CuctemHasn KpacHas
Bon4yaHka (CKB)




" CucreMHas KpacHas BoayaHKa (CKB) -
CHCTEeMHO€e ayTOUMMYHHOe 3a00/1eBaHue
HeH3BeCTHOU dDTHUOJIOTHUU,
XapaKTepu3ymwlleecss rmnepnposyKien
OopraHoHecTeliMpUUECKUX ayTOAHTUTE] K

Pa3/IUMYHbIM KOMIIOHEHTAM KJIETOYHOTO s1/pa
C Pa3BUTHEM UMMYHOBOCIIA/IUTETbHOTO
MOBPEXAEHUS TKAaHEU Y BHYTPEHHUX
OpPraHoOB




ITNO i :

/ —

= (I)aKTOpr OKI)Y)KaIOIJLEI/I CpeAabl. CyuecTByeT MHEHUE, YTO
HeKoTOpble BUPYchI(I-b?), Tokcuueckue BeecTBa u JIC MOTyT OBITH
obITh TpuunHOI pa3Butus CKB (beHOMEH «MonMeKyasspHOi
MUMHKPHUN» BomdaHouHbIX AAI v BupycHbix 6e1koB ). YOO
CTUMY/TUPYET aloNTO3 KJIETOK KOXXU C TTOSTBJIeHHEM Ha UX MeMOpaHe
AAI, vHAYLIMPYS pa3BUTHE QyTOUMMYHHOTO NPOLeCCa Y FTeHeTU4YeCKHU
MpeJpacnoioXeHHbIX UHANBUIYYMOB

TeHeTHYecKMe 0COOEHHOCTH . Bsicoxas KOHKOPAQHTHOCTD

o CKB y MoHo3urotHbix 6;113He110oB, cBsi3b CKB ¢ Hac/ieacTBeHHBIM
nepumTom ota. KommoHeHTOB C, moBbiieHHast yactota HLA-DR2 u
HLA-DR3 y 6-x CKB , nonmumopduszm reno FcyRII — penentopos,
y4acTBYIOIIUX B auMuHaiuu MK

FOpMOHaJIBHBIe BIUAHUA CKB pazBuBaeTcsi B OCHOBHOM Y
YKEeHIIIVH TeTOpOoAHOTro Bo3pacTta. Y nanueHTok ¢ CKB HabmomaroT
M30BITOYHBIN CUHTE3 3CTPOTEHOB U MPOJIAKTHHA, CTUMY/THPYIOIINX
VMMYHHBI OTBET

IlomusTnonorndyeckass KOHIeNnuusa




~ Ilatorene3s CKB onpenensiioT 2 TeCHO B3aUMOCBS3aHHBIX

nmporuecca :

® Ha panneii ctagyu 3a6omeBaHus nmpeobiamaer
MOIMK/IOHATbHAA (B- KjeToyHast) aKTHUBaLMs
MMMYHUTETA, B Ja/IbHEeHIIEeM —
antureHcrenupudeckue (T- K1eTouHbIe) UMMYHHBIE

peaKuuu;
® OyHIamMeHTa/IbBHOe MMMYHHOE HapylLIeHue, JIe)Kallee B
ocHOoBe CKB - BpoxxaeHHbIe MM HHAYLTUPOBAHHbIE

nedeKThI IPOrpaMMHUPOBAHHOMN I'MOe/IN KJIETOK
(armonrosa)




OCHOBHBIE BUAbI T'MCTOJIOI'NMYECKHUX N3MEHEeHU! .

OUOpUHOUTHBIE U3MEHEHHSI, CBONCTBEHHbIE
le30praHu3allviyi COeIUHUTETbHOU TKAaHU

Cxiiepos ( 0cobeHHO X-HO popMupoBaHUe GprOPO3HBIX
TKaHeU BOKPYT cejie3eHOYHBIX apTepuil — peHoMeH
«JTYKOBO IlIeTyXH» )

[eMaTOKCH/TMHOBBIE Te/IbIIa — OYarv BHEKJIETOYHOTO
pacrnonoxeHUs 6a30PpHUIBHOTO BEIeCTBa,
SBJISIIONIETOCST TIPOIYKTOM ZleTPpaZlaliii SITEPHOTO
BellleCTBa

