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JleBaHUU. MeguIIMHCKAs

PeBMaTuveckue 0OJIe3HU BKJIIOYAIOT B cebsA IIU-
POKUI Kpyr 3a60sieBaHUM, IPOTEKAIONIUX C IPEUMY-
IIeCTBEHHBIM IOPaKeHHeM CYCTaBOB U IE€PUAPTUKY-
JIAPHBIX TKaHel. Oco6yIo TPyNITy Cpefy HUX COCTaB-
JIAIOT CUCTEeMHBbIe GOJIe3HU — KOJIATeHO3BI U BaCKY-
JINTHI, XdpaKTepusymumumuecda AYTOMMMYHHBIM
reHe30M, JIOKAJbHBIM WX JU(GY3HBIM IOpaXkeHueM
COeIUHUTEJbHON TKaHU. CHCTeMHBIe 3a00JIeBaHU
COeIUHUTEIbHON TKAaHU — 3TO ayTOUMMYHHBIE Pac-
CTPOMCTBA, NMPU KOTOPBIX OZHOBPEMEHHO ITOpaKa-
I0TCS MHOTHIE OPTaHbI ¥ TKaHU.

TeueHUe peBMaTUYeCKUX GOJIe3HEH YacTO COIIPO-
BOXK/IaeTCA IIOJMOPTaHHBIM IIOpAa)KeHUeM C Pa3BU-
THUeM KapAWaJbHOTO, ITOYEeYHOIO, JIETOYHOIO, Iiepe-
OpaJIbHOTO CUHAPOMOB, K JIEUeHUI0 KOTOPBIX IIPUBJIE-
KaloTCA He TOJBKO PeBMAaTOJIOTH, HO U Y3KUe CIellHa-
JIUCTBI — KapAUOJIOTH, He(dposoru, myJIbMOHOJIOTH,
HeBPOJIOTH. JIJ11 peBMaTUYeCcKUX 3a60JIeBaHNH XapakK-
TepHO IIporpeccUpymollee TeuyeHUe C HapylleHueM
(YHKIIMOHAJIBHON aKTUBHOCTY MAITUEeHTa, YTO MOXKET
MIPUBOJUTH K MHBAJIUIU3AINN.

B 3aBHCHMOCTH OT IpeMMYIIeCTBEHHOTO IIOpa-
JKeHUsI peBMaTU4YecKue OOJIe3HU MOXKHO Pa3ZesUTh
Ha 3 OoJsibliue TPyIObL: 0OJE€3HU CYCTABOB, CU-
cTeMHbIe BaCKyJUTHI U AupdysHble OOJIE3HU COoenu-
HUTEJBbHON TKaHU.

3abosieBaHUA CYCTaBOB IIPeJICTABJIEHBI IVIABHBIM
06pa3oM apTpuUTamMu (PeBMATOUTHBIMU, IICOPUATHIIe-
CKUMU, MTOJAarpUYeCcKUMU, PeaKTUBHBIMU, WH(EKIH-
OHHBIMU U IIP.), 4 TAKXKE OCTEe0apTPO30M, GOJIE3HBIO

BexTepeBa, peBMaTU4eCKUMU 3a00JIeBAHUAMYU OKOJIO-
CyCTaBHBIX MATKUX TKaHeM.

K rpymnme cucTeMHBIX BaCKyJIUTOB OTHOCATCA Te-
MOpparvu4yeCcKU BaCKYJIUT, Y3eJIKOBBIN IepuapTe-
puuT, rpaHyseMaTo3 Berenepa, 6osie3us XopTOHa, CUH-
npoMm l'ynmacuyepa, 6osesHp Takascy, obiuTepupy-
OIUI TPOMOAHTUUT.

[pynma cuUCTeMHBIX 3a00JIeBAHUU COeTUHU-
TeJIbHON TKaHU BKJIIOYAeT B cebs cileylomue 3aboe-
BaHUA:

® CHCTeMHYIO KpPacHYIO BOJTYaHKY;

® CHUCTEeMHYIO CKJIePOAEePMUIO;

® nuddysHbIN QACITUUT;

® epMaTOMMO3UT (HOJIMMUO3UT) HUAHONaTHYe-
CKUU;
6ose3Hb (cuaApoM) lllerpeHa;

® cMemaHHOe 3a0oJieBaHUE COeZUHUTEIbHOU

TKaHU (cuggpoM llapia);

® peBMaTUYeCKYIO IIOJIHNMUAJITHIO;

® penVIUBUDPYIOIIUN IOJIUXOH/[PUT;

® pPenUIUBUPYIOMUA NaHHUKYIUT (6OJIE3Hb

Be6epa—Kpucuena).

