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JOHEKNI HATMOHAJIbHBIA MEIUITUHCKUI YHUBEPCUTET
nmeHu Makcruma [opbKOro

CoueraHue IIEPBUIYHOT'O
CKJIEPO3UPYIOIIETO XOJIAHTUTA

U HECTIEITU(PUUECKOT'O I3BEHHOTI'O KOJIUTA
YV IBYX OJTHOSIUIIEBbIX OJTU3HEIIOB

Kirouessie ciioBa

[IepBuYHbBIiT CKIEPO3UPYIONINI XOJAHTUT, TeHETUUECKAsT TIPEAPACIION0KEHHOCTD,
OZtHOSIIATIEBBIE OJIMBHEIIDI, YPCOAE30KCUXOIEBast KUCIOTA, OYIeCOHH/I,

E€PBUYHBIN  CKJIEPO3UPYIONINN  XOJAHTUT
(IICX) — Tsm3K€TI0€ TTPOTPECCUPYIOTee XPOHHU-
yeckoe 3a00JIeBaHne TIEYeHH, TPOTEKAOIIee C BbIpa-
JKEHHBIM XOJIECTAa30M BCJIE/ICTBUE BOCIAJICHUS U
(hubposza NMPEeUMYIECTBEHHO KPYITHBIX JKETYHBIX
mpotokoB. [Ipu [ICX 3naunTesbHo MOBBIIIEH PUCK
KOJIOPEKTAJILHOTO PaKa, XOJaHTUOKAPIIUHOMBI U He-
KOTOPBIX IPYTUX 3I0KAYECTBEHHBIX OITyX0Jei [16].
Hecmorpst Ha Tspkenoe TedeHue 3ab0sIeBaHMs,
yacToe Pa3BUTHE OCJIOKHEHUI, er0 3THOJOTUS 10
HACTOSIIIEr0 BPEMEHU He BbIsSICHEHA. BbIIBUHYTO
MHoTO Tumnorte3 natoreneda [ICX, ocHoBHBIMU 13
KOTOPBIX ABJAIOTCS caenyomue [19, 24, 30]:
[ICX — reHernyeckn 00YyCJIOBIEHHOE 3a00JI€Ba-
uue [4, 19, 30]; IICX — ayronmmyHHOe 3a60J1€Ba-
nue [3, 24]; IICX gBiasercsd pe3yIsTaToOM BOCTIATH-
TEJIbHOW peakIui Ha WHMEKIIMOHHBIE areHThl CO
CTOPOHBDI JKEJTUHBIX IYTEH, OCTYAONHE B [I€YE€HD
110 BeHaM MOPTAJTbHON CUCTEMBI U3 TOJICTON KUIII-
Kku [6, 5, 14, 21]; [ICX — xoJsiaHTHOIIATHS C [TPEU-
MYIIECTBEHHBIM MTOPAYKEHUEM KPYITHBIX JKEJTUHBIX
IIPOTOKOB, TO €CTh OTHOCUTCS K TPyIile 3a00jieBa-
HUH KeJTYHBIX ITyTel, IPpU KOTOPBIX TEPBUYHO TI0-
PakaloTCsI XOJIAHTUOIUTHI C TIOCJIEAYIOTIUM Pa3BU-
THeM XoJsecTasa [15, 28].
B wHamreit kauHUKE MBI 0OCHCIOBAIA U JICUUJIN
JIBYX OJHOSIUIIEBBIX OJIM3HEIOB, MOITOMY OCOOBII

Bcsikoe 3710, KOTOPOE MOKHO ITPEABH/ICTb,
OYCHb TPYAHO MPEIOTBPATUTD.

