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OINIPEAEJIEHUE

CucremHass KpacHas BOJYaHKAa — CHCTEMHOE ayTOMMMYHHOE 3a00JieBaHHE
HEU3BECTHOM ATUOJIOTUH, B OCHOBE KOTOPOTO JIEKUT T€HETUYECKH 00YCIOBIEHHOE
HapylIeHue UMMYHHOU peryJsini, OTpeIeIIsIIoNIee o0Opa3oBaHue
OopraHoHecnelU(PUUYECKUX aHTUTE] K aHTHUTeHaM sJiep KIETOK W HMMYHHBIX
KOMIUIEKCOB C Pa3BUTHEM UMMYHHOI'O BOCTIAJICHUS! B TKAHSX MHOTHX OPIaHOB.

SIMMAEMHNOJIOT' A

Cucremnas kpacHas Boidanka (CKB) — mamboiniee yacTo BCTpeuaromascs
MaToJOTUsl W3 TPYINNbl CUCTEMHBIX 3a00JIeBaHUW COCIMHUTEIBHON TKaHU;
NOpaXXaeT NPEUMYIIECTBEHHO JEeBYIIEK U MoJoabix keHimuH. CKB penko
HauyWHAEeTCS y JEeTed B JIOLIKOJbHOM BO3pacTe; MOIbeM 3a00JI€BaeMOCTU
OTMEUaeTcss ¢ Bo3pacta 89 mer, a muk ee npuxoautca Ha 14-25 mer. Cpenu
OOJBHBIX B BO3pacTe 10 15 JeT COOTHOIIEHUE JEBOYEK U MAJIbYMKOB COCTABIISIET B
cpennem 4,5:1.

Pacnpoctpanennocts CKB y gereit or 1 roma mo 9 mer konebiercs B
npenenax 1,0-6,2, a B 10—19 ner — ot 4,4 no 31,1 cnyuyas va 100 TbIC. IETCKOTO
HacelieHus. 3abosieBaeMOCTh cocTaBisieT B cpeaneM 0,4—0,9 ciayuas va 100 ThIC.
J€TCKOTO HACEJIEHUA B TOJ.

KIIMHNYECKAA KAPTUHA

Kimnanueckue  cumnrombl  CKB  xapaktepusyercss — BbIPaXKEHHBIM
KIIMHAYECKUM MOJTUMOP(HU3MOM.

OO01mme nposiBJjIeHUsI

Jluxopaaka (OOBIYHO HEMPaBUIBLHOTO THWIIA), HapacTawIas Cci1abocCTs,
HEJIOMOTaHHUE, CHIDKCHUE alleTUTa, MOTePs MAcCChl Tejla, YCUJICHHOE BBIMAJCHUE
BOJIOC.

Hopamenne KOKH U €€ IPUAATKOB



Bomuanounass  «0abouka». [IpeacraBnsier  coboifi  cCHUMMETpUYHBIC
ApUTEMATO3HbIEC BHICHIMIAHKS HA KOXeE Jinla. PacnoniaraeTcst Ha CKyJ0BOM 00s1acTu
U nepeHocurie. MoKeT paciipoCTpaHsAThCA Ha KOXKY J10a, To100poIKka, CBOOOTHOTO
Kpasi YITHOM PaKOBUHBI U €€ MOUKH.

OpUTEMATO3HbIE BBICHIIIAHUS TAKXKE MOTYT OTMEYaTbCAd HAa OTKPBITHIX
y4acTKax KOXHU: B 00JacTU BEpXHEH TpeTu IpyAH U CHUHBI (00JACTh JEKOJIbTE),
HaJl JOKTEBBIMH, KOJICHHBIMH CYCTaBaMH U JIp.

J{UCKOUIHBIE 0Yaru — SPUTEMATO3HBIE BBICHINIAHUS C TUIIEPEMUPOBAHHBIMU
KpassMd M JCNUTMEHTalMel B IeHTpe, UHPUIbTpanuen, Q(OJUTUKYIIPHBIM
TUIIEPKEPAaTO30M M TociedyroIlel pyOmoBoit  atpodueit. JlokamusyroTcs
MPEUMYIIECTBEHHO Ha KOXE BOJIOCUCTON YacTH TOJIOBBI, JTUIIA, IIeH; HAOII0IAt0TCS
00bIYHO TIpH XpoHHUeckoM TeueHun CKB.

@oTOoCeHCHOMIN3AUMS — HOPUTEMATO3HBIE  BBICHITAHUS HA  KOXKE
MOSABJISIFOTCS B BECEHHE-JIETHHM Tmepuoa. X SpKOCTh yBENMYMBAETCA MOCIE
npeObIBaHUS HA COJIHIIEC Ui JieueHus Y @-00mydueHueM.

Kanuansipur — oTedHas putremMa ¢ TEJICaHTHMIKTa3usiMu U atpodueil Ha
MOylIeYKax NajablEB, JAAOHIX U MOJOIIBEHHON TOBEPXHOCTH CTOIL.

I'emopparnyeckue BBICHINAHUS — T[ETEXUAIbHBIE WIM MypPIIypO3HbIE
AJIEMEHTHI, OOBIYHO PACMOJIAraloTCs CHMMETPUYHO Ha KOXKE JIUCTAJIBHBIX OTJIEJIOB
KOHEYHOCTEH.

