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» MNoykun aBNAKTCA OQHMM U3 OpraHoB, Hanbonee 4yacTo
BOBIIEKAEMbIX B MaTONOrM4yeckuii NpoLiecc y naLlmMeHTOoB
C CUCTEMHbIMU peBMaTONorm4ecknmMmmn 3abonesaHnaMN.

» [loveyvHble NpoaBNeHNa MOryT BapbupoBaThb OT
6eccCMMNTOMHbIX NOPaXXeHUN A0 pa3BUTUSA
TepPMMHaArNbHOM NOYe4YHOU HeQOCTaTOYHOCTU

» [opaxkeHne noyek MOXeT ObITb BbI3BAHO
HenocpeacTBEHHbIM BO3AEUCTBMEM CUCTEMHOIO
ayTOMMMYHHOro 3aboneBaHusi, MO0 ObITb pe3yrsTaTomM
OCNOXXHEHUN NN NOBOYHBLIX 3P EKTOB NCMNOSTb3YEMOWN

Tepanuu.




CucrteMHas KpacHas BOJ14YaHKa

» XpoHM4Yeckoe ayToMmMMyHHoe 3aboneBaHne ¢ MynbTUBa-
pnadbenbHbIMW NPOABNEHNAMN, TEYEHNEM N NMPOrHO30M,
pa3BuBatoLleecs Ha poHe reHeTn4eckn obycnoBIEHHOro
HecoBepLLUEHCTBA UMMYHHOI CUCTEMbI U XapaKkTepu3yio-
LLieecst obpasoBaHMEM LLUNPOKOro CnekTpa ayToaHTUTen K
KOMMOHEHTaM KNeTok sapa, uMTonnasmbl 1 MemopaH,
HapyLIEeHWEM KITETOYHOro 3BeHa UMMYHUTETA

» PacnpocTtpaHeHHocTb CKB B eBponenckon nonynauum
coctasnget 40 cny4aeB Ha 100 TbiCc. HaceneHus,
» 3aboneBaemMocTb 5-7 HOBbIX crniydaes Ha 100 Tbic. B roa




[MTaToreHe3 CKB

[MoTepss UMMYHHOW TONEPaHTHOCTU K COOCTBEHHbLIM aHTUreHaMm, B NepBYLo
ovyepenb, SAepHbIM U LuTonna3MaTnyeckmm npmuBoAUT K U30bITOYHOM
NPOoAYKUMU MHOTOYUCIIEHHbIX ayTOAHTUTEN.

B ocHoBe runepnpoaykuumn ayToaHTUTEN FEXUT NOJNIMKIOHaNbHas
akTuBaums B-kneTok n HapyweHue ayToperynauum T-KneTok

AkTBauma B-numdoumnToB NPpUBOAUT K BblpaboTKe ayToOaHTUTEN C
nocneayowmm doopmMmpoBaHneM MMMYHHbIX KOMMI1EKCOB, oukcaumen nx B
noyKkax u MHOYyKUMen BocnasieHus.

Haunbonbluee 3Ha4YeHNe UMEOT aHTUTENa K:

asycnnpanobHon OHK,

Hykneocomam (AHK-rncton),

sAepHbIM pUBOHYKNeonpoTenHam

C Hanuumem aHTUdoCcoNMNUOHbIX aHTUTEN cBA3bIBalOT passutme AOC




CucremMHas KpacHaa Bos14YaHKa

[MopaxeHue no4vek npmn CKB ocTtaetca ogHumM U3 Hanbonee
pacnpoCTPaHEHHbIX, TAXKESbIX U MPOrHOCTUYECKN Hebnaro-
NPUATHbBIX BUCLEPUTOB.

Y nogasnaloLLEro Ynucna nauneHToB pasBuTmne BONYaHOYHOro
HedpuTa HabnogaeTca B TEYEHMN NMEPBLIX 5 NeT OT HaYana
3abonesaHud, B 85% cny4yaeB — B TedeHun 1-ro roga.

Y 5% nauuneHToB ¢ CKB BH gaBnsaetcs 0ebroTHbIM NPOsiBNEHNEM
MoxeT 6bITb MHOronaHOBbLIM:

BonyaHo4HbIM HepUT ¢ 6 MOpPdOsIor. BapnaHTamu
NHTepcTnunanbHbin Hedoput

CocyancTble nopaxeHus

B TeuyeHne 6orne3Hn Bo3moxkHa TpaHcdopmaumnst ogHoro
BapunaHTa B Apyrou




Mopdonormyeckme BapmuaHTbl
BOJIYAHOYHOIro HedpuTa

MuHuManbHbIN Me3aHrmanbHbin | HopManbHble KIybo4ku npu cBeToOBOM
nonyc-Hecpput MMUKPOCKONMU, Me3aHrmanbHbleé UMMYHHHbIE
Aeno3nuTbl NPy UMMYHOMhOOPECLUeHTHOU

MUKPOCKONMUu

Knacc |l MesaHrmnansHo-nponugepatnBHbin - MesaHrnanbHas runepkneTo4YHoCTb, okarnbHas
nionyc-Hegoput N cermeHTapHas nponudepauus
[l A akTMBHOE noBpexaeHune Me3aHrmasbHbIX KNeTokK, paclumpeHne
[ A/X akTMBHOE N XpOHNYecKoe Me3aHrnanbHoOro MaTpukca, mesaHrnarnboHble
nospexaeHve WMMYHHbIE OENO3nTbI

[l X xpoHn4yeckoe nospexaeHune

Knacc Il OuaroBsbin nitonyc-HedpuT AKTUBHbIN NITU HEAKTUBHbLIN (POKanbHbLIN,
(nopaxeHue < 50% knyBGo4KoB) CerMeHTapHbIN NN rnodanbHbIN
9HOOKANUISISAPHBIA U SKCTPaKanunIsapHbIN
rmomepynoHedput ¢ nopaxeHnem <50%
Kny6ou4KkoB, Kak npasusio, ¢ anddysHbiMm
cybaHaoTeNnManbHbIMU OTIIOXKEHUSMMU, C
Me3aHrmanbHbIMKU U3MEHEeHUAMU nnum 6e3 HMx




