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Primary biliary cirrhosis: clinical and laboratory criteria

of diagnostics and up-to-date treatment
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Llenb o630pa. O606WNTL NUTEPATYPHLIE U COO-
CTBEHHbIE AaHHbIE MO KJIMHUKO-11aB0paToOpPHbLIM KpUTE-
pUSIM AVArHOCTUKWN U NEYEHUS TePBUYHOIro GUINaPHOro
umppoasa (MNBLL).

OcHoBHble nonoxenus. MNBL, — opraHo-cneundm-
yeckoe ayTOMMMYHHOE 3aboneBaHne nevyeHn, Npenmy-
LIECTBEHHO MOPAXaloOLLee XEHLVH U XapakKTepusyio-
Leecs XPOHMYECKON NPOrpeccupyioLwLen aectpykumen
BHYTPUMEYEHOUHbIX XeSTYHbIX MPOTOKOB C NOPTaibHbIM
BOCMNaJiEHMEM, MPUBOASALMM K PasBUTUIO LMPpO3a
rneyeHy (LLIM).

ABTOpbI BblAeNaoT: AMA-NO3NTUBHLIN (Knaccuye-
ckmin) BapuaHT MNBL, ¢ KOXHbIM 3y40M, XXENTYXOW, HaNu-
ynem OGUOXMMUYECKMX MPU3HAKOB XOsiecTa3a U BbISIB-
JNIEHNEM B CbIBOPOTKE KPOBU aHTUMUTOXOHAPUAIbHbBIX
aytoaHTutes (AMA) B anarHoctuyeckom Tutpe (bonee
1:40); AMA-HeraTtuBHblli BapuaHT [BL, ¢ MeHbLlen
ONOXMMUNYECKON N MMMYHOJIOTMYECKOM aKTUBHOCTLIO,
6osiee HM3KOWM YaCcTOTOM BHEMEYEHOYHbIX NMPOSBIEHUNA,
4YTO, OOHAKO, HE BAUSIET HA MPOrHO3 M CPOKM MPO-
rpeccupoBaHnus LUN; nepekpecTHbIn cnHapom (overlap-
syndrome) ¢ ayToummyHHbIM renatutom (AU — MBLL/
AUT (9,4%); 6eccumnToMHoe TedeHue lMBL, xapakTte-
pu3yioLeecsd OTCYTCTBUEM KIIMHUYECKUX MPOSABAEHUN
MBL, B TeyeHne gantensHoro nepnoga u maHmdecra-
umen 3aboneBaHns Ha CTaaum OCNOXHeHWI LIM.

The aim of review. To generalize literature and
authors own data on clinical and laboratory criteria of
primary biliary cirrhosis (PBC) diagnostics and treat-
ment.

Original positions. PBC is organ-specific autoim-
mune liver disease affecting predominantly women that
is characterized by chronic progressing destruction of
intrahepatic bile ducts with portal inflammation, result-
ing in development of liver cirrhosis (LC). AMA-positive
(classical) variant of PBC with pruritus, jaundice, bio-
chemical syndrome of cholestasis and revealing of AMA
in diagnostic titer (more 1:40) in blood serum is defined;
AMA-negative variant of PBC with lower biochemical
and immunologic activity, lower frequency of extrahe-
patic manifestations, that, however, does not influence
the prognosis and terms of LC progression; overlap
syndrome with autoimmune hepatitis (AIH) — PBC/AIH
(9,4%); asymptomatic course of PBC which is char-
acterized by absence of clinical symptoms for a long
period and manifestation of disease at the stage of LC
complications.

Prescription of ursodeoxycholic acid (UDCA) results
in significant decrease of intensity or its complete relief
of pruritus, improvement or normalization of biochemi-
cal parameters and histological pattern of the liver, sup-
pression of liver fibrosis and cirrhosis progression, and
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Ypconesokcuxonesas kucsota (YOXK) npnBoamt K
3HAYNTENBHOMY YMEHBLLEHWNIO MIHTEHCUBHOCTW KOXHOIO
3yaa (Wnm ero NOHOMY KYNMMPOBaHMIO), YAYYLLEHWNIO NN
HopManM3aumm OMOXUMNYECKUX Noka3aTesien neyeHn 1
rMCTONIOrMYECKON KapPTUHbI, 3aMeOJIEHNIO MPOrpeccu-
poBaHusl Gnbpo3a 1 LMppPo3a NEYEHN, a TakKKe K CHU-
XXEHNIO MOPTaNbHOW runepTeH3un. MNMpeanoxeHa Kom-
OuHmpoBaHHasa Tepanua YOXK n 6ynecoHmnaom.

3aknoueHue. YIOXK cnyxuT natoreHeTuyecku
o6ocHoBaHHoW Tepanuei MBL.

KnioueBble cnoBa: NepBUYHbIN OUAMAPHLIA LMP-
pO3, KNMHMKO-NabopaTopHble Npu3Haku MBLL, ypcoaes-
OKCMXOJIEBAd KMCNOTA.

epeuunvil  Ouruapnowi  uuppos (IBIL) —

XPOHHUYECKOe TIporpeccupyioliee 3a60IeBaHIe

MeYeHN AyTOMMMYHHOTO TeHe3a, IMPOTeKao-
mee C JeCTPYKIMeH, HEKPO30M M allONTO30M 3INTe-
JIUS TIPEUMYIIIECTBEHHO BHYTPUIOIHKOBBIX W CENTANb-
HBIX JKEJYHBIX MPOTOKOB, B TEPMUHAJIBHON CTA[UN
KOTOPOro passuBaetcs yuppos newenu (IIT) [1].

IIBIl BcTpewaeTcsi BO BceX peTMOHAX 3€MHOTO
mapa, cpeim JioJell BceX pac U HAIMOHATbHOCTEH.
Pacnpocrpanennocts ero B 3ananoit EBporne cocras-
asger 4—8 cayuaeB Ha 100 000 nacenenusi, U3 HuUX
90% npuxomurcs Ha skeHmuH 40—60 jer u 10% — Ha
My:kunH. 3HauurenbHo pexxe IIBII permcrpupyercs
y Jsmir B Bo3pacte fo 25 siet. Cpean poJCTBEHHIKOB
I cremenm pojcTBa €ro paclpoCTPAaHEHHOCTb COCTaB-
asier 4—6%.

B 1851 r. T. Addison u W. Gull Buepsbie y xeH-
MIMH OTMETUJIM CBSI3b M3MEHEHUI KOXKHBIX MOKPOBOB
¢ martonorueii medenu [2]. Cmoycrss moutm 100 mer
OBLTIO BBITIOJHEHO JIETAJbHOE OTMHUCAHUE KJIMHUYECKOM
KapTHUHBI U TPEJIOKEH TEPMUH <IEePBUYHBIN GUIap-
HbII 1ppo3» [3, 4]. B 1965 r. rpynma mMopdoaoros
o pykosogcTBoM H. Popper mpemyoxxkunaa TepMuH
«HETHOWHDBIW JEeCTPYKTUBHDLI XPOHUYECKUI XOJIaH-
rar» [S].

OcHoBHbIE TIATOJIOTHYECKHE W3MEHEHHUS IIpH
IIBI[ — amonTo3 /Wi HEKPO3 SIUTETHs K-
HBbIX IIPOTOKOB Pa3BUBAIOTCS BCJEACTBUE ayTOUMMYH-
HBIX PEaKIHii, 4To MOATBEP:KAAETCS OOHAPYKEHHIEM
anmumumoxonopuarvivix aymoanmumenr (AMA)
K 6elKaM MHUTOXOHApPHWI — KoMmnoHeHTy E2 nupy-
samoezudpozenasnozo xomniexca (IIAT). AMA
BBISIBJISIIOTCS TIPM PA3JINYHBIX 3a00JI€BaHUAX, HO JIJIS
IIBI] cmemmpudHbIMI SABISIOTCS TJIABHBIM 006pasoM
AMA knacca M2.

Bo3MoKHBIME TPUTTEpaMU, 3aMyCKAIONIMU UMMY-
Homarosiornueckue peakiuu npu I1BII, moryt ObITh
BHUPYCHI, OAKTePUM WJIN KaKWe-TO [[Pyrue aHTUTEHDI,
JedeKT B MMMYHODETYJISIUU WJIN UX codyeTaHus. B
passurun [IBI] o6cyskmaercs 3nauenue ¢HakTopoB
BHEIIHEH Cpefibl, JJeKAaPCTBEHHDIX U TOKCHYECKUX IIpe-
1apaToB, a TaKXKe ayTOMMMYHHbBIX U3MEHEHUH y MaTe-
pu BO BpeMsi 6epeMeHHOCTH (MUKPOXUMEPH3M) U [IP.

to decrease of portal hypertension. Combined treat-
ment of UDCA and budesonide is proposed.
Conclusion. UDCA is pathogenicly proved treat-
ment of PBC.
Key words: primary biliary cirrhosis, clinical and
laboratory signs of PBC, ursodeoxycholic acid.

IIpennoxennsr matoreHetmdyeckne wmomenaun I[IBII,
OCHOBAaHHbIE HA MPEIIOJOKEHUH O HAJUYUU WUJIEeH-
TUYHOCTH 3MUTOTIOB PA3JMYHBIX OaKkTepuili, BUPYCOB
u mutoxonjpuaibubix OenkoB II/I, a Ttakxke Ha
BO3MOKHOCTH TIOBBIIICHHOTO CBS3BIBAHUSA AyTOAHTHU-
reHa ¢ o6pasylomuMucs aHTutesaMu. B paspyiie-
HUW W WHAYKIUU alolTo3a 3MUTEJUATbHBIX KJIETOK
JKEJIYHBIX TPOTOKOB He WCKJovaercd posb CD4*-T-
xennepubix guMdoruToB n CD8™-1IUTOTOKCUYHBIX
T-KJI€TOK, B 3HAUMTEJIBHOM KOJMYECTBE OGHAPYIKU-
BaeMbIX B WMH(MUIBTPATAX BOKPYT 3MUTEJUATbHBIX
kaerok [6]. B cBolo ouepenb, ayTopeaKkTUBHbBIE
T-mumdonuTel WHUIMUPYIOT CHHTE3 ITPOBOCIIAJU-
TEJIbHBIX IIMTOKUHOB B Tiepudepuveckoit Kposu [7,
8]. Kpome TOTO, TIpW BBIMTOJHEHMH WMMYHOTHUCTOXU-
MUYecKux ncciaenoBanmii y nanueHtoB ¢ I1BII orme-
YeHO TOBBINNICHHOE co/iep:KaHue WHTepaelikmHa 17 B
AMUTETMH M3MEHEHHDBIX BHYTPUIIEYEHOUHBIX JKETIHBIX
MIPOTOKOB, YTO MOKET CBUJIETETHCTBOBATH O €T0 POJIU
B Pa3BUTHHM MUMMYHHOTO BocmayieHus [9].

