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Cucremnblii cknepos (CC) (mporpeccHpyrolMil CHCTEMHBIH CKIEpo3,
M34.0 no MKB-10) — nporpeccupyloliee NONHCHHAPOMHOE 3a00feBaHHe ¢
X4PAKTEPHBIMH ~ M3MEHEHHSAMH  KOXKH, ONOPHO-ABHraTelbHOro  anmnapara,
BHYTPEHHHX OPraHoOB (JIETKMX, CEp/la, NMHUIIEBAPHTENBHOIO TPAKTA, MOYEK) M
PacnpoCTpaHeHHbIMH Ba30CMACTHYECKHMH HAPYLIEHHAMH [10 THIY CHHApPOMA
PeiiHO, B OCHOBE KOTOPBIX JEHKHUT MNOPDKEHHE COCAUHHUTENLHOH TKAHH C
npeobnananmem  ¢udpoza M cocyZnoB Mo THOY  OOJMTEPHPYIOILETO
anpaprepuonuta (Uycesa H.I'., 1993; SeiboldJ.R., 1993), co cnokHbIM
HMMYHONATOTEHE30M M, KaK C/eACTBHE, KIMHHYECKOH NOAHMOPHHOCTLIO.
Beiaensior paa knunuyeckux opm (cyOTHIIOB) CHCTEMHOTO CKIIEpo3a:



~ nuddy3nad, ¢ pacnipocTPAHEHHbIM TOPAKEHHEM KOKH H BHYTPEHHHX
OpraHoB;

— JHMHTHpPOBAaHHaf, C TMOPLKEHHEM KOMXKHM AWUCTAIBLHBIX  OTAENOB
KOHEYHOCTEH W JTHLa;

— IOBEHHWIIbHAA, KOTOpas BCTpevaeTca B BozpacTe 1o 16 jer;

— MEepeKpecTHas (MepeKpecTHblif CHHIAPOM: COYETAHHE C PEBMATOMIHBLIM
aprputom (PA), nonw/nepmaromuozurom (IMTM/M), cucremHol KpacHoM
sojuankoii (CKB), v Apyrumu ayTOMMMYHHBIMH 3a001€BaHUAMH.

~ CC 0e3 nopakeHMs KOXH, OueHb penkas (opma, seTpedaerca B 1-2%
ClryyaeB.

Paznnunbie knuuuueckue dopmel CC  pasnuuaroTes 1o yacrore M
BBLIDWKCHHOCTH  MPOSAB/ICHHH, CKOPOCTH NPOTPECCHPOBAHHA  [OPAKEHHA
BHYTpeHHHX oprawoB. [lnoxoii nporno3 wumeer augbysuas dopma,
BO3MOXHOCTH €€ JieueHHs BechbMa orpaHuyeHbl. OcobeHHo npobiemaTHuyHa
TEparus B Pa3BEPHYTYIO CTAIHIO C pa3BUTHeM HeodpaTumoro (ubposa (I'ycesa
H.I"., 2004).

CoBpemenHbie npeacraeiedus o naroresese CC ocHOBbIBAIOTCA Ha
BKHOM POJM NEPBHYHBLIX HAPYWIEHHH peryisuud vMmyHuTeTa Ha (oue
KOTOPLIX Pa3sBHBACTCA MOPAKCHHE COCYNO0B MHKPOLMPKYJSTOPHOIO pycia M
yCcHIMBalOTCH nponecchl  (pubpozoobpazoBanus, cBA3aHHBIE € ACHCTBHEM
pazIM4HBIX POCTOBLIX (hakTOpoB M uMTOKHHOB (Varga J., 2007; Hunzelmann N.,
2010; Cipriani P., 2011).

Xapakrepuas yepra CC - uupky/isuus 00JbLIOro CHeKTpa ay TOaHTHTE)
(ayroAT) (Cepeda EJ, 2004: Steen VD.;2005; Chizzolini C, 2011). B
LUHPKYIAUHH NPHCYTCTRYIOT ayTOAT K KOMIOHEHTaM A/pa, LMTOIIa3Mbl H
MOBEPXHOCTHEIM  KIETOYHBIM  aHTHreHaMm. Beugensior  crneundmunbie,
XapakTepHsle npeumyliecteeHHo uMenHo atst CC n HecneuupuUHbIE.

Bee cneumduynpie ais CC ayToAT ARASIOTCA aHTHHYKICAPHLIMM
(anTusgepubiMi)  auTutenaMn  (AHA).  Drto  HeonnopoaHas — rpynna
MMMYHO100YIHHOB, o6nanawimux agUHHOCTEIO K Pa3nHIHbIM KOMIOHEHTaM
snapa knerkd. Yacrora ewiBienus AHA npu CC cocrasiaser 90-95%
(MahlerM..2014). Mx pons B natoreHese OONe3HH OCTaeTCid HEBBIACHEHHOI.
Crneayer oTMETHTB 4TO, Kpome creuuduunbix AHA, B UHpKymauuMu y
1nos10BuHbl GosbHBIX CCJ NPpUCYTCTBYIOT W IpYrHe aHTHHYKIeapHbie ayToAT, B
TOM YHCJIE BCTPEUAIOLMECH NPH pasiinuHbIX P3.