Kpowme Toro, B HacTosIee BpeM: K 3TOM I'pyIIIe OT-
HOCAT Oojie3Hb bexdyeTa, mepBUYHBIN aHTHDOCHOIU-
NUAHBIN CUHAPOM, a TaKXKe CUCTeMHble BaCKYJIUTBI.

CuctemHble 3aboJieBaHUA COeTUHUTEIbHOU
TKaHU UMEIOT OOIIUI OCHOBHOM CyO6CTpaT — COeqUuHU-
TeJIbHYIO TKaHb M CXO0XXKUH ITaToreHes.

[IpUYUHBI CUCTEMHBIX AyTOMMMYHHBIX 3aboJie-
BaHUM M3y4eHbl HEZOCTATOYHO, HO CyIIeCTBYIOIIYe
CBeleHUs TO3BOJAKT pasfeluTb UX Ha
BHeIIHMe U BHyTpeHHUe. BHelIHNe IPUYNHBI — 3TO
B OCHOBHOM BO30yAuTeTV MHPEKIUOHHBIX 3aboJie-
BaHUMN wiau ¢u3nvYecKoe BO3JeNCTBUe, HAIIpUMeD,
ynbpTpaduoseToBoe M3IydYeHUe WU pamzuanud. [Ipu
ToOpakeHUU oIlpeJieIeHHOM TKaHU 4eJI0Be4YeCKOIo op-
raHu3Ma CcOOGCTBeHHBbIe MOJIEKYJIbl W3MeHIIOTCS
TaKUM 00pa3oM, YTO UMMyHHas CHCTeMa BOCIIPUHU-
MaeT uUX Kak uyxue. Kpome Toro, passurue nepe-
KPecTHOTr0 UMMYHUTeTA.

HaxkomieHbl TakXe KOCBeHHBIe JaHHbIE O BO3-
MOKHOUM POJU XPOHUYECKOW BUPYCHOU WMH(EKINU.
V3yyaeTcsa poJib IUKOPHABUPYCOB IIPU ITOJIUMUO3UTE,
PHK-comepxaliux BUPYCOB — IIPU KOPH, KpacHyxe,
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rmaparpuiiie, MapoTUTe, CUCTeMHOUW KPAaCHOU BOJI-
yaHKe, a Takxke JJHK-comeprkalmux reprneTuyecKux
BUDPYCOB — DOnmTelHa—bapp, IIMTOMeraaoBUpyca,
BHpyCa IIPOCTOrO repueca.

XpoHu3anuA BUPYCHOU WMH(GEKIINU CBA3aHA C re-
HeTUYeCKUMHU OCOGEHHOCTSIMU OpPraHM3Ma, YTO He-
pelKo yKa3bIBaeT Ha CeMeWHO-TeHeTUYeCKUU Xa-
PaKTep CHUCTeMHBIX 3a00JeBaHUN COeIMHUTETHLHON
TKaHU. B ceMbsX GOIBHBIX, IT0 CPABHEHUIO C CEMbAMU
3IOPOBBIX U C MOIYJIAIIMEN B IeJIOM, Jale Habioza-
I0TCSA Pa3JINYHbIe CUCTeMHbIe 3a00JIeBaHUs COeIUHU-
TeJIBHOU TKAaHU, OCOGEHHO Cpelu POACTBEHHUKOB
IIepBOU CTelleHU POACTBA (cecTep U OpaTheB), a TAKXKe
60JIee YacToe IopakeHNe MOHO3UTOTHBIX OJI3HEIOB,
YyeM JU3UTOTHBIX.

