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AnTucunterasuplii cungpom (ACC) — 3T0 peakoe ayToMMMyHHOe 3a0oJieBaHHe, ACCOLMHPOBAHHOE C
BOCHAJINTEIbHOI MUONIATHEH, APTPUTOM, MHTEPCTULHATbHBIM 3a00/1eBaHHEM JIETKUX, JTUXOPAAKOI, (peHOMeHOM
PeiiHo u pykoii MexaHMKA. AHTHCHMHTETa3HbI CHHAPOM CBfI3aH C BbIPA0OTKOIl AHTHCHHTETA3HBIX AHTHUTE,
KOTOpbIe Y4YACTBYIOT B IaTOreHe3e MbIIIEYHOr0 W JIEFOYHOI0 MOBPEXACHHS, MX HAJIMYHe KOppeJHpyeT C
AKTHBHOCTBIO 3a00/1eBaHusl. Y 86% NanMeHTOB ¢ AHTHCHHTETA3HBLIM CHHAPOMOM OOHAPY/KMBAIOTCSI MMO3MT-
cnenuduueckue ayroanturena Jo-1. Ilockoabky AHTHCHMHTETA3HBIH CHHAPOM — peakoe 3a0oJieBaHuUe,
JOCTOBEPHBIX JAHHBIX 0 €ro PacpOCTPAHEHHOCTH HeT. YacToTa BOZHHKHOBEHUS] AHTUCMHTETA3HOI0 CHHAPOMA
no NpuOIU3UTENbHBIM MoJcYeTaM cocTaBisieT okoao 0,6 na 100 000 yenoBek. B nanHHOM cTaThbe onmMcaH
KJIAMHHYECKHH ciay4yaii mo3qHeidl /JMArHOCTHMKHM AaHTHCHHTETa3HOI0 CHHAPOMA Yy JKeHIIMHBI 52 Jer.
AHTHCHHTETA3HbIH CHHAPOM Yy NALMEHTKHM MAHM(ECTHPOBAJ C MHTEPCTHLHAIBLHOrO 3a00JIeBaHUS JIeTKHX
(Hecneuuduyeckass MHTEPCTULHAJIBbHASL NHEBMOHMA) M JHuXxopaaku. C HeBepHbIM [MATHO30M HAalMEHTKA
AJUTeIbHOe BpeMsl Ha0/110/1aJ1ach Y MyJIbMOHOJI0Ta. B TeueHHe HECKOJILKHUX JIeT NMOCJIeI0BATeIbHO MOABJISIINCH U
JApyrue cCMMITOMBI 3200/IeBaHUS: PYKa MeXaHUKAa, apTPaJrus, MUO3UT. [{luarao3 B urore Obl1 BepupuumupoBan
nocjie O0HApPY:KeHHsI MHO3UT-cnenupuyecknx anturea Jo-1. Iocie HazHaveHusi Tepamuu (HuKJIopochamus,
MeTUIPEeAHUOJI0H, MUKO(EHO0JaTa MO(eTHJI) COCTOSIHUE NALUEHTKH Y1yl WIOCh.

KiroueBsie cmoBa: aHTHCHHTETA3HBIN CUHAPOM, aHTUCUHTCTA3HbIC aHTUTCJIA, MUO3UT, HHTCPCTULHAJIBHOC 3a00JICBaHKE
JICTKHX.
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Antisynthetic syndrome (ACC) is a rare autoimmune disease associated with inflammatory myopathy, arthritis,
interstitial lung disease, fever, Raynaud's phenomenon and the mechanic's hand. Antisynthetase syndrome is
associated with the production of antibodies to antisynthetase, which are involved in the pathogenesis of muscle
and lung damage; their presence correlates with the activity of the disease. In 86% of patients with antisynthetase
syndrome, Jo-1 autoantibodies specific to myositis are detected. Since antisynthetic syndrome is a rare disease,
there is no reliable data on its prevalence. According to approximate estimates, the incidence of antisynthetic
syndrome is about 0.6 per 100,000 people. This article describes a clinical case of late diagnosis of antisynthetic
syndrome in a 52-year-old woman. The antisynthetic syndrome in the patient is manifested by interstitial lung
disease (nonspecific interstitial pneumonia) and fever. With an incorrect diagnosis, the patient was observed for a
long time by a pulmonologist. For several years, other symptoms of the disease consistently appeared: mechanical
arm, arthralgia, myositis. The diagnosis was eventually confirmed after the detection of Jo-1 antibodies specific to
myositis. After the appointment of therapy (cyclophosphamide, metipredniolone, mycophenolate mofetil), the
patient's condition improved.
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AntucuaTeTaszubii  cuaapom (ACC) — 23TO peakuid ayTOMMMYHHBIA — CHHIPOM,
XapaKTePU3YIOIUICS BOCTIAIMTEIBHON MHONIATHEH, apTPUTOM, HHTEPCTHIIMATIBHBIM 3a00JI€BaHUEM
nerkux (M3J1), nuxopankoit, ¢eHomeHom PeitHo u pykoit mexanuka. ACC TecHO cCBsi3aH C
IPUCYTCTBUEM AHTUCHUHTETA3HbIX AHTUTEN, KOTOPbIE Y4YacTBYIOT B IATOTE€HE3€ MBIIIEYHOTO U
JIETOYHOTO MOBPEXJCHHUsI U HANPsAMYIO KOPPEIMPYIOT C aKTHUBHOCTbIO 3a0osieBaHus. Y 86%
nanueHToB ¢ ACC oOHapyXHBalOTCs MUO3HT-crieiuduieckue anturena Jo-1 [1].

