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AHHOTaums

MepBHUHBIA GUAMAPHDBIA XOAAHTUT U CAPKOMAO3 OTHOCATCS K rpynne 3aboAeBaHUI NeveHun, NPoTeKalowWwmnx ¢ NnpeobAasaHMeM CHAPOMA
xoAecTasa. AndpcpepeHuUmnanbHas AMarHOCTMKa 3TUX ABYX MATOAOTMA OCHOBbLIBAETCS HA COBOKYMHOCTM AQHHBIX aHamMHe3a, a Takxe 00b-
€KTUBHOTO, AABOPATOPHOTO U MHCTPYMEHTAALHOTO 00CAeAOBaHUs. [peACTaBAEHHOE HAOAIOAEHNE AEMOHCTPUPYET PEAKOE COYeTaHue Y
NaUMEHTKU MOPPOAOTMUECKM BEPUPULMPOBAHHOTO MOPAXKEHUS NMEYEHN B PaMKaxX NEPBUUYHOTO OUAMAPHOIO XOAAHTUTA M CapKOMAO3a.
HecMoTpst Ha CXOXECTb KAMHUYECKMX MPOSIBAEHUM, MOAXOAbI K TEparnmu AaHHbIX 3a00A€BaHUI KAPAMHAABHO OTAMHAIOTCS! APYT OT APYTa,
YTO YKa3blBAET HA HEOOXOAMMOCTb MCKAIOYEHUS COHETAHHOTO MOPAXKEHMS MEYEHN B CAOKHBIX AMArHOCTUYECKMX CAY4asiX.
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Sarcoidosis and primary biliary cholangitis in a patient with cholestasis
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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 — ananuHamuHOTpaHcdepasa

AMA — aHTUMHUTOXOHIpHAJIbHbIE aHTHUTENA
AII® — anrnoTeH3uHNpEBpaIIaOmuil pepMeHT
ACT — acnapraraMHHOTpaHChepasza

BIJIY — BHyTpUrpynHOi TUM(aTHYECKHNA y3eT
TIBX — mepBUYHBIH OWIIMAPHBIN XOJIaHTUT
@ — menounas ¢pocdarasza

BBeaeHue

[epBuunsblii Ounuapusiii xonanrut (I16X) u capkoumo3
SIBJISIFOTCSI CHCTEMHBIMH 3a00JIEBaHUSIMU € MOPAYKEHHEM TIEUEHH,
IPOTEKAIOUIMMHU ¢ NpeodaasaHueM CHHApPOMa XojecTrasa. B
ocHoBe naroreHesa I1bX nexur nporpeccupyromas AeCTpyKIHs
MEJIKUX BHYTPUIIEUEHOUHBIX JKEIUHBIX IIPOTOKOB, YTO BEAET K
Pa3BHTHIO XOJIeCcTa3a, a BIOCIEACTBAN — OMIMAPHOTO IUPPO3a
neyeHu. CneuuduunbiM cepoioruueckuM mapkepom [16X
CUMTAETCS HAJIMYME AHTUMHUTOXOHAPUAIIBHBIX aHTUTET (AMA),
Hanbonee yacto — AMA-M2-nogruna. Mopdonoruuecku
JlaHHasl NaTOJIOTUs XapaKTepU3yeTcss HaIMUUeM XPOHUYECKOTO
HETHOMHOIO JeCTPyKTUBHOIO XOJIAHI'UTA, YMEHBIIEHUEM KOJIU-
YeCcTBa JKETYEBBIBOJSIIINX MPOTOKOB (IYKTOIEHHEN), B YacTH
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Clly4aeB — pa3BUTHEM €AMHUYHBIX I'paHyjeM B 00JacTd Hop-
TaIbHBIX TPakKToB [1].

Capkonj103 mpeacTaBisieT co00il XpOHHUECKOe TpaHyJie-
MaTo3Hoe 3a0o0ieBaHNe HEYTOYHEHHOW JTHOJOTHH, KOTOPOE
MOXET TOpa)kaTh pa3JIMYHbIE OpPraHbl U TKaHU. [latoreHes
CapKOMJI03a B HACTOSIIIEE BPEMsI OCTAETCS HE JI0 KOHLIA SICHBIM;
OCHOBHOHM THIOTE30# SABISETCS Pa3BUTHE y F'EHETUYECKHU
MIPEIPACIIONIOKEHHBIX JHOJIEHl CHCTEMHOTO MMMYHHOTO OTBETa
Ha HeUJICHTUDUIMPOBAHHBIN aHTUTeH [2]. [UCTONOTHYECKH B
MapeHXuMe NeYSHN U MOPTAJIbHBIX TPAKTaX 0OHAPYKUBAIOTCS
SMUTCINONIHO-KIICTOYHBIC I'PAHYJIEMbI C KJIICTKaMH Jlanrxanca
6e3 IpU3HAKOB Ka3e03HOTO HeKpo3a. CieqyeT OTMETUTh, YTO
MOpakeHUE TMEYSHH B paMKaX CapKOM/103a PEIKO MPOSBISIETCS
KJIMHUYECKHU, U JJis Hero, no cpaBHeHuto ¢ [IBX, menee xa-
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PaKTEpHO IPOTPECCUPOBAHUE C Pa3BUTHEM LIUPpO3a, Ieue-
HOYHOM HEJ0CTaTOUYHOCTU U MOPTalbHON runepreHsuu [3].

