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AHHOTauus

[1PUBOASITCS KAMHMYECKME HADAIOAEHMSI COYETAHMSI FeHEPAAM30BAHHOIO CAPKOMAO3a C MOPAKEHUEM AETKUX, BHYTPUTPYAHBIX AMMAIOY3A0B
U KOXM Y BOAbHbBIX C BAPUAHTHOM (POPMOM ayTOUMMYHHOTO MOPAXKEHUs MeYeHU C MOAPOOHBIM KAMHUKO-UHCTPYMEHTaAbHO-MOPOAOTMYe-
CKMM 06CcAeroBaHMeM. Ha npumepe KAMHMUYECKMX CAyHaeB 0OCY>KAQIOTCsl COBPEMEHHBIE aCrekTbl MaToreHe3a rpaHyAemarto3Hbix 3aboAeBa-
HUIM C QY TOUMMYHHbBIMW HapYLIEHUSIMU.
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A3 — azaruonpux TMBX — nepBuYHbIil GUINAPHbII XOJAHTUT

AMWI — ayTOUMMYHHBIi1 FeNaTUT 113 — npeuu30n10H

AJIT — ananHamuHOTpaHc(hepasza TICX — nepBuYHBIi CKIEPO3UPYIOLLMIT XONAHTUT
AMA — aHTUMHUTOXOHJJpHAIILHbIE AHTUTEIIA COD — cKopoCTb OCeaHNs 3PUTPOLUTOB

ACT - acnapraTamuHoTpaHcgepasza YIXK — ypcoae3okcuxoeBasi KUCIOTa
T'amma-I'T — ramma-riyraMuHaMUHOTpaHCcepasa XI'C — xponnueckuii renatut C

HUMT — uHpekc maccel Teja P — wenounas ¢ocaraza

MII3 — MeTUINPeHI30I0H Ig — ummyHorIIOGYIMH

KT - xomnbroTepHast Tomorpacust
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2.3. bypHeBu4 1 coaBT.

Co Bpemenu nepsoro onucanus B 1950 r. L. Waldenstrom
XPOHMYECKOT0 renaTUTa ¢ «COCYUCTbIMU 3BE3104KaMm», 000-
3HauYeHHOTro BriocsefcTeun J. Mackay 1 cOaBT. Kak «JTFOTOU/IHBII
rernaTuT, MPOU301LIel 3HAYNTEIbHBIA NPOrpecc B MOHMMaHUN
ayTOMMMYHHBIX 3a00sieBanuii nevenu [ 1, 2]. Kpome ayronmmyH-
Horo renatura (AWI’), K ayToMMMYHHbIM 3200JIEBaHUSIM NIEYEHU
CTaM OTHOCHUTB NepBUYHbIN OumrapHbiil xonaanrut (II6X), pa-
Hee Ha3bIBAeMblil IEPBUYHBIM OMIIMAPHBIM LMPPO30M, — 3a00J1e-
BaHUE C MOPAKEHUEM MEJIKMX YKEITYHbIX IyKTYJI 10 YPOBHS MeXK-
JIOJIBKOBBIX YKEJTYHBIX MPOTOKOB MPHU HAIMYNKM aHTUMHUTOXOH]I-
puanbHbIx aHTUTen (AMA), B TOM uniciie AMA-HeraTiBHbIii Ba-
puanT 16X, 1 nepBuuHblii ckneposupyrouuii xonanrut (IICX)
— 3a00J1€BaHKe BCETO >KETYHOT0 JlepeBa BOCIAIUTENIbHO-CKIIEPO-
3UPYIOLLIETO XapaKTepa, a TAKXKE €ro MeJIKOMPOTOKOBYIO (hopMy
[3-5]. ITo Mepe HaKoONJIEHUsl KITMHUYECKUX U MOP(OIOrnUecKuX
nauHbix 060 AUT, ITBX u TICX, Bbigenens! Bapuantsl AUT, ac-
COLMMPOBAHHOTO C MPU3HAKAMU XOJIECTATUYECKUX MOPasKEHUI
neuenn — [1BX nmm IICX [6]. Takue coyeTaHust MOITyYUIIN Ha-
3BaHUE TEepPeKpPecTHbIX cuHapoMoB (overlap syndromes) wiu
«BAPMAHTHBIX (POPM AyTOMMMYHHOT'O 3200JICBAHUS TIEUCHU»:
INBX/ANT-nepexpect u [ICX/AWUTI-nepekpect (B TOM uncie
AUWT /menkonporokosas (popma [TCX-nepekpect [6, 7].
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J171s1 Bcex ayTOMMMYHHBIX 3a00JIeBaHUii TEYeHN CBOVICTBEH-
HbI CICTEMHbIE BHETICUEHOUHBIE MPOSIBICHUST 4y TOUMMYHHOTO
reHesa, B TOM uuciie nopaskeHue yerkux [8, 9]. Or accouunpo-
BaHHBIX C ayTOMMMYHHBIMU 3200JIEBAaHUSIMU TIEUEHU NOpaXke-
HUI JIETOYHOTO UHTEPCTULMS HEOOXOIMMO OTJINYATh KIIACCH-
YecKHe JIErOYHbIE OCJIOXKHEHUsI [UPPOo3a NeYeHH JI0O0i 3THO-
JIOTUU — FenaTonybMOHAIbHBIN CUHAPOM, HOPTOIMYJIbMOHATIb-
HYIO TUNEPTEH3UI0 U NeYeHOUHbIN rujiporopakc. [Ipeanona-
raroT, 4TO (POPMUPOBAHNE BHENEUEHOUHbIX MPOSIBICHUI ayTO-
MMMYHHBIX 3200JIeBaHUil ONpefiessieTcst OCOOEHHOCTSIMU B3au-
MOJICHICTBUS TEHETUUECKUX (F€HbI BOCIPUUMYMBOCTHU U FEHbI-
MOAM(UKATOPbI) U IMUTCHETUYECKUX (MMMYHOJIOIMYECKUX,
TOPMOHANLHBIX, BHEITHECPeoBbIX) dakTopoB [10]. Jannas
KOHLENUMs NOATBEP2KAeHA KaK NPU OMMUCAHUM KOHKPETHbIX
cnyuaes AW, TIBX, IICX 1 BapuaHTHBIX (hOPM ayTOUMMYH-
HOTO MOPaXKEHUs MeYeHU, TaK U MPU U3yUYEHUN Pa3HbIX CPYIIl
GOJILHBIX C Ay TOMMMYHHBIMH 3a00nieBanusiMu nievenn [11, 12].

