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B 0630pe npedcmasneHbl numepamypHble 0aHHbIe U OpuauHalribHble pe3yrnbmambl c8emosol U 37eKmMpPOHHOU
MUKPOCKOMUU namomopghorioaudecKkux USMeHEeHUU Xen4YHbIX MPOmMOKO8 Npu nep8uyHoO CKIepo3upyrouem xonaHaume
(FCX), aymoummyHHOM CKiepo3upyrouwem xonaHaume, accoyuupog8aHHOM ¢ UMMyHoernobynuHom G4 (IgG4) u nepe-
KpecmHbIx (ogeprian) aymouMMyHHbIX Xofiecmamu4eckux cuHopomax nepekpbimusi: [ICX + xpoHudeckul aymoum-

MyHHbIU 2enamum (XAT); lNCX + nepsuyHbili 6unuapHbil yuppo3 neveHu (M6L]).
Knro4desbie crosa: xernyHble npomoku, aymouMMyHHbIU XornaHaum, MOpghosIo2usi.

AUTOIMMUNE CHOLESTATIC LESIONS OF BILIARY DUCTS
V. M. Tsyrkunov, N. I. Prokopchik, V. P. Andreev
Grodno State Medical University, Grodno, Belarus

The review presents literature data and original findings of light and electron microscopy of pathomorphological
changes in the bile ducts in primary sclerosing cholangitis (PSC), immunoglobulin G4 (IgG4)-associated autoimmune
sclerosing cholangitis and overlap syndromes: PSC + chronic autoimmune hepatitis (AIH); PSC + primary biliary

cirrhosis (PBC).
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Cpeam rpynnbl ayTOMMMYHHbIX MOPaXeHUn xen-
YeBbIBOOSALLEN CUCTEMbl MEYEeHU MPUHATO Bbige-
NSATb NEPBUYHO cKreposupytowmi xonaHrmt (MCX),
ayTOMMMYHHbIN CKNEPO3UPYIOLLMIA XONaHIT, acco-
LUMMPOBaHHbIM C MMMyHornobynuHom G4 (IgG4) n
nepekpecTHole (oBeprnan, overlap) ayTOMMMYyHHblE
CYHAPOMBI (MM CUHAPOMbI NEPEKPbITUS), BKMOYa-
towwme covetaHme NCX ¢ XpOHUYECKNUM ayTOUMMYH-
HbIM renatutom n MNMCX ¢ nepBUYHBLIM BUNNapHbLIM
umppo3som nedenu (ML) [1, 2].

lNepeu4HbIl cknepo3upyrowjull
xonaHaum ([1CX)

MCX — xpoHnyeckoe xonectatudeckoe 3abone-
BaHMe Me4vyeHn, XapakTepuaylolleecss nporpeccu-
pyrowmnm dunbposom ¢ obnutepauuen NpocBETOB
XenyHbix npoTokos (PKI1) u ¢ nocnegyrowmm passu-
Tnem umpposa nedenm (LIM). Mpwn MCX cknepotnye-
CKne n3MeHeHus npeobnagalT Hag BOCnanuTerb-
HbIMK. MpuymHbl NCX HenssecTHbI [1].

NMCX — peakoe 3aboneBaHue ¢ reorpadnyecku-
MU ocobeHHOCTAMM pacnpocTpaHeHus. Pacnpo-
cTpaHeHHocTb B CLUA oueHmBaeTcsa ot 1 oo 16 Ha
100 000 yenosek. lMpubnuantensHo y 80% nauu-
eHTOoB ¢ gnarHo3om MNCX nmeroTest conyTeTByoLme
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BOCManuTernbHble 3a60neBaHns KMLWeYHrKa (93BeH-
HbI konuT). IMpun NCX npeobnagarT My>4dnHbl 2:1,
cpefHun BO3pacT MOCTaHOBKW AuarHoda o6bl4HO
coctaBnseT oT 30 go 40 neT. Y naumeHToB ¢ naTto-
nornen Knwe4vHmka pacnpoctpaHeHHocTb MNCX oue-
HMBaeTcs npumepHo B 5% [2].

MCX — peakoe ngmonaTnyeckoe nporpeccupyto-
Lee 3aboneBaHue X1, xapakrtepuaytowieecs BocC-
naneHnem un paspyLlieHNEM BHYTPUMEYEHOUHBIX U
BHerneuyéHouHbIX XK1 1 npuBofsilee K nporpeccu-
pytowemy cmbpo3sy nedenu [3].

HomeHknaTypa pasHbiXx BeTBeW OuIMapHoro
3ANMTENNsI NEeYeHN YernoBeka OTHOCUTCH K Krnaccu-
doukaumm, nepeBoHavanbHO npegnoxeHHon Jloa-
Burom B 1987 r. [4]. Takum obpasom, XKI1 genatca
no AnameTpy: >Ken4dHble MNPOTOKU (XONaHrnonbl)
(<15 MKM), mexpgornbkoBble NMpoTokn (15-100 Mkm),
cenTanbHble npoToku (100-300 mkm), nnockue (unu
30HanbHble) npotokn (300-400 mKkm), cermeHTap-
Hble npoTokun (400-800 MKM) 1 NeYEHOYHbIE NPOTO-
ku (>800 mkm). Ha nepndepun noptanbHOro Tpakra
>KI, KoTOpble MNOSTHOCTLIO COCTOAT M3 XOSlaHrMouu-
TOB, NepeceKkalT OrpaHMYMBaIOLLYI0 MMACTUHKY U
npogosmkarTca KaHanom [epuHra. NocnegHun Bbl-
CTNaH Kak renatouuMTamu, Tak U XONaHrmouutTamu,
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npeacraenseT cobon uU3NYEcKyld CBS3b Mexay
XEenYHbIMM  KaHanbuamu, oOpas3oBaHHbIMK anu-
KarnbHOM MeMbpaHoW renaToLnTOB, U XEMNYHbIM Ae-
pesom (puc. 1-4, 6) [5].

Otnonorna  NMCX  HemsBecTHa, HECMOTPS
Ha 3Ha4YMTEmNbHbIM BEC FEHETUYECKOrO MPOUCXOX-
aexns [6, 7]. IMmyHonormyecks onocpeaoBaHHbIN
npouecc noarsepxaaeTcs M3BECTHbIMU accouma-
LMAMN C HYErOBEYECKUMM NEeNKoLMTapHbIMU aHTure-
Hamu. OgHa u3 Teopuii BKtovaeT GakTepuanbHyo
TPaHCNoKaLmnio U3 KULLEYHWKa B Xen4yHoe AepeBo
(4acTo accouMMpoBaHHYIO C SI3BEHHLIM KONUTOM),
OCHOBaHHYI0 Ha XMBOTHOW Moaenu n3bbITOYHOro
GakTepuanbHOro pocTa. YCTaHOBIEHbI ONpeaeneH-
Hble TeHHble MyTauuW, BKMYas MyTauuum TpaHc-
MeMOpaHHOro peLentopa KACTO3HOro ¢umbposa
(CFTR), koTOpble Takke Oblnn CBSA3aHbl C Pa3BUTU-
em MNCX [8].

CornacHo KOMMeHTapusiM aBTOPOB NPEAIOXeEH-
HoW cxembl passutus CX (puc. 5), no yacoson
CTpernke Ha pUCyHKe MnokasaHbl 6 cTagum nartore-
He3a (OT UcxoOHbIX (PAKTOPOB — BEPXHSS npasas
YacTb PUCYHKA, 4O OCMOXHEHWIN, CBA3AHHbIX C Na-
TONOrMen neyeHu (BepxHss neBas 4vacTb), npen-
CTaBMNeHHbIMY B OCHOBHOM CTpukTypamm XK1, LM un
xonaHrnokapumnHomon (XK) [9].

