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Cmewannoe 3abonesanue coedurnumensroii mxanu (CM3CT; cundpom llapna) — pedkoe cucmemmoe 3a0601e6anue coeOUHUMENbHOU MKAHU,
Xapakmepu3zyloujeecsi CoHemanuem omoenbHbIX NPUSHAKO08 CUCMEMHOU KPACHOU ONHAHKU, CUCIEMHOU CKAepO0epMULL, PeEMAMOUOH020 aphi-
PUmMa, NOAUMUOZUMA C HAAUHUEM AHMUmMen K pacmeopumomy sdepromy pubonykseonpomeunry (aumu-UI-PHII) ¢ évicokux mumpax. K nau-
6onee yacmuim Kaunuueckum nposeaeHusm CM3CT omuocam genomen Peiino, omex Kucmeil, MbluleuHyH0 cA1a00CMb, ApmMpateuu/apmpumel,
eunomoHuro nuujesooa. Teuenue 3a601e6anus NPeUMyUecMeeHHo 000pPOKauecmeeHHoe, 00HAKO UMEIOMCS CAYHAU MANCEN020 MeUeHUs ¢ Nopa-
JceHuem neekux, noek, cepdeurno-cocyoucmoii cucmemst u LIHC. T1hoxoil npoerno3 u Hauboabluas CMepmMHOCIb C653aHbL C 1e20HHOU apmepu-
anvHoll eunepmensueil. Juaenocmuxka CM3CT 3ampyonena 6 cés3u ¢ omcymemeuem YHUGUUUPOBAHHbIX OUACHOCMUYECKUX KpUmepues u cne-
yuguyeckux nposeneruil 6 debrome 3abonresanus. Kpome moeo, He cyujecmeayem obuwenpunsmoix pexomenoayuii no aeveruro CM3CT.

B cmamuve paccmompennt cospementivie npedcmagaenus 0 CM3CT: umerowjuecs kpumepuu 0uaeHOCMUKU, KAUHUYeCKUe U UMMYHOA02UYECKUe
ocobenHOCMU, AeUeHUe.
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Mixed connective tissue disease (MCTD), also known as Sharp's syndrome, is a rare systemic connective tissue disorder that characterized by
a combination of some features of systemic lupus erythematosus, systemic sclerosis, rheumatoid arthritis, polymyositis with the presence of anti-
bodies to soluble nuclear ribonucleoprotein (anti-UI-RNP) in high titers. The most common clinical manifestations of MCTD include
Raynaud's phenomenon, hand edema, muscle weakness, arthralgia/arthritis, and esophageal hypotonia. The course of the disease is mostly
benign; however, there are severe cases with damage to the lung, kidneys, cardiovascular system and central nervous system. Poor prognosis
and the highest mortality rate are associated with pulmonary hypertension. The diagnosis of MCTD is difficult due to the absence of unified
diagnostic criteria and lack of specific manifestations at the onset of the disease. Furthermore, there are no generally accepted guidelines for
MCTD treatment.

The paper considers the modern concepts of MCTD, its current diagnostic criteria, clinical and immunological features, and treatment.
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TepmuHosorus

e CucteMHble ayTOUMMYHHbIe peBMaTuyeckue 3abosieBaHusi (CAP3) — rereporeHHasi rpyrrna MMMYHOBOCIATUTEIbHBIX OOJIe3HEH yesloBeka,
BKJTIOYatolasi peBMaTouaHbiil aptpuT (PA), cuctemnyo kpachyio Bomuanky (CKB), cucremuyio ckieponepmuto (CCH), cunmpom Lllérpena
(CI), naronarnyeckue BocraauteapbHbie Muonatuu (MBM; nonumuosut — I[MM/nepmatromuosutr — M), aHTudochoaunuaHbiii cuHapom
(ADC) 1 cucTeMHbIe BAaCKYJIMTHI, aCCOLIMMPOBAHHBIC C AHTMHENTPOMWIBHBIMU LIMTOTIa3MaThdecKuMu antuteaamu (ALILIIT) [1].

¢ [lepekpecTHbIit cMHIPOM (overlap-cuHAPOM) — coueTaHue y 60sibHOTO ABYX 1 6osiee CAP3, Kaxk/10€e U3 KOTOPBIX COOTBETCTBYET CBOUM KPUTEPUSIM
(CCI/PA, CCO/TIM, CKB/CCH, CKB/PA u ap.). Ilpu stom mposineHusi CAP3  MoryT pa3BuBaThCcs KaK OJHOBPEMEHHO, TaK M
rnociieaoBaTeIbHO. MoOryT OOHapyKMBaThCsl XapaKTepHble MMMYHOJOTUUYECKHUE M3MeHeHUs: aHTu-PM-Scl — muosut + ¢eHomen PeiiHo +
apTPUTHI; aHTUTeNA K JO-1 — MUO3UT + apTpUT + MopakeHue JIETKUX; codyeTaHue aHTu-Ro/SS-A (aRo), antu-La/SS-B (ala), peBMatounHblii
daxrop (PD) u ALLLIIT — PA + CIII [2].

e CmemraHHoe 3abosieBaHue coenrHuTeabHON TKaHu (CM3CT) — XpoHMUYecKoe ayTOMMMYHHOE 3a0oJjieBaHME, MPU KOTOPOM HaOIHOJAI0TCs
HaJInYue BBICOKOTO TUTPA aHTUTEN K PACTBOPUMOMY siiepHOMY puboHykieonpotenHy (aHTu-Ul-PHIT) u coyeranue nposipaeHuii 1ByX U 6osee
CAP3 (CKB, CCJ, PA, IIM) [3-5].

* HenuddepenunpoBanHoe 3aboseBanue coearHuTesbHoi TkaHu (H3CT) — xapakTepusyeTcst HaIM4ueM MPU3HAKOB ayTOMMYHHOTO 3a00JIeBaHU S
coeqMHUTENbHON TKaHu (peHomeH PeitHo, apTpairuu, MuUaiaTuu), HO TPU ITOM KIMHUYECKas KapTHHA HE COOTBETCTBYeT HU OJHUM
MUATHOCTUYECKUM WM KJIACCH(UKAIIMOHHBIM KPUTEPUSIM OTPeIeICHHOW HO30J0TMYECKOM eMWHUIIBI. YacTo BBISBISICTCS aHTHHYKICAPHBIN
daktop (AH®) 1 B TO e BpeMsl OTCYTCTBYIOT crieliMbudecKre aHTUsiIepHble aHTuTena. [1o MHeHuIo OosbinMHCTBa uccaenoBateneit, H3CT
npeacTasisieT coboit panHioto ctanuio CAP3 [2].
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BBenenne

