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FEMNATOJIOIISA « HA mMACTABI gocBIAY

D. Piccolboni, E. Ragone, A. Inzirillo, R. Utili

[lepBuYHbIl CKNepo3upyluul Xonanzum | nayuenma
C UBNUAKUEH, OCNOXKHEHHBII 3MNUEMOI )KENuHo20 Ni3bipy

YcnewHas nocneonepauoHHAS TEPANUS YPCoae30KCUXO0NeBON KUCIOTOM

Komop6ugHoctb nepeuyHOro ckneposupyiouiero xonaurura (MCX) u uennakum
Bnepsble onucaHa B 1988 r. Hay J.E. u coaBT. 3T1 pasHbie 3a60neBAHUS CBA3bIBAIOT
obLme ayToMMMYyHHbIEe MeXOHU3Mbl. AYTOMMMYHHbIE XOJeCTaTUYecKue
3a60neBaHUS NEeYEHU U XKEeNYEeBbIBOAALLMX MyTel YacTo MaHUGPECTUPYIOT KAk
BHEKMLUEeYHble NPoaBJIeHUS LeJIMaKUun. B 10 Xe Bpemsa ceponoruqecxuﬁ AUArHo3
uenuakum noaTeepxadaetca y 3% NauueHToB, Npoxoadumx obcnegoBaHme

no noeopy ayroummyHHoro renaruta (Rubio-Tapia A., 2008). B uccnegosanum,
npoeegeHHOM B BeﬂMKOGPMTdHMM, MOKA3AHO TPEXKPATHOE NMOBbILLEeHUEe PUCKa
paseurtus MCX y nuy c uenuakueii (Lawson A. et al., 2005).

JleyeHuie ayTonMMyHHBIX 3200JIeBaHUIT HEMOCTATOYHO pa3padOTaHO, XOTS LIeTUaKUs HalexX-
HO KOHTPOJUPYETCS] CTPOTUM MOXU3HEHHBIM MpeKpallleHUueM yIoTpeOJeHusI IIIoTeHCcoaepxKa-
mux npoaykToB. Hambosee M3ydeHHBIM CPeICTBOM TEpaNUU XOJECTATUYECKUX 3a00JeBaHUI
neyeHu sBsieTcst ypecoaesokcuxosnenas kuciaoTa (YAXK). [TpencraBieHHbIN UTaTbIHCKUMU aB-
TOpaM¥ KJIMHUYECKUIA CTydail IeMOHCTPUPYET TOCTENEHHBI perpecc KIMHUYECKUX TPOsiBIe-
HUI 1 HOpMaAJIM3aLMI0 OMOXHUMUYECKMX MapKepoB Ha oHe miuTesbHoi Tepanuu YIXK y na-
LIMEHTA C TSKeJI0l KOMOPOMIHOCTBIO M XUpyprudeckuM ocioxHeHueM [1CX — octpbiM Xose-
LIICTUTOM.

Onucanue KnuHUYecko2o cnyya

Myxunna 64 ner B utose 2011 1. GbII TOCIUTAIM3UPOBAH B XMPYPrUIECKOe OTAeIeHNE 0OJIb-
HMIIBI TpeTuuHoro ypoBHs (I. Heamons, Utanust) ¢ nuxopankoii u xxentyxoii. PesyasraTsl mep-
BUYHOTO 00caenoBanus (o6mmit ounmupyouH 5,6 mr/mi, AJIT 130 En/n, ACT 110 En/n; ymepeH-
HOE TMOBBILIEHUE YPOBHEI JTUMAa3bl U aMuIa3bl, HiejouHas dhocdaraza 996 En/mn, ramma-riyra-
munTpaHcenentuaasza 709 En/m) ykasbiBaau Ha BbIpaXKEHHBIN X0JiecTa3 U YMEPEHHO BbIpaXKEH-
HbIi urou3. C ydyeToM aHamMHe3a (LeJuaKkust, XeJJ4HOKaMeHHast 00J1e3Hb U HeTaBHUI SMU30]]
OCTPOT0 MAaHKPeaTUTa U XOJEIMCTUTA C YACTUYHBIM YIydllleHeM Ha (poHe MeIMKaMEHTO3HOM
Tepanuu) ObLT 3a1T003PEH OCTPBIii XOJAHTUT.

VibrpacoHorpadusi BbISIBUIA YTOJNIIEHWE CTEHOK KEMYHOTO TMy3bIpsi, OWMIMApHBIN ClamK
1 KOHKPEMEHTBI, a TAKXKE YMEPEHHOE pacIIMpeHre o01Iero XeTyHoro mpoToka. beiia BbInonHe-
Ha 9HIOCKOIMIecKas peTporpaaHas xonanruomnankpearorpadus (DPXIII) co comakTeporomm-
eli o MpuurHe oOHapykeHus cyocTeHo3upytoriero namwniuTa. O PXIIT monTeepamnia Hammane
CKJIEpO3MPYIOLIETO XonaHTuTa. KOHKpeMeHThI B 00111eM KeTYHOM MPOTOKE HE BbISIBJICHBDI.

