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IlepBu4uHbIll OMANMAPHBIN HUPPO3:
OT nmarorenesa A0 AeueHU A

HepBI/I‘{Hbe/l 6unmapHsiit nrppos (ITIBL]) — xpoHuye-
CKO€ MeJIJIEHHO TIporpeccupyloliee fecTpyKTUBHO-
BOCIanuTenbHOe 3abojeBaHMe II€YEHM, XapaKTepu-
3yIolljeecss XpOHMYECKUM HETHOMHBIM [IeCTPYKTUBHBIM
IPaHy/IeMaTO3HbIM XOJIAHTUTOM C IIOpa>KeHMEeM MexX-
TOTIbKOBBIX ¥ CENTAIbHbIX JKeTYHBIX IIPOTOKOB Ha pas-
JIMYHBIX JTAMAX €ro 9BOMIOIUY B OVIMAPHBIN L[UPPO3.
ITpu ITBI] mocreneHHO paspylIalOTCA BHYTPUIIEYEHOY-
Hble JKe/TYHbIe IIPOTOKY, YTO BefleT K JIyKTOIIeHUN 1 T1ep-
CUCTUPYIOIIEMY XOJIeCTa3y C pa3BUTHEM B TePMIUHAJIb-
HOW CTaguy IIe4eHOYHO HEJOCTAaTOYHOCT.

O6sruno ITBL] 60/1€10T IpenMyIIeCTBEHHO YKEHIIVHBI
eBPOIIEIICKOTO TPOMCXOXKIEHUA (COOTHOLIEHME >KeH-
IMH ¥ MYX4uMH cocraisier 10:1), yamie B BoO3pa-
cre 35 ner u crapuie. Cpey BCeX LMPPO3OB IIeYeHU
ITBI] cocraBisger 6—12%. 3aboneBaHue BCTpedaeTcs
¢ yacroroit 19—35 cnydaes Ha 1 MiH Hacenenus. Exe-
rogso IIBII 3aboneBaror oT 4 1o 15 yemoBek Ha 1 MIH
HacesleHusA. B cTpyKType MUpOBOIi CMEPTHOCTH OT BCEX
uyuppo3sos nedenu gond [1BL cocrasnger moutu 2%.

IOTHONOTUA

ITIBII npencrasnser co6oit 3aboeBaHme HEN3BECTHOI
9THONOTUY. BO3MOXHBIMM  TpUTTEpHBIMU (PaKTOpPaMu
€ro pa3BUTHsI MOTYT OBITD:

1. BaxrepumanpHass wHOeKIVs: psf MHOEKIMOHHBIX
areHtoB (Escherichia coli, Mycobacterium gordonae,
Chlamydia pneumoniae, Novosphingobium aromati-
covorans) INPeANONIOKNATENIPHO BBICTYNAIOT B KayecTBe
samyckaromux ¢akropos passutus IIBI. Y 6onbHbIX
ITBI] yacTo BBIAB/SIETCS XPOHMYECKash ModYeBasi MHPeK-
1us, oOycnosienHast KoHTammHanueit E. coli.

2. BupycHas nHbexuss — IpeXje BCero peoBUPYC
[II-ro tmma. Ilpegnonaraercsa TpUITEpHAS POIb PEOBU-
pyca III-ro Tuna B pasBUTHM MMMYHOJOTMYECKM OIIO-
CPeIOBAaHHOTO TMOPAKEHM KETUHBIX IIPOTOKOB.

3. JlekapCTBEHHBIE CPE/ICTBA, B IEPBYI0 OYEpeENb —
XJIOPIIPOMA3VH, KOTOPDIIL SIBJIAETCS TPUTTEPOM ay TOUM-

MYHHOTO MOBPEX/EHM MeXIOTbKOBBIX U CeNTaTbHbIX
>Ke/TYHBIX XOJIOB.

4. KceHOOMOTYKY (XMMMYeCKMe BellecTBa U3 OKPY-
JKalolllell cpefbl, IUIIeBble IPUIPABbI U KOCMETHUKA
(kpacka 1 BOJIOC), MeTabONMM3UPYSACh B II€YEHU, MO-
TyT CTUMY/IMPOBATh aHTVMUTOXOHPMATbHbIE AaHTUTENA
(AMA), MopuduiupoBaTh MOJEKYIAPHYIO CTPYKTYPY
HATUBHBIX OENKOB (BapMaHT aHTUIE€HHO MUMMKPUN)
U CTUMY/IMPOBATh XPOHNYECKUIT IMMYHHBIN OTBET.

5. TopMmoHa/IbHBIE PaKTOPBI — 3CTPOreHBI (YIUTDbIBAS
COOTHOIIIEHNMeE YMC/Ia 3a00/IeBIINX MY>KUMH U JKEHIINH).

6. TeneTnyeckue ¢axropsl (B OT/IMYME OT PYIUX ay-
TOMMMYHHBIX 3a60neBannit mpu I1B1] HeT yeTkoit acco-
LYy MeXAY 6o7e3Hbio 1 renotunoM HLA-cucremsr).
OnmcaHbl cy4an ceMeHbIX 3ab0eBaHNI npu IIBI, nx
qacToTa — 1—7%, a 3a0071eBaeMOCTb Cpefu POJCTBEH-
HMKOB IepBOI MMHUM poxactBa B 500 pa3 Bbllle, 4eM
B oOmeit momymauuu. Ilpu pasButum 3aboneBaHys
B HECKOJIbKMX ITOKOJTIEHMAX OTMedaeTcsi 6o/iee paHHUIT
IebroT 1 6onee arpeccuBHoe TedeHue I1B1] B mocnenyro-
LIVX TOKOJICHMAX.