VYUuThIBasl ONpPEIeNIeHHOE CXOACTBO MOP(OIOTHIECKHX H
KIMHUKO-1abopaTopHbIx npossieHuii [I6X u capkoumosa, ¢
OJHOW CTOPOHBI, U pa3IUYHbIE MOAXOABI K Tepamuu oOeux
HO30JIOTUH — C Apyroi, nposeneHue AU epeHnnaibHOro
JIMarHO3a OUeHb BAaXKHO /IS BHIOOpA IPaBUIBLHON TaKTUKU JIe-
yeHua. TeM He MeHee yka3aHHbBIE 3a00JIEBAHUS HE SBISIOTCS
B3aUMOHCKITIOYAIOIINMHU U MOTYT, XOTSl U PEIKO, HAOMIONaThCs
OIHOBPEMEHHO Y OHOTO U TOro e naruenTta [4—10]. B mamem
HaOMIONEHNH MIPEACTaB/IeHa MAaIeHTKa C COYeTaHHEeM Iopa-
KEHUs MedeHH B paMkax capkounosda u I1BX; obcyxnatorcs
COBPEMEHHBIE MOAXOJbl K IUArHOCTUKE U JICUEHUIO JaHHBIX
HO30JIOTH.
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IManuentka U., 41 ron, mo npodeccun — meacecrpa. U3
aHaMHe3a U3BecTHO, uto B Il TpumecTpe BTOpoit GepeMeHHOCTH
B ¢eBpasie 2017 r. 0OTMEYAIOCh MOBBIIICHHE aKTUBHOCTH IIle-
nouHoi ocdaraszel (I11D) u ypoBHs o0mero OuaupyouHa, 4To
pacLeHeHOo Kak XojecTa3 OepeMeHHbIX. JJabopaTopHOro KoH-
TpoJisi OMOXMMHUYECKUX MapaMeTpoB KPOBH IMOCIE pojopaspe-
LIEHHs HE MPOBOIMIOCH.

C nexabps 2017 1. nalMeHTKa Havyajaa OTMeYaTh MEePUOIH-
YeCcKoe MOBBINICHHE TeMIepaTypsl Tena a0 38°C, noseieHue
Ooseli B KPYITHBIX U MEJIKHX CyCTaBaX, CyXOro KalllIs, OJIbIIIKA
npu pusnyeckoi Harpyske, OOJE3HEHHBIX KPAaCHOBATBHIX
YYacTKOB YIUIOTHEHHs Ha Koxke o0eux roneHedd. [Ipu ¢uroo-
porpaduu BBISBIECHO yBEIHUSHHE BHYTPUTPYAHBIX JTUMpaTu-
yeckux y3ioB (BIJIY), nmoaTBepkieHHOE TaHHBIMUA KOMITBIO-
TEpHOW ToMorpaduu OpraHoB rpyaHoO# kieTku. C Lelbio
MOp(hoJIOrHUecKoi Bepr(HKaLUU aTOIOTHYECKOr0 Ipolecca
B (heBpaine 2018 r. BHIIOIHEHA BUI€0ACCOLUUPOBAHHAS TOpa-
kockornnueckas 6uoncust BIJIY; mo naHHBIM rUCTONOTHYe-
CKOTO 3aKJIIOUEHUSI B TKaHH JTHM(}Ooy311a 00HapYKEHBI MHOXKE-
CTBEHHBIE JIUTEINONIHO-KIETOYHBIE I'PaHyIeMbl 0e3 MpH-
3HAKOB Ka3e03HOro Hekposa (puc. 1). YcTaHOBIIEH AMArHo3
capxoujosa ¢ nopaxkenuem BIJIY; B xonue ¢espans 2018 r.
Hayara Tepanus [IIIOKOKOPTUKOCTEPOUIaMU — IIPEIHNU30JI0HOM
B JIO3HUPOBKE 35 MI/CYT, C BBIP@XXCHHBIM IMOJOKHTEIbHBIM
3¢ peKToM B BUIE TIOITHOTO perpecca ykazaHHBIX CUMIITOMOB.
C mas 2018 r. HayaTO MOCTENEHHOE CHIIKEHHE T03UPOBKH
MPEIHMU30JI0HA 0 MOITHOM OTMEHBI B CEHTAOPE TOTO K€ Tofa.

-
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Puc. 1. BIAY. AumdponaHas TkaHb BbITECHEHA AMCKPETHbIMM
3MUTEAMOMAHOAKAETOUHBIMM TPaHyAeMaMHu 6e3 Ka3eo3HOro
Hekpo3a. Okpacka reMatokCMAMHA031MHOM; *x200.
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Puc. 2. XapakTepHoe AAsi CapKOMAO3a MOpPaKeHHE MedYeHMU: a — B MapeHXUMe ONpeAeAsieTCsl KOHTAOMepaT HeCAMBaIOWMXCS
3MUTEAMOUAHOAKAETOUHBIX TpaHyAeM. OKpacka reMaToKCMAMHA03MHOM; X200; 6 — MeXAy rpaHyAeMamu B KOHIAOMepare
OMpeAeAsioTCsl TOHKME NMPOCAOMKH COEAUHMTEAbHON TkaHuu. Mukpocupuyc; x200.