CeTuaToe JMBeN0 — CHHEBATO-(HOJICTOBBIC IISITHA, OOPa3yIOIIHE CETKY.
Jlokanu3yroTca Ha KOKE€ HUKHUX, PEKE — BEPXHUX KOHECUHOCTEN U TYJOBUIIIA.

Cunapom PeilHO — NEpUOAUYECKH Pa3BUBAIONIASCS MIIEMUS TAJIbIIEB,
00yCIOBJIEHHAs] BA30CMIa3MOM U CTPYKTYPHBIMU MMOPAXKEHUSIMU COCYJIOB. Y JIeTeH ¢
CKB nab6ntogaercs 3Ha4UTEIBLHO PEXKE, UEM Y B3POCIIBIX.

Anonenust xapaktepHa aisi 6oapHBIX CKB. VcToHUeHHME W TOBBIIIEHHOE

BBITIAJICHUE BOJIOC MPUBOJIUT K THe3qHOMY Wi auddy3sHomy obabiceHuto. Ilo



Kpal0 pOCTOBOM 30HBI HaA0 JOOM Yy OOJIBHBIX HEPENKO pacrhojararTcs
«CcTOJIONKN», oOpa3oBaBIIMECS M3 OO0JIOMaHHBIX BOJIOC. BO3MOKHO BbINa/IEHNE
OpoBeli U PeCHHII.

Hecnenuduueckre KOXHbIE BBICHIIAHUS HAOMIONAIOTCA y OOJBHBIX MpHU
BBICOKOM aKTUBHOCTHU CKB; IIPEICTABIICHBI BCEMH OCHOBHBIMU
MOP(}OTOTHUECKUMH BHJIAMU KOKHBIX 3JIEMEHTOB — OT MATHUCTO-TMAIMYJIE3HBIX JI0
Oymne3HbIX. PacronaratoTcsi CUMMETPUYHO, IPUYEM Ha PAa3HBIX Y4YacTKaxX KOXKHU
OJTHOBPEMEHHO MOT'YT HaOJI0aThCs pa3IMUYHbIC JIEMEHTHI.

B aktuBHOM mepuone 3a00jeBaHUA TaKXKe 4YacTo  HaOJIOIaroTCs
KcepoaepMus, AeGopMarius U JOMKOCTb HOT'TEH.

IMopaskeHue cJM3UCTHIX 00010YEK

BonuyaHoyHast SHaHTEMa — JPUTEMATO3HO-OTEYHbIE IMATHA C YETKUMHU
rpaHuIlaMU U MHOT/A C 3pO3UBHBIM LeHTpoM. [IsTHa pacnosnaratorcst B o0iactu
TBepAoro Heoa. [1o nepudepun nsaTeH Hepeako 0Opa3yrOTCs TEICAHTUIKTAZUY.

AdTo3HBINI cTOMATUT — 0e300JIe3HEHHBIC SPO3UBHBIC WIIM (peke) Ooliee
rNIyOOKHE $I3BEHHbIE OYark C KEepaTOTHUYECKMM OOOAKOM W HWHTEHCHUBHOU
sputemMoid. PacnonararoTcsi NpeuMylIECTBEHHO Ha BHYTPEHHEW MOBEPXHOCTU LIEK
U JIECHaX.

XeWnurT — TMOopaXeHWe KpacHoW KaliMbl Try0 —  MpOSIBISETCS
HOJYEPKHYTOCTbIO 000JIKa MO Kpair TyObl, OTEUHOCTbIO, rumepemuei. Yare
nopaxaercs HWKHsAA ry0a. QOopMUPYIOTCS TPEIIMHKH, 3pO3UU WM S3BOYKH,
HNOKPBITHIE CEPO3HBIMU WJIA CEPO3HO-KPOBSIHUCTBIMU KOPOUKAMH C MOCIEAYIOUUM
pa3BUTHEM PyOIIOBOM aTpodum.

IHopaskeHnue cycraBos

Y 90% 3aboneBmmx HaAOIIOAAIOTCS ApPTPAITMUM B KPYNHBIX U MEIKUX
CyCTaBaxX KOHEYHOCTEH, apTpUT. APTPUT MOXKET HOCUTh OCTPbIA, MOJOCTPBINA U

XPOHUYECKUN XapaKTep.



Jns ocTporo apTputra TUOUYHO MHOKECTBEHHOE M Yallle CUMMETPUYHOE
nopaxxeHue cycraBoB. Haubonee wyacTo mopaxkaroTcss MPOKCHUMAalbHbIC
MeX(}aTaHTOBBIC CYCTaBbl KHCTEH, KOJCHHBIC, TOJEHOCTOITHBIE M JIOKTCBBIC
CyCTaBbl. XapaKTEPHBI BBIPAKCHHBIC MEPUAPTUKYJIAPHBIC pEaKIMH, OO0JICBBIC
KOHTpakTypbl. CUMIITOMBI OBICTPO MCUE3al0T Mocie Havana jeuenus ['K.

[TomocTpelii apTPUT XapaKTEPU3YETCS JIMTEIBHBIM, BOJTHOOOpPA3HBIM W
HEpEeIKo Mporpeccupyrommum TteueHueM. [lopakeHHble CycTaBbl 00JI€3€HHBI,
AKCCYJaTUBHbIE HW3MEHEHUS B HHUX YMEpPEHHbIC; OrpaHUYeHuEe QYHKIUU —
MPEXoIsIee, YTPEHHSSI CKOBAHHOCTh — HE-TIPOJOJKUTEIIbHAS.

