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CMeLLaHHOoe 3a00/1eBaHMe COeQUHUTENBHON
TKaHW, HeguddepeHuUnpoBaHHoe 3abo1eBaHme
COeAMHUTENbHOM TKaHW U NEPeKPecTHbIe CUHAPOMbI

Aneknepos PT."2

CrcTeMHas KpacHas BOnYaHKa, CUCTeMHas cKre-
pofepmus, BocnanuTenbHble MUOMATUU U PEB-
MaTOVAHbIA apTPUT — CUCTEMHbIE 3aboneBaHuA
COeAVHUTENbHOM TKaHW, XapaKTepusylowmecs
reTeporeHHon KAWHMYECKOW CUMMTOMATUKON
N BapuabenbHbiM TeueHnem. K HacToAwemy
BPeMeHUN npeanoXkeHbl OOHOBNEHHble AMarHo-
CTUYECKMEe KpUTepWX ANA pPaHHeN OWarHOCTUKY
Kaxgoro u3 3aboneBaHun 3To rpynnbl. Bmecte
C TeM Y YacCTu NauMeHTOB y>Ke B febloTe 6onesHn
VAW C TeYEHMEM BPEMEHM BbIBNAETCA coyeTa-
HUe NPU3HAKOB, XapaKTePHbIX ANiA Pa3HbiX 3a60-
NEeBaHU rpynnbl. Takre coCToAHNA 0603HavaloT
KaK CMellaHHoe 3abosieBaHNe CoeanHUTENIbHON
TKaHu, HepuddepeHunpoBaHHoe 3aboneBaHvie
COeVIHUTENbHOW TKaHW U NepPeKPeCTHbIA CUH-
LPOM, HO30/10rnYeCcKaa UAEHTUYHOCTb KOTOPbIX
ocTaeTcAa npefMeToM o6cyaeHus. PaHee 6bina
TEPMUHONOTMYECKAn MyTaHWLa, W CXOXue co-
CTOAHMA OMMUCHIBANNCL MOA Pa3HbIMW Ha3BaHU-
AMM B 3aBUCMMOCTW OT MPeAnouTEHUIN aBTopa.
CywiecTBOBaso MHEHME O TOM, YTO 3TU COCTOA-
HUA ABNAIOTCA PaHHEeW CTagnen UM KINHNYECKN
«HEMONHON» GOPMOW TOro NNn MHOro 3abonesa-
HUA coeanHUTENbHON TKaHW. OQHAKOo, KaK Noka-
3anM HabnogeHna 6onblIKX rPynn MayueHToB,
6051e3Hb KOTOPbIX NMpeAcTaBfieHa Habopom oOT-
IeIbHbIX NMPU3HAKOB HECKONbKUX 3aboneBaHui
COeiVIHUTENIbHOW TKaHW, y OONbIUMHCTBA M3 HUX
KNMHMYeCKaa KapTWHa OCTAaeTCA HEM3MEHHOM Ha
NpoTAXeHNV MHOruX neT. Mpr3HaHvem npasa Ha
«HO30JIOTMYECKYI0 CaMOCTOATENIBHOCTb» MOXHO

MCTeMHBIE 3ab0/IeBaHMA

COCOMHUTENb-

cynTaTh TO, UTO TOJIbKO MO CMewaHHomy 3abore-
8aHUIO cOeOUHUMETbHOU MKAHU Pa3HbIMU aBTO-
pamMu 1 rpynnamu nccnegoBatenen npeasioxeHol
yeTblpe BapuaHTa AMArHOCTUYECKUX KPUTEPUEB.
DTV KpUTEPUN UMEIDT Hebonbluve pa3nuuna no
KOJINYECTBY KIIMHUYECKMX MPU3HAKOB, HO BO BCEX
HUX 06A3aTeNlbHbIM MapameTpPoOM YKa3blBaeTcA
Hanuune aHTuTen K Ul-pnboHykneonpoTtenHy
B BbICOKMX TuUTpax. O6WUMNU KAVHUYECKUMU
npu3HakaMmn ANA 3TUX AUArHOCTUYECKUX Kpu-
TepUeB ABNAITCA CUMHAPOM PeilHO, apTpuThl,
MMWO3UT M OTEYHOCTb MaNbLEeB WU CKIEepoAak-
TUnUA. [ipyryto KaTeroputo coctaBAoT NaLynueHTbl
C MOHO- WX OJIUTOCUMMTOMHBIMW MPOABNEHUA-
MU, XapaKTepHbIMU A1 CUCTEMHbIX 3aboneBaHunii
CcoeaVHUTENbHOWN TKaHU, HO 6e3 crneunduyecknx
MMMYHOJIOTMYECKUX MapKePOB. Y YacTu 3TUX
60/1bHbIX B JOCTAaTOYHO KOPOTKOE BpeMs, 06bIYHO
OT HeCKOonbKux mecsues Ao 1-2 net, pas3BuBaioT-
CA Apyrue KAvHWYecknue CUMMNTOMbI U MPU3HAKK,
COOTBETCTBYIOLNE [OCTOBEPHOMY AMArHO3y Ka-
KOro-nn6o 3abofnieBaHNA COeAUHUTENIbHON TKaHW.
B TO e Bpems y 3HaUMTeSIbHOrO YKca NaunueHToB
C ONIMFOCYMATOMHbIM TEYEHUEM Ha MPOTAXKEHUM
ONIMTENIbHOrO BPEMEHM OTMeuyaeTca CTabusbHoe
cocTosHe 6e3 panbHenwen 3BoMoUnN 6onesHn.
Takue cnyvyan onpefensaioT Kak HeduggepeHyu-
posaHHoe 3abosiesaHue coeouHUMeIbHoOlU MKAaHU.
YTt06bI 136€XKaTb OWMOOUYHON ANArHOCTUKM TPaH-
3UTOPHON GOPMbI NV PAHHEN CTafUUN KaKoro-/n-
60 3a60neBaHNA COEAUHUTENBHON TKaHW, B Npea-
NOMEHHbIX  KAaCCMOUKALMOHHBIX  KpUTepuax

HapAZy C KpUTepPUAMYM BKITIOUEHNA NPeACTaBIeHbI
TaKKe KJIMHNYECKME N CEPOSIOrNYECKIE KPUTEPUN
NCKNtoUYeHns. K oTaenbHOM KaTeropun OTHECEHDI
naumneHTbl C CcOYeTaHMEeM KAUHUYECKMX NPU3Ha-
KOB, [AOCTAaTOUYHbIX AJiIA [OCTOBEPHOro AuarHosa
Mo MeHbLUel Mepe ABYX CUCTEMHbIX 3aboneBaHui
COeANHUTENIbHON TKaHW. Y 3TUX MauuMeHToB Auva-
THOCTUPYETCA NepeKkpecmHbili CUHOPOM C YKa3aHu-
eM B KaXK[iOM CJlyyae cocTaBAioLnx 3aboneBaHni
COEAVNHUTENBHON TKaHW, TaK Kak 3TO BO MHOFOM
onpepenseT VHAVWBMAYaNIbHOE feyeHue U npo-
rHO3. BblieneHne Takmx KNMHNYECKNX BapUaHTOB
CUCTEMHbIX 3a00/1eBaHNN COeAUHUTENIbHOM TKaHW
CTaHOBMTCSA BCe bonee 060CHOBaHHbIM Gnarofaps
KOHLeNunM MnonvnayToMMMYHHOCTU, MpuBeKalo-
wen K cebe Bce 6onbWKi NHTEPEC UCCNeoBaTe-
nem.

KnioueBble cnoBa: cmelaHHoe 3aGoneBaHue
COeANHUTENbHOW TKaHu, HeauddepeHLpoBaH-
Hoe 3a6oneBaHne COEAVHUTENBHON TKaHu, nepe-
KPEeCTHbIE CYHAPOMDbI

Ana uyntupoBaHua: Anexknepos PT. CmelwaHHoe
3a00MeBaHme COeANHUTENBHON TKaHW, HeauddbepeH-
LMPOBaHHOE 3ab0seBaHue COeAVNHUTENbHOW TKaHW
1 NepeKPECTHble CUHAPOMbI. AllbMaHax KIMHUYECKO
mMeauLmHbl. 2019;47(5):435-44. doi: 10.18786/2072-
0505-2019-47-022.