B mrore 2018 1. mpr GHOXMMHYIECKOM aHAIHM3€ KPOBH BBHI-
SIBJICHO TMoBbIIeHHe aktuBHOCTH IIID n0 858 en/n (Hopma
70-360), acnapraramunorpancdepassl (ACT) no 62 en/n
(HopMma 0—40), ananuaamMuHoTpanchepassl (AJIT) no 216 en/n
(Hopma 0—40) mpu OTCYTCTBUH CEPOJIOTHYECKUX MapKepoB
Bupycos renaruta B u C (¢ 2017 no utons 2018 r. ykazaHHbIE
nmaboparopHBIe IMoKa3aTelH He HccieaoBaHbl). B HosOpe 2018
., gepe3 1,5 Mec mocie OKOHYaHUsS TEeparuy TITFOKOKOPTHUKO-
CTEPOUAAMH, Y MAUEHTKN Pa3BUIICS PEUHUIUB CyCTaBHOTO
CHUHAPOMA, HAPOCIH OABIIIKA MPpU (HU3MUECKOW HArpy3Ke H
obmas ci1abocTh, NEPpUOJUIECKU OTMEUYATIOCh HNOBBIIICHUE
TeMIeparypsl 10 cyodeOpunbHbIX 3HaueHuil. Kpome Toro,
OombHAs OTMETHIIA MOSBICHHE MHTCHCHBHOTO KOXKHOTO 3yra,
HE KyNMUPYIOIIErocs IPHeMOM aHTUTHCTAMUHHBIX TPETIapaToB.

B cBsi3u ¢ yXyameHneM COCTOSIHUS TMallMeHTKa TOCIUTaH-
3UpOBaHA B YHHUBEPCUTETCKYIO KJIMHUYECKYIO OojbHHIy No3
OT'AOY BO «Ilepssiit MIMYVY um. .M. Ceuyenosay ¢ xano-
06aMy Ha KOXXHBIH 3yA, MUTPUpYIOIMHE OOIH B KPYIHEIX CY-
CTaBaxX, MENKHX CyCcTaBaX O00CHX KHCTEH H CTOIl, YMEPEHHYIO

OJIBIIKY TIpU (u3MYecKkoll Harpy3ke. [1o JaHHBIM OHOXMMUYeE-
CKOTO aHaJM3a KPOBH COXPaHSIHCh IMPH3HAKU XOJIeCTasa: I10-
BoiieHre akTuBHOCTH LD no 2434 en/n (mopma 70-360),
y-mirytamunTpadcnentuaassl 1o 404 en/n (Hopma 0—73). Takxke
OTMEUaJICs YMEPECHHBIN IUTOIN3 — TOBBINICHHE aKTHBHOCTH
ACT no 91 en/n (mopma 0-34) u AJIT no 137 en/n (Hopma
0-49). Kpome npu3HaKoB MOpakeHHsI IEYEHH BBISBIECHO MTOBbI-
[IeHNe aKTHBHOCTH aHTHMOTEH3WHIIpEeBpalIaloniero gpepMeHTa
(ATI®) o 129 en/n (Hopma 20-70). [To JaHHBIM YABTPa3BYKO-
BOTO HCCIICIOBAHUSI OPraHOB OPIOIIHOM MOJIOCTH OTMEYaJIUCh
yMEpeHHas TelnaToMerains, yBeJINYeHue pa3MepoB BHYTPU-
OpromHbIX JTUM(OY3I0B 10 14 MM, 6e3 MPU3HAKOB 0YaroBOTO
MOPAXCHUsI TIEUYCHH, CENIE3CHKH, MOPTAIbHON THIEPTCH3UU H
BHEIEYEHOYHOr0 Xonecrasa. [Ipu npoBeneHnn KOMIBIOTEPHON
TOMOTpadvyi OPTAaHOB IPYAHOHN KIETKH OTMEUYAIICh YMEPEHHBIE
HMHTEPCTUIMATbHBIC U3MEHEHHUS B JIETKUX, MUHUMAJIbHAs BHY-
Tpurpyasas nuMdaaeHonaTus 10 12 MM Ipu OTCYTCTBUH NIPHU-
3HAKOB BEHTUWISAIHOHHBIX HAPYILICHUIT BO BPEMsI HCCIICA0BAHUS
(YHKIMY BHEIIHETO JbIXaHHUS.

a

Puc. 3. XapaktepHoe aAs MBX nopaxeHue neueHu: a — MCHE3HOBEHUE XKEAUHbIX NPOTOKOB B MOPTaAbHbIX TPAKTaX — AYKTOMEHMSI.
Okpacka reMaTtokCMAMHA303uHOM; x100; 6 — ouaroBasi NpoAmcpepaums HOBOOOPA30BAHHBIX JKEAYHbIX MPOTOKOB — GMAMApHas
MeTanAasmsi C HEMHOTOUMCAEHHbIMM PACMIOAGKEHHBIMU MEXKAY MPOTOKaMM AeiikoumTamu. OKpacka reMaTtokCMAMHA2031HOM; x200.
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M.IO. bpoBko u coaBT.