IIatorenes

B xauecTBe BO3MOXXHBIX (haKTOPOB IIATOTeHe3a paccMa-
TPUBAIOTCA Ay TOMMMYHHBbIE PeaKI[IH, XapaKTepy3 YOI U-
ecs HapylleHMeM KaK KJI€TOYHOTO, TaK ¥ TyMOPaIbHOTO
MMMYHUTETA. B CIIeKTp r'yMopa/IbHbIX U3MEHEHUI BXOAUT
obpasoBanme crienndUIecKNX aHTUMUTOXOHIPUATBHBIX
antuten (AMA), KoTopble BBIAB/AIOTCA y 95% IalyieH-
ToB. AMA M2 ABIAIOTCA CEPOTIOTMYECKUM MapKepoM
IIBII. LlenTpanbHOI MUIIEHBIO [I/IS1 pa3BUTUA MIMMYHHO-
TO OTBETAa U IMOC/IERYIOIIell BOCIIATUTENbHOM peaKLyen
ABJIAIOTCS MEXKJI0/IbKOBbIE I CeNTa/IbHbIe JKeTYHble IIPO-
TOKI, IeCTPYKIMs KOTOPBIX BbI3BIBAET XONIECTA3.

OCHOBHBIM ME€XaHU3MOM TUOEeIM KIETOK >KETUHOIO
SMUTENNUA ABNAETCA YCUIEHHBIN amoINTo3, KOTOPDI
nHNnnupyioT Thl-1uMonuTs ¢ NOCIeRyOMMUM Ipu-
BJIedeHMeM B-muMdounnToB 1 BEIpabOTKOI aHTUTEIL.
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ITpu IIBI] yBenmm4ymBaeTcsa KOHLEHTPALMA IeKOTPU-
eroB (LTC-4, LTD-4 nu LTE-4), obnagaoumx mpoBo-
CIIa/INTEeIbHBIM 3¢ (eKTOM, 3aTPYIHEHO UX BbIJE/ICHNUe
C )KeTYbI0 B pe3y/IbTaTe U3MEeHEHNI )KeTYHBIX IIPOTOKOB
(HaKaIUIMBAasICh, JIEVIKOTPYEHDI TOBPEXKAAIOT CTPYKTYPY
HeYeH! 1 JKeTYHBIX X0710B). [To MHOIMM XapaKkTepucTu-
kam IIBIl npencraBnseT peakuuio «TpaHCIIAHTAT IIPO-
TUB XO3AMHa».

B Hacroamee BpeMsa KoHuenuuA nartoreHesa IIBIT
IIpefCcTaB/IeHa C/IefyIOllMM: Ha IEPBOM 3Talle MMeeT Me-
CTO TeHEeTMYeCK! [eTepMUHUPOBaHHAsA IIPefpacIiono-
J)KEHHOCTb K ayTOMMMYHHOJ arpeccuy IpOTUB 3IKTe-
TS MEXKTO/IBKOBBIX U CENTa/IbHBIX JKE/TIYHBIX IIPOTOKOB,
KOTOpas peanusyeTcs ¢ ydactueM AMA mof feficTBreM
(hakTOpOB BHEIIHEN Cpefibl, Cpeii KOTOPBIX JIeKapCTBa
u MHGEKIMM 3aHVMAIOT Befyliiye o3I,

JanpHeiiiee mporpeccupoBanue 3ab0/ieBaHusA MpPO-
TeKaeT 10 YHUBEPCAaTbHOMY /I BCEX XO/IeCTaTUYeCKUX
3a007IeBaHMII MEXaHM3MY — JIMeeT MeCTO OMIMapHbIi
LIMTO/IN3 TeNaTOLITOB BCIELCTBIUE NeTePIreHTHOTO Jieli-
CTBUA SKETYHBIX KUCIOT, HAKAI/IMBAIOIINXCS B IIOBBI-
LIEHHBIX KOHIIEHTPAlMAX B [I€4€HOYHBIX KIeTKaX 13-3a
MeXaHNYeCKOI O/IOKafpl OTTOKA >Kem4uy Ha ¢oHe mpo-
rpeccupymolleil AeCTPYKLUMM MENIKUX BHENeYeHOUHBIX
JK€/TIYHBIX IIPOTOKOB.

Pesynbratom mporpeccupoBaHusi 3a00/eBaHUSA CTa-
HOBUTCsI MefyieHHoe popmuposanne ITBII.

Knuanyeckaa kapTuHa

ITBI] B HacToAIEe BpeMsA NMarHOCTUPYIOT Ha 3HA4YM-
TeNbHO 00Jlee PAaHHMX CTAIMSX, YeM B IPOIIIbIE TObI
(y 50—60% maijneHTOB Ha MOMEHT YCTaHOB/IEHMSI {Mar-
HO3a ellje HeT KIMHIYeCKNX IIPOsIBIeHMiT). 3aboneBanue
BBIAB/IAIOT HA O€CCUMIITOMHO CTAIMM 10 M3MEHEHHbBIM
aHa/MM3aM KPOBY, KOTOPBIE BBIIIOIHAIOT 10 IPUYMHAM,
He BCer/ia CBA3aHHBIM C 3a00/IeBaHUSIMU TIEYEH.

B redenum IIBL] BrIfenAioT cefyomme CTajum:

JoxnHndeckas crajgyus, Ipy KOTOPOil y HallIeHTOB
omnpepensdercs Hammare AMA ipu HOpMa/IbHO OMOX1-
MUY TI€YEHI.

