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IOBenunbnsbrit gepmaromuosut (FOJIM) aBiasgerca OTHOCHUTEIbHO PEeIKHM 3a00/ieBAHMEM U HE CTOJb
3HAYMM B CTPYKType PeBMATHUUYECKOH IATOJOTMH [ETCTBA, OJHAKO IPENCTABJISIET CO00M TAKeIoe
3a0o0JIeBaHNE U MOKeT NMPUBECTH K HHBAJIUAU3ANNu peGeHKa M JeTadbHOMY ucxony. Ilo3nnee ycra-
HOBJICHUE TMAaTHO3a ¥ NO3Hee HAYaJI0 TePaliy, 0OTMeJYaolecsa B KaKI0M BTOPOM ciIydae, IPUBOIAT
K Pa3sBUTHIO HEOOPATUMOI MBINIEYHOI aTPO(uH, PACIIPOCTPAHEHHOT0 KAJbI[HHO3a, (DOPMHUPOBAHHIO
BBIPAKE€HHBIX KOHTPAKTYP M TAKEJI0MY IMOPAKeHNI0 BHYTPEHHUX OPTaHOB, B IEPBYIO OUepeab JeTKUX
M JKeJIyTOYHO-KUIIeYHOTro TpaKTa. OMHOI U3 MPUYNH TPYTHOCTEH TMATHOCTHKH U BHIOOPA ONTHMAJIb-
HOHl Tepamuu SABJSETCA BHIPAKEHHBIN KJIWHWYecKHi nmoaumopdusm, npucymuii F0JIM. B o0630pe
paccMaTpHUBAIOTCS Pe3yIbTAaThl UCCIAETOBAHUI MOCJIETHUX JIET, IIPEICTABIAIONINE CBENEHUA 0 POJIU
TeHeTUYECKNX M BHeIIHecpenoBbIX (haxkTopoB B passutun I0OAM, cnexkTpe Muo3uT-crenupuaecKux
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M MUO3UT-ACCOIIMMPOBAHHBIX AHTUTEJ U ACCOIIMUPOBAHHBIX C HUMHU (beno'rnnax J9TOr0 reTeporeHHo-
TO 3a60.11eBaHmI, MHOI‘OOGpaSHLIX KIMHAYECKUX IIPOABJJEHHUAX MU COBPEMEHHBIX NTHATHOCTHYECKUX
KPUTEPHUIX, YTO PACIHIMPUT IIPEJCTABICHUS MPAKTHKYIOUIUX Bpadeil 00 3ToM 3a00JieBAaHUM U OymeT
CII0COOCTBOBATH COBEPUIEHCTBOBAHUIO JIeUeGHO-TNATHOCTHYECKOTO IIpoliecca.

Knwoueesle cnosa: demu, 106eHUNbHBLIL 0epMAMOMUOZUM, 2eHemUuiecKUe U 6HeuLHecpedosble PaKmo-
pbL, muozum-cneyupuyieckKue U MUO3UM-ACCOUUUPOBAHHbLE AGHMUMENA, KIUHUYeCKUEe NPOAEJeHU,
duazrHocmuyecKue Kpumepuu.

Hum.: H.C. IIo0uepusesa, M.C. Konesuna, M.H. Tuxas. Cogpemernbie npedcmagienus 0 06eHUJLbHOM
depmamomuosume: IMuon02us, NAMmMmozere3, KIUHUKa, duaznocmukxa (wacmy I ). Ileduampus. 2019; 98
(3):216-217.

N.S. Podchernyayeva, M.S. Konevina, M.1. Tikhaya

MODERN IDEAS ABOUT JUVENILE DERMATOMYOSITIS:
ETIOLOGY, PATHOGENESIS, CLINIC, DIAGNOSTICS (PARTI)

.M. Sechenov First Moscow State Medical University, Moscow, Russia

Juvenile dermatomyositis (JDM) is a relatively rare disease and is not so significant in the
structure of childhood rheumatic pathology, but it is a serious disease that can lead to disability
and lethal outcome. Late diagnosis and late therapy initiation, noted in every second case, lead to
development of irreversible muscular atrophy, widespread calcification, formation of pronounced
contractures and severe damage to internal organs, primarily lungs and gastrointestinal tract. One
of the reasons for the difficulties of diagnostics and optimal therapy choice is JDM pronounced
clinical polymorphism. The review presents results of recent studies that provide information
about the role of genetic and environmental factors in JDM development, the spectrum of myositis-
specific and myositis-associated antibodies and associated phenotypes of this heterogeneous
disease, diverse clinical manifestations and modern diagnostic criteria that will expand views of
practitioners doctors and help to improve therapeutic and diagnostic process.

Keywords: children, juvenile dermatomyositis, genetic and environmental factors, myositis-specific
and myositis-associated antibodies, clinical manifestations, diagnostic criteria.

Quote: N.S. Podchernyayeva, M.S. Konevina, M.I. Tikhaya. Modern ideas about juvenile dermato-

IOBenunpublii  gepmatommosutr (IOOM) -
cucTeMHOe 3aboJieBaHUe ayTOMMMYHHOIN BTHOJIO-
rum, XapakKTepuaymollleecsd IOpaKeHUeM MeJKUX
COCYIIOB KOXKU, CKEJIeTHON MYCKYJIaTypbl W BHY-
TPEHHUX OPTraHOB C TUIHNYHBIMHU KJIUHUUYECKUMU
MPOSABJEHUSMHU B BUe JIUJIOBOM SpPUTEMBI B Iapa-
opbuTaIBHOM 00JIaCTH M HaJZl CyCTaBaMU U HMPOKCH-
MaJabHO# MbIeuHo# caaboctu. IOIM saBasercs
HamboJiee YacThIM 3a00JeBaHUEM U3 T'PYIIIbI UINO-
MaTUYEeCKUX HMMMYHOBOCIIAJUTEIbHBIX MUOIATHUMI
(MUBM) y mereii, Ha eTo gojto npuxogutcs 1o 80%
cayuaes [1].

Inudemuonozusn. FOIIM saBasieTcsa peJKoi maTo-
Joruei, 3a00JeBaeMOCTh COCTAaBJIAET JIUIIL 2,5—4
cayuad Ha 1 000 000 B rox [2, 3], a pacupocTpaHeH-
HOCTh — 2,5 cayuaeB Ha 100 000 [4]. S3aboseBanue
yare BCTPedYaeTcsd y AeBOUeK, YeM y MAaJIbUMKOB
¥ HaunHaeTcsd B OOJILIIIMHCTBE CIydYaeB B Bo3pacTe
4-10 Jset, XOTA MOXKeT Me0ITUPOBATh Kak B 0oJjee
paHHeM, TakK U B 6oJiee cTapIiieM Bo3pacre.

Idmuonozusn. CornacHO COBpEMEHHON KOHIIEII-
muu, IOIM, xKak u Apyrue CUCTEMHBIE ayTOUM-
MYHHBIe 3a00JIeBaHUS, PasBUBAETCA BCJIEICTBUE
ayTOUMMYHHOHM aTaku, KOTOpasd WHUIUUPYETCs
pasIuUYHBIMU (PaKTOpaMu BHEIIHEI Cpeibl y TeHe-
TUYECKH IPEAPACHOJIOKEHHBIX WHAUBUAYYMOB
[5]. 9xcmepramu MeXAyHAPOLHOTO TeHETHUUECKO-
ro koucopruyma mo muo3uty (MYOGEN) 6brau
UIeHTU(GUIINPOBAHBI aJJIe I pPsga T'eHOB IJIaBHO-
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ro Komiiexkca rucrocoBmectumoctu (I'KI'), remosn
HEKOTOPBIX IIUTOKWHOB U YUYACTHUKOB CUTHAJIUHTA
JIuM@OIIUTOB, aCCOIIUUPOBAHHbBIE KAK C PUCKOM pas-
Butusa IOM, Tak ¥ OKa3bIBAWOIINE TPOTEKTUB-
HOe melictBue [6]. Annenu pucka BrawouaoT: HLA
B*08, HLA DRB1%0301, HLA DQA1%*0501, HLA
DPB1*0101, HLA DQA1%*0301; annenu reaos PHO
(paxTopa Hekposa omnyxoau) o — DPHOw-238GG
u ®HOw-308AG; anienm TeHOB HHTEPJEHKUHOB
NJI10+4845TT u WMJI1B+3953T; annenu reHoB
TSKEJOM Ilenmu mMMyHorjaoOyamua ramma — GM
13, GM 1,3,17 5,13,21 u GM 3,23, 5,13; annenu
TeHOB JIETKOU IIeIM MMMYHOTJIOOYJIMHOB Karia —
KM 1,1, nporeunna tuposuHdocdarassl — Ptpn22
(rs2476601), xeMOKMHOBOTO (C-C MOTHBA) JUTAHIA
— CCL21 (rs951005), ¢pochonaunassr C (rs6738825)
u B-auMmpoumnoii mporemuHkuHasbl (rs2736340).
Kak oxazanocs, annean @HOo-308A u NJ110-889C
acCOIMMPOBAHBI ¢ HaMboJaee KINHUUECKU TAMKeJ bl
mu BapmanTtamMu IOIIM c KaabIIMHO30M U SA3BEH-
HBIM IIOPa’KeHUEeM KeJIyIOUHO-KUIIIeUHOT'0 TpaKTa
(GKKT). IIporekTuBHBIMU sBIAAOTCA ajiaenun HLA
DQA1%0201, HLA DQA1%0101 u HLA DQ1*0102
[1, 7].

Cpenu (axTOpOB BHeIIHell cpeabl HauboJiee
sHaunMbl nHQerIua u Y PO. Ha Bo3MOKHYIO POJIb
WHQEKINY YKa3bIBAIOT Ce30HHBIE KOJIe0aHU YacTo-
Tel Havasia IO[IM. Kpome Toro, ycraHoBJI€HO, UTO
nebroTy saboseBanusa y 51% manueHTOB IpenIle-

217

27.05.2019 12:55:35




o 3

/

218

cTByeT mH(peKnuA. B KauecTBe TPUITEPOB paccMa-
TpuBaioT Bupyckl Kokcaku Bl u ECHO, napBoBupyc
B19, Bupyc rpunna, BUY, HTLV-1 [8]. Hanuuue
uHGEeKIUU B TeueHUe 6 MecdAIleB Iepel HAUYaJIOM
3a00JieBaHUsA IOBBIIIAET PUCK IIOJUIUKJINUECKOTO
reueHus IOIM y gmereii [9]. Kpome TorO, B Kaue-
CTBe BO3MOYKHOTO TPUITEPA PacCMaTPUBAIOT IIPEJ-
IIeCTBYIONIYIO BakimHaiuio [10].