[Ipu xponuyeckom aptpute GopMHUpYETCsl BepeTeHooOpa3Has jaedopMaius
MPOKCUMAIbHBIX ~ MEX(alaHTOBBIX  CycTaBOB  maiblieB  kucter. [lpu
PEHTTE€HOJIOTUYECKOM UCCIEAOBAHUU TUAaTHOCTUPYIOT OCTEOTIOPO3.

IHopaxenue Kocre

Y 10-15% 3aboneBmnx pa3BUBAETCS aCENTHYECKUA HEKpOo3 (KOCTHO-
XpsIIeBas CEKBECTpalusi C BTOPHUYHBIM OCTEOCKIEPO30M) dMmudu3a TOJOBKU
OeapeHHoM kocTu. [[pyrue KocTu mopaxkarorcs peako. KilmHudecku nposBIisieTcs
CTOMKOMN 00JIbIO U HApyIIEHUEM (PYHKIIUU CYCTaBa.

ITopaxenune MbIII

Yamie nmopaxaroTcsi MPOKCUMaJIbHBIC MBIIIIB KOHEUHOCTEW: Pa3BUBAIOTCS
MUAJITUU C BOBJICYEHUEM CHMMETPUYHO PACIIOJI0KEHHBIX MBI U MOJUMHUO3UT,
XapaKTEpU3YIOMIUICS OO0JISIMU B MBIIIIAX, OOJE3HEHHOCTHIO UX TIPU MaJbIIAllUH,
yYMEPEHHBIM TOBBIIIEHUEM aKTUBHOCTH (hepMEHTOB MbIieuHoro pacrnaaa (KOK,
aJIbJ1071a3bl).

IHopaxenue cepo3HbIX 000/104€EK

[1neBpa, mepuxap uiu OPrOIIMHA BOBJICKAKOTCS B MaTOJOTMUECKUN MPOIIECC

y 30-50% O0JIbHBIX.



[IneBpUT — CUMMETPHUYHBIM, Yame cyxou. IIpm BBICOKOW aKTMBHOCTH
3a00JieBaHUs ~ MOXET  HOCUTh  OKCCyNaTUBHbIM  xapakrtep.  I[Iporekaer
0€CCUMIITOMHO, HO MOKET MPOSIBISATHCS CyXHUM KaluieM, OOJSIMH B TPyAHOMN
kieTke. [Ipu aycKylbTaluy BBIABISIETCS IIIyM TPEHHUS TUIEBPHI.

[Tepuxapaut y neteil HaOIr0gaeTCs yalle, YeM y B3pocibix. B 6onbmmHCTBE
CllydaeB IMpoTeKaeT 0e3 spKoW KIMHUYECKON MaHudectanuu u oOHapyKUBAETCS
Tosibko mpu DXoKI' (yronmeHue u cenapanusi JUCTKOB 3MM- U nepukapaa). [Ipu
BBICOKOM aKTMBHOCTH 3a00JI€BaHMsI CONPOBOXKIAETCS CKOIUIEHMEM B3KCCyAara; B
OTJIETBHBIX CIIy4assX MNpPU MOSBJICHHMH MACCUBHOIO BBINOTAa MOXET BO3HUKHYTh
yrpo3a TaMIIOHa/Ibl CEpLA.

ACENTUYECKUM TEPUTOHUT COMPOBOKIACTCS KIMHUYECKOW KApPTHHOU
octporo  kuBoTa. (OTMedaeTcs  OrpaHMYEHHOE  MOpPaXEHUE  OpPIOIIMHBI
(nepurenatut, nepuciyieHuT). MoryTt HabmoaaThCst 607U B Toipedepbe.

ITopakeHue peciMPATOPHOTO TPAKTA

Ha6mronaercs y 10—30% 3abomeBmx.

OcTppIil BOJTYaHOYHBIA MTHEBMOHHUT PAa3BUBACTCS NIPU BBICOKOW aKTHBHOCTH
3a0oneBanus. KiMHUYeckH MpOSBISETCS KallIeM,0AbIIIKON, aKpOIMaHO30M,
ocnabjieHueM JbIXaHUsT W BO3HMKHOBEHHWEM XpuroB B Jierkux. llpu
pEHTreHorpaguu: CHUMMETPUYHO PACHOJOKEHHbIE HH(PUIBTPATUBHBIE TEHU B
JIETKUX, IUCKOBHJIHBIE aTeJIEeKTa3bl, IUIEBpoAHa(parMaibHble ClIalKH.

XpOHMYECKOE HMHTEPCTULHAIBHOE TMOPAXKEHUE  JIETKUX  KIMHUYECKU
OpOSBISIETCSl  NPU3HAKAMU  MEUICHHO  MPOTPECCUPYIONIEH  JbIXaTeIbHOM
HegoctatoyHoctu.  [lpm  pentreHorpaduu:  ycuneHue U Jaedopmanus
MHTEPCTULIMAIBHOTO PUCYHKA.