WaoeHTnduuymnposaHo 6onee 20 reHoB Bocnpu-
WMYMBOCTW, BIUSIHWE KOTOPbIX Ha pasBuTue NMCX
coctaBnseT meHee 10%, a c yyeTom OyayLimMx OT-
KPbITUI reHoB puck coctaBut bonee 50%. Oo cux
Nnop OKOHYaTEeNbHO HE YCTaHOBMEHA CBSA3b MexXay
nopaxeHveM kuweyHvka u nedexun npu MNCX. Bo-
nee paHHue Teopuu cBasbiBanu passutue MNCX ¢
BO3MOXHOW «yTEYKOW» MpoBOCNanuTEenbHbIX Oak-
TepuanbHbix nunononucaxapugos (JIMNC, LPS),
CMNoCOOHbIX 3a4eNCTBOBAaTb BPOXOEHHbIE WUMMYH-

PucyHok 1. — OnekmpoHozpamma mpex KOHmaxkmupyroujux
eenamoyumos (en), oepaHu4usarOWUX  XKe4yHbIU Kanus-
nsp  (cmpernka). LJumonemmbl  eenamoyumos  (HakOHEeYHUKU
cmpernKu),  MHO204ucrieHHble epaHynbl nunogycyuHa (/i)
Figure 1. — Electronogram of three contacting hepatocytes (len), limiting
the bile capillary (arrow). Cytolemma of hepatocytes (arrowheads),
numerous granules of lipofuscin (/lgp)

PucyHok 3. — ®paameHm ropmarnbHo20 mpakma. Xo-
niaHeuoribl, 0bpa3osaHHble dsymsi eenamouyuma-
Mu  (0bO3Ha4YeHbl  CUHUMU  HaKOHEeYHUKaMu  CmpersiKu).

Figure 3. — Fragment of the portal tract. Cholangioli formed by two
hepatocytes (indicated by blue arrowheads)
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PucyHok 2. — SnekmpoHozspamma mpex eernamouumos (ler),
o2paHuYuBarWUX pacuupeHHbIU XenyHbIl Kanunisap (36e3004-
Ka) ¢ paspywarwumucs MUKPOBOPCUHKaMU U OecMocoMamu
Figure 2. — Electronogram of three hepatocytes (I'en) limiting the dilated
bile capillary (asterisk) with disintegrating microvilli and desmosomes

PucyHok 4. -
npomok (3enieHasi cmpersika) U cenmarsbHbIlU MPOMOoK (cu-

Mex0donbkosbili  (30HarnbHbIL)  Xen4HbIl

Hue cmpernku). OKp.. 2emMamoKCUNUHOM U 303uHoM. %200
Figure 4. — Interlobular (zonal) bile duct (green arrow) and septal duct
(blue arrows). Environment: hematoxylin and eosin. x200
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PucyHok 5. — KomnnekcHbili 063op namocgbusuonocuu

Figure 5. — Comprehensive review of the pathophysiology of PSC [9]

Hble OTBeTbl (MOCPeACTBOM Mepefayn CUrHanos
TONN-nofo0bHbLIX peuentopoB). OAHAKO CUMbHbIE
accoumaunm 4YernoBeYvyeckoro NemkouuTapHoro aH-
TureHa (HLA), obHapyxeHHble B reHeTU4YeCcKuX
NUCCrnefoBaHUAX, MoKasanu 3HadyuTenbHoe y4a-
CTMe afanTuMBHbIX MMMYHHbIX OTBETOB, onpeae-
ndas, Kakne aHTUreHbl MoryT ObITb nNpeacTaBneHbl
T-knetouHomy peuentopy (TCR). MNonaratT, 4TO
@HTUreHbl KULLIEYHOrO MPOUCXOXAEHUST SABMAKOTCA
noTeHUManbHbIMU TpUrrepamMmm 3TUX OTBETOB, U ak-
TUBUPOBaHHbIE T-KNETKN MOryT MUrpUpoBaTh B ne-
YeHb U B KULUEYHWK NOCMe KNOHAarbHON 3KCNaHCum
13-3a NepekpbiBaOLWMXCA npodunen Monekyn ag-

0O630pbI

re3vn SHAOTENUS KULEeYHMKa U NeYeHn
(MadCAM-1 n VCAM-1) BmecTe C cekpe-
unen nuradga (CCL25, Chemokine CC)
[10]. Kpome TOro, aHTuHenmTpOodUnb-
Hble uuTOnnasmaTuyeckme aHTuTena
(ANCA), vacto BbisiBnsiemble npu MNCX,
MOryT OTpaxaTb OTBETbl B-kneTok Ha aH-
TUreHbl KULWEeYHoro npovcxoxgexuns [11,
12].

[okasaHo yyacTue TOKCUYHOCTM Cca-
MOW Xenyu, CoCTaB KOTOpow chopmMupy-
eTcsl B npoLuecce KuLeYHO-MUKPOOHOro
meTabonMama — nepeKkpecTHoro B3au-
MOLEWNCTBUSA KuLIEeYHMKa 1 neyeHmn [13].
OpHako  XonaHrMouuTbl 3aluLLeHbl OT
TOKCUYHOCTU KENYHbIX KMCINOT HECKOSb-
KUMKW MeXaHu3Mamn, OOUH M3 KOTOpPbIX
— cnown bukapboHaTta (HCO3 -) — cBoe-
06pasHOro «30HTUKa», 0bpas3oBaHHOrO
npu yyactum Na+-HesaBMCMMOro aHu-
oHuta CI-/HCO3 - (AE2) n akTuBHbIX
Cl- nepeHocunkoB, B MepBYyH oyepenb
perynsTopa TpaHCcMeMOpaHHOW NpoBO-
OMMOCTM NpW  MyKOBMUCUMAO3€e, ynpas-
nsemoro AT®, n kaHana aHokTamuHa 1,
ynpasnsiemoro Ca ++ [14].

PecHuykm xonaHrmoumToB npegcras-
NS0T CEHCOPHbIE OpraHensbl, NPOXoasLune oT anu-
KanbHou membpaHbl B npoceeT XKI1 (puc. 6). Heuns-
BECTHO, pearmpyroT S PECHUYKN XONAaHrMoLMUTOB Ha
xenuHble kucnotbl. TGRS (Gpbar-1) npeacrasnset
MeMOpaHOCBSA3aHHbIN PELLENTOP >XENYHbIX KUCIOT,
aKcnpeccupyeTcs B OunmapHbIX 3nuTenvanbHbIX
KrneTkax WM cnocobCTByeT cekpeuuu XopuaoB B
anuTenuanbHbIX KneTkax xenyHoro nyseips. TGRS
nokanusyeTcsi B NEPBUYHbIX PECHUYKaX XOMNaHrmo-
LUTOB, Urpasi BaXKHYI0 pPoSib B pPerynsaumm KOHLEH-
TpauMKn U COCTaBa XeN4yHblX KUCMOT ¢ 06pa3oBaHu-
em XT1.

rnex  [o]

XonaHauoyumoe
s0po
Cilia of cholangiocytes (arrowheads), A -
cholangiocyte nucleus

