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KPATAK CAOPXAJ

JyBeHunHu aepmatomrosutc (JOM) je Hajuewhn 0bnmk naronatcke nHGnamaumoHe mvonatuje kog felle. Micxon bonecTy 3a-
BVCM O[] MPaBOBPEMeHO NMOCTaB/beHe AvjarHo3e, NpasuiHe npoLleHe obnvka 1 nporpecyje 601ecTn, Kao ¥ Of KOPEKTHOT NPUCTY-
na neyerby. Y NOHMUTYAVHANHO] jeAHOrOAMLLIFKOj PETPOCNEKTUBHO] KNMHUYKO] CTYAWW aHaNU3MPaHK Cy eheKTv UMYyHOCYNPeCmB-
He Tepanuje (bonycHe no3e METUN-NPEeAHU30/I0Ha, METOTPEKCaTa U UMKNnodochammnaa) Ha Tok 1 ncxod bonectr koa 20 ncnutaHu-
ka obonenux og JAM. 3a npoueHy edekTa nprmetbere Tepanuje kopuwhern cy: CMAS (Ckop 3a npoueHy CTakba Muwnha kog Ae-
ue), MMT (ManyenHn muwmhnmn TecT), CHAQ (YnUTHUMK 3a NpoLeHy 34paBCTBeHe cnocobHocTy felle), CHQ PhS (TecT dpmzmnyke npoue-
He), CHQ PsS (TecT ncmxocoumjante npolieHe), VAS (BuyenHa aHanorHa Ckana) poanTerba 1 nekapa, Kao 1 nabopaTopujcki napame-
TpU (cennmeHTalmja, KpeaTuH-KrHa3a, NakTaT-AexuaporeHasa, anaHuH-aMmHoTpaHcdepasa), Koju Cy aHanm3MpaHu Ha NodeTky CTy-
avje, nocne wect n 12 meceuy. Pe3yntaTu CTyamje Cy Nokasanu Aa je Ko CBUX UCMMTaHViKa obonenvx of JAM gouwno o ctatucTuny-
KM 3HavajHor nobosblama CMAS (p<0,001) v MMT (p<0,001), Koje je npaTtuno cmamerbe CHAQ (p<0,001) 1 VAS nekapa v poauTessa
(p<0,001). OBe Hanase NPaTUIO je CTaTUCTMUM 3HaYAJHO CHIXEHbE HMBOA KPEeaTVH-KMHa3e 1 NakTaT-aexnaporeHase (p<0,01). bone-
CHULW Ca YNLEPO3HM BAaCKYIUTHCOM KOXe MOoCeOHO Cy MCMUTVBaHW. [priMeHa arpecuBHe MMYyHOCYNPECBHE Tepanuje 3HauyajHo
no6osbLIABA KIMHUYKI TOK U CXOA 60onecT koa bonecHvika obonenux of JIAM, nocebHO Ko ynuepo3HOr BaCKyIUTHCA KOXKE, Kao
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3HakKa HernoBO/bHOI TOKa M ncXoda 6onectw.
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YBO/J

JyBernunuu gepmaromuosnrtuc (JIM) je xpoHUYHO
IIPOTPECUBHO MY/ITHUCUCTEMCKO ayTOMMYHCKO 000/be-
e KOJ flelie Ca BPJIO JIOIIOM IIPOTHO30M II0 KBAJIUTET
>KuBOTA. VIcxox 60/mecTyt 3aBIUCH Of IIPaBOBPEMEHO I10-
CTaB/beHe IVjarHo3e, IPaBIJIHE IIPOLeHe 0O/IIKA U [IPO-
rpecuje 60/ecTy, Kao U Off KOPEKTHOT MPUCTYTIA Jiede-
wy. [Tapamerpu koju 6u oMoryhumu npoleHy TexmHe
6onectn, Kao 1 ommrenpuxsaheHy Boguuy Tepanuj-
CKOT IIPUCTYTIA, HAXAJIOCT, jOII He IOCTOje 3a 0BO 060-
/berbe. EKcriepTu y 0BOj 0671acTi Cy cariacHm ja je mpa-
BOBPEMEHO II0CTaB/beHA IMjarHO3a I PAHO 3aIIOYNEbA-
he [IPUMEHe arpecuBHE Tepallje BeoMa Ba)KHO 3a CMa-
Ibetbe CMPTHOCTY, OPIKY OITOpaBaK 11 607be QYHKI[MOHN-
came ocoba obonmennx op JIIM [1].

JOM je Hajuemrhe upuonarcko nH@IaManuoHo 060-
jperbe Muiha y IeTnCTBY, a CTOIA MHIU/EHIIje je 2-
4 Ha MWINOH Jiene roguire. KnnHuuka npeseHTanuja
6orecTy MpUMapHO MOApa3yMeBa 3aXBaT KOXKe U IIPOK-
cuMainHe Myckynarype. Mmak, fera MHoro 4euhe Hero
ozipaciie ocobe 060s1eBajy O MyITUCUCTEMCKOT 00/IMKa
oBe 6071eCTH, KOjii TpaTe KOKHA 1 TaCTPOMHTECTUHATHA
yiLepaluja, iHTepcTuIujanta 6omect mnyha u saname-
FEHCKU IIPOLIEC Y CPLY U LIEHTPaTHOM HEPBHOM CHCTe-
my (THC). Mnak, 06jaB/beHO je caMO HEKONIMKO CTY/HU-
ja Koje medVHNINY IIOTEHI[Mja/IHe HEIIOBO/bHE IIPOTHO-
cTiuke pakTope oBe 60meCcT, Kao 1 Moryhe mpucryie
Jledersy Koje Tpeba IpYMEHNTH y TUM OKOTTHOCTMMA. Jlo-
KasaHu GaKToOpu pusMKa KOji yKasyjy Ha Moryhnu Hero-
BO/baH TOK 60/IECTH Cy: XPOHMYAH IIPOrPeCcUBaH TOK 60-
nectu 6e3 peMucHja, yaIepalyje Koxe, BeluKe IpoMe-
He y OKBUPY Ka/lI[MHO3e, 3aXBaT AMCTaTHEe MYCKY/IaTy-
pe, mporpecuBHa aruconuja u gucdaruja [2].
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/b PAJTA