KAuHMUeckne HaOAlOAeHUS

Bonbnas C., 56 net, skonomuct. M3 anamue3sa: B ie0roTe
3aboJsieBanus B siHBape 1998 r. Habmofanuch Kenryxa, cyo-
(heOpunuret, apTpanruu; npu 06CIEJOBAHAY BbISIBJICH BbIpa-
>KEHHBbII1 IUTOIUTUYECKUI CUHAPOM [ajlaHuHaMUHOTpaHCcpepa-
3a (AJIT) — 15-kpaTHOe mpeBbIlIeHne BEpXHEN I'PAHULbI HOP-
Mbl, acnaptaramuHoTpaHcepasza (ACT) — 14-kpaTHoe], He-
3HAUUTEIILHBIN X0JIeCTa3 [FaMMa-IilyTaMUHaMUHOTpaHc(epasa
(ramma-I'T) — npeBbIlIeHHe HOPMBI B 2,5 pa3a, 1ieao4Has goc-
daraza (IIP) — B 2 paza]. BupycHblil reHe3 neueHn UCKIFOYESH
Ha MePBOM JIMarHOCTUUECKOM 3Tare, OfIHAKO HO30JIOTMYeCKHil
XapakTep NopakeHus NeueHy He yCTaHOBNeH. B nocnenyroiem
OTMEUEHO CHIXKEHMe Macchl Tesa Ha 10 Kr 3a 6 Mec, IepcucTu-
POBa/l apTPAIriK, COXPaHAIACh BHICOKAs aKTUBHOCTb aMUHO-
TpaHcdepas.

B utone 1998 r. BnepBble TOCIUTAIN3UPOBAHA B KIMHUKY
nMm. E.M. TapeeBa: oxupenue [ungekc maccol Tena (MMT)
32,3 kr/M?], cycTaBbl He JIepOPMUPOBAHBI, CKOPOCTEH OCETaHMS
sputpouutos (COD) — 45 mm/u, AJIT — 320 En/n (Hopma 1o
40 Ep/n), ramma-I'T — 200 Ep/an (Hopma o 50 Ep/m), P —
360 Ep/n (Hopma o 120 En/n)], Mapkepbl BUpycoB renatuta B
u C oTpunatensHble, aHTUHyKIieapHble anTuTena — 1:80, antu-
Telna K rajikoi Myckynarype — 1:40, aHTUMUTOXOH/JpUaNbHbIe
anrurena — 1:320. [Tpu 6uoncun neyeHu BbISBIEHb] PaCLIUPEH-
HblE NOPTaJIbHbIE TPAKThI C TUM(OrUCTUOLUTAPHON UHPUIBT-
pauyeii ¢ IPUMECHI0 YMEPEHHOI'O KOJIMYECTBA M1a3MaTUYECKUX
KJIETOK U 2031MHOGUIIOB (puc. 1, @ cM. Ha UB. BKJIEHKe), nepu-
MOPTAJILHO — YMEPEHHOE KOIMUECTBO CTYIEHUATbIX HEKPO30B
(puc. 1, 6 cm. Ha UB. BKIIEHKE), PO3ETKHU TeNaTONUTOB, PH-
3HAKM XOJIAHIMTA C NPUMECHIO B UH(UIBTPATE HEOOJIBUIOTO
KOJIMYECTBA MJIa3MOLUTOB, (hMOPO3 MOPTANBHBIX TPAKTOB U Ie-
punopranbHble hubpoTndeckue usmenenuns. MopdoJsoruye-
ckast KapTuHa He npotusopeunsa AW, Takxke oTMeueHbl IpU-
3HAKM XPOHUYECKOTO [IECTPYKTUBHOI'O HETHOMHOI'O XOJIaHIUTa
Kak npusHaka [I5X. Takum 06pa3om, KIIMHUYECKU BepUpULII-
poBaHa BapuaHTHasi (hopMa ayTOMMMYHHOTO IOPAKEHUs! Ieve-
nu — IIBX/AHWTI-nepexpect.

Hauyara umMMyHOCynpeccuBHasi Tepanus NPEeAHU30JI0HOM
(IT3) B mo3ze 30 Mr/cyT ¢ MOCTENEHHBIM CHUKEHHUEM [0
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BapuaHTHas hopma ayTOMMMYHHOITO MOPaXKeHUs NevYeHu, aCCOUMMPOBAHHAST C FEHEPAAM30BAHHBIM CaPKOMAO3OM
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Puc. 2. KT rpyaHoi KkaeTkm 60AbHO#M C.
JIByCTOPOHHSISl CUMMETPHYHASI TOTAIbHASI METKOOYAroBast
muccemuHanys. Ouaru pasmepamu 1-2 MM, ¢ YETKUMU
KOHTYpPaMH, PacroNloXKeHbl MEPUIUMMATHIECKH B
MEKJI0TbKOBBIX MEPEropofiKax, BAOIIb MEXK/IO0NEBOI MIIEBPHI,
COCYJIOB 11 OpPOHXO0B. B cyOneBpanbHBIX OT/IENax ovaru
OPMUPYIOT 30HBI «<MATOBOIO CTEKNIa» B Mpefiesiax
HECKOJIbKHMX BTOPMYHBIX J10JIeK. ONpeNenstoTcsl yBeInUYeHHbIe
HepUTPaxeoOPOHXUANbHbIE TUMQOY3JIbl pa3MepaMu OT 5 10
15 MM, € YETKUMU KOHTYPaMH, OJHOPOAHOI CTPYKTYPHI,
XOpOUIO OTIPaHNYEHHBIE PYT OT JIPyra.