HauGonee uzyyensl cemb aytoAT, accouunposannbix ¢ CC. Y 85-95%
nauueHToB CC umeroT B Kpoeu oaHo u3 ayToAT storo pana (MedsgerTAlr.
2001). K nuM oTHOCAT aHTHTENA K HeHTpomepam (ALLA), Kk Tonouzomepase |
(ATA) u AHA — k pubonykneonporease 111 (APHKIT), Th/T0, Pm/Scl, a Takxke
ayToAT k pubonykneonporennam (PHIT): UIPHIT u U3PH.
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JluarHoctiyeckas cneuMHUHOCTL MX MO CPAaBHEHHIO CO 3A0POBLIMH
nuuamu U OoneHeiMM P33 Beicoka W cocrasmsier 90-99%. Kakmoe u3
ayTOaHTHTE B OT/AEILHOCTH 0OHApYKUBAETCS Y HeDONLIIOro Yyuena 60MbHbIX ¢
OnpeaeeHHOH KIMHHYECKOW KapTHHOM, XapakTepoM TEUYeHHs, MPOTrHO30M H
HMeeT YeTKHE reHeTHyeckne accounait. lokazana yeTkas accounanms Mexy
THIIOM AyTOAHTHTEJl, XaPAKTEPOM OPraHHbIX OCJIOKHEHHH M BBIKHBAEMOCTBIO.
K Hacrosiiemy BpeMeHH HAKOIMIEHbl YOeANTENbHbIE JOKA3ATELCTBA TOrO, YTO
cneunduunsie g CC aytoAT OTHOCATCA K NMpeMKTOpaM TedeHus OOJIe3HH H
ucxona. AytoAT asnaiorcs Oosiee CTPOrMMHM  NPEAMKTOpPaMM MCXoda M
BbIPDKEHHOCTH BHCLIEPHTOB, Ye€M BBIP@KEHHOCTb KOKHOIO MNOPAKEHHS.
OcTaeTcs HEACHBIM, HACKOABLKO KIHHUYECKHE Pa3HuyMs MEXJIY MOArpYnnamu
OTPaKAKOT MATOTEHETHYECKHE PARTHYHA HMMYHHOM THCPEryJisi LK.

Crnenyer nopuepkHytb, 4to creunduunsie s CC  ayroanTHTeNa
NOABJAIOTCA HA CAMOM paHHeM JTaie 3aboneBaHus, 10 TOro Kak KJAWHHYecKas
KapTHHa 00Je3HH CTAHET pa3BepHYTOM.

Aumuyenmpomepusie anmumena (AL[A).

B cpennem gactora Bhisisnenns ALIA y 6onenbix CC cocrapnser 16-39%
H BAPBHPYET B Pa3sHbIX dTHHYECKHUX rpynnax.

Xapakrepen nebior 3aboneanus cuHapoma Peitno. Ilepeeim Peiino
CHMITOMOM 4acTo OblBaeT oTek kucTei. Bnocneacrsun  dopmupyercs
JMMUTHPOBaHHAA (opma OOIE3HM C OrpaHHYEHHBIM MOPAKEHHEM KOKH KHCTEH,
cron v auua. [MpakTHuecKH He pa3sBUBAIOTCA CKICPACPMHUYECKHH MOYeuHbIH
kpu3 (CIIK) wam uarepernumansioe nopaxenune nerkux (MIUJ1), nosromy ALIA
paccMaTpHBAKOTCH Kak «NpPOTEKTHBHBIE» JUIS MPOrPECCHPYIOLLEro JeroYyHoro
(pubpo3a 1 OCTPOI CKIEPOAEPMHUECKON MOUKH,

AHTHTONOM3OMeEPa3Hbie ayToanTuTena (ATA).

B cpennem yactorta BeisBieHus antuten coctasnser 10-40% u 3aBucHT
oT reorpaHuecKoro permoHa W pacwl. PazeutHe u nporpeccupoBanne HI1J1
XapakTepHo npaktHueckd s BeeX ATA-nosutueHbIX OonbHbix CCJl, mpu
3ToM OoJiee BbICOKHI ypoBeHb 3THX ayTOAT accouumpyercs ¢ Gosee THKeIbIM
TeyeHueM GosesHu. ATA NO3MTHBHO KOPPEMMPYIOT ¢ KOMHBIM CHMIITOMOM H
CUMTAIOTCA MPEAMKTOpPOM Moxoro mnpornoza npu  MIUL  naumentsr ¢
BbIP@KEHHLIM MPOrPECCHPYIOIHM JIErouHbiM GUOpo30M norubalT B cpeaHeM
yepes 10 e oT Hayana npouecca B JIErkux.

