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[NpmBoaUTCS ONMCaHMe KIVHUHECKOro HabMIOACHMS, KaCaloLLEroCs XeHLUVIHB 63 1ET, y KOTOPOM MMEETCS CoYeTaHne ABYX
3aboneBaHui — ayToUMMYHHOrO refnatuTa ¢ nepekpecTHbIM CUHAPOMOM 1 CUCTEMHbLIMI MDOSIBAGHUSIMI U CapKoma0o3a
C ropaxeHnem Nerkmx 1 BHeNeroYHbIMm NposIBASHUSIMIN — rpaHy1emMaTo30M MeYeHu.

BonbHas C., 63 net, B nioHe 2008r HanpasneHa B ra-
CTPO3HTEPONOrnyeckoe oraenenne KnymHmyeckon 60onb-
HULbl N2 83 ¢ Lenbio YTOYHEeHWs AnarHoaa ¢ xanobamn Ha
cnaboCTb, AMCNENTUYECKME SBAEHUS, anuracTpasbHble
00NV, METEOPU3M, 3aMopbl.

B aHamHese 2 onepauuu (paspbiB KMCThI ANYHMKA, an-
NEeHANLNT).

CTtpapaer ayToUMMYHHBIM TUPEOUANTOM Ha NPOTAXE-
HUK Heckonbknx net. C 2006r npy ambynaTtopHom obcne-
O0BaHMK OTMEYEHO NOBbILLEHME LWEeNo4YHOM pocdhaTasdsbl A0
600 en/n (Hopma 80-258), yckoperne COD no 45 mm/4ac,
HEVOEHTUDNLIMPOBAHHbBIE BbIChINAHWUS Ha Koxe. BecHow
2008 1 Npu pPeHTreHoNorM4eckoM NcCneaoBaHuy Nerkmnx
OTMEYEHO yBenmyeHne nMoysnos cpenocteHus. KoH-
CYNIbTUPOBAHA GOTM3MATPOM C 3aKMIIOYEHUEM O HaMyum
OnddYy3HOro NHEBMOCKIEPO3a.

CrauyoHapHoe obcnegosaHyve B noHe 2008r renato-
NIMEHaNbHOro CKMHAPOMA He BbISBWUIO, B OOLIEM aHanmse
KpoBW yckopeHue CO3 go 38 mm/4ac. broxnmmnyeckoe
ncenenoBanve Kposu: obumt 6enok 75 r/n, anbOymMunHbl
42, rnobynuHel — anbdal 3,3, anbda? 10,2, beta 15,1,
ramma 28,4: xonectepuH — 5,3 MMone/n, GunnpyonH 22
MKMOJSIb/N (CBA3aHHbLIN 5, cBoOOaHbLI 17), AJIT 31-49 en/n,
ACT 29-61ea/n, anbda-amunnasa 54 en/n, wenovHasa poc-
dataza 508-724 en/n, I'TTM 110-275 en/n, rniokosa 5,6
MMOSb/N, cepomykouna 0,140 mr/n, Tumonosada npota 3,3.
Koarynorpamma — rmnep@ubprHoreHemnst, 3aMeaneHne
durbpuHonusa. HBs-ag, a-HCV, PHK-BI'G — oTpuuarens-
Hele; ANA — oTpuuatensHele, AMA — 29 (Hopma ao 10).

Mpu Y3W opraHos OpOLLHOM NONOCTA BbIABAEHbI AMNd-
@Y3HbIE VBMEHEHWSA MEYEHU U NMOMKENYO04HON Xenesbl,
NepPeTAXKN B LLUEWKE U TENE XENYHOMO My3bIPst C YIIIOTHEHW -
€M €ro CTEHOK; 3a0PIOLLNHHBIE NMMMOY3bl HE YBEVNHEHDI.
enatoxonecupmHtTrpadus ¢ 6pomMesnaor GyHKUMOHa b-
HbIX UBMEHEHUI NeYeHV He BbIABMIA, OTMEYEHBI YMEPEH-
Hble HAPYLIEHWUST HAMOHEHWSA XENYHOro Ny3bipa. dpakLiy-
OHHOE NyoaeHanbHOE 30HMPOBAHME CBUAETENBCTBOBAIO
O ANCKUHE3NN XENYHOMO My3bIPS C XeNn4e3aCTOVHbIM CUH-
JPOMOM. SHAOCKOMUYECKM OTMEYEHbI MPU3HaKKM cybaTpo-
PUYecKoro racTpoayoneHnTa (pH-meTpudeckn — aHauma-
HOE COCTOSIHME XENyaoyHOM cekpeuumn). Vippurockonus
BbIABMNA Hanu4Me OUBEPTUKYNAPHON OONE3HN; ABNeHWd
OMBEPTUKYINTA OTCYTCTBOBASIN.

BbigBneHHaa y naumeHTky  KIMHKKO-nabopatopHas
cuMAToOMaTuka C Haaninem runeprnobyImHeMun, nosbl-
LeHneM ramma-rnobynuHoB, yckopernvem CO3, capura-
MW NedYeHoYHbIX NPo6 (rnaBHeIM 00Pa30M MOBLILLEHVEM