Llume oBe cTynuje je 610 fa ce MCTPakKM KIMHIYIKIN
3Ha4aj BAaCKY/INTICA C y/lepaljaMa Ha KOXKI 33 Tepa-
IUjCKU IPUCTYI ¥ UCXOJ, 60/IeCTU Y jefHOTORNIIbEM
MHTepBajy Kof 6omecHuKa obonenux ox JIIM.

METOJ] PATIA

VcTpakuBame je cripoBefieHo y LleHTpY 3a MCTpaXkn-
Bame jyBeHWIHOT ilepMaromuosnutuca (Juvenile Derma-
tomyositis Research Center — JDRC) npu VIHcTUTyTY 32
3npasibe pete (Institute of Child Health - ICH) Yuusep-
auretckor konena y Jloupony (University Collage Lon-
don — UCL) Kao peTpOCHeKTUBHA je[{HOrONIII A JIOH-
TUTY[AMHAIHA aHa/IM3a 60/IeCHMKA YK/bY YeHNX Y HAI[HO-
HanHy peructap JIM Bennke bpuranuje. Poguremnu n
CTapaouu fere YK/bydeHe Y CTYANjy IOTIUCATIN CY CBOj
npucraHak, a Ermaku komurer ICH UCL ogobpuo je uc-
Tpa’KMBarbe ¥ METOJ0/IOT ]y CaKyTl/batba II0flaTaKa y pe-
rucrap. Konayna gujarnosa JJIM nocrasbeHa je Kopu-
rhewem Boxanosor (Bohan) u ITuteposor (Peter) [3]
Kputepujyma. Y CTYAUjy je yKbydeHo 20 MCIUTaHUKA
obonenux o JIM Kof KOjuX je TOKOM TOJVHY faHa Ou-
110 Moryhe nparutu cBe napameTtpe npeasubere mporo-
KOJIOM UCITUTHBAba, 2 OHNU Cy 00yXBaTa/In: y3pacT 1 IO
UCHUTaHNK], TPajarbe 60/IeCTU Mpe YK/by4MBamba y CTy-
IUjy, KIMHUYKe 3HaKe OO/IeCTH, TePAIINjCKU IPUCTYII U
ImapaMeTpe 3a [IPOLIeHy TeXXIHe U aKTUBHOCTHU 60/IeCTN.
[TapameTpu 3a HPOLIEHY TEXXMHE ¥ AKTUBHOCTI 60TIeCTH
6umu cy: Ckop 3a IpolLeHy cTama Mummha Kop jere
(Childhood Myositis Assessment Score - CMAS), Mamny-
enun mumuhun rect (Manual Muscle Testing - MMT),
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YOnuTHUK 3a IPOLEHY 3APaBCTBEHE CIIOCOOHOCTH fierie
(Childhood Health Assessment Questionnaire - CHAQ),
Tect ¢usnuke nporene (Child Health Questionnaire
Physical Score - CHQ PhS), Tect ncuxoconujanase mpo-
uene (Child Health Questionnaire Psycho-social Score -
CHQ PsS), mpolieHa poiuTe/ba 1 TeKapa Ha BU3YETHOj
aHasoruoj ckanu (VAS) u maboparopujcku napaMeTpu
(cemmmenTtanmja — SE, kpeatun-kuHasa — CK, makrar-
mexupporenasa — LDH u amaHuH-aMuHOTpaHcdepasa —
ALT). TTapameTpu 3a NIIPOLEHY TeXXMHE ¥ aKTUBHOCTI
6onecTr ofpehnBaHN CY Y TPEHYTKY YK/bY UM Baba UCIIN-
TaHMKA y CTyAujy (HuBo 0), IoCte mecT Meceru (HUBO
6) u mocne 12 mecern (HUBO 12).

