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AHHOTaums

MepBUUHBIA GUAMAPHDBIA XOAAHTUT U CAPKOMAO3 OTHOCATCS K rpynne 3aboAeBaHUi NeveHu, NPoTeKalowWwmnx ¢ NnpeobAaAaHMeM CHHAPOMA
xoAecTasa. AndpcpepeHumanbHas AMarHOCTMKA 3TUX ABYX MATOAOMMI OCHOBbLIBAETCS! HA COBOKYMHOCTM AQHHBIX aHamHe3a, a Takxe 00b-
€KTUBHOTrO, AAGOPATOPHOTO U MHCTPYMEHTAALHOTO 0OCAEAOBaHMS. [peAcTaBAEHHOe HAOAIOAEHUE AEMOHCTPUPYET PEAKOoe CoueTaHue
Y NaUMEHTKM MOPPOAOTUUECKM BEPUPULIMPOBAHHOTO MOPAXKEHUSH NMEUYEHN B pamMKax NepBUUHOIO OGUAMAPHOTO XOAAHIMTA M CApKOMAO3A.
HecMoTpst Ha CXOXKECTb KAMHUYECKMX MPOSIBAEHUM, MOAXOAbI K Tepanmu AaHHbIX 3a00A€BaHUI KAPAMHAABHO OTAMHAIOTCS! APYT OT APYTa,
4TO yKa3biBaeT Ha HEOOXOAMMOCTb MCKAIOYEHMSI COYETAHHOTO MOPAXKEHMS NEYEHU B CAOXKHbBIX AMArHOCTUUECKMUX CAYYasiX.
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Sarcoidosis and primary biliary cholangitis in a patient with cholestasis

M.Yu. Brovko', L.A. Akulkina', M.V. Kalashnikov', T.P. Rozina'?, T.P. Nekrasova', V.I. Sholomova'?,
D.V. Konovalov'!, A.Sh. Yanakayeva', S.V. Moiseev'?

'Sechenov First Moscow State Medical University (Sechenov University), Moscow, Russia;
“Lomonosov Moscow State University, Moscow, Russia

Primary biliary cholangitis and sarcoidosis are both cholestatic liver diseases. Currently, there are no established specific criteria for
distinguishing the diseases from each other; diagnosis is based on the anamnesis, as well as the results of physical, laboratory and
instrumental examination. The case report presents a female patient with a rare combination of histologically verified liver sarcoidosis
and primary biliary cholangitis. Despite the similar clinical manifestations, the approaches to the treatment of these diseases are
completely different, that underlines the importance of the differential diagnosis to exclude combined liver damage.
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AJIT — ananuHamMuHOTpaHcdepasa BIJIY — BHyTpHUrpynHoi TUM(aTHYECKHIA y3eT
[1BX — nepBUYHBIH OHIHAPHBII XOIAHTHT

D — menounas dhocdaraza

AMA — aHTUMHUTOXOH/IpHAJIbHbIE aHTHUTENA
AII® — anrnoTeH3UHNPEBpAIIAOMNi pepMeHT
ACT — acnapraraMHHOTpaHChepasza

Clly4aeB — pa3BUTHEM CAMHUYHBIX IpaHyjeM B 00JacTu mop-
TaJbHBIX TPakToB [1].

Capkonzo3 mpeacrasisier co0oil XpOHHYECKOe TpaHylie-
MaTo3Hoe 3a0o0jeBaHNE HEYTOYHEHHOW STHOJOTHH, KOTOPOE

BBeaenue

[Mepuunserii 6unnapusrii xonaurut (I16X) u capkonmgos
SIBIISTIOTCSI CHCTEMHBIMH 3a00JIEBAaHUSIMH € TTOPAKEHHEM TIEUCHH,

MPOTEKAIOINMH C TIpeodialaHieM CHHAPOMa xojecTasa. B oc-
Hose naroreHes3a [1bX nexur nporpeccupyromas 1ecTpyKius
MEJIKUX BHYTPUIIEUCHOUYHBIX XKEIUHBIX IPOTOKOB, YTO BEJET
K Pa3BUTHIO XOJIECTa3a, a BIOCIEICTBUU — OMIIMAPHOIO LIUPpPO3a
nedeHn. CrenupuIHbIM cepojornaeckuM mapkepom [15X
CUHTACTCS HAJTMYME AHTUMHUTOXOHIPHAIIBHBIX aHTUTET (AMA),
HanOosee yacto — AMA-M2-noaruna. Mopdonoruuecku
JaHHas MaToJIOTUs XapaKTCPpU3yCTCA HAJIMIUEM XPOHUYCCKOIO
HETHOMHOIO JeCTPyKTUBHOIO XOJIAHI'UTA, YMEHBIICHUEM KOJIU-
4eCTBa JKEIUEBBIBOAALINX NIPOTOKOB (AyKTOIEHHEN), B 4aCTH
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MOXKET IOpa)kaTh pa3JIMUHbIE OpraHbl U TKaHU. Ilarorenes
CapKOMJ103a B HACTOSILEE BPEMsI OCTACTCS HE 1O KOHLA SCHBIM;
OCHOBHOHM THIIOTE30# SABISETCS Pa3BUTHE y I'EHETUYECKHU
IIPEIPACIIONIOKEHHBIX JIHOJICH CHCTEMHOTO HMMYHHOTO OTBETa
Ha HeuIeHTH(GHUUUpPOBaHHBIH aHTUTeH [2]. ['McTONMOrHYeCcKH
B MapeHXHMMe MEeUeHH M MOPTANbHBIX TPaKTaxX OOHapy>KUBa-
I0TCSl DNUTENHOUIHO-KIETOUHbIE TPAHYJIEMbl C KJIE€TKaMU
Jlanrxanca 6e3 NpU3HAKOB Ka3eo3HOro Hekposa. CienyeT
OTMETHUTh, UTO MOPAXKEHHUE MEYEHHU B PaMKaX CapKOUJ03a
PEeAKO NPOSBIISIETCS KIMHUYECKH, U JUIsl HETO, 10 CPAaBHEHHIO
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¢ IIBX, MeHee XapaKTepHO IPOrPecCUPOBAaHUE C PA3BUTUEM
LUPpPO3a, I€YEHOYHOH HEeJOCTaTOUHOCTU U HMOPTAIbHOU I'H-
nepreHsuu [3].

