HauunoHasnbHbIN LEeHTP KapAuoJIOrMm U Tepanuu

CucreMHan KpacHasi BOJITYaHKa

KpI/ITepI/II/I AUATHOCTUKH
COBpeMeHHLIe nmoaxoaAbl K JICYCHHUIO

Hasryns Omyp3akoBa
K.M.H.,C.H.C. OT[e/ieH/e peBMaTosiorum

HEJb

» HayuuThcst JMArHOCTHPOBATH
CHCTEMHYI0 KPACHYIO BOJIYAHKY HA
paHHeM JTane ¢ HeJablo
CBOCBPEMEHHOM Tepanuu

3AJIAYM

©® YMeTh BbISIBJISAATH PAHHUE NPU3HAKHU
cucTeMHOIi KpacHoii Bosuanku (CKB);

© YMeTh 4eTKO ()OpMYJIMPOBATL KPUTEPHH
nuarnocruxku CKB;

©® 3HaTh IPUMeEHEeHHEe COBPEMEHHBIX METO/10B
neuennsi npu CKB;

© 3HaTh NPaKTHYECKOe MPHMEHeHHe TAKTHKH
Benenns 0o0abHbIX ¢ CKB.
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Kuannunveckmii ciayvaid:

Boabnas bl. 34 roaa, moc J1a ¢ Kajo0aMH Ha PE3KOE CHHKEHHE
OCTPOTBI 3peHHs, OONM B OONACTH TJA3HBIX SOJOK, BBIPAKECHHBIC
TOJIOBHEIE OOIHM, 3a/IEPXKKy MOUCHCITYCKaHHS, YyBCTBO IOKAIbIBAHHS B
NaJIOHAX, BEPXHHX M HIKHMX KOHEUHOCTSX, HOIOIIHE OONH B HMKHHX
KOHEYHOCTSAX C JIETKAMH CYAOPOraMH, IOXOJOJaHHE, OHEMEHHE,
M3MEHEHHE 1[BeTa KOXKM KUCTEH M CTON NPH KOHTAKTe C XOJoj0M. U3
anamue3a: 3abosena ¢ ceHTa0ps 2017 roxa, B 1ebiote orMevaa pesKkoe
CHWJXCHHME 3PEHMSl Ha NPaBBIA IJ1a3, 3aTPyJHCHUE BBIICICHUS MOYH,
BBIPQKEHHYIO crmabocTh HIDKHHX KOHEYHOCTEH. Jleunnace
HEOJHOKPaTHO y HEBPOJIOTOB C JHMATHO30M: PACCESHHBIA CKIEPO3.
IMonmyyana nexcameTa’oH KypcaMu ¢ KPaTKOBPEMEHHBIM YyIlydIIEHHEM
COCTOSIHUSA. YXY/IIEHHE COCTOSHMA OTMEYaeT B TEYEHHE HECKOIBbKHX
MECSLEB, KOTJa pPe3KO CHU3HMIOCH 3PEHHME, IPH 3TOM OTMEvala
OHEMEHHE TNPaBO MONOBHMHBI Tena. OobekTHBHo: KOXHBIE MOKPOBBI-
NaIOHHBIC  KaIHJUIAPUTEI, CIM3HCTBIE OOONOYKM YMCTHIE, OOBIYHOM
Ol\'puC]\'ll. B nerkux JIBIXaHHUEC JKCCTKO PHUIIOB HET. rpllHHlel cepana B
HopMe. ToHsI sicHbIe, puTMHYHBIE. Ul 88 B Mun. AJl 110/70 MM pT.cT.

OnpepenexHne

CucteMHass KpacHas BonyaHka (CKB) -
3abonesaHne u3 rpynnbl AUgY3HbIX 3a60/1eBaHWi
COEAMHUTENIbHOM TKaHW, pa3BMBAlOLLEEcs Ha OCHOBE
reHeTMYeckn  OBYC/IOBMIEHHOTO  HECOBEPLUEHCTBA
VMMYHOPETYNATOPHBLIX MPOLLECCOB,  MPUBOAALMX K
06pa3oBaHuio HEKOHTPO/IMPYEMOLA npoayKuun
aHTUTEN K COGCTBEHHbLIM K/IETKAM U UX KOMMOHEHTaM,
C pasBUTUEM ayTOMMMYHHOFO VI UMMYHOKOMM/IEKCHOIO
BOCNa/leHnsl,  CNeACTBMEM  KOTOPOrO  SIBNSIETCS
MOBPEX/AEHNE MHOTVX OPraHoB W CUCTEM.
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Kumnnveckuii ciayyai:

JKuBor wMsrkuii, Oe30one3HeHHBI. [leueHb He yBelMuYeHa.
3azepikka Mouu. CTyn He perynsapHblil. CycTaBbl BHEIIHE HE H3MEHCHEI.
Pesynbratel nccnenoBanuii: B 06. aH. kpoBu — 6e3 ocobeHHOoCTeH, COD-12

06. an. moun — 6e3 ocobenHoctedt. Ilepex rocmuramu3anueit
MPOBaHA B OT/CJICHHH HCBPOJIOTHU € KJIMHHUYECKUM JHATHO30M:
OnTukoneBpomuenut  (GomesHp  JleBHMKa) ¢ TeTpamapesom,
HapymieHHeM (QYHKIMH Ta30BBIX OPraHOB 10 THIY 3aJEPXKKH,
JIBYCTOPOHHSISE ~ aTpodusi  3pUTENbHBIX HEPBOB  PEMUTHpYIOLIEe
TeUeHHue, dK3anepoarys.
Barm JHar’os. Hasnaubte JIOTIOJIHUTEJIbBHOC ()(’\C.]C,‘IOBHI[HC~ YKaXKUTC

TaKTUKYy HavaJia JICYCHUS.

STtnonorus

3tnonorusa CKB octaetca HesicHoli. Mpeanonaraetcs
3TMONOrMYecKas posib CeAylolwmnx GakTopoBs:

1.XpoHuueckasn BupycHas uHdekumsa. KocBeHHbIM
[l0Ka3aTeNIbCTBOM XPOHUYECKOIN BUPYCHOV MHDEKLMN ABNseTcs
MHOXecTBO aHTuTen K PHK cogepxxalumm Bupycam (kopw,
KpacHyxu, maparpvnmna, napotuta v Ap) U Tak Ha3blBaeMblX
MeA/1IeHHbIX BUPYCOB (peTpoBupycoB), a Takke AHK
coiepkallmx repneTmyeckux Bupycos (36wteitHa-bapp,
LuuTOMeranoBupyca, Bupyca npocToro reprneca), NpucyTcTene
napaMnKCOBUPYCHbIX, LUTONIa3MaTUYECKX BKIOUEHUIA,
BbISIBNIEHVE BKIIOYEHWI TuNa C-0HKOBMpYca B 6uronTaTe noyek
N KOXW. [JONO/IHUTE/NbHLIM [OKa3aTe/IbCTBOM C/YXKUT Ha/m4uune
JIMMPOLINTO-TOKCUYECKUX aHTUTEN Yy HEKOTOPbIX
POACTBEHHUKOB, YneHOB cemeli 60/bHbIX CKB,
06CcnyXvBarLero nepcoHana. OAHaKo BUPYC U3 TKaHel He
BblieneH. BHOBb cTouT Bornpoc o Bupyce npu CKB, B cBA3N C
06Hapy>XeHMeM CX0ACTBa UMMYHHBIX HapylleHuin npu CKB n
CnnaEe.



2, l'eHeTnueckui hakTop. B ceMbsax 60bHbIX ¢ CKB
HeAaBHO WAEHTUULMPOBaHbI FrEHETUYECKNE PErMNOHBI,
KOTOpble COCTaBASAIOT puck dhaktop CKB. OaHako
CneUntUYeckux BONYaHOUHbIX FEHOB He UAEHTUULIMPOBAHO.
BmecTe ¢ Tem, NosiBNeHne HEKOTOPbIX MyTaluii FeHOB MOXeT
noBbIWAaTbh YyBCTBUTE/ILHOCTL K 3a60/1eBaHuto. MokasaHa
accouvauma MeXkay HocMTebCTBOM aHTUreHOB
rmcrtocoBmectmmocTtu HLA Al, B8, B35, a Takke DR2 1 DR3 n
CKB. Hannume DR3 accouunpyeTtcsi ¢ aHTU-Ro (SSA)-
aHTureHamu, a DR2 ¢ gechmuyutom KomnnemeHtos C2 n C4.

3 JlekapcTtBa, Takve kak procainamide unu hydralazine moryt
VHAYLMPOBaTb MPOAYKUMIO aHTUHYK/eapHbIX aHTUTeN, B
0Cc0o6eHHOCTM anti-histone aHTUTEN M BbI3bIBATbL
BO/IYAHOYHOMOAOGHYI0 60/M1€3Hb C TEMNEPATYPOid, Takumm
HEHOPMa/IbHOCTAMMU, Kak ayTOMMMYHHbIE FreMOonMTUYecKue
aHeEMUN, UIN ayTOMMMYHHblE TPOMOOLMTONEHUN U CEPO3UTI.
KoykHble, NoYeYHble 1 HEBPOJIOFMYECKNE MPOSBNEHUS
HEMOHATHbI.

MNepecmoTpeHHble KpuTepun guarHoctuku CKB APA,

2012 «KnuHuYyeckne Kputepum»
. OcTpas KoxXHas BonYaHKa.

. XpoHMYecKasa KoXHas BonyaHkKa.

. I3bA3BNEHMA NOIOCTM pTa U HOCOTI0TKN
. Ceposut

. Hepy6uoBas annoneuus

. ApTput

. MopaxkeHne LIHC

. MNopaxkeHune no4vek

. JlelikoneHuns

10. remonuTuyeckas aHemus

11. TpomGouuToneHust (<100,000/mm?3)
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Mcpulrerinits & 8 crRerl ot Tes) 1 Clisniraand 1 lebaratony o)
A bty e s rafibiet e et et bivet A8 o AmlDAA

| Ciinical Criterla ]

immunologic Criverla |

1, béute Cutameme Ligne®
@ Chronic st aneous Lupus®
5,0l o nasal uloes

4, Hon-sesring akgsiia

5. AR

B. Sepatis *

T.Reral ™

B. Newiologc ™

9_Hemoiytic anemia
10.Levkopena *

11 Thammdbeocytopenia (100,000 mim®)

Voo S psbeic LLgs Imonnaton al Colkataemng Cline
S e [ primachis

1 aM4

& Ant-LIRG

1 Anle-Sin

A antiphanghnlpid ab ¢

5 Loy ool [C3, C4, THEO

& Dippct Coomibn’ test [do pot count in
the prezence of hemolgtc anemiz)

CETEN M AT el W i g T

/IMMyHO/IOTUYECKIME KpUTEPUM

. AHA

. AHTU-ABycnupanbHbii AHK,

. AHTU-SM,

. AHTUchochonMnMaHbIe aHTUTENA,
. CHmxeHve komnnemeHTta C3, C4, CH50

. MpsaAmvoi metog Kymbea (Henb3s
cunTaTh NPU TEKYLLEN FEMONUTUYECKON

aHemuun)

S 4xputepueB (110 MeHbLIE Mepe 1 KIMHUYeckui
u 1 /1a60paTopHbIVL), Wiv 6Uoricus oYeK ¢
LIOKa3aHHbIM /101y C-HEQDPUTOM C

/]
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i3 Mapkepbl CACTEMHOW KpacHOM
Ml e BONYaHKuU

- Nucleosome — nosiBnsieTcs 3Ha4UMesbHO paHble Yem K
o ds DNA — 6onee 4yBCTBUTENbHBIN MapKep.

m . ds DNA - aktvBHas dasa, BbICOKUL puck passumusi
T 80/1YaHOYHO20 2/10MepynoHehpuma.
£ :':" - Histone - ana dugpgpepeHyuansHol duazHocmuku CKB U
JIKB: o6HapyxuBatoTcs y 50-90% GonbHbix JIKB, npu aTom
=3 OTCYTCTBYIOT aHTUTena k ds DNA.
Sin - SmD1 - akTuBHas tasa 3abonesaHus, 6onee arpeccMBHoe
} eiian TeueHue, nopaxerue LIHC 1 nouek.
— HA . PO- npu cunsHom nopaxeruu LIHC — pazsumue
— - BonyaHo4HO20 rcuxosa.
-1 i . PCNA- ¢ ebicokoli yacmomou pazsumusi
— 2710MepynoHehpuma u mpombouUMOoneHuu.
— b

1111
3

- [ nocim

Hopma

e HopmanbHble TUTpbl AH® B cbiBOpoTKe
KpoBu <1:40 (npu ncnonb3oBaHUU
KPUOCTaTHbIX CPE30B NeYeHU Unmu noyek
nabopaTopHbIX XKUBOTHbIX) U <1:160 npu
ncnonb3oBaHun HEp-2 knetok

e AH® B TUTpe 1:40 BbiABRAOT Y 25-30%
1:80 — y 10-15%, 1:160 v Bbiwe —y 5 %
300pOBbLIX Nioaen
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Xapaktepuctuka AH®

Tun cBeyeHus Twvn ayToaHTUTEN CBA3b ¢ 3a6oneBaHMAMU

lFomoreHHoe Antutena k HK (aByx u ogHo- | CKB, nekapcTBeHHas

nupanbHo#), ructoHam (H1, H2A, | BonuaHka, nwobbie ay-
H2B, H3, H4) ToUMMyHHble P3 u HePB

Mepudepuyeckoe \ AxTuTena k aBycnupanbHou AHK \ CKB

Kpanuatoe /AHTMTena k puboHykneonpotenHy | CKB, C3CT, cuHapom
SS-A/Ro, SS-B/La, Jo-1 u k Smith | LLérpena, nonummosnt/
aHTUreHy [AepMaToMNO3uT

CetyaToe KpanyaTtoe ‘Ammena k Scl-70 ‘CCJ]-nmbtbyaHan cdopma
[OuckpeTHoe Kpanya- | AHTUTeNa K LeHTpomepe Cungpom CREST,
Cunpapom PeitHo
HykneonspHoe AntuTena k PHK- 1, CO- andcpy copma
PM/Scl, U3PHP

Antutena k AIHK — ceponoruyeckun
mapkép CKB

C |
e MNoapasaensioT Ha ABa OCHOBHbIX TUNA:

aHTUTENa, pearnpyoLwme ¢
asycnupanbHow (HatuBHoun) AHK, v
aHTUTENa, pearnpyoLwme ¢
oAaHocnMpanbHoW (4eHaTypMpOBaHHOW)
OHK.
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AHTudochonmnuaHelie aHTuTena —
ceporiormyeckuin mapkép u cpakrop pucka pasButus

HopMa TpOMGOTM‘-IeCKVIX OCNOXHEHUN
. | G
e 0-20 ME/ mn npn UDA o AHTudocconmnuaHbie aHTUTENa Hapaay
o HU® <1:10., meTop Farr <7 ME/ mn c aHtutenamu k 1HK n aHTureHy Ro/SS-A
U YyacTo BbisiBnsitoTcs npu CKB 1
oY 340pOBbIX NNL, YacToTa 06Hapy)KeH|/|ﬂ He nepBUYHOM aHTVId)OCd)OnVIﬂMAHOM
npesbiwaeT 2,5% CUHApPOME U CBUAETENbCTBYIOT O
e YyscteutenbHocTb 100% CneundunyHoCcTb BbICOKOM puUCKe apTepuanbHbIX U
98,4-99,2% BEeHO3HbIX TPOMG030B, TPOMGOLIMTONEHUN
M NPUBbLIYHOr0 CaMoNpPOU3BOSILHOIO
abopra.

MeToabl onpeaeneHus

Hopma
. ] G
e CornacHo MeXAayHapoaHbIM ﬂpeﬂBapMTequblM
K%MTepMﬂM Knaccwdowkauwg A®C (CuaHen,2005), e IgG AKIJl B cbiBOpOTKe KpoBu 7,0-23,0 GPL
oosA3aTernibHble MeToAbl Nao. AMarHoOCTUKU
BKNIOYaloT onpeﬂ%‘!‘euue aHTVITIeII':nK oG e IgM AKN - 6,0-26,0 MPL
A A P o 1gG/ IgM aB2-IT1 - 9,0-11,0 Ef/mn

o OGHapyxeHue BONYaHOYHOro aHTUKoarynsiHta
(BA) B hocdonunuazaBucumbIx
KoarynsuMoHHbIX TecTax U uccriejosaHue O6s3aTenbHble guarHocTuyeckme kpurepun AGC
aHTUTen K B2-rmukonpoTteuHy 1 (aB2-rM1)
knaccos IgM u IgG ¢ nomouwbio UPA




KnuHuyeckas kapTuHa

3a6oneBaloT NpPeMMyLLECTBEHHO XEHLMHbI, Yallle BCero
B Bo3pacre 14-40 net. HayasibHble nposiBneHns CKB:
€nabocTb, NoxyfAaHue, NoBbILLEHWE TeMnepaTypbl Tena.
MopaxeHune Koxm OnucaHo 28 pasNNyHbIX BapUaHTOB:
®doTtoceHcubunusauma (40 %). SpUTeMATO3HbIE BbIChINAHUS
Ha OTKPbITbIX YacTAX Tena B pe3ynbTare peakuum Ha
06/1y4eHVe yNbTPaproNeToBbIMU NyHamu.

