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O6buwue npusHaku, obveduHaruwue C3CT

* B HacToAwee Bpema AoKaszaHo, yto npu C3CT npoucxogAat
rnybokue HapyLweHuA NMMYHHOTO romeocTasa,
BblpakawoLwmeca B Pa3sBUTUN ayTOMMMYHHbIX MPOLLECCOoB, T.e.
peaKkunit MMMYHHOMW  CUCTEMBI,  COMPOBOMKAAIOLLUXCA
obpasoBaHMEM  aHTUTEN WM CEHCUMBMAM3UPOBAHHbIX
nmmeoumnTos, HaNpPaB/IEHHbIX npoTus AHTUTEeHOB
COBCTBEHHOIO OpraHu3sma.

* HeKoHTponunpyemasn BbipaboTKa ayToaHTUTEN M 0bpa3oBaHue
MMMYHHbIX KOMM/IeKCOB «aHTUTEH-aHTUTENoY,
LUMPKYIMPYIOLLMX B KPOBU U GUKCUPYIOLMXCA B TKAHAX

* PasBuTUE TAXKENON BOCMNanuTesIbHOW peakumm (ocobeHHo B
MUKPOLIMPKYNATOPHOM pyC/ae, MOYKax, CyctaBax M ap.) C
y4YacTMem LLUTOKUHOB.

Obwue npusHaku, obveduHarowue [13CT

2. CxopcTBO MOpdONOrMYEeCKUX USMEHEHUM:

e CUCcTeMHas Nporpeccupytowas AesopraHmsaumn
COeAMHUTENbHOM TKaHU (AepMbl, CYXOXKUAbHO-
CBSI30YHOrO annapara, XpALEBOWN, KOCTHOM TKaHW,
CMHOBWA/IbHbIX U CEPO3HbIX 060104€eK, Ba3anbHOMU
MmembpaHbl CoOCcyaoB, anuTenus.

* MykoungHoe HabyxaHue, dnbprHonaHble
N3MEeHeHUA

* MponudepaTnBHbIe BOCNANNTENbHO-KNETOYHbIE
peakumnn

* CKnepos

* BacKynuT — AeCTPYKTMBHbIN N/mUnu
npoandepaTnBHbIN

Ob6uwue npusHaku, o6veduHarwue C3CT

CX0ACTBO MOPHONOrMYECKMX U3MEHEHUN (dnbpuHonaHoe
NM3MeHeHMe OCHOBHOTO BELLECTBA COEAMHUTENIbHON TKAHMU,
BACKY/IUTbI, nmmdonaHole n NAa3MOK/IeTOUYHble
nHOUANBTPATbI U Ap.);

XPOHMYECKOE TeYeHMe C Nnepmogamm o60CTPeHN U
pemuccmmn

obocTpeHuMe nog BAMAHMEM Hecneunpuyeckmx
BO34eNCTBUIM (MHPEKUNOHHbIe 3a601eBaHUA, UHCONALUS,
BaKUMHaUMA 1 ap.)

NOJIMCUCTEMHOCTb NOPa*KeHUA (KoXKa, CycTaBbl, CEPO3HbIe
060/104KM, NOYKK, CEpALE, Nerkme)

TepaneBTUYECKUI 3PDEKT OT MMMYHOCYNPECCOPHbIX U
NPOTUBOCMANUTENbHbIX CPeAcTB (LMTOCTaTUYECKME
npenaparbl, MOKOKOPTUKOMAbI U Ap.)