VY4auTeIBas OMpeneseHHOE CXOJCTBO MOP(OIOTHIECKUX
U KIMHUKO-abopartopHbix mnposieieHuid [16X u capkonmosa,
C OJHOM CTOPOHBI, U Pa3IUYHBIC MOAXOIbI K Tepanuu obenx
HO30JIOTUW — C Jpyroi, nposeneHue AU epeHnnaibHOro
JIMarHo3a O4eHb BaXKHO JUIS BHIOOpA MPAaBUIBHOM TaKTHKH Jie-
yeHns. TeM He MeHee yKa3aHHbIe 3a00JIEBaHUS HE SIBISIOTCS
B3aUMOHCKITIOYAIOIIIMHU U MOTYT, XOTSl U PEIKO, HAOMIONaThCs
OTHOBPEMEHHO Y OAHOTO 1 TOro ke nanuenTta [4—10]. B namem
HaOMIONEHUH IIPEACTaBIeHa MAaIeHTKa C COUYeTaHUueM Iopa-
XKEHUs Ie4eHU B paMkax capkounosza u I1BX; obcyxknatorcs
COBPEMEHHBIE MOAXOMbl K AUArHOCTUKE U JIEUEHUIO JAaHHBIX
HO30JIOTHH.
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Manuentka U., 41 rox, mo mpodeccun — mMeacecTpa.
W3 anamue3sa u3BecTHO, 4To B III TprMecTpe BTopoii OepemeH-
HocTH B peBpasiec 2017 1. 0OTMEUAIOCh MOBBIIICHHE AKTHBHOCTH
uienounoi pocdaraszsl (LLD) 1 ypoBHs obuiero OunupyoOuHa,
YTO PacIEHEHO Kak XojecTa3 OepeMeHHbIX. JlabopaTtopHOTro
KOHTpOJISi OMOXMMHUYECKUX ITapaMeTPOB KPOBHU TOCIIE POJOPaA3-
peleHus He IPOBOIMIOCH.

C nexabps 2017 . manueHTKa Hagaxa OTMEYaTh TePHUOIH-
YeCcKOoe MOBBINIEHNE TeMIiepaTypsl Tena a0 38°C, mosiBieHune
0oieil B KPYIHBIX U MEJKHX CyCTaBaX, CyXOTo KallIs, OABIIIKH
npu ¢u3nyeckoil Harpyske, 0OJIE3HEHHBIX KPAacCHOBATHIX
Y4acTKOB YIUIOTHEHHs Ha Koxke oOeux roneneit. Ilpu ¢uroo-
porpaduu BBISIBICHO yBEIHUSHHE BHYTPUTPYAHBIX JTUMpaTH-
yeckux y3noB (BIJIY), moarBepxieHHOE 1aHHBIMU KOMIIbIO-
TepHOW ToMorpaduu OpraHoB rpyaHoi kieTku. C Helbio
MOp(hOJIOTHYECKOH Bepr(PHKAIINN TTATOJIOTHUECKOTO Tpoliecca
B (heBpane 2018 . BHIIOIHEHA BUIE0ACCOLMUPOBAHHAs TOpa-
kockonnueckasi ouornicust BIJIY; mo naHHBIM T'HCTOJOTHYE-
CKOTO 3aKJIFOYEHHS B TKaHU JIUMQOy3Jia 0OHAPYKEHBI MHOXKe-
CTBEHHBIC JIUTEINONIHO-KIETOYHBIE IPaHyIeMbl 0e3 MpH-
3HAKOB Ka3e03HOTro Hekpo3a (puc. 1). YcTaHOBIEH TUarHo3
capkouzosa ¢ nopaxenuem BIJIY; B koHue ¢pespans 2018 1.
Hayara Tepanus NIIOKOKOPTUKOCTEPOUAAMH — IPEAHU30I0HOM
B JI03UPOBKE 35 MI/CYT, C BBIPa)KEHHBIM IOJOKUTEIbHBIM
3¢ dexkToM B BHJIE TIOJTHOTO perpecca yKa3aHHbIX CUMIITOMOB.
C mas 2018 1. HayaTO MOCTENEHHOE CHUXXEHUE TO3UPOBKHU
MIPEIHMU30JI0HA 0 MOJHOW OTMEHBI B CEHTAOPE TOTO JKe To/a.

