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AHHOTALMSA

B HacToswem coobueHnn npuBoamnTCs Cnyval pegkoro, HaneacTeeHHo-obycnoeneHHoro sabonesanus «cuHgpom Kaponu».

OI'I)’6J1MKOBGHHG 3TOro Cny4as BAXHO, TAK KAK 3TO MOKA3bIBAET, YTO peakue 6onesHu BCTpPe4atoTCs, UX H606XOAHMO ANArHoCcTUpo-
BATb M N€4YUTb HO BCEX 3TANAX O6CJ1)’)KMBQHMH 60onbHBIX. an 3TOM BAXHO 3HATb, YTO AUATHOCTHUKA U NeYeHue AOHHOﬁ naTtosornum ocy=-
wecTenaeTca no FOC)’AQPCTBGHHOE nporpamme «Pep.Kue GonesHu».

Kniouesble cnoBa: 6onesHb u cuHapom Kaponu, aHoManus BHyTpUneHeHOUHbIX XENYHbIX MPOTOKOB, LUPPO3 NEYEHM, NEPBMY-
HbI BUAMAPHBINA LUPPO3 NEYEHHU, NONUKMCTO3HOE 3060NEeBAHUE, PELUANBUPYIOLLMIA FTHOMHBIA XONQHIHT.

Abstract

This report presents a case of a rare, hereditary disease Caroli Syndrome. The publication of this case is important because it
shows that rare diseases occur, must be diagnosed and treated at all stages of patient care. It is important to know that this pathology
is diagnosed and treated according to the state program - “Rare diseases”.
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disease, recurrent purulent cholangitis.
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bone3nb u cunapom Kapoau — 3aboneBaHue 1e-
YeHU, OTHOCSIIIEECsT K TPYIIIe PeAKUX O0JIe3HEH.

TepmuHonorus (onpeneaeHue):

a) «BpoxaeHHOe cerMeHTapHOe, MellloT4YaToe
pacliMpeHue BHYTPUNEYEHOUYHBIX IIPOTOKOB 0€3
OPYTUX TUCTOJOTMYECKUX M3MEHEHMI IeUeHU» —
6osie3Hb Kaponu.

0) bonesnp Kaponu yacto coueraercs ¢ BpoX-
JEeHHBIM «(pUOPO30M MeYeHH» — TOTAa 3TO COCTOSI-
HUe Ha3biBaeTcsl «cuHapom Kapoiau».

O6a 3aboJyieBaHWS pa3BUBAIOTCS BCIICICTBUC
CXOAHBIX HapylleHUuil GopMUPOBaAHUS DBMOPUO-
HaJbHOI NPOTOKOBOI IMJACTUHKMW Ha Pa3HbIX YPOB-
HAX OuJmapHoOro nepeBa. 3aboyieBaHME HaCJIEemyeT-
cd I0 ayTOCOMHO-peleccuBHOMY Tumy. OO0ycioB-
JIEHO BPOXICHHOW aHOMAJIMEN BHYTPUIEYECHOYHbBIX
JKeJTYHBIX TTPOTOKOB. CHMMIITOMBI 3a00jieBaHUs He-

cnelrudUUHbI U 00YCAOBJAEHBI MPOrPeCcCUpPOBAHUEM
MOpPaKCHUS TICUCHMU.

B Hacrosem coo0LeHun NpeacTaBieH KIMHU-
yeckui ciiydyai cuHapoma KapoJjiu ¢ ObICTpbIM NpoO-
rpeccupoBaHueM 3a0o0jieBaHUsI, KOTOPBIA HaOJII0-
nancsa B ®I'BY «JloauknnHuka NeS» V]I [TP®.