MocTtynuna 30.01.2019; gopabotaHa 24.03.2019;
npuHATa K nyénukaumm 28.03.2019; onybnmkosaHa
OHManH 29.05.2019

Bmecte ¢ Tem He peaKu Ciiy4an, Korjga y maieHTa He

HOII TKaHU NPENCTABISAIT c060i1 reTepo-
TeHHYIO Ipynmy 3a0o/ieBaHMil, KOTOPLIM
CBOJICTBEHHO IIOJIMOPTaHHOE IOpakeHMe
U IIMPOKUI CIIeKTp ayToaHTHTen. Kaxkpgoe u3 aTmx
3a00/IeBaHMIT MMeeT XapaKTepPHYI KIMHUYECKYIO
KapTUHY U cllenuduyeckye cepojormdeckue Mmap-
Kepbl, Ha OCHOBEe KOTOPBIX paspaboTaHbl KIacCu-
(GUKaIMOHHBIe WIM AMAHOCTUYECKUEe KPUTEPUML.

Ha6/II0fjaeTCsl TOCTATOYHOTO HAbOpa KPUTEPEB, He-
00XOIMMBIX JI/IS1 ZOCTOBEPHOTO MArH03a, MM, HA0-
60pOT, MMEIOTCsI IPU3HAKY IBYX U 60/Iee CUCTEMHBIX
3abojeBaHMil coe[MHNTEeNbHOI TKaHu. Takme ciy-
4ay MOTYT IPEACTaBIATh AMATHOCTUYECKUE TPYH-
HOCTY, IIPUBOZAIINE, B CBOI0 O4epefib, K IIO3JHEMY
MM HEBEPHOMY [MArHosy. Y 3TOil KaTeropum Ia-
I[MEHTOB AMarHo3 GpOpMyIMpyeTcsa KaK CMellaHHOe
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3aboneBanne coequuuTenbHoi tkaHu (C3CT), He-
nuddepeHIpOBaHHOE 3a00/IeBaHME COENUHITEIb-
Hoit TkaHM (H3CT) maym mepekpecTHbII CUHAPOM.
B 9011 cBs3M HAallleil 1e/IbI0 CTaI 0630p MPUHIIUIIOB
IMaTHOCTUKM 3TUX 3a00TeBaHMIl, IPUHATHIX K Ha-
CTOsAIIeMY BpeMeHI.

CmeluaHHoOe 3a6oneBaHune COeANHUTENIbHON
TKaHN

B 1972 r. G.C. Sharp u coasr. [1] BuepBble ommuca-
mu C3CT y rpynmnsl 60/IBHBIX, MMEIOIINX IPU3HA-
KM Pa3HBIX CHUCTEMHBIX 3abo/ieBaHMIT COEIVHU-
TeJIbHOI TKaHN. Torga e BBICKa3aHO MHEHUE, YTO
C3CT npepcraBnser co60il «...04€BUJHO OTHENb-
HbIJI peBMATUYECKUI CUHJPOM, aCCOLMMPYIOLINII-
Cs1 C BBICOKMM TUTPOM aHTUTEJI K 9KCTParupyeMoMy
ANEPHOMY aHTUTEHY», celiyac u3BeCTHOMY Kak Ul-
pubonyxneonporens (PHII), «...KoTOpBIil BK/IIOYa-
eT KOMOMHAIINIO KIMHIYeCKUX NPU3HAKOB, HAOMIO-
[aeMBbIX IIPU CUCTeMHOIT KpacHoil Bordanke (CKB),
cucremHuoit cknepogepmuu (CCI) u mommmmosure
(IIM)». C Tex mop C3CT 6b1710 eTabHO OXapaKTe-
PM30BAHO I Celfdac BK/IIOYAeT CIe/lyIolie OCHOBHbIE
K/IMHIYeCKNe U Tab0opaTOpHbIe IIPU3HAKIL:

o cuHgpoM PeiiHo;

e OTEYHOCTD ITAJIbIICB;

e ApTPUTHI/apTpanruu;

e AKpOOCTEONINS3;

o HUChYHKIVIO INIIEBOIA;

o MMO3NT;

o (pubpos IerKux;

o JIETOYHYIO IMIIEPTEHSNIO;

e BbICOKMII ypoBeHb anTUTEN K U1-PHII;

o aHtutena x Ul manomy apepHomy PHII 70 x[la

(U1-PHII-70).

ITpn sTom puaruos C3CT He noppasymeBaeT of-
HOBpeMeHHOTo npucyTcTBus:A npusHakos CKB/CClI/
IIM. STu npusHaKM MOTYT MOABIATHCA MOCIEI0BA-
TE/IbHO, @ UX KOMOMHALVS HeXapaKTepHa [JIs paH-
Hell cTaguu 60Ie3HIA.

Tem He menee Bompoc o C3CT kak 06 oTgenb-
HOM 3a00JIeBaHUY OCTACTCA MPEIMETOM JUCKYCCUIL.
HekoTtopble aBTOpBI mpopomxkaioT cuntatb C3CT
panmreit craguerr CKB, CCJl mnm mepexpecTHOro
cungpoma [2]. S. Cappelli u coasr. [3] usygann Bo-
Ipoc Ho3onormdeckon camocroarenpHocTn C3CT.
ABTOpBI AaHA/NMM3MPOBANM COOTBETCTBME JIMATHO-
3a C3CT tpem BapmaHTaM KiaccuuKaIMOHHbIX
kputepues (Sharp, Alarcén-Segovia u Kasukawa)
y 160 6ompHBIX B HebioTe OONE3HU 11, B CPEHEM,
nocre 8 yieT HAOMIOMEHMs, a TakXXe KIMHUYeCKue
U CepoIorudecKyie MpeAMKTOPbl pa3BUTUA IPYTo-
ro 3a00jeBaHUA COENMHUTEIbHON TKaHM. 3a Bpe-
Msa HabmogeHns 58% OONbHBIX COOTBETCTBOBAIU
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knaccuduranmoHHblM  kpurepuaMm  Kasukawa;
y 17,3% passunacp gocroseprasa CCII, y 9,1% - CKB,
y 2,5% - peBmaroupusiit aptput (PA), B 11,5% cry-
yaeB yctaHosneHo H3CT u B 1,7% — mepekpecTHbIi
curpgpoM. Kak okasanoch, Haymbomee YyBCTBUTENb-
HbiMu 6bmn kputepun Kasukawa (75%) n Alarcon-
Segovia (73%) mo cpaBHeHMIO ¢ KpurepuaMmu Sharp
(42%). Hanuume antuten x JHK accoummposna-
nocs ¢ passutuem CKB, a rumoronms, aumara-
U NUIEeBOJA M CKAEPOJAKTUINA — C Pa3BUTUEM
CCJ. ViccnegoBateny MpUIIIN K 3aKII09EHNIO, YTO
C3CT - camocrosTenbHasA KIHM4YecKas Gpopma, HO
y 4acTy GONBbHBIX MOTYT PasBUTHCS APyrue Gpopmbl
CHUCTEMHBIX 3a00/IeBaHUII COeVIHITEILHON TKaHN.

IIpepmonaraercs, uro mpu C3CT umeroT 3Have-
HUe Takyue MaTo(u3noIorndyeckue HapylleHns, KakK
TUNEePAKTUBHOCT B-muMdonuTos, mnpuBogsas
K nopplennio yposHa aHTu-Ul-PHII n antu-Ul-
PHII-70 anTutesn; anonTosHas mogudukanus UL-70
aHTUTEHA C Pa3BUTVEM VIMMYHHOTO OTBeTa K HEMY;
acconuanysa C aHTUTeHaMM IJIaBHOTO KOMIIIEKCa
rucrocoBMectumoct DRB1%04/*15. B o6weHanno-
HazmbHOM uccnegoBanuy B Hopsernu S.T. Flam u co-
aBT. [4] BBy, yTo HLA-B*08 1 DRB1%04:01 661111
¢dakropamu pucka passutus C3CT u ornimyamuco
0T aHaNMOrM4YHbIX (akropos pucka mpu CKB, CCHI
u IIM/gepmaromnosure (JIM). CornacHo faHHBIM
HONY/IALMOHHBIX HUCCIEOBAHNIT, 3a00/1eBaeMOCTb
C3CT cocraBnser 2 cnydas Ha 100 ThicAY B Tof
B CIIIA, 2,7 - B Slmonnn u 2,1 - B Hopseruu [5-7].