Knacc IV

Mopdonornyeckme BapumaHThl
BO/IYaHOYHOIo HedhpUuTa

Onddy3Hbin nonyc-Hedhpput (2
50% kny6o4koB ) — audhy3HbIN
CerMeHTapHbIN
nponudepatuBHbin ( IV-C) >50%
nopaxeHHbIX KIy604KOB C
CerMeHTapHbIMU N3MEHEHUSAMMN)
Ondcy3HbIN rnobanbHbIN
nponudepatusHbin ( IV-I)

( >50% nopaxeHHbIX KIybo4YKoB C

rnmo6anbHbLIMU U3MEHEeHUsIMH)

IV A akTnBHOE noBpexaeHue

IV A/X akTMBHOE U XpOHUYeCcKoe
noBpexaeHue
IV X - XxpoHU4eckoe noBpexgeHune

CermeHTapHbIN UnNn
rmoGanbHbIN
3HAOKANUINAPHbLIA UNKU
3KCTpaKanunnspHbIU
rnomepyroHedpur ¢
nopaxeHunem 6onee 50%
KITyOO4YKOB, KaK npaBusio,
¢ andpdy3HbIMU
cyb6aHaoTenuanbHbIMU
WMMYHHbIMMU
OTNIOXXEHUSIMU C
Me3aHrmanbHbIMU
U3MeHeHUAMU unum o6es
HUX




Mopdonornyeckme BapuaHThbl
BOJIYAaHOYHOIro HedppUuTa

Knacc V MemOpaHO3HbIN MmobGanbHble nnu
nonyc-Hedpur. CerMeHTapHble
cybanuTtenbHble
Aeno3nTbl NPU UMMYHO
c¢dnroopecueHTHON

MUKPOCKONUN U
3Ha4YUTEerNIbHOM
YTOSLLIEHUN CTEHKMU
KanunnspoB KIyOOo4KoB.

Knacc VI CKnepo3npyroLLnm >90% knybo4koB
nonyc-Hedoput rmobanbHO CKNepo3u-
poBaHbl, 63 0CTaToO4YHOM
aKTUBHOCTMU










KNMHU4YeCckne BapuaHTbl BOJIYAHOYHOIO HeppuTa

1. AKTUBHbIN HEOPUT

- ObICTPO NMporpeccupyomn

- MefJfieHHO nporpeccupytoLunm

a) C HeOpPOTUYECKMUM CUHOPOMOM

6) C BblpaXXeHHbIM MOYEBLIM CUHOPOMOM
2. HeaKTnBHbIV HEQPUT

- C MMHUMarnbHbIM MOYEBbLIM CUHOPOMOM UNKU CYOKINHNYECKON
npoTenHypueu




» IMMyHHBbIE KOMNNeKcbl 06pa3syoTCs Kak B COCyOMCTOM pycre, Tak U
B KITyOo4Kax

» B coctae UK onpenensietcs Becb HAbop MMMYHOrNobynnHoB
(IgG, IgA, IgM) n komnoHeHToB KOMNNemeHTa (C3, C4 n C1q)

OnpeneneHHoOe MeCTO B nNporpeccmpoBanHn BH 3aHumatoT
HEUMMYHHble MeXaHU3Mbl:

» OKCMOAHTHLIN CTpecc
AktmBauuna PAAC

AKTuUBauUus aHgoTennHa-1
N3meHeHus nunuaHoro banaHca
NHTpaBackynapHas koarynayms

v

v

v
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» M3meHeHunsa B knyboykax npu JIH He KkoppenupyoT ¢ KNUHUYECKNMN
NposABNEHUAMUN, crieaoBaTenbHO BMorncua noyek aBnaeTcy
HeobxoaMmMon guarHocTu4Yeckoun npoueaypon y 6onbLIMHCTBA
nayMeHToB

» Cneuyndpmnyecknmn ana BH nameHeHnamm aBnaroTCs:
- TnenomopdHocTb ( npyn CM)

- «npoBonoYHbIe» netnu (npu CM)

[ManunHoBble TPpOMOLI 1 Kapuopekcuc (npu CM)

dynn xayc (full house) ¢ ocaxxgeHnem Bcex UMMYHOTTIO0YNMHOB C
daktopamun komnnemeHta C3, C4 n C1q (npn NO)

- Tybyno-peTukynapHble BKNOYeHUs rnpu (OM)




JleueHune BH

3aBucut ot knacca BH (no kputepuam ISN)
Knaccebl | n Il He TpebytoT cneuuduyeckon Tepanum

[TaumeHTam ¢ HedOPOTUYECKMM CUHOPOMOM Ha dooHe JIH ¢
MUHUManNbHbIMU NN Me3aHrno-nponndepaTMBHbIMN U3MEHEHUSIMU
Ha3Ha4alTCs BbICOKNE 003bl CTEPOUJOB.

[Tpwn Il knacce ¢ <25% BoBreYEeHHbIX KIybO4YKOB N OTCYTCTBUN
3Ha4YNT. NponNudepaTnBHONO UMM HEKPOTUIUPYIOLLETO NOPaXKeHUS
NnokKasaHbl CTepouabl.

MIMMyHocynpeccuBHaa Tepanua Ha3Hadaetcd ¢ BH Il knacca
(pokanbHbIN), IV knacca ( anddysHbin) n V knacca
(MembpaHo3Hada HedponaTns)




JleueHune BH

HaunoHanbHbin MHCTUTYT 3a0poBbs (NIH) pekomeHgytoT LIP B fo3e
0,5-1,0 r/'m2 B Te4yeHunmn 6 mec.

Evro-Lupus Nephritis (ELNT) LU® B/B no 500 mr 1pa3s B 2 Hegenu
Ne6

[Ansa naumeHToB HerponaHoun pacekl MM® — aBnsetca bonee
npeanoyYTUTENbHbIM areHTOM UMHOYKUMOHHOW Tepanumn

[Ona tepanun BH V knacca (MmembpaHo3Hasa HedoponaTus)
adopekTnBHOCTL NpumeHeHna MM® n LI® oguHakoBsa

Uepes 6 mec. HOYKUMKM peMUCCUM Ha3HaYaeTca nogaepxmeatoLlas
Tepanus, KoTopasi NPOAOIKAETCA OT HECKONLKUX NET A0
MNOXN3HEHHOW (0O OOCTUXEHMA NOMHOIO NOYEYHOro OTBETA,
HOopManusaunu g-nn NoYek 1 npeagynpexaeHns ganbHenLWnx
obocTpeHnn)




HI-IV knacc:
6e3 nonynyHuin nnu Hor

IV-V Kknacc:
br1M'H ¢ nonynyHnamu nam HeI

MHAYKU,VIOHHaSI TEepanua.