IIpeno:keHO HECKOJBKO THUIIOTE3, O0BICHIIO-
X BO3MOJKHYIO POJb WHMEKIIMOHHBIX areHTOB
(M1A) B marorenese IOIM. Ilpemmosiaraior, 4TO
IIaToOTeH MOJKET B3auMOIEeNCTBOBATD C KJIETOUHBIMU
IPOTeMHAMU W BUAOM3MEHATHh MX, BIUAA HaA pac-
Mmo3HaBaHUE WX MMMYHHOI cuctemoii; A moryT
HapyumaTh UMMYHHYIO TOJE€PAHTHOCTH, U3MEHAA
KoH(OpPMAIINI0 KJIETOUHBIX IIPOTEUMHOB U BHIBLIBASA
SKCHO3UIINI0 KPUITOIIMUTOIOB, KOTOPhIE OOBIUHO
CKpbBITEI OT T-KjJeTok; MIA MOryT BBI3BIBATH IIPO-
aykinuioo anturea (AT) m akTHBUpPOBATH ayTope-
aKTuBHBIe B-KjeTKu. MoseKyasapHas MUMHKPUA
MOJKET WIpaTh BayKHYIO POJIb B (POPMUPOBAHUU
ayTOMMMYHUTETa, UHAYIIMPOBAHHOTO WH(MEKIIMei.
CXOZCTBO IIATOT€HOB U IMIPOTEMHOB X03AMHA MOKET
MPUBOAUTL K INEePEKPECTHOMY B3aMMOEHCTBUIO
MeKAy IMaToreH-cruenu(pruyecKuM UMMYHHBIM OTBe-
TOM U coOCcTBeHHBIMU aHTUreHamu. Tak, npu FO[IM
UMMYHHBIN OTBET (DOPMUPYETCS MIPOTUB IMPOTEUHA
5M cTPenTOKOKKA rPYIIIbl A 1 MUO3MHA CKEeJIETHBIX
MBI, BBIABIE€HA TOMOJIOTHUA MEMKAY TUCTHUIUJI-
TPHK cunrerasoii, ananua-tPHK-cunTerasoii u
BUPYCHBIMEU aHTHUreHamu (Jminreiina-Bapp Bupyc,
aJeHOBUPYC, Bupyc rpunmna). OTMeueHO CXOZI-
cTBO Mekay ayroaHTureHom PL-12, Tpomomwuo-
3WHOM ¥ KepaTUHOM, T.e. BO3MOKHO IIOpasKeHUe
He TOJBbKO MBIIIIl, HO U COeAMHUTEJIbHONU TKaHU.
IIpounupoBaHue SKCIPECCUN I'€HOB BBIABUJIO CUT-
HaTypy mHTepheponoB I Tuma (MP-1), yto MOKeT
OBITH CBSIBAHO C BUPYCHBIM Bo3zaeilicTBueM [8].

PesysbTaThl 5IUAEMUOJIOTUUYECKUX HCCJIEI0BA~
HUN TOATBEPAWJIN 3HAUeHUE MHTeHCUBHOro ¥YPO
IJis BosHUKHOBeHUA [IM, yCTaHOBUB acCOIIUAI[UIO
3abosieBaemoctu [IM ¢ GJIM30CTHIO TEPPUTOPUU K
skBaTopy [11]. IIpomemMoHCTPUPOBAHO, UTO AaKe
KpaTKoBpeMeHHoe BosmeiicTBue Y PO MOKeT cIio-
COOCTBOBATH IIOSABJIEHUIO KJIMHUYECKUX U CEPOJIO-
rudeckux nposasiaeHuii FOIM y manmeHTOB-KaBKa-
3ounoB HocuTedeil AT K IpOMeKyTOUHOMY TpaHC-
KpuniuornHomy axropy-1 vy (auTu-pl55/140)[12].

ITo nauubiM G. Mamyrova u coasr. [13], y 63,8%
0OJIBHBIX B TeueHue 2 jeT mocie Havana [IM ormeua-
IOTCS PEIUANBEI, KOTOPHIE ITPOBOIMPYIOTCA TEMHU JKe
(axkTopamMu BHelTHe# cpebl, uTo u nedior [IM.

ITamozenes IOIM oxoHUYATEIbHO HE YCTAHOB-
JIeH, BePOATHO ero Pa3BUTUE IPOUCXOAUT C YUACTHU-
eM KaK I'yMOPaJbHOTO, TaK U KJIETOUHOTO 3BEHBLEB
UMMYHHUTEeTa. B HacTosAIllee BpeMs NPUHATO CUU-
TaTh, YTO IEHTPAJBHYIO POJIb B ITIaTOTeHE3e UI'PAeT
Backyjaomatua [14]. XapaxkTtep ZaHHON MUKPOaH-
THOIIATHUU OCTAeTCs MO KOHIIA HeACHBIM, HO OUEBU/-
HO, UTO 3TO KOMILIEKCHBIN IIpoIlecc, B HaYaJbLHOM
CTaauu IPeACTaBIeHHBIN BACKYJINTOM, BEI3BAHHBIM
NUD-1 u apyruMu IMUTOKUHAMU, a B IIOCJIEAYIOIeM
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HEeBOCHAJINTEIbHON OKKJIO3WBHOU BacKyJoIlaTuei
C YMEeHBIIIeHUEM KOJUYecTBa (QYHKIMOHUPYIOITUX
KanuaAapoB [15]. B GuomnTarax MbIII 0o0HapY-
JKUBAIOT HE TOJHbKO MHOPUIBTPATHI M3 MMMYHHBIX
KJIETOK, HO M Jelmo3uThl KoMmnoHeHTOoB CHb-9, uTo
yKasblBaeT HA WNMMYHOKOMIIJIEKCHBIA XapaKTep
mpoIrecca.

IIpegmonaratT, YTO IIPOIlECC HAUMHAETCA C
TOBPEKIEHUS SHIOTEeIUs cocynoB sHmomususa. AT
uiau apyrue GaxTopsl aKkTuBUPYOT C3 KOMIIOHEHT
KoMmILieMeHTa, Gopmupya C3b u C4b dpparmeHTHI,
uTo mpuBoAuT K oopaszoBanuio C3SbNEO u mem6pa-
HOATaKYyIOIlero KOMILIeKCca WM WX OTJIOKEHUIO B
cocymax 9HIOMUBUA. BCaencTBUE 3TOr0 BOSHUKAET
BOCITAJIEHWE U IIOSABJIAIOTCA MUKPOUH(DAPKTHI, 00y-
caoBamBawoInue (GOpMUPOBaHUE MBINIEYHON aTpO-
¢un [5]. BeposaTHo, cX0omHBIe MeXaHU3MBI OIIpefie-
JISIOT TIOPaskKeHre KOYKHU U BHYTPEHHUX OPTaHOB.

ITockonbky IOIIM accomuupyeTrca C HaJIHUUU-
€M ayTOaHTHUTeJ, IPeAIoJaraeTcd, UYTO OHU MOTYT
aKTUBUPOBATH KOMILJIEMEHT, 3alIyCKas BLICBOOOKIe-
HIUe IIPOBOCIAJUTEIbHBIX ITUTOKMHOB, YBEJIUYUBAS
SKCIIPECCUI0 MOJEKYJ aAre3uy 9SHIO0TeJTUaIbHBIMU
KJeTkaMu u murpamnuio B- u CD4+ T-nmumdoruTos u
IIIa3MAallUTOUTHBIX TeHAPUTHBIX KJIETOK B MBIIIEY-
HyI0 TKaHb [16—18]. I®P-1, mpoaynupyeMbie aKTU-
BUPOBAHHBIMU HE€HAPUTHHIMHU KJIETKaMH’, B CBOIO
ouepenb, CTUMYJUPYIOT MPOAYKIIUIO IIPOBOCIAJIL-
TEeJbHBIX IIUTOKNHOB, IIOBBIIIAIOT 9KCIIPECCUI0 MOJIE-
Kya I'KT I u II x1accoB m MOJIEKYJl aAre3wu, CIIO-
cobcTBysa murpanuu T-KaeTok [18]. Oupenenennyio
poJib B maToreHese urpaimoT T-xenmnepsl cyotuma 17
(Th17), xoroprie muaynupytor WUJI6 u WUJI17, uro
KOPPeJIUpPYyeT € BBIPA’KEHHOCTHIO MHTEP(HEPOHOBOTO
OTBEeTa M aKTUBHOCTBHIO 3a00JieBaHUsA. B HacToAIIMi
MOMEHT CUMTaT, uTo MIP-1 UrpaioT 0CHOBHYIO POJIb
B matorenese FOIIM [19].

Ayroanturena u denoruns: IOJIM

3HaUYNMBIM JOCTHKEHUEM IIOCJIeTHUX JIET ABJIs-
ercsa uneHTu(uKanua y 6onpHbIx UMBM pasinu-
HBIX ayTOAQHTUTEJ, KOTOPhIe IPUHATO Pa3AeIATh Ha
JIBa KJiacca:

o muosur-cunenudpuueckue AT (MCA), Hampas-
JeHHbIe TIPOTUB ANEPHBIX U IIUTOIJIa3MaTUYECKUX
AHTUTEHOB, BOBJIEUEHHBLIX B IIPOIECC TPAHCKPUII-
MY TEeHOB, TPAHCJIOKAIUU OEJKOB M aHTUBUPYC-
HBII OTBET;

e MmuosuT-accornuuposauubie AT (MAA), Koro-
pble oIpegenAlOTCA IIPU overlap-cuHApoOMax wu
BRJwpouaroT aHtu-PmScl, autu-Ul RNP, anru-La
(SSB), autu-Ro (SSA), anTi-Sm.

NUBM saBasaioTca BecbMa IeTepPOTe€HHOM I'DYII-
moii 3a00JieBaHUM, MMEIOINX PAa3JUYHOEe TeUeHUe
u ucxoj. bBiaromapa HeJZaBHUM UCCJIELOBAHUAM
yIaJIOCh BBIJEJUTH OTHOCUTEJIHLHO TOMOTEHHBbIE
TOATPYIIBI, TOCKOJIBKY MOABUJINUCH NaHHBIE, IIOJ-
TBEPIKAAIOIINEe HaJW4yue CBA3EH MeXXAy TIeHOTH-
IIOM, CEPOTUIIOM U KJIMHUUYECKUM (peHoTumom [15].
ChopMupoBaHo IpecTaBIeHe O PA3TUUHBIX (heHOo-
tunax IOIM, npu Koropbix npoduab AT, mopdo-
JOrTUYecKue N3MeHEeH! A, BEIPAKeHHOCTh XapaKTep-
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Tabruua 1

Ayroanturena npu FOAM u npyrux HABM y nmereii u acconunpoBaHHbie KInHmYeckue heHoTumnsl [21—24]