HacnedcmeeHHaa demepmeHUpPOBAHHOCMb

MynbTudaKTopUanbHbI MEeXaHU3M HaCNeACTBEHHOCTU

e CemeliHble CyyYau, B TOM YUCAE Y MOHO3UTOTHbIX
6113HeuoB

* Arperauma peBMaTUYEeCKNX U ayTOMMMYHHbIX
3aboneBaHU B ceEMbAX NAaLUMEHTOB

* HOPA — HLA(human leucocyte antigens) DR1, DR2,
DR4

* CKB-Dw4, DR2, DR3, DQw1, DQw2




O6uwan KAMHU4YecKas CMMNTOMaTUKa

v Jlnxopapgka, cnabocTb, NoTeps Beca
v Bonun pasnu4yHon nokanusauum

v KoXHble BbICbINaHUSA, U3MEHEHUS CIU3NCTbIX
obornoyek

v ApTpanrun, apTpuThbl
v Cepo3uTsbl

v CUCTEMHOCTb NOpaXeHNs ¢ HapacTarLen
CUMMNTOMAaTUKON

v’ [TabopaTopHble NpU3Haky BocnanuTernbHowm
U/MNM UMMYHOOMMYECKON aKkTUBHOCTU

MeToabl obcneaoBaHUS

OBt aHanu3 KpoBw
BroxumMmn4ecknin aH.kpoBu:
AHanus moum

OYHKUMOHAMNbHbIE
noyeyHble Npoobbl y

* Mmmynonorust: Ig AM,G,

06w C 1 KOMMNOHEHTHI
C,,C,, AHO, aHTMTENA K .
NHK. AKN,CPB,
KpuornodynuHel, AHUA, ,
Scl-70, ACA,

Pm-Scl, Sm-ANA, Ro/SSA,
La/SSB

OKT', Y3/ BHYTpEHHMUX
OpraHoB

* PeHTreHonornyeckoe

nccnegosaHue: rpy,u,H017|
KIETKK, CyCTaBOB,NpOoM.

KT, MPT, N3T

Broncus (npu
HeobxoaMmocTH
NoATBEPXOEHUS AMarHo3a)

BakTepuonoruyeckoe,
BMPYCOIOrnyeckoe
uccrnegoBaque

OcHoBHble npuHuunbl Tepannun C3CT

O Moouguuyupyrowue 60s1€e3Hb (natoreHeTnueckue)
NPOTUBOpPEBMATMYECKME NpenapaTbl

* LIMTOTOKCHMYECKME MMMYHOAENPECCaHTbI

* HeuuTOTOKCMYECKME NPOTUBOPEBMATMYECKME NpenapaTsbl
* Buonormnyeckme areHTbl (MOHOKNOHaNbHblE AT)

Q Moduguyupyrowue cumnmomel

(npoTnBOBOCNANUTENbHbIE) NPOTUBOPEBMATUYECKNE
npenapatbl

QO Mpenapamei, eausowue Ha MUKPOUUPKYAAYUHO U
aHMUKOQ2ysAHMbl

Moouguyupyrouw,ue 60ne3Hb
NPOTMBOPEBMATMYECKME NpenapaThbl

* LiuTOoTOKCMUYECKME MMMYHOAENPECCAHTbI:
MeToTpeKcaT, umknodochammg, asaTUONPUH,

* HeuuToTOKCMYECKME UMMYHOAENPECCAHTDI :
LMKNOCNOPUH, cynbdacanasuH, nepayHomma,
MmodeTnna MMKkopeHoNaT, IMAPOKCUXTOPOXUH

* buonorunuyeckme areHTbl (MOHOKNOHabHbIE
AT): nurnébutopbl PHO-a (apanmymab,
nHPAnKcMmab, aTaHapuenT), aHTM-CD-20 AT
puUTYKCMMab), aHTuTena c peuentopy U/16

(Toumnusymab) u 1.4.




