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YactoTta 6one3Hn Kaponu oLieHrBaeTcs kak 1 ciyyali Ha 1 MUIIMOH YENOBEK, 1 ONYyBIMKOBAHHBLIX KIMHUYECKNX Ha-
6noaeHni kpaiHe Mano. Ha paHHbIM MOMEHT neveHne 6one3Hn Kaponv cBOAMTCS K CUMATOMATMYECKON Tepanuu,
npenoTBpaLLeHnio BO3HNKHOBEHNSA OCIIOXHEHUI, KOPPEKLMOHHBLIM ONepaTnBHbLIM BMeLLaTeIbCTBaM 1 TpaHCcMiaH-
Tauum neyeHu.

Llenb HaGmopeHuns. NpooeMoHCTpUpOBaTh Cllyyali peakoro BpoXaAeHHOro 3aboneBaHns neveHn — 6onesHm Ka-
ponu (Caroli), xapakTepuaytoLencs CermeHTapHoOn HeoOCTPYKTUBHOM pMOPO3HO-KUCTO3HOW Aunataumen BHyTpu-
MeYeHOYHbIX XeN4YHbIX MPOTOKOB.

OcHoBHbIe nonoXxeHus. XeHwumHa 21 roga rocnutann3mpoBaHa ¢ NpM3HakamMm CUCTEMHOW BOCNANNTENbHOM pe-
akuumn, renaTtocryieHOMerasamen, XenTyxom, nopTasbHON rmMnepTeH3nen, nev4eHo4YHO-KIEeTO4YHON HeJoCTaTOuYHO-
CTbl0, NPOSIBAEHUSIMU LUTOJIMTUYECKOrO, XONEeCTaTUY4eCcKoro cMHApomoB. B 8-neTtHem Bo3pacTe Gbina BbiBAEHA
KMCTA XENYEBbIBOASILLMX MPOTOKOB, HANIOXEH LIMUCTOSHTEPOAHACTOMO3. B 20 neT B CBA3M C BbICOKOV MOPTASIbHON M-
rnepTeH3ner NPon3BeaeHO NopToKaBasibHOE LLYHTUPOBAHNE U HANIOXEH Me3eHTepUasibHO-KaBasibHbI aHaCTOMO3.
Mpu HacToswen rocnutanudauun npy Y3 n MCKT opraHoB GpIOLLHON NOIOCTU C KOHTPACTMPOBAHMEM BbISIBIEHO
pacLUMpeHne BHYTPUNEYEHOUHbIX XEJYHbIX MPOTOKOB, YTO MO3BOMUIIO AMArHOCTUPoBaTh 6one3Hb Kaponu.
SakniovyeHue. OnucaH cnyyaii 6one3Hn Kaponu, NnpuBeaLlInii K pasBUTUIO HEMNPEPBLIBHO PELVAVBUPYIOLLETO XO-
NaHruTta, 6unMapHoro uMppo3a NevyeHun, YTo SBUJI0Cb OCHOBAHMEM A TPaHCMIaHTaumMm nedyeHn. bonesHb Kapo-
1 HEOOXOAMMO BHOCUTb B Kpyr anddepeHumnanbHoi ANarHoCTUKM Yy B0JbHbLIX C NMXOPaaKoi HESCHOrO reHesa
1 CUHOPOMOM XonecTasa. Heobxoanma paHHss guarHoctrka 6one3Hn Kaponu gns npeaoTepalleHnst OCNOXHEHUI,
YNYYLIEHUS KQYECTBA U YBENIMYEHUS NPOAOIKUTENILHOCTU XU3HM NALMEHTOB, CTpPaJaloLwmx 3TMM peakmm 3abone-
BaHVEM.

KnioueBbie cnoBa: 605e3Hb Kaponu, KNCTbl BHYTPUNEYEHOUHbIX XENYHbIX MPOTOKOB, GUINapHLIA LMppPo3, nop-
TasibHasa runepTeH3uvs, CnieHoOMeranus, BapmMko3HOe pacLUMpeHne BEH NLLEeBoaa
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The incidence of Caroli disease is estimated to be 1 case per 1 million people; as a result, there are very few avail-
able clinical observations. At the moment, the treatment of Caroli disease is limited to symptomatic therapy and the
prevention of complications, as well as to corrective surgery and liver transplantation.

Aim. The aim of this observation is to describe one case of a rare congenital liver disease — Caroli disease — charac-
terised by a segmented non-obstructive fibrocystic dilation of the intrahepatic bile ducts.

Key findings. A 21-year-old woman was hospitalised with the signs of a systemic inflammatory reaction, hepatos-
plenomegaly, jaundice, portal hypertension, hepatocellular insufficiency, as well as with the manifestations of cyto-
lytic and cholestatic syndromes. At the age of 8, she was diagnosed with a cyst of the bile ducts, which was treated
with cystoenteroanastomosis. At the age of 20, in connection with high portal hypertension, portocaval shunting was
performed and a mesenteric-caval anastomosis was applied. During the present hospitalisation, an expansion of the
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intrahepatic bile ducts was revealed by ultrasound and MSCT of the abdominal cavity with contrast, which made it

possible to diagnose Caroli disease.

Conclusion. A case of Caroli disease is described, which resulted in continuously recurrent cholangitis and biliary
cirrhosis. This state required liver transplantation. Caroli disease should be included in differential diagnosis in pa-
tients suffering from the fever of unknown origin and cholestasis syndrome. An early diagnosis of Caroli disease is
important for preventing complications, improving the quality of life and increasing the life expectancy of patients

suffering from this rare disease.