10 mr/cyT, azatnonpunom (A3) B o3e 50 Mr/cyT u ypcoae30k-
cuxodesoii kucioron (Y IXK) 500 mr/cyT. Yepes 3 Hen Hop-
Mann30BaIuch aMuHoTpaHcdepasbl, ramma-I'T, P, ymensb-
IMJIACh C1a00CTh, KYMMPOBAIUCH apTpasiruu. [locne BbImucKn
npoposkeHo neuenue [13 10 mr/cyt, A3 50 mr/cyt, YIXK
500 mr/cyt. HeonHOKpaTHbIe MONBITKU CHUKEHUS 103bI U OT-
meHnbI [13 (y 60sbHOIT M30BITOUHASE Macca Tesla U apTepuaibHast
TUNEPTEH3Ms1) IPUBOJMIIN K PeLUAUBY 3a60seBanus (pocT mo-
KazareJsei UUTOIN3a, BO30OHOBJIEHUE apTPAITUIl, yXy/ILIeHne
0011[ero CaMOUYyBCTBUSI), UTO OMPEJENsAI0 HEeOOXOAUMOCTh Te-
parmuu 13, A3 1 YIXK B npeskHux j103ax.

J1o 2003 . cocTosTHrEe GOJIBHOM OCTABAJIOCh CTAOMITLHBIM.
C aroro nepuopa [13 ormenen, nosbiena go3a A3 no 100-
150 mr/cyT, npopomkanocs geuenne Y XK 500 mr/cyT. [Tpu
JAMHAMMYECKOM HaOJIIOJIeHNU 00pallleHO BHUMaHKUE Ha CTOMKOe
noBbllieHne nokasareneil ramma-I'T u I[P (1o 2-kpaTHOTO
MPEBbILICHUS] BEPXHEH I'PaHULbl HOPMbI) NMPU HOPMAJIbLHOM
ypoBHe aMmuHOoTpaHcdepas; noza YAXK mnosbimieHa no
1000 mr/cyT. B cBsi3u ¢ coxpanenueM pemuccun AWI foza A3
CHIKeHa 10 50 Mr/cyT.

B centsa6pe 2005 r. y 601bHOI MOSIBUINCH JMXOPaKa 10
39°C, MHTEHCUBHBIN CyXOl Kallesb, OflbIIIKA NMPU HE3HAUYM-
TENbHO (hU3MYECKOil Harpy3Ke, 60/ B KPYIHBIX CyCTaBaXx.
[Ipyn peHTreHOIOrnYecKOM MCCIIEIOBAaHUN JIETKUX BBISIBJIEHO
yBEJIMYEHNEe BHYTPUTPY/HbIX TuMdoy3i0B. [Ipu Komnbrorep-
Hoit Tomorpacdun (KT) rpyiHOil KJIeTKM BbIIBJIEHbI BHYTPH-
rpyjHasi iumdajieHonaTusl U JBYCTOPOHHSISI IMCCEMUHALMS B
nerkux (puc. 2). IlpoBenena TpaHcOpoHXUasbHasi GMOICUS
JIErKOT0: B TKaHM JIEFKUX OOHApy>KeHbl HEKa3€03HbIe AMUTe-
JIMOMJIHO-KJIETOUHBIE I'paHyJieMbl (PUC. 3 ¢M. HA LB. BKJIENKe).
BepuguuupoBan capkoujjo3 ¢ Nopa>KeHUeM BHYTPUTPY/IHbIX
JUM@PATUYECKUX y370B U Jierkux. [Ipu3HaKoB aKTUBHOCTHU
AW u [1BX He BBISABIAIOCH (ITOKA3aTeIN UTON3A U XOJIe-
cTasza B HopMe). [171s1 neueHnst capkoujio3a Ha3HAueHbI MIII0KO-
KOPTUKOCTEPOU/Ibl — MeTuinpeanu3oaod (MII3) 24 mr/cyT B
couetaHuu ¢ ButamuHoM E 600 Mr/cyT, u NpOJOJIKEH IpUeM
A3 50 mr/cyt m YAXK 1000 mr/cyT. B pe3yabTare mpoBoau-
MOTO JIeYeHUs] YMEHBLIMIUCh OfIbIIIKA U Kallejb, OTMEYEHO
yaydieHue obuero camouysctsus. [loza MII3 nocreneHHO
CHIKEHA 10 8§ MI/CYT.

[Ipu o6¢cnenoBanuy B knnauKe B KoHIE 2006 r.: KIMHUKO-
nabopatopHas pemuccus [1BX/ANT-nepekpecTta u nonoxu-
TeJIbHASl IMHAMMKA B JITKUX B BUJIC YMEHBIICHUS CTENICHHN UH-
(pUABTPATUBHBIX U3MEHEHUI U BHYTPUTPYHON JTMM(aeHO-
natuu. [Ipu uccnefpoBaHny COMPOMETPUYECKUX MOKa3aTenein
— NPU3HAKM BEHTUIISIUMOHHBIX HAPYIUIEHU CMEIIAHHOrO THUMNa
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¢ npeobnaganueM pectpukiyn 11 crenenn. [Ipogomken npu-
eMm MII3 8 mr/cyt u YIXK 1000 mr/cyT, no3a A3 nosbliieHa
no 100 mr/cyr.

[Tpu nanoBoM o6c¢eioBaHnK B KiMHUKe B hepasie 2008 r.
OTMEUEeHA KJIIMHUKO-1a00paTOPHO-MHCTPYMEHTAJIbHASL PEMUC-
cust [IBX/AWT-nepekpecta u capkoupiosa: fo3za MII3 cumkena
1o 4 mr/cyt. ITpu koutposbHoi KT rpypHoit KneTku B aBrycre
2008 r. — KapTHHA CapKoM103a JIeTKKX B (ha3e peMuccuu.