HavanpHast cramms, Korma KAMHUYECKME CUMIITOMBI
OTCYTCTBYIOT, 1abOpaTOpHbIe MPU3HAKM XO/IecTasa He
BBISIBIISIIOTCS M 60/Ie3Hb MOXKHO 3aIIO[J03PUTh HA OCHO-
BaHUU BbIABNEeHUA AMA B CbIBOPOTKE KpOBM. [lMarHos
IIOAITBEPKIAETCA MYHKIVIOHHON 6uorncueit neyenn. Ile-
puop ot BelsiBNeHMs AMA B CBIBOPOTKE KPOBU IO M3Me-
HEHUIT Tab0PATOPHBIX TECTOB COCTABIISAET OKOJIO 6 JIET.

Bo BTOpOI1 cTaguy NpM OTCYTCTBUM KIMHUYECKUX
MPOSIBIIEHNIT MOYXHO OOHAapY>XUTb IOBBIIIEHNE YPOB-
Hs menovHoit ¢ocdarassr (IIIP) B 2—3 pasa, ramma-
rmoramuatpancnentugaser  (ITTII), neituaammuHO-
nentupassl (JIAII), xomecrepuHa, moBbimaoTcss AMA
B [IMAarHOCTMYECKOM TUTpe NpU HOPMa/lbHBIX IIOKa3a-
Te/sIX (YHKIMOHATbHBIX IIeYEHOYHBIX TeCTOB (Kpome
CHHJIpOMa XO/IeCTasa).

3aboneBaHue NMpOABIISAETCS BHE3ANHO, Hecrennduye-
CKOJ CMMIITOMATMKOJ B BH/J€ IOBBIIIEHHON YTOMIISAe-
MOCTH, C/1abOCTH, KOXKHOTO 3yZa, He COMPOBOXKAATOLIIe-
FOCSI JKENTYXOJ, 10 IOBOLY KOTOPOro OOJIbHbIE BHAYajIe
00palaloTCs K JePMaTOIOry M IICUXMATPY 1 JIEIaTCs 110
IIOBOJY HellpoJepMIUTa, a/l/IeprUIL.

Hamnbomee xapaKkTepHBIM HadalbHBIM CUMIITOMOM
ITBI] y 50—64% OONbHBIX SABAETCA 3yM KOXKI, HA MHO-
TMe TOfbI ONePEeXXAIIUIT pa3BUTME XKENTYX!. 3yJ BHa-
Jyajie MHTePMUTTUPYIOMINIA, a 3aTeM HMOCTOAHHBIN, YCH-
JMBAOLIVIICS B HOYHOE BpeMsI: Ha KOXKe CIINMHBI, Oefpax,
PYKax MMeEIOTCA C/Iefbl PacyecoB, YTO CYIIeCTBEHHO
CHIDKaeT KauecTBO usHu 6onpHbIx I1B1]. Hepenxo 3yp
KOXXU, TPOIOJDKAIOIIMIICS OT Honmyrofa 1o 5—10 et (zo
HOSABJIEHVS XOJIECTATIYECKOI JKeNTYX)), ObIBAeT efVH-
CTBEHHBIM CHMIITOMOM 0O0JIe3HN U MOXXET He COIIPOBO-
XKJIATbCS TeIlaTOMeraell, Xe/lTyXoll ¥ acTeHOBereTa-
TUBHBIM cuHpoMoM. 3y koxu mpu I1BI] o6ycnosneH
pasgpakeHNeM KOXKHBIX PeIelITOPOB He SKCKpeTupye-
MBIMI TI€YEHBIO JXeTYHBIMU KICIOTaMMU, KOTOpPbIE II0-
CTYIAIOT B KPOBb (X0/IeMMI) U3 IIOPaXKEeHHBIX BHY TPUIIe-
YeHOYHBIX JKeTYHBIX TPOTOKOB. B KauecTBe BO3MOXKHOI
IPUYMHBL 3yfla pacCMaTpUBAETCA TaK)XXe ITOBBIIIEHHBIN
ONIMOVIIPTUIECKUI TOHYC, CBA3AHHBIN C XPOHNYECKIM
XOJIeCTa30M.

JKenryxa MoxeT oTcyTCcTBOBaTbh B Hayaje 3abojeBa-
HIA, HO MOSIB/IAETCS yepes3 6 Mec. — 2 Tofa Iocje BOo3-
HUKHOBeHuA 3yfia. sKenryxa — nosguuii npusHak 1611,
HapacTaeT Me[JIeHHO. B 25% ciayuaeB ob6a cummroma
BO3HIKAIOT OJHOBPEMEHHO, a IIOSBJICHNUE XKENTYXU IIe-
pern 3ymoM HaOmrofaeTcsi KpaiiHe penko. KoXHBII 3yn
MOXXET HOSABUTHCA BO BpeMs OepeMEeHHOCTH, YTO YacTO
paclieHMBaeTcsl Kak NpOsB/IeHNe BHYTPUIIEYEHOUHOTO
xorecTasa OepeMeHHbIX, a He [TBII.