IpUTEMATO3HbIE BALHINAHNA Ha LWEKaxX U B 06/1aCTV CIIMHKK
HOca, NOBTOPAIOLWME OYepTaHNsA «6aboyKn» ABNAIOTCS
[MarHoCcTUYECKM BbICOKO3HAYMMbIM NPU3HAKOM. BOKPYT Hee
MOTYT 6bITb pa3bpocaHbl MHOFOYUCIEHHbIE «A0YEPHUE MATHA.
BapuaHTbl «6ab0ukm»: cocygnucTtas (BacKynutHas) B BuAe
HECTOIKOro, MyNbCUPYIOLLEr0 NOKPACHEHNS KOXW C
LaHOTUYHBIM OTTEHKOM B CpefHeli 30He Anua 1 tmna
LIeHTPOGEXHON 3pUTEMbI — PUKCUPOBAHHON 3pUTEMbI, NIOCKON
WAV BO3bILLAIOLLENCS Haf KOXel. Kpome nokanusauum Ha Hocy
1 LWEeKax, XapakTepHbIM CYNTAETCSH PACMOIOKEHNE IpPUTEMbI HA
YLHbIX PAKOBUHAX, BONOCUCTOW YacTy roMoBbI.

[Topa>keHne KOXN PerncTpupyeTca OT 3pUTeMaTO3HbIX NATEH A0
TSDKEbIX 6yNe3Hblx 6e3 CYyObeKTUBHbIX OLLYLLIEHNIA.
MopaXeHne KOXMW B BUAE KOMbLEBUAHbIX BbICbINAHWUA MOXeT
CUMMY/IMPOBAaTb MHOFOMOPMHYIO 3KCCYAATUBHYIO 3pUTEMY -
cuHapom Poyanna.

Peakme ¢opMbl KOXKHOIO MOPa)KEeHUsA: HepyGLytoLyecs
ncopunasonofo6Hble BbiChbiNaHusa (BONYaHKa-03HOObILL),
6ynesHble, yanosatble, ypTUKapHbIe, remMmoparnyeckume,
nanyno-HeKpoTUYeckre, ceT4yaToe 1 BETBUCTOE NNBEAO C
N3bA3BIEHUAMM.

Kanunnaputel: OTeyHas sputeMa ¢ TeneaHrnakrasusamm u
aTporeil Ha noayleyek NasbLeB pyK U NOAOLUBEHHbIX
noBepxHOCTeli CTOM, KOTopas ABNSETCH 3KBUBaSIEHTOM
«babouku». Bo3amoxHa y3noBartas aputema.

Mypnypa MoxeT pa3suBaTbLCA BCAEACTBUE BTOPUYHOIA
TPOMOOLMTONEHUN UM HEKPOTUYECKOTO aHTMMTa MEesTKUX
COCy/0B.

Jlronyc — XeWNuT: Ha KpacHoli kaiime ry6 3acToiiHas
rmnepemMus C MOTHLIMU YellyliKaMi KOXW, MHOTrAa Kopoykamu
1 3p03MAM U C UCXOZOM B aTpothuio.
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MopocTtpas koxxHaa cpopma CKB - cy6Tvn CKB:
pacrnpocTpaHeHHble aHHYNSPHbIE ovaru, obpasytoLlve
NOIMLMKIINYECKME YHACTKN Ha nuue, rpyau, Liee,
KOHEYHOCTSIX,B LEHTPE ouyara — TeneaHrnakrasuu,
rmnonurMeHTaumn, pyéuesaHuve. ManynockBamMaTo3HbIe 1
KO/bLiEBUAHbIE BbICbINAHUA Ha CMUHE, HanoMUHaloLmne
rcopuvas. YcraHoB/ieHa A0CTOBEPHas accoupaums ¢
aHTUTEeNnamMn K Ro(SSA), atureHy HLA DR6 n B8

[AnckomnaHas sputeMa He6osbLIOe OKPYrIoe pe3ko
OTrpaHNYeHHO0e PO30BOE NATHO, MOCTENEHHO YBENUYMBAETCS
B pasmepax, NoKpPbIBAETCSH MEeNKUMU, NIOTHbIMKA CEPOBATO-
6enbiMK Yellylikamn, B AUCKOBUAHYHO GAALIKY

Tpoduueckme HapyLleHUs: Ype3MepHoe BbiNajeHne BOsoc,
BMN/IOTb 0 04aroBOro Wv NMOIHOTO 06J1bICEHNS, TPOdhMYeckue
MN3MEHEHUs1 HOrTel (IOMKOCTU HOFTEN), KOXW (CyXOCTb KOXMW).




Mopa)xeHne cNU3nUCTbix 060s104EK:

DHaHTEeMbI- Ha TBepAoM Hebe, CIM3NCTOol 060104KN MOMOCTU
pTa — y4acTKy 3pUTEMbI C FeMOpParvsiMii ¥ 3pO3UsSIMU.

AQTO3HBIA CTOMATUT (IULLIEH KaKOW-NNGO CneumudnUUHOCTM),
B YaCTHOCTU aHrynspHbIii.

S13Bbl Ha cnM3uUcToi 060s10uKe HOca (the anterior nasal
septum). BoamoxkHa nepchopauyisi eperopoiku Hoca.

S13Bbl BO PTY M/IM HOCOMJIOTOMHOW 06/1aCTU G0/1e3HEHHBIE
Ny yvaule 6e360M1e3HEHHbIE.

MopakeHne KOCTHO-CYCTaBHOW CUCTEMbI
ApTpanrum B 0gHOM MM HECKO/bKUX cycTaBax (y 6onee
90%) 60/bHbIX. ApTpONaTUM MOryT MpeALlecTBoBaTb
pasBUTOIN KapTVHE BONE3HU 3a MecsLbl U Frofpl.
MuUrpupyroLmMii apTPUT, PEXE - CTONKUI CUMMETPUYHbII
apTpuT ABYX WK 6oniee Nnepuepuyecknx cycTaBoB
(NpokcuMasbHble MexXdanaHroBble cycTaBbl KUCTEN,
NACTHOYaIAHIOBbIE, Jy4e3ansiCTHbIE FO/IEHOCTOMNHbIE PeXe
KONEHHble CycTaBbl), XapakTepuaytoLuiics
60/1€3HEHHOCTbLIO, MPUMYX/IOCTHIO WX BLIMOTOM, 6e3
pe3vayanbHbIX U3MEHEHWIA. P-nornyeckoe uccnefoBaHme:
HE3PO3UBHbI NONMAPTPUT, 3NUU3aPHLIA OCTEONOPO3 B
06/1aCTN MOPaXEHHbIX CYcTaBoB (MPEUMYLLECTBEHHO
CyCTaBOB KUCTeW 1 Ny4es3ansicTHbIX). buoncus
CYHOBMa/IbHON 060/104KM: OCTPbIV MW NOJOCTPbIA CUHOBUT
¢ 6e/iHOIn KNETOUHOI peakumel, 60NbLUOI SaepHOl
naTosIorMei U reMaToKCUIMHOBBLIMU Te/bLiaMU.
BblpaykeHHasi yTPEHHSISi CKOBAHHOCTb MOPaKEHHbIX
CyCTaBOB.
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Pexxe pa3BuBaeTcsa XxpoHuueckui aecdopmupyrowmni
nonmapTput (cuHapoMm XKakKy) co CTOVKUMU
feopmauyamm Menikux CycTaBoB, COMPOBOXAAOLLMIiCA
MbILLIEYHbIMU aTPOUSAMU, OCOBEHHO SAPKO BbIPAXKEHHLIMU Ha
Thi/le KUCTEN. PasBuTHE NOABBLIBUXOB, AeBUaLMiA U
crmbaresibHbIX KOHTPaKTyp MPOUCXOAUT 3a CHET BOB/IEYEHUs
CBSI30K U CYyXOXW/NIA, a He BCNeACTBME 3PO3VBHOIO apTputa. Y
NOSIOBUHbI MY>XUMH, 60/1bHbIX CKB, 06HapyXeH aHTureH B27-
oTpuLaTeNbHbIA cakpounenT. Bo3MoXHO, pasButue
acenTUYecKUX HeKpo30B rosoBKWU 6eApeHHOV KOCTK, naeyvesoi
n ap. (y 25 % 60/1bHbIX)

MopakeHne MbiLL:
MposBnsetca muanruamu (y 35-45%), KoTopble BCTpeyatoTCcs
npu CKB noytu cToNb Xe YacTo, Kak apTpanrnm, a Takxe
MbILLEYHON cnabocTblo. VIHorga pa3smBaeTca NOAMMUO3NUT
(06bIYHO HereHepanu3oBaHHbINM, 3axBaTblBAIOLLWIA OAHY UK
HECKOJIbKO MblILLeYHbIX rpynm). Mpu 6uoncum obHapyxeHa
BaKyanusaums u/ unn atpodns MbllLeYHbIX BOMIOKOH. Mpu
CyCTaBHbIX MOPAXXEHWSIX UMEKT MEeCTo atpodumn
COOTBETCTBYHOLMX MbILLL, 0CO6EHHO YacTo mm. thenar,
hypothenar, MeXXKOCTHbIX MbILIL,. B TepMUHanbHOR cTaguu
HablofaeTcs CUCTEMHAA MbllleYHas aTpotus.




ApTponaTtunsa XXakky
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MoparkeHune nerkmnx

BO/MYAHOUHbI MNHEBMOHMT (JIErOYHbIN  BaCKY/IUT)
XapakTepusyeTcsl  OABIWKOW,  CyxuM  Kaliem, WHoraa
KpPOBOXapkaHbeM. [pn PEeHTreHO0rMYECKOM MccefoBaHmnm
NIErKNX BbLISBASIOTCA B HIDKHUX OTAeNax WHOTAa BUAHbI
VH(OWNLTPATUBHLIE  TEHW, [OWCKOBUAHbIE —aTeneKkTassl B
6a3anbHbIX OTAENax Nerkux.

XpoHuueckue opmbl ko MHEBMOHUTA XapaKTepu3yoTcs
VHTEPCTULMA/bHBIM  MOPaXXEHWEM  nerkux  (BocnaneHue
NepvBacKy/IsIPHOM,  NEepUOPOHXUANIbHOW U MEX[0/IbKOBOWA
COEAVHWUTENbHOW  TKaHW),  MPOSBASOLWMECS  MeA/leHHO
nporpeccupytolleil  ofplllKoi.  ®U3MKa/bHble  U3MEHeHUs!
NPaKTUYECKN OTCYTCTBYIOT. PeHTreHoNnornyecKku:
Ha6ntopaeTcsi AuddysHoe YCWeHWe fIEFOYHOTO pUCYHKa U
nedopmanus ero 04aroBO-CeTYaToOro XapakTepa,
MPEVIMYLLECTBEHHO B HWKHUX W CPEAHNX OTAENax erkux 6e3
OJHOBPEMEHHOI peakLyn KopHel. Bbicokoe CTOsiHMe Kymosia
Avadparmbl, 3HaUUTENIbHOE OrpaHNYeHne ee MoABUXKHOCTU.
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3peHue. Y naumeHToB ¢ CKB mMoryT pa3suBaTbCcsi nepegHue
YBEUTbI, MPUAOLMKAUTBLI. OnucaHbl BaCKy/UTbI CETYATKM,
OKK/1031A LIeHTPa/IbHOV apTepumn CeTYaTKM, OKKIO3NA
PeTUHaNbHO BEHbI U MLWEMUYECKAA Helponatus 3puTenbHas.
Mopa)xeHne cepo3HbIX 060s104€EK:

Cyxoli nnn BbINOTHOM nneBpuT (y 30%) ¢ 6019MKn B rpyau,
BbIPaXXEHHOM ObILLKO/A NPW HAaKonaeHU! 60MbLLIOro
KOMIMYECTBA XWUAKOCTU. Y HEKOTOPbIX BONbHbIX 3KCCYAATUBHbI
NNEBPUT COCTaB/IAET NNLLb KOMIMOHEHT CTO/b XapakTePHOro
ans CKB nonviceposuta. B BbinoTe moryT 6biTh. LE kneTtku,
HU3KUIA YPOBEHb KOMMJIEMEHTA, BbICOKOE COAEpXKaHue
MMMYHOr06ynnHoB, 6enka 3%. Mpu Myukpockonun -
CKOMMeHne mMakpodaros 1 IMMGOLMTOB.

MopaxeHune nepukappa y 20% 6onbHbix CKB. Habntogaetcs
CyXOli M BbINOTHOW MepukapanT. KonmyecTBo Bbinota
00bI4YHO HEBENVKO. XapaKTepHOl 0CO6EHHOCTbLIO ABNAETCA
BbICOKOE COZiepXXaHue B BbiNoTe (hBGpUHOreHa.

BblpaXxeHHble MepucnaeHnTbl 1 NepurenaTuTbl HabnogatoTes
KpaiiHe peako.

OfHO- WM [BYXCTOPOHHWE  [AUCKOBWAHbIE — aTesieKTasbl,
06YC/IOB/IEHHbIE KAaK COGCTBEHHO /IErOYHbIM MPOLIECCOM, TaK U
BbICOKVM CTOSIHUEM Auadparmbl B CBA3W C AvacparMaTuTom u
CMaeyHbIMU  siBfeHusMU. [laTomMopdhonornyeckn npu  06oux
thopMax MHEBMOHUTA — OT/IOKEHWE WMMYHHbIX KOMM/IEKCOB B
CTEHKax COCYZj0B C HA/IMYMEM Backy/iuTa wau 6e3 Hero.

BO3MO)XEH CUHAPOM JIErO4HOW MMNepTEH3UU, MacCMBHas
TPOM603M6ONNA NErOYHON apTepun, 0CO6EHHO NPV HaMYMn
aHTuUochoNnNUAHOro Komnaekca

YacTo npucoefuHaeTca BTopuYHaa UHGeKuus. B ceAsn, ¢ uem
TpebyeTcs aHepruyHas aHTUMUKpPO6Hasa Tepanus. Ocoboe
3HayeHVe NpUobpeTaeT B TEPMUHA/IBHOW CTafun Takoe
OC/IOXXHEHWE, KakK Tyb6epKyses, Yemy B U3BECTHOW CTeneHn
MOXEeT CrnocobCTBOBATH /IeYEHWNE FOPMOHA/IbHBIMU
npenapatamu. OnucaHbl Takke ciyyan passutua npu CKB
KaHAVAO0MUKO3a NEerkumx.



ATeJIeKTa3 J1erkoro

ATMnuyHbIi  (abakTepmanbHblii)  60poaaBuaTbii
3HAokapamuT JinbmaHa-Cakca. MoXeT 6biTb OTHECEH K
KaTeropuy MpU3HaKoB BbICOKOM aKTMBHOCTU 60NE3HU,
cBsi3aH Cc Hasuumem AT K docdhonvnugam. MopaxkaeTcs
napueTanbHbIli, KnanaHHbIi 3HAOKap (OTHOCUTE/IbHO YacTo
BCTPEYaEeTCA OpraHmyeckas HefoCTaTO4HOCTb MUTPabHOIo
KnanaHa, pexxe HefoCTaTOYHOCTb aOpPTa/lbHOro KianaHa).
OXOKI xapakTepu3yeTcsi Ha/oXeHMeMm TpOMOOTUYECKUX
MacC He TONMbKO MO Kpal KnanaHa, HO W Ha ero
NOBEPXHOCTW, a TaKke B MecTax Mnepexoja KianaHHOro
3HAOKapAa B MPUCTEHOYHbIR. MOXET CONpoBOXAATHCA
3MOONAMU U NpUcOeaVHEHNEM UHAEKUMN (MHGEKLNOHHDI
9HAOKapauT).  [AnacTonmyeckuin  WyM  yKa3blBaeT  Ha
60poaaByaThiii aHAOKapAUT JInbmaHa-Cakca.

02.04.2019

MoparkeHne cepaevHO-COCYAUCTON CUCTEMDI

Bo3MOXXHO pa3BuTHE NaHKapauTa. Mpu
BbICOKOI CTEMEHN aKTUBHOCTY MOXET Pa3BUTLCS
Any3HbIA MMOKapAUT, 3HAOKapAUT JlInbmaHa-
Cakca 1 hopMmpoBaHmem HeJOCTaTOHHOCTH
MUTPaJILHOTO K/anaHa, pexe aopTasibHoro. Mpu
OXOKT unccnepoBaHuy MOTYT ONpesensiTbes
6opofaByaTble HAIOXKEHNSA Ha KanaHax.

MuokapaMT xapakTepu3yercs asobamm Ha
OfbILLIKY 1 TOpasfio pexe — Ha 601 B 06/1acTy
cepaua. O6bEKTUBHBIMU MPU3HAKaMU MOPAKEHMS
MUOKapAa paHblle BCEFo SBAIOTCSA Taxvkapaus,
pUTM rasiona, r/yxoCTb TOHOB, MaJIoe My/IbCOBOE
[laBfieHne, pacllpeHmne cepaLa, CUCTOIMYECKNI
Wwym. B cnyyae Ts)Kenoro BONYaHOYHOrO
MUOKapauTa pa3BuBaeTCs cepaeyHas
HEA0CTATOYHOCTb

Ha6niopaetcs ysenuuenne pucka KBC, Ar, npu
CKB koTopas Hauboniee 4acTo 00yC/ioB/ieHa MOYEYHON
OucyHKUMen. KopoHapHas natonorus, MoXeT ObiTb

VHWLMMPOBAHHOW VIMMYHHBIMU [Leno3nNTHLIMU
KOMM/JIEKCaMM, HO, B HEKOTOPbIX C/lyyasiX, OHa
OTArOLAETCS XPOHWYECKOW CTEepOoMAHON  Tepanueil,
KOTOpas MOXEeT MpoAyuupoBaTh FUNEPAUNUAEMUAID 1
TYNepr/INKEMUIO. TvnepannuaemMus npu
He(pOTMHECKOM  CUHAPOME MOXET  CcoAelicTBOBaTb
atepockneposy npu CKB. Y nauveHtoB ¢ CKB ¢
BTOPUYHBIM aHTUOCHONUNUAHBIM CUHAPOMOM TaKKe
MOXET pasBMBaTbCS MH(APKT MuOKapAa Ha OCHoBe
TPOMG603a KOPOHapHbIX COCY0B.