IIvep Byacm, ppary3cruil punonoe

UHTEPEC VIl HAC TIPEJICTABJISIIA TUTIOTE3a O HAJIM-
YUY TeHeTUYECKOM TIPEIPACIIONOKEHHOCTH K Pa3BU-
tuio [ICX. TloaTBep:KaeHEM 9TON TUTIOTE3bI SBJIS -
eTcs MOBbIIIEHHas 4acToTa 3a00JeBaHUs CPeIu
POACTBEHHUKOB 1epBoii sunnu — 0,7 % u cubaun-
roB — 1,5 %, uro B 100 pa3 GoJiblire, yeM B 0011el 10~
nymaanuu [4]. Kpome Toro, HaliieHa accoruaius
[TICX c ompeneieHHBIMUT AJIJIESIMU TJIABHOTO KOMTI-
sekca ructocopMectumoctn (MHC) u ne-MHC-
anmnenamu [7, 10—12, 13, 18, 29, 31]. Takue MHC-
ramtotunsl, kak DR B1*1301, DR B1#*0301, DR
B1*1501, MICA*008 u HeKOTOpbIe ApyTHe UMEIOT
cupHyto acconuanuio ¢ [ICX [10, 18, 29]. Ognako
onyOIMKOBaHbBI TaKyKe JaHHBIE, CTABAIINE TTOJ] COM-
HeHue reHetudeckyto ocHoBy [ICX. Accormarus c
HekoTopbiMu rarioTuamu crctembl HLA (human
leukocyte antigen) ciabast u HeoOsi3aTesbHA; pe-
3yJIBTaThl MCCJEAOBaHWI OTHOCUTeNbHO He-HLA
nosmMopdusMa TPOTUBOPEUNBHI [29].

Xotsa IICX gacTo acconmuupyeTcst ¢ BOCTATUTENb-
HbIMU 3a00steBarusiMu TosicToi Kutiku (B3K), oco-
GeHHO ¢ HecnenndUIECKUM SI3BEHHBIM KOJIUTOM
(HAK), renetnueckuie 0OCHOBBI TaKOW acCOMAIIMI
He BBISICHEHBI, KaK He OTpefiesieHa W CBSI3b MEXIY
cucremoit HLA u B3K [16]. I[Ipu [ICX B3K auar-
HocTupyioT B 55—80 % ciyuaes, a npu B3K IICX —
TOJIBKO B 3—6 % [16, 29].
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B 2001 romy mbl obciemoBaiu maruenta K.,
25 siet, kotopsiii crpazgan [1ICX, ocnoskHeHHBIM G-
JIMAPHBIM XOJIAHTUTOM U BTOPUYHBIM OUJIMAPHBIM
[UPPO30OM TIeYEHU. 7 JIeT Ha3aj eMy ObLI YCTaHOB-
sier quarno3 HAK ¢ MuaMManbHOl akTHBHOCTBIO €
[IPEUMYIIECTBEHHBIM MOPAKEHUEM CUTMOBUIHON 1
npsiMoit Kutiku. Bo Bpemst ipebbiBanmst H0ILHOTO B
kamanke HAK 6b11 B craguu pemuccenu. BosbrHoMy
HazHauman Jedenne tedanocrmopuiamu 111 moko-
JIEHUSI, METPOHUIA30JI0M U YPCOJE30KCUXOJIECBOI
kucioroir (Y/IXK). K coxanenwio, Tepanust oka-
3a7ach Hea(PEKTUBHOMN. ¥ TAIMEeHTa ITPOTPECCUPO-
Bajla aHEeMUS CMENIAHHOW 3THOJOTUH (TEMOJUTH-
Yyeckas U xKere30/1ebUInTHA ), TTOSBUINCH apTPa-
TUsI, MUAJIBIUS, TSKEITbIe TIPOSIBICHUST Maibabcopo-
n. VI3-3a TSIKEJIOT0 COCTOSIHMST GOJIBHOTO BBITIOJ-
HUTD 9HJOCKOTIYECKYIO PETPOTPATHYIO XOJIAHTHO-
naHkpeaTorpaduio He TPEACTABJSIIIOCh BO3MOJK-
HbIM. Bblia mpousBeeHa MyHKIIMOHHAS OMOTCHS
HeYeHH, TIPU KOTOPOH OOHAPY/KEHBI BBIPAsKCHHBIE
BHYTPUKJIETOUYHBII W BHEKJETOUHBIN X0JIEeCTas,
GoJblIie 110 Tieprdeprn I0J1eK; CKOILICHHST KU B
MPOTOKAaX IMOPTATHHBIX KaHAJOB; BBIPAKEHHBIN
CKJIEPO3 C PE3KUM PACIIUPEHUEM TTOPTAJIBHBIX KaHa-
JIOB; 3€PHUCTAsI M BaKyoJIbHAS AUCTPO(US TenaTo-
[UTOB; MHOKECTBO CTYNEHYATHIX U MOCTOBUIHBIX
HEKPO30B; (hOPMUPOBAHUE JIOKHBIX JIOJIEK; Pe3Kast
sumborucTronuTapias HHGUIBTPALUS ¢ OOJIbIIIM
KOJIMYECTBOM CETMEHTOSIEPHBIX JIEHKOINTOB, B
TOM YHUCJIE C TJIMKOT€HOM; JIEHKOIUTHI B IIPOCBETE U
B CTEHKE JKEJYHBIX IPOTOKOB. 3akjIoueHue: GakTe-
PUAJIBHBIN XOJAHTUT, XPOHUYECKUH IeTTaTUT ¢ MCXO-
JIOM B ITNPPO3, C BEIPAKEHHOH akTUBHOCTHIO. [1arm-
€HT yMep u3-3a cercuca Ha (hoHe MHOKECTBEHHbBIX
abCIeCCOB MEYEHH.