ITepBpiMU TIpOsIB/IEHUSIMM 3a00JIEBAHMST MOTYT OBITH
6071b B IpaBOM Hofpedepbe, MHOTA C IMXOPAJKOIL, MO-
SIBJIEHME KOXKHBIX KCaHTenasM (OT/I0XeHMe IIBIOOK X0rte-
cTepuHa) B 00/1aCTH BeK, JIaZlOHEN, JIOKTeIT, ATOfuLL, 607b
B CyCTaBax U MbIIIIAX. TeMHOKOpUYHeBas MUTMEHTaIVs
KOX1 (MesTaHOflepMIsl) CHadasa IOsIB/IsAeTCs B 06mactu
JIOTIATOK, a 3ateM AndysHast, nmeeT MeCTo y 53% 607b-
HBIX y)Ke Ha HadaJbHBIX CTaAusAx Oorne3Hu. MemieHHO
HapacTalomas Xo/lecTaTu4ecKas >KeATyXa ¢ YMepeHHON
Ha HaYaJIbHBIX CTAfMIX KOHBIOTMPOBAHHON IMIIEpOMIN-
pyOuHeMuelt MOXKeT OBITb OGHIUM 13 IIEPBBIX CYMIITOMOB
y 50—60% 60nbubIx ITB1]. B cpepteM 0 IOSIBIEHN TIep-
BBIX NMEYEHOYHBIX K/IMHUYECKVX IIPU3HAKOB IIPOXORUT
5 J1eT, a o pasBUTHUS TePMMHAIBHO CTaguy 00mesHr —
10—15 ser.

B Tpetbeil cTaguy Ha (oOHe YXYAIUIEHUA COCTOSHUA
00/IBHOTO ¥ IMPOrpeccupyrolell cnaboCTy MOsIBISAIOTCS
pasBepHYyTble KIMHIYeCKNe IIPU3HAKY X0/IecTasa.

3aboneBaHne COMPOBOXK/AETCS MYYUTENTbHBIM KOX-
HBIM 3y[JOM, VMHTEHCUBHOII KEITYXO0M CO ClefaMI pac-
JecoB Ha Tejle, KOKHBIMM KCAaHTOMaMU, KCAHTela3MaMI,
KOTOpPbIe MOTYT NIPMBOAUTD K IapecTe3usIM B KOHEUHO-
CTAX 3a CYeT pasBUTH HepuepuIecKoil IOINHEBPO-
matuu (y 50% 60mpHbIX). [IaTOTHOMOHNYHBIM SIBIISET-
Cs1 HaJM4ue TeIlaTOMeTaIny 4acTo CO CIIEHOMerasueln
Y TUTIEPCIUIEHN3MOM. XapaKTepeH aXOMNIHbIN CTYII, CO-
HepyKalnil cyiefibl CTepKOOVIIMHA I TeMHO KOpUYHeBas
Moua (C TOTOXKWUTENbHON peakiyell Ha OMIMpyouH),
CUMITOMBI lepuInTa XXMPOPACTBOPUMBIX BUTAMUHOB
(remepasonisi, OCTEONOPO3, CIIOHTAHHbBIE IIEPEIOMBI,
CKOJIB3SIMIVe MEKII0O3BOHOYHBIE [IVICKI, TeHEPAIN30BaH-
Has KOCTHas 00jIb, HAKJIOHHOCTb K KPOBOTOYMBOCTH,
U3MEHEHNA CBEPThIBAHVA KPOBM, CTeaTopes).
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Yacto HaOMIOMATCA  pasHOOOpasHble MOpake-
HUS KOXMU: CXOIHBbIe C BUTWIUTO OYaru JernurmMeHTa-
MU — «Iay4yby MATHA», WIN CHAifiepbl, HA CEpOBaTO-
KopuuHeBoM (OHe, Harnyne3Hast M Be3UKy/e3Hasi ChIllb.
[TanueHTbl MMEIT IOBBILIIEHHYI0 4YyBCTBUTEIbHOCTD
K JIeKapCTBaM, 0COOeHHO, K ()eHOTMa3MHaM, CHOTBOP-
HBIM 1 aHabONMMYEeCKNM CTepOUjaM, KOTOpPbIe MHUIIN-
PYIOT M YCWIMBAIOT XojecTas. Y HUX (POPMUPYIOTCHA
JKe/TYHble KOHKPEMEHTBI B pe3y/lbTaTe IIOBBILIIEHHON
ceKpeLMM XO/leCTepuHa B >Keldb. «Ko)KHble» CUMIITO-
MBIl — TeJIeaHTMIKTA3UM ¥ TajibMapHas spuTeMa Ipu
I1BI1, xak IpaBuU/IO, OTCYTCTBYIOT.

Ha nospguux craguax I1B1] yacTo pasBuBaeTcs ocTeo-
MaJISMsI, OCTEONOPO3 M IIEPUOCTaNbHOE HOBOOOpa-
30BaHMe KOCTU (yBenmueHme KOHLEBBIX (DayaHr Majib-
LeB — 6OapabaHHble manouky). OCTeonopo3 BbIPaXEH
B IIO3BOHOYHIUKE, pebpax, KOCTSX Ta3a U HEPEeIKO COIPO-
BOXK/IA€TCSI KOMIIPECCMOHHBIMM IIepe/IoOMaMI HIDKHe-
TPYGHBIX U TTOSICHIYHBIX [TO3BOHKOB, pedep, TpyOdaThIx
KOCTEI: MHTEHCVBHAsA 0O/b B TIO3BOHOYHUKE SIBISAETCS
cuMIToMoM Tto3aHuX ctaaumit [1B1T;