MopaxeHue cocynos

MoBpexaeHve TkaHeld npu CKB npovcxoauT Bcneactsue
BOCMa/NTESbHbIX, VIMMYHHOKOMI/IEKCHBIX nopakeHui
Kanunnspos, BEHYN U apTepuon

CuHapoM PeiiHO Habnogaetcsi y 10-40% 60/bHbIX (25%).
MoXeT 6blTb OfHUM M3 CaMblX PaHHMX NPU3HAKOB 6ONE3HW.
MokasaTenb [O6POKAYECTBEHHOIO TeYeHWs npoliecca, OAHaKo,
passutne npu CKB croiikoro cuHapoma PeitHo —
NPOrHOCTUYECKN He6NaronpuATHbIA NPU3HaK.

CHUCTEMHBIW BaCKYJIUT MOXET ObITb BbISB/IEH Y 60/bHbIX CKB
C TEHAEHUMel K HeobpaTUMbIM HapyLIEHVSM KPOBOOGpaLLeHNs
— PpasBUTUEM WLIEMUYECKMX HEKPO30B KOHYMKOB MasbLieB
KUCTEN, rnomepynoHedputa rMNEPTOHMYECKOro  Tuna C
aHruonatven ceTyarku, TSHKEeNomn rmnepTeH3nei,
LepebpoBackynnTa, /ferouyHoil runepreHsun. [porHo3 npu
BO/IYAHOYHOM CMCTEMHOM BacKy/nuTe HebnaronpusATHbI. Yacto
coyeTaeTcs C  APYrUMW  ayTOMMMYHHbIMW  CUMHAPOMammn
(TvpeonguT XawmmoTo, uuToneHun, cuHapom LerpeHa).

CuctemHan KpacHaA BONYadHKa
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JlerouHas runepreH3us. MHorga (npu
M30/1MPOBAHHOM MOPAXKEHWNMN NTIEFOYHBIX apTEPWIit)
MOXET (hOPMMPOBATLCA NIEFOYHASA TUNEPTEH3NS.

ApTepuasnibHasl runepTeHsus. o4t Bcerga
CBA3aHa C MOPavKEeHVEM MOYeK.

BackynuT KOpOHapHbIX COCYAOB. [TopaxeHne
KOpOHapHbIx cocyaoB ans CKB HexapakTepHo. Tem He
MeHee, Npu OCTPOM nporpeccupyroem TeyeHnm CKB
MOXXET Pa3BUTbLCSA KOPOHAPOPUUT C YacTbIMU
npucTynamy cteHokapaun. MoxeT 6biTb
3aMbonn3auma LepebpasibHbIX WM KOPOHAPHbIX
apTepuii .TpomM60oTMYECKMe KanaHbl UM TPOM603
cepaeyHbIX Kamep onuvcaHbl Y NauMeHToB ¢
hochonnnuaHbIM CUHAPOMOM. AKTUBHASA BO/THaHKa
MOXXET COMPOBOXXAATLCSA aKTUBHbIM BACKY/IUTOM,
pa3BuUTMEM MH(apKTa MMokapaa. CpaBHUTENbHO
4YacTo pa3BMBalTCA TPOMOOMIEOUTHI MOAKAOUNYHbIX
BeH. CMHAPOM 06/IMTEpUPYIOLLErO TPOMOaHIMTa C
nepemexXxaroLLeiics XpoOMOTOiA.

BonyaHOYHbIV HehpUT

Y 25-50% 60/1bHbIX CKB B Hauane
3a60/1eBaHNS UMEKOTCS MPU3HaKK
NopaXkeHNs1 NoYekK

B panbHeliwem, y 60% B3pOC/bIX 60/IbHbIX

ny 80% peteii ¢ CKB

MpunBognT K passutuio XMNH v nosbilwaeT
puck CC3 n cmepTtn.

Weening J.J et al, 2004
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ccnegoBaHmne moyun

TecT-nonocku
MWKPOCKOMMYECKWIA aHann3

OnpegeneHne cogepXKaHusl 6eska u
KpeaTuHWHa B CyTOYHOI MoYe

Jlonyc-Hedpur (BOJT4AHOUYHBIH IJIOMepyJioHe(puT)
PaznnyaroT cineyronme KIHHHIECKHE (YOPMBI JIFOITYC-
Hedpura:

BbIiCcTpo nporpeccupyrowmii BOJIYAHOUHbIN
rnoMepysioHedppuT (TAXKenblii  HepoTUYECKU  CUHAPOM,
3/10KaYeCcTBEHHAs apTepuasibHass TUNEePTEeH3Ns, BbIPAXKEHHbI
MOYeBOM CUHAPOM, 6bIcTpPOE passuTue noyeyHon
He[l0CTaTouYHOCTW).

XpOHMYECKUIT BOJIYAHOUHBbIA  r/IoMepynioHedpuT
BbIpa)X€HHbIM MOYEBbIM CUMHAPOMOM

HEecCKonbKo  nierye  (NpoTeuHypus  6Gonblue
MUKpOremaTtypusi, Neikouutypus), B MOMOBUHE HaboaeHui
rMNepTeH3uns, JOBO/LHO GbICTPoe pas3suTue XIMH..
XpoHuueckuii rnomepynoHedpput C HedpoTUYECKUM
CUHAPOMOM — MpeobafaeT HePOTUYECKUI CUHAPOM, YacTo
apTepuanbHas rmnepTeH3nsi, HEBbIPAXKEHHAS NPOTEUHYPUS.
JlaTeHTHbI rnoMepysioHepuUT C U30/IMPOBAHHbIM
MOYEBbIM CUHAPOMOM (MpoTeuHypusi MeHee 0,5 r/c,
MUKporematypusi, Hebonbluas NeikouuTypus).

02.04.2019

OLEeHKa CKOPOCTU KiTyb6O4YKOBO/A
dmnbTpaunmn-8 Hopme 120£25
Mn/Mun/1,73 m2

I3mepeHue KivmpeHca KpeaTuHuHa 4s
onpegeneHns CK® KnKp(mn/muH)=[koHL.Kp
Mo4n (MKMOsb/N)X 06bem nniasmbl (Mn)/KoHL.Kp
nnasmbl (MKMONb/N)X Bpems (MuH)]

*OueHka CK® no nokasartesisiM niasmvbl-
YpaBHeHne Kokpogpta-laynta: KnKp= [(140 —
BO3pacT) x macca Tena (Kr) X Koadadp-T (1,22 myx
n 1,04 xeH)]/ypoBeHb Kp cbiB.KpoBW (MKMOSL/N)

*MDRD (13MeHeHMe aneTbl Npu 3a601eBaHmAaX
no4vek) www.renal.org/eGFR

MokasaHusa k 6uoncum nouek npu CKB

CoxpaHeHun npoTtenHypumn >0,5 r/cyT, 0CO6EHHO B
CoYeTaHUn ¢ remMaTypvein u/wam LuanHapypue.
Ecnu CK® coctaBnsieT meHee 30 MA/MUH HOPMa/lbHble
pa3mepbl novek (>9 cm y B3pOCAbIX) U/Wan NpU3HaKN
aKTUBHOCTW, OCOGEHHO MPOTENHYPUS U U3MEHEHUSA
MOYEBOro ocaaka (IpUTPOLUTBI, NEKOLUTLI U/nan
LUWUNVHAPSI).

pn OTCYTCTBUM NPOTMBOMOKAa3aHWA GUOMCUI0 MOYKM
cnefyeT NpoBoAWTL B TeyeHue 1-ro mecsua nocne
Havana 60n1e3Hun, NPeAnoYTUTENIbHO A0 Havana
MUMMYHOCYNPECCVBHON Tepanuu.

OpfHaKo ecnn Henb3sl 6bICTPO BbINOMHUTL GUOMNCUID
NOYKW, TO OTKNaAblBaTb /leveHne
r/IIOKOKOPTUKOCTEPONAamMn He cnepyert.
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CornacHo knaccugpmxaymn BO3 (1982r.), Bbigensaror
cnegyrowne MopghosIornYecKkme BapmaHTbl JIFONMyc-He@pura:
I OTCcyTCTBME M3MEHEHMI B GronTaTe.
A —HOpMaJibHble MPY BCEX BUAAX UCC/E0BAHUS;
B —HOpMasibHbIE MPK CBETOBOW MUKPOCKONUN
II Me3aHrmasbHblii HePPUT —O0THOCUTENBHO
JobpokayecTBeHHas hopma nopaxeHus noyek npu CKB, yacTto

npoTekaeT 6eccMNTOMHO. B Moye o6HapyuBatoTcs
He3HauuTeNbHas NPOTeVHYPUs W remMatypusi.

A —pacluMpeHvie Me3aHrusi U/Uin yMepeHHasi MnepKIeTOUHOCTb;
B —Me3aHruasbHasi KineTouHasi nponndepauys

III OuaroBbii nponndepaTUBHbIN HePPUT — Takxke
OTHOCUTE/IbHO J0BPOKAYECTBEHHbIN BapuMaHT NOPaXKeHUs NoYek
M B TUMUYHBIX CNyYasx NofAaeTcs Tepanum ctepougamu

A —aKTUBHbIE HEKPOTV3MPYIOLLME MOBPEXAEHNS;
B —aKTWBHbIE U CKIEPO3MPYIOLLME MOBPEXAEHNS;
C —CK/1epO3VipytoLLME MOBPEXAEHNSI

MOP®OJ10I' A (npomomkeHne)

ammIongo3 NoYEK C BbIpaXXEHHbIM
HE(POTMYECKM CMHAPOMOM.

A —4nCTbIi MEMOPAHO3HbI FNOMEpPYIOHEPUT;

B, C, D —accoummpoBaHHbIii C MOBPEXAEHUAMU
Il knacca

VI CKNepo3unpyoLmii BONYaHOYHbI HehpuT

02.04.2019

IV Ancbdy3Hbiii nponndepaTMBHbI He(PPUT — Taxenoe
NopaXxeHvie NoYeK, YacTo CONPOBOXAAETCA apTepuanbHONM
runepTeH3veld, 3HaunTeNbLHON NPOTENHYPUEl 1 NpU3HaKamu
noyeyHoli HegocTaToyHOCTU. 19 3aWmThl NOYEK NPUMEHSIOTCS
r/IIOKOKOPTMKOMABI U LMTOCTaTUKK. B HacTosiee Bpemsi Npu
nponntepaTUBHbIX HepUTax y NaLMEHTOB YacTO OTMEYaeTcs
rematypus

A —C CerMeHTapHbIM1 NOBPEXAEHNSAMU;
—C aKTVIBHbIMW HEKPOTU3MPYIOLLMN MOBPEXAEHNSAMU;

C —C aKTUBHbIMY 1 CKNEepO3VPYIOLLUMU NOBPEXAEHNAMM;
V MeM6paHOo3HbI HePUT NPOTEKAET C BbIPAXKEHHO
NPOTENHYpWe, HEPPOTUYECKUM CUHAPOMOM Y HEGOMLLLUMMMN
N3MEHEHUAMU B ocajke Moyn. CO BPEMEHEM pa3BUBaETCS
noyeyHas HefOCTaTOUHOCTb. SMMEKTUBHOCTL NPUMEHEHUSA
LMTOCTATUKOB NpU 3TOl hopMe BOMHYAHOYHOrO HedpuTa He
nokasaHa. MoXeT HabntoaaTbCsA NMenoHepUTNYECKIiA
CMHAPOM, 0COBGEHHO Y 60/bHBIX, NIeYeHHbIX
KOPTUKOCTEPOUAHBIMUA U LUTOCTATUYECKUMU NpenapaTtamm 1

PeHanbHasa 6umoncus uwacro TpebyeTcs Ana NeveHns
CKB. Mo «knaccudpmkauum  WHO  me3aHrMasibHble  ©
MeMbpaHo3Hble Monyc-HedpUTbl UMEIOT Jlyylle MPOrHo3, Yem
nponudepatnBHble (Popmbl HepUTOB.

JlumdaneHonatus BcTpeuvaetca y 40% nauyeHToB U
6voncus TUNUYHO BbIAB/IAET peakTuBHYO n
MMMYyHOG/1aCTUYeCKy0  runepnaasuto.  OgHako,  aumdomMa
BCTpeyaeTcss 4acto y naumeHtoB ¢ CKB u gmarHoctnueckas
6uoncusa ysna Heobxoamma, ANA TOro YTOGblI MOATBEPAUTL MU
UCKJTIOUUTDL 3Ty BO3MOXHOCTb.
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Mopa)keHne HePBHO-NCUXUUECKOI chepbl

HepBHO McuxnaTpuyeckne OC/TIOKHEHUS COCTaBNAT Y
50% naupeHtoB ¢ CKB U BKAKOYaKOT OCTpble U
XPOHUYECKME, KaK (hoKasibHble, Tak U AUQY3Hble
nposieneHus. LlepebpasibHble cOCyauCTble  Criyyaun
ABMIAOTCA  CNEACTBUEM TOr0O WAW  [pyroro
BOCMaJ/IEHWA WM He BOCMaJIUTENLHOrO reHesa,
Tpomb6oTMYeckmx Backynonatuin B LIHC. OcnoXXHeHUs
coctaBnaoT 25% B TeyeHve CKB. [AuddysHble
LepebpasibHble  AUCYHKUMM  ABMIAKOTCS  CNEACTBUEM
opraHnyecknx HapyweHun “disorders”, JIMYHOCTHbIX
HapyLleHuid, wwu3onaa, WaM Kombl. [leprognyeckoe
BoB/nieyeHne LIHC mMOXeT mpuBECcTU K OpraHuyeckum
MO3roBbIM CUHApOMaMm win gemeHuun. Y 50%
60/bHbIX BO3HUKAOT AUGY3HbIE WM O0YaroBble
HapyweHus LIHC.

AcTeHoBereTaTuBHbIN
6bICTPast yTOMISEMOCTb.

CAHAPOM — CNabocCTb,

MonuHEBPUT C 60IE3HEHHOCTLHD HEPBHbLIX CTBOJIOB,
CHUXXEHNEM CYXOXM/bHbIX pedieKcos,
YyBCTBUTE/IbHOCTM, MapecTe3vsiMiM U  napaiMyamu
KOHeYHocTell. Ammatpothmm  06bIMHO B pasrap
3ab0n1eBaHus.

MonepeuHblii MUenuT BcTpeuaeTcs wu3pegka c
paccTpoiicTBamym (OyHKUMW Ta30BbiX OpraHos. B
TAXKESbIX cnyvasax—
MEHVHI03HLe(hanonoampasuKyioHEBPUT. .
MonepeyHble MUENUTbI TPEOYIOT NPOBEAEHWUS My/bC-
Tepanuy MeTUINPELHU3aI0HOM U LMKIoochaMnaoMm.
LUMpoKk  cnektp  HEeBPOJIOFMYECKMX  HapyLUEHW,
CBSA3aHbIX C HAMUYMEM aHTUGOCHONMNNAHBIX aHTUTEN
(WHCYNbTbI, TPOM6O3bI CETUATKMN).

02.04.2019

Heiiponcuxuuyeckne paccTpoicTBa — peakTMBHas
Jenpeccusi, NCYX03bl, HapylleHWe Mo3HaBaTe/IbHOW
[esATeNnbHOCTM W npunagki. B ocHoBe nexar-
BacKynonatum (65%), sHAOTeNMnaIbHas
nepuBackynsipHad nponaugepaums, rMaaMHusaums
cocyfoB. AHTUTENa K Sm  SABAAOTCA  MapkKepoMm
nopaxeHus LIHC.

TpomM603bl U MCTUHHBbIE BACKYJ/IUTbl. BO3MOXHbI
reMunapesbl,  AMCHYHKLUMN  YepenHbiX  HEpBOB,
MWENUTbI U HapylleHWs ABWDKEHUA. JliombanbHas
NyHKUMsA, 33 M KOMMNbIOTEPHas ToMorpagusa 4acto
MasioMHDOPMaTUBHbI, MPY MPT MOXHO BbISIBUTb 04aru
nopaxkeHus.

Mepundepuueckas HepBHas cucrema
Mepudepryeckas HeliponaTns COCTaBASET  OKOJO
10%. AcenTu4yeckme MEHUHTUTbI W  MNOoMnepeyHble
MUENUTBI  ABMSAKOTCA  BTOPUYHBIMW K BacKy/mTam,
TPOoM603M60/IMAM

KULlue4yHoro

MopaxxeHune
TpakTau neyeHu

YWenyaoUHo-

(y 50%
06Hapy>xmBaeTcs
MOpponornyeckn  —

60/1bHbIX). PeHTreHonornyecku
Avnarauymns nvLesoaa,
U3bsI3BIEHNE  CNU3UCTOM
MULLEBOAA, >KeNyfKa, KuleyHuKa, [ereHepaums
KOJInareHoBbIX BOJIOKOH. PacnpocTpaHeHHbIi
apTepunT Me3eHTepuasibHbIX COCYA0B — MpuU4uHa
abfoMVHaIbHOTO cnHApoMa. C TeyeHnem BpemeHu —
paccTpocTBO  MOTOPUKWU  >KenyAaka W 0COBGEeHHO
KMweyHnka. MeHee o6wmm  nposBneHnem CKB
ABNAETCA Me3eHTepuasibHas WLIEeMUs, Kak CrefcTeue
Me3eHTepuasibHbIX BACKY/IMTOB U NaHKpeaTUTOoB.
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lMopaxeHne nevyeHmn nposBIAeTcs ot
He3HaunTe/IbHOro YBeNMYEHNs neveHn 4o renatuta (y
3-7%). BonyaHouHbI renaTuT NpPosBAsSeTCA
YBE/IMYEHNEM NEYEHU, XKENTYXOM, NOBbILLIEHNEM
COAiep>KaHns B KPOBM YPOBHA aMUHOTpaHcdepas.
YBENnYeHne neveHy MOXeT 6bITb Pe3y/bTaTom
NOPaXXeHWs1 PeTUKYN03HA0TEIMAIbHOM CUCTEMBI,
cepfeyHo HeAOCTaTOYHOCTU. Hecneunduyueckue
BOCMasieHns nevyeHn onucaxsl npu CKB

CeneseHka un nuMmdarTnyeckme ysnbl

Yaule Bcero yBennyeHne 0THOCUTCA K HECKOJIbKUM
pernoHanbHbLIM rpynnam y31o8 (B TOM Yucie K
MeAnacTUHaNbHLIM U GPIOLLIHBIM); MHOTAa UMeeT
MeCTO reHepasi3oBaHHas MMMageHonaTus.
Bo3m0OXKHO yBenmueHue ceneseHkm (y 10%)

Jiumconenmsa (meHee 1.5.109/n1) npu 2-x onpeaeneHusx unn
6onee. . 3a cueT aHTMAMMoumTapHbix AT pasBuBaeTcs
ayTOMMMYHHas MMAONEHNS.