B nocsennue rojbl HAKOILIEHBI Pa3JindyHbIe JaH-
Hble, I03BOJISIONINE CUCTEMATU3UPOBATH MPE/CTAB-
nenus o naroreneze IIBI] [10—13]. Oanako cymie-
CTBYIOIIIME KOHIENIUU €ro Pa3BUTHS HE MOTYT JI0
KOHI[a OODBSICHUTD (DAKT 3KCHPECCUN MHUTOXOHPU-
QJIbHBIX TENTHIOB Ha MOBEPXHOCTH SIUTETHAIbHBIX
KJIETOK JKEJTYHBIX MPOTOKOB B KAauyecTBE ayTOAHTHUTE-
HOB, CIenu(UIHOCTD TIOPAKEHUST OUINAPHOTO JITUTE-
JIUSI, BBICOKYIO PAaCIHpPOCTPAHEHHOCTH ATOI MATOJIOTUU
cpeau KEHIMH B cpaBHeHnH ¢ MyskanHamu (9:1).

OcHoOBHbIE KJIMHUYECKHE TTPOSBJIEHUS
IIBII 1 ero ocaoskHEHU

K kmunmdecknMm npogsiaenusM IIBIL otHocATcs:

* KOXKHBIU 3Y[I;

* JKEeNTYXa;

* TUMEPIUTMEHTAINs KOXXHBIX MOKPOBOB,;

* KCAaHTOMbBI, KCAHTeIa3Mbl

* yBeJWuyeHWe TeYeHW W pexe —
CeJIe3eHKH;

* TOXY/IaHUE;

* ¢c1a00CTh, YTOMJISEMOCTD;

yBe/m4ueHne
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* CHUKeHUEe paboTOCIOCOOHOCTH;

* CUH/IPOM HApYIIEHHOTO BCACHIBAHUS;

* ocreoucTpodus, OCTEONIOPO3;

* XOJIeJUTHAS;

* BHENEYEHOUHDbIE TPOSBIEHUS WMMYHHOU
pOoAbI.

IIBIl B TeyeHue MHOTHUX JIET NMPOTEKAET CKPBITHO
u MajocuMntoMHo [14, 15]. Haunmnaercs He3aMeTHO
U JIOCTaTOYHO JJINTEJNBHO MPOSBISETCS JUNIb OOIIei
c1aboCThI0 U/ WIN CHIDKEHHEM PabGoTOCHOCOGHOCTH.
[Ipuuem acreHWYeCKUii CHHIPOM y TaKUX OGOJbHBIX
6oJiee BBIpaKEH, YeM MPHU APYTUX XPOHUYECKUX 3200-
JleBaHMAX TeyeHu. B TO ke BpeMsi BbICKA3bIBAETCS
MHEHUE O TOM, YTO YTOMJISIEMOCTb Y TAI[UEHTOB C
[IBII Hepenko o6ycJOBIeHA COMYTCTBYIOIIEN JIeTpec-
cueii [16].

BenymuM TaTOrHOMOHUYHBIM CUMIITOMOM  TIPH
[IBIl aBagercs mnogsyieHHe KOXKHOIO 3yJa, KOTOPBII
MOSKET ObITb €MHCTBEHHBIM B TE€YEHUE HECKOJBKUX
MecsIeB U Jlaxe JieT TposiBjieHneM Oosiesnu. B ero
XapaKTepUCTUKe OTMeYaioT pacpoCTPaAaHEHHOCTHb
(sokasbHbIi wm o6mwit), BbIpaskeHHOCTh (yMepeH-
HBII MM PE3KO BBIPAKEHHBIN ), MPO/OJKUTETBHOCTD
(nocrosiuEpii mm BoTHOOOpasHbI). KosKHbBIA 3y
6osiee BBIpPa)KEH B HOYHOE BpPEMS M YACTO yCHJIUBA-
€TCsl TIPU CONPUKOCHOBEHUU C TKAHSIMU, a TaKXkKe B
ternsie. Ha Koke 0TMEYAIOTCSI MHOTOYUCTIEHHbBIE CJIE/IbI
pacyecoB, Ha MeCTe KOTOPbBIX TI03Ke TOSBJSIOTCS
YYaCTKU THIEPIUTMEHTAIIH.

3ya He CHHMaeTCsl CHMITOMaTH4ecKuMu (aHTH-
TUCTAMUHHBIME, CEJATHBHBIMM) IpernapaTaMu, 4acTo
BBI3BIBAET MYYHUTEIbHYI0O OECCOHHUILY, W3MEeHEHUs
AMOIMOHATBHOTO COCTOSIHMS, Jlelipeccuio. B cBsi3m ¢
3TUM TIAIIMEHTHI HEPEAKO OOPAIAIOTCS K JIEPMAaTOJIO-
Ty, aJJIeproJiory Wi HeBPOJIOTY.

B Hacrosiniee BpeMsi KOKHbBIN 3y/l paccMaTpHBa-
eTcs Kak BapuaHT 60/, a IPUYMHY er0 BOBHUKHOBE-
HUSI CBSI3BIBAIOT C COCTOSTHMEM OIMOW/IHON CHCTEMbI
(supg0pduHbI). IHIOTEHHDBIE TUTO(UIBHBIE KETIHbIE
KHUCJIOTBI, BEPOSTHO, CIIOCOOCTBYIOT BBICBOOOKICHUIO
JI0 CUX TOp HEU3BECTHBIX CYOCTaHIUI, KOTOpBIE
CTUMYJUPYIOT ONUOMJHBIE perentopbl. OHAKO Y
HeGOIBINON YacTu o0cyeayeMbIX KOXHBIH 3y1 MOXKeT
OTCYTCTBOBATb BeChb Mepuoj 3a60JieBaHus, MpaKTHie-
CKH /IO Pa3BUTHUSI TEPMUHAJIBHBIX OCJIOKHEHUII.

Ha6monaioress pasHooOpas3Hble M3MEHEHUST KOXKH.
B wactHocTH, TIpE M3GBITOYHOM GUOCHHTE3€ MeJia-
HUHA B MEJIAHOIMTAX BO3HUKAET TUNEPIUTMEHTAIUS
KOKHBIX TIOKpOBOB. HauasbHasi peakiusi 6MOCHHTE3a
MEJIAaHWHOB KaTaJM3upyeTcsl MeJbcojiepsKammM  ¢ep-
MeHTOM Tupo3uHasoii. Ilo ojgHOIl M3 Tumnores, yBesu-
YeHue COJIEPIKAHUST MeJIi B CHIBOPOTKE KPOBU GOJIbHBIX
IIBII MoskeT NPUBOAUTL K TIOBBIIMIEHUIO AKTUBHOCTU
TUPO3WHA3ZHOW PEAKIIMU W TOBLINIEHHOMY OGUOCHHTE3Y
MEJIAaHWHOB, OTJIO’KeHNE KOTOPBIX B KOKE 1 BBI3BIBAET
ruttepnurmentaiuio [17]. Hakomnnenue mMeau npujgaer
OPOH30BbBIIT OTTEHOK KOKHBIM MOKPOBaM.

Kpowme toro, npu IIBI] nmosBasiorcss KcaHTeTa3Mbl
Ha KOXe BEPXHHMX M HUKHUX BEK M KCAHTOMBI — B

pu-

06JIaCTH CYCTaBOB, CyXOxuJuid, groguii u ap. Ilo
HEKOTOPBIM JIaHHBIM, KCaHTeJa3Mbl 00Pa3yloTcs Mpu
coxpausonleiics He MeHee 3 MeC INOBBIIIEHHOH KOH-
HeHTpaluu XoJecteposa B kposu (6oaee 400 Mr/mn)
M MOTYT MCY€3aTh MPU HOPMAJTHM3AIUU €r0 YPOBHS, a
TaK)Ke Ha MO3/Hel cTajuu 3a60J€BAHUS BCJEICTBUE
MPOrPECCUPOBAHMS TEMATOIIEJLTIONSIPHOTO TIOBPEXKIE-
HUS.

JKeartyxa Takske OTHOCHUTCS K Hambojee BayKHBIM
kanHndeckuM cumnTomaM IIBII, HO Mo:KeT auTesb-
Hoe Bpemst (1o 2 J1eT) OTCyTCTBOBaTh. lIpMMepHO y
4eTBepTH GOJNBHBIX OTMEYAETCS OJJHOBPEMEHHOE TIOSIB-
JIEHWE JKeATYXW M KO3KHOTO 3yzna. Ha panHux craamsx
3a60JIeBaHUs JKeJNTyXa HMMeeT, KaK MPaBUJIO, BOJHO-
o6pasHbIii xapakrep. B pampHeiimem HabaomaeTcs ee
HEYKJIOHHOE IIPOrPecCHpOBaHNe TIPU OJAHOBPEMEHHOM
YBEJUUEHUN COJEPXKAHUSA TPSIMOro Ouiupy6uHa B
kpoBu. Y maiuentoB ¢ IIBI] Bo3MOXXHbBI MHAUBUILY-
aJpHbIe KosleGaHusi ypoBHs OGuaupyOuna. B ciydasx
KOT/Ia JKEeTyXa SIBJISETCS HAYATHHBIM IPOSIBJICHUEM
3a60/ieBaHust, OTMedYaloTCcs 6ojiee ObICTPOE Pa3BUTHE
TEPMUHATIBHON CTA/IUU, YMEHbBIIECHUE TTPOOJIKUTEND-
HOCTH KU3HHU M GoJiee PaHHUI MCXOJ] B CPAaBHEHUU C
MaIlieHTaMu Tpu Oe3KeJTYITHOM BapuUaHTe TeYeHUs
60JIe3HU.

Ha pannux craausax 3a60J€BaHUS BBISABISETCS
yBesuenue tedern (70—80%): B GOJBIINHCTBE CJIy-
YaeB ee KOHCHCTEHIIUS Cpe/iHell MJIOTHOCTH, TTOBEPX-
HOCTb TJa/Kasg, a Ha TO3[HUX CTAAUIX — MEeJKO-
Oyrpuctasi, 6e360Je3HEHHOCTD TPU mHasibianuu. Ha
OPOTSKEHUN BCEro Tepuoja 3a60JeBaHUsT pa3Mepbl
HeYyeHn MeJJIEHHO YBEJWYMBAIOTCS, UTO CBSI3aHO C ee
KOMIIEHCATOPHOI pereHepaliyeil B OTBET Ha CHIKEeHUe
(pyHKIIMOHAIBHOI CIIOCOGHOCTU TENaTOIUTOB WM Ha
TOKCUYECKOE BO3/IEHCTBHE WU3OBITOYHBIX JKETYHBIX
kucjor. [enatomerasusi, ¢ OIHOW CTOPOHBI, CBUjE-
TENbCTBYET O MOPAKEHUU IE€YEeHU, a C JPYroii — o
COXPaHEHWH PETeHePaTOPHOI CIIOCOOHOCTH OPTaHa.