PucyHok 6. - PecHuy4ku
KOHEYHUKU  cmpesok), S —
Figure 6. —

(Ha-
XonaHeuoyuma
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PucyHok 7. — T-knemku (cuHue cmpernku), makpogaez (kpac-
Hasi cmpernka) u Helimpogun psdom ¢ nApPodosLHO cpe-
3aHHbIM  MEJIKUM  XKeslYHbIM POMOKoM (3ee3doyka). [lo-
niymonkuli cpe3. Okp.. a3yp Il — ocHosHOU ¢bykcuH. %1200
Figure 7. — T cells (blue arrows), macrophage (red arrow) and neutrophil
next to a longitudinally cut small bile duct (asterisk). Semi-thin cut. Col.:
azur Il — the main fuchsin. x1200
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[MonaratoT, 4YTO peuenTop XEenyHbIX KUCHOT
TGR5, akcnpeccupysicb B pecHuuykax bunvapHoro
ANUTENNS, MOXET Y4aCTBOBaTb B PErynsauum TpaHc-
MeMOBpaHHOM NPOBOAMMOCTU KUCTO3HOrO hnbposa
(CFTR) [15, 16]. B HenocpencTtBeHHoOW 6mm30CTy
oT XM npu MCX obHapyXMBaTCs HECKONMbKO BU-
O0B VMMYHHbIX KIETOK, B NEPBYIO odyepenb T-KneT-
K, mMakpodary n HewTpodunbl, TOYHOE y4vacTue
KOTOPbIX OCTAETCH HEU3BECTHbIM, HO KIHOYEBOWN MO-
MEHT — MX BEPOSITHOE y4acTune 1 nepekpecTHas CBA3b
C (PEeHOTUMNOM aKTUBMPOBAHHbLIX XOJTAHTMMOLUTOB
(puc. 7) [17, 18, 19].

XpoHuyeckoe NoBpexaeHve coBnagaeT ¢ ooLwum-
MU MexaHu3MaMu pasBuTust pubposa ¢ yvyacTvem
3Be344aTbIX KMNETOK NeYeHU 1 nopTanbHbIX MUogn-
OpobnacToB BO B3aMMOCBA3M C XOraHrmoumTamu,
4YTO [0 cuX Nop He Gbino onpeaeneHo (puc. 8) [20].

Boigenstot MNCX ¢ otpuuareneHeimun AMA (-),
kak BapuaHT MNCX y naymeHToB C KIMHUYECKUMU
N TMCTONATONOMMYEeCKUMN AaHHbIMU, COOTBETCTBY-

towmmm NCX 6e3 AMA (+), npy KOTOPOM TedeHue
3aboneBaHns MOXeT ObiTb Gonee TaxenbiM, Yem
AMA-nonoxutensHoe. OgHako HET [0CTaTO4YHbIX
[okasaTtenbcTB, 4Tobbl cuutatb, 4YTo AMA-OTPU-
uatenbHbln [1ICX cylecTBeHHO OTnM4yaeTcs OT
AMA-NONOXNTENBHOrO N ABNAETCHA OTAENbHbIM 3a-
boneeaHueMm, KoTopoe criefyeT BblAenuTb B Krac-
cudukauun. B nocnegHue roabl nepecmaTpuBa-
I0TCA HEKOTOPble COMHUTErbHbIE NPEeAcTaBneHus
0 3HadeHun aytoaHtuTen npu MNCX, MNMbBL, n cuHgpo-
me nepekpbitus (MBL-AUT) [21].
OundpdbepeHuymnansHas gnardoctuka XAIM, oco-
OeHHO c Hanuunem npusHakos cuHapoma BI1X, 6e3
pes3ynbTaToB KOMMIIEKCHOIO  KrMHMKo-nabopartop-
HOro, MMMYHOMOMMYECKOro 1 MopdONorMyecKkoro
nccrnefoBaHus BecbMa 3aTpygHuTensHa [22].
M3onupoBaHHbii [ICX Manbix NpOTOKOB Auva-
rHOCTMPYETCH NPV HanMyMy y nauueHTta Bocnanu-
TenbHoro 3aboneBaHns KULWEeYHWKa, eCrv NpU3Haku
Buoncun xapaktepHbl aAna MCX, npu Hanuuum Hop-

PucyHok 8.—A. XonaHeauorna, OKpyXeHHasl [yYKaMu KOJ1/1a2eHO8bIX 80/I0KOH (3en1ieHasi cmpernka). OOuH u3 xonaHauoyumos (38e3004Ka) ¢
rpu3HakomMomekaudecmpyKyuu 3akpblinpocsemxonarHauorsl. b. [lepumybynspHbiti pubpo3. Obmypauusinpoceemamex001bKo8o20o
JKeJTYHO20 MIPOMOoKa pa3pyaruuMucs snumernuanbHbIMU Knemkamu (cmpersika). B. Kocol cpe3 Mexx00rbKo8020 XXen4HO20 POoMmoka,
r1poceem Komopo20 3arosIHeH KIiemkamMu ¢ 2urnepXpoMHbIMU MOUMOpgHbIMU sOpamu (cmperiku). I. MexdonbKo8bIl xen4Hbil npomox,
OKPY>KeHHbIU ¢hubpo3HoU Karcysnol, ¢ npusHakamu decmpyKyuu snumernuarbHbIX Knemok. CuHel cmpesnkol 0603HadvyeH numMgoyum e
MmeCHOMKOHMaKme carnumesueMnpomoka, 38e3004koli—npoceemnpomoka.[lonymorkue cpe3bl. OKp.:a3ypll-ocHosHol ghykcuH. x 1000
Figure 8. — A. Cholangiola surrounded by bundles of collagen fibers (green arrow). One of the cholangiocytes (asterisk), with signs of edema and
destruction, closed the lumen of the cholangiola. b. Peritubular fibrosis. Obturation of the lumen of the interlobular bile duct with disintegrating epithelial
cells (arrow). B. Oblique section of the interlobular bile duct, the lumen of which is filled with cells with hyperchromic polymorphic nuclei (arrows).
I. Interlobular bile duct, surrounded by a fibrous capsule, with signs of destruction of epithelial cells. The blue arrow indicates a lymphocyte in close contact
with the duct epithelium, an asterisk — the duct lumen. Semi-thin slices. Col.: azur Il — main fuchsin. x1000

102 Hepatology and Gastroenterology Ne 2, 2021



MarnbHOW XonaHrorpammel. MNpu BeIABAEHNN QyKTO-
neHun (oTcyTcTBUE MexnobynsapHbix 2K B Manbix
BOPOTHbIX NYT$X), BbIABIIEHHON MMCTONOMYeCcKn, HO
npwv otcyTcTBuM NCX, naTonorum kKuLeYHmKa n apy-
rMx cneunguyeckmx xonectaTtmyecknx CUHOPOMOB
(nekapcTBeHHas peakuusi, capkongos), BepOSTHbIN
AnarHos — namonartumyeckas AyKToneHms B3pocnoro
BO3pacTa.

Mopdonorunyeckas gmarHoctuka NCX ocHOBbI-
BAETCs Ha NpuU3HaKax NnopaxxeHus CpeaHux 1 Kpyn-
HbIX BHYTpuneyéHouHbix XKI1 (He menkux), a Takke
BHeneyéHouHbIX XKI1, nHoraa un xenyHoro nysbips;
Ha Hanuuun paspacTtaHus COeaMHUTENBHOW TKaHW
BOKpPYr BHyTpunevéHouHbix KM un obnuTtepauumm
X MPOCBETOB; npeobnagaHun CKIepoTUYHECKUX
M3MEHEHU Hag BocnanutenbHbiMW; crabo B

bIpaXeHHOM nopaxeHun menkux XKI, nameHeHus
KOTOPbIX — BTOPUYHbIE MO OTHOLUEHWIO K Pnbpos-
HO-00nMTEpUpYyLoLLEMY XONaHruTy Gornee KpymnHbIX
npotokos (puc. 9, 10).

