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KniouyeBble cnoBa:
cmMmeluaHHoe 3abosieBaHue
COEANHUTEIbHOV TKaHU,
3TNOJIOrNs, NaToreHes,
KJIMHNYeCKOoe Te4YeHue,
JieyeHme.

CmeluaHHoe 3aboneBaHue CoeaMHUTENbHOM Tka-
HU (C3CT) — cBOe0bpasHbIN KIMHUKO-UMMYHOJIOTU-
YECKUI CMHOPOM CUCTEMHOrO BOCNAIMTENBHOIO MO-
pPaXeHns COeauHUTENbHOW TKaHW, NPOSIBASIOLLMACS
COYEeTaHNEM OTAENbHbBIX MPU3HAKOB CUCTEMHOM CKIe-
pogepmun (CCL), nepmatommosuta (OM), cucrem-
HOWM kpacHon BonyaHkn (CKB), nosBneHnem aHTUTen
K pacTBOPMMOMY SiAepPHOMY pubOoHykneonpoTenny
(PHT) B BBICOKMX TUTPax. MNporHo3 ucxona C3CT 6o-
nee GnaronpusiteH, 4em npu Tex 3aboneBaHusix, 13
NPUM3HaKOB KOTOPbIX CKNaapiBaeTca cuHgpom. Kpome
TOro, y 25-50% 60nbHbIX, No AaHHbIM P.J.W. Venables
(1994), pacnosHatoT cnHapom LllerpeHa.

BonbLUIMHCTBO peBMaTn4eckmx 6onesHelnt nmetoT
OMNPEAENEHHYIO HO30JI0MMYECKYIO O4YEPYEHHOCTb, KOTO-
pas oTpaxeHa B AMarHOCTUYECKUX KPUTEPUSX OIS Kax-
Do 13 Hux. OgHaKko y CpaBHUTENILHO HEOONLLLOIO KO-
JINYECTBA NALMEHTOB AMArHOCTMKA 3TOro BUAa natono-
rMn 3HAYUTENBHO 3aTPYIHEHa, MOCKONbKY 3aboneBaHve
HE COOTBETCTBYET OOHOM HO30J10rM4YECKon popme.

TepMUH «CMeLLIaHHOe 3a00eBaHe COeaVNHUTENBHOM
TKaHw», NpeanoxeHHbln G. Sharp n coastopamm (1972),
00bLEOAVHWN PA3NINYHBIE KJIMHWMYECKME MPOSIBIEHUS MO
obLemy npusHaky — Hannumio aHtuTen Kk PHI B ogHy
KIIMHNYECKYIO HOPMY, Ha3bIBAEMYIO MHOrAA CUHAPOMOM
Lapna. Ans C3CT, nOMMMO OQHOBPEMEHHOIO U MNOo-
CNnepoBaTeNnbHOrO BOSHUKHOBEHUSI CUMMNTOMOB OBYX MU
Tpex 3abonesaHuin (CCL, CKB, M), BbICOKMX TUTPOB
CbIBOPOTOYHbIX aHTUTEN K U4 PHI, xapakTepHbl OTHOCU-
TenbHag PeaKOCTb MOPaXXeHUs NoYyek, Bbicokas addek-
TUBHOCTL rtokokopTukocTeponaor (FKC) n ooBonbHO
GnaronpusaTHbI NPOrHO3. HECMOTPS HA MHOFOYUCIEH-
HblE€ NCCNenoBaHns, NPOBEAEHHbIE B Pa3HbIX CTPaHax, B
TOM yucne 1 B NHcTutyTe pesmatonorun PAMH, cyu-
HocTb C3CT BCe elLe 0CTaeTcs HepacKpbITon. Tak, npu
LJIUTENIbHOM HabntoaeHUM 3a 60IbHLIMU OTMEYEHO U3-
MEHEHWE KJIMHUYECKUX CUMMNTOMOB M UMMYHONOMMYEC-
Kux HapyweHuin. AHtutena Kk Uy PHIT — xapakTepHbiin
nMmmyHosorndecknin mapkep C3CT, 4To 1 NO3BOAUNO
BMoUnTb C3CT B MOAKNACC «CUCTEMHBIE MOPAXEHUS
coegnHuTensHon Tkann» (CIMCT)-XIIl knacca MKB-10.

PacnpocTtpaHeHne C3CT He 1U3ydeHo.

Mo paHHBIM CccnenoBaHUS, NPOBEAEHHOrO B Ano-
HuM, C3CT BbLISBNAIOT Anwb B 2,7% cnyd4aeB npwu
CNCT, Torpa kak CKB — B 20,9%, a CCl, n nonmmmo-
3T — B 5,7 1 4,9% COOTBETCTBEHHO.