bonesns Kaponu (BK, Caroli’s disease, CD) —
penkas BpOXAEHHas aHOMausl BHYTPUIIEUEHOU-
HBIX XETYHBIX MPOTOKOB, XapaKTepu3ylollasicsi UX
SKTa3Mel W AWIaTaluMel, KOTOpPass MOXET BKJIO-
JaTh XCJTYHBIW TPAKT B JJOKAITM30BAHHOW VTN MYJThb-
TudokaibHoit dopme [1, 2, 3]. Yame BcTpevaer-
Csl y JIMLL MYXXCKOTro 1oJjia. MaHugectupoBatb Mo-
2KET B JIlOOOM BO3pacTe, HO 0oJiee XapaKTepHO B JIeT-
CKOM U MOAPOCTKOBOM MEpUOAE XU3HU. B HacToOsI-
1iee BpeMs 9Ta MaToJOrMs BKJIIOYEHA B 5-10 IpyIimy
no knaccudukauuu Todani 3a00eBaHN XKETYHOTO
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IMy3BIPS 1 3KETIEBBIBOMSAIIMX ITyTEM U BIIEPBHIE ObLIA
onucaHa ¢ppaHIy3CKUMU racTpodHTepooramu 2Kak
Kaponu u op. B 1958 . [1,4].

B Hactosiuiee Bpems onuchiBaeTcs nBa tuna bK.
Tun I, uau npocToii, COCTOUT U3 U30JUPOBAHHBIX
KMCTO3HBIX AWJIaTalluii BHYTPUMEYEHOUYHBIX XeT4-
HbIX TpoToKoB. Tum Il (KoMMaIeKCHBIN), U3BECTHBII
kak cunapom Kapoau (1.e. BK ¢ BpoxkneHHbIM pu-
Opo30oM TieueHu), cBsi3aH ¢ (GUbpPO30OM WU LIUPPO-
30M I€YeHU, TopTaibHOl runepreH3ueit [5—7]. BK
IT Tuma MoxXeT COMpOBOXKIAATHCSI XOJaHTUMOKApPLIU-
HOMOM, KaMHSIMU BO BHYTPUIIEYEHOUHBIX ITPOTO-
KaX, XOJaHTUTOM, KUCTaAMU TMOXKETYA0YHOM XKee-
3bl, KUCTO3HBIM 3a00JieBaHUEM TToYeK [8].

KnuHuueckue mnposiBieHus 3a0o0jeBaHUS He-
cneM@UYHBI U MOTYT IPOSIBJISITHCS:

- TSIKECThIO B IpaBOM Moapedephbe,

- KOXXHBIM 3YJIOM,

- XEITyX0OH,

- PEUMAVBUPYIOTTNMY TIPUCTYITAMW XOJIAHTUTA,

- IpU MPOrpecCUpoBaHUU 3a00aeBaHUS HA (hOHE
pasBUTUSL LUPPO3a IeuyeHU (OPMUPYETCSl aCLIMT,
0071e3Hb MOXKET OCJOXHMTHCS KPOBOTEUCHHEM W3
BapMKO3HO-PACILIMPEHHBIX BEH MUILEBOIA.

KnuHudeckue TpOSIBICHUST 3aBUCIT OT BhIpa-
>)KeHHOCTHU MOpaXKeHUs TIeUYEHU.

Huarnoctuka BK u cunapoma Kaponu (CK)
OCYIIECTBIISIETCS C TTOMOIIBIO:

1) xomHTHMOTpadUN («30JI0TOM CTAHIAPT» ),

2) MPXIIT,

3) KT,

4) Y3U,

5) samepHoit cunmHaTUTpadun [1,3,7,8].

HuddepenumnanbHasa nuarHoctuka bK u CK
IIPOBOAUTCS C TAKUMHU 3a00JIeBAHUSIMMU, KAK:

- TIEPBUYHBIN CKJIEPO3UPYIOINN XOJTAHTUT;

- PEUUIVMBUPYIONINY THOWHBIN XOJAHTHUT;

- NOJUKHCTO3HOE 3a001eBaHUE;

- TIEpBUYHBIA OWIMAPHBIK LIMPPO3 TICYCHU
[1,3,7,8].

Jleyenue:

1. ¥pconeszokcuxonenast kucaorta (YIXK) - ne-
YeHUEe M IpeloTBpalleHde BO3MOXHBIX 3I1M30/10B
MMEPBUIHOTO TEMAaTUKOJMTHA3a W XOJaHTUTA.

2. DHA0CKOMUYEeCKOe JeueHue (peaKuii BapuaHT
neyenust, DPXIIT ¢ nanuanocuHKTEpOTOMUEH U C
YCTaHOBKOM CTeHTa B coueTaHUU ¢ ipuemoM YJIXK;
WCTTOTB3YeTCS TIPU Pa3BUTUN XOJIEIOXOJNUTHA3A).