VY nanumenra K. ectb 6par (marent B.). Oun Mo-
HO3uTOTHBIE Os13Herbl. B Bogpacre 16 ser y manu-
enta B. pagsuica HAK, u xmunndeckoe TeueHume
Gosesnn ObLIO Oojiee TsAXkKeNbIM, YeM y Opara K.
000CTPEHNsT Pa3BUBAJINCDH Yallle, COIMPOBOKIAINCH
3HAYNUTETBHBIMI KPOBOTEYEHUSMU; TIPU KOJIOHO-
CKOIUU BBISIBJIEHO BOBJIEYCHUE BCEll JIEBO TTOJIOBU-
ubl Tonctoit kumku. B 2001 roxy y marnmenta B. 1e
6bL10 KnHYeckux mposieiennii IICX. Heemorpst
Ha 9TO, MbI THIATEILHO ero obcenoBain. Y 000ux
OpaTheB TIPU UMMYHOTEHETHYECKOM aHAJIN3€ BbISIB-
sena DR B1#1301. IIpu 6MOXMMUYECKOM HCCIe10-
BaHWU y TaruenTa B. 00Hapy KeHO MOBBIIIEHUE M0~
KasaTeJeil Mesounoi ¢pocartaspl — B 7 pas, y-TJIIo-
TaMuUITpaHcenTuaasel — B 6 pas, AJIT — B 1,7 pa-
3a TP HOPMaJbHBIX IOKasaTessIX OUIMpyOuHa.
ITpu nepsom ob6cenosannu HAK y Gosbroro B.
ObLI B cTaguK peMuccuu. Y o6oux 6paTbeB B KPOBH
oOHapy’KeHbl aHTHHEHTPO(DUIbHBIC IMTOILIa3Ma-
THUYecKne antutesna p-tuma. [lammenty B. aBaskmnr
ObLIa TPOBE/ICHA YHKIIMOHHAST OUOTICHST TIeYeHN —

B 2001 u 2005 rT. PesyabraThl epBoii Grorcnuu e-
YEeHU: CKJEPO3 U Tposiudepalust SMUTens Kerd-
HBIX IIPOTOKOB, KPYITHBIE KJIETOYHBIE MH(PUIBTPATHI
BOKPYT IPOTOKOB, CUMIITOM <«JIYKOBOU IIETYXU».
IDHIOCKOMNYECKasd PeTporpagHas XOJaHTHOMaH-
Kpearorpadus: CKJIEPO3UPYIONINN XOJAHTUOTIAH-
kpeatut. bosbromy B. ycranosien auarnos [ICX B
couetannu ¢ HAK.