[Mpn MUKpPOCKOMMYECKOM WMCCrenoBaHuy ycra-
HOBMEHO, YTO Bano4yHoe CTpOeHUe neyeHu coxpa-

PucyHok 9. — [ICX: ¢bubpos nopmarnbHO20 mpakma, nepu-
OykmarnbHbIl  ¢pubpos;, o4azosas npornugepayus bunuap-
HO20 anumenus (cmpenku); auMgoudHo-aucmuoyumapHas
UHGubmMpauyusi nopmasnbHo2o mpakma. Okp.: MSB.x400
Figure 9. — PSC: fibrosis of the portal tract, periductal fibrosis; focal
proliferation of the biliary epithelium (arrows); lymphoid-histiocytic
infiltration of the portal tract. Col.: MSB. x400

CMeHKU (XKenmasi cmperika);
OanbHbIl  ubpo3 (kpacHbie cmpenku). Okp.: MSB.
Figure 11. — PSC: central vein with wall fibrosis (yellow arrow); diffuse
perisinusoidal fibrosis (red arrows). Col.: MSB. x200

Oughbgby3HbIU  epucuHycou-
x200
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HeHo. [lopTanbHble TpakTbl paclupeHbl 3a cyeT
hnbpo3a, Npu 3TOM coeguHUTENbHas TkaHb pPas-
pacTtaeTcsa npemmyLlectBeHHo Bokpyr XKI1. MNMpocee-
Tbl NPOTOKOB NPEACTaBNATCA PE3KO CYXXEHHbIMMU,
MeCTaMW NPaKTUYECKN He KOHTYPUPYIOTCS, a onpe-
AensitoTCA NULb CKOMMEHUSA XONaHMMOLMTOB.

OnddysHo onpegensieTca cnabo BblpaXXeHHbIN,
MECTaMN YMEPEHHO BbIPaXEHHbLIA  NEPUCUMHYCO-
noanbHbii Gubpos, a Takke crabo BblpaXXeHHbIN
hrbpPO3 CTEHOK LieHTPanbHbIX BeH (puc. 11, 12).

BocnanuTtensHas peakunsi BHyTpY OONEK Bbipa-
XeHa cnabo 1 HocuT ovaroBbI xapaktep. B aByx
Jornbkax neyeHn obHapykeHa KpyrnHoKanernbHas
XrpoBasi AUCTpodurs renaToLmToB, fokanusyLla-
SCS NPEeUMYyLLIECTBEHHO BO 2 1 3 30HaX AoneK (puc.
13). imetoTca mopdbonormyeckue npusHakum, cemae-
TenbCTBYOLIME O (DOPMUPOBAHUN CUHYCOUAANBbHOMN
nopTanbHON rMNepTEH3NN.

Ha pucyHke 14 oTmeuyeHa pe3KO BbIpaXeHHasd
akcnpeccus umtokepatuHa 7 (CK7) — mapkepa de-
HOTMNAa XONaHMMOLMTOB C BbICOKON NponudepaTuns-
HOW aKTUBHOCTbHO.

PucyHok 10. — T[ICX: ¢ubpo3 nopmanbHo20 mpakma,
npeumywecmeeHHo  nepudykmarbHbll,  npoceem  po-
moka wenesudHbill (Kerimasi cmperika);, apmepusi — 4ep-
Hasi cmpernka, eeHa — KpacHas cmpernka). Okp.: MSB.x400
Figure 10. — PSC: fibrosis of the portal tract, mainly periductal, the lumen
of the duct is slit-like (yellow arrow); artery — black arrow, vein — red arrow).
Col.: MSB. x400

PucyHok 12. -
HbIU  pubpo3  (cupeHesblie cmMperiku),

[CX:  OughgbysHbIli  nepucuHycoudarb-
OJIHOKpOBUE  CU-
Hycoudoe (3efleHble  CcMperiKu). Okp.: MSB. x400
Figure 12. — PSC: diffuse perisinusoidal fibrosis (lilac arrows), plethora of
sinusoids (green arrows). Col.: MSB. x400
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PucyHok 13. — [ICX: oyacosasi KpyrHOKarnesbHas xXupoeas
oucmpocbuss  e2ernamoyumos (cupeHesbie CMpPesKu); nepu-
CuHycouOQarsbHbIl uUbpPO3 (KpacHble CcMpesiku);, ueHmparb-
Hasi eeHa C hubpo30M CMEHKU ()enmasi cmperska); rosiHo-
Kposue cuHycoudos (3eneHbie cmpesiku). Okp.: MSB.x400
Figure 13. — PSC: focal large-droplet fatty degeneration of hepatocytes
(lilac arrows); perisinusoidal fibrosis (red arrows); central vein with wall
fibrosis (yellow arrow); plethora of sinusoids (green arrows). Col.: MSB.
x400

Cpean naumeHtoB c [ICX oTMeveHa BbICO-
Kasi pacnpoCTPaHEHHOCTb CUMHAPOMAa MNEPEKpPbITUSA
MCX-AWI [23]. Cungpom HanoxeHna AU n NCX —
OOMOSTHUTENBbHOE, XOPOLLO YCTaHOBIEHHOE MPOsiB-
neHne, oCOBeHHO y Monoabix nauneHToB. [dnarHos
MCX B 3HAUNTENBHOW CTEMEHU 3aBUCUT OT Xapak-
TEPHbIX XOnaHrmorpamyecknx ocobeHHoCTEN npu
naTonornm XxornecraTtnyeckux (OEepMeHTOB MeYvYeHn
[6]. MaumeHTbl ¢ NMCX MMEKT MOBbLIWEHHbIA PUCK
XK 1 paka »en4Horo nysblpsi, a Takke paka ToSIcTomn
KALIKM Yy NMauUMEHTOB C COMYyTCTBYIOLLMMM BOCMNanu-
TenbHbIMK 3a6oneBaHuammn XKKT [9].

AymouMMYHHbIU x0naHa2um, cesi3aHHbIU
C uMMyHozas106ynuHom G4

Cpean MMMyHO-OMOCPeoBaHHbIX XOraHruona-
v, Brmtovarowmx MbL (unm MBX) n MCX, B ca-
MOCTOSITENIbHYKO HO30MOTMI0 BbIAENSAT XOMNaHMMT,
cBszaHHbIn ¢ Ig G4 (IAC wnm 1gG4-RD, vnmn IgG4-
SC) [24].

3aboneBaHue, cBsA3aHHoe c IgG4
(IgG4-RD), — ato cuctemHoe 3abonepa-
HVe, mopaxarllee npakTuyeckn nobble
opraHbl, BkroYas XKl 1 neyeHb, MOXeT
NPOSIBMATHCS UMW HE NPOSABNATLCS BOCMa-
NUTENbHOW NCEBAOOMNYXONbIO [25].

