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Jlugpepenyitina diaznocmuxa mionamuunozo cunopomy y oimeil Oyice ckaadua. Y cmammi posznsuymo OCHOGHI MPUUUNU
Mionamuunozo cundpomy, 10z0 Ougepenyitiny Oiaznocmuky ma ia6opamopHo-iHCMPYMEHMALvHi Memoou O0CIIONCCHHSL.
Hoxasano cyuacni diaznocmuuni Kpumepii 106eHiIbH020 0ePMAMOMIO3Umy i nioxoou 0o 1o0zo NiKyeanms.

Kntouosi cnosa: mionamuunuil cundpom, dimu, dugepenyiiina diaznocmuka, 108eniibuil 0epMamomiosum.

pobsieMa 00'€EKTHBHOIO [[ArHOCTUYHOTO TPAKTYBAHHS

Mmionarnanoro cunzipomy (MC), 3 BU3HaUeHHSIM HO30-
JIOTTUHOI HAJIE)KHOCTI, € OJIHIEIO 3 HAOIJIbII CKIaJHNX Ta AKTYy-
aJbHUX B IefiaTpii, a came B JUTAYIll Kap/iOpeBMaTOJIOriI,
OCKIJIbKM JIAHUU CHHAPOM MOKe OyTH HPOSIBOM He JIuIlie
CUCTEMHUX PEBMATHYHUX 3aXBOPIOBAHb, aJ1€ I psijly HEBPOJIOTiy-
noi, iH(eKiiiHoi, eHJOKPUHHOI Ta IHIIUX [aTOJIOTIN
[4-6,12,15,21,31,33], hapmaxoTepartist SKUX TPUHITATIOBO Pi3HA.

Y mupokomy pO3yMiHHI TepPMiH <«MiOTMATUYHUN CHUH-
JIPOM» BU3HAYAETDHCH SK 3aXBOPIOBAHHS CKEJETHUX M'SI3iB,
0 nepeadavac HagBHICTD M I30BO1 CJIAOKOCTI, TeHes K01 pi3-
HOMAHITHUH.

[TpuynnamMu MionaTiii MOKyTh OyTH Pi3HOMAHITHI MaTo-
JIOTIYHI cTanu, 06YMOBJIEHI TIOMIKOMKEHHIM 6e3n0cepednbo
M 5130601 mranuny (110JIIMIO3UT, HEKPOTU3YIOUNT ayTOIMyH-
HUIl MiO3UT, IE€PMaTOMIO3UT i MIO3UT 3 BKJIOYCHHSIMN),
Yypadcenusm nepudepuunoi nepaosoi cucmemu (rocTpa 3araib-
Ha moJtineiiponatist — cungpom liena—bappe (rocTtpa gemie-
JIIHI3yI0Ya TATOJIOTIS 3 TMEPEeBAKHUM YPaKeHHSIM PYXOBUX
HEPBIB, XapaKTEePU3YEThCS BUCXIIHOW M'SI30BOIO CJAA0KICTIO,
GOJIBOBUM CHHJIPOMOM, IIAPECTE3ISIMU Ta PO3BUTKOM IIPO-
rpecyiouoro Tmapajiuyy M's3iB KIHIIBOK Ta AUXATbHOI
Myckyaarypu), curapom Mimnepa—@imepa (kpaHiagabHUI
BapiaHT cunapomy [iena—bappe — kiiHiuHa Tpiaza y BUIJIs-
Ni ToEeMHAHHS 30BHINIHLOI odTambMorLierii, arakcii ta
apedyiekcii); XpoHiUHA 3amajgbHa JieMieTiHi3yioda MmoTiHelpo-
narist, MyJibTudoKasibHa MOTOPHA MO HEHponaTis 3 610KkamMu
IIPOBELEHHS), YPANCEHHAM HEPBOBO-M 306020 CUHANCA
(miacrenis Tpasic i cunapom Jlambepra—ITona (crabKicTp,
BTOMJIIOBAHICTh M'$I3iB IIPM HaBaHTaKeHHI, $SIKi HalOiabIl
BUpa)keHI B MPOKCUMATBHUX Bif/lilaXx HIDKHIX KiHI[IBOK
Ta TysryOi Ta IHOAI CYIPOBOKYIOTHCS MIAJITisIMU, BEr€TATUB-
HUMH PO3JIa/laM¥, BUHUKAa€E Ha (DOHI 3JI0SKICHOTO HOBOY-
tBOpenHs:)) |1]| ma inwumu ¢paxmopamu: nagmipue dizndne
HaBaHTakeHHS (0COOJMBO HETPEHOBAHUX M'SI3iB), TpaBMa,
PO3TATHEHHSI M'A3IB, Cy/[IMHHA NATOJIOTis, sl TOKCUYHUX
(y Tomy wumcai Jikapchbkux) 3acobiB, iH(eKmiiHi Mio3uTH
(TIpU TOKCOTLTa3Mo3i, Ty6epKyIbo3i), BPOMKEH] TTOPYIIIEHHS
00OMiHY pEYOBUH, EHIOKPUHHI 3aXBOPIOBAHHSI, €JIEKTPOJIITHI
nopyutenss [4,6,7,19,22,23,31].

Basksmse micie B giarnocturi MC saiimaiors tabopatop-
HO-THCTPYMEHTAJbHI MeTOAM AOCTi/yKeHHs (iMyHOJIOTiuHi
TeCTH, BUSHAUCHHS PiBHS CIeNN(MITHIX «M sI30BUX»> (hepMeH-
TiB, mepemycim Kpeatutdochorinazn — KDOK, emexrpomio-
rpadis — EMTI, 6ioncis). Kpearundocdokinaza — mapkep
MiOHEKpO3Y, TIPH MONIKOKEHH] KJIITHH BiIOYBAETHCS HOTO
BUBITbHEHH: 1 HAXO/KeHHS B KpoB. Lleit hepmenT karamisye
3BOPOTHE TiepeHeceHHs (HOChHOPUIBHOTO 3ATHINKY 3 a/IeHO-
sunTpudocdary Ha KpeaTuH Ta 3 KpearuHdocdaTy Ha ajieHo-
3uHandOochaT; MICTUTHCS TTePEBAKHO B CKEJETHIN MyCKyJa-
Typi Ta Miokapzi [26,27,33].
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[HImIIMM Ba)kJIMBUM JIIaTHOCTUYHUM KPHUTEPIEM € BU3HA-
YeHHST MiO3UT-CennpIiYHNX aHTUTLT — aHTHU-]o-1-anTuTia,
antu-SRP-antutiia, antu-Mi-2-antutisia. Mio3ut-creim-
iuni anturina BusBisiorsest y 40-45% XBopuX, TOMY X Bij-
CYTHICTb He MOBMHHA IEPENIKOJKATH MTOCTAHOBIL J[iarHO3Y
[14,16]. Bognouac HasgBHICTH TEBHUX Pi3HOBU/IB AHTUTII
ACOIIOETHCS 3 OCOGJMBOCTAMU KJIHIKM 1 INPOrHO3Y.
Hanpuxknan, y autu-Jo-1, antu PL-7, antu PL-12-103uTns-
HUX XBOPUX 3aKOHOMIPHO CIIOCTEPIraloThCsl iIHTEPCTUIliaTIbHE
YpaKeHHsI JiereHb, JHUXOMaHKa, cuHapoM PeiiHo, cumrToM
«pYKN MeXaHiKa», HeTIOBHA Bi/IMIOBiIb HA TIIOKOKOPTHUKOIIN
(I'K), wacri 3aroctpenHs Ha TJ1i 3HUKeHHs 103U ['K; anTuTina
no ayroantureniB SRP BUABISAIOTbCS BUKITIOUHO TIPU TIOJT-
MiO3UTI, 9acTillle y 40JIOBiKiB, XapaKTEePHUI TOCTPUH TTOYATOK
Ba)KKOTO HEKPOTUYHOTO MiO3UTY, Ba3KKE YPaKEHHS CEPIIEBOTO
M's3a, morana Bignosizb Ha ['K. Y xBopux, mo Mmaworb
antuSRP-anTutina, 5-piune BUXKUBAHHS He TIEPEBUIILYE 25%,
TIPU BUSBJIEHHI aHTU-J0-1-aHTHUTIN 11l TOKa3HUK CTAHOBUTD
70%, a HaiiOLIbLI COPUATIMBUN MPOTHO3 Bi3HAYEHUI TIpU
BUsABJIeHHI anTu-Mi-2-aHTUTIN, 7151 SKUX XapaKTepHi sicKpa-
Bi MIKipHi 3MiHU (<«JI€KOJIbTE», «Iajib», epuTemMa [oTTpoHa),
HU3BKUI PU3UK IHTEPCTUILIATBHOTO 3aXBOPIOBAHHS JIET€HD,
no6pa Bigmosiap vHa TK. THini miosuT-crerdgiyni (aHTUCHH-
TEeTa3Hi) AHTUTINIA 3yCTPIYAIOTHCS MEHTIIIE, HiJK Y 5% XBOPUX —
antu-0J, antu-EJ, antu-KS, autu-YRS, anrtu-Zo. Ix mosiBa
ACOIIOETHCS 3 BUHUKHEHHSM aHTUCHHTETa3HOTO CHH/IPOMY
(ACC), Hail6inbIl BaKKUM IATHIIOM [I€PMaTOMIO3UTY.
Jlns ACC xapaxktepHUil MEBHUI CUMIIOTOMOKOMILIEKC
i3 BAXKKUM IHTEPCTUIIAJIBHUM YPaKeHHAM JieTeHb ax /10 BU-
apaenns Gpibposyiodoro anbseoity [3,15].