CocyaucTbie U3BMEHEHUSI — B UHTUME Pa3BUBAIOTCS
buOpHUHOUTHbIE U3BMEHEHUsI, YTOJIIIeHHS
SHAOTE/TMATbHOU BBICTUJIKU




e e

~ Iopa)KeHUs KOXH :

dorocencnOmamsanus (uenrpobexxnas spurema buerra)
cocyaucTas (BacKyJIuTHas) 6ab04Ka,

cuHpoM PoyaJina (MHorouncienHbie spuTeMaTo3HbIe, Pe3KO
OTe4HbIe KOJbIeBUHbIE BhIChIIaHM s, HATIOMUHAIOI[Ie MHOTOPOPMHYIO
SKCYIATHUBHYIO SPUTEMY)

ITUCKOMAHAsA BOTYAHKA ( XxapakTepHbIe uepThl -3pUTEMA,
MHOUIBTPALNS, TUIIEPKEPATO3, aTPOdHs)
ANCCEMUHUPOBAHHAA KpacHasA BOTYaHKaA

(MHO)XeCTBeHHbIe, pacCesiHHbIE [0 PA3/IMYHBIM Y4aCTKaM KOXXHOTO
ITOKPOBA OYaru JUCKOHUIHOM BOTYAHKH)

KAdITMJIJTAPHUTbI ( OTe€YHasi SpUTEMA C MEJIKOTOY€YHBIMH
reMopparvsiMM Ha MoylieyKax MaiblieB PyK, TaJOHSIX, MTOOIIBaX)

ajonenus




3.73 CucremHan
KpacHas BoNYaH-
Ka Hanbonee yacto
NOPAXaEeT KeHWMH
AGTOPOAHOrO BO3pa-
CTa C TEMHbIM LBe-
TOM KOXW. Y 33-ner-
HeN KeHWUHbI U3
BocrouHoi UHaum
BUAHA CbiNb Ha e~
Kax.

3.74 CucreMHan KpacHas
BonYaHKa. Knaccuyeckan
Cbinb B BUAE «6aboyku»

y 17-neTHen nauneHTKw,

y KOTOPOW CbiNb COYETanach
C NMXOPAAKOM, noTepeit Mac-
Cbl TNa U noAWapTponaTuen.




3.75 CucremHan KpacHan
Bon4aHka. epcuctupyro-
WanA 3pUTEeMaTo3Han Cbinb
MOXeT NOABNATLCA Ha yyacT-
Kax, AOCTYNHbIX BO3aen-
CTBUIO CONHEYHbIX Ny4en.




S20. OncromaHana KpacHanAa Bon4YaHkKa.
Scnencr BMe 3aKynopkKH QOrnmKynos KO-
ScirnsanT Oyrpucton. PyOuesaHme
== NMpMBOAMT K HeoOpaTMoMy Bbi-

SO BONOC.

1 OA\Y O

PucyHok 2-9. Py6uoBas anoneuus: AUCKOMAHAA KpacHas Bon4YaHka. DpuTema, porosble
NPOOKH B YCThAX BOJOCSHBIX (HOIUTMKYIIOB, aTpodusi n pybLIOBbIE N3MEHEHHUST KOXH TOJIOBBI



IlopakeHv e OIOPHO-ABUTATEJABHOIO aNIapaTa :

ApTpHT (MenKue cycTaBbI KHCTeH, CHMMETPUYHOE OPAKEHHE,
pelUANBUPYIOlee TeYeHUe)

TeHaMHUTHI, TECHOCUHOBHUTHI (M.6. mpexopsiiye
crubaTeTbHbIe KOHTPAKTYPHI MaJIblieB PyK — HAITOMHUHAIOT PA)

l'[opameHI/Ie CKeJIeTHOU MYCKYJ/IQTYPbI ( MHA/ITHUH,
MbIIlIeYHast C1ab0CTh, aTpoduis)

Ilo PAKEHUE lgI)IXElTe]II)HOIt/’I CHUCTEMDbI ‘ IIJIEBDUTHI, JIErOYHAasd

TUNepTeH3Us], OCTPbIX BOTYaHOYHBIN THEBMOHUT

IlopakeHue cepaevYHO-COCYANCTOU CUCTEMBI ( IePUKADIUT,

sHgoKapauT /Inomana-Cakca, Muokapaut, Al')

IlopakeHre OPraHoOB NHUILEBAPEHUSA




NMNOoPa>xXeHmne NMoYek:

Kiacc Hedppura

Mopdonorndeckue

0COOEHHOCTHN

Kinnanveckue nposiBieHUs

Knacc I : munnmanbubie
W3MEHEHUS

Knacc II : me3anrnansusrii
npoiudepaTuBHBIN
rIioMepysoHepput

Knacc III : ¢pokansublii

rioMmepyinoHeput ( oyaros.

npoiudepaTuBHBIN )

Knacc IV nuddysusrii
nponudepaTuBHBIN

Knacc V : meMOpaHo3HBII
rIoMepyaoHepput

Knacc V 1 : Hedpockiepos

Hopwm. k1y604YKy Ipyu CBETOBO#M
MHMKPOCKONHWW U Ha/In4uHe
JeTIO3UTOB B ME3aHTUHU NPU
MMMYHOT/TIOOPeCLIeHLIN !

PaznnyHas creneHb
Me3aHTIMaJIbHOM
T'UTNEePKJIETOYHOCTU C HA/IMYHMeM
VMMYHHBIX [E€II03UTOB B ME€3aHI'UU

[Iponudepanys nepudepuy.
KaIlWJI. TIeTe/Tb CETMEeHTapHbBIM
pacripesieieHHEeM, BOBIeYEeHUEM
MeHee 50% KTyOO4YKOB

Mopdosnorus Ta ke, 4TO NMPU Kacce
II1, HO B TIpoI1IECC BOBJIEUEHO OoJiee
50% xmy60uKOB

PaBHOMEpHOE yTOMNIIICHNE Oa3aIbHON
MEMOpaHBI

OTCyTCTBYIOT MU3BMEHEHUS B MOYE,
bYHKLIMS TOYeK HOpMaJibHasl.
[TporHO3 GIaronpUATHBIN

IIporennypus <I r\cyr,
reMarypus,. O-s moyek coxpaHeHa.
[Tporno3 6maromnp. Mpu OTCyTCTBUU
TpaHcopmaluu B 6osee TsHKEIbIi
Mopd. Tun HedpuTa

[Tporennypwms 1-2 r\cyr. M.6.
HeppPOTUYECKU CUHIPOM.
BBICOKMU pUCK pa3sutus XITH

BbeIipa)keHHasi IpOoTenHypHs,
reMarypusi. Beicokas yactora Al
u XITH

[Iporennypus 60see 3 v\, Hedp.
CUHZIPOM.

Knuanyeckue u mabopaTopHblie
npusHaku XITH. ITpornos
HeO/1arONPUSI THBIMH.




6.73 Cucremnan kpacHan Bonyanka. Ha cpese Guontara noyku
BMAHbI NPONUGEPaTUBHbIE U3MEHEHUA B TPeX KnyBouKax (OKpacka
reMaToOKCUAMHOM 1 303UHOM, X 143).




[o/1oBHast 00JIb

©® TlopaxeHHe YepeITHO-MO3TOBBIX U ITa3HBIX HEPBOB C
Pa3BUTHEM HapyllleHUs 3peHUs

® TpaHsuTOpHbBIE UIlIeMUYECKHE ATaKU, HHCY/TBTHI

® Ilepudepuveckass HEBpOMaTHA

® OcTpbIit ICUXO3

©® OpraHu4yecKuii MO3TOBOM CMHAPOM ((3MoOIIMOHa/IbHAS
J1a0OWJIBHOCTb, STTU30/IbI AETIPECCUU, HapyIllIeHHe TTaMSITH )

® CymopoyxHble pumazku ( 0obliye, Majible, IO THITY
BUCOYHOM SITHJIEIICHH )




3.76 YepenHo-MO3rosan HENPONATUA ABNIAETCH YacTbiM He-
BPONIOrMYECKMUM NPOABJIEHMEM CUCTEMHON KPACHOW BOAYaHNM

=}

Y paHHoro 6onbHOro — napes nuuesoro Hepea. [pasbii rNas cmor

«BHU3 U KHaApYXun». 3pavyoK GUKCMPOBAH U PaclUUpPeH, MMEETCH Oa=o
CTOPOHHWWA NTO3.