YBennuenne pasMepoB celie3eHKH He XapaKTepPHO
ang IIBIT (20%) u orMeuaeTcsd Ha MO3JHUX CTALUAX
60JIe3HNU, TIPU PA3BUTUU TTOPTAIBHON THIIEPTEH3UH.

Kanamdeckas kapTmHa MOXET ONPeAessThbCs
OCJIOKHEHUSIMU U COTYTCTBYIOIIUME 3200JICBAaHUS-
mu. Tak, mpu IIBIl camkaercss cexpernus >KeTYHBIX
KHUCJIOT, YTO TIPUBOJAUT K TOSBJIEHUIO CTEATOPEU C
norepeil xupa ¢ Pexamuamu (6onee 7 r B CyTKH),
HEIOCTaTOYHOMY BCACBIBAaHUIO B TOHKOI KUIIIKE HOHOB
KaJblMs M SKMPOPACTBOPUMOro BuUTamMuHa D, mocre-
[EeHHOMY PpasBuTHIO ocTeoguctpoduu. Ha panuux
craqusix [IBIl ocreomuctpodus mnposiBisiercst 60s1-
MU B KOCTSIX, TIPU TSDKEJOM TEUEHUH Pa3BUBAETCS
ocreoniopo3. Hab6moaioTess 1matosornyeckue  repe-
JIOMBbI TIPEUMYIIECTBEHHO MO3BOHKOB U pebep, peke
— KocTefl Tasa W [JJIWHHBIX TPyOUaThIX KOCTeH.
BbIpaskeHHOCTb OCTEOTIOPO3a 3aBUCUT OT (PU3UUECKOI
AKTUBHOCTHU, TUTAHUS, TOPMOHAJIBHOTO CTaTyca, reHe-
Tnaecknx (pakrtopos (ren penenropa BuramuHa D).

KoxxHbI 3y, CONPOBOXAAIOIINNCS HApPYyIIEHUEM
CHa, a TaK)Ke YXY/IIeHHWEe IPOIECCOB BCACHIBAHUS
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JKUPOB U KMPOPACTBOPUMBIX BUTAMUHOB CIIOCOGCTBY-
10T MeJJIEHHO [porpeccupyiouieMy noxyjanuio. Ilpu
nepunure BurtamMuHa K pasBuBaeTcst KoaryJsonarus,
BUTAaMUHA A — HapyllleHue 3peHus.

[TogBsieHe KOHKPEMEHTOB JKEJYHOTO ITy3bIPs
ocnoxkusier tedenne IIBI[ B 35—40% cayuaes. Ilpu
9TOM, KaK MPaBUJIO, O6Pa3yIoTCs NMUTMEHTHBIE KOH-
KPEMEeHTBI.

Hepenko y maHHBIX MAIIMEHTOB BCTPEYAIOTCS pas-
JIMYHBbIE BHEINEYEHOUHble 3a00Je€BaHUS WMMYHHOI
TIPUPO/bI, KOTOPbIe 3arpyAHsoT auarHoctuky IIBIL.
K vuM ornocarcs: cunapom llerpena, ayromMMyH-
HBII TUPEOUANT, PEBMATOUIHBIN apTPUT, CUHAPOM
Peiino, ckaepomepMusi, TIOYETHBIN TyOYISIPHBIN alin-
103, ¢Gubpos gerkux, noanmuosut, CREST-cunapom
(C — xkampumHo3 Koxu, R — cungpom Pefino, E —
s30aruT ¢ HapylleHHeM MOTOPHKH, S — CKJIEpO-
naktiaust, T — TeleaHTHIKTa3un), CapKoUI03, reMo-
JUTHYECKasl aHeMMs, IleJUaKusl, BOCHAJIUTelbHbIe
3260J1€BaHUST KHUIIEYHNKA.

Teuenne 11BI]

Wcxonss 3 HavyalbHBIX TMPU3HAKOB U KJIMHHUYE-
CKOTO TedeHUs 3a60/€BaHUs TPETOKEHO HECKOTBKO
KkjaaccuduKauii  ero KJAWHWYECKMX craawii. Tak,
H. Sasaki u coasrt. [18], mpu KIaccu4ecKoM TeUeHUH
[TBIL BbIAEASIOT YeThipe CTaauu: OGECCUMIITOMHYIO,
CTaINI0 KOXKHOTO 3y/a, CTAAUIO JKEITYXH, TEePMU-
HAJTBHYIO.

[To-Buaumomy, IIBI[ mnpemimecTByer [JINTENb-
HBIT GeCCUMOTOMHBIN TEepUoL W/WJIN €ro TedeHhe
MAaCKHUPYeTCsT MPOSBJICHUSIMH JIPYTUX 3a00JIeBaHWI.
B sror mepmog OOGBIYHO OTCYTCTBYIOT Kakume-1u6o
(pusukampbHbBle TTPU3HAKKM 0OJIE3HU, a B KPOBH TIAIlU-
eHToB ob6HapyskuBaior AMA. Ilpn OGuoxmMmveckom
aHaJIM3e KPOBW BBIABISETCS yMEPEHHOE MOBbIIIe-
HUe aKTUBHOCTU 2AMMA-21YMAMUIMPAHCRENnMUdasot
(TTTID, werounoti ¢pochamasvr (D), aeviyun-
amunonenmudasvr  (JIAII) wu  5'-nykieomudasos
(5-HK). Copepskanue CbIBOPOTOYHOTO XOJIECTEPOJIA
1 aKTUBHOCTb aMMHOTPaHcdepas B 3TOT MEPUO/] COOT-
BETCTBYIOT HOpMe. Mopdosiornieckoe uccie0BaHne
renaToOuoTTaTa TI03BOJISIET IMATHOCTUPOBATH OJIHY
u3 craauit I[IBII. IIporpeccupyiomiasi pubpoTryecKas
NEePeCcTPoiiKa MeyeHrn B TO3/[HUE CTAJANU 3a00I€BaHUS
MPUBOJUT K PAa3BUTHIO IOPTATBHON TMIIEPTEH3NH C €€
OCJIOJKHEHUSIMU, a IMEHHO — BapUKO3HOMY paciimpe-
HUIO BEH TWINEBO/A, ACIUTY, TTIEYeHOUHOI dHIIehaT0-
natuy 1 Ap. [Ipoo/KUTeNbHOCTD JKU3HE Y GOJBHBIX,
He noayyvatonmx jgedenus, 10—15 ger [11].

lenaronennonsipHas  KapiuHoMa Ipu
nabmonaercst peako [19, 20].

JlmutenbHbIil  mepuon  HAOMIOAEHUS W aHAJN3
KJITMHUKO-OMOXUMUYECKOH 1 MOPdOJIOTHYEeCKOi Kap-
tuHbl mnanueHtoB ¢ IIBIl mo3Bosm HaM BbIJEJIUTH
ceyioNe BapuaHThl ero tedeHust [21]:

e AMA-nosuruBHbIT (KJaccuyeckuii) BapUaHT
(85,4%). Xapakrepusyercss TUINUYHBIMM KJIMHHYE-

ITBIT

CKMMU TIPOSIBIEHUSIMU — KOXKHBIM 3Y/IOM, JKEJTYXO,
HaJamgneM OMOXUMHYECKUX TIPU3HAKOB XOJiecTasa M
BBISIBJIEHNEM B CBIBOPOTKEe KpoBu AMA B nuarHocTH-
yeckoM tutpe (Gomee 1:40);

* AMA-uerarusnbiii Bapuant (14,6%). Otauva-
eTcs MeHbIell GMOXUMUYECKON U MMMYHOJIOTHYECKOI
AKTUBHOCTBIO, 00Jiee HU3KOH YacTOTOIl BHEIEYEHOY-
HBIX TIPOSIBJIEHWH, YTO He BJIMSET HA TIPOTHO3 U CPOKHU
nporpeccupoBanug I1IT;

 nepekpectubiii cunapoM (overlap-syndrome) ¢
aymoummynnoim zenamumom (AUT) — B/ AUT
(9,4%). TIpucyTcTBYIOT OJHOBPEMEHHO PU3HAKU
IIBI] u AWUT (mpusHaku XoJjecrTa3a U I[UTOJIN3A,
HaJUYUEe AyTOAHTUTET — aAHTUMUTOXOHIAPUAJILHBIX,
AHTWUHYKJIEAPHBIX, AHTUTJAJIKOMBIIIECYHBIX, B I'eNaTo-
6uonrare — MOpP(MOJIOTHYECKIe TIPU3HAKA HETHOIHOTO
JIECTPYKTUBHOTO XOJIAHTUTA, MOCTOBW/IHbIE HEKPO3BI,
MIa3MaTHYECKNE KJIETKH);

* Gecenmmromuoe tederne (10,9%). Xapakrepu-
3yeTcsl OTCYTCTBUEM KaWHW4YecKuX rnposiiaennit [1BI]
B TeYeHWe J[JINTEJbHOTO Tiepuoja, MaHubecranueit
3abomeBanust Ha cragun ocaoxkHenmii LI (kposore-
YeHHe W3 BAapUKO3HO-PACHIMPEHHBIX BEH IHINEBOA,
acuuT ¥ mp.). Y uactu manuedtos (8,6%) Moxer
OTCYTCTBOBATb KOXHBIH 3YI.

Buaaropaps BHenpeHMIO B KIMHUYECKYIO IIPAKTHKY
Metoza onpezenenss AMA B CbIBOPOTKe KPOBU CTaJia
JOCTYITHOH PpaHHSS [AMArHOCTHKA 3a060JIeBaHUsl Ha
CTa/IMN HETHONHOTO JIECTPYKTUBHOIO XOJIAHTUTA, & He
O6unapHoro mupposa [22, 23].

Jnarnoctuka IIBI]

XpoHHUECKUH XoJiecTa3d — 3TO HapyllleHue CHH-
TE3a U OTTOKA JKeJ4H, KOTopoe HabJiojaercs 6Goiee
6 mec. IIpu arom yBesmuenue axrtuHoctu D mpo-
IOJKUTEJbHOCTBIO 6osiee 6 Mec 1 Hanmune AMA B
tuTpe, mpeBblnawoieM 1:40, MO3BOJSIOT MpEIoJIo-
xkuth TIBII, Mopdosorndyeckne maMeHEHUST KOTOPO-
rO Ha paHHell cTajuu 3a60JIeBaHUS COOTBETCTBYIOT
HETHOWHOMY J€CTPYKTUBHOMY XOJAHTUTY [24].

