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OCOBEHHOCTH JJU®DEPEHIIUAJTBHOM TUATHOCTUKHA

CUCTEMHOM KPACHOM BOJITYAHKH
JI.B. Kypaenesa, H. K. Anexcandpoea, U.B. /lemux

XapbKOBCKUM HAIMOHAJIBHBIN MEIUIIUHCKA YHUBEPCUTET

OCOBEHHOCTH JN®PEPEHIIMAJTIBHON JTUATHOCTUKHU
CUCTEMHOM KPACHOM BOJTYAHKH

CucrtemHas KpacHas BOJIYAHKA SIBISICTCS OJHUM U3 HanWOoOJIee TSIKEIBIX
CHUCTEMHBIX 3200JI€BaHU COCTMHUTEILHON TKaHW. ATHUITMYHBIC BAPHAHTHI Je0r0Ta
U TEYCHHS, TMOJUCUHIPOMHOCTh, PE3UCTEHTHOCTh K arpecCUBHBIM METOJaM
JICYCHUS, IIUPOKUN CIEKTP COMYTCTBYIOUIEH MATOJIOTUM - BCE 3TO 3aTPYIHSIET
npoBenenne AuddepeHnnanbHOl TUarHOCTUKU W TIOCTAHOBKY JWAarHo3a IpHu
BEJICHWM TaKWX MAallMEHTOB. B cTaThe mpejcTaBieHbl JUArHOCTUYECKUE KPUTEPUU
CUCTEMHOM KPacHOW BOJYAHKH, OCHOBHBIE CUMIITOMBI U CHHIPOMBI, TIPEICTABIICH
CHEKTP COMYTCTBYIOIIEH MATOJIOTMH, MPUBEACHBI OIEHKA BIUSHUS TPOBOIUMOM
Tepanuu Ha KIMHUYECKYI0 KapTUHY W OCHOBHBIE 3a00JICBaHUSA, C KOTOPBIMHU
HEOOXOMMMO  TPOBOAUTH  audPepeHInanbHyl0  JUArHOCTUKY,  ONHUCAH
71a00paTOPHBIN AMATHOCTUYECKUIN aITOPUTM ISl TipoBeieHns nudepeHnaibHon

JAUAarHOCTUKHU CUCTEMHBIX 3a00JIeBaHHI COCHHHHTGHBHOﬁ TKaHHU.

B cooTBeTcTBHM C COBPEMEHHBIMHU IPEACTABICHUSMU CHCTEMHAsl KpacHas
Bouanka (CKB) — »53To0 XpoHHMYECKO€ ayTOMMMYHHOE TOJMCHUHIPOMHOE
3a00JIeBaHNE HEU3BECTHOM STHOJIOTUH, pa3BUBAroLIeeCs] Ha (HOHE T'EHETUYECKU
00YCJIOBJIEHHOTO HECOBEPILECHCTBA UMMYHOPETYJIATOPHBIX IIPOLIECCOB,

IMpUBOAAIINX K HCKOHTpOHI/IpyeMOfI MNPOAYKIIMHM ayTOAHTHUTCII K KIICTKaM U HX



KOMIIOHCHTAM, 4YTO BbI3bBIBACT MMMYHOBOCHAINUTCIIbHOC ITOBPCIKIACHUC TKaHEU M

HapyIieHne QyHKIMH BHYTPESHHUX OpraHoB [5, 8].

CKB sBasiercss ogHUM U3 Haubojee TSXKEIbIX CHUCTEMHBIX 3a00JIeBaHUI
COCIMHUTEILHOM TKaHM, yaile BcTpedaeTrcss B Bo3pacte 20—40 ser; okoso 90%
3a00JIEBIINX COCTABISIOT >KeHIIUMHBI [8]. OTtmonmormueckuii Qaxtop CKB He
BbIsiBNIeH. [Ipeamonaraercss pojib  XPOHUYECKOM BUPYCHOM HMHGEKIMH U
IFeHETUYECKOM MPEeNpacloNioKEHHOCTH B pa3BUTHM 3a0oneBaHusi. lMmerorcs
JI0Ka3aTenbCcTBa OOHapykeHusi B KpoBu OoibHbIX CKB antuten k PHK-
collepKallluM U MEJUICHHBIM peTpoBupycaMm [5].  Takke yCTaHOBJIEHO, YTO
ceMeiHas PACIpOCTPAaHEHHOCTh BO MHOIO pa3 BbIIIE MOMYJALHMOHHOM.
HabGmrogaeTcs Taxke cBsi3b Mexay HocutenbcTBoM omperenenubix HLA u CKB
[8]. ITpu CKB wyamie Bctpevarotcs anturensl HLA All, B7 u B35, a takke DR2 u
DR3, camxaercs coaepxkanue DR7. [Ipu ocTpoM ¥ MOAOCTPOM TE€UEHUH OOJIE3HU
gamie HabOmomaeTcs HocutenbcTBo aHtureHoB HLA All, B7 u B35, a npum
nepBuyHo-xponnyeckoM B8 u B35, DR2 u DR3. Amnenun DR2 u DR3 cBs3ansl ¢
GyHKUME HWMMYHHOro OTBeTa, npu 3ToM DR3 00ycnaBiuBaeT MIKMPOKYIO
TUIEPPEAKTUBHOCTh K PA3MYHBIM HMMMYHOTEHHBIM cTUMyiaMm, a DR2 - «
OHAOTEHHBIM (HampuMmep, SACPHbIM) U DK30T€HHBIM (Hampumep, BUPYCHBIM)
aHTUreHaMm. He oTMEUE€HO HOCUTENHCTBO KAKOTO-JIMOO YHHBEPCAIBLHOTO JUISI BCEX
6onpHbIXx CKB anturena, Hab/ro1aeTcsi reHeTUYECKasi TeTePOreHHOCTh, C KOTOPOH,
BO3MOYKHO, CBSI3aH XapaKTEPHbIN 71 3a00J€BaHUs KIMHUYECKUN MOAUMOP(U3M.
BoJIbIIMHCTBO HCCIEn0OBATENEN TPEAIIOIATa0T HAJTMYME XPOHUYECKON BUPYCHOU
uHpEeKIUY, MYJbTH(PAKTOPUAIBHON  MPEAPACIOIOKEHHOCTH, T'€HETHYECKHU

JICTEPMUHAPOBAHHBIX HAPYIICHUH nMMyHHTETa [15].

JlaHHbBIE AMHUIEMHOJIOTUYECKUX HCCIIECIOBAHUI B IOCIEIHUE IECSITUICTHUS
JEMOHCTPHPYIOT POCT YacTOTHI BCTpeyaeMOCTH AaHHOro 3aboneBanms (50-250
cnydaeB Ha 100 TeICc. HaceneHus). OTO OOYCIOBJIEHO C OJHOM CTOPOHBI
YVJIYUYIIEHUEM JMarHOCTUKM W PAHHUM PaClO3HAHUEM J10OPOKaYECTBEHHBIX

BApUAHTOB TEUEHUS, @ B HEKOTOPBIX CIy4asix U TUIEPAUArHOCTUKOM, a ¢ Ipyrou -



noBBINICHHEM  3(PGEKTUBHOCTH  JICUCHHS, YTO TPHUBEIO K  YBEIUYCHUIO
MPOJOIKUTEILHOCTH  KU3HU oompapIx CKB [8]. Onnako mnpoBencHUE
mudpepeHInaTbHON THarHOCTHKN 110 TIPEKHEMY OCTaéTCsl CIIOKHOM 3aadcii, He
CIIy4ailHO JaHHOE 3a00JIeBaHHWE HA3BIBAIOT «3a00JICBAaHUE-XaMEIICOHOMY, WITU
«BCJIIMKUM  UMHUTATOpoM  Oone3Hei». IIporHo3  cucTeMHBIX — 3a00JIeBaHUMN
COCIMHUTCIBLHON TKaHU, XapaKTCPHU3YIOIIUXCS TSHKEIIBIM TECYCHHEM M BBICOKOM
JETATBLHOCTBIO Cpelld KOTOphIX Beaymiee wecto npuHagiexutr CKB, B
OTIPEJICTICHHOW CTEMEeHU 3aBUCUT OT paHHEH JUarHOCTUKH, TO3BOJIAIONICH

MIPOBOJIUTH AKTUBHYIO MPOTUBOBOCHAIUTENLHYIO TEPAIUIO B J1e0I0TE OOJIC3HH.
IHaTomopdoaorus

[Ipu CKB HaOmromaeTcsi cucTeMHasi J€30praHu3alusl COCIUHUTEIHHOM
TKaHU C TpeoOnanganveM GUOPUHO3HBIX HW3MEHEHHMH U TeHEpaM30BaHHOE
nopakeHue cocyaucroro pycina [5]. Ocobennocteio CKB sBisieTcs Hanmuuue
MOPGOTOTUYECKUX (heHOMEHOB, CBSI3aHHBIX c natojoruen  snuep,
MPEUMYIIECTBEHHO B KIIETKAaX ME3CHXHMAJIbHOTO MNPOUCXOKACHUA. YKa3aHHbIC
M3MEHEHUS 3aKJII0YaloTcsa B Jeopmariuu sjaep, o0eJHEHUN sAep XpPOMAaTUHOM, B
SABJICHUSAX KAapuO THKHO3a U LEHTPAJIbHOro Xpomarosin3a. K BHEKJIETOUYHBIM
U3MEHEHHUSIM OTHOCHUTCSI TPUMECh XPOMATHMHOBOIO Marepuana K (QuOpuHomumy,
CKOILJICHHE MacC XPOMaTMHOBOTO MaTephajia B TKaHSAX U TPOCBETE COCYOB,
oOpa3oBaHHE TE€MaTOKCUIMHOBBIX Tenen, W (opmupoBanue LE-kieTok, dTo
cuutaercs Haubojee mnarorHoMoHmuHbiM g CKB [3, 8]. Ilo manHBIM
AIIEKTPOHHO-MUKPOCKOMTMYECKUX HCCICOBAHUM OHU  SBJISIIOTCS  MPOTYKTOM
Jerpajaniy KJICTOYHBIX saep. [loMuMO maTojioTuu SIEpHBIX CYOCTAaHIMM, MpU
CKB nabmrogaeTcst psii UMMYHOMOP(OJIOTHYECKUX PEaKIUM: IJIa3MOKIIETOYHAs U
MakpodaranpbHas peakluu, SBICHUS JUCIHPOTEMHO3a, 3aKIIoYalomuecs B

OTJIOKECHUH OCJIKOBBIX MPEIUITUTATOB B CelIe3EHKe U TUM(paTHIECKUX y3max [5].

Jqunarnocruxka CKB.