MHorre KIMHWYECKHe TTPU3HAKUA M CUMITTOMBI, KaK ¥ Ja-
OGopaTropHbIe TIOKa3aTein, HecTelM®OUIHBI UIsI KOHKPETHOTO
pPEeBMaTUUECKOTO 3a00JIeBaHUSI M MOTYT BCTpEYaThCsl IMPU Pa3-
JIMYHBIX HO30JIOTMYECKUX eauHuaXx. OHU BKIIIOYAOT (heHOMEH
PeiiHo, apTput, uHTepcTuLinagbHoe nopaxeHue jgerkux (UI1JT)
M BaCKYJIUT MEJIKUX COCYIOB, a Takke Hamnune AH®D, PO, aRo
un ala. ToabKo HEKOTOpbIe KIMHUYECKHE IPOSIBICHMS, TaKue
KaK CKJIEPONAKTWINSI, PEeBMATOUIHBIE Y3€JKH, TeJTMOTPOITHAS
CBHIITb, U HEKOTOpble OMoMapkepsbl, Bktouaole ALILIIT npu
PA, ant-Sm u antu-dsDNA nipu CKB, anTuTena K Tornouso-
Mepase 1 (Scl-70) u anTulieHTpoMepHble aHTuTena (ALIA) mpu
nudpysHoit u mumutupoBaHHoit CCJI, MMEIOT BBICOKYIO CIle-
MGUIHOCTD [UTS TIpeICTaBIeHHBIX 3a0oieBaHuit [6—8]. M3Be-
CTHO, 4TO 0KO0JIO 20% TallMeHTOB PeBMATOJIOTMUECKUX IIEHTPOB
HE MMEIOT KOHKPETHOTO PEBMATOJOTUYECKOTO AUArHO3a WU Y
HUX HaOJIIOJAI0OTCS YepPTHI IBYX U 00Jiee peBMaTUYECKUX 3a00J1e-
BaHMI 1 oHM Kypupylorces ¢ auarHo3amu H3CT, nepekpecTHbIi
cunapom win CM3CT [9]. Bee tpu naronoruu: CM3CT, nepe-
kpecTHbIi cuHapoM 1 H3CT TpynHbl 111 AMAarHOCTUKMU U Jieye-
HUSI, 4TO OOYCIIOBJIEHO HeCTIelIM(bUIHOCTHIO KITMHUIECKON Kap-
TUHBI B Ie0I0Te 3a00JIeBaHUS, OTCYTCTBUEM €TI0 OOIICTTPUHSITHIX
KPUTEPUEB U PEKOMEHIAIMIA 1O Tepanuu. B HacTosIeit ctaTbe
paccMOTpeHbl coBpeMeHHbIe TipeacTaBieHuss o CM3CT.

CM3CT (cunopom Illapna) — cBoeoOpa3HbIif KITMHUKO-UMMY-
HOJIOTUYECKU CUHAPOM CHCTEMHOTO TOPaXKeHMsI COSTMHUTEITb-
HOU TKaHW BOCTIAJINTEILHOTO XapaKTepa, MPOSIBIISTIONTUIICS coue-
TaHueM oTaenbHbBIX Mpu3HakoB CKB, CC/I, PA, [IM ¢ Hanmumurem
anturen K aHtu-U1-PHII B Bbicokux TUTpax, ¢ 100pOKaYeCTBEH -
HbIM TeueHueM [3]. B 6osee mo3aHux paboTax ObUIO MOKA3aHO BO-
BiieueHue BHyTpeHHUX opraHoB [4]. CM3CT — peaxoe 3a0oJjieBa-
Hue, ero yacrota cocrapisieT 1,9—3,8 Ha 100 Thic. HaceneHust |5,
10]. Yarue 60JICI0T XXEHIIMHBI, 110 TaHHBIM Pa3HbIX aBTOPOB, COOT-
HOIIEHKE XKEHILIUH 1 My>KYUH KoJjieoercs ot 3:1 mo 16:1. 3abose-
BaHHUE Pa3BUBACTCS ITPEUMYIIECTBEHHO B 28—48 J1eT (MK 3adoste-
BaeMOCTHU TpuxoauTcs Ha 40 JieT), HO MOXeT MaHU(peCTUPOBaTh B
J1I000M BO3pacTe, B TOM YKCJIe B JETCKOM U IoHOLIeckoMm [11].

B 1972 . G.C. Sharp u coaBT. [3] BrepBbie ONMUCAIN U Bbl-
NeJIUTN KaK caMOCTOSITeJTbHOe 3a0o0JjieBaHUE COEAMHUTETbHON
TKaHW CUMNTOMOKOMITIeKC, nuMmerommii yeptel CKB, CC/ n
IIM B coyeTaHUU C BBICOKMUM TUTPOM AHTUTE] K OEIKOBHIM
komnoHeHTaMm aHTu-U1-PHII. ABropsl pacuenuBaiu CM3CT
KaK caMOCTOsITe/IbHOE 3a00JieBaHWE HAa OCHOBAHUM HE TOJbKO
CBOEOOPAa3Us KITMHUYECKMX MTPOSIBJICHUH, HO M BEICOKOTO TUTPa
aHTu-U1-PHII, cuuTast 3T0T npusHak creunuduyeckum cepo-
JIOTMYECKHUM TIPOSIBJICHUEM, TI0 CYTU — WMMYHOJOTUYCCKUM
mapkepoM. OcoberHHocTsiMM CM3CT ObUIM OTCYTCTBME BacKy-
smta u nopaxenuii LITHC, nerkux, mouyek, a Takxe J00pokaue-
CTBEHHOE TeYeHHUE U BbIcOKasi 3(h(EeKTUBHOCTb MaJIbIX 103 III0-
kokoptukouaos (I'K) [3]. OnHako B gajbHeiilem ObLIO onuca-
HO 0OoJiee TsoKeNloe TeueHUe C BOBJIeUeHUEM BHYTPEHHUX Opra-
HOB — JIETKMX, CepAla, XKeJIyTouyHo-KuieuHoro tpakra (2KKT),
B MeHblIeil crenenn LIHC u mouek [12—18]. Hebmarompusir-
HBIA TIPOrHO3 U BbIcoKasi cMepTHOCTh pu CM3CT cBs3aHbI ¢
nopaxeHueM JIETKUX, B MEPBYIO ouyepelb C JIETOYHOW apTepu-
anpHoOIt runeprensueit (JIAT) [13, 19, 20].

B oreuectBeHHoO# muTepatype npobdiaema CM3CT ocselieHa
maro. B 1984 . C.M. MBaHOBOIi O pPYKOBOACTBOM TIpOd.
A.N. CniepaHckoro Obuta BbITOJHEHa auccepTanus «KinmHuko-
MMMYHOJIOTMYECKK1Ee 0COOEHHOCTH AU(DY3HBIX 00JIE3HE coeam-
HUTEJBbHON TKaHU C aHTUTEJaMM K 3KCTParupyeMbIM sIIEPHBIM
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aHTureHam» [21]. B aToi1 paboTe 0OCykIajcst BOpoc 0 BO3MOXK-
HocTu Hozojoruyeckoro BeiaeseHuss CM3CT, yrouHeHus: ero
KIMHUYECKUX U CePOJIOTMYeCKUX KputepreB. Ha ocHoBaHuM co-
BMECTHBIX HCCleoBaHuit ¢ MHCTUTYTOM peBMAaTOIOTUN TOCIIN-
tanst Komen B [1apuke ObUTM yTOUHEHBI KITMHUKO-UMMYHOJIOTH -
yeckue npusHaku CM3CT, noka3zaHa CUCTEMHOCTb MaTOJIOTHYe-
CKOT0 Tpolecca (OMMcaHo MopaxeH!e JErKUx, CEPO3HbIX 000J10-
yek, nouek, HHC u nepudepudeckoit HepBHOI cuctembl). Oc-
HoBHbIe Tipu3Haku CM3CT BKiTIOUanu B ce0sl: apTpairum/apT-
put, 1 @y3HBII 0TeK KUCTH, cuHApoM PeitHo, antn-U1-PHII,
AH® xpargaroro tamna cBe4eHUs, TUTIEPraMMario0yJIMHEMUIO.
K neonaronpusitibiM npusHakam teyeHuss CM3CT, yka3biBaro-
LIMM Ha BOBJIEYEHUE KU3HEHHO BaXXHbIX OPraHOB, ObLIM OTHECE-
HBI: CHIDKEHHE TeMOJTUTUYECKOM aKTUBHOCTU KOMIUIEMEHTA, TIOsI-
BieHue aHTU-dsDNA, aHTu-Sm, ruroraMmmaryiooyauiemust. B mu-
HaMMKe OBbLTM OTMeueHBbI cHipkeHne TUTpoB AH®, antm-Ul-
PHII, onHako xapakTepHOII OCOOEHHOCTBIO SIBIISIIOCH HAIMUYMeE
IOCTOSIHHOM MMMYHOJIOTUYECKOIM aKTUBHOCTU OOJIE3HU HE3ABU-
CHMO OT KJIMHWYECKU Hab110aeMOi aKTUBHOCTH UM PEMUCCHUU.