CMAS je mebynapopHo notsphen mapamerap 3a mpo-
LeHy uBpcTuHe Muimnha u mwuxose yHKIUje KOju ce
Beh gyxe Bpeme mpumemyje. VspauyHasa ce mobuje-
HUM CKOPOM II0CJIe IIpolieHe 14 moxpera npensruhennx
ckasoM, a Hajpehu moryhu ckop je 53 [4]. MMT je mpoue-
wyBaH npuMenoM Okcdopn (Oxford) cxane (0-5) 3a uc-
IUTUBame CHare ocaM rpyna mumnha: BpaTHu ¢rekco-
pu, abnyKTOpM paMeHa, GpeKcopy HaJIaKTHIle, €KCTeH-
30pM LIaKe, eKCTEH30pM KYKa, abAyKTOpYU KyKa, eKCTeH-
30pM KOJIeHa U CHara IIeCHM1Ie Ha JIeBOj 1 [IeCHOj CTpaHM
[5]. BonoBu cy 6mu uckasuBaHM 1 Kao pasnuka 3a 0,5.
Yxynan MMT nspadyHaBaH je 36pajameM 60foBa 3a
cBMX ocaM rpyna muinha ncre crpate, a Hajpehu ckop
610 je 40. MebykynTypHO mpoBepeHa 1 moTBpheHa eH-
rnecka Besuja CHAQ xopuirtheHa je 3a mporjeHy crere-
Ha HECIIOCOOHOCTM 32 M3BOherme CBAKOHEBHIX aKTUB-
HocTH fieTeTa [6]. TecT je mozipasyMeBao caMOCTaTHO UC-
IyBmaBambe CTaH/JapIHOT YIUTHIKA OJIOBKOM, a IIpolLie-
HY Cy BPIIVIV MICIUTAHUIYU Y CApafiibyl C POSUTE/bIMA.
Hajsehu ckop 610 je 3. Ocym oBOTa, pOIUTEIBY VTN Jie-
1a crapuja ofi 10 rofpyuHa BpIIN/IYN Cy CONCTBEHY MPOIje-
HY TeXXVHe 60/IeCT) Ha BU3Ye/IHOj aHATIOTHOj CKaJIy O
10 cm. VicTroBpemeny npoueHy Ha 10 cm VAS, 6e3 yBu-
la y IpoleHy 60/IeCHMKa, BPLINO je U JIeKap Y CBOjUM
6enemkama. CHQ je opuruHamaH U YHUBEp3alaH UH-
CTPYMEHT AM3ajHMPAH 3a IIPOLeHY PUSMYKOT 1 TICUXO-
conyjanHor cramwa geue (CHQ PhS u CHQ PsS) He3aBu-
CHO off TuIa 6omectu of Koje 60n1yjy. Enrnecka Bepsuja
OBOT yIIMTHMKA, KopuiitheHa y 0BOM HCTPaXkKMBaY, KA0
u fpyre mehyHapopHO IpoBepeHe Bepauje cacToje ce of
JieBeT IPyIIa UTakba 3a POLeHy QUSMIKUX U IICUXOCO-
IMja/THUX CIOCOOHOCTY, A M3padyHaBabe Ce BPILIY [IPH-
MeHOM ayTopusoBaHor coprsepa [7]. CBu maboparopuj-
CKI IIapaMeTpy ofpebuBaHM Cy IpUMEHOM CTaHIAPL-
HIIX OMIOXeMUjCKMX METOfIa.

Y mncrpaxupame je, IOCIe aHaNN3€e JOCTYITHUX II0-
faTaka, yK/pydeHo 20 ucnuraHuka obonenux ox JIM
(ocaM meyaka u 12 fieBojumIla) MPOCETHOT y3pacTa Of
7,93 roguHe (SD 3,17) y TpeHYTKY IOCTaB/bakba J1jarHO-
3e 6onectn. bornecr je mpe yKk/byurBamwa UCIUTAHUKA ¥
CTYLUjy Tpajaja, y mIpoceky, 2,18 roguHa (SD 1,73); Haj-
Kkpahe je Tpajana Tpy rogyHe u gecet Mecely, a Hajay-
e 14 ronyHa u 4eTrpu Mecena. OBa rpyma 6onecHnka
o3HaueHa je Kao C rpyma, Tj. Ile/IOKyIIHa TPyTIa UCIINTA-
HuKka obonenux ox JIIM. [la 6ucMo yTBpAIN fa MK 1I0-
CTOju pas/nKa y TOKY ¥ HCXOly 60/IecTH y 3aBUCHOCTH
Off, Y/ILIePO3HOT BaCKY/INTUCA, U3 LIeJIOKYIIHe I'PYyIIe JC-
MUTAaHUKA U3IBOjUIN CMO CeiaM 60JIeCHMKa 060IeInx
ont JIM kop Kojux je moTBpheH yneposHy BaCKyIUTIC
KOXe ¥ 03Haum/M je Kao U rpymy. OBy rpymny cy 4MHuU-

JIM YETUPU JiedaKa U TPU JIeBOjUMLie IIPOCEYHOT y3pacTa
of 8,03 rofyHe y TPeHYTKY IIOCTaB/batba JujarHose 6o-
7ecTy, a 60JIecT je pe YK/by4MBarha UCIUTAHNUKA Y CTY-
Iujy Tpajana, y IpoceKy, 2,38 roguHa.