BryTpeHHMe NPpUYMHLL — 3TO, B IIEPBYIO OYe€pPeab,
reHHble MyTalluy, Iepejapolueca IO HacJeJCTBY.
MHOro4YMcIeHHbIMU MCCIeOBAaHUAMM II0Ka3aHa acco-
nyanua MeJIy HOCHUTeNIbCTBOM onpefiesleHHbIX HLA-
aHTUTeHOB (KOTOpble pa3MelaloTCs Ha KOPOTKOM
Iiedye 6-1 XpOMOCOMBI) I Pa3BUTHEM KOHKPETHOIO CU-
CTeMHOTO 3a00JIeBaHUA COeANMHUTENLHON TKAHU.

s pasBUTHUA CUCTEMHBIX 3a00JIeBaHUM coeny-
HUTEJNBbHON TKAaHU HamOOJblllee 3HAUeHUE MMeeT HO-
cutenbcTBo 11 knacca HLA-D-reHOB, JIOKaIU3yIOMUXCA
Ha IOBepPXHOCTU B-muM@onuTos, snuTenuaIbHbIX
KJIETOK, KJIETOK KOCTHOr'0 Mo3ra u Jip. Hanmpuwmep, cu-
cTeMHas KpacHad BOJIYaHKa accouumpyerca ¢ DR3-
aHTUTeHOM T'HCTOCOBMeCTUMOCTH. IIpu cucTteMHOM
CKJIEPOAEPMUM OTMedaeTcA HakolleHue Al, B8, DR3-
AHTUTEHOB B co4YeTaHUU Cc DR5-aHTUTEHOM, a IIpHU
nepBU4YHOM cuHZApoMe IllerpeHa — BBICOKaA CBA3b
c HLA-B8 1 DR3.

[Ipy cucTeMHBIX 3a00JIeBAaHUAX COeUHUTETBHOMN
TKaHU HPOUCXONAT IIyOOKMe HapyIleHUs HUMMYH-
HOT'0 TOMeOCTa3a, BbhIpakallnecsa B Pa3BUTUU ayTo-
UMMYHHBIX IIPOIIECCOB, T.e. peaKIuii UMMYHHOU cU-
CTeMbl, COIIPOBOKAIOMIUXCA IOABJIeHUEM aHTUTeN
WIN CeHCUOMJIN3UPOBAHHBIX JUMGOIUTOB, HAIIPaB-
JIEHHBIX IIPOTUB aHTUTE€HOB COOCTBEHHOT'O OPraHU3Ma
(ayTOoaHTUTEHOB).

B ocHOBe ayTOMMMYyHHOrO IIpoliecca JIeXXUT HUM-
MYHOPEryJIsATOPHBIA AWCOATAHC, BBIPAXKAMIIUNACA
B yTHeTEHUU CYIPEeCcCOPHOM W yBeJIWYeHUU «XeJl-
MePHOM» aKTUBHOCTU T-TUMGOIIUTOB C IIOCIeAYIOeHn
akTuBaluen B-muMponuTOB U rUNepunponyKIuen ay-
TOAHTUTEJI CaMOM pa3IuvyHoU crenuduyHOoCTU. [Ipu
9TOM IIaTOreHeTUYeCKasg aKTHUBHOCTH AyTOAHTUTEJ
peanusyeTcsa Yepe3 KOMILJIeMeHT3aBUCHUMBIN IIU-
TOJIU3, LUPKyJupyoomue U (GUKCHPOBaHHbIE HM-
MYHHBIe KOMILIEKCHI, B3aUMOJENCTBHE C KJIeTOY-
HBIMM pellelITOpaMU, YTO B HUTOre IIPUBOAMUT K pas-
BUTHIO CUCTEMHOT'0 BOCIIaJIeHU .

