[ nomepynoHedpn
Tbl



* [ nomepynoHedput (I 'H) aBnaetca oaHUM
N3 Hanboree TaXenbiX 3aboneBaHNN
noYyekK, NPUBOAALLNX K Pa3BUTUIO NOYEYHOM
HEeJOCTAaTO4YHOCTU

* B cTpyKTYpE TEPMUMHANBHOW NOYEYHOU
HeOoCTaTOYHOCTU DOSIbHbIE
rmomMepyrnoHepUTOM CcOoCTaBnAatoT 30%



rmomMmepynoHedpuThbl

* rpynna Mopdonorm4eckn pasHoOpPOaAHbIX
MMMYHOBOCMOSUTENbHbIX 3a00feBaHnmn C
NMPEeNMYLLECTBEHHbIM NOPaXXEHNEM
KNy©OoO4KOB, C BOBNEYEHNEM KaHarbLIEB U
MHTEPCTULIMANBbHOM TKaHN NOYEK



[laToreHe3 UMMYHHOro BocnaneHus
KNnybou4KOB:

* AMMYyHHOKOMMNIIeKCHOe 80%
AT K 6a3sanbHOu mMembpaHe 5%

e [IpaMaga akTuBaLuna KOMNremMeHTa -
MeHee 5%

* ManoMMmyHHbIe pOpMbI (KNEeTOYHO
onocpeaoBaHHOe BocnaneHue -
peakuus rmnepyyBCTBUTENbLHOCTU
3amMeAarieHHOro Tmna,
aHTUHeNTpPpo(PUNbHbIE
uutTonnasamatudeckue AT) 10%



[1laTtoreHe3 AHLIA-accoummpoBaHHbIX
[H

ANCA (Anti-Neutrophil Cytoplasmic Autoantibody)
Blood vessel wall

Neutrophil type
of white blood cell

« AHLA
g dKTUBUPYIOT
£ ~ HenTpodunbl,
KOTOpPbIE
ocBoboxaaroT
' MeaAnatTopbl
b BoCnaneHms u
blood cells that have been noBpexaarT
stimulated by ANCA KNeTKn

dHAOTeJNInA



MeTtoabl onpeaeneéHnd NMMYHHbIX
MeXaHN3MOB noBpexaneHuns Kﬂy60‘-IKOB:

* AMMyHONnOrn4yeckue nokasartesnu KpoBMU
(LUK, AT k 6a3zanbsHon membpane, AT K
LumuTonnasme Hentpodunos, C3-
HePUTUYECKUN PaKTOP, KOMMNITUMEHT)

e IMMyHOdnroopecUeHTHbIU aHann3 Ig G
n C3 B OmonTtartax noyek



Trnbl UMMYHOQITIOOPECLIEHTHOTO
cBevyeHund IgG npn I'H

JIluHenHoe = paHynsipHOe =
(cungpom Nyanacuepa, MMMYHHOKOMMMeKCHbIn MM

M c NpoTMBONOYEYHbIMM (nocTuHdekumoHHbIN M'H, CKB,
MMOrH, Nur,

aHTUTEenamm) KpuornobynuHemuyeckuu MM, IgA-
HedponaTua)

ManoMMmyHHOeE aHuA

accouunpoBaHHble Backynutbl, IKIMH)



AHTUHeNnTpoMUIbHbIE
LyuMTonnasmMmaTtuvyecKkue aHtuTena —
Mmapkepbl 'H accoumnpoBaHHbIX C

nepsniHbiMn CUCTEMHBIMU BaCKYJIIUTaMU

« ANCA K NnpoTenHase * ANCAK
3 (knaccuyeckune) — MUernonepokcnaase
MapKep (NepuHykneapHble) —
rpaHynomMmarosa MapKepbl
BereHepa MMKPOCKOMNYECKOro

nonnapTepumTa u
cuHapoma Hepaxa-
Ctpocca



—

Otnonorma '

[NlepBUYHbIE (MAMONAaTUYECKUeE)
BTopuyHble:

UHdeKUNOHHbIe (6akmepuasnbHbie, 8UPYCHbIE,
napasumapHablie),

anI dYTOMUMMYHHbLIX CUCTEMHDbIX

3aboneBaHNAX U BacKynutax (CKB, CC/,
peaMamouoOHbIl apmpum, MUKPOCKONMUYecKuu
nosiuapmepuum, cuHopom l'yonacyypa, CUHOPOM
BezeHepa, ceMoppazudeckue eacKyaumbi u

opyaue),

JK30reHHbIe (nekapcmea, 8aKyUHbLI, Haripumep,
K/[1C, cbieopomoy4Hasi 60s1e3Hb, HAPKOMUKU, s1I0bl
HaceKoMbIXx)

[lapaHeonnacTuyeckue



NMHdekunoHHblie NH

bakTtepuanbHble:

NMoctcTpentokokkoBbin MH

HecTpenTokokKoBble: NOCTCTaUITOKOKKOBbIE - OCTPbIN
nponudepaTMBHO-3KCCyAaTUBHbIN NPU UHdEKUNN
Staphylococcus aureus (U39, nHpeKLMM cocyanCTbIX LUYHTOB, NpU
abcueccax, cencuce); mMemopaHo3Ho-nponudepaTuBHbin N
npu MHEeKLUn CoCyauUCTbIX LLYHTOB, BbI3BaHHOM Staphylococcus
epidermidis; noctctacpunnokokkoBbin 'H ¢ npenmyLiecTBeHHbIM
OTNOXeHUeM IgA y NOXUNbIX OONbHLIX C CaxapHbIM AnabeTom),
BTOPUYHbLIN CUPUNNC, NTHEBMOKOKKOBasA MHEBMOHUSA, OprOLLHON
Tnd, MEHMHIOKOKKOBbLIN Cencuc, nenpa, Tyoepkynes, U u
cerncuc apyrou aTMonorun.

