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Abstract. This article focuses on the characteristics and clinical diagnosis of primary biliary cirrhosis with a demonstration
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H €CMOTPsi Ha TO YTO NMEPBUYHLIA BUNMAPHbLIN
umnppos (MBLL) BcTpevaeTcst He CTonb YacTo, 3TO
3aboneBaHue NpogomKaeT NpMBrekaTb BHYMaHWe racTpo-
3HTEPOIIOroB U renaTtonoroB Ha NPOTSHKEHNE AECATUNETUN.
MBL npeacraensieT coboin BocnanuTensHoe 3abonesaHne
MEXO0MNbKOBbIX U CenTarnbHbIX XeNMYHbIX NPOTOKOB ayTo-
UMMYHHOW NPUPOAbI, MPY KOTOPOM MOCTENEHHO pa3pyLua-
H0TCA BHYTPUMEYEHOYHbIE XENMYHbIE MPOTOKN, YTO BEAET K
OYKTOMEHUM 1 NEPCUCTUPYHOLLIEMY XOrecTady C pa3BUTUEM
B TEPMWHANbHOM CTaanM NEYEHOYHON HeJOCTaTO4YHOCTM.
TepmuH MNBL, He coBceM TOYEH, TaK Kak OTpaXkaeT xapak-
Tep U3MEHEHWU NEYEHN NULLIb B 3aKINIOYUTENBHOW CTaanm
3aboneBaHus. [na ob6o3HavyeHuss paHHen ctagum MNbL
060CHOBaHO NPUMEHSATb TEPMUH «XPOHUYECKUIA [ECTPYK-
TUBHbIA HETHOMHBIN XONaHIUT» UM «BHYTPUMNEYEHOYHbIN
HErHOWMHbIV AECTPYKTUBHBIN XONaHMUT».

XapakTtepHoi ocobeHHocTbto NBL siBnsieTcs ero cove-
TaHue C Pa3nMyHbIMM ayTOUMMYHHbIMY 3aboneBaHnaMu 1
cvHapomamu [cuHapom LLerpeHa, peBmaTomaHbIn apTpuT,
cknepogepmusi, 6onesHb PeliHo, TupeonanTt XalmmoTo,
rMNoTMpPeOn3, M1acTeHuns, Lenvakms, 6onesHn koxm (nno-
CKWIA NULan, AMCKoMaHasA KpacHas BorvaHka, nysbipyaTka,
CREST-cuHapom 1 ap.)], a Takke NoYTu yHUKarnbHas KoM-
GuHaUNst OCNOXHEHWNI, 06YCNOBNEHHbBIX XONECTa30M.

Xota atnonorusg MBL, kak n apyrmx ayTOMMMYHHbIX
3aboneBaHun nevyeHn n BooOGLLE BCEX ayTOMMMYHHbIX
6onesHen, 0O CMX MOP A0 KOHUA He usyyeHa, GonbLUnH-
CTBOM aBTOpOB B Ka4yeCcTBe BeAyLlel ponv B natoreHese
3aborneBaHVs NPU3HAKOTCA reHeTnyYeckasa npeapacnosno-
YKEHHOCTb 1 pa3BUTVE MMMYHOMNATONOMMYECKMX MPOLIECCOB.
TpurrepHbiMn hakTopamu, NPOBOLMPYHOLLMMU BO3HUKHO-
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BeHue [NBL, no MHeHUO psga uccnegosaTenen, cnyxar
OakTepuanbHble, BUPYCHble (renaTtoTponHble) 1 Apyrue
areHTbl, KOTOPbIE CBA3bIBAIOT C MONEKYAPHON (AMUTOMHOMN)
Mummkpumeli [1]. PDC-E2 — OCHOBHOWM aHTUMUTOXOHAPW-
arnbHbIN ayToaHTUreH OpraHM3ma YernoBeka, KOTOpbIN Npu-
CYTCTBYET Y pa3nu4HbiX OMONOrMYeckux BUA0B, UMEIOLLMN
HanmbonbLUy CTeneHb cXxoacTBa ¢ MUKPOOHbIMM PDC
(E. coli, Helicobacter pylori, Mycobacterium, Chlamydia
pneumoniae, UMTOMEranoBUpPYyCHON MHGEKUNEN 1 ap.)
[2]. YacToTa BbIABNEHUS MapkepoB BUPYCHOrO renaTtuta
B wn Cy 6onbHbIx MBL, No AaHHbIM pasnnyHbIX aBTOPOB,
konebnetcsa ot 4 go 17% (no gaHHbIM nabopartopun
KnuHuyeckon ummyHonorum UHUNI — 17,5%). B psge
KIIMHUYECKMX UCCNENOBaHN NPOAEMOHCTPUPOBAHO, YTO
OTAEeNbHbIE XMMUYECKMe/KCeHOBNOTNYECKNE COeaNHEHNS,
4YacTo BCTpeYaloLLmMecs B MOBCEAHEBHOW XN3HW B MULLEBbLIX
npunpaeax 1 KOCMETUKeE, MyYLle Pacrno3HaTCs UMMYHHON
cuctemon y 6onbHbIx MBLL n MoryT cTumynupoBaTtb aHTU-
MuUTOXOHApuanbHble aHtutena (AMA). Vicnonb3oBaHue
KOCMETUKM, BO3MOXHO, YaCTUYHO O0ObACHAET OonbLuyio
npegpacnonoxeHHocTb K MBL, »xeHwwuH [3, 4]. He nc-
KIoYaeTca Takke porb 3HOOKPUHHBIX (DAKTOPOB B pas-
BUTUM 3aboneBaHus. M3BecTHO, 4YTO 3aboneBaHne valle
pa3BMBaETCS Y XEHLUUH B KNMMaKTEPUYECKOM Neprnoae 1
pexe — BO BpeMsi 6epemMeHHOCTU.
PacnpocTpaHeHHOCTb 3aboneBaHust B HacTosllee
BpeMS CTaHOBUTCS BeCbMa 3HAYUTENbHON M BapbupyeT
B pasHblX pernmoHax, koneodnscb ot 40 go 400 Ha mun-
nMoH [5, 6, 7], NnpuyemM B Cenbckon MecTHocTn — 3,5, a
B MHOYCTpManeHO pasBuTbix obnactax — 14,5 cnyyaes
Ha 100 Tbic. HaceneHus (Jorge D., Leuschner U., 1994).
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YBenuyeHve 3aboneBaeMocTy B NOCrneaHve rofpbl, Bepo-
ATHO, CBA3aHO C MNOBbILLIEHMEM OCBEAOMITEHHOCTH Bpayen
o MNBL, ynyyweHnem AnarHoCcTvku, onpeaeneHnemM aHTu-
MUTOXOHApPUanbHbIX aHTuTen (AMA) Ha paHHUX CTagmsax
3abonesaHus. [epBnYHbIN GnMapHbI LMppo3 Hanbonee
pacnpocTtpaHeH B CeBepHol EBpone. B cTpykType mupo-
BOW CMEPTHOCTU OT BCEX LMppo30B nedeHn gong MbL
coctaBnget noytn 2%.