XoruM 006paTiTh BHUMaHKE Ha HaJIU4Ke y OOJIb-
Horo K. ckiiepo3upyioriero XoiaHruomankpeaTura
u crearopeu. [JIaBHBIN MaHKpeaTUUYECKU TTPOTOK
MoskeT nopaxkateest mpu [ICX. C apyroii cTOpOHH,
KPYTIHBIE JKEJYHBIE TPOTOKU MOTYT BOBJIEKATLCS B
mpoitecc Tpu ayromMMyHHOM naHkpeatute (AUII)
[16, 17, 20]. B nuddepennanbioil uarnocTke
Mesxny [ICX u AUII mmeer 3HaueHne pa3iamyHas
JIOKQJIM3AIHST CTPUKTYP OOIIEro JKeJYHOTO ¥ IaH-
KpeaTudeckoro mpotokoB. Kpome Toro, I[ICX gacto
couetaercst c HAK, a AUII — penko; mpu [ICX moz-
JKeTyouHas kenesa He yBemmdeHa, a AUII gacto
MPOTEKAeT MO THUITY TCEBIOTYMOPO3HOTO MaHKpea-
TUTA, TO €CTh C YBEJIMYEHUEM TOJIOBKHU TTO/IKENY 104~
Hoii ;xeme3sr; mpu [ICX KopTUKOCTEPOUIBI MATOI(]-
(pextusnbl, a mpu AUIT — BeIcOKOabdexkTNBHBI [17,
20]. YuuTsiBast, uTO y HaIrero 60JIHHOTO CKIEPO3NU-
pyfoututi xosanrut coderancs ¢ HAK, momxkemy-
JI0OYHast jKesie3a He Obla yBelUdYeHa, Mbl PEliJIH,
YTO CY’KEHUSI TJIABHOTO MMAHKPEATUYECKOTO MTPOTOKA
SABJIAIOTCA BHETEUeHOUHBIM TposiBiieHneM [1CX.
PesysisraToMm mopaxkenusi MaHKpeaTHYECKOro Mpo-
TOKa, a TaKykKe YMEHBIICHUS KOJUYECTBA KEJTYN B
[POCBETE JIBEHAIATUIIEPCTHON KUIIKKU SIBUJIAChH
cTeaTopes.

C 2001 roma mammeHT B. momyuaet ciemymoniee
Jegenne: «Ypcobanrbky — 20 MT/KI TIOCTOSHHO,
«Canodampr» — 1 v/cyT Kypcamu 1o 6—7 mec ¢
nepepbiBamMu o 2—3 Mecsna, «bynenodarpky —
6 MI'/CyT MOCTOSIHHO. YUWTBIBasi CT€aTopero, O0JIb-
Ho# B. mocrosuno npunnmaeT «Kpeons mo 120 000
E/ EI.P. exxegnenno.