3. Xupypruueckas pe3ekuusl (4acTU4YHasl rema-
TOKTOMUSI, JIOODKTOMMSI) - OCTACTCS IIPEIIOYTH-
TEJbHBIM BBIOOPOM TSI OOJBHBIX C CETMEHTapHBIM
WIM OJHOCTOPOHHEM MOPaXKEHUM IeYeHU Ipu 060-
Jge3Hu Kapoau 6e3 pucka UMMYHOCYIIPECCUU, CBSI-
3aHHOM C TpaHCIUIAHTALIMEH TTIEYCHMU.

4. TpaHcruraHTamus TIedeHW (eAWHCTBEHHBIN
CI1I0CO0 JieueHUsl, JOCTYNHbIA Ajs nauueHToB ¢ bK,
KOTOpasl He orpaHUYeHa OJHUM CETMEHTOM WJIU J0-
Jeit neuenu) |[1,4,7-9].

Knunuueckuii cayvaii

Ilayuenmka K., 50 net. Bnepsoie, B 46 JjeT, npu
JUCITIAHCEPHOM  O00CeIOoBaHMU B  TOJUKIUHU-
Ke MpeabsiBUIa Xajobbl Ha TMCKOMGOPT B MpaBOM
noapedepbe, o0IIyI0 €1ab0CTh, OBICTPYIO YTOMJIsIE-
MOCTb, JIeTKUI 3yd Koxu. [IpoBeaeHo oOciieqoBa-
HUE: COCTOSIHUE OLIEHEHO KaK yA0BJIETBOPUTEIbHOE.
OCMOTp: KOXHbIe MOKPOBbl U CKJIePbl UKTEPUUHBI,
KUBOT MSITKUI, 0€300JIe3HEHHBII, nmeyeHb + 13-15
CM U3-TI0]1 Kpasi peOepHO 1yru, ceje3eHKa He Tajlb-
nupoBajiach, CTyJ, AIMYPE3 B HOPME.

JlabopaTopHO-MHCTPYMEHTAIbHOE 00C/IeI0OBaAHHE

O0muii aHanM3 KpOBU: TeMorjoowH 118 r/m,
COD34. bWoXMMHWYECKMI aHaIU3 KPOBH: OOIIMIA
omMpyouH 65,8 MKMOJIb/1, MpsIMOil OUIUPYOUH
20,1 mxmonb/n, LIUM® 1210 E/n. Y3U GprouiHoii no-
JlocTu (BIIEPBBIE): T€MATOCIIEHOMETanusl, mopTalib-
Hasl TMIEPTEH3M, MHOXECTBEHHbIC KUCTHI TTeUEeHHU,
B3BeCbh B xKeJJUHOM ny3bipe. C yueToM JaHHBIX OCMO-
Tpa, J1abopaTOpPHO-MHCTPYMEHTATbHBIX MCCIIEeN0Ba-
HUI OKOHYATEJIHHOTO NMArHOCTUYECKOTO 3aKI0Ue-
HUS BBICKAa3aHO He ObLI0, U MallMeHTKa Obljia TOCIU-
TaJIM3UPOBAHA B CTALMOHAD JJIsT JOOOCIeN0OBaAHUS U
JICUCHMUS.

ITpu nooOcnemoBaHMU B cTallMOHApE IOCTaB-
JIEH AUWarHo3: MEPpBUYHBIA OWIMApHBIIA LUPPO3 Ie-
yeHMu, cepoHeratuBHblii. [lopTanbHasi, runepreH-
3ust. CrimeHomeranust. Ilomukucro3 meyenu. Ha-
3HAYeH KypC MH(Y3MOHHON Tepanuu, YpCOIeOKCU-
X0JIeBOM KMCIOThI M3 pacueta 20 mr Ha KT (1750 mr B
cytkur). Ha ¢poHe mpoBoarMoOil Tepanum oTMeuaaoch
VIIyqIlIeHHuEe OOIIEro COCTOSHUS: YMEHBIITUICS KOX-
Hbli1 3ya, cHusuiaace COD, CHU3UIUCH TT0KA3aTeIn
obmrero u nipsimoro ouaupyouna, [T'TIT u LLLD.

