEABCTBO
U TPaHCHIAQHTAIUS [TeYeHU. PaciiupeHHble IPOTOKHT
MOI'YyT MHMUIIUPOBATHCA C OOpa3OBaHUEM KaMHEW.
Beapymumu MeTopAaMU AMATHOCTUKY ITpU OoAre3HH Ka-

Abstract

In their medical practice doctors deal with rare diseases
which present difficulties in making a clinical diagnosis,
in this case additional diagnostic methods are required.
One of these diseases is Caroli's disease (syndrome), charac-
terized by cystic enlargement of the intrahepatic bile ducts
with frequent formation of intrahepatic stones. Taking into
account the difficulties of early diagnosis, we present our
own observation.
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POAM SIBASIIOTCSI BU3YAAU3UPYIOIIUeE: YABTPa3BYKOBOE
uccaepoBanue (Y3M), koMmMmbloTepHasgs ToMorpadusa
(KT), 6oree nH(pOPMATUBHO IPOBEACHUE PETPOTPAA-
HOU WAM TPAHCIIeYeHOYHON MarHWTHO-PEe30HAaHCHOU
XOAQHTHOIPA(UU C KOHTPACTUPOBAHMEM IIPOTOKOB
[5, 6]. HecmoTps Ha coBpeMeHHbIE METOABI AMAarHO-
CTHKY, AO CUX TIOP PAHHSSI AMATHOCTHKA 3a00AeBaHUS
IPEACTABASIET OIIPEASAEHHBIE TPYAHOCTHU. B cBs3u c
3THUM MBI IIPEACTaBASIEM COOCTBEHHOE HaOAIOAEHUE.

KAuandeckoe HaﬁAIOAeHI/Ie

BoabHOM, 14 AeT, HaXOAMACS B AETCKOM TOPOA-
CKOM KAMHUYECKOU UHQPEKIIMOHHON OOALHUIE C
24.12.2020 r. mo 30.12.2020 r. o HaIpaBAEHUIO U3 XU-
PYPTHYECKOTO CTaIfoHapa.

AHnamHe3 3a6oreBanus. CunTaeT ceOsi OOABHBIM B
TeuyeHMre TOAQ, KOTAA CTaA OTMeYaTh CAAOOCTD, ITOBHI-
IIIeHHYIO YTOMASIEMOCTE, & B IOCAEAHME 3 MecsIa 9Th
CUMIITOMBI YCUAMAWCE, CTaAd TIEPUOAUYECKH Gecrio-
KOUTbL OOAM B JKUBOTE, Ha AWIE TOSBUAACH yrpeBast
CBITIb, YXYAIIIEHUE HaCTYIIHUAO 3 HEAEAU Hasap, KOraa
erle OoAee HAapOCAa CAAOOCTD, CHITIM CTAAO OOABIIIE,
B TOM YHCA€e Ha BepXHel 4acTu cIMHBL. O0palaruch
K Y4aCTKOBOMY TIEAMATPY, A€PMATOAOTY, AEUHUACS C
AMATHO30M «AAAEPTUUYECKUN AepMaTUT» 6e3 addek-
Ta. CocTosiHME eIle OOABINE YXYAIIUAOCH B TTOCAEA-
HUe 2 HeAeAU Tepep TOCIUTaAM3aIriien: YCHUAWUAACH
CAa00CTh, MPEATIOUYUTAA AEKATh, POAUTEAN 3aMeTHU-
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AU JKEATYIIHOe OKpallliBaHWe KOJKHBIX ITOKPOBOB
¥ CKAEp, dallle OeCIIOKOUAU OOAU B KUBOTE, OOABITIE
B DBIUTaCTParbHONM OOAAQCTH, OTMEYaAOCh KpaTKo-
BpeMeHHOe TOBBIIIeHNe TeMIlepaTyphl Teaa (Kakasd,
He 3HAIOT, T.K. He H3MepsAu). BHOBL oOpaTHUAUCH
K CeMeMHOMYy Bpauy, ObIA IIOCAQH Ha OOCAeAOBaHUE.
B obmiem anaan3e KpoBU: reMOTAOOWMH — 77 T/A, 3pU-
TporuThl — 3,32x10'2/A, TpomMGonuTel — 98x10%/A,
ACHMKOIIMTEL — 5x10°/A. B GMOXMMHUYECKOM aHAAM3e
KpoBU: OONIUM 6GEAOK — HOpMa, MOYeBMHa — CHU-
>KeHHe OT HOPMBI, KpeaTuHUH — HOPMaQ, TAIOKO3a —
HopMa, AAAT — 2 HOpMBI, ACAT — A0 3 HOPM, OOTITUM
OuAmpyouH — 4,5 HopMbl. Y3UM opraHOB OpIOITHOM
TOAOCTH: AUPQY3HBIE M3MeHEeHUS NapeHXUMBI Iie-
YyeHM, NIPHU3HaKU TPoMOO3a BOPOTHOM BEeHBHI, THIIep-
CIIA€HU3M, IIpU3HAKU IOPTAAbHON TUIIEPTEH3NU.
[Tocae aTOrO pebeHOK OBIA HallpaBAEH B XUPypTrUie-
CKUM CTalfoHap, HO IIOCAe OCMOTpa XUPYProM nepe-
TIpaBA€H B MH(EKITMOHHBIN CTAIlMOHAp C AMAaTHO30M:
lenatuT HesicHOU 3THMOAOTHU. CUHAPOM TTOPTaAbHOMU
TUIIePTEeH3UH.