MHAYKUWOHHaA Tepanus:
MpeaHn3onoH per os 1Mr/kr/cyT, Makc 80mr

MI1 nynec-Tepanua 0,25-1 re/B 3 gHA C

nocneaymoLLen Tepanueil T+
MpenHU3010HOM per 0s 1 Mr/Kr/cyT, MM (1,5-3 r/cyT) - 6 Mmec.
Mnu

Makc. 80 mr
+
ExxemecsayHo nynbc-Tepanusa Lo (0,5-
1r/m2) B TeyeHne 6 mec

Mynbc-Tepanua Ll 500 Mr B/B Kaxable 2
Hepenwn 3 Mec.; nynbc-Tepanuna MM 0,75 re/B 3
OHA — B Hayae Tepanuu
Unu
LU per os 1-1,5 mr/kr/cyTt, makc. 150 mr/cyT -
2-4 mec.

OTtBeT

Pe3uUCTteHTHOCTDL

Moanepxusailow,as Tepanus:
Hu3kue po3bl K - 0,125-0,5Mr/kr/cyT

+
MMo® I]II;12VI r/cyT Ll BMecTo MM® unm HaobopoT
Unu
AzaTtmonpuH 1-2 Mr/Kkr/cyT [06aBuUTb PUTyKCMMab
Unu
LICA 2,5-4 mr/kr/cyT
Unu

Takponmmyc 0,1-0,2 Mr/Kkr/cyT



JleyeHne BH

[Tpy pe3ncTeHTHOCTN K neyeHunto nepexod ot LUP k MM nnu
HaobopoT

Putykcumab, MHrMbuTopbl KanbUuMMHEBPUHA, B/B UMMYHOTTOOYIVH,
nMMyHoabcopbuusa, nnasmadgepes, UMMyHoabnauns C
TpaHCNIaHTauMeN CTBOSOBLIX KINEeToK

HoBble nogxoabl C akKLEHTOM Ha LeneByo Teparnuio B HacTosiLLee
BPeMS MPOXOASAT KITMHUYeCKMe ucnoitaHus. Limpkynupyrowmnm
ctumynatop B-numdooumtos (BLyS) nosbiweH y nauneHToB ¢ CKB.
XopoLwuni OTBET Ha Tepanuio bennmymabom (aHTUTENO, KOTOPOE
cBsa3. BLyS)

[lepcnekTuBHbLIE pe3ynbTaTthl NoslydyeHbl Ha atane || nccneposaHun
anparysymaba (rymaHusnpoBaHHoOro aHtutena npotms CD22)

Il dpasy nccnegosaHn NPoOXoauT atauuuenT, coaepxallumn
peuentop TACI, KkoTopbI CBA3bLIBAET U HENTPANN3YET UNTOKUHDI
BLyS , APRIL n nx retepotpumepsl




PeBMaTOUAHbLIN apTPUT

BoBne4deHne novek npu peBMaTtonaHOM apTpuUTe BCTPeYaeTcs He TakK
yacTo, Kak npu CKB.

[MopakeHune noyek npu PA - ot 5 0o 50%

Hedponatua y nauneHtoB ¢ PA — BaXXHbI noKasaTtesib Nf10Xoro
nporHoaa.

KnuHunyeckmue doopmMbl nopaxkeHuda nodek npu PA
[ momepynoHedppuT
AmMunnongos
PeBmaTongHbIn rpaHynemaros ( pexe)
PeBmaTonaHbIn BacKynuT

AtporeHHble HedhponaTum (AOBOSTLHO YacTo)
NNekapctBeHHbIN TUH
MembpaHo3Hasa HedponaTus
MesaHrno-nponmdepatuBHbIN rnomMepyrioHedpuT




PeBMaTOUAHBIN apTPUT
['H- Hanbonee pacnpocTpaHeHHbIN BapuaHT NOYEYHOM NaTonornm
npu PA (yactota 17-67%)
TeyeHune vauwle nobpokavyecTBEHHOE

[MposiBnsieTcsa Yalle MoYeBbIM CUMHAPOMOM. Peqko — TsKenbin
HepOoTUYECKUN CUHOPOM, MacCuBHada NPOTENHYPUS,
apTepuanbHas runepTeH3ns

[laToreHes aBnsieTcs MMMYHHbBIM U NMPakKTU4ECKN BCElrda
MMMYHOKOMIJTIEKCHbIM

N36bITouHOMY oTrnoxeHuto LIMK B me3aHrnm cnocobcTByIoT:

1) Ceownctea camux LUK (nx 6onblion pasmep mn nnoxas
PacTBOPUMOCTb)

2) lNoBbiweHHOe obpasoBaHne LIMK ( Hanpumep, BcneacTteue
XPOHUYECKOro BocnaneHusl)

3) MNoBblWweHne BHYTPUKNYHOUYKOBOro AaBlieHUS




PeBMaTOUAHBIN APTPUT

[McTonartonornyeckne BapuaHTbl NopaxeHuns nodek npu PA
0 MesaHrno-nponudpepatueHbin 'H
0 MembpaHo3Hasi HecbponaTus
0 bonesHb MUHUMaNbHbBIX U3BMEHEHUN
0 [MoveyHbin ammnongos
0 IKCTpakanunnspHoin 'H
o TUH
Yawe npu PA- m3nlH (34%) n membpaHosHbin H (31%)
Pexe — 'H ¢ MMHUManbHbiMU nameHeHusmm (11%) n membpaHo-
nponudepatueHoin 'H (7%)
XpoHundecknn nnn octpbin TUUH maHndpectupytoT y nauneHTtos ¢ PA
OOCTaTO4YHO peako




PeBMaTOUAHBLIN apTPUT

MembpaHo3Has HepponaTus, Kak npaBuno, BTOPUYHA U
obycnosneHa npnemom HIBI1, coeanHeHnn 3onorta, [-
neHuuunnamMmHa, umcknocnopuHa A.