¥ mamienTiB guTsvoro i migstitkoBoro Biky 3 MC meprmmm
eTaloM aHali3y KJIIHIYHOI cHUTyallil € OlliHKa HasABHOCTI Ta
XapakTepy HeBpoJIOTiyHUX Bijxuienb. [ludepentiiiinuii giar-
HO3 B IIepIIly YePry IIPOBOIUTLCS 3 IPOrPeCcyIOYNMU M'SI30BU-
mu auctpodisvu (IIM/I), axi € maifyacTinmoo maTosorien
3 TIi€i TPy 3aXBOPIOBaHb. IX KIiHiYHa KapTHHA ITyKe Bapia-
GeslbHa, ajle 3arajibHOI0 O3HAKOK € IPOrpecyroua M'si30Ba
cnabKicTh, SIKa PO3BMBAETHCS YACTile B JAOMIKIIBHOMY Billi
i IPU3BOJIUTD JI0 OPYIIEHb TTOCTaBU, (hOPMYBAHHST KOHTPAK-
Typ i BropunHux aprpouariii [2,7]. IIpu Giabuiocti it
MaloTh Micile sBUIA AUCMOP(i3My, YPaKyIOTbCS M'si3U
064U | PO3BUBACTHCS KapAiOMIONATisl, 10 MOXKe TaKOoXK
YCKJIQIHIOBATH AndepeHIliiiHmi 1iarHo3 i3 3amaJIbHUMU Mio-
natismu. IcHylodi reneTuyHi METOAM JAIarHOCTUKM JIO3BOJIA-
10Tb BUusiBUTH Jiutite 50% HOCiiB MyTanTHuX Tenis [19].

3a HagBHOCTI Ba)kKKOi MAaTOJIOTii IEHTPAJbHOI HEPBOBOL
cucremn abo MOMIKOUKEHHI mepuhepUyHuX MOTOHEHPOHIB
JlarHOCTUKA He BUKJWKAE TPY/IHOIIIB I IPYHTYETHCS Ha BU-
siBJIeHHI TPy0Oi acMMeTPUYHOI BOTHUILEBOI CHMIITOMATHKH.
SIKIIO y XBOPHX i3 M'sI30BOIO CJTAOKICTIO € CMMETPUYHI HEBPO-
JIoTiuHi posnamu, ciin Bukmodatn cuaapom liena—bappe,
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cunzgpoM Itona-Jlambepra, Giunuit aMioTpodiuHnil CKIEpPO3,
MiacTeHif0. Y CYMHIBHUX BWITQIKaX HEBi/l'€MHOIO YaCTHHOIO
JIOCTOBIPHOI JIArHOCTUKHU € PETeNIbHUIL Ti/IXij 10 300py aHaM-
He3y. HeoOXiziHO BpaxoByBarTH, 0 HA KOPUCTh HEBPOJIOTIYHO-
TO TIOXO/KEHHS MiomaTii cBi[4aTh AMHAMIKA HAPOCTAHHS M 'sI-
30BOi CJIaOKOCTI, sIKa TPUBAE POKAMU; 3HAYHE IE€PEBAKAHHS
caabkocti Haz 6osieM, Jiokaslizalid cJaOKOCTI 3aJIeKUTh Bij
dopmu [IM/] Ta nepeBakae y IuCTaJbHUX BiTiax KiHI[IBOK,
XapakTepHi (pacInKyIsIpHi TOCMUKYBAHHS M'SI31B Ta TIOPYTIIEH-
HST 9yTJIMBOCTI MIKipU. 3HAYHO TOJIETTITYE IIarHOCTUKY TTPOBeE-
nenns esekrpomiorpadii (EMIT) — HeBesika KizibKicTh ITOTEH-
mianis Gibpuanii (IIM) Ta MO3UTUBHUX TOCTPUX (POPM
(IITD). VY Gionratax M's3iB BiACYTHI O3HAKM 3alajeHH:.
3a BunATKOM XBopux 3 [IM/, piBetb y kpoBi M'si30Bux dep-
MEHTIB He BUXO/IUTH 3a MeKi HOPMaJIbHUX BesIndyuH. JIikyBaH-
ust 'K ta ix 03a He BruimBae Ha piserb KOK mpu [TM/] [26].

VY miteii, 110 He MAIOTh HEBPOJIOTIYHUX BiIXUJIEHbD, IPUIH-
mamu MC e 3anaspai Ta MeTabosiuHi Mionarii. Biamosiaao mo
icHyI0uO0i MixKHapOAHOI Ki1acudikalii BUAIAIOTH TPU IPyNn
MiomaTili: iionaTUYHi 3anasbii, BUKJIUKAHI JTIKaMU Ta TOKCHU-
HaMU i BUKJIWKaHi iHbextismu [22].

Cepen imionaTHYHNX 3anmanbHUX MiomaTiit 61u3bko 95%
CTAHOBJIATH JIEPMATOMIO3UT, IMOJIMIO3UT, MIO3UT Ha TJi
CHUCTEMHUX 3aXBOPIOBAHb CIIOJYYHOI TKaHWHM, IapaHeo-
MJIACTUYHUM MIiO3UT 1 MIO3UT 3 BHYTPIIIHBOKIITHHHUMUA
BKJIOUeHHAMU. Halmommpeninmmn 3amaJqbHIM 3aXBOPIO-
BaHHAM M'A3iB y [liTel € IOBeHIJbHUN 1epMaTOMiO3UT
(I0/IM) [2,9,10,11,14,18].