Onudemuonocus. AyTOUMMYyHHbIE 3a00JIeBaHUS SBISIOTCA aKTyaJbHOH MpoOiIeMoit
COBPEMEHHOW MEAMLIUHBI, SBJIAACH (aKTOpaMM pUCKa Pa3BUTHS HETPYAOCIOCOOHOCTH U TSKEIBIX
CONMyTCTBYIOMUX XpoHuueckux coctosuuii [2]. Tlockomsky ACC peakoe 3aboiieBaHHE, TOYHBIX
JAaHHBIX O €ro pacrnpocTpaHeHHOCTH HeT. OpHako wu3BecTHO, 4ro Yy 30% mauuMeHTtoB c
UMONATUYECKUMHU BOCHAJIUTENIbHBIMU MUOMNATUSIMU MOXKHO auarHoctupoBath ACC no Halin4uio
crieudpuyeckux aHTUTE. 3a00JIeBAEMOCTh HANONATHYCCKOM BocmanuTe bHOM Muonatueii (MBM)
cocraBisieT npuMepHo 2 ciaydas Ha 100 000 yenoBek B 00IIeH MOMYISINK, TOATOMY €XKETOAHYIO
3aboneBaeMocth ACC mMoxHO cuntath mpuMepro 0,6 Ha 100 000 yenoBek. ACC mopakaet >KeHITUH
U MYXYHMH [PUMEPHO B COOTHOIIeHHMH 2:1 B Bo3pacte oT 22 no 74 ner, a cpeaHHil BO3pacT
HOCTaHOBKH JHarHosa cocrasiseT 50 ner [1].

Ilamoczenez u anmucunmemasnvie aymoanmumerna. Kaxnas uz amunoanun-tTPHK-cunreras
MPUHAIJIEKUT K CEMENCTBY UTOIJIA3MAaTUYECKUX (DEPMEHTOB, KOTOPbIE KATATU3UPYIOT CBSA3bIBAHUE
aMUHOKHCIIOT ¢ cooTBeTcTBYytome TPHK Bo Bpemst da3bl TpaHciauuu cuHTe3a Oenka. B kaxioit
KJIETKE MPUCYTCTBYET ABAALATh PA3IMYHBIX CHHTETa3, COOTBETCTBYIOLIMX OJHOW aMHHOKHUCIOoTE [1].
AHTHTENAa TIPOTUB BOCBMU CHUHTETa3 OOHapyxkHBaioTcd B KpoBu 16-26% mnaumentoB ¢ MBM.
Pacnipoctpanennocts aHTH-JO-1 cocraBmser 15-25% y mamumentoB ¢ momummosutoMm (I[IM) m
nepmaromMuo3utoM (JIM). Autu-PL-7 u antu-EJ BeisiBnsitores Tonpko B 5—10% ciiydaes, a npyrue —
ele pexxe. X0Ts aHTUCHHTETa3bl OOBIYHO HalleleHbl Ha (pepMeHTHbIH koMnoHeHT TPHK-cunTeTas,
Tonbko aHTU-PL-12 pacnoznaer TPHK Hanpsmyro. IlepekpecTHoil peakTHMBHOCTH MEXITY
AHTUCHHTETA3HBIMH aHTUTEJIaMH, BuauMoO, He cymectByer [3]. Tloka HeW3BeCcTHO, Kak
BHYTPUKJIETOYHBIE KOMIIOHEHTHl TPAHCISALUU OEIKOB 3allyCKalOT ayTOMMMYHHYIO DPEaKkIUio U
MOJIIEP>)KUBAIOT BOCHAJMTENbHBIM OTBeT. BHyTpennue ¢parments! ammunoanuia-tPHK-cunreras,
BBICBOOOXK/Ia€MbI€ U3 IMOBPEXKJIEHHBIX MBIIIEYHBIX KIETOK IOCJIE BUPYCHOTO WJIM JPYroro TUIa
MOBPEXKICHHS, O0NaTal0T IUTOKMHOMOAOOHBIMH 3(dekramu. Kpome Ttoro, ammaoamma-TPHK-
CHUHTETa3bl JEUCTBYIOT KaK CHUTHAJbHBIE MOJIEKYJbI, YBEIMYMBAs MPOAYKIMIO (pakTopa HEKpo3a
omyxonu Makpodaramu. Bummmo, B martoreHese ACC 3aneiicTBOBaHBI MEXaHH3MBbl Kak
BPOXKJCHHOTO, TaK U aJalTHBHOT0 MMMYyHHOTO oTBeTa [1; 3]. [Tatorennas pons anTuten Jo-1 B aToM
YIOPaBIsSEMOM AaHTUI€HOM HMMYHOJOTHYECKOM MEXaHU3Me IMOATBEPIKIAeTCs MEPEeKIIIOUeHUEM

KJIaCCOB aHTHTEN, co3peBaHrneM ah(GUHHOCTH M OTCYTCTBHEM IEPEKPECTHON peakTuBHOCTH [4].