Moouguyupyrowue cumnmomel
(npoTrBOBOCNANUTENbHbIE)
NPOTUBOPEBMATMUYECKNE NpenapaThl

* [nOKOKOpTUKOUADI:
npeaHU30/10H, METUANPEaHN30/10H, beTameTasoH (B/c)

* HecTtepoupgHble NPOTUBOBOCNANUTE/IbHbIE NPENAPaTDI:
v’ CeneKkTusHble HrMbutops! LIOT-1 (acnunpuH)

v HecenektusHble LIOT-1,2 (amMknodeHak, MHOAOMETaLMH,
HaMNpPOKCeH, MMPOKCUKaM, nbynpodeH)

v’ MNpenmyLiectBeHHble MHIMBUTopbl LIOT-2 (MenoKeunkam,
HUMecynna)

v’ Cneumduueckme nurmbutopsl LOr-2 (Lenekokcmb)

* UMmyHOrnobynuH yenoBeyecknii HOpManbHbIN
BHYTPUBEHHbDI1
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llpenapamel, enuarowue Ha
MUKPOUUPKYAAUUIO U GHMUKOA_2YNAHMbI

v lMpenapatbl, BAVAIOLLME HA MUKPOLMPKYNALMIO:
NEHTOKCUDUINH, AUNUPULOMOS,
annpoctagun(npenapat MNrel)

v  AHTUKOArynaHTbI:

" renapwH U HU3KOMOJIEKYNSPHbIE renapuHbl
(ppakcunapwuH, pparmumH)

=  BapdapuH
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CuctemHan KpacHasa Bos1YaHKa
(CKB)
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— CUCTEMHOE ayTOMMMYHHOE€ 3a00JIeBaHue,
BO3HUKAIOLIEE Y JIUI] MOJIOJOTO BO3pacTa
(IpEMMYILIECTBEHHO Y JKEHIIMH) U Pa3BUBAIOLLIECECS HA
(oHE TeHETUYECKH 00YCIOBIEHHOTIO HECOBEPILIEHCTBA
UMMYHOPETYJSITOPHBIX MPOLIECCOB, YTO IPUBOIUT K
HEKOHTPOJIUPYEMOU MPOAYKIIUU AaHTUTET K COOCTBEHHBIM
KJIETKaM 1 UX KOMIIOHEHTaM U Pa3BUTHUIO &y TOUMMYHHOIO
Y1 UMMYHOKOMIUIEKCHOTO XpPOHUYECKOTo nopaxkenus (B.A.
Haconosa, 1989). 16




lNuk 3abonesaemocmu 15-25 nem, x:m 8-10:1 (Gemu —
3:1), 3abonies. cpedu demeli 0,4-0,9 Ha 100 000/200
lpoeoyupyrowue ¢hakmopsbi: UHCONAYUS, UHGheKyUs
MeHapxe

* CymHocTb 3a00j€BaHUS COCTOMT B HMMYHOBOCHAJIMTEIbHOM
MOPAKCHUM COCIAMHUTEIIBHOW TKaHU, MUKPOLHUPKYJIATOPHOIO
pycia, KOXH, CYyCTaBOB M BHYTPEHHHX OpPraHOB, IIPH DTOM
BEyLIUMU CUUTAIOT BHCLICPAJIbHBIC MIOpaKCHUH,
OIpEeeNAIoIINe TeUeHHE U TPOrHO3 OOJIE3HH.

* CKB nmnpuHajIe)XKuT K TEHETHMYECKH JIEeTePMHUHHPOBAHHBIM
3a00JIeBaHUSAM: MPEAPACIIONIOKEHHOCTh K Bo3HUKHOBeHHI0 CKB
CBs3aHaA c ONPEACICHHBIMA reHaMH II KJIacca
rucrocoBmectumoctu (HLA), renernuecku o0O0yCIOBIECHHBIM
NeUIUTOM OTIENbHBIX KOMIIOHEHTOB KOMILIEMEHTA, a TaKXkKe C
NOTUMOP(PU3MOM TE€HOB HEKOTOPBIX PEHEnTopoB U (hakTopom
Hekpo3sa omyxonu o (PHO-a).
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ITHOJOIUSA

* MynsrudakropHoe 3a00JCBaHUE:

* Pgn KIMHUYECKHX CHUMIOTOMOB (LMTONEHUYECKUH CHHAPOM, dpUTEMa U
JHAaHTEMa) W ONpeleNeHHbIE 3aKOHOMEPHOCTH Pa3BUTHS  OOJIE3HH
no3BoisitoT accouuupoBarb CKB ¢ 3a00eBaHUsIMU BUPYCHOW STHOJIOTHH
(PHK-Bupychbl (MeaJICHHbIE HITH JIATCHTHBIC BUPYCHI)).