IIpe yx/byunBama y CTYANjy CBU OONECHUIN CY Jie-
YeHM OPaTHUM CTePOUAINMA, Y KOMOMHAIIM)U Ca HecTe-
pounuuM antupeymarunuma (NSAID) xop cepam 60-
JIECHUKA, OJTHOCHO XJIOPOKITHOM KOJ 4eTUpu 60IecHM-
ka. Kozt cBUX 6o/mecHMKa €y y OT/Iey KIMHIYKE CIMKe
OUIN UCITYBeHY KPUTEPUjYMIU 32 Pa3B0j TEILIKOT 00/1u-
Ka 6onecTn 6e3 3aoBo/paBajyher ogroBopa Ha mpuMe-
IbeHy Tepanujy, 30or dera cy u ynyhenu Ha game nede-
me y GOSy Jlonpony. Tepanujcku mpucTy (IITO je HOK-
TPUHA YCTaHOBe 3a OBaKBY BpCTy 6onmecHuka og 2001.
TOIVHE) je TIofipasyMeBao NMpYMeHy IY/ICHUX [103a Me-
tun-npenunsonona (30 mg/kg pro dosis, mo makcumant-
Ho 1 ) Kao MHTpaBeHCKa MHQY3Nja 1aTa TPY FaHa 3ape-
TIOM, a 3aTUM IIOHAB/baHa j€JHOM HeJle/bHO CBAKMX Hefle-
7by iaHa (y TOKy 4eTupu Hefierbe). JJomyHckm 6omycn cy
IpUMEBMBAHM CAMO YKOJIMKO JI032a OffpXKaBatba CTepOu-
Ta per os HUje 3a/j0BojbaBajyhe KoHTpomuCcana 6omecrT.
I[Tocre oBora Kop 60/ecHNUKa je MPYMebBaHa OpalTHa
Tepanuja CTepousi¥Ma ca IOCTeIIeHNM CMambemheM J03e
70 MCK/byuerba CTepOUJIHE Tepalluje 10 IIOCTU3ambY CTa-
6unne pemucuje. VicToBpeMeHO ca CTEPOUIHOM Tepa-
IIMjOM IOYMIHAJIO j€ U JIeYehe METOTPEKCATOM Yy 103U
10-20 mg/m? jeHOM Hefe/bHO, OPATHO UM CYOKYTaHO
Ko7 c71abe AUreCTUBHE TOIepaHInje MIN HECUTYPHOCTH
y KkBamuTeT pecopruuje nexka. Gonxa kucennHa (1 mg
Ha [JaH) IPMMebVBaHa je KOJ| CBUX OO/IeCHIKa Pajii Ipe-
BeHIIMje Hexxe/beHMX edekaTa. Kop HesagoBo/paBajyher
OITOBOPA HA T€PATIN}y VN IO VX HPOTHOCTUIKMX K/TH-
HIYKVX 3HaKOBa (IIOIYT Y/ILIepO3HOT BaCKYIUTICA KO-
Ke) y Jiederbe Cy YK/byduBaHy 6omycu myknopocdammu-
12 (500-1000 mg/m?, 6-9 jemHOMeCeIHUX GOMyCa IO CXe-
MU 3a JIederbe Tynyc HeppuTuca, ca Hajehom kymymna-
TUBHOM J1030M OF 5 ¢ [8]).

Csa cTaHfapajjHa 1 KOMIapaTWBHA CTATUCTUIKA Te-
CTMpama BplleHa ¢y momohy ayTopusosaHor codraepa
SSPS 11.0. 3a ucnutuBame pasinka 0coOMHA 3a UCTY
TPYIly MCOUTAHMKA Y 3aBMCHOCTY Off Bp€MEHCKOT MH-
TepBana Kopuiher je Bumkokconos (Wilcoxon) Tect
3a yIapeHe y30pKe, a 33 MCIUTHBambe Pas3anKa 13Me-
by rpyma ncnuranuka npumemnnBaH je MaH-ButHujes
(Mann-Whitney) U-tect. CTaTUCTUYKY 3HAYAjHUM pas-
NMMKaMa CMaTpaHa je BpegHocT p<0,05 ¢ mHTEpBaIOM
nosepema of, 95%.

PE3YIITATU

AHanu3oM KIMHIYKNX MaHudecTanuja 601ecTy Koj
cBux 20 ucnutaHuka obonenux o JIIM pujarHocTuko-
BaHo je crenehe: kox 20 6onecunka (100%) mpoxcumart-
Ha cmaboct mumuha, kop 20 6omecuuka (100%) ocur mo
KOX1, Kof cefiaM 6orecHmka (35%; cBu us UTpyTie) yniie-
PO3HU BaCKy/INTHC KOXKe, Kofj Tpy 6omecHmka (15%) muc-
¢boHuja, ko yetupu 6onecunka (20%) gucdaruja, Kox
nBa (10%) pucnueja, ko 10 (50%) apTpUTHC, @ KOF, TPpU
KanuuHosa (15%). Hu kox jegHor ncnuTaHuka Huje 3a-
Oe/te>XeH 3aXBaT APYTUX OPTAHCKIX CUCTEMA OCUM Kpar-
KOTpajHuX HecrenuduaHux 60m08a y cromaky. Cu 60-
JIECHNIU CY 3a/I0BOJbaBajyhe mogHOCHIN IpUMembeHy
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Tepalujy CTepoONIVIMa M MeTOTPEKCaTOM, a jeINHN 3a-
6ernexxenn HexxerbeHN edekTu Oumu cy ocehaj mamakca-
JIOCTY, IOBPeMeHa MYYHJHA VM JIAKIIY ZUTeCTUBHMU IIPO-
6memu. Ko 60mecHMKa Koju Cy /Ie4eHN METOTPEKCaTOM,
ongHoCcHO Lukntodpochamunom npumeheHo je cMamerne
6poja meyKkouuTa faH I0CTIe IpUMeHe Tepalije, Koje ce
CIIOHTAHO HOPMA/IM30Ba/I0 HAPENHNUX JaHa Tedyerha.
I[Tocre ropyHy KaHa KO CBUX MCHUTAHMKA 000/IENNX
oz JAIM pomiio je 5o 3Ha4ajHOT KIIMHIYIKOT HOO0/bIIaha
cHare Mumnha, mpoMeHa Ha KOXI U pyTux MaHude-
CTanyja Koje Cy JMjarHOCTMKOBaHe Ha II0YETKY CTy/uje.
[TapameTpu IpoLieHe AKTUBHOCTY 6O/IECTH KOju CY Ipa-
heHu TOKOM OBe peTpOCIEKTUBHE CTyAMje IOKa3aIl Cy
fia je xox ucnuranuka rpyie C (cBu obonennu ox JIM)
[OLIJIO IO CTATUCTUYKY 3Ha4ajHOT mobompmama CMAS