bonee Toro, Jo-1 HemocpeACTBEHHO aKTUBUPYET TIJIaBHBIM KOMILJIEKC THMCTOCOBMECTUMOCTHU U
UHIyUUpyeT BocnajdeHue Mbiml u Jjerkux [3; 4]. Jo-l-peaktuBHble T-KIIETKH MOTYT OBITh
oOHapyxeHbl B nepudepudeckoil kpoBu namueHToB ¢ ACC 1 MOryT criocoOCTBOBATh KIETOYHOMY
LUTOJIU3Y MBIIIEYHBIX KIeTOK. ChIBOPOTOUHBIE YPOBHH MHTEP(HEPOH-UHAYIHUPYEMBIX XEMOKHHOB,
takux kak CXCL9 u CXCL10, yyacTByronmx B mpoIecce peKpyTHPOBaHMs aKTMBUPOBAHHBIX T-
KJICTOK, 3HAYUTEIbHO BbIlIe y JO-1-mo3uTuBHbBIX nmanueHToB ¢ M3J1 [4]. UHTepecHO, 4TO IKCIpeccust
Jo-1 BbIIIE B 310pOBBIX JIETKHUX 1O CPABHEHHIO C APYTMMHU OpPraHaMH, YTO MOXKET OOBIACHATH Oosee
BBICOKYIO YaCTOTY MMOPAKEHHUS JIETKHUX Y MAI[MEHTOB ¢ aHTU-JO-1-no3uTuBHBIMU IBM [4].
Knunuueckue nposienenus ACC. Kiiuandeckue cuMntoMbl ACC 3HaYUTEIBHO Pa3IMuaroTCs,
XOTSl OHM YaCTUYHO 3aBUCST OT 3a/ieicTBOBaHHON aHTUcUHTETa3bl. [lannentel ¢ ACC MoryT nuMeTh

muo3ut, U3J1, aprpanruu, aptput, heHomeH PeiiHo, pyky MexaHuKa, Tuxopaaky (tadiuna 1) [5].

Tabmuua 1
Kinanueckue nposinenuss ACC
Knununueckue nposiBieHus Yacrota (%) KommenTapuu
HuTepcTuninanbHoe 3a00eBaHUE JIETKUX 90 MoskeT npe/IiecTBOBaTh MUO3UTY
Muo3zut 78-91 Jo-1+: [IM>]IM
OJ+: AM>IIM
KS+: IM>TIM

PL-7+: amuonartuieckas popma
PL-12+: amronaruueckas popma

denomen Peitno 62 OOBIYHO HE TSHKEJI0€ TCUCHUE

AptponaTus 64-83

Jluxopanka 20 Yacrora BO BpeMst 000CTpeHUI
87%

Pyka mexaHuka 17-71

XO0Ts manMeHThl ¢ MUO3UTOM, accouuupoBaHHbIM ¢ ACC, 1eMOHCTPUPYIOT KIMHUYECKHE
NpPU3HAKK, CXOJHbIE C TAaKOBBIMH y manueHToB ¢ KMBM [4], cymecTByloT pa3iudHbie
THCTOIATOJIOTHYECKUE OCOOCHHOCTH, BKIIFOYash (h)parMeHTaIlMi0 W BOCHAICHUE IMEPUMHU3HATBHON
COEMHUTENIbHON TKaHU U nepudepudacuukyIsipayto arpoputo. OOBIYHO 3TO HE MEPBBIH CUMITOM
ACC: OH MOXeT HpOSBIATBCS CIHYCTS TOAbl Tocie Jebrora 3aboneBaHus. MUO3MT uyaile
accorupoBan ¢ JO-1 ¢ 3aperucrpupoBanHoi dactotoir 78-91% [5]. UurepecHo, uro anTtH-JO-1
MOTYT ObITh OOHApPYXEHbI B CHIBOPOTKE KPOBHU JIO Hayaia KIMHUYECKH 3HAYMMOro mMuo3uta [6]
(rabmuma 1) [6].

Knaccuuecku onuceiBaeMoe koxHoe npossieHrne ACC — runepkepaToTHuecKkas 3pureMa Ha
OOKOBOI1 1 JIaIOHHOW MOBEPXHOCTSX PYKH MaiblieB (pyka Mexanuka) (pucyHok) [6]. Dputema moxer
HAIMOMHUHATB 3K3eMY KUCTEH MIIM KOHTAKTHBIN MPOo(eCcCHOHAIBHBIN AepMaTHUT (OTCIOa 1 HAa3BAHHUE).
XO0Ts HaMU4YMe «PYKH MEXaHMKa» TecHO cBs3aHO ¢ ACC, 3TO cOCTOsIHME HECTeU(PHYHO U TaKXKe

MOXeT HaOmoaaTecst npu JIM, CBsI3aHHOM C JPyrMMHU ayTOaHTUTEIaMHu [5; 6].