Puc. 1. BIAY. AumcomaHasi TKaHb BbITECHEHA AMCKPETHBIMM
3MUTEAMOUAHO-KAETOUHBIMM TPaHyAeMaMK Oe3 Ka3eo3HOro
Hekpo3a. Okpacka reMaToKCMAMH-303MHOM; X200.
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0002-8785-7968
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CoueraHue capkomao3a 1 NeEPBUYHOIO BUAMAPHOTO XOAAHTUTa

Puc. 2. XapakTepHoe AAsi CapKOMAO3a MOpPaXKeHWe Ne4YeHMu: a — B MapeHXMMe OMNPEAeASIeTCsl KOHIAOMepaT HeCAMBaWMXCS
3MUTEAMOMAHO-KAETOUHBIX FpaHyAem. OKpacka reMaTtoKCMAMH-303MHOM; X200; 6 — MeXxAy rpaHyAeMamM B KOHIAOMeparte
ONpeAeAsiloTCA TOHKUE MPOCAOMKM COEAMHMTEeABHO TkaHH. [Mukpocupuyc; x200.

B nrorre 2018 . mpu OHOXMMHUYECKOM aHaJIH3e KPOBH BBI-
SIBJICHO moBbIieHue aktuBHocT D 1o 858 exn/n (Hopma
70-360), acnapraramunorpancdepassl (ACT) no 62 en/n
(Hopma 0—40), ananunamuHoTpanchepassl (AJIT) no 216 en/n
(Hopma 0—40) mpu OTCYTCTBHHM CEPOJOTHUECKUX MapKEepOB
Bupycos renaruta B u C (¢ 2017 no utons 2018 1. ykazaHHbIe
nmabopaTropHble MMOKa3aTelnnu He HCCieloBaHbl). B Hos10pe
2018 ., wepe3 1,5 Mec mociie OKOHYAHUS TEPANTUU TIIOKOKOP-
THUKOCTEPOUIAaMH, Y MIAIIMEHTKU Pa3BUIICS PELUANB CYCTaBHOTO
CHHJIpOMa, HapOCIU OABINIKA HpU (pU3MUECKO Harpyske
u obmias ciabocTh, MEPUOIUYECKH OTMEUYAIOCh MOBBILICHHE
TeMIeparypsl 10 cyoheOpunbHbIX 3HaueHud. Kpome Toro,
0oJIbHAsT OTMETHJIA IMOSIBIIEHHE WHTEHCHBHOTO KOXKHOTO 3y[a,
HE KyNUPYIOMIErocs IPHEeMOM aHTUTHCTAMUHHBIX IIPETIapaToB.

B cBs3M ¢ yXyAmeHneM COCTOSIHUS TTAallMeHTKA TOCITUTaNIN-
3UpPOBaHa B YHHBEPCUTETCKYIO KIMHUYECKyI0 OonbHHUIy Ne3
OT'AOY BO «Ilepssiit MIMV um. .M. CeuenoBay» ¢ xaio-
0aMy Ha KOXKHBIW 3yJl, MUTPUPYIOIHEe OOMU B KPYMHBIX CY-
CTaBaX, MEJKHX CycTaBaX OOEHX KHCTEeW M CTOI, YMEPEHHYIO

OJIBIIKY TIpU (u3MYecKkoll Harpy3ke. [1o JaHHBIM OHOXMMUYeE-
CKOTO aHaJIM3a KPOBH COXPAaHSUTHCH NMPU3HAKU XOJIeCTasa: To-
BbilieHre akTuBHOCTH LD no 2434 en/n (Hopma 70-360),
y-riiytamunTpascnentuaassl 1o 404 en/n (Hopma 0-73). Takxe
OTMEUaJICs YMEPEHHBIN IUTOIN3 — TOBBIIICHHE aKTHBHOCTH
ACT no 91 en/n (mopma 0-34) u AJIT no 137 en/n (Hopma
0-49). Kpome npru3HaKoB NOPaKEHHUsI TIEUSHN BBISIBICHO TIOBBI-
[IeHNe aKTHBHOCTH aHTHOTEH3MHIIpEBpaNIaonero GpepMeHTa
(ATI®) o 129 en/n (Hopma 20-70). [To 1aHHBIM YABTPA3BYKO-
BOTO HCCIICIOBAHUSI OPraHOB OPIOIIHOM MOJIOCTH OTMEYAIUCh
yMepeHHasl remaToMerajins, YBeInIeHne pa3MepoB BHYTPH-
OproIHBIX JIUM(OY370B 10 14 MM, Oe3 MPHU3HAKOB 0YaroBOro
MOpPaKCHUS MEYCHH, CENIe3CHKH, OPTAIBbHON THIIEPTeH3UH
Y BHETIEUEHOTHOTO XonecTasa. [Ipu mpoBeneHnn KoMIIbIOTEpHOI
TOMOTpaduy OPTaHOB IPYAHOMN KIETKH OTMEUYAINCh YMEPEHHBIE
MHTEPCTUIMATbHBIC U3MEHEHHUS B JITKUX, MUHUMAJbHAas BHY-
Tpurpyaas aumdaaeHonatrs 10 12 MM Ipu OTCYTCTBUH MPHU-
3HAKOB BEHTHUIISIIIMOHHBIX HAPYIICHUI BO BPEMsI UCCIIEIOBAHUS
(DYHKIMU BHEITHETO JIbIXaHHS.

