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I l'anmeBa Pauca TanratoBsHa

B cmamebe nipusedeHbl cospeMeHHble OuacHOCMUYECKUE KDUMEPUU U «MacKu» t08eHUIbHO20 OepMamomuosuma. Ha cobecmeeH-
HOM KITUHUYEeCKOM rpumepe rpedcmaesieHbl CrIoxXHocmu dughghepeHyuanbHol duagHOCMUKU.
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Juvenile dermatomyositis:
difficulties of diagnosis in pediatric practice

The article presents the current diagnostic criteria and the «masks» of juvenile dermatomyositis. Described own clinical example

demonstrating of the complexity of the differential diagnosis.
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HOBeHunbHbIN fepmaTtommno3unT (KOOM) — aTo XpoHnyeckas M-
MyHOBOCNanuUTenbHas MMONaTUsi HESICHOM STMOMNOIUK C XapakTep-
HbIMW U3MEHEHNAMM KOXW (B BUAE 3puTEMbI U oTeka). Hanbonee
pacnpocTpaHeHHoe BocnanuTenbHoe 3aboneBaHne Mbilwy y Ae-
TeW, XapakTepusytoLeecs NPOKCMMaibHOM MbILLEYHON criabocTbio
1 xapaktepHon cbinbto [1]. PacnpocTpaHeHHOCTb — 2-4:1 MIH.
Aetckoro Hacenerus B rog (5% Bcex peBmaTndeckmx 3abonesaHni
y neten). CooTHOLIeHne aeBoYek 1 maneinkos — 1,4-2,7:1. MNuk
3aboneBaemMocTu NpuxoamTcst Ha Bo3pacT 5-10 net. OTmonorus
FOOM mynbTudakTopuanbHas, OCHOBLIBAETCS HA reHeTUYECKNX
npeaukTopax U HeM3BECTHbIX TpUITepax OKpyXatollei cpeabl.
YctaHoBneHo, 4To Hannune u3 HLA—-annenewn, Takux kak B8 (13
rpynnsl HLA-B), DRB1*0301 (13 rpynnel HLA-DR3), DQA1*0501
( n3 rpynnel HLA-DQ2) Hanbonee yacto accouumpytotes ¢ FOOM
[1], @ nonumopcunam TNFa (308A- annenk) cBA3biBalOT C POTO-
ceHcmbunusaumen [2]. MatepuHCKUin MUKpOXMMepun3m (Murpaumsi
MaTepPUHCKUX KIIETOK B KDOBOTOK NMOAA) MOXET UrpaTth onpeaeneH-
Hyto porb B aTnonorum KOOM [1]. O BnusHWMM hakTOpoB BHELLUHEN
cpeapbl Ha pa3BuTMe 3aboneBaHusl CBMOETENbCTBYET TEHAEHLMS
K CE30HHOCTU (BeCeHHee-NeTHWUI Nepuoa), HapacTaHue 4acToTbl
OM B t0XHbIX CTPaHax No cpaBHEHWIO C ceBepHbIMU. OnNmncaHo He-
CKONbKO Cry4yaeB fnekapCcTBeHHOro gepmatomuosuta (OM) (Tpur-
repbl - NEHULMINIAMWUH, CTaTuHbI, heHnnbyTasoH) [2]. KnioyeBbim
3BeHOM natoreHe3a FO[QM siBnsieTcsi MUKpOaHr1onaTusi ¢ BoBre-
YeHVEeM KanunnsipoB aHAOMU3NS. B ocHOBe mopaxeHusi cocyam-

CTOW CTEHKW NEXUT OTNOXEHNE AEeMN03UTOB, COCTOSILLMX U3 aHTUTEN
K HEM3BECTHOMY aHTUreHy B SHAOTENManbHbIX KNETKax U akTMBMPO-
BaHHbIX KOMMOHEHTOB CUCTEMbI KoMMnemeHTa C5b-9 B BUAe Tak Ha-
3blBaemMoro membpan-artakytoero komnrnekca (MAK). OtnoxeHnue
3TUX KOMMNJIEKCOB MHAYLMPYET HEKPO3 3HOOTENMUS, YTO NPUBOAUT
K MoTepe KanunmnsipoB, UWEMWUN U AECTPYKLMN MbILLEYHbIX BOMO-
KOH.