ApTpuT yaiiie HabIIOIaeTCs Y CEPOTIOTHIECKH MO3UTHBHBIX marreHToB ¢ ACC (64-83%) mo
CPaBHEHUIO C MAILMEHTaMH ¢ OTpUIaTeNIbHOU ceponorueit (18%). Aptpurt, cBsazanubiii ¢ ACC, MoxeT
MMHUTHPOBATH 00JIee pacIpOCTPaHEHHBIE BOCTIANIUTENIbHBIC apTPUTHL. [Ipy HATMYMK OTPHULIATEIBHBIX
WM CJIa0O0TONIOKHUTENIBHBIX aHTUTEN K HUKINYECKOMY HUTPYJUIMHUPOBAHHOMY MENTUIY WIH HpU
Hanuuuu ¢peHomeHa PeiiHo, CKIEpOAaKTHIIMK M U3MEHEHHH KanmuUIsIpOB HOITEBOTO JIOXKa CIIEAYyeT
paccmarpuBaTh Bo3MOKHOCTh ACC.

N3JI — 310 rereporeHHas rpymma 3a00J1eBaHni, KOTOpas XapaKTepru3yeTcs BOCIAICHUEM U
¢bubpozom nérounoro untepctuiys. [puuunoii M3JI moryt ObITh rpaHysieMaTo3HbIE 3a00J€BaHUS,
BO3/ICHCTBUS  MPOGECCHOHATBHBIX  (aKTOpOB, 3a0O0JICBAHUS COCAMHUTEIBHON TKaHu [7].
Pacnpocrpanénnocts M3J1 y nanmentoB ¢ MBM cocrasmsier 23,1-65% [8]. M3JI — ocHoBHas
NpPUYMHA CMEPTH ATHX NanueHToB. Hammume antrcunTeTras — (hakrop pucka M3JI y manueHTOB €
VBM [8]. UzBectHO, uto 86% manuentoB ¢ ACC umeror MU3J1. Juarno3 U3J1, cesazannoro ¢ ACC,
MO3KET OBITh MOCTAaBJICH Ha JIF0OOM 3Tare 3a00JeBaHus M MOXKET MPEIIIIeCTBOBATh WM CJIeI0BaTh 32
Muo3uToM (eciu takooit umeercs). [lpu ACC aHTUCHMHTETa3HbIE AaHTUTENA Yallle OOHAPYKUBAIOTCS
y manMeHtoB ¢ npeamectsyommuM WU3JI, dem ¢ npeamecTByrOIMM MHO3UTOM. MHO3UT MOXET
orcyrcTtBoBarh y mnamueHtoB ¢ M3JI, acconuumpoBanHbeiMm ¢ ACC. Amumonatunueckoe ACC-
accouuupoBanHoe M3JI yamie Bcero HabM01aeTCs B COYETaHUU C IPUCYTCTBUEM aHTH-PL-12, antu-
Jo-1 u anT-OJ. Hanwune aHTHCHHTETA3HBIX aHTUTEI SBJSIETCS MPEAUKTOPOM PELUIUBHPYIOMIETO
TEUYEHMsI U MO3HEero Havaina MuonaTuu. XoTs B 50% ciaydaeB CUMITOMBI MOSBISIOTCS TOCTEIIEHHO,
Hepenko M3JI, accouumnpoBanHoe ¢ ACC, MOXKET NpOSBIATHCS KaK OCTPBIA pPECHUPATOPHBIN
JMCTPECC-CUHAPOM C pepakTepHO AbIXaTelbHOW HexocTtaToyHocThio. Ilpu obcnenoBanun
nanueHToB ¢ nojao3peHreM Ha M3JI yacTo MCHONB3YIOTCS peHTreHorpadusi rpyAHON KIETKH U
(yHKIIMOHATBHBIE JIETOUHbIE TeCThl. OJIHAKO OOBIYHAST PEHTTEHOTpadusi TPYAHOU KIETKH MOMKET
ObITh HenoCTaTOuHOM st oneHku [7; 8]. KommbrorepHas ToMorpadusi BBICOKOTO pa3perieHusl
rpynHoit kinetku (KTBP) npeanaraet nononHuTensHble BO3SMOXKHOCTH Ui noaTBepxkaeHus M3J1. B
MHOTOIICHTPOBOM PETPOCIEKTUBHOM HccieaoBaHuu JO-1-no3utuBHble manueHtsl ¢ ACC u ¢
nmocreneHHbM HavajgoM M3JI mMenu Oojiee yacToe MOpakeHHE HUKHHUX OTAENIOB Jerkux [7]. ¥V
MAIeHTOB C OCTPBIM HayajaoM 3alojieBaHHs ObUIO OOHApY)KEHO TPU pPa3IMYHBIX MaTTepHa
3aboneBaHus: AUQPPy3HOE, NMATHUCTOE MOPAKEHHUE B BHJE «MATOBOTO CTEKJIa»; HENpaBHIbHBIC
JMHEWHBIE TOMYTHEHUS B 0a3abHBIX OT/IeIaX; M 0Yaru KOHCOJIU/IAIUU B 0a3alIbHBIX OT/AeNax. Takoi
MPU3HAK, KaK «COTOBOE JIErKoe», oOHapyX HBalTCid HeyacTo. [loMyTHEHUs Mo THIY «MaTOBOIO
creksay, HabmoaeMble Ha KTBP, 00bIMHO CBSI3aHBI ¢ IPOrPECCUPYIOLINM T€UEHHUEM 3a00JIeBaHUS
[9]. [TaTorucronornveckue MaTTepHLI HE SBIAIOTCS crielupUIecKuMHu i acconnnpoBanHbix ¢ ACC
N3J1. Hecnieunduueckas nHTEpCTULIMANIbHAS THEBMOHMSI, 00bIUHAs HHTEPCTUIAIbHAS THEBMOHHS,