[OBeninmbHMI 1EPMATOMIO3UT — CHCTEMHE TIPOTPecyiode
3aXBOPIOBAHHS 3 MEPEBAKHUM YPAKEHHSIM TIOMIEPEKOBO-CMY-
racTuX M'sI3iB Ta IJIa/IKOI MYCKYJIATypH 3 TOPYIIEHHSIM PYXO-
BOi (DYHKIIIT, a TAKOK IIKIPU — Y BUTJISAI epUTEMH Ta Habpsi-
KY, TOYNHAETHCS Y JiTel BikoM 10 16 pokis [28].

IOBeninbpuMil 1€pMaTOMIO3UT CYIIPOBOIKYETLCS PO3IIOB-
CIO/PKEHUM BACKYJIiTOM, BUPAa3HUMHU MIa/TisIMU, YacTillTHM,
MIOPIBHAHO 3 JIOPOCJUMU, 3aJyYEeHHSIM BHYTPIIIHIX OPTaHiB
Ta PO3BUTKOM KaJbITMHO3Y [33].

[Tomupenictp 2—4:1 MJIH AUTSYOTO HACETEHHS B PIK.
CriBBiHOIIIEHHS XJIOMYUKIB 1 fiByaTok 1,4—2,7:1. Ilik 3axBo-
proBaHocti tpunajzae Ha Bik 5—10 pokis. Eriosoris 10/IM
MYJIBTH(DAKTOPIAIbHA, IPYHTYETLCSA HA T€HETUYHUX TIPE/INK-
TOpaxX Ta HEBIIOMUX TPUTEPAX 30BHINIHBOTO CEPEIOBUIIA.
Bceranosiieno, mo HasgsHicth HLA-anesneit — B8 (3 rpynu
HLA-B), DRB1*0301 (3 rpynu HLA-DR3), DQA1*0501
(3 rpymn HLA-DQ?2) navacrimre acoritoerses 3 10/IM. IIpo
BIUINB (PaKTOPIB 30BHINTHBOTO CepPeIOBUINA HA PO3BUTOK 3a-
XBOPIOBAHHS CBITYUTH TEH/EHIIS /0 CE30HHOCTI (BECHSIHO-
JiTHIN niepion), 3poctanus yactoru IO/[M y niBaennunx kpai-
Hax MOPIBHAHO 3 MiBHiUHNMH [ 18].

[IpoBinnoto mankoio maroreHesy IO/IM e mikpoanriomna-
Tid i3 3a/lydyeHHAM KalliJgpiB enjomisig. B ocHosi nomko-
JUKeHHSI CYJUHHOI CTIHKHU JIe)KUTb BiJIKJIQJaHHS JIeII03UTIB,
110 CKJIQJIAI0THCS 3 AHTHUTILJ 10 HEBIZIOMOTO aHTUTEHY B 9H/I0-
TeJiaJbHUX KJIITUHAX Ta aKTUBOBAHUX KOMIIOHEHTIB CUCTEMNU
komiuiemenTy C5b-9 y Burisimi Tak 3BaHoro MeMmGpaH-aTa-
KYIOUOTO KOMILIEKCY. Bifik/alaHH 1UX KOMILIEKCIB 1HAYKY€E
HEKPO3 €HJIOTeJI0, 10 TPU3BOANUTDL /10 BTPATH KalliJsapiB,
irmeMii Ta ecTpyKiii M's130BUX BosiokoH [11,17].

Buginsiors roctpuii, mijgroctpuii Ta ImepBUHHO-XPOHIY-
Huii Bapiantu 10/IM. HaiibGigbin po3moBCIOKEHNM BapiaH-
tom I0/IM e migrocrpuii mepebir, sikuit 3ycTpivaersest y 83%
xBopux [9].

3araJibHONPUITHATIMU BBAXKAIOTHCS IIaTHOCTUYHI KPHUTe-
pii 1O/IM, zanpononosani Tahimoto i criBasT. (1995):

HIxipni kpumepii: resioTporTHa Bucutika (4epBoHO-bioTe-
ToBa HaOpSIKOBA epuUTeMa Ha BEPXHIX moBikax), o3Haka [oT-
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TpoHa (4epBoHO-(hioneToBa arpodiuna eputemMa Hajl PO3TH-
HAJIbHUMK TIOBEPXHSIME CYTJIOOIB TIajIblliB), epuTeMa pO3riu-
HAJIbHOI TI0BEPXHi Cyr1o6iB (MpuIliHsATa YepBOHO-(hioneToBa
epuTeMa Hajl MPOKCHUMATIbHUMM MiK(paJIaHTOBUMHM, II'SICTHO-
(baraHrOBIMH, KOJIHHIMH, JTIKTHOBUMH CYTJI00AMHU ), CHMITTOM
«mai», GiIAHITTEOBUI IEPMATUT 1 UTITAIBHUIT apTePiiT.

Kpumepii norimiosumy: cumerpuuna ciabKicTh MPOKCH-
MaJIBHUX BiJI/IIJIIB M'5131B, IPOTPecye IMPOTSATOM [EKiJTbKOX
TUXKHIB, MicsiitiB; migBuienns pisust KOK, nakrarerigpore-
Hazu (JI/IT), TpaHcamiHas, ajnbaosasu, M'a30Buii 6ib (11ajib-
naTtopHuii abo CIIOHTAHHUIT), HO3UTUBHI anTu-Jo-1 (ricTuani
TPHK-cunrterasu) anturijia, cucTeMHi 3amnajbHi O3HAKU
(cy6debpuirer, nigpumenus HIOE), negectpykruBHmii
apTpUT, apTparii, MOPHOJIOTIYHE TiITBEP/KEHHS M SI30BOTO
3anajienHs (3arnajabHa iH(pIIBTPAIlis CKeJeTHIX M'sI3iB 3 Jiere-
Hepaiieio abo HEeKpO30M, aKTUBHUII (aroluTos, akTHBHA
perenepaitis), sani roskooi EMI: nepBunHo-M's130Bi 3MiHH,
3HUKEHHST TPUBAJIOCTI TIOTEHIaiB MOTOPHUX OJIMHUIb, Pall-
toBa aktuBHICTh (PA) y Burmsai 1M i TITO, mo cBiguuTh
po nepebir sananenns (Mio3UTy) Ta MiOHEKPO3Y.

[iarnoctnune mnpasumo: giarno3 IOJAM (uyTiausicThb
94,1%, crenndiunicts 90,3%) BCTAHOBIIOIOTH 32 HAsIBHOCTI
OJTHOTO 3 KPUTEPiiB YpaskeHHs IIKIPHU Ta He MeHIIIe YOTHPbOX
KPUTEPIiB MOJIMIO3UTY.