Mpr permmin Ha3HAYUTH TAIMEHTY B. mpemapar
VXK «¥Ypcodanbks. ITOT BEIOOP C/1e/IaH Ha OCHO-
BaHUU PE3YJIBTATOB /I0KA3aTEIbHBIX UCCIEIOBAHUI.
[To moBony acpdexrusnoctn YAXK mpu [TICX mpo-
BEJICHbI YeThIpe IIAleO0KOHTPOJMPYEMbBIX HCCIIe-
nosannsg. OHn nokasanu, yto Jyedenue Y/ XK cro-
coOCTBYeT 3HAYUTENLHOMY CHUKEHWIO YPOBHS
AJIT, y-rmoramMmuaTpacnenTuaasbl W MIEJTOYHON
(ocaraser; B Tpex uccaeOBAHUAX MOJIYIEHO
yYMeHbIIeHNe MmoKaszaTesiell OunnpyorHa; B Tpex —
YMEHBIIEHNE BOCHAJINTENbHON WHOWIBTpAIUN
MOPTAJIBHBIX TPAKTOB MIPU COXPAHEHUU M3MEHEHUI
JKeTIHbIX TpoToKoB. IlosutuBHOE Binsgnue Y/IXK
Ha BBIPAKEHHOCTH KIMHNYeCKUX mpossiaeHuii [ICX
(3yn, 06mIyo €aboCTh) OCTAETCSI COMHUTETbHBIM.
Jleuenve OJKHO OBITH HOCTOSHHBIM (IIOKU3HEH-
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HBIM), TaK KaK TepepbIBbI B ipueMe Y /I XK mpuBo-
IST K YXY/IIIeHnIo Tederst 3abomesamniist [16].
O6prano mpu [ICX Ha3HAYAIOT BBICOKUE O3B
YAXK. Tak, C. Rost u coasr. [22] uccaemoBamu 86
00pasIoB KeTvn, TTOJYIEHHBIX Y 56 TaIlMeHToB ¢
I[ICX. YAXK st 60JIbHbIE MPUHUMAIU B 032X
10—32 mr/xr. Hacermenwe skesran Y /I XK mosbima-
JIOCh TIPU YBEJIMYEHUU JIO3bI IIPerapara, Ho Ipu Ji0-
3e 22—25 Mr/Kr (hOPMUPOBAJIOCH IJIATO KOHIIEHTPa-
11, TO €CTh JaJbHENIIee ee MOBbIIeHEe ObLIO He-
nenecoobpasubiM. S.N. Cullen u coasr. [9] nokasa-
JIW, YTO TOJbKO TIPU MPUMEHEHWH BBICOKUX 103
YIXK (30 mr/kr) y 6omprbix IICX MoxHO mOC-
TAYb TIPOJIIEHN KU3HU Ha 1—4 Toma. ABTOPHI o11e-
HUBAJIU THCTOJIOTHYECKUE M3MEHEHUS TIeYeHU TI0
mkane Ludwig, koTtopasi yuuThiBaeT aKTHBHOCTb
BOCTIAJIEHNsT U BhIpakeHHOCTHh (hubposa. Ha dorne
tepar Y/[XK 30 Mr/Kr B TedeHUe ABYX JeET IO
ATOI IKaJe M3MEHEHUs TMeYeH! OCTaBaJUCh CTa-
OUJIBHBIMM, @ B HEKOTOPBIX CJIyYasix OTMEYaIoCh
yayumienne (19 %). B uccienosanuu A. Stiehl u co-
aBT. [27] unmekc pucka Mayo octaBajicst CTaOUIIb-
HBIM B T€UEHUE JITTUTETLHOTO BPEMEHH IO/ BIUSHU-
em Ttepanuu Y/ XK. DTOT uHAEKC yIUTHIBAeT BO3-
pacT 6OJIbHOrO, YpoBeHb OMAUPYOMHA B KPOBH,
POTPOMOUHOBOE BPEMs, KOHIIEHTPAIIUIO aTbOyMU-
Ha B CBIBOPOTKE KPOBH, HAJIMYHNE OTEKOB W aCIIATA.
[ICX — mpempakoBoe 3aboseBatue. PUck xommaH-
ruokapruuaoMel ipu [ICX mowimen B 161 pas,
PHUCK KOJIOpeKTaIbHOro paka — B 10 pas, puck paka
MTO/IKETYIOYHON Keme3bl — B 14 pa3. Hacrora xo-
manrrokaprimaomsl ipu [TICX cocrasmser 6—20 %,
KOJIOpeKTasibHoro paka — 9 % (B Tevenue 10 jer) u
50 % (B Teuenue Goee 25 jet). IIpuyem puck KoJo-
PeKTaIbHOTO paka joctoBepHO BbItie mpu HAK B
coueranun ¢ [ICX, yem npu HAK Ges IICX [16,
29]. bwuo nokasano, uro Y/ IXK saBmisgercsa adex-
TUBHBIM CPEJICTBOM TPO(MUIAKTUKUA KOJIOPEKTAIIb-
HOTO paka M XojaHruoxkapuwHoMsl mipu [1CX [29,
16]. A. Stiehl u coasr. [29] mokasasu, uro kKoMGuHA-
g Y/IXK 1 9HIOCKOIMMYeCcKON IujiaTau sKej-
YHBIX MPOTOKOB CIIOCOOCTBYET CHVZKEHUIO PUCKA
XOJIAHTHOKAPIIMHOMBI 710 2,8 %. OTcyTcTBue Tepa-
mun Y IXK — He3aBUCUMBIN IPeIUKTOP PAa3BUTUS
XOJIAaHTMOKAPIIMHOMBI, TOT/la KaK HazHaueHue
YAXK noctoBepHO CHUKAET PUCK ITON OIMyXOJTH
[8]. duurenbras tepanus YJIXK (6omee 6 jer)
YMEHbBIIAET PUCK XOJAHTUOKAPIIMHOMBI, MPUYEM
PHCK CHIKACTCS B COOTBETCTBUU C TTPOIOJIKUTEIb-
nocteio jevyenus [23]. [Ipuem Y/IXK B no3e 8—10
MT /KT B T€UEHHE TPEX JIET COKPAIAET YacTOTy pe-

IIUJIMBOB aJICHOMATO3HBIX MTOJIUTIOB TOJICTON KHUIII-
ki Ha 12 % ¥ 4YacTOTy BBISIBJICHMS BbIPAsKEHHOI
mucriasun — na 39 % [1].