YacroTa BHIABIEHUT
IpU MHO3HTE
AyTtoanTHTENA Kananuyeckue mposBIeHUS
C I0BEHMJIBHBIM
Ha4YajaoMm
Muosur-cunenuduueckrue AT obHapyskuBaoT y 45—55% IanMeHTOB IPU MUO3UTE C IOBEHUJIBHBIM HAYAJIOM
. . PacnpocrpaneHHbIE KOKHBIE BBICHIIIAHUS
Anti-TIF-y (anti-p155/140) pocTp ’
o (OTOUYBCTBUTEIBHOCTD, 9PO3UBHO-sI3BEHHOE MTOPAKeHe KOKH,
— AT K IpOMEXYTOUHOMY 18-35%
BBIPa’KeHHAas MBIIIeYHAaA cJ1abocTh, uddys3Had JUIOLUCTPOMUS
TPaHCKPUIITUOHHOMY darTopy ly
XpoHnueckoe TeyeHue 3a00JIeBaAHUA
Hauauro 3aboseBanus B 60jiee paHHEM BO3pacTe, BEIPaKeHHOE
mopaskeHue MBIIIII, CYZOPOrY B MBIIIIAX, aTpodus,
Anti-NXP-2 (MJ) — AT & nporeuny KOHTPaKTYPHI, nucharud u AucHoHUsA, SPO3SUBHO-IZBEHHOE
HYKJIeapHOTO MaTpUKca 15-23% nopaxxenue KT (kpoBoTeueHue), TsAKeI0€ MOPAKEHNE KOKHU
C pacupocTpaHeHHeM Ha 00JIacThb TYJIOBUIIIA
Kanbiuaos
WuBanugusaius, HeGJIarONIPUATHBINA UCXO
R Kiaccuueckas coinb (mamyssl [OTTPOHA, MeJIMOTPOIIHAS ChIIlb
Anti-Mi2 (NuRD) — AT (mary. pona, p ),
. o TSKEJIOe TIOPAKeHNe MBI, Arcdarusd, Beicokue yposau KOK
HYKJIE0COMAa-PeMOIeJINPYIOei 3-4%
XOopoI1I0 0OTBEUYAIOT HA CTAHAAPTHYIO TEPAIIKIO
JlealieTuiase L
BiiaronpuATHBINA TPOTHO3
BouJiee pacrpocTpaseHsbl ¥ MalMeHTOB B BOCTOYHOM A3uu,
Anti-MDA5 (CADM-140) — AT x acCOIMUPOBAHBI C AMUOIMIATUUYECKUM MUO3UOTOM, OBICTPO
IIUTO30JIbHOMY CEHCOPY IIaTOT€HOB 6% nporpeccupyiomieit UBJI, BEICOKOI JIeTaJIbHOCTHIO
0
— IPOTEUHY 5, aCCOIIMUPOBAHHOMY C VY KaBKa30UOB aCCOIMUPOBAHBI C YMEPEHHO BBIPAYKEHHBIM
nuddepeHITnPOBKOM MeJTaHOMbBL mopaskenuem Mbiri, UBJI, aprpurom, g3BaMu Ha KOXKe
¥ CJIUBUCTON 060JIOUKE ITOJIOCTU PTa
Anti-SAE — AT x maneim "
Buauasie aMmuonaTuyecKuii BapuaHT (KOKHbBIE IIPOSBIEHUA
YOMKBUTUHOIOLOOHBIM o
1% IPEeAIIeCTBYIOT MBIIIEYHBIM)
MOAU(PUKATOPAM, AKTUBUPYIOII[IM
Penko mopaskeHue JerKuX
(depMeHTHI
Anti-aminoacyl tRHA synthetases 5—8% AHTHCHHTETa3HbIN cuHApoM: Muosut, UBJI, tuxopanka,
— AT x TPHEK-cuaTeTazam cuHAPOM PeiiHo, He9PO3UBHBINA apPTPUT, «PYKA MEXaHUKA»
— Anti-Jol (anti-histidyl) 2-3% JIunoatpodusa
— Anti-PL7 (anti-theronyl) 2-3% Ha6monaercsa y mereii crapiiero so3pacra
— Anti-PL12 (anti-alanyl) 2-3% BricoKUit ypOBEHB CMEPTHOCTH
— Anti-EJ (anti-glycyl) 2-3% BiaronpuaTHBIN OTBET Ha PUTYKCUMA0
— Anti-OJ (anti-isoleucyl) 2-3% Anti-Jo-1: Gojiee BbICOKAA YacTOTa MUO3UTA, APTPAITUNA
— Anti-KS (anti-asparaginyl) 2-3% U «PYKH MeXaHUKa»
— Anti-Ha (anti-tyrosyl) 2-3% Hpyrue AT: Gosiee BbICOKAsA YacTOTa KOKHBIX N3MEHEHUH,
— Anti-Zo (anti-phenylalanyl) 2-3% auxopagxku u UBJI
Hexporusupyomuii ayTonMMyHHBIH MIO3UT
BripasxkenHas cimabocTb
Anti-SRP — AT  curna- 29, ITopaskeHue cepaia
o 0 o
pacIo3HAIOIIel YacTuIe Berpeuaercsa y meTell cTapiiiero sospacra
XpoHUUECKOe TeYeHne
MoskeT OBITH PE3UCTEHTEH K CTAHJAPTHOU Tepamuu
Anti-HMGCR - AT k 3-rugpokcu-3- 1% IOBeHUIBLHBIN TOJIUMUO3UT
MEeTHUJITJIIOTAaPUI-K093UM A pefyKTase ° BrICOKUMIT puCK MBIIIEYHOM cirabocTu u gucharuu
Muosur-accoruupoanabie AT o6uapykuBaioT y 16—20% nanueHTOB IPU MUO3UTE C IOBEHUJILHBIM HAUAJIOM
Anti-PmScl — AT K HYKJI€0JIsIpHOMY IlepekpecTHble cuHApoMbI (overlap syndromes),
MYJIbTUIPOTENHOBOMY KOMILIEKCY 5% HaunboJee YacTo ¢ YePTaMu CKJIEPOAEPMUN
Puck UBJI, aprpura, cuagpoma Peiino
. IlepeKpecTHBIE CUHAPOMBI C IIOJUMUO3UTOM
Anti-UIRNP - AT k U1l ) PeKpe Ap
2% Crapiuii BodpacTt
PuGOHYKJIEOIIPOTEUHY
VYmepeHHas ci1abocTh
Aprpanrun, cuagpom Peitno, BJI, MbleuHo-cKeIeTHBIE
6% mpu TOIIM o po;I;BneHm’I P ’ '
Anti-Ro (SSA) - AT & 14-25% npn P
AcconuupoBaHbI ¢ IJIOXUM IPOTHO30M 13-3a IIPOrDECCUPYIOIEro
pubonykaeonporenHam 52 uau 60 Kd epeKpPecTHBIX .
e HapyueHus GQYHKIUHA IpU JOJITOCPOYHOM HAOIIOIEeHUN
MoryT o6Hapys:xkuBaThca BMecTe ¢ Apyrumu MCA,
B ocobernocTu ¢ AT xk TPHK-cunTeTaszam
2-12% npu
Anti-La(SSB) — AT & IepeKPeCcTHBIX .
He BBIABIEHO 3HAUMMBIX aCcCOIMAIMI
PUOOHYKJIEOTIPOTEUHY CUHAPOMAX C
MUO3UTOM

HBIX KJIWHUYECKUX MPOABJEHUNU U IPOTHO3 CYIIe-
ctBeHHO Bapbupyior [1, 20]. Hacrora BBIABIEHUA
pasauuabix MCA u MAA y gereii U UX KJIUHUUYE-
CKOe 3HaueHNe IIPeACTaBJIeHbl B Tada. 1.
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Hawubosee uacTo y mereit BeisgBaaT anti-TIF-y
(anti-p155/140), kotopsie accormuupoBansl ¢ FOIIM
XPOHMUYECKOI'0 TEUEHUsI C TAKEJIBbIM IOpaKeHM’eM

KOKu u qumnoguctpodueii [25].
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BropriMu 1mo uyacrtore saBiagioTca anti-Md
(NXP-2). Hanuume stux AT 3HaUMMO accomuupo-
BaHO C PUCKOM Pa3BUTHUA KaJbIIMHO3a, PACIIPOCTPA-
HEHHOCTb KOTOPOTO HauboJIbllIad y AeTell paHHEro
Bospacrta (4 roxa u miuagiie) [26]. Pernorun FOM c
atuM BuzoM AT xapakTepusyerca T KeJbIM II0pa-
JKeHUeM MBI, Aucdarueii, 3po3UBHO-sI3BEHHBIM
nopasxkenreM ¢KKT ¢ KpoBoTeueHUAMU, XPOHUUE-
CKUM TeueHUeM U HeGJIaronmpUATHBIM IIPOTHO30M
[1, 26].

TperbuMu 1o yacToTe BhIABIeHUA cpexu MCA
asasaored anti-MDA-5 (CADM-140), koTopbie acco-
IIUAPOBAHBI C OBICTPO IIPOTPECCUPYIOIIE WHTEep-
cTunuaabHol OosesHbio Jserkux (UBJI), aprpu-
TOM, A3BEHHBLIM IIOPa’KeHUEM U BBICOKUM yPOBHEM
CMEPTHOCTY B ANOHCKOU momysanuu [27]. Otu AT
obHapys:kuBaioT y 54% amonckux gereit ¢ FOIM, nux
BBICOKME TUTPHI ACCOIUMPOBAHBI C IOBBIIIIEHHBIMU
ypoBHaAMu MJI18, N1JI6 1 heppuTrHAa U OUE€HDb TAKE-
so# popmoiit UBJI [28], npu sTom y 60sapEBIX FOM
B CIITA stu AT BBIABAAIOT JUIb B T—8% cayuaes u
HNBJI ormeuaeTcs pegKo.

VY meteii ¢ anti-Mi-2 IOIIM mposBasieTca KJac-
CUYEeCKUMHU CUMIITOMaMU, IAallieHThl XOPOIIIO OTBe-
YaloT Ha CTAaHIAPTHYIO Tepalnuio, IPOrHO3 0Jaro-
mpuATHBIN [1, 29].

B orauume ot B3pocabix AT K aHTUTeHaM
TPHK-cunTeTras o0HApy:XKMBAlOT MeHee, UYeM Y
5% nerest [29]. 1A aHTUCHMHTETA3HOTO CUHIPO-
Ma XapaKTepHO coueraHme mosimMmuosuta ¢ UBJI,
JNUXOPagKOU, «pPYKON MexaHWKa», CUHIPOMOM
PeitHo 1 apTpuTroM. AHTHUCHUHTETA3HBIH CUHIPOM
BCTPEUYAETCs IPEUMYIIEeCTBEHHO Y AeTel cTapliero
BO3pAacTa U OIpeessaeT BBICOKUI PUCK JIETAJTbHOTO
ucxoga [22].

Hanuuwme anti-SRP u anti-HMGCR xapakTepHO
IJIA JeTell ¢ TAMKeJIbIMU HeKPOTUSUPYIOIIUMU MUO-
MaTUAMH, IIJI0XO0 HoAgatouMucs Jeuennto [30, 31].

Y moxapoctkoB ¢ Muo3duToM um MAA O0OGBIYHO
UMEeIOT MeCTO IIepeKpecTHhlie CHHAPOMBI [22].
Ciegyer OTMETHUTH, YTO BO3SMOYKHO OJHOBPEMEHHOE
obmapy:xenue kakux-a1u6o0 MCA u MAA y ogHoro u
TOTO ’Ke HaIlueHTa.

Onpenenenue heHOTUIIA UMeeT 0OJIbIIIOE IIPAK-
THYECKOe 3HaueHWe, IMOCKOJbKY II03BOJISET IIPO-
THOBUPOBATH IIOCJIeAYIOIlee TeueHUe 3a00JieBaHUSA
U OTBET Ha JIeUueHue.

Kananueckue MIPOABJJIEHUA

Hawubosiee xapaKTepHBIMH HIPOABICHUAMU
IOOM saBaAmTCA KOMKHBIM U MUOTATUYECKUH CHUH-
IPOMBI, OOJHAKO Y 3HAUUTEJIbHOM YACTU IaIlUeHTOB
UX TOABJEHUIO MPEIIIECTBYIOT JHXOopamKa (Jarre
cy0o(ebpuabHas), CHUKEHNE MACChI TeJjia, U3Me-
HeHUe ToBeAeHUA (Pa3gpasKUTENbHOCTh, ILJIAKCHU-
BOCTb, 9MOIIMOHAIbHAA JaOUJIHLHOCTD).