OtnoxeHne MAK 6b110 BbISIBNIEHO HA CaMbIX paHHUX CTaausx
6onesHun, OHO NpeaLwecTBYET UBMEHEHNAM B MbllLAX. ATOT Npo-
Liecc perynupyercsi ULUTOKMHaMu, NpogyLmpyeMbIMU UMMYHOKOM-
NeTEeHTHbIMW 1 3HAOTeNuUanbHbIMK KNeTKaMu, KoTopble, B CBOKO
ouepefb, BbI3blBaOT akTUBaumio T-NMMAOLNUTOB U Makpodaros
1 BTOpUYHOE pa3pyLueHve mnocdunbpunn [3].

[narHocTnyeckue kpuTepmun gepmaTommnosmnTa

n nonumunosuTa [4]:

1. KoxHble kputepumn:

« lenuoTponHas cbinb (kpacHo-huoneToBas oTeyHas apuTeMa
Ha BEpPXHUX BekKax);

« [pusHak MoTTpoHa (kpacHo-throneToBas kepaTnyeckas aTpo-
dryeckasn aputema Hapg pasrubaTenbHbIMU NOBEPXHOCTAMU Cy-
CTaBOB ManbLeB);

* Oputema pasrnbatenbHoOM NOBEPXHOCTU CyCTaBoOB (Npunoa-
HATasi KpacHO-pMoneToBasi 3pUTEMAa Ha NOKTSAMU U KONEHSIMU).
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2. Kputepun nonMmumosuTa:

* [pokcMmanbHas MbllleqHas cnabocTb (BEPXHUX UMW HMKHUX
KOHEYHOCTEN U TYNoBULLA);

* lNoBbIWEHNEe YPOBHSA CbIBOPOTOYHOM KpeaTuHAOCHOKNHa3bl
unu anbgonassbl;

* MblweyHas 6onb (nanbnaTtopHas Unu crioHTaHHas);

* MonoxutenbHble aHTU-Jo-1 (rncTnamn-TPHK-cMHTETasa) aHTu-
Tena;

* MuoreHHble nameHeHns Ha OMI (KopoTkas NpodoImKMTENb-
HOCTb, NMonudasHble NoTeHUmarnbl MOTOPHBIX €AWHWUL, CO CMOHTaH-
HbIMY PUOPUNNIALMOHHBIMK NOTEHLManamm);

* HepecTpyKT1BHbIN apTpuUT 1 apTpanmuu;

» CucteMHble BocnanuTernbHble NpU3Haku (nuxopaaka 6onbLue
37°C B noamble4Hon o6nacTu, NOBLILWEHHbIA CbIBOPOTOYHbIN
ypoBeHb CPB unu CO3 6onble 20 mm/v);

* Mopdornoruyeckoe nogTeepXxaeHNe MbILLEYHOTO BOCNaneHns
(BocnanuTenbHast MHPUNLTPALMS CKENETHLIX MBILLL, C AereHepa-
umeit Unn HEKPO30M, aKTUBHbIN harounTos, akTMBHas pereHepa-
ums).

OnddepeHumanbHbii gnarHo3 (Mackn KOOM). [lo ycTaHoBReHus
AvarHosa xanobbl feTel TpakTyTCs Kak aTonMyYeckuin 4epmaTuT
(35%), OPBW (30%), MmnonaTtuyeckuini CUHAPOM HESACHOW 3TUO-
norun (25%), peaktusHbln aptput (15%), otek KeuHke (12,5%),
tOPA (7,5%), CKB (7,5%), kpanusHuua (7,5%), nHesmoHus (5%),
numdaneHnT (5%). Hepeako y ogHoro 60nbHOr0 0gHOBPEMEHHO
CTaBUTCS HECKONbKO AnarHo3oB. Hanbonee yacto npoBoanTcs
anddepeHumanbHbI AnarHo3 ¢ opyrumm Muosutamm [2]:

* FOBEHUNbBHBIN NONMMMNO3NT;

* 'H(hEeKUMOHHBIN MUO3KT;

* HenpowmblwweyHble 3abonesaHus n mmonatnm (MMogMcTpodus
OwoweHa, Myasthenia gravis, MMOTOHNS);

* M1o3uT npu gpyrux cMCTeMHbIX 3aboneBaHUsIX coeanHUTENb-
How TkaHu (C3CT);

* OccuumumpyoLWwmMin NporpeccupyoLwmni MMosnT (occndunum-
pylowas nporpeccupyowian pmbpoancnnasmus, 6onesHb MoHx-
mMenepa;

* MeTabonunueckue mnonatum (60ne3HN HaKoMnNeHns rukoreHa,
MWUTOXOHAPUAnbHbIE MUONATUN).