Huarno3 CKB ycTaHaBiMBalOT Ha OCHOBAaHUM KIMHUYECKOM KapTHUHBI,
JAHHBIX JA0OpPaTOPHBIX W WHCTPYMEHTAIBHBIX METOJOB HCCIICIOBAHUS B
COOTBETCTBUM C KJIACCU(UKAIMOHHBIMU KPUTEPUSIMU AMEPUKAHCKON KOJUIETUU
pesmaronoroB (AKP). [Ins Bepudukamuum poctoBepHoro sguaraoza CKB
HeoOxoaumo Hanuuue 4 u Oonee u3 11 kpurepues (1adn.1.). Ciaexyer OTMETHUTD,
YTO JIMarHOCTHUYECKHE KPUTEPUH AMEpUKaHCKOM Koyuieruu pesmatosioroB (AKP)
(1982, 1997) pazpabarbiBanucCh AJid SMUIEMUOJIOTHYECKUX HUCCICIOBAHUM U HE
BCErja IO3BOJISIIOT CO  CTOMPOIEHTHOM  BEPOSITHOCTHIO  HMCKJIIOYUTH — WITU
noAaTBepauTh auardo3 CKB, ocoOeHHO Ha paHHUX CTaAUSIX W NPU ATUIUYHBIX
BapuanTtax Oone3nu. Cpemu OonbHBIX ¢ auarHozom CKB Tonbko aBe Tpetu
yaosieTBopsuin kpurepusim AKP, Torna kak okono 10% uMenu nprsHaku Jromyca
HE B MOJHOM Ui BepuU(]UKalMKU JOCTOBEPHOro auarHoza oodbeme, a y 25%
HaOroanach KapThuHa (QUOpOMUAITHHM B COYETAHHM C  TOJIOKUTEILHBIMU
aHTUsiZIepHbIMUA ~ aHTUTeNaMu  (ASIA), npu d>ToM Jaxe TpH  JIUTEIHLHOM
HaOJIIOICHUU HE OTMEUAJIOCh IBOJIOIUH 00sie3HH B noctoBepHyro CKB [28]. [Ipu
tunnuHod CKB ¢ mopaxeHuem Koxu, HamnuueMm LE-KI€TOK WM aHTUTEN K
HatuBHOM JIHK, BBICOKMX THUTPOB aHTHMHYKJIEApHOro (Qakropa JMarHo3 He
npeactasigeT nmpodsiaemM. OaHAKO YacTO BCTPEUAIOTCS CIy4au HEOOBIYHOTO Haudasa
OOJIE3HU C OTCYTCTBHEM KOXKHBIX MPOSIBICHUN, MOHOCHMIITOMHBIM TEUYCHHEM U
OTCYTCTBHEM XapaKTEPHBIX J1a0OpPATOPHBIX MPU3HAKOB, KOI/A OMNpeaeTIeHHbIN

JAWUArdo3 yCTaHaBJIMUBAIOT YCPE3 MECALLI U AAKE I'OJbI.

Tadoa. 1. Kpurepum AMepHUKAHCKOH KOJUIETMH PEBMATOJIOTOB ISl

nuarnoctuku CKB (AKP,1997)

ITpusHax XapakTepuCcTHKa IPU3HAKa

CkyJIoBas Chlllb ®ukcupoBaHHas dpUTeMa (IUI0CKas Uiu
BO3BBIIIAOIIASCS HAJl TOBEPXHOCTHIO KOXKN) Ha
CKYJIOBBIX BBICTYIIaX, UMEIOLIAst TEHACHIUIO K

pacnpoCTpaHEHUIO Ha HOCOTYOHBIE CKIIAIKU




I[I/ICKOI/II[HaSI CBIIIb

Bo3sBblaromumecs: 5)puTeEMaTo3HbIE OYaru € MIOTHO
MPUICKAIMMU KEPAaTO3HBIMU YEIIyIKaMH U
G oTUKYISIPHBIMU TPOOKAMU; HA CTapbIX odarax

MOTYT OBITh aTpo(UUYecKue pyoIIbl

doroceHcnOnIM3aIs

Ko’kHas chllb Kak pe3yiabTaT HEOOBIYHON peaKuu Ha
coJIHEuHbIe JTyun. KoHcTaTupyercs manueHToM 1o

JaHHBIM aHaAMHC3a WJIK BpadoM

SI3BBI CIIM3UCTOU

H3bsa3BiIeHus M0JI0CTH pTa UJIN HOCOTJIOTKH, OOBIYHO

000JI0YKH pPTa U/UIU 0e30071e3HCHHBIC

HOCOTJIOTKH

ApTtpur Hespos3usHelit apTpuT He MeHee 2 nepudepruiecKux
CyCTaBOB, MPOSBIISIIONTUNCS 00JIE3HEHHOCTHIO MPU
najabHaIuu, NPUIyXaHueM NepUapTUKYIISIPHBIX
MSITKUX TKaHEU, BHITOTOM

Cepo3zur OnuH 13 cnenyommx NPU3HAKOB: IIIEBPUT

(rureBpabHBIE 0O0JIH, WM IIIYM TPEHUS TUIEBPHI, UITH
HAJIMYKE TUIEBPAIBHOTO BBINOTA, WU YTOJIIICHUE
MJIEBPAJbHBIX JIUCTKOB); MEPUKAPAUT
(monrBepxeHHbI mpu IXoKI™ nin BeICITyIIMBAaHUT

[IyMa TpeHUs IepUKapaa)

[TopaxxeHnue nouek

OnuH 13 cieayomuX MPU3HAKOB: MIEPCUCTUPYIOIIAS
nporennypus >0,5 T/CyT; KII€TOYHBIC TUTUHAPHI
(3pUTpoIUTApHBIE, TEMOTJIOOMHOBBIC, 3€PHUCTHIE,

TyOyJISIpHBIC UJIH CMEIIIaHHbIC)

Hesponornueckue

HapyIlIEeHUs

OnuH 13 cieayomuX NPU3HAKoB (IPU OTCYTCTBUU
npueMa JIeKapCTBEHHBIX MpenapaToB MU TaKUX
MeTa0O0JIMYECKUX PACCTPONCTB, KaK yPEMUS,
KETOAIM 103 WIH JIEKTPOJIUTHBIE HAPYIICHHUS):

CYAOPOIKHBIC ITPUITIAAKHU ] TICKUXO03




I'emaTonoruueckue

HapyLIeHUs

OnvH 13 cIeayonMX MPU3HAKOB (MIPHU OTCYTCTBUU
npreMa JeKapCTBEHHBIX MPENapaToB, CIIOCOOHBIX
BBI3BATh ITH HAPYIICHHUS ): TEMOJUTHYCCKAsI aHEMUS C
PETHKYJIOLHTO30M; Jeiikonenust <4 - 10%/1
(3apeructpupoBaHHas >2 pa3z); TUMGOTICHUS —
ypoBerb auMbouutos <1,5 - 10%/11, BEIIBISICMBIiT He
MeHee 2 pa3; TPOMOOIIUTONIEHUS! — YPOBEHb

TpomGormToB <100 - 10%/1

NMmyHOIIOTMYECKHE

HapylIEeHUs

OnuH U3 CeAyIOIUX MPU3HAKOB: aHTUTENA K
HatuBHOM JIHK B marosornueckom tutpe; Hanu4due
AHTUTEI K SM-SIIEPHOMY aHTUT€HY; TOJI0KUTEIbHBII
TecT Ha aHTU(HOCHOTUTIUIHBIEC aHTUTENIA (YBEITUUEHUE
ypoBHs [gG nnu IgM aHTHKapAMOIUINHOBBIX
AHTUTEJI, WU TOJIOKUTEIbHBIA TECT HA BOJTYAHOYHBII
AQHTUKOATYJISTHT MPH UCIOIB30BAaHUU CTAHIAPTHBIX
MeTtoioB, wiu JITTPB B TeueHne kak MUHUMYM 6 Mec.
IpU MOATBEPKJACHHOM OTCYTCTBUU cU]UIIHCaA C
MOMOIIIBIO PEAKIIUU UMMOOUIIM3AIUY OJIeTHOM
TPEMOHEMBI U TeCTa (IIFOOPECIIEHTHON abcopOimu

TPCIIOHCMHBIX aHTI/ITeJ'I)

AHTHHYKJICapHBIE

AHTHUTCJIa

[ToBpIIEHHE TUTPA AHTUHYKJICAPHBIX AHTUTET,
BBISIBIISIEMBIX ITOCPEICTBOM UMMYHO(MITIOOPECIICHITIN
WU APYTUX aICKBaTHBIX METOJIOB (ITPU OTCYTCTBUU
IIpreMa JIEKAPCTBEHHBIX MPENAapaTOB, BbI3bIBAIOIINX

BOJIYaHOYHOIIOAOOHBIN CUHIPOM)

Ox0KI" — axokapauorpadus; JITIPB — noxxHOMOMOKUTEIEHAS PEAKIIUS

Baccepmana.



B 2012 r. rpynma skcneproB u3 Systemic Lupus International Collaborating
Clinics (SLICC) mpencraBmia pe3ysibTaThl MHOTOJIETHETO aHaim3a OOJBIIOTO
yuciaa wucTopuid Oone3nn okono 700 mnamuentoB ¢ CKB wu mpemnoxuia
MOAU(UITUPOBAHHBIC JIUATHOCTUYECKHE KPUTEPUU AMArHO3a, PACIIMPEHHBIE 3a
CUET BHECEHHUS psJia JIepMATOJIOTMUYECKUX, HEBPOJOTUYECKUX U JIaDOPaTOPHBIX
MPU3HAKOB ¢ 0ojiee TOUHbIMU JeduHUIMAMU [26,27]. HoBble KpuTepuun o0agaroT
OombIIe 4yBCTBUTEIBLHOCTRIO (97%) m MeHbInen crnenubuaHocThio (84%) 1m0
cpaBHeHuto ¢ kputepusimu AKP 1997 r. (83 u 96% cOOTBETCTBEHHO), OJHAKO,
HECMOTpPS Ha HECOMHEHHBIE MPEUMYIIECTBA, HYXKAAIOTCS B JajbHeHIen
nopaboTke u Banumanuu [28].

Kiannuveckue nposisiennst CKB

Jna CKB xapaktepHbl MHOroo0Opasue KIMHUYECKHX MPOSBICHUM,
BApUAHTOB TEUEHUS U JeOI0TOB 3a00JieBaHMs, a TakXke BapuaOEIbHOCTD
KIIMHAYECKOW CHUMNTOMATUKH B Tepuoj OOJIE3HH, UYTO HEPEAKO BBI3bIBAET
JTUarHOCTHYECKHe TpyaHocTH (Tadi.2.) [16, 17, 23, 24, 25, 30].

Hapsiny ¢ Bepudukaiuein JTOCTOBEPHOrO JUArHo3a W IMPOBEACHUS
mudepeHInanbHOl TUarHOCTUKK BaxkHOoe 3HayeHue y OonbHbIX CKB wnmeer
YCTAaHOBJICHHE TPUYUHBI MMEIONIUXCS TPOSIBICHUN (aKTUBHOCTH 3a00JIeBaHUs,
COIYTCTBYIOIIAs TATOJIOTUS M BIUSIHKUE Tepanun) [28].