Keywords: Caroli disease, intrahepatic bile duct cysts, biliary cirrhosis, portal hypertension, splenomegaly, esopha-

geal varices
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[Mamuentka H. 21 roma moctymnuja B TepaneBTH-
YecKoe OT/leieHne ¢ JKamob6aMu Ha oOIIyio ci1aboCTb,
B3/IyTHE JKUBOTA, O3HOOBI C TEKTUYECKON TeMIlepaTy-
poii o 39,6 °C, 6o B rpyJi HA BBICOTE BJIOXA, CHU-
JKEHUe TIaMATH, HapylIleHue CHa.

B 8 mer mammentke H. mo moBomy BpOKIEHHON
KHCTBI XOJie[oXa ObLT HAJTO0KEH IMCTOIHTEPOAHACTO-
Mo3. B 18 et Gblyia BbISIBJIEHA CIJICHOMETAINS U TTOP-
tasbHag runeprensusi. B 20 ger nmpu I1/[C BbIsgBIEHO
BApUKO3HOE pACIIUPEHNEe BEH MUIIEBO/AA W KETyIKa
2—3 cTemeHW C BBICOKMM PHCKOM KPOBOTEUEHHS Ha
(pone BbBICOKOI MOPTATHHON THUIIEPTEH3WH, BBITIOJTHE-
Hbl TAJIJIMATHBHbBIE ONEPAlMN Ha BETBAX 0. portae:
MOPTO-KAaBAJIbHOE NIYHTHUPOBAHUE W ME3EHTEPHATbHO-
KaBaJbHbBIN aHacToMo3 GOK B 6ok. Uepes moJirozia mno-
CJie 3TOTO CTaJIa OTMEYaTh TIEPUOITYECKOE MTOBBIIIIEHNE
Temmeparypbl Tesa g0 38,5 °C, compoBoskaaronieecs
03HOOOM, paspenraolieecsi B Te4eHUE CYyTOK, 6e3 Kara-
paJbHBIX cuMIITOMOB. C 3TOTO K€ BPEMEHU OTMEYaloT-
csl ABJIEHUS TIEYEHOUYHO-KJIETOYHOH HEJ0CTaTOYHOCTH,
sHIIeAJONATHY, JUCIETICUU, CUHAPOM SHJOKPUHHBIX
paccrpoiicts (B T. 4. aMeHOpes).

Bo BpeMs Hacrosineil rocnuranusaluy BeAylIUM
KJIMHUYECKIM CHMITOMOM ObLja JUXOPAJKa TeKTH-
yeckoro Tuna (1o 39,6 °C). Ilpu ocMoTpe BbIABIEHA
yMepeHHasl JKeJTYITHOCTh KOSKHBIX TIOKPOBOB U CJIN3H-
cTBIX 060JI0¥€K, pacinipenue rpanul medenu (+2 cM
10 CPEAMHHOKTIOUMYHON JMHUN) U YBEJWYEHUE Pas-
MepoB cene3eHkn 20 x 10 cm. IlpusnakoB aciura He
O0OHAPYKEHO.

[To gawHBIM JAGOPATOPHOTO HCCJAEIOBAHUS, BbI-
SIBJICHBI CHIDKEHUE OeJKOBO-CHHTETHUYECKOW (hyHKIUN
nedenn — runoanbbymunemus (28 r/1), noBblneHne
MapkepoB nutoamnsa u xoaecraza (ACT — 78 En/1,
JIAT — 222 En/n, TTTII — 414 r/n), runepGuiupy-
6unemust (52—68 MKM /1), NPOSABJIEHUS THIEPCILIE-
nusMa (neitkonenus 2,404 x 10°/1 u TpoM6onuTone-
nug 82,5 x 10°/1), nosbienue CPB o 87 mr/ .

B kmunnyeckom ananuse moun, mpu KT, IXOKT,
VDA cpBOpoTKM KPOBH Ha aHTHTEJa K BHUpycaM Te-
natuta B u C, npsimoii npo6e Kym6ca mnarosorude-
CKUX OTKJOHeHui He o6Hapyskeno. [Ipu KT rpymnoit
KJIETKU — WHOUIbTPATUBHbBIE U OYAroBble NU3MEHEHUS
B JIETKIX HE BBISIBJIECHDBI, B KAMHMYECKOM aHATHM3E MO-
KPOTBI MATOJIOTMYECKMX M3MEHEHUI He OOGHAPYIKEHO.

Mapkepbl peBMaTHYECKHX U OHKOJOTHYECKUX 3a6oJie-
BaHUIl He BbISIBJIEHbI.

IIpu IT/C B HUKHEN TpeTH MUINEBOAA OIpeJe-
JITIOTCST 3 CTBOJIA BAPUKO3HBIX BEH, BBICTYIAIONINX
B MIPOCBET HA 2—3 MM, AUAMETPOM 10 3—4 MM, CJTU3H-
CTast HaJl HUMM He M3MeHeHa. 3aKJIo4YeHue: BapUKO3-
HOe paciiupenue BeH 1—2-ii crenieHu B HUKHEH TPeTH
MUIIEBO/IA.