TakuM o6pa3oM, OOUNIHOCTH IIaTOTeHe3a CH-
CTeMHBIX 3a00JIeBAHUUA COeJUHUTENbHOU TKAHU —
HapyllleHVe MMMYHHOI'O T'OMeOoCTa3a B BHUJle HEeKOH-
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TPOJIUPYEMOTO CUHTEe3a ayTOAHTUTEJ U 00pa30BaHUA
UMMYHHBIX KOMILJIEKCOB aHTUTeH-aHTUTEJIO, IIUPKY-
JIUPYIOIIUX B KPOBU U (PUKCUPYIOIIUXCA B TKAHAX,
C pasBUTHEM T:AXKeJON BOCIHAJIUTEJIbHON peaKIuu
(0cO6eHHO B MUKPOLIMPKYJIATOPHOM pyCJle, CyCTaBaXx,
rmoukax u np.). Kpome anajsornyHoro maroresesa, ajid
BCeX CHUCTeMHBIX 3a00JIeBAaHUU COeNUHUTENbHON
TKaHU XapaKTepHbI:
® MyJbTHU(DAKTOPUAJBHBIA THUII IPeJpacIosio-
’KeHHOCTHU C OIlpeJieJIeHHOU POJIbI0 MMMYHOTe-
HeTH4YeCKUX (PAKTOPOB, CBA3aHHBIX C 6-U Xpo-
MOCOMOM;
® enuHble MOpGOJOrUYecKre N3MeHeHU (fe30p-
raHU3alnus COeJUHUTEJILHON TKaHU, PUOPUHO-
UAHble U3MeHeHUs OCHOBHOTO BeIecTBa coe-
JUHUTEJIbHOU TKaHU, TeHepaJu30BaHHOe ITopa-
JKeHUe COCYJUCTOrO Pycjia — BAaCKYJIUTHI, JIUM-
¢oupHbIe ¥ IIa3MOKJIETOYHbIE MH(PUIBTPATHI
u p.);
® CXO0XKeCTb OTHeJbHBbIX KIWHUYECKHUX IIpU-
3HAaKOB, OCOOEHHO B PaHHEH CcTaguu 60Jie3HU
(HanmpuMep, cUHAPOM PeliHo);
® CHCTEeMHOCTh, IOJHOPTaHHOCTh IIOPa’KeHU
(cycTaBpl, KOXKa, MBIIIIIBI, ITIOYKHU, CEPO3HbIE
000JI0YKH, cepAlle, JIeTKUe);
e 0oOmue JIabopaTOpHbIe MOKA3aTeNN AKTUBHOCTHU
BOCITAJIEHU;
® o0Immue rpynioBble ¥ XapaKTepHbIe I KaXKI0H
60JIe3HN UMMYHOJIOTUYeCKe MapKephbl;
® (GuM3KMe NPUHIUIBL JIeYeHUA (IIPOTUBOBOCIIA-
JIUTeJbHbIe CpeJCTBa, MMMYHOCYIIpeccusd,
KCTPaKOPIIOPAJbHbIe METOABbl OYUINEeHUSA
U MYyJIbCKOPTUKOCTEPOUJHAA Tepalusd B KpU-
30BBIX CUTyalUAX).
OmHUM M3 TUIUYHBIX IIpeJCTaBUTeNeN I'PYIIIbI
CHUCTEeMHBIX 3a00JIeBaHUU ABJIAETCA 1epMaTOMHUO3UT.
HJepmatomuosut (IM) — BocmajuTesbHOE IIOpa-
JKeHUe MBIIII, XapaKTepusylolieeca Iopa)keHueM IIo-
IIepevHO-II0JI0CAaTON U MIAAKON MYCKYJIATyPhI C Hapy-
[meHueM ABUTATeJbHOM (GYHKLIUWH, a TaKKe IOpa)ke-
HUEeM KOXXUY B BHJIe IIOKPDAaCHEHUA U OTeKa, IpeuMy-
IeCTBEHHO Ha OTKPBITHIX yYacTKax Teja (60Je3Hb
Barnmepa, 6osiesHp Barmepa-YHoeppuxrta-Xemnma, Ju-
JjioBasgs 0oyie3Hb). Y 25-30% OOJbHBIX KOKHBIN CHUH-
JIPOM OTCYTCTBYeT. B 3TOM ciIy4ae rOBOPAT O MOJIMMU-
ozuTe (IIM). Cpeiu GOJIBHBIX ITPEOOIIAIAIOT JKEHIUHBI
(2:1). ¥ pmeteit yactoTa 1,4-2,7 Ha 100 ThIC. HaceJeHUH,
Y B3pOCJbIX 2—6,2 Ha 100 Teic. OTMe4aeTcCd 2 MUKa 3a-
60JIeBaeMOCTH — B Bo3pacTe 5-15 u 40-60 JieT.