Jlerounsie (aJIbBEOJISIPHBIE) TEMOPPATUN KIMHUYECKHU MPOSBISIOTCS OCTPHIM

pecnupaTOpHbIM  JUCTPECC-CHHIPOMOM;  CONPOBOXKIAIOTCS  BBIPAXKEHHOM



TUTIOKCEMUEN. Y JIETEN OTMEYAIOTCS OYEHb peAKO. MOTyT MIPUBECTH K JIETATBHOMY
UCXOY.

Jlerounast rumepteHsus (Gopmupyercs B pamkax aHTHU(POCHOTUTHIHOTO
cungpoma (ADC).

TpomM0603 cocy10B 1 MHGAPKT JETKUX HAOMIOAAI0TCA Y IETel KpailHe PeaKo.

IHopaxenue cepaua

PazBuBaercs y 52-89% 3aboneBmmux. Haumbonee wyacTto mnopaxkaroTcs
000J10YKH cepAlia ¥ MUOKap/l, peiKe — KOPOHAPHBIE COCY/IBI.

MuokapIuT xapakTepu3yeTcsl pacIIMpeHUEeM TpaHUI] cepjila, U3MEHECHUEM
3ByYHOCTH TOHOB, CHIDKEHMEM COKPATUTEIBHOM CIIOCOOHOCTH MHOKap/a,
HapylIEHUEM CEPJACUYHOr0 pPUTMAa M MPOBOJUMOCTH, TMOSIBJICHUEM IPU3HAKOB
CEepACYHOM HEAOCTaTOYHOCTU. KIIMHUYECKHE MpOSBICHUS dYalle CKYJIHbIE U
0OHapyKUBAIOTCA TOJIBKO MPU KOMILIEKCHOM HUHCTPYMEHTAIbHOM HCCJIEI0BAHUH.

DHAOKApAUT B MOCIEIHUE TO/Ibl HAOMIOAAeTCs pexke. BBISBISIIOT BaJIbBYJIUT
MUTPAJIBLHOIO, PEXKE — aOPTAJIbHOTO WJIM TPEXCTBOPYATOrO KJIAMAHOB, WJIM €ro
MCXOAbl B BHUJE YIUIOTHEHUS CTBOpPOK. DopMuUpOBaHHE MOPOKOB cepilia He
XapaKTEepHO U BCTpEUAETCs KpaitHe peaKo.

ATunudHbIN 00pojaBuaTeiii dHAOKApAUT JInOmana-Cakca — crienmuIHbIN
npuzHak CKB. Xapakrepusyercss o0Opa3oBaHHeM OOpOJaBUaThIX HaJOKEHUN
auaMeTpoM 1—4 MM B y4yacTKax MEJKHX H3bSA3BICHUN SHI0KApJa. BO3MOXKHBI
NOSIBJICHUE MEJIKUX Tiepdopaliniii CTBOPOK KIIAMMAHOB U pa3pbiB xop: mpu IxoKI™ B
ATUX CJIy4asX BBISBIISIIOT BEreTaluy Ha KiamnaHax. Habmrogaercs: Heuacro.

Koponaput y nereéi nabmiomaercs penko. I[IpoTekaer OeccHMITOMHO,
JIMarHOCTUPYETCS Ha OCHOBaHWM HMHCTPYMEHTAJIBHOTO oOcienoBaHusi. B penkux
Clly4asx pa3BUBAIOTCS aHEBPU3MbI KOPOHAPHBIX apTEPUMA.

IMopaxenue nmovexk



Hedpur mpu CKB xnunmuecku aumarnoctupyiot y 70-75 % nereir. VY
OOJNBIIMHCTBA OOJBHBIX OH Pa3BUBAETCS B TEUEHUE MEPBBIX 2 JIET ¢ MOMEHTA
Hayaa 3a00JeBaHus, a IpuMepHO y 1/3 — yke B ero nedroTe.

IMopaskeHue KeTyJ0YHO-KUIIEYHOT 0 TPAKTA

KivHruyeckn oTMedaroTcsi CHIKEHUE amlleTuTa, TOIIHOTa, 00U B KUBOTE,
uHorga auapess. [Ipu SHAOCKONMMYECKOM HCCIEIOBAaHUU BBISBISIOT 330(arurt,
racTpur u (Win) AyOACHUT; Y YaCTH OOJBbHBIX — 3PO3UU U S3BHI.

[lopakeHHe KHUIIEYHUKA TPOSBISETCS TeMOpparusiMu, HHPapKTaMu M
HEKpO3aMH MOocienyouei neppopanreid 1 pa3BUTUEM KHILIEYHOTO KPOBOTECUEHUS
win  (UOPUHO3HO-THOWHOTO TEepUTOHUTA. BceTpedaercs penko, CyIECTBEHHO
YXYALIAET MPOTHO3, ONPEEAET pa3BUTHE BOIYAHOYHOTO A0JOMUHAIBHOIO KpH3a.

[lopaxxeHHe mMedyeHH XapaKTepusyeTcs remnaromeranvend, renatutom. llpu
couetann CKB u A®C pa3BuBarorcss HHGAPKTHI IEYEHH, TPOMOO3 MEUEHOUHBIX
BeH (cunapom bagna—Kuapu.

[TopakeHne TOMKEITYJOUHON Kele3bl (IMAHKPEeaTUT) MOXKET OBITh
CIeNCTBUMEM maTtosiorndeckoro mporecca B pamkax CKB wunm Bo3gencTBug
6osbmux 103 ['K.