OtleHKa pe3yabTaTOB UCCACTOBAHUN, TTPOBEIEH-
HbIX B [epMmanuu, B Kotopbix Gosbhbie [ICX Haxo-
JIAJICH TIO/ HaOJTIO/IEHNEM B TedeHue 8 JIeT, moKasa-
JIa, 4TO TIPY COYETAHHOM TIPUMEHEHUN SH/IOCKOTIH-
YEeCKOU /IUJIaTalluu JKeJTYHBIX TTPOTOKOB U Tepariu
YJIXK ormeyaroTcs CTaTHUCTUYECKU JOCTOBEPHOE
YBEJIMYEHIE TPOAOJIKUTETBHOCTH KU3HU OOJBHBIX
6e3 TpaHCIIJIAHTAIUH TIEYCHU.

YuuTeiBasg HemocTaTouHyI0 9PHEKTUBHOCTD CHC-
TEeMHBIX KopTuKocTeponoB 1pu [1CX, a TakKe BbI-
COKYIO BEPOSITHOCTH OCTEOIIOPO3a y HAIero 60JIbHO-
TO TIPU HAJTMYUU CTEATOPEU, MBI PEIITUITH HA3HAYNTD
emy Oyneconnn («Bynenobanbks ). [To moBomy ad-
(bextBHOCTH 3TOTO Tperapara B Jedernn [1CX
[IPOBEJIEHbl HECKOJIBKO IUJIOTHBIX HMCCJIEI0BAHUI.
Hampumep, P. Angulo un coasrt. [2] obciemoBam
21 6oproro ¢ IICX. Onu mosyyanu GyaecOHU/T
9 mr/cyT B Teuenue roza. JlocToBepHO CHUKAIOTCS
mesnounada ¢ocedataza u ACT. Bakro, uto apdext
Oy/IeCOHU/IA COXPAHSJICS B TEYCHHE TPEX MECSIIEB
1ocJie OTMEHBI TIperapaTa.

PesysbraThl MOBTOPHOIT OMONICHU TIeYeHU (OJIb-
moro B. (2005 rom): 0TCyTCTBUE TIPOTPECCUPOBAHS
IICX, a unduabTpaIus BOKPYT KEJTIHBIX TPOTO-
KOB Jla’Ke yMeHbIIMiach. B Teuenue mnocsiennux
Tpex JieT y 6osbHOro B. He 66110 obocTpenuii HAK,
B HACTOsIIIIee BPeMsl Y HErO HET JKEJITYXU U 3y/1a, HO
coxpaHsgeTcs CHUKEHUE TioKasaTesel (exaTbHON
ajacTasbl-1, COOTBETCTBYIONIEE JIETKON TTaHKPeaTn-
YecKoil HellocTaToOvHOCTH. brnoxummdeckne moka-
3atesm B Havasie 2009 roza: mesounas gocdaraza —
1,5—3 HOpPMBI, Y-TIIOTAMUJITPAHCIIENTH/IA3A —
2,5—3 ropmbl, AJIT — 10 1,5 HOpMBI, GUIUPYOUH —
HOpMa.

BonbHOIT BHECEH B TUCT OKUIAHUS TPAHCILTAHTA-
IIUU TTIeYEeHN.

BoiBoibI

Heo6xoaumo TiaTeabHo 06caIes0BaTh POACTBEH-
HUKOB 1epBoii tuann 601pHbIX [ICX, ocobenHo Mo-
HO3BUTOTHBIX OJI3HEI0B. TOJBKO CBOEBPEMEHHOE
ycranossietue auartosa [ICX oxromy us 6imsHe-
1I0B [IO3BOJIJIO KOHTPOJIUPOBATh 3a00/I€BaHUE B TE-
YeHre BOCbMHU JIET.