JlanbHeiiliee TedyeHe 3a00JeBaHMST XapaKTepU30BaI0Ch MOBBIIIEHUEM O0IIeTo OMIMpyOHrHa
10 9,2 mr/mn (npssmoit — 5,9 mr/mn). TauueHT GbL1 BincaH ¢ HazHayeHueM YXK mist Kop-
PEeKILIMU CUHIpOMa XoJiecTasa Tepe/ MJIaHOBOM XOJIEIIMCTEKTOMUEN, KOTOpast Obljla 3aIIaHupO-
BaHa yepe3 1 Mec.

[Mpu noctyruieHNK Ha TUIAHOBYIO OTEPALIUIO Y OOJILHOTO MO-MPEXHEMY HaOTI0aIach XKeJTY-
Xa, HO C HEKOTOPHIM CHIKEHHEM YpPOBHsI OMIMpYyOMHA (0OIMid — 6,3 MI/mi, MmpsMoil —
3,8 Mr/m1) u menouHoit dhocdaraser (863 En/i). Takxke oTMedancsi BLICOKUiT ypOBeHb OHKOMap-
kepa CA 19-9 (226 En/n). Ha Y3U moareepamiicst BBIPaXKEHHBIN XOJIEIUCTHUT, TAKXKe BU3YaIH-
3UPOBAHBI OYArM CTeaTo3a MeYeHU MPU OTCYTCTBUU PACIIMPEHUS] BHYTPU- U BHETIEYEHOUHbIX
SKEJTYHBIX POTOKOB.

KomnblotepHas Tomorpadusi ¢ KOHTpAaCTUPOBaHWEM TOATBEPANUIIA HATMYUE OCTPOTO XOJe-
LIMCTUTA CO 3HAYMTEIBHBIM YTOIIICHUEM CTEHOK JXEJYHOIO IMy3bIpst U O4araMu Kajblin(uka-
uu. B napeHxume nedyeHu BU3yaIu3upoBaHbl AU(GY3HbIC HETOMOTEHHBIE OYaru MOBBIIIEHHOM
TUIOTHOCTHU C OTEKOM UM BOCTaJICHUEM BOKPYT CETMEHTAIbHBIX BETBEI MOPTAJIbHOI BEHBI, a TaK-
Ke 00J1aCTU YCUJICHUST COCYIMCTOTO PUCYHKa.

Yepe3 HECKOJIBKO JIHEH BBITIOIHEHA JIAlTapOCKOI4YecKas xojerucrekroMmust. [1pu BBeneHUM J1a-
MapoCKOoIa yIalI0Ch BbISIBUTD CJIEIYIOLIEE: TTIOBEPXHOCTh MEYEHU CKIIEPO3MPOBaHa, HEPABHOMEPHa,
SKEJTUHBIN Ty3bIpb OKPYKEH TJIOTHBIMU CHaiiKaMu, 3aTOJIHEH XUIKOCTbI0 THOMHOTO XapakTepa
U KOHKpeMeHTamu. M3-3a HeorpeieleHHOI aHaTOMUK TIPUKOPHEBBIX CTPYKTYP TEUEHU OTlepariust
MPOIOJIKEHA OTKPBITBIM CIIOCOOOM. AHTEpOrpaHasi TUCCEKIIUS XKETUHOTO My3bIPsi OCIIOKHUIACh
1pody3HbIM KPOBOTEUEHMEM U3 MEUEHOUHOTO Jioxka. Onepaiins 3aBepliieHa BpeMEHHBIM YIITBa-
HMEM KyJIBTU IY3bIPHOTO TPOTOKA MapaieSIbHO C TaMIOHAIO0N JioXa KOJUIareHOBOM TyOKOit
u ¢bubpuHOBbIM KieeM. [lepen yimBaHueM orepaliMOHHON paHbl BBITIOJTHEHA OUOTICHS TTIEUYEHMU.