Taoa.2. Knuanyeckune nposiiaennss CKB

[Topaxxenue | AxtuBHas (asza ConyrcTByronias OcnoxHeHus
OpPraHoOB U CKB [IaTOJIOTUS JIEKapCTBEHHOMW TE€pAUU
CUCTEM

[Topaxkenue | «baboukay, Huddysnas anonenus Axne, ceinb (I'K);

KOXH HHAHTEMa, (runo@yHKIHS S3BEHHBIA CTOMATUT

(55-90%) KalWLISIPUT, IIIUTOBHTHOMN YKEJIC3bI) (MeToTpekcar), muddy3Has
SI3BEHHbIN Cetuaroe nuBeo, ajoneuus
CTOMATHT, XPOHUYECKHUE SA3BBI, (uuknodpochamun),
nuddy3nas KOXKHBIN HEKPO3, dboToaepmMaTuT




AJIOICIMA,

JIFOIYC-XEUITAT

JUTHTAJIbHAA

raurpeHa (APC)

(bTOPXUHOJIOHBI)

[Topaxxenue | KpatkoBpemenn | Ctoiikue cruOarenbHble MuonaTtuu (ITUuTeNbHBINA
OIIOPHO- 13171 KOHTPAKTYPHI, npuem 'K,
JBUTATENIb- | MUTPHUPYIOIINI | apTpomarus JKaky TUTIOJTATIAIEMAYECKUAX
HOTO apTpuT MeNKUX | (hbuOpO3HBIE IPOIIECCHI) npenapaTon)
arapara CycTaBOB KUCTH, | CTOMKHUI MOHOAPTPUT
(80-90%) IPEXOIATITNE KPYITHBIX CyCTa-
crubarenbHble | BOB (MH(EKIIMOHHBIM
KOHTPAKTYpHI, apTpuT)
MHUO3UT
[Topaxxenue | Ilnepur (wame | TOJIA, nerounas Penko —
nerkux (15- | AByCTOpPOHHMIA), | TUIIEPTEH3US, OCTPBII VHTEPCTULIMATIBHOE
50%) OCTpBIN pecnupaTopHbIi MOPAXKEHUE JIETKUX
MTHEBMOHMUT, TUCTPECC-CUHIIPOM (mukiodochamu)
JIETOYHbIE B3pOCIIBIX,
(anmbBEO- BHYTPHUAJIbBEOJISIPHBIC
JISIPHBIE) JIETOYHBIE KPOBOU3IHSHHUS
reMopparuu (ADC)
ITneBMOHMU,
OJHOCTOPOHHUM TIJICBPUT
(TyOepkynes)
ITopaxxenue | Ilepukapaur, Penunusupyromue Muoxkapauoauctpodus,
CepAECYHO- MHOKAp/IUT, TpOMOO3HlI, Al', paHHUI aTepOCKIEPO3
cocyiu- HHIOKAPAUT Oopa)KeHUE KIIAMaHHOTO [TepukapauT (BUPYCHBIH,
CTOMU JIumbana— anmnapara rpUOKOBBIH,
CUCTEMBI Cakca, cepaua, NopaKkeHue TyOepKyse3HbIi) Ha QoHe
(50-80%) BTOpUYHAs MHOKap/ia 3a CYeT UMMYHOCYIIPECCHBHOM
apTepuasbHas MUKPOLUPKYJISITOPHBIX Tepanuu
runepre3us (y | HapyLIEHUH,




OOJIBHBIX C

BHYTpUCEPICUHBIN

TJIOMEpYIIOo- TpoM603, Al', nerounas
HepuTom), runeprensus u ap. (ADC)
BACKYJIUT, [lepukapauT (BUPYCHBIA,
aTepOCKIEPO3 TPUOKOBBIH,
TyOepKyJie3HbIi) Ha (hoHE
MMMYHOCYITPECCUBHOMN
Tepanuu, HHPEKIIMOHHBIN
SHJOKapINUT
[lopaxxenue | SI3BeHHBIN TpomM603 cocy10B SI3BeHHOE TOpakeHUE
KKT(50%) | cromarur, KUIIICYHUKA, KKT, mankpeatur,
dbapuHrur, cunapom banna—Kuapw, JIEKApCTBEHHBIN MEMAaTUT
JUCIIENICUYECKN | OKKITFO3UU
€ HapylLICHMS, IICYECHOYHBIX BEH,
acIur, HOYJISIpHAs
a0JIOMUHAJILHBIN | TUTIEPIUTIA3Us TIEYCHU
KpH3, (ADC)
IIEPUTOHMUT, BupycHslii renarur,
MaHKpeaTur, XOJICUUCTUT
BaCKYJIUT
COCYZI0B
KHUIIICYHUKA
[Topaxxenue | Bonmuanounsiii | Tpom0O03bI cocy10B I'eMopparnyeckui IUCTHUT,
nouek (35- | rmomepynonedp | mouek, Al' (ADC) aHaJIbreTUYeCcKast
90%) UT [Tuenonedpur HepomnaTus
ITopaxxenue | Bomyanounslii | TpansutopHsie PaznpaxxurenbHOCTS,
HHC (10- 11epeOpPOBACKYIIH | HIIIEMHYECKHUE aTaKH, SIUCUHIPOM
80%) T UHCYJIBT, CYyJIOPOKHBIC (aMUHOXMHOJIMHOBBIC
Paznuunbie NIPUTIAJKH, POU3BOJIHbIE),

mud¢y3HbIE U

MUTPCHb, KOTHUTHBHAA

ACENITUYECKUIT MEHUHTHUT




OYaroBbIe nucyHKIUs, (nbymnpoden,
dbopmbI Xopest, TOTIePEeYHBIHA CYJIMH/IAK); TICUXOTHYECKHE
MOpaXKeHUs MUEJIUT, PACCESHHbIN peakuuu (I'K);
ckiiepo3 (ADC) sHIe(DaTonaTHs
MenuHrut, adcuecc (6apOuTypaThl, aTKOTOJIb,
Ty6epkyne3 (MHOEKIIUA) | aHTUICTIPECCAHTHI) U JIP.
KpoBeTtBOopH | AHemus, AHnemusi (KpoBoIoTepsi), Paznuunbie uronenun
ast JeKOTIeHus, neitkoruTo3 (MHdpekus), | (MUTOTOKCUKHU —
cucrema (50- | numdoneHus, auM@onuTo3 JICUKOTICHMUS;
85%) ayTOMMMYyHHas1 | (TyOepKyJe3) AHTUKOATYJISTHThI —
TpOMOOIUTONIEH | AyTOMMMYHHAas TPOMOOITUTOTICHHS] )
us (CUHAPOM TeMOJINTUYECKAS
Bepasroga) aHeMus,
tpombOonuToneHus (ADPC)

CKB moxetr maHudecTupoBaTh C OJHOTO WJIH JIBYX CHMIITOMOB, OJHAKO
JUTSL pa3BepHYTON KapTHUHBI O0JIE3HU XapaKTepHO mosmoprannoe nopaxenne. CKB
OOBIYHO HAYMHAETCS C OJHOTO WJIM HECKOJBKUX CIEIYIOUUX CHUMITOMOB:
HEOOBSICHUMOU JIUXOPAJAKU, TMOXYJIaHUsS, aHEMHH, apTPUTA, TMOPAXKEHUS KOXKH,

dbenomena PeitHo, cepo3WTOB, IIOYCYHOM IIaTOJOTUHM, HEBPOJOTHUCCKUX

HapymeHud (CyZOporHn WM TICHX03), PEIUIUBUPYIOIIUX TpPoMO030B [5].
OtrmuuurtensHoil yeptoit CKB siBnisieTcs BbIpaskeHHash BapuadeNbHOCTh MTPU3HAKOB
KaK y pa3HbIX OOJIbHBIX, TAK U Yy OJHOTO M TOTO K€ MallMeHTa B Pa3HOE BpeMsl.
CKB mnpucyme MHOTooOpa3uWe HE TOJbKO KIMHUYECKUX MPOSBJICHUN, HO U
BapuaHToB TeueHus. Kmaccudukanus CKB BxirowaeT ompeneneHue BapuaHTa

TedeHUs1 O0JIE3HU B 3aBUCUMOCTH OT XapakTepa ee Hadaa (0CTpoe, MOA0CTPOC UITH

nepBUYHO-XxpoHuyeckoe). OcTtpoe TeueHue 3ab0JieBaHMS — XapaKTEepU3yeTCs

OBICTPBIM PA3BUTHEM MYJIbTUOPTaHHBIX MPOSIBICHUI, BKIOYAs NOPAKEHUE MTOYEK

n [HHC, wu BbBICOKOW HMMMYHOJIOTUYECKOM aKTUBHOCTBHIO. (CoueTaHue




CHelM(PUUECKUX KINHUYECKUX CUMITOMOB U JIAOOPATOPHBIX MapKEPOB MO3BOJISET
c OobIIO0 10sIel BEPOSITHOCTH MOCTAaBUTh JOCTOBEPHBIN TMArHO3 YK€ Ha paHHEH
cranuu 3aboneBanus. llpu mnogoctpom TeueHMM B JeOr0Te  HAOIIOJAIOTCS
KOHCTUTYIIMOHAJIbHBIE CHUMITOMBI, HECMEUU(UIECKOE TMOPAKEHUE KOXU U
CyCTaBOB, MHTEHCUBHOCTb KOTOPBIX TO YCWJIMBAETCS, TO YMEHbIIAETCA. TUIMYHAS
IIOJINCUHJIPOMHAS KapTHHA MOSIBJISIETCS yepe3 2—3 roja, Mo3TOMY Ha HadajlbHBIX
sramax Bepudukanus auarHoza CKB 3atpyanena. Ilpu ganHoM Bapuante
muddepeHIMaTbHbIA JUarHo3 B e010Te, KaK MPaBUIIo, IPOBOAUTCA C PA3IMYHBIMU
peBMaTUYECKUMH (peBMaTOUAHBIA apTpuT — PA, peakTuBHbI apTpuT — PeA,
JIPyTU€ CUCTEMHBIEC 0O0JIE3HU COCIMHUTEIIBHOW TKAaHM), KOKHBIMHU 3a00JI€BaHUSIMU
U Ap. g nepBUYHO-XpPOHUYECKOTO BAPUAHTA TEUYECHUS XAPAKTEPHO IUJIUTEIIBHOE
IIPEBAIMPOBAHUE OJHOTO WIM HECKOJIBKAX CUMIITOMOB: JTUCKOWIHBIX BBICBIIIAHUM,
¢eHomena PeiiHo, apTpura, CyAOpPOXKHOTO CHUHAPOMA, TE€MaTOJIOTHYECKUX
HapylieHud, cuHapoma lllérpena. MHOMKECTBEHHBIE OpraHHBIE ITOPAKECHUS
nosiBisiroTest Kk 5-10-my rtomy Oome3num. Takue mamueHTH, Kak MPaBUIIO,
HaOMIOJAaoTCd  BpadyaMM  JPYTMX  CIELUAIBHOCTEH —  J€pMAaToJIOTaMHy,
reMaToJioraM, He(dpoJioraMH, HEBpOJIOraMd — W MONaJalT B TOJIE 3pPEHUs
pPEBMATOJIOTOB  TOJBKO MpH  TOsIBIIEHMH  pa3BepHyTtod kaptuHbel CKB.
OkoHYaTeNbHBI JUArHo3 HEPEIKO CTAaBUTCS JIMIIb B IPOLECCE JUIUTEIBHOTO
HaOmoaeHus. IlepBUYHO-XpOHMYECKUI BapHaHT TeYeHUd Haubosiee YacTo

HaOmonaercs npu couetannu CKB u Bropuunoro AOC.

JlaGopaTopHble UCCIeI0BaHUS.
[Tpu npoBenennn 1a00PATOPHBIX UCCIIEIOBAHUIN BBISBIISIOT:

1. OGruit aHaM3 KPOBU:

- yBenudyenue COD yacto Habmomaror npu CKB, HO naHHBIA MpHU3HAK TIJIOXO
KOppeNIupyeT C aKTUBHOCTHIO 3aboneBanus. HeoObsicHumoe yennuenue COD

yKa3bIBAeT HAa HAJMUNE UHTEPKYPPEHTHON NH(DEKIINH.



- neiikorieHus (OOBIYHO JUMQOTICHHS) aCCOIMUPYETCS C  aKTUBHOCTHIO

3200JI€BaHUA.

- TUIOXPOMHAs AaHEMHsS CBA3aHA C XPOHUYECKHUM BOCHAJIEHHEM, CKPBITHIM
JKETyIOYHBIM KpOBOTE€UYEHHEM, INpuemMoM HeKoTopbix JIC. YacTto BBIABISIOT
JErKyl0 WM YMEpPEHHYI0 aHemuio. BelpaxeHHyo KymOC-TI0I0XHUTEIbHYIO
ayTOMMMYHHYIO TE€MOJIMTHYECKYIO aHEeMHUI0 HaOmogatoT MeHee dem y 10%

OOJIbHBIX.

- TPOMOOILUTONECHUIO OOBIYHO BBIIBISAIOT y manueHToB ¢ ADC. OueHb peako
pa3BUBAacTCsl ayTOMMMYHHasi TpOMOOIMTOINEHHUsI, CBsizaHHasi ¢ cuHTe3oM AT K

TPOMOOLIUTaM.