* BTOpWYHbIN AepMaTononMMMO3UT NPU OHKOMOTMYECKUX 3a-
6oneBaHusX;

* QHOOKPMHONATUM (TUMNO- U FTMNEPTMPEO3, TUMNOo — 1 rnepnapa-
TMpeonamam, caxapHblii agnabert, ctepongHas Muonatusi, 6onesHb
ApavcoHa, akpomeranus);

+ Tokcuyeckme 1 nekapcTBeHHble muonatum (D — neHnuunna-
MWH, KONXWULWH 1 Op.);

» KpanusHuua;

» OcTpble BocnanutenbHble 3aboneBaHns KOXW: OCTPbIN KOH-
TaKTHbIN AepmMaTuT, MHorodopMHasi aputema v npegbynnesHole
BbICbINAHNS;

KnuHuyeckoe HabnogeHne

[Hesouka 3., 6 neT, rocnMTanuaMpoBaHa B OTAeNeHne 4ETCKON ro-
poackown knuHnyeckon 6onbHuLbl Ne 1 ropoga Kasanm 30.03.2012.
>Kano6bl npu noctynnexHuun: 6011 B Horax, MbillevyHas cnabocTb,
KoTopasi ycunmBaeTcsi Npu Harpyske, bbicTpas yToMMsieMoCTb,
CHWXXEHWe anneTuTa, BbIChbiNaHUs NMNOBO-CUHIOLLHOMO LBETA Ha
pasrnbaTenbHON NOBEPXHOCTU KOJIEHHbIX, JTOKTEBbLIX MSCTHO-
danaHroBbIxX CycTaBoB. AHaMHe3 Xn3HU: pebeHok oT | bepemeH-
HOCTW, NPOTEKaBLUEN C YrpO30M BbIKMAbILLA HA PaHHMUX CpokKax
n recto3oM. Poabl Ha cpoke 40 Heq. kecapeBbiM ceveHem. Macca
Tena npu poxaeHumn 4000 r., pocT 57 cM. Ha rpygHoM BckapMnvea-
HUK o 6 mec. HacneacTBeHHbIN aHaMHe3 He oTsroweH. Annepro-
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NorMyeckuii aHamHes: nuesas (Med, ManvHa) 1 nekapcTeeHHas
(apbugon) anneprus.

AHamHe3 3aboneBaHus: B aBrycte 2011 roga pogutenu pe-
6eHka obpaTunnM BHUMaHWE Ha 3aTpydHEeHWs npu npucegaHuu,
Havyana ycrtaeaTb Mpu ANUTENbHON Xodbbe, CHM3Mnacb akTuB-
HOCTb, nosiBunucb 6onu B Horax. B gekabpe 2011 roga ycunu-
nnck xanobbl Ha cnabocTb, BbICTPYIO YTOMASEMOCTb, CHUXEHNE
annetuta (3a 6 mec. pebeHok noxyaen Ha 3 Kr) n nosiBunacb
Cbifb Ha pasrmbaTenbHON MOBEPXHOCTU KOMEHHbIX U NOKTEBbIX
CyCTaBOB NMOBO-CUHIOLLIHOTO LiBETa, BO3BbILAoLLMecs Haj no-
BEPXHOCTbIO Koxn. C aekabpsa 2011 r. neumnuck y annepronora
Cc guarHosom «KpanuBHuua» (MpMHUMManuM aHTUIMCTaMUHHbIE
npenapatbl) U gepmarorora ¢ guarHo3omM «3k3ema» (masun «Ha-
dTagepm» n «3Anokom») — 6e3 ynyywenusa. B dpespane 2012
roga nosiBNSETCA BO3BbIWAKOLWAACS NUMIOBO-CUHIOWHAA CbiMb
B obnactu nacTHo-hanaHroBbix cyctaBoB. B mapTte 2012 r. KOH-
CynbTMPOBaHa KapAuosrioroM, BelcTasrneH AnarHo3: « KOBeHUnbHbIN
CMOHAMNOAPTPUT» M AaHO HamnpaeneHWe Ha rocnuTanuaauuio.
30.03.2012 r Ha ocHOBaHWUK »anob, aHamHe3a N 0ObEKTUBHOIO
OCMOTpa BbICTaBreH npeaBapuTenbHbI AnarHo3 « KOBeHUNbHbLIN
AepMaToMUo3nT» U pebeHoK rocnuTann3mpoBaH B ropOACKYHO
netckyto 6onbHuuy Ne1 r. KasaHu.