C3CT MoXeT HpOSABIATHCA PasHBIMM KIVHU-
YeCKMMH CUMIITOMaMM U IIPU3HAKaAMU, ONpefens-
eMbpIMu Ipu PU3MKaIbHOM 0OCIefoBaHum. Y 60/b-
IIMHCTBA OONBHBIX OTMeYaeTCss CUHApPOM PeitHo,
apTpaNTuU WM apTPUTBL, OT€YHOCTD IMA/IbLEeB KI-
CTell, CKIePOJAKTUINA VI aKPOCK/IEPO3, YMepeH-
HBIJI MMO3UT. DTU NPU3HAKM C Pa3HON YacTOTON
HaOIofaloTca B [iebl0Te MIM Ha KaKOM-TO 9Talle
3a6oeBaHus. YacTo HaOMOLAETCS BOBIEYEHIE JIET-
KX, CePALA, XKeTyLOUYHO-KIIIEYHOTO TPAKTa, IOYeEK,
nepudepnIecKoil HepBHON CUCTEMBI M TeMaTONIOo-
riyeckue maMmeHeHus [8]. Jlo HacTosIEro BpeMeHn
IpefCcTaBAeHbl 4 BapMaHTa JUaTHOCTMYECKUX KpU-
tepues C3CT, HasBaHHBIE IO MMEHAM aBTOPOB, —
kputepun Sharp [1], Alarcon-Segovia [9], Kasukawa
[10] n Kahn [11]. 9Ty xpuTepun nepexpeuBa0OTCA
110 MHOTMM ITapaMeTpam (ta6. 1).

CpaBHeHMe 4YeThIpeX BapMAHTOB IIOKA3a/lo Hal-
OOJIBIIYI0 YYBCTBUTEIBHOCTb M CHELMUIHOCTD
kputepues Alarcon-Segovia (62 u 86% cooTBer-
CTBEHHO), a Takoke kpurepues Kahn [12].

O6uuM st BCeX MpefCTaBICHHBIX BapuaH-
TOB JVArHOCTMYECKMX KpUTepUeB SABIATCA 005-
3aTe/IbHOE Ha/M4Me BBICOKMX TUTpoB aHTU-PHII
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Ta6n|/|u,a 1. ﬂ,VIaFHOCTI/NeCKMe Kputepun cMellaHHoro 3aboneBaHus COEﬂV\HMTeﬂbHOM TKaHW

ABTOp

Kputepuin

[narHo3

Sharp G.C. v coasr,, 1972 [1]

Alarcén-Segovia D. n Villareal M.,
1987 [9]

Kasukawa R. n coasr., 1987 [10]

Kahn M.F. n coaBT,, 1989 [11]

bonewue kpumepuu

1. Bblpa>keHHbI M1O31T

2. MNopaxeHue nerkux (4C/1<70)

3. CuHapom PelHO 1nv rMnoToHUA NuLieBoaa

4. OTeYHOCTb NasnbLieB UK CKNEePOAaKTUINA

5. AHTKU-PHK > 1:10000 [(aHTu-PHI (+), aHTK-Sm (-)]
Maneie kpumepuu

1. Anoneuus

2. llerikoneHna <4 x 10%/n

3. AHemua

4. Mnesput

5. Mepukapant

6. ApTput

7. TpyuremunHanbHas HeBponaTms

8. CkynoBas cCbifb

9. TpomboumToneHus

10. HeBblpaKeHHbI MUO3UT

11. OTeYHOCTb KMCTEN B aHamHe3e

1. Ceponoauyeckuli Kpumeputi
AHTU-PHIT> 1:1600
2. KnuHuyeckue kpumepuu
a) OTEYHOCTb KNCTEN
6) CMHOBUT
B) MUO3UT
r) cuHppom PeiHo
) aKpocknepos c/6e3 npokcumasbHomn
cKnepogepmuv

1. O6wue cumnmomsl
a) cuHapom PeliHo
6) OTEUHOCTb NanbLeB
2. AHmu-PHI1 (+)
3. Cumnmomei
CucTemMHan KpacHas BonYaHKa
a) nonuapTpuT
6) ageHonaTtnsa
B) CKyN10Bas Cbinb
CucTemMHan cknepogepmus
a) CKnepoaakTMNnA
6) Gr6PO3 NErknx UM PeCcTPUKTUBHbIE U3MEHEHNA
Nerkmx
B) MMNOMOBUBHOCTb UV JUiaTaums NUWeBoaa
Monummnosut
a) MbllLeYyHan cnaboctb
6) NoBblLLIEHVE YPOBHA GEPMEHTOB
B) MMNOTEHHbIE N3MEHEHUA NPW dNeKTpoMuorpadum

1. Ceponoauyeckuti Kpumeput

Bbicokuin Ttp aHTU-PHI, cooTBeTCTBYOWMIA KpanyaTtomy

AHO, B TUTpe > 1:2000
2. KnuHuyeckue kpumepuu

a) cuHapom PeliHo

6) CUHOBUTbI

B) MMO3UT

) OTeYHOCTb NasnbLieB

JocmosepHbili OuazHo3: 4 6ONbWNX KpUTEPHS,
aHT-UT1-PHIM > 1:4000, oTcyTCTBME aHTU-SM
BeposmHeili duazHo3: 3 601bWNX KpUTEPUS
1 OTCYTCTBUE aHTW-SM 1Amn 2 60MbLLINX
Kputepus + 1 Manblii Kputepuin, aHTn-U1-
PHIM>1:1000

JocmosepHbili OuazHo3:
1- KpUTEPUIN + 3 KNMHNYECKNX KpUTEPHUA.
Ecnu nmetoTca Kputepwum a), 1) 1 a),
TpebyeTtca Hannuune KpuTtepues 6) 1 B)

JocmosepHbili uaeHo3: = 1 13 2 0bLwmx
cumMnToMOoB +aHTu-PHIT + > 1 npusHaka
13 2 1 6onee cnefyiowwmx 3aboneBaHuii
COEANHUTESNIbHON TKaHW: CUCTEMHAs KpacHas
BOJIYAHKA, CUCTEMHAnA CKNepoaepmus,
nonAMMMo3uT

JlocmogepHeiti OuazHo3: aHTU-PHIM + cuHgpom
PeiiHO + > 2 13 ocTanbHbIX 3 KpUTepres

AHO - aHTUHYKNeapHbiii pakTop, ACI1 - anddy3noHHas cnocobHOCTb nerkux, PHIM - puboHyKkneonpoTenH; (-) — aHTTeNa He BbIABNAKTCA; (+) — aHTUTeNa

BbIABNAIOTCA

aHTUTET, YTO YKa3blBaeT Ha 3HaYeHMe, KOTOpOe MpH-
TaeTcs 9TUM ayTOAHTUTeNaM KaK B IMaTHOCTHUKeE, TaK
u B narodusuonornn C3CT. Mumtenpto antn-PHII
aQHTUTEN CTaHOBATCA yacTuibl Ul akcTparupyemo-
ro sapgepHoro anturena PHII, xoTopslit coctout ns

Aneknepos P.T.

manbix agepubix PHK Ul u tpex u 6onee Ul-PHK-
cBaspiBaoIux 6enkoB. PHII - wacth crmaiicoco-
MBI M TaK>Xe BKIOYaeT aHTUreH Smith (Sm) - mu-
LIeHb /I aHTU-Sm aHTUTeNn. 1yBCTBUTENTBHOCTDH
anTu-PHII aHTuTEN mpm OTHENbHBIX CHUCTEMHBIX