DTHOJIOTU A
B HacTosamee BpeMsa [IM cuuTaeTrcsa MyJIBTUGAKTO-
pUATBHBIM 3a6oseBaHreM. Tak kak JJM yare BCTpeda-
€TCsA B I0XKHOEBPOIEMCKUX CTPaHax, IpuyeM 3abosieBae-
MOCTh PacTeT B BeCeHHee U JIeTHee BpeM:dA, — He HUC-
KJIIOYeHa pOoJib MHCOMATINU. OTHAKO OOJIbIllee 3HAYEHIe
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NIPUJAETCA BCe-TAKM MHQEKIMOHHBIM areHTaM.
ComracHO 3NUAEeMUOJIOTMYeCKUM HCCIeJOBaHUAM, Ha-
yay JIM mpeaiiecTByroT UHQEKITMOHHBIe 3a00JIeBaHus,
KOTOPhIMU GOJIeIN MaIueHThI 32 3 Mec 0 IM. B Kave-
CTBE€ 3TUOJIOTUYECKM 3HAYMMBIX PAacCMaTpPUBAIOT BU-
pycCBI TpHIINA, IIaparpuia, remaTATa B, MMKOpHaBU-
Pychl, TapBOBUPYC, a TakKKe IIpOCTeHIINe (TOKCO-
wiasMa). Cpeny 6aKTepHUaIbHBIX BO3OYAUTENIeH moaep-
KHUBaeTcs pPOJb Goppenno3a U B-reMOJUTUIECKOTO
CTPEIITOKOKKA Ipymnnsl A. K ApyruMm mpejrmosara€MbIM
STUOJIOTUYeCKUM (PaKTOpaM OTHOCAT HEKOTOpble BaK-
IVHBI (IPOTUB TU(]A, XOJIepbl, KOPHU, KPaCHYXHU, I1apo-
TUTA) U JIeKapCTBeHHbIe BelnecTBa ([-TeHUIWUIaMUH,
TOPMOH POCTA).

Kinaccudpukanua

ITo TpOXCXOXKIeHUIO:

® yMONaTUYeCKUH (TepBUYHBIL);

® TapaHeoIJIaCTUYeCKUU (BTOPUYHBIN, OIYXO-
JIeBBIN);
IOBeHWJIBHBIU IepPMaTOIIOIUMHUO3UT (e TCKUM)
JlepMaTOMUO3UT (IOJIUMHO3UT) B COYeTAaHUU
¢ npyruMu 1udPy3HbIMU G0JIe3HAMYU COeTUHU-
TeJIbHOU TKaHMU.

ITo TeyeHUIO:

® oCTpoe;

® TI0JJ0CTPOE;

® XpOHHYecKoe.

KinuHuka

Hab6mromaroTcsa MblledyHasa caaboCTh: 3aTPyA-
HeHWUs IPU NpPUYeChIBAHUU, YUCTKe 3y0OOB, BCTa-
BaHUM C HU3KOTO CTyJa, IIOCaZKe B TPAHCIOPT.
[MopaxkeHUA KOXKU: GOTOLEPMATUT U «CONTHEUHBIN»
OTEeK OKOJIOIJIA3HOW O0O6JIACTH, MOKpPAaCHEeHUE KOXKU
JIUTIA U B 30HE «JeKOJIbTe», KPACHBIe IIeTyIIanuecs
BBICBIIIAHUA HaJ, MeJIKUMU CycTaBaMU KUCTeH, II0-
KpacHeHUe U IeJyllleHre KOXU JIaZjoHel (pykKa mMexa-
HUuKa). Hapymenusa mioranus. CyXoCTb CJIM3UCTBIX
o6omouek. Ilopa)keHue JIeTKUX U CepjaIa.
CuMMeTpUYHOE IIOpa’keHUe CYCTaBOB 6e3 nedop-
Manuy, 4Jaime BCero MeJKHX CyCTaBOB KHCTEH, 0CO-
OeHHO — B sie00Te 3abosieBanus. CUHAPOM 3aIlsCT-
HOTO KaHaJla: OTeK KHCTeU, 60JIb U CHUKEeHUe YyB-
crBuTeqbHOCTU B I-III manenax Kucred u IV manbie.
IlopaxeHue OYeK.