~—— © Bpichinanusa Ha cKyaax (PpUKCHpOBaHHAs SpUTEMA
(II0CKast MIK IIPUITOAHATAS) , UMEIOLIAsk TEHIEHIHIO K
PaCIPOCTPAHEHUIO K HOCOTYOHOM CKIafiKe

JucKouaHAasA ChINb ( S PUTEMATO3HbBIE IPUITOAHSTHIE
OJISIIITIKY C TIPUJIETAIOIIMMUY YelIyiKaMH , Ha CTapbIX OYarax
MOTYT OBITh aTpOdUUEeCKHE PYOIIbI

®doromepmarur (B aHaMeHe3e HJIM 10 HAGTIOAEHHUIO
Bpaya)

DPO3UH U A3BBI B POTOBOI ITOJIOCTH (M3 bA3BIEHUS
MTOJIOCTH PTa WK HOCOTJIOTKH, 0OBIYHO 0\0O0JIe3HeHHbIE,
IO/DKHBI OBITH 3apPeruCTPUPOBAHBI BPAYOM)

ApTpuTt ( HeSPO3HBHBIN apPTPUT 2 U OoJtee
neprudpeprUIeCKUX CYCTAaBOB , TPOSIB/ISAIOIIMMICS
00/1I€3HEHHOCTBI0, OTEKOM, BBITIOTOM )




©® Cepo3uThl (I/IEBPUT: TJIEBPaJIbHbIE OOJH, IITYM TEHUS
TJIeBPbI U\WJIH HaJIMYWe TIeBPa/IbHOTO BBITIOTA;
nepukapauT: OXoKI v BeICYIIMBAaeMbI BpauoM IIIyM
TpeHUs MepuKapaa

[Topakenue mouex ( croiikas mporenHypus >0,5 r\cyT
WJTH [IWJIHHAPBI — SPUTPOLIUTAPHBIC, KaHAIBIIEBHIC,
CMEIIIaHHbIE), TEMATYPHSI

ITopaxxenue ITHC ( cynoporu, ncuxo3 — Npu OTCYTCTBUHU
puemMa JEKapCTB U META0OJIMYECKUX HAPYILICHUN )

I'emaTosioruyeckne HapymeHusi (JICMKOIICHUS JTMM(DOIICHUSI,
TPOMOOIIUTOIICHKSI)

© NUMMYHOJIOTHYECKUE HAPYILICHUS




ADC- KIMHUKO-/1a00PaTOPHBIN CUMITTOMOKOMILIEKC,
BKJTFOYAIOIIUI BEHO3HbIE W\WIH apTepHUATbHbIe TPOMOO3HI,
pasuyHbIe POPMBI AKYIIEPCKOM MATOAOTHHU ( Yalle BCEro
IPUBBIYHOE HEeBbIHALIMIBAaHE O€pEMEHHOCTH)
TPOMOOLIMTOTIEHHUIO, A TAK)Ke Pa3HOOOpa3HbIe

HEeBPOJIOTUYECKHEe, KOXXHbIE, CepAeYHO-COCYAUCThIE ,
reMaTo/JIOTUYeCKHe HapyIIeHUs)

XapakTepHblii UMMYHOorndeckuu npusHak APC - AT k
dochonunumam (AT K kKapauonununy kmaccos IgG, IgM,
BOJIYAHOUYHBINA AaHTHUKOATYJISTHT)

Bropuunsiiit AOC — Ha pone CKB( y 30-60% 00nbHBIX)

ITepBrunbii ADC — npu OTCYTCTBUY CUCTEMHOU
ayTOUMMYHHOU ITaTOJIOTHUH




® OAK (1COD, anemus, neldKoNEHUs, TUM(OIUTONEHN,
TPOMOOIIUTOIICHKS)

® OAM ( M.6. mpoTeuHypus, TeMaTypusl, HIAHIPYPHUS

® Buoxumudeckue ucciaenoBaHUs (OTKIOHeHUS
HecreMPUYIHbBI, 3aBUCAT OT XapaKTepa MOPaXKeHu st
BHYTPEHHHX OPraHOB B pa3/IM4Hble MEePHUOAbI OOTE3HM)

©® MmmyHonmorudeckue uccneaoBanus (AH®; AT k
nBycrimpanbHou JHK; AT k Sm; AKJI )
©® HMHCTpyMEHTAIbHBIE METOIBI UCCIIECIOBAHUS

(pentreHorpadus OpraHoB IpyaHoOM KieTku -1 pa3 B rog; IKI,
2x0KT, Y3U cocynos; DI'JIC; 231" no nokazaHHsIM)




Npyrue P3 ( 6onesus lllerpena, pannwmii PA,
CUCTEeMHbBIE€ BaCKY/IUTHI, JIEKAPCTBEHHAs BO/TYAaHKA ,
I0OBEHHJIbHBIN XPOHUYECKUI apTPUT U [IIp.)