IHopaskeHue HEPBHOM CHCTEMBbI

[Icnxnueckue HApyIIEHUsI — OCTPBIM IICUXO03 C MOSIBJICHUEM ITPONLYKTUBHOU
CUMIITOMATUKA B  BHJAE  3PUTEIBHBIX W  CIYXOBBIX  TaJUIFOLMHALINN;
30 peHONO00HbIE PacCTPOCTBA; apPeKTUBHBIE CUHIPOMBI (MaHUAKAIBHBIN U
JENPECCUBHBIN ); TBUTATEIBHOE OECITOKONCTBO; HAPYIIIEHUS CHA U JIp.

OpraHnyeckuii MO3rOBOM CHHIPOM — MPOTPECCUPYIONIEE YXYALICHHUE
KOTHUTUBHBIX (YHKIUN (MaMATH, BHUMaHUS, MBIIUICHUS), 3aMETHOE CHUKEHUE
UHTEJIEKTa, YXYJAIIEHWE YCIEBAeMOCTH B IIKOJIE; YyTpaTa ONpeleleHHBIX
HAaBBIKOB; AMOILIMOHAJIBHO-IMYHOCTHBIE paccTporicTBa (3MOLMOHAIbHAS

Ja0UIILHOCTD, anaTusl, IeTpeccus, nHoraa skdopus u ap.).



['onoBHass 0o0Jib MOXET HOCHUTH MHIPEHENOAOOHBINH Xapakrep U OBITH
€IMHCTBEHHBIM TposiBieHremM CKB.

CynopoXHBIH ~ CHHIPOM — TCHEPAIM30BaHHBIC  AMIICTITU(POPMHEIC
MIPUTIAJIKH.

Xopest OHHOCTOPOHHSS WJIM T'€HEPaTM30BaHHAas.

TpaH3uTOpHBIE HAPYIICHUS MO3TOBOTO KPOBOOOpPAIICHUSI XapaKTEPU3YIOTCS
00111eMO3roBOM, 04aroBOi WJIM CMEIIAHHOW CUMIITOMATUKOM, COXpaHsIoencs He
6ozee 24 4.

NimemMudeckuili MHCYJBT HAOMIOMACTCS y JIE€TeM 3HAYUTENbHO PEXE, YeM Y
B3pOCIbIX, U 00b14HO 1pu coueTanuu CKB ¢ ADC.

BHYTpUMO3roBbie KPOBOU3IUSIHMUS.

[TopaxkeHne CIMHHOTO MO3Tra (MOMEPEYHBIN MUETUT) MPOSIBISACTCS HUKHUM
napanape3oM, HapylI€HHEM YyBCTBUTEIbHOCTH B HWKHEW MOJIOBUHE TYJIOBHUILA,
Ta30BBIMU PACCTPONCTBAMH, BBIPAXKEHHON OOJIBIO B CIIMHE.

[TopaxeHnue YepEenHO-MO3TOBbIX HEPBOB —
[J1a30BUTaTEIbHBIX, TPOMHUYHOT O, JIUIIEBOTO WJIU 3PUTEIBHOTO.

[lopaxkenue mnepudeprueckoil HEPBHOM CHUCTEMBI MPOTEKAET MO THUILY
CHUMMETPUYHOU JHUCTAJIbHOW, IPEUMYIIECTBEHHO CEHCOPHOMW, IOJWHENPONATHH,
PEAKO — MHOKECTBEHHOW MOHOHEUPOITATHH.

B  ormenpHBIX  ciaywasx ~— pasBuBaerca  cuHapoMm  ['miieHa—bappe
(ocTpasiBoCnaMTENNbHAS TIOTUPATUKYTOHEHPOTIATHS ).

IopaskeHue oprana 3peHust

Bcerpewaercs mocratouno penko — y 3-5% 3aboneBmmx. KimHuuecku
MOXKET TPOSBIATHCS B BHUJEC AIHUCKIEPUTA, UPHUIOLMKINTA,HEBPUTA 3PUTEIBLHOIO
HEpBa, PETUHOBACKYJIHUTA (OKKIIO3USI COCYNIOB, CYOpPETHHAIBHBIA U PETHHAIbHBIN
OTEK, TeMOpparuu), mpotudepaTuBHON PETUHOMATUH U HAPYIIICHUS 3PCHUS.

AnTHdochoMINIHbIA CHHAPOM



VY nereit ¢ CKB npu pazsutun ADC nanbosee yacto (44%) Habmromaercs

TpoMOO03 MEJIKUX cOocy/10B. BeHo3Hble TpoMOO03bl pa3BuBatoTcs y 28% MalueHToB,

aprepuanbHbie — y 25%, cMmemanabie — y 3%. XapakTepeH peluauBUPYIOLIUNA

TpoMOO03 COCYIOB JTHOOOTO Kamuopa.

JTIMATHOCTUKA

Jlabopamopuwie ucciedosanusn

1. Knunuueckuii ananu3 kposu: yBenuuenue COD, neitkonenus ¢ tuMmdoneHue,

TpOM6OI_[I/ITOH€HI/IH, reMOJIMTHYECKAas aHEMHUS C MOJIOXKUTEIbHOMN peaKuHeﬁ

Kym6ca.