3aboneBaloT NPENMYLLEECTBEHHO XEHLUMHBLI B BO3-
pacte 20-30 neT, nx YACNO NO OTHOLUEHUIO K MYXYK-
Ham cocTaenseT ot 9:1 oo 16:1 (Venables P.J.W., 1994).

CMELWWAHHOE 3ABOJIEBAHUE
COEOMHUTEJIbHON TKAHU
(CUHOPOM LUAPTIA)

Pestome. O60611eHbl COBPEMEHHbIE AaHHblIe 06 3TUOJ/IOrn, NaToreHe-
3e, anuaeMuosIoOrnm n KIIMHNYEeCKUX CUMINTOMax cMeLlaHHoro 3abosiesa-
HUST coeanHNTenIbHON TkaHu (cuHapoma Lllapna); npvusBeaeHsl gnarHoc-
Tm4yeckune kputepmumn 60e3Hn, MeToab! AnpdepeHunanbHON AnarHoCcTu-
KW Y MPDUHLNIBLI JIEYEHUS.

Pasnnuymin no pacoBbiM UM 3THUYECKUM MPU3HA-
Kam He 0OHapyXeHo.

S1tnonorua n natoreHes. B HacToslee Bpems
obcyxaaeTca posib reHeTnyecknx hakTtopoB npu
C3CT, Tak kak onucaHbl cemeliHble crydan 3abone-
BaHMA C MAEHTUYHbIM HLA-deHoTUnom. XapaktepHo,
4yTo Yy 66% GonbHbIX aHTUTENa Kk Uy PHIM accounnpy-
totcsa ¢ HLA-DR4-dbeHoTrnom. B passutun 60ne3Hn
OCHOBHYIO POJib UrPaT UMMYHHbIE HAPYLLIEHUS, NPO-
ABNAOLMECS MOCTOSAHHO BbICOKUM TUTPOM aHTUTEN K
U, PHIT (aHTMHYKNEapHbIX aHTUTEN KpanyaTtoro Tmna
CBEYEHUS MPU HEMPAMON MMMYHOMIIOOPECLEHLMN,
oTHocsAwmxcs K knaccy IgG 1 HanpaBneHHbIX K 90ep-
HoMy PHI1), runeprammarno®ynmHeMmnen, CHUKEHN-
€M coaepXxaHusa komnaemMenTa, Hannamem LK, a Tak-
X€& M3MEHEHUEM UMMYHOPETrYNaTOPHbIX DYHKUMUMA
T-nMM®OOUMTOB (CHUXKEHME CYNPECCOPHON PYHKLUUN).

MpennonaratoT, 4To passutue C3CT obycnosne-
HO MOJIEKYNSAPHO MuMUKpueln mexay 33 k[, nonu-
nentnagom Uq PHIT 1 CXOOHLIM KOMMNOHEHTOM B PET-
pPOBUPYCax XNUBOTHbIX.

MpennonaraloT Takxke, 4to aHTutena k Uy PHI
NMPOHMKAIOT B KNIETKM Yepe3 Fc-peuenTtopsbl U paspy-
watoT nx. B cBa3u ¢ Tem, 4TO FC-peuentopbl nokanm-
3YIOTCS NPEUMYLLIECTBEHHO Ha T-cynpeccopax, npo-
NCXOOMT pa3pyLUeHne NOCNeHnx, B pe3ynbTaTe Yero
HabnogaeTcs nponudepauns ayTopeakTUBHbIX T-Xen-
nepos (Alarcon-Segovia D. et al., 1987), uto n o6bsc-
HAeT ayTOMMMYHHbI xapakTtep natoreHe3a C3CT.

B cTeHkax CcOCynoB MbillL, KyOOYKOB MOYEK MU
[oepmMoanuaepmMasnbHOM CTblke AepMbl 0OHapPYXeHbI
nenoantol IgG, IgM 1 koMnnemMeHTa, a B NOPaXxeH-
HbIX TKAHAX — AMM@POUOHbIE U NNA3MOKIETOYHbIE
nHounbTpatel (HacoHosa B.A., ActaneHko M.I.,
1989). Ina C3CT xapakTepHO Takxe pasBUTUE NPO-
nndepaTmBHbBIX NPOLLECCOB BO BHYTPEHHEN U Cpea-
Hel 060n04YKax KPYMNHbIX COCYAOB C KAMHMYECKUMMU
NPU3HaAKaMM NEero4yHom rmnepTeHsnn n Apyrux npo-
SIBJIEHMI NATONOrMnU COCYAOB.