MBL] 3HauMTenbHO Yalle BCTpeyaeTcs y Onukamwmnx
POACTBEHHMKOB, YeM B obuier nonynaummn. Mmetotcs oT-
AenbHble coo0LeHns 0 cemenHbix cny4dasx MbBL, (y 6nus-
HeLoB, bpaTbeB, cecTep, poguTene), Npy 3ToM Havbonee
YacTo nofobHas cBA3b NPUCYTCTBYET B Napax MaTb—a04b
n cectpa—cectpa) [8]. B otnnume ot 6onbLUMHCTBA APYrnx
ayTOMMMYHHbIX 3aboneBaHuii, NepBUYHbIA BMIMapHbIN
LMpPO3 He CBSA3aH C KakMMu-nvbo annensimu rnaeBHOro
Komnriekca ructocosmectumoctn [9]. Kpome Toro, 3a uc-
KINOYEeHNEM MOBbLILLEHHON YacToTbl NonMMopduama reHa
peuenTopa K BuTaMuHy D, Apyrux reHeTu4ecknx chakTtopos,
CBS13aHHbIX C MOBbLILLEHHOW YacTOTOW pasBUTUS NepPBUY-
HOro GunmMapHoro uMpposa, He BbisiBneHo [10, 11]. Mo
Heun3BeCTHbIM NpuynHam MNBL, 6onetoT NperMyLecTBEHHO
XKEHLLMHbI CpedHero Bo3pacta He3aBUMCUMO OT pacoBOW
npuHagnexHocTu, Ho bonbLue Bcero 3abonesaHve pacnpo-
CTPaHEHO CPEeAM XEHLLVH €BPONECKOro MPONCXOXOEHWS,
a Takke HapopoB KaBkasa. CooTHoleHve 3aboneBae-
MOCTW Y XEHLLMH U MYX4MH cocTaenseT 8:1 (No AaHHbIM
HekoTopbix aBTopoB 10:1), YTO NOATBEPXKAAET 3HAYEHMNE
HapyLeHuin X-xpoMocomsbl B pa3suTtum MBL,. OTme4veHo,
41O y XeHLuH ¢ MNBL, yacTtoTta BCTpeyaeMocT MOHOCOMMM
no X-xpomocome B nepndepnyeckmx fnerkoumtax 3Haqu-
TEMNbHO BbILLIE MO CPABHEHMIO CO 300POBbLIMY XEHLLMHAMM
TOW Xe Bo3pacTHon kateropun [12, 13].

KnuHunyeckasa cumntomatmka MNBL noeHTuyHa y
MY>XUYUH U XeHLMH. CoyeTaHHble ayTOMMMYHHbIEe pac-
CTPOWCTBA Y >XEHLLWH, ECTECTBEHHO, BCTPEYaloTCH Yalle,
4YeM y MyXX4rH. HacTtoTa MHCYNMHO3aBMCMMOrO CaxapHOro
avabeTa y MyX4MH BblLLE, YeM Y XeHLUMH. Pa3Butme xo-
NaHrMoKapLMHOMbI, KOTOPYHO CriefyeT OTHOCUTL K MO3AHVM
ocroxHeHuam lMBLl, 3HaunTenbHO Yalle BCTpevaeTcs y
MY>KYUH, YEM Y XeHLMH [14]. Y MY>XYMH Ha HayvanbHbIX
cTtagusax bonesHu natonornvyeckas NMUrMeHTauns KOXu
BCTpeyaeTcst MeHee YacTo (Mogpimosa C.[., 1998).

BnepBble 6onesHb y NaLMeHTOB C XXeNTyXon U KcaH-
ToMamu onucanu ApgaucoH (T. Addison) n Fann (W. Gull)
B 1851 r. TepmuH MNBL npegnoxumnun ApeHc n coasT. B
1950 r. B panbHerwem npu BBeAEHUN BUOXUMUYECKMX
nccnegoBaHnn B noscegHeBHy npaktuky MBL ctanu
AVarHoCTnpoBaThb y O0MNbHbIX 6e3 XenTyxu.

B 60-x rogax npoLusioro Beka ¢ NoMOLLbIO UMMYHO-
dnoopecLeHLmn Obinm 06HapyXeHbl cneundunyHble Ans
MBL, Mm1TOXOHOPMAanbHbIE aHTUTENa, He ABNALLMEecs op-
raHo- unv BugocneundunyHbIMK. B 310 e Bpems Bnepsble
onucaHa rucronoruyeckast kaptmHa nedenu npu MNbBLL, a
AeneHne Ha cTagum NpeasioXkeHo nosgHee.