2. buoxumudeckue u HMMYHOJIOTHYCCKUC UCCIICAOBAHUA KPOBHU:

Autunykieapusiii  ¢akrop (AH®D) BeuBasiercs y  95%  OONBHBIX;
cneuu(UYHOCTh TPU3HAKA HEBEJHMKA, ITOCKOJbKY OH HEpEeAKo ObIBaeT
MOJIOKUTEIIbHBIM Y OOJIbHBIX C  JPYTMMU  PEBMAaTUYECKUMH U
HEPEBMATUYECKUMH 3a00JI€BaHUAMH.

Anturena x pasycnupanbHoit JIHK BeuiBmsitoress y 40-70% OONbHBIX;
Boicokocnienuuynbl s CKB, ux ypoBeHb OOBIYHO KOpPPEIHPYET C
AKTUBHOCTHIO BOJTYAHOYHOTO HEe(puUTa.

AHTHTENTa K THCTOHaM Oojiee XapakTepHbl JJsi  JIEKApCTBEHHOIO-
BOJTYaHOYHOTNIOA00HOTO cuHapoma; mnpu CKB — accomuupoBanbl ¢
pa3BUTHEM apTPUTA.

Antutena K  Sm-a"Ttureny BwiiBIsitoTcs Yy 20—50%  OONBHBIX;
BbicoKocTieruuynsl 1151 CKB.

Anturena k PHK-nonumepase (Ro-aHTureny) u mpoteuHy, BXOHSILIEMY B
coctaB PHK (La-antureny), menee crieuuduunsl 1yt CKB; accorunpoBanbl
¢ aumdoneHuen, TPOMOOIMTONECHUEH, (POTOACPMATUTOM U JIETOYHBIM

¢ubpozom. Ux obOHapyxuBaroT y 60—80% OOJBHBIX C CHHIPOMOM



[Ilerpena; xapakTepHbl 1Ji1 OOJIBHBIX MOJIOCTPOIl KOXKHOM U JIEKapCTBEHHOM
BOJIYAHKOM.

e Antudochomumunnpie antutena (AT k xapmuonmununy, AT k p2-
TJIMKOMIPOTEUHY I, BOJTYaHOYHBIN AHTUKOATYJISIHT), KakK u
JI0>KHOMOJIOKUTENbHAA peakuus BaccepMana, SIBISIFOTCS CEPOJIOTUYECKUMU
Mapkepamu BropuaHoro A®C.

e PeBmaTouaHbINi GakTop

e CHmwkeHHe 00mIel reMonuTHYecKod akTUBHOCTH komruiemeHnTa (CHS50) u
ero komrnoHeHTOB (C3, C4) o0ObYHO KOppEeTUupyeT C aKTHUBHOCTHIO
BOJYAaHOYHOTO He(puTa, B OTACIBHBIX CIy4asix MOXET OBbITh CIEICTBHEM
T€HETUYECKH JICTEPMUHUPOBAHHOTO JACPUIUTA.

3. Knunuyeckuii aHanu3 MOYM: NPOTEHHYpPHUS, TIeMaTypus, JEHKOUUTYpUs,

HWIAHIPYPUSL.

Hucmpymenmanvhwie ucciedo6anus

1. OKI': npu3Haku UIIEMUU MUOKap/a.

2. OxoKI': Y3-npu3naku nepukapauTa, MUOKapAnuTa, SHI0KApIUTa, BaIbBYIINTA.

3. Y31 opranoB OpronrHOM MOJOCTH, MOYEK: TeraToMeraiivs, CIUIEHOMETallus,
YBEJIMYECHUE TOJKETYJOYHOM JKEJe3bl, YBEIWYEHUE T[0YEeK, H3MEHEHUE
AXOT€HHOCTH MAapEHXUMATO3HBIX OPTraHOB, HAPYILIEHHE KPOBOTOKA, KUJIKOCTh B
opromHoit monoctu.KT opraHoB rpynHON KIETKH: MTHEBMOHUT, IUJICBPHT,
MH(}APKT JIErKOoro.

4. KT u MPT OpromHoit monoctu: WHPAPKTH MapPEHXUMATO3HBIX OPTaHOB,
OKKJIIO3USI ~ COCY/OB,  TenaTOMerajivs,  CIJICHOMErajius,  YBEJIUYCHHE
MOKETYIOYHOM  KeJle3bl, YBEIWYECHHE TOYEeK, H3MEHEHUE CTPYKTYpBI
MapeHXUMATO3HBIX OPTAHOB, KUJKOCTh B OPIOIITHOMN MOJIOCTH.

5. KT u MPT ronoBHOro Mo3ra: KpOBOU3IUSHUSA, HHCYJIBT.



6. JIByxaHepreTuueckas pPEHTICHOBCKAas  OCTEOJCHCUTOMETpHUS:  CHIDKEHUE
MUHEpaJIbHOU MJIOTHOCTU KOCTHOM TKaHHU.

7. D30¢aroracTpoyoIeHOCKONHS: TaCTPUT, H30()aruT, AYOJCHHUT, Y TAIMCHTOB,
nonyvatomux Tepanuio 'K, MOryT BBISBIATBCS 3PO3MM U SI3BBI BEPXHUX
OTJIEJIOB YKEJTyI0YHO-KUIIIEYHOTO TPAKTA.