Bossparmasics k sturpacdy «Besikoe 370, koTopoe
MOKHO TIPEIBUJIETh, OYEHb TPYHAHO TIPEIOTBpPA-
THUTb», XOTEJIOCH ObI 100aBUTh: <V BCe-Taku HYKHO
po6OBaTH .
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H.B. I'y6eprpirg

IToegHAHHA HEPBUHHOI'O CKJIEPOIYIOYOI'O XOJIAHTITY
Ta HECTIEITN(PIYHOTI'O BUPA3ZKOBOT'O KOJITY

Y IBOX OJTHOSAUIIEBUX OJIU3HIOKIB

VY c1arTi pO3IVIAHYTO OCHOBHI TiIIOTE3U ITATOI'E€HE3Y IIEPBUHHOIO CKIEPO3yIodoro xonaurity (ITCX): rinoresn
I'€HETUYHOI CXWIBHOCTI, aBTOIMYHHOI IIATOJIOT], 3aIIa/IbHOI PEAKIIil 3 GOKY KOBUHUX IIPOTOKIB, XOJIAHT1OMNATilL.
ABTOD IPEACTABWIA KIIHIYHE CIIOCTEPEKCHHA MOHO3UT'OTHUX OJIM3HIOKIB, sIKi XBOPiIK Ha [ICX y MoeIHAHHI 3
Hecrenu@ivyHuM BUpaskoBuM KonitoM (HBK). ¥V nieporo 6s1m3Hioka 6yB Tspkkyi I1CX i sterkuii nepebir HBK;
BiH IOMEP 4Yepe3 OAKTEPiAIbHI YCKIAAHEHHS XOIAHTITY. Y APYroro OJIM3HIOKA — HariieHTa B. — 6y/1a 3BOpOTHS
cutyauis: Tsprkui nepedir HBK, a ITCX aiarHOCTOBAHO TUIBKU 34 PE3y/IBraTamMy 6i0XiMidHOTI'O JOCIDKEHHS KPO-
Bi. TUIBKH-HO 6yJ10 BUSIBJIICHO OiOXiMiUHI MapKEPH XOIECTA3Y, XBOPOMY B. MpHU3HAUWIN «YPCO]aIbK» i «ByaeHO-
dasnbk> (2001). Kpim TOrO, BiH Bi)X1BaB «Canodanbk» K 6a3ucHy Teparito HBK. 3a gaHuMu noBTOpHOTL 6i011Cit
reyinky (2005): IICX He nporpecysas. Huni (2009) 36epiratoTbCsl MiHiMa/IbHI 6iOXiMiUHi BUSBU XOJIECTA3Y.
OTxe, NOTPIOHO OOCTEXYBATU POANYIB ITepIoi 1iHii XBopyux Ha [TCX. ITpu3HauyeHE BUACHO JIIKYBAHHS B JICSIKIX
BUIIA/IKAX JJA€ 3MOI'y KOHTPOJIIOBATH IIEPEOIr XBOPOOU.
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KJITHIYHUH BUITAZTOK

N.B. Gubergrits

Combination of primary sclerosing cholangitis
with nonspecific ulcerative colitis

in twins monozygotic

The article presents discussion of basic hypotheses of pathogenesis of primary sclerosing cholangitis (PSC):
genetically conditioned pathology, autoimmune pathology, result of inflammatory reaction in bile ducts, cholan-
giopathy. The author presents a clinical case of monozygotic twins with association of PSC and non-specific
ulcerative colitis (NUC). The first twin had a severe course of PSC and mild course of NUC; he died due to bacte-
rial complications of cholangitis. The second twin — patient B — had an opposite situation: severe course of NUC,
while PSC was suspected only after determination of cholestasis biochemical markers. As soon as cholestasis was
revealed, patients B was treated with Ursofalk and Budenofalk (2001). He received Salofalk as a remedy of basic
therapy for NUC. Repeated liver biopsy (2005) showed no progression of PSC, but there were present minimal
biochemical signs of cholestasis (2009). So, it is necessary to investigate the first degree relatives of patients with
PSC. The timely administered treatment in some cases gives the possibility of the control of the disease course.
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