CmellaHHoe 3ab0eBaHvie CoeUHNUTENbHOM TKaHW, HeD,Md)d)epeHLLMpOBaHHOQ 3aboneBaHmne COeANHNTENBHOM TKaHW 1 nepexKpecTHble CMHAPOMbI
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3a00/1eBaHMAX COENUHUTENbHOM TKaHU COCTABIAET
95-100% ripu C3CT, 13-44% — mpu CKB, 20-30% nipu
IVICKOMUJHOI KpacHoit BomyaHke, 5-30% — npu CCJ]
n 10% — ipu PA [13, 14]. Insa C3CT xapakTepHO 3Ha-
4yl Te/lbHOE NoBbIlIeHMe TUTpa aHTU-PHII antuTen,
TOTJA KaK HMU3KNUE TUTPBI aCCOLUUPYIOTCA C APYTU-
MU peBMarnyeckumu 3abonesanusamu. [IpumeHeHne
6omnee crreunduuecknx mapkepos (autu-U1-PHII-70
wit aHTu-Sm-D) mnossonser puddepeHIpoBaTh
CKB n C3CT. IgM ceporun antu-Ul-PHII anTuTeN
vamie BeiABngercsa y 6onpHbix CKB, Torma kak IgG
ceporun obHapyxuBatoT Tonbko npu C3CT. 3nanue
0COOEHHOCTEeN KIMHNYIeCKUX acconmanuit autu-Ul-
PHII anTuTeNn MOXKeT IIOMOYb paHHell JUAarHOCTUKe
PenKMX, HO BO3MOXKHBIX OCTIOKHEHUIT COOCTBEHHO
CKB (HanmpmMep, 7€TOYHON apTepMaIbHO TMIep-
tensun) [15].

HenuddepeHuympoBaHHoe 3aboneBaHne
COeANHNTENbHON TKaHW

CucreMHBle 3a00TeBaHUA COENVHUTENbHON TKa-
HU JeOIOTUPYIOT WIMPOKMM CIHEKTPOM pPasIMYHBIX
K/IMHUYECKMX IPU3HAKOB M Ta0OpaTOPHBIX M3MeHe-
Huit. PasHOOOpasme MpU3HAKOB U CMMITOMOB YacTO
YCTIOKHACT [UATHOCTMKY peBMaTU4YecKUX 3abore-
BaHMil. [I11 MHOTMX M3 HUX pa3paboTaHbl [MaTHO-
cTUYecKMe M KaaccuUKaLVMOHHbIe KPUTEpPUM, OT-
JleTTbHbIE 13 KOTOPBIX BK/TIOUEHBI B JUATHOCTUYECKHE
KPUTEPUY HECKOMBKIX 3a00/IeBanuit. B rex caydasx,
KOTZ]a MMEIOTCS KIMHWYeCKMe CUMIITOMBI 1 abopa-
TOpHbIE IPU3HAKM, XapaKTepHbIe IJI CUCTEMHBIX 3a-
6o7eBaHNUIT COeNMHNTENBHOI TKAHY, HO TIPY 3TOM HeT
[OCTaTOYHOr0 Habopa KpUTEPUEB HJIsI UATHOCTHU-
KL KOHKPETHOJ HO30JIOTYM, AMArHO3 (POpMYIUpyIoT
kak H3CT. Konnenunio HeguddepeHIpoBaHHbIX
COeVIHUTE/IbHOTKAHHBIX CUHPOMOB IIPEIJIONKVIIN
B 1980 r. E.C. LeRoy u coaBr. [16] mmsa xapaktepn-
CTVKV CMEITaHHBIX VMV IePeKPeCTHBIX CHUH/IPOMOB.
C aToro BpeMeHM OIYOIMKOBaHBI MHOTOYVCIICH-
HBbI€ ONJVICAHMA CIIy4YaeB, CEpMil Cy4aeB U KIMHUYE-
CKJMe MCCNefJOBaHMsA, B KOTOPBIX OBIIM MCIIONB30Ba-
HBI pasmmyHble Kputepuy A onpepenenus H3CT.
Pasmmuus B onpepenenv H3CT npusopAT k Heop-
HO3HAYHOCTH PE3Y/IbTATOB MCCIEOBAHMIT U TPYTHO-
CTAM MHTEpIIpeTalMy BHIBOJIOB 1 3aK/TIOUEHNIA.

B 1999 r. M. Mosca u coasT. [17] paspaborann
IpefBapyUTe/NIbHbIe KIacCUPUKAIVIOHHbIEe KPUTEPUA
H3CT, xoropple CTanyu IIMPOKO MCIONb30BATHCA.
Asroper orHecn K H3CT ciydan, B KOTOPBIX IpH-
3HAKJ U CUMIITOMBI COOTBETCTBYIOT CUCTEMHBIM 3a-
00/IeBaHMAM COENVHUTEIBLHON TKAaHU, HO P 9TOM
He Habupaercs TpebyeMoe KOIUYECTBO KPUTEPEB
JULST JOCTOBEPHOTO AMArHO3a OIpPeeNeHHOro 3a60-
neBaHUs coemuHUTenbHoN TKanu — PA, CKB, CCII,
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I[IM wmnn OIM, C3CT, cunpgpoma Illerpena (CII).
CornacHo 3TUM KPUTEpUAM, [/ HOCTAHOBKM Jya-
raosza H3CT Tpebyercst Hamu4me aHTUHYK/IEAPHOTO
¢dakropa, a [IUTENTbHOCTb OONE3HU [OMKHA OBITDH
He MeHee 3 yeT. Cy4an ¢ MeHbIIel IINTeTbHOCTDIO
onpepensaior Kak panHee H3CT. boumm mpepioxe-
Hbl u gpyrue pedpuuunuu H3CT [18-22]. Ognako
MHOTMe M3 HUX MMEIOT OTPaHMYeHMs, TaK KaK MO-
TyT BKJIOYATb OT/e/NbHbIe 3a00/IeBaHMS COENNHU-
TeJIbHOJ TKaHY Ha paHHUX CTafUAX VI HeIlOJIHbIe
¢dbopmsl 31X 3a60neBanmMit. B 2008 . M. Mosca u co-
aBT. [23] mpM3HaMM, YTO XOTA IpeIIOXKeHHbIe MU
KIacCUPUKALMOHHbIE KPUTEPUN UCKTIOUA0T 6O/Ib-
MIMHCTBO ITAIIYIEHTOB C 5BOMOIMOHNPYOMINM OIIpe-
Ie/leHHBIM 3a00/MeBaHMeM COeIVHUTENbHON TKaHI,
B TO >K€ BpeM: OHU VIMEIOT O4YeBY/JHbIC OTPAHITYCHUA.
OTU KpUTepuUM He MO3BOMAKT IOCTABUTDH JAMATHO3
H3CT B camom Hauase 6omesuu. Kpome toro, oxu
He VICK/TIOYAaloT MeJlJIeHHO pasBUBaolerocs saborne-
BaHNA COSIVHUTE/IbHON TKaHM VU HeIoNMHble (op-
MBI JPYTUX 3a00JI€eBaHUII COENUHUTENTBHON TKaHIU.
Y1061 n36€XaTh OUIMOOYHON AMATHOCTUKN TpPaH-
3UTOPHON (POPMBI M/IM paHHEN CTafiuU KaKOro-I1ubo
3a00jIeBaHM s COENMHUTENbHO TKaHM, KIaccuduka-
IIVIOHHbIE KPUTEPUU ObIIN TOIOTHEHBI KPUTEPUSIMU
uckmouenns [24] (tabm. 2).