8. Komnonockonus: Hecrennduyeckoe BOCMAICHUE KUIICYHHUKA.

9. Dnexktpomuorpadus (1o NOKa3aHUSIM): MHO3HT.

10.KT opranoB rpyaHO# KJIETKH: THEBMOHUT, TUIEBPUT, HH(DAPKT JIETKOTO.

11.KT u MPT OpromHo# 10JOCTH: WH(MAPKTHl NapeHXUMATO3HBIX OPraHoOB,
OKKJIFO3US ~ COCYJOB,  TENaTOMErajvs,  CIJICHOMETAJINS,  YBEIUYCHHE
MOJ/KEITyTIOYHOM ~ JKEJIe3bl, YBEJIMYEHHUE T[0YEK, H3MEHEHUE CTPYKTYpHI
MapEeHXMUMAaTO3HBIX OPTaHOB, )KUJKOCTh B OPIOIIHOMN MOJIOCTH.

KPUTEPUU TUATHOCTUKU
Kpurepun nuarnosa «CucremMHass KpacHas BOJYAHKA» YCTaHABIMBAIOTCS

COTJIaCHO PEKOMEHJAIUAM [ pyYIIbl MEXIYHAPOIHBIX COTPYIHUYAIONUX KIMHUK

cucteMHoil Bomuanku (The Systemic Lupus International Collaborating Clinics,

SLISS, 2012) npu Hanuuuu He MeHee 4 KpUTEpUeB, OJUH U3 KOTOPBIX —

umMmyHosornueckuit (a-J{HK, unu antu-nykneapHsiii ¢paktop, uau Sm, uinu a-KL,

unu C3, wim C4), u AMepukaHnckoil kojuieruu pesmarosioroB (American College
of Rheumatology, ACR, 1997) nmpu Hanuuuu He MeHee 4 u3 11 kpurepues.

Huarno3 CKB no nuarnoctudeckuMm kputepusim ACR mMoxeT ObITh YCTaHOBIIEH C

95% cneruduuHOCTHIO U 85% YYBCTBUTEIIBHOCTBIO, €CJIM MalMeHT umeeT 4 u3 11

KpuTepueB. B cinyuae ecnu y mareHta oOHapyXeHO MeHee 4 TMarHOCTHYECKHX

kputepueB, To nuarno3 CKB BepositeH. Eciu TecT Ha aHTHHYKJI€apHBIA (HakTOp

OTpULIATEIbHBIN, TO y TalMEHTa OYeHb HU3Kas BeposiTHOcTh Hamuuug CKB.

HaI_II/ICHTI)I C HU30JIMPOBAHHBIM IIOJOXKUTCIBbHBIM TCCTOM Ha aHTI/IHYKHeapHBIﬁ



(dakTop O3 BOBJICUCHUS OPraHOB M CHUCTEM WM 0€3 THUIMUYHBIX J1a00paTOpPHBIX

NOKa3aTeJaeld UMEIOT HU3KYIO BEPOSITHOCTh Hannuus CKB.

CeppeyHo-cocyaucras/
AbIXATENbHAS CUCTEMbI

1. MnespuT (nnespuTHYEcKas 6o, WyM TPEHHS NIEBPbI

MM neBpanbHeiv Buinot) nbo nepukapaut (SKM-npusnaky;
LYM TPEHUS NEPUKAPAT MM NEPUKAPAHUATbHBIH
sbinot Ha IxoKT)

Ta6n. 2. AnarHoctmyeckue kputepumn CKB

1. Cepoaut (nneBpHT B TeueHue Gonee OAHOTO fHS, NAEBPANbHBIN BHMOT

WM LM TPEHUS NNEeBpbI; NepukapananbHas 6onb 6onee ogHOro aHs,
NepMKApAMAnbHbIA BHIMOT, WyM TPEHWUA NEPUKAPAA WM NEPUKAPANT
Ha IxoKT)

2. lemonuTuueckas aHemus unu nerikonenus (<4000 knetok

2. lemonuTHYECKaSA AHEMUA

MK aHTUdOChONMNUAHBIE AHTHTENT

[emaronornueckue 3 3 3. Jleitkonenns (<4000 knetok Ha Mm®) 6onee 1 paza

Ha Mm®), iumdonenusa (<1500 knetok Ha Mm®) 3
CMHAPOMbI 3 unu numdonenms (<1000 knetok Ha mm?) Bonee 1 pasa

nnu pomboumtonenus (<100 Toic. knetok 3a mm?) 5

4. Tpombouutonenus (<100 Toic. knetok Ha Mm®)
- 5. Monoxutenshsii pesynstat ANA
= 3. MonoxwurensHbii pesynstat ANA :

MmmyHonornueckmui : : 6. Mosuiwentbie anti-ds[AHK, anti-Sm unu autndocdonmnuausie antutena,

4. Moswiwenusie anti-dsfHK, anti-Sm i %
CUHAPOM HU3KKH yposeHb komnnemenTa (C3, C4, CH 50) unu nonoxurensHein

npamor Tect Kymbca (mpu oTcy TCTBUU reMonMTHYECKOH AHEMUH)