Kosxcnoviii cundpom ormeuaerca y 95% 6oub-
ueiX FOIM, uMeeT 60JIbIIIOE 3HAUEHUE IJIS AUATHO-
cruku IOM, 1, Kak MOKas3bIBaeT NPAKTUKA, KO-
HbIe U3MeHeHUuA 0oJiee, UeM Y ITOJIOBUHBI IAIEHTOB
MIPEeJIIeCTBYIOT IMOpaskeHuio MbImil [5]. BapuauTs:
nopasxkenusa kosxku npu JIM/IOIM upe3BbIUaiiHO
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MHOTO00PAa3HbI, MMEIOT PAa3JUUYHYIO Cchernuduu-
HOCTh U BCTPEUAIOTCsA C PasjIUYHOUN dacTtoToii [32].
CorJyiacHO COBPeMEeHHOM KJacCU(DPUKAIIUM, BBIAEJA-
0T 6 PasJIMYHBIX TUIOB KOKHBIX M3MEHEHUH IIpu
JM: maTorHOMOHUYHBIE, XapaKTepPHbIE, COIIyTCTBY-
[oIllie, MeHee uUacThle, PelKue, HeJaBHO OIMCAaH-
HBIe, Hecnenuduueckue [21].

ITamoznomonuunvimu pna TOIOAM/OM cuuraior
nanynbl 'ortpona m nmpusHaxk I'orrpona. Ilamyswr
TorTpoHa mpeAcTaBASIOT CO00M SPUTEMATO3IHO-JIUIIO-
BbI€ BBICHITIAHUSA B BUE BBIMYKJIBIX IAIYJ UIN GJIA-
IIeK C ITOBEPXHOCTHBIM T'UIIEPKEPATO30M U IIEJy-
IIeHneM Ha KOKe pasrubaTeJbHBIX TOBEPXHOCTEeH
IACTHO-(GAJTAHTOBBIX W MeK(paJaHTOBBIX CYCTAaBOB
KHucTel (perke CToI). OTU N3MEHEHUs paspelIaTes,
OCTAaBJIAA JENTUTMEHTAIINIO, aTPOMUIO U PYOUUKH.

IIpusuak 'oTTpoHa — 9TO SPUTEMATO3HBIE WJIN
JINJIOBBIE IATHA UJIN OJIAIIIKY HA KOXKe pasrubaresb-
HOI TOBEPXHOCTHU JIOKTEBBIX U KOJIEHHBIX CYCTaBOB,
pe:xe mogblKeK [33].

Xapaxmepnoit gnsa FOIM saBiseTcs reJmuoTPOI-
Hasd ChIIb — CUMMETPUYHbIE SPUTEMATO3HBIE BHICHI-
TIaHUA C IUJIOBBIM OTTEHKOM (OTTEHOK ITBETKA I'eJIN0-
TpOIia) ¢ IPU3HAKaMU BOCIIAJE€HUA B IePUOPOUTAIIB-
HOM 00J1aCTH, Ha KOYKe BEPXHUX BEeK [0 OpoBeil u pesxe
HIDKHUX BeK («JZepMaTOMHO3SUTHBIE OUKU») YacTO B
COYETAHUU C BBIPAKEHHBIM OTEKOM IIePHOPOUTAJIb-
HOH KJieTuaTKu. Hepemko oTMeuaeTcd YyCUJIEHUE
COCYAMCTOTO0 PUCYHKa Ha BEPXHUX BEKaX, IIOAUep-
KUBAIOIINX €ro Kpail. BodaMo:KHO pacmpocTpaHeHU!e
CBIIM HA KOXKY IIEeK, IIepPeHOChsA, Ha30Ja0uaIbHBIX
CKJIQIOK, YIIHBIX DPAKOBUH U AP. JPUTEMATO3HBIE
WUJIU JINJIOBBIE BBICHIIAHUA B BUE IIATEH U OJIAIIEK
MOTYT PaCIPOCTPAHATHLCA Ha KOKY 3aIHell IoBepX-
HOCTH ILJI€Y, IlIeW, BepXHel TPeTu CHUHBI (CUMIITOM
«IIaJI»), B HEKOTOPBHIX CJAydYasX Ha JaTepPaIbHYIO
TOBEPXHOCTh PYK. Tak Has3bIBaeMbIN «V-CHMIITOM»
IpeJIojaraeT IMOABJIEHUE JPUTEMAaTO3HBIX IIATEH
uau atpouuecKkux OJAIIEK Ha KOXKe IepemHei
TIOBEPXHOCTU ITIen U Ipyau (30HA AeKOJbTe). ¥ neTeit
valle MJIAAIIEero BO3pacTa SPUTEMATO3HbIE BBHICHI-
MaHUA MOTYT PacCIoJiaraTbCcsA Ha KOYKe BOJIOCHCTOM
YaCTH TOJIOBBI, HAIIOMHUHAs Ce0OPEMHBIN IepPMaTHUT
WJIV IICOPHA3, COIIPOBOXKIAIOIINECS aJIOeINelt.

XapaxmepHovL UBMEHEHUA B BUE TUIIEPTPOMOUN
Y HEPOBHOCTHU KYTUKYJIbI, IEPUHOTTEBLIX TEJI€aHT U~
SKTa3uil, MEJIKUX OKOJIOHOTTEBBIX NHGAPKTOB.

Conymcmaynuiue KoKHbIe nsMeHenusa npu M
BKJIIOUAIOT: TOMKUIOAEPMY (OrpaHUYeHHbIE YYACTKU
TUIIO- W TUIEPIUTMEHTAIluM, TeJeaHTUIK3a3Uu u
TIOBEPXHOCTHOM aTpOo(UM C TUIIMUYHBIM PACIIOJIOKE-
HIEM B 30HaX, IIOIBEPTAIOIINXCS COJTHEUHOMY 00JIy-
YEeHHUI0 — BepXHell YacTu Ipydu W pasTubaTebHOI
TIOBEPXHOCTU PYK); IePUOPOUTANLHBIN OTEK U OTeU-
HOCTB JINIA; IPU3HAK «KOOYpPhI» (ceTuaTasi, JTUBEIO-
mogo0HAaA WK JINHEeHAA MaKyJIApHaA JINJIOBasd 9PU-
TeMa Ha OOKOBBIX IIOBEPXHOCTAX Oemep M HaJ Taso-
OeIpeHHBIMU CyCTaBaMU HUKe 60JILIIIOT0 BepTeia).

Memnee yacmoble KOMKHBIE IPOABIEHNA BKJIIOYA-
IOT KaJbIIMHO3 KOKM U BE3UKYJIOOYJIE3HbIE, 3PO-
3UBHO-sI3BeHHbIE WJIN HEKPOTHUUECKNE BBICHIIAHUS,
acCOIMMPOBAHHBIE C KOMKHBIM BacKkyautoMm. Ouaru

27.05.2019 12:55:35



HEeKposa Hepeako (GOopMUPYIOTCA B 00JaCTH YIJIOB
TJIa3HBIX IeJiel 1 HaJ MEeJKUMU CyCTaBaMU KUCTeld,
JIOKTEBBIMU ¥ KOJIEHHBIMHM CyCTaBaMH, Ha IIOAY-
meuyKax IajblleB, YIIHBIX PaKOBHHaX. BackyauT
MeJIKUX COCYAOB KOXKHU 60Jiee CBOMCTBEH OOJIBLHBIM C
10BeHWJIbHBIM [IM 1 nIposaBIAeTCSa MeTeXUAMU, IyP-
Iypoii, YPTUKAPOIOLOOHBEIMU dJIEMEHTAMM, CeTya-
TBHIM JIUBEJO, I3BaMU Ha KOKe U CJIUBUCTOI 000104~
Ke MOJIOCTH pTa (TUIUYHO Ha CIAUBUCTOHN 000JI0UKe
TBEpAOTO HEGA).

K pedrxum uposapimenuaMm M OTHOCAT «pPYyKY
MeXaHUKa» (JIMXeHOUJHbIe MaIyJIbI C TUIIePKepaTo-
30M U IIeJyIIeHreM Ha PajuabHON M yIbHApPHOM
moBepxHoOCTU Gosbitoro, III u V manbieB Kucreii),
GONTUKYIAPHBIA THUIEPKEPaTos, KIYTUKOBYIO
SPUTEMY, MAaHHUKYJIUT, MYIIUHO3, SPUTPOLEPMUIO,
mopasKeHune CAU3UCTON 000JI0UKHU ITOJIOCTH PTA.

K uncay HedaeHo onucanHblX KOKHBIX TTOpaske-
HUI OTHOCAT «00paTHbIe» mamyJibl I'oTTpoHa (mamy-
JIBI Ha JIAJOHHOIN IIOBEPXHOCTH Me:K(aaaHTOBBIX
CYCTaBOB C aTpo(ueii U TUIIEPKEPATO30M), A3BbI Ha
nmajbllax U namyJisl 'orTpoHa/mpusHak I'oTTpoHa ¢
us3bsasBiaeHreM. HenaBHO omyOJIMKOBAaHBI COOOIIE-
HUA O CBOEOOPas3HBIX BBICBHINTAHUAX, MOXOKUX Ha
HeByCHI BIoJb JuHuit Biaamko npu FOIIM [34].

Hecneyuguueckue IpoABIeHU BKJIIOYAIOT (POTO-
YyBCTBUTEJHHOCTH, CUHAPOM PeiiHO0, KOKHBIH 3Y/I.

Kanvyunos saBisercs OgHUM U3 XapaKTePHBIX
npoasaenuit IOAM. KanbnuHaThl IpeACTaBIAIOT
€000 OTJIO}KEeHUA KaJablluA KapOoHaTa, KOTOPhIE B
BUJIE OTAEJbHBIX Y3€JIKOB, 00Jiee KPYIHBIX OIIYXO-
JIEBUAHBIX 00pas3soBaHWU MU ILJIACTUH paciojara-
IOTCA TOJ KOJKell, B MOAKOYKHO-KUPOBOI KJIeTuar-
Ke, B MBIIIIaX U MEKMBIIIIEeUHBIX (PacIUaX, CBA3-
Kax u cyxoxkunauax [33]. Haubosee yacTo Kaabiiu-
HATHI POPMUPYIOTCA BOKPYT JJOKTEBBIX U KOJEHHBIX
CyCTaBOB, a TaK’Ke B MBIIIIAX KoHeuHOcTeil [35[.
KansuHo3 BO3HMKAaeT OOBIYHO B TeUeHHE D JIeT
mocje Hauajia 3a0oJieBaHUs, HO B HEKOTOPBIX CJIY-
yasgx MOJKeT PasBUTHCA U B OoJiee MO3THUIE CPOKH.

daxkTopaMu PpPHUCKaA PasBUTUA KaJbIIMHO3a
asasiored [24]:

® MYKCKOM IT0JI;

e OoJiee IOHBIN BO3pacT Hauajga 3aboJieBaHUA
(gacToTa KaJbIlMHO3a y HETell COCTABJAET B CPEX-
Hem 40% (10-70% ) nmporus 10—-20% y B3POCIBIX)
[36, 37];

¢ HOCHUTEJbCTBO aJjijaejei
NJI10-889C;

e gayimume anHTu-NXP2 AT;

e IIO3HEe HAYAJIO JIeUEeHU;

¢ BBICOKMII M3HAYAJIbHO YPOBEHb KPEATHMHUH-
dochoKUHASBHI;

e IJIUTEJHHOE MOBBLIIIEHNE «MBIIIEYHBIX» (hep-
MEHTOB B KPOBU;

e coxpaHAMIasacA BbICOKAas aKTUBHOCTH 3a00-
JileBaHUsA cOycTsa 6 Mec IIocjie YCTAHOBJIEHUSA qUa-
THO3a;

e 3HAUUTEJNbHAA IPOJOJIKUTEJIBHOCTH 3a00Je-
BaHUA.