AMA-1103UTUBHBIE TAIMEHTbI C HOPMAJbHbBIM
yposHeM III®D umeror Bbicoknii puck passutus [1BI]
B TeYeHWe >KM3HU. YCTAaHOBJEHA BBLICOKAsI 4acCTOTa
o6HapyskeHust AMA cpen poJICTBEHHUKOB | jmHWH,
oco6enno y Jmr kerckoro noma (20,7% — cectpsr,
15,1% — matepu, 9,8% — mouepm) [25].

Hepenko oTMedaercs codyeTaHHOe yBeJTWYeHUE
aktuBHocTH II[MD u ITTII. Ognako m3oaupoBaHHOE
nosbieHne yposHst ITTII He siBisieTcst BbICOKOCTIE-
nuduanbiM s TIBIL 1 MoxeT GbITh 06YCJIOBJIEHO
BJIUSTHUEM QJIKOTOJISI WJW JIEKAPCTBEHHBIX IIpernapa-
ToB. Kak u wu301MpoBaHHOE TMOBbLINIEHNE AKTUBHO-
cru 11D, oHo MoKeT ObITb CJIAEACTBUEM W3MEHEHWI
KOCTHOIl TKaHW, OepeMEeHHOCTH, BHYTPUCEMEIHOTO
XoJjiectasza u Jp.

Heo6xoamMocTh TPOBEEHUs  TUATHOCTUYECKOTO
noucka n uckmodenus IIBIL paccmarpuBaercss npu
yBesuuenun akrusHocrtu 1D B 1,5 pasa ot gepxneu
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epanuyvr nopmor (BTH) u TTTII — Gosee yeMm B 3
pasa [1].

Buoxummnueckue TecTbl He I03BOJISIOT PasJiu-
YUTb BHYTPU- U BHeENEYEHOUYHbINH XoJectad. [lna
OIIEHKH COCTOSIHUSI BHYTPHM- ¥ BHENEYEHOUYHBIX
JKEJTYHDIX [IPOTOKOB IIPOBOJUTCS  YbMPA3EYKOE0E
uccaedosanue (Y3U) opraHoB OGpIONIHON IIOJIO-
CTU, MAZHUMMHO-PE3OHANHCHAS XOJAHZUONAHKDPEAmOo-
epapus (MPXIIT), andockonuueckas comozpagus
(3CT), sndockonuueckas pempozpaduas xXoiaHzuo-
nanxpeamozpagpus (IPXIIT) co chunkreponamii-
JIOTOMHUEH, TPUMEHSIEMOH C TIeJIbI0 YJIy4IlIeH!sI OTTOKa
xkemun. IPXIIT oco6eHHo BaskHa TIpU  MPOBEje-
HuM auddepeHnaabHoll IUarHOCTUKI C NEePEUUHBIM
cxaeposupyiouum xoaanzumom (I1CX).

Cy1iecTBeHHOE TIPEUMYIIECTBO B TPAKTOBKE COCTO-
saHusg 6unmmapHoil cucrembl npunaexut MPXIIT u
ICT, nockonpky IPXIIT, mpeskae Bcero mnpm Ipo-
BeJleHNN C(UHKTEPONANMIJIOTOMUH, MOXKET BbI3BATh
nankpeartut (3—5%), kposoreuenue (2%), XOmaHTUT
(1%). JleTanbHOCTb TIPM 3TOM IOCOGUM COCTABJISIET
0,4% [26].

[TocranoBka mmarHo3a Ha paHHUX craangx [IBI]
He TpeACTaBisieT OOJBbIIUX 3aTPyJHEHUN OCOGEHHO
ecau TIpH OOCJTEOBAHUN Y JKEHIIUHBI CPEHUX JIET
BBISIBISIOTCS KJINHIYECKUE TIPOSBIEHUS KJIACCUIECKO-
ro TeyeHHs 3a00JieBaHUS.

Mopdosornueckue usmenenuss npu [1BI] xapak-
TEPU3YIOTCS CBOCOOPA3HON «MO3aMYHOCTBIOS> TTOBPEK-
JIeHU#l 1 CTepeOTUITHOCTHIO PEaKIUil TKAHU IeYeHU.
ITO CBSI3AHO C TEM, YTO I0CJEeI0BATEJbHOE TPOrpec-
CUPOBaHUE OT OAHOI CTaJuM K APYroil MoskeT ObITb
BBIPA)KEHO B PA3JIMYHbBIX yyacTKax oprana. Hecmorps
Ha 910, no ganubiM G. Kloppel u coaBr., myHkiu-
OHHasi OMONCHS B OOJIBIIUHCTBE CJIYYAEB TIO3BOJISIET
BBISIBUTH TIPU3HAKM, XapaKTePU3YIOIIUE Ty UJIU HHYIO
cragmio IIBIT [27].

B napyrom wucciaemoBaHMM TPHW  COMOCTaBJIEHUHN
y 252 mainueHTOB YpoBHell aMmHOTpaHcdepas u
6nMpyOMHA CO CTeNeHbIo JMMQONTHO-KJICTOTHOH
nHGuIbTpanmu, ¢Guépo3a U CTeaTo3a yCTAHOBIEHO,
YTO XapaKTep TUCTONATOJIOTUYECKMX W3MEHEHUN He
MOXKET 3aMEeHUTb OMONCHIO TIeYeHW B OIEHKEe BbIpa-
JKeHHOCTU MOP(OJIOrniYecKux nuaMenenuii [28].

Bce ke caemyer mogYepKHYTb, YTO THUCTOJIOTHYE-
cKasl KapTuHa 6osiee TTOKa3aTeJbHa HA PAHHUX CTa/lu-
ax IIBIl, yeM mpu Haau4yuu pa3BepHYTOH KapTUHBI
[II. Kak mnpaBusio, dopMupyercs MUKPOHOLYJSIP-
Hbiii 1[Il n yacto 6bIBaeT TPy/JHO, a MHOT/IA HEBO3-
MoxkHO oTinuuThb IIBIl oT Apyrux astmosormyeckux
¢opm nmpposa. Iloaromy npoBenerue Guorcuu mneve-
HU TI0KAa3aHO, KOTJa NpHW TUINWYHOW KapTuHe 3a60-
JIEBAHUSI OTCYTCTBYIOT CbIBOpoTOYHBble AMA J160 B
CIyvasix, TPeGYIONNX YCTAHOBJIEHWS CTAJANN W aKTUB-
HOCTH 3a00JI€BaHUS, a TaKyKe MPHU TPEATOJIOXKEHITH O
HAJTMYUN <TIePEKPECTHOTO» crHApoMa [13].

Jlamapockonus 1MO3BOJISIET YTOYHHUTH HaJUYHE
IV cragun TIBIT ($pubpos 1V).

JlabopaTtopubie npusHaku [1BI]

Buyrpuneuenounsiii xosnecras npu IIBIl — mMHOrO-
(aKTOpHBIN TpoIllecc, KOTOPbIl MPUBOAUT K OUOXU-
MUYECKUM HAPYIIEHUSIM W TIOBPEXIEHUIO CYOKJIETOU-
HBIX CTPYKTYP C M3MEHEHUEeM MeTabou3Ma KeAUHbLY
xucaom (GKK) m mx TpaHcMeMGPaHOTO TPaHCIOPTa,
KOTOPBII OCYyTIeCcTBJsIeTCS GeTKaMU-TIePEHOCUMKAMI
B CHHYCOH/JATbHOH 1 KaHAIWKYJSPHOH MeMOpaHax.

[lns TIBI xapakrepHbl M3MeHEHUS MHOTUX OHO-
XUMHWYECKUX TOKa3artesieil. B cbIBOpOTKe KPOBH MaIlu-
€HTOB BBIBJSIOTCS yBeauueHue axtusHoctn 1D,
ITTI, JIAII, 5'-HK, moBblllleHHOE COJlepXKAHME
6mwmupy6una, KK, xomecreposa, docdoanunugaos,
Menu, y-rA00yJUHOB, a TaKXe CHUMKEHHE YPOBHS
ob6uiero 6Gesika NPEUMYIIECTBEHHO 3a cueT (pakiuu
AIbOYMUHOB.

Kpome Ttoro, mpu IIBI[ — xpoHuueckoM XoJie-
CTAaTUYECKOM 3a00JIEBaHUM [E€YEHU AayTOUMMYHHO-
ro reHe3a — HaOGJIOMAIOTCS W3MEHEHUs Pa3JIUYHbIX
MMMYHHBIX TOKasaTesieil (IIOBBINIEHNE COAepPIKAHUS
UMMYHOTJIOOYJIMHOB KJacca M, mosiBjieHre W Hapac-
TaHWE THUTPA AayTOJOTUYHBIX AHTUTE], WMMYHHBIX
KOMILIEKCOB K JIP.).

IloBbimenue aktusHoctu D,
I'TTII, 5'-HK

N3menenne copepskanusi xoJiecteposna u docdo-
JunugoB B kpoBu Gosbubix [IBII, mo-Bumammomy,
CBSI3aHO C PErypruTalyeil GIInapHOro XoJecTeposa u
JIETUTHHA B KPOBOTOK U WX TOBBINIEHHBIM CHHTE30M B
nedenn. OcHOBY 6mocuHTe3a HOCHOTNIHUIOB COCTAB-
aser oprodocdar, o6pazoBaHme KOTOPOTO 3aBUCUT OT
aktuBHocTu rugponas — 1D u 5'-HK, yuactByto-
mwmx B Tuaposude docdoMoHoaPpupoB ¢ o6pa3oBa-
nueM oprodocdara. IIpu atom oz Bausuuem S'-HK
OCYIIIECTBJISIETCS] TUAPOJIN3 PUOGOHYKIe0TH 0B AMD,
I'M®, IM® u YM® go pubonykieosugos (ageHo-
3MH, I'YaHOSUH, IMMHUTHAMH, ypuauH) u oprodocda-
ta. AkTuBHOCTD JIAII noBbIIaeTcsd, B 4aCTHOCTH, MPpU
HOBPEXKJEHUN SIUTEIHS KeTYHBbIX IIPOTOKOB.

[II® akruBupyer ruzapoaus raunepodocdara,
rmoko30-1-docdara u Tia0K030-6-docdara ¢ obpa-
30BaHUEM COOTBETCTBYIOIIUX YTJIEBOJOB M HEOPTraHU-
yeckoro docdara. Cremyer mogyepKHyTb, 4YTO TIPU
[IBIl oT™MevyeHo yBenmueHWe aKTUBHOCTH IPEUMYyIIie-
CTBEHHO TIeYeHOUHOIT (hpakimy pepMeHTa — OJTHOM U3
aByx uzodopm 1D (1o Mecty GrocuHTE3a BBIIEIS-
0T TMEYEHOUHYIO M KOCTHYIO M30(OPMBI).