1o HacTOsIIero BpeMeH! HeT eMHOTO MHEHHUS O CYIIIeCT-
BoBaHUM CM3CT Kak caMOCTOSITeIbHOI HO30JIOTUIECKOM e -
HULIBL. HeKoTophIe crienanicTbl COMHEBAIOTCS B PEATbHOCTH Ta-
Koro 3aboneBanus [22, 23], apyrue yreepxknatot, yto CM3CT —
9TO OAVH M3 BAPUAHTOB MEPEKPECTHOTO CUHAPOMA MO0 PaHHSIS
(TpaH3utopHasi) crangusi ogHoro u3 CAP3. B mobom ciaydae,
yeTKast NeUHUIMS 3a00IeBaHUST OTCYTCTBYET. B 1TONIb3y BhIIE-
JIEHUsI TAaHHOM TTaTOJIOTUU KaK CaMOCTOSITETbHON HO30JI0THYe-
CKOIt emHULIBI cBUAETeIbCTBYIOT acconnanuss CM3CT ¢ HLA-
DR1, HLA-DR4 u B menbiueii crenenu ¢ HLA-DR2 [5, 24],
Hanumuue Boicokux TuTpoB U1-PHIT IgG-anTuren, cBoeobdpas-
Hasl KJIMHUYECKasl KapTUHa C J0O0POKAaYeCTBEHHBIM TEUYECHUEM,
BbIcOKasi cMepTHOCTH OT JIAT (110 cpaBHEHUIO ¢ APYTUMHU 3a00-
JIEBAHUSIMU COCIVHUTENILHON TKaHW) [25], Xopoluii oTBeT Ha
teparmuio ['K, oTHOCUTETbHO GJIAaTOTIPUSITHBIN IIPOTHO3.

B 1o e BpeMsi MOXHO MPUBECTU DPSIL APTYMEHTOB MPOTUB
9TON KOHLENUUU. BONBIIMHCTBO MallMEHTOB C IMAarHO30M
CM3CT ynoBieTBOPSIIOT KPUTEPUSIM IPYTroro 3a00JieBaHUSsI CO-
ennuurtenpHoit Tkanu (CKB, CCH, TIM/IM, PA, CII) [26].
[o cux Top He yHajJoch CO3MaTh OOLIETIPUHSTHIX KPUTEPUEB
CM3CT, x0Ts1 HEKOTOPBIE 13 UMEIOLIUXCS KPUTEPHEB 00Ia1aloT
BBICOKOI crieriupuyHoCThIO [27]. HayanbHbIE TIpencTaBASHUS O
CM3CT kak 00 OTHOCUTEIBLHO J0OPOKaYeCTBEHHOM 3a00JieBa-
HMU 0€3 Cepbe3HOTO BOBJICUEHUS XKU3HEHHO BaXKHBIX OPraHOB,
XOPOIIO TIOIAIoIIeMcs Teparm Hu3KuMu no3amu ['K, He Ha-
[IUTH TTIOATBEPKIEeHUSI B OoJiee MO3MTHUX UCCIIeIOBaHMSIX [4].

Kak moka3eiBatoT maHHbBIE TUTEPATyPhI, B HACTOSIIIEE Bpe-
MsI OTCYTCTBYIOT YeTKME PEKOMEHIALUU TI0 TUAarHOCTUKE U Jie-
YEHMIO TaHHOM rpymnbl nauveHToB [27]. EBponelickast rpymmna
ERN-ReCONNET o CM3CT cuurtaetT HeOOXOAUMbBIM CO3/1a-
HMe KOHKPETHBIX peKOMEHIAINIA UTsT 3TOTO 3aboJieBaHusI. bbI-
JIA TIPEJIOKEHBI TPU OCHOBHBIE 1I€JTH JIJIST TIOATOTOBKY KIIMHU-
YeCKMX peKOMeHIalui mo BeneHunto 60apHpIXx CM3CT.

1. Paszpabomka edunvix kpumepues 3abonresanus. CeromHs
M3BECTHO YEThIpe BapuUaHTa KPUTEPUEB, OHAKO HET €IUHOIO
MHEHUsT 00 ux mpeumyliectBax. be3 craHmapTu3aliu u yTBep-
KIEHUS eIMHBIX KpUTEPUEB 3a00J1€BaHUS COTJallleHe O Hajlu-
yun CM3CT kak caMOCTOATEIbHOUW HO30J0TMH HEBO3MOXHO.
KrnaccupukanmoHHble KpUTeprun OyIyT CIocoOCTBOBaThH (hop-
MMpOBaHUIO peecTpoB marmeHToB co CM3CT, 4TO MO3BOIUT
OLIEHUTh TeUEeHHE M IPOrHo3 3adosieBaHus. CosgaHue oOIIe-
TPUHSTHIX KPUTEPUEB TaKXKe MO3BOJIMT OLIEHUTh POJIb GroMap-
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Tabnuua 1. Kpumepuu CM3CT G.C. Sharp (1987)
Boubime kpurepun MaJbie KpuTepuu
1. MuO3UT (TsKeblit) 1. Anoneuust
2. Nopaxenue nerkux (JACJ <70%, w/vmm JIAT, 2. JleitkoneHust

1/Wi IposTiepaTuBHBIC TOPAXKEHUS COCYTOB 3. AHeMus

MO JaHHBIM OUOTICUN) 4. TpoMOOIIUTONIEHUS
3. Cunapom PeiiHO 1/Wii TUTTOMOOMIBHOCTh 5. IneBput

MUILEBOAA 6. [Nepukapaur
4. OTeK KUCTEe W/WJTH CKIEPOTAKTIINS 7. Aptpur
5. [MosutuBHOCTH 10 aHTU-U1-PHII 1 Heratus- 8. HeBpasirus TpoiHUYHOTO HEpBa

HOCTb 10 aHTH-Sm 9. CKyJi0Basi ChIllb
10. Muo3uT (Jerkuii)
11. OTek KucTeil B aHaMHe3e

Ilpumenanue. 1CJ1 — nuddy3roHHast CHOCOOHOCTD JIETKHUX.

Tabnuua 2. Kpumepuu CM3CT D. Alarcon-Segovia (1987)

KinHnyeckue KpuTepun CepoJiornyeckuii Kpurepuii (00s3aTeJbHbII)

Antu-Ul-PHII-anturena >1:1600,
KpaImyaroe cBeYeHMe (peakiysi TeMarriio-
TUHALMN)

1. Orex kucreit

2. CkyeponakTuivs ¢/6e3 MpoKCUMalbHOM
CKJIEpOIEpPMUN

3. Cunapom PeiiHo

4. Muo3ut (1a60paTOpHO WJIM FTMCTOJIOTMYECKU
TIOATBEPXKICHHBII )

5. CUHOBUT

Tabnuua 3. Kpumepuu CM3CT R. Kasukawa (1987)
Cepogornyeckuii kpurepuii  QOnIMe KpuTepnu Cuvnrombr CKB, CC/I u IIM
(00s3aTeIbHbIIT)

AnTu-U1-PHII 1. Cunnpom PeitHo CKB

1. [Monuaptput

2. JlumboaneHOnaTHS

3. CKyJ10Basi Chllb

4. Ceposur

5. JleiikoneHust U/Wau TPOMOOIIUTOIIE-
HUSE

ccra

1. CxieponakTiIns

2. Jlerounslii puobpo3, cHkeHue 2KEJT
<80% wn/wumm DLCO <70%

3. [MNoMOOMIBLHOCTD WK AWJIaTALlMs
MHILEBOIA

1M

1. C1ab0oCTh MBIIIILL

2. [NoBbllIEHNE YPOBHS MBILIEYHBIX
(hepMeHTOB

3. I3MeHeHusI 10 JaHHBIM 3JIEKTPOMUO-
rpaguu

2. OTex najnblieB
KUCTEN

IIpumenanue. XXEJI — Xu3HeHHas1 eMKOCTb JIETKUX.