I[Ipn Y3U opraHos GpIONIHON MOJOCTH BLISIBJIE-
HO: yBeaudenne nevenn (puc. 1) 3a cuer JeBoit gonn
(KKP JIJI — 10,6 cm, KBP IIJl — 14 cMm), B mpo-
CBETE 3KEJYHOTO Iy3bIPsS JOIHMPYETCsS Ta3, CBOOGOAHAS
JKeJYb OTCYTCTBYET, BHYTPUIIEYEHOUHBIE >KETYHbIE
MPOTOKK PACHIMPEHbI, IPOCBET TOMOTEHHBbIN, J[0JIeBble
mpoToku auaMetrpoM a0 8—9 MM (puc. 2). B eaunmy-
HBIX TIPOTOKAX JIOIMPYIOTCS My3bIPbKYU Ta3a. B mpoek-
nuu xoJemoxa Jouupylorcs (He MeHee 5) 5XOTEHHbIE
U TUTIEPIXOTEHHBbIE OJHOPOIHbBIE CTPYKTYPBI, HEKOTO-
pble U3 KOTOPBIX C aKyCTHYECKUMHU JIOPOKKAMU, pa3-
mepamu ot 10 1o 18 mm (puc. 3a u 36). Cenesenka
yBeandena 70 20 x 10 x 8 cM, cTpyKTypa napeHXMbl
opnopoanas (puc. 4). CeseseHouHass BeHa paciiupe-
Ha g0 13 MM, mpoxoamMa. 3aK/IIOUeHHE: IXOTPU3-
HAKW HEBBIPAKEHHOUW TeMaTOMEeTaNy 3a CUeT JeBOH
JIOJTN, BBIPQJKEHHON CILIEHOMETATNHU, TMOPTATbHON TH-
MepTeH3UH. IJXONPUBHAKN OUIMAPHON THIIEPTEH3UH,
a3pOOUJIINY, MHOKECTBEHHBIX o6GpasoBanuil (KoH-
KPEMEHTOB? ) B IIPOEKIMI XOJEJ0Xa, OTKIIOYEHHOIO?
*KeJgHOoro nmys3bpips (B aHaMHe3e HaJo)KeHHe HUCTOSH-
TepPOaHaCTOMO32a, MOPTOKABAIBHOIO aHACTOMO3a).

ITo manueiM MCKT opraHoB GpIOIIHON TOJIOCTH,
BBISIBJIEHBI TPU3HAKUA [UPPO3a TeYeHH, MOPTATbHON
TUIepTeH3ny, OUINapHON THIEPTEH3UH, aPOXOJIHH,
CILIEHOMETaNny, OO0HApPY:KEHbl KOHKPEMEHTBI B TIpa-
BOM TI€YEHOYHOM MPOTOKE U B OudypKanuu o6IIero
MeYeHOYHOTO TTPOTOKA.

Ha MCKT opranoB 6ponIHoii 1MOJIOCTA C BHYTPU-
BEHHBIM BBEJIEHUEM KOHTPACTHOTO BEIECTBA OIPE/IEis-
eTcs HapyllieHe apXUTEKTOHUKN CETMEHTOB TeueHu: 1,
IT m III cerments! yBenamueHbl B pasmepax, IV m V
YMeHbIIIeHbl B pasMepax. Busyasmsupyiorcs paciim-
DEHHbBIE CeTMEHTapHble W CyOCcerMeHTapHbIE KeJTYHbIE
NPOTOKU B IpaBOil M JieBoil Jossix medeHu. IIpasbiit
nedeHoYHbIr TpoTok auamerpoM 1,0 oM comepskut
KOHKPEMEHT HEO/THOPOJIHBIN TI0 CTPYKType pasMepaMu
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Puc. 1. Y3U kaptuHa yBeludeHHOH JIeBOH J10JU TIeve-
Hu 6osbHON H.: B mpocBeTe 3KeTYHOTo My3bIpsi JIOIUPY-
eTcst ra3, CBOOO/IHASI JKeTUb OTCYTCTBYET, BHyTpUIleUe-
HOYHBIE TTPOTOKN PACITHPEHbI

Fig. 1. The ultrasound picture of the enlarged left lobe
of the liver, patient N.: gas is located in the lumen of
the gallbladder, free bile is absent, the intrahepatic
ducts are dilated

Puc. 2. Y3U kaptuHa yBeludeHHOI JIeBOH J10JN TIeve-
nu GosbHoil H.: paciummpens! gosesble poToku (uame-
TpoM 10 8—9 MM)

Fig. 2. The ultrasound picture of the enlarged left lobe
of the liver, patient N.: dilated lobar ducts
(up to 8—9 mm in diameter)

Puc. 3. Y3U xapTuHa yBeJIMUYeHHON JI€BOi oM TedeHN 60ibHON H.: B e AMHNYHBIX TPOTOKAX JIONMPYIOTCS ITy-
3pipbKu Taza (puc. 3a). B mpoekiun xosenoxa gonupytorest (He MeHee 5) 9XOTeHHBIE U THIIEPIXOTEHHbBIE OJHOPO/I-
Hble CTPYKTYPbI, HEKOTOPbIE 3 KOTOPBIX ¢ aKyCTUYECKUMU AOPOKKamu, pazmepamu ot 10 g0 18 mm (puc. 36)

Fig. 3. The ultrasound picture of the enlarged left lobe of the liver, patient N.: Gas bubbles are located in the
single ducts (Fig. 3a). Echogenic and hyperechogenic homogenous structures (not less than 5) are located in the
projection of the choledochous duct, some of which have acoustic paths and sized from 10 to 18 mm (Fig. 36)