Ha pannix crazisix 3axBopioBanHs OCHOBHOIO KJIiHIYHOIO
03HAKOI0 € cJabKicTh (a He 6ib) y MPOKCUMATBHUX TPYIIaX
M's131B (Tasy i CTETrOH, MJIEYOBOTO TOSICY, Ui ). XBOPUM BasKKO
MiHIMATHCS CXO/IaMU, 3aXOAMTH B TPAHCIOPT, BCTaBaTH
3 sizkka. CriocTepiraloThest 3MiHM XO/IM Ta HECTIO i BaHi MmajliH-
Hs1. XapaKTepHUM TIPOSIBOM CJAa0KOCTI M'SI31B IIUT € CUMIITOM
«6e33aCTEPEKHOT 3rO[M» — KOJIM TAIIEHT HE MOXKE YTPUMY-
BaTH TOJIOBY y BEPTUKAJIbLHOMY IIOJIOKEHHI, i BOHA IaJla€
Ha rpyzau. Y nonan 50% BifCOTKIB XBOPHUX 3a mepiof mepebiry
XBOPOOU BiJl OJIHOTO JIO I'SATH POKIB CIIOCTEPIra€ThCst KaJlbIln-
HO3 M's131B Ta HiAIKIPHOT KJIITKOBUHY, 1[0 MOKe NOTpebyBa-
TH audepeHIiiiitnoi [iarnocTuKu, 0coOJIMBO Ha paHHiX eTanax,
Yy TOMY YHCJIi 3 TAKOTO Pi/IKiCHOIO MATOJIOTIEI0, SIK TIPOTPeCyIo-
ya occudikyioda reteponasis [20]. Pano un mizno B matosio-
rYHUI [pollec BTATYIOTLCA M'S3M IVIOTKOBOIO KiJIbIls
i IMXasibHa MYCKYJIaTypa, BUHUKAIOTh MOPYIICHHS KOBTAHHS
(mucdarist), aminioeTbest TeMOp Tosocy (mucdowist), ToTip-
IIYETHCST BEHTHJIsAIIsE Jiererb. 1li cumnToMu € HaibGimbin
HECHPUATINBUMHU HPOTHOCTUYHUMHU O3HAKAMH, OCKIJIbKU
3arpoKyloTh PO3BUTKOM acHipaliiiHO1/TilOBeHTUIAIINHOT
MTHEBMOHI1 — OCHOBHOI TPUYNHU JIETATTBHOCTI Y ITi€i KaTeropii
XBOPHX.

Jlucdarist Moske TaKOK BUHMKATHU IIPU CUCTEMHIN CKJIepo-
nepmii i xBopo6i Illapia, poTe Ipu KOKHOMY 3 IIUX 3aXBO-
proBanb € nesiki ocobausocti. [pu IO/IM ypakyerbes mpak-
TUYHO TIJBKU IOIIEPEYHOCMYTACTa MYCKyJaTypa, y TOMY
yuesi M'si3, O [iJHIMAE BEPXHE IiHEOIHHs, M'sI3U TOpTaHi
(3okpema Ti, 10 BiAMOBIZAIOTH 32 3aKPUTTSI HAATOPTAHHUKA
M 9ac aKTy KOBTAHHS) i BEPXHBOI TPETUHH CTPABOXOLY.
Y pesymsrari mix gac ki y maiieHTa yTpyaHeHe KOBTaHHS,
iska ToTpanige B Hic, 3atikae B Tpaxeio. Xsopoba Ilapma —
piZIKiCHE 3aXBOPIOBAHHA CIIOJYYHOI TKAHWHU, dKe IIBUKO
nporpecye 6e3 aIeKBaTHOTO JIIKYBAHHST 3 PO3BUTKOM iIHTOKCH-
KaIlifHOTO, MiOTIATMYHOTO, TITKiPHOTO, CYANHHOTO, JIeTeHEeBO-
ro, CEepIeBOro CUHAPOMIB, aimdaneHonartii, mabopaTopHO
BUSIBJISIIOTD BUCOKI THUTPU QHTUTII 10 SIEPHOTO PUOOHYKIIO-
nporeiny. [Tpu xBopobi [lapna aucdarist o6ymMoBIeHa MaTo-
Jorieio e3odaraabHO-TaCTPaTbHOTO Cc(piHKTepa i TIaAKOi
MYCKYyJIaTypu B HIDKHIM Ta cepefHill TPeTHHi CTPaBOXOLY.
ITpu cucremHiil ckaepoaepMmii Hemae Takoi BUOGIpKOBOCTI ypa-
JKEHHSI CTPABOXO/LY, Y IPOIeC MOXKYTb 3ajlydyaTHCs BCi TpU
HOoTO BN, MOYMHAIOUN 3 HIDKHBOTO, aje ITIPU IbOMY
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He 3ajydeHa TJIOTKOBa MycKyJarypa. KpiM Toro, HaiiGijibi
XapaKTepHUM KJIIHIYHUM IPOSIBOM JIJISI CHCTEMHOI CKJIepo-
JlepMii € Imporpecyioue cUMeTpu4He YIIiJIbHEeHHs, I0TOBIICH-
Hs1 Ta iHAypalis mKipu 6yab-aKoi gokamisarii [2,10—12].

Ypaxkennsa mikipn nipu IO/IM wacTo mepenye po3BuUTKY
M's130B01 cimabkocti. Kpim Buiesraganux osHak, crenudgiu-
HuM i FOIM € cuMnTom «pyku MexaHikas — Tinepkepa-
TO3, JIYIIEHHS, PO3TPICKyBaHHS IIKIpM HA MEPHINX TPbOX,
pijiie 4OTHPHOX, HATIBIISIX.

[Ipu mpoBezenHi ardepeH Ol AiarHOCTUKH MiK IIKip-
HO-M's130BUM cuHpoMoM 11pu FO/IM 3 iHmmMu cucteMHUMN
pEeBMAaTUYHUMHU 3aXBOPIOBAHHAMHU Ta aJepro3aMu HIKipu
MOXKYTb BUHMKATH JIedKi TpyAHoi. Tak, cucteMHoMy 4epBo-
HoMmy BoBuaky (CYUB) mpuraMaHHI 3Ha4YHE IIepeBa’kKaHH:
Miauiriit Hajt c1abKicTIO, BIZICY THICTD BUCHITKH HAJl PO3THHAIb-
HUMM [TOBEPXHSMU CYTJI06iB KUCTEH 1 B epiopOiTaibHiii 30Hi.
Ha xopuctsp miarnozy CUB cBigunTh mosBa TakuX KITHIYHUX
CHUMITTOMIB, sIKi MOKYTh BUHUKATH OIHOYACHO ab0 MOCJIiI0B-
HO B Ppi3HOMaHITHUX moemaHaHHgX. lle Taki cummnromu,
SIK c1abKICTh, BTPATa Bark, NIKIPHUI CHHIPOM — «METEJIUK>,
dorocercubinizalis, anorneris, yablepaiis CIu30BUx 06010~
HOK, CyTIJIOOOBUEL CUHAPOM, MIOIIATHYHUET CUHIPOM, CHHIPOM
Petino, mepukapaut, MioKap/uT, CHAOKAP/IUT, TIJIEBPUT, THEB-
MOHIT, XOpes, TI0JIiHEBPUT, TJIoMepyJIoHedpPUT, HehPOTHUHUI
cuHApOM, JiMpaeHomnaris, JabopaTopHi mapaMeTpu — amHe-
Misl, JIEHKOIEHisl, TPOMOOIMTOIIEH s, MTO3UTUBHWIT aHTUHY-
KieapHuil (pakTop Ta nosutusHi anturiia 1o JHK. Habpsik
nepiopOiTaJbHUX TKAHUH MOJKE CIOCTEPIraTucs Ie pu
O/ITHOMY CHCTEMHOMY PEBMATOJIOIIYHOMY 3aXBOPIOBAHHI —
xBopoOi Ilapna. OnHak y 1bOMY BHIAAKY HE 3MIHIOETHCS
3abapBJIEHHS IKIPH, 1 TIIBKY 3Pi/Ika BAHUKAE rilepIirMeHTa-
1lis BEPXHiX MOBiK. AJie, Ha BiZIMiHY BiJl XBOPUX 3 MOJIIMiO3U-
TOM, HAIli€EHTH 3 M'S30BUM CHHPOMOM Ha TJIi iHIINX peBMa-
TUYHUX 3aXBOPIOBAHb, SIK ITPABUJIO, MalOTh HOPMAaJbHUI
piBens KDOK rta iHmmx «M's130Bux» GepMeHTIB, a TAKOK 3HAY-
no nigsuieny [IIOE. Ockinbku B qutstuomy Bii MC moske
PO3BUBATHCS MTOBOJIi, MaHi(heCTHUMU CTAIOTh MIKiPHI ypakeH-
H{, III0 TOMUJIKOBO PO3IJISIZIAIOTHCS SIK aJlepriuHi BUCHIIAHHS
abo eputeMu IHDEKIINHOTO TeHesy.