Tabmuua 4. Kpumepuu CM3CT M.F. Kahn (1991)

KimanyecKkue Kpurepuu CepoJiornueckuii Kputepuii (0053aTeTbHbIIi)

1. Cunnpom PeiiHo (00s13aTeIbHBII)
2. Otex KucTeit

3. Muosur

4. CUHOBUT

Breicokue tutpel antu-U1-PHII,
cootBercTBytoe AHA >1:2000,
KparnyaToe CBe4eHue

IlIpumenanue. AHA — aHTUHYKIIEAapHBIE aHTUTENA.

XKEHUM y TaKWUX TMalUEHTOB XW3HEHHO
BaXKHBIX OPTaHOB M CHCTEM, OCOOEHHO
serkux (UTJT u JIAT). Coznanue unaex-
coB aktuBHOocTH CM3CT OyneT croco6-
CTBOBATH YJIYULIEHWIO TIOHUMAHUSI €ro
TEUYEeHMs] U MPOrHO3a, a TaKXKe BeIeHUs
OOJBHBIX.

3. Pexomendayuu no neuenuio. Het
OOIIETTPUHSTHIX PEKOMEH/IAIINI 110 TIPU-
meHeHuto 'K u mMmyHOCyNpeccuBHOM
tepanuu npu CM3CT. I1pu neyeHnn ta-
KUX MAlMEHTOB UCIOJb3YIOT OMBIT Tepa-
nmuu apyrux CAP3. B neiaoMm rpymnmna
ERN-ReCONNET no CM3CT cornac-
Ha C HEOOXOAMMOCTbIO CO3IaHUSI PEKO-
MEHIAINH 10 JIeYeHNI0, OCHOBAHHBIX Ha
MPaKTUIECKUX NAHHBIX, B TO XK€ BpeMsI
MOIYEePKUBAETCSI HEOOXOIMMOCTb MPOBE-
JIEHUs KIMHUYECKUX MCIIBITAaHUH C yda-
CTHEM CITeLIMAIMCTOB M3 Pa3HbIX CTPaH.

Kpurepuu 3a60aeBanus

Ha ceronusinuit neHb peIokeHo
yeTbipe BapuaHTa kputepueB CM3CT:
kputrepuu G.C. Sharp, D. Alarcon-
Segovia, M.E Kahn u R. Kasukawa u co-
aBT. [28—31], ogHaKO 10 CUX MOP HU OJI-
HU U3 HUX HE SBIISTIOTCS OOIIETIPUHSTHI-
Mu. TonbKo nBa U3 YEThIpEX BapUAHTOB
HMMEIOLIMXCSI KPUTEPUEB PETYISIPHO UC-
MOJb30BAIMCh B HAyYHBIX LEJSIX [JIsI
OIICHKY B3POCJION TTOMYJISIIIUU, — KPUTE-
puu D. Alarcon-Segovia u R. Kasukawa
[32—35]. Kputepun G.C. Sharp Bkiroga-
10T B ce0st 5 Oonpimx v 11 MasbIX TIpu-
3HAKOB U, B OTJIMUME OT TPeX IPYTMX Ba-
PUHTOB, HE TPeOyIOT 00s13aTeIbHOTO Ha-
Junyus Bbicokoro tutpa aHTu-Ul-PHII
IUTSI yCTAHOBJIEHUsT nuarHo3a. Kpurepuu
D. Alarcon-Segovia comepxXar 5 KIMHH-
YeCKUX MPU3HAKOB B COYETAHUM C BBICO-
kuMm tauTpoMm aHTU-UI1-PHII. JluarHos
CM3CT ycTaHaBIMBaIOT MpU HaJIUYUU
>3 KJIMHUYECKUX KpUTEPUEB (ecu uMe-
1otcst 1—3 npusHaka, HeoOxoauma Jaud-
depenumanbHas quarHoctuka ¢ CCJl) B
COUYETAHUU C CEPOJOTMUYECKUM TMpU3HA-
koM. Kputepun R. Kasukawa Bkitouaror
2 O0IIMX KIMHUYECKUX KPUTEPUSI U OIl-
penenennusle mnpuszHaku CKB, CC/,
[IM. 1151 ycTaHOBJIEHUS TUAarHO3a HEOO-
XOAUMMO Hajmuue >1 obuiero Kpurepusi,
>1 mposiBneHus U3 >2 U3 MpeacTaBlIeH-
HBIX TPYIN 3a00JieBaHUI COEAMHUTENb-
Hoit Tkanu (CKB, CCJI, I[IM) B couera-

KEpOB, B YaCTHOCTU AMATHOCTMYECKOE/IIPOTHOCTUYECKOE 3Ha-
yenue antu-U1 PHIT.

2. Cozdanue unoexcos axmusnocmu CM3CT. Kak oTtmeua-
Jioch Bolle, nepBoHadyaibHo CM3CT paccMmaTpuBaioch Kak 3a-
0oJieBaHUE C JOOPOKAYECTBEHHBIM TE€YEHUEM U XOPOLIMM IIPO-
THO30M, OJHAKO B ITOCJIECAYIOIIEM IOSIBUIUCH JaHHBIE O IOpa-
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HUU ¢ ceposiornuyeckumu nsmeHenussmu. Kpurepuun M.E Kahn
cxoxu ¢ kputepusimu D. Alarcon-Segovia. B otinuue ot noc-
JIEIHNX, OHU BKJTIOUAIOT 4 KIIMHUYECKUX Mpu3HaKa. Jluaruos yc-
TAHABIMUBAIOT TIPU HATUYMU >2 KIMHUYECKUX TMPOSIBICHUN
(2—4) B couyeTaHUU C CEPOJIOTMUECKUMU U3MEHEHUSIMUA U CUH-
npoMoM PeitHo (Taba. 1—4).
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Puc. 1. Coomeemcmeue 60avnoix CM3CT xpumepusm CAP3
uepes 8 nem nabniodenus (adanmupogano u3z [26]).
3CT — 3abonesanue coeduHUmMeNbHOU MKAHU

ITo manubim S. Cappelli u coasr. [26], kputepuu R. Kasu-
kawa oka3zajiuch 60s1ee 4yBCTBUTEIbHBIMU (75%) 110 CpaBHEHUIO
¢ kputepusimu D. Alarcon-Segovia (73%)

kputepreB CM3CT unu apyrux ornpeaeaeHHbIX 3a00JieBaHUI
COCIMHUTEIBHOW TKaHU, KaK MPaBUJIo, HabJTIOMaeTcsl pa3BUTHE
CM3CT B Teuenue 2 set. [latoreHernyeckas posb aHTU-Ul-
PHII He noxkazana. Aututena Kk Ul-PHII nanpasieHbl mpoTus
MoJiekynbl Ul-snRNP (onH M3 OCHOBHBIX KOMITOHEHTOB
CIuUIaiicocoMbl), UTo cBsizaHo ¢ TpeMmst oenkamu — Ul-A, U1-Cu
U1-70K (puc. 2).

Bce 11 ayTroaHTHUIeHbI MOTYT B3aUMOJIECTBOBATh ¢ aHTU-U1-
PHII-cnetmduueckumur anturenamu. P.G. Vlachoyiannopoulos u
coaBT. [36] mokasanu, yro antu-U1-PHII IgG-usorumn moxer
xapaktepuzoBatb CM3CT, Torna kak IgM-u3oTun — 00JIbHBIX
CKB, X0TS ¥ TOT U APYroil U30TUIIBI MOTYT ObITH OOHAPYKEHbI
npu oboux 3abojeBaHUsIX. B MPOBOIUMBIX MCCIEIOBaHUSIX Y
94% maumentoB co CM3CT u tonbko 20% ¢ CKB BbIsiBIEHBI
anTutena K Ul-A-0enky.