YerBepTass cTajusl XapaKTepusyeTcs Mefl/IeHHbIM
pasButieM JaexomneHcuposaHHoro IIIT: mporpeccu-
pyolas >KeNnTyxa, KaXeKcus, IIpOosIB/IEeHNs IIOPTalbHON
runepTeHsun. 3yj, KOKU B TEPMUHANbHON CTaiuM Ya-
CTO ocrmabeBaeT WM MCYe3aeT IPY IPOrpeccUpyroLeit
TeYeHOYHO-KIeTOYHOI HefocTaTouHOCTU. [IurmenTa-
LM KOXKM YCUIMBAETCS, ONpeensAeTcs IUVIOTHBI OTeK
KOXM (TumepkepaTos), Kak Ipu ckiaepomepmmn. Ha-
pYLIEHNe CeKpeLyy JXelT4n IPUBOAUT K aTpoduu Bop-
CMHOK TOHKOJ KMIIKI M PAa3BUTHIO CMHPOMa Manbab-
copbuuy XXMpOpacTBOpUMBIX BuTaMuHoB (A, [I, E, K).
ITo Mepe HapacTaHMA X0/IeCTa3a Iporpeccupyer Auapes,
Kpearopesi, cTearopesi, OCTEOIIOPO3 C OCTeOMaJIAlen
U TATOJOTMYECKUMIM IIeperoMaMy, KcepodTanbMus
U TEMOPPArn4ecKuii CMUHAPOM.

IleyeHp CTAaHOBMUTCA OTPOMHOII, 3aHUMaeT IIPaBoOe
U 7IeBoe mozipebephsi, HapacTaeT CIUIEHOMETanus C Tu-
MepCIJIEHN3MOM, IIOABJIAETCA BAapUKO3HOE Ppacliupe-
HIIe BeH NUIeBoa. ACUNT MOSBIACTCA PEKo, B CAaMOM
KOHIIe TepMUHA/IBHOI CcTaguy 3aboneBaHus. BonpHbIe
MOruOAOT OT SIBJIEHMUI TIEYEHOYHO-K/IETOYHOI HeTOCTa-
TOYHOCTM, KPOBOTEUYEHMI! 13 PACHIMPEHHBIX BeH MuIle-
BOJIa, IATO/IOTMYECKUX I1ePEIOMOB.

VYV 15% 60/1bHBIX BBILENAOT 6€CCUMIITOMHOE TeYEHE
ITBII, xapakrepusylolieecsi OTCYTCTBMEM CIIeldude-
CKOVl KIVHWYECKO CMMOTOMATuMKK. [IpmbnnsurensHO
y 30% manyeHTOB MOXKET ONPENeNIAThCA IrelaTOMeranns
6e3 CrIeHOMeTa iy, MHOT/IA B Ta/TbHEIIEM TOBbIIIAIOT-
cs1 Mapkepsnl xonecrasa (II® w 6ummpy6bun) u AMA.
[TponomxuTenbHOCTb 3a00IeBaHNsA NpKU OEeCCUMIITOM-
HOM TeyeHUM — 10 J1eT, a Ipy HaIM4UM KIVMHUYECKUX
NIpOABNIEHNIT — 7 JIET.

ITatornomonnunbIM s I1BII aBnsawoTca Apkue Knu-
HUYecKMe IPOSABIeHUs — MHTEHCUBHBIN KOXHBIN 3V,
JKeNITyXa, TIUIEepHUTMeHTalusA KOXXHBIX IIOKPOBOB,
KCAaHTOMBI 1 KCAHTE/Ia3Mbl, cTeaTopes. XapaKTepHbIM
CYMTaeTCs MOBBIIIeHMEe B 2—3 pa3a MapKepoB XoJecTa-
3a (IO, ITIIT, JIAII, xonecrepun), nosbiurenne IgM
u BbisiBNIeHNe AMA B CBIBOPOTKE KpOBU B TUTpe > 1: 40,

OTCYTCTBUE M3MEHEHMII CO CTOPOHBI BHENEYEHOYHBIX
JKETYHBIX IPOTOKOB, cucTeMHble IpossieHys I1BI] (au-
MOKPVMHHbIE — ayTOMMMYHHbIN TUPEOUJUT, 3K30KPUH-
Hple — cuHApoM lllerpena, HeIOCTaTOYHOCTD IIOJKENY-
IOYHOM JKeNIe3bl, KOYKHbIE — KPACHBIN IIJIOCKUIA JIMILAA,
reMaToNOrN4ecKue — ayTOMMMYHHas TPOMOOLUTOIIe-
HIISA, TeMOIUTIYeCKast aHeMYS U JIp.).

Cucremnnle nposasnenus IIBIl BoiaBnAorcsa B 43—
84% ciry4aeB, OHM MOTYT IIPEJIIECTBOBATD Pa3BEPHYTOII
KmHudeckon kaprune 1B, monroe Bpems ocraBaTbCs
€/IJMHCTBEHHBIMM €TO IPU3HAKAMIL.

uarHocTuka

BaxxupiMm B guarHoctuke I1B11 siBnseTcs BpipaykeHHaA
Y HapacTamollas IUIepOonInpyorHeMus, oTpaKaroolas
IpolLiecc JeKOMIeHC AN 1 SIBJIAIOINAsCs HeOmaronpu-
SITHBIM IPOTHOCTNYECKUM (pakTopom. XapaKTepHble 13-
MEeHeHMs [/Is1 CHHIPOMa X0JIeCTasa MPOsIBIAI0TCS OBBI-
menreM aktuBHocTH 11O (6onee 4 Hopm), ITIIT, JTATI,
KOH'BIOTMPOBAHHOTO OMIMpyOyHa, X0IecTepyHa, TPaHC-
ammHa3 (He 6oree 5 HOpPM), YBe/IMYeHMEM CbIBOPOTOY-
HOJ Mefy, KOHIIEHTPAaIMM >KeTYHBIX KUCTIOT, Ljepyso-
[UTa3MUHa, TICEBIOX0MMHACTEPA3hl B CHIBOPOTKE KPOBH,
CHIDKEHIEM KOIMYeCTBa CHIBOPOTOYHOTO XKemesa.