Anturena Kk PHK-noanmepase 111 (APHKII 11I).

APHKIT I Bbicokocneuudpuunsr s CC - 98-100%. Yacrora
BeigeieHHa APHKIT kosiebnerca B liMpoKHX npejienax i B CPEAHEM COCTaBIAET
4-6%. Oror ThHn ayToAT accouuupyercs ¢ [AeOOTOM B MOKWIOM BO3pacTe,
nupdysuoit Gopmoii Gonesnu, npu KoTopoii nosurusHocts no APHKIT IIT
nocruraer  70-100%, ObICTPO MNPOrpecCHpYIOLIMM  TEYEHHEM M ualle
Berpeuaercs y myauun. APHKIT I senstores npeamkropom octporo CIIK,
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KOTOpBIi pa3BHBacTCA B TedeHHe | roja oT Hauana nopakeHuAKoxu y 26-43%
Gonpueix, Knuunueckas kaptuHa CC y socuteneit APHKIT 1T ortnnvaercs
OBICTPBIM TIPOTPECCHPOBAHHEM THIKENONO YMOPHOTO KOXKHOTO CHHIApOMA C
(opMHPOBAHHEM KOHTPAKTYDP, OHAKO BBIPAKEHHOE MOPAKEHHE NAPEHXHMBbI
NErKHX paseuBaeTcs Hewacto. Onpenenenne anturen k PHK-nporeunase 1l
HMeeT GOoMbIIoE 3HAYEHHE B CBA3M C BAKHOCTBIO BbIAENEHHUsS 0CO00ro 1nojaruna
CC, noTeHUMATBHO HMEIOLIEro [I0X0H NPOrHo3 B CBA3H C MOBBILEHHOMH
YacTOTOH Pa3BUTHA OHKOJIOTHYECKHX 3aboneBaHuii.

Anrurena kK Th/To Betpeuatorca Beero y 2—-5% Gonababix CC, HO BBICOKO
cnenuduunsl ang CC (no 99%) u accounnpyrores ¢ HLA-DRB1*11. Yame
BeTpeyaroTes  y  epponeodgos M B 80% ciydaeR  acCOUMHMpYIOTCS  ©
JUMHUTHPOBAHHOH  ¢Qopmoi  Gonesun. B omamude o1  OOMBHBIX  C
JMMHTHPOBaHHON opmoit, nosutHeHbIX o ALLA, Hocurenu antuten k Th/To
uMeroT OGosiee KOPOTKHMH HMHTEpBal MeXKIy HadanoMm cuHapoma Peiino u
PasBHTHEM OTEKa KMCTEil, HO Pa3sBMTHE AWIHTAIbHBIX A3B WIH TaHIpeHbl He
XapakTepHo. B To ke BpeMms y MauHeHTOB ¢ 3THMH ayTOAT MOryT Q0BOJIBHO
paHo  pasBMBATBCH  BCE  THAMKENbIE MOPAKEHHA  BHYTPEHHHMX  OpraHoB,
xapakrtepubie s 6onesnn: JIAI, WUIUJT win CIIK, nostomy nporHos y Hux
Xye, 4eM y OoJbHBIX ¢ IMMHTHPOBaHHOM dopmoii Ge3 ayToAT k Th/To.

Auturena k UI PHIL.

[Mpucyrereue anturen k Ul PHIT accoumupyercs ¢ yepramu CKB, PA,
MHO3MTA, M GOJIbHBIE YIOBJETBOPAIOT KPHTEPHAM CMELIaHHoro 3abojieBaHHs
COeIMHUTENIbHOI TKaHu. 3aboneBanue HaunHaeTcs B GoJee MOJIOAOM BO3pacTe,
4acTO MOJOCTPO, € MPU3HAKAMH BOCHAIMTEIBbHOH apTpoOnaTHH H MHOMATHH,
Cunapom PeliHO M OTeK KHCTEH BO3HMKAKOT HA paHHel craaun Gonesnn. Co
BpemeneM Gosie3Hb IBOMOLHOHMPYeT B THOM4HYK CC, npeMMyuecTBeHHO
JAMMHTHpOBaHHY0  ¢opmy. llopaxeHHe BHYTPEHHMX OpPraHoB  MEHee
XapakTepHo, 4em wid apyrux cyorunoe CC, olHAKO MOpaKEeHHe NErkux — Kak
JIAT, Tak u HITJ1 — moxker umers Tskenoe TeueHue. OCHOBHAA TpPHYHHA
cmeptH GonbHBIX — JIAT .