- yBenuuenue CPB HexapakTepHO, OTMEYalOT B OOJBIIMHCTBE CIy4yaeB IpH
HaJIMYUHM COMYTCTBYIOIIEW WH(MEKIMU. YMEpPEHHOE YBEIUYEHUE KOHILIEHTpalUWu

CPb (< 10 Mr/mi) accoruupyeTcsi ¢ aTepOCKIECPOTUIECKUM MOPAKEHUEM COCYJIOB.
2. O0mumit aHaIM3 MOYH:

- BBIABIAIOT NPOTEUHYPHUIO, FEMATYPHIO, JIEMKOLUTYPHUIO, BBIPAXKEHHOCTH
KOTOPBIX 3aBUCUT OT KIMHUKO-MOP(OJIOrHYECKOr0 BapHaHTa BOJIYAHOYHOIO
He(dpuTa.

3. buoxumMmuueckue UcCciea0BaHuA:

- W3MCHECHHMS OMOXMMHUYECKHMX IIOKa3aTeled HecnenuuuHbl W 3aBUCAT OT
npeoOJIalaloIero MOPaKEHUST BHYTPEHHUX OPraHOB B Pa3IMYHBIC TEPUOJbBI

OO0JIE3HH.
4. IMMyHOJIOTUYECKHUE UCCIICIOBAHUS:

[Ipn CKB HaOII01aeTCs TUIIEPIIPOYKIUS LIUPOKOTO CIIEKTpa
OpPraHoCHEM(PUUECKUX ayTOAHTUTEN K pa3IMYHbIM KOMIIOHEHTAM siipa C

(I)OpMI/IpOBaHI/IeM HNMMYHHBIX KOMIIJICKCOB U PA3BUTUCM UMMYHOBOCHAIUTCIIbHOT'O



MOBpEXACHUS BHYTpeHHUX opraHoB. [Ipu oboctpenun CKB runeppeakTHBHOCTD
B-1uM@ounuToB mpUBOIUT K MPOAYKIIMU MHOXKECTBAa ayToaHTUTeN. Tonbko y 5%

o0onpHBIX CKB AHA He onpenenstoTcss B JMarHoOCTUYECKUX TUTPAX.

- Aatunykiieapubiil pakrop (AH®D) onpenensiercss Ha nepBOM 3Tare TECTUPOBAHUS
Ha AHA. AH® — COBOKYNHOCTh ayTOAHTHUTENI K Pa3JIMYHBIM KOMIIOHEHTaM sijipa
KJIETKHM, TeTEepOreHHasi MOMYJSUs ayTOAHTHUTEIN, PEarupyrolux ¢ pa3IudHbIMU
KOMITIOHEHTaMu kieroyHoro siapa. AH® BwusBisitor 'y 95% Oonsaeix CKB
(OOBIYHO B BBICOKOM THUTPE); €ro OTCYTCTBUE B TMOJABISAIONIEM OOJIBIINHCTBE

CJIy4aeB CBUJECTEIIbCTBYET NMPOTUB auarno3a CKB.

- antunykieapubie AT. AT x nBycnupanbHoi (HatuHo¥) JIHK (antu-JIHK)
orHocutenbHO crnenuduunsl ans CKB; BeusBisitor 'y 50-90% O6onbabix. AT K
TUCTOHaM, 0oJiee XapaKTepHBI JUIs JIEKapCTBEHHOU BoiyaHkU. AT K Sm-aHTUTEHY
(artu-Sm) Boicokocnenuduunbl s CKB, HO ux BbIBISAIOT TOdbKO y 10-30%
naneHToB; AT K MallbiM SiIEpHBIM PUOOHYKIICONMPOTEUAaM 4Yallle BBISBISIOT Y
OOJBHBIX C MOSBJICHUSIMU CMEIIAHHOTO 3a00JI€BaHUsl COeMUHUTENbHON TKaHu. AT
K Ro/SS-A antureny accoumupyroTrcsi ¢ JUMQOINEHUEH, TPOMOOIUTONIEHUEH,
dbortoaepmatuTom, n€rounbiM ¢udpo3om, curapomoM Illerpéna. AT x Ls/SS-B

aHTUTEHY 4acTO OOHAPY>KUBAIOT BMECTE C aHTH-RO.

- adJI, N0XHOMOJOXWUTENbHAS  peakuuss Baccepmana,  BOJYaHOYHBIN

aHTuKoaryissuT u AT K kapauonununy — sadopatopHbsie mapkepbl ADPC [1, 7].
Jpyrue nabopaTopHbIe HAPYIICHUS

Y MHOTHX OOJBHBIX OOHAPYKUBAIOT TaK HA3BIBAEMBIC BOTYAHOUYHBIC KICTKH
— LE (ot lupus erythematosus) xnerku. LE-kmeTrka mpencraBiser coOoid
HEUTpOPHUII WJIM MOHOUUT C KPYINHBIMH TOMOIE€HHBIMH 0a30(UIbLHBIMU
BKIIIOUEHUSIMU  (DarOIMTHUPOBAHHBIX SZIEp Ppa3pyLIEHHBIX KIETOK. JlaHHBIN
dbenomen obOycnmoBieH oOpasoBanmeM AHA xmacca IgG k JIHK-rucronoBomy

komruiekcy. Ilpu okpacke no PomanoBckoMy amop(dHbIE TOMOTE€HHBIE BKIIOUEHUS



OBAJILHOM MIIM OKpyryiol (opmbl B nurtomnasme LE-kmeTku okpamimBaroTcs B
¢uoneroBo-munoBsiii 1BeT. Kpome LE-kinerok B mpemapaTe MOKHO HaOIIOIaTh
CBOOOJIHOE SIZIEPHOE BEIIECTBO (M€MaTOKCUIIMHOBBIE Telblla XaprpeiBca),
npecTaBisiioniee coboil HeparoUTHPOBaHHBIE OOJOMKHU SJEp pPa3pyIICHHBIX
KJIETOK, a Takke (EeHOMEH pO3eTKH (CKOIUICHHME HEUTPOPUIOB BOKPYT
BOJTYAaHOYHBIX KIJIETOK). TakKe ONpeAeNsioTcs UIHUPKYIUPYIOIMUEe HMMYHHbIE
KOMILIEKChl, P®D, HO KIMHUYECKOE 3HAYEHHE ATUX JIaDOPATOPHBIX HApyLIEHUMN
HEBEJIMKO. Y OOJIbHBIX C BOJIYAHOUHBIM HE()PUTOM HAOIIOJAIOT CHUXKEHUE 00IeH
TEMOJINTUYECKON AaKTUBHOCTH KOMIUJIEMEHTAa W €ro OTIEIbHBIX KOMIIOHEHTOB,
KOppenupylolmiee ¢ akTUBHOCThIO Hedpurta. YcraHoBiaeHo, uto LE-tect
OTJIMYAETCS OTHOCUTENIBHO BBICOKOW CHEHU(PUYHOCTHIO, HO JAOCTATOYHO HU3KOU
qyBCTBUTENbHOCTRIO [3]. Peaknus ma AHA xapaktepusyercs 0Oojiee BBICOKOU
YyBCTBUTEIBHOCTHIO, HO HECKOJIBKO MeHbIeH crenupuyHocTeio. B coctaB AHA
BXOJUT HECKOJIBKO ayTOAHTHUTEN, U3 HUX B quarHoctuke CKB Hanbonee BaxHbIMU
saBIsi0TCA aHTH-H/IHK, nMeroniue 1uarHocTUYeCKOe 3Ha4€HUE, B COOTBETCTBUM C
kputepueM Ne 10 (ummynonorundeckue Hapymenus) CKB, npennoxxennsim ARA
(1982, 1992). luarnoctuueckas nieHHOCTh omnpeaeneHuss antu-u/lHK Bo mHOrOM
3aBHCUT OT UYBCTBUTEIBHOCTU U CHEUU(UIHOCTH MCIIOIb3YyEMbIX TECT-CHCTEM. B
KauecTBe CKPUHUHTOBOro Meroja B paHHell nuarHoctuke CKB menecooOpaszHo
UCIOJIb30BaTh onpezaenenne anTu-HIHK kak Gosiee 4yBCTBUTENIBHOIO MOKA3aTeNs
no cpaBHeHuto ¢ LE-penomenom. Opnako, yuuThiBas 0o0jee BBICOKYIO
cnenuUYHOCTh TOCIEIHEro, MpU OJHOBPEMEHHOM IPOBEICHUM JIBYX TECTOB

JOCTUTAETCS MOBBIIICHUE TOYHOCTH auarnoctuku [4, 10, 11, 14].

JAuddepenunanbHas IMArHOCTHKA.

B panneit cragum Oonesnu nud@epeHIHaNbHbIl UarHo3 MPOBOMAST C
pPEeBMATOMAHBIM  apTpuToM  (Tabmn.3.),  JepMaTOMHO3MTOM,  CHUCTEMHOM

CKJICpOICpPMHUEH, M30IMpOBaHHBIM cHHApOoMoM Peiino [5, 6, 12, 19, 22].



Ta6,a.3. OTan4nst XxpOHUYECKOro NMOJIMAPTPUTA MPU CUCTEMHOM

KpacHO# BOTYAHKE OT PeBMAaTOMIHOI0 APTPUTA

[Ipu3Haku CKB PA
XapakTrep NOpaKeHUs CyCTaBOB Murpupyromui IIporpeccupyrommit
YTpeHHsAs1 CKOBAHHOCTh Hexapakrepna Bripaxkena
[Ipexonsue crubaTenbHbIE XapaxkTepHsl Hexapakrepnsl
KOHTPAaKTYypbI
Hedopmarius cycTaBoB MunumanbpHas NO34HAA  |3HAYUTENIbHAS
Mexanusm pazputus negopmanuii |[IpenmyiecTBeHHOE Hectpykius
IIOPaXKEHHUE CyCTaBHBIX
CYXOXKUJIBHO- MMOBEPXHOCTEN
CBSI30YHOI0 ammapara 1
MBIIIII]
Hapymenue pyHkimm He3nauntenbsHoe 3HAYUTEIBHOE
Dpo3un KocTen Hexapaktepnbl Tunuanb
AHKHUIIO3bI HecgolicTBeHHBI XapakTepHsl
Mopdonoruueckast kapTuHa [Tomoctpelii CHHOBUT ¢ | XpOHUYECKUH
SIACPHOU MATOJIOTHUEN TUNEPIIACTUYECCKU I
CHUHOBHUT C
oOpa3oBaHHEM
MTaHHYyCa
PeBMmarouHbIi (hakTop Henocrosinen, B Hu3kux |CTOMKHIA, B

TUTpax y 5—25% 60:1b-

HBIX

BBICOKMX TUTPAX y

80% OO0JILHBIX

IHonoxurenpHblil LE-KI1€eTOUHBIN

TCCT

VYV 86% 00IbHBIX

YV 5—15% O0nBHBIX




Jlns ycranosnenus nuarsoza CKB noMumo nepeduciaeHHbIX KIMHUYECKUX
U J1a0OpaTOPHBIX MPU3HAKOB OOJIBIIOE 3HAYEHUE HMEIOT MOJIOJO0M BO3pacCT U
»eHckuit oyl UHorna nuddepeHnmanbHblid TUarHo3 T0JDKEH TaKKe MPOBOIUTHCS
Cc TEMOJIMTHYECKON aHEMHEW, TPOMOOIUTONEHUYECKOM ypIypou,
UIINOMIAaTUUYECKON TPOMOOITMTOTICHUEH, 00JIE3HBIO [Hlennerina—I eHoxa,
CUCTEMHBIM BaCKYJUTOM, JIUM(POMOHU, JEHKO30M M APYyrUMH 3abosieBaHHsIMU. B
MOCJIE/IHEE BpeMsl CTajla OYEBHJIHOM HeoObxoaumocTh auddepenuuposars [HTHC-
monyc ¢ cuaapoMoM CHemoHa, aHTudocPoOIUUIHBIM cUHIApoMoM [5, 29]. B
psane ciaydaeB HeoOXxomuM nuddepeHIHabHBIA UAarHo3 ¢ OakTepuagIbHBIM
SHIOKAPUTOM,  MEHUHTUTOM  Pa3IMYHOM  DITHOJIOTHH,  TyOepKyJe3oMm,
CapKOUI030M, CBIBOPOTOYHOM 00JIe3HbIO, AHTMOUMMYHOOJIaCTUYECKON
nuMdazeHonaTue, apTpUTOM IMPHU JaliM-00ppenno3e W CHUHIPOMOM MpUodpe-

TEHHOT0 UMMYyHoedunuTa (Tabdn.4.).