B 70-x rogax Obinn BbIsIBNEHbI MHOMME ayTOMMMYH-
Hble HapylleHusi, cBsaAzaHHble ¢ MNBL. B 80-x rogax Obin
onpegeneH cybcTpart Ans aHTUMUTOXOHAPWATbHBIX aHTU-
Ten (AMA) — ceMencTBO 2-OKCOKUCIOTOAEMNMAPOreHasHbIX
hbepMeHTOB, pacnonoXeHHbIX Ha BHYTPEHHEN MeMbpaHe
MUTOXOHAPWNA. [Npun BbiaeneHnn atnx cybectpaTo Obin pas-
paboTtaH 6onee cneunUYHbIN 1 YyBCTBUTENbHBIA METOS,
onpeaenexHna AMA ¢ ncnonb3oBaHnem UMmyHodep-
MEHTHOro aHanusa unm ummyHobnottuHra. AMA onpege-
nstotea y 95% 6onbHbix MBL,. OyeHb pegko oHW MoryT
BCTPETUTLCH B APYIMUX Criydasix, onucaHbl Y HebomnbLoro
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yucrna 6onbHbIX C ayTOMMMYHHbIM renatutom. AMA He
CBS13aHbl C KakuM-nnbo ApYrm OCTPbIM UM XPOHNYECKUM
XOrnecTaTMyYecknm nopaKeHneM.

CyuiecTByeT Heckonbko Tunos AMA, accounnpoBan-
HbIX C pas3nunyHbIMK cocTosiHuaMmn (M2, M3, M4, M5, M8,
M9). Ona MBLU cneunduyHo obHapyxeHne AMA M2,
KOTOpble HanpaeneHbl HENMOCPEACTBEHHO NPOTUB aHTure-
HOB, PaCMOIOXXEHHbIX HA BHYTPEHHEW CTOPOHE MeMbpaHbI
MUTOXOHAPWI B BUAE Komnnekca hepmeHToB (E2 — cyOb-
eavHuLa NpyBaTAEernaporeHa3Horo KoMmnrekca).

AHTUHYKNeapHble aHTuTena (ANA) obHapyxumBatoTcs
y nonoBuHbl 6onbHbIX MBLl. Bonee 4YetTBepTn GONbHLIX
MBL nmetoT aHTUTENa K Genkam siAepHOn 06ONOYKM.
Hanbonee 4acTto pacnosHaetcs aHTureH gp210. Pexe
obHapyxuBatTcs aHTutena kK LBR — wuHTerpansHomy
6enky BHyTpeHHen saepHon meMmbpaHbl. CneumdnyHOCTb
aHtuten Kk gp210 n LBR gnga gnarHoctukm MNBLL cocTasnser
6onee 99%.

Y 50—60% 6onbHbIX 3aboneBaHne Ha HavarbHbIX
aTanax nporekaetr 6eCCUMMNTOMHO, HAYMHAETCHA HE3aMeT-
HO, CNOABOIb, TEYEHUE Er0 HEPEAKO CKPbITO NO4 MaCKON
apyrmx 6onesHen [15]. Yacto MBL, gnarHoctupyetca no
N3MEHEHHbIM BUOXMMUNYECKMM aHanM3am KpoBU, KOTOPbIE
BbIMOMHSAIOT MO NPUYNHAM, He CBSI3aHHbIM C 3aboneBaHvem
neyeHun, noeblleHne uudp mMapkepoB xonecTtasa [Lie-
noyHonm dpocharasbl, ramma-rnrTaMmunTpaHcnenTnaassl
(FTTM)] Ha doHe HopMarnbHbIX UM YMEPEHHO MOBbI-
LUEHHbIX 3Ha4YeHN TpaHcaMrHas. bunupybuH cbIBOPOTKM
MOBbILLIAETCHA NO3XKE M UMdpPbl €ro MeANeHHO HapacTalT
[14]. NMpw yrny6neHHom o6cnegoBaHum BuisiBnsaoTcs AMA
B TUTpe 1:40 n BbiLwe, runepdoccartasemus [15], B buonTa-
Tax neyeHn obHapyXMBaKTCA U3MEHEHWS, XapaKTepHbIe
ana M.

HavanbHbIMM Npu3Hakamu GoNesHn MoryT CIyXuTb
Takme Hecrneundunyeckme CUMNTOMBI, Kak TsKecTb, 6onb
B obnacTtu npaBoro nogpebepbs, KoTopasi IPUCYTCTBYET y
10% naumneHTOB [16]. B psge cnyyaes Habnogaercs nu-
Xxopagka; nosbiweHne COQJ; bonb B cycTaBax v MbilULAX,
a TakKe AMCNENTUYECKUIA, KOXKHbIA CUHOPOMbI, BaCKyIuT,
cknepogepmusi. Hambonee paHHWUA K YacTbld NPU3HaK
MBbL, — cnabocTtb [17, 18]. MNosienenne 3yna (B 20—70%
cny4aeB) [19], Kak NpaBUIIo, ONEPEXAET XENTyXy Ha Me-
CALBI UKW TOAbI, HE KOppPEenupyeT co ctagnen 3abonesa-
HKs. 3ya MOXET ObITb NTOKaNM30BaHHbIM (Ha Kakux-nmbo
y4yacTkax Tena) unm obwmum (no scemy teny). OH 06bI4HO
bonee BblpaXXeH B HOYHOE BPEMSI U YaCTO yCUNMBAETCA
NPV COMPUKOCHOBEHMU C LUEPCTbIO U APYIMMU TKaHSIMMU,
a Takke B Tenne, nocrne NpUHSATUS ropsyero aylia, He
yMeHbLUaeTcsa npu pacyecbiBaHun. 3ya MOXET NpuBo-
OVTb K XPOHNYECKOMY HapyLLEHWIO CHA, K 3HAYNTENbHOMY
CHWKEHUIO KavyeCTBa >XU3HWU, pacCMaTpuBaEeTCs Kak OgHO
13 NoKasaHui K TpaHcnnaHTauum nedeHn. MNpuymHel 3yaa
HEeW3BECTHbI, OAHAKO BaXXKHYH POrb B €r0 pa3BuUTMn MOryT
urpaTtb 3HAOreHHbIE onvounabl. B nonb3y aHAOreHHbIX onu-
OUJOB B KA4eCTBE ATMONOrMYECKoro paktopa B pa3Butim
3yJa yKa3biBaeT MOBbILLEHNE YPOBHS ONMOMA0B B NnasmMe
npu xonecTase, HO 3yA He KOPPENMPYET C yPOBHEM OMUOU-
0B (MeTKkedanuHa n aHkedanvHa) B nname. lNossnexne
XenTyxu 06bI4HO CBMOETENBCTBYET O MPOrpPeCcCUpoBaHnm
3aboneBaHus. Y psga 60MbHbIX B TeYeHNe AnuTenbHOro
BpEeMEHM pa3BmBanach fuLlb nerkas XenTyLHOCTb CKrep
0e3 okpalwmBaHusa KoxHbIx nokposoB (MogbimoBa C.[.
n ap.). Ffenatomeranusi (06bIMHO HE3HAUMTENbHAST) BbISBIISA-
etca y 6onbLumHcTBa OoMbHbIX Yepes 6 Mec — 2 roga nocne
nosienexHns 3yna. CnneHomeranusa HabnogaeTcs meHee
YeM Yy MOrOBUHbI BOSMBHbIX, HE COYETAETCS C ABNEHUSIMU
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runepcnneHnsma. XapaktepHorn ocobeHHocTbto MBL
ABMSETCA M3MEHEHNe MoKa3aTenen NUnMaHoro crnekrpa
(rMnepxonectepMHeMUs 3a CHET yBenu4YeHus pakumn
docdonmnugos (PJ1) Beicokor nnotHocTw (I JINBIM) n
dochonmMnuaos NUMNONPOTENAOB HMU3KOWM NNoTHOCTU (D1
JIMHM) (no pesynbraTaM COBMECTHOIO MUCCreaoBaHUs
OTAEenNeHnst XxpoHn4yecknx 3abonesanuii nedeHn LLIHAAT n
LleHTpa npodmnakTnyeckon MeguumnHebl).