[Ipu npoBenenni audepeHiiitHoro aiarHo3y Mixk CyrJio-
6oum cungpomom 1pu IO/IM Ta 10BEHIIBHUM peBMaToil-
unM aptputoMm (IOPA) mpuseprae yBary Te, mo apTputu/ap-
tpaurii npu FO/IM criocrepiraioTbest 10CUTD PiJIKO 1 TBUAKO
kymipyiorbest npu npusnHauenui ['K. Xpowuiunuii nedop-
MIBHUIT apTPUT 3 MiABUBMXaMK CYIJI00iB KHCTEil criocTepira-
€TBCS PIKO 1 HE CYMPOBO/KYETHCS IPO3UBHUMHU 3MiHAMU
(cunzapom JKaky) [1]. Iepebir FOPA, 1m0 cynpoBomKy€eThest
kainiuaumMu mposgBamu MC, XapaKTepU3yETbCS BUIIOIO
AKTUBHICTIO 3aITaJIbHOI Bi/IMOBIi i 3 Timeprpoaykitieio C-peak-
TUBHOTO TPOTEIHY, OCHOBHHUX IPO3ANaJbHUX ITUTOKIHIB —
IJT1B Ta 1JI6 Ta B™micTy Kpeatunkinazu-MM [8].

Y szarasbnomy anasmizi kposi npu IO/IM 3minu HOCATDH
HecriennIUHWN XapakTep: y Ps/i BUMAJKIB BiMIYaiOTh
36imbimennst [IIOE [1].

Y GioxiMigHOMY aHaJTi3i KPOBi HAHOIIBIIT BAKITUBUM Map-
KepOM IOTIKO/KeHHsT cKeseTHOoi Myckyaatypu € KOK,
36iTBIIEH ST aKTUBHOCTI SIKOi TPU TOJIi- i JIepMaTOMiO3WTi
BOJIOJIi€ OiJbII BHCOKOK YyTJUBICTIO ¥ crelnudiyHicTO.
36iabiienns akrusHocti KOK y cuposatiii KpoBi Kopesoe
3 KJIHIYHOIO aKTHUBHICTIO M'sI30BOT0O ypaskeHHs. Y OLIbIIOCTI
BUMAJKIiB BiOYBA€ThCS MiABUINEHHS PIiBHSA Miorio6iny,
a Tako’k aktruBHOCTI anbaosasu, AJI'T, ACT, JIZIT. AkTuBHicTh
(bepMeHTiB cMpoBaTKM KpOBi OaskaHo BU3HAYATH A0 TIPOBE-
nenns roskoBoi EMI, ockinbku MmoskiuBe Hecrenudivme
361TBIIEHHSI IX KOHI[EHTPAITi] BHACITOK MEXaHiYHOTO MOIIKO-
JUKeHHS cKesleTHOTO M'si3a [12]. AnTHHYKJIeapHUii daktop
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BuaBasAioTh Y 50-90% XBopuX, OJHAK Ile He MAae€ Jiar-
HOCTUYHOTO 3HAYEHHS y 3B'SI3KY 3 HU3BKOIO CHENN(DITHICTIO.
diexktpomiorpadiute AOCTIIKEHHS TOJTKOBUMHU €JIEKTPO-
JlaMU TIPOBOJIUTBCA 3 METOIO MiJITBEP/KEHHS MEePBUHHO-
M'A30BOTO yPa’K€HH$, BU3HAYEHHS CTYIEHS aKTHBHOCTI
3aMaTbHOTO TIPOTIECY i HEKPO3Y M'S30BUX BOJOKOH. 3TiTHO
3 KJIACUYHUMH JIIaTHOCTUYHUMH KPUTEPisIMU, B M'SI30BOMY
6ionTari BUABJIAIOTLCA: HEKPO3 1 aTpodist M'I30BUX BOJIOKOH,
BHUpazHa JuMdborictionurapHa iHdimgsTparis, momMipHa pere-
Hepailisi M'sI30BMX BOJIOKOH, BTPaTa MONEPEYHOCMYTACTOl
okpecJsieHocTi. KarinsgpockoriyHa KapTuHa IIPeJCTaBjeHa
JIECTPYKIII€I0 Ta JIe30PTaHi3alli€lo KaliJgpiB, 3MEHIIEHHIM
iX uncita, 36IABIIEHHSIM PO3MIpPY; HEOAHTIOTEHE30M, a TaKOK
opMyBaHHSIM <«KyIIONOAIOHUX> Kaniasapis [12]. PenrtreHo-
JIOTIYHE TOCIKEHHS JIereHb abo KoMIT'toTepHa ToMorpadis
CHPUSAIOTH BUSIBJIEHHIO 11aTOJIOTTYHUX 3MiH JlereHeBOI TKaHU-
HHU, BiJi 6a3a/IbHOTO THEBMOCKJIEPO3a JI0 rocTporo hibposyio-
yoro anpBeority [3]. MPT nosBosnsie mpoBectn paHHIO
JIarHOCTUKY 3aXBOPIOBAHHSI 3aBISKU BUSBJIECHHIO HaOPSIKY
M'SI30BO1 TKAaHUHU HABIiTb JI0 KJIIHIYHUX ITPOSBIB ypaKeHHS
M's13iB, ocobsmBo y Bumaaky IOJIM, KoiM TONIKOIKEHHS
MIKIPHUX TIOKPUBIB BKe 0ueBuIHO. Habpsk M's130B0i TKaHUHM
€ iHANKaTOPOM akTUBHOCTI XBOpoOH [12].

Cepen MeTabOJIYHKUX TTOPYIIEHb HacaMIIepes HeoOXiaHo
3BEPHYTHU YBary Ha BUKJIIOYEHHS Yy JUTUHU €HIOKPUHHUX
3aXBOpIOBaHb (TaKMX $K TillepTHPeO3, TineprapaTupeos),
rinodocdaremii, nopyiierb 00MiHy BYTJIEBOIB 1 XPOHIUHUX
CTaHiB, 110 CYNPOBO/UKYIOTbCS TKaHUHHOIO Tinokcielo. [Ipn
GIJIBIITOCTI EHAOKPUHHKUX 1 IMOB'SI3aHUX 3 EJEKTPOJITHUMMU
posnasiamu Mionatisix piBenb KOK rtakok He 3MiHEHHI.
Y 3B'I3Ky 3 UM YCiM XBOPHM i3 M'si30BOI0 cJrabkicTio Ge3
MIKIPHUX BUCUIIAHb, OCOBJIMBO TIPU HOPMAJIbHUX BEJIMYUHAX
KOK, nokazano pusnauenss pisust T3, T4, TTI, koprusomy
Ta eJIeKTPOJITIB IJTs1 BUKJIIOUEHHS ANCHYHKITT MTUTOBUIHOL
3aJI031 1 HATHUPKOBUX 3aJ103.