1,1 x 1,0 cM, JONOJHUTENBHO BU3yaTU3UPYETCs KOH-
KpeMeHT B obmactu 6udypkaium o0IIero me4eHOYHOTO
mporoka pasmepamu 1,15 x 1,0 cm. B cermenTtapsbix
MIPOTOKAX MPABOIl IO TIEYeHU OIIPEeJisieTcsi BO3-
nyX. JleBblii neueHOUHBIN TIPOTOK AuamerpoM 0,85 cm.
B mpocsere KeTIHOTO TIy3bIPsST ONPENENSeTcs] BO3IYX.
Cenesenka Ha KT o6bemom 1050 cM®, yBesnnuena, celie-
3eHoYHad BeHa pacmmpena 10 1,8 cm. Tlo megmampHOM
" 33/IHEll TTIOBEPXHOCTSIM CeJIe3eHKU BHU3YaJTU3UPYIOTCS
paciiupeHHble BEHO3HbIE KOJIJIATEPAJIH.

Ha ocHoBaHum ykKasaHHbBIX BbIlIEe JAHHBIX y Ta-
IIMEHTKN C BBICOKOW [0JIell BEPOITHOCTH MMeeT MeCTO
BpOXKIEHHAsI marojiorusi — OGoJsiesHb Kaposm, cocro-

gHUe T1I0cJle  HAJOXKEHUS IHUCTOIHTEPOAHACTOMO3A,
OCJIOJKHUBITIEecsT (POPMUPOBAHUEM BTOPUYHOTO OWJIH-
apHOrO LUPpO3a IeyeHH, [OPTAJbHOH TIUIepTeH3UN
(IIKIO or 2016 r.), rMNepCILIEHU3MOM, NEYEHOYHO-
KJIETOYHOI  HEeJO0CTATOYHOCTHIO,  PelUJUBUPYIONINM
XOJIAHTUTOM, CENTHULEMUe, CUCTEMHOI BOCIIATUTEIb-
noit peaxuueii (CBP).

B 3-xpaTHbBIX TIOCEBax KpOBM M3 Pa3HBIX BEH IIO-
ayden poct E. coli, uyBcTBUTENBHOI KO BceMy uc-
CJIE/JOBAaHHOMY CIIEKTPY aHTUOMOTHKOB. HasnaueHa
aHTH6AKTEPUAIbHASL Tepalysd BAHKOMHUIIMHOM 1o 1 T
u nedorepasonoM,/ cyab6akTaMoM 1o 1 T uepe3 Kaxk-
aple 12 4 BHYTPHUBEHHO, TemaronporekTopsl (ypco-
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Puc. 4. Y3U xapTuHa yBeJIMYEHHOU CeJie3eHKU 60JIb-
Hoil H.: Cenesenka ysesndena 10 20 x 10 x 8 cM,
CTPYKTYpa TapeHXuMbl ogHopoaHas. Cese3eHOUHas
BeHa pacinupena 10 13 MM, npoxoauma

Fig. 4. The ultrasound picture of the enlarged spleen,
patient N.: The spleen is enlarged to 20 x 10 x 8 cm,
the structure of the parenchyma is homogeneous. The
splenic vein is expanded to 13 mm, passable

damsk). Ha ¢oHe mpoBOAMMOTO JIEYeHUS OTMEYATACH
HOJIOKUTEIbHAST [IMHAMUKA B BHIe perpecca G6oJeit
B JKHBOTE, JVCIETICUW, YJYUIIeHUs almeTuTa, Jadopa-
TOPHBIX IIOKa3aTeJiell: B KJIMHUYECKOM aHaIu3e KPOBU
(npupoct JEAKOIMTOB M TPOMGOIUTOB), TEHCHIHST
K CHIDKEHUIO GHOXMMIYECKUX MAapKePOB BOCIIATIEHUS:
CPb B Teuenne 3 aueit causuicst ¢ 87 mo 20 mr/Ji.
lextiyeckast 1 (pe6puIbHAS JMXOPAIKA TIEPeCTaIa pe-
THCTPUPOBATHCS, B BEUEPHHE YAChl COXPAHSINCH Kpa-
TKOBpPEMeHHbBIe a1n30/1bl cy6debpunurera 1o 37,1 °C.

Takxke Ha ¢oHE TPOBOAUMOIl Tepanuu ObLIO OT-
MeYeHO Pa3BUTHE OCTPOrO MOYEYHOTO HOBPEXKIACHUS:
3HAYMTEJbHOE HapacTaHWe yPOBHs KpeaTnHUHA ¢ 64,9
1o 275 Mrmoub/n, cumwkenne CK® (MDRD) 1o
20,8 mu/mMun,/ 1,73 M2, BbLIO perreHo OTMEHWTDh BaH-
KOMUIIMH, TPOJIOJIKUTh aHTUOAKTEPHAIBHYIO TEPATIHIO
riepomepaszonoM/ cyrp6akTaMoM 2 T/ CyT.