Taou.4. 3a00/1eBaHus1, C KOTOPLIMH HanOoJ1ee YacTo N depeHunpyOT

CKB
PeBmarnueckue Nudexnmonnsie Jpyrue 3a0oneBanus
3a0o0neBaHus 3a00neBaHus
Panunii PA Jlaitm-60ppenno3 BocnanurensHbie
3a00J1€BaHUs KUILIEYHUKA
FOBeHUBHBIM Tybepkyine3
XPOHUYECKUHA apTPHUT Nnuonatnueckas
NudexumoHHbIi
TpOMOOIIMTOTIEHUYECKas
CucremHble MOHOHYKJIE03
IIyprypa
BaCKYJUTHI
BUY-undekius
JlumdponponudepaTuBHbIC
dubpomuanTus
Cudunuc OITyX0JIn
Cucremnas
[enatuThl Capkonios
CKIIEPOJEPMHUS
BupycHble apTputhl | 11aPaHEOMIACTHIECKHH
Nnuonarnueckue

CUHAPOM




BOCIIAJIMTCIIBHBIC

MHOIIaTHNHA

[TepBuunbiii ADC

JlekapcTBeHHas

BOJIYaHKa

Hubdepenunansuas nuarHoctuka CKB  f1omkHa OCHOBBIBAaTbCA — Ha
TIIATEIbHOM CcOOpe aHaMHe3a, JEeTaJbHOM KIMHUYECKOM  OOCIIEJOBaHMH,
IPOBEJCHUH HEOOXOIUMBIX JIaDOPATOPHBIX M HHCTPYMEHTAJIbHBIX METOJIOB
JNWAarHOCTUKHM,  HUCIIOJb30BAHUM  CTAHAAPTU3UPOBAHHBIX  JUArHOCTUYECKUX
KkputepueB. CXOIHBIE IPOSBICHUS BCTPEYANOTCS IPU PA3JIMYHBIX COCTOSHMSX,
OJITHAKO BCETJa MOYKHO OOHApYyKUTh MPUHUIUIHUAIBHBIE PA3IU4Usil U OCOOCHHOCTH,

MpUCyIMe KOHKpETHOMY 3a00JeBaHuto (Tab.5.).

Taodu.5. Cxoacro u pazanuus CKB n HekoTOpBIX 3a00/1€eBaHuil

3aboieBanue Cx0acTBO Paznmuuus ¢ CKB
PeBmaTonHbIi [IpeumymecTBeHHOE [Topaxxenue cycTtaBOB HOCUT
apTpUT MOPAXKEHUE KEHIIUH, CTOMKHUU MPOTPECCUPYIOLINN
CUMMETPUYHBIN Xapakrep.

MOJIMAPTPUT METTKUX
CyCTaBOB KHCTH,
BHCIIEpAIbHBIC
IPOSIBJICHUS
(IMTUTANBHBIA APTEPHUHT,
MOJINCEPO3UT,
nopakeHue Mmovex). Y
25% OonbHBIX PA

BBIABJIACTCA




noJ1oxkuTenbabiii AHO.

Cungpom Ctmia

B3POCJBIX

ApTpuT, MUaIIus,
BBICOKAsI JIMXOPAJIKa,
MaKyJonamnyiaé3Has
CBIIIb,
nuMQoaaeHonaTus,

CINICHOMCT AJIns, CCPO3UT

B nepuon aktuBHOCTH
HEUTPODUILHBIN JIEHKOLMTO3 (a
He seiikonenus kak npu CKB),
AH® orpunarensssiid. Koxnsie
WU3MEHEHHUS HOCSIT
KPaTKOBPEMEHHBIN XapakTep,

ABJLIACH CATCIIMTOM JIMXOPAAKH.

bonesnn Jlaiima

OcTtpblil, HEPEIKO
PEUUIUBUPYIOIINI
MOHO- WJIA OJUTOAPTPUT
B COYETAHUH C KO)KHBIMHU
W3MEHEHUSIMU,
HEBPOJIOTUYECKOU
CUMITOMATHKOM,

MUONEPUKAPAUTOM

CucremMHusie

BAaCKYJINTBI

JIuxopanka, nopaxxeHue
KOJKH, CyCTaBOB, MOYEK,
LEHTPAJIbHON HEPBHOM

CUCTEMBI, JIETKUX

Yariie 00JICIOT MY>KYUHBI (32
UCKJTFOYEHUEM
Hecrnenuduueckoro
aoproaprepuunta). Hepenko
TPUTTEPOM SIBIISICTCSI HH(EKITHS
(BuUpycHas1, OaKTepuaibHas).
KnrHnueckas cuMnToMaTnka
OTIPEICIISICTCS UIIIEMUYECKUMU
U3MECHEHHUSIMU B OpraHax H
TKaHSAX BCJIEJCTBHE BOCTIAJICHUS
Y HEKPO3a COCYIMCTON CTCHKH.
[TopaxeHnue HEPBHOM CUCTEMBI
IPEUMYIIECTBEHHO B BUJIE

MHOKCCTBCHHBIX MOHOHCBPHUTOB.




JletikoTo3, TPOMOOIIUTO3,
M1OJIOKUTEIbHEIE
AHTUHEUTPO(PHIIbHBIC

OUTOIINIA3MAaTHYCCKUEC aHTUTCIIA.

Cucremnas CumMMeTpUYHBII TunuyHble U3MEHEHUS KOXKU U
CKIIEPOJEPMHUS MOJIMAPTPUT, (PEHOMEH MOJIKOKHOM KJIETYATKU
Peitno, monucepo3ur, (ymiotHenwme, arpodus,
KOHCTUTYLIHOHAJIbHBIE HapyUICHUS TUTMEHTAIUN);
HapyLICHUS cycTaBoB (npeobiasanue
(UOPO3HBIX U3MEHEHHUI ),
KEJTyTOYHO-KHIIIEYHOTO TPAKTAa,
PEHTI€HOJOTMYECKUE TPU3HAKU
(ocTeonus, pe3opOIrs KOHIEBBIX
dananr), KaabIIUHO3 MATKUX
TKaHEU
BupycHslie [Topaxxenue koxu u ONUAEMUOIOTUYECKUI aHAMHE3.
apTPUTHI CIM3UCTBIX (PHAHTEMA, Camonpou3BOJIBHBIN perpecc
AK3aHTEMA), IMXOPaJKa, | KIMHUYECKOH CUMITOMATHKHU.
CHUMMETPUYHBIN
NOJIMAPTPUT, UUTONIEHUN
3nokauectBeHuble | [loamapTpuT, IeBpHUT, Bo3spact GosibHbBIX (yatie
HOBOOOpa30BaHUs | JINXOpaaKa, MUO3UT, noXuibie). Pe3ynbTaTel
KOHCTUTYILIMOHAJIbHbIE OHKOTIOMCKA.
HapyIICHUS,
MOJIOKUTEIbHBIN AHD,
aHEeMHUs, YCKOPEHHOE
CO3
Cunzpom [TommapTpuT, KOKHBIM JInuTenpHbI TpUEM
JIEKapCTBEHHOMN CUHIPOM, JIEKapCTBEHHOT'O CPE/ICTBA,
doroceHcuOnIM3aIms, CIIOCOOHOTO MHAYILIUPOBATH




ITOJIMCEPO3UT, (aHTUTUNIEPTEH3UBHEIE,
JMXOPaaKa, JICUKOIIEHUS, | aHTUAPUTMUYECKUE,

1onouTeNbHbli AH®, | MpOTUBOCYAOPOKHBIE

oanocnupanbHoit JIHK OpaJIbHBbIC KOHTPAIICIITUBHI ).
Penxo BcTpeuaercs Tsxenoe
nopaxenue nouek u [{HC,
TpoMOouuTonenus. [Tocne
OTMEHBI JIEKAPCTBEHHOTO

CpCACTBA KIIMHUYCCKAsA

TeueHue 4-6 HeIelb
(nonoxutenbHbii AH®

COXpaHSIETCS JI0 TO/a).

BOJIYaHKH renaToCiICHoOMEraiusd, BOJI‘IaHO‘IHOHO,HO6HbIﬁ CUHAPOM

LE-kneTku, anTuTeNa K | pemnapaThl, Cyab(paHUIaMUIbI,

CUMIITOMAaTHKa PErPECCUPYET B

Oo6napyxeHo cxoactBo uMMyHHBIX Hapymenuit nmpu CKB u CITMJ. Tak
JUIs. 000ux 3a00JieBaHUN XapaKTEepHbI JTUM(OLMTONECHUS, CHUKEHHE KOJIUYECTBA
T-xenmnepoB, CHUKEHHE HUTOTOKCUYHOCTH, HapylleHUE (PYHKIIMM MOHOLUTOB U

akTuBaiusa B-nmumdonurapHoro cunresa, yeenmuuenue [IUK [13].

CKB HeoOxomumo Taxxke auddepeHnupoBatb ¢ aHTU(HOCHOTUTHIHBIM
cuagpomMoM (ADC) (tadi.6.). [Tpu HEKOTOPBIX 3a00JIEBAHUSIX, B TOM YUCIIE U TIPU
CKB, cucTteMHON CKIEpOAEPMHUHU, PEBMATOMIHOM AapTPUTE, 3JIO0KAYECTBEHHBIX
OITyXOJISIX, XPOHUYECKUX HWH(OEKIUAX BbIPAOATHIBAIOTCS aHTUTENA, CIOCOOHBIC
atakoBaTh (ochOIUNUIbI - KOMIIOHEHTBI KJIETOYHBIX MemOpaH [2]. ADC -
CUMIITOMOKOMILIEKC, B OCHOBE KOTOPOTO JIEKHUT pPa3BUTHE ayTOMMMYHHBIX
peakiuii ¥ MOSIBJICHUE aHTUTEN K IIMPOKO PacHpOCTpaHEHHBIM (HOChHOMUIUIAHBIM
JNEeTepPMUHAHTAM, TPUCYTCTBYIONIUM Ha MeMOpaHaX TpPOMOOIIMTOB, KIIETOK

OHAOTENUS, HEPBHOM TKaHW. Paznuuaror nepBuuHblii 1 BropuuyHbli ADC. Ilpn



nepsuuHoM ADC HeT nposiBiaeHU «(OHOBOT0» UMMYHHOTO 3a00JI€BaHUs, XOTS Yy
HEKOTOpbIX O00JbHBIX ¢ nepBuuHbIM ADC onpenenstorca antutena k JIHK B
BBICOKMX THUTpaxX, IOBBIIIAETCA COJEP)KAHWE IUPKYIMPYIOIIMX HMMYHHBIX
komiuiekcoB [20, 29]. ¥V HekoTopsix 00JbHBIX C nepBUYHBIM ADC c TeueHuem
BPEMEHM BO3HMKAIOT KiauHU4Yeckue npossieHus CKB wmm pasBuBarorcs apyrue
CUCTEMHbIE 3a00J€BaHUs COEIUHUTENbHON TKaHU. BTopuunbiii ADC sBusercs
OCJIO)KHEHUEM KaKOT0-IH0O0 Ipyroro «(QoHOBOTo» 3a00JieBaHUs, Yalle BCETO —
CKB. J[luarHocTH4YecKu€ KpUTEpUH MNEPBUYHOrO U  BrOopuyHoro ADC

Mpe/cTaBieHbl B Tabnuiax (Tabdmn.7., Tabi.8.).