[Moserenne akrusnoctu D u 5’-HK nupu IBII,
BEPOATHO, CBSI3aHO WM C yBeJWYEeHNEM MX OMOCHHTE3a
13 aMUHOKWCJIOT, JJOCTaBJSEMBIX B KJETKY HPH yda-
ctuu [TTII. Y HekoTOpbIX NAIMEHTOB HAGJIONAETCS
pannee ypequmdenne aktusHoctu ITTII (Gomee uem
B 3 pasa or BTH), mpeamiecTByiomiee MOBBIIIEHHUIO
aktusHocTu IIID. IIpu MCKIIOUEHNN BJIUSHUS QJIKO-
ToJsl WU JIEKAapCTBEHHDBIX [peraparoB 3TOT TeCT
SIBJISIETCST BECbMa YYBCTBUTEJIbHBIM 711 BBISIBIEHUS
xoJiectada y 6ospHbIx [1BII.
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B mnepuon dopmupoBanus 3a60JeBaHUS AKTHB-
HOCTb aMUHOTpaHcdepas CbIBOPOTKM KPOBU B OTJIU-
ype ot ITTII, D u 5'-HK gnurenbHOe BpeMsi He
npesbimaer BI'H nian yBennumBaercsa He3HAYUTEJb-
HO, YTO CBU/IETEJbCTBYET O COXPAHHOW ITPOHUIAEMO-
CTH IUTOIIA3MATHYECKOH MeMOPAHbBI TeMaTOIUTOB.

B ximHMYecKkoll mpakTHKe HamboJiee PacHpocTpa-
HeHO ompenenenne y manueHToB ¢ [IBIl aktuBHOCTH
D u ITTIL.

TunepOunpyGunemMus

B kposu Gosbubix IIBI] ormMedaercst moBbilieHHE
YPOBHS MHOTHUX COCTABHBIX KOMIIOHEHTOB >KEJYH.
IIpu asTOM KoOHBIOTAIMS OUINPYOMHA ¥ JKETYHBIX
KHICJOT B TellaTOlUTaX OCTaeTCs COXPAHHOI, a Ipo-
1ecc ux aKckperuu Hapymaercsa. Coxepskanue o61e-
ro OuaupyO6MHA Ha CTAIWKM KJIMHUYECKH BBIPAKEH-
HON CHMITOMATHKH 3a60JIeBaHUS PEIKO TOCTHTAaeT
oueHb BBICOKMX THdp. KoHbIOrnpoBaHHBI OWIH-
pyOMH MOXKeT TakXKe OmpeaeasaTbcst B Mode. Ilpnm
3TOM YPOOIJINHOTEH 3KCKPETHPYETCS ¢ MOUOH IIpo-
MOPIIMOHAJIBHO KOJTMYECTBY K€Y, TOCTyTafomeid B
JIBEHAIATUTIEPCTHYI0 KHUMKY. OHAKO MOBBINIEHUE
KoHIleHTpaiuu Omiupy6una no 2 BI'H B HauambHOI
cTaauu 3a60J€BaHUSA B OTCYTCTBUE KJINHIYECKUX MPO-
sapyennii He xapaktepHo mis IIBI m tpeGyer npo-
JIOJIKEHHST TUATHOCTUYECKOTO TIOUCKA APYTUX MIPUYNH
BO3HUKHOBeHUs runepounupy6uaemun. Hanporus,
nporpeccupyioliee IOBBIIIEHUE YPOBHS OuanpyOuHa
npu IIBII sABasgercas OCHOBHBIM IPOTHOCTUYECKUM
daxrTopom.

YBesnuenne copepskaHuss OMANPYOMHA U TOSB-
JIeHHEe JKEJTYXH MOXKeT ObIThb OGYCJOBJEHO PsIOM
npuunH. Tak, NMpW TOBBIIIEHHOM pachaje TreMMa B
KPOBU HAYMHAOT TPeo0IalaTh HEKOHBIOTHPOBAHHBIE
opMbr 6mimpy6uHA, a TIpPH HApyIIEHWN ITOCTYILTe-
HUS TIOCJTETHETO W3 TemaToluTa B MPOCBET KETYHOTO
KanWJIApa UM HATMYUN pedIioKca JKeTdu U3 SKerd-
HOTO KamuJyisgpa B mpocTpancTtBo /lucce, a 3arteM B
KpOBb — KOHBIOrHpoBaHHbIe (cBsA3aHHBIE) (POPMBI
(Ipu yCI0BUEM COXPAHHOCTH HOPMAJIbHOM aKTUBHOCTH
LJIMKO3UJIMPYIONIUX (DEPMEHTOB).

[Moebiienne ypoust 6umupy6una mnpu 1B mpo-
HUCXOAMT B OCHOBHOM 32 CYeT KOHBIOTMPOBAHHOIL
(¢pakuuu. TN gaHHbIE CBUAETENbCTBYIOT O TOM, 4TO
pasBuTHe TUNEPOMTUPYOHMHEMUN Y TaKUX OGOJBHBIX
CKOpee BCErO BBI3BAHO PeQJIIOKCOM KeJ4d M3 IIPOo-
cBeTa SKeTYHOTO KaIllWLIspa WM W3 TernaTolnTa B
KpoBb. ¥ naunuentos ¢ [IBI] orMmevalorcs BbIpaskeH-
Hble HHANBUAYATbHbIE KoJle6aHNs TOKa3aTeselt G-
py6mHa. OHAKO B I[EJIOM €TO COJep:KaHHe COOTBET-
CTBYeT CTafiuu 3a00JIEBAaHUS W CTEIIEHU AKTUBHOCTH
MATOJOTMYECKOTO MPOIecca.

Y 6ompabix IIBI mpm GuoxuMmyecKkoM wuccie-
JIOBAaHWU CBHIBOPOTKM KPOBW HapsIy C TOBBIIIEHUIEM
YPOBHS OMMPYOWHA W KETYHBIX KHUCJIOT BBIABJISETCS
MOBBIIEHHOE CoJiepsKaHre OOMIUX JIMIUI0B, TPEUMY-
IIECTBEHHO 3a cueT XoJjecrepoa u (ocdoaunuios,
U, KaK CcJIe[CcTBUe, 06pasyioTcs OTJOXKEHUs XOJecTe-

poJia M €ro MPOM3BOJHBIX B BHUJIE KCAHTOM W KCaHTe-
Jla3M. YpOBEHb HEWTpPaJIbHBIX JIUIHIOB KPOBU IIPU
X0JiecTa3e MPAKTUYECKN He M3MEHSIeTCS.
[ToBbIIeHHOE CO/lEp:KaHNE XOJecTepoJa M JIUIH-
noB ipu [IBI, oueBmaHO, CBS3aHO ¢ HEHTpasU3aueit
JleTepreHTHoro JeiictBust u30bitounbix KK,

HN3meHeHnsa B MeTabo/m3Me Mmeau

Kak wusBecTHO, TledyeHb WrpaeT BaKHYIO POJb B
MeTaGo/iM3Me MeJn 32 cueT oO6pa3oBaHUs B TeNaTo-
IUTaX KOMILTIEKCOB O€JOK—MeJb M IKCKPEINu ee C
skemybio. B HOpMe okosio 80% mocrynaromnieil B opra-
HU3M MeJIM 9KCKPETUPYETCS B KeJ4b M BBIIESAETCS
¢ dekanmusaMu.

IIpu Bcex dopmax xosecrasza, B TOM 4ucje IpU
IIBIl, mpoucxoauT HaKOIJIeHHWe Meau B Ie4YeHH,
WHOT/Ia JI0 yPOBHsI, BCTpeYaliolierocss mpu 6oJes-
Hu Buibcona. CopmepskaHue ee MOKET TTPEBLICUTH
6osiee 25 mMr Ha 100 T cyxoro Beca TKaHU Me4YeHU
(mpu wopme g0 6 Mr ma 100 r). IIpum stom orcyT-
CTBYIOT KJWHUYECKWE MPU3HAKU TOKCUYECKOTO BO3-
JefCTBUST MeIu Ha OPTaHW3M 4YeJOBEKa, a TaKxke
me BbIsBasieTcss Kouabio Kayser—Fleischer. 3910
CBHU/IETENBCTBYET O TOM, YTO MeJb, HaKaIIHBaeMas
B OpranusMe, He 06JalaeT TOKCUYECKUMHU CBOIICTBA-
MU, 4TO, CKOpee Bcero, 00yCJOBIEHO CBS3BIBAHUEM
ee mportemHamu. llpm Xosectaze y mMameHTOB C
IIBII Menp HakalJIMBaeTCs B reraToluTaX B HETOK-
cuueckoit popme.

CunkeHue GeJKOBO-CHHTETHYECKOM
byukuun

Conepskanne aabOyMHHOB U TJIOGYJINHOB B KPOBU
6osibubix [IBI] Ha paHHUX CTaAUSIX HAXOMUTCS B IIPe-
neiax HopMbl. 1o Mepe mporpeccupoBanust 3a601eBa-
HuA HaGJII0/1aeTCs MOBBINIEHNE YPOBHSA Y-TJ00YJINHOB,
ocoGerro IgM. Tlpu 3TOM OZHOBpPEMEHHO yMEHbBINA-
€TCs KOJIMYECTBO albOyMUHA B KPOBH, UTO YKa3blBaeT
Ha HapylleHue O6eTKOBO-CHHTETHYECKON (YHKINH
reratoruToB. HawnGosiee BbIpa’keHHble HM3MEHEHUs
9TUX OUOXUMHMYECKUX TIOKa3areseil BBISBJISIOT, KakK
MPaBWJIO, Ha JAJIEKO 3alleflell CTauu ¢ pa3BUTHEM
Ippo3a.

Nmmynonornueckue npusnaku 11BIL

AKTUBHOCTD AaHTHUTEJ K aHTUTE€HAM Ppa3JINYHON
crrenuduaHocTH (9K30reHHOH M ayTOJOTMYHON IIpH-
POZbI) CBsI3aHA C PA3JIUYHBIMU KJIACCAMU HMMYHO-
rno6ymunos — A, D, E, G, M. Ilpu IIBIl ormeua-
€TCs MAaKCHMaJIbHOE TIOBbINIIEHNEe KOHIeHTpaln IgM.
ITosiBnenune antuten kaacca IgM — camas paHHASA
OTBETHAsl Peakins WMMYHHOW CHCTEMbl Ha AHTUTEH.
Conepskanne IgM mpu IIBI[ mocturaer B cpemueM
6,27+0,66 /a1 [29].

O6pazoBaHie MUMMYHHBIX KOMILIEKCOB OOJBITIX
pasMepoB, AaKTUBUPYIOINX CHCTEMY KOMILJIEMEHTA,
MO3KeT MPUBOANTD K JECTPYKIINH SIUTETHS KETIHBIX
KaHaJblleB, oOpa3zoBanmio rpanyseM [30].
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Y mammenTtoB ¢ KiaaccmyeckuM TeuenuneM IIBIL
B KpPOBH OOHADY’KMBAIOTCS AHTHTENA K AHTHIeHAM
muroxoHapuii. B cbiBopoTke KpoBu 60sbHBIX [IBI]
AMA Bnepsbie 6putn Halizenst J.G. Walker u coasr.
[31]. B Hnacrosiiiee BpeMsi OHHU CJIy’KaT MapKEépaMu
BHYTPUIIEYEHOUHOTO XOJIECTA3A.