OpHako Bce ellje He IOCTUTHYTO eAVTHOTO MHEHI S
OTHOCUTENBbHO Kputepues guarnoctuku H3CT [25].
H3CT mo>xeT 9BOMIOIMOHNPOBAThH B KaKoe-11bo 3a-
6orneBaHMe COENMHUTENbHOM TKaHN ¥ 20-40% 60/b-
HBIX, a B 50-60% cimy4aeB ocraercst HemuddepeH-
upoBaHHbIM [23]. Y 10-20% 60MBHBIX CUMIITOMBI
B KOHEYHOM MTOTe 0CMabeBaloT, n 60/me3sHb HIUKOTAA
He TpaHCPOPMUPYETCSA B OIpeleleHHOe 3abose-
BaHIEe COENMHUTENBHON TKaHU [26]. B HeckombKMx
UCCNIeJOBAaHUAX  OLGHMBaJach TpaHcopMauysa
H3CT mocne muoromernero Habmiogenuns. [lo pe-
3yabprataM 5-7meTHero HabmiofeHMss 665 GOIBHBIX
H3CT B Beurpun E. Bodolay u coast. [27] oTme-
YajM pasBUTHE TOTO WM MHOTO 3ab0IeBaHUs coe-
OVHUTENbHON TKaHU Y 34% OONbHBIX, B TOM YUCTIE
PA - B 13%, CIII - B 7%, CKB - B 4%, CCJ] - B 3%,
C3CT - B 4%, cucreMHoro Backynura — B 3% n [IM -
B 0,5% cmy4ae. B 12% cmy4aeB HacTymmia IOITHAS
peMuccus. ABTOPBHI YCTaHOBYMIM, YTO HauOOJbIIas
BepoATHOCTb spomonun H3CT B ompepeneHHOe
3ab0/IeBaHMe COENMHUTEIbHON TKAaHU OTMedaeT-
csl B IepBble 2 rofia MOC/Ie MOABACHUA CUMIITOMOB.
B mpyroM MHOTOILEHTPOBOM MCCIEHOBAaHUM, IIPO-
BenenHoM B CIIIA, 213 6onpubix ¢ H3CT Obnn 1mo-
BTOpHO o6cenoBanbl uepes 10 net [28]. [lanueHTs
ObLIM TIOfIpas/ieieHbl Ha 3 KaTeropuu: U30IMPOBaH-
HbLII crHApoM Perto (31 601bHOI), HEYTOYHEHHDII
nonuaptput (67 6onpubix) 1 H3CT (115 60/1bHBIX),
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KpI/ITepVII/I BKNKOYeHNA

KnnHnyeckune KpUTEpPUN NCKNKYEHNA

JlabopaTopHble KpUTepuUn NCKIYEHUS

[Mpur3HaKn 1 CMMNTOMbI, NpeanonaraLme Hanmyue 3abonesaHuA
COELMHUTENBHON TKaHW, HO He OTBEeYaloLWme ANarHoCTUYECKUM U
KﬂaCCVI(I)I/IKaLlVIOHHbIM Kputepuam Kakoro-nvu6o onpeneneHHoro

3aboneBaHVA" No MeHbLUEl Mepe B TeyeHne 3 net. Ecnn pnvtenbHOCTb

60ne3HV MeHee 3 f1eT, MOXeT BblTb YCTaHOBNEH ANarHo3 paHee
HepndpepeHUMPOBaHHOIO 3a60N1E€BAHUS COEAVHUTENIBHOW TKaHN

Hanunune AHTUHYKNeapHbIX aHTUTEeN B BYX aHann3ax

CkynoBas Cbifnb AHTU-OHK
MNopgocTpas KoXHaa BoNYaHKa AHTN-Sm
[OnckonaHaa BonyaHka AHTK-U1-PHI
KokHbin prbpo3 AHTK-Scl70
lennoTponHas cbinb ALA
Manynbl loTTpoHa AHTN-La/SSB
DpPO3UBHbBIV apTPUT AHTK-Jo1
AHTU-Mi2

ALA - aHTULEHTpOMepHble aHTuTena, PHIM - puboHykneonpoTtenH

“CuctemHan KpacHasA BOJYaHKa, CMellaHHoe 3aboneBaHune COoeIHNTENbHON TKaHU, CUCTEMHasnA cknepopepmua, I'I0}1VIMI/IOBVIT/,qepMaTOMI/IOBI/IT, pesmaTomngu?l aApTPUT 1 CMHQPOM

LWerpeHa

KOTOpO€ YCTaHAB/INMBAJIOCh IPY HATIMYUY He MeHee 3
u3 11 TpKU3HAKOB, YKa3blBAIOIINX HAa BEPOATHOCTD
CUCTEMHOIO 3a00/IeBaHMA COEOUHUTENbHON TKa-
uu. V3 115 6onpabix H3CT 47 BpIOBIIN U3 HAOIO-
meHns, 12 ymepnu. Y 12 601bHBIX OTMedYanach pe-
Muccns, y 6 paspuiacsa PA, y 11 - CKB, y 3 - CCI,
[0 OIHOMY CJ/Iy4al — ICOPMATUYECKNII apTPUT
u MMuacTeHus. B ocraBmmxca 26 cry4aAx Auarsos
ocraBaics HpexHuM [mut. mo 29]. BeposarHocTb
9BOJIOLINY B ONpefieNieHHOe 3a00/IeBaHMe COeTUHN-
Te/IbHOM TKaHMU caMas BBICOKas B TeYeHME IEePBBIX
3-5 mer 3abomeBaHMs, TIOCTIE ITOTO CPOKA BEPOSAT-
HOCTb TaKoll TpaHcopmanuu ymeHbinaercsa [30,
31]. Otmeuaercs, yto y 60nbHbIX ¢ H3CT, y KOTOpBIX
TpaHcopmanusa B TO Wi MHOe 3aborieBaHue Coe-
IVHNUTEIBPHON TKaHU IPOUCXORUT B OOJee MO3fHME
CpOKU, HabMIOIAeTCs MEHee BhIPaXKeHHAsT KIIMHIYe-
CKas KapTMHA C MEHBIIEl YacTOTON Cepbe3HBIX OC-
JIOKHEHMIT M € JIy4IIMM IIPOrHO30M [27, 31]. Bmecre
C TeM BO3MOXHBI MckmodeHnsa. Tak, nmpm H3CT
OIMCAHBl KM3HEYI'POXKAIOLIEe OpTaHHbIe IOpaKke-
HUA U OCJIOKHEHN:A, BK/IOYas TPOMOOTUYECKYIO
TPOMOOLMTONIEHNYeCKYI0 Iy pIypy [32], Muokapaut
[33], HecnenudUYeCcKy0 MHTEPCTULMATIBHYIO ITHEB-
MOHUIO [34], KapAMOBACKYIApHBIE OCTOXHeHUs [35],
BacKy/IUT [36], TaMIoHany ceppua [37] u moBpexpe-
Hue medenn [38]. Beoxusaemocts npr H3CT como-
crasuma ¢ PA u CKB [28].

[Tono6HO MHOT MM APYTHM ay TOMMMYHHBIM 3260-
nesanuam, H3CT sHaunTenbHO Yalle [UarHOCTHUPY-
I0TCSA Y )KEHIIVH, KOTOPbIE, 110 Pa3HbIM JIAHHBIM, CO-
CTaBIAOT OT 78 10 95% 6onbubIX [18, 27, 31]. H3CT,
KaK IIPaBWIO, JUATHOCTUPYETCS y IAlMEeHTOB Ha
3-5-i1 IeKagax >KU3HM, OGHAKO MMEIOTCS COOOIeHI S
0 3a60/1eBaHNN Y fieTell ¥ TOXMIbIX [39]. VIHTepecHo,
uyro y 6ompHbix CKB ¢ mpepulecTByolieil UCTopu-
eit H3CT CKB pmarsoctupyercs ImpuOIN3UTEIbHO
Ha 6 JIeT [O3Ke, YeM y OONbHBIX 6e3 MpenuIecTBY-
fomeit ucropun H3CT [27]. IIpu H3CT moryr Ha-
OMofaThCs pasnMyHble MPU3HAKM U cCUMITOMBL [To

Aneknepos P.T.