Yxe B Havaje 3a00/ieBaHMs XapaKTepHa BBIPaXKeH-
Has TUIEpPIUINJEeMIs C YBelIM4eHeM KOHLeHTpalnuu
Xo7ecTeprHa, 0eTa-IUIoIpoTenaoB, ¢Gochonrunmumos
U HeacTepyPUIVPOBAHHBIX XXMPHBIX KIC/IOT.

Crenudnyeckue anturena npu IIBII o6HapysxuBa-
I0TCs1 4acTo, 0cobeHHO AMA B tutpe >1:40. ¥ 10—40%
6O/IbHBIX OTIpefie/IsAI0TCA U aHTUHYK/IeapHble aHTUTeNa
(ANA), a y 40% 6ompbubix 1Bl — aHTHMTeNma K MeM-
OpaHaM TelaTOLMTOB, BCe OHM HpMHamIexar K IgM.
[lo HemaBHEro BpeMeHU OTIMYUTENbHBIM MPU3HAKOM
ITBIT cuntanocs obHapyxeHue AMA B Tutpe 1:40 nm
6ornee, 0ObryHO BbIe 1:160. XapaKTepHBIM SB/IACTCA
BbIsIB/IEHNE Hecrenuuueckux ayToaHTUTeNn (peBMa-
TOVMHBI (aKTOp, aHTUTENA K ITIAJKONl MYCKYIaType
(ASMA), auTuTpoMbOI[MTAPHbIE AHTUTENA U JIP.), [O-
BBbILIEHME KOHLIEHTPALMil MOJEKYI afre3uu B KPOBU
(ICAM-1, VCAM-1, E-cemextun), nepudepndeckas
303MHO(UINA.

buoncusa neyenu s guardoctuku I1B1T o6s3aTenpHa
C Le/IbI0 TIOATBEPXK/IeHNA [JUAarHo3a, oIpefe/leHns CTa-
fuy 6OJIe3HN U MPUMHLIMINANBLHO BaXKHA IIPU MOKO3pe-
HUM Ha Hajmuume codeTanHoro ¢ IIBI] ayToummmyHHOTO
renatuta (OBepIan-CUHAPOM).

Beinernsitor 4 mopdonornyeckue crapmu [IBL: crapgmsa
1 (mopranbHast), cTagusa 2 (mepumnopTanbHast), CTamus
3 (centanpHas), cragus 4 (uppos): Mopdonorndeckas
KapTVHA BBIP@XEHHOTO MMKPOHOAY/LIPHOTO LMpPpO3a
C HapylleHNeM apXUTEKTOHVKY Ie4eHu 1 (opMupo-
BaHJEM PereHepaTOPHBIX y3/I0B Ha ()OHEe BBIPaXKEHHBIX
¢$ubpornyecknx M3MeHEHMI, NMpU3HAKM Iepudepnde-
CKOTO ¥ IIeHTPa/IbHOTO XOJIeCTa3a.

ITBI] nud depeHupy0T ¢ 06CTPyKIMeit BHEIIEUeHOU-
HBIX >KETYHBIX XOJIOB, IIEPBUYHBIM CK/IEPO3UPYIOLINIM
XOJIAHTMTOM, XOJIAHTMOKApPITHOMOM, ayTOMMMYHHBIM
TeraTUTOM, ayTOMMMYHHBIM XOTAaHTUTOM, T€KapCTBEH-
HBIM xo7iecTazoM, XBI'C, capkonzgosom.
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Jleyenne

B Hacrosiee BpeMs FOCTaTOYHO 9(deKTNBHOI
u crienuduyeckoit repanuu I1BI] Her.

Iuera npu IIBL] gomxHa ObITH GU3MOTOIMIECKH MO
HOLIEHHOII 110 cofepkaumio Oenka (1,2—1,4 r/xr), yrie-
BOJIOB (4—5 I/KT), C yMEPEHHBIM OTpaHMYeHNEM >KIPOB
(mo 1,2 r/kr) 3a cYeT pacTUTENBHBIX Macen, 6OraThIX
omera-6 XUpHbIMK Krcmotamu. Heo6XoauMo muiieBoit
paunoH oboramiaTb aHTMOKCUAHTAMI, BUTAMIHAMMI A,
E, C, B5, conaMu Kanbuus, TEHUTUHOM, OMeTra-3 >Kup-
HBIMI KUCTIOTaMM, KJIETYATKOIL.

YpconesokcuxoneBas kucnora (YIXK) cuuraercs
IpenapaToM BeIOOpa /I JledeH st TepBIYHOTO Oumap-
Horo 1ypposa. IIpuMeHeHne mpemnapara CIocoOCTByeT
CHIDKEHMIO YPOBHS OCHOBHBIX CBIBOPOTOYHBIX MapKe-
POB Xo0JlecTasa ¥ YPOBHS MMMYHOITIOOY/IMHOB, a TaKXe
HIPUBOJUT K CHIDKEHUIO YpoBH:A ob1ero IgM n IgM —
AMA B cbIBOpPOTKE KPOBU NALIVIEHTOB.