B nmocneonepaiimoHHOM nieproe YCUIMIACh KeaTyxa, 001nii OuaupyorH BbIpoc 10 17 Mr/mi,
HO B JajibHeIleM MeIIeHHO CHIKacs. I UCKITIOUeH s SITPOTeHHOTO JIUTMPOBAHUS 00IIETo
>KEJTYHOTO MPOTOKa ObLiIa BhINoaHeHa moBTopHasg DPXIIIE ob1uit mpoToK He pacIlupeH, ¢ Mpu3-
HaKaMU CKJICPO3UPYIOILIETO XOJaHTUTA, TIPOXOAMMOCTb He HapyllleHa, KOHTPACTUPYIOTCS BHYT-
PUIIEYEHOUHbIE TIPOTOKH, OTTPEAEISIeTCS BHIXO KOHTPACTA Uepes3 KyJIbTIO My3bIPHOTO MPOTOKA.

[Tpu rucronornyeckoM rccaeaoBaHUM OMOTITaTa MeYeHU ObLTH OOHAPYKEeHBI TPU3HAKK PaH-
Heli cTaquu OUIMApHOTO IIMPPO3a ¢ TMMGOLIMTAPHON U rPaHYIOIMTAPHON UH(WIBTpaLIMe re-
PUTIOPTAIbHBIX CEIT.

[MareHT OBLT BBITTMCAH Yepe3 16 mHeit ¢ ypoBHeM ob11iero ommpyouHa 9,6 Mr/mi (mpssMoit —
5,6 mr/mn), II® 826 Ex/n, ITT 1037 Ex/n, ymepeHHBIM MOBBILICHUEM aMUIa3bl U JIAIA3HI.
s amGynatopHoro jedeHns HazHaueHbl YIXK B mo3e 18 mr/kr/cyt, Butamuasl D u K, omern-
pa3oJ1 B CTaHAAPTHOM 03€.

Yepes 3 mec OmoxumMuiecKyre moKa3aTeIu 3HaYuTeIbHO YIYIIIUIUCh: OunupyouH 4,0 Mr/mn
(npsimoit — 2,5 mr/mn), LM 491 En/a, ITT 618 En/n. CKpMHUHTOBBIM TECT Ha LIeJIMAaKUIO (ayTO-
aHTUTeJa K TKAaHEeBOI TpaHCIIyTaMUHa3¢e) TIOJ0XUTeIbHbIN. Bruorcus cnu3uctoit 0607104Ku TO-
el KUIIKYA MOATBepAua nuarHo3 uenauakuu. [lpu mposeneHun MPT nedyeHu oOHapyxeHO
clie/lyloliee: oyaru HeroMOreHHOTO YCUJIGHUSI CUTHAJIa OT MapeHXMMBbI C yYaCcTKaMU TMITOoMNep-
(y3uu; cerMeHTapHas IuIaTalys BHYTPUIICYCHOUHBIX KEIUHBIX IPOTOKOB, YTO COOTBETCTBYET
KapTUHE MEPBUYHOTO CKJIEPO3UPYIOIIETO XOJaHTUTA.

AaHHble KaTamHe3a

B Teuenue 2 et 6ose3Hb He Gecriokonia namueHTa, Ha one tepanuu YJIXK perpeccuposa-
J1a KenTyxa, ypoBeHb OMIMpyOrHa MOCTeNeHHO Bo3Bpatiaics K HopMe. B ssuBape 2013 1. 6o1b-
HOM ObLJT TOCMTUTAIM3MPOBAH C MEJICHO 1 pu3HaKaMu aHeMuu. [1pu sHnoCcKoMM oOHapyxe-
HO BapMKO3HOE paclllipeHKe BEeH MUILEBOJa C pU3HaKaMu HelaBHero KpopoteueHus. [locie
SHI0CKOIUYECKOTO JUTHPOBAHUS TEMATOJIOTMUECKHE MOKa3aTe i OBICTPO HOPMATM30BAINCD.

B Hacrosiee BpeMst cocTosiHUE MalyeHTa cTabuibHoe, 6e3 MpU3HaKoB JeKoMIeHcauuu 6o-
JIE3HU TMeyeHu. [ CHUXKEeHUS TaBJIeHUsI B CUCTEME BOPOTHOM BEHbI U MPO(UIAKTUKKU KPOBO-
TEUYEeHUI 13 BAPUKO3HO PACIIMPEHHBIX BEH MUILEBOA ObUT TOMOJHUTETBHO Ha3HAUEH OeTa-af-
peHOOI0KATOP.

3nopoBs” YkpaiHu™

[NocnenHue pe3ynbraThl GHOXMMUYECKOTO aHAIM3a KPOBH: abOyMMHBI 2,8 T/, TeMOIJIOOMH
10,5 r/mn, rmokosa 116 mr/mn, 6unupyoun 0,8 mr/mi, I'TT 144 En/a, LD 406 En/n.