Koxa / cnusucteie
obonouku

5. [IuckoupHas Bonyaxka

6. S13BbI B NONOCTH pTa MM HOCA
7. oToceHcbunuzauma

8. Dputema Ha nuue

7. OcTpas unu1 nopocTpas KOXHAS BOMYAHKA
8. XpoHuueckas KoxXHas BONYAHKA

9. Anoneuus

10. 938bI B 1ONOCTH pTA UAK HOCA

CkeneTHo-MbllLeYHAs
cUcTema

9. Heapo3uBHbIi apTpuT ¢ BOBNEYEHHEM ABY X
unu Gonee cycTasos

11. CuHOBUT c BoBNEYEHMEM ABY X HNK Bonee cycTaBoB NM60 6onesHeHHOCTb
B AABYX MM 6onee CycTaBax M yTPEHHAS CKOBAHHOCTb MO KpaHHeH Mepe
30 MuHyT

HepsHasa cucrema

10. Cypoporu unu ncuxos

12. Cypoporu, ncuxo3s, MOHOHEBPHUT, MMENUT, Nepudepuieckas HenponaTua
MM HEHPONATHS YepenHbIX HepBOB

Mouku

11. Cro#kas noyeunas npotennypus >0,5 r/cyt unu >3+,
MM KNETOYHBIE LIMIUHAPI

13. Cytounas nporennypus >500 Mr U1 3pUTPOLMTAPHBIE LUAMHAPSI

Mpumeuarus: ' ing auarHocTuku Heobxoanmo Hanmune kak MuHHMym vetsipex u3 11 kputepues ACR; ? ans anarHocTuku Heobxoaumo Hanuume no kpaiiHeii mepe yersipex us 13 kpurepues SLICC,
BK/TIOYAA KOK MHHUMYM OBHH KITHHUYECKHI M OMH MMMYHONOrHYE CKHHA, MM GLMEHT SONXEH HMETb NOATBEPXACHHbIA BHON CHeH BOMYAHOYHbIA HEPPHT.

OuneHka KayecTBa KN3HHA

Crangaprom mns ouenkn KOK y mammentoB ¢ CKB cunraercs onpocHHUK

Short form Medical Outcomes Study (MOS SF-36). Pycckas Bepcusi SF-36
BAIMAMpPOBaHAa MexHalmoHaNbHbIM 1eHTpoM uccaenoBanus KXK  r.CaHkr-
ITerepOypra m Mocksbl. CymiecTByeT apyroi, 6onee crienupruyecKuii ONpoOCHUK,
paspaboranHblii HemocpeacTBeHHo s ouneHku KXK y Gompabix CKB Lupus
Quiality of Life (LUPUSQOL). D10 eqMHCTBEHHBIN OMPOCHHK, MIEPEBEACHHBIN Ha
pycckuii s3pik AreHcTBoM Corporate Translation Inc. mo Bcem mpasmmam GCP.
Lupus-Qol mpencrabiseTr coOoi aHKETy, BKJIOYalOIlyl0 B ceds 34 Bormpoca,
00BbEIMHEHHBIX 10 2-8 BOMPOCOB B OT/ACNbHBIC MIKaibl. OH olleHuBaeT: physical
health (dusmueckoe 3m0poBbE); emotional health (3monmonansHOE 310POBHE);

body image - oOpa3 Tena (OleHKa MAIMEHTOM CBOErO Teja W BOCHPHATHS €ro



Opyrumu); pain (6oxas); planning (rmuianupoBanue); fatigue (ycrtanocts); intimate
relationships (uHTHMHBIE OTHOIIEHHUS); burden to others (3aBUCHUMOCTH OT APYTrUX
oaei).
JTMODEPEHIIMAJIBHBIN TUATHO3

Heobxoaumo npoBOIUTE CO CIEAYIONIMMU 3a00JI€BaHUSMH: PEBMATUYECKHE
6onesnun  (cucremubiii  FOMA,  [OBEHWNIBHBI  JEpPMAaTOMHO3MT,  OCTpas
peBMaruueckas Jnuxopazaka, Oone3nb lllenneitna—I'enoxa, nepBuunbii ADC,
y3€JIKOBBIN MOIUAPTEPUUT, MUKPOCKOITUUYECKHUM TTOJIMAHTUUT, CHCTEMHBIN CKJIEpO3
U 7Ap.), TeMmaToJIorMyeckue  3a0osieBaHus  (FEMOJMTHYECKAs  aHEMUs,
UJMONAaTUYECKasi TPOMOOLUTONIEHUYECKas IMypiypa), JumdornpoiaudepaTuBHbIC
3aboneBanusi (umdorpanyiaeMaros, JuMmdoma), uHbpekuu (Ooppennos, WIn
6one3np Jlaitma), BupycHble Termatuthl B u C ¢ BHENEYEHOYHBIMH TTPOSIBIICHUSIMH,
TyOepkyne3, cuduimc,uepcuano3, BUY-undexnus wu 1p.), BOCHATUTEIbHBIC
3a0071€BaHUs KHUIICYHUKA (HECTIEITU(PUUSCKUNA S3BEHHBIA KOJHUT C CHUCTEMHBIMH
nposiBieHussMHu, Oosie3Hb Kpona), Oone3Hm mouek (TIIoMepysloHeGpUT U Ip.),
WH()EKITMOHHBIA YHIOKAPIUT, JEKAPCTBCHHAs] BOJTYAHKA W TAPAHCOIIACTUICCKUN

BOJTYAHOYHO-TTOJOOHBINA CUHIPOM.
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