Ob6bekTUBHOE 06cnegoBaHne

TeMnepaTtypa HopmanbHasi, YacToTa CepAeyvHbIX CoKpalle-
HuUn — 90 yoapoB B MWH., YMCno AbixaHui - 20 B MUH., apTepu-
anbHoe aaBnenne — 84/50 MM pT. CT., HOpMOCOMUS, AednunT
maccbl 1 cT. CocTosiHMe pebeHka cpedHeln CTeNeHn TSKeCTn 3a
CYET NPENMYLLECTBEHHOIO MMONATUYECKOro cUHAPoMa. Buanumele
cnuancTble YncTole. MNepudepuyeckme numgatmyeckmne yanol
He yBenu4eHsbl. MogKkoXXHO-XMpOBasi kneTyaTka passuTta crnabo.
ApuTtemartosHas cbiNb Hag pasrnbaTenbHbIMU NOBEPXHOCTAMM
KONEHHbIX, JTOKTEBbIX WU NSACTHO-(PANaHIOBbIX CYCTABOB KUCTU
(cumnToMm lOTTPOHA). BhICHIiNAHWS Ha Nuue: Hesipkas nepnopou-
TanbHasi nunoBas apuTeMa — renuoTponHasi cbinb. OTMeYeHa
npokcumarnbHasi MblleyHasi cnabocTb B KACTSX pyK, pebeHKy
TPYAHO MpUcecTb, ABUXEHUS B CycTaBax He B MOSMIHOM obbeme
(BO3MOXHO, 3@ CYET CYXOXUINbHO — MbILLEYHbLIX KOHTPaKTYp),
6oneson CMHOPOM Mpu crmbaHum Hor (B MecTax NpuKpenseHus
Mbiww). Co CTOPOHBI NErknx u cepgua nameHeHumn Het. XXusot
MSArkui, 6onesHeHHbI B o6nacTu anuractpus.

JNlabopaTtopHble 1 UHCTPYMeHTanbHble AaHHble

O6Lmnin aHann3 KpoBu 1 Modn — 6e3 natonoruu. Nokasatenu
aKTUBHOCTU M MMMYHHOTO BOCMasieHusi: cuanosble kucnotsl — 1,9
mmonb/n (N 1,8-2,7), C-peaktuBHbin 6enok — 0,2 mr/n (N 0-10),
¢pubpmHoreH — 1,65 r/n (N 1,8-4,0), obwmn 6enok — 65.4 g/l (N
65-80), aHTMHykneapHble aHTuTena (ANA) <0,50 ea. (N 0-1,5),
LUMpKynupytoLme nmmyHokomnnekcsbl - 0,014 ont. eq. (N go 0,050).
MoBbileHne ypoBHsS hepMeHTOB MbllweyHoro pacnaga: 1A go
345 Ep/n (N<295), ACT po 65,9 Ean/n (N<55), ANT po 77,3 Eg/n
(N<50). KOK octaBanacb B npegenax HOpManbHbIX 3HAYEHUN.
CraHpapTHasi uronbyartasi anekTpomuorpagus — akTUBHbINA
NepBUYHO-MbILLEYHBIV NPOLIeCcC, BEPOSTHO, BTOPUYHOIO reHesa:
npu UccnegoBaHUM MblLlL, BEPXHUX U HUXKHUX KOHEYHOCTEW Bbl-
ABMNSIETCS aKTUBHbIMA MPOLECC BO BCEX UCCMEAOBAHHbIX MbILULAX
C perncrpaumen HU3KMX, yKopoyeHHbIx nonudgasHbix MOE (noter-
uman gsuratenibHoW eauHuubl). PernctpmpyeTtca muonaTuyeckun
naTTepH. MiMeeTcsl CnoHTaHHas akTUBHOCTb MbILLEYHbIX BOMOKOH
B BMAe NoTeHunanoB ubpunnsumnii u NonoXuUTENbHbLIX OCTPbIX
BOSH. Broxnmmyeckmin aHanma kpoeu 6e3 NaTonoruu.