AMA He gBJAFIOTCS CTPOTO CHENM(UYHBIMHI I
ITBII. K ux cemelictBy OTHOCAT 9 TUIIOB aHTHUTE]
(M1-M9). C noMompi0 MeTofia HEmpsAMON NMMy-
HoduryopectieHITT AMA BBISBISIOTCS y TMAIUEHTOB C
JIEKAPCTBEHHBIM TETATUTOM, XPOHUYECKIM AKTHBHBIM
TeNaTUTOM, CHCTEMHON KPAacCHOW BOJYAHKOW, KapIuo-
MuonaTtueit, cuuancoM u APyruMu 3a60JeBaHUSIMU
[32].

Kpowme toro, anturena M2, M4, M8, M9 o6benu-
HeHbl B uerbipe Tna (A—D), IIOCKONbKY OHH Hepea-
Ko ob6uapy:xusaiorcst npu IIBIl. YyBcTBUTETHBHOCTD
BbISIBJIEHUST M30JIMPOBAHHBIX AHTUTET MJIH UX KOMOHU-
Haluu cocrasjsier 66—96%.

BoicokouyBcTButespubiMu  ansa  1IBIL  aBaa-
forca AMA M2 & nporemnam [IJIT-kommrexca.
AHTHUTEHHble KOMMOHEHTbI M2 JoKanu3yioTcs Ha
BHyTpeHHell MeMmGpane wmutoxonapuit [33, 34] mu
BoIsABJIA0TCS MeTogoM ELISA ¢ mpuMenenuneM crenu-
(puveckux aHTUTEHOB.

C moMoIpl0 UMMYHOOJOTHHTA OBLIN MAEeHTH(U-
muposansbl 4 momumentuga [T (ITAT-E2, IIAT-Ela,
II-E18 u mporenn X). OHM mpecTaBisior co6oii
ceMeiiCTBO OKCUTEHA3HBIX KOMIITIEKCOB IS 2-OKCOKHC-
gor, Briovass E2 exununy IIJIT, nermpporenasubiii
KOMIIJIEKC JIJIST 2-OKCOKUCJIOT C PAa3BETBJIEHHOMN 1IEMbIO,
JEeTUPOTEHA3HbIIl KOMILIEKC [/ KeTorJyTapara Hu
JUTHAPOIUIIOAMU/HBIN IeTH/POreHa3a-CBA3bIBAIOIINI
6esok [35]. TloMuMo aToro, MesKy HUMH CYIIECTBYET
3HAUYMTEJbHOE CXOJCTBO: OHM COJep3KaT JHMIOEBYIO
KHUCJIOTY, YYacTBYIOT B OKHCJIUTEJbHOM (ocdopuim-
poBanuu. [Ipudem /s MeTaboJM3Ma MUPyBaTa TAKKE
HEOOXOMMA JIUTIOEBAsT KUCJIOTA.

HauGonee wacro (95%) y maumentoB ¢ IIBIT
BCTpeJaroTcs ayToaHTuTena K aHTtureHam [IJII-E2.
[T/IT-E2 upexacrasssger co6oii GOJBIIYI0 MHOTOMEp-
HyI0 CTPYKTypy, cocrosuylo npumepuno us 60 aje-
MEHTOB, CBSI3aHHBIX MexX.Iy coboii. Ee pazmepsl mpe-
BBINIAIOT pa3mep pubocombr [36].

IIBII gaBasgercss emUHCTBEHHBIM 3a00J€BaHUEM,
IpY KOTOPOM BBIABJIAIOTCS T-KJIeTKH, pearupyionue
c IIJAT-E2, uro uMeer cyllecTBEHHOe 3HAUYeHUE B
natoreHese aroro 3abosneanus [37—39]. Hamnpumep,
amuHokucyaorsl II/II-E2 B mnoaosxkenun 163—176
ABJAIOTCS nuTonoM aug T-mumporuTos. ITOT yya-
CTOK pacroJiaraercsi B 06JACTH JIUTIOUJIOBBIX JI€MEH-
ToB, TAe c¢ Mouekysoil [I/IT-E2 B3ammopeiicTByoT
ayTOaHTHUTeNA.

BakxHasi posb B OCYyIIECTBJIEHUM 3TUX PEAKINH
TPUHAAJEKUT aMUHOKHUCJIOTE JIN3WH, CBS3bIBAIOIIEN
JunoeByo Kuciaory. llocreqHsas umeer aAucyabgua-
HYIO CBSI3b, KOTOpAs JIETKO MOXKeT ObIThb Pa3pylIeHa,
MMOCKOJIBKY PpacloJiaraeTcsl Ha IMOBEPXHOCTH MOJe-
KYJIbI.

Takum 06pasoM, JUMOUIOBbIE IJTEMEHTHI 1 JIHIIOE-
Bas KHCJOTA SBJISIOTCS HEOOXOAUMbBIMH 3BEHBSIMU
B Pa3BUTHM MMMYHHOTO OTBeTa Ha PAHHUX CTaJAMIX
[IBII. Bo3moskHO, HapymieHue Metaboin3Ma JN3nH—
JINTIOATA B 9TUX MUTOXOHJPUATBHBIX AHTHIEHAX CJIY-
JKUT BaKHEHITUM MeXaHU3MOM, 0O0YCJIOBJIUBAIOIINM
pa3BUTHE AYTOMMMYHHOW peakIuu, MPUBOJSAIIEH K
JIECTPYKIMU W aIONTO3y 3IUTENNs] >KeJIHBIX TIPO-
TOKOB.

AMA MoryT O0OGHApYyKHUBAaTbCs [0 MOSIBICHUS
KJIMHAYECKOH CHUMIITOMATUKA ¥ MOP(OJOTrTIecKux
n3MeHennii. OHAKO KOPPEJSIMOHHAS CBA3b MEXKIY
TATPOM AaHTHUTEJ W BBIPAKEHHOCTBIO TIOBPEXKe-
HUS DINTETUS SKEJYHBIX IPOTOKOB OTCYTCTBYET.
Onpenenennie AMA npexxjie BCero UMeeT JIMarHOoCTU-
YyecKkoe 3HauYeHMeE.

[outu y monoBuubl Gonbubix [1BI] o6Hapy:KuBa-
otcst anmunyxieapnvie aumumena (AHA), otHocs-
muecss B ocHoBHoM K IgG. Hepenko AHA BbIsiBIISA-
I0TCd y nanueHtoB, He uMeonux AMA. IIpornos y
6ospHbIX [IBIL ¢ BBICOKOI KOHIeHTpaimeit AHA B
KPOBU HamMeHee GJIarOTPUSITEH.

Anmumena x coxpamumenvivin 6eaKam 21a0Kkou
myckyaamypor (ATM) BeTpeyaroTest peske, 4yeM aHTH-
HyKJeapHble. [IpuMepHO y 0/{HOW TpeTu GOJbHBIX 9TH
aHTUTeNMa OOHAPYKUBAIOTCS OAHOBpeMeHHO ¢ AHA.
ATM He o67aal0T OPTraHHON W BUAOBOH crenuduy-
HOCTBIO, AyTOAHTUTEHOM [IJI8 HUX CJHYKUT F-akTWH.
ATM mnpu IIBIl otHOCSTCH B OcHOBHOM K IgM.

Peske BcTpeuaiorcst, HO 06121210T GOJIbINEN CIIEIN-
¢uunocteio s IIBI] antutesna k 6eqkamMm 060J0YKN
anpa (anturena xk gp-210, x Hykaeomopuny p62,
sp100, k maMuHOBOMY B-pelentopy, aHTUIMKINH A).
HaunGonee uacto anturesa ¢(OPMUPYIOT KOJbIO
BOKDYT $/Ipa, a TaKsKe MHOXKECTBO IsATeH, c(hOpMUpo-
BaHHBbIX ayToaHTuTesaMu K GP210 u nykieonopuny
62 B o6JslacTH HYKJIEOTIOP, a TaKXKe K SIePHOMY OesKy
sp100 [40].

A. Granito u coaBt. [41] paspaGoramu Meron
ompejiesieHNsT aHTUTeJ K HOBOMY TPOTEWHY s/pa
(sp140). TIpu aTOM 94acTOTA €10 PErmcTparun y GoJIb-
wurx [IBII cocrasuma 90% (19,/20).

Oo6HapykeHne 3TUX aHTUTEJ BaKHO B JHATHO-
CTHYECKOM M TPOTHOCTUYECKOM IIaHe. BoisgBienue
AHTUTEJ TPOTUB AHTHTEHOB OOOJOYKH sipa IpHU
HaJMYUU KJIWHUYECKUX MPHU3HAKOB 3a00JIeBaHMS, HO
npu orcyTcTBuu AMA 103BOJSIeT NMOATBEPAUTD HA-
THO3 U CBUJETENbCTBYET O HeGJAroNpUATHOM Te4eHUN

IIBIT [13].

Mopdosornueckue npusHaku [1BI]

Pasinuator 4 cragun 3a6o/ieBanus. /JlanHbie 6HOII-
cum nedeHn g [IBIl umeroT orpaHuyeHHOE KJIMHU-
YecKoe 3HaueHWe, MOCKOJbKY y TaIlMeHTa B Teraro-
6uontate MOTYT HaOJIIONAThCS OJHOBPEMEHHO BCe
cragun 3a6onesanus [10, 42].

CornacHo MopoJOrmIecKoil  KJaacCH(pUKAIIH,
paszmuyator caenytonme craguu [1BIL [43]:
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* HEeTHONHBIN MeCTPYKTUBHBIN XOJIAHTUT;

e nposudepalus SKeJYHbIX KaHAJIbLEB U IepH-
OYKTaJIbHBII Hubpos;

* (hopmupoBanue py6IIOB;

e yuctuHHbIn 111

IIpu I-II cmaduax IBI[ B Ouonrarax oOHa-
PY’KHBAIOT pasianynble (as3bl TOBPEKICHUS KeTd-
HbIX KaHaibleB. Ilo gannbiM G. Roschlau [44],
9TH MU3MEHEHWS] MOTYT TIPE/IIECTBOBATh KJINHIMYECKUM
mposiBiaeHNsM  GoJsieann. HadvambHble TOBpEsKIeHNUS
Pa3BUBAIOTCS B MEXJIOTBKOBBIX MPOTOKAX MAMETPOM
45—75 mxM. Camoil paHHeH cJjenyeT CYUTATh AUCTPO-
(o keTok snmTesusg MpoTokoB. lluTonmasmMa ux cra-
HOBUTCSI 3ePHUCTON MJIM TOMOTEHHOUN 203UHOMDUIBHOI,
HaOyXIlell, BaKyOJU3UPOBAHHOHN, S/pa MUKHOTHYHBI-
Mu. B nanbHeiineM pa3BuBaeTcsl HEKPO3 HEGOJIBITOTO
CerMeHTa KaHasblla, HO KOHTYPBI €ro ellle COXPaHSIOT-
csl U, HAKOHell, CTeHKa pa3pyluaercss — (opMupyercs
KapTUHA JIECTPYKTUBHOTO XOJIAHTHUTA.