[MonoxurenbHoe BnusaHme YIXK cBsA3aHo ¢ HUTONpO-
TeKTUBHBIM, MMMYHOMOJYIMPYIOIUM, aHTUXOEeCTaTH -
YeCKUM, aHTUIPYPUTUYECKUM, AHTUAMONTOTUYECKUM,
aHTUPUOPOTIIECKNM, XUMMONPODUIAKTIYECKUM Heli-
cTBUEM (CHIDKAET PUCK MEYEHOYHOI! M BHEITeUeHOTHOI!
manurausanym npu IIBL, T. e. puck pasBuTA X0MaHIU-
OJIEJUTIOJIIPHON KapIIMHOMBI ¥ KOIOPEKTaIbHOTO paKa).

ITpenaparst YIXK (Ypcodanbk, Ypconusus, Ypcocas,
Ypcoxon) HasHavaeTCs B jo3e 13—15 Mr/Kr/CyTKy OffHO-
KpaTHO BedyepoM 6o B aBa npuema. [1pu HeappexTus-
HOCTM CTaHJapTHbIX J03 Y/IXK Bo3MO)KHO ITpUMeHeHNe
BBICOKIX 03 IIpenapaTa — 20 MI/KT/CyTKIL.

Tepammsa YIXK nanb6onee apdexTnBHa y manyeHToB
c I u Il rucronmornueckon crapueit [1b1] u mosBonseT mo-
BBICUTD ITIOKa3aTe/lN BbDKMBAEMOCTH Y 9TUX HMaI[IeHTOB.
ITpemapar Tak)Ke MOXKHO Ha3Ha4yaTh IpK M11000IT cTafgmnm
3abo0eBanMA. B ontuManbHOM mo3e — 13—15 mr/kr/
cyT npenapatsbl YIXK HasHaya0TCsA MOKU3HEHHO.

Imoxokoptuxocreponasl  (I'KC) — megpon, mpen-
HU30/IOH — Ha3HayaeMble B mo3e 20—30 wMr/meHb
B TeuyeHMe 8 He[e/lb C IIOCTENIEHHbIM YMeHbIIEHU-
eM Jo3bl o 8—10 Mr/meHb, NPUBOAAT K yIy4IIEHNIO
KIMHNYECKMX CHUMIITOMOB — YMEHbBIIAIOT IPOAB-
JIeHMsI XOJIecTasa, BPEMEHHO OCTAbAIoT 3yh KOXM
U/VMY  TIOBBILIEHHYIO YTOMJISEMOCTDb, CHIDKAIOT aK-
TUBHOCTb aMuHOTpaHcdepas, IgG, HO He BIMAIT Ha
YPOBeHb OMIMPYOMHA CHIBOPOTKM KPOBMU, BBISBIBAIOT
CHIDKEHIe BOCHA/INTENbHON peaknuy MO AAHHBIM TH-
cronorun nedeHu. IIpegHusonon B pmose 10—I15 wmr
B BHJIe KOPOTKUX KYpPCOB MHOT/]a HA3HAYalOT IPY My4u-
TeJIbHOM 3Y[ie, He YMeHbILIAIIeMCs IIpY APYTUX MeTo-
Tax JIeYeHM .

DTIOKOKOPTUKOCTEPONTBI  TOTEHIUPYIOT PasBUTHE
0CTeOIOop0o3a I OCTEOMAIALVIN: PUCK PA3BUTH TSIKENO-
TO OCTEOIIOPO3a MOXKET OBITb CHYKEH IIPpU KOMOMHAIN
I'KC c 6ucdocponaramu.

Byneconuy, (BymeHodanbk) — sBIseTCs anbTepHa-
TUBHBIM CUCTEMHBIM KOPTMKOCTEPOMJHBIM IIpelrapa-
TOM, TOIIMYECKUM ITIIOKOKOPTUKOCTepouaoM, B 15—20
pas axkTuBHee cBa3biBaeTcs ¢ I'KC-penenropammu mno
CPaBHEHMIO C IPeJHM30/I0HOM, MMeeT BBICOKMUIl ypo-
BeHb MeTab0/IM3Ma «IePBOTO MPOXOXK/EHMsI» depes Iie-
4eHb, YTO obecriednBaeT 6ojee BEIPAKEHHBII IIPOTUBO-

BOCIIa/TNTENbHBI 3QeKT mpenapaTa Ha TKaHb MeYeHN
U MYHUMaJIbHBIe T0604HbIe 9 PeKThL.

Bynenodanbk HazHayaeTCs B KAICy/Iax 1o 3 Mr 3 pasa
B CyTKM 3a 30 MMH [0 e€fbl CPOKOM 8 Hefesnb, Ipu [10-
CTVDKEHMM peMMCCUM [03y YMEHbIIAT 1o 3 Mr 1 pas
B cyTku. IIpn pesucrentHocT k Tepanuu YJIXK, oco-
OeHHoO Ha panHux cragusx I1BLI, cnegyer coderars Ipu-
menenne YIXK ¢ 6ymeconupom (mmo 3 mr 3 pasa/cyr),
a TakKe KoMOMHMpoBaTh HasHadeHyne YJIXK c ameme-
THOHUHOM B fo3e 800—1600 mr/ cyT.

IIpu BHenedeHOUHbIX IposBaeHnAX [1B1] HasHavaroTCA
I'KC coBMeCTHO ¢ MMMYHOJIEITPECCAHTAMU B CIIEAYIOIUX
xombuHanysix: YIXK (13 —15 Mr/Kr/cyT) + IpefHn30/I0H
10—15 mr/cyt; VOXK (13—15 mr/kr/cyT) + OymecoHup,
3 mr 3 pasa/cyt; YIXK (13—15 mr/kr/cyT) + a3aTuonpus
50—100 mr/cyT; YIXK (13 — 15 Mr/kr/cyT) + MeTOTpeK-
car 7,5 MT B Hefierio.