Tpom6ouutonenust (y 30-50%), He cBs3aHHas C MPUEMOM
NeKapcTB. MHorga pasBuMBaeTCA remopparvyeckvii - CUHAPOM
(cuHppom Bepnbroda). 3a cuetr AT K Tpombouutam unu
aHTUOoChaIUNNAHbIX  aHTUTEN pas3BMBaAeTCA OCTpas Wau
XpPOHMYECKass WUMMyHHas Tpomb6ouuMTOneHWs. YCKOpeHHas
CO3 mMM./yac - xapakTepHblii MpU3HAaK  BOMYAHKU,
KOPPENIOPYHOLLMIA ¢ aKTUBHOCTbIO Mnpouecca (16-20 mm./yac -I
cT., 30-40 mm./yac —II cT., 45 mm./yac nnu 6onee-llict.)

MapunanbHoe TpoM6oOnIacTMHOBOE BpeMsi  MOXET
nosblwarec. AT K  oconmnugam  (“BOMYAHOYUHBIN
aHTUKOAry/sHT) CMOCOGHbI BO3[elicTBOBaTb Ha
CBEPTLIBAEMOCTb KpoBMU, BbI3bIBasA yAJIMHEHNE
TPOM60ONIACTUHOBOTO BpemMeHu. MapoAoKCcanbHO, HO Y 60/bHbIX
C MNOfJO6GHLIMU HApYLUEHWSMW Bbllle PUCK BO3HUKHOBEHUA
TPOM6030B, YeM KPOBOTEUEHUIA.

Ceponiormyeckme ucciefoBaHUN: J1I0XHOMNOMOXUTE bHbIE
pe3y/bTaTbl CEPONOrNYECKUX UCCef0BaHU Ha cudmamc (y 5-
10%). Hanmune AT K  dochonunugam  onocpegyet
JIOXXHOMOIOKUTE bHbIE pesy/bTarhl CeposIornyecKnx

02.04.2019

JlabopaTopHas AMarHocTuka

HopMoxpoMHas uam runoxpomMHas aHemums (y
60-80%) 06ycnoBneHa akTUBHOCTbLIO MpoLiecca,
XKEYA0UHO- KMLLEUHbIM KDOBOTEHEHNEM MpPK
CTepOMAHbIX A3Bax, MOYEYHOV HeOCTATOYHOCTHHO.
FemMonMTUyecKas aHeMMS C PETVKY/IOLMTO30M (Y
10%)

JleiikoneHus (MeHee 4.x09/n) npu 2-x
onpegeneHuax unu 6onee. [locturaet Bpsife Cly4aes
1.2.109/n.

JleiikoumnTO3. /I13peka MOXET BblTb TAKXKE CBA3AH C
VNHTEPKYPEHTHLIMU UHDEKUMAMU, NPUMEHEHVEM
CTepPOUAHbIX TOPMOHOB.

HeWTponeHus co caB1rom B hopmMysie KpOBM BNEBO
[0 NMPOMUENoUNTOB, M1EOLMTOB, METaMVENOLMTOB,
T.€. Pa3BUTVEM JIEIKEMOVAHOWN peakumn. 3a cHeT
aHTUNelikounTapHbix AT pasBnBaeTCa HEATPOMEHNS.

TeueHune
BbIPQXKEHHOCTLIO NOJIMCUHAPOMHOIO npovecca.
OnpepeneHne BapuaHta TeyeHus CKB BaxHO nand
o6LLen oueHKM 601e3HU, ee NPOrHosa.

onpepensiercs OCTPOTOWA n

OcTpoe TeyerHmne MNpenMyLLeCcTBEHHO Y AeTeld, NoAPOCTKOB 1
MOMIOAbIX MYXUMH. OcTpoe Hauasno (60/bHble MOryT yKasaTtb
[eHb, Korga Havanocb 3abonesBaHue). MHOXEeCTBEHHOCTb
NnopakeHns =~ opraHoB.  KAWHMKO-nabopaTtopHble  NpU3HaKn
aktuBHoctn 11l cteneHn B TeyeHve 3-6 Mec pasBuBalTCs
nonyc-Hedput nan nopaxeHve LHC. [MpoaomKuTensHOCTb
3aboneBaHust 6e3 neveHust He 6onee 1-2 nert.

NMopocTpoe TeueHune. HaunmHaeTcs NOCTENEHHO, He3aMeTHO C
NnopaXkeHnsi KOXW W CcycTaBoB. B0MHOOGPa3HOCTb TeueHus
60Me3Hn, nNpuyeM  Npu  0BOCTPEHUAX  MOCTEMEHHO B
naTonornyecknii MpoLecc BOB/IEKAKOTCS Apyrue opraHbl W
cuctembl.  AktuBHocTb Il-1 cteneHs. B TeyeHwe 2-3 net
pasBuBaeTCA XxapakTepHas MOIMCUHAPOMHOCTL C  Y4acTbiM
pasBuTMEM Ntonyc-HedprTa U 3HUedanmTa.
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Tonbko NATb MHAEKCOB akTUBHOCTM CKB npownun
XpouuquKoe TE€YE€HMUE. AnutensHoe Bpems Ba/IMAALMIO U LLMPOKO MUCNOJb3YHOTCA B MMPOBOiA
nposiBAseTCA peumanBamMm Tex Un UHbIX CUHAPOMOB MeAVLMHCKON neye6HOo N HayuHoW NpaKTuke
(NonunapTpuT, pexe NoaMCePO3UT, CUHAPOM ANCKOUAHOM
BO/IYAHKM, cuHApoMamu PeliHo, Bepnbroga, Lerpena, 1. SLE Disease Activity Index (SLEDAl)
3NMNeNTUAPOPMHbIM) (MOHOCUHAPOMHOCTL). [lechopmatum I ek,
passuBatoTca Ha 10-15 rofy oT Hayana 3abonesaHus. 2. Systemic Lupus Activity Measure
Ha 5-10 rogy npucoeanHATCA Apyrve opraHHble (SLAM)
nposineHns (HepuT, MHEBMOHUT), T.€. MOCTENEHHO i
pasBuBaeTCca XxapakTepHas NMoAUCUHAPOMHOCTb. Peako 3. European Consensus Lupus Activity

pasBMBaETCA TSHXKENbIA Ntonyc-HethpuT 1 nopaxkeHune LIHC. Measurement (ECLAM)
4. Lupus Activity Index (LAI)

5. Classic British Isles Lupus Assessment
Group Index (Classic BILAG Index)
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Oo6mmii SLEDAI-cuer

B rpagy SLEDAI-cueT BHOCAT 6aJlIbl, €CJIH JaHHbIH
CHMMIITOM €CTh HA MOMEHT 0CMOTPa WJIM HMeJl MeCTO B
TevyeHnne 10 npeqmecTsoBaBINX 0cMOTPYy AHeil. SLEDAI-
2K B ouinune ot mkaiabl SLEDAI no3Boasier yuecTh
MePCHCTHPYIOUIYI0 AKTHBHOCTH, CBSI3AHHYI0 ¢ HAJIHYHEM
KOKHBIX BBICBINIAHHIA, 3B CJIU3HCTHIX 000J104eK,
ajionenuu, nporeunypun. B mxane SLEDAI yunrsiBaioT
TOJIbKO PelHINB MU NePBHYHOE BOSHUKHOBEHHE TaK
NPH3HAKOB, KAK KOKHAsl ChINb, JT0NEIHs], I3BBI
CJIM3HCTBIX 000JI04€eK H NPOTEHHYPHs, a B HIKaJIe
SLEDAI-2K - ;11000ii BApHAHT JaHHBIX IPH3HAKOB (BHOBL
BO3HUKIINI, pelHINB, IePCUCTHPYIOIIASI AKTHBHOCTB).
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Hupexc nospe:xaenus (MII) npu cks slicc/acr Damage Index
(Heo0xoa1umMo HaIM4Me y NALMEHTA HUKellepeYncIeHHbIX
CHMMIITOMOB He MeHee 6 MecsieB)

Ipusnax Bana
bl

Opzan 3penus (Kaycowlit 21a3) NPu KAUHUYECKOU OYeHKe

JIwbas karapakTa

H3meHenust ceTYaTKy HIIN 0¢usi 3pUTEILHOIO HEPBA

Hepenas cucmema

KornnTuBHbIe HAPYIIEHUS! (CHIIK

CYETOM, IJ10Xasi KOHLIEHTPALHS], T|

WJIH NIHCbMe, HAPYIIeHHbIii YPOBEeHb HCIIOIHeHNs]) HiIH §o/IbIne
TICHXO03bI

IOPOKHbIE IPHIIAJKH, TPedylouue JedeHns 6oee 6 mec

Huc cora-imoo (cuer 2 6asuia, ecim >1)
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Hnpexc nospexaenus (UII) npu cks slicc/acr Damage Index
(Heo0xoauMo HaJIM4He y NAIHEHTA HUKeNepeYrcJeHHbIX
CHMIITOMOB He MeHee 6 mecsileB)

Yepenno-Mo3ropasi WiH nepudepuyeckas Hepponarus 1
(MCKJII0Yasl 3PUTEILHYIO)

Tlonepeunblii Muel

ITouku

KnyboukoBasi puiasTpamust < 50 ma/Mun

pus >3,5 r/24 yaca

Koneunasi craausi mo4e4HoOro 3a001eBaHus
(He3aBMCHUMO OT JHATH3A WIH TpﬂHCl’l.TlaHTal.lllll)

Nuaexce noBpexaenus (MII) npu cks slicc/acr Damage Index
(mponoskenune)

Ilepughepuueckue cocyowt
ITepemeskalomasicsi XpoMoTa B TeueHHe 6 Mec
HeGoubmasi NOTepsi TKAHH (KIMOAYIIEYKA» NAIbIA)

3HauMTe/IbHAS N0TEPs TKAHU KOIa-1H00 (0Tepsi najbua
KOHEYHOCTH) (CHeT 2 ecJiM > YeM B 0/HOM MecTe)

Beno3ublii TpoM003 ¢ 0TEKOM, H3b5I3BJEHHEM WIH BEHO3HBIM C

Kenyoouno-xkuweunsiit mpaxm

HHdapkT, pe3ekuus KHIeYHNKA (HIzKe 12-MepCTHOM KHIIKH), CeIe3eHKH,
TIeYeHH HJIH JKeJTYHOTO My3bIpsi, KOraa-au60 1o J00biM NpuunHaM (cyer 2
ecJi Gosiee 4eM B OJJTHOM MecTe)

Me3senTepnajibHasi HEIOCTATOYHOCTH
XpoHHYECKHIi TEPHTOHUT

CTpHKTYPbI WM XHPYPrHYecKHe ONepaluy Ha BepXHeil yacTy

02.04.2019

Hnjexc nospexaennus (UII) npu cks slice/acr Damage Index

Jezkue
Jlerounas runeprensust (BrIOyXaHHe NPaBOro KeJIy104Ka WiIH 3BOHKHi 1
11 Ton)

Jlerounblii puépo3 (Pu3MKAIBLHO H PEHTTEHOJIOTHYECKH)

CMopiuieHHoe Jierkoe (PeHTreHOI0rHIeCcKH)
IlneBpaibHbIi GUOPO3 (PEHTIEHOIOrHYECKH)
WupapkT jierkoro (PEHTreHOJI0rHYeCKH)
Cepoeuno-cocyoucmas cucmema

CreHoxap/usi WM 20PTO-KOPOHAPHOE IIYHTHPOBaHHE
Hundapkr muokapaa koraa-iuoo (cuer 2 6aia, ecaun >1)

Kapanomuonarus (1ncdyHKIust #KeIy104KoB)

Iopaskenue KIaNAHOB (IHACTOIHYECKHH HIH CHCTOJIHYECKHI IIyM
>3/6)

IepukapauT B TedeHne 6 Mec (MJIN NEPHKAPIIKTOMHS)

Hupaexc nospesxaenus (UII) npu cks slice/acr Damage Index
Kocmuo-motueunas cucmema
Mbimeunasi aTpodusi nin caabocTh

JleopMHpYIOIIMii HIIN 3PO3HBHBII APTPHUT (BKJII0UAsi BIPAaBHMbIe
Ae(opMalnH, HCKIYas aBACKYISIPHbIE HEKPO3bI)

OcTeonopos ¢ nepeJoMaMH HIIH KOJLIANCOM NMO3BOHKOB (HCKII0OYast
ABACKYJISIPHBIH HEKPO3)

ABacKyJIsApHbIii HeKpo3 (cyer 2 6aia, ecan >1)

OcreomueuT

Kooica

PyOuoBasi XpoHn4eckasi ajonenust

Oﬁumpnoe pyﬁuesalme WIH MAHHUKYJIUT (Kpome BOJIOCHCTOH YaCTH H
noayuievex naﬂbuen)

U3bsi3Baenns KOXKM (MCKJII0uasi TPOM0G03) B Tedenune 6 mec

Iopaikenue noJI0BOMH cHCTEMBI

CaxapHblii 1Hader (BHEe 3aBHCHMOCTH OT JIeHeHMUs1)

TMrHu3amust (MCKIIIYast Juciiasum) (cuer 2 6aJiia, ecin 6oJee
4eM B 0JTHOM MecTe)
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JleueHune

OcHOBHbIE npenapatbl An uyeHusa CKB

IIpenapate! Hamunboaee yacro | [Ipumensiiomuecs

MaToreHeTnuyeckas Tepanusa CKB ocHoBbiBaeTcs
NnpUMeHsieMble OTHOCHTEJILHO

Ha nofas/ieHn UMMYHHOTO BOCMNasIeHns peiKo

T/TIOKOKOPTUKOCTEPOUAHBIMN ropmMoHamu n

UMMYHOZenpeccaHTamu.

Cpeau 06LIJI/IpHOI'0 apceHana cpefAcTts neveHns CKB Jas BHYTPHBEHHOTO | 6-MeTHANpeHN3010H

MO)KHO Bb|'qen|/|‘|'b BBeACHUS (rly.rn.c—Tcpamm) (CO.TII()—M(!El])(L'l,MQTlll'l]’)l‘,El.
1.0CHOBHbIE METOAbI MATOrEHETUYECKON Tepanuu.
2.MeToAbl MHTEHCUBHON Tepanuu.
3.JononHutesnbHble MeTo/bI

Tepanuu.

1I0KOKOPTHKOCTEPOM/IBI
JUIsi IpHEMa BHYTPh

Ipeanunsoiion, 6-meTna | Tpnamcunosion
(meTunpen,

JlexcameTa3oH
(aexcaBeH,
JIEKCA30H)
HmmyHoenpeccanTbl 10(ocdamms
(unkaodochan)
AzaTHONpHH (MMYpaH)

XtopamoOy uui
(xJ10pOyTHH)

o MetoTpekcar
natoreHeTn4yeckomn Lukiocnopun

4-AMHHOXHHOJIHHOBbIE

I'appoKcHXI0pOXHH

Xi1opoxuun

4. Bcriomorate nbHble CpeAcTBa.

The first guidelines for managing lupus nephritis have been
issued by the American College of Rheumatology, 2012

Patients with clinical evidence of active, previously untreated
lupus nephritis should have a renal biopsy to classify the disease
according to International Society of Nephrology/Renal
Pathology Society criteria.

All patients with lupus nephritis should receive background
therapy with hydroxychloroquine, unless contraindicated; this
recommendation was based on a prospective controlled trial
showing lower flare rates in those who continued
hydroxychloroquine, compared with those who switched to
placebo

Glucocorticoids plus either cyclophosphamide intravenously (IV)
or mycophenolate mofetil orally for induction in patients with ISN
class III/IV disease; patients with ISN/RPS class I and II
nephritis do not require immunosuppressive therapy

Administer ACEIs or ARBs if proteinuria is 0.5 g/24 h or more
Maintain blood pressure at or below 130/80 mm Hg

NPOM3BO/IHbIE JIAK] J (e. J1)

Joint guidelines for the management of adult and pediatric
lupus nephritis by European League Against Rheumatism and
European Renal Association-European Dialysis and Transplant

Association (EULAR/ERA-EDTA), 2012.
Any sign of renal involvement can be an indication for biopsy, which should
be performed within the first month after disease onset, preferably before
the institution of immunosuppressive treatment.
Use mycophenolate mofetil or or low-dose IV cyclophosphamide plus
glucocorticoids as the initial treatment for patients with ISN class 1111V ,
disease
In patients with adverse clinical or histological features, cyclophosphamide
can be prescribed at higher doses, while azathioprine is an alternative for
milder cases
For pure class V lupus nephritis LN with nephrotic-range proteinuria, use
mycophenolate mofetil in combination with oral glucocorticoids for initial
immunosuppressive therapy
Patients who improve after initial treatment should receive mycophenolate
mofetil or azathioprine for at least 3 years; patients who start on
mycophenolate mofetil should continue on that agent
Patients in whom mycophenolate mofetil or cyclophosphamide therapy fails
should be switched to the other agent or to rituximab
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Guidelines ACR, EULAR, 2012

Patients with end-stage renal disease
(ESRD), sclerosis, and a high chronicity
index based on renal biopsy findings are
unlikely to respond to aggressive therapy.
In these cases, focus therapy on
extrarenal manifestations of systemic
lupus erythematosus (SLE) and on
possible

MokasaHusa u uenm MMMyHOCynpechBHOﬁ Tepanum

KoHeuHble uenv Tepanun y 60/bHbIX BH
—COXpaHeHve MYHKL N NOYeK,
npodmiakTka 060CTpeEHUI 1
NeKapCTBEHHbIX OCMIOXKHEHWI, YayuylLleHne
KayecTBa XXU3HU 1 yBeNn4eHue
BbDKVMBAEMOCTH.