00001IeHHBIM JaHHBIM K Hambosee YacThIM IPOsB-
JIeHUsIM B Havajie 3a60/IeBaHIsI OTHOCSITCS CUHIPOM
Peitno (48-59%), aprpamrusi (37-81%), apTputsl
(22-71%), KOXXHO-CIU3UCTBIE CUMITOMBI (POTOUYB-
CTBUTENILHOCTD, CKY/IOBasl CbIIIb, a/JONELNs U SA3BbI
CNIMBUCTON POTOBOI TOMOCTH) (23-52%), MUXOpaz-
Ka (15-23%), cyxoit cunnpom (12-42%), mpusHaku
HOpaXkeHM s LIeHTPaIbHOI HePBHOII cucTeMsl (8,5%)
[18, 27, 31, 39, 40]. JImarnos H3CT moxeT 6BITH
YCTaHOBJIEH TONBKO IIOC/TE IIOTHOTO 06CIefoBa-
HUA B COOTBETCTBUU C CYIIECTBYIOMIVIMY B KaXKIOM
KOHKPeTHOM CIy4yae KIMHMYECKMMMU IIpU3HAKaMU
U CUMIITOMaMM JJISI UCK/IIOUEHUs LPYTUX BO3MOX-
HBIX 3a00/IeBaHUII CO CXOXUMY IIPOSIBICHMSIMIU.
PaHHsAS AMAarHOCTMKA HeOOXOAMMa JJIs Havama co-
OTBETCTBYIOIIE)l Tepanmuy, MOHMTOPMHIA M OIIpe-
memeHust mporHosa [41]. Hampumep, L.D. Heinlen
u coaBT. [42] coobmiaroT, uTo 80% nanuentos ¢ CKB
MMEIT II0 KpaliHell Mepe OfVIH KIMHWYECKUI KpU-
Tepuit 3a 4-5 MecCALEeB [JO YCTAaHOB/IEHUA AUArHO3a.
TuratenpHbll c60p aHaMHe3a 1 Gu3MKaabHOE 00CTIe-
[OBaHIE MOTYT BBISIBUTb MHOTUE IPU3HAKU U CUM-
IITOMBI, KOTOpble IOMOTYT pAuddepeHnnanbHO
IAMATHOCTUKE; COOTBETCTBYIOIMe JabopaTOpHbIE
MICCTIelOBAHNA TaKXKe CIOCOOCTBYIOT OIpefieleHII0
TOYHOro AmarHosa. OThenbHble MPUSHAKU U CHUM-
IITOMBI MOTYT IIPOrHO3MpoBaTh ssomoonnio H3CT
B OIIpefie/ieHHOe 3a007IeBaHMe COeNMHNUTETBHOI TKa-
Hu (tabn. 3) [17, 18, 27, 40, 41, 43].

Vicxons us sroro, nuddepeHiinanbHas fuUarHo-
ctuka H3CT BxkmodaeT mUpOKuUit cuekTp 3abore-
BaHMIA, a UMEHHO: aHTUHOCHOMUIUIHBIN CUHPOM,
OM/IIM, C3CT, mepekpecTHBIE CUHAPOMBI, CUH-
npoMm Peitno, PA, CCJl, CIII, CKB. B saBucumocTtn
OT IIPe[ICTaBJIeHHOTO B Ka>k/JOM KOHKPETHOM ClIydae
KOMIITIEKCA KJIMHUYECKUX CHMIITOMOB ITOMUMO 006-
1jero Habopa aHa/IM30B KPOBU CIeAyeT IPOBECTH JC-
CllefoBaHle Ha Ha/IM4lie COOTBETCTBYIOLINX ayTOaH-
tuten (KOMIIOHEHTHI KoMmIieMeHnTa — C3, C4, CH50;
AQHTVTeNA K LMK/INYeCKOMY LUTPY/IMHUPOBAHHOMY

CmellaHHoe 3ab0eBaHvie CoeUHNUTENbHOM TKaHW, HeD,Md)d)epeHLLMpOBaHHOQ 3aboneBaHmne COeANHNTENBHOM TKaHW 1 nepexKpecTHble CMHAPOMbI
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Ta6nuua 3. MpeanKTopsl NPOrPeCCcpoBaHNa HeanddepeHUMpPoBaHHOrO 3a6onesaHns
COEAVHUTENbHOM TKaHW B ONpeeneHHoe 3a60/1eBaHne COeaMHUTENbHON TKaHW

3aboneBaHune
COeAVHUTENbHOM TKaHW

[Mpur3HaKM 1 CUMNTOMbI JlabopaTopHble AaHHble

CrcTeMHan cknepogepmums

CnctemHasn KpacHasa
BOJYaHKa

Cunapom WerpeHa

PeBmaTonaHbIN apTPUT

CmewwaHHoe 3aboneBaHune
COeAVHUTENbHOM TKaHW

CKnepopakTUInA, CUHAPOM
PeliHo, cyxol cuHppom,
ancdyHKuMA nuwesoaa

AHO: HykneonapHoe cBeyeHne

AHO, aHtTn-AHK, aHTn-Sm,
AKJ1, nonoxutenbHas npoba
Kym6ca, nenkoneHus

Bo3spacrt, nuxopapka,
$OoTOUYBCTBUTENBHOCTD,
cepo3uTbl, anoneyms

Kcepoctomus, kcepodtanbmms, aHTU-SSA, aHTU-SSB

cnHapom PeiiHo

PO, nosbiweHne CO3
(>70 mm/uy)

CYMMETPUYHBI NONNapTpuT

MuweBoaHbI pednioKc, AH®, aHTn-U1-PHM

nonnapTpuT, CMHAPOMm PeiiHo

AKIN - aHTnTena K KapanonunumHy, AH® — aHTUHYyKneapHbiin pakTop, PO — peBMaTonaHbIN dakTop,
CO3 - cKOPOCTb OCefjaHNA SPUTPOLIUTOB
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nentupy (ALILIII), antu-Ro/SSA, anmtm-La/SSB,
anTn-Sm, aHtuM-Ul-PHII, antu-Jol, a"TU-Mi2,
aHT-Scl70, aHTUM-KAPAMOMMIIMHOBBIE, AHTHU-Oe-
Ta-2-rnukonporend 1, aHTu-Ku anTurena u/mmn
BOJTYAHOYHBIN aHTUKOATY/AHT), a Takxxe RPR-tect
(peaxums Baccepmana).

MepeKkpecTHble CUHAPOMDI

[TepeKkpecTHBII CHUHPOM — TEpMUH, MCIIONb3ye-
MBIl [JI OIMCAHNA TeTEPOT€HHBIX COCTOSHUI, KO-
TOpble XapaKTepU3yITCsA KOMOMHAIIVel IPU3HAKOB
pasnM4YHBIX 32007I€BaHMII COENMHUTEIBHON TKAHI.
B ormuune ot C3CT n H3CT mepexpecTHBIMM CHH-
LpoMaMy B IIeIOM CYMTAIOTCSA CAy4Yay COYeTaHUs
Yy OOHOTO IaLlMeHTa KIMHUYeCKUX U Cepoyorymde-
CKMX ITIPU3HAKOB, COOTBETCTBYMOIIMX [OCTOBEPHO-
My AMaTHO3Y ABYX U 60jiee ay TOMMMYHHbIX 3a007e-
BAHMII COEJUHUTENbHON TKaHU [44-46]. Y 60/1bHBIX
HOpU3HAKM OTAETbHBIX 3a060/IeBaHNUIT MOLYT IIO-
SBIATBCA OHOBPEMEHHO UMM IIOCTIEfOBATENbHO
U B pasHoe BpeMs. Bompoc o ToM, mmovemy y OfHUX
6O/IBHBIX Pa3BUBAETCS TONBKO OJHO 3abojeBaHIe
COENVMHUTENbHOI TKAHM, @ Y JPYTUX MMeeTCst KoMOu-
HaIMsI KIMHNYECKUX NTPU3HAKOB Pa3HbIX O0e3Heit,
JI0 CUX IOp ocTaeTcsi 6e3 oTBeTa. BO3MOXXHO, B OCHO-
Be 9TOTO IepeKpecTa JIeXKUT reHeTUYecKast mpepac-
MO/IOKEHHOCTD [47, 48]. Tak, E. Koumakis u coasr.
[48] ycTaHOBWMIN, YTO TeH, HAXONALIUIICA B peruoHe
TNFAIP3, acconuupyercsi ¢ IOBBIIIEHHBIM PUCKOM
nepekpecta mpu CCJI.