AHamHe3 Xu3Hu: pebeHoK oT 1-11 6epeMeHHOCTH,
poTeKaBIIel PU3NOAOTUUECKH, CAMOIIPOU3BOABHEIE
POABI B CPOK, Bec nmpu poskpaeHun — 3200,0 T, mepuroa,
HOBOPO>XAEHHOCTU NpPOTeKaa Oe3 matororuu. [lpu-
BUT IIO0 KareHAapro. Ha AnicniaHcepHOM ydeTe He Co-
ctosiA. [TepeHecenHbie 3aboaeBanmsi: OPBU HeuacTo,
B 7-A€THeM BO3pacTe IlepeHeC BUPYCHBIU remnaTut A
(TOATBEpP>RKAEHHBIM), 3aKpbiTasi YeperrHo-MO3TroBas
TpaBMa B Bo3pacTe 9 aeT. B 10 AeT npu mocenieHuu
Y4aCTKOBOTO Bpaua OblA@ OOHapy’KeHa remaroMmera-
AUS U TUTOAM3, HO IPUUYNHY He BBIICHIAU, AAABHEM-
1ero o6cAepOBaHUS He OBIAO. B TeueHme nmocaepHUX
2 AeT oTMedaeTcsl THHeKOMAaCTHUS.

Cpeayt pOACTBEHHUKOB OOABHBIX AU TTepebOoAeB-
IINX TelaTUTOM HeT.

Ilpu nocmynaenuu: Temneparypa Teaa — 36,7°C;
YacToTa CEepAeYHBIX coKpalleHud — 80 yp/ MuH,
yacToTa AbixaHusg — 20 B 1 MuH, catypanusa — 96%.
Macca Tera — 49 xr. B co3HaHuu, Ha BOIIPOCHI OT-
BeyaeT IPaBUABHO, BIABIM, MaAOAKTUBHBIN. KOJKHBIE
TTOKPOBHI Ha AMIle, Ha BepXHel YaCTU CIIMHEI ¥ IPYAU
C YTPEeBOM CHINBIO, JKEeATyIIHbIe. CKAePBl YMepeHHO
UKTepUYHbIe. A3BIK YMEepeHHO OOAOKEeH Deno->KeA-
TBIM HaAreTOM. ['eMopparmueckuil CMHAPOM B BHUAE
KPOBOM3AMSIHUN B MeCTaX B34TUI KPOBU Ha aHAAM3BI
U B MeCTaxX UHbeKINHU. JKUBOT IpU NaAbIalliMi CAET-
Ka O0Ae3HeHHBIN B anuracTpuu. Ha KoxXXe mmepepHeint
OpIOIIHOM CTEeHKU MOAKO>XHBIe BEHBI He BBIpake-
HBI, HO IIPOCAEKMBAeTCs 3aMeTHasi BeHO3Hasl CeTh
B CpepHeU M HU)KHeU YacTu CIUHBL [ledeHb He BHI-
CTyllaeT M3-T0oA Kpasi pebepHoit ayru. CeaeszeHKa
BBICTyH@eT Ha 3 CM, IAOTHOM KoHcucTeHIUHU. CTyA
CBETAO-KOPUUYHEBOTO IIBeTa, MOYa 10 yTpaM TeMHee
OOBIYHOTO.

KT opranoB OpIOITHOM MOAOCTHU cito: remaTocrmae-
HOMeraAus, MpU3HaKM IIMppPOo3a IedeHU, KUCTO3HOoe

oOpa3oBaHUe MTPABOM AOAU TeUeHU, OCTPHINA XOAEIIH-
ctut. ['enaTopyopeHaABHAS AUM@PAAEHOIaTHS.