Hespaskaioun Ha XxapaKTepHy KJIiHIUHY KapTHUHY XBOPOOH,
ii miarnocTHKa, 0COBIMBO HAIIOYATKY, CTAHOBHUTD BEJTNKI TPY/I-
nomti. [Tocranosii giarnosy gepmaro- i MOTIMIO3UTY, SK 1Ipa-
BUJIO, TIEPEIYIOTh MOMUJIKOBI /IiarHO3M, TIPUYOMY TIPH TIKip-
Hill CUMITOMATHUIIl [EePeBAXKATh  <«EPMATOJIOTIUHI»,
a TIpY M'sI30Biil — «HEBPOJIOTiUHiI» /[IarHO3M.

Haii6iibir THIIOBUMEL cepelil HUX € aTONYHUH JepPMATHT,
asiepriuauii HabpsiK, Gerxa, epuTpoepmis, indekiitHuil Mio-
3UT, TIOJIHEBPUT, MOJIOMIEIT — TICeBIOOYILOAPHIIT CUHIPOM,
meastenia gravis Tomo. Hepinko 3ycTpiuaioTbcsi TOMUIKOBI
JIiarHO3M — CHCTEeMHNH YepBOHUI BOBUAK, CHUCTEMHUI BACKYJIT
TomO. BakimBO He TUIBKM BCTAHOBUTH JIiarHO3 3aMasibHOI
Mionarii, ajie i BU3HAUUTHU HOro KiiHiuHy (opmy, mpoBectu
nmudepeHItiaibHy [iarHOCTUKY TepBUHHOTO (ii0TaTHIHOTO)
i BTOpHHHOTO (TYXJIMHHOTO Ta if.) epMaro- abo MoJiMiO31TY,
MepeHIioBaTr i BUKJIIOYUTH iHII CTaHU, 110 CYTIPOBOIKY-
I0TBCS MTONINPEHUM YPAKECHHAM CKEJIETHUX M'43iB [4].

BaskuBUM € 1 BUKJIIOUEHHS Y AiTell CHHIAPOMY Majbald-
copOuii 3 gedinnrom Bitaminis E i /I, 10 Takok MoKe Ipus-
BECTH JI0 BUPA3HOI M'sI30B0i CIaOKOCTI.

Besnka rpyna pigkicHOI HEBPOJIOTIYHOI MATOJOTI, dKa
CYNPOBOKYETHCST MOPYIIEHHAM PyXoBoi (GyHKIi, 00y-
MOBJTIOE Tpy/AHOIII Audepentiiinoi giarnoctukn MC y muts-
yoMy Billi i HeOOXiAHICTH OGOB'SIBKOBOrO KOHCYJIBTYBAHHSI
MAI[i€EHTIB HEBPOJIOTOM 1 TeHeTUKOM.

[Ipu xBopobax, 00yMOBJIEHUX HOPYIIEHHSIM MeTaboIi3My
B M's13aX, B MEPIIy Yepry, HANPUKJIAZ MPHU TIIKOTEHO3i,
MOJKYTb PO3BUBATUCS YPAKCHHS CKEJIETHOI MYCKYJATYpH.
Hait6iibin BasKKUM TIPOSIBOM € TOCTPUN M 'sI30BUH GONBOBUI
CUHIPOM, SIKUI MOJKe TIPU3BECTH 10 PabIOMioIi3y Ta MioTJIo-
GiHypil.
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Miomnarii, oOymoBJeni iHdekuiaMu Ta iHBazisMu,
3a3BUYAil BIIPIBHAIOTHCA JOOPOSAKICHICTIO, BUCUTIAHHS XapaK-
TEPU3YIOTHCS IUKJIYHICTIO, GOJBOBUN CUHPOM IIE€PEBAKAE
HaJ 00 €KTUBHUMU 3MiHAMU M'sI3iB, BUSIBJISIIOTHCS Halib-
maTopHi 3MiHM B M's3aX (XBOPOOJMBI TsiKi, BaJUKH,
indisprpartn), XxapaktepHa crerudivuna st KOKHOTO iH(heK-
LIITHOTO 3aXBOPIOBAHHS JIOKAJI3allid MiajTiil Ta HasABHI HII
CUMIITOMHU iH(EKITii.

[Ipm TokcommazmMosi, TpUXiHeMbo3i i MMCTUTIEPKO3i MOJKY Th
criocrepiratrics Kaabinudikatu B M's3ax, sSK iy JAeSKUX
XBOpUX 3 imionarmunum nosimiosutom. OcobauBocTi 1ux
Bi/IKJIa/IeHb TI0JIATAIOTh Yy HACTYINHOMY: SKIO ITIPU TPHU-
XiHeIb03i 11e OKPYTJIi KAJbIIMHATH B TOBIIlI M'sI3iB, IPU TOKCO-
IJTa3MO31 — JHIHI KaabIMHATH B MiCIAX APIOHIX HEKPO3iB
y JIUTKOBUX M's13aX, IIPU IIUCTUIIEPKO31 — 3BallHEHi OBaJIbHI
IUCTHU B MK PHUX TKAHUHAX, TO MIPHU TOJIMIO3UTI KaJIbIIU-
HATH JIOKAJII3YIOThCS B IIPOKCUMAJBHUX TIPylax M'g3iB
i MalOTh BWTJIS CITOYKH, pijillie — MacCUBHUX M SI30BO-TIi/I-
HIKIPHUX CKYITYeHb.

Kniniyna cumnromaruka mionaTii, iHjyKoBaHa Jikamwu,
MaJIO BiZIPi3HSAETBCA Bifl iMiOMATUYHOTO TIOJTIMiO3UTY.
Hampuxman, mpotnMasnsapilinnii mpemapaT TJIaKBEHIT MOXKe
BUKJIMKATH MIOIATiIO, sIKa XapaKTePU3YEThCSI HOPMAJbHUM
piBaem KOK, crierudpivamvu 3minamu Ha EMI i B M's130B0-
My Gionrari. IIlo crocyerbes iHIMX JTiKapchKUX Mionariii, To
piBerb KDOK mozke migBuIyBatucst A0 JiarHOCTUYHO 3HA-
YYIIMX IS TOJIMIO3UTY 1tudp.