B nepunopranibHbIX MOJSX BOKPYT SHUTENHS,
BBICTHJIAIONIETO JKEJYHbIE MPOTOKU, HAGJIOTAETCS
suMbonHO-TIIa3MoKIeTouHass uHduiabrpanus. [Ipu
9TOM ANUTETNATbHbIE KJIETKU BBITJSIAAT CHABJICH-
HbIMHU, 0cCOOeHHO B GasasibHoil yactu. [lpu uccrueno-
BAaHWU BOCHAJTUTETHHBIX WH(MUILTPATOB OTMEYAETCS
moBbITlIeHHOE cozep:kanne CD4-mmdonuTos, mpe-
Bormawoiee kogndectso CD8-mumboruros (4:1).

Berpevatorest  Takske KpymHble JHMQaTHYECKHE
oanmukyabl, obuabHas MHGUILTPAIUS TOPTAIbHBIX
TPaKTOB, WHOTJA C IIPUMECHI0 KCAHTOMHBIX KJIETOK,
BU/IHBI OT/l€JIbHbIe TUCTUOLUTAPHbBIE U 3MUTENNATBHO-
KJIETOYHbIE TPaHyJIEMBbI.

ITopaskenue cenTajbHbBIX MJIN MEXKJOJbKOBBIX
JKEJTYHBIX IIPOTOKOB SIBJISETCS IaTOTHOMOHUYHBIM
npusHakoM IIBIl, HO B Marepuasne IyHKIHOHHBIX
OMOIICHIT TaKWe W3MeHEeH!Us HaXo[dT Hedacto [45].
lFematoruTbl B 3TOH CTajuu MMEIOT OOBIYHOE CTPOE-
HUe, 3Be3/14aThle PETUKYJIOIHAOTETUOIUTHI TUITEPILIA-
3MPOBAHbI.

IIpu II—-1I1 cmadusax IIBI] npeobajaioT npo-
sgudepanusg IyKTyJ, TPOHUKAIONNX 32 TOTPAHUYHYIO
MJACTUHKY, NEPUAYKTaIbHbIA (Pu6po3 W mpoilecchl
CKJIEPO3UPOBAHNUS ¢ 0OPA30BAHNEM CJIEIBIX CETIT.

Du6po3 NopTrasbHbIX TOJIEH MOXKeT MPUBECTH K
Pa3BUTHIO MMOPTAJTbHON TMIIEPTEH3UH €ellle 3a/0JT0 0
dopmuposanusa III1. Snurenuii wactu nposudepu-
PYIOIIUX KaHAJIbIEB AUCTPO(PUYECKN U3MEHEH. ITO
MO>KHO PaCIEHUTb KaK HaJuuue IPU3HAKOB 060CTpe-
HUS WM IPOTPaJeHTHOro TeueHus. sKesdHble mpo-
TOKHU BBISIBJSIOTCS HE BO BCEX TMOPTAJbHBIX TPaKTaX.
Ha ux Mecre pacriosaraiorcst pyOibl Wi HeGObIINe
IPYNIBI SNUTEINATBHBIX KJIETOK. yKeaunbie TpoMObI
BCTpevatorcst pefiko. CTPyKTypa mapeHXUMbl OOBIYHO
coxpaHeHa. Ha MecTe paspyllleHHBIX TelaTOIHUTOB
B TIEYEHOYHOU [IOJbKE ONPENeNSIOTCsS OOy IsIpHbIE
HEKPO3BI.

Aas IV cmaduu IIBI] xapaktepHa KapTHHA
BBIPAKEHHOTO MUKPOHO/YJISPHOTO TMppo3a. Hapsmy
C 3THM MOXHO HaGJIONaThb W MPU3HAKHU, CBOHCTBEH-

Hble GoJiee PAHHUM CTAJMSIM, B TOM YHCJe TPaHyJe-
Mbl. BocnanurenbHas nHuabTpays o6Hapy KIBaeT-
€S TIPEUMYIIECTBEHHO BOKPYT IOCIEIHUX OCTABIINXCS
JKEJYHBIX IIPOTOKOB M MCYe3aeT IocJe UX paspylie-
Husi. Pacrio3Harb pa3BUBIIMICS UPPO3 Y MAIMEHTOB
¢ IIBII wacTo GbIBaeT TPyAHO, a MHOT/IA U HEBO3MOXK-
HO oTaimuuTh otT LIl apyroro nmpoucxosxaeHus.

Taxkum o6pazoM, Jjumb nocnaemssis craaus I1BI]
COOTBETCTBYET OOIIENPUHSTBIM KPUTEPHSAM IMPPO3a.
B ocrampHBIX oOTCyTCTBYIOT AuddysubIl (Hu6bpos,
y3m0Bast TpancdopMarysi — HeoOXOAUMbIE TPU3HAKA
HII, BbITekatonmme w3 ero ompexaejcaus. B ¢op-
MUPOBaHUN (PUHATBHON CcTaguu 1Uppo3a GOJbIIoe
3HaueHNE TPHUAAETCS CTYIEHYATBIM W MOCTOBUIHBIM
nekpodaMm mnapenxumbl [30]. [lng onenku ¢ubposa
npu IIBIl B xkauHM4eckoll mpakTuKe MPeAToKeHbI 4
cragun pubposuposannus [46]:

* orcyrcrBue ¢ubposa (I cragus);

e nepunopraibubiii puépos (11 cragus);

* MocroBuznblit pu6pos (111 cragus);

e muppos (IV cragus).

[nddepennranbublii 1arHo3

PacnosnaBanue IIBIl make Ha paHHUX CTaausIX,
KaK TMPaBUJIO, He BBI3bIBAET OOJIBIINX 3aTPYIHEHUIA.
OpaHako He BCerJa OKa3bIBAETCS SICHON MPUYMHA
Xo0JjiecTaza, OCOOEHHO TIPU XPOHUYECKOM TeYeHUHU
mporecca. B aTuX caydasix ciaexyer mIpoOBOIUTH Q-
depeHmaibHy0 IUArHOCTUKY C BHEIEYEHOUHBIM
xonecTtazoM, capkougo3oM, I[ICX, jgekapcTBEeHHBIM
WJIN ayTOMMMYHHBIM rematutoM u ap. Kpome Toro,
HEKOTOPYIO CJOKHOCTDb BbI3bIBaeT amarHoctuka [1BI]
B orcyTcTBUe AMA [47] .

B 6eccumnromuoii craguu I1BI] HerpocTbiM MOKET
oKasarbcs pasrpanudenuie ¢ Oosesnbio Ilemxera,
XapaKTepusyiollleiicsi MOBBINIEHNEM B CbIBOPOTKE
kposu ypoBug [IIMD. Oupenenenne akrusuoctu [TTII
n uzodopm IID mno3BoJigeT TPOBECTU HAEKHYIO
nuarnoctuky. llospimenne aktuBHocTu I'TTII xapak-
tepuo jas IIBIl, a we ans Gonesun Ilemxera. Bo
BpeMs HCCJeOBAHUS I1€YeHOYHOH M KOCTHOW M30-
dopm D yBenmueHne TepBON BbISBISETCS TPU
[IBII, Bropoit — npu Gosnesnn Ilemskera.

[Tpu npoBegenun quddepeHImantbHON AUarHOCTh-
ku Mexay IIBI1 u 3a6oeBaHusIME, COTPOBOK/IAIOIIN-
MUCSI BHENEYEeHOYHBIM XOJIeCTa30M, BeIyIIyI0 POJb
urpafor gaaabie Y 3U, ICI, KOMIObIOTEPHOW TOMO-
rpapmm n IPXIIT.

B cayuasix BbIsIBJeHHsS TKaHEBBIX TpaHyJeM
MOKHO TPEATOJIOKUATh CAPKOUI03, XOJECTaTHIeCKUN
BapuaHT TeuyeHusd. llpu capkougo3e B CHIBOPOTKE
KpPOBH OTCYTCTBYIOT AMA 1 BbIABJISIETCS I10JI0KH-
teabublil Kveim—Siltzbach-tect (75%). Bosbiioe
3HAUEHNE TPUAAETCS OMOXUMUYECKIM (DyHKIIMOHAb-
HBIM TecTaM U MOPQOJIOTHYECKOMY HCCIIETOBAHUIO
6uonrtara TmedeHu. Tak, MpU capkoujode OOGHAPYKU-
BalOTCS XOPOIIO C(OPMUPOBAHHBIE TPAHYJIEMbBI IPU
MUHUMAJTbHOM TIOBPEKIEHUHN >KEJTYHBIX ITPOTOKOB.

PXI'TK oH-nanH — www.gastro-j.ru



PHITE -

5, 2011

ITemaTonorus

Hanporus, npu IIBI[ yxxe Ha paHHUX CcTagugax
MOTYT BBISIBJISAITCSI U3MEHEHWs OUIMAPHOTO 3IIHTe-
JINS, Hepe3KO BBIPAKEHHDIH HEKPO3 TrelaTolUuTOB,
JuM@onTHO-KIeTouHasT WHUIBTPAIINS.

JlekapCTBEHHDIH TeNaTUT TaKKe MOKeT MPOTeKaThb
C KJIMHUYECKOW KapTUHOW, CXOJHOU C MPOSBJIEHUSIMU
IIBIl. B arux ciyuasdx nopaskeHue IeYeHU CBS3aHO
C TIPUEMOM JIeKapCTBEHHBIX IPerapaToB, XapaKTepHO
6oJiee 0CTpOe HAYAJIO C OBICTPBIM PA3BUTHEM JKEITYXH
(~4—6 nen).

Idruosiorus 3a60JeBaHUN TTeYeHr, TPOTEKAIONINX C
XO0JIECTa30M, BBI3BAaHHBIM 3K30T€HHBIMU (DaKTOpaMH,
ycTaHaBiauBaeTcd OJjarofapsi THIATEJbHOMY cOOpPY
aHaMHe3a y TalieHTa u/WIN Yy OKPYKAIOIMX €ro
JIUI], TIpU Pa3BUTHUH BUPYCHOTO TeNATUTA — IIyTeM
onpefieJieHHs] CepOJIOTUYeCKUX MapKEpOB BUPYCOB
reratutos B, C u D.