KanbmuHaThl MOT'YT BBI3BIBATH OOJIEBBIE OIIY-
mIeHus B T.4. W3-3a PA3BUTUA Nepu(GOKAIbHOTO

DOHOw-308A wunu
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BOCITAJIEHUA, OTPAHUYUBATE NBUKEHUS B CyCTaBaX,
IpU IOBPEKJEHUU KOXKM HAJA HUMU U HPOHUK-
HOBeHUU MH(MpEKIUM — HarHamBaThcA. HeKoTopbie
TIOBEPXHOCTHO PACIIOJIOKEHHbIE HEKPYIIHbIE KaJb-
IUHATHI MOTYT OTTOPTaThCA WJIU CIIOHTAHHO pacca-
CBIBAaThCHA, HO B OOJILIIIMHCTBE CJAyUaeB KaJIbI[MHATHI
IUINTEJIBHO COXPAHAIOTCSI, CO BpeMeHeM MOTYT yBe-
JIMYUBATHCA B pa3Mepax U KOJIUYECTBE.

Junoducmpogus ormeuaercsa y 10-30% 6oib-
mpix IOM [38, 39], Bo3HuMKaeT OOLIYHO B Teue-
HUe TIEePBBIX D JIeT Iocjie Hauajga 3aboJieBaHUA U
XapaKTepusayeTcs IIPOTPecCUPYIOieil JOKaJIbHOI,
napruagbHOi (TOJBKO Ha KOHEUHOCTAX) UIaU AUd-
(Gy3HOU yTpaTOli MOAKOKHOU JKUPOBO KJIETUYATKH.
Hanuuwme sputrpomepmuu y 6oapHBIX FOIIM acco-
IUUPOBAHO C MapIUAIbHON U ZUMOY3HOH JUTIOLU-
cTpodueii, Ipu mocaegHel, KpOMe TOTO, BHIABIAIOT
AT x pl55, a maHHUKYIUT U AUCHOHUA OOBIUYHO
OTMEUaloTCA y MAIlMeHTOB C JIOKAJBHOM JIUIIOLU-
cTpo(ueii. YCTaHOBJIEHO, YTO Y MAI[UEHTOB C JIUIIO-
quctpodueil BBICOK DPUCK Pa3BUTUS KaJabI[HO3a,
MBIIIIEUHOM aTpo@uu U MeTaboJUUYeCKUX HapyIe-
HUN — UHCYJUHOPE3UCTEHTHOCTHU, nuabeTra, TAIep-
TPUTIUIEPUIEMUU, BEIPAKEHHOCTH KOTOPBIX O0bIU-
HO TIPOIOPIMOHAaJbHA moTepe :Kupa. HuddysHoit
aunoaucTpo@Uu HepegKO COIIYTCTBYIOT UYePHBIN
aKaHTO3, TUIEPTPUX03 U HUSKUM YPOBEHD JEIITUHA
[40].

Ilopaxcenue muvLwmy oupenesseT CHUMKEHUE
TOJIEPAHTHOCTH K (PUBMYECKOIl HArpyske, IIOSAB-
JeHue 6oJieli B MBIININAX, YCUJMBAIOIIUXCA IPU
nanprnanuu u gewxkeHuu. ua IOIM xapakxrep-
HO CUMMETPUYHOE IOopa’keHue B MEPBYI0 Oouepenb
OIPOKCUMAJBHBIX MBI KOHEYHOCTEH, IIJIeueBO-
TO W Ta30BOTO IIOSCOB, crubaresieil ITed M MBIIIII]
OPIOIITHOTO IIpecca. BOJBHBIM TPYAHO MOJHUMATH
PYKH BBepX HaJ I'OJOBOM U yIAEP:KUBATH UX B 3TOM
MOJIOKEeHUU, OHU HEe MOTYT CaMOCTOSATEJIbHO IIPU-
UecaThCs U OeThCs. BosibHBIE OBICTPO YCTAIOT IIPHU
X0AK0€e, XOAAT C IITUPOKO PacCTaBJIEHHBIMY HOTaMU,
mepeBaJMBasAch (yTUHAsS MOXOAKAa), YacTO IamaroT,
He MOTYT BCTaTh CO CTyJa, a MaJleHbKUe IeTU —
C TOPIIIKA, UM TPYAHO MOZHUMATHCA IO JIECTHU-
e, IOAHUMATh U YIAEP:KUBATh HOTU B IOJIOKEHUU
gesxka. IlanmeHTHI He MOTYT OTOPBATh T'OJIOBY OT
TMOAYIIKYU, MOBEPHYTHCA, CAAATCA W3 IMOJOKEHUS
Jie}Ka ¢ IIOMOIIBI0 PYK. B TAMKeIbIX cIydasX MOTYT
Pa3BUTHCS reHepaJIn30BaHHOE ITOpasKeHUe MBIIII] 1
00€3JBUKEHHOCTD.

Hepenko Habmiofaercd mopaskeHue INIOTOUHBIX
wmbr, uro npu IOIM accomuupoBaHo ¢ Hebaaro-
npuATHbIM nporaHo3om [41]. ITopakeHue MBIIIIIT
TJIOTKY U IPOKCUMAJIbHBIX OTAEJIOB IIUIIEBOAA IIPU-
BOAUT K HapPYIIEHUIO IJOTaHUA: PeOEHOK IoIep-
XWBaeTcA, 3aTPYAHEHO IIPOTJIaThIBaHWE TBEPAOI
OUIA, KUAKAA MOYKEeT BBLIMBATHCA Yepe3 HOC.
Hucharusa MoKeT IPUBECTH K acIUpaliuy U pas-
BUTHIO acIupanuoHHON mHeBMoHHU. OTMeuaeTcs
aucOoHMUsA, MPOABIAIONIAACT M3MEHEeHueM TeMOpa
roJjioca, IMOABJIEHMEM THycaBocTu. lIpu mopake-
HUYM MUMHUYECKHX MBIl HaO0JI0gaeTcad MacKo-
00pasHOCTh JINIA, a IPU IMOPaKEeHUU JKeBaTeJIbHBIX
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Tabauua 2

Kpurepuu A. Bohan u J.B. Peter (1975) gaa IM u IIM

1. CumMeTpuUHaA, 0OBIYHO IPOTPECCUPYIOIAs CJIa00CTH MBIIIII] KOHEUHOCTEH B COUeTaHUU ¢ Aucharunei u
c1a60CThIO ABIXaTEeIbHON MYCKYJIATyPhI UJIN IIPU UX OTCYTCTBUU

2. I[IpusHaKy MUO3UTA 10 JAHHBIM MbIIIIEYHONH OMOICUN

Hexpos mbiieunsix BosiokoH I u Il tuna; garomnuros, rereHepamnus U pereHepaiusa MbIIIEYHBIX BOJOKOH,
M3MeHeHNe Pa3MePOB MBIIIIEUHBIX BOJIOKOH, 9HIOMU3NAIbHEIE, IEPUMU3NATIbHBIE, IEPUBACKYIAPHbIE UJIN

HHTEePCTUIAJIBbHbIE MOHOHYKJIEAPDHbIE KJIETKU

3. IToBhIlIIeHNE B CHIBOPOTKE YPOBHEH « MBITIIEUHBIX » (DEPMEHTOB: KpeaTuH()OoChHOKMNHASEI, aIbJ0JIa3bI,

JaKTaTaeruaporenassl, rpancamunas (ACT, AJIT)

4. QMF'HPI/ISHaKI/I MUOIIATHUU — TpHuaga: KOPOTKHNE, HUSKOAMILJIUTYOAHbIE, HOJII/I(I)a?)HI)Ie IIOTEeHI[aJIbl
ABUTaTEJbHBIX €MHUIL; IIOTEHIINAJIbL q)H6pHJIJIHHHI/I B COCTOAHMNU MBIIIIEYHOI'O paccna6neHI/m " BBICOKOYAaCTOTHBIE

MIOBTOPSIOIINECS PA3PSIIbI

5. Xaparrepuble nig [IM KOKHbIe TPOABICHUA

Hocrosepusbriit IIM — npusuaku 1-4
Beposarusriit [IM — 3 us npusuHakos 1-4
Bosmoskusiii I[IM — 2 us npusHakoB 1—4

HoctoBepuslit [IM — cbInib + 3 J00BIX KPUTEPU
Bepoarubriit [IM — cbinib + 2 T100bIX KPUTEPUS
Boswmoskusbril [IM — cbinb + 1 Kputepuit

MBIIIII HAPYIITal0TCA OTKPLIBAHNE PTA U IEPEIKEBbI-
BaHMe TUIu. [Ipyu OKyJIAPHOM MUO3UTE ITOABIAIOT-
cd OrpaHMUYeHMe ABUKEHUH IIa3HOTO A0JI0Ka, ITO3,
ONMCAaHBI ciryuyau gumonuu [42].

ITopa:xkeHue MeXkpeOepPHBIX MBIMII U guadpar-
MBI IPUBOAUT K PA3BUTUIO TAMKEJIOU AbIXaTEeJHHOMN
HegocTaTrouHocTu. OmMCcaHBI CJydyam IICeBI0admo-
MUHQJIBHOTO CUHAPOMA, KaK CJIEICTBUE IOpa’Ke-
HUA MBIIII] ITIepeJHeH OPIOITHON CTeHKU, C OTEKOM,
YIJIOTHEHUEM U Pe3KOM 00JIe3HEHHOCTHIO IIPU AbIXa-
HUY U TaJbIAINN.

WcxomoM [aInUTENBHO TEKYIEro AaKTUBHOTO
BOCIIAJIEHUA MOTYT OBITH BBIPAKEHHAA MBIIIEU-
Had runoTpodusa u HeoOpaTUMas MBIIIEYHAA CJa-
60CTh, UTO BMecCTe ¢ (GOPMUPOBAHUEM CYXOMKUIBHO-
MBIIIIEYHBIX KOHTPAKTYP IPUBOAUT K MHBAJIUIN3A~
muu pebeHKa.

ITopascenue cycmasoé ormeuvaercsa y 26—75%
6onpubIX IOIM, xapakTepusdyeTcA NOABIECHUEM
apTpaITUil MIN TOJUAPTPUTA C TIOPAKEHUEM KPYII-
HBIX (KOJIEHHBIE, TOJIEHOCTOIHEIE, JIOKTEBEIE, JyUe-
3alACTHBIE) U MeJKUX (IpOKCUMaJibHBIe MerKda-
JIaHTOBBIE KUCTeIT) CycTaBOB KOoHeuHOCTeil. Cienyer
OTMETHUTh, UTO BBIPAKEHHBLIM CYCTABHOU CHHIPOM
MOKeT OBITh ONHUM M3 MEPBBIX WU Aa’Ke IMePBHIM
npoassenueM IOIM, uTo IPUBOAUT K NUATHOCTHU-
YeCKUM OIITMOKaM.

ITopascenue opzaroeé dvixarusa npu FOIIM cBa-
3aHO C BOBJIEUEHMEM B IATOJIOTMUECKUI IIPOIIECC
IBIXaTeJbHON MYCKYJIATYPhl M IIPOTPECCUPYIOIN-
MU MHTEPCTUINATbHBIMY U3BMEHEHUAMY B JIETKUX.