*  OOHapyXeHHEe CEeMEWHBIX CIy4aeB 3a00JIeBaHMUs, YACTOE CYIIECTBOBAHUE B
CEeMBbSIX JAPYTHUX PEBMATHYCCKUX MJIM aJJICPrHUECKUX OOJEe3HEH MO3BOJISIOT
JyMaThb 0 BO3MOKHOM 3HAYCHUH CEMEMHO-TEHETHYECKOM
MIPEPACTIONIOKEHHOCTH.

* Hecneunguueckue GpakTopsl - HHCONSIMS, HecTIeUUpruecKass HHPEKIH,
BBEJICHHE CBIBOPOTOK, IMPHEM HEKOTOPBIX JIGKAPCTBEHHBIX CPEACTB (B
YaCTHOCTH, nepuepruuecKux Ba30IMJIATAaTOPOB u3 TpYIIITbI
IHJpana3vHOB), a TAKXKE CTPECC.

* CKB MoxeT Ha4aThCsl IOCIIe POJIOB HITH abopTa.

" nmMxopagka, crnabocTb, CHMXKEHME Macchl Tena,
nonuageHus, ancTpodus, anoneums

= [lopaeHune KOXn N cnns3ncTbix obonovek 97%:
«babo4yka»- (B oebrote y 40%), AnCKongHble o4varu,
Kanunnaput, remopparnun, NMMBeao,XensimT,cToMmaTuT.

= TpomboTtuyeckas Backyrnonatus (APC)

= CycraBHou cuHApPOM - 80% (4YaLle CUMMETPUYHBIN,
C NopaXeHneM NpoKcuMarnbHbIX M/¢ CyCTaBOB KUCTEN U
KPYNHbIX CYyCTaBOB KOHEYHOCTEN),

" MbILUEYHbIN CUHOPOM

AHTMdOCHONNNNAHBIN CUHAPOM:
KIMHNYECKNe NpoABAeHUS

Tpomb6oBackynut SfizBa Ha cTone JlururanbHble HEKPO3BI

JiuBeno 20




—

=[lonucepo3nT, KapamT, MHEBMOHUT

=Jlronyc-HedppuT POPMbI: BbipakeHHas C HEPPOTUYECKUM

CMHOPOMOM —HedpoTHYeckas, BbipaxeHHas 6e3 HC —

HedpuTHYeCcKas, naTeHTHas (6 KNaccoB — MUHUMAIbHbIE
N3MEHEHUS, Me3aHrMO3HO-NPONNQEpPaTUBHLINA, POKamNbHbIN,

o dy3HbIN nponudepaTBHbIA, MEMOPAHO3HBIN
rroMepynoHedpuT, HedpockIepos)

=[TopaxeHne HePBHON CUCTEMbI, BO3MOXHO - XKT
I3meHeHMe nabopaTopHbIX NokasaTenei
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narHoctnyeckue
Kputepun CKB (APA, 1997)

1. BbicbinaHUA B CKyn10BOM obaactu

(BonuyaHouHas «baboyka») — puKcMpoBaHHasA
3puUTEMA NJIOCKAA UAU NPUNOLAHUMAOLLLAACA
Ha CKYy/N0BbIX Ayrax C TeHAeHUWeN K
pPacnpoCTPaHEeHMIO Ha Ha3on1abuanbHble
CKNagKu

B nebtote y 40% 601bHbIX
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BosiyaHOUYHAA «6abouKka»