(p<0,001) (I'padukon la) u MMT-8 (p<0,001) (I'padu-
KOH 1b), koje je mpaTuiio cMamere CHAQ (p<0,001) (I'pa-
¢ukoH 1¢). CmuaHu pesynraTu foOMjeHU Cy U KOJ UCTIU-
TaHyKa rpyne U (6omecHUIIMN € YILepO3HUM BacKy/IU-
TYICOM), /1) Ca HeLlITO MalbyM CTaTUCTUYKMM 3Ha4ajHO-
cruma. 3a CMAS p=0,018 oce mect u 12 mecenn (I'pa-
¢ukoH la), 3a MMT-8 p=0,043 mocne mect Meceny u
p=0,027 nocre 12 meceny, a 3a CHAQ 6e3 ctaTucTmyke
3HAYajHOCTH MOCe ecT Meceny u p=0,043 mocre 12 me-
ceun. BpenHoctu p 6ue cy Heurro Hike y U Tpynn, anu
CTATVCTMKI 3HAYAjHNX pasnuka Huje 6uao meby rpyma-
Ma Ha IIOYEeTKY CTyZMje, IOCe WeCT 1 12 Mecenu.

Pesynratu rectupama VAS popguTerba 1 1ekapa roka-
3aJI1 Cy BUCOK CTelleH Kopenauuje. Hanme, mpn moyer-
Hoj Busutu (HuBo 0) BpeHOCcTH VAS Ouste cy Bennke y
obe rpyIe NCIMTaHNKA, a/IM je MITAK ITOCTOjama CTaTu-
CTIMYKM 3Ha4yajHa pas/uka Mehy rpynama, jep je VASy U
TPyIy MMao 3HauajHO Behe BpemHOCTHM (p<0,01). [Tocme
mect Mecenu (HUBO 6), Kao u mocie 12 mecenu (HMBO
12) momio je ;O CTaTUCTUYKM 3HAYAjHOT CMamema VAS
(p<0,001) (I'padpuxonnu 2a u 2b).

[Toce6HO Cy 3aHMM/BMBM pe3yaTaTU HKOOUjeHU Te-
cTupameM QUSUYKOT ¥ NICUXOCOLMjaTHOT CTamba Jelle
(CHQ PhS u CHQ PsS) ToxoM Tpajama cTyfuje. Pesy-
TaTU UCIIUTHUBAA IICUXOPU3MIKOT CTama Jelle, Ipe-
Ma OLleH) pOfiNTesba, IOKa3ajIu Cy BP0 Majie BPelHO-
CTJ OBOT CKOpa IIpY IIOYETHOj BUSUTH Y3 CTATUCTUYKA
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FPAOUKOH 1. Bpearoctu CMAS (a), MMT-8 (b) n CHAQ (c) y cBvM Bu-
3nTama.
GRAPH 1. CMAS (a), MMT-8 (b) and CHAQ (c) values for all visits.
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* BunkokcoHoB TecT (mopehetse ¢ 0 BU3UTOM y UCTOj rpyni 60-
NEecHWKa)

9 MaH-ButHujes TecT (nopehetbe mehy rpynama y UCToj BU3UTK)

* Wilcoxon Rank Test (comparison to 0 visit in same group of
patients)

9 Mann-Whitney Test (comparison between groups during
same Visit)

FPAOUKOH 2. BpeprocTtn VAS nekapa (a) n VAS poputessa (b) bone-
CHMKa Y CBMM BM3MTaMa.
GRAPH 2. Physician VAS (a) and parent VAS (b) values for all visits.
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3HAYajHY pasauKy Mehy rpymama s6or n3pasnto Mamnx
BPEJHOCTY OBOT CKOpa Kof; 6ormecHuka rpyme U (p<0,01)
(T'padmkon 3a). Kog obe rpyme ncnmuranuka seh mocrue
IIeCT MeCely IOMITIO je KO CTaTUCTUYKM 3HaYajHOT IIOBe-
hamwa CHQ PhS. IIpu uspauynasawy CHQ PsS, 3a pas-
JIVKY Off IPETXOAHOT CKOpa, CTaTUCTUYY 3Ha4ajHa pas-
NMKa 1ocTojana je camo y Crpymnu usMmeby nmoderse u sa-
BpIHe Busute (p<0,05), JOK IpyTre CTATUCTUYKE 3HAYA]-
HocTtu Hucy yrpheHe Hu y oksupy U rpyte, HUTU Mehy
rpynama (I'padukon 3b).

JTabopatuopujcku mapamerpu npahenu y Harioj cry-
IVju TIOKa3anu cy fia je y rpynu C fOILIIO KO CTaTUCTH-
4y 3HA4ajHOT CHUKewa HuBoa CK u LDH nipu BUSUTH
12 (p<0,01). 3a pas3nmmky op oBora, y U rpynu ucImTanm-
Ka caMo rmocyie 12 Meceny Hafiriefjama JOUIO je 10 CTaTy-
cTumunKy 3HavdajHOr cHIpKema SE u CK (p<0,01) (Tabena
1). Meby rpynmama Huje yrBpheHa CTaTUCTUYKY 3HaYaj-
Ha pa3nuKa HI Y je[JHOj Off BUSHTA.