KcaHTenaambl Ha paHHUX CTagusax OnpenenstTcs
y 20—30% 6onbHbIX. VX obGpasoBaHme NpsmMo 3aBUCUT
OT YPOBHS MU ONUTENBHOCTU TMNEPXONecTepPUHEMUN.
BHeneyeHo4Hble 3HaKM (MeYeHOYHblEe NagoHW, Ccocyau-
CTble 3BE3[104KM) UMEIOTCS NULLb Y OTAENbHbIX OONbHbIX.
Y GonblmnHcTBa HabnoaaBLKMXCA MYXXYUH BbIABASNN
rmHekomacTtuo. ObpallaeTt Ha cebsi BHMMaHWe CyxoCTb
N MUTMEHTaLMsi KOXHbIX MOKPOBOB, Cnefbl pacyecos,
rmnepkepaTos KoXu (B OCHOBHOM HWKHUX KOHEYHOCTEN),
Hanm4yre KcaHTenasm Ha Bekax (O4eHb peKo Ha NagoHsAX
1 NOKTEBbIX Ccrnbax).

MBL, kak npaBnno, coyeTaeTcsa ¢ APYrMMn XPOHU-
Yyecknmm 3aboneBaHUAMM, NPENMYLLECTBEHHO ayTo-
MMMYHHOW Npupoabl: CKIepoaepM1ent, peBMaTtonaHbIM
apTpuToM, TUpeonanTom XalwrmoTOo, MUacTeHuen,
Lenvakuew B3pocrbIx, NONepeyHbiM MuenuTom. Ha paH-
HUX CTagusX AeMUHepanuaaumnsa KoCcTen NposBnsieTcs
6onbio B nosicHuue, pebpax, cycrtaBax. pu npoeege-
HUK axorpadun, cunHTUrpadumn, gonnneporpadun,
330cparoractpoayoAeHOCKONUN y TPeTU BONbHBIX yxe
Ha MOMEHT nepBoro obpalleHus K Bpady BbISBSIOTCA
Npu3HaKky NopTanbHON rMNepTeH3nn: paclunpeHne ce-
Ne3€HOYHON N BOPOTHOW BEH, BAPMKO3HOE pacluupeHne
BEH nuLeBoja.

PassepHyTble cTtagum MNBL, xapaktepusytoTcsa npo-
rpeccupyrowmm yxygleHneM COCTOAHUS OONbHbIX,
HapacTaHWeM XenTyxu, MHOrAa MOBbILEHNEM Temnepa-
Typbl A0 cy6debpunbHbIX, a 3aTeM GPebpunbHbIX LUdp,
ncTolleHnemM (BNnoTb A0 Kaxekcun) 3a CYET MpOoLLEeCcCoB
Manbabcopbumn. 3ya KOXW B TEPMUHANbHOW CTaguun
6onesHun y psga 6onbHbIX ocnabeBaeT, a npu nporpeccu-
pytoLelnt Ne4eHOYHO-KNETOYHOW HEAOCTAaTOYHOCTU MOXET
NOTHOCTBI UCHE3HYTh.

C nporpeccupoBaHuem xonectasa HabnwogatTtcs
cTeaTtopes, OCTeoNnopo3, a 3aTeM ocTeoMansuus, Kce-
podTanbMus 1 remopparmyeckuii cuHapom. Mossnstores
XPYMKOCTb TEN MO3BOHKOB, KM(O3bl 1 NaTonormyeckme
nepenomsbl. Pa3BmBatoTcsa Unu HapacTarlT NpU3Haku nop-
TanbHoOW runepteH3un. JekomneHcauma NbL, Hepenko
ObIBaeT CNpoBOLMPOBaHa KPOBOTEYEHNEM U3 BaPUKO3HO
paclmpeHHbix BeH nuwesoaa (BPBIT), nHdekunen mnm
OCIOXHEHNAMU BunuapHoro UmMpposa. BoamoxHo Takke
06pa3oBaHne KaMHEN B XEN4YHOM Ny3bipe.

K onarHoctuyeckum kputepuam MBL, otHocaT [14]:

1. VIHTEHCUBHbIV KOXHbIN 3yA, KNMHUYeckoe nogo3pe-
HME Ha OCHOBAHWWN HaNU4ns BHENEYEHOYHbIX MPOSIBIEHUN
(cyxor cuHapom, peBMaTouaHbIVi apTpUT U Ap.).