Antnrena k USPHII (anTu-U3PHIN).

Y oGoaensix CC Berpewatoreas B 4-10% cnywaes. Autn-U3PHIIT
accoumupytotes ¢ anddys3noii  dopmoii  Goneznn wu  nepudepuueckoi
BACKYJlONaTHed, BKIOYAA JIMIHTANBHYIO TAHTPEHY, a TaKKe ¢ MNOpaXkeHHeM
meiii. Okosno 25-33% OonbHBIX ¢ 3TUMH ayTOAT HMEHT NMPOKCHMAIBHYIO
MbllIEUHYI0 caabocTh B COYETAHHM KAk MHHHMYM C  OOHHM M3
HHKENEPEYHCIIEHHbBIX MPH3HAKOB: NOBBILIEHHE YPOBHA
KpeaTHHHHPOCHOKHHAZLI, MHONATHUECKHE U3MEHEHHS HA 3JIEKTPOMHOIPaAMME H
B Ouontarax mobuuu. Y GonebHeix ¢ autu-U3PHIT uacto passusatotcs Bee
xapaktepHsie fis CCJ] BHCLHEPHTBI, BKIIOYAA NOPAKEHHE MOYEK H HKesly 104HO-
KHLIEYHOTO TPaKTa ¢ ncesaoobeTpyKunei 1 mansabcopbumeii, a rakxke JIAT,



Anturena k PM/Scl.

(okono 2% GonbHbIX) penko 0OHapY:KHBAKOTCH Y HEKABKa30Ma0B. [To3HTHBHBIE
OOIbHBIE YACTO MMEIOT B KIMHHYECKOH KapTHHE BOCMAMMTENBHYI) MHONATHIO
Ha ¢oHe KIacCHYeCKHX NposAB/EHMIT CHHApoMa PeliHO M MOpakeHUs KOMH,
THIHYHOTO U1 auMuTHposatHoit gopmel CCJ. Oxono 1/4 donbkbix CCJIL 1
MHO3HTOM [O3UTHBHLI 10 TuM ayTOAT. Mwuosutr 00BIMHO npoTeKaeT
OTHOCHTEJIbHO MAFKO, XOpOIIO OTBe4as Ha Tepanuio CpeiHHMH [103aMH
FIOKOKOPTHKOMIO0B.  Takenoe mnopakeHHe  BHYTPEHHMX  OpraHoB  He
XapakTepHO, NO3TOMY MPOrHO3 GlaronpHATHLII.

H3sectno Taxke, uyro Hebonbinas yactk GonbHelX (6-10%) CC moryr
ObiTh  HeratMBHBIMH  mo  ayToAT. HyxknHo HMeTe B  BHIy, YTO
«cepoHeraTHBHOCTLY npumenHTenbHo K CC sBaseTca ycloBHOH M HanpaMylo
3aBHCHT OT METO/IOBONPE/IENEHHA AHTHTEN.

Takum oGpazom, cneuudusnbie 118 cuctemuoro ckieposa (CC) aytoAT,
COTPMAMEHBIC KIMHMKOH  3a00NeBaHHMs M ABIAKOTCA  CEPONOTHYECKHMH
MapkepaMM  ONpeAe/eHHbIX  KAWHHYeckHX cyOTHnoB. OHH  HA4YHHAIOT
ONpeienaTbes HA PaHHMX JTanax Oonesnn A0 (OPMHPOBAHWA pPa3BEPHYTOH
KIIMHHYECKOH  KapTHHbl.  3HaueHWe 18 KAMHHYECKOH  MpaKTHKH
«ckneponepmuyeckux»  ayroAT  Takke onpenensercs  BO3MOKHOCTBIO
HCTIO/B30BAHMA HX B KaYeCTBE MNPEAMKTOPOB TEYEHHs M MCXO0/[A CHCTEMHOrO
CKJlepo3a.

Pannee ehisBiieHHe aaHHbIX ayTOAT uMeerT BakHOE MNPAKTHYECKOE
3HAYEHHE, TAK KAK MO3BONSET YCTAHOBHTE JHATHO3 [0 Pa3BHTHA TOTATLHOTO
¢ubpoza ¢ mnOpakeHHEM JKH3HEHHO BAKHBIX BHYTPEHHHX OpraHoB H
OMpeC/INTL AZIEKBaTHYIO TEPaneBTHYECKYI TAaKTHKY. BHeapenne MeTomank
onpenenenns cneunduyeckux ang CC aytoAT B pyTHHHYIO KIHHHYECKYIO
NPAKTHKY  ABASETCAd  HEOOXOAWMBIM — KOMIOHEHTOM  JIMArHOCTHYECKOIrO
«apceHana» peBMaTosora.