KpUIITOTEHHAs] OpraHu3yollascs ITHEBMOHHMsS, AU(Py3HOE aabBEOSIIPHOE MOBpEXKIECHUE ObLIN



onucanbl npu ACC. KnuHMYeCKH KaXAblil MOATUN AEMOHCTPUPYET TOHKWEe pasznuuus. [Ipu M
Hecrienrduyeckas UHTEPCTHLIMANIbHAS MHEBMOHMs HaOmronaercs vamie [7; 9]. OrBer Ha neucHue
YaCTUYHO 3aBHCHUT OT XapakTepa TMOSBICHUS CHUMITOMOB. MOXHO MPEANONIOKUTh, YTO
BOCHAJIUTENIbHBIE 3a00JieBaHUsA, TaKue Kak Hecreuupuyeckas HWHTEpPCTULMATIbHAs MHEBMOHUS,
0ObIUHasi MHTEPCTUIIMATIbHAS THEBMOHUS, KpUIITOTEHHAs] OpraHU3YI0Iascs MTHEeBMOHUS, Tuddy3Hoe
AJIbBEOJISIPHOE TOBPEXJCHHE, TMPUBEAYT K OCTPOMY IMPOIECCY, KOTOPBIM MOIMAETCS JICUYCHHIO
KopTukoctepougamu. DUOPO3HBIE HM3MEHEHHs] B JIETKUX CO CKYAHBIM BOCIAJIUTEIBHBIM
UHOUIBTPATOM € OOJIbIIEH BEPOATHOCTHIO OYIYT UMETh MOCTETIEHHOE Havyallo, MPOrpecCcupyrolee
TEUEHHE M TUIOXOH OTBET Ha KOPTHKOCTEPOHIbI Oe3 Ipyrux mMMmyHojenpeccantoB [6]. [arrepn
KTBP sBnsercss nuarHoctudyeckuM u mporHoctuueckum wmapkepom W3JI.  Ceponoruueckoe
npoduIMpoBaHre U KIMHAYECKHE MTPOSIBICHUS y manueHToB ¢ M3J1 MoryT nomoiHUTEIsHO TOMOYb
B TNporHosupoBanuu ucxoaa. lloBeimenHas cmeptHocTh oT WM3JI Obima  cBA3aHa
CEpPONO3UTUBHOCTRIO K aHTU-SSA/RO u anTu-JO-1 antutenam [8]. OObIYHAS MHTEPCTUIHATBHASL
ITHEBMOHHUSI aCCOLIMMPOBaHA C HAJIMYUEM MOJOKUTeIbHBIM SSA/RO, B TO Bpems Kak
Hecrienu(uUeckass HWHTEPCTUIMAIbHAS —IMHEBMOHMs  yaine oOHapyxkuBaercs y  SSA/Ro-
OTpHUIATENbHBIX TTalueHToB [6; 8]. Kpome Toro, ObL1 3aMeucH 0oJice YyCTONUUBBIN OTBET Ha TEPAITUIO
y nanuentoB ¢ ACC 6e3 antuten kK SSA/RO. PeTpocrieKTHBHO, II0Xasi BLDKHBAEMOCTh MAIUEHTOB C
N3JI Obuta cBsizZaHa ¢ TOPAKEHHMEM Cepila, TUMOATLOYMUHEMHEH, amuonatudeckum JIM,
accoruupoBanubiM ¢ M3JI [9]. TlosutuBHOCT, 1O OTHOHmIEHHIO K JO-1 mgaer HeOObIIOE
KYMYISITUBHOE TPEUMYIIECTBO B BBDKMBAEMOCTH IO CPAaBHEHHUIO C TO3UTUBHOCTHIO K JAPYTUM
AHTUCHHTETa3HbIM aHTuTENaM: 90% mpotus 70% uepes 5 ner (P<0,01) [10]. Tekymue uccnenoBanus
COCPEIOTOYCHBI Ha OOHApY)KCHWH OMOMAapKEepOB AKTUBHOCTH 3a00JIE€BaHUS, KOTOPHIE MOMOTYT
OTIPENIETTUTh TMPOTHO3 W BBDKMBAEMOCTb y TAIMEHTOB C BocHaiauTenbHOM Mmuomatuedn u W3JI.
Hocratouno yacto Ha poue M3JI HaGmronaercs perounas runeprensus. CyliecTByeT TUCCOLUaIus
MEKIY TSKECTBIO JISTOYHOM THIIEPTEH3UH U cTeneHbio pubposupoBanus serkux mpu MU3JI [10], uto
YKa3bIBae€T Ha TO, YTO JIETOYHAs THIIEPTEH3HMS — STO OTACIBbHBIN NATOJIOTUYECKHU IPOIEcC, He
CBSI3aHHBIN C 3a0oneBaHueM Jerkux. Jpyrue cepaedHo-nerounbie nposiBieHuss ACC BKITIOYaAOT
KapJIuT, KapAMOMHOTIATHIO, TIEpUKApIUT U TuieBpur [6; 10].