IOVICKYCUJA

Y nurepatypu je o6jaBbeH Behu 6poj cTynuja Ha pe-
JTATMBHO MajIOM Y30PKY MCIUTAHMKA KOje MPOIeHYjy
eMKaCHOCT Tepanuje y nedery 60ecHIKa 060mennx
op JIIM, anu jol He IOCTOjU 3aje FHUYKY CTaB O T€PAIINj-
CKOM IIPUCTYILY, HOCeOHO KO TEUIKUX 06/11Ka oBe 6ote-

n 50

40 &
30 o
CHQ PhS /
20 .
10
[ ]
0
0 6 12
+g?gﬂf)% 19.77 41.15% 4151
—— gﬁgﬂ%% 7.19%9 4232 309

I
50 —A

P —
40

<
CHQ PsS 30
20
10
0
0 6 12
—a— PG| 3085 4735 50.28*
—— geggg% 405 43 4544

* BunkokcoHos TecT (nopehetbe ¢ 0 BU3UTOM y UCTOj rpynn borne-
CHWKA)

9 MaH-BuTHwjeB TecT (Mopehetbe mehy rpynama y UCToj BU3nTH)

* Wilcoxon Rank Test (comparison to 0 visit in same group of pa-
tients)

9 Mann-Whitney Test (comparison between groups during same
visit)

FPAOUKOH 3. BpepHocTv CHQ PhS (a) n CHQ PsS (b) poauTerba bone-
CHYKa Y CBVM BM3WTaMa.
GRAPH 3. Parents’ CHQ PhS (a) and CHQ PsS (b) values for all visits.

TABEJIA 1. BpegHocTn nabopatopwjckrx napameTapa npw susmntu O,
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TABLE 1. Values of laboratory parameters measured during visit 0, 6,
and 12.
BusuTa Fpyna C Fpyna U
Visit Group C Group U
0 3141 36.67
SE(mmA) T 1305 2020
12 20.11 11.0%
0 2390.95 3096.33
g TS 16132 0257
12 123.28* 66.71%
0 1760.81 13390
DHIY 76556 o3g6
12 627.22% 587.29
0 165.06
ALT (1U) TS 2907
e o5t

* BnkokcoHos TecT (nopehetbe ¢ 0 BU3UTOM Y MCTOj rpynu 6onecHwKa)
*Wilcoxon Rank Test (comparison to 0 level in same group of patients)

cTu. Jledere KOPTUKOCTEPOUIMMA 3HAYAjHO je IO paBy-
JI0 IIPOTHO3Y ¥ CMABIIIO CMPTHOCT OBUX OOJIECHNMKA Ha
Mambe off 10%, anm je cpefmbOpPOYHY U [yTOPOYHN MOP-
6upuTeT OBe 6bomecTu u mambe 25% [9].

Ynuepo3HU BaCKyIMTHUC KOXe Ce CMaTpa JOKa3oM Ja
HOCTOjJ CUCTEMCKM BAaCKY/IUTHUC, ¥ TO Ha OCHOBY fiepu-
Hunuje Hekporuinyher Backynutuca baukepa (Banker)
u Bukropa (Victor) [10]. CiudHe maTOXMCTOMOMIKE IIPO-
MeHe MOTY Ce YOUUTH U Y cKeeTHuM muunthuma, cy6-
KyTaHOM TKMBY I JUT€CTUBHOM TPakTy. OBO MOXe J0-
BecTn 0 MH(pApPKTa, KpBaB/bewma win nepopannja y
PasIMYNTIM OPraHUMA, IIITO MOXe OUTY ITIaBHU Y3POK
cMpTu 60rmecHIKa ¢ 0BUM 0bobemem. Knnunaapu mpu-
CYCTBO Y/IIIEPO3HOT BaCKYIUTNCA CMaTpajy BPJIO JIO-
IIMM IIPOrHOCTUYKYM 3HAKOM, Te KOJ] OBUX OO/IECHMKA,
Y 3aBICHOCTY Off JINYHOT MCKYCTBA 1 3HAHA, IIPUMEILY]Y
pasmrunTe MofgdUKOBaHe peXXIIMe Nederba M PasIndm-
Te IMYHOCyTIpecuBHe ekose. Hama cTypuja ce, ympa-
BO 300T TOra, 6aB1/Ia IPOLIEHOM Tepalnujcke ehUKacHO-
cTH creruUIHOT TPOTOKOIA JIeUeha C TOCEOHNM OCBP-
TOM Ha GOJIECHUKE C YILePO3HUM BaCKY/IUTICOM KOXKe.
PesynTarn Hame cTynmje Cy y CKIamy ¢ Hajaasuma gpy-
TUX ayTOpPa y CMUCITY y3pacTa U IIOJIa UCIIUTAHNKA, Te
YOUeHMX KIMHMYKKX 3HaKkoBa. Crynuja je, MebyTum,
crenyQuryHa 110 jeAMHCTBEHO AV3ajHIPAHOM IIPOTOKO-
1y 3a npahere mapameTapa aKTUBHOCTHU GOJIECTH, LITO
je omoryhmsio KoMnapaTuBHy aHa/IN3y TOHTUTYANHAII-
HO IIPUKYIUbEHNX ITapaMeTapa 3a MPOLeHy TeXMHe 60-
JTIeCTM y TOKY TOfJHY JjaHa.