Knaccudukanys nepekpecTHbIX CMHAPOMOB II0-
CTpOeHa Ha OCOOEHHOCTAX KOMOMHAULMM KIMHMYe-
ckoit cumrromaruky. OTmenbHble cnenupuyecKue
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ayTOaHTNTe/IA VIIM COYeTaHMe aHTUTE/ MOTYT OBbITD
TI0/Ie3HBIMU B OTIpeJie/IeHNM BapMaHTa IIepeKpPeCcTHO-
ro CMHApOMa 1 mofbope Tepannu (tadm. 4) [45].
JJonA manueHToOB C MePeKPecTHBIM CUHIPOMOM
cpenu 6OTIBHBIX C CUCTEMHBIMM 3a60/IeBaHISIMU COe-
OVIHUTETIbHON TKaHM Pa3NI4aeTcs B 3aBUCYMOCTY OT
nonynanuu. B epomnerickoit rpynme 6onpabix CCJI
HepeKPeCTHBI CMHIPOM BBIABIIEH Y 22% (28 u3 126)
[49]. [lepexkpecTHBINT CUHAPOM NPYU TUMUTUPOBAH-
Holt ¢opme CC]l ompepensany 3HaYUTENIBHO Yallle,
4yeM 1pu fuddysHoit popme, — y 33 u 8% coorsert-
crBeHHO. Hambosee acThIM codeTaHmeM OblIa KOM-
6unanusa CCJI c cunnpomom lllerpena, JM/IIM, PA,
cyuecrBerHo peske ¢ CKB. A B 6pasunbckoii rpymmne
u3 31 6ompHOTO ¢ [IM/TIM-TIepekpecTHBIMY CHHPO-
MaMmn 4dacTtora nepekpecra JM/IIM ¢ gpyrumn 3a-
0ONIeBaHUAMM COENMHUTETIBHOM TKaHM COCTaBMIA:
48% ¢ CCII, 29% c CKB u 23% c PA [50]. B kanap-
ckoit koroprte u3 100 6ONMBHBIX C BOCIATUTETbHBI-
mu muonaruamu npusHakyu CCJl oTmedanucs y 29,
M OTU MALMEHThl cocTaBasim 42% u3s 24 60nbHBIX
C IepeKpecTHbIM cuHApoMoM [51]. ITpusHaku mMuo-
IaTHUM MOTYT MOSABUTBHCS OTHOBPEMEHHO, a TAKXKe 10
unu Ha done gocrosepuoit CCI. IIpu Takom mepe-
KpecTHOM cHHApoMe Ipeobnanana guddysnas CClI
U Habmofanach acconyanusA ¢ KapAMOMUOIATHeN
[52]. CroerududaeckuMn CepoIOrnIecKMMu MapkKe-
pamu s nepexpectHoro cunjgpoma CCI + IM/IIM
apnaTca aHTU-PM-Scl, antu-Ku, antu-U2-PHII
n antu-U5-PHII anturena [53]. Autu-PM-Scl an-
THUTENA ACCOLUMPYIOTCS C apTPUTAMU U JOOpoKade-
CTBEHHBIM TeYeHUEM MHTepCTULMANIBHOTO (Gubposa
nerkux. B ormnune ot IIM npu CCI +IM/IIM He
BBIABJIAINCH aHTHU-Jo-1 aHTUTeNna. Kpome Toro, mpu
nepexpectHoM cuHpgpoMe CCI+IM/IIM antu-Ku
aHTHUTeNA He acCOLMMPOBANNCh C ONYXOMAMM, HO
He B crydae nsonuposanHoro JIM/IIM. Ilo ganHbIM
OJTHOTO 13 MCCIEeNOBAaHMIl, CMEPTHOCTDb IIpU Iepe-
kpectHOoM cunppome CCI+ IM/IIM cocrasuna 21%
u 6b11a Boimre, 4eM y 6onpabix ¢ CCIl mnmn gpyrumu
BapuaHTaMu HepekpecTHbIX cuHppomoB CCJI [54].
Cyxoit cungpom vacto passusaerca npu CClI,
TeM He MeHee TOJIbKO 14% 6GO/IbHBIX COOTBETCTBYIOT
aunarHocTndyeckuM Kpurepusam CII [55]. OcHOBHBIM
npusHakoM nepsuuHoro CIII asnsgerca numdonm-
TapHasg MHOUIbTpaLMs CIIOHHBIX Kele3. B ornm-
yye ot CIII B nonosune cnyvaes CCJ] HabmonaeTcs
¢ubpPO3 CINIOHHBIX >Kenes, KOTOPBII KOoppemmpyer
¢ BorpakenHOCTbI0 CCJI 1 ¢ 60/Iee BBICOKOIT CMepT-
HOCTbI0 6ombHBIX. TuTp aHTU-RO/SSA M aHTM-La/
SSB aHTMUTEN HE KOPPEIMPYET C BHIPA’KEHHOCTBIO ap-
TPUTOB, HENIPOIATUY MU KPUOITIOOYIMHEMUN IPK
nepekpectHoM cuaapome CCI+CIIL Y 60mpHBIX
¢ nepexpectom CCII+CIII orMevaeTcs IJTaBHBIM
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obpaszom numurupoBanHas ¢opma CCIl. ITpu nan-
HOM II€PEKPECTHOM CHH/IpOME OIJMCAHO COYeTaAHMe
C IIePBUYHBIM OMIMAPHBIM XOTAHTUTOM.

ITomo6HO PA, BOB/IeYeHMe KUCTEN 4acTO ObIBa-
eT nepBbIM KnuHu4eckuM nposasneHnem CC. ITpu
CCJl mMoxeT pa3BUTbCA CUMMMETPUYHBIN HONMAp-
TPUT, KOTOPBIII MHOTA CTIOKHO U depeHIpoBaTh
oT PA 1 Halm4me KOTOPOro MO>KeT YKa3bIBaTh Ha IIe-
pexpectubli cungpom CCI +PA [56, 57]. PasButue
aposuBHOro apTputa y 60mpubix ¢ CCII ¢ 6ombuIoi
BEPOATHOCTBIO YKa3bIBAeT Ha Ha/ln4due HepeKpecT-
Horo cunpgpoma CCII — PA [58, 59]. Kak m3BecTHO,
ATIITI n peBMaTOMAHBIA (aKTOP — OCHOBHBIE CEPO-
norudeckue mMapkepbl PA. OHM MOTYT BBIABIATbCA
u upu CCJI, 0co6eHHO y GONBHBIX C HMOpaXKEHNEM
cycTaBoB [56, 60]. ITo JaHHBIM HECKONTBKIIX MCCIENO-
anuit, AHIIT onpenensiorca y 2,6-13,4% 60/IbHBIX
CCIl [61-63]. Ilokasano, yro AIIIIIT MOryT BbIAB-
natbes y 6onpabix CCII 1 6e3 BOB/IeYeHUA CYCTaBOB
[64], HO TUTp aHTUTEI IPU STOM 3HAYUTENIBHO MEHb-
e, yeM y 6ompHbIXx CCll ¢ mopa’keH1eM CyCTaBOB
[49]. PeBmaTompuslit GakTop, 1O HaHHBIM OT/IE/b-
HBIX pabor, onpenensics y 12-71% 6onbubix CCJL
U BBIABJIAJCA TakKe y OONBHBIX 6e3 IOpaskeHM:
cycraBoB [58, 65, 66]. Kpome Toro, peBMaToMgHbIi
¢dakrop mpu CCIl moxer acconuuposarbesa ¢ ClII,
KOTOpBIiT YacTo Habmogaercs y 6ompabix CCIL [66].
TouHasi 4YacTOTa 3TOV KOMOMHAIMM HEU3BECTHA.
Omnucano passutre mumutrpoannoit CCII y 60mb-
HBIX C JI/IUTENbHO TeKymuM PA. Dposum cycraBos
MoryT 6bITb ¥ 20% 60mbHbIx CCII. Yactora AIIIIII2
u AIIIIII3 aHTUTEn cocCTaBisA/lIa, COOTBETCTBEHHO,
14,8 n 13,5% npu CCJ] no cpasHenuto ¢ 79 u 77%
npu PA. Ilpn CCJ ALIIIII2 aHTHTena TeCHO acco-
LMMPOBANICh C apPTPUTAMU ¥ KPAeBbIMU 3PO3UAMUI
1o faHHBIM peHtreHorpadum [60]. Turper AIIIIT
y 60mbHbIX ¢ epekpecTHbIM cuHApomom CCJI+PA
ObLIM MeHbllle, YeM mpu PA.