He tonbko antu-Ul-PHII oOGHapyxuBaloTcsi B CHIBOPOTKE
kpoBu nareHToB co CM3CT. Y 3THX G0JIbHBIX BBISIBISIOTCS TaK-
xe aRo, antTn-Sm u anTu-dsDNA. AHTUKapIUOIUTTMHOBBIE aH-
tutena (AKJI) npucyTCcTBYIOT IPUMEPHO Y

u G.C. Sharp (42%). B aToMm uccienona-
HMM y4acTBOBajk 161 MaiueHT ¢ rnepBo-
HavyajabHbIM nuarHosomM CM3CT, koro-
pbIii He OTBeYasl KPUTEPUSIM IPYTMX 3a-
0oJieBaHUIN COETMHUTEIbHOU TKaHU.
CpenHsisi JIUTEIbHOCTb 3a00JeBaHUS
cocrasstia 6—8 ser (1-31 rox). Coor-
HOUIEHUE KEHUIMH:MYyxXuuH — 11:1.
TTocie 8 met Gone3nm 57,9% manmeHTOB
MO-TIPEXHEMY YIOBICTBOPSIA KPUTEPH-
am CM3CT R. Kasukawa, y 17,3% nauu-
€HTOB 3a00JIEBaHUE IBOJTIOLMOHUPOBAIIO
BCCH,y9,1% — BCKB, y 2,5% — B PA,
y 11,5% oHo 6bU10 KIaCCU(MUIIMPOBAHO
kak H3CT u y 1,7% — kak mepekpect-

15% naumeHTOB, YTO peKe, YeM y MareH-
toB ¢ CKB [36, 37]. AKJI ObL1i CBSI3aHBI C
HammareM JIAT y 6oapHBIX c0 CM3CT, HO
HE C TPOMOOTUYECKUMU COOBITUSIMU WU
npyrumu nposieieHussMu ADC. D10 Mo-
KET ObITh OOBSICHEHO HU3KUMM TUTPaMU
IgG-anTuTen c npeodaananveM IgM-u3zo-
—7 Tuta 1o cpaBHeHUIo ¢ ADC.

B pabotax 3apyOeKHbIX aBTOPOB ObI-
JIO TIOKA3aHO, YTO Y OOJIBIITMHCTBA Mallu-
€HTOB JJIMTEJILHO COXpaHsIach MO3UTUB-
Hoctb 1o aHTtu-U1-PHIT: y 100% 6oib-
HBIX TIPY TIEPBOM BU3HTE IO CPABHEHUIO C
91% uepes 10 stet [26]. Kpome Toro, mmo3u-
TUBHOCTb 10 IPYTUM ayTOAHTUTEIaM TaK-

HBII cuHApOoM (puc. 1).

Yepes 10 et HaOMOAEHUS KPUTEPU-
sm CC/l ynosierBopsuia 32,5% maiueH-
TOB C TMepBOHAYAJIbHBIM JTUATHO30M
CM3CT mno kpurepusim R. Kasukawa, 43% — 1o KpuTepusiM
D. Alarcon-Segovia u 42% — no kpurtepusim G.C. Sharp, Ho Jiu1iIb
17% naumeHTOB, M3HAYAILHO OTBEYaBLIMX KpuTepusim R. Kasu-
kawa u D. Alarcon-Segovia u 13% — kpurepusim G.C. Sharp, co-
OTBETCTBOBAJIM KJIacCUDUKALIMOHHBIM KpuTepusiMm Tosibko CCII.
24% narrenToB ¢ auarHozom CM3CT mo R. Kasukawa, 34,5% —
o D. Alarcon-Segovia u 34% — no G.C. Sharp ynoBieTBOpsSIIN
kputepusim CKB, HO okomo 6—9% 13 HUX He OTBeYaIn KPUTEPHU-
SIM JIPYTOro 3a00JieBaHUsST COeAMHUTEIbHOM TKaHu, Kpome CKB.
Kpurepusim PA ynoenersopsuin 16% manueHTOB, KiacCUbUIIM-
poBaHHBIX 10 kputepusim R. Kasukawa, 23,5% — o Kputepusim
D. Alarcon-Segovia u 16,5% — nio kpurepusim G.C. Sharp, Ho Ma-
JIoe KOJMYEeCTBO M3 HUMX OTBEYaIo KputepusiM Toibko PA. Tpu
STOM HEKOTOpbIE MCCIIENOBATENN YTBEPKIAIOT, YTO HECOOTBETCT-
Bue kKputepussMm CM3CT ¢ TeyeHreM BpeMeHHU BbI3BAHO TTOJIOXKH -
TeJbHBIM OTBETOM Ha JIEUEHUE M He MCKIII0YaeT 3TOro AMarHosa,
torna kak apyrue cuutaior CM3CT paHHeli cTaaueil oqHOro 13
CUCTEeMHBIX 3a00J1eBaHUI COeIMHUTENbHOM TKaHu |3, 10].

HNmmyHoornaeckne 0co0eHHOCTH
Hanuuue antu-UI-PHII sBnsercs xapakTepHOil 4epToii
CM3CT u obs13aTesIbHbIM KpUTEpUEM ISl YCTAHOBJICHUST Ayar-
HO3a. Y mauMeHToB ¢ BbicokuMmu tuTpamu aHTu-UI1-PHII 6e3
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Puc. 2. Komnaexc Ul manoeo sdeproco
PHII (UI-snRNP; adanmupogaro u3 [5])

K€ COXpaHsIach MpaKTUYeCKH 0e3 nu3me-
HEHUI1 KaK B HayaJsie UCCAeIOBaHNs, TaK U
yepes 10 jer (antu-Sm: 16% npotus 17%
mamveHToB B 2008 r; antu-dsDNA: 20%
rpotuB 18,5% nanuenros; antu-Scl-70: 13% niporus 16% mauu-
entoB; ALIA: 3,5% mnpotuB 4% nanueHrtoB). Hamuuue aHTH-
dsDNA 651710 cBsI3aHO ¢ 3BOOLIMEH 3a001eBaHust B CKB.
ITpucyrcTBUE pa3IMUHBIX ayTOAHTUTE CIYXKUJIO MPEearK-
TOPOM BOBJICUEHMSI BHYTPEHHUX OPraHOB WJIM YyKa3blBaJIO Ha
YK€ UMEIolLLeecs MopaxKeHue BHYTPEHHUX OpraHoB (puc. 3): aH-
TH-Sm — Ha TTIOpakeHue Movek, aRo — HepBHOI CUCTEMBI U JIeT-
KX, aHTU-Scl-70 — mumieBona, ALIA accormnpoBaauch ¢ HaIM-
yreM ckiepoaakTuinu, anTu-dsDNA u aRo — ceposura. Takke
OBLIO 3aMEYEHO, UTO y TTALIMEHTOB CO CKJIEPONAKTUIUEN U TUIIO-
(byHKIMEN uau nuiaTauMeil muineBoaa B JajJbHEHIIEM pa3BU-
Bajach CCJI. Ipyrux accouuanunii He BbIsiBjieHO [26]. ITaTh ma-
LIMEHTOB YMEPJIN: BCJICICTBUE JICTOYHOIM THUTIEPTEH3UU — 3, TIO-
YEeYHOTO Kpu3a — | U renaToLe/UTIoISIpHON KapIIMHOMBI — 1.
WHrepecHo, uro P. Szodoray u coaBr. [38], HabaomaBIIMe
naureHToB co CM3CT B teueHue 30 JieT, BbIACIUIN TPU KJIU-
HUYECKMUX BapuaHTa 3a0oeBaHust: 1) ¢ Hanuuuem JIAT u Tpom-
ooTuyeckux sipyieHunii; 2) ¢ UTJI, MUO3UTOM 1 TUTIOTOHUEH U -
1eBoa; 3) ¢ BOBJIcUeHNEM CcycTaBoB. Ha ocHOBaHMM 3TOTO MC-
cJIeTOBaHMS TaKKe OBLTN TTOKa3aHbl BaXKHOCTh HE TOJIBKO HaJIM-
yus antu-U1-PHII, HO 1 mpucyTCTBUE IPYTUX CEPOTOTUIECKUX
MapkepoB. Tak, aHTUTeNa K SHI0TeIMaIbHbIM KiieTkaM 1 AKJI
ACCOIIMUPOBATNCH C TSKEJIBIMU COCYIMCTBIMU TTOPAKEHUSIMU
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[35]), OONBIIMHCTBO M3 HUX MpPOTEKaeT
oeccumnTomMHo. Haubonee yacto BcTpe-
yaercs JIATL, npuuuHbl KOTOpPOW pa3HO-
o6pasHbl. Tak, momumo JIAI, moBbiiie-
HHE NaBJICHUS B JIESTOYHOM apTepuud MO-
KeT ObITh BBI3BAHO XPOHUYECKUM TPOM-
005M00JIM3MOM, BEHOOKKJIIO3MOHHOM
0o0JIe3HbI0, IUC(hYHKUMEH auadparmsl,
MUOKApAUTOM, IUC(PYHKUIHNEH JIEBOTO
XKeymouka (Kak IUacTOJIMYeCKO, Tak 1
CHCTOJIMYECKOIT), TTOpakeHWeM Kiiara-
HOB cepala (1Mo TUIy 3HIoKapauTa Jiuo-
MaHa—Cakca), JIerouHbIM BacKyJUTOM, a