[Mocnenmux rogyHa objaB/beHe Cy CTYAKje Koje CY 1o-
Kasajse Ja IpuMeHa OOTYCHUX [j03a KOPTUKOCTEPONU A
MOXKe [OBECTU [I0 I060/bllIalhba CHaTe MUIIKha, anyu He
yTude Ha UCXOJ U Hporuosy 6omecru [11]. Ocum oBora,
paHo yBobeme JOMyHCKIX MMYHOMOZ YA MOHNX JIEKO-
Ba 'y peXXnM Jiederba oMoryhaBa 6p>ku oIopaBak ca 3Ha-
4YajHO MamuM OpojeM HeXXe/beHNX edeKaTa U3a3BaHUX
6onemhy mm nprMenoM nexosa. [TpumeHa MeTOTpeKca-
Ta Y KOMOVMHAIMjI ca CTepOUAMMA TOBeJIa je 10 3HaYaj-
HO Op>Ker MoBjIadersa CUMIITOMa 1 MoryhHocTy 6psker
cMamema fo3e creponpa [12]. Pesynraru Hame cTypu-
je mozip>kaBajy oe Hamase. Hanme, Ko CBUX MCIIUTAaHU-
Ka je TOIMHY JlaHa Iociie yBohemwa Tepamnuje 6omycruma
MeTU/I-IIPeTHN30/I0OHA Y MeTOTpeKcaTa JIOIIO IO CTaTH-
CTMYKM 3Ha4ajHOT T060/bpIIaha y cBUM npaheHnM mapa-
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merpuma (CMAS, MMT-8, CHAQ, VAS nexapa n pogu-
Tesba). [lo3nTuBaH Tepanujcky eekaT CTaTUCTUYKIY je
3Ha4yajHo norBpheH Beh mocye mect Mecenn y 0Boj rpy-
111 60JIeCHYIKa, a OBAaKaB TPEH]I Ce HACTaBYO [0 3aBPIIeT-
Ka jeJHOTOIUILbET TTepHofia.

AHanmsa MCTMX TapaMmerapa y rpynu 60/ecHMKa ¢
yAIlepO3HMM BacCKYJIUTUCOM JOKa3asa je la 0Baj K-
HUYKM 3HAK 3alCTa yKasyje Ha HEIOBO/baH TOT Oojre-
ctu. Kon oBrx 6onecHuxka cy yrepheHe 3Ha4ajHO Matbe
BpeqHOCTM (MaKO He CTATUCTUYKY 3HadajHo) CMAS u
MMT-8, xao umosehane BpegnocTt CHAQu VAS ponu-
Te/ba U JIeKapa Ha I0YeTKy CTyAuje. VIHIMPEeKTHO, 0BO
je mokas sHa4yajHO Texker ob/Ka 60mecTn ¢ 063MpoM Ha
TO fla Cy apaMeTpy KOpUIIheHN y HAIIOj CTYAUjU U3Y-
3€THO IIOY3[aHM 3a IIPOLIEHY CTelleHa CTA00CTI MUIIN-
ha n TexxuHe cucremckor 3axBara 60ecTn Kog ocoba
obonenux ox JAM [13, 14]. Taken (Takken) n capagunnn
[15] cy mokasanu fia je BpeHOoCcT CHAQ y JMPEKTHO] KO-
penanyju ca crereHoM craboctu Mumuha, Te ga 6u ce
weroBa BpegHocT Beha off 2 Tpebano cmarparu Kpure-
PMjyMOM 3a TEIIKY U IIPOrpecUBHY 60ecT. Y 0BOj HOf-
rpymu 6onecurka BpegHoct CHAQ Ha IOYeTKy CTyAuje
6una je 2,12. [Tpema HaBOZMMA VICTOT ayTOPa, BPEJHOCT
CHAQ op 1 fo 1,5 Tpebano 6u ga ce cMaTpa yMepeHUM
nopemehajem QpyHKI[MOHaTHE CIIOCOOHOCTH, @ KO 6o7te-
CHIKA OBe TPYyIIe je IOoCTIe jefHOTOiUIIIber IIepUOofia JOo-
/IO IO CTAaTUCTUYKY 3HAYajHOT cMamema CHAQ, Koju
je mocturao BpegHOCT of, 1,02. CTora MoXkeMo 3aK/byun-
TU JIa je y/ILEepO3SHU BacKynuTuc y JIM mokas HEIoBo/b-
HOT K/IMHUYKOT TOKA U Iporpecuje 60/mecTs, aamu u fa
paHa IIpMMeHa arpecBHOT MIMYHOCYTIPECUBHOT IIPOTO-
KOJIa, Ca JOAATKOM ITyJIceBa Hukmopocdamupga 6omycn-
Ma MeTHU/I-IIpeJHI30/I0Ha Y MeTOTpeKcara, oMoryhasa
3Ha4ajaH O3UTMBaAH edekaT Iedera. [loce jegHoronu-
IIber Iepyofa Jeuerba TeXIHA 60mecTy Kop 60/ecH1Ka
C Y/I1IePO3HUM BACKy/IUTICOM HIje ce Pa3/IMKOBasa Off
edekara IIOCTUTHYTUX Y LIJIOKYITHOj IPYIIN MCIIATaHMU-
Ka obonenux o, JAM. V npusor oBoj TBpA U roBope u
Hamasu VAS nekapa u pofguresba, KOji Cy OKa3asu CTa-
TUCTWYKY 3Ha4ajHe pasnuke Meby rpymama Ha IIO4eTKy
CTyamje, ca sHa4ajHO BehyM BpeHOCTMMA y Tpyin 6oTIe-
CHMKA C y/ILePO3HNUM BacKynuTicom. Mehyrum, nocie
jelIHOTOIMIITIbET TIepMOfia 1ederba pesynratu VAS neka-
pa 1 poguTeba 6N Cy IPUOIVIKHO UCTUX BPEFHOCTH
KOJI UCITUTAaHNUKa 00e IPyIIe, Y3 UCTOBPEMEHO CTaTUCTU Y-
KJ 3HAYajHO CMaIbere Y OJHOCY Ha II0YeTaAK CTYAMje.