[py OTCYTCTBMM APYrUX NOKa3aHui
MMMYHOCYNPECCUBHYIO TEpPanuio He
cnenyeT HasHayaTb 60/1bHbIM BH | 1 VI
K/1accoB

02.04.2019

Patients with active lupus nephritis should avoid
pregnancy, because it may worsen their renal

disease and because certain medications used in the
treatment may be teratogenic. In women who desire

pregnancy, the following approach is advised:
A preconception evaluation to establish and
inform the patient about pregnancy risks

Plan for pregnancy during inactive lupus nephritis

Keep the lupus nephritis inactive with the lowest
possible dosage of allowed drugs

Treat known risk factors (hypertension,
antiphospholipid and antibodies)

Monitor closely during and after pregnancy to
rapidly identify and treat SLE flares and obstetric
complications

Kputepuun oTBeTa Ha MMMYHOCYNPECCUBHYHO
Tepanuio npy BH

Kputepun nonHoro oTBeTa Ha NieyeHre -CHKeHne
OTHOLLEeHWs1 6eNoK/KpeaTuHUH Moun <50 Mr/MMosb (UTO
COOTBETCTBYET NpoTenHypun <0,5 r/cyT) 1 HOpMasIbHYO
nnn 6amnskyto kK Hopme CK® (B npegenax 10% OT HOpMbI,
ecnu CK® paHee 6blna CHKEHA)
*KpuTepuy 4acTMYHOro OTBETA —CHDKEHNE
NpoTEMHYPUM NO KpaiiHei mepe Ha 50% (go
cy6HethpoTUYECKOrO YPOBHS) U HOPMasIbHYO Un
6/1M3Kyt0 K HopMe CK®.
*OTBETa Ha /IeYeHUs XenaTenbHO AOCTUYb B TeyeHue 6
MeCSILEB M He no3fHee 12 mecsiueB nocse Havana
Tepanuu.

EULAR-ERA-EDTA, 2012
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Il knacc -loBpeXkaeHna mesaHrus

Y naumeHTos ¢ BH Il knacca n
npoTenHypuen >1 r/cyT, coxpaHsaoLLencs
HeCMOTPS Ha NleyeHne 6okaTopamu
PAM®, ocobeHHO Npu HaaMuum
rematypuu, pekomeHgyetca neveHue 'KC
B HU3KMX Uau cpefHux posax (0,25-0,5
Mr/Kr/cyT);

*B KayecTBe cTepougocbeperaroLLero
npenapata MOXeT ObITb Ha3HaueH
azatuonpuH (1-2mr/kr/cyT)

V knacc -Mem6paHo3HbIi BH

Y nauueHToB ¢ BH V knacca npumeHstior MM® B
KOM6UHaUuK ¢ npefHu3onoHom (0,5 mMr/kr/cyT).
AnbTepHaTUBHbIE NpenapaTtbl: Lukiohochamus,
VIHIMBUTOPbI Ka/IbLIMHEBPUHA UM PUTYKCUMAG;

Mpy OTCYTCTBUM HEXeENaTeNbHbIX NPOrHOCTUYECKUX
(haKTOPOB Yy OTZAE/bHbIX MALMEHTOB a/lbTEPHATUBOM
MM® nnu uyknodocammgy (Hanpumep, nNpu Hanmymm
NPOTKBOMOKAa3aHWiA WU NA0XO NePEHOCMMOCTUN) MOXET
6bITb a3aTMONPUH (2 MIr/Kr/cyT), XOTA NeYeHne aTnm
npenapaTom accouuvpyeTcsi ¢ 60/1ee BbICOKMM PUCKOM
060CTPEHNIA.

02.04.2019

111 knacc -OuaroBo-nponudepatuBHbllii BH 1V knacc-
Lundbchy3sHo-nponudepaTmBHblii BH (Tsxenbli
Me3aHrnasbHbli/Me3aHr nokanuasapHbIi

BonbHble BH I11A nawn I11A/c (£V) u IVAunn IVA/C (£V) knacca —
MukotbeHonosas kucnota (MM® B LieneBoit go3se 3 r/cyT B TeUeHne
6 mMecaleB) Unu uuknodgocthamuz BHyTPUBEHHO B HU3KOI fo3e
(cymmapHo 3 r 3a 3 MecaALa) B KOMGMHaLIMM CO CTepouaamm;

[1pu HaMUMM HeGNAroNPUATHBIX MPOTHOCTUYECKNX (PaKTOPOB
(6bIcTPOE YXyALIEHWE (DYHKLMU MOYEK, NOAYAYHWS u/unm
hMBPUHONAHDIVE HEKPO3 B GMOMNTaTe MOYKM) MOTYT BbITh ObITh
MCMO/b30BaHbI T Xe CXEMbI, O[JHAKO BO3MOXHO HasHauyeHne
umknogocthammnaa B 60nee BbiIcokMx gosax (0,75-1
r/M2BHYTPUBEHHO B TEYEHWE 6 MEeCSILIEB MU BHYTPb B Ao3e 2-2,5
Mr/Kr/cyT B TeueHue 3 MecsiLes).

*B cXxeMy VHAYKUMOHHOW Tepanuu cnegyert BKIYaTh
KOpPTMKOCTEpouabl (METUANPEAHN30/I0H BHYTPUBEHHO B Jo3e 500-
750 Mr B TeueHue 3 JHel, a 3aTeM NpejHU30/M10H BHYTPb B Ao3e 0,5
Mr/Kr/cyT B TeueHne 4 Hepenb; Yepes 4-6 MecsLeB 03y
XenartenbHO CHU3NTb A0 <10 mr/cyT).

Moanep)xuBarowian Tepanus

Y naumeHToB, OTBETUBLUMX HA MHAYKLUOHHYIO
Tepanuio, pEKOMEHAYETCA NPOA0/HKaTb
UMMYHOCYNpecc/BHy0 Tepanunio MM® B 6osee
HW3KoI fo3e (MUKogeHonaT ModeTun 2 r/cyT)
WA a3aTnonpuHom (2 Mr/Kr/cyT) B TeYeHue no
KpaliHeli mepe 3 NIeT B KOMOMHaLmm ¢
npefHN30/10HOM B Ao3e 5-7,5 Mr/cyT [0 NOMHOWN
OTMEHbI MPenapaTos;

MauneHTbl, OTBETUBLUME HA UHAYKLNOHHYHO
Tepanuio MM®, 0O/MKHbI NPOLO/HKUTL MPUEM
3TOro npenapara.

EULAR-ERA-EDTA, 2012
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PegppaxrepHbiii BH

MaypeHTam, He OTBETUBLLUM Ha
WHAYKUNOHHY0 Tepanuio MM® nnn
umknococgammaom, peKoMeHayeTcs
nepexof Ha asibTEPHATUBHbIV Npenapat
(T.e. MM® BMecTO UmMKnodochammuaa unm
HaobopoT) WK BBEAEHNE PUTYKCMMAaOA.

EULAR-ERA-EDTA, 2012

JleueHne TepMMUHANIbHOWN NOYEUYHOMN
He[oCTaToMHOCTH Y 601bHbIX BH

Y 60/bHbIX BH MOryT 6bITb MCNOMNL30BaHbI
/It06ble METOAbI 3aMECTUTENBHO
noyeyHol Tepanuu.

eTpaHcniaHTaLUuio MNoYKK cnegyet
NPOBOAUTL MPU OTCYTCTBUN aKTUBHOCTU
BH (unn HU3KOI aKTUBHOCTU) B TeYeHue,
no KpaliHel mepe, 3-6 MecsiLeB.

EULAR-ERA-EDTA, 2012

02.04.2019

BcnomorartesnbHas Tepanumsa
MaymeHTam ¢ npoTenHypuen (6enok/kpeaTHnH Moun >50
MI/MMO/b) WM apTeprasibHOM TMNePTOHMEN NOKa3aHbl
NHrM6UTOPLI AP NN 6NOKaTOPbI PELLENTOPOB aHrMOTEeH3NHa
Il
*[py coxpaHeHUn AUCNMULEMUN PEKOMEHIYETCH NleveHne
cTaTMHaMu (LeneBoit ypoBeHb xonectepuHa JIHM —2,5
MMOSIb/T).

*[lNA ynyylweHns pesy/ibTaToB SIeHeHus LienecoobpasHo
NPUMEHEHNE TUAPOKCUX/TOPOXMHA.
cAueTuicanMuuiIoBas KucnoTa y nayneHTos ¢
aHTUoChONUNUAHBIMN aHTUTeNaMu, npenapatbl KanbLuus n
BUTaMuH D, BakumHaums.
*AHTVKOAry/ifiHTbl Y NaUVEHTOB C HE(POTUYECKUM CUHAPOMOM
(CbIBOPOTOUHbIN anbbymuH <20 r/n), 0CO6EHHO NPU HANNUYUK
aHTMOCHONUNUAHBIX aHTUTeN.

EULAR-ERA-EDTA, 2012

BH n 6epeMeHHOCTb
Y nauneHToK co cTabusibHbIM TeyeHnem BH MOXHO
nnaHnpoBaTb 6epemMeHHOCTb, ec/n B TeYeHne npeaplayLmx 6
MecsILEeB OTCYTCTBYIOT NpU3Haku akTuBHOcTU CK®, oTHoLleHne
6e10K/KpeaTyHH Moun cocTasnseT <50 mr/mmonb/n, a CK®
npesblwaet 50 MA/MUH. B Takux cnydasx MOryT npuMeHATbCA
TUAPOKCUX/TIOPOXMH, NPEeAHN30/0H B HA3KOI A03€, a3aTuonpuH
WM NHTMBUTOPLI KasbLMHEBPYHA. BO Bpemsa 6epemeHHOCTH
NPUMEHSIIOT aLeTUCaMLMIOBYIO KACIOTY 418 NPOuNakTuKu
npeaknamncum.
[pn o6ocTpeHun BH Bo Bpems 6epeMeHHOCTU NPUMEHSIIOT
nepeync/ieHHble Bbille MpenapaTsl C y4eTOM TSXKecTu
obocTpeHus. Kpome TOro, NPUMEHSOT UHIMOUTOPbI
Ka/bLMHEBPMHA, BHYTPUBEHHbBIA UMMYHOT06YNH,
nnasmadgepes (Mpu 6bICTPONPOrpeccHpyoLLEem
rnomepynoHegpuTe).

EULAR-ERA-EDTA, 2012
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KopTukocrepouabl

MectHoe npuMeHeHue. [N feyYeHuss  AUCKOMAHbIX
BbICbINaHUiA, [OMOMHATENIbLHO HA3HA4alT aHTUMaNspUrHbIe
npenaparbi.

CucremHoe npUMeHeHue. [ IIOKOKOPTMKOCTEPOUABI
nokasaHbl Npy 060CTPeHNM 60Ne3HU, reHepasM3aumm npouecca
C MOPAXEHWEM CEPO3HbIX 060/I0YEK, MOYeK, cepAaua, Nerkux,
HEpBHOW cucTeMbl U APYrux opraHos. lNpy OCTPOM TeyeHun c
€amoro Havana, a npv NogOCTPOM M XPOHUYECKOM TEUYEeHUW Npu
I11, 1l cTeneHy akTMBHOCTM NATOMIOINMYECKOro npouecca.

Mpu ocTpoM u NnoaocTpoM TeueHun 6onesHm III ctreneHm
aKTUBHOCTX nogasBnawolias [os3a MpeAHU30sioHa cocTasniseT
40-60 Mr/cyT. Npy HaAMYMN HehPOTUUECKOTO CMHAPOMA UK
MEHWHrosHuedanMTa Ao3a ropMoHoB (nogasnswoowas [osa) -
1-1,5 Mr Ha 1 Kr Maccbl B CYTKM. [py OCTPOM 1 MOJOCTPOM
TeyeHun Il ctenenn aktmBHOCTM CKB, npu
XPOHUYECKOM TeyeHun 11-11 CTeneHn aKTVUBHOCTU
nogasnsiowas gosa - 30-40 Mr/cyr, a npu | cTeneHu
aKTuBHocTn —15-20 Mr/cyT.

Ecnn uepe3 24-48 4acoB COCTOSIHME He Yny4llaeTtcs, [03Y
yBenmuMBaloT Ha 25-30% OT WMCXOLHOW W He CHWKalT [0
[JOCTVDKEHUSA BbIPAXKEHHOIO K/IMHUYECKOTo adhdheKkTa.

LinTocTtaTukmn

MMMyHOCynpeccuBHbIE MeAUKaMEHTbI BK/IYaloT
(Rheumatrex, Trexall),

(Cytoxan), chlorambucil
(Leukeran), and cyclosporine (Sandimmune). Bce
NMMYHOCYNPECCUBHbIE MeAVKaMeHTbI MoryT
yBenMuMBaTb PUCK WHGeKuun. C Apyroli CTOPOHbI,
nMelTcsd  0cobble aphekTbl  ANA  KaKOOro
MeAVKaMeHTa. Hanpumep, Rheumatrex MoxeTt
TOKCMYHO BAMATb Ha MeyeHb, BMecTe ¢ Sandimmune
MOXET yXyAwarb  (MYHKUMIO MOYeK. Y HEeKOTOpbIX
NaunueHToOB MOXET pas3BUTLCA Cepbe3HOe MafgeHve
YPOBHA TpOMOGOUMTOB. [lpyroe nevyeHve BKIOYaeT
nnasmocgepes 1 UCMOosb30BaHNE MY>XCKMX FOPMOHOB.
Mnasmochepes MOXKET MOMO4Yb Mpu BackynuTax. [Mpu
MOP&XEHNUMN MOYEK MOXET MOMOYb [Auanus K
TpaHcnnaHTaums noyek.

02.04.2019

Mpofo/mKMTeNIbHOCTL MpueMa MpeAHM30/I0HA B NOAABNAOLLEN
[03e  onpefenseTca  CHWKEHWEM  KAMHUKO-1abopaTopHbIX
napamMeTpoB aKTMBHOCTW, a MpPY HE(POTUYECKOM CUHAPOME U
MO3rOBOV CMMATOMaTUKe — A0 YMEHbLUEHUS KAVHUYECKMX
Npu3HaKkoB, T.e. He MeHee 3 MeC, a Npu HeobxoaumocTy Ao 6
Mec v 6onee. MNpy yMeHbLUEHUWN aKTUBHOCTW MAaTO/IOrMYECKOro
npouecca fo3y NKC 0CTOPOXHO HAUYMHAKT CHUXKATb:
Moanep)xuBatowas Aosa cocrasnser o6bi4HO 5-10 wr
npenapata, HO MOXeT 6biTb U 6onee BbICOKOW. Mpu neveHnn
FIIOKOKOPTUKOUAamMu MoryT pa3BuTbCA cnepyoumne
OC/MIOXXHEHWA: CUHAPOM WLeHKo-KylunHra, cTepongHblii guaéer,
nosbiweHne All, HapyleHWe MeHCTPya/lbHOro  uukna,
MUHepasibHOro 1 BOAHOro o6MeHa, NosiB/ieHNe CTEPOUAHbIX A3B
Xenyfka M KUWEeYHWKa, U36bITOYHOV Macchbl Tena, pasBuTue
0cTeonoposa, NCUXNYECKNX paccTpoiicTB., aKTmBauum
Ty6epKyne3Horo npouecca, 04aroBon WHMekuun. PassuTne
CTEepOMAHOro Mcuxo3a, YCWIEHWe CYAOPOXHbIX MPUMNajKoB
ABMAOTCA MPOTUBOMOKa3aHWEM K MPOAO/KEHVNIO fleYeHus
FIIOKOKOPTUKOMAAMMN.

Y naumeHtoB c CKB 6epemeHHOCTb nNpeacTaBnsier
“BbICOKMA  pUCK”. Y  TakKWX DKEHWWH  MOXET.
yBe/IMuMBaThLCA puck CMOHTaHHbIX abopToB.
CyuiectBoBaHve POChHONMNUAHBIX aHTUTEN, TakuX Kak
KapAvo/MNUHBI WM BOMYAHOUHBIA aHTUKOArynsHT B
KPOBU, MOXeT WAEeHTUPUUMPOBATL MNaUNEHTOB C
pUCKOM AnA BblKUAbIla. Takne nauneHTbl Hy>KaatoTcs
B Takux MefuKaMeHTax, Kak acnupuH, ¢ um 6e3
remapMHa B  TeyeHWe  BCel  GEPEMEHHOCTW.
CoobLaeTcs 0 [APYroM JIeYEHWW, BKIIHOYAIOLLEM
BHYTPUBEHHbI ramMmarsio6ysimH.