Jpyrue cMMIITOMBI

Kanvuyunos mazkux mkaneil (IpenMyInecCTBeHHO
MBI U TTIOJKOXKHOU XUPOBOU KJI€TYATKU) ABJIAETCA
0COOEHHOCTHIO IOBEHMJIBHOTO BapraHTa 3a60IeBaHUA.
OCco0GeHHO YacTO HAOJIIOLAeTCA B JOIIKOJBLHOM BO3-
pacte, mpudyeM B 5 pa3 dame, YeM y B3POCJBIX.
Ka/ibIluHO3 MOKeT OBbITh OTPAHMYEHHBIN WIU JUb-
(y3HBIN, CUMMETPUYHBIN WJU aCUMMETPUYHBIN,
MpeJCTaBIsIeT COOOU OTIOKeHUe MIEeIO3UTOB COJIei

KaJabIuA (TMIPOKCUAINIATUTOB) B KOXKe, IOAKOKHOMU
KJIeTYATKe, MBIIIIAX WX MeXMBIIIeYHBIX IPOCTPaH-
CTBax B BUJle JUHUYHBIX y3€JKOB, KPYIIHbIX OILyXO-
JIEBUJHBIX OOPA30BaHUM, IMOBEPXHOCTHBIX OJIAIIEK.
IIpy IOBepXHOCTHOM pAacCIIONIOKeHUM KaJIbIIMHATOB
BO3MOXHA BOCHAJIMTEJbHAA PeaKIUA OKPYXKAIOMIUX
TKaHel, HarHOeHUe U OTTOpKeHUe UX B BUJe KPOII-
KOBAaTBIX Macc. [JIy6GOKO paclojiokeHHBbIe KaJIbIU-
HAaTbI MBbIIIII, 0COOEHHO eIVHWYHbIe, MOXXHO BbIABUTH
TOJIBKO IIPX PeHTTeHOJIOTUYeCKOM UCCIe[JOBAaHUU.

ITopaxncenue cycmagsos. CyCTaBHOM CHHIPOM MOXKeT
TIPOSABIIATHCA OOJIAMM U OTPAaHIMYEHHEM IIOJBIDKHOCTHU
B CyCTaBaxX, yTPeHHel CKOBAHHOCTHIO KaK B MEJKUX,
TaK M B KPyIHBIX cycTaBaX. [IpUIIyxJIOCTh BCTpedaeTcA
pexe. Kak nmpaBwio, Ipu JledeHUU BCe U3MeHeHU B Cy-
CTaBax IIpeTepIeBaloT OOpaTHOe Pa3BUTHE.

ITopaxncenue cepdua. CuCTeMHBIN MBIIIEYHBIN ITPO-
IlecC U IopakeHue COCYAOB IPUBOAAT K IIaTOJIOTHYe-
CKOMY IIpolleccy MHOKapza, XoTA npu JIM MoryT cTpa-
JaTh BCe TPU OOOJIOYKU CepAlla U KOPOHapHBIE CO-
CyIbl, BILUIOTh [0 Pa3BUTUA MHGapKTa. B aKTUBHBIN
mepuo]; y 60JIbHBIX OTMEYAeTCs TaXUKaPAUsI, IPULIIY-
IeHHOCTH Cep/leYHbIX TOHOB, HapyIlIeH!UA pUTMa.

ITopaxncenua xcenydouno-KuuieyHozo mpakma
(*KKT). OcuoBHoU npuumHolN nopaxkeHus KKT mpu
IOM ABideTcA pacHpoCTpaHeHHOe IIOpaKeHHe Co-
CyIOB C pasBUTHEM HapyllleHU:A MUTAHUA CIU3UCTON
000JI0YKY, HapylleHWeM HEePBHOU IIPOXOJUMOCTU
U IIOpajkeHreM IVIaIKOH MYCKYJIaTypbl. BO3MOXKHEI ra-
CTPUT, KOJIUT, B TOM YHUCJIe 9PO3UBHO-A3BeHHBIe II0pa-
»KeHUA. [Ipy 3TOM MOTYT HAOJIIONATHCA He3HAYU-
TeJIbHbIe WU Ipody3Hble KPOBOTEUYEeHUA, BO3MOKHA
nepdopanud, IPpUBOAAIIAA K IEPUTOHUTY.