MEepMEHTOB x0JecTasa) Aanv OCHOBaHWUS npeanofararb
JMarH03 «BEPOSTHOrO» ayTOMMMYyHHOro renatuta. [lo-
NOSIHNTENBHBEIMWU KPUTEPUSAMU CIIYXNIV HANTAYE BBICOKMX
AHTVIMUTOXOHAPWANBHBIX aHTUTEN, aYyTOVMMYHHOTO TUPEO-
naouta (Tabn. 1), npu oTprLaTebHbIX Mapkepax BUPYCHbIX
renatutoB [1]. STO 9BMNOCL OCHOBAHMEM AN Hadana Te-
panuv ypcocaHoM B KOMOVHaLMK C renTpanom 1 prdam-
nuumHoM 1 'BO. B pesynbtarte Obi10 OTMEYEHO CHIXEHWE
undp LenouHon dpocdatassl u T (500 v 100 eq/n co-
OTBETCTBEHHO), C MOCAEAYIOLM NOABEMOM MOCNE OTME-
Hbl NEYEHUS, O YEM CBUOETENbCTBOBANA MOBTOPHASA FOCMM-
Tanvsauns (Hos6pb 2008r).MNocneayoulee HabnoaeHe
3a O0/bHOV CBWUOETENbCTBYET O COXPAHSIIOLWIENCS K-
Hu4eckon cumnTomatvike (Mapt 2009r) 1 nabopaTopHbIX
cABurax c HapactaH1neM ypoBHA xosiecteprHa (7 MMOSb/n)
1 wenodHon pocdatassl (>700 en/n), M3MeHeHnem Koa-
rynorpammbl (CHYXKEHUE Koarynsaumm), nossBReHnem rena-
TomMeranuu. 910 Aano 0CHOBaHWA 019 MOPQPONOrM4eCcKoro
NCCNenoBaHVa TKaHM NeYeHNN, NOMYYEHHOW NpU MyHKLM-
OHHOW BVONCUK NEeYEHN; BbIIBNEHbI OAUCTPODUYECKNE 13-
MEHEHVA renaToumMToB, aucnnasua | cteneHn anep rena-
TOUNTOB; VIMEIOLIMECH B mpenapare nopTalibHbIe TPaKTh
He paclwmpeHsl, Gubpos oTtcyTcTeyeT. CnegoBaTensHo,
MOP@ONOMMHECKMX MPU3HAKOB ayTOMMMYHHOrO renatiTa
He OBHapYXeHO, YTO, Kak M3BECTHO, HE UCKIIOHaEeT 3TOT
anarHos [2], tem 6onee 4To NoydeHHbI BruonTar MOXeT
OblTb HE MHPOPMATUBHBIM, eCnn He coaepxuT 10 1 bonee
TPAKTOB.

ViTak, HabmoaeHve 3a 60nbHOW C. Ha MPOTAXEHMM NOY-
T OAHOMO roJa Jano OCHOBaHWA FOBOPUTE O HaIWUYWK Y
Hee ayTouMMmyHHOro renatuta (AW | Trna, yactora Ko-
TOpOro cocrtasngeTr 85% Bcex cnydaeB AN 1 KOTOPbLIN
pasBuBaeTcs B N0OOM BO3pacTe. B TOM ymcne B nocTme-
HoMay3aibHOM Neproae, Kak 3T0 MMENO MECTO B AaHHOM
HabnwgeHun [3].

KnnHudeckan kaptiHa HadansHom dasel AT ckyaHad —
ACTEHUYECKUI CUHOPOM, ANCNENTUYECKUE SBNEHUSA, O0u
B XVBOTE, KOXHbIVI 3y[, HE XapakTepeH, Oonee TOro, ero
Han4ve naeT OCHOBaHWA YCOMHUTLCA B AvarHose [4].
BO3MOXeEH BapuaHT C BHEMEYEHOUYHBIMU MPOSBIEHUAMY
— KOXHble BbIChINaHus, ayToOVMMYHHbBIN Trpeonant [5].
XapaktepHole 0na | tvuna ANA (70-80% GonbHbIX) y naum-
EHTKM OTCYTCTBOBaNN, HO NPW NEPBOM 0OCNEA0BaHN Bbl-
aneHsl AMA, 4TO ABngeTcd OMarHOCTUYEeCKUM MapKepoMm
NepPBMYHOrO BUAMapHOro umpposa nevenu (MbL) n otme-
vaetcs y 88% 60onbHbIX [6,7], cnepoBatenbHo MOXHO cae-
natb 3aknoueHne 06 ocobon Gopme AU, coveTaroero



Tabnuua 1. banisHas crucTema OUeHKM Ans AMarHOCTUKU ayTo-
VMMYHHOIO renatura

MapameTpbl / NpU3HaKn Bannbi
KeHckumin non +2
LD /ACT (unn AJIT) COOTHOLLIEHME:

<1,5 +2
1,56-3,0 0
>3,0 -2
CbIBOPOTOYHbIE FAMMAa-T100Y/INHbI

vnu IgG BbiLLIe HOPMBI

>2,0 +3
1,5-2,0 +2
1,0-1,5 I
<1,0 0
ANA, SMA nnu anti-LKM-1

>1:80 +3
1:80 +2
1:40 +1
< 1:40 0
BeissneHne AMA -4
Mapkepbl BAPYCOB renartura:

oTpuruaTtenbHble +3
NONOXUTENbHbBIE -3
[Mprem nekapcTs:

IMEST MECTO -4
OTCYTCTBOBAaJ +1
CpepnHue 003bl ynotTpebeHns ankorons:

<25r1/peHb +2
>60 r/neHb -2
['mcTonorng nevyexHu:

nepunopTasbHbI renatut +3
NPENMYLLECTBEHHO IMMOO-MNasMoLNTapHbIN 1
NHOUNbTPAT

obpasoBaHme po3eTok +1
OTCYTCTBME BblIlLiEeyKa3aHHbIX MPU3HAKOB -5
N3MEHEHNS XXENYHBIX MPOTOKOB -3
Opyre nsMeHeHus -3
Jpyrve ayTouMMyHHble 601e3HN +2
Heob6sa3aTenbHbie [ONONHUTESIbHbIE NapamMeTpbl:
Cepono3nTMBHOCTL Ha APYrie Onpefensemole +0
aytoaHTuTena

HLA DRS3 nnn DR4 +1
OTBeT Ha neveHune:

NOSHbBIN +2
obocTpeHune* +3
MHTepnpeTaunsa cymmbl 6annoB

00 NnevyeHns:

onpeneneHHbin A >15
BEPOATHBIN AT 10-15
nocne Ne4YeHns:

onpenenenHHsI AN >17
BEPOATHBIN AT 12-17
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npuaHakn AV 1 TBLL (Tak HasbiBaeMbll ayTONMMYHHbI
nepekpect — overlap-cuHapom) [8].