WBJI y metreil BcTpeuaeTcsa 3HAUUTENLHO perke,
YeM y B3POCJIBIX, XOTd aCCOIIUMPOBAHA C IPUCYT-
crBueM Tex ke tumoB AT, B wactHoctu, AT K
MDAS5 u AT x TPHK-cunTerasam [43] u compoBo-
JKIAeTCs TOBBIINIEHHBIM YPOBHEM BBICOKOMOJIEKY-
JasgpHOTO TiamKompoTremHa KL-6, mpoayrmmpyemoro
nHeBMoriuTamMu Il Tuma m KJeTKaMu OGPOHXUOJAPD-
Horo suuTtenusa [44]. Hacrora UBJI y mereii cocras-
aser 7-19% [45]. Kauauuecku MBJI mposaBisgercsa
HEIIPOAYKTUBHBIM KAaIILJIEM, OJBIIIIKOM, HEIIOCTOAH-
HBIMU XPUIAMU OPU ayCKYyJIbTAllUU, HapacTaHUEM
anIxateabHOI HemocraTounocTu. [Ipu KT B merkux
00HapPYKUBAIOT JUHEHHBIE aTeJeKTa3bl, MUKPO-
HOAYJAPHbIE M3MEHEHUSA U W3MEHEHUdA II0 THUNY
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«MATOBOTO CTeKJia», YTOJIIMeHNe CTEeHOK OpPOHXU-
0J1, GPOHXO09KTa3kI, (pOPO3 U yUACTKU KOHCOIUAA-
nuu [46]. PYHKIIMOHATBHBIE TECTHI BEIABIAIOT KaK
OOCTPYKTUBHBIE, TaK W PECTPUKTUBHBIE HaAPYIIe-
HUSA, IPUYEM HaJUYNe MOCIeJHUX aCCOIMUPOBAHO C
0oJiee TAMKEJBIM IOBPEKIEHUEM JIETKUX B OTAAJIEH-
HOM mporHo3e [47]. BOJIbHBIM C PECTPUKTUBHLIMU
U3MEHEeHUAMU PEeKOMEHIYIOT TPOBOAUTEL HYHKIHO-
HaJbHBIE TUMPHY3UOHHBIE TECTHI AJS MOHUTODUH-
ra COCTOAHUA JIETKUX U OIeHKU d(MOPEeKTUBHOCTHA
nmpoBoguMoii Tepanuu. IIporHocTmuecKu Heb6Ja-
TOIIPUATHO pa3BuTue AUPOY3HOIO AJIbBEOJUTA C
00pa3oBaHNEM aJbBEOJIAPHO-KANNJIJIAPHOrO GJI0KA,
OBICTPBIM Pa3BUTHEM JIETOYHOUN HEJIOCTATOYHOCTHU U
JIeTaJIbHBIM UCXOIOM.

Hepenko y mereii ¢ FOIM o6HapPYKUBAIOT ILJIE€B-
pUT, IPU BBICOKOM CTEleHW aKTUBHOCTHU IIpoIlecca
WHOT/J]a COIPOBOXKAAIOIIMICSA OOpa3oBaHUEM JKC-
cyzara.

TlopaskeHre MBIIIII], YYACTBYIOIINX B TJIOTAHUHT
¥ IBIXaHUU, COMPSAIKEHO C PUCKOM Pa3BUTUSA aCIIu-
PAIlMOHHBIX U TUIOCTATUUYECKUX THEBMOHUM.

ITopasxcenue cepdya npu IOIM nabmomaercsa
HeuacTo. Tak, COTJIACHO HAHHBIM MHOTOI[EHTDPOBOTO
uccienosanusa Ravelli u coasr. [48], KymynaTuBHaA
YacToTa MOPAKEHUs CePeUHO-COCYAUCTON CUCTEMBbI
y 445 6orpubix FOIM cocrasuiia Bcero 2,9% .

Muoxrapaut npu IOM Habaonaerca peako[49],
OMIHAKO B OT[EJBHBIX CJIydasiX OH MOJKET SIBUTHCS
TPpUYUHON JeTaabHOTO mcxona [50]. 3HAUUTENIBHO
yaie y 60sabpHBIX FOIIM mpu OTCYyTCTBUM KJINHUYE-
CKUX TPOSABJIEHUU BBIABIAIOT m3MeHenus Ha OKT
(HapylieHusa puTMa u/Uiam mpoBomuMocTu) [51].
ITo gamabiMm IXOKI y yacTu GOJBHBIX OTMEYAET-
cf CHUCTOJHWYecKas W [JUAcCTOIWYecKas IUCPYHK-
s, KOPPEJIUPYIOIas C BEIPAKEHHOCTHI0 KOYKHBIX
IPOABJIEHNM, KOTOpPas BBIABIAETCSA HE TOJBKO B
axTuBHOM mepuoge FOIM, HO MOMKeT COXPaHATbCA
B TeUeHUE AJUTEJTHHOTO BPEMEHU U B IIOCIEYIOIeM
[62, 53].

Ilepukapaur mpu FOIM HabiiogaeTca HEYACTO
U OBICTPO KYNUPYeTCA IMOoCcje Havuaja JIeYeHU TJI0-
KOKOPTUKOUZAMU.

ITopascenue opzanoé ieny0oiHO-KUULELHOZO
mpaxma. Hepenko y neTeil mpu BBICOKOH aKTHUB-
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Tabauuya 3

KnaccuguranmuoHHbie KpUTEPHU HIUONMATHYCCKUX BOCIAIUTEIbHBIX MUOMATHI U UX OCHOBHBIX MOATPYIIIT
y B3pocabix u nereit EULAR/ACR (2017)

acmapraTaMUHOTPaHC()epassl WiIn
aJaHMHAMUHOTpPaHChepassl

Cuer
IIpusHaku IIpu OTCYTCTBHU IIpu HAIMIHH Onpenenenue
MBIIIEYHOMH MBINIEYHOI
ouoncuun ouoncumn
BospacT Hauajsa 3a60ieBaHUA
BospacT mosiBJIeHus IepBbIX CUMIITOMOB, BospacT nosiBiIeHNs IepBOro CUMIITOMA
aCIleHEHHBIX KaK IIPOSABJIEHNE JaHHOTO 1,3 1,5
paci p A ’ ’ 3aboJsieBaHusd — ot 18 10 40 ser
sabosieBanusa, >18 u <40 jer
BospacT 1mosiBJIeHus IepBbIX CUMIITOMOB, BospacT nosBIeHs I€PBOr0 CUMIITOMA,
PacIeHeHHBIX KaK IIPOSBJIEHUE JaHHOTO 2,1 2,2 SABJISIIOIIEr0Cs IPOSABJICHUEM 3a00IeBaHU —
sabosieBanusd, >40 et 40 jet u crapiie
Mpiureynas caadocTs
CumMmeTrpuyHasi, 00BIYHO Cus1aboCTh MPOKCUMATBHBIX MBIIIII, BEPXHUX
IporpeccupyoIiasa caabocTb KOHEYHOCTEH, BBIABIEHHAA C IIOMOIILIO
TPOKCUMATBHBIX MBIIIII BEPXHUX 0,7 0,7 MaHYyaJbHBIX WU APYTUX 00bEKTUBHBIX METOLOB
KOHEeYHOCTe OIleHKY MBIIIIEYHOM CUJIbI, ABYCTOPOHHSSA U OOBIYHO
IIPOTPECCUPYIOIAA CO BpeMeHeM
C1a6oCcTh IPOKCUMAJIBHBIX MBI HUKHUX
CrmmeTprranas, OG5ITHO KOHe‘{HOCTe%I BBISIBJIEHHASA C nmv?ommo
IporpeccupypoIiasa caabocTb ’
boTD! byrom 0,8 0,5 MaHYaJIbHBIX UJIN JPYTUX 00beKTUBHBIX METOZO0B
HPOKCHUMAIBHBIX MBI HIFKHIX OIIeHKY MBIIIIEYHOU CUJIBI, ABYCTOPOHHAA M OOBIYHO
KOHEUYHOCTel ! > ABY
IIPOTPECCUPYIONIAs CO BpeMeHeM
Cusia Ml -crubaTeseil e OTHOCUTEIbHO
MealIimei-crubaTesn e OTHOCUTEIbHO 1,9 1.6 MeHbIIle, YeM pasrubaresei Mo JaHHBIM
cyabee, UeM MBIIIIBI-PA3TU0ATEH IIIeN > MaHYyaJIbHBIX WU UHBIX 00'beKTHUBHBIX METOLOB
OIleHKY MBIIIIEYHOMN CUJIbI
Cujia MPOKCUMAIBHBIX MBIIIIL HUMKHUAX
ITpoxkcuMaIbHbBIE MBIIIIIEI HOT' 0.9 1.9 KOHEYHOCTEH OTHOCHUTEJIHFHO MEHBIIIe, YeM
OTHOCHUTEJILHO cjabee, ueM AUCTaJIbHbIE ’ > MUCTAJBHBIX, 10 JAHHBIM MaHYAJbHBIX WA WHBIX
00'beKTUBHBIX METO/IOB OI[EHKU MBIIIIEUHOMN CUJIBI
KosxHbIe nposiBIeHNs
JInnoBble, CUPEHEBbIE UK 9PUTEMATO3HBIE IIATHA
TestmoTponHas ChIllb 3,1 3,2 Ha BeKax UJIH B IepUOPOUTAIBHOM 00JIaCTH, YaCTO
C IepuoPOUTATBEHBIM OTEKOM
dpuTeMaTo3Hble UJIU JIUJIOBbIe MAalyJIbl Ha KOXKe
pasrubaTesibHOI IOBEPXHOCTHU CYCTABOB, MHOTIA
ITanynasr 'orTpona 2,1 2,7 yernryiuyarsie. MoryT ObITH HAJl CyCTaBaMU IIAJIBIEB
KHUCTeH U CTOII, HaJ JIOKT€BBIMU, KOJEHHBIMU
cycTaBaMM U JIOALIKKAMU
JpuTeMaTo3Hble UJIU JUJI0BbIe HEIAIbIINPYIOIIECs)|
ITpusnax I'orTpona 3,3 3,7 IATHUCTHIE BHICHITAHUSA Ha KOYKe pas3rudaTesbHOMN
IIOBEPXHOCTH CYyCTAaBOB
Npyrue KIMHUYECKHE POSABIEHU
Oucharus niu HapyIIeHNE MOTOPUKY 0.7 0.6 3arpyaHeHNe TJIOTaHUS NN O0'beKTUBHBIE
TMUIIEBOAA ’ > NMPU3HAKU HAPYIIeHUSA MOTOPUKY IUIIEBOA
JlaGopaTopHbie IPU3HAKK
TlonoskuTenbHBIE PE3YIbTATHI TECTOB AJISA
Hanuume anTu-Jo-1 pesy:. I
3,9 3,8 BolfABIeHUA AT, TPOBEeIeHHBIX C IIOMOIIIHIO
(AT k ructupuia-tPHK cunrerase)
CTaHJaPTUB0BAHHBIX U YTBEPIKAEHHBIX METOIUK
IToBblmIeHME B CHIBOPOTKE KPOBU
ypoBHEH KpeaTuHMOCHOKUHAZHI Camble BBICOKUE IIOKA3aTe/u B TeueHre
WU JJaKTaTAeTUAPOTreHa3hbl NN 1,3 1,4 3aboJsieBaHUA (caMble BBICOKUE abCOJIIOTHBIE