Puc. 3. XapakrepHoe aAsa NbX nopaxeHue nevyeHn: a — MCYUE3HOBEHUE XKEAUHBIX MPOTOKOB B MOPTaAbHbIX TPAKTaX — AYKTONEHMsI.
OkKpacka reMatoKCMAMH-303uHOM; x100; 6 — o4aroBasi npoAudpepaLMsi HOBOOOPA30BAHHbIX XKEAUHbIX MPOTOKOB — GMAMApHast
MeTanAasusi C HEeMHOTOUMCAEHHbIMM PaCOAOKEHHBIMU MEXAY NPOTOKamMu Aeitkoumutamu. OKpacka reMaTtoKCMAMH-303MHOM; %200.
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Torna ke BriepBble BBISBICHBI AaHTUHYKJICAPHBIC aHTHUTEINA
B TuTpe 1:5120, a Taxxxe AMA-M2, 4TO 03BOJIUIIO YCTAaHOBUTD
nuarHo3 [1BX. TIpuarMas BO BHUMaHUE HAJUUYUC BEPU(HIIU-
poBaHHOTO nmarHo3a capkomuno3a BIJIY, mis yrounenus xa-
pakTepa MopaKeHUs MEYEeHHU MPOBe/IeHa YPECKOKHAs TyHKIIHU-
oHHas Ouorncus. ITo pe3ynsraraMm I'HCTOIOTHYECKOTO UCCIEAO0-
BaHMsI BBISBIICHBI NIPU3HAKU COYETAHHOTO MOPAKCHUS NMEUCHH
B paMKaX CapKou/103a [KOHIJIOMEepaT U3 HECIIMBAIOIINXCS SIH-
TEJIMOUAHO-KIETOYHBIX TPaHyJleM B MapeHXUME IeYCHOYHOM
nonbku] (puc. 2) u [IBX (mykronenus, npoiudepaiust KETIHbIX
IIPOTOKOB); pHUC. 3.

B cooTBeTcTBUM C pe3ynbTaTaMy KIMHHUKO-JIa00PaTOpHOIo
1 MOPGOIOrHYECKOr0 MCCIEJOBaHUS AUArHO3 MEPECMOTPEH
B nosib3y coueranus [1BX u capkonosa ¢ nopakeHueM Ne4eHH,
BIJIY u cucteMHBIMH POSIBICHUSIMU (JIMXOpAJIKa, apTPAJITHN).
Bo300HOBIICHA Teparnus MPEIHU30JI0HOM B J103upoBKe 20 mr/
CYT, C BEIPaXEHHBIM TOJIOXKUTEIbHBIM 3P deKkToM B BUaE HOP-
MaJu3aluy TeMIepaTypsl Tela, UCUC3HOBEHUS OIBIIIKU U ap-
Tpanruii. Kpome Toro, manpeHTKe HauaTa Tepanusi ypcoae3oK-
cuxoseBoi kucioroi B gozuposke 1000 mr/cyt (u3 pacuera
15 MI/Kr B CYTKH), B pe3ylibTaTe 4ero MOJHOCTHIO Perpeccu-
pOBaj KOXKHBIN 3.

[Mpu nuHamuueckom obcnenopanuu B mapre 2019 1., uepes
3 Mec OT Hayayia MPOBEACHUS KOMOMHHPOBAHHOM Tepamnuu,
OTMEUEeHA BBIPAKEHHAS MMOJIOKUTEIIbHAS IMHAMUKA: YMEHbBIIIH-
JIaCh BBIPAKEHHOCTH XoyiecTtasa u nuronusa [ILD 705 en/n
(mopma 70-360), y-rmyraMmumiITpaHcnenTuaasel go 112 en/n
(Hopma 0-73), ACT 36 en/n (Hopma 0—40), AJIT 52 en/n (Hopma
0-40)]; akruBHOCTh AIID — 116 en/n (Hopma 20-70), perpec-
CHUpOBAJU MHTEPCTULIMAIbHBIE U3MEHEHUS B Jerkux. Jloza
IPEIHU30JI0Ha MEIJIEHHO CHIDKEHA 0 IIOJHOM OTMEHHI 0e3
pPa3BUTHUS PELUAMBA PaHEE OMHMCAHHBIX KIMHUYECKUX IPOSB-
JIEHUH B TeueHUe MOCIEAYIOIUX 7 MEC; IPUEM YPCOIE30KCU-
XOJIEBOW KHCIIOTHI NMPOAOJIKEH B MPEXKHEH J03€.

OO6cyxaeHne

JuddepeHnuanbaplil TUarHo3 MeXIy CapKOMI030M C HO-
paxenueM mnedeHu u [IBX ocHOBBIBaeTCs Ha COBOKYIHOCTH
JIAHHBIX aHaMHe3a, a TaKke OOBEKTHBHOTO, 1a00paTOPHOTO
W MHCTPYMEHTaJbHOTO oOcnenoBanus. Kpome Toro, B peakux
CIIydasixX BO3MOXKHO COYETaHHOE Pa3BUTHE 00EUX MaTOIOTHH
[4-10]. ITpu sTOM HEe Bcerna MOXKHO YETKO OLIGHUTH BKJIAJ
Ka)JI0i M3 HUX B pa3BUTHE MMOpPAKEHHs NeyeHu [7].