Haii6ipin akTyaJbHIMHU Ha ChOTOZHI € Miomartii, TI0B's13a-
Hi 3 IpuitoMoM cratuHiB i pibparis. Y gaHoMy BUIIAAKY Mias-
rist, Mio3uT i pabAOMiOJII3 € OCIIIOBHUMMU CTAiSIME TIPOLIECY.
Ha niepruiii crazii 3'siBisietbest 6isib a60 caabKicTb, ajie piBeHb
KOK sasuiaerscs B Mexkax HOpMEU. Mio3uUT CyIPOBOIKY-
€TbCS TAKOIO CAMOIO CUMIITOMATHKOIO, aJjle B3KE [IPH ITi/IBUIIle-
nux 1udpax KOK. 3naune (1o 10 pasi) nigsuieHHs piBHs
K®K Biiactuse pabaoMiosisy, sike TAKOXK CYIPOBOIKYETHCS
KpeaTuHiHeMi€to, MIiOrIOGIHyPi€0 I MOXKe 3aBEPIIUTUC
CMEpTIO Bifl TOCTPOI HUPKOBOI HemocTaTHOCTI. Haiibinbira
YacToTa BUHUKHEHHS JIAHOTO YCKJIAJHEHHS CIIOCTEPIraeThest
OpU OJHOYACHOMY BUKOpHUCTaHHI (ibpariB i cTaTuHIB.
Sk cramo BioMO, PO3BUTOK CTaTUHOBOI/hibpaTHoi Miomarii
MOB'sI3aHWiT 3 BPOKEHOIO M HABYTOIO HETOCTATHICTIO i30-
dopmu 3A4 imroxpomy P450, BiAMOBimabHOTO 32 iHAKTHBA-
it 1ux nperaparis y medinii. [logibuy mionatiio i pabno-
MiOJTi3 MOXKYTh BUKJIMKATH ¥ iHIII JiKapchKi 3acobu, sKi
MeTaboJI3YIOThCs 3a yyacTio nuToxpomy P450: Giokaropu
MOBITPHUX KaJBI[IEBUX KaHAJIB, BEPOIITiPOH, aHTUTICTaMiH-
Hi, Micresi anecretuku ta iH. OcobauBO HeHe3IeuHe MOE-
HAHHS [UX [Peraparis 3 iHribiTopaMu akTHBHOCTI I[bOTO (hep-
MEHTY — MPOTUTPUOKOBUMHE [perapaTaMi, MaKpOJiIHUMU
aHTUOIOTUKAMU TOIIIO.

OCHOBOIO JIiKyBaHHS XBOPUX 3 M'SI30BUM CHH/IPOMOM I1PH
CHCTEMHUX PEeBMAaTUYHUX 3aXBOPIOBaHHAX, a came ripu 10/IM,
e I'K ta nimrocraruku [13,16,21-25,27,29]. [MOKOKOPTUKOiAN
(nperapatomM BUOGOPY € METUIIPEHI30JI0H) BUKOPUCTOBYIOTh-
¢ B J1031, sIKa BiITIOBI/Ia€ 3aTabHIll aKTUBHOCTI 3aXBOPIOBAHHSA
i XapakTepy Opraiuoi maroJiorii (ypaskeHHs HUPOK, HEPBOBOI
CUCTEMH, CePO3HIX 060I0HOK). TOGTO MIO3UT Y IIMX XBOPHX HE
BU3HAUAE JIKYBAJIbHY TAaKTHUKY. AJIEKBATHA TOYATKOBA /1032
3QJI€XKHO BiJl BAsKKOCTI 3aXBOPIOBAHHS KOJHUBAETHCS Bim 1 110
2 Mr/Kr/mo6y npoTsaroM 6—8 THIKHIB i3 MOAAIBIIIM TTOCTYIIO-
BUM TIOBITBHUM 3HIKEHHAM. Uepes TIicTh MicsIlB JIiKyBaHHS
/1032 TIOBMHHA CKJIAJIATH HE MEHIIIe TIOJIOBIHU, a JI0 KiHIls 1ep-
oro poky — He Mentire 1/4 Big nouatkosoi [33]. [Tix yac Bcbo-
TO TIepioTy JIiKyBaHHI TTOBHHeH KoHTpoJnoBarucs pienb KOK —
OCHOBHOTO JTaBOPAaTOPHOTO KPHUTEPiIO e(heKTUBHOCTI Teparii
i MoskaBoCTI 3HIDKeHHS 1031 ['K. Criouatky KOHTpPOJIB TTPOBO-
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JISATh, SIK MIHIMYM, OJITH Pa3 HA /[Ba TIZKHI, B MOJATBIIOMY —
OJIMH pa3 Ha MicsIlb. 3a BIICYTHOCTI TIO3UTUBHOI KJIiHIKO-71a60-
paToOpHOI MWHAMIKK MPOTSITOM IIepIINX JBOX THKHIB 103y
FOPMOHIB cJ1i 1 36ibimTi Ha 25%. SIKIIO K y HalienTa HopMa-
JIBYEThCS piBeHb (DEPMEHTIB, TiIBUIIYETHCS M'SI30Ba CHIIA,
no3y 'K samskytors. [1oTpibHO MparHyTH Z0CATTH HUSBKOT TIij1-
TpuMytouoi 1031 I'K, npore y yacTHHU XBOPUX Ii€ He BAETHCSL.
Tpusasmicts npuitomy 'K 3a BizicyTHOCTI peluIMBiB CTAaHOBUTD
y cepeiHboMy 4—5 POKIB.

IIpu BUCOKIN aKTMBHOCTI XBOPOOM, PO3MOBCIOKEHOMY
IIKIPHOMY CHH/IPOMI, BUPa3HOMY BaCKYJIiTi, PO3BUTKY 3arpo3-
JINBUX JKUTTIO TIPOsIBIB (/ucdarisi, 1uxajibHa HeIOCTATHICTD,
MiOKap/INT, iHTepPCTUIliaIbHE JIeTeHeBe ypakeHHsT) TIpPU3Hava-
10Tb 11poBesenns mmydbsc-teparii K. [Tysabe-tepamis I'K — Bry-
TPIlIHPOBEHHE BBEJICHHS HA/BUCOKUX YAAPHUX 103 METHJI-
npeaHi3onony B pasosiit 1031 10—15 mr/kr/mno6y. ITpoBoasaTh
y CepelboMy 2—5 BBEIEHD MIOJEHHO abo depes aerb [2,16].

3a HasIBHOCTI (haKTOPiB PUBNKY HECTTPUSATINBOTO TPOTHO-
3y (nisne npusHauenust 'K-teparii, Bakka M'si3oBa cjiab-
KicTb, HAsABHICTD Jucdarii), 3a HEMOMKIUBOCTI MTPU3HAYEHHS
azexBaTHOi 031 'K yepes BUHWKHEHHST MOOIYHUX e(eKTiB
abo 3a HegocTaTHbBOI edpexTuBHOCTI TK 3acTocoByoThes TIpe-
[apaTh <«/IPyroro psijly»: METOTPEKCAT, a3aTiONpPUH, IUKJIO-
dochamin (<«upemnapar BUOOPY» NpPH IHTEPCTHUIIATBLHOMY
sereneBomy hibposi), ukmocnopun A [1,30].

MertoTpekcar — mpenapar BHOOPY — BUKOPHUCTOBYIOTD
y 1031 10—15 mMr/M2 moBepxHi Tijla HA TUXKIEHD TEPOPATHHO.
TpuBasticTh MpUiItOMy CTAaHOBUTb 2—3 POKM /IO JAOCSATHEHHS
CTIKOT KITiHIKO-TabopaTopHoi peMicii 3a YMOBHU BiZICyTHOCTI
yeksazHens [10,12,14].

IMyHOJIOOYJIH JIOACHKUNA HOPMaJIbHUE y 1031 1-2 r/Kr
BUKOPUCTOBYIOTD TP BUCOKIN aKTUBHOCTI XBOPOOU B CKJIAJIi
KOMIIJIEKCHOI Tepamii Ta 1pu iHOEKIINHUX yCKIaIHEHHIX
y HOEAHAHHI 3 aHTHOAaKTepiaIbHIMU Iipenapatamu [29,34].