Jlerom 2009 r. mocsyie MHCOMSIMKA OTMEYEH PElUnB CY-
CTaBHOT'O CHH/IPOMa, MOSIBUIINCH CyO(heOpruInTeT, AUCKOMMOpT
B IpaBoOM nojipedepbe. B cBsizu ¢ GosisiMu B CycTaBax 3HA4M-
TEJbHO OrPAaHMYMIIA IBUTATEIIbHYIO aKTUBHOCTD, YTO MPUBEJIO
K pe3KoMy yBeJmueHno Macchl Tena ¢ 85 go 110 kr. [Ipu 06-
cnenoBanuu B KiuHuke uM. E.M. Tapeesa B mapte 2010 r. npu-
3HAKOB KJIMHUKO-J1abopaTopHoil aktuBHocTU AWT/TIBX-nepe-
KpecTa He BBISIBICHO, OJ[HAKO Ha KOXKE B 00JIACTH KOJEHHOTO
CyCTaBa MOSIBUJINCH MAJbIIMPYEMble 3pUTEMATO3HbIE BbICHINA-
Hust, pu KT rpyaHoit KeTKM KOHCTaTUpOBaHa OTpULATE IbHAS
JAMHAMUKA B BUJIE YBEJIMYEHUS pa3MepoB JIUM(pATUIECKUX y3-
10B B cpefocTeHnu. [Ipn MOpgoIornueckoM 1ccieoBaHuu
y4acTKa KOXH U3 30HbI 3PUTEMATO3HbIX BbICHITAHMI OOHAPY-
SKEHbl MHO>KECTBEHHbIE 3MUTENOU/IHbIE TPAHYJIEMbI, COCTOS-
1Y€ 13 MHOTOSJICPHBIX TUTaHTCKUX KJIETOK (pHc. 4 ¢M. HA 1B.
BKJIelKe). B cBs3M ¢ KIIMHUKO-PEHTIeHOIOrMYeCKUMH NIPU3HA-
KaMi 000CTPEeHMs CApKOM103a Ha3HAYEHb] MHT A TOPHbIE [IIHO0-
KOKOPTUKOCTEPOM/IbI ¥ NpenapaThl aMUHOXMHOJMHOBOTO psifia
(nnmakBenun 200 Mr/cyT); OT Ha3HAYEHUSI CUCTEMHBIX TIFOKO-
KOPTUKOCTEPOUJIOB PEILLEHO BO3[IEP>KATHCS B CBSI3U C OXKHpe-
HHMEM 1 apTepUAIIbHON TMIIepTeH3HeN.

Takum 00pazoM, y 56-jeTHeil KEHIIMHbI HA HaYaJIbHOM
aTane TeYeHUs! CUCTEMHOro 3a00JIeBaHusl, Y TOMIMMYHHOE T10-
pa’keHue OrpaHMYMBAJIOCh BOBIIEYEHHMEM Me4YeHU B popme
[NIBX/AWI'-nepekpecta. Haznauenne KoMOMHUPOBAHHON UM-
MYHOCYNPECCUBHOII Tepannu rOKOKOPTUKOCTEPOUIaMU U LU~
TOCTATUKAMHU B COYETAHUH C AaHTUXOJIECTATMUECKIMU Npenapa-
tamu (Y IXK) nossonuino fo6urbes pemuccun AUIT n nuksu-
AMPOBATh NPOSIBJICHUS CUHJpOMa xoJiecTas3a B pamkax [1BX.
Ha caepyroiem aTane Te4eHus CUCTEMHOI0 3a00J1€BaHusl Ha
¢oHe CHUXKEeHHUs ToJIep KUBatoieil 1036l A3 ¥ UHCOISIUMY,
KaK TPUTTEPHOTo (hakTopa, MPUCOEUHUIINCH TIPU3HAKU cap-
KOWj103a C TIOPaKeHUEM BHTYPUTPY/IHBIX JTUMQOY3JI0B U JIer-
kux. Ha TpeTbem atane TeyeHus 3a00JieBaHKs OTMEUYEHa reHe-
panu3auusi Capkouj03a C BOBJIEUEHUEM KOXKH.

C opHoit cTopoHsl, y 6osbHOl ¢ AUT/TIEX-nepekpecToM
NPUCOEMHEHNE U MPOrpecCupoBaHie CapKOU03a MOXKHO pac-
CMaTpUBATh KaK CUCTEMHYIO ayTOMMMYHHYIO PEaKli0 OCHOB-
HOTO 3200JICBaHUS B paMKaxX KOHUEMIMU «MO3aUYHOCTH ayTO-
MMMYHHUTETa». MeHee BepOsITHbIM MPECTABIISETCS HaTuuue
CapoKu/03a KaK CUCTEMHOro 3a0oJieBaHMs C JIe0I0TOM cap-
KOUJIHOTO NMOPA>KEeHUsl MeYeHH, NMPOTEKABIIEro MOJ MackKoi
MBX/AWI-nepekpecta. [IpoTHB BTOPOI1 KOHUENUWH CBUJIE-
TEJLCTBYET OTCYTCTBHME IPAHYJIEMAaTO3HOTO XapakTepa rnopa-
SKEHUSI IEYEHU 10 IaHHBIM OMOTICUM MEYEeHH, a TaK>Ke OYeBHJI-
uble npu3Haku AUIT [runeprammarinoOynvHemMust, MOBbILIEHNE
ypoBHst uMmyHorno6yauHa (Ig) G, BbIsiBJieHne aHTUHYKJIeap-
HBIX AQHTUTEN M aHTHUTEN K raaakoil myckynaarype] u [1BX
(cuHIpPOM XoJecTa3a, aHTUMUTOXOH/IPUAIIbHbIE aHTUTENA), TEM
6osiee, YTO B MOP(POJIOrMUecKOM MaTepuasne TKaHU MeYeHn
npucyTcTBoBai oueBuiHble npusHaku AUT n ITBX.

KnnHnveckuit vHTepec JaHHOTO HAOIIIOJIEHNUS! TTIOJuePK1Ba-
eTcsl He0OXOMMOCTBIO MOA00pa M COXPAHEHUS a/IeKBATHON
1 6e30MacHOi IMMYHOCYTIPECCUBHON Tepanuu Kak npoguax-
TUKH IIPOrPECCUPOBAHUSI CUCTEMHOIO Ay TOMMMYHHOT'O 3a60J1e-
BaHUSI NIEYCHMN.

Mg Takske HabGmrOAANMM 32-JIETHIOO JKEHIIMHY C CAPKOUIO-
30M JIETKMX U KOXKHU, y KOTOPOH MOPa’KEeHUE NEeUeHU Mo TUIY
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2.3. bypHeBu4 1 coaBT.

BapuanTHo# opmbl [IBX/ANI guarHocTupoBano uepes 8 mec
TocJie TOSIBJIEHNST KALlJIsl, OfbILIKY , U3MEHEHUI Ha KOXKE B BUJIE
y3J10BaTON 3pUTeMbl U 0OHapy>keHus npu KT rpyjpHoii knetku
mMMpaeHONaTUK 1 JIETOYHON AMCCEMHUHALIUHN.