Torna >xe BriepBble BBISBICHBI AaHTUHYKJICAPHbIC aHTHUTEINA
B TuTpe 1:5120, a Takxe AMA-M2, 4T0 03BOJIMIIO YCTaHOBHUTD
nmuarHo3 [16X. TIpuarMas BO BHUMaHUE HAJHMUYUE BEPH(PHIIU-
poBaHHOTrO nmuarHo3a capkounosa BIJIY, mis yrounenus xa-
pakTepa MOpa)KeHUs MEYEHHU MIPOBE/IeHa YPECKOKHAs TyHKIIHU-
oHHas Ouomncus. ITo pe3ynsraraM I'HCTOIOTHYECKOTO UCCIEAO-
BaHMsI BBISBICHBI NIPU3HAKU COYETAHHOTO MOPAKEHUS NMEUSHH
B paMKaX CapKou103a [KOHIJIOMepaT M3 HECIHMBAIOIIUXCS SIH-
TEJTMOUAHO-KIETOYHBIX TPaHyJleM B MapeHXUME NeYCHOYHOM
nonbku] (puc. 2) u [IBX (mykronenus, nponudepanust KETIHbIX
MIPOTOKOB); pHUC. 3.

B cootBercTBHU C pe3yabTaTaMu KIIMHUKO-1a00paTOPHOTO
U MOP(]OJIOTHYECKOTO HCCIIEIOBAHUS IUAarHO3 MEPECMOTPEH B
nosnb3y coueranus [IBX u capkonmosa ¢ mopaxeHueM redeHH,
BIJIY u cucTeMHBIME TTPOSIBICHUSIME (JIMXOPAJIKa, apTPAITHHA).
Bo30o0HOBIICHA Teparnus MPEIHU30JI0HOM B J103upoBKe 20 Mmr/
CYT, C BBIPaXXEHHBIM ITOJIOKUTENbHBIM ) (EeKToM B Buae HOP-
MaJin3alluy TEMIICpaTypbl TE€JIa, HCYC3HOBCHUA OIABIIIKU U ap-
Tpanruii. KpoMe Toro, manueHTKe HauaTa TEpanusi ypcoae3oK-
CHXOJIEeBOH KHCIOTOH B mo3mpoBke 1000 mr/cyT (U3 pacdera
15 MI/Kr B CYTKH), B pe3yJbTaTe 4ero MOJHOCTBIO perpeccH-
pOoBaJl KOXKHBIH 3.

[Tpu nuHamuueckom obcnenoBanuu B mapre 2019 r., uepes
3 Mec OT Hauaja NPOBEACHHUS KOMOMHUPOBAHHOH Tepamuw,
OTMeUeHa BBIPAKEHHAS MMOJIOKUTENIbHAS TUHAMUKA: YMEHbBIIH-
Jach BBIPAXKEHHOCTh Xojecta3a u uumronusza [P 705 en/n
(mopma 70-360), y-rmyramuntpancrnentuaassl 1o 112 ex/n
(wopma 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-
CHUpOBAJIM UHTCPCTUIIHAJIBHBIC U3MCHCHHUS B JICTKUX. 21033
[IPEIHU30JI0Ha MEJIEHHO CHIDKEHA 0 IIONHOM OTMEHHI 0e3
pa3BUTHUS PELUANBA PaHEE ONMHMCAHHBIX KIMHUYECKUX IPOSB-
JICHUH B TEUYEHHUE IOCIEeNYIOUMX 7 MEC; MPUEM YPCOAE30KCHU-
XOJIEBOW KHCIIOTHI MPOJODKEH B MPEXKHEN 103e.

O6cyxaeHne

JuddepeHnuanbablil TUarHo3 MeXIy CapKOMI030M C IO-
paxxenueM neueHu u IIBX ocHOBBIBaeTCs Ha COBOKYIHOCTH
JAHHBIX aHaMHe3a, a TaKke 0OBEKTHBHOTO, J1a0OpaTOPHOTO H
WHCTpYMEHTanbHOTrOo oOcnenoBanus. Kpome Toro, B peakux
CIIydasiX BO3MOXKHO COYETaHHOE Pa3BUTHE 00EUX MATOIOTMH
[4-10]. ITpu 3TOM HEe Bcerna MOXKHO YETKO OLIGHHUTh BKJIAM
Ka)XJ0l U3 HUX B pa3BUTHE IOpaKCHUs IedeHu [7].

Capkouio3 — CUCTEMHOE I'paHyleMaTo3Hoe 3a00JIeBaHuUeE,
MOXXET HMETh MHOTOOOpa3HbIe MposiBIeHHs. B ocHOBe marore-
He3a 3a00J1eBaHMs JIGKUT Pa3BUTHE BOCTIAIMTENBHOTO MpoLiecca,
KOTOPBIM MPEUMYIIECTBEHHO orocpenyercs T-xenmnepamu 1-ro
TUIA U Makpodaramu U BelleT K GOPMUPOBAHUIO HEKA3€03HBIX
SIUTETNOUHO-KIETOUHBIX TpanyneMm [11]. Capkonmos yaie
JIMarHOCTUPYETCsl Yy NallUeHTOB B Bo3pacTe oT 25 1o 40 ier,
HECKOJIBKO yaine 6osetot sxeHiunsl [13]. TlopaxkeHue neueHu
IIPU CapKOMI03€ OTMEYaeTCs A0CTaro4Ho 4acto: 60—-65% mno
JTAHHBIM MOPQOIOTHYECKHUX ucciienoBanuii [12]. YV GonbiimH-
CTBa MAIMEHTOB C CApKOHUI030M IOPaKEHHUE IIEYEHH IIPOTEKAET
6eccumnToMHO. ['enaromeranus npucyTcTByeT 6onee ueMm y 1/2
60nbHBIX. OTKIIOHCHUS IIEYCHOYHBIX (DYHKIIMOHAIBHEIX TECTOB
BBIBIIIOTCS MPUONMM3UTENbHO y 35% manuentos [13]. B 90%
cilydaeB oTMedaercs noseimenue akrusHoctu D, B 50-70%
— aMHHOTpaHcdepas, y-yTaMuiaTpaHcdepasbl, ypoBHel 00-
IIero U mpsiMoro OounupyOuna [14].