MatoreHeTnyeckaa uenb AT B HacToswee Bpems
npeacTaBnaeTcs crneaylwyM 06pasoM: reHeTdeckas
nNpeapacnooXeHHOCTb (OcnabneHne MMMYyHONOrMYecko-
rO Haa30pa Had ayTopeaxkTUBHbIMM KIOHaMM MO OLNTOB)
— BO3[ENCTBNE HEYCTAHOBIEHHOIO pellalowero ¢Gakro-
pa — MOBbLILWEHHAA IKCMPECCUA MEYEHOUHbBIX ayTOaHTUTEN
1 HLA Il knacca — aktvBauya ayTOakTUBHBLIX KNETOK T- 1
B-nnmdounTtoB — npoaykumd mMeamatoposB BOoCnaneHua
— MOBPEXAEHNE TKaHW NeYeHn U PasBuTe CUCTEMHOIO
Bocnanenus [2,9,10].

B oTnnune ot 3abonesaHuii ¢ M3BECTHOW 3TUONOTMEN
NPUYNHOM ayTOMMMYHHBIX MPOLECCOB MPVHATO CHUTATb Ha-
pyLeHVEe B3anMOOencTBus cyononynsaumi nnMeounTos,
NPUBOAALLEE K PA3BUTUIO UMMYHHOIO OTBETA Ha aHTUMEHbI
COOCTBEHHbBIX TKAHEW. B TO e BpeMS OCTAeTCA HESACHbIM,
ABNAETCS NV NaHHOE HAPYyLIEHNEe NEPBUYHBIM WM BTOPUY-
HbIM, BOSHVKLLMM B PE3YyNbTaTe USMEHEHWA aHTUTEHHBIX
CBOWCTB TKaHeW Mof, BANAHMEM HEYCTaHOBEHHOIo dak-
Topa. Vicxoasa 13 aTOro NOHATHO U xapakTepHoe ana AN
HanM4yne BHEMEYEHOYHbIX MPOSIBAEHUI, HabMOOAOLXCS
NOYTY Y MOMOBVIHBI OOJbHBIX, KACAIOLIMXCS BCEX OPraHoB U
CUCTEM: NINXOPAAKN, KOXHbIX BACKYUTOB, MMdaneHona-
TIit, GMOPO3MPYIOLLErO anbBeonnTa, TMpeovanTa 1 apy-
rnx. o naHHbiM kKnnHvkn M. E. Tapeesa [6], cpeam BHe-
NeyeHOYHbIX NPOABAEHU Hanbonee 4acto BCTpeYauchb
cuHapom LerpenHa (49,7%), prbpo3npytoLLnin anbBeonuT
(24,1%), ayTOUMMYHHbIN TpeonanT (18,6%).

OCHOBbBIBAACH Ha MaToreHeTn4eckon koHuenumm AN,
chnenyet obcyxaaThb 1 NPUHLIAMLI €r0 NeYeHUS.

[OCKONBKY 3TMOTPONHASA Tepanvs HEBO3MOXHA, Ha nep-
BbIVI M1aH BBICTYMNAET MaToreHeTudeckas MMMYHOCYMpec-
CMBHaA Tepanusi, OCHOBY KOTOPOW COCTaBAAIOT OKO-
koptrkocTtepouasl (FKC) [11]. MNpun 3TOM HEOOXOANMOCTb
NIeYeHUA ONPeaENsaeTcs BbPaXEHHOCTbIO BOCNAIUTENBHO-
rO CMHOPOMA, a He NMeYeHOYHON ANChYHKUMEN. [TpenapaTtsl
BbIOOpA NPEAHWUS0OH C METUINPENHU3ONIOHOM, HEPEIKO
B COYETaHUM C a3aTMONPUHOM, MeTaTpekcaToMm. Llenb ne-
YEeHMA OOCTUMXKEHNE KIVHWMYECKOW M OUOXUMNYECKOWN pe-
MUCCUK, KOTOpast HablogaeTca B cpeaHemM y 65%, ogHako
NoKa3aHua MOXHO pas3nennTb Ha abCOMOTHLIE 1 OTHOCK-
TeNbHbIE 1, B TO Xe BPEMM, BbIOENNTb FPYNMy 1L, C OTCYT-
CTBMEM NOKasaHui aas aToro Buaa Tepanuin (tabsn. 2).

Mpu BbIOOPE TEPANEBTUYECKOM TakTUKM Y JaHHOM O0Nb-
HOW Mbl PYKOBOOCTBOBa/INCH NOKa3aHUAMU, CHOPMYINPO-
BaHHbIMW B 3TOV TAONNLE, 1 OTKA3aIMCh OT UCMONb30BaHNA
'KC, CKOHUEHTPMPOBaAB CBOE BHMMAaHWE Ha npenaparax
ypcoaeaokcuxoneson kucnotel — YAXK (tabn. 3).

MonoxutensHoe sangaHne YIXK Ha UMpKynsgumio xeny-
HbIX KMCNOT, €8 CNOCOOHOCTb BCTpamBaThCsa B MEMOpPaHDI
renatounToB U yYMEeHblaTb NPOAYKLMIO Ha MOBEPXHOCTU
renaTounToB aHTUreHoB HLA | knacca v Ha SnNnTENUnN Xeny-
HbIX MPOTOKOB aHtureHoB HLA Il knacca, npenorspatias
TEM CaMbiM PasBUTME ayTOUMMYHHbIX peakumn [12,13].
Tem He MeHee OTHETIMBOW MONOXUTENBHOW AVHAMWKA B
Hallem ciydae OTMEeYeHo He ObIo.

B okts6pe 2009r. 6onbHas C. BHOBb Oblna HanpasneHa
B KBN283, HO yXe B MyNbMOHONOMMYECKOE OTAENEeHME Mo
NOBOLY BbBIABEHHOIO MPU O4epPedHOn peHTreHorpadmm
NErknx ANCCEMUHNPOBAHHOMO NPOoLEecca B NErkyx Hesc-
HOro reHesa, noaTBepPXaeHHbIX KT.