Boawnas U., 32 ner, nekaps. C despanst 2012 r. ormeya-
J1ch cyOeOpuInTeT, y3/10BaTasi 3puTeMa Ha FOJIeHsIX,, apTpal-
ruu, yBesmuenre CO3 o 65 mm/u. Ipu pentrenorpacuu u KT
IPYAHON KJIETKH BbISIBICHbI BHYTPUTPYy/IHAs TUMpaeHonaTus,
0YaroBble U3MEHEHUs B JIETOYHOM MHTEPCTULIMK. [InarHocTupo-
BaH CapKOM/03, MPOBOAMIIOCH JIeUeHUE TITIAKBEHWJIOM U MHTallsl-
TOPHBIM OYIECOHMJIOM: MCUe31a y3/10BaTasl 3pUTeMa, yMEHbILIM-
JIMCh apTPAJIrMi, HOPMAJIM30BAJIMCH TEMIIepaTypa Teja 1 MoKa-
3atenu COD. [Tocne oTMeHbl Oy/ieCOHNIA BHOBb YCUJIMIINCH
cnaboCTh, yTOMIISIEMOCTh, 0TMeueHO noBbiiieHre COD, cHike-
HMe Macchl TeJla Ha 15 Kr 3a 6 Mec.

B cenTa6pe 2012 r. BnepBbie BBISBIEHO 5-KPaTHOE MOBbI-
menne aktuBHoctu ACT m AJIT, ymepeHHoe mMOBBIIIEHNE
YPOBHs1 OUMpyOuHa, CUHAPOM XoJiecTasa (ramma-I'T — 8-kpar-
HOE MpeBbllIeHNe BepXHell rpaHulbl HopMbl, 1I1P nosbieHa B
7 paz), yseanyenue COD o 35 mMm/4, remaromerainusi, Bo3-
0GHOBUINUCH apTpanruu. Mapkepbl BupycoB renatuta B u C He
OOHapy>KEeHBI.

IToBbllleHNe yPOBHSI aHIMOTEH3MHIIPEBpaLiaomero gep-
menTa (109,2 npu Hopme o 70), nanuble KT rpyaHoit KneTku
CIY>KWJTM Ba>KHBIMI apryMEHTaMU B MOJIb3Yy I'eéHEepaln30BaHHO-
ro CapKoMj03a C MOPaXKEHNUEM JIETKUX,, BHYTPUTPYAHBIX JIM-
(hoy3nos, cycTaBoB, KOXKU.

[TopaskeHne nevyeHn Tak>Ke MOTJI0 COOTBETCTBOBATH Cap-
KOUJJTHOMY TPOLECCY, OHAKO MPH JJOOOCIIEI0BAaHNN BbISIBIICHbI
BBICOKME THUTPbl aHTUHYKJeapHbIX aHTuTen (1:10240) u
M2-Tun anTumMuTOXOHAPUANLHBIX aHTuTed (1:5120). Hannune
CHHJIPOMA X0JIECTA3a B COUETAHUU C AHTUMUTOXOHJIPUAIIbHBIMU
AQHTHUTEJIAMU HE BbI3bIBaJIO0 coMHeHus B Hamnuuu [16X. Brico-
Kasi aKTUBHOCTb NEYEHOYHOr'0 MPOLIEcca, TunepraMmario0yJsm-
HeMUsl, IoBblleHUe YpoBHs IgG cBUieTebLCTBOBANY B MOJIb3Y
AW Coueranue npusHakos [TBX u AW no3soauso Bepucu-
LPOBaTh Y O0JIbHOI BapUaHTHYIO (hOPMY ayTOMMMYHHOTO I10-
paxenus neuenn — [1BX/AWUT-nepekpect.

Hasnaueno neuenue 6ygeconnpom 1000 mr yepes HeOyaii-
3ep, npucoepuneda Y IXK 750 Mr/cyT: mOIHOCTbIO UCUE3 Ka-
11eJTb, OJIHAKO COXPAHSIIUCH 00111ast CIaboCTh, yTOMIISIEMOCTb.

B nexa6pe 2012 r. npu KT 6proiHoit monocTyu BbIsiBIEHA
yMEpEeHHasi renaToMerasusi 1 TMMaeHonaTysl B BOpoTax neue-
HU. [To JaHHbIM GMOXMMIYECKOr0 aHAIN3a KPOBU COXPAHSIIUCH
MPU3HAKK X0JIecTa3a M yMepeHHoro uurtosu3sa. [1pu nepsoit 6mo-
NICUH TI€YEHU BbISIBJIEHbI HEKA3€03HbIE 3MUTETMOUHO-KIIETOY-
HblE [PaHyJIeMbl B [IADEHXMME U B IOPTAJIBHBIX TPAKTaX, JIUMO-
TUCTUOLMTAPHAS! MH(PUIBTPALMS MOPTAIBHBIX TPAKTOB C IPUMe-
CBIO TIJIA3MOLIUTOB, HEOOJIBIIOE KOJMYECTBO CTYNEHYAThIX HEeK-
Po30B (pHcC. 5 cM. Ha B. BKJeliKe). Takum o6pazom, MopgoJio-
MYECKOE UCCIIE[JOBAHUE TI03BOJISIIO 0OCY2K/IaTh CApPKOUIHOE 10~
pakeHue neyeHu. B cBsI3u ¢ reHepaan30BaHHbIM CAPKOUI030M
(c mopakeHreM BHYTPUTPYAHbIX JMMQOY3JI0B, JErKHX, IeYeHH,
koxkmu) k Tepanuu Y [IXK no6asnenst [13 40 mr/cyT (c mocre-
MEHHbIM CHIDKEHUEM JI03bl B TeUeHHe 8 MeC U MocIefytoLei ero
orMmeHoit) 1 A3 100 mr/cyTt. CocTosiHUE 3HAUUTEJIBHO YTy Ylld-
JIOCh, MCYE3JIM BCE BbIIENIEPEUNCIIEHHbIE CUMITTOMBI.