[Toce6HO 3aHMM/BMB Ha/Ia3 CTYAUje CY pe3yITaTH Jo-
6ujenn ananuzom CHQ PhS u CHQ PsS, xoju cy mepa
ICUX0(PU3NYKOT U IICYXOCOLMja/THOT yTHIIaja 60IeCTH.
[TprMeHa arpecuBHe MMYHOCYIPeCHBHE LIMTOCTATCKe
Tepanuje YBeK je I0Be3aHa C TOKCUYHIM U He>Ke/beHNM
edeKTIMa CaMIX IeKOBa, LIITO 3HAYajHO YTIYe Ha IICUXO0-
(U3MYKO U IICUXOCOLMjaTHO CTame 60/lecHMKa. 360T TO-
ra je JornvyHo 6uno oyekupaTy fia he kopy 6omecHMKa Kop
KOjUX je TIpMMemBaHa KOMOMHOBaHa Tepanuja (MeTo-
Tpekcat 1 unkaodpochamuy) fohu o 3HAYAHUX pasin-
kay CHQ PhSu CHQ PsSy ogHocy Ha 6071eCHIKe KOJL KO-
jUX HMje IpUMelnUBaH OBaKaB Tepannjcku pexxum. Cy-
IIPOTHO OYEeKMBAIIMA, TOKOM je[lHOTONMIIEET TIeprofa
HajrIefama 6omecHnka obomenux ox JJIM HucMoO yTBp-
LUK pasiuKe Y BpeSZHOCTMMA OBMX IapaMeTapa Mehy
rpyInama, OCUM CTaTMCTMYKY 3HA4ajHO Matbe BPETHOCTH
CHQ PhS xop, 60/1ecHIKa C Y/ILIePO3HUM BaCKYTUTICOM
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Ha IIOYEeTKY CTyAMje, IITO je y KOpelanuju ¢ M3MeHaMa
U [PYTUX IapaMeTapa, Kao MoCIefulie nu3paxkxeHe cabo-
ctu myiyha i rexxnHe 6onectu. [Tocre jegHoropuIImHEr
HepUofa JOIIIO je 10 CTATUCTU YK 3Ha4ajHOT OO O/bIIa-
®a 00a mapamerpa 6e3 pasnuke Mehy rpymama ncnura-
Hyka. OBY pe3y/nTaTyi HaBOJIe Ha 3aK/by YaK /ja KOMOMHO-
BaHa MIMyHOCYIIpeCBHA Tepamnuja (IIp1MeHa MeTOTPeK-
cara u nuknodocdamua) ¥Ma MO3UTUBAH yUNHAK Y TTe-
4erby 0e3 IojaBe HeXKe/beHNX M TOKCUYHUX edeKara.

3AK/bYYAK

VMmajyhm y Busy moTnyHy aHanmay pesynTaTa Ha-
IIe jefHOTOAMIIIEbe IOHTUTY AN HATHE PECTPOCIIEKTUBHE
CTyJAMje, CMaTpaMo Jia OHU IOfip>KaBajy Hasmase JPyrux
ayTopa /ia IpyMeHa arpecyBHe UMYHOCYIIPeCIBHE Tepa-
Iyje 3HavajHO 106 0/bIIaBa KIMHIYKIY TOK 1 ICXO 6orte-
CTM KOJI, 0c06a 0607IeNNX Off jyBEHVTHOT IePMaTOMMO3M-
TIICA, TOCEOHO KOl Y/ILIePO3HOT BACKYIUTHUCA KOXKe, Kao
3HaKa HEellOBO/PHOT TOKA U UCXOfia OOMeCTL.
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IMPORTANCE OF AGGRESSIVE TREATMENT IN JUVENILE DERMATOMYOSITIS

Jelena VOJINOVIC', Phill RILEYZ, Sue MAILLARD?, Clarissa PILKINGTON?

"Paediatric Clinic, Clinical Centre, Ni3; 2Juvenile Dermatomyositis Research Centre,
Institute of Child Health, University College London, UK

ABSTRACT

Juvenile dermatomyositis (JOM) is the most common
idiopathic inflammatory myopathy in children. Its outcome
depends on the precocity of the diagnosis and of the treat-
ment, but predictive parameters for guiding the correct ther-
apeutic and prognostic approaches to JDM are still lacking.
We analysed the one-year-old outcomes of 20 JDM patients
treated with methylprednisolone boluses, methotrexate, and
cyclophosphamide, through a longitudinal retrospective
study. The outcome variables included: the Childhood Myo-
sitis Assessment Score (CMAS); Manual Muscle Testing (MMT);
the Childhood Health Assessment Questionnaire (CHAQ); the
Child Health Questionnaire (CHQ: physical score CHQ PhS and
psycho-social score CHQ PsS), patient and parent Visual Ana-
logue Scale (VAS), as well as laboratory data: ESR, LDH, CK, and
ALT. Within all JDM patient groups, we discovered significant
improvement in all disease activity parameters CMAS (p<0.001)
and MMT (p<0.001), followed by a significant decrease in CHAQ

(p<0.007), as well as parent VAS (p<0.001) and physician VAS
(p<0.001). With regard to laboratory parameters, only CK
(p=0.001) and LDH (p=0.013) levels were found to be signifi-
cantly decreased, while there were no significant changes in
ESR and ALT. The results of our study support the findings that
the aggressive treatment of JDM patients improves their short-
term outlook.

Key words: juvenile dermatomyositis; methylprednisolone bo-
luses; methotrexate; cyclophosphamide
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