Tao6..6. IIposiBaenusa AD®C, umutupyromue CKB

Jlokanm3zanus Bo3Mo:xHbIE TPOSIBJIEHHMS, ACCOIUMPOBAHHbIE C
adJI
HepsHas cucrema TpaH3UTOPHBIC UILIEMUYECKUE aTAKU, HHCYJIBT

OcTtpas uiemMuyeckas 3HiedanonaTus
[{eHTpanbHbI BEHO3HBIH TPOMOO3

Onuiencusi, MUTPEeHb, XOpes, PACCESHHBIA CKIIEPO3,

MIOIIEPEYHBIN MUECIIUT, BHYTPUUYEPEIIHAS TUIIEPTEH3US
Cunpapowm I'mena—bappe

IloTeps ciyxa, 3peHus

IIpexoasias amHe3ust

[TapkUHCOHU3M, JEMEHIIUSI, IeTTPECCUs, TICUX03

Koxka CeTyaToe IUBEO

SI3BBI KOXXH, TaHI'pE€HAa, HEKPO3




KosHsble y3enku
TpomOodaedut
ITonHOrTEBBIE TEMOPpPAruu

Cungpowm Jlero, anerogepma, KOKHBIE Y3€IKU

Cepneuno- [lopaskeHne KJIaMaHHOTO arapaTa cep/ia
COCYIHUCTasi CUCTEMA
BuyTpucepeunsiii TpoM003, KapIMOMUOTIATHS

[TopakeHne KOpOHAPHBIX apTepue

ATepockiiepos

[loukn ['unepren3us

TpoMO03bI MOYEHHBIX apTEPUIl U BEH

Jlerkue Jlerounas runeprensus, TOJIA
MUKpOCOCYUCTBIH JIETOYHBIN TPOMOO3
JlerouHble KanUJUISIPUTBI

AJBBEOJISIPHBIE TEMOPPATUH

KposeTBopHas TpombouUTONICHUS

cucTeMa
I'emonuTnueckasa aneMus

Hannoyeynuku Henomoranue, c1abocThb

Taou.7. InarnocTruueckune kpurepuu ADC

Juarnoctnyeckue kpurepuu AOC Jnarno3s

e PeruauBupyromiye cnontaddpie | Juartos onpeneneHHbi — npu
abopTHI

HaJIMYUU OBYX WUJIN Oonee




Benosnbie TpoMO03b1
ApTepualibHble TPOMOO3bI

S3BEI TOJIEHU

CeTyaroe JIMBEIO0

KINHUYCCKHUX HpO}IBJICHI/Iﬁ B
COYCTaHNH C BBICOKMM TUTPOM

anTuTen K pocomununam (ADJI)

Jlrnarno3 BEpOSITHBINA — IIPU

['emMonuTHueckas anemus
TpomOoUUTONICHUS

Bricokuii ypoBEHb B KPOBHU
antudochomunuanbix anturen 1gG u
IgM (Gonee 5 cranmapTHBIX

OTKJIOHEHUW OT HOPMBI)

HAJIMYHH IBYX KIIMHUYECKUX
MIPU3HAKOB U YMEPEHHOI'O TUTpPa
A®JI wnm py HAUTMYUHU OJHOTO
KJIIMHUYECKOTO MPU3HAKA U

BBICOKOTO TUTpa ADJI

cuHapoma y doabHbix CKB

Ta041.8. [lnarnocTruyeckue KpUuTepruu BTOPUYHOI0 aHTHGOCGHOTUIIHIHOTO

Kpurepun (KNMHUYECKUE POSBICHNSA) Jnarnos

1. TlepBuyHOE HEBBIHAIIMBAHUE OEPEMEHHOCTH OnpeieseHHBbIN

ADC
(O6omnee ABYX cily4aeB MOTEPH ILJI0/1Q)

- Oouee 2

2.PeunauBupytolue BEHO3HbIE TPOMOO3bI KIIMHTYECKIX
nposiienuit + aKA

3.PenuauBupytoiiye apTepuaibHble TPOMOO3BI ooxee 5 C/]

4. XpoHHYECKHUE S3BBI TOJICHEH Beposrprit ADC

5. CeTuaroe JIMBEIO

6.I'eMouTHyeckas aHeMMUS (Kymb6c-
MOJIOKUTEIbHAS )
7. TpoMOoIuTONIEHUS (KOTM4YECTBO

I xTUuHUYECKOE
nposiBienue + aKA
oonee 5 C/1 unu

2 KJIMHUYECKUX
nposiBiieHust + aKA
menee 5 CJI, HO




TpombouuToB Meree 100,000 B 1 mm®) 6omnee 3 CJI

3. COMHUTEJIBHBII

ADC

8.JIérounas runepTeH3us

9.1lonepeyHblii MUEIIAT

® HET KJIMHUYECKHUX
MIPOSIBJICHU,

(aKA) 6onee 5 cranmapTabIx Aesuarmii (CJ1) umeercst aKA Gosee
5CH

¢ | KIMHUYECKOE
nposiieHue + aKA
menee 5 CJI, Ho
6onee 3 C/

10.Hanuume AHTHKAPAUOJIUIIMHOBBIX AHTUTCII

CI[ - CTaHAapTHad ACBUAILIHA, aKA - AHTHUKAaPpANUOJIUIINHOBBIC AHTHUTCIIA

IIpu mposenennn auddepenuuanbHoil auarHoctukn CKB HeoOxomumo
IIOMHHUTB O JIEKAPCTBEHHOW BOJIYAHKE, KOTOpas BcTpedaercs npumepHo B 10 pas
pexe, uem CKB [8]. B mocneqnee BpeMsi CIUCOK MpenapaToB, CIOCOOHBIX BBI3BAThH
BOJIYaHOYHBIA CHHJIPOM, 3HAUUTENIbHO paciuupuics. K HUM OTHOCATCA B MEPBYIO
ouepeb AaHTUTUMIEPTEH3UBHbIC (TUApaia3uH, METWIA0NA); aHTUAPUTMUYECKUE
(HOBOKamHamMuz); MTPOTUBOCYAOPOKHbIE (AU(PEHUH, TUIAHTOMH) W ApYyrHe
CpEICTBAa: M30HUA3UJ, aMHUHA3UH, METHJITHOYPALUJ, OKCOJAOJUH (XJOPTAINIOH),
IUypeTHH, D-neHuminamMuH, cyibpaHWIaMubl, NEHUIWILINH, TETPALUKIUH,
opajbHble KOHTpauentusbl. [losToMy creayer TIATENbHO COOMpaTh aHAMHE3
nepe] Ha3HAYEHHWEM JIeYeHHs. MexaHu3M pa3BUTHUS JIEKAPCTBEHHOM BOJIYAHKHU
MOKET OBITh OOYCJIOBJIEH M3MEHEHMEM MMMYHHOI'O CTaTyca WM aJlJIepruyecKoin
peakuueil. IlonoXHUTENbHBIA  AHTUHYKJIEApPHBIA  (AKTOp  BBIABISAIOT  MpU
JIEKapCTBEHHOM BOJIYAHKE, BBI3BAHHOM IIpernapaTtaMyd IMEpPBbIX TpeX TPYIIIL,
nepeunciaeHHbix Bbime [14]. YacroTta oOHapy>KeHUsI aHTUHYKJIEAPHOTO (haKkTopa
MpU JIEKApCTBEHHOW BOJIYaHKE Bbilie, yeM npu uctuHHo CKB. I'mppanaszun u
HOBOKaMHAMHJIT OCOOCHHO CMOCOOHBI HHIYLHUPOBAaTh IMOSIBJICHHE B KPOBU
AHTUHYKJICAPHBIX, aHTUJIUMQOLMTAPHBIX, AaHTUIPUTPOLUTAPHBIX aHTUTEN. Camu
no cebe 5TU aHTHUTENa OE3BpPEIHbI W HCYE3AIOT NPU TMPEKpaAlICHUH IMpreMa

mpcemapara. I/IHOFI[a OHH IEPCUCTUPYIOT B KPOBH HECKOJIBKO MECAILICB, HC BbI3bIBas



HUKAKUX KJIMHUYECKUX CUMIITOMOB. [Ipy pa3BuTMM ayTOMMMYHHOTO IIpolecca y
HEOOJIBIIIOTO IIPOLICHTA OOJIBHBIX, UMEIOIIUX TE€HETUYECKYIO
IIPENPACIIONIOKEHHOCTh, PA3BUBACTCS BOJYAHOYHBIM CHHIPOM. B KimHHMYeckon
KapTUHE Mpeo0JIaaloT MOJUCEPO3UT, JIEro4yHas cuMmnromatuka. Habmromarorcs
KOXXHBIM CHHJIPOM, JIMM(aaeHonaTus, renaToMeranus, noauapTpur. B kposu -
TUIIEpraMMarioOyIMHEMHUs], JICHKONEH!s], aHTUHYyKiIeapHblil (akrop, LE-kneTku;
TecT Ha aHtutrena k HatuBHOM JIHK o00briHO oOTpunaTenbHBIN, YpOBEHb
KOMIUIEMEHTa HOPMAJIBHBIM. MOTYT BBIABIIATBCA AHTUTENA K OJHOCIHUPAIBHOU
JIHK, anTuTena x saepHoMy ructoHy. OTCYTCTBHE KOMILUIEMEHT(PUKCHUPYIOIINX
aHTUTEN OTYACTH OOBSCHSET PEIKOCTh BOBJEUEHHUS B Ipollecc Mmoyek [/]. XoTs
nopaxenue nouek u [IHC nHaGmromaercs penko, OJHAKO MOXKET pa3BUThCA INPHU
JUIMTEIPHOM W HAaCTOMYMBOM IPHUMEHEHUU IEPEUYMCIIEHHBIX BBILIE IPENApPaTOB.
MHorzaa Bce HapyILIEHHs UCYE3al0T BCKOPE M1OCIIE OTMEHBI IIperapara, BbI3BaBIIETO
00J1€3Hb, HO B pAJE ClydaeB NMPUXOAUTCA Ha3HauaTh KOPTUKOCTEPOUIbI, MOPOM
JOCTAaTOYHO JUIMTeNbHO. OnKcaHbl Ha (POHE MPUMEHEHHUS THApaja3vHa TAKEble
Cllyyal BOJIYAaHKM C TaMIIOHAJOM cCepAua BCIEACTBUE  IEPUKAPIAUTA,

nOoTPeOOBABIIIETO JICUCHHS B TEUCHHUE MHOTHX JieT [21].
JAByX3TanHblii aJropuTm BoisaBieHus AHA.