I1bX oTHOCHUTCS K IpyIIe ayTOUMMYHHBIX 3a00J1€BaHUi
MEYECHU M XapaKTepH3yeTCsl HAIMYUEM CHEeUU(PUYHBIX aHTHMH-
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TOXOHJIPUAIILHBIX ayTOAHTUTEI. XapaKTepHO Pa3BUTHE HETHOMU-
HOTO JIECTPYKTHBHOTO XOJIAHTHTa C MOPAXXEHHEM MEJKHX BHY-
TPUIEYESHOYHBIX JKETIHBIX TIPOTOKOB C BTOPHYHBIM (POPMHUPOBA-
HUEM TPaHyJIEMaTO3HOTO BOCHAJICHUS BOKPYT HMOPa’KeHHBIX
JKeTTIHBIX TPoToKoB. [1BX, Mo cpaBHEHHIO C CapKOMA030M, 3HA-
YUTECJIBHO Yalll€ pa3BUBACTCA y XCHIIWH, YEM Y MYXYUH (COOT-
HOUICHHE MY)XYHHBI/ KeHIIMHBI — 9—12:1), neGrot 3aboneBaHus
B 90-95% ciyuaeB npuxoAUTCs Ha Bo3pacTHOU nepuop ot 40 1o
50 ner [1]. ITpu TIBX B neGroTe 3a00eBaHus 9aCTO OTMEYAIOTCS
Hecrenn(UIecKre MPOSBICHHUS, TaKhe KaK YCTaJoCThb, IIOBBI-
[IEHHAs YTOMJIIEMOCTh, a TaKXKe KOKHBIN 3y, KOTOPbIH MOXET
3a/10/1T0 MPEIIeCTBOBATh PA3BUTHIO JaOOPATOPHOTO CHHIPOMA
xonecrasa [15]. XKentyxa BISBISIETCS PEAKO U OOBIYHO CUMTACTCS
HpOsIBICHUEM NIPOABUHYTHIX CTaAUil 3a001eBaHUsL.

Crnennduyeckux 1a00paTOPHBIX MapKepoB CapKOUA03a
MeYESHH He CYIIeCTBYeT. JuarHocTuieckast ¥ MpOrHOCTHIECKAst
LIEHHOCTH omnpezeneHus akTuBHOCTH AIID B chIBOpoTKE KpOBH
OKOHYATEeNbHO He onpereneHa. HecMoTps Ha HU3KYIO YyBCTBU-
TeNbHOCTD (pubau3uTensHo 60%), onpeneseHne akTHBHOCTH
ATII® MOXET CIy’KUTb JONOIHEHUEM K JAUAarHo3y, OCTaBIeH-
HOMY KJIMHHUYECKH M TUCTOJIOTHYECKH, a TAKXKE NMPUMEHSATHCA
JUTSL OLICHKY aKTUBHOCTH 3200JIeBaHUs B THHAMUKE H d(DPEKTHB-
HocTH JieueHus [16]. ITpu nposenennu auddepeHranbHoml
JUATHOCTHKH XOJIECTAaTHUECKOTO MOPa)KCHHS MEYEeHU MOBBI-
IIEHUE CHIBOPOTOUHOI akTuBHOCTH AlID cBUAETENnbCTBYET B
[OJb3Yy JUAarHo3a CapKoua03a, XOTs JaHHbII J1abopaTOpHBIH
(EeHOMEH TaKKe MOXKET HaOJIOAaThCsl Y YacTH MAIMEHTOB C
MopaKeHHEM HapeHXUMBI TIeYeHH ApYyroi stuonoru [17].

JuarHo3 capkoumosa tpebyet mopdonornueckoii Bepudu-
KaIlu, OCOOCHHO NPH HAJTMYUM HU30JIHPOBAHHOTO MOPAKEHUS
neuyeHu. TUIUYHBIM IMPU3HAKOM CapKOHJ03a IMCYCHU SABIACTCA
Pa3sBUTHE OJUHOYHBIX MM CJIUBHBIX HEKA3€O3HBIX SMUTEIIUO-
WIAHO-KJICTOYHBIX TPaHyJeM, Ul KOTOPbIX TUITUYHBI PACIIOJNO-
JKCHHUE B BU/I€ KOHIIIOMEPATOB B ITAPEHXUME H/WITH MOPTABHOM
CcTpoMe, a TakXe JAUCKPETHBIA xapakrep pacmpenenenus. Co-
CTOSIT TPaHyJEeMbl U3 CKOIUIEHUI PMUTEINOUIHBIX KIETOK M
CAWHUYHBIX MHOTOAACPHBIX T'MTaHTCKHUX KJICTOK, pacIiojio-
EHHBIX LIEHTPAJbHO; NepU(EpUUECKYIO 30HY IDaHyJIEMBbIl 3a-
HHUMaIOT JIIMGonuTH (IpenmymectseHHo CD4+), makpocdaru
u ¢pudbpobnacter [1, 16]. [To cpaBHEHUIO C TpaHyIeMaMH MPH
I[IbX oHu Goiee KpyNHbIC U UMEIOT YETKHE KOHTYpHI. [110T-
HOCTB PACIIONIOXKEHUS KETUYHBIX MPOTOKOB NPH CapKOUITHOM
NOpaXeHUM NedyeHu He MeHsiercs. IIpu mporpeccupoBaHuun
3a00J1eBaHNS TPAHYJIEMaTO3HOE BOCIIAJIEHHE MOXKET IIPUBOAUTD
K pa3BUTHIO (puOpo3a ¢ MOCIECAYIOUUM HapyILIEHUEM TUCTOap-
XUTEKTOHHKH MEUSHN C Pa3BHTHEM LUPPO3a, OIHAKO IPOUC-
XOIIUT 3TO JAOCTAaTOYHO penaxo [14].