Y4uuThIBasi TSKECTb TeUeHUs] 3a60J€BAHUSI, BBICO-
KHe PUCKHM HEMPEPBIBHO PEIUAUBUPYIONIETO TEUeHS
XOJIAHTUTA U CeNTUIIeMUM, HapacTaHue IIPOSBJICHUIL
TIeYeHOYHO-KJIETOYHON HEZOCTATOYHOCTH W OYEeBHU/IHBIN
BpeMeHHbIH 3(pdeKT MPOoBOAMMOI aHTHGAKTEPUATHHON
Tepanuy, MalnueHTKa OblTa HampaBjeHa B OT/AeJeHHe
TpaHcmmanTanuu neyenun HUNW ckopoil Mmeauimuckoil
nomomnn uM. H.B. CrmudocoBckoro, e mpounsse/e-
Ha TpaHCIUIaHTanus nedenn (JOHOp — MaTh).

Bosesup Kaponn (kaBepHO3HAas IKTasusl >KeJde-
BBIBOJAIMX MyTell) — 9TO PEAKOE BPOKIECHHOE 3a-
Gonepanne (aHOMaIMsA), XapaKTepPHU3YIOUIEECsS CEr-
MEHTApHOW HEOOCTPYKTUBHON (PUOPO3HO-KUCTO3ZHON
JMTaTalieil BHYTPUIIEYEHOUHBIX JKETYHBIX TPOTO-
KOB C 4acThiM (POPMUPOBAHUEM BHYTPHIIEYEHOIHBIX

kamueil. CoueTaHue IUIATAINN BHYTPUIEUEHOTHBIX
SKEJTYHBIX MPOTOKOB U BPOKIEHHOTO (prbpo3a meyenn
Ha3bIBaloT cuHapomMoM Kaposau [11, 16, 17]. Hace-
JIOBaHWE TIPOUCXOAUT TI0 AyTOCOMHO-PENECCHBHOMY
tuny, cBsizano ¢ myranueit rena PKHD1, koropsrit
KOAMPYET KOMILTEKC Geka (pubporucTuHa,/ TOMuIyK-
tuHa. B psge caydaeB 6osiesnb Kaposn gmarHocTu-
pyercst y mioga y:xe B 11l TpuMecTpe GepeMeHHOCTH
Ha dTarie pa3BUTUS TTPOTOKOBOW IMJaCTUHBI [2, 5, 18].
Y manHOI manmeHTKH, HECMOTPSI Ha HAJIMYNE OCHOBA-
HUll [yt auarHocTuku Gosnesnn Kaponu y:xke B Jet-
CKOM U TOJIPOCTKOBOM Bospacte [17], 6osesnsb Kapo-
Jin ObLIa IMAarHOCTUPOBaHa Juib B 21 roj.

OcHOBHBIMU Ka06aMu GONBHBIX ¢ GoJie3Hbio Ka-
POJIN SIBJISTIOTCST CcTacTuueckue 6OJU B MPABOM TIO/-
peGepbe, WHOT/A WPPAAUUPYIONINE B COWHY, JKENITY-
Xa, CHIDKEHMe alleTuTa W noxyaanue. 3abojeBaHue
qacTo JeOI0TUPYET XOJAHTUTOM C KENITyXOH, TeK-
THYECKOH Jmxopaakoil u osuobamu [17]. B cayuae
HE3HAUNTEJIHHOTO PpACHIUPEHNS] BHYTPHUIIEYEHOUHBIX
SKEJTYHBIX MPOTOKOB 3a60JieBaHMe JAJUTENbHOE BpEMs
MOJKET TIPOTeKaTh JaTeHTHO. B mepmon o6ocTpeHwms
OTMEYAIOTCsT KOKHBIN 3y[, aXOJUYHBIN CTyJ, Hapy-
IIIeHNe BCACBIBAHUS JKMPOB, CTEATOPPEs, THIIOBUTAMHU-
HO3, 00JIE3HEHHOCTh W HE3HAYNTEJbHOE yBeTudeHue
MeYeHN, a TaKkKe M3MeHeHWe OMOXMMUYECKUX TTOKa-
3aTeJsieit KpOBH: MOBbBINIIeHNE OMINPYONHA U €T0 (Dpak-
Ui, acIaparmHOBOW W AJAaHWHOBOW aMWHOTpaHCde-
passl (ACT, AJIT), raMMarJioTaMUITPaHCIETI TUIA3bI
(TTTII) n menounoii ¢ocdaraszer (D). Hepeako
JKeJITyXa CBSI3aHA C BBIXOJOM MEJTKUX KOHKPEMEHTOB
U3 KHUCT B OONIMIT >KeJuHbIA mportok [6, 8, 13, 15,
17, 20, 21]. ¥ paHHOI ManMeHTKW Ha TEPBBIA IJIaH
B KJWHWYECKOH KAapTWHE BBICTYNATH OCTOXHEHUS, C
KOTOPBIMH TIPHUIIJIOCH GOPOTHCST  TIPEUMYIIIECTBEHHO
METOIAMU XUPYPIUYECKUX MAJTHATHBHBIX KOPPEKIINI
U TpaHCILIAHTAIeN TTeYeHn.