2. MNoBblWeHne ypoBHS hepMeHTOB XofnecTasa.

3. HopmarnbHble BHENEYEHOYHbIE XeNMYHbIe XOAbl Mpu
Y3W.

4. O6HapyXeHne aHTUMUTOXOHAPUANbHbIX aHTUTEN B
TuTpe Bbiwe 1:40.

5. MNoBbiweHne ypoBHs IgM B CbIBOPOTKE KPOBW.

6. XapakTepHble n3MeHeHnsi B buontaTe nevyeHu.

OwarHo3s MNBL, ctaBaT npu Hanu4mm 4-ro n 6-ro Kpute-
pueB nnnm 3—4 ykasaHHbIX MPU3HAKOB.

EctectBeHHOoe TeyeHue [BL Henpeackasyemo
(mabn. 1).
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Ta6nuuya 1

Ctapguu MNBL npu ectecTBEHHOM TeYeHUM 3aboneBaHUsA
(Matep K., 1999)

[MpogomkuTensHOCTb
cTaguu
HewusBecTHa (kak MUHK-

MyMm oT 2 go 10 ner)

Cragusa MNbLY,

1. JoknuHuyeckas (HopMarnbHble na-
H6opaTopHble nokasaTenu, Hanmune
AMA B AMarHoCTU4eCcKkoMm TUTPE)

2. BeccumnToMHas (MU3MEHEHHblE
nabopatopHble nokasaTenu)

HeonpeneneHHas

Y HEKOTOPbIX BOMNbHBIX,
y Apyrmx — ot 2 Ao

20 net

Ot 3 no 11 net

3. CumntomaTumyeckas (M3MeHeH-
Hble nabopaTtopHble nokasarenu n
KMUHUYECKNE NPU3HAKN NOpaXeHNs
neyveHun)

4. TepmuHanbHas (nporpeccupyto-
Las nevyeHo4Has HeOCTaTOYHOCTb
1 nopTanbHas rmnepTeH3uns)

0—2 roga

OTganeHHbI MPorHo3 neccumucTnyeH (mabn. 2). Y
©0rbHbIX C 6ECCUMMTOMHBIM TEYEHNEM 3a00NEBAHUS OH HE
OTNINYAETCS OT TAKOBOTO Y 340POBbIX. [poAoImKUTENBHOCTD
KM3HM BOMbHbIX C 6ECCUMMNTOMHBIM TEYEHMEM COCTaBNsAET
15—20 net n 6onee [20]. C nosABNEHNEM KIMHUYECKMX
NPOSIBIIEHUI NPOrHO3 yXyALLaeTcs.

Ta6nuuya 2
MporHo3 6onbHbIXx MNBL (S. Scherlock, 1985)
Copepxanue bunvpybuna, | Oxuaaemas NpogomkuTenb-
me/on HOCTb XW3HW, s1em
[o 3,0 8—13
2,1—6,0 2—7
Caeiwwe 6,0 MeHee 2

B kayecTBe unncTpaumm NpUBOAUM ONUCaHNE KIUHW-
yeckoro cny4as MNBL, y My>41Hbl NOXMUIoro Bo3pacra.

BonbHoW M., 62 roga, NocTynun B racCTPO3HTEPONorn-
yeckoe otaeneHue B Mae 2011 1. ¢ xanobamu Ha HEUHTEH-
CVBHbI KOXHBIN 3y, YCUNMBAOLLMIACA B HOYHOE BpEMS,
YMEHbLLALLMIACSA Mocrne ropsyero ayla, XenTyLHOCTb
KOXXHbIX MOKPOBOB, TEMHYH MOYY, TSXKECTb B MPaBOM NOA-
pebepbe nocne eabl, 06LLy0 cnabocTb, aNM30ANYECKN
npuMech KpoBM B Kare.

3abonen B ceHT6pe 2010 ., korga NOSABUINCS KOXHbIN
3y, KOTOpbIN BHa4arne 6bin anM3oanyeckM 1 He Bbi3biBan
cunbHoro GecnokorcTea y 6OMbLHOrO, NOCTENEHHOE MO-
TEMHEHME MO4M, Yepe3 HEKOTOPOE BPEMs CTan OTMevaTb
cnabocTb, HeJOMOraHue, MOBLILLEHHYK YTOMIIAEMOCTb,
«kak byaTo yBenuuumrcs B o6beme xmBoT». K Bpady He 06-
paLuancs. No3xe nosiBunacb MKTEPUYHOCTL CKIEP, KOTOPYHO
CTanu 3amMevaTtb POACTBEHHUKU, @ 3aTeM U UKTEPUYHOCTb
KOXHbIX MOKPOBOB. B 3TO Bpemsi oTMeyan nepvoamyecku
obecLBeyrBaHmWe Karna, KpOBOTOUMBOCTL AeceH. B nekabpe
2010 r. obcnenoBaricst B cTauvoHape ¢ AMarHO3oM: Lmp-
pO3 neyveHun, TOKCHMKO-anMMeHTapHOro reHesa, knacc A no
Yanneg—Ibto. CuHgpom umtonuaa. MNMopranebHas runepren-
3usi: cnneHomMeranusi. Bapukos BeH nuieBoaa 1-i cteneHu.
BununapHbin cnagx. MnepxonectepmHemMus.

M3 nepeHeceHHbIx 3a60neBaHnii: XpPOHNYECKUI NUENO-
HedpuT; B 1992 . rmgpoHedpo3 NeBoOr NOYKM, nnactmka
JIMC. Bropur4iHo-cMopLLEeHHas no4ka. BapukosHas 6onesHb
neBoW ronexu, pnedaktomus B 1992 r. [MnepToHnyeckas
6onesHb (HedporeHHasa?). UBC, HapyllieHne putma no
TUMY YaCTOWN CynpaBeHTPUKYNSIPHON SKCTPACUCTONNN.