Yepes nosropa nociyie orMensl [13 u A3 orMeveHno Hapac-
Tanue cinadoctu. [Ipn obcnenosanum B kiuHuke um. E.M. Ta-
peeBa obpamiany Ha ceOsl BHUMaHUe KJIMHUYECKHUEe MPU3HAKU
cunpipoma lllerpena, kcanTena3Mbl B mapaopOUTaIbHBIX 001a-
CTSIX, MEJIKME CapKOM/IHbIE KOXKHbIE y3€JIKU B 00JIaCTH LIeH,
ouaroBasi FMIEPIUrMEHTALMsl KOXY CIIMHbI, YMEpEeHHasl remna-
tomeranus. [To nanabiM KT no-npeskHeMy cOXpaHsUIUCh BHYT-
purpyjaHas auMaieHonaTusl 1 HeBbIpaXkeHHbIE 0YaroBble U3-
MeHeHus1 uHTepcTuums aerkux. [Ipu noBropHoii Ouoncun neve-
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HU BbISIBJICHbI IPU3HAKM, XapaKTEPHbIE KaK /7151 Ay TOUMMYHHO-
ro renatuta (Po3eTKM renaToUuTOB, yMEPEHHOE KOJIUYECTBO
CTYNEHYATbIX U LEHTPOJIOOYISIPHBIX HEKPO30B C MPUMECHIO
MIIa3MOLUMTOB B MHPUIILTPATE), TAK U JJIsl IEPBUYHOTIO XOJIe-
CTATUYECKOr0 MOPa’KeHUs! NeYeH! (HerHOMHBIN JJeCTPYKTUB-
HbIIl XOJIAHTUT C CErMEHTAPHbIM Pa3pylLIEHNEeM CTEHOK MpPOTO-
KOB U NEePUIYKTAILHBIMU SMUTEINOUHO-KIIETOUHbIMY IPAHY-
JeMaMu, c1a0blil NapeHXUMATO3HbII OGUIUpyOUHOCTa3; pUC. 6
CM. Ha 1B. BKJIeiiKe). TakiM 06pa3oM, oy deHbl MOpOIIOrH-
YyecKHe JIaHHbIE B M0JIb3y BAPMAHTHOI (DOPMbI 2y TOUMMYHHOI
6onesnu neuenu — [IBX/ANT-nepekpect. BaxkHo, uTo Ha Mo-
MEHT BTOPOI OMOINCUYU CApPKOMIHOTO MOPA’KEeHUs MeYeH He
BbIsiBJIeHO. [Ipn Guomncum y3eaKkoBbIX 0Opa30BaHMil Ha KOXe
0OHapy>KeHbl MHOXKECTBEHHbIE MUTEIMOU/IHbIE IPAaHYJIEMBbI C
MHOTOSIEPHBIMU [MTAaHTCKUMU KJIeTKaMu. Bo306HOBIIEHAa KOM-
6GuHUpOoBaHHasl UMMYHocynpeccuBHast Tepanus (113, A3), npo-
nomkena Tepanust Y [IXK, uro nmpuBesno K cTabunmzanym Tede-
HUs1 060X 3200JIeBAHUIA.

TpakTOBKa BapuaHTa MOPAa’KEHUs MeuyeHU MpefiCTaBsiIa
omnpejeseHHble TpygHocTH. C OJHOI CTOPOHBI, 06CyXK/anach
BO3MOYKHOCTb MOPAKEHMSI IEYSHU B paMKaX CapKoujo3a, 0 YeM
CBU/IETENICTBOBANIN IECSITUKPATHOE YBEJIMYEHNE aHTMOTEH31H-
npeBpallatoLero hepMeHTa CbIBOPOTKH, PEHTTeHOMOP()OJI0-
rMYeCKre NPU3HAKY TPaHyJIeMaTO3HOIO TIOPAKEHUS JIETKUX U
nevyenu. C apyroii cToponsl, nmenuch npusnaku [16X (M2-an-
TUMUTOXOH/pUAJbHbIE aHTUTeNa, AykTonenus) u AUD (anTtu-
HyKJIeapHble aHTUTEJIa, IePUNOPTaJIbHAsL TMMQOrUCTUOLUTAD-
Hasl UHPUIBTPALYS, CTyNEHYAThIe HEKPO3bl, TUIepraMmarso-
OynmHemus, noBelleHne ypoBHs 1gG), yTo nogTBepKano Ha-
JIMYMe BApUAHTHON (hOPMbI Ay TOMMMYHHOI1 GOJIE3HM TeYEHU —
INNBEX/AWNT-nepekpecta. Takum 06pa3oM, OKOHYATENbHBII J1-
arHo3 MOXKHO c()OPMYJIMPOBATh KaK reHepaIn30BaHHbIN cap-
KOWUJI03 C MOPaXKeHUEM JIETKMX , BHY TPUTPY/IHBIX JTMM(OY3IIOB,
KOXM, CYCTaBOB, MEYEHU, ACCOLUMMPOBAHHbIA C BApUAHTON
¢opmoit ayrommynHoit 6one3nn neuenu (IIBX/AWI-nepe-
KpecT). B KauecTBe cMCTEMHOro NMposiBIeHNs 000UX 3a00J1eBa-
Hui BeIcTynan cunjpom lllerpena.

Capkonji03 OTHOCUTCS K CUCTEMHBIM I'DaHyJIeMaTO3HbIM
3a00JIeBaHUSIM HEU3BECTHON 3TUOJIOTMU C MPEUMYLIEeCTBEH-
HBIM MOpakeHNEM JIETKHX , TUMM(ATUIECKUX Y3JI0B, IJ1a3, KO-
KM, UEHTPAIBLHON HEPBHOI CUCTEMBI, cepAilia, IeYeH! U JIpy-
I'MX OPraHoB U TKaHei. OfHUM U3 NepBbIX KOXKHbIE U3MEHEHUS
NpU CapKOW/I03€ B BUJIE «03JI00JIEHHOI BOJYaHKW» OMUCAT
J. Hutchinson B 1867 r. y 58-neTHero pabo4ero Ha yrojbHoi
Bepou. [Ipu HabmroieHMM 1pyroro 60JILHOTO C MOArpoON aB-
Top B 1869 r. npeanosoxkun obliye 3aKOHOMEPHOCTH pa3BU-
THS MOJOOHBIX NOPA’KEHUI KOXKHU C NATOJIOTUEeil MOYEK U CY-
craBoB [13].