AmMunnonaos- Hanbonee pacnpocTpaHeHHas npuinHa beIcTporo
pa3sutna Xbl'l n aengercs oCHOBHOW NPUYMHON reMmoguanvasa u
CMEpPTU NauUneHTOB

[ToveyHbI amunongos npu PA — obbivHO AA-ammnnonaos. BosHunkaer
y NauMeHTOB C BbICOKOW aKTUBHOCTLIO apTpuTa, ANUTENbHbIM
aHaMHe30M N OeCTPYKTUBHbIM NopaKeHnem CycTaBOB

Hanuune npoTenHypumn n Mo4eBoro ocagka y 0osnbHbix ¢ PA gomkHO
HaCTOPOXUTb peBMaTosiora n Hegporsora

KayecTBeHHbIN cocTaB b6enka pasHUTCs B 3aBUCMMOCTU OT
MCTOMOrMYECKON KapTUHbI NOPaXeHNs NoYek




Mopdonoruyeckne nsmeHeHmna novek npu PA




PeBMAaTOUAHBLIN apTPUT

» [poTennypus, BbizBaHHass MH, m3nl'H n 6onesHblo
MWUHMMarbHbIMU N3MEHEHNAMU, B OCHOBHOM NpeacTaBreHa
anbbymmHamu

» [1poTenHypusa, cocToawaa U3 HU3KOMONMEKYNSAPHbLIX OENnKoB,
TaKNX Kak ferkme uenu uMmyHornobynmHos ( 6enok beHc-
[xoHca), 3 1-MUKpornobynuH, g2 —MMKpornobynuH, uuctatmH C
XapaKTepHb! Ana nauneHTos ¢ PA B codeTaHuUm ¢ aMmmniionao3om
noyek n TUH.




AmMunnounpos npu PA




BepeHune nauuneHToB ¢ PA C nopaXxeHuem no4yek

» B cnyyae MH vnun m3nl'H Bcnegctene HEPOTOKCUYECKUX
npenapatoB, Takmx kak HIMBIM nnn DMARDs, Heobxoanumo
NpeanpUHATL NOMNbITKM 3aMeHbl UNU OTMEeHbI NpenapaToB Mpu
TWAaTeNbHOM KOHTPONE akTMBHOCTK 6onesHn PA

» B page nccnenosaHuin nokasaHO YMEHbLUEHWE NPOTENHYPUN U
yBenuyeHne CK® Ha dpoHe neveHna ndHO y naumneHTos ¢ AA-
amurongosom. Ectb gaHHble 06 3a(PdEKTUBHOCTN ATaHepLENTa K
NHNMKcnmaoa.




CucteMHas ckneponepmMmus

» CuctemHasga cknepogepmMmus — CTaaunMHO NpoTeKkarLlee nosnum-
opraHHoe 3aboneBaHue ¢ xapakTepHbIMU Ba30CNacTUYECKUMU
COCYOUCTbIMU peakumnsiMm no Tmny cmHapoma PenHo u
obnuTepupyoLen BackynonaTtmen ¢ MEMNMYECKUMIU
HapyLweHUsIMU, NPy KOTOPOM pa3BMBalOTCs cneundunyeckme
ayTOMMMYHHbIE pacCTPOMNCTBa, CONPOBOXAAlLLNECH aKTUBALIMEN
dnbpo30-o06pasoBaHUs N N3DbITOYHBLIM OTITIOXXEHUEM KornsareHa B
TKaHSIX.

» [NopaxeHune noyek npn CCL, BapbmpyeT OT He3HAYNTENBLHON
NPOTEUHYPUN C COXPAHEHHOW UITN HE3HAYUTESTbHO CHMKEHHON CKP
( CK® <90 mn/mnu/1,73 m2 n CK® <60 mn/muH/1,73m2
COOTBETCTBEHHO) 0 Ooree BblIpaXXeHHOro CHMXEHNS NOYEYHOro
KPOBOTOKA C HapyLleHneM oyHKLUN MOYEK BCIeACTBME Pa3BUTUS
Manl'H u Tsxxkenoro octporo nospexaeHusi nodku (Or1MT)




CucreMmHas cknepopepmus

CyOKnMMHMYeCKMe nopaxxeHme rnodexk:
1) nsonuposaHHoe cHMXeHne CKP
2) yBennyeHne nHaekca pe3ancTMBHOCTM NOYEYHbIX COCYO0B
3) CHMXeHne noyveyHoro yHKLUMoHanbLHOro pesepsa

Haunbonee rpo3Hoe nopaxeHue nodyek npu CCL -cknepogepmMmmuyeckum
NOYEYHbIN KPU3.

Knununyeckne cumntombl Cl1K:

3roKkadecTBeHHas apTepunaribHas rmnepTeH3uns
[onoBHaa bonb

Jlnxopagka

CnabocTb

Oppblwka

[TpoTenHypusa (00 HEPPOTUHECKOIO YPOBHSA)
[emaTypus

[MnepToHUYecKasa peTmHonaTmns u sHuedanonaTms

v Vv VvV VvV VvV Vv Vv V9




CucrteMHasa cknepopepmus

» CIK pasBuBaetcsa npumepHo y 5% nauymeHTtoB ¢ CCL, yacTto
COMNpoBOXXAaeTcs reMOoSINTUYECKON aHEMUEN C LUMCTOLMTAMMU,
TpomMbouuToneHnen, TPOMOOTNHYECKON MUKPOAHTMoNaTUEN,
pa3BUTMEM HEBPONOIrMYECKON CUMMITOMATUKN

NnarHoctundeckue kputepum CI1K

1. BnepBble BO3HMKLUAA apTepuaribHas runepTeH3us,
onpeaensiemas Kak:

a) CAl = 140 mMm.pT.CT.

6) AAL = 90 MMm.pT.CT. (HE MEHEee 2-X pa3 N3MePEHNI)
B TeYeHnn 24 v.

B) yBenndeHune CALl = 30 mMm.prT.CT.

r) ysenundyenne AL = 20 mm.pT.CT




CuctemMHas ckneponepmMmus

2. OguH 13 5 cnegyrowmx NpU3HaKOB:

- YBenuyeHune ypoBHs KpeaTuHUHa cbiBOPoTkM Ha 50% nnn 6onee
6asanbHoro yposHsa Unu Ha 120% unu 6onee oT BEPXHEN rpaHnLbI
HOpPMbI AaHHOW nabopaTtopumn

[MpoTenHypusa 2 + nnn onee
[emaTtypus 2 +unu 6onee nnun 6onee 10 KreTok B n/3p.
- TpombouuntoneHna meHee 100 *1079/n

[emonunTnyeckas aHemus ( B T.4. oOHapyxeHue doparMeHToB
9PUTPOLNTOB, LUMCTOLINTOB UMK PETUKYOLIUTOB)




CucremMmHas cknepopepmus

dakTopbl pucka CIIK:
» PanHsaa andodysHaa gopma CCL (anutenbHOCTb bonee 5 ner)
> BbICTPO NPOrpecCcMpyroLLInNN CKITEPO3 KOXN
» Hanwuume a/T k PHK-nonumepase-3

» JleyeHune Bbicokumu gosamu 'K (bonee 15 mr/cyT B npegHu-
30/T0HOBOM 3KBMBaseHTe B TedeHnn 6 npeaLluecTBYOLNX MecC.)