KnuHnuueckoe teueHue C3CT xapaktepunsyeTcs
3HaAYNTENBHBIM NOAMMOPOU3MOM N AVHAMN3MOM.

B paHHuin nepuon C3CT npeobnapatoT «nepude-
puyYeckmne» NPM3HaKkn, kak NpaBmio, acCoLMnpyemble
Cc Hayanom CCL, — apTtpanrma n apTtput (65-42%
cnyydaeB), cuHapom PeitHo (65%), oTek nanbueB pyK
M BCEN KUCTU, pexe Mmnosnt (23%), numdpaneHona-
TUS, NINXOPAAKa; TUMNYHbIE KOXHblE cuMnTOMbl CKB
n M BO3HMKAOT pexe, NpuMepHo B 8% cry4yaes.
Bucueput B paHHuii nepunog C3CT B BUAE ceposuTta,
MUoKapauTa OTMEeYaloT B eANHUYHbIX Cly4YasX.
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B cepenuHe 3a6oneBaHusi BMECTE C YBENYEHNEM
KonnyecTea B60JbHBIX C «NepuPepruiIecKnMm» CUMMNTO-
MamK 3HaYMTEeSIbHOE MECTO 3aHUMAaeT BucLepasbHas
natonorusi. OTmMeyatoT CUMMATOMbI, CBOUCTBEHHbIe CC/],
(rmnoTeH3us nuwesona, 6asanbHbli NHEBMOGUOPO3,
MNOKapaos3 v ap.), a Takke CKB (ceposnTt, THEBMOHUT,
nopaxeHue noyek, LLIHC n ap.); npumepHo y 65% 6onb-
HbIX — MMNO3UT, CNaboCTb MPOKCUMAaNbHbIX MbILLEYHbIX
rpynn; y 23% — cuHgpom LerpeHa. B aTtoT nepuopg
Hepeako (okono 27% cnyvaeB) BbIIBAAIOT OTAE/bHbIE
KOXHble cuMnToMbl CKB (3puTemMaTo3Hble BbIChINaHms
B Buae «6aboukm», Kanunnasputsl), a Takke (B 23%) —
CC/[, (y4aCTKun ynnoTHEHUS KOXW Ha KMUCTSAX, aMUMUS,
rmnepnurMeHTaums, TeNeaHrnakTasms).

B KOHEYHbI Nepuon, 3HaYNTENbHO YMEHbLLUAETCH
4yacToTa BO3HMKHOBEHUS apTpanrum, oteka KUCTeid,
Mmno3uTa, TumdageHonaTnm, TINXOPaaK1, 3puTeMaTos-
HbIX BbICbiNaHMI B BuAe «6aboyku», KanunnspuTos,
Cepo3unTbl OTMEYAIOT B BUAE NEBPASIbHLIX U (MNK) ne-
puKapavanbHbix cnaek. Kpome Toro, 3aMeTHO perpec-
CUPYIOT CUMMTOMbI BOCMaNNTENbHON akTUBHOCTU. B
TO € BPEMs YalLle NPOSBASOTCS Ckiiepoaepmononon-
Hbl€ KOXHbIE CUHOPOMBI, Y 50% G0JIbHBIX COXPaHSIOT-
CH NopaxeHns cyCcTasoB, Y 2/3 — cuHApoMm PenHo.

G. Sharp n coasTopbl (1975), 0600LWMB AaHHbIE
MHoroneTHux HabnwogeHnin 200 O0NbHbIX, BbIOAENWUAN
Hanbonee 4aCcTo BO3HUKAOLINE KIIMHUYECKME CUMN-
ToMbl C3CT:

— apTpuT, aptpanrus (y 95%);

— cuHapom PeitHo (y 85%);

— oTek kucTten (y 66%);

— MMO3UT, MnacTeHns (y 63%);

— rMnoToHus nuuwesoda (y 67%);

— nopaxeHue nerkux (y 67%);

— cepo3uT (y 27%);

— nopaxeHune noyek (y 5%);

— numdageHonatus (y 39%);

— cknepogepmus (y 33%);

— nopaxeHnne LHC (y 10%);

— cuHgpowm Lerpena (y 7%).

B nocneaHue rogbl OTMEYaeTCs NOBbILLIEHUe Yac-
TOTbl pa3BuTMa Bonee TAXENOW NEeroyYHoi naTono-
rmn — GubpPOo3nNPYIOLLErO anbBeosnTa U NEro4YHOM
rmnepTeH3nun, kak Hanbonee BaxHbIX NPU3HaKoB 60-
Ne3HU, ABASIOLINXCA OCOOEHHO NMPOrHOCTUYECKU He-
GnaronpusTtHeiMKn (Venables P.J.W., 1994).