HacnencTBeHHOCTb He oTsiroLleHa. BpeaHble npuBbIYKu:
He KypWuT, ankorosb ynoTpebnsin B MOnoaoCTM B YMEPEHHOM
KonuyecTse, B NocrneaHee BpeMs Mo npasgHyKam.
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OBBbEeKTMBHO: NPW NOCTYMMEHNN COCTOSHUE YAOBMET-
BoputenbHoe. Co3HaHne scHoe. [MnepcTeHn4eckoro
TEenoCIOXeHUsa, NoBbIWeHHoro nutaHna. MMT=31,5.
O6palwaet Ha cebs BHUMaHMe TeMHasa auddysHas
rMnepnurMeHTaumns KOXHbIX MOKPOBOB (B MpeablayLuyio
rocnMTanuaaumio NUrMeHTaumio Koxn 6onbHon obbsc-
HWN 3arapoM, He3adomnro A0 MOCTYNNEeHNs B CTauMoHap
otabixan B Ervnte). Koxa ytonwieHa, Ha nagoHsx u cTo-
nax; crefoB pacyecoB He BMAHO. CrimancTble 000MoYKM
UKTEpUYHble, 6e3 nurmeHTaumm. Cknepbl MKTEPUYHBIE.
Mepudepunyeckne numdaTtuyeckme ysnbl He yBenude-
Hbl. B neBor nonaTtoyHoli obnactu Gonblunx pa3mepoB
nvnoma (~12,0x10,0 cm). BblpaxkeHHast TpaHcdhopmaumst
BEH NpaBoW HIKHEN KoHeYHocTW. ManbmapHas apuTtema,
HorTeBble dhanaHry nanbueB Kucten 6negHble. Ha koxe
OOKOBbIX (hriaHKOB XMBOTa BM3yanmnampyloTcs He3Hauu-
TeNnbHO pacLuMpeHHble BeHbI. [IpaBOCTOPOHHAS naxoBasi
rpbbka. CO CTOPOHbI OpPraHoOB AbIXaHWs NaToNornyYecknx
N3MEHEHWI He BbiABMNEeHO. TOHbI cepaLa apuTMUYHBIE, MpK-
rnyLUeHbl, YacTble akcTpacucTtonbl. AL — 150/90 mm pT.CT,,
YCC — 78 B MyH. XKnMBOT npaBuribHOM hopMbl, YBENMUYEH
B pa3mepax 3a CYET MOAKOXXHOW KMeTyaTKu, y4yacTByeT B
aKTe AbIXaHus, He3Ha4MTenbHas 60Ne3HeHHOCTb B NPaBOM
noapebepbe. MNeyeHb no Kyprnoy 16x15x%13 cm, kpaii 3a-
KpyrneH. CeneseHka +2 cM Hke neBov pebepHon ayru.
Moua uBeTta TeMHOro nuea, CTyrn He HapyLLUEeH.

Mpwn obcnenoBanum (mabn. 3, 4, 5):

Tabnuya 3

[OnHamuKa nokasaTtenen nepudepuyeckon Kposu

Mokasatenn 12.2010r. |17.05.2011 .| 31.05.2011 1.
CO3, Mm/y 36—41 50 44
NeikounTsl, x10°%/n 3,3—3,8 2,8 3,1
OputpouuTsbl, x10'?/n| 3,36—3,33 3,79 3,61
[emornobuH, a/n 11,0 12,3 11,0
TpomGouuTbl,x10° 190—232 111 142
TiumcboumnTsl, % 39,1—29,9 32,3 27,8
MoHouuTbl, % 4,8 4,0 4.8
panynountsl, % 56,8-65,3 63,7 67,4

WMMyHHOrpamma:

UmmyHornobynud M — 3,45 r/n (pedepeHTHble
3HayeHus 0,40—2,3); ummyHoanobynuH G — 24 2/n
(pedbepeHTHbIE 3Ha4eHns 7,0—16,0).

MpoTtenHorpamma:

obwwmn 6enok — 77,9 r/n (Hopma 66,0—83,0);

anbobymuHbl — 45,8% (Hopma 53,1—65,5);

a,-rno6ynuH —9,7% (Hopma 2,3—4,6); a,-rmobynmH —
4,1% (Hopma 2,3—4,6); B-rmobynuH — 9,3% (Hopma
6,5—16,7); y-rmobynud — 31,1% (Hopma 11,6—18,6).
B obnactu y-rmobynvHoB oGHapyXeHa [OMNONHUTENbHas
dpakumsa (M-rpaguent) — 24,5%.

BbisiBneHbl aHTUMUTOXOHAPUaNbHbIe aHTUTena
B Tutpe 1:161,4 (ME/mn) (pedepeHTHble 3HayeHus
0—10).

Moykun: y BEpXHero nomntoca npaBoi NOYKN BU3yannau-
pyeTcst aHaxoreHHoe 0b6pa3oBaHne C HEPOBHLIMU KOHTY-
pamu, roMoreHHoe, pasmepamu 58x51 Mmm (kMcTa cuHyca),
psiAOM aHanormyHoe obpasoBaHue 23 MM B AMamMeTpe.

dubporactpogyoaeHoCKonms:

12.2010 r. — nuweBo cBOOOAHO NMPOXOAMM, CIu-
31cTasa He U3MEHeHa; NoA Kapauewn eguHMYHas paclum-
peHHas BeHa Ao 0,3 mm. KapgnanbHbI XKOM COMKHYT.
KapTtuHa gnddy3Horo noBepxHoCTHOro ractpuTa, HaTo-
wak cnusb. JlykoBrua 12-nepcTHOW KMLWKM pa3gpaxeHa.
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3aknoyeHre: BapMKO3HOE pacluMpeHmne BeH nuwesoaa
1- cTeneHu.