Lintocratnyeckune npenapaTbl HeobxoaumMo
NOAKIOYaTb KaK MOXHO ObicTpee npu OCTPOM,
6bICTpO NporpeccupyrowieM TeyeHnmn CKB.
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LIMTOCTaTUKN  MPUMEHSAIIOT  A/11  JIeYEHUSI  TSHKeNbIX
pedpakTepHbIX K FKC chopm BO/TYAHKM,
reHepasiM30BaHHOIro BacCKy/nMTa (MOpaXXeHWe  Nerkux,
LIHC), HedpuTa. Kpome TOro, mokasaHuem K WCMNONb30BaHWIO
LMTOCTAaTUYECKMX CPEACTB SBNAIOTCA COCTOSHWUSA, KOTOpble
TpebytoT 6bICTPOro YMeHbLUEHUs noAaBsolen 1o3bi FKC
M3-3a  BbIp@KEHHOro  MoboyHoro  pelicTBus  (6bicTpast
3HauuTenbHas  nmpubaBka  MacCbl  Tena,  upe3MepHas
apTepuanbHas rMnNepTeH3ns, CTepouAHble AuabeT U MCMXo3,
BbIP@XXEHHbI OCTEONOPO3 C MpU3HaAKaMW CMOHAWIONATUN,
BaCKy/NsipHble HEKpPO3bl KOCTEN) wiv WHAUBMAYaNbHbIX
0cobeHHOCTEN 60/bHbIX (KOHCTUTYLIMOHAILHOE OXMPEHWE
NOAPOCTKOBLIA BO3PACT WX KNIMMaKTEPUYECKWIA nepunos).
LiuToToKCcMueckue wuMMyHoaenpeccaHtbl npu CKB
BCeraa NpUMEHSIOT B COYEeTaHUM KOpPTUKOCTepouMaaMMm.
CnepyeTt noA4epKHyTb, 41O uuTocTaTuyeckue
MMMYHOZEMNPECCaHTbI JO/MKHbI NMPUMEHSATLCS AINTENbHO (OT 6
mec. fo 5 ner).

|-|pl/l nposeneHnn uMTOCTaTMHeCKOI‘/I Tepannun ymeHbLlleHne
KNMHNYECKNX n na60paT0pr|x NPU3HaKoB 60ne3Hn
oTMeYyaeTCAa He paHee Yem 4yepes 3-4 Hep OT Havyana neyeHus,
a 0T4yeT/InBoe ynydueHune COCTOAHUA 60/1bHbIX TOMbKO yepes
2.5 -3 mec.

OCNO)XHEHMUA Mpu  fledeHUM  LMTOCTATMKAMU  MOTyT
Habn0aaTbcA  JIEBUKONEHMsl, arpaHy/iouuMTo3, aHeMus,
remMopparvyeckui CUHAPOM, B TOM yucne
reMopparvueckum LIMCTHUT, Ancnencuyeckue
PaccTpoiicTBa. Heo6Xx0aMM  KOHTPO/b — aHa/IN30B  KPOBM
(NONHbIVi reMaTonorMyeckuii KOMM/IEKS, BKIKYaloWwuiA noacuet
TPOM6OLMTOB) M MOYM KaxkAable 5- 7 AHEeN. Mpy passutum
OC/IOKHEHWIA B pesynbTaTe VMMYHOAENEPCCMBHOM Tepanuu
(pasButue 6akTepuanbHon nHdbekuun,
reMopparmyeckoro UMCTMTa M BbiPa)KEHHOW LMTONEeHUN
- coaepxaHue neikounToB HMKe 2x106/n,
TpomM6ounoB — MeHee 100x106/n TpebyeTcs OTMEHa
npenapata €  OLHOBPEMEHHbIM  YBE/IMYEHWEM  [O3b/
KOpTUKOCcTepoupaoB Ao 50-60 Mr/cyT, a nHorga u 6onee o
BOCCTAHOB/IEHWNS WUCXOAHbIX MOKasaTenein KpoBu. [MauUEHTHI,
nonyvarwowme 3Ty Tepanuio MOryT WMETb B MO3AHWE CPOKU
PUCK pasBUTHSI MaZIMrHU3ALMM, HO PUCK fielikeMuu nin
6 1.

02.04.2019

LuknodocdaH 6Gonee 3heKTBEHEE NO CPaBHEHWIO C
a3aTMONPUHOM 1 neiikepaHoM (GbicTpee ynydwaeTca yHKUMS
noyek). OpgHako  npenmapaT  o6nagaeT  Havbonbliein
TOKCUYHOCTbHO.

M3 UMTOTOKCUYECKUX WMMYyHOAEenpeccaHToB, Yalle BCero
NPUMEHSIIOT a3aTuonpuH u umknodochamua B pose 1-3
Mr/Kr/cyT (B cpegHem 2-2,5 mr /kr/c) B couetaHum ¢ 10-30
Mr NpeaHU30JI0Ha. B 3Toli fo3e HasHauyaloT npenapar B
TeyeHne 2-2.5 Mec, a 3atem [03y CHWKawT [0
nopgaepxusatowien  gossl  50-100 wMr/cyr, u nedeHve
NPOAO/KAOT B TeueHWe MHorux mecsiues (oT 6 Ao 36 mec
npu HEO6XO0AMMOCTW) NpWU  perynspHoM Hab6nawgeHun. B
[anbHelwem MOXHO Bo3BpaTuTcsa K Tepanum FKC, Tak kKak
PE3UCTEHTHOCTb K HUM O0ObIYHO McYe3aeT. Pexe WUCMOob3yHT
xnopambyumn (0,2-0,4Mr/Kr/c) B coyeTaHUy C HUSKUMU
[o3amu (25mr) ] cpeaHnM (40mMr) A03aMun
npeaHu30J10Ha. LienecoobpasHo npu BbICOKOIA
MMMYHO/IOTMYECKOM  aKTUBHOCTYM Ha4YMHaTb JieyeHue ¢
umknodocdammaa, Ho uepe3 4-5 Hen neperTu Ha
a3aTMONPUH WK NieiikepaH AN JINTENIbHOro JieYeHUs

UHTeHCcMBHasA Tepanus

OCHOBHbI€ NOKa3aHUs1 K NPUMEHEHUIO
MHTEHCUHBOW Tepanuu:

AKTUBHbIN Ntonyc-HedpuT (0CO6EHHO C
He(PpOoTNYECKM CUHAPOMOM, apTeprasbHON
rMnepTeH3NEN, BbICTPbIM NOBLILLEHWEM YPOBHS
KpeaTUHUHA),

OcTtpoe Tsxesnoe nopaxxeHme LLHC
(MEeHMHroaHue(anuT, Al
3HLUehasIoMMenononupaauKy10HEBPUT, NONEPEYHbIA
MUENNT)

FemaTonormuyeckmii Kpus, rny6okas
TpoMb6ouuTONEeHuns.

SI3BeHHO- HEKPOTUYECKUI1 KOXHbIW BaCKYJIUT.
JlerouHblii BaCKyuT.

Bbicokasi akTUBHOCTb 60J1€3HM, Pe3nCTeHTHasa K
Tepanuun.
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Mynbc-tepanusa (MT) 3aknoyaeTcs B HasHauyeHWU
CBEPXBbICOKMX 03 [/IIOKOKOPTUKOUAOB Ha KOPOTKWIA
cpok. Hanbonee vacto ucnonsayetcs (MI), koTopbliii
B BMJE HaTpusi CyKuuHaTa BBOAAT B Ao3e 1-2 r (mnn
1r/M2) BHYTpPYBEHHO KanesbHO 3a 30-60 MUHYT OAWH
pa3 B [eHb B TeYeHMe 3 [Hel, 3aTeM eXXEMECSUHO B
fose 1r/m2 MuHumanbHo 12 MecsieB M Haubonee
npopomkutenbHo Ao 36 mecsueB. Intravenous
methylprednisolone (IVM) 1g/m2; exemecs4HO
MUHUMa/IbHO 12 mecsiLeB " Hav6onee

NPOAO/MKUTENBHO A0 36 MEC; UM B KOMOMHAUMU 2-X
npenapaTos - Luknogochamnaom 1g/m2 exemecsyHo
Ha nNpoTsxeHun 6 MecsueB , 3aTeM 1 pa3 B KBapTa
Ha npoTskeHun 2 net.( Lupus Nephritis: Are we
progressing in our therapy?(October 15, 2001)

Mpy aKkTMBHOM BONYaHOYHOM HedpuTe HasHa4aroT
umknodochan (LUP) wu3 pacyeta 1000 m™mr/m2
noBepxHoCTV Tena unn 15 — 20 Mr Ha 1 Kr Maccel Tena.
[Jo6asneHve 1 r Lld Bo 2-ii unn 3-i aeHb ctaHgapTHON MT
Ml cywlecTBEHHO noBbIWAeT 3(HEKTUBHOCTb JleUeHus,
MPUBOAUT K GbICTPOMY Y/YULIEHWNIO K/MHUYECKOW KapTuHbI,
HOpMann3aunnm  UMMYHOSIOTUYECKMX W BOCMAIMTE/bHbIX
nokasarenei aKTUBHOCTU. B AanbHeWleM
uminodocdaH 1r/M2 exeMecsa4yHO BBOAAT Ha
nporsbkeHun 6 Mecsiues, 3aTeM 1 pa3 B kBapTas Ha
MPOTSHKEHUN 2 ner

[na ycuneHws BO3[ENCTBMA Ha MMMyHOMATOMOrMyeckme
mpoueccbl  MPOrpaMMHOE  HasHayeHvWe  MynbcTepanuu
METWUINPESHN30/I0HOM MOXET 6bITb YCUNEHO fob6aBieHveM
uuknochochammaa, npuyeMm Ansa JOCTMKEHUS KTMHUYECKOro
ahhekTa B HEKOTOPbIX CAyvasx BHYTPUBEHHOE BBEAeHUEe
METWUNPeHU30/I0Ha U LnKnoochamuaa npoao/mKaeTcs B
TeyeHve 5-10 AHe.

02.04.2019

MokasaHUAMW K BK/IOYEHUKD  LIMTOCTATMYECKUX
UMMYHOZENPECCAHTOB B KOMIJIEKCHOE  JleYeHue
60/bHBIX CKB B Hactosiee BpemMs cuMTalOTCA
aKTWBHBIN BO/TYAHOUHBI Hedput "
reHepanM3oBaHHbIA  BacKynWT, BbicOkas  obuias
aKTMBHOCTb 060/1e3HM U pe3ncTeHTHocTb K [K;
nosiB/IEHNE MOBOYHBIX peakuuii aTUX NpenapaToB yxe
Ha MepBblX 3Tanax JieyeHusi, HeobXoAMMOCTb
YMEHbLLUEHNA noAaepXvBatoLleli [03bl NpeaHN30/10Ha.
BBefleHMe B  KOMMJIEKC JlIeYeHUA  LIMTOCTATUKOB
Nno3BOIW/IO0 NOJABUTbL aKTMBHOCTb 60/1€3HM Ha (hoHe
6onee Hu3kMx fo3 K, yBennuuTb BbDKMBAEMOCTb
60/bHbIX, B MEPBYIO oYepefp aonyc HedpuTom. Mpu
perynsipHoM  HabnwogeHnn U UHOVMBUAYa/IbHOM
nogbope [03bl M npenapata, TWATeNbHOM KOHTpOne
3a Tepanuei yaanocb 3HAYMTENIbHO CHU3UTL YMUC/IO
NOGOYHbIX PeaKLnii N OCIOXKHEHWIA.

OcHoBHas aMnuMpuyeckas cxeMma neyeHus
umknodochammaom coctout B TMNPUMEHEHUM Npenapata
BHYTPUBEHHO [0 [OCTVXeHWs 3a 3-4 Hegenu CymMMapHOi 03
2000Mr (cxeMbl MHAVBUAYa/bHbI): 4 pa3a no 500 Mr B Hegento,
vnn 10 pa3 no 200 mr yepes3 fAeHb unn no 1000 mr 1 pas B
Mecsil, MpW MPOBEAEHUN WHTEHCMBHOW Tepanuu, nocne 4ero
neyeHve npogomkaetcs no 200 mr B Hefento (BHYTPUMBEHHO
VAW BHYTPUMbILWEYHO) 1an no 1000 Mr B Mecsl, BHYTPUBEHHO
NPV UHTEHCMBHOM Jle4YeHUn B TeyeHue 6-12 mecsueB.

OcobbiM 06pa3oM CTPOUTCA CTpaTerus nevyeHms 6oMbHbIX Npu
HeathheKTUBHOCTM  CTaHAAPTHbLIX MporpamMm  nynbcTepanun
METUNNPeAHN3aNIOHOM 1 uukiodochammaoMm, B Caydasx
PE3UCTEHTHOCTM K Ha3HayaembiM npenaparaM, a Takke npu
Hann4uum coyeTaHus HECKO/bKUX NPOrHOCTUYECKU
HebnaronpmaTHbIX hakTopoB. B Takux cuTyauusx Haubonee
NEepCNeKTUBHO  MPOBEAEHNE CUHXPOHHOM WHTEHCUBHOM
Tepanuu, B OCHOBE KOTOPOM  NeXWUT  KOMGUHauusa
nynbcTepanuM U  3KCTPAKOPMOpasibHbIX MeTOA0B  JieHYeHus
(nna3madpepesa)
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AsaTvonpuH npumeHsietca B gosax 100-150 mr B
JeHb, 2-2.5Mr/Kr 06bI4HO MNPW CTOWKOM KOXHO-
CyTaBHOM CUHAPOME, MpW Mtonyc-Hedpute - Hepeako
B COYETaHWUM C LMKIodochaHoM (a3aTuonpuH BHYTPb
B fo3e 100 wmr/cyt pgwmTenbHo (12-24 wmec) B
coyeTaHum © BHYTPVBEHHbLIM BBEJEHVEM
umknodocgaHa ( no 1000 mr/mM2 kakable 3 mecsua).

Cpean nNO6OYHbIX peakuuii U OC/IOXKHEHWU/
Havbonee 4acto MOXHO Habnwpatb Neliko- u
HENTPOMNEHNIO, YYalleHne BTOPUYHOM WHGEKLMN ©
ameHopelo.  YAapHole  go3bl  U®, BBOAMMbIE
BHYTPUBEHHO, NMPaKTWYECKN HUKOrAa HE MPUBOAST K
pasBMTMIO reMopparnyeckoro uucTMTa, a yrposa
pas3BuTUS OMyXOJieid peasibHO paccMaTpuBaeTca
TOJ/IbKO NpyU CyMMapHo# fo3e 6onee 60 r.

HeCTepOMAHbIe npoTuBoBOCNasinTE/IbHbIE
cpeacrtBa.

HIIBC Ha3Ha4aioT B TepaleBTHYECKUX JO3HPOBKAX B OCHOBHOM IIPH
TOJIOCTPBIX M XPOHHYECKUX BapHaHTaX 00JIe3HH | CTEleHH aKTUBHOCTH IS
JIeUEeHHs TUXOPAIKH, CyCTaBHOTO CHHIPOMA M Cepo3HTa.. Baxken mogbop
Tperapara ¢ y4eToM ero HHANBHAYalIbHOM 9(Q(GEKTHBHOCTH 1
TIEpEeHOCUMOCTH: BonbTapeH (opToden) mo 50 mr 2 - 3 pa3a B IeHb,
HMHAOMeTaImH 110 25 - 50 Mr 2 - 3 . pasa B aeHb, Opyden mo 400 mr 3
JICHb.

Ilo coueranuro ')q)(l)EKTIIBHOLTIl 1 Ge30macHoOCTH HPEHZIIJBTBI BTIHFI}OIJ_IHe Ha
HMMYHHOE BOCHAJICHHE FI\ Hl[l\ﬂOli)O(,(I)‘iMlI,El a3aTHOIIPY

:{pvrne HE BCET/JIa YAOBIETBOPAIOT KIMHHUIIUCTOB. I\pO\IE TOTO, Y MHOFHX
OOJIBHBIX PpaHHEC Ha3HAYCHHUE aICKBATHBIX 103 I'Knu HATOTOKCHYECCKUX
TIpenapaToB HE MO3BOJIACT Hn30exaTh HCO6PBTI[MOFO TIOpa’KE€HUA )KU3HEHHO
Ba)XHBIX OPTaHOB M CHCTEM (B TIEPBYIO OYEPEND MTOYEK U I_leHTpaJ'ILHOﬁ

HepBHOﬁ CHCTEMBI), a TAKXKe HEPEIKO aCCOIMUPYETCS C Pa3BUTHEM TKCIIBIX,

TIOTCHIIHAJIBHO CMEPTEIIBHBIX TI0OOYHBIX peaI\‘qui (l{HTepI\'yppCHTHaﬂ
IIHq)eKHHﬂ. LHUTOIICHUA, TEMOPPAarn4C€CKUH MUCTUT, OCTEONTIOPETHICCKUE
TIEPEIIOMBI, POCT YHCIIa 31J0KaYE€CTBEHHBIX HOBOOG} 30BaHUH H l'[p,)

02.04.2019

Y 605bHbIX C THKENbIM nopa)keHneM LIHC adpdekTnBeH
MeToTpekcaT (BHYTpuBeHHOe BBefeHue 10Mr Bmecre C
20Mr pgekcaMeTa3oHa B CNMHHO-MO3roBOM KaHan B
TeueHue 2-7 Hepenb ) 3a nocnegHue roAabl NOJIy4eH
ONbIT YCNELIHOro NPUMEHEHUS LIMK/IOCNOpUHa A B fo3e
3-5 Mr/kr Beca

He yTpatunu cBOEro 3HayeHUs ¥ aMUHOXWMHOJIMHOBbIE
npounsBopAHble Yy 60/bHbIX CKB 6e3 TsXesnblX BUCLepaIbHbIX
NPosiBNEHUIA N B MEPUOA, CHKEHNSA 103 TK 1 uMTOoCTaTMKOB ANS
nogaep>xaHusi pemviceun. [letasibHoe W3yYeHWe MexaHW3MOoB
nencTens 3TUX npenaparos, BbISiBUBLLEE
NPOTMBOBOCMA/IUTENbHBIN, aHTUarperaHTHbIN,
rMNoANNMAEMUYECKNIA, (HOTONPOTEKTUBHBIA, aHTUOKCUAAHTHBIN,
AHTUMUKPOGLIA U aHasbreTMyecknii achhekTbl, NMO3BOMAWUMAO MO
HOBOMY B3I/IiHYTb Ha MEPCMEKTUBbI UX BK/IKOYEHUS B CXEMy
neyeHus CKB

TOUKOI NPUNOXKEHNS HOBbIX TepaneBTUHECKUX METOANK
sIBNsieTcsi BO3AEUCTBME Ha nuMdouunTbl (nepecagka
KOCTHOFO MO3ra, UCMO0/b30BaHNe HYKIE03UAHbIX aHa/oros v
3KCTpakopnopasibHble MeToAbl fieyeHns), NpomnakTnka
06pa3oBaHNA 1 OT/IOXKEHVS UMMYHHbIX KOMM/IEKCOB, a Takke
N3MEHEHNe UMMYHHOTO OTBEeTa NyTEM MHAYLIMPOBaHUSA
aHTUreHcneunduYecKolr ToNePaHTHOCTA MW B3aUMOAENCTBUSA
C CUCTEMOI LIUTOKNHOB.