Jwnarao3 I1bX ocHOBBIBaeTCsl Ha BBISBICHUH y TMAIlMEHTA
OJTHOTO M3 HIDKENEPEUNCICHHBIX COUeTaHUN KpUTEpUEB, Mpe-
JIO)KEHHBIX AMEPHKAHCKOM accolualueil racTpoIHTEPOJIOroB
[18]:

1) noBeieHust akTuBHOCTH L1ID B coueTaHnu ¢ HaIUIAEM
AMA (B tutpe BbIIe 1:40 Mo HaHHBIM UMMYHO(ITyOpPECIICHT-
HOTO MK OoJsiee 25 eIMHMIl — N0 pe3yibraTaM UMMYyHodep-
MeHTHOTo aHanuza — UDA);

2) nosbimenus aktusHoctd 1P mpu orcyrcTBun AMA
W/WIIN aHTUHYKJIEApHBIX aHTHUTEN B COYETAaHHH C NMPU3HAKAMHU
JIECTPYKTHUBHOTO XOJAHTUTA C MOPaKEHHEM MEKOJIbKOBBIX
JKETYHBIX MPOTOKOB IO JAHHBIM OHOIICHH ITEUeHHU;

3) nosbitenus: aktuBHOCTH 1I[®D mpu orcyrctBuun AMA,
Ho ¢ HainmuueM [IBX-cnenuduunbix anturen (sp-100, gp-210).

AMA B tutpe 6osnee yeM 1:40 BBIABISIIOTCS IPUONIU3UTENBHO
y 90% namuentoB ¢ IIBX u, kaxk npaBuio, OTCYTCTBYIOT y Ia-
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LUEHTOB C U30JMPOBAHHBIM CAPKOUIHBIM MOPAKEHHEM IIEUCHH.
B 10 xe BpeMs1 Hecrienupruieckoe He3HAYUTEIbHOE MOBBIIICHHE
tuTpa AMA Takke MOXKET HaONIONaThes MpU psifie APYTUxX 3a-
OoJIeBaHMIA TIEYCHH, a TaKKe Y 370pOBbIX Jroziei [7]. Heobxomumo
onpenenearne AMA-M2 npu JOCTYITHOCTH 3TOTO UCCIIEIOBAHUSI.
JpyrumM UMMYHOJIOTHYECKUM OTKJIIOHEHHEM, aCCOLMUPOBAHHBIM
¢ I1BX, HO He SBIAIOIUMCS KPUTEPUEM UAarHO3a, CYUTAETCS
HOBBIILIEHUE YPOBHS MIMMYHOIIOOYNUHOB Kiacca M [1].

OrnpeznesieHHbIE THCTOJIOTMYECKHE MPU3HAKH MTOMOTA0T
pazmmunthk rpanyineMsl npu [1BX u capkonmoze. B mepBom
Cllydae 4allle BBISBISAIOTCS MOBPEXKICHUE SMUTEIUS JKEITYHBIX
MNPOTOKOB U MCUYE3HOBEHHUE MEJKHX BHYTPHIICUCHOYHBIX
JKEJTYHBIX NPOTOKOB. B moOpTanbHBIX TpakTax 0OHapyKHBaeTCs
uapmsTparysa m3 CD4+ nu CD8+ T-mumdonuros, B-mmdo-
IIUTOB, a TaKkxe Makpodaros, 303uHopmwIoB 1 NK-knerok [13].
Jykronenus (yMeHbIIEHHE KOJMUYECTBA BHYTPUICYCHOUHBIX
KEJYHBIX POTOKOB) — TUIIMYHOE nposiBiieHue [16X, omHako B
PEIKHX CIIydasx TaKkxKe MOXKET HaOlogaThesl M IPU CapKOUA03e
nedeHu [17]. B To >xe BpeMs Halauuue IUIOTHBIX MEPUAYK-
TaJbHBIX BOCHAIUTEIBHBIX MH()UIBTPATOB B COYETAaHUH C BbI-
paXESHHBIM TTOBPEKICHUEM SIUTEIHS JKeTIHBIX 1poTokoB (florid
duct lesions), kotopoe siBnsieTcs XxapakrepusiM ais [16X, mpu
capkouzose otmeuaercs peako. ['panynemst mpu I16X cocrost
HNPEUMYIIECTBEHHO U3 SMUTEIHMOUAHBIX KIETOK; U3PEIKa BbI-
SIBJISIFOTCS €JMHUYHBIE MHOTOSIICPHBIC TUTAHTCKHE KiIeTKH [1].
Ji mponBuHYTBIX cTaauii nopaxeHnus nedenu npu I1BX xa-
paKTepHbI BOBJICYCHHE B MATOJOTMYECKUH mporecc OOIbIINH-
CTBa MOPTAJBHBIX TPAKTOB, HEPOBHAsI (hOpMa KEITIHBIX MPO-
TOKOB, BBIP@&)KCHHBIC IyKTONEHUs U pudpo3s [5].