OO6waa 4epta — nporpeccupyroLiee
paspyweHne XI1, co BpeMeHeM npuBo-
aduiee k xonectasy, ubposy/unmpposy
neyeHn. bonesHb 4Yalle BbISBNAETCA NpU
PYTUHHBLIX NabopaTopHbIX MCCreoBaHU-
AX. TakMe CUMMTOMbI, KaK KOXHbIW 3yA,
YCTanocTb, Xentyxa, Ha paHHen CTagun  cca
BO3HMKaOT peako. AlP

Bonbwmne XKI (BHENEYEHOUHbIE, MpU-
KOPHEBbIE U MEPUXMUIISIPHbIE) 0ObLIYHO MO-
paxarwTcs U OEeMOHCTPUPYIOT 3ameTHoe
YTOrLEHME CTEHOK N pasBUTUE CTPUKTYP.
M'mcTonornveckn nopaxeHHble XKI1 noka-
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Type 1

XA

O603HayeHust:
XoslaHauokapyuHoma; AIP  —
PucyHok 15. — XonaHeuozpagpuyeckas knaccugpukayus 1gG4-SC [26, 27]
Figure 15. — Cholangiographic classification of IgG4-SC [26, 27]

PucyHok 14. — [1CX, VIIX: pe3ko sbipaxeHHas akcripeccusi CK7
(cmpenku) 8 oyazax nponugepayuu xonaHauoyumos. x400
Figure 14. — PSC, IHC: pronounced expression of CK7 (arrows) in the foci
of cholangiocyte proliferation. x400

3bIBAlOT TpaHCMyparbHble MMOTHble Numdonnas-
MOUUTapHbIE WHPUNBTPATbl CO  CTOPUAOPMHBIM
Punbpo3om, pacnpocTpaHsLWMMCA Ha nepubunm-
apHble Xenesbl U nepuaykTanbHble MsArkMe TKa-
HW. MpOCBETHbIN 3NUTENUIA 0ObLIYHO COXpaHsieTcs.
YacTto oTmeyvatoTcsl TKaHeBasi 303MHOUNuA 1 ob-
nuTepupyowmnn onedut.

PesynbTtatbl 6uoncun nedexHn Ha 1gG4-SC He-
O[LHOPOAHbI M OOBONBLHO HecneundunyHbl, HO Obinn
onuncaHbl [Be 0COBEHHOCTW, crneunduyHble A
1IgG4-SC>10 1gG4-nonoXnTenbHbIX nnasmatuye-
ckux kneTtok/HPF u Hebonblwne dubpoBocnanu-
TenbHble y3enKM Ha MnopTanbHOW OcHoBe. Yacto
BCTPEYAKTCA BTOPUYHbIE W3MEHEHWs u3-3a 006-
CTPYKUMU HmKHero XKI1.

Mpn npoBegeHun guddepeHumansHoOro ama-
rHO3a MEPBUYHBIN CKNEPO3UNPYIOLLUA XOMaHTUT 1
XOMNaHMMOKapLUMHOMa — OTIMYHbIE KITMHUYECKME U
rmctonornveckne mmmtatopbl 1gG4-SC. 1gG4-SC
Obln pasgeneH Ha YyeTbipe NOATMNA B 3aBMCMMOCTU
OT aHaTOMMWYECKOTO MONOXEHUS CTPUKTYp (puc. 15)
[26, 27].

Type 2 Type 3 Type 4

Common differential diagnoses

Pancreatic cancer PSC PSC PSC

CCA CCA

Acute/chronic pancreatitis

PSH — nepeuyHbili  cknepo3upyrouwul  xonaHaum;

aymOUMMyHHbllj naHkpeamum
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Yyactue nevenun B IgG4-RD He Obino getansHO
onucaHo, BknoyaeT IgG4-renatonatuio 1 CBA3aH-
HbIn ¢ IgG4 ayTonMMyHHBIN renatuT (AlH). IgG4-re-
naronatusa — 3To0 OOLLMIA TEPMUH, OXBaTbIBAOLLNIA
nopaxeHusi nevyeHn, cesasaHHole ¢ IgG4-RD n/unn
[gG4-SC. OH BkNYaeT MepBUYHbIE U3MEHEHUS
napeHxumbl neyexu, npucywme 1gG4-RD, Bosne-
YeHue napeHxmmbl neveHn 1gG4-SC n BTOpUYHbIE
n3mMeHeHus1, ceadaHHble ¢ 1lgG4-SC.

AWT, ceasaHHbIN ¢ IgG4, xapakTepuayeTcs Knu-
HUYECKMMU WU TUCTOMNOMMYECKUMN OCOBEHHOCTAMM
knaccuyeckoro AWM, HO ¢ BbipaxeHHbIMu (>10/
HPF) 1gG4-nonoxuTeneHbiMM  NNasMaTtu4eckumm
knetkamu. He sicHo, npegcTasnseT nu 9T0 NposiB-
nexve IlgG4-RD B neyeHn unu nogmHoxectso AlH
C NOBbILWEHHbIM codepxaHnem |gG4-nonoxuTtens-
HbIX NNasMaTUYEeCcKnX KreToK B HACTOsILLLEE BpeMs.
CVHXPOHHOE NN METaxpOHHOE BOBMEYEHNe OPYrnx
OpraHoB AaeT KoY K MOHUMAaHMWIO 3TOro pasnuyns.
MmmyHornctoxumusa 1gG4 vrpaet BaxHy ponb B
anarHoctuke 1IgG4-RD. Ho gnarHo3 He MOXeT ObiTb
nocTaBneH MWCKIIOYMTENBHO Ha OCHOBAHWUWU KOMW-
yectBa |gG4-nonoxnteneHbIX NnasMaTuyeckux
KNeToK, pe3ynbTaThbl CrieayeT NHTepnpeTnpoBaTh C
OCTOPOXHOCTbIO, MOCKOSIbKY YBENUYEHWE Konuye-
ctBa IgG4-nonoxuTenbHbIX nnasmaTMyeckux Kre-
TOK MOXeT HabnogaTbCca Npy ApYyrnx BOCNanuTerb-
HbIX COCTOSIHUSIX UMK AaXe NPW 31oKavyeCTBEHHbIX
HOBOOOpPa30BaHMUSAX.

AymoumMMyHHbIe nepeKpecmHbie CUHOPOMBbI
(Oeepnan-cuHOpombl)

HecmoTpa Ha wumetowmecs KnunHuko-rnabopa-
TOPHbIE pasrpaHUyeHnst NepPBUYHbBIX U BTOPUYHBIX
ayTOMMMYHHbIX (BUNMapHbIX) NOPaXeHUN MneYeHwu,
B KIMHMYECKON MpakTUKe Hepeako BCTpevaroTcs
pasHble BapuaHTbl ux codetaHun (AT, MBU/MBX,
MCX), Ha3bIBaeMbIX CUHAPOMaMM NePeKPbITUA UNn
nepexnecta (overlap syndrom) n oTHOCALUMXCA K
Hambornee TsxenoiM AMP@Y3HLIM XonecTatuye-
CKUM nopaxkeHusm neyexu [28-30].

MokasaHo, 4yto m3 130 naumenToB c [1BL
y 12 (9,2%) BbissiBneH cuHgpoM nepekpbitns (10
XEHLWH, 2 MYX4YuH; cpefgHuin BospacT 50 ner),
YCT@HOBMEHHbIA MO HanmMuuilo Kak MUHUMYM ABYX
N3 Tpex NPM3HaHHbIX BUOXUMUYECKUNX, ceporornye-
CKUX M TMCTOMNOrMYECKUX KpUTEPUEB Kaxxaoro 3abo-
nesaHus [31].