B KpoBW B 3TOT NMepuod no-npexHemy onpenensnach
yckopeHHaa 0o 35 mm/4 CO3, HeBbIcOKast rmnepamMmHo-
TpaHchepazemua (AJIT 43, ACT 52 en/n), noBblleHVE
C-peaktnBHOro 6eska, Weno4Hon docdarass 0o 665
en/n, ummyHornobynmnHos knacca M v G (3,77 r/nin 19,22
/N COOTBETCTBEHHO).



caydam m3 npakTumkmn

Tabnuua 2. [TokaszaHusi K Ne4EeHNI0 ayTonMmMmyHHOro rernaruiTta

AGCONIOTHbIE

OTHOCUTENbHbIE

JleyeHue He npoBOAAT

CumnTOMBI BblpaXEHbI

HeyknoHHoe

NpOrpeccrpoBaHmne

CuUMNTOMBI YMEPEHHO
Bblpa>XeHbl N
OTCYTCTBYIOT

beccrMnTOMHOE TedeHne ¢ HebOobLUMMU
N3MEHEHNAMI NabopaTopHbIX Nokasartene
HenepeHoCnMOoCTb NPeaHN30-10Ha 1/unn
asaTnonpuHa B aHamMHese

ACAT >10 HopM

ACAT 3-9 HopMm

ACAT <3 HopMm

ACAT >5 HopM + -rnoBynvHbl >2 HOPM ACAT >5 Hopm +
-rNOBYNNHBl <2 HOPM BoipaxeHHas
LNTONEeHNA
MoCTOBUOHbBIE HEKPO3bI MynbTUNOOYNAPHBIE HEKPO3bI MepunopTansHbIn MopTansbHbIM renatmt
renatnt

HeakTvBHbIN LUMPPO3 LeKOMNEHCMPOBAHHbIN LIMPPO3
C KPOBOTEYEHVIEM 13 BEH NULLEBOAA B aHaMHE3E

iccnenoBaHme QYHKLUWY BHELHErO AblXaHWA C BPOHX0-
JNIUTKaMU BbISIBUSIO HAPYLLEHME BEHTUNALUMOHHOW QYHKLUMN
Nerkyx no 06CTPYKTUBHOMY TUMY NErKOW CTENEHU TAXECTH,
OorpaHuyeHne BEHTUIALMOHHOIO NoToKa reHepanm3oBaH-
HOrO Xxapakrepa; MONOXNTENBHOW peakuny Ha BEHTOVH
He nony4eHo. Anddy3noHHOe ncecnenoBaHme nerkmx Ceu-
NEeTeNbCTBOBASIO O CHUXEHWUW AUDOY3NOHHON OYHKUMN
NIErKYIX NNErkom CTeneHn 3a CHeT NBMEHEHMIN aNbBEOSIAPHO-
KanunnspHor membpaHsl. [pu BpOHXOCKONMK OCMOTpe-
Hbl OPOHXM C ABYX CTOPOH A0 CyOCEerMeHTapHbIX, MPOCBET
VX LWVPOKWIA, CBOOOAHbLIN, CM3ncTas PO30BOro LBeTa,
rnagkas, onectawasa, penbed He U3MEHEH, COCYONCTLIN
PVICYHOK AP dEPEHUMpyeTca, Wnop OPOHXOB HE pacLun-
peHbl. B3aTbl B1MONCUN 13 HYKHEN 40AV NPaBOro Serkoro
N HUXHEO0NEeBOro 1 BepxHe4oneBoro OPOHXOB. 3akio-
YyeHre BUMONCUK: NOAYYEHbl KparHe CKyaHble dparMeHTbl
C eOMHNYHBIMK KNeTkaMu MiIoCKOro 1 UANMHOPNYECKOrO
anuTeENNS.

Tabnuua 3. JlekapCTBEHHbIE MPenaparkl, UCroJb3yemble npu
JIeHYEHWI MEPBUYHOrO OUIMAPHOIO LMppOo3a nevyeHim

HasBaHue 9dDEKTUBHOCTb Mo6oy4Hble
npenapata nencTeus
Koptunkocteponapl BepoatHa +
A3aTonpuH MuHUManbHa +/-
LinknocnopuH 0 ++
D-neHnumnnammH 0 ++
MeToTtpekcart Mccnenyetcs +
KonxuupH MuHMansbHa 0
Tanuoomua, 0 ++
Ypcoaesokenxonesas
Kmucnota JlokasaHa 0

MaupeHTka nepeBeneHa B racTPO3HTEPONOrMYeckoe
oTAeNeHne Ans NPoA0IKeHma 06CnenoBanHns, rae nNpous-
BeAeHa cratndeckas cumHumrpadus, NyHKUMOHHas O1on-
cuns neveHun. Tpn cTatnyeckon cumHumrpadum 0TMeyeHo
[ocTaToyHoe HakonneHne PDI B nedeHu, pacnpegene-
HWE ero HepaBHOMEPHOE C ydacTkamy rmnodukcaumm B
npoekumn S 2,3,4. CeneseHka He yBenmyeHa, HakonneHne
B HEW B Npefenax HopMbl, pacrnpeneneHne HepaBHoOMep-
Hoe. Hakonnenne PPl B POC ckeneta oTcyrcTeyeT. B
ovionTaTe neyeHu BbIABNEHO Hanuyne rpaHynem. I paHy-
NEMaTO3HbIE MOPaXeHUA NeYeH BCTPEeYaloTCs Npn MHO-
rx 3a60NeBaHNAX 1 CBUASTENBCTBYIOT O reHepannsaumm

natonoruyeckoro npouecca. OHW MOry MMETb MECTO Mpu
nHdekumsax (Tybepkynes, Opyuennes), CUCTEMHbIX 3ab0-
neBaHusx (capkomaos, 6onesHb KpoHa) — cm. Tabn. 4.