Oco6eHHO 60/1bLLION UHTEepPEeC B MocneAHUe rofbl Bbi3blBaeT
LIMKIOCMOPUH A, KOTOPbIA paccmaTpuBaeTcs Kak OfHO U3
Haunbonee 3apcheKTUBHDbIX SIeKapCTBEHHbIX CPEACTB C
CeJIeKTUBHOW MMMYHOCYNPEeCCUBHOW aKTUBHOCTb /0. OH
BCE LUMPE UCMO/Mb3YETCs B KIMHUYECKOW MpaKTuKe ANns
NIEYEHNS MHOTUX VMMYHOBOCMA/IMTENbHbLIX 3a60neBaHuii
BHYTPEHHMX OpraHoB, B TOM uucne n CKB. KoHKpeTHble
MexaHu3Mbl, onpegenstoLime ahheKTUBHOCTb LIMKIOCNOpyHa A
(LcA) npu CKB, o0 KOHUA He ACHbI
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O6HagexwvBaioLime pesynbTartbl MOMYYEHbl W MpU
nUcnosb3oBaHMM Yy  6onbHbIX CKB  ewe ogHoro
CEeNeKTUBHOIO MMMYHOCYMpeccaHTa mocpeTmna
MUKodbeHonara. Modetnna MukodeHonar
(Cenncent) npeacTaBnseT CcoOOW CUHTETUYUECKUIA
MOPONMHOITU/OBLIN 3PUP MUKODEHOILHOW KMUCNOTbI
N ABNSETCA ee MpejlecTBEHHVKOM MpenapaTt Aaer
6onee Bblpa)keHHbIW aHTUNponndepaTUBHbINA
acbcheKT B  OTHOWEHUU JIMMPOUUTOB U
nposiBnsier LMTOCTaTUYECKYIO, a He
LIMTOTOKCUYECKYHO aKTUBHOCTb

WUcknroueHbl gnsa neyeHms 6onbHbie € 06wmum
TSXKENbIM COCTOsIHMEM, NPEKJIOHHOro BO3pPacTa, Npu
He60o/bLIoK aKTUBHOCTM Npuecca.

Pemukeil, He [O/MKEH HasHayaTbCa AN fleYeHus
3anyLeHHbIX cy4aes, 6bICTPO NPOrpeccupyoLLnX
arpeccuBHbIX Cy4aes.

Pemukeil, He sBnsaTca npenapaTom MepBOro  psga.
HasHauaeTca 7 uHdy3uii HasHauatoT 3Mr/Kr B TeuyeHue 2-X
yacoB, uyepes 2 M 6 Hedenb nocne MepBoro BBeAEeHUs
[JOMONHUTENbHbIE WHMY3MMM  no 3Mmr/kr, 3aTeM BBEAEHVE
NOBTOPSIIOT KaxkAable 8 Heaenb.

ApaBa (Leflunamide) 10, 20 wn 100mr. O6nagaet
VMMYHHOCYMPECCUBHbIM  AECTBUEM-UHTNOUPYET  (DEPMEHT
ferunpoocdat AervnaporeHasy—aHTunponmepaTuBHyo
aKTUBHOCTb M TOPMO3WT npaudepaunto numcaumToB Ha
ctagum G 1 TOPMO3WUT  SKMNPECCUo  PeLenTopoB K
WHTEPNEVKUHY 2 — Mnepuog nonyBbiBefeHUA (20 Henenwn).
HasHayatoT 100 Mr B TeyeHue 3-X [Heil OAHOKPaTHO,
nogaepxmsarowan gosa 10-20 mr 1 pa3 B AeHb. ekt
yepe3 4 Heflenlb U MOXeT HapacTaTb 4-6 Hepenb, [0 4-6
MecsLEeB.

02.04.2019

TepaneBTuueckue nepcnektuebl npu CKB

“Buonoruueckune” areHTbl, “aHTULIMTOKMHOBasA"
Tepanus — MoJaBfeHMe CHHTE3a MPOBOCMAIUTENbHbIX
LINTOKMHOB — (paKTOpa Hekpo3a onyxonell U uHTepneiiknHa-1

BbigeneHo Tpu rpynnbl NpenapaTtoB: ABe U3 HUX —
MOHOK/IOHa/IbHble aHTUTeNa K (hakTopy Hekposa omnyxonei
(UHbNUKCKMao, pemvMukens) " PEKOMBUHAHTHbIN
pacTBopuMblii  (hakTOp  Hekpo3a  Onyxosnei-peuentop

caefuHeHHbIi ¢ Fe dparmeHTom 1gG  (Etancercept)—
MHIMObMpyeT cnHTe3 u 6uonoruyeckne agpektsl PHO n 3)
PEKOMOUHAHTHBI PaCTBOPUMBI/ aHTOTOHUCT MHTepelikuHa-1
(ARAVA 1), nogasnsier  (DYHKLUMOHAJIbHYIO aKTUBHOCTb
WNHTEPIENKNHA-I

JleueHne MOHOK/IOHaJ/IbHbIMU aHTUTENIAaMU
(o \(:H

MOHOK/OHaNbHbIE ~ aHTUTeNna  Mpou3BOAATCS B
na6opaTopun, 6/IOKMPYIOT aKTUBHOCTb MHTEP/IENKIHA-
6, KOTOpbIi YBE/MUMBAET MPOAYKUMIO aHTUTen,
YBE/IMUMBAIOWMX ~ BOCMA/IEHNEe W BOB/EYEHME B
MopaXkeHne HoBbIX opraHoB npu CKB. B neueHve
MOTYT GbiTh BK/OYEHbI NINLIA, ECMIM OHU He TpeGoBan
HeMe//1eHHOM VIMMYHOCYMNPECCUBHOM Tepanum
OPYTAMK, YeM MpenHU3asIoH MNperapataMmy B [103ax
MeHblUe, 4YeM 3Mr/Kr/geHb. [MauueHTbl, KTo  umen
YBE/IMHYEHHYI0 aKTUBHOCTb , KOTOpas He OoTBevyasa Ha
YMEPEHHbIE ~ [03bl  KOPTUKOCTEPOWIOB,  Gblan
UCK/MIOUEHBI U3 MPOTOKONA.
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lNMoka3zaHus:

-BO3pacT=18 ner;

-3puTeMaTo3Hble BbiCbiNaHus, POTOCEHCOMIN3aLms;

-3HaHTEeMbI, HE3PO3WBHbIE APTPUTBI 2-X UK Gosee Nepudepuyeckmx
CyCTaBOB;

-MAeBPUTbI, NepuKapanTbl;

-npoTenHypua >0.5r/d;

-neurologic ¢ disorders , 6e3 phychosis;

-nevikoneHns<4000;

-TpomboumToneHns <100000/ mukpo/d;

-aHTU-dsDNC, aHTK-S nnm aHTu-phospholipid;

-ANA;

-yMeHbLUEHHasi akTUBHOCTb CKB, He Tpebyiollas HeMeIeHHOW NMMYHO-
CYyNpPeccuBHO Tepanuu, Apyroii, Yem opaibHblii NpeJHN3anoH, MeHbLLe,
yem 0.3 mg./Kr/feHsb;

-XPOHWUYECKUIA NPoNMdepaTUBHBINA rNoMepynoHepUT ¢ HeoAeKBaTHbIM
OTBETOM MocniefHne 6 MecsLeB Ha afeKBaTHYI0 UIMMYHOCYNPECCUBHYIO
Tepanuio (Ny/ibc-Tepanus MeTUNPEAHU3a/IOHOM, LMKIodocthamuiom,
a30TMONPUHOM ,LiMK/TOCMIOPUHOM U/ BbICOKWE [03bl METUANPESHN3a/I0HOM);

-cepusi dsDNC ypoBHs =30 1V;
-aHTUTena IgG aHTudochonmnuaHsie =20GPL;
-cTabunbHble [03bl NpeAHWN3aN0Ha=3Mr/Kr/AeHb ;

BBeaeHue B KJIMHNYECKYIO NPaKTUKY
HEKOTOPbIK JIeKapCTB
IMMyHOCYNpeCCBHbIE areHTbl, Takue Kak asaTuonpuH
andmethotrexate, KoTopble yCMINBAIOT [103bl CTEPOU/0B;
a) cuctemMaTnyeckas accounaums racTpOUHCTEHTUH-
a/1bHbIX MPOTEKTOPHbLIX areHToB, Kak
NPOTUBOBACMA/INTE/bHBIX IEKAPCTB, UCMO/b3YHTCA, Takke
XOPOLUO Takue, Kak KanbLnHaT BUTamMnHa [i, Korga
NPUHMMAIOT CTEPOUAbI;
6) aKkTMBHae BbDKVMBaHWE OT UH(EKLIUK, B OCOOEHHOCTU
Ty6epkynesa, B) BBeAEHNE HU3KMX A03 Uukiodachamma
ANA NeYeHns JIIoNyc HeponaTuin, Taknx Kak, PeXxum,
pekomeHaoBaHHbIN “Euro-Lupus Nephritis ;
B)ABYXHEAENbHbIX Nynbc Tepanusa no 500 mg, 12 Hefenb),
r) NPohnIaKTUHECKME areHTbl, Takne Kak CUHTETUYEeCKUi
aroHUCT rOHaf0TPOMH-CBA3bIBAIOLLMI FOPMOH Y MOTOABIX
KEHLLWH, NIEYEHHBIX LKIogohactammniom; )
BHYTPUBAEHHbIN rammariobynvH, Kak adhekTmsHoe
aNbTePHATMBHOE, HO MeHee 3P(EKTUBHOE CPECTBO.

02.04.2019

MpoTnBONOKa3aHus:

-6epemMeHHOCTb UM NakKTauvs;

-Tepanusuuknotochamnaom, Tepanus METUANPEAHN3AIOHOM B TeHeHWe 4-X
Hejenb UK a30TUaNMPUHOM, LMKIOCMOPUHOM WA MeTaTpeKcaToM B
TeYeHue 2-X HeAesb OT NEPBOrO U3YHEHWS NIEYEHNS ;

-UHrM6MTOPLI AMN® B TeUeHne 2-xHefeNb OT NepBOro N3yHeHns;
-aHadmnakcus;

-KpeaTuHuH>30mg/au;

-CKB (aHUechanonaTus, Lepe6po-BackyspHble ciyvan, nornepeyHsbli
MUeNUT, Tshkenas genpeccus, WU3oua);

-KOHrecTVBHas cepfeyHas HefocTaTo4yHocTb unan KMIT;

-1cTopus TPOM603a, NOBbILLEHNE YPOBHS aHTUAOCHANNNAHBIX aHTUTEN;
-UCTOPUA MaINrHM3aLMK, KapLuyHoma B TeueHne 3-x NociefHux NeT;
-aKTVBHas BUPYCHast MH(EKLUSA B TeueHue 28 AHell;

-aKTuBHbIA renatut B,C nim Hb<8/0/dL nnn Tpom60LmnTLI<50000/microlL;

-BaKLUMHaLMA XXVBOI BaKL/HON B TedeHue 4-xHede b noc/e nepsom
WHAy3mK. ;

CambIM arpeccuBHbIM METOA0M feveHns CKB
B HacTosllllee Bpemsl C/eayeT Mpu3HaTb

AyTOJIOrMYHYIO TpaHCN/JIaHTaLUIo
CTBOJI0BbIX Knetok (ATCK). K 2000 ropy
HakomnsieH onbIT ucnonsb3oBaHua ATCK vy
HemHOorum  6onee 30 6onbHbiXx  CKB
BC/MIeACTBYE COMPOBOXKAAIOLWEl ero BbICOKO
netanbHocT ATCK MOXHO pekomMeH[oBaTb
TO/IbKO B Hambosee TsKenblX, 6e3HafeXHbIX
cnyyasx.
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He yTpatunu cBoeli akTya/lbHOCTU W MOMbITKN
neyennsas CKB npu nomowy MoOAYNSALUUM
MoONIOBbIX FOPMOHOB, AMcO6anaHC KOTOPbIX
6€30roBOPOYHO MpPU3HAETCA MNaToOreHeTUYecKUM
thakTOopoM 3a60/1€BaHUS

Ha  aKcnepuMeHTa/lbHbIX  Mofensx  6bino
MoKasaHo, 4TO BBEAEHVE AHTaroHMWCTOB
3CTPOreHOB WM MY>KCKUX MO/MOBbIX FOPMOHOB
MOXXET CHMXXaTb aKTUBHOCTb 3a60/1€eBaHNS

BHeceHUs1 KOppeKLUMK B CXeMbl Tepanuu y 60/bHbIX

CKB c HaMumem BTOPUYHOIo
aHTudochonunmaHoro cuHgpoma (A®PC). CnoxHyo
npo6nemy  npeAcTaBnseT  MnpoduiakTvka MOBTOPHbIX
Tpom6030B npu A®PC. 3TO CBSI3aHO C HEOAHOPOAHOCTbIO
naToreHeTUYecKMx MexaHW3moB, fexalmx B ocHose APC,
NOANMOPAIN3MOM KAVHUYECKUX MPOABMEHWIA, OTCYTCTBUEM
[OCTOBEPHbIX KNMHUYECKUX 1 NabopaTopHbIX nokasatenew,
MO3BONSOLLMX NPOrHo3npoBaTh peumanBMpoBaHmne
TPOMGOTUYECKUX HapyLUEHUA. BonbHbIM A®C HasHavatoT
AHTUKOArynsiHTbl Henpsimoro aelicTBus n
aHTharperaHTbl (HW3KMe [03bl  aueTuICcaIuLMIoBOM
KWCMOTbI),  KOTOpble  LUMPOKO  WCNOAb3yloTca  ANnA
npohnNakTMkn TpPOM6030B

02.04.2019

WHTpaBeHO3HbIW raMMma rI06y/IMH VCnonb3yloT MNpuy
HannuMm  aHTUGOCHONNANAHBIX. aHTUTeNn. 3To fleyeHune
CHWKaeT TemnepaTypy, yMeHbluaeT 6011 B cycTaBax W
TPOMOOLMUTONEHWIO.