Ilenp  uwccrnenmoBanusi. AHaIW3  KIUHUYECKOTO  ciydas  TO3JHEH  JUArHOCTHKHU
AHTHCUHTETa3HOTO cuHApoMa. JlaHHOe HaOmOIeHHe JIEeMOHCTPHPYET CIIOKHOCTh paHHEH
TMAarHOCTHKH 3TOTO PEIKOTO CHHAPOMA.

Matepuanbl 1 MeTOABI HCC/IeN0BaHUs. B kxadecTBe mpuMepa MPUBOAUTCS KIMHUYECKUN
Cllydaid MO3HeH TUarHOCTHKU aHTHUCUHTETa3HOTO CUHIPOMA.

[TarmenTka M., 1960 r.p., HaOmomaercs y peBmarosiora ¢ 2015 r. B 2009 r. ormernia

MOSIBJIGHUE OJIBIIIKH, AbIXaTenbHOro mauckomdopta; B 2011 r. mosBuauchk ymxopanka g0 39 °C,



ycummwiack oxapimka. C 2012 1. HaOmomanachk y MYJIBMOHOJOTa C JUHArHo3aMu «DK30TCHHBIN
aJUIeprUYecKuii anbBeonuTy, «Manonarnyeckuii (puOpPO3UPYIONUINIA aTbBEOIUT», IO TOBOAY YETro
MOCTOSTHHOTO NprHUMaia peann3oiod 10 mr B cytku u azaruonpud 100 mr B cytku. HecmoTps Ha
JIeYEHUE, COCTOSIHME TMallMeHTKHU YXyAmauochk: (eOpuipHas JIHXOpaKa, Hapocia OJIbIIIKA,
YMEHBIINUIACh TOJEPAHTHOCTh K (PU3UYECKUM Harpys3kam, MOSBUIMCH OOJHM B CyCcTaBax KHCTEH,
oyaru THIepKepaTo3a Ha KUCTAX. B ¢deBpane 2015 r. manueHTKa OTMETHIIA MOSBICHUE CIa0OCTH
MPOKCUMAIIBHBIX MBI BEPXHUX M HUKHUX KOHEUHOCTEH, ObLI 3a)MKCUPOBAH BBHICOKUN yPOBEHB
kpeatuadocokunazsl (>4000 en/im), 4To SBHIOCH MPUYMHOW KOPPEKIHMU TEpaluu. MPOBEIACHA
MyJbC-Tepanusi ¢ MOCIEAYIOUIMM MIPUEMOM MpeAHH30JI0Ha B 103e 12 TabneTok B cyTku. OnHako
CHIDKEHHE JI03BI IIPUBEIIO K MOSIBIIEHUIO MBIIIIEYHON c1a00CTH U MOBBIIICHHUIO KpeaTHH(POCHOKIMHA3HI
(2641 en/m). Becnoit 2015 1. BHepBble KOHCYJIBTHPOBAHA PEBMATOJIOTOM: PEBMATUYECKOE
3aboneBanue Obio oTBepruyro. Jlerom 2015 r. mammeHTka mnpokoHcynbTupoBana B HUN
peBmaTtonoruu uM. B.A. HacoHoBo#, rae OblT TMAarHOCTUPOBAH aHTUCHMHTETA3HBIA CHUHApoM. B
KAauecTBE Tepanuu ObUIM PEKOMEHJI0BAaHbl METUINPEIHU30JI0H (12 Mr B cyTku per 0S) u
muksiodocdan (1000 mr B Mecsity BHyTpuMbIinedHo). Ha ¢oHe Tepanuu Hapocia MbIlIeyHas CHIIa,
HOpMaJIM30BaJIcid YpoBeHb KpeaTuHpochokuHazbl, ogHako no nfaHHeiM KTBP unHTepcrunuaibabie
M3MEHEHHUS B JIETKUX mporpeccupoBain. Kpome Toro, otmeueno nporpeccuaoe cHikenue JKEJL: ¢
3,14 182013 1. 10 2,33 1B 2019 1. DTO ABMIOCH MPUIMHON KOPPEKIMH JieueHus: B mapte 2019 r.
nukinodochan Obul 3ameHeH mukodeHnomarommodermwiom (1,5 r B cyrku). BeiOpanHyio cxemy
Tepanuy NPUHUMAET 10 HACTOsIIee BpeMsl, HaXO/ICh 1101 HaOII0IeHUEM peBMATOoJIOra.
Jannvie nabopamoprvix U UHCMPYMEHMATLHBIX MEMOO008 UCCIe008AHUS HA MOMEHM
HOCMAHOBKU OUA2HO3A

O6umit aHamu3 KpoBu: puTporuTsl — 4,0%10'%/11, remorno6un — 117 /1, TpoMGOIUTE —
389*10°%n, neftkouutsl — 10,7*10%1, 203uH0d I — 1%, ManoukosnepHbie — 2%, CErMEHTOSAePHBIE
— 72%, mamdorutsl — 20%, MoHOLIUTHI — 3%, COD — 15 mm/4ac.

buoxumuueckoe wuccienoBaHre KpOBU: alaHWHOBas amuHOTpaHchepaza — 240 ME/x;
acrlaparuHoBasi amMuHOTpaHcdepaza — 162 ME/n; makratmermaporenaza — 1242 en/m,
kpeatuHpochokunaza — 2641 en/m; kpeatuHdocpokunaza MB — 116,8 en/n; C-peakTuBHBINH 010K
— 8,9 mr/n, rimoko3a — 5,4 MMoutb/1t; 00wl Ounupyous — 10,7 MkMone/n; MoueBrHA — 5,9 MMOITB/IT;
KpeaTuHuH — 73 MMOJIB/IT; 001mii 6ok — 48 1/11.