YPOBHU (DEPMEHTOB) II0 CPABHEHUIO C HOPMOTA

Mopdoaornueckue N3MeHEHU A, BBISIBJEHHBIE IIPU OMOIICHY MBIIIIIbI

Nuadunprpanusa sHIOMU3UA
MOHOHYKJIEADHBIMU KJIETKaMH,

B MbIlIeYHBIX OUONTATaX BBIABIAIOT
MOHOHYKJIeapHbIe KJIETKU B OHAOMMU3UU, IIPU-

1,7 Jlararoliiye K capKojeMe HeHEKPOTU3UPOBAHHBIX

OKPYsKaIIUMU MUOMDUOPUIbI 6e3 ’ - b p p
MHBAGHY MBIIIIEYHBIX BOJIOKOH, IIPY OTCYTCTBUY ABHBIX

CBUIETEJIHCTB NHBABUY MBIIIEUHBIX BOJOKOH
IlepuMusuanbHas u/uin MoHoHyKJIeapHBIe KIETKH PACIIOI0KEeHBI
IepUBACKYIsApHASI MOHOHYKJIeapHas 1,2 B IIEPUMU3UU U/UINA BOKPYT KPOBEHOCHBIX
NHOUIBTPALINA COCY/IOB IIEPUMUBUS UJIN SHTOMUBUA

B MbInieyHBbIX GUoTITaTaX 00HADPYKUBAIOT

HECKOJIBKO CJIOEB MBINIIEYHBIX BOJIOKOH B
ITepudacnuansaasa arpodus 1,9 o

nepudacnuaIbHON 06sacTu 60Iee METKUX, YeM

MBIIIeYHEIE BOJIOKHA, PACIIOIOKEHHBIX [[eHTPAIHHO)

Bakyouiu ¢ 04uepueHHBIMY KPasgMU roJTy6oBaThIe

IPU OKPaCKe reMaTOKCUJINHOM U 303UHOM U
Bakyouiu ¢ ouepueHHBIMU KPasMu 3,1 p p

KpacHOBaTHIe IPU MOAMDUITNPOBAHHOI OKpacKe
TpuxpomoMm 1o I'omopu

CymmMma 6ayoB y manueHTa He MeHee 5,5 wiu 6,7 ¢ Guorncueit Mol (BepoATHOCTH 55% ) MO3BOJISET [eJaTh 3aKJIIOUEHNe 0 HATUUNI
«BeposaTHoit UVBM»; cymma GasioB >7,5 maum >8,7 npu Ouorncuu MbIm (BepoaATHOCTE>90% ) MO3BOJIAET CHesaTh 3aKJIYEHUe O
Haanuuu «omnpenenenuon MMBM»; cymma 6aioB <5,3 uiu <6,5 mpu 6uoncuu Ml (BepoAaTHOcTb <50% ) uckiouaer UMBM, coot-
BETCTBYIOIIAsi IIOKA3aTeJII0 COOTBETCTBYET «ompeaenennoit MVABM»; npu cymme 6ajijioB COOTBETCTBYIOIEl BeposaTHOCTH >50 — <55%
JeJiaeTcs 3aKJII0UeHne 0 «Bo3MOKHOM MIBM » ; 4yBCTBUTEIBHOCTD/crienuduynocTsb 87/82% 6es 6uoncuu, 93/88% — ¢ Guoricueii.
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HOCTHU IIPOIIeCCa BO3HUKAIOT 330(DaruT, racTpoayo-
IEeHUT, S9HTEPOKOJIUT. BacKyauT u TpomM0603 COCYAOB,
KpoBocHab:kam1ux oprausl JKKT, MoryT npuectu
K MababcopOIuu, PasBUTUIO SPO3UBHO-A3BEHHOTO
mpoIiecca, OCJI0KHAIOIerocA nepdopariueil 1 KpoBo-
TeueHHeM (KpoBaBas pBOTa, MeJsieHa). Hamuuue spo-
3uBHO-sA3BeHHOTr0 nopaskeHud KKT accornimupoBaHo
C BBICOKUM PUCKOM HeGJIarOIPUATHOTO UCXOAA.

ITopasrcerue nowex pu FOJIM BBIABISAIOT PEJIKO.
IToueuHsIll CUHAPOM OBIBAET IIPEACTABJIEH IIPEXOIA-
IIIUM MOUYEBBIM CHUHAPOMOM, B OTAEJbHBIX CIydadx
COIIPOBOKAAIOIIMMCA HapyIIeHneM (PYHKIIUY ITOUeK
BILIOTBH O PA3BUTUA OCTPOI IIOUEUHOI HEJOCTATOU-
HOCTH BCJIEICTBUE MaCCUBHOIN MUOTJIOOMHYDPUU.

YV nerteit ¢ IOIIM Hepeako oTMedarTcsa IHOO-
KPUHHbLE HAPYULeHUA: 3alePIKKa POCTa, CHUIKeHNe
MUHEePAJIbHOH IIJIOTHOCTU KOCTell, 3aMeJIeHIe TeM-
IIOB TIOJIOBOTO Pa3BUTUA, UTO, KaK CUUTAIOT, 00y-
CJIOBJIEHO KaK HaJUYUEM TAMKeJIOTo 3a00JIeBaHUs,
TaK U JJIUTEJbHOI Tepanuei rIIOKOKOPTUKOUIAMU
U UMMYHoOcyIpeccauTamu [24].

Onucaubl amunuwHble éapuanmu. IO[IM. ¥V
ZIeTell pegKo BcTpeuaeTcd amuonatTuyeckuit [[M, mpu
KOTOPOM BBICHITIAHUSA HA KOKEe CYII[eCTBYIOT 0oJee
6 MecsaneB, a MUONATUA KJIUHUYECKU HE BBIpaiKe-
Ha, XOTA MMEIOTCA IOBBHIIIEHNE YPOBHA (hepMEHTOB
MBIIIEYHOTO paclafa MU/WId N3MEHEHUs 3JIEKTPO-
MUOTPaMMBbI U/UJU MOpGOJOrnyYecKre IPU3HAKU
TOpasKeHUA MBI UIX XapaKTepHble N3MeHeHUs
npu MPT [1]. Onucanmsl Takske ciayuaum «IIM Ges
IepMaTHUTa», KOrZa KOKHBIA CUHAPOM OTMEUYAeTCs
TOJILKO B HauaJse 3a00JIeBaHUs, a 3aTeM OTCYyTCTBYET.

IOOM wMoskeT uMeTh pa3JIUYHOEe meueHue.
BrigenaooT MOHOIUKJINYEecKoe (0e3 pelnuauBOB B
TeueHue 2—3 Jser y 40%); moiaunumkramueckoe (c
HagnureMm penuauBoBy 10—15% ); mposioHrupoBaH-
HOe XPOHUYecKoe (C IINUTEJBHO COXpaHAMIelcsa
aKTUBHOCTBIO ¥ 35—40% ); aA3BeHHOe (C BHIpAKEH-
HBIM BacKYJIHUTOM U KOYKHBIMU WU3BA3BICHUAMU —
meHee 10% cayuaes) [54].

Juarnoctuka IOIM

Huarsocruxa IO[IM, 110 MHEHUIO MHOTUX aBTO-
POB U IIO0 MaHHBIM HAIIIET'0 IIEHTPA, IO-TIPEKHEMY
BBI3HIBAET CJIOJKHOCTH y MPAKTUKYIOIIUX Bpaueil.
B GospmuHcTBEe ciayuaeB pamaruos IOIIM ycramas-
JIUBAIOT B CpefHEM CIycTs 6 Mec OT HOABJIEHUS
nepBbIXx cuMuTomMoB [33] u moaxe. Ilpmumaamu
moa3nHed m ommbounHoit guarnoctuku IOIM, Ha
HAaIIl B3TJIAM, ABJIAIOTCA: HEOTHOBPEMEHHOE TIOsABJIe-
HUe KOMKHOTO U MBIIIIeYHOTO CUHIPOMOB y IalleH-
Ta; CJIOKHOCTh KOPPEKTHOM TPAaKTOBKU IIPU3HAKOB
MBIIIIEUHON cJIaboCTH y JeTell paHHEro BO3pacTa;
pasiauuHas BBIPA’KEHHOCTh KOMKHBIX IIPOSBJeE-
HUI OT eBa 3aMETHOTO JIUJOBOTO OTTEHKA BEK M0
TOTAJIbHOTO PACIPOCTPAHEHUS JIMJIOBON SPUTEMBI
Ha KOKe JINIA M KOHEUYHOCTell; TPYAHOCTHU IIPOBe-
neuus snextpomuorpaduu (OMI') v mereii panHero
Bo3pacTa; Huskad gocrymnHocts MPT nna ucciaeno-
BaHUS MBI B IIUPOKON IPaKTHUKe; OTCYTCTBUE
OIlbITAa y NPAKTUYECKUX Bpauell B BUAY HUBKOI
vacToThI 3a0oaeBaemoctu FOIIM.
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Hna xknaccupuranuum u guarHocturku M u
nosumuosura (IIM) mo-mpeskHeMY aKTyaJbHBI U
IIUPOKO MCIOJb3YIOTCA B KIMHUUECKOIN IPaKTUKe
Kpurepuu (Tabi. 2), KOTOpble OBLIN IPEAJI0KEHEI B
1975 r. A. Bohan u J.B. Peter [55, 56].

B mocienyroiieM mo Mepe YriayOoJaeHUs TIpem-
craBiaenuit o IM u IIM xpurepuu HEOJHOKPATHO
moaudunupoBanuck. Tak, K. Tahimoto u coasrt.
B 1995 r. [57] moGaBusiu K Kputepusam A. Bohan
u J.B. Peter eme 4 xpurepus: 1) muireunas 60Jb
(manpmaTopHass WM CIOHTAHHAsS); 2) HEAECTPYK-
TUBHBIM apTPUT WJIU apTPaNruu; 3) IPU3HAKU
CHCTEMHOT0 BOocHaJeHus (TeMIepaTypa Tejia BBIIIe
37°C B IOAMBIIIEUHO 06JIACTH, TIOBBIIIIEHNE YPOBHSA
CPB wmiau CO9>20 mm/4); 4) Haauuue aHTU-Jo-1-
AT (¢ ructugun-trPHK-cunterase). Quaruos 1M
MOJKeT OBbITh YCTAHOBJIEH IIPU HAJWUUYNU KAaK MUHU-
MYM OJHOTO M3 KOMKHBIX KPUTEPUEB B COUETAHUU C
4 xpurepuamu ITM.

B 2017 r. 6s111 onTy6sinKOBaHbI KpuTepuu MVBM,
paspaboTamHbIe 9KcIiepTaMu EBpomeiicKoil aHTUpeB-
matuueckoit auru (EULAR) u AMepuKaHCKOTO peB-
Matosiorudeckoro xosuremka (ACR) Ha ocHOBaHUU
0OJIBIIION 0as3bl JAHHBIX MEIUIIMHCKUX IEHTPOB CO
Bcero mupa [58]. Kak npencrasieno B Tabi. 3, Kamx-
IOMY IPU3HAKY, UMEIOIeMYyCs V IallueHTa, IIPUCBO-
€H OIIpeJIeJIEeHHBIH 0aJyI, U cyMMa 6aJjljIoB II03BOJIAET
Ha IIePBOM JTalle AejaTh 3aKJOUeHUe 0 HaJIUuYuu’
«OIPEeNeIeHHOTO», «BEPOATHOTO» U «BO3MOMKHO-
ro» puarunoza MVBM. Ha ocHOBaHMHM KpUTEPUEB
EULAR/ACR Oni1 paspaboTaH OHJIANH-KAJIbKY-
asaTop aaa guarHoctuku VUWBM (www.imm.ki.se/
biostatistics/calculators/iim).