IMpeaBapUTEABHBIN AATHO3: TpoBepeHue andde-
PEeHIMaAbHONM AMATrHOCTHUKM MeXKAY: XPOHWYECKUU
BUPYCHBIN TellaTUT B CTaAUU aKTuBanuy, Lluppos ne-
yeHN? MUKCT-renaTUT: BUpPYCHBIN renaTUT HEyTOY-
HeHHBIM + XBI', nmuppo3s neuenn? Cunppom bapaa-
Kuapn? OXUHOKOKKO3 ITeueHu ¢

AabopaTopHble AaHHBIE: B OOIlleM aHaAu3e Kpo-
Bu — mna"nuroneHms, COD yMepeHHO YCKOPEHO
(21 MmM/4). B GMoXmMHUYeCKOM aHaAM3e KPOBU: ITUTO-
AU3 — 3 HOPMBI, runepouAupyouHemMus — 4,5 Hop-
MBI, 3@ CUeT IPsAMOM (ppakIiiuu, TUMOAOBas ITpoda —
2,5 HopMmbl. [TpoTpoMOUHOBOE BpeMst CHUKeHO. B 00-
1IIeM aHaAn3e MouM 06e3 MaTOAOTHUYEeCKUX U3MeHeHN!.
WmmvynodepmenTHBM anaani: HBsAg — orp, anti/
HCV tot — otp., anti/HAV Ig M — orp. autu/BUpyC
Onmreitna — bapp Ig G — moa., anti/CMV Ig G —
moA., anti/Herpes sim. Ig G — moa.

HncmpymenmanbHble gaHHbLE!

Y3U opraHoB OPIONTHOU TMTOAOCTH — TedeHb: KOH-
TypHI IIeYeHN HEepOBHBIE, 3XOIMAOTHOCThH IOHUKEHa,
B A€BOM AOA€ — J>KEAUHBble IIPOTOKM KHUCTO3HO pac-
IIMPEHHI A0 2,3 CM C HaAWYMEM B IIPOCBETE CAAAKa
C MEAKHMU KOHKpeMeHTaMM. AuaMeTp MOPTaAbHOM
BeHbsl — 0,5 cMm, npu JAK peructpupyercsa HU3KO-
CKOPOCTHOM KPOBOTOK. JKeAUHBIM My3BbIph: CTEHKa
ABYXKOHTYpHas, pa3dMepbl — 6,4x2,4 cM, CTeHKa ITy-
3pipa — 0,4 cM. B mpocBeTe ny3bips crapk. CeneseH-
Ka: mrotaab 120,0 cM?, 3XOCTPYKTYpa OAHOPOAHAS, B
00AQCTH BOPOT OIPEAEATIeTCsI MHOXKECTBO MOPTOKO-
BaAbHBIX IITYHTOB HEIIPaBUABHOM, U3BUTON (POPMBI OT
0,8 A0 2,3 cM, cene3eHouHasg BeHa — 1,2 ¢M, TPOXOAU-
Ma, KPOBOTOK TremnaTo@yrarbHBIM. CBOOOAHAS >KUA-
KOCTb B MaAOM Ta3e, 00beMOM OKOAO 50 MA, JKUAKOCTh
B TopAuMaparMarbHOM 0OAACTM TaKykKe O0BbeMOoM
OKOAO 50 MA. 3akatoueHUMe: IDXOKapTWHa ITUPPOo3a
IeyeHM, TOPTaAbHOU r'UIIepTeH3Un ¢ POPMUPOBAHU-
€M MHO>KeCTBa ITIOPTOKaBaAbHBIX HITYHTOB B 0OAACTH
cenrezeHku. Acnut. CnaeHomeraamnd. V3MeHeHUsS B
AE€BOM AOA€ TIeUeHHU MOTYT COOTBETCTBOBATH OOAE3HU
Kapoau.

I[TpoTOKOA MarHWTHO-PE30HAHCHOM  XOAQHTHO-
na"kpeatorpaduu (MPXIII'): BHyTpHUIeUeHOYHBIE
>KeAYHble IIPOTOKU C BBIPaXEHHBIM paclIpeHHeM,
IO TUNy KUCTO3HBIX, IIPEUMYIIEeCTBEHHO BeTBeH OT
AEBOTO AOAEBOTO MPOTOKa, pacimpenus Ao 30,3 M,
B IIOAOCTH KUCTO3HBIX pacHIupeHni Ha (poHe ryCcToro
HEOAHOPOAHOTO JKEAUHOTO COAEP’KUMOT0 OTMedaloT-
Cs1 MeAKHe KOHKPeMeHTHI. AOAeBBIe JKeAUHble ITPOTO-
KM TaK>Ke KUCTO3HO pacllIupeHbl. XoArep0X — 4,5 MM,
OTMeuYaeTCsl HaAu4He T'yCTOTO COAEP’KHUMOTO B IIPO-
CBeTe BepXHeU TPeTH XOAeA0Xa.

Ha ocnoBanuu panabix Y3 u MPXIII 6bIA yCTa-
HOBAEH AMArHo3: 60oae3Hb Kapoau, XOAQHTHOAUTHAS.
PebeHOK AAT A@ABHENIIIETO AeUeHMd IIepeBeAeH B XU-
PYPrUYecKUM cTaloHap.
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