HMMMmyHOIOTHYECKOE HCCieqoBanue. anTuHykiaeapusiid ¢pakrop (HEp 2) 1:160; antutena
Jo-1 ++; antutena k SSA/R0-52 ++; antutena k SSB/La ++; ALIUII <0,5 en/mi; peBMaTOUIHBIN
¢axtop < 8 ME/mu.

OO0 aHaTM3 MOYH: 0€3 MaTOJIOTUYECKUX U3MEHEHHUIA.



buonTar K0XHO-MBIIIEYHOTO JOCKYTa: BOCHAIUTEIbHBIA MHDUIBTPAT C AereHepanuen u
HEKPO30M CKEJIETHBIX MBIIIII.

DnexkrpoMuorpadus: JaHHBIE CBUICTEIHCTBYIOT O BOCTIATUTEILHON MUOTIATHH.

KomneioTepHass ~ Ttomorpadus  OpraHoB  TIpydHOW  KJIETKU:  Hecnenuduyeckas

HHTCpCTUIHAIbHAsA THCBMOHMA.

Hecneyuguueckas unmepcmuyuanvbras nHe6MOHU
(bponxoskmaswvl Ha ¢hone 30H MamMoO8O20 CMeKaa)
JlnarHo3. AHTUCHHTETA3HBIA CHHIPOM: Hecreluprueckas HHTePCTHIHATbHAS [THEBMOHUS,
«pyKa MEXaHHKay», apTpalrusi, MHO3UT, JMXOpPAJKa, AUCTAIbHAsS CEHCOpHAas MOJMHEHpOmaTus,
UMMYHHBIC HapylieHHs (aHTUHYKJIeapHbI (akrop, antutena k Jo-1, anturena k SSA/R0-52,
antutena k SSB/La).

Kputepuu Conomona u kpurepru Konnopa ainst ACC npusenenst B Tadmute 2 [3].

Tab6muma 2
Knaccudpukannonusie kpurepun ACC
Kpurepuu Kpurtepuu CoaomoHna Kpurepus Konnopa
NMMmyHOnornyeckue JIro6oe aHTHCUHTETa3HOe JIro60e aHTUCUHTETa3HOE aHTUTEIIO
AHTUTENO
Knunnueckue bonpmme kpurepun: N3JI
N3J1 [IM/IM 1o Ilutepy u boxany
I[TM/JIM no IIurepy u boxany Aptpur
Maunsle kputepun: ®enomeH Pelino
Aptpur Pykxa mexaHuka
®enomeHn PeliHo [lepcuctupyromas, HeoObsICHUMAs
Pyka mexaHuka JIUXOpajKa
Kpurepnn ns AHTHCHHTETAa3HOE aHTUTENO0+ 2 | AHTHUCHHTETa3HOE aHTUTEIO + IO
IIOATBEPIKICHUS Oonpumx kpurepus NUJIN KpaiiHeil Mepe 1 KIuHu4ecKuii
JUarHo3a AQHTUCUHTETAa3HOE aHTUTENO + I10 KpUTEpUI
Kpaifneit mepe 1 GonbI0i
KPUTEpUI UM 2 MaJIbIX
KpUTEPHUS




AHanu3 nokasal, 4To MpeICTaBICHHbIN Cclydyail COOTBETCTBYET BCEM KJIaCCU(UKALMOHHBIM
KpUTEpUsAM aHTUCHUHTeTazHoro cuHapoma CosiomoHa u KoHHOpa. AHanu3upys NpeacTaBI€HHOE
Ha0JII0/IEHUE, MOXKHO 3aMETUTh, 4TO NepBbiMU IposBieHusAMU ACC y nauuentku sBuiauck U3JI u
JUXOpajKa, 3aTeéM IO MPOLIECTBUM HECKOJbKUX JIET IOCIENI0BATEIbHO MOSBISUTUCH ApPYrUe
cumntoMbl ACC: MUO3UT, pyKa MeXaHUKa, apTpairus. UMMyHOJIOrH4YeCKIe MapKephl, BbISIBICHHbBIE
y manueHTku (JO-1, SSA/R0-52), mo3BoisSOT mpeanojaraTh HEOJIArompUATHBIA MPOTHO3 U
JaJIbHENIIEE POTrPECCUPOBAHNE HHTEPCTULIMATIBHOTO IOPAXKEHUS JIETKHX ).