Ha BTOpoM sTame Ipu HAJWUYWU y MaIl[MEHTa
CUMIITOMOB, O3BOJISAIONINX HA OCHOBAHUU KPHUTE-
pueB EULAR /ACR (2017) npeAIIOIOKUTE HATUYNE

[ Kaaccuduranus EULAR/ACR pia nauuenros MUMB ]

’ BospacT nosiBjeHusA NepBbIX CUMITOMOB <18 et ‘

Ia

Her

TesimoTpornHas ceins/
ITanysner 'orTpona/
Cumnrom 'orTpona

T'esmorponHas coImb,/
ITanyns: I'orTpona/
Cumnrom I'orTpoHa

Her Ha Her Ha

Knuanyeckue TOBeHWIbHBIH
TIPOSABIIEHUSA U MHO3HUT KpoMe 0oM
OUOIICHS MBIIIII], OIM
Her ‘ Ha

MB CummeTpuyHas caboCTh B IPOKCUMAIbHBIX
M BEPXHMX KOHEUHOCTAX /CHUMMeTpUYHAST
(MIMHM) ¢J1a00CTh B TPOKCUMAJIBHBIX HUMKHUX

KoHeuyHocTAX /Crubaresnu 1eu ciadee, yem
pasrubdarenn
TIpoKcuMaIbHBIE MBIIIIIBL HOT ciabee, uemM
IUCTAIbHbIE MBIIIIILI HOT

Her Ha

PucyHok. Anxroputm aisa onpenenenus tuna UABM [58].

IIM — momumuosur, UMHM — nMMyHOOIIOCpeIOBaHHAA HEKPO-
THdecKas muonarus, MB — muosutr ¢ BKIoueHusaMu, AIM —
amMuonaTuYecKui repmarommnosurt, M — nepmatomuosut, FOIIM

— IOBEHUJIbHBIN AepMaTOMUO3UT.
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NUMBM (BepoAaTHOCTH >55%), ciegyeT BOCIOJIb30-
BaThCS AJTOPUTMOM [JI QUATHOCTUKU OIpPeJeseH-
HOT'0 3a00JIeBaHUSA U3 TOH I'PYIOLI (CM. PUCYHOK).

IOOM crnenyer duggeperyuposams ¢ IIIUPO-
KUM CHeKTpoM 3abosieBaHuii. [Ipu HaIMUYUU KOMXK-
HBIX CHMITOMOB auddepeHIIMaIbHBIN JUarHO3
MPOBOJAT C APYTMMHU CUCTEMHBIMU 3a00J€BaHUA-
MU COeIUHUTEJbHOW TKaHW: CUCTEMHOU KPacHOU
BOJIYAHKOM, CUCTEeMHOH CKJiepoJepMueii, cMmeIIan-
HBIM 3a00JI€BaHUEM COeIUHUTEIbHON TKaHU U Iepe-
KPEeCTHBIMU CUHIPOMaMU. JDPUTEMATO3HASA CHINIb C
IIeJIyIIIeHueM MOKeT ObITh IIPU IIcopuase, dK3eMe,
rpuOKOBOII MHMEKINU U JP.

IIpu oTcyTCTBUU KOMKHBIX W3MEHEHUU CJIeny-
eT UCKJIUUTH Apyrue 3a00JIeBaHUAMU U3 TPYIIIIEI
NNBM: 1oBernuabHbiii [IM, mMMyHOOIIOCpEIOBaH-
HYI0 HEKPOTHU3UPYIOUIYI0 MUOMIATUIO, 903UHODUIb-
HBIM WM I'MTaHTOKJIETOUHBIA MHO3UT, Makpodaraib-
HBIIT MuOMAaCIUUT, T'PAHyJIE€MAaTO3HBI MUO3SUT U
op. [33].

Hepenko Bo3HHKaeT HEOOXOOUMOCTH audde-
peurupoBatsb IOIM ¢ mporpeccupyoInMu MbIIIIeY-
aeiMu guctpodpusamvu (Hiomena, Bekkepa, MuoTo-
HUYECKOI U Ip.), MUACTeHUEH, BPOXKIEHHBIMU MUO-
naTuAaMU (MUTOXOHApUAIbHASA MUOIIATUA U IP.).

IlopaskeHUe MBIIIIT MOKET HaOJOZAThCA IPU
Pa3INYHBIX NHOEKIIMOHHBIX 3a00JIeBAHUAX U OBITH
00yCJIOBJIEHO KaK IPAMBIM BO3AEHCTBUEM HHMEK-
IIMOHHOTO areHTa /WU ero TOKCUHA, TAaK U UMETh
UMMYHOOIIOCPEIOBAHHBIN XapaKTep U OBITH IIpen-
CTaBJIEHO JIOKAJIbHBIMU MBINIEUYHBIMU a0clieccaMu,
muosutom/IIM, reHepaJin3oBaHHOU MHUAJITUEH,
ocTpbiM pabmommosmzoM [59]. Cpeam BUPYCHBIX
uHeKnuii Hambojiee YACTO MOPa’KeHWe MBbIIIII]
HabJsiogaeTca npu rpunmne (Bupychl rpunmna A u B).
Bupyc Kokcaku B MoskeT BBIZBIBATH IJIEBPOIUHUIO
(60me3ub Bopuxoabm). ITopaskeHre MBI BO3MOK -
HO npu uHpeKIusax, BbidBaHHbIx BUY, HTLV-I.
IIpu renatutax B u C BHenleueHOUHbIE IPOABICHUS
BKJIIOUAIOT UMMYHOOIIOCcpemoBauubIi ITM.

BaxTepuanabHOe MopaykeHe MBIIIIIT MOYKeT OBITH
pes3yJbTaToOM MPOHUKHOBEHUA MHMPEKIINU U3 ouara
WJIY TeMaTOTeHHOUN AWCCEeMHUHAIIUU C PAa3BUTHEM
mwuoauTta, IIM uau aGecreccoB m. psoas. Haumboiee
yacTeiMu WA ABISIOTCA 30JO0TUCTBIA cTaduiio-
KOKK, CTPEINTOKOKKHU rpynn A m B, KjaocTpuaum
u ap. 'pubkoBoe mopaskeHUe MBIIII[ MOMKET pPas-
BUTHCA Y HAIMEHTOB ¢ UMMYHOAe(QUIIUTOM U OBITH
BeisBano Candida spp., Cryptococcus neoformans,
Histoplasma capsularum, Coccidioides, Aspergillus,
Pneumocytis jiroveci nu np. XapakTepHa KJIUHU-
uyecKad TpuUaga — JUXOPaJKa, ChIlb, MUAJITUUA U
00JIe3BHEHHOCTh MBIMIL, IPU MOP(HOJIOTUUECKOM

WICCJIEJOBAHUY B MBIIIIAX OOHAPYKUBAIOT MHOMKE-
cTBO MuUKpoabcieccoB. IlapasuTapHoe ImopaskeHUe
MBIIIII OTMEUYaeTCA MPU TPUXUHEJIe3e, [UCTOIep-
KO3e U TOKcoIasMo3e. B KpoBu OOBIUHO OOHA-
pyskuBaercs sosumHOpuAuA. [Ipu TpuxmHesIese
MOT'YT HabJII0JaThCA TePUOPOUTANBHBINA OTEK U OTEK
MBIIIIIT JIUTIA, €U U IPYAU, UTO MOYKET IIPUBECTHU K
ommubounomy auarzosy I0IM.

Heo6x01uMO0 UCKJIIOUUTE JeKAaPCTBEHHBIE MIO-
maTuu, KOTOpbie MOT'YT BOSHUKHYTH Ha (PoHE Jieue-
HUSA TJIIOKOKOPTUKOUAAMU, IEHUIUJIIaMAHOM,
IIUKJIOCIIOPUHOM, AHTUMAJSPUNAHBIMUA CPenCcTBa-
MU, CTATUHAMHU U JP.; MUOIIATUY, PA3BUBAIOIIIECS
Ha (oHEe HEeKOTOPBIX SHIOKPUHHBLIX 3a060JieBaHUi
(rumo- M TUIMEepPTUPe0s, MoPaKeHue MapaIluTOBU/I-
HBIX JKeJie3, HAJIIOYeUHMKOBasl HeIOCTATOYHOCTD,
rUIepaabIOCTePOHU3M); MHUOIATUHN IpPU MeTabo-
JINUEeCKUX paccTpoiicTBax (00Je3HN HAKOILJIEHUS,
OUCIUNUAEeMUN, fedunut puraMmuua D, HapyiieHne
oOMeHa 3JIeKTPOJIUTOB).

3akaoueHue

IOIM — 5TO OTHOCUTEJIBHO PEAKOE ayTOUMMYH-
HOe 3abojieBaHIe, KOTOpPOe MOJKeT IIopakaTh He
TOJBKO KOKY W MBIIIIIIBI, HO X BBI3LIBATDL TSKeEJI0€
mopaskeHrne BHYTPEHHHX OPTraHoOB, B IIEPBYIO OUe-
penb JerKux, UTO OIpefesisdeT PUCK HeOJarompu-
ATHOrO mMcxonxa. [uarnoctuka IOIM He BBIBBIBAeT
npobyieM IPU HAJIUYUU KJIACCHUECKOTO KOXKHOTO
cuHapoMa U mpokcumasabHOro ITM. OgHako BBUAY
YpPe3BLIYATHOTO MHOT000pasus KOKHBIX TPOSBJIE-
HUH W CJIOKHOCTH HMX TPAKTOBKM, BO3MOYKHOCTHU
MoHocuHApoMHOTO npe6iora IOIM c¢ cycraBHBIX,
MBIIIIEUHBIX WJIA HeXapaKTePHBIX KOMKHBIX IIPOSIB-
JIeHUH, TPYAHOCTEH IMIPOBEAEHUA HHCTPYMEHTAD-
HOT'O U MOP(OJIOTHUYeCKOT0 MCCJIeIOBAHUI y AeTeit
0CO0EHHO PaHHEro BO3pacTa y 3HAUUTEJIbLHOM YacTu
HaIleHTOB AMArHO3 YCTAHABJIUBAETCS B IMO3JHUE
cpoku. VcciemoBaHusA TOCJETHUX JIET, MO3BOJIMB-
e BBIABUTHh KJINHUKO-UMMYHOJOTUYECKUE acCo-
muanuu u cPopMUPOBATH IIPEACTABJIEHUS O pPas-
auuHbIX (QeHorumax IOM, oTimuamIIUXCA Kak
KJINHUYECKUMHU MIPOSIBICHUAMU, TAK 1 OTBETOM Ha
JleueH1e U UCXO0I0M, 6€3yCJI0BHO, OYAYT CIIOCOOCTBO-
BaTh COBEPIIEHCTBOBAHUIO JUATHOCTUKY U JIEUSHU
STOT0 TAMKEJIOTO U MHOTOJMKOro 3a00IeBaHUI.

Dunancupoearue U KOHLGIUKM UHMeEpPecos: a8mo-
PpuL coobwarom 06 omecymcmauu 00NnOLHUMENLbHbLY UCTOY-
HUKO08 QUHAHCUPOBAHUA U KOHPAUKMA UHMepPecos.
Podchernyayeva N.S. @0000—0002—7498—1636
Konevina M.S. @ 0000-0002-8994-6833
Tikhaya M.I. @ 0000-0002-4158-8782
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B nanHOM 00630pe, MOCBANIEHHOM ayTOBOCIAJUTEIbHBIM 3200JIeBAHNAM, M3JI0Ke€HbI OCHOBHEIE CBe-
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