Capkoui03 — CUCTEMHOE I'paHy/leMaTo3HOe 3a00/eBaHue,
MOXKET IMETh MHOTOOOpa3HbIe MposiBIeHHs. B ocHOBe marore-
He3a 3a00JIeBaHMs JIGKUT Pa3BUTHE BOCTIAIMTENLHOTO MpoLiecca,
KOTOPBIH MPEenMyIIECTBEHHO omocpenyeTcs T-xenmepamu
1-ro Tuma u MakpodaramMu u BeneT K GOPMUPOBAHUIO HEKa3e-
O3HBIX SMUTEIMOMIHO-KIETOYHbIX rpanyiem [11]. Capkonnos
yale JUarHoCTUPYeTCs y MalMeHTOB B BO3pacTe OT 25
1o 40 net, HeckoJIbKo Jarre OoetoT xeHmHEI [ 13]. [opaxkenne
TIEYeHH TPU CAPKOMI03€ OTMEYAETCs JTOCTATOYHO JacTo: 60—
65% mo maHHBIM Mopdoaornyeckux ucciaemoBanuit [12].
YV GOJIBIIMHCTBA NALEHTOB C CAPKOUI030M MOPAKEHHE MIEICHH
poTeKaeT OecCUMIITOMHO. ['enaromeranys NpucyTCTByeT oosiee
yeM y 1/2 OonbHbIX. OTKIOHEHUS NEYECHOYHBIX (YHKIHO-
HAJIBHBIX TE€CTOB BBIABISAIOTCA NMPUOMM3UTENbHO Y 35% maru-
eHToB [13]. B 90% cnyuaeB oTMeuaeTcs MOBBIIICHUE aKTHB-
Hoctu LD, B 50-70% — amuHOTpancdepas, y-rIyTaMHITPAHC-
(hepasbl, ypoBHEii ob1iero u npsimoro omnupyouHa [14].

I1bX oTHOCHUTCS K IpyIIe ayTOUMMYHHBIX 3a00J€BaHU
MEYCHU M XapaKTepPH3yeTCsl HAIMYUEM CHEUU(PUYHBIX aHTHMH-
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TOXOH/IPUAJIBHBIX AYyTOAHTHUTEN. XapaKTepHO pa3BUTHE HETHOM-
HOI'O JECTPYKTUBHOIO XOJIAHIHTA C IOPAXEHUEM MEJKHUX BHY-
TPUIEUCHOYHBIX JKETIHBIX TIPOTOKOB C BTOPHYHBIM (pOPMHUPOBa-
HUEM TPaHyJIeMaTO3HOTO BOCIHAJICHUsT BOKPYT MOPaKEHHBIX
JKeTTIHBIX TPoToKoB. [1BX, Mo cpaBHEHMIO C CapKOWI030M, 3HA-
YUTENBHO Yallle Pa3BUBACTCS Y KEHIIMH, YeM Y MYKIHH (COOT-
HOUICHHE MY)XYMHbBI/ KeHIIMHBI — 9—12:1), neGrot 3aboneBaHus
B 90-95% ciyuaeB npuxoAUTCs Ha Bo3pacTHOU nepuox ot 40 1o
50 ner [1]. ITpu I1bX B neGrore 3a001€BaHUs YaCTO OTMEUAIOTCS
Hecrenn(UIecKre TPOSBICHHUS, TaKHe KaK yCTaJloCThb, ITOBBI-
[IEHHAs YTOMJISIEMOCTh, a TaKXKe KOKHBIN 3y, KOTOPBIH MOXET
3310170 MPE/IIeCTBOBATh PA3BUTHIO JTA0OPATOPHOTO CHHIPOMA
xonecrasa [15]. XKentyxa BbIsSBIIsIeTCS PEAKO U OOBIYHO CUMTACTCS
[POSIBICHUEM IIPOABUHYTHIX CTaAUi 3a001eBaHUsL.

Crenuduyeckux 1a00paTOPHBIX MApPKEPOB CapKOUT03a
MIEYSHH He CYIIeCTBYeT. J{narHocTuyeckas ¥ MpOrHOCTUIECKAsT
LIEHHOCTH omnpezeneHus akTuBHOCTH AIID B ceiBOopoTKE KpOBH
OKOHYATEeNbHO He onpezeneHa. HecMoTps Ha HU3KYIO YyBCTBU-
TeNbHOCTD (npubaM3uTeNnsHo 60%), onpeaeneHne akTHBHOCTH
AIID MOXKeT CIIyKUTb JAONOJIHEHUEM K JUArHo3y, NOCTaBJICH-
HOMY KJIMHMYECKH M TUCTOJIOTHMYECKH, a TAKXKE IMPUMEHSITHCA
JUISL OLICHKU aKTUBHOCTH 3a00JIeBaHMs B TUHAMUKE 1 3D PEKTHB-
HocTH JieueHus [16]. Ilpu nposenenun auddepeHuanbHoi
JUATHOCTHKH XOJIECTaTHYECKOTO MOPaKCHHsI MEUCHU ITOBBI-
IIEHHE ChIBOPOTOUHOM akTuBHOCTH AIID cBUAETENbCTBYET
B IOJIb3Y JMAarHo3a CapKou103a, XOTs JaHHBIN JJa0OPaTOPHbIH
(heHOMEH TaKKe MOXKET HaOIIONAThCs y YACTH ITAIIUEHTOB C HO-
paxeHHEM MapeHXUMBI MIeYeHU APYToi dTroioruu [17].