Pe3syabTarnl uccienoBanuss U ux oodcy:xknenme. Kinnunueckue nposisienuss ACC moryt
OBITH JTOCTATOYHO Pa3HOOOpa3HBIMHU, OCOOCHHO B naebioTe 3aboneBanus. [IpakTukyromue Bpauu
JoJokHBI 3HaTh O ciydassx ACC, KOTOpble HAUMHAIOTCS TOJBKO C HU30JMPOBAHHOIO IMOPAKEHUS
MBI, CycTaBoB wiH Jierkux [11-13]. IIpumepro B 27% ciydaeB ACC n30JMpOBaHHBIN TOTHAPTPUT
MOJKET OBITh €TUHCTBEHHBIM CUMIITOMOM, YTO MIPUBOJUT K 3aMa3/IbIBAHUIO TOCTAHOBKH JIMarHo3a B
cpenHeM Ha 27 MecsIeB, B oTiinyue oT 18 MecsliieB 3aepKKH y MAllUEHTOB, KOTOPbIE JEOIOTHPYIOT
¢ nomuaprpuroM, W3Jl w/umum mumoszutom [11]. [lpu cUMMETpUYHOM TONHUAPTPUTE CIEIYET
UCCIIeIOBaTh aHTH-JO-1, maxke eciau peBMATOMAHBIA (DakTOp W aHTUTENAa K HUKIMYECKOMY
HUTPYTIUHUPOBAHHOMY MENTU/TY TTOJIOKUTENbHBI, 0COOCHHO MPU HATMYUH CUCTEMHBIX MTPOSBICHUN
[11; 14-16]. Kpome TOro, BO3MOXKHO, CIIy4ad PEBMATOMIHOTO apTpuTa, JedeHHOro antu-OHO-a
npenapaTamMy, C MOCIEAYIOIUM pa3BUTHEM MHO3UTa, HAa CaMOM Jejie MOTYT ObIThb IpUMepaMu
ecrectBeHHo# oo ACC [11; 15; 16]. AnajoruunsiM o6pazom, manueHTsl ¢ M3J1 1omKHbI
00s513aTeIbHO TECTHPOBAThCA Ha Haimuuue JO-1 M JIpyrux MHO3UT-CIIEHU(PUUECKUX aHTUTEN. OTO
cBsizaHO ¢ TeM, uro M3JI, accouumupoBaHHbIE C Pa3IMYHBIMU CHEUU(PUIECKUMHU Ui MUO3UTA
aHTUTENIaMU, HMMEIOT pa3Hbleé BapHaHThl Te4YeHHUs U MporHo3. llpm oOHapyX eHUM aHTUTEN,
cnenupUYHbIX K MHO3UTY, ciiefqyeT peryisipHo npoBoautb KTBP u ¢yHkunoHanbHbIe neroyHbie
tectsl st uckimodenust U3J1 [11]. [Mauuentst ¢ ACC u HeraTuBHBIE 110 JO-1 ayTOaHTHTEIaM UMEIOT
xymmuit mporHo3. CyiectByer BaxkHas accouuanusi SSA/R0-52 ¢ aHTH-JO-1, KOTOPYHO MOXHO
MIEPBOHAYAJIBHO cIIyTaTh ¢ cuHApoMoM lllerpena. buoricus manol CIFOHHOM Kelle3bl MOMOTaeT
muddepennmponats cuHapoM lllerpena ot qpyrux peBMaTHuecKux 3a00JI€BaHUN C aHATOTMYHBIMU
CHUMIITOMaMH, a HaJlMuue aHTu-JO-1 yka3piBaeT Ha To, uTo 3T0 ACC. B ciydasx, HeBOCIPHUMYHBBIX
K KOPTUKOCTEPOMJAM U HMMMYHOJENpPECCaHTaM, PUTYKCMMad MOXKET OBbITh TII0JIE3HBIM, HO
YCTaHOBJICHHOW TPOIODKUATEIBHOCTH JieueHus HeT [17-19]. Do ontumanbrbiii BapuanT st ACC ¢
orcyrctBuem JO-1 [20] u B ciyqae ACC, acconmupoBarroro ¢ AT mo3uTHBHBIM peBMATOUHBIM
aptputom [18; 19].

BoiBoabl. Knunnueckue nposiBineHuss ACC MOryT UMeTh pas3Hble Je0ITHl U COYETaHMS
cuMnTOMOB. CUMNTOMBI MOTYT BO3HHKHYTbH MOCJEI0BAaTEIbHO B T€UEHHE JJIUTENBHOIO MepHoja

BpPEMEHHU, JaXKEe €CIIH JICUCHHUE YKe HauaTo. MHUO3UT, apTpuT (BocnanuTelbHas aptpanrus), U3J1 —



kinanueckue nposisieHus ACC, KOTopble BCTpeyaroTcs ¢ HauOosblel yactoToil. EcTtecTBeHHOE
teueHue U nporHo3 ACC uHAMBHUAYaAJEH B KaXXJOM KOHKpeTHOM ciydae. [lomoOHbIN XxapakTep
TEYCHHSI 3200JIEBAHUS IOCTATOYHO YaCTO BBI3BIBACT 3aTPYTHEHUS C IIOCTAHOBKOM IMAarHO3a y Bpauei
pa3HbIX CHEIHUAIbHOCTEH (PeBMATONOrH, MyJbMOHONIOTH). C 3TON Leblo B IUIaH 00CIe0BaHUs Y
MAIMEHTOB C BBIIICIIEPEUUCICHHBIMI HO30JOTUAMU (OCOOEHHO €CIIM OHU PE3UCTEHTHBI K OOBIYHOMN

TEpanum) CleAyeT BKI0YATh Ceu(ruecKue ayroanturena, ceszanabie ¢ ACC.
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