OGcyKOeHUE KNUHUYECKo20 chy4an

ITepBUUHBIH CKIEPO3UPYIOLINIA XOJIAHTUT — AyTOMMMYHHOE 3a00J1eBaHKe, KOTOPOE Yallle Mo-
pakaeT My>KUMH U XapaKTepu3yeTcsl BEIPaXKeHHBIM X0JI€CTa30M BCIEACTBUE MYJIbTU(DOKATbHBIX
CTPUKTYP BHYTPU- U BHETNIEUEHOUHBIX XETYHBIX MMPOTOKOB, a TAKXKe MPOTpeccUpyronieil nevye-
HOYHOI HeA0CTaTOYHOCThIO. B manHom ciyudae [1CX coueTancs ¢ IUTeIbHO CylIeCTBOBABIIEH
y MalMeHTa LeJIUaKueil — ayToMMMYHHBIM 3a00J1eBaH1EM, BOZHUKAIOIIMM B OTBET Ha KOHTAKT
¢ abCOJIIOTHO HEMEPEHOCUMbIM I'€HETHUYECKHU TPEeNpacooKeHHBIMU JTULIAMU OEJTKOM TJTI0Te-
HOM, OCHOBHBIMH UCTOYHUKAMU KOTOPOTO SIBJISTFOTCS TIPOAYKTHI U3 MIIEHUIIBI. XapaKTepusyeT-
csl BOCMaJieHWeM UM aTpodueil BOPCMHOK TOHKOW KWILIKH, YTO MPUBOAUT K MasbabcopOLuu
u ManbHyTpuinu. Kpome toro, nocnenctsuem [1CX cTan ckiepo3upyromnii XoJeUCTUT Ha
(oHe KeTUHOKaMEeHHOU 00J1e3HM, KOTOPBIN OCTOXHUIICS SMITUEMOIA KETIYHOTO My3bIpsi. XoJie-
uucrekTomusi y naunreHToB ¢ [1CX nmpeBpaiiiaetcsi 3 pyTUHHO# B CIIOXHYIO OTIEpaIIUIO TTPU BbI-
pakeHHOM BOCTIAJIEHUU, CKJIepo3e U KasbLudUKaMKU CTeHOK Iy3bIps. [lepen onepaimeit Heo0-
XOIMM KypC JIEYeHUST ISl KOPPEKIIMU XojiecTa3a 1 yaydineHus: GyHKIMI MeYyeH!, MTOCKOIbKY
B M1OCJICONEPALIMOHHOM MEepHOe OOBIUHO HAOIIOAACTCS UX CHIDKEHUE.

B cBs13u ¢ BeicokuM ypoBHeM oHkoMapkepa CA 19-9 Obl1a 3amono3peHa XoJaHTMOKapLUHO-
Ma, HO BIOCJICICTBUM 3TOT IUATHO3 UCKIIIOUMIIM, TTOCKOJIbKY KeJTyXa IMOCTENIEHHO Perpeccupo-
BaJla, OMOXMMUYECKME MapKephbl XoJIecTa3za CHU3UIMCh, a Ha DXPIIT He ObU10 HaliIEHO TOMUHM-
PYIOILIMX CTPUKTYP XKETYHBIX TPOTOKOB. DHIOCKOMMYECKasi COUHKTEPOTOMUSI ObLiIa BHIMOJHEHA
IUTsT O0JIETYSHUSI OTTOKA KeJTUU B IBEHANLIATUTIEPCTHYIO KUIIKY. HecMOTpst Ha Bce IPUHSATBIE Me-
DBl 151 AEKOMITPECCHUM KEeJTUEBBIBOSIIIMX MTyTeil ¥ YCTpAaHEHUSI X0JIecTasa, moTpedoBaioch 6osee
MOJIyTOpa JIeT IUIsl HOpMaJIi3aliK yPOBHS OMIpyorHa Ha (poHe mocTossHHOro nmpruema YJIXK.

Oo6nryHO [1CX xapakTepu3yeTcst MPOrpecCUpyioinM TedeHeM, HO B JaHHOM ciIydae, Hec-
MOTpSI Ha OCTPYI0 MaHU(EeCTaINIO U XUPYPTUUECKUE OCIOKHEHUS, Oaronapsi aieKBaTHOMY 9H-
TIOCKOTIMYECKOMY U OTIepaTMBHOMY JIeUeHNIO, a Takke anuTenbHoi tepanmuu YJIXK mporpeccu-
poBaHue 3a00JeBaHNUs YIaI0Ch 3aMeUTUTh. [10J10KUTETbHBIM MPOTHOCTUYECKUM (DAKTOPOM SIB-
JISIeTCsl MOCTENEeHHOE CHUXEHME YPOBHSI MapKkepoB xosiecta3a. KomopOuaHas uenrakusi moj-
HOCTBIO KOHTPOJIMPYETCS arjtOTeHOBOM IUETON.
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