MpuBeOEHHbIE OAHHbIE COBMAAalOT C AAHHBIMU
B.A. HacoHoBo n coaBtopoB (1982), 3a ucknoye-
HMEM 4acTOTbl MOPaXEeHUs MOYeK U BO3HUKHOBEHUS
cuHgpoma LllerpeHa, koTtopble y 26 Habnogaemblx
aBTOPOM O0sbHbIX OTMe4vanu B 10 pas yalle.

MopaxeHne ONopHO-ABUraTeNibHOro annapata npu
C3CT conpoBoxaaeTcs npu3Hakamm, CBOMCTBEHHbI-
MW TPEM HO30M0rn4ecknm dpopmamMm — peBMaTonaHO-
My aptputy (PA), CKB, CC/,. Takoe coyeTaHme 4acTo
0BOHapyXMBalOT Y OAHOro U Toro xe 6onbHOro. Mpu
3TOM MPOLECC OTNnYaeTcs A06POKaYECTBEHHOCTLIO,
4YTO HE CBOWNCTBEHHO KJIACCUYECKUM BapuaHTam Kax-
noro n3 atux 3aboneeanunii (ocobeHHo PA n CCH).

MNMopaxeHne CycTaBOB xapakTepu3yeTcs HECTOM-
KUM MUFPUPYIOLLIUM MOSINAPTPUTOM C MpeumylLle-
CTBEHHbIM MOPaXeHNeM NepnapTUKyNapPHbIX TKaHe,
a Takke MUrpupyioLwLmMMn NoamapTpanrusamu.

KnuHuyeckme npmsHakn nonnapTpuTa, Kak npaBu-
N0, OTMEYAIOT Y 2/ BOMbHBIX, NPU 3TOM OTCYTCTBYIOT
MCTMHHO NPOrpeccupylome NopaxeHus CyctaBHOro
Xpsila n KOCTu, YTo CBOMCTBEHHO PA. OaHako uspea-
ka npn C3CT passuBaeTCcs ynbHapHasa oeBmaums, oT-
MevatoTCs NoABbIBUXN B CyCTaBax HEKOTOPbIX Maib-
LLEB KNCTW, PEHTIEHONOMMYECKN B EONHUYHBIX CIlyHasX
onpenensioTcs NOBEPXHOCTHLIE 3P03MN B HEKOTOPbIX
MEJIKUX CyCTaBax KMCTEN N (unn) CTton. XapakTepHo
BOBJIEYEHME B MPOLIECC KPYMHbIX CYCTABOB Hapsay C
NOPaXeHNEM MENKMX CYCTaBOB KNCTEN, kak npu CKB.

Kpome Toro, npn C3CT BO3MOXHO BOZHUKHOBEHUNE
aBaCKyJIIPHOr0 HEKpPO3a KOCTEN CYCTaBOB, PaHee He
MOPaXEHHbIX BOCMAINTENbHLIM MPOLIECCOM (ABYCTOPOH-
HWIM HEKPO3 roNoBOK BeapeHHbIX KOCTel, HEeKPo3 ro-
JIOBKW MJIEYEBOWN KOCTU 1 Ap.), xapakTtepHble ans CKB,
a Takke PEHTIEHONOMMYECKN — KanbLIMHO3 MAMKUX TKa-
HEN KOHEYHOCTEN, OCTE0NN3 KOHUEBbLIX danaHr nasb-
LIEB BEPXHUX KOHEYHOCTENM (xapakTepHble ans CCL).

CuHapom PeinHo — oamH n3 Hanbosee 4acTbiX 1
paHHux npmaHakoB C3CT. Tonbko B 50% cnyyaes aT0T
CVMHOPOM XapakTepusyeTcs TUNMUYHbIM ABYX- N TPEX-
da3HbLIM N3MEHEHMEM LBETa akpaibHbiX OTOENOB
KOHe4yHocTeln un, B otnnumne ot CC/, kpaiiHe penko
OTMEYaloT ULLIEMMNYECKNIA HEKPO3 MU A3Bbl.

OTtek nanbueB («COCUCKOOOPasHbIE NanblLibl») UK
BCEW KMCTU, Kak NpaBuio, CONpPOBOXAAETCA CUHAPO-
MOM PeiiHO, xapakTepuayeTcsi MArkum, «noayLKooo-
pasHbIM» OTEKOM, PEAKO MAOTHbIM, MPaKTUYECKN HE
3aBepLuaeTcsa nHaypaumen n atpopueit Koxu co CTon-
KMMU crnbaTenbHbIMU KOHTpakTypamu (kak npu CCL).