Puc. 3. Accouyuayus pazaruunvix anmumen npu CM3CT ¢ 6oeaeueruem 6HympeHHux

opeanoe [26]

(JIAT'), Torna kak couyetanue aHtu-Ul-PHIT n ALLLIT umeno
3HAUYEHME IS Pa3BUTUS dPO3UBHOTO apTputa. GopMupoBaHue
VMMYHHBIX KOMILJIEKCOB U KOMIIOHEHTOB KOMILIEMEHTa ObLIO
cBsizado ¢ UIUJI u muosutom.

Kimanveckue nposiBiieHust

Cocyducmote napyuienus. @eHomeH PeliHo TosBIsieTCs
npuMepHo y 75—90% OGOJbHBIX U MOXET OmepexXaThb JApyrue
KJIVMHUYECKUE MPU3HAKM Ha HECKOJIbKO MECSIEeB WU JIeT.
VYV 70—93% 6GoabHBIX pa3BuBaeTcs oTek Kucteil [39]. ¥V wactu
MaleHTOB HAOII0OAeTCs CKIePOAAKTIIINS, KPOME TOTO, MO-
TYT BcTpeuaTbes Takue xapaktepHble st CCI mposiBieHus,
KaK YIUIOTHEHUME KOXMU JIUIA, IUTUTATIbHBIC I3BOYKU U AT -
TaJbHbIC HEKPO3bl, TEJCAHTUAKTA3MU, TMIIO- W TUIEPITUT-
MmeHTanus |35, 40].

IMpu KanuansipOCKONUU BBISBISIIOTCS M3MEHEHMs, Oosiee
tunnyHble 1151 CCI, yem nnss CKB [41]. B psine ciiyyaeB MoryT
TPUCYTCTBOBATh CIeNMbUISCKre KIMHUYECKUE TIPOSBICHUS
CKB — sputemaro3Has Chillb, (hOTOUYBCTBUTEIBHOCTD |5, 40,
42]. Pexe BCTpeYarTCsl KOXHbBIE CUMIITOMBI B BUJIE aJIOTICLINH,
CeTYaToro JMBEIO, sI3B B MMOJIOCTU PTa U B 00JIACTH TEHUTANINIA,
CyXOCTH BO pTYy M Iazax [39, 40]. Kpome Toro, onvcaHsl ciaydyaun
AHIIA-accoiuupoBaHHOro Backyiaura [43].

Topaxcenue cycmasos u moiuiy. BoBiieueHe CycTaBOB SIBJISI-
eTcsl paHHUM U 4acThiM cuMntomoM CM3CT, Hanuuue apTpu-
ToB BKIO4eHO Bo Bce kKputepuu CM3CT. Ilommaprpairuu
W/WJIM apTPUTHI HabI0aal0TCs npubausuTenabHo y 60—70% ma-
nueHToB [33]. ITopaxkeHue CycTaBOB BapbUpyeTCs OT MMWHM-
MaJIbHBIX apTPaJITMii, apTPUTOB MaJIbIX M KPYITHBIX CYCTaBOB,
9pO3Wil, TUMUYHBIX Uil PA, 1o MyTuiaupylomniero aptpura.
V¥ 40—90% GobHBIX OTMEUaeTCsl BOBJIeueHUe Ml [42]. Muo-
3UT Takke BKiItoueH Bo Bce Kputepurn CM3CT. OmHako HeT
crieuudUIeCKUX pa3Iuunil ¢ MbIILIEYHBIM CUHIPOMOM TPU JAPY-
rMX 3a00JIeBAaHUSIX COCIMHUTEIbHON TKaHU. [1pu aeKTpoHeii-
pomuorpadun BBISIBISIETCS] BOCIATUTEIbHAS MUOIATHS, IPU
TUCTOJIOTUYECKOM HCCIeJOBAHUU — MUO3UT, HATTIOMUHAIONINI
TakoBoi y mamueHToB ¢ [IM mmm CKB, Ho compoBoxmaronmii-
csl MEHee BbIpaxkeHHBbIM MoBpexaeHueM. Hamuume antu-Ul-
PHII y maniieHTOB ¢ MMO3UTOM acCOLIMUPYETCsI C MPUMEHEHM -
eM MeHbIuX 103 'K u ay4yimm orBeToM Ha Tepanuio [2].