NudekumoHHbIe 3a00/1eBaHusd ( 1aiiM-60ppennos,
TyOepKysie3, BTOpUYHBIN cruprirc, THPEKIITMOHHbIHN
MOHOHYKJI€03, reratut B, BUY-undexius u ap. )

TemaTronornueckue 3ad0ogaeBaHus ( reMoIuTHYeCKas
dHeMUSA, NANOIIaTNYeCKas TPOM6OLLI/ITOHEHI/I‘-IECK3H

myprypa )
JInmponponudeparnBHBIE OITYXOIH

IlapaHeoriacTuyecKkue CMHAPOMBI

Capxonpo3s

BocnmaaurTenpHbIe 3a00/IeBaHUA KUIIIeYHUKA




Ilo Teuenuio :

® Octpoe TeyeHHe 3a001eBaHHUSA

® llopgocTpoe TeueHue

® [lepBUYHO-XpOHUYECKHM BAPHUAHT T€UYEHUS
K/rmmHUKO-UMMYHO/IOTUYeCKU€e BAPUAHTHI :

® CKB B 1e610TOM B IeTCKOM H ITOJAPOCTKOBOM BO3pacTe
® CKB y noxxunbix

® CKB y myxuuH

©® llogocTpas KoXXHast KpacHasi BOJIYaHKA

® Bropuunsbiii ADC
® CvMHAPOM HeOHATa/IbHOW BOTYAHKU




® Uadexuum

©® BoryaHOYHBIH HePPUT, MOYETHAST
HeJOCTATOYHOCTb M €€ OCJIOKHEHUS

© IlopakeHue cepaevYHO-COCYAUCTOU
CHCTEMbI

© INopaxkenue LIHC




[Ipemaparsl, BeI3bIBaOLIME TTOsSIBIIeHWEe B KpOoBU AHA 1
IIPOSIB/IEHUSA JIEKAPCTBEHHOU BOTYaHKMU :

© llpoxkanHamuf,
® I'nppanasuH
® H3oHHa3uxa
©® Metuiagorna
® XnopnpomasuH

[Tpemaparsl, crtocoOHBIE TPOBOIIMPOBATH BOMTYAHOYHBIH
cuHapoM : B-Ab, xunuguH, /l-neHuIIaMUH




llenb neyeHu :

® JlocTKeHMe KJIMHUKO-1a00paTOpHO
peMUCCHUH

® IIpenorBpaleHre MOpaXKeHUs YKU3HEHHO
Ba>KHBIX OPTAHOB U CUCTEM, B IEPBYIO
ouepeab, moyek u LHHC

© Yiny4duieHve Ka4yecTBa XXU3HU




I'KC : 00/1bHBIM C HU3KOM aKTUBHOCTBIO 3a00/1€BaHUA
—MIpeIHHU30J/I0OH 10 MI'/CYTKH ; HPH YMepPeHHOM
aKTUBHOCTU - CPeJHHeE 035l (20-40 MI\CyT); mpu
BBICOKOM aKTUBHOCTHU O0JIE3HU U TSHKEIOM
nopaxxennu LIHC, moyek, cucTtemMbl KpOBU — BBICOKHE
103561 (1Mr\Kr Beca\cyT u OoJiee)

[luToToKCcMYecKkue npenaparsl ( mukIopochamu,
a3aTUOIPHH, METOTPEKCAT, IIMK/IOCIIOPHH )

HIIBII
AMWHOXWHOJWHOBBIE MPOU3BOJHbIE
JKCTPAaKOpNOPa/IbHbIE METOAbI IeYeHUSI




©® JIuxopaZika HESICHOTO reHesa

® bonu B rpyZHOU KJIETKE

® Hanuuwme cumntomoB nruddysaoro nopaxeraus LJTHC
©® BeipakeHHbIE UTONIEHUU

©® AkTuBHBIe GOPMBI BOTYAaHOUYHOrO HeppHUTa U
OBICTPOITPOrpPeCCHUPYIONIAS TTOYeYHAS
HeJZ0CTATOYHOCTh

® OcCTphIvi THEBMOHUT WUJIM JIETOYHOE KPOBOTEYeHHe

® O6octpenne CKB ( mpu HEBO3MOXXHOCTH KOPPEKIIUU
JIe4YeHUsT Ha aMOy/IaTOPHOM 3Tarie)