CuHgpom nepekpblTMs 0603HayaeT COCTOsiHUE,
NPy KOTOPOM NEPBUYHBIM (AOMUHAHTHbLIM) 3abone-
BaHuem ssngetca MNBL, nnun MNMCX, n ogHoBpeMeHHO
onpegenstoTca npusHakn AU, Opyrummn crioBamu,
Hebornbloe konuyecTBo naumeHToB c [BL, nnn
MCX wvMelT KAMHUKO-NaTonormyeckme npusHa-
kn AUT, BknMoyas Bbicokne ypoBHM |gG, nonoxu-
TenbHbI pesynstat Ha ANA/ASMA, ysenunyeHue
TpaHcamMvHa3 1 nHTepdencHbln renaTnt B Gruoncum
neyeHM Ha MOMEHT MOCTaHOBKM NEepPBOro AnarHosa
nnn Bo Bpems neverus MNBL, nnn NCX. OgHako He
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cyuiectByeT OOBLEKTMBHOrO oOTBeTa (CTaHdapTa),
Nno KOTOPOMY MOXHO ObIfNO OLEHUTb, ABMASETCH
MBU/MCX nnn AU npeobnagatownm 3abonesaHu-
€M Y O[HOTO 1 TOro e nauuneHTa [32].

CvHAPOM nepekpbITUSA KOHUEeNTyarnbHO AenuTcs
Ha YyeTblpe kaTeropuu (Tabn. 1).

Ta6bnuya 1. — Knaccudmkaumsi CMHOPOMOB nepe-
KpbITnA [32]
Table 1. — Classification of overlapping syndromes [32]

L[oMUHK-
BapuaHt PeueccusHoe
pytoLee YacToTa
cuHapoma 3aboneBaHve
3aborneBaHne
PBC-AWI PBC AlH 2-20%
nepekpbIBaloTCs
PSC-AIH PSC AlH 2-8%
nepekpbITe
AlH-PBC AlH PBC He yctaHoB-
nepekpbITe neHa
AlH-PSC AlH PSC He yctaHoB-
nepekpbITue neHa

CuuTtaeTtcs, 4To BOMBLIMHCTBO Cry4YaeB CUHOPO-
Ma nepekpbITUs cBa3aHbl ¢ nepekpbiTem lMBL-A-
Ulr. OgHako saBnsieTcsa nu nepekpbitne MBL-AUT
oTaenNbHbIM 3aboneBaHVeEM UMM TONBKO pa3HOBUA-
HocTbto BL, ocTaeTcs cnopHbiM go cux nop. o-
kasaHo, 4To ANA vacTto obHapyxu1BarTCca y nauu-
eHToB ¢ [BL,. Npu natonornm nevyeHn, CBA3aHHON C
MNMBL, Hepenko BcTpevaeTcss MHTEPdENCHbIV rena-
TUT — OT NEerkov Ao cpeaHen cteneHun TsaxecTn [33].

Takum obpasom, YeTkoe pasnuuve mexay Bapu-
aHTHon popmon MNMBL, (MBL, ¢ akTMBHBLIM renatutom)
n cuHgpomomM nepekpbiTna NBLU-AUT goBonbHO He-
onpeferneHHo. TeM He MeHee, aKTUBHbIV renaTuT u
npusHaku AV MoxHO yBuaeTb y nauuneHTos ¢ NBL,
XOTH Takoe COCTOSIHME BCTPeYaeTCs peako.

Ona onpepeneHuss cuHOpoMa MNEPEKPbITUS
MBU-AUI yacto npumeHsitoTcsa Napuxckne kpute-
puUK, XOTS1 OHWU He YCTaHOBMEHbI MOBCEMECTHO [34].
CornacHo lMapwxckum KputepusiM, ABe U3 TpeEX Xa-
pakTepucTuK, cBsidaHHbIX ¢ AUIT, TpebytoTca B go-
NONHEeHNe K ABYM U3 TPeX XapaKTepuUCTUK, CBA3aH-
HbIX ¢ BLU;: ana AU — ypoeHb ANAT B CbIBOPOTKE
=5 pa3 Bbille BepxHero npegena Hopmbl (BIMNH), ypo-
BeHb 1gG =2 pasa BIlNH, Hannune ANA nnn ASMA
N UHTEpMENCHOro renatuTa npu Grvoncum neveHu;
npwu MNBL, ypoBeHb wenovHon cocdartasbl (LLD) B
CbIBOpOTKE =2 pa3 Bbiwe BIMH unu yposeHb y-ITT1
=5 pa3s Bbiwe BlNH, Hannuve AMA n nopaxeHus
KM vnu gecTpyKTUBHBIA XONAHIUT NO FUCTOMOrMm
neyexHn. B nobom cnyyae, oTnMunUTENbHBLIE KITNMHW-
Yyeckue, nabopaTopHble 1 NaToflorMyeckme nNpusHa-
kn AUl B fONONHEeHWe K OKOHYaTeNbHOMY AuarHo3y
MBL, Heobxoaumbl AnNs ANArHOCTMKU NepeKpbITUs
MBLU-AUTI. YyBCTBMTENBHOCTE U CMELUPUYHOCTb
[MapuXCckMx KpuTepueB [UArHOCTUKM CUHApPOMA
nepekpbiTna coctasuna 92 n 97%, cOOTBETCTBEH-
HO. YyBCTBUTENBHOCTb U CNELMPUIHOCTE CUCTEM
oueHkn AUT 6biny 3HaUnTENBLHO HUXKeE [35].
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CnepyeT BHUMaATENbHO OTHOCUTLCS U K MOPAIO-
normndeckon puarHoctuke nepekpoitua AWT-INBL,.
MoepexaeHue nnu peaykums XKl — yacTeii rMcTo-
natonornyeckui npusHak AUI™ [36].

MexnobynspHbii 2K MOXeT YacTo nopaxatb-
Cs M NOBPeXAaTbCAd MHTEHCMBHbBIM MNOpTarbHbIM
Bocnanennem AUl (puc. 16). No MHeHuIo psga aB-
TOPOB, TUNNYHOE nopaxeHue XKl B TKaHU neyeHu
npy AUl TpyaHo HanTu. Tem He MeHee, B HalmMx
HabnoaeHUsAX 3TV NPU3HaKM HaWaeHbl, Kak 1 npu-
3Hakm BIMX (puc. 17).

Ha pucyHkax 18, 19 npeactaBneH BapuaHT CUH-
ApomMa nepekpbiTua B Buge AWM+ BTOpMYHO ckrie-

posupytowlero xonavruta (BCX) ¢ knvHuyecknmu
npusHakamu BIX.

HecmoTpa Ha ckenTuU4eckne BbIiCKa3blBaHUSA
psioa crneuvanqicToB B CTOPOHY Guoncum neyeHm,
OHa OCTaeTcs He3aMeHVMMOW B KOHKPETHbIX YCo-
BusX. OCHOBHble MOKasaHWss — MNOATBEPXAEHUE

anarHosa [BL, npu oTcyTcTBUMM cneumdunyeckmx
aHTuTen k MBLU v noareepxaexHve gmarHosa lbL
¢ npusHakamu AUT (T. e. oBepnan-cMHApoma unu
MBU-ANT). Buoncus neyeHn Heobxoamma Ans
OLEHKN OTHOCUTENBHOrO BKMNada KaXgoro noBpex-
OEHUS MevYeHn npu Hanmumm komopbuaHoro 3abo-
neBaHWs NeYeHn pasHoM ATUONOTUN.