» Hocutenbcteo HLA-DRBI*0407 n DRBI*1304

» YBenuyeHune ypoBHa sCD147
B rpynne ¢ anddoysHon CCL y 20-25% passuaetcsa CI1K
Y 6onblMHCTBA NauneHToB (0o 75%) ¢ anddysHomn dopmon
cuctemHoro cknepo3sa Cl1K pa3suBaeTcsi B cpok oT 7,5 mec. oo
4 net




CucremHas cknepopepmus

» Topasgo vawe B 10-55% crnyyaes (a no gaHHbIM HEKOTOPbIX
nccnegosarenen go 80%) y naumeHtoB ¢ CC[L] otmevaeTtcd
aCUMNTOMaTUYECKOE CHMXKEHME NoYedHHON PYHKLMN («HEMas»
ypemus), obycnoBneHHoe HanminemMm MHOXeCTBEHHON
MYNbTUMOPOUAHON U KOMOPOMOHOM NAaTONOrny,
accounmposaHHou ¢ passutnem Xbll




CucrteMHasa cknepopepmus

[ucmonamornoauyeckue U3MeHEHUS NMOYEK:

HabyxaHue aHgoTenuarnbHbIX KIETOK B KIybo4kax, oTcrounka
9HAOO0TENUS OT rnMomepynsipHon bazanbHON MeMOpaHbIl, TPOMO03
KannnniaposB 1 cCMopLLMBaHUE KanunnsapHOW CTEHKN, aHeBpU3Ma-
TMYEeCKoe pacLunpeHne aptepunor, TPOMDOHEKPOTNYECKME N3MEHEHUS,
nponundepaymsa aHaoTenmsa ¢ popmMmpoBaHmeM romMepyrnonagHoun
CTPYKTYpbl. B apTepunax BbISBNAKOT YTOMLWEHNE NHTUMbI C KNETOYHOM
nponudepaunen («nykoBndHagay» wenyxa), HabyxaHme sHAoTeENuUs
(3HOOTENMO3), TPOMDO3 1 KOPTUKASIbHbIA HEKPOS3.

HNuarHo3 ClI1K nogreepxgaeTcs Hanu4nem TpomMooTn4ecKomn
MUKpOaHrmonaTum npn Heppoodbuoncum




Mopdonorus noyek npu CCJA




Mopdonorusa novek npu CCJA
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CucremMmHas cknepopepmus

[MporHo3 nauneHToB ¢ ClK 3Ha4YnTenbHO yny4yLwmnnca c
ncnosnb3oBaHnem UAI®. Tepanua NAIN® gormkHa npoaomkaTbes
N BO BpeMS gmanusa.

HasHadyeHne AononHUTENbHbIX aHTUTMNEPTEH3NBHbIX
npenapartos (bnokaTopbl peLenTopoB aHMMOTEH3NHA, BriokaTopbl
KanbUMEBbLIX KaHarnoB, anbda-aapeHobrnokaTopbl) ABMSOTCS
obs3aTenbHbIMWU, €CNN HE OOCTUTHYTHI LENEBLIE 3HAYEHUS

apTepuanbHOro gaBneHus.
g-OnokaTopbl NnpoTuBonokasaHbl. 'K gomkHbl 6bITb OTMEHEHbI Npu
passutun CI1K.

[MonosuHe nauneHToB ¢ ClK TpebyeTtca remognanns (nmMbo ns3-3a

neperpysku oobemom, unu ans KkoHTpona ALl npu pe3ncTteHTHOM
Al).




CucrteMmHasa cknepopepmus

» [JononHutensHo npu CI1K pekomeHOoBaHO MCNOMb30BaHNE
NNonpocTa — aHanora npocraunknuHa, obnagatowero
Ba3oguMnaTUpyoLWnUmM N aHTuarperaHTHbIMM CBOUCTBaMW.

» PasnuyHble bnonornvyeckne areHTbl, BKIovast UHrMouTopb!
TGF-a, aHTn-CD20 (putykcmmab), MOHOKIOHarbHbIE a/T K
NHTEPIIENKNHY-6, auynn3ymad u MHIMOUTOPbLI TUPO3UHKNUHA3LI

NpOXoAAaT uccnegoBaHns Ansa oueHKn adoPEKTUBHOCTH
Tepanun CI1K.




MNepBUYHBLIN CUHApPOM LerpeHa

AyTOoMMMYHHOE 3aboneBaHne HEM3BECTHOW 3TUOSIOMUN,
XapakTepuayrouleecda MnosinknoHanbHoOU aktueauneun B-knertok, a
Takke numdounTapHon MHUNLTPaLMen 3K30KPUHHBIX Xernea,
NPMBOOSALLEN K PA3BUTUIO CYXOro KEPaTOKOHbLIOKTUBUTA U/UMKn
KCepoCcToOMUU

BropuyHbin cuHgpom LLlerpeHa ceBa3aH ¢ gpyrumu peBMmaTndeckumm
3abonesaHuam: PA, CKB, CC[L n gpyrue

[TopaxeHune noyvek Bctpeyaerca y 4,2-67 % nauueHToB

[MporHo3 nopaxeHusi noyek npu NCLU oTHocnTENLHO
bnaronpuaTHbIN, a nporpeccnpoBaHne Xbl1 BcTpevaeTcs
O0CTaTOYHO peako




MepBUYHBIN cUHApPOM LerpeHa

KnnHndeckme dopmbl nopaxkeHmsa noyek npu MNCLL:
0 beccMMnTOMHbIE N3MEHEHUS B aHanmn3ax Moym
0 Mo4veyHbIn TyOynsapHbin aumnos (MNTA)
0 CnHgpom PaHKOHM
0
0

HecaxapHbi anabet

MouyekameHHaqa 0onesHb




MepBUYHBLIN cUHApOM LLerpeHa

» Hamnbonee pacnpocTpaHeH — gucTanbHbI aunao3 NovYeyHbIX
kKaHanbues 1tuna. lNpu al'l1TA nponcxoauTt HapyLleHue cekpeunm
MOHOB BOAOpOAa B AUCTanbHbIX KaHarnbuax n cobmparernbHbIX
Tpyboukax, npnBoasiee K NOCTOAHHOMY NOBbILLEHHOMY YPOBHIO pH
Mo4n (bornee 5,5) n cuctemHomy metabornnmyeckomy aunaosy

» MeTabonunyecknn aumaos cnocobCcTBYET YMEHbLUEHMIO peabcopbuunm
XNOKOCTU N B KOHEYHOM utore K aktuBauun PAAC.