05.2011 . — aHAoOCKoMMYyeckas KapTuHa WOEHTUYHA;
BMI€OKONIOHOCKOMMS NIEBOCTOPOHHSASA: annapaT BBe4EH B
CpeaHIol TpeTb NonepeyHo-060404HON Kk, Busyanum-
3upytotes nonunsl 2,0 cM Ha HOXKe Ha 60 cm OT aHyca,
1,8 cM Ha Hoxke Ha 35 cm, 1,0 cM Ha LLMPOKOM OCHOBaHUU
Ha 20 cm. 3akntoyeHre: Nonunbl NEBON NOMOBUHbLI colon.
OcMOTpeH OHKONorom. PekomeH40BaHO: MONMMNIKTOMUS.

PeHTreHorpadmsa opraHoB rpygHON MONOCTW: nerkme
6e3 o4yaroBbiX UHPUNBETPATUBHbBIX U3MEHEHMUI. KopHK
CTpyKTypHble. CrHycbl cBOGOAHBIE. [paHMLbl cepaLa pac-
LWmMpeHbl. AopTa ynnoTHeHa.

Ha ocHoBaHuu xanob 60nbLHOro, UCTOPUN XKU3HW,
nctopun 3aboneBaHns, JaHHbIX OOBEKTMBHOIO OCMOTPA,
napaknuHMYecknx MeTO40B UCCMNeNOBaHUSA BbICTaBIEH
AVarHo3: nNepBuYHbIN GunuapHeln Luppos. MopTtanbHas
rMNepTeH3ns: BapyKO3HOE paclUMpeHne BeH MuLleBoa
1-n cteneHun. CuHapom runepcnneHnsma. >KenyHo-
KaMeHHasi 60ne3Hb. XpPOHMYECKNI KarnbKyne3HbI XO-
neumcTut BHe obocTpeHus. Monuno3 neBow NOnoBUHbI
TOJCTOrO KMLWEeYHMKa. HapylieHme putma no Tuny 4acTtom
CynpaBeHTPUKYNAPHOW aKcTpacucTonuu. HapyweHune
nposoaumocTu: BIMB JIHMI. MMnepToHuyeckas 6onesHb
1-n cTaguu, 2-n ctenexun, puck lll. Knctel npason noyku.
Jlnnoma cnuHebl.

JleyeHune: BHyTpMBEHHas MHQY3MOHHASA Tepanus:
rnioko3a 5%, peambepuH, npenapaTbl Kanvs, MarHus;
rentpan, epMeHTHble npenapartbl, HeCEeNekTUBHbIE
B-appeHobnokatopel, ¢ aekabps 2010 r. (nocne nepson
rocnvTanusaumMm ambynaTtopHO NpUHUMAaET ypCOAE30K-
cuxoneByto kucnoty B gose 750 mr/cyt (~10 mr/kr/cyT),
c uioHsa 2011 r. — 15 wmr/kr/cyT. Ha cdoHe Tepanum oT-
Me4aeTcsl NonoXxuTtenbHas AUHaMMKa CaMOYyBCTBUS.
YMeHbLNCca 3yA, HO HE3HAYUTENbHO; YMEHbLUUINCh
cnabocTtb, HegoMmoraHue. BonbHOM BbiNMcaH AOMOM C
pekoMeHAaLMAMN NOXN3HEHHOro Npuema npenapartos
ypcoaesokcuxoneson kucnotbl (YOK) B cyTouHOM Oose
12—15 wmr/kr/cyT (B 3 npvema, BO3MOXEH OOHOKPATHbIN
npuem CyTOYHOM [03bl BEYEPOM).

YOK B nedyeHun MNBLL ctana npumeHaTtsca ¢ 1985 r.
OHa npeacTtaBnsgeT cobon TPETUHHYIO XKENMYHYI0 KUCTIOTY,
KOTOpas MpUCYTCTBYET y YernoBeka B (p13NONormyeckmnx
ycnoBusix, coctaBnasa 2—5% cpeau Bcex XenyHbIX Kuc-
NOT. YnyJlleHne cocTosiHus Ha ¢oHe nedeHmsa YOK (no
nuTepaTypHbIM AaHHbIM) BoMblue Ha paHHUX CTaausXx,
yeMm Ha nos3gHux. MNMpumeHernne YOK Ha paHHMX cTagusax
MOXET 3aMeANUTb UNy NpeaoTBpaTMTb nepexos B 6ornee
TsKenyto ctagmio. [lockonbKy nepepbiB B Tepanuu nnm
ee MosHoe NnpekpaLleHne HeMMHYeMO BEAET K BO3HUKHO-
BEHWIO PeunanBOB, fie4eHne OOMKHO ObiTb NMOCTOSIHHBIM
B TeyeHune Bcen Xu3Hu. OnTumanbHbiMu ao3amun YK
cuutatotca 12—15 mr/kr/cyT; no3bl meHee 10 mr/kr/cyT —
CMVLLKOM HM3KME U HeJOoCTaTo4HO 3hdeKTBHbIE, A03bl,
npesbiwatome 20 Mr/kr/cyT He NMelT NPENMYLLECTB Mo
CpaBHEHUU C peKOMeHA0BaHHbIMM Ao3aMu. OnucaHbl Ha-
ontoaeHus nedvenns YOK Ha npoTtskeHun 6onee 20 net
6€e3 BO3HUKHOBEHMS NOOOYHbIX ahdekToB. MexaHuambl
pencteua YOK npu MNBL, octatoTcs 0o KOHUA He BbldC-
HeHHbIMU. [1pu nepopanbHom npueme YK okasbiBaeT
rmnepxonepeTnyeckuii aeKT, TOPpMO3UT BCacbiBaHNE
TOKCUYHBIX XXENYHbIX KUCMOT B TEPMUHANbHOM OTAENe noa-
B3[OLUHOW KULLKW, CTUMYNMPYET 9K30LMTO3 TOKCUYHbIX BE-
LLIeCTB 13 renaToLMTOB, NOBbILLAET rMAPOdUITBHOCTb Nyra
YKEMN4YHbIX KACIOT, CTabununsnpyet MeMmbpaHbl renaTtoLmToB,
HopManuayeT yHKUMM MeMBpaH, oka3blBaeT UMMYHOMO-
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Ta6nuua 4