Ilopascenue neekux. B HeCKONIbKUX HEOOJBIINX UCCIEI0BA~
HUSIX OBLTO TTOKA3aHO, YTO JIETOUHbIE HAPYIIIEHUS SIBISTIOTCST O~
HUM U3 HamboJee cepbe3Hbix npossieHuit CM3CT [35]. [1aro-
JIOTUSI JIETKUX oOHapyxkuBaetcs y 85% mnaitreHToB. XOTs1 ObLIN
OIKCaHbl pasinyHble TposiBiaeHus (budpos, UL [44] u JIAT
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TaKXe TMIOKCHel Ha (hoHe Mporpeccu-
poanuss UII. TMpu CM3CT uyactora
JIAT cocraBasier 1-75% (B cpenHem
25%) B 3aBUCUMOCTH OT KpUTepueB AuarHocTuku [19, 39, 45].
Knnnuyeckoit ocobeHHOCThIO cunTaloT yactoe couetanue JIAT
¢ nepukapautoM. K ¢akropam pucka JIAT npu CM3CT otHo-
cat: eHoMmeH PeliHo, Gosiee Tskeble o0le OpraHHbIe Mmopa-
JKEHUs, Mporpeccupylolliee CHuxeHue 1uddy3noHHOM criocoo-
HOCTHU JIETKHUX, a Takxke HupKyasuuo AKJL v anTuTesn K P2-riu-
KOTMIPOTeNHY 1, aHTUAPHIOTETNATbHBIX ayTOAHTUTEN, TOBBIIIE-
HUe ypoBHs B-Tuma HaTpuilypeTuueckoro mMemnTtuaa, CbIBOPO-
TOYHOTO ypoBHs MHTepieiikuHa (UJI) 6, TpomGomonyiuHa, da-
kTopa Busieopanaa, BoisiBieHue aHTu-U1-PHII B oueHb Bbico-
KUX TUTpax. BeposiTHO, y yactu 60bHbIX JIAT MOXET ObITh CBSI-
3aHa ¢ TpoMOOIMOOJIMUECKOU Oosie3Hblo. YacToTra apTepuaib-
HBIX TpoM0030B y GonbHbIXx CM3CT cocrasisier okosio 6%, a
BeHO3HbIX — 20% [38]. ¥V nmaimeHTOB ¢ TpOMGO3aMU YaCcTO BbISIB-
qsiotest AKJL m aHTUHIOTEMaIbHbIE ayTOAHTUTENA, YTO CBU-
NETEeJLCTBYET O BO3MOXHBIX OOIIUX MEXaHU3MaxX COCYIUCTBIX
TPOMOO30B pa3Hoii Jiokanuzaruu. CIuTaoT, 4To OGojee BbIpa-
JKEHHBIE BOCIAJIeHUe, HIOTeTNaNbHas TUChHYHKIWSI W Hapy-
IIEHUE PETYISIIUN aHTHOTeHe3a MOTYT OOBSCHSITh W XyIUIUi
nporio3 CM3CT no cpaBHeHuio ¢ uauonatuuyeckoit JIAT.
B npocnekTuBHBIX UCCIEAOBaHUSIX ObUIO OOHAapyXeHO, 4YTO
JIAT u 3acroiiHas cepaeyHasi HEIOCTAaTOYHOCTh, Kak U UHDeK-
1IVU, SIBJISIIOTCSI HanOoJiee YacThIMU MPUIWHAMU CMEPTH 3TUX
6onbHBIX. Tak, cmepTHOCTD OT JIAT y 60ompHBIX cO CM3CT co-
cTaBuiIa npumepHo 50%, 4TO B HECKOJIBKO pa3 BhILIE, YeM TIPU
BCEX IPYTMX peBMaTUUYECKUX 3aboneBanusx [2, 25, 38, 46]. I1pu
CM3CT c¢ npeBajupoBaHUEM COCYAMCTBIX HapPYIICHU BbIXKU-
BaeMOCTb XyXXe, YeM TP TIPEUMYIIEeCTBEHHOM ITOPakKeHUH Ta-
peHXUMBbI Jierkux uiau cycraBoB. Tak, JIAI' Obuta mpuymHOL
CMEpTH TIPU «COCYIUCTOM» BapuaHTe 60Jie3Hu y 72% mManueH-
TOB. TeM He MeHee B 9TUX CITydassx KIMHUYecKast KapTUHA MeHee
TsKeJasl U IPOrHo3 0oJiee 0J1arornpusTHBIN, YEM MPU MHBIX 3a-
00JIeBaHUSIX COEAMHUTENIbBHOM TKaHU. Jpyrue obiiue KinHuye-
CKUE MPOSIBJICHUST JIETKUX BKJIIOYAIOT OJBIIIKY U TUIEBPATbHYIO
60mb. [Ipu peHtreHorpadun oOHAPYKUBAIOT WHTEPCTUIATb-
HbIe U3MEHEHUSI, TUIEBPATIbHBIN BHITIOT, JIETOUHbIE WHOWIBTPa-
ThI U YTOJIIIIEHUE TIJIEBPHI.

[lopaxcenue cepdya. B 3aBUCUMOCTU OT METO/Ia MCCJIe0Ba-
HUs ero yactora Kosieoercs ot 13 1 65% [10]. CamMbIM 4acTbIM
nposiBieHreM siBisietcss nepukapaut (10—29%), kotophiit
00BIYHO TIpoTeKaeT MATKo [12, 25]. ¥V HecKoJIbKMX MallMeHTOB
110 JaHHBIM dXoKapauorpaduu HapsIIy C MPOJIATICOM MUTPATh-
HOTO KJIalaHa TakKKe UMETNCh MUOKAPIUT, HapyIllIeHUe TTPOBO-
aMMocTH cepiaua (Osokaga cepiaua) M JUacTOJIMYecKasi Tuc-
¢yHKUMS JeBOro Xeayaouka [12, 14].
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Tabnuua 5.
Kinnnyeckune npusHaku

B Jie00Te

JHarHo3a

Cunapom Peiino 79 89
ApTpUT/apTpairiu 68 85
TUIOTOHMS MUIIEBOIA 9 47
CHuzxeHre HYyHKIMI JIETKUX 0 43
OTeuHOCTh KUCTEM 45 60
Muosut 2 28
KoxxHas cbinb 13 30
Jleiiko-/mumdonenns 9 30
CKIIepOIaKTUINS 11 34
TlneBpuT/TIEpUKAPIAT 19 34
JIAT 0 9
TTopaxeHue HEPBHOI CUCTEMBI 0 0
TTopaxeHue novyexk 0 2

HNunamuka kaunuueckoi kapmuuot CM3CT na npomsawcenuu 15 nem nabawdenus [12]

KommuecTBo Hadonennii, %
HA MOMEHT YCTAHOBJIEHHS

Ha NPOTSKEHUH Ha MOMEHT IOCJIETHETO

00J1e3Hn ocMoTpa
96 60
96 38
66 34
66 47
66 17
51 6
53 11
43 6
49 43
43 6
23 21
17 17
11 2

Topaxcerue ncenydouno-xuueurnoco mpaxkma (2KKT). Bo-
neuenue XKKT Habmomgaercst yacto (66—74%) [3, 16, 26]. duc-
dbyHKIIMSA TMIIIEBOIA — HanboJee pacIIpOCTPAaHEHHOE TTPOSIBIIEe-
HUE U MpOTeKaeT cyOKIMH1YecKu. HapyiieHnus: MOTOpUKY mu-
meBoa U pedIIioKe yalle pa3BUBAIOTCS y MALUMEHTOB, Y KOTO-
PbIX KIIMHUYECKUE MPOSIBJICHUSI B OCHOBHOM cBsi3aHbl ¢ CC/, a
He ¢ CKB. Takue HapyllleHUSI BKJIIOYAIOT CHUXXEHME TOHYca
cuHKTEepa THUIEeBOJAa U AMIUIATYIBI TEPUCTATBTUKU B IIUC-
TaJIbHOM OT/IeJie TIMIIeBOAA U (pexe) CHIDKEHUE TOHYCa BEpXHe-
ro cpunkrepa. TakKe ObLIM ONMUCAHBI ME3eHTEpPUAJIbHBIN Bac-
KynuT, nepdopaiusi KUIIKKU, SHTEPONaTUM, CBSI3aHHBIE C MOTe-
peii Gesika, OCTpbIi MaHKpeaTUT, T'eMOIEPUTOHUT, auapest U
XPOHWYECKUI aKTUBHBIN TEMaTUT.

Topaxcenue nouex. BcTpeuaeTcst peKo W MPOTeKaeT Oec-
CUMNTOMHO [5, 26]. OmHAKO MpU Pa3BUTHUU MOPAXKEHUsI MOYEK
omnucaHbl ciayvau Tskenoro reyeHust CM3CT [5, 18].

Ilopasicenue mnepgnoii cucmemsr. HabmiogaeTcsi HedacTo.
WccnenoBaHust moKa3bIBaloT, YTO HaMbOJIee pacpoCTpaHEHHOM
naTtojiorueii mepudepuyeckoii HepBHOW CUCTEMbI SIBJISIETCS
HeBpOMaTHsl TPOWHUYHOTO HepBa, KOTOpasi MOXeT ObITh paH-
HUM TiposiBiieHreM HenruddepeHmpoBanHoro CM3CT. Tonos-
Hasi 601b U nepudepuyeckas HeBpOnaTusl Takxke XapaKTepHbI,
OJIHaKo, 6oJiee BEPOSITHO, UMEIOT COCYIMCTOE MPOUCXOXKACHUE
[17]. Y HeKOTOpbIX MaLIMEHTOB MOXET Pa3BUBAThCS MOPaKEHUE
IIHC: acenTnuecKkuii MEHUHTUT C YBEIMUSHEM KOHIIEHTPAITUH
untepdepona y, MJI6 u tutpa antu-U1-PHII B ciuHHOMO3r0-
BOU XXUAKOCTH, IPUYEM ITU TIOKA3aTENIN BBIIIIE, YEM B CBIBOPOT-
ke kpoBu. Tutp antu-U1-PHIT B CM2K KoppenupyeT ¢ akTUB-
HOCTBIO 3a0osieBaHus [47].