JIns medeHus KOXXHOTO 3yAa NPUMEHSIOTCS CIIeRYIo-
Iy IperaparsL:

— mpemapaTbl mepBoro psiga: denobapbmran (mo
5 wr/kr/cyt) u pudammuuuH (300—450 wmr/cyT),
B OCHOBe JIEJICTBIAA KOTOPBIX I&KUT MHAYKIMA pepMeH-
TOB MMKPOCOMA/IbHOTO OKJC/IEHMsI B remaronurax. Jle-
JeHVe IPOBOAAT 10 JocTIbKeHms addekra (AmurenpHo
WM KypCaMu) U KOHTPOIMPYIOT C Y4€TOM BO3MOXKHOTO
TeIaTOTOKCUYECKOTro JieiicTBMA (pudaMIInIVH), yTHeTe-
Hust ITHC (dbenobapburan),

— TIIpemapaTbl BTOPOTO psfja: XONecTUpamuH (4—
16 r/cyt), konectumon (5—30 r/cyT), CBSI3pIBaIOLINE
IIPYPUTOTEHbI B KMUIIEYHMKE, >KETYHbIE KICIOTHI, He
JoIycKash MX BcacblBaHMe B KUIIeYHMKe (IpepbiBa-
0T 9SHTEpPOTeNaTNYeCcKyl0 LMPKYIALNUI O KeTIHBIX
KUCTIOT) M TeM CaMbIM YMEHbIIas VX KOHILIEHTPAIMIo
B KpoBl. [IpMHuMaloTCA KOpOTKMMY Kypcamu, 3a 1,5—
2 Jaca JI0 WM [T0C/Ie IpMeMa APYTUX PernapaToB, YTOObI
He YMEHbIIATh KX abcOopOIMIo B KullleyHKe. B 3aBucu-
MOCTH OT TSDKECTM XOJIeCTasa 3yJ, YMeHbIIaeTcs depes
1—4 mHa oT Havasa 1e4eHus,

— TIperapaThbl TPETbero psfa: AaHTarOHMCTHI OIMVON/[-
HBIX pellenTopoB — HamMmeden (25—50 mr 2—4 pasa
B JiIeHb CPOKOM 3—4 Hepenu), HanokcoH (20 mr B/B,
mwin 12,5 Mr 3 pasa B fieHb IepOpajIbHO), HAITPEKCOH
(4 wr/cyr);  cemexktuBHbLT  Onmokarop  5-HT3-
CEpPOTOHVHOBBIX peELENTOPOB — OHJAHCEeTPOH (Ha-
3Ha4yaercsa Mo 8 Mr B/B — 5 jHell, 3aTeM B TablmeTKax
mo 4 Mr 2 pasa B JiecHb Ha 4—6 Hefe/b), aHTaTOHUCTBHI
H1-penenrtopo — Ttepdenamun (60 mr/cyr), a Takxe
S-agenosnn-L —MeTnoHuH, yJacTBYOIMI B PeaKIMAX
TPAaHCMeTWIMPOBaHMA U TpaHCynbpypuposanus (1,6—
2,4 r/cyT, 600—800 B/B), posamaxkc (aneHppoHar) o 10
MT/CyT 1 Ipe3soMeH 110 0,6 MI/cyT.

MeToapl 9KCTPaKOPIOPAIBHON TeMOKOPPEKINMM —
wia3Madepes NCIOIb3YIOT Ipy peppaKTepHOM K Mey-
KaMEeHTO3HOII Tepammiu 3yfie, COUeTaoIeMcs C TUIep-
XOJIeCTEpMHEMMENT ¥ KCAaHTOMAaTO3HOM HEeBPOIAaTUEN.
@otorepanua B Busie YOO 1no 9—12 MUH eXefHEeBHO
MOYXeT YMEHBIIUTD 37 ¥ IUT'MEHTAIVIO.

JledeHne cTeaTopen NpefycMaTpUBAET AUETY C HU3-
KM COfiep)KaHMeM >Kupa, 00OTalleHHYI0 TPUITIMLIepH-
JaMm co cpepmHeit avHON uerm (60 M1 Maca/cyT), Ha-
3HaYaloT nomdepMeHTHYI0 Tepanuio (KpeoH-40000 o 1
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Karc. 3—4 pasa/cyT), 3aMeCTUTe/IbHAA Tepanusa BUTAMMI-
namu A, II, E, K.
TpaHcIUTaHTaIUA TIe4eHM YBeIN4YMBaeT BBDKIBae-

MOCTDb 1 OCTA€TCA €AVIHCTBEHHDBIM pPaAMKaJTbHbIM CpeJ-

crBoM nevenns [1BI1.
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XapkiBcbka MeIyuHa aKajieMist MiCIIUITIOMHOL OCBITI

Y craTTi mpepicTaBiieHi cydacHi laHi 110 JI0 eTioJIorii, aToreHesy, KIIiHiKy, 1iarHOCTVKY, JIiKyBaHHIO IIepBUH-
Horo OinmiapHoro mpo3y. IlokasaHo, mo mpiopureT y s1iKyBaHHI HanleXxuTs mpernapartam Y/IXK.
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Primary biliary cirrhosis from pathogenesis to treatment
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The article presents the current data on the etiology, pathogenesis, clinical picture, diagnosis and treatment of
primary biliary cirrhosis. It is shown that the priority in the treatment belongs to UDCA drugs.
Key Words: primary biliary cirrhosis, pathogenetic therapy, ursodeoxycholic acid, cholestasis.
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