Pucynok 16. —  AUIM+MIBL:  pa3pyweHue  XenyHo-
20 npomoka  numgoyumamu (HaKOHeYHUKU cmpe-
nok). Okp.: a3yp Il — ocHosHOU  ¢pykcuH. %1000

Figure 16. — AIH+PBC: destruction of the bile duct by lymphocytes
(arrowheads). Col.: azur Il - main fuchsin. x1000

PucyHok 18. — AUM+BCX: & nopmanbHoM mpakme u re-
puriopmarnbHol 30He ornpedensemcsi pPe3KO BblpaXKeHHasi
nuMgoudHo-makpoghazanbHasi U [J1a3MOKIIemMoYHasi  UH-
unbmpauyus; mexdoonbkosbit X[ (cmperska) OKpyxeH 80c-
nanumernbHbIM  UHGUIbMpamom 6 eude Mygmbl, CMeH-
Ka e20 ymonweHa 3a c4Yem MyKOUOHO20 HabyxaHus;
cmyreH4Yamsle U MesIkoo4azo8ble 8HYmMpuOOIbKOBbIE HEKPO-
3bl eernamoyumos. OKp.. 2eMamoKCUIUHOM U 303UHOM. %400
Figure 18. — AIH+SSC: pronounced lymphoid-macrophage and
plasma cell infiltration is determined in the portal tract and periportal zone;
the interlobular gallbladder (arrow) is surrounded by an inflammatory
infiltrate in the form of a sleeve; its wall is thickened due to mucoid
swelling; stepwise and small-focal intralobular necrosis of hepatocytes.
Col.: hematoxylin and eosin. x400
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PucyHok 17. — AUI+lBL: paspyweHue kaHanbuya [epuH-
2a 8 30He nopmasnbHo2o0 mpakma. CuHsis cmpenka — b6a-
3anbHass MeMmbpaHa, HaKOHEYHUKU Cmpesiku — Makpoghae
u Heimpocgpun. Okp.: asyp Il — ocHosHoU ¢pykcuH. %1000
Figure 17. — AIH+PBC: destruction of Goering's tubule in the area of the
portal tract. Blue arrow — basement membrane, arrowheads — macrophage
and neutrophil. Col.: azur Il - main fuchsin. 1000

AUMT+BCX:
nonuMopgu3sm
B8HYMPUKI€MOYHbIU
2eMamoKCU/IUHOM U 303UHOM.
full-blooded;
polymorphism of hepatocyte nuclei; focal intracellular cholestasis (arrow).
Col.: hematoxylin and eosin. x400

PucyHok 19. -

Hbl, 1O/THOKPOBHbIE;
yumos; oyazosblil
(cmpenka). Okp.:
Figure 19. — AIH+VSX: sinusoids are expanded,

CUHYcOoUObI
s0ep

pacwupe-

2enamo-
xonecmas
x400
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Xota MBLU, n AU aBnsaioTca AByMS He3aBuUCU-
mbiMu AUTTT, Hepeako BO3HUKAKOT TPYOHOCTM Npwu
pasrpaHuyeHnn nx BapmaHTHbIX popm. Mpegnarae-
Mas aBTopamu cuctema oueHkm MNBLL B coveTaHun
¢ cuctemon oueHkn AU moxeT BbiTb nonesHon. B
CUCTEMY OLEHKWN BKMOYeHbl 14 kaTeropun, xapak-
TepHbix ana MNbBL. AsTopamu Habniopanucb 134
naumeHTa c NbLU, 31 nauyuneHT ¢ MNCX, 22 nauymeHTa
C CMHOPOMOM nepekpblTns 1 48 nauneHTos ¢ AUT.
MauneHtsl ¢ AUl cooTBeTcTBOBanu KpUTEPUAM
MbLU, Ho 6binn oTpuuatensHsiMn no AMA 1 nono-
xutenbHbiMn no ANA. TlauneHTbl ¢ CUHOPOMOM
nepekpbITUs cooTBeTcTBOBanu kputepuam MBL n
AUT.

YcTaHOBMEHO, YTO cyMMapHble 6annel (cpeaHue
* CTaHOapTHOE OTKNOHEHWe) Ans naumeHTos ¢ [NBL,
MCX, cuHgpomoMm nepekpbitua n AU coctasunm
23,3+4,7; 9,3+4,4; 18,0+5,9 n 3,6+3,3, cooTBeT-
CTBEHHO. [laumeHTbl ¢ onpegeneHHbIM 1 BeposT-
HbiM MBL 1 ¢ 06wmm konnyectsom 6annos bonee
17 n 9-17, cooTBETCTBEHHO, BCE, KpoMe 1 naumen-
Ta, Mornu BbITb KNaccuuumpoBaHbl Kak NaumeHThbl
C onpeaerneHHbiM nnu BeposTHbiM MNBLL. YeTbipe 13
48 nauuneHTtoB ¢ AUl BbinNy kNaccnunpoBaHb! Kak
BepodATHble criyyau NMbL,. MNokasatenu MNBL, ans Ba-
puaHTa ayTouMMYHHbIX 3aboneBaHui neYeHn cusb-
HO pasnuyanuce. lNMpeanoxeHHas cuctema oLEeHOK
ML n AUI nossonuna onpegenuTb MECTOHaXOX-
AeHne Kaxaoro naumeHTta ¢ BapuaHTHbIMu hopma-
MW 1 OTKNOHEHNS OT knaccuyeckoro MBL nnn AAT .
Takum obpasom, GannbHasa cuctema [NBLL moxet
ObITb NONesHa ANs XapakTepUcTUKkM 0CoBeHHOCTEN
BapuaHTHbIX doopm AU [36, 37].
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PucyHok 20. — [NBL{+AUl: oyacoeasi decmpyKyusi MeXA0Ib-
koebix X[ (4epHasi cmperika); oyvazoeasi nponugepayus
bunuapHo20 anumenusi 8 30He [o02paHUYHOU MIacmuUHKU
(3eneHasi cmperika); Pe3Ko 8blpa)KeHHasi JUMGOUOHO-MaKpOo-
haeanbHasi U MI1a3MOKIEMoYHasi UHGuUIbmMpayus nopmarib-
Ho2o mpakma. OKp.. 2eMamoKCUNIUHOM U 303UHOM. %400
Figure 20. — PBC+AIH: focal destruction of interlobular GBs (black
arrow); focal proliferation of the biliary epithelium in the area of the border

plate (green arrow); pronounced lymphoid-macrophage and plasma cell
infiltration of the portal tract. Col.: hematoxylin and eosin. x400
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Ewe oavH npumep cuHOpoMa MepekpbITus —
Halle KnuHu4eckoe HabnogeHve 3a 61-netTH1UM na-
LIMEHTOM, KOTOpPbIN 35 NeT Ha3aj nepeHec OCTpbIn
TOKCUYECKUIA renaTuT, XENTYLUHYIO Tsbkenyt gop-
my. CnycTtda 25 net nocrne nepvoga pemmccun no-
ABUMUCH Crnegyowme CUMNTOMbI: cnabocTb, 3yn
KOXM, MOXENTEHNE CKNep, 3aTeM KOXW, CHWXEeHue
Beca. [pn BUOXMMMYECKOM UCCrefoBaHUN BbisiB-
NEHO MOoBbILLEHNE YPOBHSA BunupybuHa, akTMBHOCTH
AnAT n AcAT, ocobeHHo WD n y-I'TT n BbICOKOE
copepxxaHve y-rnobynmHoB KpoBMU.

Mopdonoruyeckoe 3sakntoyeHve. MnaH cTpoe-
HUSI MeYeHn coxpaHeH. lMopTanbHble TpakTbl, OKa-
3aBlIMecs B buonTtate, M3MEHEHblI HEPaBHOMEPHO.
B ogHMX 13 HUX onpefenseTcs pesko BblpaXKeHHas,
a B OpYyrMxX — YMEPEHHO BbIPaXeHHas npeumylle-
CTBEHHO NnMMAOrMcTmounTapHas MHunbTpaums c
NpMMechbio HeBOorMbLLOro KonuyecTsa nnasmartuye-
CKUX knetok (pwuc. 20, 21).