KnuHunyeckas kapTuHa npy NOpaxKeHUn MbiLL, Y
nauymeHToB ¢ C3CT pasnuyHa — OT nMpexoasauimx
JIOKaNbHbIX MUO3UTOB 1 MUaNIii 0O BbIPAXXEHHOW Kap-
TUHbI NOIMMNO3NTA C TUMMYHBLIM MOPaXeHWnemM npo-
KCUManbHbIX MbIWEYHbIX TPYAN U 3HAYUTENbHOWM
MblLLIeYHOW cnabocTbio. CoaepxkaHme CbIBOPOTOUYHbIX
depmeHToB (KpeatnHdoCchOoKMHasbl, anbaonassl,
ACT) noBbILLIAETCSH YMEPEHHO N ObICTPO HOPMAaNU3y-
eTcs (Tak Xe, Kak 1 KJIMHUKA MUOo3nTa) Nof, BINSHU-
em Tepanum 'KC B cpegHux nosax.

Pe3ynbTatbl ANTENBHOIO HAONIOAEHUSA NaLUneH-
ToB ¢ C3CT cBMOETENLCTBYIOT, YTO NOJAUMUO3UT MO-
XeT ObiTb NpuUYMHO cmepTn nodtn 40% n3 HUx
(Venables P.J.W., 1994).

[MopaxeHue nuweBoga, B HaCTHOCTU €ro rmno-
KNHEe3usl, AOBOJIbHO YacThi cuHapom npu C3CT, oa-
HaKo >anobbl NPV HEM KpaiHe pedku (3TO B OCHOB-
HOM aucdarus, na3xora). B auarHoctmke nopaxeHus
MULWEBOAA BaXHOE MECTO 3aHMMAIOT PEHTIEHONOMN-
yeckme UCCcnenoBaHus, Npu KOTOPbIX BbIIBASIOTCSH
3amepnneHne naccaxa 6apwvs, ocnabneHne n ncyes-
HOBEHMWE NEPUCTANIbTUYECKNX BOJTH, HEAOCTATOYHOCTb
Kapauu, a Takke MaHOMETPUYECKMe, BbISBASIOWME
HapyLWEHNA NMOABMXHOCTM CTEHOK nuuierona (Ha
YPOBHE HUXHUX 2/3), KparHe penko mocTturalwme
Takolh ctenexu, kak npu CCA.

MopaxeHne cepo3Hbix 0O0N0YEK U JIEFKNX BbISIB-
naT 6onee 4eM y NosIoBUHbI 6onbHbIX C3CT. Cepo-
31T, KaKk NpaBufio, NPOTEKAET MO TUNy aAre3vBHOro
nnesputa n (Mnu) nepukapamTa, NPenMmMyLLeCTBEHHO
OMarHOCTUPYEMOrO PEHTIEHOSIONMYECKN. B akTUBHYIO
dazy 60ne3Hn onucaHbl Takxke Caydyam BbIMOTHOrO
nneeputa n nepukapauta. lNopaxeHme nerkmx npo-
ABNAETCA OAbILWKOW, NIErO4YHOW runepteH3nen (Ho
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yaiwle CUMMTOMbI OTCYTCTBYIOT), HapyLleHnem amd-
dy3nn. CHUXEHNE XUSHEHHOW EMKOCTWU NErkux Ha-
6niopaetcs B 6onee nosgHve ctaamm 3abonesaHus.
PenTtreHonornyeckn npmn C3CT oTMeyaloT ycunenme
1 nedopmMaumio 1eEroYHOro pUCyHka no Tmny 6asanb-
HOro NMHEeBMOCKNepo3a, pexe anddysHoro ¢ obpa-
30BaHMEM B JIEMKMX MHOXECTBEHHbIX KUCT. VIHOraa B
aKTUBHbI nepuon, 60ne3Hn HabnaalT CUMATOMBI
BOJIYAQHOYHOIO MHEBMOHUTA, GUOPO3NPYIOLLErO aflb-
BEONUTA C JIEFOYHOW rmnepTeH3uen, B nocnegHee
BpemMsi — BCE valle.

YacTo anarHoCcTmpyioT NnepukapamT, OAHAKO y Ae-
Tei BO3MOXHO pa3BuUTMe MuokapamTta.