B mtepartype ommcan caydail 2-MeCSYHOTO MaJib-
YUKA C JBYMsI PEAKUMHU BPOKIEHHBIMHU TATOJOTHUSI-
Mu — OGornesnbio Kaposm u mambdopmariueii BeHBI
l'anena. IlpeamnosioskeHa B3aMMOCBSI3b IMaTOTEHE3A
3TUX [JBYX PeAKNX 3a60JeBaHUI C BO3MOXXHBIM 00-
UM MOJIEKYJISIPHBIM MEXaHU3MOM — CBEPX3KCIIpec-
cueil dakrtopa pocTa IHAOTENHS COCYZOB W €ro pe-
1enTopoB. Takyke BO3MOMKEH BKJIAJ TOBBINIEHHON
skcmpeccun juradga Notch Jaged 1 kak B pasBu-
THU MO3TOBBIX apTEPUOBEHO3HBIX Masb(opMainii
B I[€JIOM, TaK W B O6Pa30BaHWM PACIIMPEHHBIX BHY-
TPUIIEYEHOUHBIX KEJUHBIX MPOTOKOB, HAPUMEP NPHU
6oJiesnn Kapoun [4].

N. Kadakia w ap. omucanu ciaydaii 18-mecsiunoit
JIEBOYKU C AyTOCOMHO-PEIECCUBHBIM MOJUKICTO3HBIM
3a6osieBaHneM TIOUeK, cuHIpoMoM Kaposu u remaro-
6sactomoii derarpbrOro THHA. OMyX0Jb TIeYeHn ObLIa
mpoornepupoBaHa 6e3 XUMHOTEPAIINU, 1 HA MPOTSIKe-
HUU 9 JIeT TocTe pe3eKIun He BO3HUKAJIO PEIH/INBOB,
IpY 3TOM remnatopeHa bHast GyHKIUs ObLTa CTaOMIb-
HO HOpMaJbHas [11].

K. Janowski u ap. onucanu ciaydait qeBouku 9 Jer,
KOTopas MOCTyNHJIa B GOJBHUILY ¢ aCHMOTOTHYECKON
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cneHoMerasneit, noareep:xaenHoin npu Y3U. Ilo
JIAGOPATOPHBIM JaHHBIM OblLIa /JOKa3aHa HOpMasTbHAS
(ynkuus neyenu, 6e3 IMOBBIIIEHUS XOJECTATHIECKUX
mapkepos. IIpn KT wnccinemoBannm BBISIBIEHBI CILIe-
HOMeTaJusi, HOPMaJbHblE Pa3Mepbl IeYeHH, HO ObLIN
OOHApPY KEHBI TTOPTOCUCTEMHDBIE KOJIJIATEPATbHBIE CO-
CY[bl BJOJIb MAJIOi KPUBU3HDI JKEJYIKA, KapAuu, TeJa
MO/KETTY/IOYHON Kese3bl, B 06JacCTH BOPOT TI€YeHU
n cenesenku. [Ipu IT/IC 6bur BbIsIBIIEH BapUKO3 BEH
B HIDKHEH TpPeTH TMHINEeBOJa ¢ TPODUUECKUMH U3MeHe-
HISIMH M TIPU3HAKU TacTPOIATHH B CBSI3H C IIOPTAJIb-
Hoil runeprensueil. [Ipn ¥Y3U u KT npeanedenounas
6Ji0Kaza cocynoB ObLta uckioueHa. Yepes 6 mecs-
1IeB TPM KOHTPOJHHOM JTa60PATOPHOM 06CJIeTOBAaHUH,
Y3U u T/IC, kpoMe cIJIEHOMETaJIUKM 1 BAaPUKO3HOTO
pacIipeHnsl BeH NWIIEBOJA, JIPYTol TMATOJOTHH He
BbIsIBJIeHO. Ilpu 6HoICuu meueHu BBISBJIEH ITOPTAIb-
HBII W MEepPUMOPTATbHBINA (PUOPO3 TeUeHn ¢ HATMINEeM
BOJIOKHHCTBIX MOJIOC MEXKIY ITOPTATbHBIMU TPAaKTaMU
6e3 MPU3HAKOB IINPPO3a, CUHYCOUJATbHAS TUIATAIAS
C He3HaunTeJabHOI mposndeparyeil BHyTpUIIEUEHOY-
HBIX JKEJTYHBIX TTPOTOKOB. sKeTuHble TMPOTOKU ObLIN
HeNnpaBWJIbHOU (DOPMBI, CTEHKHM BBIIOXKEHBI KyO6ude-
ckuM asnuTeaueM. OTCYTCTBOBaJa BOCTANUTENbHAS
uHGUIbTPaIMs napeHxuMbl. [lanuenTke 6bLT MOCTAB-
JIEH JWarHO3 BPOXKAEHHOTO (Gubpo3a TeYeHn W PeKo-
MEH/IOBAHO CHCTEMATH4YeCKOe HAOMI0feHe B CBI3U
€ MOPTAJbHOU TUTIEpTEH3Uell U PUCKOM KPOBOTEUEHUS
[10]. C 6oabIioit goseil BepOSTHOCTH, B JAHHOM CJIy-
Yae peub ujeT 06 OJHOM W3 BAapPWAHTOB BPOXKIEHHOMN
JUICILTIA3UH COeTUHUTENbHON TKAHU M HAINYUU 60JIe3-
mn Kapomm.