Mopdonornyeckumm Npu3HaKaMu CapKouji03a sBIISIIOTCS
HEKa3eo3HbIe SMUTENUOUIHO-KIETOUHbIe TpaHyjembl [14].
Knunnueckast kapTuHa 3a00s1eBaHUsl OYeHb pa3HOOOpa3Ha 1
BapbUPYET OT MAJIOCUMIITOMHBIX (DOPM, OrPAHNYUBAIOLIUXCS
TOJIBKO BHYTPUTPYJHbIMU U3MEHEHUSIMU B BUjie IMMcajeHona-
THU, 10 BbIPA>KEHHBIX HApYLIEHUI (DYHKLUMI pa3IMyHbIX Opra-
HOB — Cepjila, NeYeHu, Mouek, HepBHo# cuctemsl [15, 16].

[MopakeHue neyeHn B paMKax CapKOMHOIO MpoLecca Mo-
KeT conpoBoKAaThCs y 10-25% GONbHBIX HEMOCTOSHHBIM TT0-
BbILIEHUEM YPOBHS aMUHOTpaHc(epas3, HECKOJIbKO pexe —
MapKepoB XxoJiecTasa, 10 20% — oTMeuaeTcs renaTocnjaeHoMe-
ranusi, IpU3HaKU LUPpPO3a NeveHn, 00yCIOBICHHOTO I'paHyJie-
MATO3HBIM MOPAXKEHNUEM C TSIXKEJIbIM HapyLIEHHEM NeUeHOYHbIX
¢yHKUMH, BcTpeyatoTes peako [14]. Ha6monenue cemeitHbIX
CllyyaeB CapKOM/103a, BbISIBJIEHUE NOIUMOP(hU3Ma FeHOB, KOJU-
PYIOLLMX CUCTEMY AaHTMOTEH3MH-PEHUH-AIbAOCTEPOH, aHIUOre-
He3, HAOTENIMATbHYI0 aKTUBHOCTb MOJIEKYJ T-KJI€TOYHOIrO OT-
BeTa, MOJITBEPXK/IAIOT BEYIIMI BKJIajl TEHETUYECKUX (DaKTOPOB
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BapuaHTHas hopma ayTOMMMYHHOITO MOPaXKeHUs NevYeHu, aCCOUMMPOBAHHAST C FEHEPAAM30BAHHBIM CaPKOMAO3OM

B (hOpMUPOBAHNY KaK OMpPEeeHHBIX (DEHOTUNIOB OOJIBHBIX C
CapKOMI030M, TaK 1 OOILLYIO MPEAPACTIONIOKEHHOCTb K 3a001e-
Banuto [17]. ITokazano, yro HLA-DQ B1*0201 m HLA —
DRB1*0301 TecHO KOppeanpyrOT C OCTPOTON OOJIE3HN U XO-
poimM nporHo3oM, ansens B8 anturena HLA T knacca BcTpe-
4aeTcsl Npu 0CcTpoM capkoupose JledrpeHa ¢ 61aronpusiTHbIM
nporHo3oM, a asutean DRB1 n DQB1 anturena HLA II knac-
ca — ¢ XpOHMYECKNM TeueHneM capkouyio3a. Kpome toro, pas-
BUTHE CApPKOU/103a CBSI3bIBAIOT C NOIMMOP(U3MOM I'€HOB, OT-
BETCTBEHHBIX 33 9KCIPECCHIO aHTMOTEH3MHIPEBPALIAIOLIEro
¢epmenTa, pakTopa HeKpo3a onyxoau-anbda [18]. B kaue-
CTBE 3aIyCKAIOUIMX CTUMYJIOB I'PaHyJIeMaTO3HON peakuyn 006-
Cy>X/1aeTcs poJib aHTUTEHOB MUKOOAKTepHil TyOepKyJiesa, Ko-
TOpbIE MOTYT MHJYLMPOBATH 'PaHyJIeMaTO3HbIIl OTBET y reHe-
TUYECKU MPEApacoNoKeHHbIX Jtofieii. [Ipeanonaraercs, 4o
y yacTtu 607bHbIX, HocuTeneit HLA-DRB1#1101, onpenensito-
LIEro MOBBILIEHHbIN PUCK Pa3BUTHUS CApKOU03a, MUKOOaKTe-
pun TyGepKyJie3a MHAYLUPYIOT FPaHyJIeMaTo3HOe BOCTalleHue,
KOTOpOE B JlaJIbHEIIIeM IPOrpecCUpyeT B OTCYTCTBUU MH(pEK-
LMOHHOT'O areHTa; creyudguyeckasi MpoTUBOTYOEPKYyJIe3Has Te-
panusi oka3biBaeTcs npu aToM HeadexTusHoi [19]. K daxTo-
paM BHELLHeH cpefibl, CHOCOOCTBYIOLM CapKOMI03Y, OTHOCST
9KCMO3ULUI0 HEOPraHUYECKUX YacTUll, UHCEKTULHIOB, MPO-
MBILICHHOH MbUTH, NPOIyKTOB ropenus [20].