MopaxeHue koxmn npu C3CT xapakTepunsyeTtcs
HanMuMeMm cneumduyeckmx n Hecneumpuieckux Npu-
3HAKOB Pa3J/INYHbIX CUCTEMHBIX N KOXHbIX 3aboneBa-
HuI. Tak, KpOMe Tak Ha3blBaEMbIX MPU3HAKOB CKJie-
poaepmMum (MArkoro Unuv NIOTHOro OTeka NasibLEB PyK
Wnn BCEN KUCTU, aMUMWUU, HATAHYTOCTM U OGnecka
KOXW nuua, TeneaHrnaktTasuim, HapyLeHus nurMmeH-
Tauuu 1 ap.), B pasHole nepunoabl 6onesHn obHapy-
xunpatotca cneundpuyeckne ana CKB cumntomsbl:
3pUTEMATO3HbIE BbICbINAHUS B BUAE «6abovku», Ka-
NUANSPUTLI, ANCKONOHAsA BONYaHKa, anoneums, nopa-
XeHne CnnauncTeix 060104ek, 0COBEHHO NOMOCTU PTa,
doToceHcMbunmnaaums, a Takxke nNpU3Haku, xapakrTep-
Hble o M (nepropbuTanbHbllii OTEK C «renMoTPon-
HbIM» OKpalLUMBaHMEM KOXW BeK, cuMnToM [oTTpo-
Ha). B '/3 cnysaes npu C3CT onucaHnsl (HacoHo-
Ba B.A. n coaBT., 1982) Hecneumdunyeckme KOXHble
NPOSIBJIEHNSA — KpanuBHULA, 3pUTEMATO3HbLIE NATHA,
MHOrodopMHasa apuTema, BUTUAUTO 1 ap.

BaxHbiMm kputepuem C3CT gaBnsgeTca penkocTb
NOpaxeHus NoYek (Mo AaHHbIM NuTepaTypbl, OT 5 40
10%), a nNpu HanMuum ero — AoHBpPOKaAYECTBEHHOEe
TeyeHme. Kak npaBuno OTMEYaloT M30MPOBAHHYIO
YMEPEHHYIO MPOTEMHYPUIO 1 (MNKn) remaTypuio. lMpu
MOP®DOSIOrMY4ECKOM NCCNeaoBaHNM BbISIBNSIOT OObIY-
HO CErMeHTapHbIN, OYaAroBbIN UMM ME3aHrnasbHbIN
rnomepynoHedpuT. Taxenblit HeOPOTUYECKUIA CUH/A-
POM U1 «CKJIepoAepPMMYECKasd NOYKa» C MOYEYHON He-
[OCTaTO4HOCTbIO Pa3BMBAOTCA Penko.

MopaxeHune LUHC (uepebpoBackynut, acenTtuyec-
KWIA MEHWHIUT, MUIPEHb) HABNIOAAIOT peako, ropasao
yauwie npyn C3CT amarHoCTUPYIOT NOANHERPONaTuIio.

Mpn C3CT MmoxeT passueaTbcs cuHapom LLlerpena
(kak npaeuno, npoTekaroLwmii Gonee AOOPOKAYECTBEH-
HO, YeM MEPBUYHbIN), @ TAKXKE TUPEOUANT XalmMMOTO.

M3 0BWMX KNMHUYECKUX NPOSBAEHUA BoNne3Hu
OTMEYatoT NMXopanKy PasfNyHoi CTENEHW BbIPaXEH-
HOCTU, TIuMdageHonaTunio, peako — CrjeHoOMeranuio
M renatomeranuio.

MokasaTtenu nabopaTOpPHbLIX UCCNEeAO0BaHUIA.
JaHHble 06LeKnnHnYecknx nabopaTopHbIX UCCNeao-
BaHuin npn C3CT HecneundunyHbl. Bonee yem y 50%
B6O0NbHBIX BbIABASOT YMEPEHHYD aHemuio (Hb Huxe
110 r/n), neikoneHuto (nekountoB meHee 4-10°/n),
noeblweHne COJ (6onee 25 mMm/4), peoko — TPOM-
6oUMTOMNEHNIO.

Kpome Toro, npu C3CT Hanbonee 4acTo oTMeya-
0T runeprammarnobynmHemumio (6onee 22%), npu-
4eM B 2/3 CNyyaeB — Mpu NepBOM 0BCAEA0BAHUN.

MimmyHonormnyeckum mapkepom C3CT cumTatoT aH-
Tutena Kk sgepHomy U1 PHIT B BLICOKMX TUTpax (Mo AaH-
HbIM G.G. Sharp n coastopoB, — B 100% cny4aes, a no

haHHbIM B.A. HacoHOBOI 1 coaBTOpoB, — B 78,2%). lo-
BOJIbHO 4acTo (0T 76,8 00 94%) npn C3CT uMMyHODM0O0-
PECLIEHTHBIM METOZIOM ONpeaensiioT aHTUHYKNeapHbIi
dakTop (AH®D) kpanyaToro T1na CBeYeHUs, TaKkke BO3-
MOXHO nosiBneHne PD, pexe LE-kneTok, runokomnne-
MeHTemun, LMK (4alle B aktuBHyto dhasy 6051e3Hun).