OuHamuka 6MOXMMMYECKUX NOoKa3aTerien KpoBU

Mokasatenu 12.2010 . 17.05.2011 1. 30.05.2011 . 06.06.2011 1.
O6LWuii GUNMPYBUH, MKMOIL/1 55,0—49,0 64,0 64,0 58,0
Mpsimoit GUNUpPY6UH, MKMOsb/n 36,0—31,0 36,0 38,0 32,0
ANT, Eo/n 22,0—24,0 24,0 36,0 22,0
ACT, Eo/n 8,0—6,0 14,0 16,0 10,0
XonectepwH, MMosb/n 6,5—5,6 54 6,0 6,0
LLlenoyHas cdocdpatasa, Eo/n — 543,6
(Hopma 30—120)
rTn, Ed/n — 892,4
(Hopma fo 55)
DdubprHoreH A 2,8—24 3,3 2,8 3,0
dunbprHoreH B OTp. OTp. OTp. OTp.
nTn, % 105—100 85 89 94
o-gpeTonpoTenH 3,63 (0—5,5)
Ta6nuua 5
[vHamMuKka ynbsTpa3sByKOBOro UccriefoBaHus
OpraH 03.2010r. 12.2010 . 04.2011 . 05.2011 r.
MeyeHb 157 mm (+1,7)x93 mm | 158 mm (+1,8)x92 mm (2,2); 177 mm (+3,7)x90 MM | 159 Mm (+1,9)x90 Mm
(+2,3); BblpaxeHHbIN Bblpa)XX€HHbIV renaros (+2) (+2,0); renaTos, kpasi
renartos 3aKpyrneHbl
BopoTHas BeHa 11 Mm 12 Mm 15 Mm 12 Mm
CeneseHka 136x74 Mm 130x102 mm 14777 Mm 123x58 mm
CeneseHo4Hasi BeHa |8 MM 8 Mm 10,6 Mm 8 Mm

KenuHbii Ny3bipb 68x15 MM; CTEHKM

00 4 MM, Xnorbs, CUHOPOMY

©e3 aKyCTU4eCKoM TeHU

93x44 MM, «cnamK-

100x22 MM, CTEHKM
[0 5 MM, «cnamx-
CUHAPOMY

CokpalleH, CTEHKM Crionc-
Tble, MHOXXECTBO KOHKpe-
MEHTOB OT 3 10 7 MM

aynupyrollee aencrteme, nogasnset akenpeccuio HLA-1 n
HLA-2, ymeHbLuaeT akcnpeccuio abeppaHTHbix ICAM-1,
yrHetaet Bbipabotky UI-4, ctumynupyet BeipaboTky AJ1-2,
N®H-y, PHO-B, cTMMynupyeT akTMBHOCTb NMMMEOLIMTOB.
KnunHuyeckme HabnogeHns nokasanm, 4To 0CO6eHHO Bax-
Has porb NPUHAANEXMUT rMnepxonepeTnieckomy acpdekTy,
4YTO He UcknoyaeT MHoroobpasue aencteusa YOK. HoBble
BO3MOXHOCTM neveHus MNMBLL 6yayT B 3HaumMTensHom Mmepe
3aBWCETb OT BbISCHEHWS ATMOMNOMMI JAHHOTO 3aboneBaHus,
a rnoka NpOoAOoIMKaTCS MOMbITKA AMMNMPUYECKOTO NIE4YEHNS
C MCMONb30BaHNMEM MMMYHOCYNPECCHBHBIX Npenapartos,
aHTPUOPOTUYECKMX N aHTUXONECTaTUYEeCKUX CpeacTB.
B cny4ae HegocTaTovHON 3(PHEKTUBHOCTM MOHOTEPaNun
YOK npumeHsieTcs kombuHupoBaHHasa Tepanus: YOK
12—15 mr/kr/cyT + npegHm3onoH 10—15 mr/cyT unm + By-
3e30HuA 3 Mr 3 pasa B cyT, unu + azatmonpud 50—100 mr/
cyT, unun YOK + npegH30noH + a3zaTnonpuH; MmeToTpekcar
(MT) 5 mr 1 pa3 B Heg unn YOK 12—15 wmr/kr/cyT + MT
7,5 Mr B Hef. B nedyeHun 3yga B HacTosiLLee Bpems npu-
MEHSIIOT NeKapCTBEHHbIE Npenaparsl, BIusoLye Ha ooMeH
XKENYHbIX KUCIOT (XOTS KEN4YHble KUCIOThI yXXe He pac-
CMaTpu1BalOTCA B Ka4eCTBE OCHOBHOrO (haktopa KOXHOro
3yaa): XxonectMpamvH unu xonectunon, eHobapbuTan,
pudamMnmumH, METPOHMAA30M; CTepOMaHbIE MpenapaTbl;
a@HTaroHUCTbl ONMOWAbLIX PELLENTOPOB: HaNOKCOH, Ham-
TPEKCOH, aHTaroHUcTbl 5-HT3-peLenTopoB: OHAAHCETPOH.
Mpy HeadhheKTUBHOCTY MeaMKaMEHTO3HOTO NeYeHNs 3yaa
pekoMeHayeTcst npoBegeHve nna3madepesa 3 pasa B
Hepd, fanee 1 pas kaxable 2 Hef. B cnyyasx 3yaa, pesu-
CTEHTHOTO K JIEYEHMIO, NMoKa3aHa TpaHCMaHTaums nevyeHmn
(TM), koTopas sABNsieTca NocnegHelrt BO3MOXHOCTbIO B
neyeHun MB6L.

BbiBoa. Ha gaHHOM KNUHMYECKOM Mpumepe Mbl XO-
Tenu nokasatb, Yto lNMBL, Heobxoanmo BknkoYaTb B Aua-

KJIMHWYECKMIA CAYYAIR

FHOCTUYECKUI MOWUCK Hapsiay € APYrMMU XPOHUYECKUMMU
3aborneBaHVsIMU, NPOTEKAOWMMU C XONIecTa3oM y BCeX
nauMeHTOB He3aBMCKMMO OT nona.
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