DHdokpunnvle HapyweHnus. [IpoABIAIOTCA U3MeHe-
HUAMU GYHKIUOHAJIBHOM AaKTUBHOCTU IIOJOBBIX
»Keje3, TUNO(PU3apHO-HAAIIOYeUHUKOBOU CUCTEMBI,
KOTOpPBIe MOTYT OBbITh CBA3aHBI KaK C TAKeCThIO 3a60-
JIeBAaHUA WU BACKYJIIUTOM, TaK U C HpOBO,Z[HMOfI CTepo-
UIHOU Tepamuen.

JlnarHocTukKa

OCHOBOM JJi [MarHo3a CJIy>XUT KJIWHUYecKas
KapTHhHA. BecbMa XapaKTepHO IIOBBIIIEHNE TAaK Ha3bl-
BaeMbIX «(epMeHTOB MBIIIEYHOTr0 paclazia» (KpeaTuH-
dochokunassl, makTatgeruzporexHasnl, AJIT, ACT,
aJIBJ0JIaskl), YTO UMeeT JUAaTHOCTUYeCcKoe 3HadyeHHUe.
IIpu octpom nponecce KOK u JI[IT MOXeT MpeBbINIaTh
HOpMy B 10 pa3 u 6osee. IMMyHOJIOTHYeCKHe KCCIe-
noBaHuA: oOHapyxeHue AT Kk ructuzuia-tTPHK-
cuHTeTase. MCTpyMeHTaJIbHbIe METOABI — OHOIICHUA
MBIIIT] 1)1 IOATBEePKJeHUA JUarHosa.

buoxumMmnyecKue UCCIeJOBaHUA
® YpenuueHue comepxkaHus KOK B ceiBOpoTke
KPOBH.
® AJbJoJIa3a CbIBOPOTKY KPOBU IOBBIIIEHA.
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e JloBBIIeHUEe KOHIEHTPAIUU KpeaTHHHHA
(MeHee yeM y 50% IIallMeHTOB) B CBIBOPOTKE
KPOBH.

e Hajuyve MHOIJIOOMHA B MOYe.

e TloBbimeHue ypoBHA COD B obmeM aHajIu3se
KPOBH.

e BpIcOKMe THUTPBHI PeBMaTOUIHOTO (QaKTopa
(MeHee yeM y 50% IIaIMeHTOB) B CHIBOPOTKE
KPOBU.

e Ha DKI' - apuTMuu, HapylmleHUA IPOBOAU-
MOCTH.

e DyekTpoMmorpadus - MbIIleyHas BO3OyIU-
MOCTBH HOBBINIEHA.

® buorcusa MblmI (ZeJbTOBUJHON WV YeThIpex-
IJIABOM MBIMIIBI Gefpa) — IPU3HAKU BOCIIA-
JIeHU 1.

® PeHTreHOJIOTUYECKVe U3MeHeHUs CyCTaBOB He
XapaKTepHBI (y JleTell BO3MOKHO 0Opa3oBaHUe
KaJIbIMHATOB B MATKUX TKAHAX).

JleyeHMe U yXOJ,

OcHoOBa JledeHUs — IIpUeM IIIOKOKOPTUKOWJOB,
110 NOKas3saHUAM — IIUTOCTAaTHUKU (MeTOTpeKcar, IU-
kiaodochaMuy, azaTUONPUH) U IIpemnapaThl, HAIIpas-
JIeHHble Ha yCTpaHeHHe HapylleHU! MUKpPOLUPKY-
ANV, OOMeHa BeIecTB, MOAAepKaHMe (YHKIUMI
BHYTPeHHUX OpPraHOB, IIpeJOoTBpallleHHe OCJIOX-
HeHUU 3a00JIeBaHUA U TepPaITnU.

TOpMOHBI CIy»KaT MpenapaToM BbIGOpa IpHU Jie-
YeHUHU JepMaTOMUO3UTA.