"paHynembl MoO0ro NPOVCXOXAEHNSA CXOHbI MO FUCTO-
JIOMNYECKOM KapTUHE, NOKaIM3ylTed Bceraa ¢ noprasib-
HbIMW TpakTaMmu 1 He HapyLLalT apXUTEKTOHVKK (Tabn. 5)
[14].

B naHHOM cnydae Obiv 0OHapyXeHbl rpaHynemMbl C
OTCYTCTBMEM Ka3e03a, xapakTepHble 079 Ccapkompoosa
(pnc.1).

Tabnuua 4. S1vonorvisi rpaHynemMaTosa rneveHm

OTuonorus Mpumepsl

NHdekuun - BypycHble:

- UMTOMEranoBmnpyc,

- NHPEKLMOHHBIN
MOHOHYKNE03;

- baKkTepranbHble:

- Opyuennes,

- Tybepkynes;

* PUKETTCNO3HbIE:

- Ky-nuxopagka,

* CMPOXETO3HbIE:

- 6neaHasa cnu poxeTa;

+ napasutapHole:

- lWMCTOCOMO3

MepBUYHbI/ GLULLIAPHbIN
uMppos

- Bonee yacTo Ha paHHWX
cTaamsx

* VIHopogHoe Teno

- LLosHbIM MaTepuran

+ Tanbk

CucteMHble 3aboneBaHus - Capkovpos

+ BonesHb KpoHa

JlekapcTBEHHbIE * ANNOnNyprHON

npenaparbl
+ Cynbdanmnammn bl
+ AHTUOUOTIKN
Onyxonun + HexomxknHekas numdoma

* JlumdorpaHynemaros




pucyHok 1. CapkovaHbie rpaHynemsi neveHu

Taknm 06pasoM, y NaumeHTKn yCTaHOBIEHO BTOPOE 3a-
boneBaHne — MybTUCUCTEMHbBIN OTHOCUTENBHO 00OPO-
Ka4eCTBEHHbBIN PaHyNeMaTto3 HEW3BECTHOW 3TUONOTUN,
XapakTEPUIYIOLLMIACA  CKOTUIEHUEM  aKTUBM3UPOBAHHbBIX
T-numdounToB (CD4+) 1 MOHOHYKNEapHbIX GaroumToB,
1 0O6pas3oBaHNEM HECEKPETUPYIOLMX SMUTENNOVAHOKIE-
TOYHBIX FPaHYNIEM B PA3NIMYHBIX OpraHax, T. €. Capkonao3
[15].

CyuTaeTcs, 4TO CapkoWao3 BbISLIBAETCS BHELUHVMY
areHTamMu Kak Tpurrepamm VMMyHHOrO OTBETa Y FreHeTu-
YECKN MPEeaPacnoNOXeHHbIX Noaen. BosHKHOBEHME cap-
KOnao3a un ero TAXeCTb CBA3LIBAIOT C reHamy rmCcTOCOB-
MeCTUMOCTV HLA, reHamMu OTBETCTBEHHBIMI 32 BLIDAOOTKY
aHrMoTeH3MHNpeBpaulanwero depmeHta (Ard), dakro-
pa Hekpo3sa onyxonen (PHO- ) v ap.

Kak n3BecTHO, raBHbIM MULLIEHAMI CapkoWa03a ABNS-
loTCa nerkne, numdatnyeckas cucTema.

KnnHnyeckne npossieHua BapbUpyiOT OT  Cly4arlHo
BbIAB/IEHHbBIX HA PEHTrEeHOrpaMmMe U3MEHEHU 10 XPOHM-
4EeCKOW MPOrpeccupyollen IMCOYHKLUAN OpraHoB, Lepe-
OpasbHbIX 1 CEPAEHHO-COCYANCTLIX MOPAXEHWNA.

MoV XPOHNYECKOM TEYEHWI Ha NePBbIM MNaH BelCTynaioT
cnabocTb, yTomnaemocTs (B 90% cnyvaeB), kawens, 6onm
B IPYOHOV KNETKe, CycTaBax, OAbllika, cepauebnerve. Y
HabMOOABLLENCS NaUMEHTKM MOXHO TOBOPUTb O KIMHM-

Tabnuua 5. Xapakrepurctika rpaHynem

Tvin F'mcTonornyeckas Mpumepsbl
rpaHynemMsbl KapTuHa
KaseosHast MNepudepnyeckne Tybepkynes
mMakpodaru + ruraHTckme
KNeTkM LieHTpansbHbIN
HeKpo3
bes kazeosa | CkonnerHwne makpodaros + Capkongos
FUraHTCKME KNETKN JlekapcTsa
Jlvno JlnnnaHasa Bakyosb, Krposan
rpaHynema OKPYXEHHas nevyeHb
M'akpodaramm n MwnHepansbHble
numMmboumuTamm Macna

['panynema c
OUOPVHOBBIM

KOJIbLLOM

LleHTpansHaa nunuoHas
BaKyOJ1b UV MyCTOE
NPOCTPaHCTBO Makpodarm
Y AIMMPOLMTHI,
OKPYXXEHHbIE KOMbLOM

OnbprHa

Ky-nuxopagka
ANNONYPUHON

YECKM aCMMTOMHOM TeYEeHUM CapKomao3a, HeCMOTPA Ha
Il ctagmio 3aboneBaHua ¢ NopaxeHemM Kak nMmMaQoy3nos,
Tak v nerknx. ToT dakT, 4To BHyTpUnerodHas buoncus gana
OTpULATENBHBIE PE3YNbTaThl He YAMBAAET, MOCKONBKY MOP-
donornyeckoe NOATBEPXAEHME VMEET MEeCTO He yalle,
vyeM B 55% cnyyaes.

DakTM4ecky amarHo3 Obin AOKYMEHTMPOBAH TOJSbKO
onarogapst GUONCUN TKaHW NeYeHu, T. €. NYTEM BbIABIEHNS
BHENErO4HOro Capkonaoaa, KOTOPOMY CBOMCTBEHHO Nopa-
XEHME NPakTUYECKN BCEX OPraHoB U cucTem (Tabn. 6): HO
nopaxeHne nedeHn 3aHnmaeTt nepsoe Mecto (50-80%).
[pr 3TOM rpanynemMsl B Guontarax HaxoAaaT AOBOJBHO Ya-
CTO, TOraa Kak renatomMeranvio 1 nabopaTopHble COBUTM
— mMeHee 4em y 20% 60onbHbIX [15].