JuarHo3 capkouio3a tpedyetr mopdooruueckoii Bepudu-
Kalllu, OCOOCHHO NMPH HAJTMYUH HU30JIMPOBAHHOTO MOPAKEHHS
nedyeHu. TUINYHBIM IMPU3HAKOM CapKOHJI03a IMCYCHU SABIIACTCSA
Pa3sBUTHE OJUHOYHBIX MJIM CJIUBHBIX HEKA3€O3HBIX SIUTEIINO-
WJIHO-KJICTOYHBIX TPAHYJEM, JUIS KOTOPBIX TUIIMYHBI PACIOO-
JKEHHUE B BUJ/I€ KOHIIIOMEPATOB B ITAPEHXUME H/WITH MOPTATBHOM
CTpOMe, a TaKXe JAUCKPETHBIA xapakrep pacmpenenenus. Co-
CTOSIT TPAaHYJIEeMbl U3 CKOTUICHHH YMHUTEIHOUTHBIX KIETOK
WU CAUHUYHBIX MHOTOSANCPHBIX T'MI'AaHTCKUX KJIETOK, pacriojo-
KEHHBIX LIEHTPAJIbHO; NepU(EPUUECKYIO 30HY I'DaHyJIEMBbl 3a-
HUMAIOT JUMpouuThl (mpeumyiiectseHHo CD4+), makpodaru
u pudbpodnactel [1, 16]. Tlo cpaBHEHUIO C IpaHylIeMaMH TpH
IIbX oHu Ooiiee KpyIHBbIC W UMCIOT YETKHE KOHTYpHI. [110T-
HOCTB PACIIONIOKEHUS KEITUHBIX MPOTOKOB MPH CAPKOUTHOM
MOpaKEHUH MeUeHU He MeHseTcs. [Ipu mporpeccupoBaHUM
3a001eBaHNs TPAHYJIEMaTO3HOE BOCIIAJIEHIE MOXKET IPUBOAUTD
K pa3BuTHIO PUOpO3a C MOCIEAYIOMNM HapyIIEHHEM TUCTOAp-
XUTEKTOHUKU MEUEHU C Pa3BUTHEM LUPPO3a, OJHAKO IIPOUC-
XOJIUT 3TO JOCTATOYHO penxo [14].

Jwnaruo3 I1bX ocHOBBIBaeTCsl Ha BBISBICHUHN y TAIlMEHTA
OJIHOTO M3 HIDKETIEPEUNCICHHBIX COYCTaHUH KPUTEPHUEB, Ipe/-
JIO)KEHHBIX AMEpUKaHCKOW accolpanueid racTpoaHTepo-
noros [18]:

1) nobienus aktuBHocTH 1ID B coyeraHnu ¢ HanU4YUEM
AMA (B Tutpe BbIiie 1:40 1o naHHBIM UMMYHOQIYOPECIICHT-
HOTO WM Oosiee 25 eAMHHUIl — TIO pesynbpraraM UMMyHodep-
MEHTHOTO aHanu3a — MDA);

2) nosbimenus aktuHoctd 1P mpu orcyrcrBun AMA
U/MIM aHTUHYKJICApHBIX aHTHTENl B COYETAaHUU C IPU3HAKAMU
JIECTPYKTHUBHOTO XOJAHTUTA C MOPaXEHUEM MEK/OJIbKOBBIX
JKETTYHBIX MTPOTOKOB I10 JaHHBIM OHOIICHH TICUCHH;

3) noBbitienus: aktuBHOCTH L[ mpu orcyrctBuun AMA,
Ho ¢ HannuueM [1BX-crnenuduunbix anturen (sp-100, gp-210).

AMA B Tutpe 6onee yeM 1:40 BBIABISIIOTCS IPUOIU3UTEIBHO
y 90% nanuentos ¢ IIbX u, kak npaBuiIo, OTCYTCTBYIOT Y Ia-
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CoyeTaHue capkoma03a 1 rnepBUYHOIO OMAMAPHOIO XOAaHIMTa

LUEHTOB C M30JMPOBAHHBIM CAPKOM/IHBIM MTOPAKEHHEM TIEYCHH.
B 10 e Bpems Hecrienupryeckoe He3HAYUTENIbHOE TOBBIIICHHE
tuTpa AMA Takke MOXKET HaONIONAaThes MPU psifie APYTUX 3a-
0OJICBaHMIT TICUCHH, a TAKOKe Y 370pOBBIX Jirozieit [7]. Heobxomumo
onpeneneare AMA-M2 npu JOCTYITHOCTH 3TOTO UCCIIETOBAHUSI.
JpyruM UMMyHOJIOTHYECKAM OTKJIIOHEHHEM, aCCOLIMMPOBAHHBIM
¢ I1BX, HO He SBISAIOIUMCS KPUTEPUEM JIHarHo3a, CYUTACTCS
HOBBIILIEHUE YPOBHS MIMMYyHO[IOOYIMHOB Kiacca M [1].

OrnpesesieHHbIEe THCTOJIOTMYECKUE MPU3HAKH [TOMOTA0T
pa3mmuuTth rpanyineMsl npu [1BX u capkonmose. B mepBom
Cllydae 4allle BBISBISIOTCS MOBPEXKICHUE SMUTEINS JKEITUHbIX
MMPOTOKOB MU MCYEC3HOBCHUE MEJIKHUX BHYTPUICUYCHOYHBIX
JKEITYHBIX MPOTOKOB. B MOpTanbHBIX TpakTax 0OHapyKUBAETCs
ununprpanus uz CD4+ u CD8+ T-numdonuros, B-numdo-
IIUTOB, a TaKkke Makpodaros, 303uHopmIoB 1 NK-knerok [13].
Jykronenus (yMEHBbIIEHHE KOJIMYECTBA BHYTPUICYCHOUHBIX
JKEITYHBIX MMPOTOKOB) — TUIHUYHOE TpossieHue [16X, onHako
B PEAKHX CIy4YasX TaK)Ke MOXKET HaONIOaThCs M MPU CAPKOH-
no3e nedenu [17]. B 1o xe BpeMs HaJlmune IIOTHBIX HepUIyK-
TaJbHBIX BOCHAINTEIHHBIX MH()UIBTPATOB B COYETAHUH C BbI-
PaKeHHBIM MOBPEKICHUEM SIUTEIHS KeTIHbIX mpoTokoB (florid
duct lesions), kotopoe siBisieTcs XapakrepubiM st [1BX, mpu
capkouioze otmeuaetcs peako. ['panynemst npu [16X cocrost
NMPEUMYIICCTBCHHO M3 3MUTCIMOUIHBIX KIICTOK; M3PEAKa BbI-
SIBJISIFOTCS. €JMHUYHBIE MHOTOSICPHBIC TUTAHTCKHE KJIeTKH [1].
Ji mponBuHYTBIX cTaauii nopaxenus nedenu npu I1bX xa-
paKTepHbI BOBJICYCHUE B MATOJOTMYECKHH mporecc OOJbIINH-
CTBa MOPTAJBHBIX TPAKTOB, HEPOBHASI (hOpMa KEITIHBIX MPO-
TOKOB, BBIP@)KCHHBIC JyKTOTIeHUs U prudpo3 [5].