IIpednusonon. B ocTpoil cragzuu 3abosieBaHUA Ha-
YaJipHasA J103a IpegHu30JIoHa — 1 Mr/Kr/cyT. ITocite fo-
CTIDKeHUS KIWHUKO-Tab0PATOPHON PEeMUCCUU (HO He
paHee yeM uyepe3 4-6 HeJ OT Haudaja JiedeHUs:) O3y
IIpeAHU30JI0HA IIOCTeIIeHHO CHIDKAIOT (0KoJIo 1/4 cy-
TOYHOM /03Bl B TeUeHHe KaXKJOIo MecdAlla IOJ, KJIU-
HUKO-Ia00PAaTOPHBIM KOHTpPOJEM, IIPH OTpHUIlA-
TeJbHOU JUHAMUKe [03y BHOBb YBeJWUYHBAIOT).
O6masa MPOAOIKUTEILHOCTD JIeYeHU JIepPMaTOMUO-
3UTa — IPUGIU3UTETBLHO 2-3 Toa.

Memompexcam. Ilpy npueMe BHYTPL HadajJbHas
Jl03a 7,5 MI/HeJ C IOBbIIIeHHWeM Ha 0,25 MI[HeJ, [0 IIo-
syyeHus d3ddexra (He 6osee 25 mr/Hen). [Ipu BHYTpU-
BeHHOM BBeJleHUHU Hava/IbHasA fo3a 0,2 MI/KI[HeZ C Io-
BhIIeHWeM Ha 0,2 MTI/Kr/He[ (He Gojee 25 Mr/He[) IO
nonyyeHusa ddgdexra. Knmnauyeckunt sapdexT mperma-
para pasBuBaeTCsd OOBLIYHO Yepe3 6 HeJ, MaKCU-
ManbHbIN 3G deKT — yepe3 5 Mec. [lo focTUXeHUH pe-
MHCCUU MeTOTpPeKCcaT OTMeHAIT, IIOCTeIIeHHO
CHIKaA 03y. [Ipu jledeHNN lepMaTOMUO3UTa HEO06XO-
IUMO IpOBeJeHVe OOIIMX aHAJIU30B KPOBU, MOYH,
a Tak)ke QYHKIMOHAJBHBIX P00 IeYeHU.

MeToTpeKcaT IPOTHBOIIOKA3aH IIPU GepeMeHHOCTH,
3a00JIeBaHUAX ITeYeHU, IT0YeK, KOCTHOIO MO3ra; Heco-
BMeCTUM C aHTUKOATyIAHTAMU, CaJIMLWIATaMHU U Je-
KapCTBaMU, yTHeTaOIUMU KPOBeTBOPeHNe.

N¢7 2019

Asamuonpun. MeHee 3(]deKTHUBeH, YeM MeTo-
Tpekcar. Jloza 2—-3 MI/KI/cyT. MakcuMaabHbIN 3QdeKT
pas3BuBaeTCA OOBITHO Yepe3 6-9 Mec. [lajiee CYTOUYHYIO
03y CHWIKAIOT Ha 0,5 MI/KT Kakable 4-8 Hex 0 MU-
HUMAaJIbHO 3(P(PeKTUBHOU. A3aTHONPUH IPOTUBOIO-
KasaH IIpU BbIpa)KeHHOM yTHeTeHUU KPOBETBOPEHUA,
TSKEJIBIX 3a00JIeBAaHUAX IleYeHU, 6epeMeHHOCTH.

[uxnocnopun: HadaygbHAA H03a 2,5-3,5 MI/KT, IOA-
Jlep>KuBaromas o3a 2-2,5 MI/KT.

Huxnodochamud IpUMeHAIOT IIPU Pa3BUTHUU IIOPa-
JKeHUA JIETKUX 110 2 MI/KI/CYT.

AMUHOXUHOAUHOBbLE NPOU3BOOHBLE (TULPOKCUXJIO-
poxuH 200 MT/CyT) HO3BOJIAIOT KOHTPOJHUPOBATH
KOKHbIe IIPOABJIEHUA IePMaTOMUO3UTA.

[IpUMEeHAIOT UMMYH02100yUH BHYTPUBEHHO B JI03€
0,4-0,5 T/KT (JleueHUE ITPOJOKUTETbHOE).

Vcnonw3yioT naasmadepes, aumgpoyumodgepes.

PekomeHgyemas nutepatypa
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The paper presents the classification, etiology, patho-
genesis, approaches to the diagnosis of dermatomyositis,
a systemic connective tissue disease.
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