» Ana al'lTA xapakTepHbl runepkanbuMnypua n CHUXXeHMe aKCcKpeunm
LMTPATOB C pa3BUTMEM HedbpoKanbLMHO3a N HeEPponnuTMasa




[MepBUYHBLIN cnHApPOM LerpeHa

[McTONaTONOrM4eCcKMeE N3MEHEHUSA MOYEK:

»  OcTpbin Unn xpoHunvecknn TUH ¢ gedpektamn oyHKUNM KaHarbLEB.
OnucaHbl KNybo4KoBbIE NOPAXEHUS, KaK KpUOTrnodynmHeMNYECKNI
MeMmbpaHo-nponudepaTtmBHbin H, ovaroBbi cermeHTapHbIN
[MTOMepPYoCKepos, Me3aHrnanbHbin nponmdepaTtmeHbiv [H,
MeMbpaHo3Hble HedoponaTnn N 6onNe3Hb MMHUManbHbIX U3MEHEHUN.

JleyeHue 6onbHbIX ¢ MCLU
B nepsyto ovepenb — K.
[lepBoHavanbHasa gosa ot 30 go 60 mr

[pn ycnosun coyetanma TUH ¢ N'H gpyrne nmmyHocynpeccaHThl
(LD, rmgpokcuxnopoxuH, MM®, putykcnmab). M.6. nobasneHb! B
COOTBETCTBUU C pesyrkrataMmmy D1orncum noyex

[1ns npegoTBpaLLEeHnst OnacHbIX AN XXU3HU OCITOXKHEHUN —
AnuTenbHoe Ha3Ha4vyeHne brukapboHaToB U/ ANEeKTPONNTOB

v

v

v




JepMaTOMUO3UT U NONUMUO3UT

AYyTOMMMYHHbIE MMONATUN, UMEIOLLINE ObLLME KNNHUYECKNe
MPU3HAaKMU:

+ [1pokcumanbHasa MblillevyHasi criabocTb
Mwno3suTsl

Hanu4yne cneunuyeckmux aytoaHTuTen
[ToBbILLEHNE YPOBHS MbILLEYHbIX EePMEHTOB
anekTpomunorpadpumnyeckme NsMeHeHus
OpraHHble MblLLEYHbIE NPOSABIEHUS

L)

0‘0

D)

0‘0

L)

0‘0

L)

0‘0

L)

0‘0

Oba 3aboneBaHns acCoOUNMPYIOTCA NpeXxae BCEro ¢ OHKOMNOru-
4YeCKMMU rnpoLeccamMm, 4acTo sIBMSASICb NapaHeonnacTU4ECKUM
CUHAPOMOM

3riokayecTBeHHbIe 3aboreBaHna b6binn obHapyxeHbl y 9,4-32% ¢ [AM
ny 4,4-17% y nauuentos c M




ﬂ,epMaTOMl/IOIBI/IT U NOJTIMMNO3UT

» Y naumeHTtoB ¢ IM u M yvaLue Bcero BbIgBNSAOT TYOYISAPHbLIN
HEKpPO3 Kak nocneacTeunsi pabaommonmsaa ¢ BblIcBOOOXKaEeHUEM
MuorrnoduHa

» [pwn octpom TedeHun [IM Taxenas nepcuctmpytoLlas
MMNOTrNOBUHYPUS MOXKET NPMUBECTU K Pa3BUTUO NOYEYHON
HegOoCTaTO4YHOCTU BCIieACTBME OCTPOro NUMrMeHT-accoumnmpo-
BaHHOro KaHasbLeBOro HeKposa

» [lopakeHne Noyek Yalle BO3HUKAET NpU NepeKpPeCTHbIX
cuHgpomax, B ocHoBHom ¢ CC/I.

Mopdhonornyeckne BapmaHTbl NOPaXXeHUA NoYek:
> npu OM: membpaHo3Hada HedoponaTua — valle.
» Me3aHrmanbHbI unu anddysHoin 'H —peako.
» Y 6onbHbIX ¢ [TM yaule- me3aHrnanbHbIM NponmndepaTtuBHbin [H.

» 3Ha4nTenbHO pexe- nunonaHbln Hedopos ¢ PCIC, MH n
cepnoBuaHbin ['H.




>

JepMaTOMUO3NUT U NONUMUO3UT

JleyeHwue:
Bbicokue ao3bl 'K

MMmmyHogenpeccaHTbl (azatnonpuH unu Ld, unknocnopuH A, rpu
[TM — meTOTpeKcar)

B/B nmmyHornobynuH
[TlpoTBOManapumnHble npenapartbl — npu M




[MopaxeHune noyek, Kak OCNOXHEHUe
natoreHeTnyeckon tepanuun C3CT

pynna npenapaTtoB Xapaktep nopaxeHusi novyek

HIBI AHanbretnyeckas HepponaTtumsa c
nanunapHbIM HEKPO30OM
OcCTpbIN MHTEPCTULNANBHBIN HEPPUT
Xp. nHTEepcTuumnanbHbii HedpuT

[-neHnyunnammH MembpaHo3Hasa HedponaTus
HedpoTtnyeckuin cuHaopom

NATT® n BPA I MembpaHo3Haga HeponaTus
HedpoTtnyeckumn cuHaopom
[Mnepkanuemus

[lpenapathbl 30110Ta «3onoTtaa» HedponaTua-

MemMbpaHo3HbIn ['H

MeTtoTpekcar MembpaHo3Haga HedhponaTus
OcTpoe novyevyHoe noBpexgeHne




[TopaxeHue novek, Kak 0OCNOXHeHue
natoreHeTunyeckon tepanuun C3CT

pynna npenapaTtoB Xapaktep nopaxeHust noYek

[MpocTaHonasl, [MpepeHanbHaga azotemus
NHIMONTOPSI KopTukarnbHbIN HEKPO3
docdoanacrepasbl-5,

bnokatopbl Ca-kaHanoB

BapdhapuH BapdapuHoBasa HedponaTua:
- Ol (rnomepynapHOe KpoBOTEYEHNE,

SPUTPOLIMT, BHYTPUKaHaNbLieBast 06CTPYKLNS)