VY nmanueHToB ¢ MOJO3PEHUEM Ha CUCTEMHOE 3a00JIEBaHUE COETMHUTEIbHON
TKaHW PEKOMEHIYeTCsS  JBYXOTalHbId anropuT™ BbeiaBicHus AHA [10, 11].
CKpUHUHIOBBIM MeTOAOM onpeaenenuss AHA sBiugercs MeTon HenpsMon
ummyHodmoopecuennu (HPY®) [11]. AHA, obHapykeHHbIE C UCTIOIb30BaHUEM
HPU®, wHazpBatorcs AH®. Mertogq gaer BO3MOXHOCT IO TUTPY
MOJIYKOJIMYECTBEHHO OLIEHUTh PE3yJbTaT, ONpPENEIUTh THUI CBEYCHHS sapa M
LUTOIIa3Mbl B 3aBUCUMOCTH OT JIOKAJIU3alMK aHTUT€HHBIX CTPYKTYP, C KOTOPHIMU
B3aumojencTeyror AHA. [Ipyras rpymnma METOJOB CIY)KHUT I YCTaHOBJIEHUS
cneuupuyHocty AHA. OHu npenHasHaueHbl JJI9  BBISBICHUS AHTUTEN K
AKCTparupyeMbiM HykieapHbiM aHtureHam (OHA). B Hactosiiee Bpemsi s
BBISIBJICHUS AHA UCIIOJIb3YOTCS METOJT TBEp10(pa3HOTO DA,

PAANOMMMYHOIIPCHUIINTAINA, I/IMMyHO6JIOTTI/IHI‘ 141 cro Pa3HOBHUAHOCTH



(TaiHOMOTT WM AOTONOTT), METOOBl WMMYHOXEMWIIOMUHECIICHIIMH |
MYJbTUILIEKCHOTO aHanu3a [4, 11]. Ha nepBoM 3Tane y NallueHTOB C MOJA03PEHUEM
Ha CHUCTEMHOE 3a00JIeBaHHE COCIMHUTENIbHON TKaHU 11eJ1eco00pa3Ho OlpeiesieHre
AH® u antuten k DHA (MDA-ckpununr). [Ipu Beisinenun AH® onpenenstores
CIIEYIONIME OCHOBHBICE THIBI  CBEUEHHUS: TOMOTEHHBIN,  SIIPBIIIKOBBIH,
nepudepudeckuii  (KpaeBoil), TpaHYJIApHbIA (MATHUCTBINA), IIEHTPOMEPHBIA U
UTOIIa3MaTUYECKU (oTpuaTeNbHbIN TecT Ha AHA), npencrasienHbie Ha puc. 1.

B Hopme tutp AH® He npesimaet 1:80.

[Tomo3peHre Ha CUCTEMHOE 3a00JICBaHUE
COCIMHUTEILHON TKaHU

l

Ortan 1: AH® u anturena k JHA (MDA-ckpuHUHT)

A 4 A 4

AH® menee 1:80; AH® 6onee 1:80;
anTurena k DHA He W/WJIM aHTUTETIA K
Puc 0OHapyKEHbI 1 AHA y narmentqd OHA OOHApYXEHbl [TeMHOE
SAUUITYB A uuu/_l,yuII/ITeJ'IBHOﬁ TKaHAU (Jlaoa}}ub TI.IVI. IT CUaBT.

A 4

JlanpHenIee ncciaeI0BaHue Ortamn 2: mainomort AHA u
HeleIecoo0pasHo, antutena k HJJHK

CHCTEMHOE 3a00JIeBaHNE

COCJIMHUTEIbHON TKaHU
MaJIOBEPOSITHO




Merton tBepaodaznoro MDA gacto UCTIONB3YETCS B ONPEACTCHIUN aHTUTEN K
OHA (Sm, SS-A, SS-B, PHII, Scl-70, Jo-1) [10]. Ecnu Ha mepBom »Tame y
MAlMEHTOB C IOJIO3PCHUEM Ha CHUCTEMHOE 3a00JIeBaHUE COCIMHUTEILHOW TKaHU
onpeneneuue AH® metogqom HPU® u antuten x DHA meromom MDA nano
OTpUIIATEIIbHBIC PE3YNIBTAThI, JaJbHEHIIIEEe UCCIIEIOBAHNE HE MPOBOJIUTCS, TUArHO3
CHUCTEMHOTO 3a00JICBaHUS COCTMHUTEIBLHON TKaHU MajloBeposiTeH. Eciu momydeHsl
MOJIOKUTEIBHBIE PE3YJbTAThl MPU HKCIOIb30BAHUU OAHOTO WM OOOUX METOOB,
AHA BBISBISIOT MOATBEPXKAAIOIMMMHI TECTaMH BTOPOTo dTamna (puc.2.). YUuTheiBas
OOJIBIIYIO TUATHOCTUYECKYIO 3HAYMMOCTD, onpeserneHue AH® saBisieTcss oqHUM U3
OCHOBHBIX JIaDOpaTOpHBIX IIOKa3aTejel Ha TMEpPBOM dTale JUarHOCTUKHU.
IlemecooOpa3HoO B KaueCTBE CKPUHUHTOBOTO METOJIa MCIOJIb30BaTh MeTo HPU®D B
onpeaeneHnn AH® g UCKIIOUEHUA TMOJMYYEHHS!  JIOKHOTOJIOKHUTEIbHBIX

pe3yJbTATOB IpHU onpenesieHnH ypoBHs anTuTen Kk DHA meronom NDA.

Xapaxkrtep cBeueHuss AHA

!
’ I v .

Kpaeson ['omoreHHbIl SAnpBIIIKOBBI [leHTpOMEpHE
l l A4 v v V‘ v
PoBHbI# HeposHbiii AHTH- AHTHU- CCa AHTH- CREST-
l l THCTOH JTHIT PM-Scl CUHIIPOM
l f '¢ F- (PM-1)
AnTn-ds AnTHnamMu
THK _— JIBC CKB !
l v [TepexonHbIi
CKB XAT mexty CCJI
U MUO3UTOM

Puc. 2. Paznuuus B xapaktepe cBeUeHUsI U aHTUTeHHOM crieruduunoctu AHA B
JMArHOCTUKE CUCTEMHOTO 3a00JieBaHus coeAMHUTENbHON TKauu (Ctepaunr Jx.
Becrt, 2001); (XAI'-xpoHu4eckuii akTUBHBIN TenaTuT, JIBC-ekapcTBeHHBIM

BOJTYAHOTOI00HBIN CUHIPOM)



BbIBOABI.

ATUnUYHBIE BapUaHThl Ae0I0Ta U TEYEHMsI, HENPEACKa3yeMOCTb Pa3BUTHUS
00OCTpEHUI M PEMUCCHI, PE3UCTEHTHOCTh K arpecCUBHBIM METOJaM JICUCHHUS,
IIMPOKMK CHEKTP CONMYTCTBYIOLIEHW NATOJIOTHMH, 3aTPYAHSIOT IIPOBEICHHUE
mup¢depeHINaIbHOM JUarHOCTUKM M IIOCTAHOBKY JAMar€osa  IpU BEIECHUU
naieHToB ¢ CKB, TpeOys BbICOKO# BpaueOHOM KBaM(UKAMK AJIs PABUIBHON
TPAKTOBKH BBISIBJIEHHBIX CUMIITOMOB M CUHIPOMOB, Ja0OPaTOPHBIX MPOSIBICHUN Yy
KOKJIO0T0 OOJBHOTO, BBISBIEHUS OOOCTPEHHS OCHOBHOTO 3a00JIEBaHMS U
CONYTCTBYIOLIEH IAaTOJOTHM, OLUEHKU BIUSHHUS NPOBOJMMOW TEpanvu. 3HAHHE
BO3MOXXHBIX NPUYMH pPa3BUTHS U ocobeHHocTell cumnToMmatuku CKB - 3anor
CBOECBPEMEHHOM aJE€KBATHOM TEpAllMM, YBEIUYEHUS MNPONOJDKUTEIBHOCTH U
Ka4yecTBa KU3HU 00JBHOTO, MHUHHMMU3aLUU 10OOYHBIX SABJICHUI

MMMYHOCYIIPECCUBHOM TEpaNUH.
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Summary

The peculiarities of differential diagnosis of systemic lupus erythematosus



L. Zhuravlyova, N. Alexandrova, I. Letik
Systemic lupus erythematosus is one of the most severe systemic connective tissue
diseases. Atypical variants of the disease manifestation and its course, multiple
syndromes, resistance to aggressive treatments and a wide range of comorbidities -
all this makes it difficult to perform differential diagnosis and manage these
patients. The article presents the diagnostic criteria for systemic lupus
erythematosus, the main symptoms and syndromes, the spectrum of comorbidity,
given assessment of the impact of the therapy on the clinical picture and the main
diseases that should be differentiated, description of a laboratory diagnostic

algorithm for the differential diagnosis of systemic connective tissue diseases.

Pe3rome

OcobauBocTi nudepeHNiadbHOI TIATHOCTUKUA CHCTEMHOI0 4€pPBOHOIO

BOBYAKAa

JI.B. KypasaboBa, H.K. Anexkcanaposa, I.B. Jlerik
CucremMHHMI 4YEpBOHMW BOBYAK € OJHUM 3 HAWOUIBII BaXXKUX CUCTEMHUX
3aXBOPIOBAHb CIOJYYHOI TKAaHWHU. ATHUIIOBI BapilaHTU Ae00Ty Ta mepeoiry,
MOJIICUHJIPOMHICTh, PE3UCTEHTHICTh J0 arpeCUBHUX METOJIIB JIIKyBaHHS, IIUPOKUI
CHEKTp CYIYTHBOI MATOJOTIi - BCE € YCKIAIHIOE TPOBEICHHS MudepeHIIiHOT
JIarHOCTUKU Ta TOCTAHOBKY J1arHO3y MpPH BEIECHHI TaKUX NAIl€HTIB. Y CTarTi
MPEICTABIICHI JIarHOCTUYHI KPHUTEPii CHCTEMHOTO YEPBOHOTO BOBYAKA, OCHOBHI
CUMIITOMH 1 CHHAPOMH, HaBEJEHI CIEKTP CYMyTHHOI MATOJOTIl Ta OILHKA BIUIUBY
MPOBEICHOI Tepanii Ha KJIIHIYHY KapTHHY 1 OCHOBHI 3aXBOPIOBAaHHSA, 3 SKUMHU
HEOOXITHO TPOBOIUTH U(DEPEHIIHHY T1arHOCTUKY, OIMHMCAHWKA J1abopaTopHUit
JTIarHOCTUYHUN ~ aldTOpUTM JUIsl  TPOBEACHHsS AudepeHIiiiHoi  iarHOCTUKU

CUCTCMHHUX 3aXBOPIOBAHb CHOJ'Iy‘-IHOI TKaHHWHU.



TecTn.

KOHTpOJIL nmov4aTKkoBOI'o piBHH 3HAHb.

1. BI/I6CpiTB HCIIPABUJIIbHC TBEPKCHHA OO CUCTCMHOI'O YCPBOHOI'O BOBYKA

(CUB):

a) JleOroT 3axBoproBanHs y Biill 60-70 poxkis™.

0) Yacrime (B 10-20 pa3iB) 3ycTpi4aeThCs y )KIHOK, HIXK Y YOJIOBIKIB.

B) OcHOBHUMHM 3ac00aMH JIIKYBaHHS € KOPTUKOCTEPOiIHA Ta HUTOTOKCUYHA
Teparnisi.

r) BipycHa 3Tionoris 3aXBOprOBaHHS.

1) CrocTepiroeTbesl ypakeHHsI BC1X OpraraHiB 1 CHCTEM.
2. 3aroctpenss CUB npoBokyroTh HalfyacTile BCi mepepaxoBaHi YNHHUKH, KPIM:

a) IloxuOku B mieri*.

0) [ucomsis.

B) Di3nyHE HABaHTAXKEHHS.

r) [Ipuitom opanbHIX KOHTPAICNITUBIB.

1) Bakmunarris.
3. st cyrno6oBoro curnpomy mipu CUB He xapakTepHo:

a) Mirpyrouuii momgiapTpur.