3aduKcUpOBaHbI CJAyYal HETUNUYHBIX KJIMHIYE-
ckux cumintoMoB 6osieanun Kapomu. X.Y. Yang u ap.
OIICAN CJy4ail 8-MecsSYHOTO MaJbyHlKa, Yy KOTOPOTrO
€IMHCTBEHHBIM CUMIITOMOM OBLITO HECUMMETPUYHOE yBe-
JIMYeHNe TIeYeHN ¥ MoveK. [enaTopeHanbHass pyHKIUS
6bLTa B TIpesieiax HopMbl. Ho B cBIBOpOTKE KPOBU GbLIN
yBeJIM4YeHbl 4 GHOMapKepa, YKa3bIBAIOIIIe HA HAIUYIe
¢ubposa neuenn. [Ipu MPT ucciaenoBanuu GbLIN BbI-
sBeHbl Aud@ysHas KUCTO3HAS JUIATAINS BHYTPHIIE-
YEHOYHBIX JKEJYHBIX MPOTOKOB, & TaKKe MOJUKUCTO3
nouek. IIpu reHeTHYECKOM CEKBEHUPOBAHUU ObLIU
BBISIBJIEHBI 2 TETEPO3UTOTHBIE MUCCEHC-MYTAIMU TTOJIH-
kucrosa nouyek u nedenn (ren PKHD1): ¢.9292G> A
u ¢.2507T> C. IlepBasi MUCCEHC-MyTaIlisl SIBJISETCS
HOBOI1, a BTOpasi MUCCEHC-MyTalus Gblja OINCaHa pa-
Hee X. Hao u ap. Ipn IpoBeZIeHNN TIOJTHOTO TEHOMHOTO
CEKBEHHPOBAHM Y BYX OJIM3HEIIOB B KUTACKON CeMbe
¢ cungpomom Kaposu [5, 18].

Pannss aumarnoctuka 6osesnu Kaposum momoraer
MPEeOTBPATUTDh PA3BUTHE OCTOXKHEHWH W OOGJIETYUTD
ku3Hb marmenta [20, 21]. Bemymmmu Meromamu
WHCTPYMEHTATbHON JAWarHOCTUKU OoJieann Kaposn
SBJAIOTCS  yJIbTpasBykoBoe uccieposanne (Y3N),
kommpiotrepaas tomorpadgus (KT), sHmockonmmveckast
perporpagtas (IPXTD), upecKoKHast UYpecredeHod-
nHasg (UYXT) m MaranTHO-pe30HAHCHAsA XOJAHTHOTPA-
duss (MPXT) ¢ KOHTpaCTHPOBAHUEM IPOTOKOB [2,
9, 14, 20, 21]. Mopdoaoruyeckyo OCHOBY 60Je3HU

Kaposm coctaBigioT Memoryarble PAacHIMPeHUs BHY-
TPUIIEYEHOUHDIX JKEJYHBIX MPOTOKOB, YepemayIoInuecs
C HOPMQJIBHBIMU HPOTOKAMU. ITO CBUAETEILCTBYET
0 HAIMYUU BPOKIEHHON HECOCTOSITENbHOCTH COE/IH-
HUTEJbHO-TKAHHOTO KapKaca cTeHOK npotokoB yKBII.
PacmmpenHble MPOTOKN MOTYT WH(MDUITMPOBATHCS U CO-
nep:xartb kKamuum [2, 20, 21].

Y 3U mo3BoJisieT BBHISBUTH XapaKTEePHBIN TMPU3HAK
6os1esHu Kaposm — pacimpenue KeJT4HbIX TPOTOKOB
(mmamerp o6IIEro KEJYHOro MPOTOKa Gomee 6 MM),
kuctbl [20, 21]. Oxorpaduieckun KUCTbI TPOSIBJSIOT-
€SI TOHKOCTEHHBIMH OKPYTJIBIMA OOPa30BAHUSIMU BHY-
TPU HapeHXuMbl nedeHu. Mx muddepenunannsg or
BEH TIPOM3BOJAUTCS TIO JAHHBIM YJIbTPA3BYKOBOW [10-
nieporpadun. Bo3dMokHO HarHoeHue KHUCT U alclie-
nupoBanue nederu. Tak:xke mpu Y 3U medeHn MOXKHO
BBISIBUTh yBeJIMYEHUE PasMepoB Ie€UeHH, yBeJndeHue
ee DXOTEHHOCTH BcieAcTBUE (uOpo3a TMapeHXMMbI
[20, 21]. Bosesnnr Kaposu uacto compoBoskgaercs
MOJIMKICTO30M TIOYEK, UYTO TaKXKe [IUArHOCTUPYETCS
¢ nomoitpio Y3 [1].