IMoaxons! k Tepanuu capkounosa nedeHu u I[1bX 3naum-
TeNIbHO pazindatoTcs. [Ipu capkounjose Ha3HAYAETCsl UMMYHO-
CyNpEeCCUBHAs Tepamus, IpU 3TOM Ipernaparamu 1-i JTUHUH
SIBJISIIOTCA TIIIOKOKOpTUKOCTepoupl [3]. JlekapcTBeHHBIE cpef-
CTBa, IIPUMEHSIEMbIE B TEPallUU CapKOM03a MEYECHH, TAKKE
BKJIFOYAIOT B €€0s1 IUTOCTATHKH, TeHHO-UH)KEHEPHBIE HMMYHO-
OuosorMYecKue TMpenaparhl, Ipexae BCEro — HHIHOUTOPBI
(hakTopa Hekpo3a omyxonu o [19].

OcHoBy tepanuu I1bX cocraBnser MOXU3HEHHBIH MpHEM
MpenapaTroB ypcoAe30KCHXOIEBON H/HIH OOCTHXONEBON KHUC-
JIOTHI, YTO JOCTOBEPHO YIYyYIAeT MPOTHO3 KU3HHU MalMEHTOB.
[Ipu paHHeM Hayaje JeUEHHs IPOAOIKHUTEIBHOCTD KU3HU
OOJIBIIMHCTBA MALIMEHTOB HE OTIIMYACTCS OT TAKOBOW VIS 3/10-
POBBIX mofied. B To ke BpeMst HU B OJHOM U3 MPOBEIEHHBIX
KJIIMHUYECKUX HCCJIENO0BaHUN He MoKa3aHa 3((EeKTUBHOCTD
UMMYHOCYTIpeccuBHOU Tepanuu B neueruu 116X [1].

B mpexacTaBieHHOM HaMM KJIMHUYECKOM HaONIOIEHHUH JHa-
THO3 CapKOM/03a Yy MAIlMeHTKH MOATBEPHk/IE€H I'MCTOIOTHYECKU
HaJIMYMEM SIUTETMOUIHO-KIETOYHBIX TPaHyJIEM B TKAHH IIEUEHU
u BIJIY B coueTaHuu ¢ CUCTEMHBIMH IPOSBICHUAMH 3a0071e-
BaHus. Jluarnos IIBX ycTaHOoBIEeH Ha OCHOBaHMM HaJIM4MSI BCEX
TpeX KpUTepUeB JaHHOH HO30JIOTMH — CHHJpOMa XOJecTasa,
aytoantuten AMA-M2-turna, a Takke MOP(OIIOTHUECKUX TIPH-
3HakoB [1bX 1o pesynbratam OHONCHH.

B nuteparype panee omucasbl cilydau MEPEKpPECTHOTO
CUHZpoMa B BUAE ogHOBpeMeHHoro passutus IIBX u capko-
uno3a [4-10]. Yanie umeno MecTo CapKOUJHOE MOPAKECHHE
KOXH W/WIIN JIETKUX, TOINAa KaK OJJHOBPEMEHHOE HaJIH4YHUE I10-
pakeHus NeueHu B pamkax capkouznosa u [IBX BeiaBmsioch
KpaitHe penko. OmHo U3 Haubosiee MOAPOOHBIX ONMHCAHUN
npeactasieHo C. Stanca u coasT. B 2005 1. [7]: mamueHt c
IPOrPECCUPYIOLIUM XOJIECTAaTHUECKUM 3a00IeBaHUEM NIEUCHH,
MPUBEIIIMM K Pa3BUTHIO TEPMHUHAJIbHOW NMEYEHOYHOW HEIO-
CTaTOYHOCTH, KOTOpas MoTpedoBaja MpOoBEICHUS TPaHCILIaH-
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Taluy rneyeHu. Tak kak paHee OOJLHOMY yCTaHOBIICH TUArHo3
CapKOM103a JIETKUX, FPaHyJeMaTO3HOE MOPaKEHHUE MEUYEHHU
PacCLEHUBAIOCH HCXOHO TaKXXKe B paMKaxX CapKOM103a, OJJHAKO
3areM BbIsiBIIeHHEe AMA B TMarHOCTHYECKOM TUTpPE TOATBEp-
nuio taxoke Hamuaue [1bX.

C. Rudzki u coasrt. [9] u E. Fagan u coasr. [10] npencra-
BUJIM PsI KJIMHUYEeCKUX omnucanuil namuentoB ¢ [1BX u cap-
KOMJI030M JIETKMX, TJI€¢ HU B OJJHOM CIIy4ae HE OTMEdYaJocCh
pasButus capkoupnosa nedeHu. P. Hughes u C. McGavin [6]
OIKCAJIN MAIUEHTKY, y KOTOPOH TUarHOCTHPOBAH CapKOUIO03 C
MOpaXEHNEM KOXH, CIIM3UCTON 000JIOUYKH HOCOBOH TMOJOCTH,
JIETKMX, CIE3HBIX M CIIOHHBIX Xkeine3. Kpome Toro, y naHHoM
OOJIBHOI OTMEYaIOCh Pa3BUTHE TPAHYJIEMATO3HOTO TenaThTa ¢
“MMyHonornueckuMmu mapkepamu [1BX, a Taxke Muosura.