Ba6ouka» B Buje 3puremsl,
NMposiBJIsIONIelicsl TUIepeMueit
KO’KM € Y€TKO OYepUYEHHBIMU
rpaHuaMu, UHPUIbTpaLUei,
(oamkyasipHbIM
THIEPKEPATO30M U
nocJenywiei pyomnoBoi
arpodueii

Ba6ouka» B Bujie IeHTPOOEKHOM
IPUTEMBI — CTOHKHX
IPUTEMATO3HO-0TEYHBIX NATEH €
Hepe3KUM (OJUIHKYIAPHBIM
THIIEPKePaTo30M,
pacno/iaralouiuxcs B cepeauHe
JiMua

2. AnckomngHble
BbICbINAHMA

3. doToceHcu-
6unusauyms

4. A13Bbl NONOCTU
pTa

5. Heapo3usHbIi
apTpur ‘

6. Cepo3ur

(nnesput n/man
nepuKapaur)
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8. HeBponoruyeckue HapyweHusa (cyaopory,
rmnepKuHesbl, NCUX03)

7. I'Iopa)KeHMe MOYeK (nepcuctupyrowan nporemHypusa

6onee 0,5 r/cyTKU; U3MEHEHWUE MOYEBOrO OCafKa: IPUTPOLMUTDI,

LUMUINHAPDI)

BapunaHTbl BOAYaHOUHOrO HedpuTa (BO3) 9. I'emaroJiornyeckne HapymieHusi:

* remMmojJiumruniyeckass aHeMusd €

I — orcyrcTBUE M3MEHEHUI
peruxkyaounTo3oM Kymoc (+);

IT — me3anrnaneusiii ['H
IIT — ouaroBeIil mponudepaTuBHbII * JIeMKOIIeHHUSI MeHee 4,0.109/.11;

IV — muddy3ubrit nponmdeparuBHBINH o JII/IM(l)OHeHI/IH MeHee 1,5.109/.11;

V — MmeMOpaHO3HbII

VI - IOMepyYIOCKIepo3 °* TPOMOOUUTOINEHUS MEHee

100,0. 10%/x
10. UMMyHHbIe HapylleHUuA
* AT K HatuBHOU [OHK;
* AT K Sm-AAepHOMY aHTUrEHY; lMpu Hanu4uu y 60osbHO020 4 u 60s1€€
* aHTUdochonmnuaHblie aHUTUTeNa: rNnpu3HakKkoe
- AT K KapauoONUNuHy,
- BO/IMQHOYHbI aHTUKOAryNAHT, dua2Ho3 CKB cyumaemcsi
- NOXXHOMONOXUTENbHAA peaKkuma 00CMoeepHbLIM
BaccepmaHa B TeyeHue 6 mec.
11. AHTUHYKNeapHble aHTUTena
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Knaccnpumkauumsa
. Xapakrep TeyeHusA:

v/ OcTpoe ¢ BHe3anHbIM Ha4yaioM, NOIMCUHAPOMHOCTbIO
BbICOKOM MMMYHHO/I0TMYECKOM aKTUBHOCTbIO, MpU
OTCYTCTBMM NeyeHnsa — HebnaronpuATHbLINM NPOrHo3

v/ MopgocTpoe nocreneHHoe Havaso, nosgHee
reHepasmsauma, BoNHoobpasHoe TeyeHume (¢
pemumccnamm)

v/ TlepBUYHO-XPOHMYECKOe C MOHOCUHAPOMHbIM
Ha4ya/IoOM, MaZIOCMMNTOMHOM reHepanmsaumnen,
OTHOCUTENbHO 6/1aroNPUATHLIN NPOrHO3