Ha ¢doHe cuMnTOMOB NONMMUO3UTA XapakTEPHO
MOBbILLEHNE aKTUBHOCTU KpeaTUHPOCPOKMHA3bI, ab-
nonasbl, ACT, naktatoernoporeHassbi.

OnarHocTnyeckne Kputepumn, npensioxXeHHble
D. Alarcon-Segovia n coaeTopamu (1987), noareep-
xaeHbl J.M. Amigues n coasTopamu (1996):

CEPOJIOT'MYECKNE KPUTEPUW:

1. Boicokne Tutpbl aHTu-PHI-aHTnTen

2. Tutp remarrnoTuHaumm eoiwe 1:1600

KITMHUNYECKWME KPUTEPUIA:

1. OTex kucTei.

2. CUHOBMT.

3. Mno3auT (NnoaTBEPXAEH JAHHBIMK BUONCcKUnN nan
nabopaTopHbIX UCCnenoBaHuii).

4. CuHgpom PeliHo.

5. CknepooakTunms.

Mpwn HanuunKu Tpex unm Gonee KPUTEPUEB MOXHO
ycTaHoBuTb anarHo3 C3CT.

YyBCTBUTENBHOCTbL COCTaBnseT 62,5%, cneundmny-
HOCTb — 86,2%.

Kputepun noaTBepXaeHs.I.

OnarHocTnyeckue Kputepun, npensioxXeHHble
M.F. Kahn n coastopamu (1991), noareepxaeHhbl
J.M. Amigues n coasTtopamun (1996).

CEPOJIOITMYECKNIM KPUTEPUIA:

1. Boicokue Tutpsl (Bbiwe 1:2000) aHtn-PHIT an-
TuTen, npeactasnsaouwme coboii AH® kpanyaTtoro
TUNa CBEYEHMS

KITMHUNYECKWME KPUTEPUIA:

2a. CuHapom PeiiHo.

26. CuHoBUT.

2B. MnosauT.

2r. OTek nanbLeB.

Mpw Hanuuum kputepuer 1 1 2a, AByX n Bonee N3
26 — 2r MOXHO ycTaHOoBUTbL amarHo3 C3CT.

YyBCTBUTENBHOCTbL COcTaBnseT 62,5%, cneundmny-
HOCTb — 86,2%.

Kputepun noaTBepXaeH®bI.

OpnHako anst yCTaHOBNIEHUS OKOHYaTeIbHOro ama-
rHo3a C3CT yacto HeoO6X0aMMO MHOrosIeTHee Habnio-
OeHne MU NOBTOPHOE TulaTenbHoe obcnenoBaHue
60nbHOro, Nockonbky nHoraa C3CT — nuwb 3Tan B
pasBUTUN APYroro peBMaTnyeckoro 3abosieBaHus.

OnddepeHumnansHasa anarHoctmuka C3CT n gpy-
rMx peBMaTu4eckmx 3aboneBaHunin, OTAENbHbIE CUMI-
TOMbI KOTOPOrO M COCTaBASIOT €ro KJIMHUYECKYIO Kap-
TUHY, npencTasneHa B t1abnuvue (HacoHoea B.A. un
coasT., 1982).

JNeuenne. lMpu C3CT BbicokoappekTnBHbl KC
(NPeLHN30M0H, METUANPEAHN30NOH 1 ap.). Josa NKC
W ASINTENBHOCTb IeYEHNst 3aBUCSAT OT aKTUBHOCTU NPO-
LLecca 1 xapakTepa opraHHbix nopaxeHui. Kak npa-
Buno, NKC npuMmeHsaioT B CpeoHUX U HU3KMX J03ax
KYPCOM AnuTeNbHOCTbIO 2-3 Mec. TKC B BbICOKUX
[03ax HasHa4alT Mpu BbIPAXEHHOM CUHAPOME MOo-
JMMNO3nTa, a Takke Npu akTMBHOM NPOLLECCE U NPOo-
rpeccupyowmx npusHakax CKB (nopaxeHust novek
1 LUHC). MpooonmkutenbHOCTb NEYEHUS MOXET COCTaB-
NATb OT HECKOJIbKMX MECSALIEB [0 HECKOJIbKMX NET.
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Tabnuua
[uddpepenunanphas auardoctuka C3CT u apyrux peBmaTuyeckux 3abonesauui