- TH
CTaTuHbl MwornobnHoBas HetponaTus
YpartHaga HedoponaTus
[nypeTnku YpaTtHasa HedponaTtugd

[lpepeHanbHasa azoTemMus




[TopaxeHne noyek, Kak OCNOXKHeHue
natoreHetnyeckoun tepanumn C3CT

buonornyeckne areHTsbl:

» BrnokaTtopbl TYMOP-HEKPOTUINPYIOLLEro doakTopa g UMeroT
noTeHUunarnbHo HepoTokcndeckmne adpdekTol. MexaHn3mbl
noBpeXaeHUs NoYeyHon NapeHXnmbl: NOBpeEX4eHMNEe BUCLEPaibHbIX
ANUT. KNETOK U nHaykuma aHtu-dsDNA-aHTUTen, 4To NpuBOaUT K
npoTenHypun n nponndepatmsHomy 'H

» Bblcokasi npeapacnonoXeHHOCTb K MHAPEKLUNOHHbLIM 3aboneBaHUSM




[Moka3aHua pna nposeneHus Hedppobuoncuum

bbicTpoe yxyauweHne QpyHKUMN NoYek (UCKIToYNTL nNpe- 1 NocT-
peHarsribHble MPUYNHbI)

[TpoTenHypusa >1r/cyT
[MpoTtennypua >0,5 r/cyT +rematypus (ons BoONYaHOYHOro HedopuTa)
[emaTtypusa+ aputpouunt. unn-poi+ CK® <60 mn/mMuH

[MpnaHakn TUH: kneTto4Hbin ocagok, umnuHapsl n 6enok 8 OAM |,
nosABMBLUMECS HA (POHE npuemMa MeaukaMmeHToB, CUHOpOMA
LLlerpena, PA n T1.4.

- C QuarHocTuyeckom Lienbto, ecnmn ecTb NPU3HaKM NopaXKeHUs Noyek

HO HET KIMMHNYECKOIo AnarHo3a




fucronornyeckmne paHHbIe, CBA3aHHbIE C
peBMaTosiormyeckumMmm 3aboneBaHmamm

HJaHHble HechpoOmoncum C3CT

TybGyno-nHrepcrTmymanbHblil HeOpUT CuHgpowm LerpeHa, PA
MesaHrnaneHbi nponudepatmeHbin H, CuHgpom LWerpena, M, M, CKB,
|gA-HedpponaTug PA

oCIC CuHpgpowm LerpeHa, CKB, PA
KpnornodynmHemmyecknm Cunapowm LerpeHa
mMembpaHonponugepaTneHbin H

MuHMManbHblE N3MEHEHUA Cungpowm Werpena, NM,CKB, PA
MembpaHo3Hasa HeponaTus CuHgpowm Lerpena, 1M, M, knacc-

V JIH, PA




fucronornyeckmne paHHbIe, CBA3aHHbIE C
peBMaTosiormyeckumMmm 3aboneBaHmamm

JlaHHble Hepobuoncum C3CT

BTOpUYHBbIN NOYeYHbIN AMUNONAO03 CuHpgpom LWerpeHa, PA

TpomboTnyeckas MukpoaHrnonatuna  CkneponepMmnyecknuin MOYeYHbIN
Kpn3

Anddy3Hbiv nponndepatneHein TH M

IgM-HedponaTus CKB

boicTpo nporpeccupytowmn N Jlronyc-HedpuT Knacca |-Vl

Hekpotm3anpyrowmn nonynyHHein F’H  CCA, PA

Ovarosbin nponndepatuBHbin MH PA

MonynyHHbin TH ¢ $CI'C LY




KnuHunyecknn cnyvyan: bonbHon M., 16 net

» AHaMHe3 KU3HM: OT 2 6epeMeHHOCTH, Ha QOHe ypeanazmMo3a, LIMB, cpoyHbIX pooB
nyTeM KecapeBa cedeHUs1 ¢ Maccou 3900r. Poc u pa3BuBaJsica 1o Bo3pacrty. [Ipod
NPUBUBKMU 110 KaJIeHapIo.

» AHaMHe3 3a60JieBaHud: B Mae 2008 - orek KBUHKe, c NOAABJIEHHEM NeTeXUaJbHOUN
CBINM Ha cToNax (KynupoBaJsiacb Ha GOHE aHTUTUCTAMUHHBIX). B TOT nepuog B OAM
ObL1a BbIsIBJIEHA Jp-ypusd 5-6 B 11/3p. B aBrycte 2008 Ha poHe KaHeppOoHA - TOBTOPHBIN
3MKX30/, CbINIU Ha JIULlE, CIIMHE, HOTAX, anyJe3Has , 3yAdIias c reMopparu4yecKuM
KOMIIOHEHTOM (paclieHeHa ,KakK ajijieprudyeckui Backyaut). B OAM - 3p no 60 B 11/3p.
B aBrycre 2008 o6cnenoBan B 1 ota. HOJKB. Ds: gfucMmeTabosndyeckas HepponaTus,
OKcCaJlypusi, ypaTypusi. PekomeHZ0BaH TpeHTaJs, KCUAUPOH, MarHe-B6, oTBap oBca.
[Tocne Beimucku B OAM 2p 25 ki /MKJI. [lasiee 0TMe4YarMCh MOBTOPHbIE 3NTU30/4bI IP-
ypuu (12-16; 30-45; 20-30 B 1/3p), B ocHoBHOM Ha ¢poHe OPBH, OpoHXUTOB,
000CTpeHUHr TI/ayoneHUTA.

B mapTe-anpese 2019r o6cnenoBan B JII'b N21 B cBsAI3u ¢ HapacTaHUEM MOYEBOTO
cuHapoma. B OAM 6enok 1,34-0,55 r/a, 3p 40-50, 28-30, Jle 13-15, 4-5 B 11/3p.