Ha ocHoBaHuM aHamHe3a, 06BEKTMBHOro OCMOTpa,
NabopaTopHO-UHCTPYMEHTaIbHbIX AaHHbIX Bbin yCTaHOBMEH Ana-
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rHo3: KOBEeHUNbHbI 4EPMATOMMO3NT, MOAOCTPOe TeyeHne, 1 CT.
aKTUBHOCTU (MUHUManbHast), PYHKLMOHaNbHas HEAOCTaTOYHOCTb
1 c1. ConyTCTBYHOLWUIA ONArHO3: XPOHUYECKWUI racTpoayonaeHUT
(apuTematosHbln naHracTput, ayoaeHuT), HP(-) ¢ noBbIWeHHOM
KncrnoTtoobpasytoLlen yHKUMen xenyaka B pase 060CTpeHus.
Oeduunt maccel Tena 1 cT.

Ha doHe npoBoanmon Tepanum (natoreHeTu4eckas Tepanmusi:
NpeaHU30soH; cMMNToMaTnyeckast Tepanus: NEHTOKCUDUNINH,
aKTOBEruH) coctosiHne pebeHka yny4wunock. Mcyeana mblwey-
Has cnabocTb, KynMpoBanNuUCb CYyCTaBHOW U KOXHbI CUHAPOMbI.
HopmanusoBancsi ypoBeHb (hepMEHTOB MbILLEYHOrO pacnaga
B CbIBOPOTKE KpoBU. B HacTosiee Bpemsi 6onbHas BbinucaHa
nog HabniogeHve peBmaronora v neguaTpa no MecTy XuTerb-
cTBa.

OcobeHHOCTbI0 NpeacTaBneHHoro HabntAeHWS SIBMSIETCS CIOX-
HOCTb Bepudmkauum anarHosa KO4M npu nepsrnyHOM obpalLeHnm
BonbHoro.
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YBAXXAEMbIE ABTOPbI!
[lepen TeM KAK OTAPABMUTL CTATHIO

B PeAakumio XypHana

«[1pakTnyeckas MmegMuMHa, NpoOBeEpbLTE:

B Hanpasnsete fin Bbl 0TCKaHNPOBAHHOE PEKOMEHAATEsIbHOE NMUCbMO YHPEXXeHus, 3aBepeHHoe
OTBETCTBEHHbIM JINLLOM (MPOPEKTOP, 3aB. KAheapoil, HAy4Hbli PYKOBOAUTEND).

B TekCT cTaTbi JOJHKEH 6bITb B oopMmarte .doc, HO He .docx.

M Pestome 8-10 CTPOK Ha PyCCKOM U aHTNIMACKOM 3blKax AOSHKHO OTPaXkaTb NOMYYEHHbIE

pe3ynbTaTthl, HO HE aKTyanbHOCTb NPO6NIEMbI.

W PYCYHKU AOMKHbI 6bITb 4ePHO-6€NbIMU, LUAPLI U TEKCT HA PUCYHKAX He MeHee 12-ro Kerns,
B Tabnuuax He AOMKHbI Ay6NIMPOBATLCA AdHHbIE, MPUBOANMBIE B TEKCTE CTATbM.

B LiuTupoBaHue NUTepaTypHbIX UCTOYHNKOB B CTaThe 1 OCHOPMIIEHME CMINCKA NUTEPaTypbl
[I0JXHO COOTBETCTBOBATL TPEOOBAHUAM PEAAKLIMU: CINCOK NIUTEPATYPbl COCTABNAETCS B NOPAAKE

LMTUpoBaHNA NCTOYHNUKOB, HO HE MO0 aﬂ¢)aBMTy.

XypHan «[IpakTuyeckas meauuuHa» kntoyeH Mpesuauymom BAK B lepeyueHb BegyLux
peLeH3upyeMbIX HayYHbIX XXYPHANOB U U3AAHNIA, B KOTOPbIX AOMKHbI 6bITb 0NY6MKOBaHDI
OCHOBHbIE Hay4Hble pe3ynbTaTbl UCCEPTALMIA HA COMCKAHNE YYEHON CTENEHN A0KTOpa

W KaHAMAAaTa Hayk.
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