MHdmnbTpaTbl Mectamm NpoHMKaKT B norpa-
HWUYHYIO NNACTMHKY OONeEK, a Takke onpeaensior-
Csl BHYTPWU OOMeK B 30HE NOormbLlumx renatoumtoB B
BMAE MENKUX KNeToYHbIX ckonneHun. MimeeT mecto
nponudepaumns KneTok peTukynodHgoTenmansHoONn
cetn (P3C) (puc. 22, 23). OnpenenseTca A4eCTPyK-
umnsa mexgonbkosbix 2K v nponudepauns bunnap-
Horo anutenus. OTaenbHble BHOBb 06pa3oBaHHble
Kl obHapyxeHbl Aaxe B 30He MOrpaHWyHON nna-
CTUHKM [OreK.

B renatoumtax MMeeT MeCTO 04aroBbI XOriec-
Tas (puc. 23, 24). XXuposasa guctpodusa renatoum-
TOB HE BblSIBMEHa.
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PucyHok 21. — [IBL+AUI: ouyazosass Oecmpykuyus Me-
x0onbkosbix XKI  (yepHas cmpernka); o4azoeass Mpo-
nugbepayus  bunuapHo2o  snumenuss 8  ropmasbHOM
mpakme (kpacHas cmperika; pesko 8blpaxKeHHas

NTUMGOUOHO-MaKpoghacarnbHasl U nnas3mMoKiemoyHasi UHGUIb-
mpauyus nopmarnbHO20 mpakma ¢ pacrpocmpaHeHuemM Ha rne-
puropmarnbHyto 30Hy. OKp.: 2eMamoKCcunuHoM U 303uHoM. x400
Figure 21. — PBC+AIH: focal destruction of interlobular GBs (black arrow);
focal proliferation of the biliary epithelium in the portal tract (red arrow;
pronounced lymphoid-macrophage and plasma cell infiltration of the portal
tract with spread to the periportal zone. Col.: hematoxylin and eosin. x400
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PucyHok 22. — [BL{+AUT: 8HympudoribKoabili 04a208bIli HeKPO3
e2enamoyumos ¢ gocrnanumersnbHol uHgunbmpayuel (KpacHble
cmpernku); oyazu Hekpobuo3la u Hekposa eeramouyumos 6e3
gocrnanumersbHOU peakyuu (Kenmble Ccmpesiku);, xonecmas
(yepHbie cmpenku). OKp.: 2eMamoKCUTUHOM U 303UHOM. x400
Figure 22. — PBC+AIH: intralobular focal necrosis of hepatocytes with
inflammatory infiltration (red arrows); foci of necrobiosis and necrosis of
hepatocytes without an inflammatory reaction (yellow arrows); cholestasis
(black arrows). Col.: hematoxylin and eosin. x400

PucyHok 23. — [1BL{+AUl: nonumopgpusm sidep eenamouyu-
moe; HeKpobuo3 U HEKPO3 eernamouyumos (KpacHble cmpersiku);
nponugepayusi knemok POC (xxenmbie cmperiku), xonecma3s
(yepHbie cmpenku). OKp.: 2eMamoKCUnUHOM U 303uHomM. x1000
Figure 23. — PBC+AIH: polymorphism of hepatocyte nuclei; necrobiosis
and necrosis of hepatocytes (red arrows); proliferation of RES cells (yellow
arrows), cholestasis (black arrows). Col.: hematoxylin and eosin. x1000

PucyHok 24. — [IBL+AUI:  eHympudornbKkosbil  pes-
KO  8blpaxeHHbIll  xorecmas,  JIoKanusylowulcss — rpe-
umywjecmeeHHo 60 2 u 3 3oHax Oonek (YepHbie
cmpenku);, OKp.: eemMamoKCu/iIuHOM U  303uHoM. %400

Figure 24. — PBC+AIH: pronounced intralobular cholestasis, localized
mainly in zones 2 and 3 of the lobules (black arrows); Col.: hematoxylin
and eosin. x400

®unbpo3 BblpakeH HepaBHOMepHO (puc. 25):
B LlEeHTparbHbIX 30HaxX NopTarnbHbIX TPAKTOB OH chna-
00 BblpaxeH, B 06nacTy NorpaHUYHON NNacTUHKN —
YMEPEHHO BbIPaXXEHHbIA; MMeeT MeCTO o4varoBas
Kanunnsapusaums CMHYCoMAOB (NPevMyLLECTBEHHO
B MepunopTasnbHbiX 30HaxX AONEK); OOHapyXeHbl 2
nopTo-nopTarnbHble CenTbl; Koe-rae BCcTpevaeTcs
«CeKBecTpauus» renaToLmToB.

lMpencrtaBneHHble Mopdonornyeckne m3meHe-
HUS Y KOHKPETHOro nauueHTa — nposBrieHne atu-
NMMYHOrO ayTouMMyHHOro nopaxenwus: bL, (11-111
ctagus) u AWM, 1. e. no Tuny oBepnan-cuHApoma.

108

PucyHok 25. — [1BLJ+AUl: ¢pubpo3 nopmanbHo20 mpakma
ebipaxeH cnabo (xenmas cmperika); MopmMo-rnopmarbHbie
cenmbl (YepHble cmpersiku); oyazoeas Kanunnispusauyusi cu-

Hycoudos (cuHue cmpersnku). OKp.: nukpogykcuHom. %100
Figure 25. — PBC+AIH: fibrosis of the portal tract is poorly expressed
(vellow arrow); port-portal septa (black arrows); focal capillarization of
sinusoids (blue arrows). Col.: picrofuchsin. x100

Bbi1600bI

[o HacTosALlero BpeMEHU XPOHWYECKUe ayTo-
UMMYHHbIE, XOrecTaTuyeckue, CKneposunpytoLine
nopaxenusi XKIN coxpaHsOT CBOK aKTyarlbHOCTb B
CBS13U1 C Hann4yneM pasHbIX U 4O KOHLA He YCTaHOB-
NEHHBIX NMPUYMH UX Pa3BUTUSA, NO3OHEN ANarHocTu-
KOW M HebnaronpusiTHbIM MPOrHO30M NSl >KU3HMU.
[anHb TN nopaxeHus XKIM — Hanbonee cnoxHas
AnarHoctuyeckas npobnema B KINMHUYECKOM acrnek-
Te. Hanbonee npuemnembin BapuaHT AOCTUXKEHUSI
TOYHOCTM B MOCTAHOBKE AMarHosa — 3T0 KOMIMIEeKC-
Hbl METOA4 C MPUMEHEeHueM MOpPdONOrMYEeCcKon
OWNarHOCTUKM (CBETOBOW U 3NIEKTPOHHOM) U OLEHKM
cneumduryecknx ayToMMMYHHbIX TECTOB.
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The latest edition of this textbook provides a
comprehensive, state-of-the-art overview of the major
issues specific to the field of pediatric gastroenterology,
hepatology, and nutrition. The textbook begins with a
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overall scope of issues encountered in children suffering
from disorders of the gastrointestinal tract, pancreas,
and/or presenting nutritional issues, as well as current
and future prospects on the use of prebiotics, probiotics,
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hepatology, reviewing congenital and acquired disorders
of the biliary tract and liver, as well as analyzing available
diagnostic and therapeutic procedures and future
perspectives.
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distinguish itself as the definitive reference on this topic.
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