¥ pasi needpexrusnocti sikyBanus I'K ta imyHozenpecan-
TaMM, IPU BUCOKIN aKTUBHOCTI XBOpoOM (MiomaTHuHWiT KpU3
TOII0) BUKOPUCTOBYIOTh TEHHO-IHKeHepHi Giostoriumi npera-
patu. Yce yacrilie BUKOPUCTOBYIOThCS iHriOiTOpU (hakTopy
Hekpogy nyxumHu-anbba (DHO-a), 3okpema inbIiikciMab Ta
XuMepHi Monoksionasbii anturisia 10 CD-20+B-nimdonuTis —
purykcumab [32,34—37]. [Ipenapar BBOAATH BHYTPITHHOBEH-
HO B 7031 375 Mr/M2 TOBEpXHi Tijla Ha TH/KIEHDH TPOTSITOM
YOTHUPBOX IOCJIIJOBHUX THKHIB. [ToBTOPHUIT KypC ITPOBOJATD
yepe3 22—24 TUKHI TCJIsI TIePIIOTO BBeIEHHST MTperapaTy mpu
HepMaHeHTHIN BUCOKiiT akTuBHOCTI XBopoOu [10].

Hemennkamenrtosna uactuna Jjikysauus npu HO/M
nepeabayae peKoOMeHallii 111010 36epesKeH s IIPSIMO] 110CTa-
BU IIpH X0/(b01 Ta CHIIHHI, COH Ha 3KOPCTKOMY MaTpalli Ta TOH-
Kill oyt A/ 3aro0iraHHst KOHTPaKTyp Ta aTpodii M'a3iB.
V xBopux i3 curapomoM KyluHra g01iabH0 0OMEKUTH BIKH-
BaHHs BYTIJICBOJIIB Ta JKUPIB, TOKazaHa GiIKoBa Ji€Ta 3 1miB1-
IeHrM BMicTOM Kasibifito Ta Bitaminy /I. IIpu nceBmobyiib-
GapHUX PO3JIAAAX Y BAKKUX BHUIAJIKAX TOKA3aHA OCTAHOBKA
HA30TaCTPAJILHOTO 30H/LY.

Takum ymrOM, y xBopux 3 IO/IM JikyBaHHS IPOBOANUTD-
cs pyke Bucokumu go3amu 'K i nmporsirom TpuBasioro yacy.
[Ipormos 3axBopioBans epeBaskHO 3aJIEKUTH Bijl CBOEYACHO
MpU3HA4YeHOI MaToreHeTnyHoi Tepamii. Hempasuabpaa miar-
HOCTHKA 1, BIATIOBIZTHO, TepalleBTUYHA TaKTUKA MOXYTb MaTH
BKKI HACIiKNY JiJIsT marienTa [2].

OcobauBICTIO IarHOCTUYHOTO HOIIYKY 3a HasgBHOCTI MC
€ ckuanHicth Bepudikanii miarnozy FOM, sokpema mpu
[IEPBUHHOMY 3BEPHEHHi. 3HAHHS KJIHIKM i JIarHOCTHMYHMX
KpUTepiiB, BipHe Ta peTejbHE TPAKTyBaHHS CUMIITOMIB
CIIPUATUMYTH CBOEYACHIN MiarHOCTUIN 3aXBOPIOBAHHS Ha
PaHHIX CTafisAX Horo (hopMyBaHHSI.
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MwuonaTtuyeckuii CUHAPOM B AE€TCKOW KapanopeBMaTosiornm, Kputepumn andpdpepeHumanbHOn ANarHoOCTUKU (NeKLuns)

B.B. bepexHoi, Eb. lepman

HauunoHanbHas MmeguumHckas akagemMmst nocneannioMHoro obpasosanus umenu MNJ1. LWynuka, r. Knes, YkpanHa
[uddeperumnansHas AnarHocTka MMONaTMYecKoro CUHAPOMA y AeTeil npefcTaBnseT 60bLUMe TPYAHOCTU. B CTaTbe pacCMOTPEHbI OCHOBHbIE MPUYUHI MI1O-
naTu4eckoro CUMHAPOMa, ero AuddepeHunanbHas AMarHocTika u nabopatopHO-UHCTPYMEHTaNbHbIE METOAbI UCCNeA0BaHNs. [pefcTaBneHbl COBPEMEHHbIE
AVarHoCTUYeCKNe KpUTepui 10BEHNIbHOrO 1epMaTOMIO3ITA 1 MOAXOAb! K Ero SIEYeHUI0.

KnioyeBble cnosa: MMonaT4ecknin CUHAPOM, fieTW, AnddepeHLnanbHas SUarHoCTuka, OBEHUIbHbIA 4epMaTOMUO3NT.

Myopathic syndromein pediatric cardiorheumatogy, criteria of differential diagnosis (lecture)

I.V. Bereghnoy, 0.B. German

Shupyk National Medical Academy of Postgraduate Education, Kyiv, Ukraine

Differential diagnosis of myopathic syndrome in children often has great difficulties. The main causes of myopathic syndrome, its differential diagnostics, lab-
oratory and instrumental methods are studied in the article. The article presents current modern diagnostic criteria of juvenile dermatomyositis and approach-
es to its therapy.

Key words: myopathic syndrome, children, differential diagnostics, juvenile dermatomyositis.
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HOBOCTH

B Vkpaune poausicsi peGeHOK OT TpeX pouTeei

B Ykpaune pomwics nepsbiii B Mupe peberok ¢ JJHK
TpeX pOAUTeNell € HCIOJb30BaHMEM MeToJa IepeHoca
OTLJIOJIOTBOPEHHOM SIITIEKIETKU B IOHOPCKYIO.

O6 9TOM COOOIII AUPEKTOP KJIMHUKK PEIPOLYKTHB-
voii memuimubel «Hanmexna» Banepumit 3yxkuH, mepemaer
PUA «Hosoctu».

B centsabpe Takske coob11an0Ch, 4T0 B MEKCHKe poui-
cs1 pe6EHOK € TEHETHYECKUM MaTepraoM OT TPEX POauTe-
steit. OHaKo, KaK MOsICHUI 3YKUH, TOT CJIydall HECKOJbKO
OTJINYAETCS OT MTOCTIEHETO.

«B navame anBapsa poamiacsa Ham peGEHOK... IE€BOYKa,
BBINMCKa peOeHKa M3 POoJAOMa MPOILIA HECKOIbKO IHEi
Hasajl. B ueM yHUKaJbHOCTH HAIETO CJydasi, TOYeMy OH
nepBbiil B Mupe? B HamieMm ciydae ObLI IEPEHOC OIION0-

TBOPEHHOIl SANIEKIeTKU OAHOKJIETOUYHOro 3MOPUOHA,
aTaM (B Mekcuke) ObLiIM eliie He OII0I0TBOPEHHBIE [ stifiie-
KJIETKHU |», — CKa3aJl IMPEKTOP KJINHUKH.

ITo ero cnoBam, mOCJ€e OIJIONOTBOPEHUS STHIIEKTETKH
B Heil 06pasyioTes JiBa s/[pa — OJHO OT MaTepH, BTOPOe OT
OTIIA. DTH /[BA sI/[Pa 3 MATEPUHCKOI SIHTIEKIETKN PETPOLYK-
TOJIOTH U3bSJIN U TIEPEHECSN B JIOHOPCKYIO SIUIEKJIETKY, U3
KOTOPOIi [Iepei STUM aHAJIOTUYHO U3bsiiK JiBa sapa. Heobxo-
JIUIMOCTD B 9TOM BO3HUKJIA U3-32 OECILIOAUA KCHIIMHDL.

3yKUH OTMETUJ, YTO MYTHPOBABIIIE T€HbI, KOTOPbIE
repeHocusn 3ab0JeBatne, OCTAJINCH B MATEPUHCKOI stiiiie-
KJIeTKe, a Oyraroapsi HCIOJIb30BAaHUIO JOHOPCKO# yaamoch
usbesxarh nepeiaun 3a60JeBaHusT PeOECHKY.
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