Hzmenenus nabopamopuwix nokazamesnei. Iematonoruye-
CKHE TIPOSIBJICHUSI BKJIIOYAIOT B Ce0s JIEUKOIMEHUID, aHEeMUIO
XpOHWYECKUX 3a00JieBaHUI, THUIepPraMMario0yInHEMHUIO.
K menee pacripocTpaHeHHBIM TeMaTOIOTUIECKUM HAPYIIEHUSIM
OTHOCSITCSI TPOMOOLIUTOTIEHUSI, TPOMOOTHYECKasi TPOMOOIIUTO-
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MeHuyeckas myprypa M KpacHokjaeTouHas ariasus [48]. XoTs
onu Hecrrenuduuuel 111 CM3CT, aHeMus U JIeHKOIIEHUS, KaK
MPaBUJIO, KOPPEIUPYIOT C aKTUBHOCTBIO 3200J1€BaHUS M OOBIY-
HO KYINUPYIOTCS Ha (pOHE Tepanuu IPYruX CUCTEMHBIX MPOSIB-
JieHui [49].

XapakrepHast kauHnuyeckass kaptuHa CM3CT peako npo-
SBJIsieTcs B e010Te 3a00JIeBaHUS U TIPEUMYIIECTBEHHO (hOpMM-
pyeTcsl B TeUeHUe HeCKOJIBKMX JIeT. Ha paHHUX cTaausix MepBbI-
MM TIpU3HaKaMU MOTYT OBbITh: (heHOMeH PeifHO, oTeK TajblieB
KHCTEeM, CKIEPOJAKTUINS, apTPAJITUU, apTPUThI, MUAJITUU, MU-
03UT WU obuas cinadoctb. [1py HAOMIOAEHUN pa3JIUYHbBIX KO-
TOPT MAalEHTOB YKa3aHHbBIC MPOSIBICHUS BCTpEUaINCh Hanbo-
JIee 4acTo B COYETAHUU C MOpaKeHUeM JIETKUX U TulieBoaa [4].

Kax BuaHo 13 Tabxa. 5, B ned6oTe 3a00/eBaHUSI KIMHUYE-
cKas KapTuHa Hecrieln(pUIHA U TIpeICTaBlieHa MPOSIBICHUSIMU,
XapaKTepHBIMU TSI APYTUX 3a00JIeBaHUI COeNMHUTETBHOM TKa-
HM, K MOMEHTY YCTaHOBJICHUSI AMArHo3a 4acToTa KIMHUYECKUX
TposiBJIeHN# HapacTaia. Ko BpeMeHM ToCieHero ocMoTpa Ha
(oHe Tepanmuu oTMeYasIoCh 3HAYUTETLHOE CHIDKEHUE 9acTOTHI
MPAaKTUYECKH BCEX CUMIITTOMOB, YTO TOBOPUT 00 3(pHEeKTUBHO-
cTy JiedeHUs] U podpokadectBeHHOM TedyeHun CM3CT [12].
CAP3, cumnitoMbl KoTopbix Habmogalorcst npu CM3CT, nipen-
CTaBJIEHbI Ha puc. 4.

Jleyenne

Tak KaKk He TTPOBOIWINCH KAUeCTBEHHbIE KIIMHUYECKUE VC-
neitadus, Tepanmuio CM3CT moaOuparoT MHAWBUIYATbHO, Ha
ocHOBe pekoMeHpauuii mo jgeueHuto apyrux CAP3 — CKB,
CCJl, PM. BocnanurteabHble MposiBIIeHUsT (JIMXOpajakKa, cepo-
3UT, MMO3UT, apTPUTHI M KOXKHASI CBITTb) OOBIYHO IMOIIAIOTCS JIe-
yenuto 'K, a ckiiepoaepmuyeckue mposiBjieHUs (CKIepOIaKTH -
Jvst, TIopaxkeHue nuieBoaa, peHomen Peitno, ML) game Tpe-
OYIOT IIMTOCTATUYECKON MMMYHOCYIIPECCUBHOM Tepamuu [12].
Jleuenne CM3CT Hepenko MOJKHO ObITh arpecCMBHBIM U
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NERUKMK

Overlap-
CUHIPOM

CM3CT ==

Overlap-
CHHIPOM

Puc. 4. CAP3, nposeaenus xkomopoix ecmpeuaromces npu CM3CT

BKJIIOYaTh MMMYHOCYIIPECCUBHBIE Tpemnaparbl (LMKIodocha-
MU, LUKJIOCIOPUH, MHUKOpeHosaTa MOGETUs, a3aTUOIPUH,
meTtoTpekcat wiu JgeduayHomun) [12, 39]. T'K (npeaHuzonoH u
METWIPEJAHNU30JI0H) UCIOJb3YIOTCS Y OOJIbIIMHCTBA MAllMEeH-

TOB. AHTUMAaJISIpUITHBIE TpenapaTthl (TMIPOKCUXIOPOXUH), Me-
TOTPEKCAT U COCYIOPACIIUPSIIONINE CPENCTBA ITPUMEHSIOTCS C
pa3Hoii creneHblo yenexa [12, 27, 33, 39]. Umerorcst eTMHUYHbBIE
paboTsl, B KoTophix mamureHTamMm co CM3CT HazHavanu reHHO-
WHXeHepHble Ounonorndyeckue rnpemnapatsl ([MBIT), B yacTHO-
CTU MHTUOUTOPBI (hakTOpa HeKpo3a onyxoau o [50, 51], putyk-
cnmab [52—54], Tormnusymao [56], ¢ yMepEeHHBIM MOJIOXKNUTETb-
HBIM 3(PdeKToM (KynmupoBaHWEe WU YMEHBIIIEHNE BhIPaXKEHHO-
CTU KJIMHUYECKUX TPOSIBJIECHUI WJIA OTCYTCTBUE OTPUIIATEIIb-
HOI TMHAMWKU 3a BpeMst uccienoBanust). OmHaKo oleHKa -
dexruBHoctu 'MBIT mpu CM3CT 3arpynHeHa, y9UTHIBas €M~
HUYHble HaOmoneHus ux npumeHeHus. [lockonabKy mokaza-
TEJIbHOI 0a3bl (PaHIOMU3UPOBAHHBIX KOHTPOJIUPYEMBIX UCCIIE-
nosanuit) nist gedyeHusi CM3CT He cyliecTBYeT, MCIOJIb3YIOT
OTIBIT TEepAIuy IPYTUX 3a00IeBaHUI COSTMHUTELHON TKaHU.

3akimoueHue

CM3CT — penkoe 3aboJjieBaHUE COSAMHUTEIBHON TKaHU,
MPOSIBJISIIONIeeCs] COYeTaHUEM OTAeNbHbIX Npu3HakoB CKB,
CC/, PA, IIM ¢ nanuuuem antuten K antu-Ul1-PHII B BbIcO-
Krx TUTpax. OIHAKO JO CUX TOP HET €IWHOTO OIpeAeSICHUS
JTAHHOM IMaTOJIOTUH, ¢¢ YHUMDUIUPOBAHHBIX KJIaCCUDUKAIITOH-
HBIX KPUTEPUEB 1 OTYETIMBOIO TOHWMAaHUSI B3aUMOOTHOIICHUIA
¢ npyrumu CAP3. lanbHeitue uccnenoBanusi CM3CT oOynyt
MOCBSIIEHbI PEIIEHUIO 3TUX BOITPOCOB.
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WccnenoBaHue He UMesio CHOHCOpCKOﬁ TIOIICPXKKHU. ABTOpr HECYT ITOJIHYIO OTBETCTBEHHOCTD 3a INPEAOCTABJICHUEC OKOHYATEIb-
HOW BEPCHUM PYKOITMCHU B I1€YaThb. Bce aBTOPLI IPpUHUMAJIN y4yacCcTUEC B pa3pa60TKe KOHLECIIIMWU CTaTbW U HAITMCAHUUN PYKOITUCHU. OKOH-
yaTejbHasa BEPCUA PYKOIIMCHU ObL1a 0)106peHa BCEMU aBTOpaMMu.
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