Tak, y naumeHTKy HannM4yecTByeT ayTOUMMYHHbIN rena-
AT | TMNa ¢ ayTOUMMYHHBIM NEPEKPECTOM U CUCTEMHbBIMM
NPOSBNEHUSAMY (TUPEOUOUT, KOXHBIE CTUMMbI) U Capkou-
003 3 CTENEHN C NopaxeHemM NMM@OyY310B CPENOCTEHNS,
NIETKMX I BHENErOYHBIMU NMPOABNEHVAMN (FpaHynemMartos
neyeHn).

PucyHok 2 (a, 06). KowmnbloTEPHbLIE TOMOrpaMmmMbsl OpPraHoB
rpyaHoOM KneTkm 601bHOV C. BakcranbHOW MPOeKLm. VI3MeHeHus,
XapakTepHble 47151 capkovaoaa.

a) Cpe3 Ha ypoBHE J[yrv aopThl, PEXUM  BU3yanmaaLum
JIErOYHOV TKaHW. BbISBNSIOTCS MHOXECTBEHHbIE MESKMUe o4ari,
camBaloLLMecs B HeOONbLLNE WHOUALTPATHI, OONBbLUMHCTBO 13
KOTOPBIX fpuaexat K apTepysiM 1 OpOHXaM.

0) Cpesd Ha 1 CcMm Huxe ayry aopTbl, PEXUM BU3yaam3aumm
OpraHoB CPELOCTEHWS. YBennyeHue JmmpatnHeckmx  y3/ios
rapaaopTanbHOW 1 naparpaxeasnbHOM rpyrir.
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Tabnuua 6. OCHOBHbIE BHE/IErO4YHbIE MPOSBAEHMS Capkovao3a

Jlokannsaums YactoTta MposiBneHusa
MeveHb 50-80% paHynembl B GrontaTte 06HapyX1BaloT 4acTo, HO NanbAVPYEMbIE UBMEHEHNS N HADYLLEHNS
OYHKLUMN HaxooaT meHee yem y 20% naumeHToB
nasa 20-50% YBEUT (NepenHuii 1 3aIHNI), CHUXEHME 3PEHNS. Y3kl B KOHBIOHKTUEE, YBENIUHEHNE CNE3HbIX
xenes
CeneseHka 10-40% CnneHomeranus
Cycrasbl, KOCTU 25-39% ApTpanrug, OCTPbLIA 1 XPOHUHECKUA apTPUT. KUCTO3HbIE 00pasoBaHna B KOCTaxX (puc. 11-21)
MNepundepuyeckme 33% Hanbonee 4acTo NanbvpyioTea LWENHbIE (Yalle 3aAHero TPeyrobHYKa, YHeM NepeaHero),
nMdaTnyeckme AKCUIINSIPHBIE, SNMUTPOXIIEAPHBIE 1 Nax0Bble MMMbaTUHECK/E Y3Nbl. YBENNYEHHbBIE Y3bl
Y37kl OUCKPETHbI, MOABVIKHBI, 6€300/1€3HEHHEI, 0€3 3BASBNEHNUI 1 APEHVIPDYIOLLMXCS KAPMaHOB
Koxa; yanosatan 6-30% ny6OoKMiA BACKYIUT KOXM, Hanbonee 4acTbilt KNUHMKO-NaTON0rMY4eCcKnii BapuaHT NaHHVKynTa
aputema (puc. 11-22, cm. uB. BKNIEKKyY). B GuonTaTe HeT rpaHynemsl
Koxa: opyrve 25% Makyno-nanynapHsle N3MeHeHs, MOAKOXHbIE Y3/bl, lupus permio, rmno- uin
nopaxexua runepnurMeHTaums, kenoua (puc. 11-23, 11-24, cM. UB. BKIIEKY)
KpoBb 4-20% [NopaxeHnsa KOCTHOro Moara
JTOP-opraHsbl 1-15% [opaxaeTcst HOC, PexXe - HOCOBbLIE KOCTW 1 OKOJIOHOCOBbBIE MagdyxXn: XPOHNYECKMI HACMOPK
C 3aTpyOHEHNEM AbIXaHWsA, CyXON PUHUT C Kopkami. Capkonao3 HOCOrNOTKA HanOMUHAET
aneHova. Capkomao3 HEOHbBIX MUHAANN OObIYHO BLIABAAETCA MOCNE TOH3UASKTOMUM
Kak rucronornyeckasa Haxoaka. Capkonaos roptaHi 00bIHYHO NPOABNAETCH ANPDY3HOM
NHPUNBTPALEN HAPYXHOTO
KOSbLIA, MOIUMO- UK ONYXONEBUAHBIMU UHOUABTPATaMU, MPUBOAALLMMMU K CTEHOSY,
MNHOraa TpedyloLleMy Tpaxeo-CToMUN. [opaxeHne CpeaHero yxa, TyroyxoCTb, MyxoTa,
BECTMOYNSIPHbIE PACCTPONCTRA
HepsHaga cucrtema 10% MeHuHreansHas MHGUNLTPaUMs 1 BocnaneHne, sHuedbanonatid. OgHOCTOPOHHWI napanuy
NIVLEBOro HepBa. Herponatng Mesnkyix BOSIOKOH
Moukn 0 10% Hedponntras 1 ero nocneactsmd. Peako nHTepCTuLm-anbHblin Hebput
il P gl il peTnL| P
OHOOKPUHHBIE 5-8% HecaxapHeiii anabeT, rmnepnponakTMHeMus. [MnoTMpeonamam, rmnoroHaanam,
xenessbl rMNOaAPEeHan3M 1 HapyLeHns pocTa
OkonoyHaa 6% OAHOCTOPOHHNIA AV ABYCTOPOHHWIM NapOoTUT, MPOABAAIOLIMIACS ONyXaHUEM 1
CIIIOHHas xenesa OONE3HEHHOCTLIO Xenes
Cepaue 5% OT n0BPOKAYECTBEHHOW apUTMIN AN CepaeHHbIX 610Ka pa3HOn CTeneHn A0 BHE3aNHOM
cMepTn
Myxckue <1% [noTHBIE 3nacTnyHble 00pPa30BaHKA B 3aNnaMaMMyce. Penkme cnydam nopaxenna npoctaTsl
NOSOBbIE OPraHsbl MOSIOBOrO HY1eHa
KeHckne <1% MeTtpopparun. becnnoane
NOJIOBLIE OPraHsbl