IlTogxone!r x Tepanuu capkounosa neuenu u [1bX 3naun-
TeNBHO pazinnyaioTcs. [Ipu capkonose Ha3HAYAETCSI IMMYHO-
CYNpECCUBHAs TEparwus, MpU dTOM Ipernaparamu 1-i JTUHUH
SBIISIFOTCA DIIIOKOKOpTUKOCTepous! [3]. JlekapcTBeHHBIE cpef-
CTBa, MIPUMEHSEMbIE B TEPAllUU CAPKOWU03a MEUYECHH, TAKKE
BKJIFOYAIOT B €01 IUTOCTATHKH, TeHHO-UH)KEHEPHBIE HMMYHO-
OWoJIOTHYECKUE TIperapaThl, MPeXIe BCEro — HHIMOUTOPBI
(hakTopa Hekposa omyxonu o [19].

OcHoBy tepanuu [1bX cocraBiseT NOXU3HEHHBIA MpHEM
[IPeraparoB YpCoAe30KCUXOJIEBON M/MIH 00ETUXOJIEBON KHC-
JIOTHI, YTO JOCTOBEPHO YIYyYILIAEeT MPOTHO3 KU3HHU HAlMEHTOB.
[Ipn panHeM Havaje JeYEHHs NPOAOIKHUTEIBHOCTDh KU3HU
OONBIIMHCTBA MMAIIMEHTOB HE OTIMYAETCS OT TAKOBOU IS 3710-
POBBIX Jofie. B To ke BpeMst HM B OJJHOM U3 MPOBEIECHHBIX
KJIMHUYECKUX MCCIeN0BaHUH He noka3aHa 3(QQexTUBHOCTD
UMMYHOCYIIpeccUBHOU Tepanuu B nedenuu 16X [1].

B npezacraBneHHOM HaMH KIIMHUYECKOM HAOIOICHHUH JIHa-
THO3 CApKOM103a Y MAIMEHTKHU MOATBEP/KACH TMCTOIOIMYECKHI
HAJIMYMEM SMUTEIMONUIHO-KICTOUHBIX TPaHyJIeM B TKaHH TIEYeHU
u BIJIY B coueTaHuu ¢ CHCTEMHBIMH TPOSBICHUSMH 3a00J1e-
BaHus. Jluarnos [IbX ycTaHoBIeH Ha OCHOBaHMM HAJIMYMS BCEX
TpeX KpUTEpUEB JaHHOH HO30JIOTMH — CHHJIpOMa XOJecTasa,
ayroantuten AMA-M2-turia, a Takke MOP(OIOTHUECKUX TIPH-
3HakoB [16X 1o pesynbratam OHOTICHH.

B nuteparype paHee onucaHbl cllydau MEPEKPECTHOIO
CUH/poMa B BUJE oJHOBpeMeHHoro passutus [IBX u capko-
uno3a [4-10]. Yamie umMeno MecTo CapKOUJHOE MOPAKECHHE
KOXH W/WIIN JIETKUX, TOTrJa KaK OJJHOBPEMEHHOE HaJIM4YHUE I10-
pakeHHs TIedeHH B paMkax capkouno3a u I1bX BeisBisioch
KpaitHe peako. OgHo U3 Haubosiee MOAPOOHBIX ONMHCAHUN
npencrasineno C. Stanca u coast. B 2005 1. [7]: mamueHTt
C IPOTPECCUPYIOIUM XOJIECTAaTUYECKUM 3a00IeBaHUEM Iie-
YEeHH, NMPUBEALIUM K Pa3BUTHIO TEPMUHAJIBHON NMEUYEHOYHOU
HEI0CTAaTOYHOCTH, KOTOpas MoTpedoBaja MpoOBEJACHUS TPaHC-
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IUTaHTAaUUU NedeHu. Tak kak paHee OOJBHOMY yCTaHOBIEH
JIMarHO3 CapKou03a JIETKUX, IPaHyJeMaTO3HOEe MOPAKEHUE
[IEYEHH PACLEHUBAJIOCh UCXOIHO TAK)Ke B PaMKaxX CapKOM/03a,
OJIHAKO 3aTeM BbIsiBIeHHE AMA B AMarHOCTHYECKOM THUTpE
noATBepAwIo Takxke Hanuuue [1bX.