[Ipn BoIIBRenun npu Y 3V pacmmpeHus: TPOTOKOB
NOKa3aHo IpoBefeHne Xosanruorpaduu. Ilpoueaypoit
BBIGOpA SIBJSETCS  HHIOCKOIMYECKAS PEeTPOrpaHast
xonanruorpadusi (OPXT). Ilpu HEBO3MOKHOCTU pe-
TporpagHoro 3anosHenns sKBII wncnosb3yercs upe-
CKOKHasl upecriedeHoyHas xomanruorpadus (HUXT).
O6a MeToZla TIO3BOJISIIOT OJIHOBPEMEHHO [IPEHUPOBATDH
JKBII mpu oO6CTpPYyKLMH, OAHAKO IIPU IHIOCKOIHMYE-
CKOM TIOZIXO0JIe HAGJIOIAETCS MEHBIIAs YacTOTa OCJIOXK-
Henwit. IIpy DPXI B0o3MOXXHO TIpOBe/eHUE 3IHIOCKO-
nrueckoii cuurTeporoMun (11 yAaneHuss KaMHei).
BuyrpuBenHass XosaHruorpadgus ¢ 1eJblo  HArHO-
CTUKH XoJiecTaza HemHpopMaTtuBHa. HecmoTps Ha TO
YTO 30JIOTBIM CTAaHAAPTOM BU3YaJIH3alMH OMJINAPHOTO
JlepeBa SBJSIETCS 9HIOCKOIIMYECKasi PeTPorpajHasl Xo-
nanruonankpearorpadus (IPXIIT), skcneprbi EASL
PEKOMEHIYIOT BO3JEPKAThCS OT PYTUHHOTO IpHUMe-
HEHUs 3TOr0 MeToJla B JMArHOCTUKE XoJiecTa3a M3-3a
BBICOKOTO PHCKA OCJIOKHEHWUN W JIETATBHOCTH, CBSI3aH-
HBIX C [IPOBe/IEHNEM JIaHHOH IIpolefypbl, cuutas 6o-
Jiee 6G€30TTACHBIM BBITIOJHEHNE MAaTHUTHO-PE30HAHCHOMN
xosrarruonankpearorpadun (MPXIIT) wim sHIOCKO-
[MYECKOTO YJIbTPa3ByKoBoro uccaenoBanus (Y 31).
KT-xomnaurnorpadgusi ¢ BBeJleHHEM BHYTPHUBEHHOTO
KOHTPACTa MMeEeT BBICOKUI PUCK TOOGOYHBIX PeAKIIni,
BKJIIOYAIOIINX aHA(PUIAKCUIO ¥ BHE3AIIHYIO CMEPTD, YTO
OTPAHMYMBAET WCIOJIb30BaHUE JAaHHOH MeToauku [17].

Buorncust meuenu MoxkeT GBITh IPOBEJEHA TOJBKO
mocJie UCKJIOYEHNST OOCTPYKTUBHOTO BHETIEYEHOUHOTO
xosiectasza (Bo m3beskanne pasBUTUS JKETYHOTO MEPH-
toruTa) [9]. Ilpn Bcex MOAO3pEHNSX Ha Haamdme 60-
Jie3HN uian cuHapoma Kaposn Heo6X0Mo TpOBOJUTD
TeHeTHmuecKoe 00cieloBaHue.

Pexomenpanmii mo JekapcTBeHHO# Tepamnuu 60-
Je3nn Kapoium Ha CErOHSIIHUN [IeHb HET, JeueHue
OTPaHNYeHO TMPOPUIAKTUKON ocyokHeHU. YacThiMu
OCJIOKHEHUSIMU Goste3ran Kaposn saBastorcst 6akTepu-
AJTbHBII XOJAHTUT, GMJINAPHBII IIIPPO3 TeueHn ¢ Ghop-
MUPOBaHUEM TTOPTAJIBHOW TUTIEPTEH3UN U TeYEHOUHO-
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KJIETOYHON HEJOCTATOUYHOCTH, BO3MOKHA mepdopariis
KHCTBI C PA3BUTHEM >KEJYHOTO NepuToHuTa. Jleuenue
6osie3nn Kaposin BKOYaeT aHTHOAKTEepUAIbHBIE TIpe-
Haparbl IUPOKOrO CIEKTPA IIPU XOJAHTUTE U KyPCh
YPCOIE30KCUXOJEBOH KUCJAOTDI IS TIPEIOTBPAIEHS
o6pasoBanus Kamueit [17].

Tak kak 3a6ojieBaHHWe TIPOTEKAET ITUKJIUYHO
U C KaXKIbIM Pa30M OGOCTPEHUSI CTAHOBITCS TSIKeJee,
TO 3(PDEKTUBHO XUPYPTUUECKOE JIeUeHNE JJAHHOTO 3a-
6oJieBaHuA. Y OOJIbHBIX C JIOKAJIU3AIMel MaToJornye-
CKOTO TpoIecca B OJHOM JI0Jie TIeYeH! ollepaliieil Bbi-
6opa sIBJISEeTCSl Pe3eKIUsl MOPAKEHHON J0/u TedeHu
[3]. IIpu nuddysnoii Gopme Gosesnn Kapoau nas-
Hast omepaiusi HedbdeKTUBHA, HEOOXOAMMa TPaHC-
mranTaimg mevenu [7, 16, 19, 20].

Y skuBoTHBIX G6osie3nb Kaposnm akTUBHO u3yya-
ercsi. IlokazaHo, 4yto y Mblimeit juHun Pkhd{deld/deld
npu MojeaupoBanuu 6ose3nn Kapoaun Ouanaphbie
CTPYKTYPBI CEKPETUPYIOT [-KaTeHWH, WHTEPJEHKUH-
1B-3aBucumbie xeMoku (CXC-motif) u surang 10
(CXCL10), KOTOpBIE IPUBIEKAIOT TKAHEBBIE MAKPO-
daru. Ilpn neyeHwun Mblell JaHHON JUHUU C TO-
Motibio AMG-487, KOTOPbIN SIBJISIETCS MWHTHOUTOPOM
cemeiictBa 3 CXC-XeMOKHHOBBIX PEIENTOPOB, POJI-
ctBeHHBbIX perientopam CXCL10, ymenbimaercs mpu-
BJledeHUe aJIbTePHATHBHO-AaKTHBUPOBAHHBIX MAaKpO-
(daros (knacrep 45+ F4,/80+), ymenbuaercss pasmep
cene3eHkn, ¢GpubpPo3 1meveHn u poct Kuct. Kpome roro,
OBLTIO TIOKA3aHO, YTO B XOJAHTHUOIHUTAX C JedeKToM
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