Y demeli npeumyuwjecmeeHHO ocmpoe u noéocmpoe
meyeHue

Knaccudpukauyuma

Il. AKtTusHoctb CKB

v/ «BONYaHOUHbIA KPU3»- BbIpaXKeHHasa PYHKLUMOHaNbHAA
HeA0CTaTOYHOCTb OAHOTO UM HECKONIbKMUX OPraHoB

v  Bbicokaa — lll cT. (BbicOKas TemnepaTypa, BblpaKeHHble
no/iMopraHHble nameHeHus, CO3>45 mm/4, BbICOKUN TUTP
AH®, AT Kk HK, 3HauuTenbHoe cHukeHue C, C3, C4);

v YmepeHHasa — Il ct. (cybdpebpunbHaa T, nonmapTpanrmm uam
NONNAPTPUT, AEPMATUT, USMEHEHMA CNU3UCTbIX, HedpuUT be3
HedpoTuyeckoro cuHapoma, COI-25-45 mm/u, ymepeHHasn
MMMYHONOTUA);

v Huskaa - | cr. (obuiee cocTosiHME Maso U3MEHEHO,
nabopaTopHble  U3MEHEHMA  He3HAYUTeslbHbl, HeApKue
NPOABNEHUA KOXHOIO U CYCTaBHOrO CMHAPOMOB, U3MEHEHMUA
BHYTPEHHUX OPraHOB MO AaHHbIM  WMHCTPYMEHTaNbHbIX
nccnegoBaHuin)

v’ Pemuccusa

JleyeHne

* [NIOKOKOPTUKOCTEpPOUAbI

B makcumanbHol gose (B cpeaHem 1 mr/kr/cyT) B TedeHue 4-6
(8 Hepenb), 3aTEM MeaNEHHOE CHUXKEHUE A03bl 0
noaaep:kusatouent (0,2 mr/Kr/cyT) HeCKONbKO et

* Mynbc-Tepanua MK 8/8 metunnpeaHusonoH 10-30 mr/Kkr 8
CyTKu (He 6onee 1000mr/cyT) 3 AHA

* MUmmyHHOCYnpeccusBHasn Tepanusa
Liuknodochamup, (8/8 nynbc-tepanmsa)
MuKodbeHonata modetun (nepopanbHo)
A3aTMONPUH, LMKNOCNOPUH A, MeToTpeKcaT
Mnasmodepes

Bruonornyeckme areHTtbl: aHTUTENa K CD20 B inmdountos —
PUTYKCMMAO

BBUI, NeHTOKCUPUNINH, AUANPUAAMON, aNNPOCTAANN,
dpakcnnapuH, bparmuH, BapPpapuH

IIporno3 u npopunaxkruka CKB

* B mocnemHue rofpl B CBA3U C MPUMEHEHHEM 3G (GEKTHUBHBIX METOIOB
JICYEHHUS] TIPOTHO3 yiydmwics: depe3 10 JeT mocie yCTaHOBJICHHS
JMarHo3a BeDKUBaeMocTh cocTaBiseT 80%, a uepes 20 net - 60%.

* YV 10% O00JbHBIX, OCOOCHHO IIpU MOPAKEHUU TIOUYEK (CMEpTh
HaCTymaeT BCIICZICTBHUE MIPOTPECCUPOBAHMUS XTIIH) W
1epeOpOBaCKyYIIUTE, TPOTHO3 OCTAETCS HEOIArONPUATHBIM.

* Tak xak stronorust CKB HensBecTHa, MepBUYHYIO IPOGIIIAKTHKY HE
MIPOBOJIAT.

* Ipymma pucka, K KOTOPOH OTHOCST, MPEXJE BCEro, POJACTBEHHUKOB
OOJIBHBIX, a TaKXKe JIMI, CTPAAAIOMIUX H3OJUPOBAHHBIM KOXKHBIM
nmopakeHHeM (IUCKoWHAs BomdaHka). OHU  JIOJDKHBI HM30erarh
WHCOJNISIUUM,  TMEpeoXJaXKIeHUs, He  JOJDKHBI  IMOJABEprarbcs
MIPUBHUBKAM, MOJIy4aTh IPsI3EICUCHUE U IPYTUE OATbHEONPOIISTyPHhI.