Janee maleHTKa peryJsipHo HabJ1roanach B o-
JIMKJIUHUKE C KOHTPOJIEM aHaiu30B KpoBU u Y3U,
noctossHHO npuHuMmana YIXK 1750 mr B cyTku,
MPOXO0/iuja CTallMOHAPHOE JIEYEHUE C MOJIOXUTEb-
HOUW ITUHAMUKOW.

KonTtponbHoe oOcienoBaHue yepes 3 roga: mpu
Y3U BnepBbie yCTAHOBJIEHbI KUCTA MOAXKENYIOUHOM
JKeJie3bl 1 MHOXECTBEHHBIC KMCTHI TTOYeK, aHEeMUs
(ymepeHHast) mpoaosxKaia COXPaHIThCS; MOSIBUTUCH
JICUKOIMEHUS U TPOMOOLMTOIICHUS; OMOXUMUSI KPO-
BU — COXPAHSLJICSI YMEPCHHBIN LIMTOIMU3 U XOJeCTas.
IMpomomxkancsa mpuem YIXK 1750 MT B cyTKM!.

Yepes 4 roga or Hauana 3ab0oJieBaHUSI OTMeva-
JIOCh Pe3Koe MpOorpeccupoBaHMe 3a00JeBaHUS: Ha-
pactaHue oOuieil ciabocTu, ObICTpas yToMmJisie-
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MOCTb, YCUJIEHUE KOXHOIO 3yla, CHUXEHUE AUype-
3a. [Ipu ocMOTpe COCTOsIHME YAOBIETBOPUTENILHOE,
KOXHBbIE IIOKPOBEI MKTEpUYHBIC, IICUYCHDb YBEJIMYeHA
+13-15 cm m3-T101 Kpast pebepHO IyTH, cele3eHKa
HE MaJbIIMPYyeTCsl, OTMEUAIOTCS OTeKH TroJIeHeH, Iu-
ype3 orpuuatesbHblil (-100MI1), Ty B HOpME.

ITpu nabopatopHom ucciaenoBanuu B OAK re-
moriobuH 118 rv/m, TpoMmOoumtel 131, mefikoum-
TH 8,2 e/MJ, apuTpountsl 3,97 e/m, COD 13 Mm/4;
ouoxumuueckuii aHaim3 kposu: AJIT 46 Eg/n (Hop-
ma 1o 50 Eg/n), ACT 85,8 Eg/n (Hopma no 38 Eg/n),
obmuit Omnmpyoun 363,25 MKMoab/a1 (HOpMma
n0 21 MKMO/b/n), HpsiMoitic Ouaupyoun 227,56
MKMOJIb/1 (HOpMa MeHee 5 MKMoOJIb/), LD 542
Eg/n (mHopma mo 258 Eg/m), I'T'TII 59 Eg/n (HOP-
Ma 10 61 Eg/n). Y3U OpiourHoit moa0CcT — MHOXe-
CTBEHHBIC KMThI II€YEHU, CIUICHOMETaJIusl, pacilu-
peHue cesie3eHOYHOM BEeHBI, KMCTa TOIKETYTI0YHOM
>KeJIe3bl, KUCTHI JIEBOM TTOYKU.

[MTamMeHTKa rocnuTaau3MpoBaHa B CTallMOHAp.

Ilpu pnoobcnenoBaHuu B crauuoHape Ha KT
MHOXECTBEHHBIE KHMCTHI ITI€UeHM, MaKCHUMaJIbHBIE
pa3mep 10 60 MM, KOHTYPHI IIeUeHU POBHBLIE, Celle-
3eHKa yBeaudeHa 16x60x127 MM, paciuvpeHue ce-
JIE3eHOYHOM BEHBI 10 16 MM, B JIeBOil IIOYKE KHU-
cra 35x28 mMm. DI'ZIC — 3pO3WBHBIN TacTPUT, sI3Ba
cyOKapAuaabHOIrO OTAENA XeTydKa, CAaBJIeHUE Ie-
pelHel CTEeHKW aHTPaJIbHOTO OT/AeJa XKeayaKa M3-
BHe (ITpoBelIeH Kypc Tepanuu, Iipu KoHTpose DIJIC
5PO3UM DMUTECIUIUPOBATUCH, 3Ba 3apyOlIeBaIACh).
DOKC — xponnueckuit komut. B OAK coxpansiuch
MPU3HAKW aHEMUU, TPOMOOLIMTONEHUN, B OMOXUMMU--
YeCKMil aHaiu3 KpoBU (Ha (poHe MH(DY3UOHHOM Te-
pamnuu 1 3-AHEBHOTO PEAYLIUPOBAHHOTO Kypca Tepa-
Uy npeaHu3ojoHoM 210 Mr B cyTKM) OTMeudaaoch
CHIKEHME 00IIero ounnpyomHa g0 228 MKMOJb/T,
npsimoro ounupyonHa no 104 mxmons/n. C yuetom
OTpMLIATEbHON NMHAMUKY MO JaHHBIM JabopaTop-
HBIX MCCJCIOBaHWI, TAHHBIX WHCTPYMEHTAJTbHBIX
uccaeaoBaHui, npoBoauiach AuddepeHiralibHas
JMArHOCTUKA MeXXAy MOJUKHUCTO3HOI 00JI€3HbIO Me-
YEHU U MEPBUYHBIM OUMIMAPHBIM LIUPPO30OM MEUYEHU.