HekoTopbiM nauyeHTam c  TspkenbiMm - coopmamm CK B
nocnegHvie rogb! npoBoasaT ayTOJIOrU4YHYI0
TPaHCN/IaHTaUUIO paHHUX ¢OpM KIETOK KpoBu
(cTBONOBbIX), KOTOPblE YFHETAT MMMYHHbIE (hakTOpbl U
BbI3bIBAIOTT PEMUCCUI0 Ha  (hOHE CYNPEecCUBHOM MOLLHONA
Tepanuu

HoBoe neuyeHve ¢  MCNOML30BaHWEM YNbTPAGUONETOBOrO
06/1y4eHnsi, KOTOpoe MOXeT 6/10KkMpoBaTb MMMYHHble
thakTopbl. (UVA-1 Phototherapy)

/13BecTHbI xopoluve pesynbTaTtbl B/B BBeAEHWUS MO 7 [AHei
MOHOK/IOH&/IbHbIX aHTU CD4-aHTuTen (aHTu-T Xennepos),
cnocobcTByoWMX adhhekTy NpeaLlecTByoLein Tepanim

AHTUoconmnugHein  cuHgpom (and Clotting Disorders. 'y
XKEHWMH € aHTUMMOCHONUMUAHBIM  CUHAPOMOM)  flevnnn
aHTMkKoarynaHtom warfarin (Coumadin). MNosiBunacb Hagexga
Ha npogneHve >ku3Hu. Y 60nbHbix € AdPC  Hepegko
HabnogaeTca yMepeHHas TPOMGOLMTOMNEHUs, KoTopasi, Kak
npasuno, KoppurupyeTcs He6oMbLMMN [03amu
I/IIOKOKOPTUKOMAOB. VIHOTAa Mpu pe3ncTeHTHbIX K K copmax
Tpomb6ouuTONEHUN 3(ppeKTUBHBI HU3KKE [03bl
aueTWICcanMuUMNOBOA  KWUCNOTbl,  faHasona,  BapdapuHa.
bonblume  Hagexabl BO3/araldT  Ha  MCNosib30BaHve
HW3KOMOJIEKYIAPHOTO renapuHa, a Takxke Ha BHeApPeHWe HOBbIX
METOAOB  aHTMKOAry/isHTHOW  Tepanmuu, OCHOBaHHbIX  Ha
MCMO/Mb30BaHUM  apruHanoB, FUYUANHOB, a@HTUKOAryNAHTHbIX
NenTYAOB U aHTUTPOMGOLMTAPHBIX areHToB (MOHOK/IOHa/IbHbIE
aHTuTENa K TpombouuTam). BTOpUYHbBINA
aHTudochonuMnNuaHbIi  CUHAPOM MaumeHTbl C  3TUM
"disorders”vmeloT  puCK  apTepuasibHbIX WU BEHO3HbIX
Tpom60308, Tpom6ouuTONEHNN.. MexaH3MbI 3TUX
NPOTPOMGOTUYECKMX AMATE30B He ACHbl. JTOT  CUHAPOM
Hanbosnee 4acTo y NauneHToB C BbICOKUM TUTpoOM IgG aHTuTen
aHTW-KapAMoNuUMnMHa WM BOMYaHOYHOIO aHTMKoaryisaHTa
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BHOBb MocTaB/ieH BOMPOC O AUETUYECKOM pexuMme mnpu
CKB, Tak Kak WMEeKTCS [aHHble O BAUSAHUW OMpPefeneHHbIX
NULLEBLIX BELWECTB Ha MEeXaHW3M pas3BUTUA BOCNANEHUS.
MMoHMWXKEHHOe CcoAepXXaHue B MULLE JIMHONEBOW  KUCMOTbI
BEeT K CHWKEeHWI0 CUHTe3a  npocTariaHAMHOB 1
NEeNKOTPUEHOB, OKasblBaOLLMX MPOBOCMA/IMTENBHOE AelicTBUE.
Mpu yBEAWYEHUN COAEPXKaHWS B MULLE HeHACbILEHHbIX
XXVPHbIX KUCMOT YMEHbLUAeTCs WHTEHCMBHOCTb MPOLLECcCoB
BOCMnasieHns 1 hnbpo3oobpasoBaHns

Bonee 6naropasymMHOE WCMOMb30BAHWE CTEPOUAOB MOXET
peAyuupoBaTb  TSXKECTb  TakKe aTepocknepo3a U B
pe3ynbTaTe c/ydaum WHapKTa Muokapfa M LepebpanbHble
Backy/spHble  Cflyyau, KOTOpble  CEeAYac  OCMOXHSOT
HaTypaibHOe TeueHue. [poUNaKTUYECKUE MEPONPUATHUS
VHA/IOEHLbI, MHEBMOKOKKOBbIE BaKLMHALMW, OCTEpPerarscs
yNbTPahUONETOBLIX Jyueid, COBMOAEHNE ANETHI, YMEPEHHbIE
Harpysku Takxe y/lyuliat COCTOSIHVE 3[40P0BbS

K AONOJIHUTEJIbHbIM MeToaaM
naToreHeTU4eCKoOM Tepanuu CKB Takke oTHocUTCA
NpUMeHeHve BHYTPUBEHHOIO MMMYHOrno6ynunHa
(caHpornobynvH, MMMYHOTN06YNANH YyesioBeka
HOpMaJ/ibHbI. BHYTPUBEHHbIW MMMYHOrno6ynumH G (BU/r
ABMAETCA MpenapaTtoM HOPMabHOro Moancneuugunyeckoro
VNMMYHOI100y/IMHa, MOJIYYEHHOTO W3 MNyna CbIBOPOTOK He
meHee uem 5000 p[AOHOPOB.. MexaHW3M €ro AencTeus
cBsi3biBaeTCA ¢ 6n10okafoi Fc-peuentopos u Fc-3aBUCUMOro
CUHTE3a ayToaHTUTEeN, aHTUMAMOTUMNUYECKOW aKTUBHOCTLIO
CraHgapTHbIMK npenapatamu BHYTPUBEHHOIO
UMMyHornobynuHa (BW)  sBnsiotcs  caHpornobynuH,
OKTaraM u HekoTopble Apyrue npenapatbl |Y MokoneHus.
Mpu pasBuTUM TAXENON LepebponaTum, CONPOBOXAAOLLEACcs
KOMOW, cygoporamy u ncuxo3om BWI HasHayaloT Kak
“nocnefHee cpefctso” no 0,5 r Ha 1 Kr maccel Tena B
TeyeHne 5 nocnegywowmx AHeir. Mpu CKB HambonblLuyo
3(hheKTMBHOCTb Mpenapata HabnawgawT Yy 60/bHbIX C
ayTOUMMYHHBIMU LIUTONEHNSAMMN.

02.04.2019

[OononHuTenbHbie MeToabl

CenekTuBHas copbums ocyLecTB/SIeTCA C NOMOLLbIO
CEeNEKTUBHbIX UMMYHOCOPOGEHTOB (BMONMOrMYECKNX NN
XUMUYECKWMX), COCOBHbIX LienieHanpasieHHo yaansiTh PO,
aHTuTena K AHK n LMK

Mnasmodepes nnu remocopbLMa NPOBOAATCA eXXeAHEBHO
UK Yepes fieHb A0 KyMUpOoBaHWS CUTyaumu, yrpoxatoLuei
XWn3HW (06bIYHO He 6onee 5-7 npoueayp) Mnasmadepes un
remMocopbuusi cnoco6CBYOT yAa/IEHNIO LIMPKYTMPYHOLLINX
MMMYHHbIX KOMMIEKCOB, a Takke MeauaTopoB BOCNasieHus,
MOBBILLEHMIO YYBCTBUTE/ILHOCTU K/IETOK KPOBU U TKaHEN K
[elCTBMI0 NEKapCTBEHHbIX NpenapaToB B ocHOBE CUHXPOHHAA
NpoOrpaMMHON UHTEHCUBHON Tepanuu (CUT) nexut
KOMBUMHaLMS nnasmacepesa uavM reMmocopbums 1 nynbc-
Tepanuu. Mocne ka)xaol npoueaypbl BBoanTcs ot 500
Ao 1000Mr meTunpena, a umknodoccaxa ao 2000 mr
Ha Kypc. [lanee nnasmogepes nposodt 1 pa3 B 2 -3
Mecsila CMHXPOHHO ¢ 1000 Mmr meTunpepa n 1000 mr
uunknodocdana.

BcnomoraresnibHble CpeacTBa

®eHuTonH n peHobapbuTan no3BoNAOT NpesoTBpaLaTh
CyZ0porn 1 Npunagk1, NCMXOTPONHbIe BellecTsa. B csasn
C YacTo BCTpeyallym1csa, OCOBeHHO npu Hedpute 1
nopaxeHun LIHC, a TaKkxe npun Hann4mum

aHTudochonunmaHoro CUHAPOMa, HapyLleHnamMu
CBEPTHIBAEMOCTN U MUKPOLMPKYNSALMU aKTUBHO MCNOMb3YOT
aHTMKOAarynsHTbl  MPAMOro  AeiicTBuMA (B 4acCTHOCTH,
3hpeKTUBHbI N YA0OHEI HU3KOMOJIEKY/ISIPHbIE renapyHbl-
bpakcMnapuH, KJieKcaH), nocse 4ero 60/bHble AANTENbHO
npuHUMaoT aHTMKOArynsHTb HenpsMoro felicteus
(cheHnnuH, cuHkymap, sapcgapmH).

[ns  KOppeKuuMn  CepAeyHo-  COCyAUCTbIX UM BOAHO-
3IEKTPONUTHBIX HapYLUEHWA 4acTo WUCMOMb3YTCA AUYPETUKMA,
B-agpeHo610KaToOPbl, AHTArOHUCTbl  KanbLns, WHIMOUTOPBI
ATI®, cepAeyHble IIMKO3nabl, npenaparb! Kains.
CoBpeMeHHble noaxoapl K nedveHuio CKB  nogyvepkmBaroT
HEOo6X0AMMOCTb NPUMEHEHUSI aHTUMYTareHHbIX NpenapaTos, K
KOTOPbIM ~ OTHOCATCS @HTUOKCMAAHTbI M 6emuTun,
aHTM6MOTUKOB.
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NMPOrHO3

MporHo3 npu CKB cylecTBEHHO W3MEHWICA C pa3paboTKoi
MeTOA0B fiedyeHuss. B pgoctepoupHylo apy 5  -neTHsA
BbDKMBAEMOCTb cocTasnsna 26%, 10 -netHas meHee 16%. MNpu
afleKBaTHOM  KOPTUMKOCTEpoMAHOW  Tepanuu  10-  neTHSA
BbDKMBAEMOCTb 00/bHBIX JHOMYC-HE(hPUTOM yBennuunacb [0
68%, nNpu coveTaHuM C UMMyHoZenpeccaHTamn — Ao 84%. MNpwu
KOMOVHMPOBaHHOV Tepanuu: 3KCTpakopnopasibHble MeToAbl B
coyeTaHun © nynbc-Tepanuei COMN0-MELPOSIOM n
umknogocthaHoM yaaeTca AOCTUTHYTb XOpPOLIero pesysnbTara y
93% 60nbHbIX MporHo3 ana nauveHtToB ¢ CKB 3HaumTenbHO
yNyyLIaeTcs OKO/I0 HECKOIbKUX [eKaf Mo KpaiiHeli mepe 80-
90%0T BCeX NauneHToB BbDKMBLLMX 10 neT. CmepTHOCTbL - 5.8
Ha 1 mMAH Hacenewus B rog (Mpu 3TOM 4.7 - >KEHLUMHBbI).
HepaBHve n3yuenus B EBpone n KaHage mokasasiv CHuDKeHue
NeTanbHOCTU W yBenuuyeHve 10-neTHel BbIXXMBAEMOCTU C
KonebaHmem 75-85%. VHdekuMn ©  HedpwuTbl  6oMbLUMe
NpUYUHBbI CMEPTHOCTK Ha Bcex cTagusix CKB. Coobwanocb o
peayKuum 60n1e3Hn nocne Auanvu3oB UNKM TpaHCNAaHTaLuu.

JeiikoneHnsi MOXET paccMaTpyBaTbCS Kak 3alyTHLIA hakTop y
naumneHToB 6enoi pacsl, 4yTO yKasbiBaeT Ha
MMMYHOFEHETUYECKYID OCHOBY 3TOro ¢heHoMeHa. OCHOBHble
npuyvHbl cveptu npu CKB — HedpuTbl U NpUcoefyHeHne
BTOPUYHOI MHbeKLMKN; nopaxkeHns LIHC yacto 3akaHumBatoTcs
TSKeno nHBanuansaumeir. OCNoXXHEHUs1 CTEPOMAHON Tepanun
MOryT 6biTb MHBANUAW3MPYOLMMK  (ACENTUYECKUA HEKPO3
ronoBkn 6eApeHHol  KOCTW, OCTEONOPO3Hble  Nepesiombl
NMO3BOHKOB) 1 CMEPTE/IbHLIMM (PaHHMIA KOPOHAPOCKIEPO3).

Ecnm pgo 1970 roga NpOAO/IDKUTENBHOCTL YKU3HU
ToNbko 40% 60nbHbIX CKB npesbiwana 5 net, 1o B
HacToswee BpemMsa 5 NIeTHAA  BbDKMBAEMOCTb
coctaBnsieT 90% un 6onee.
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Tpom603bl, aHTU(OCHaMNUAHLIA  CUHAPOM ,  KapauThl,
MHEBMOHWUTLI , JIErOYHAsA T[UMEPTEH3USA, MUOKapAnasibHble
MHMDAPKTbI, NHCY/bTbI, SHUE(ATNTbI YTEXENAT NeTaHOCTb U
cmeptHocTb  npu  CKB. B pesynbtate  npoBefeHus
MHOTO(YaKTOPHOro aHasM3a MosiydeHbl HOBblE [aHHble O
CIOXKHbIX B3a/IMOOTHOLLEHUAX Mexay pasnnyHbLIMU
KIMHUYeCKMM cuHgpomamu CKB 1 X BAMAHUM Ha NMPOrHOS.

Tak, reMo/imTnyeckas aHemusi 1 CEPO3UT MPAKTUHECKU HE
UMErOT MPOrHOCTUHECKOIO 3Ha4eHus. Pa3Bntne BONYaHOYHOrO
HedhpuTa 3HAUNTENLHO YXyALlaeT NPOrHo3 1 yBenuymsaet
4acToTy CMepTe/bHbIX UCXOA0B Ha paHHWUX cTaauax 6onesHu.
Hapsgy ¢ HedhpuToM 1 LiepebpoBacKyMToM
TPOMOOLMTONEHNS 3HAUNTENIBHO CHUDKAET BbDKMBAEMOCTb U
yXyAlwaeT AnUTeNbHbI NporHo3a. JlelikoneHws, no AaHHbIM
aBTOPOB, CHWXaeT PUCK NeTaslbHOro ncxoga Ha 50%,
HECMOTPS Ha TO, YTO CHIDKEHWE YKCa NIEiKOLMTOB B
nepuepryecKoin KpoBM 06bIYHO COMYTCTBYET BbICOKON
aKTUMBHOCTY 60/1€3HN.

3AK/TIOYEHUE

CoBpeMeHHas knaccugmkaums BH ocHoBaHa Ha
MOPOIOTNYECKMX NPU3HaKax, KoTopas 1
onpegenseT N NoAxodbl K eYeHuto;

11 HAYKLMOHHOW Tepanuy peKoMeHayHTCs
MUKODEHON0BAs KMUCI0Ta UAn uuknogoctammni B
KOMBVHaLUM CO CTepOUaaMu;

*[1pun pedpakTepHom BH pekomeHayeTcs
npYMeHeHne PuTtykcumaba nnmn nHrnbutopa
KanbunHeBpuUHa (Takpoammyca);

<15 NoAAEPXKMBALOLLEN Tepanm peKoMeHayTcs
NPOAO/IKNTL TEpanuo MUKOGEHONOBOM KNCAOTOA
1N a3aTMONPUHOM B KOMOMHALMM C MPELHN30/I0M B
HU3KUX f03aX.

EULAR-EDTA, 2012

30



02.04.2019

Knunuyeckui ciayvaii:
Boabnasi bl. 34 roaa, mocrynmia ¢ :kajodaMu Ha PE3KOE CHIKEHHE
Mpu1Mep KIMHNYECKOro AUarHo3a OCTPOTBI '3Pel-um. 6om B 00JacTH TIJa3HBIX SOJIOK, BBIPAKEHHBIC
TOJIOBHBIE 00JIHM, 33/IEPKKY MOYEHUCIYCKAHHUS, 1 BO NOKAllbIBAHUSA B
JaJIOHAX, BEPXHHX M HIDKHUX KOHEYHOCTSX, HOIOIIHE OONH B HUKHHX
KOHEYHOCTSAX C JICTKHMH CyJIOpOTaMu, XOJIOIaHHE, OHEMEHHME,

CUCTeMHasi KpacHasi BOJlYaHKa, NoAoCTpoe A -
HU3MCHCHHE [BETA KOXHW KHCTEHU U CTOII l'lp KOHTAKTE C XOJIOAOM. s

SR RMEr BRIbOlDH SR E IR EHECTIARE)E anamuesa: 3abosena ¢ centsa0ps 2017 roxa, B nebrote oTMevana pesKoe
FUFFNALREE DAL iy LG oe )ik OPANSIIS) CHIDKEHHE 3PEHHs Ha IIPaBbli TJIa3, 3aTPYIHEHHE BBIJCICHHS MOYH,
Chcremplipony NIPQFoOLASEiICEDN, BBIPAKCHHYIO cmabocTh  HUKHHX HeuHocTell.  Jleumnach
gL ICH g CYCIRRAE (P TaNN) HEOJHOKPaTHO y HEBPOJOrOB C JMArHO30M: DPACCEsHHBIH CKIepo3.
Tpod)"qec'("e Hapyme““" (Bblnaﬂe""e Boﬂoc), l'[onyl{ana JIEKCaMETa30H KypcaMu C KPaTKOBPEMEHHBIM YIIYy4IICHUEM
KOHCT"Tyuuonaanble npOﬂBneHVISI (HMXOPaAKa)' COCTOSIHUS. Y XYALICHUE COCTOAHHSA OTMEYACT B TEYCHHE HECKOJIBKHUX
Ay HPIGT KM euHEE U R e MECAIIEB, KOrJa pe3Ko CHH3MIOCH 3PEHHE, IIPH 3TOM OTMevana
KOMMOHEeHTa KoMrieMeHTa C4, noBbilleHne

- OHEMEHHUE IPaBOM IOJOBHHBI Tela. O0bexkTHBHO: KOXXHBIE ITOKPOBEI-
aHTuTen Kk AsycnupanbHoii JHK), UM SLICC/ACR - p _ ) _ POBBL-
0 63""05 JIAIOHHBIC KaIMWJUIIPUTBHI, CIIM3UCTBIE OOOJIOYKH YHCTHIC, OOBIYHOH

OKpacKH. B jerkux jpIXaHue >KECTKOE, XpHIOB HeT. I'panuibl cepiaua B
HopMme. Tonbl sicHble, putMudHble. YCC B MuH. AJl 110/70 MM pT.CT.

Kuannunyeckuii ciayyaii:

JKuBor Msrkuii, Oe30oie3HeHHbIH. IledyeHb He yBeJIMYEHA.
3agepkka Moun. CTyn He perymsipHbiid. CycTaBbl BHELIHE HE M3MCHEHBL.
PesynbTaTsl ucenenoBanuii: B 00. aH. kpoBu — 6e3 ocobennocteit, COD-12
mMm/a. O6. aH. Moun — 0e€3 0coOeHHOCTE Ilepen rocmnuranusanuei
KOHCYJIBTHPOBaHA B OTICICHUH HEBPOJIOTHH C KIMHUYECKUM JHATHO30M:
OntukoHeBpomuenut — (Oosesnb  JleBuka) ¢ TeTpamapesom,
HapylieHHeM (YHKUMHA Ta30BBIX OPraHOB II0 THUILY 3aCPXKKH,
JIBYCTOPOHHSI1  arpousi  3pHUTENbHBIX HEPBOB PEMUTHpYIOLIEe
TeueHHe, dK3anepoanus.
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Bnarogapto 3a BHUMaHue!
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