EnBa nv MOXHO COMHEBATLCS, HTO MMEKOT MECTO [1BA CO-
JeTatouMxcd 3abonesaHns. JoctatodHo 00paTnThCs K COOT-
BETCTBYIOLLIMM NTUTEPATYPHBIM UCTOYHMKAM (Tabn. 7) [17].

Mpr NnogobHOM codeTaHuy 6onee 4em 0HO CUCTEMHOE
nposiBNeHne BoiaensgeTca npumepHo y 80% BonbHbIX, 60-
nee yem aga — vy 40%.

3HayeHVe CUCTEMHBIX MPOABNEHUI HENb3sd nepeoLe-
HWTb, MOCKOJIbKY OHW HEPEAKO ABNAI0TCHA AebioToM 6ones-
HW, MO0 NpuobpeTaloT Beayllee 3Ha4YeHne B KIUHMYe-
CKoW kapTnHe 3aboneaHns (1020%) 1 MOryT onpeaendTb
MPOrHoO3.

13BECTHO, 4TO OOHapyxvBaemble Npu AU ayToaHTuTe-
na, 9BAFACh raBHbIMI JoKasaTenbCTBaMy 3ab0fneBaHus,
He CTAHOBATCS MATOreHHbIMU 1 OTAENbHbIE TUMbI ayTOaH-
TMTEeNn He 0b93aTeNbHO COYeTalnTCs C ONpeaeneHHbIMK 3a-
oonesanuamn. AV Il Tuna, Hanpumep, ABNAETCA OJHNM 13
KOMTMOHEHTOB ayTOVMMYHHOIO cuHapoma | tvna (APECED)
[16,18].

BeickasbiBaeTCcA NpennonoxeHre 0 BOSMOXHOCTH CyLLie-
CTBOBaHWSA «Maslblx» MyTaLMii ayTOUMMYHHOIO perynartopa |
TMna, MOryLMx ObiTb MPUYNHOW padBUTVsS OAHOMO WA ABYX
ayTONMMYHHbIX 3a00N1€eBaHNN B TeHeHNe Xn3nm [19].

B sakiodeHnn LenecoobpasHo obcyduTb MNPOrHo3 vy
HabnoaaemMon HaMy NaUMEHTKN.

EcnnroBopnts ToNbKo 06 AUTT, TO NPOrHO3 ABNSETCA OT-
HOCUTENbHO OnaronpuATHbIM; 10-1€THAS BBIXXMBAEMOCTb
cocrtaBnaeT B cpegHem 93%. nutensHoe 1MCnonb3oBa-
HME VIMMYHOCYNPECCAHTOB MO3BONAET AOCTUTHYTL 10-20-
neTHel BekmBaemocTu y 20% 60MbHbIX.

OaHaKo y Halen naumeHTK MeeT MEeCTO ayTONMMYH-
HbI NEPEKPECT, Koraa Co4eTaloTcst OMOXMMUYECKME U TU-
cronornyeckme npusHaku AU 1 TBL, 410 HECOMHEHHO
3Ha4YMMO O/ NporHosa. Tak, Npu 6ecCUMNTOMHOM Teve-
HUW 60NE3HW NPOAOIKUTENBHOCTb KMU3HN 3aMETHO O0Sb-
we. Mo gaHHbIM PasNnyHbIX aBTOPOB, CPEOHSsA BbiX/BaE-
MOCTb OOfbHbIX C KIIVHUYECKMMY NPOSIBNEHNSAMI OONE3HN
coctasnqaet 7,5-10 net, npn 6eccumntomHom 10-16 ner.
KnuHudyeckme nposasnenua y 60MblMHCTBa OOMbHBbIX C
OEeCCUMITOMHbLIM TEYEHMEM Pa3BMBaIOTCH B TeveHve 2-4
NeT C MOMeHTa BbiiBNeHWd 60nesHn; Hannyiue n Tutp AMA
HE BNNSIET Ha BLIXXMBAEMOCTb.

Takvm 06pa3om, MOXHO Obino Obl Npeanonarats OTHO-
CUTENBbHO BnaronpusaTHoe TedeHne renatntay 6obHoN C.,
O[1IHaKO coyeTaHue B naHHoM cnydae AV 1 capkowaosa ¢
NOPaxXeHneM neveHr OTarouaeT NPOrHo3, XOTA BOSMOXHbI
chydanm CMOHTAHHOW PeMUCCUM Capkomaosa, HacTynalo-
e NpUMepPHO Yy BONbHbIX C BECCUMNTOMHBIM TEYEHNEM
oonesHn.