B cBsi3u ¢ oTcyTrcTBUEM 3 dekTa KOHCEpBATUB-
HOIl Tepanmuy TalMeHTKa HallpaBjJeHa B WHCTUTYT
BuiHeBCcKOro sl KOHCYJbTallMM TPAHCILIAHTOJIO-
ra U peuieHusi BoIpoca O TpaHCIJIAHTALUMU Teye-
Hu. Ilpu pooOciienoBaHWe B MHCTUTYTE BUIIHEB-
ckoro Ha MTP: MP-kapTuHa MOXET COOTBETCTBO-
BaTh cuHApoMy Kaposau (MelkoBuUaHOE pacuiupe-
HUE NPOCBETAa BHYTPUIICUCHOUYHbBIX XEI4CBbIBOJISI-
LIMX MPOTOKOB 0€3 MPU3HAKOB OOCTPYKLIMU, Y3J0B
MEPEeCTPONKM MeYeHU, BO3MOXHO BCJICACTBUE SIB-
JeHuit ¢uodbpo3a), MOJMKUCTO3 TMOUYEK, OAMHOUYHOE
KMIKOCTHOE 00pa30BaHME XBOCTA IMOMIKETYIOIHOMN

PucyHok. MP-kapTuHa MELIKOBMAHOrO pacliMpeHusi NpocBeTa
BHYTPUMNEYEHOYHbIX )XEeN4YeBbIBOAALLUX NPOTOKOB 6€3 npusHa-
KOB 06CcTpyKLMMN

JKeJe3bl, TrenaTocIiIeHOMEeTaausl, BHemeyeHOYHas
nopTajbHas TUNIEPTEH3US, ACIIUT, 3ACTOMHBIN XeJI4-
HBIN TTy3BIPb (PUCYHOK, 4, 0).

BpoxneHHBI MOAUKUCTO3 MEYEeHU, MOUeK, KU-
CTOBUJIHOE pacliMpeHue OMIMAPHOTro BHyTpUIleue-
HOYHOTO JAepeBa, GUOPO3 MevyeHu, rmopTajibHask Tu-
nepTeH3ust (YBEIWUEHUE CEJIC3eHKU, PaCIIUpPEHUE
CEJIE3€HOYHOU BEHbI), BbIPAXKEHHOE IMPOTPECCUPO-
BaHME 00JIE3HU C Pa3BUTUEM MEUCHOUYHOM HeaoCTa-
TOUYHOCTU YOeauJiu B xapakTepe 00j1e3HU (00Jie3Hb-
cuHapom Kaposu) u malMeHTKa mpU3HaHA KaHIU-
JaTOM Ha TPAHCIUJIAHTALIMIO MEYEHU, OAHAKO, He-
CMOTpSl Ha MPOBOAMMYIO TepaIuio, MPOrPeCCUBHO
HapacTajJu MNPU3HAKWA MEYEHOUYHOH HEIOCTAaTOYHO-
ctu. M depe3 4 roga oT MOMEHTa MEPBOTO BHISIBIIE-
HUSI MaToOJIOTMM MnalueHTKa ymepJa. ITpoBeneHHOe
CEKLIMOHHOE MCCeI0BAHUE MOATBEPAUIO TUATHO3.
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