ITpn nposegenun auddepeHanbHOR  AMarHo-
crukn Mexxay IIBIL m IICX wumelor 3HaueHue IO
6OJIBHOTO, HajIW4Ke Wiau orcyrcTBue AMA wu apy-
TUX ayTOAHTUTEN, HauboJiee 4acTo MEePUHYKJICAPHBIX
AHTUTEN K IUTOIJIa3MaTHYeCKUM aHTUTeHAM HEeHTpPO-
¢unos (pANCA) — perinuclear antineutrophilic
cytoplasmic antibody, a Taxxe mannsie IPXIIT win
MPXIIT. [Ina IICX xapakTtepHO 16O OTCYTCTBUE,
au6o Huskue THTPb AMA. Yale UM CTpaJialoT MysK-
YIHBI MOJIOJIOTO WJIM CPEeTHETO BO3PACTA.

B xone 9PXIIT u MPXIIT y 6ospabix IICX oTMe-
YaloTcsl HapyIleHWe TUIUYHOW CTPYKTYPBI >KETYHBIX
IPOTOKOB B BH/le HEPABHOMEPHOCTH MPOCBETA O6IIEro
JKETYHOTO IMIPOTOKA, JAedopMalu BHe- W BHyTpUIIeYe-
HOYHBIX JXEJTYHBIX IIPOTOKOB M HOSBJIEHHE YYaCTKOB
4eTKOOOPA3HBIX HEPOBHOCTEH 3a CYeT uepeloBaHM
CTEHO3UPOBAHUSA U MEIIKOBU/HDBIX PACIIUPEHUIA.

IIpu passepnytoii craauu 1IBI] Hepeako BbI3bIBa-
eT 3arpyaHenue pasrpanndyenue ¢ AWI. /Inga nocra-
HOBKN JuarHo3a AU mpeluioskeHbl <«yIpOIIeHHBIE
KPUTEPUH BBISIBIECHUST 3TOTO 3a60JI€BAHUS: HATNYNE B
cpiBOpoTKe Kposu qn6o AHA, ATM (1:80 u Gonee),
Ju60 AHTUTET K PACTBOPUMOMY AaHTHTEHY Ie€YeHU
(SLA), aumGo ayroaHTuTeJS K MHKPOCOMATbHOMY
antureny neuenn u nouek (LKM — liver kidney
microsomal antibodies B Turpe > 1:40); moBbimre-
nue ypoBHs 1gG 6osnee 1,1 BI'H; mopdoaornueckue
M3MEHEHMS TKAHU MeYE€HU, COOTBETCTBYIONINE XPOHU-
YeCKOMY TelaTuTy; OTCYTCTBHE MapKEpOB BUPYCOB
rernatutos [48].

Kpome Toro, ams IIBI xapakrepro 6GoJiee BbICO-
koe cojep:kanune IgM B cpaBHenuu c yposHeM IgG,
yTO T03BOJIsIeT Takke auddepenimposath [IBIL n
AUT [49, 50].

B cayuagax korpa y manumenrta c IIBIL B auarno-
ctuyeckoM Tutpe BbiaBagior AHA, AI'M, caemyer
o6cyskmath auartos IIBIT/AUT, 1. e. «mepekpect-
HBII cmHAPOM». [Ipu THCcTOIOTHYECKOM HCCIeJOBAaHUN
OOGHAPY’KUBAIOTCS TPU3HAKHW JABYX 3abojeBaHmii —
MopaskeHne BHYTPUTIEYEHOUHBIX JKEJTYHBIX MTPOTOKOB,
JUM@OIUTAPHO-TIA3MOKJIETOYHbIE  MH(PUIBTPATHI,
MOCTOBH/IHbIE HEKPO3bI TETATOIIUTOB H [IP.

Jlannas narosiorust B rpynne GOJbHBIX C XPOHH-
YeCKUME 3a00JIEBAHUSIMU TE€YEHN ayTOMMMYHHOTO
reHe3a He sBJsgercs peakoit. A. Heurgué u coaBr.
[51] mpu peTpoCHeKTHBHOM aHaIn3e KJINHUYECKUX,
OMOXMMUYECKUX ¥ TUCTOJOTMYECKUX TIOKa3aTeseil
115 mammenTtos c¢ IIBIl u AUT, mabaomaBmmxcs B
[STH PA3JIMYHBIX IeHTpax 3a nepuoia 1984—2005 rr.,
B 13,9% ciyuaeB AMATHOCTHPOBAIHN <«IIEPEKPECTHDII>
CUHJIPOM.

Taxkum o6pasom, [IBI] — xpoHuueckoe nporpeccu-
pyfoliiee 3a60JieBaHUe TEYEeHN AyTOMMMYHHOTO TeHe-
3a, KIMHUYECKAs KapTUHA KOTOPOTO XapaKTepHh3yeT-
Cs CHH/IPOMOM XOJIECTAa3a, PA3BUBIIErOCs BCJEICTBUE
CTPYKTYPHBIX M3MEHEHUN 3MHUTEINS BHYTPUIIEYEHOU-
HBIX JKENYHBIX IMPOTOKOB. Bbisgsienne AMA M2 B
KJIMHUYECKOW MPaKTHKe T03BOJISIET JAMATHOCTUPOBATD
3Ty TIATOJIOTHIO yKe HAa PaHHUX CTaausX 3a6oseBa-
HUS.

JlanbHefiliee coOBepIIEHCTBOBAHNE MMMYHOJIOTHYE-
CKUX METOJ0B OOHapysKeHus ayroaHtures (B 4acTHO-
CTH, K IIPOTEMHAM U 3IHUTEINIO JKETYHBIX ITPOTOKOB)
JIA€T BO3MOXKHOCTb ONTUMHU3HPOBATH JMATHOCTHYE-
CKHIi MOWCK TIPY XOJIECTATUYECKNX MMOPAKEHUSX TIeve-
HHU, TpoTeKalIux B orcyTtctBue AMA, mpm ganeko
samemreir craguu I m mpu mopaskeHUSIX KeTIHBIX
MTPOTOKOB HESICHOW TTPWPO/IBI.

CopemenHas Teparnusa [IBI]

B nacrosmee BpeMs BO BceM Mupe A Jlede-
Hug mnamumednToB ¢ IIBIL wmcmonb3yercss mpemapar
Vpcodanbk (ypcodesokcuxonesas xucioma —
VYIXK) B moze 13—15 mr/kr/cyr. Ypcodaibk —
ruapoQUIbHAS, HETOKCHYHAS, TPETUYHAS >KeadyHas
KICJIOTA.

[Ipomnwno 6Gosiee cta JeT €O AHS OTKPBLITUS Jedel-
HBIX CBOHCTB YpCOKHUCJAOT. OIHAKO Ha CErOAHSII-
Huit geHb He Bce Mexanudmbl Y/IXK packpbITh.
HaxkomsieHo 3HauuTeNIbHOE YHUCIO JAHHBIX SKCIEpPU-
MEHTAJbHBIX ¥ KIMHUYECKUX HCCJeJOBaHU, [JOKA3bl-
BaIONIMX AHTHANONTOTUYECKUN, IUTOIPOTEKTUBHDIH,
aHTUPUOPOTHYECKUIT, IMMYHOMO/LYINPYIONIHIi, X0JIe-
PETHYECKW, XOJeTUTUYeCKUid, aHTUNPOIndepaTnB-
HBIIT MeXaHW3MBbI JeHCTBUS.

B nociepnux ucciefoBaHUSAX IIOKa3aHO BJUSHUE
Y/IXK Ha akrtuBHOCTb OGEJIKOB XOJIEPETUYECKOTO
tpanciopra (MRP2, BSEP), uto o6ecneunBaer yBe-
JIMYEHNE HKCIPECCUN SKETYHBIX KHCJIOT C JKEeTdblo,
nosbliienue nocryimnenus coseil JKK B cucremy
HTEPOTeNaTHIeCKON IUPKYJIAINN, AKTUBAIUIO BHY-
TPHUKJETOUYHDBIX CUTHAJbHBIX MOJIEKY.J.

Ypcodanbk sBsSETCS TPENapaToM MEPBOi JUHUT
npu IIBIl. Ero npumenenue croco6CTByeT 3HAUM-
TEJIbHOMY YMEHDBIIEHUIO HWHTEHCUBHOCTU KOKHOTO
3yza (MM €ro TOJHOMY KYMUPOBAHUIO), YIyUIIEHUIO
WM HopMasiu3anuu OGUOXMMUYECKUX ITOKas3areseit
MeYeHW W THUCTOJIOTUYECKOH KapTHHBI, 3aMe/JIeHNI0
nporpeccupoBanust ¢Gubéposa um 1IUPpPo3a IEYeHu, a
TaKXe CHIUJKEHNIO TIOPTAJTbHOW TUIEPTEH3Un. ITO
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€JIMHCTBEHHDBIIl TIpenapar, JJIUTeJbHOe ITPUMEHEeHUe
KOTOPOTO ITI03BOJISIET OTCPOYMTD MJIN Aake H30eKaTh
TPAHCIJIAHTAIUN TI€YEHU, [JOCTOBEPHO YBEJUYUTH
Ka4eCcTBO M IPOJOJIKUTEIbHOCTD JKU3HH TAIIMEHTOB C
IIBII [52—54].

Ypcodanbk 6e3onacer u uMeer HEGOJBIIOE KOJU-
YeCTBO HEKeJaTeJbHBIX peakimii. Peako y HeKo-
TOPBIX OOJIbHBIX OTMEYAIOTCS JUapesi, MeTeopusM,
BBITIAIEHIE BOJIOC.

BMmecre ¢ TeM B psifie KAMHUYECKUX HAGJIOIEHII
naxxe Ha ¢oHe Tepamuu ¢ ucnogab3oBanuem Y /IXK
He BCeTJla yAaercss TIOJHOCTBIO [OCTUYD KJIMHHUKO-
6MOXUMUYECKON PEMHUCCUU U OCTAHOBHUTH MPOTPECCH-
poBanue 3aboJieBanus. [l ycusieHusi TepareBTude-
ckoro adderra ¥Y/AXK mpu I1BI] 6p110 npeasoskeHo
MpUMEHEHHEe TOMUYECKOTO CHUHTETHYECKOTO TJIIOKO-
KOPTUKOCTEPOUa 2-TO TOKOJIEHUs — T[penapara
6yneHocun. Ilpu npoxoskaexun vepe3 mnedenb 90%
6yzneHocua paspyiraercs, a 90% 13 MoCTyImaoIero B
CUCTEMHBII KPOBOTOK KOJIMYECTBA CBSI3BIBAETCS C aJib-
6yMMHOM 1 MHaKTUBHpYyeTcs (cucreMuas GMOOCTYTI-
HOCTh Tpenapara coctasiser okoqo 1%). Byaeconns
o0J1asiaeT BhIpaskKeHHOU apUHHOCTBIO K CTEPOUIHBIM
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