CIIb 0,86-0,72r B OAK caBur ¢popmy.ibl BJ€BO, B 6/X KpOBHM MOo4YeBHHaA 4,6; KpeaTUHUH
0,092 mMoab/a. KO no IlIBapuy 107 ms/MuH. LE-kJ1eTKU — He 06Hapy:KeHbI. [1o npobe

3uMHHUIKOrO - runocteHypus. [ILP Mmouu Ha Ty6epkyse3 - otp. [lo Y3U - npusnaku
YIJIOTHEHUSI KOPKOBOTO cJiosl moyek. [losiydan: KypaHTuJ, sHananpua (5 mr/cyr),
a/OUOTHKHU.




C9 maa 2019r. - nogbeMm T 0 38*, ierkui Kaiesb, Ha 3TOM GOHe - HapacTaHHE
remaTypuu Ao nosHoro n/3p. C 13.05 no 16.05.19 o6¢cnenonan B /Il N225. B OAK CO3
41 mM/4ac, B OAM ya Bec 1015 6esiok 0,76 r/a Jle 20-25, 3p crtouib. CIIB 0,5 r/cyT.
b/x kpoBu B HopMe. LE-kJjieTKu He 06Hapy:KeHbI. [losiydyas aMOKCUKIIAB, IUTEPU3UH,
KypaHTuJ. [lanee nepeBesieH Ha oocienoBanue B 1 ota. HOAKB.

B OAK Jle 11,6 tbic. CO3 21 mM/4. B OAM 6esok 2,5-2,8r/a, 3p 80-100, 100-150 B 1/3p.
CIIb 3,78-2,47 r/cyT. B /X KpoBU B HOpMe (Mo4eBHHA 2.9 MMO0JIb/JI, KpeaTUHUH 80.7
MKMoOJb /). [To 3umMmHaunkomy ya Bec 1002-1005. B koarysiorpaMme NprU3HaKu
TANEePKOaryJsuu.

KPOBb HA UMMYHOBJIOT anTuHykJeapHbix atuTea 23.05.19: anti-dsDNS, anti-
nucleosomen, anti-histone, anti-Rib.P-Protein, anti-AMA-M2; Ha anti-RNP|Sm, anti-Sm,
anti-U1-RNP 70, antiU1 RNP A, anti U1 RNP C, anti-SS-A, anti-SS-B, anti-Scl-70, anti-PM-
Sel, anti-Jo-1, anti-CENP B, anti-PCNP - oTp. Ha anti-R0o-52 - moJ10KMT.

KPOBb Ha BosiuaHOYHbIM aHTUKOAryJAdHT 23.05.2019 - He o6Hapy»keH.

[To Y3U noyek - nNpu3HaKy YIIJIOTHEHUA IAPEHXUMBI [10YEK

27.05.19 nposedeHa Heghpobuoncus, 1o pe3yjbTaTaM: MeMOpPaHO-NPoudepaTUBHBIN
rioMepyJioHeppUT ¢ pubporaacTuiueckor Tpancpopmanuet 1 TUK, uto
COOTBETCTBYET 5 TuIy nopaxkeHus novek npu CKB.













B ieyenuu nosayyau [13 60 mr/cyTku B TeueHuu 8 Hefesb, ¢ 26.07 113 cHmxeH o 50
mr/cytky, ¢ 11.10.19 - 47,5 mr/cyT, ¢ 25.10.19- 45 mr/cyTKu.

C 24.07.19 nodkawueH matigpopmuk- 1440 mr/cyTku. Kpome aToro, mosiydasi aHaim
7,5 Mr/cyTku

B KoHTpo/ibHBIX aH. MO4YM OT 11.2019r 6es10k 0,374 r/n Jle 1-2 3p 0-3 B n/3p. CIIb -
1,26r. BOAK HB 147 r/a. Jle 12.6 Tbic, B popMyJie B HopMe, CO3 2 MM/4, Tp-ThI 291 ThIC.

B auBape 2020r npoxoauua koHTpoJibHOe o6cienoBanue B HOJIKB. B OAK HB 143 r/a
Jle 9,5 ThICc B popmyiie - 6e3 ocobeHHocTer COI 20 mm/4ac. B OAM 6eno0k 0,704-0,49-
0,518 r/n 3p 5-6 B 1/3p. CIIb 0,5-0,64r. B 6/X aH.KpoBY MO4YeBHHA 4,3 MMOJIb/JI
KpeaTUHUH 79,7 MkMoJib/a. CPB - 34 mr/a. KO no llIBapiy 139 mu/mMuH. LE -kjeTKkH —
He ooHapy»xeHbl. A/T K H-/IHK 4,4 ME /Ma (HopMa g0 25). [lo npo6e 3uMHHUIIKOTO y/.BecC
1004-1024. Y31 noyek: CTPyKTYpPHbIX U3MeHEHWH He BbIsiBJIeHO0. CMA/] - BbIsiBJIeHA
apTepuaJsibHasi TUNIEPTEH3HSA B HOUHOE BpeMs.

B cBs3u ¢ HejoCcTaTOYHBIM 3P PEKTOM OT NPOBOAUMOM TePANUU PELIEHO ObLIO
NOJKJYUTh UUKJA0POChaH M0 CTAaHAAPTHOMY MPOTOKOJIY.

B HacTosiniee BpeMs nosy4aet: [13 40mr/cyT , nukaodocdan no 800 mr B/B kamn-Ho 1
pa3 B Mec. (nmocsiegHee BBegeHue 17.05.20), maribopTuk 1440 mMr/cyT, sHananpuia 15
MT/CYTKH, COIPOBOJUT. TePaIHUIoO.

[lo n1a6opaTopHbiM JaHHBIM: B OAM oT 20.03.20 ya.Bec 1023 6esi0k 1,8 /1 Jle 0-1 3p 0-
1 B1n/3p. BOAK HB 148 r/n Jle 10 Thic. B dopmysie 6e3 ocobeHHocTer COI 2 MM /4ac.
B/x aH. kpoBu oT 20.03.20 moyeBUHa 5,3 MMOJIb/1 KpeaTUHUH 83,8 MKMOJIb/J1.




» T.0. paHHAS AnarHocTuka u npaBunbHoe
feyeHmne rnopaxeHust NoYeKk nNpu peBmMaTnyYecKnx
3aboneBaHMsaX MOTYT YIyYLLUUTb NPOrHO3
3aboneBaHus.




bnaropapto 3a BHUMaHue