B 6ombmioit koropre 6GOMBHBIX, BKIOYABIIEN
1252 manuenta ¢ CCll, y 86 (6,8%) 13 HUX BBIAB-
nancsa mepekpectHulit cuHppoMm CCI+CKB [67].
BospacT Havasa Oome3HM IIpM IEPEKPECTHOM
cunnpome CCJII+CKB 6bl1 3HaYMTETBHO MeEHb-
ure, yem npu CCJJ (38 u 48 ymeT COOTBETCTBEHHO).
Kombunauns CCII+ CKB gacto nMeeT HEKOHTPONIN-
pyeMoe TedeHue ¥ MOXKET IPUBECTY K ¢aTaTbHOMY
ucxopny. Y OONBHBIX C HMepPeKPeCTHBIM CUHIPOMOM
CCJl+CKB ommcaHbl IOMMCEPO3UTHI, MAHKPEATHT,

lononHutenbHaa nHpopmauua

(Dvmaucupoaauwe

MounckoBo-aHanuTNyecKas pa60Ta 1N noaroToBka I'Iy6J1I/IKaL|VIVI ocy-
WwecTBneHbl 6e3 npuenevyeHUAa 4ONONHUTENbHOIO ¢l/lHaHCl/lpOBaHl/lﬂ co
CTOPOHDbI TPETbUX NNL,.
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Tabnuua 4. KnHnyeckrie accouvaumny ayToaHTUTeN Mpn CUCTEMHBIX 3a001eBaHNAX

COeAVHNTENbHOM TKaHN

®

AyToaHTMTENa KnuHunuyeckme cnHapombl

AHTK-U1-PHI CncremHas KpacHas
BOJIYAHKa + MVO3UT + CKNepoAepMuA + peBMaToNgHbIN
apTput

AHTU-PM-Scl Mwno3unT + cuHppom PelHo, apTpuT

AHTUCVHTETa3Hble (aHTU-Jo-1 MMO3UT +apTPUT + MHTEPCTULMANIBHOE MOPAXKEHNE NIETKNX

v ap.)

AHTN-SSA/B + peBMaTOVAHbI PeBmatongHbin apTput + cnHapom Lerpena

dakTop +ALILM

ALLM - aHTWTENa K LMKAMYECKOMY LMTPYNIMHUpOBaHHOMY nentugy, PHI - pu6oHykneonpotenH

aBaCKy/IApHBle HEKPO3BI, JIeiiKO9HIle(aromaTy,
KOTOpble HeXapaKTepHbl 1A usonuposanHoin CCJlL
[54]. TIpm mepexpectHom cunpgpome CCI+CKB
YacTO Pa3BMBAETCA JIETOYHAA T[UIIEPTEH3NUA, KOTO-
pas MoXKeT IOTpeOOBaTb CBOEBPEMEHHOIO Hayaja
Je4eHNsI MMMYHOCYIIPeCCOpaMM, ITIOKOKOPTUKO-
cTepoMjaMu ¥ IUTOTOKCMYECKVMMM IIperrapaTaMIL.
B chay4yae pasBuTHA IIOYEYHON HeOCTATOYHOCTU
U apTepUaNbHOI TUIIEPTEH3NN Y GONbHBIX C IIepe-
kpectHbIM cuHgpoMoMm CCJII+CKB kputmudeckoe
3HavyeHue nMeeT fAuddepeHMaabHas JUArHOCTIKA
BOTYAHOYHOTO HeppUTa M OCTPOIl CKIePOJepMU-
YECKOJ IOYKM, TaK KaK JIeYeHMe 3TUX OCIOKHEHNI
MMeeT NPVMHLMIIMANIBHO pasHblil mogxon [68]. Ilpu
nepexkpecTHoM cuHppome CCJIl+CKB BBIABIAIOTCA
anturena, cnenuduyansie mist CCI n CKB, ocoben-
Ho vacto aHTU-JHK u antu-PM/Scl. Ouddysuas
¢dopma CCJ] MOXeT OrpaHMYMBATBL INpPUMEHEHUe
BBICOKOJI JO3Bl IMIOKOKOpTHKOocTepounos mpu CKB
U CIY)XUT OCHOBaHMEM [l paHHEro HasHAYeHMS
IUTOTOKCUYECKUX ITPeIapaToB.

3aknioyeHune

[To MHeHMIO GONBIIMHCTBA ABTOPOB, TAKME COCTOSI-
Hud, kak C3CT, H3CT n nmepexpecTHBIE CHH/IPOMBL,
SABJIAIOTCS CaMOCTOSITEIbHBIMU HO30JIOTMYECKUMU
dbopmamu. [Insg pyarHocTrky 1 guddepeHnnanbHoi
AMATHOCTMKM KaXK[JOTO U3 9TUX 3ab0/IeBaHmit paspa-
60TaHBI COOTBETCTBYIOIE KPUTEPUH, OCHOBAHHbIE
Ha KIMHUYECKUX U CEPONOTMYECKIX 0COOEHHOCTSX,
3HaHMe KOTOPBIX HEOOXOMMO /11 BBIOOpA MOHUTO-
PVHTa I JIeYeHN s 9TOJ KaTeTOpUM IaLlMeHTOB. @

KoHnuKT nirepecos

AsTOp AeKnapupyeTt OTCYyTCTBME ABHbIX N NOTEHUMAIbHbIX KOH¢J‘IVIKTOB
NHTEPEeCOoB, CBA3AHHbIX C ny6n|/|KaL||/|e|7| [laHHON cTaTbU.
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Mixed connective tissue disease,
undifferentiated connective tissue disease

and overlap syndromes

R.T. Alekperov' -

Systemic lupus erythematosus, systemic scle-
rosis, inflammatory myopathy and rheumatoid
arthritis are systemic connective tissue disor-
ders which are characterized by heterogeneous
clinical symptoms and variable course. To date,
updated diagnostic criteria for early diagnosis of
each of the diseases of this group have been pro-
posed. At the same time, a proportion of patients
already have at the onset of the disease or over
time, a combination of signs characteristic of dif-
ferent diseases. Such conditions are referred to as
mixed connective tissue disease, undifferentiated
connective tissue disease or overlap-syndrome,
whose nosological identity remains the subject
of discussion. Formerly there has been a kind of
terminological confusion and similar conditions
were described under different names, depend-
ing on the author's preferences. It was also be-
lieved that these conditions were an early stage
or a clinically "incomplete" form of a connective
tissue disease. However, as the observations of
large patient groups have shown, whose disease
was represented by a number of individual signs
of several connective tissue diseases, the clinical
manifestation remains unchanged for many years
in the majority of them. To recognize the right for
nosological independence, one should account
for the fact that only for a mixed connective tis-
sue disease various authors and research groups
have proposed four variants of diagnostic criteria.
These criteria have small differences in the num-
ber of clinical signs; however, all criteria include
a mandatory sign, i.e. the presence of antibodies
to Ul-ribonucleoprotein in high titers. Clinical
signs common to all these diagnostic criteria in-
clude the Raynaud's syndrome, arthritis, myositis
and finger swelling or sclerodactyly. Another pa-
tient category includes those with mono- or oligo-
symptomatic manifestations characteristic of sys-
temic connective tissue diseases, but without any

specific immunological markers. Some of these
patients in a fairly short time, usually from several
months to 1-2 years, develop other clinical symp-
toms and signs corresponding to a reliable diag-
nosis of a connective tissue disease. At the same
time, a significant part of patients with the oligo-
symptomatic course demonstrate a long-term
stability without any further evolution of the dis-
ease. Such cases are defined as an undifferentiated
connective tissue disease. To avoid the erroneous
diagnosis of the transient form or an early stage of
any connective tissue disease, the proposed clas-
sification criteria, along with the inclusion criteria,
also embrace clinical and serological exclusion
criteria. A separate category consists of patients
with a combination of clinical signs sufficient for
a definitive diagnosis of at least two systemic con-
nective tissue diseases. These patients are diag-
nosed with the overlap-syndrome with indication
of the components of connective tissue diseases
in each individual case, as it largely determines the
individual treatment and prognosis. The possibili-
ty of such clinical variants of systemic connective
tissue diseases is becoming increasingly justified
due to the concept of polyautoimmunity, which
has attracted great interest of researchers in the
last few years.
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