NmeroTcs naHHbIe, 4TO CapKoOW103 Y OOJIbHBIX, MH(ULMPO-
BaHHBIX BUpycamu renatuta B u C, ummyHopeduura yenose-
Ka, 4aCTO CONPOBOXK/AETCS IPAHYJIEMATO3HbIM OPAsKEHUEM
neyenu [21]. BupycHble areHTbl pacCMaTpUBAIOTCS, C OJJHON
CTOPOHBI, B KAYECTBE 3aIyCKAOLEro TPUrrepa CUCTEMHOTO
rpaHyJieMaTo3a, HO C JIpyroil — BUpyCHasi IPUPOJia CapKoOMUi03a
[OCTOBEPHO He NoATBep>KAeHa. OgHUM U3 MPEANoJIO>KEeHUI
npuyYuH (POPMUPOBAHUS CAPKOUI03a TIPU BUPYCHBIX MH(EK-
LMSX 1 JIeYeHNM UHTeP(EePOHOM-alib(a SBISETCs CTUMY SIS
MO/l BJAMSIHUEM 3TUX (PAKTOPOB MHTEPJIEKMHA-2 1 raMMa-UH-
TepdepoHa, KOTOpble, Hapsly ¢ (DaKTOPOM HEKPO3a OIyXOJIH-
anbda, y4yacTBYIOT B MMMYHOINATOreHe3e IpaHyJiemMarosa [22].
OO6Hapy>KeH1e rpaHyJieM B eYeH! O0JIbHbIX XPOHUYECKHUM Te-
natutoM C (XI'C) MoKeT oTpaxaTb CyIlIeCTBOBAaHME ABYX 3a-
6onesanuii — XI'C u capkoujosa y NpepacnoyoxeHHOro K Ta-
Kol peakuuu GosnbHOro [23]. HenmocpepncTBeHHbIN MHTEpEC
MIPEJICTABIISIOT HAGIIOAEHHS M0 ACCOLMALU CApKOMI03a 1 60-
ne3nubto Kpona [24]. Kak st capkouposa, Tak u st 601e3H1
Kpona nogoOHbIM TpUrrepoM MH(MEKIMOHHON NPUPOABI, BbI3bI-
BAIOLM OPraHHOE TMOBPEXK/EHUE BCIECTBUE ayTOUMMMYHHOM
peaxuyn, paccMaTpuBaeTcsl MUKo6akTepus Ty6epkyesa [25].
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Nmerorpecs B auTepaType pefikie onvcanusi BHY TPUTPY/HO-
IO 1 FeHepaIM30BaHHOIO IPAaHyJIEMATO3a KAaCAIOTCs TakXKe coye-
Tanus capkouosa u I[TBX [26]. Ecam npu capkouiose rpanyiie-
MaTO3Hble MOPAKEHMS JIOKAJIM30BAHbI TPEUMYILECTBEHHO MHTpA-
JIOOYJISIPHO M MOPTAJIbHbIE TPAKThI BOBJIEKAIOTCS PEAKO, TO MPU
[IBX MopdonornyeckiM cy6CcTpaToM CTAaHOBUTCS IPaHyJieMa-
TO3HBIIl HErHOMHBINA A€CTPYKTUBHBINA XOJAHTUT C NOpaXKeHUEM
MEX/I0JIbKOBBIX YKEJIYHBIX MPOTOKOB B COCTABE MOPTAJIbHBIX
TpakToB. HecomuenubiM npusHakoMm B monb3y [1BX sBasiercs
hakT OOHAPYKEHUS] aHTUMUTOXOH/IPUANIBHBIX AaHTUTEJT, YTO UMe-
JIO MECTO B 000MX MpeJCTaBIeHHbIX Hamu HabmroaeHusix. Cove-
TaHUE CApKOM/03a U XOJIECTATUYECKUX MOPAXKEHUI MeYeH! M03-
BOJISIET MPOBECTH OOILIME MAPAJIJIEsy B MaToreHese oooux 3abose-
BaHMI, AHAJIOTUYHO MPOCJIE>KUBAEMbIM U IPYTMMU aBTOPAMU NIPU
accolMaly HECKOJILKUX TUTIOB I'PaHyJIEMAaTO3HbIX MOPayKeHUI —
6one3nn Kpona ¢ capkonposom, 6o 6ose3un Kpona ¢ ITIBX
[27, 28]. IIpu couerannu capkonno3a u [IBX/AWUT-nepekpecta
MOYKHO MPEJoJaraTh yyacTie OMIMapHbIX HEMMMYHHBIX HEKPO-
30B IenaToLMTOB C BEICBOOOXK/ICHUEM NIEYEHOUHBIX ayTOAHTUTe-
HOB KaK TPUITE€POB MATOJOIMYECKMX M3MEHEHMI B JIETKUX U
MeYeH! B YCJIOBUSIX TEHETMYECKON MPEIPACTIONOKEHHOCTH.

3akAlQueHue

Taxum 06pazom, Hal HaGTIOIEHNST CBUAIETEILCTBYIOT O BO3-
MOXKHOCTH Pa3BUTHSI CBOEOOPA3HOIl acCOLMALINN ay TOUMMYHHO-
ro 3a6oneBanus neyeHn (ITBX/AUT-nepekpecta) u reHepannso-
BaHHOrO capkoujo3a. ConocTasjieHue KOMIIJIEKCa KIMHUKO-1a-
60paTOPHBIX MIPU3HAKOB ¥ MOP(ONOrMYecKoil KapTUHbI I03BO-
JIUJIO YCTAHOBUTB JUArHO3 Y ONPEfIeNIUTh PALMOHATILHOE JIeUeHHE .

Y nepsoii 60os1bHOI ¢ BapuaHTHOM popmoit ITIBX/ANT-ne-
peKpecTa 1 NpUCOEJUHEHNEM CAPKOUI03a CTAOMIN3aLUs peaK-
UMl IMMYHHOT'O BOCTIANIEHMsl B IEUEHU U JIETKUX C BBICOKOI Be-
POSITHOCTBIO MO3BOJISIET MPEANOAraTh AIUTEIbHYIO PEMUCCHIO.
IMporpeccupyrolee NopakeHue NeYeH y BTOPOil NalMeHTKU
KaK B paMKax BapuaHTHoi1 popmbl ITEX/AWTI -nepekpecra, Tak
U CUCTEMHOTO I'PaHYJIEMATO3HOI'O MPOLECCA OTPAXKAET AKTHUB-
HBI1 CApKOU/I03 U 0OOCHOBBIBAET [NIUTEILHOE Ha3HAUEHHUE UM-
MYHOCYINPECCUBHBIX Npenaparos. Hakomene HOBbIX JaHHBIX
0 FEHETHUYECKUX [JEeTePMUHAHTAX, ONPEAS/SIIOLUX TUI ayTO-
UMMYHHBIX HapyIIEHUI IPY CapKOU/03€, HO3BOJIUT B OyAylIeM
OTKPBITh pealbHble NepCNeKTHUBbI ATl PACIIM(POBKY MEXaHN3-
MOB NIPOrPeCCUPOBAHUS IaHHBIX 3a00JIeBaHUI U Pa3paboTKU
METOJI0B NIEPCOHU(DUIMPOBAHHON JUATHOCTUKU U JIEUEHUSI.
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