Tabnuua 7. BHene4yeHo4YHbIe NPOSBIEHVS 11 COHeTaloLLMeCS
3a601eBaHVIsi Npw NePBUYHOM BUINEPHOM LMPPO3e

AYTOVMMYHHBIA THPEOUANT
ONOOY3HBI TOKCKYEckuin 306

SHOOKPUHHBbIE CaxapHblii anabet 1 Tnna
Hanno4yeyHnkoBasg HE4OCTAaTO4YHOCTb
CuHapowm LWerpena
HenocTtaTo4yHOCTb NOMKENYO0HHON
9K30KPUHHbIE Xenessl
AyTOMMMYHHast TDOMOOLIMTONENUA
reMatonornyeckme | AyTOMMMYyHHaA reMonmMTuyeckas aHemns
KOXHbIE KpacCHbIi NoCKnia nuwam

ApTponaTtna (Heapoa3mBHas)
PeBmaTonaHbI apTpuT
310Ka4eCTBEHHAA MUACTEH NS
Muennt

HEVPOMbILLIEYHbIE 1
CyCTaBHblE

[‘nomepynoHedpnt

rnoYyeyHble [ToYeUHbI KaHabLEBbLI aLUmao3

NeroyHbIe DrnOPO3VIPYIOLLINI aNbBEOUT

Capkongo3a

Llennakus
HA3BEHHbIV KONT
bonesHb KpoHa

KnwedHble

CuHapom PerHo
CucTemHas cknepogepmMuma
CREST-cuHapom
CurcteMHan kpacHasa Bo4aHka
Hepmartommosnt
Monnmnosut
AHTVOOCHONUMUAHBIN CUHOPOM

pesMatn4eckre

KOMMEHTAPUI HAYYHOIO PEJAKTOPA

[MpunBeOEHHbLIN BBILE Ciy4aln COYEeTaHua OBYX AOCTa-
TOYHO penknx 3aboneBaHu 9BnaeTCd OAHNM 13 HEMHO-
r/X MPYIMEpPOB, OMUCAHHbBIX B MEAVLIMHCKOW NUTepaTtype,
He Tonbko B Poccuu, HO U 3a pybexom. OgHako, Ha Halu
B3rNs4, JaHHasa cuTyaums TpebyeT A0NOAHUTENbHOMO
OBCYXAEHNA U He O0JKHAa TPakToBaTbCs OAHO3HAYHO.
[leno B ToM, 4TO CapKOMOHOE NOPaxXeHUE NnevyeH MOXeT
BbI3BATb PSAL CMMMTOMOB, CXO[OHbIX C KAPTVMHOW ayTOUM-
MyHHOrO renatuta (AW 1 upposa nevYeHn — noselle-
HWE YPOBHA MEYEHO4YHbIX hEPMEHTOB, rMneprammario-
OyNMMHEMMIO, renaTtoMeranuio, CYMMITOMbl XonecTasa w
0axe nopTanbHylo runepTteHsuio [1]. B Takom cnydae B
OCHOBY AmarHosa AV 0omKHbl ObiTb MONOXEHbI Pe3yib-
TaTbl MMCTONOTMYECKOrO UCCNEN0BAHNSA TKaHWU NeYeHn 1
[0KasatenbcrTsBa ayToMMMYHHOW NPUPOabl MpoLeccea, T.e
NpUCYTCTBME ayToaHTUTeN. B onncaHHom npumepe 6u-
OMncust MevYeHy BbigBMNA NNl CapKOUOHbIE FpaHyNeMsbl
6€e3 Npu3HaKoB BOCMANEeHuUs napeHxumel. Takum obpa-
30M, 1aBHbIM apryMeHTom B nosbady AV ctan BbICOKUIA
YPOBEHb aHTUMUTOXOHOPWaNbHLIX aHTuten (AMAT). He-
00X0AMMO 3aMeTnTb, 4TOo AMAT ABNSIOTCS BaXHbIM OUO-
MapKepoM MepBUYHOrO OUAMAPHOro UMPPO3a MeYeHn
(MBL), B TO Bpems kak npu AVTI BCTpedaroTcd NpruMepHO
B 20% cnyyaes [2]. Kpome TOro, oavH n3 Hanbonee aB-
TOPUTETHBIX CccnegoBaTenen npobnemsl renatuta Albert
Czaja, Ha paboThl KOTOPOro ABax/Abl CChINAITCA aBTOPbI

006CYXAaeMOro KNMHM4eCckoro pasbopa, npeaynpexnaet
O BO3MOXHOCTW JIOXHO-MONOXNTENbHBIX TUTPOB AMAT,
poxoasuwyx npu AU 0o 27% [3,4].

VIHTEPECHO, YTO MOBbLILEHHBI ChIBOPTOYHBLIA YPOBEHL
AMAT onuvcaH npu capkonaose nedveHn 6e3 MNbBL [5,6]. B
OVonNcuHOM Matepuane 146 nauneHToB C Npy3Hakamu
NOPaxXeHNsa NeyYeHn 1 NPUcyTCcTBUEM (METOAOM NMMYHO-
ructoxmmn) AMAT capkouHble rpaHyfieMbl BbISBIEHbI Y
0AHOro 60ALHOrO [7].

OpHako B uenom AMAT npy Ne4eHOYHOM CapKouao3e
BCTPEYAIOTCS BECbMA PEdKO W Naxe aBAAI0TCA OJHVM 13
ombdepeHuansHbIX kKprtepres capkonaosa u IMbl [8,9]

YTO KacaeTca ayTOMMMYHHOIO TUpeouanTa, TO ero Kom-
BVHaLKMA capkouao30M, XO0Ta 1 bonee pegkas, yem ¢ AN,
HO BCTpevaeTca y 9% naumeHTtoB [10]. AHTUTUPEOUOHBIE
aHTUTENa BHIABASIOTCA MO AaHHBIM PasHbIX nccnegoBaHui
y 6onee yem y 50% naumeHToB ¢ capkonagosom [11,12].

Takum 06pasoM, HECMOTPS Ha NPUCYTCTBIE Y BObHOW
KITMHWKO-NabopaTopHbix kputepues AU, HeNb3a nosHo-
CTblO UCKJIIOHYNTb PEedKnii BapUaHT CapkOMAHOro nopaxe-
HUA NEYEHN, MUMUKPUPYIOLWMA renaTut v MNbL,. JaneHemn-
Lee HabmoaeHWEe 3a NaLVEHTKOW 1 MOBTOPHOE NONyYeHue
MMCTONOMMYECKOro MaTepuana, BEPOATHO, AAaCT HaM OKOH-
yaTesibHbI OTBET O NPUPOAE 3a00NeBaHs.
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