CHMNTOM, NOKa3aTesb C3CT CKB cch aMm PA
CuHapom PeiiHo et ++ 44 Penko +
OTeK Kucrei +Ht Pefko +++ + +
ApTpUT (B TOM YKCIE 3PO3UBHBII) 4+ ++/0 +4/+ Peako 4+
Mwnosut 4+ + + 4+ Penko
[UnoTeH3us nuiiesoaa ++ + 4+ ++ + -
[THeBMocb16p03 ++ ++ 44 +
JlumcbapeHonartns ++ 4+ Peako Penko
Ceposnt ++ 4+ + Penko
nomepynoHedpuT HepOTUYECKIUIA CUHAPOM ++ - 4 i +/0 0 +/+
LlepebpoBackynut + 4+ Peako 0 Penko
Jlnxopagka Bbiwe 38 °C ++ 4+ Peako Penko +
«baboyKa», KanuanapuThl ++ 44 0 0 0
[NOTHbIA OTEK, CKNepOAaKTUNNS ++ + et -
[epnopbuTanbHbIi OTEK, CUMNTOM [OTTPOHA + Penko Penko 4+ 0
CuHapom LLlerpeHa + + +4 + ++
[mneprammarnobynuHemus 6onee 22% +t +4 4+ + +
AHTU-PHI +HHE + + 0
AHTuTena K HK + et + Penko
LE-KneTkn + HHt Pefko 0
MosbiweHne COJ 6onee 25 MM/4 +++ +H+ + Pegnko +++
P® ++ + ++ + 4+
CHuxeHne CH 50% + +++ Pegnko Pepnko Penko
Anemus, Hb Hike 110 r/n + +H+ Pegko 0 Penko
JelikoneHuns, neikounTos Mexee 4-10°/n

B cnyyae HepocTtaTtouyHol adpdekTnBHoCcTN KC
NMPUMEHSIOT LMTOCTaTUYECKNe npenapaTsl, Yalle a3a-
TUONPWH (B TeyeHne 2—24 Mec).

LLIMpOKO MCNONb3YIOT HECTEPOUAHbIE NPOTUBOBOC-
nanuTenbHble Npenaparbl, B HACTOSILLIEE BPEMS PpenMy-
LLIECTBEHHO CenekTuBHble MHrMbuTopsl LIOM-2, B 4acT-
HOCTU HuMecynng B no3e 100 mr 2 pasa B CyTku,
MeJioKkcukam B nose 7,5 Mr B CyTKn, 0COBEHHO npu cy-
CTaBHOM cuHApome. Mo nokazaHuaM MPUMEHSIIOT CO-
cypopacLmpsiolme CpeacTsa, aHTMarperaHTbl, NpPoBO-
OST annavkaumm ammekcuaa n op.

MonoBurHa 6OJIbHBIX, KAk NPaBuII0, OCTAIOTCS TPY-
LOCMOCOBHBLIMU.

MporHos npu C3CT B uenom yooBNETBOPUTESIbHBIN.
CMepTHOCTb cpeamn 60bHbIX, MO AaHHbIM A.L. Claudy
(1981), coctaBnaeT 7%. Hanbonee 4acto NPUYMHOIA
CMepTU ABNSETCS NoYeyHas HeaoCTaToOYHOCTb UMK fe-
royHasi rmnNepPTeH3us (Nero4yHasi HeAOCTaTOYHOCTD).
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3MILLUAHE 3AXBOPIOBAHHSA CMOJIYYHOI
TKAHUHW (CUHAPOM LLAPMA)
H.M. Llly6a

Pesiome. Y3arasibHeHi cy4acHi AaHi Lwoao eTionorii,
niatoreHesy, enigemiosorii Ta KAiHIYHUX CUMITOMIB
3MILIaHOro 3axBOPKOBAHHS COJIYYHOI TKAHUHU
(cuHapomy lllapna); HaBedeHi [iarHOCTUYHI
Kkputepii xsopobu, metoan angepeHLianbHoi
AiarHoCTVKY Ta MPUHLNNN JTIKYBaHHS.

KniouoBi cnoBa: 3millaHe 3axBOPIOBAHHA CrO-
JIYYHOI TKAHWHW, eTIoNOoris, natoreHes, KNiHiYHUA
nepeobir, nikyBaHHs.

MIXED CONNECTIVE TISSUE DISEASE
(SHARP’S SYNDROME)
N.M. Shuba

Summary. /n the review the modern data con-
cerning etiology, pathogenesis, epidemiology, clini-
cal symptoms, diagnosis and treatment of mixed
disease of connective tissue are represented.

Key words: etiology, pathogenesis, clinical
symptoms, treatment.
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