0) HasBHICTH CTIMKUX Ta BUPOKEHUX AehopMariiit™.

B) ApTpairii, 10 HE BIANOBIAAIOTH BUPAXKEHOCTI 00’ €KTUBHUX O3HAK.
r) CumeTpuyHUN HEEPO3UBHUM MOTIAPTPUT.

1) YpaXeHHS KOJIHHHUX Ta KYJIBIIOBUX CYTJIOO1B.

4. J1o BapianTiB nepebiry CUB He BiTHOCUTBCS:



a) XpOHIYHHUH.
0) I'ocTpuii.
B) [Iporpecyrounii*.

r) [ligrocrpuii.

5.IIpu CYB Haii611b11y J1arHOCTUYHY 3HAYYIIICTh MAIOTh!
a) [TinBUIIEHHS IMyHOTJIOOYJIUHIB.
0) Jucnporeinemis.
B) LE-xmitunu™.
r) [linBumenns IOE.

1) 3MIHHU B Ccei.

6. dakTop, 10 MOXKE MPU3BOAUTH 10 po3BUTKY CUB:
a) Crpec.
0) 'inepincomsmmisa™.
B) [lepeoxoiomxeHHs.

r) Bik 10 1 poky.

7. Cumnromamu CUB € Bci, kpim:
a) Dputema, KaniJuUISIpUTH.
0) Ilomicepo3uTw.
B) Miapes™.

r) JInxomanka.

8. Yacrtuii nposis CUB:
a) YpaxeHHs ApiOHUX Cyrio0iB™.
B) AOJIOMIHAJIbHUN OOJBbOBHUM CUHIPOM.
r) Cunapom PeliHo.
1) Koponapuitu.

9.0cobnuBocTtsamu ypaxkeHHs: HUpok npu CUB e Bce, kpim:



a) Hedportuunuit cuaapom.
0) Hedpomitiaz*,

B) [linBumenus AT.

r) [Iporeinypis.

n) lIBuako mporpecyrounii riaoMepyioHedpur.

10. dna CUB xapakTepHO Bce XK, KpIM:
a) Antutina go JJHK.
0) IlinBumenus IgA*.
B) ITigBumenus 1gG.
r) ['noxommuiemMeHTeEMIS.

1) JlerikomeHisi.
11. HexapakTepHuMu 3MiHaAMU B KJIIHIYHOMY aHaji31 KpoBi y xBopux Ha CUB e:

a) 'emoniTnyHa aHeMisl.

0) Bupaxenuii TpoMOOIHUTO3.
B) Do3uHOPimis™.

r) JlelikoneHis.

n) Jlimponenis.
12. 1o ocHOBHUX Mpu4nH cMepTi xBopux Ha CUB BigHOCATH BCe, KpiM:

a) YpaxeHHS HHPOK.

0) CynytHs 1HeKIis.

B) Jlerenesa kpoBoTeua™.

r) ATEpOCKJIEpO3 CYJIUH 13 PO3BUTKOM CEPIIEBO-CYAMHHUX YCKJIATHEHb
(inapkT MioKapy, iIHCYJIBT).

1) T'ocTpa HUPKOBA HEJIOCTATHICTb.

13. SIxwuii 13 mepepaxoBaHUX METO/IIB JIaTHOCTUKHU € HalO11bI1I 1HHOPMAaTUBHUM

TUTst iaTBepKeHHs Aiarao3y CUB:



a) PentrenosoriyHe 10CIiKEHHS CyTI001B.
0) IMMyHONOTIYHMIT aHaI3 KPOBI™.

B) 3arajibHUi aHaJi3 KPOBI.

r) JlocmiKeHHsT CHHOBIATLHOT PiIMHHU.

1) 3araapHHMA aHAM3 ceyi.
14. OcHoBHI rpymnu npenapatis ais JkyBanas CUB:

a) KopTtukocTtepoinu, MUTOCTaTUKI™.

0) [Ipenapartu 30i0TA.

B) KopTukocrepoinu, IMyHOMOIYJISTOPH.
r) CynbbacanaszuH.

n) LuTocraTuky, aMiHOX1HOJIIHOBI MpeNapary.

15. 3 ypaxeHHsIM AKUX CTPYKTYp MOB’A3YIOTh HAsIBHITh MOP(OJIOTTYHUX

¢denomenis npu CYB?

a) MemOpaH.

0) Anep™.

B) MiTOXOHpIH.
r) [uromnazmu.

1) Jlizocom.

KoHTpoJsb KiHII€BOT0 PiBHS 3HAHD.
1. Ski 13 mepepaxoBaHUX O3HAK HE HAJEXKATh 10 A1arHOCTUYHUX KpuTepiiB CUB?

a) ApTpur.

6) Hedpur.

B) ®enomen Peiino™.
r) Cepo3zuru.

n) JluckoigHuii BHUCHII.



2.5Ik1 13 mepepaxoBaHUX HUKYE Ja0OPAaTOPHUX 3MIH BIAHOCATHCS 10

niarHocTuuHuX Kputepiie CUB?

a) Ilpuckopenns HIOE.

0) JlefikonuTO3.

B) JlimdouuTos.

r) TpombormroreHis mere 150x10%/1.

1) AHTHSIEPHI aHTUTIIaY.
3. Mo mkipHux nposisiB CUB BimHOCATHCS BCl, KpiM:

a) doToaepMaTur.

0) JluckoimHuii BUCHIL.
B) Birtimiro*.

r) AJoneris.

n) Cituacte JiBeJoO.

4. Ilo € xapakTepHUM JJIs CYTJI000BOTO CHHApOMY Yy XBopux Ha CUB?

a) HasBHicTb epo3iii cyra000BUX MOBEPXOHb.

0) Aptpainrii*.

B) ACHUMETPUYHHUI OJIIr0- Ta MOHOAPTPUT CYTI00IB CTOIH.
r) YpaxeHHs cyryio0iB XpeOTa.

1) Po3BUTOK y OUTBIIOCTI BUNIAJKIB CTIMKKX AedopMaliid cyriao0iB.
5. SIkuii BUJl ypaXK€HHs CIU30BUX 000JIOHOK HAaNWOIbII XapakTepHuit aiia CUB?

a) Pi3ko 6omroui adTv Ha CIIM30BIH 0OOJIOHIII POTOBOT TOPOKHUHH.
0) I'moccur.
B) ['iHTIBIT.
r) XeimTt*.

1) OpalibHUIM KaHAWI03.

6. He € nait6inpm yactum ypaxkenusm [THC npu CYB:



a) I'omoBHMIT O1J1b.
0) DnunenTUYHI TPUITaIKH.
B) ['eMopariunuii iHCynbT™.
r) Ennedanonaris.

n) [MonineBpomarii.

7. 1o mopdoioriyaux o3Hak ypakeHHs Hupok nmpu CUB BigHOCATBCS yei

nepeniyeHi HuxK49e, KpiM:

a) MuTepcruuianbHuili HePpput™.

0) Me3zanrianbHuil He(QPUT.

B) Boruumiesuit npomnidepaTuBHuii HePpur.
r) Hudy3uunii npomidepatuBHUN HEQPUT.

1) T'ocTpuil kKaHAIBIIEBUIM HEKPO3.

8. SIk1 IMMYHOJIOTYHI MOPYIIEHHS HE BITHOCATHCS /IO 1arHOCTUYHHUX KPUTEPIiB

CUB?

a) AHTUSIEPHI aHTUTILIIA.

0) Antutina no JJHK.

B) AnTtudocdominigHi aHTUTLIA.
r) KpiornoGyninu™.

1) AHTUTLIA 10 SM-aHTUTEHY.
9. BubepiTh HenpaBWIbHE TBEPKEHHS 1100 YpaxeHHs cepiist npu CUB:

a) YacTo BUSBISAIOTH EPUKAP/IUT.

0) CrnocTepiraroTbcsi HOPOKH CEPIIs, 110 MPU3BOAATH 0 CEPIIEBOT
HETOCTATHOCTI™.

B) YpakeHHs KJamaHiB CEpPIls aCOIIIOI0Th 31 3HAXOKEHHIM
AQHTUKAPA10JIIMTHOBUX aHTHUTLIL.

r) Bigznauaetncs 301IbIIEHHS CMEPTHOCTI BiJ iHPApKTy MioKap/a.

1) 3a3BUYail BAHUKHEHHsI Kap110MiomarTii.



¢) TumnmoBuM € BUHUKHEHHs eHaokapauTy Jliomana-Cakca.

10. Mo Haitbinbin xapakTepHux nmaromopdonoriyaux 3mid npu CUB eBinHOCATHCS

BCY IlepepaxoBaHi, KpiM:

a) HasBHICTh T€MaTOKCHIIIHOBUX TLJICIIb.

0) I'panyneMaro3He 3anajeHHs 3 HasSBHICTIO TraHTChKUX OaraTosiICpHUX
KIIITHH™,

B) DeHOMEH «IMOYJIMHHOTO JTYIITUHHSIY.

r) DiOpiHOITHUI HEKPO3.
11. BkaxiTh HalO1IbII XapaKkTepHi 3MiHM B JiereHsx npu CUB:

a) IlneBpur™.

0) ®i10po3yrounii ATHBEOTIT.

B) BHyTpimHborpyana mimdanaeHonaris.
r) bponxoekrasmu.

n) IlepBuHHA nereHena rinepTeHsis.

12. Ha mizictaBi siko1 0O3HAKM MOYHA JIarHOCTYBaTH HEDPUT 3 HEDPOTUUHUM

cunapomom npu CUB?

a) I'imonporeinemisi.

0) Maxkporemarypisi.

B) HaOpsiku HMKHIX KiHITIBOK.

r) 3MeHIIeHHs Ki1y0oukoBoi GinbTparii 10 20 Mi/XB.

n) Ilporeinypist >3 1/m00y™.

13. Xponiuawuii nomiaptput npu CUB Ha BiqMIHY BiJ] p€BMATOITHOTO apTPUTY

XapaKTepU3y€eThCs:

a) Ilporpecyrounm xapakTepoM ypaKeHHS CyTJ00iB.

0) BupaxxeHoro paHKOBOIO CKYTICTIO CYTJIO01B.



B) 3Ha4HOIO nedopmariiero cyrioois.
r) Hesnauynuwm nopymeHHsIM QyHKIIIT CyTr100iB.
1) HasBHICTIO aHK1JIO31B.

e) BiacyTHicTio epo3iit KicTOK™.

14. Bce nepepaxoBaHe € XapaKTEePHUM JJII CUCTEMHOI CKIIEpoAepMii Ha BIAMIHY

Binm CUB, kpim:

a) Tunosi 3MiHM 3 OOKY HIKIPU Ta MIAMIKIPHOI KIIITKOBUHU (YUIIIBHEHHS HIKIPU
Ta MiIIKIPHOT KIIITKOBUHH, aTpodisi, MOPYIICHHS MrMEHTAIli1).

0) [lneBpur, nepuxkapaut, suaokapaut Jlibmana-Caxca™.

B) PeHTreHosoriuHi 03HaKU OCTEO13y, pe30pOIii KIHIIEBUX (asiaHT.

r) [lporpecyrounii cHMETpUYHUI XapaKTep yPaKE€HHS CYIJIO01B KHCTI.

1) KanbiimHo3 M’ IKUX TKaHHUH.

15. BropunHnuii antudocdominiHuil CHHAPOM MOKE PO3BHHYTHUCS MPHU BCIX

3aXBOPIOBAHHSX, KPIM:

a) CUB.

0) CucremHa ckiepoaepMis.
B) PeBmaTuzm™.

r) 3N0SKICHI TyXJUHHU.

n) XpOHIYHI 1H(EKIII].