Crnenyer ormeruts, npu I[IBX Bo3MOXHO pa3BuTHE psAaa
BHETIEUECHOYHBIX MPOSIBJICHUH, B TOM YHCIIE HHTEPCTHLHAILHOTO
nopaxenus jerkux. Tak, [IbX-accounnpoBaHHble pecniupa-
TOPHBIE CHMITOMBI MOTYT BKJIIOYaTh B ceOsl Kamlelb — CyXOi
WIN C OTAENEHHEM MOKPOTHI, OABIIKY NMpH (uzndeckol Ha-
rpy3ke. OTKIIOHEHHSs! yHKIIMOHAIIBHBIX JISTOYHBIX TAPAMETPOB,
B YAaCTHOCTH CHIDKeHHE AH((Y3MOHHOW CHIOCOOHOCTH JIETKUX
(peCTpUKTUBHBIE BEHTWISAMOHHbIE HAPYILICHHUS ), pa3BUTHE pa3-
JIMYHBIX BapUAHTOB MHTEPCTHLHAIBHON MHEBMOHUH, OTMCAHbI
y yactu naueHToB ¢ [16X [20, 21]. Takum 00pa3oM, BISIBICHUE
HMHTEPCTUINAIBHOTO MOPAKCHUS JETKUX M/WIN BHYTPUTPYIHOM
muMbaJeHONaTHH Y MaleHTa ¢ MOP(OIOrHYeCKOd KapTHHOM
IrPaHyJIEMaTO3HOTO MOPAXEHUs MEYEHN U CEPONOrHYeCKUMU
Mmapkepamu [16X TpeOyeT TmiatenapHOro npoBeaeHus nudde-
peHuunansHOM nquarHoctuku [1bX u capkonnosa.

B HacTostiiee BpeMsi UMCII0 ONMCAHHBIX CIy4aeB MepeKpecTa
I[IbX u capkouJ03a OCTAETCs CIMIIKOM MaJIbIM, YTOOBI OJHO-
3HAYHO MPEATNOI0KUTH CyIIECTBOBAHNE 3THOJIOTUYECKOH CBS3H
MEXJY 3THMH JBYMs 3a00JIEBAaHUSAMH, HECMOTPS Ha CXOIHYIO
KIMHUYECKYIO M TaToMopdoiormieckyro kaptuny. N. Rajoriya
U coaBT. [4] mpoananmu3upoBanu nanapie 1510 manueHToB c
CapKOMJI030M C LIEJIbIO BBISABJICHHUS aCCOLMANN MEXy JTaHHOU
[aToJOruel U pa3IYHbIMU ayTOUMMYHHBIMH U ayTOBOCIIAJIH-
TeNbHBIMU 3a0oneBaHusMu. 13 1510 venoBek Tonpko y 3 aua-
rHoctupoBad 11bX; naHHble pe3ynabTaThl NPEANONaralT OT-
CyTCTBHE 3HAUMMOW acconuanuu Mexny passutuem 16X u
CapKOMJ103a, YUUTHIBAS CTOJIb HU3KYIO OJHOBPEMEHHYIO YaCTOTY
UX BCTPEUAEMOCTH.

3akAloueHue

[pencraBneHHOe HAOMIONEHNE TEMOHCTPUPYET PEIKOe CO-
yeranue [1bX u capronmosza ¢ nopakeHreM MeYeHH, TTOITBEPK-
JICHHOE KaK IO JIaHHBIM KIMHUKO-JIaboparopHoro obcieno-
BaHMs, TaKk U Mopdonornuecku. CieqyeT OTMETUTh, YTO
OKOHYATENIEHBIH TMAarHO3 YCTAHOBJIEH TOJIBKO ITOCIIe MOp(oIIo-
THYECKOTO HCCIIEOBAHUS TKAaHH IIEYCHH, YTO NMOAUCPKUBACT
B)XHOCTH IIPOBENICHUS] OMOTICHH B CIIOXKHBIX JHaIHOCTHYECKHX
CHUTYaIHsX.

JlaHHBIA IpUMEp 1EMOHCTPUPYET BO3ZMOXKHOCTh COYETAHUS
JIBYX PEIKHX XOJIECTaTHUYECKUX 3a00JeBaHUIl NEUYEHU CO
CXOJIHON KIIMHUKO-ITA00PaTOPHOI CHMIITOMATHKOM Y OJHOTO H
TOTO XK€ NMAUeHTa, YTO yKa3bIBaeT Ha HEOOXOAUMOCTH IIPOBe-
JIEHHsI TIOJTHOLIEHHOTO 00CIIeJOBaHUS C IENbI0 UCKIIOYSHHS
[IMPOKOTO CIIEKTPa aJbTEPHATUBHBIX HO3OJIOTHH, IaXe CPEeIH
MalUeHTOB ¢ paHee MOP(OIOrH4YecKru BepuPpUIMPOBAHHBIM
JUarHo30M.
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M.IO. bpoBko u coaBT.
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