C. Rudzki u coasrt. [9] u E. Fagan u coasr. [10] npencra-
BUJIM PSII KJIMHUYEeCKuX omnucanuii nmamuentoB ¢ [1BX u cap-
KOM/I030M JIETKHUX, 1€ HU B OJHOM Cllydyae He OTME4ayoch
pasButus capkomnnosa neueHu. P. Hughes u C. McGavin [6]
ONMMCAIHN TALUEHTKY, Y KOTOPOH JAMarHOCTUPOBAH CAPKOUI03
C MOpaKeHNEM KOJKH, CIIM3UCTONH 000JI04YKH HOCOBOW MOJOCTH,
JIETKMX, CIE3HBIX M CIIOHHBIX *keine3. Kpome Toro, y naHHoO#
OOJIEHON OTMEYaJIoCh Pa3BUTHE IPAHYIEMAaTO3HOTO TeIaTHTa
¢ UMMyHoJoruueckumu Mapkepamu 116X, a Taxke Muosura.

Crnenyer ormeruts, npu I[IBX Bo3MOXKHO pa3BuTHE psaa
BHETIEUEHOYHBIX MPOSIBJICHUH, B TOM YHCIIE HHTEPCTHLHAIHLHOTO
nopaxenus jerkux. Tak, [IbX-accounnpoBaHHble pecniupa-
TOPHBIE CHMITOMBI MOTYT BKJIFOYaTh B ceOsl Kalledb — CyXOH
WIN C OT/AEIEHHEM MOKPOTHI, OABIIKY NpH (uzndeckol Ha-
rpy3ke. OTkIIOHeHUs (PYyHKIIMOHAIIBHBIX JIETOYHBIX TTAPAMETPOB,
B YAaCTHOCTH CHIKeHHE AU((Y3MOHHON CIOCOOHOCTH JIETKUX
(pecTpUKTUBHbIE BEHTUISLIMOHHBIC HAPYIIICHU ), pa3BUTHE Pa3-
JIMYHBIX BapUAHTOB MHTEPCTHLUAIBLHON THEBMOHUH, OTIMCAHbI
y yactu naipeHToB ¢ [16X [20, 21]. Takum 00pa3oM, BeISBICHHE
MHTEPCTUINAIBLHOTO MOPAKEHUS JETKUX W/UIIN BHYTPUTPYIHOM
muMbaJeHOIaTHH Y HMallMeHTa ¢ MOP(OIOrHIeCKOH KapTHHOM
IPaHyJI€MaTO3HOTO MOPAKEHHs MIEYEHU U CEPOIOrMYeCKUMHU
Mmapkepamu [16X TpeOyeT TmiatenbHOro nposeaeHus audde-
penumanbHou auarnoctuku [1bX u capkonpgosa.

B HacTostiiee BpeMst UMCII0 ONMCAHHBIX CIIY4aeB MepeKpecTa
IIbX u capkou03a OCTAETCSI CIMIIKOM MaJIbIM, YTOOBI OJHO-
3HAYHO NPENON0KHUTh CYIIECTBOBAHUE 3THOIOTNYECKON CBA3U
MEXJy 3THMH JIByMsi 3a00JIEBAHUAMH, HECMOTPSI Ha CXOJHYIO
KIIMHUYECKYIO U mmatomopdoiornueckyro kaptuny. N. Rajoriya
u coaBT. [4] mpoaHanu3upoBanu nanaeie 1510 mamueHTOB
C CapKOMJI030M C IIEJIBIO BBISIBJICHHS aCCOLMAIINU MKy JaHHOU
[IaTOJIOTHEN U Pa3IMYHBIMU ayTOUMMYHHBIMH M ayTOBOCIIAJIH-
TeNbHBIMU 3a0oneBaHusiMu. M3 1510 yenoBek Toibko y 3 aua-
rHoctupoBal I1bX; naHHble pe3ynbTarhl NpPEANoaaraloT oT-
CYTCTBHME 3HAUMMOM acconuanuu mexnay paszsutuem I1BX
U CapKOW/03a, YYUTHIBAS CTOJb HU3KYIO OJHOBPEMEHHYIO Ya-
CTOTY UX BCTPEUACMOCTH.

3akAloueHue

[IpencraBineHHOEe HAOMIONEHNE TEMOHCTPUPYET PEIKOe CO-
yeranue [1bX u capkonmosza ¢ mopakeHreM TeYeHH, TIOTBEPXK-
JICHHOE KaK MO JIaHHBIM KIIMHUKO-JaboparopHOTo 00cieno-
BaHUs, Tak U Mopdomoruuecku. Cieayer OTMETUTh, 4TO
OKOHYATENIbHBII JUAarHO3 YCTAHOBIIEH TOJIBKO H0CIe MOP(HOI0-
THYECKOT0 HMCCIICJOBaHUS TKAaHH IMCYCHH, YTO MOAYCPKUBACT
B)KHOCTD TIPOBEIICHUS] OMOIICHH B CIIOXHBIX IHATHOCTHIECKUX
CUTYaIHsX.

JlaHHBIN TpUMEP IEMOHCTPUPYET BOZMOXKHOCTH COYETAHHMS
JIBYX PEIKHX XOJIEeCTaTHUECKHUX 3a00/IeBaHUI [IEYEHU CO CXOMHOM
KJIMHHAKO-Ta00PaTOPHOI CHMITOMATHKON Y OHOTO M TOTO K€
HallMeHTa, YTO yKa3blBaeT Ha HEOOXOAMMOCThH IPOBEICHHS
TIOTHOIIEHHOTO OOCIIEIOBAHNS C IIENBI0 HCKITIOUESHUSI IIUPOKOTO
CIEKTpa aJbTepPHATUBHBIX HO30JOTHH, aKe CPEIH MAIHeHTOB
¢ panee MOP(OIOTHYECKH BEPUDUIIMPOBAHHBIM JIHATHO30M.

ABTOpr 3asABAAIOT 00 OTCYTCTBUH KOHCbAMKTa UHTEpEeCoB.
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