BupycHble - renatut B, renatut C, BUY, uutomeranosupyc,

UMH(EKUNOHHbIN MOHOHYKJ1€03, CBMHKA, KOPb, BETPSAHKA,
napsoBupyc N19, Kokcaku.

MapasuTapHbie — Mansipus, TOKCONIa3Mos, ieuliMaHNo3,

LWMCTOCOMOS3, (bVIﬂFI puyua3, IXMHOKOKKO3.









CTPYKTYpHbIe N3MEHEHUA KNyOO4YKOB NoYekK
npulH

 KnetouyHas nponudepauus (3HaoTennanbHbIX,
Me3aHrmanbHbIX U ANUTEeNUanbHbIX KINeTOK;
3HOOKANUNNSAPHAsA WU 3KCTpaKanunnsipHas).

 UHdumnbTpauusa nenkountamm

e YTonuweHue 6asanbHOU MeMOpaHbI (yTonLweHue
KanunnsapHoOU CTEHKN NPU CBETOBON MUKPOCKOMNUM,
NP 3N1EKTPOHHON MUKPOCKOMUN — INIEKTPOHHO-
NSIOTHbIE OTIIOXEeHUA Ha IHAOTEeNMaribHOU Unu
3nNuTenManbHON NOBEPXHOCTU Oa3aribHOWU
MeMOpaHbl, USIM BHYTPUMEMOPaHO3HO).

* ONEeKTPOHHO-NJIOTHbIE OT/IOXEeHUs1 (COOTBETCTBYIOT
OTJIOXKEeHNI0 MMMYHHbIX KOMMNNEKCOB)

 [ManuHu3auna unu cknepos (yKka3biBaloT Ha
HeoOpPaTUMOCTb U3MEHEHUN).



O6Bbem nopaxeHus kKnyooukos npu NH

 OyaroBoe nopaxeHue — meHee 50 %
KITy©604YKOB MOYKMU

 Indbdpy3Hoe nopaxeHue — oonee 50%
KITy©OO4YKOB NMOYKMU

* CerMeHTapHoOeE — nopaeHme 4Yyactu
(cermeHTa) Knybo4ka

 ToTanbHoOEe — nopaxXeHne Bcero
Knyobo4ka



PasnunyaloTt cnegyrouine
Mopdoonorunyeckue sapmaHTbl XI H:

* MUHUManbHbLIE NBMEHEHUA KITYDOYKOB (TMMOUNAHbLIN
Hedpo3)

* dookanbHO-CErMeHTapHbIN rMOMepPYNOCKNepos3
(PCIC)

* MEMOpPAHO3HbLIN rMoMepyrnoHepuT
(MembpaHo3Hasi HepponaTus)

e Me3aHruonponudepatuBHbin ['H

* Me3aHrMoKanunnapHbIU
(MembpaHonponudgepaTtuBHbin [H)

o OKCTpakanunnapHbein ['H
* pmbponnactmnyeckun 'H



[ nomepynoHedpUT MUHUMaAIbHbIX
N3MEHEHNN

e« CpalueHue OTPOCTKOB
HOXeK NoAOoLUNTOB —
npu 371eKMPOHHOU
MUKPOCKOMNuuU, a npu
ceemosgou
MUKPOCKOMNuUU —
HopMa

 XapakmepeH
Hegpomuyeckul
CUHOpPOM

85% HedppOTMYECKOro cMHapoma y
aeten (mgmonaTtnyeckumn)

Okoro 20% HedpOTUYECKOro
CUHOPOMA Y B3POCIIbIX
(nekapcTBeHHOE NnopakeHue,
BUY-nHdekumnn, reponHnsme,
numdomax...)



[T1 «MMHMUManNbHBIX N3BMEHEHNIN»
9NEeKTpOoHHAA MUKPOCKoNung




MemOpaHO3HbIN IMOMEPYSTIOHEPUT

R HagmemOpaHoO3HbIe
_, W iy, OTINOXeHuS,

Vo d g o—— pa3perieHHble
“C AR BbICTynamMmu
; («wumnukamn»)
Oa3anbHou
MeMOpaHbl

| ' '\ Tunuyen
" \ ‘ HedpoTHUYECKUI
| CUHAPOM UMK

B RN
k \ L / M30MNMpPOBaHHas

NPOTENHYPUS

. | a - Yawe npn CKB
| g — /
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BMPYCHbIE. ..



MembpaHo3Has [T1, anekTpoHHas
MUKPOCKOMUSA




OBOSTIOLINA OTNOXEHNN NP
MembpaHo3HoM ['H
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doKanbHO-CErMeHTapHbI
rmomMepynapHbIN rManmHo3

e CKnepos u rmariuHo3
4acTu Krnyobo4YKoBbIX
nertesb

 [1pn anekTpoHHOU
MWUKPOCKOMUN — CITUSIHUE
HOXXeK NogounToB

* HedgpoTnyecknn cuHapom

* llononatu4yeckun, npu
BAY-nHdpekuunn,
NmM3ocomMarbHbIX
Oone3HAx HaKonmneHus. ..




Me3aHrnonponudepatuBHbin 'H:
yBefinyeHue Krneto4yHOCTU U paclumpeHume
MEe3aHIUSA — B KNUHNKe He(ppUTUYECKUU CUHAPOM

f 4

5
g 7
-




Me3saHrmonponuaepatmBHbin ['H

* Yalle npu IgA-
HedponaTuu,
remopparmn4eckom
BaCKynuTe, npu
Nnerknx popmax

MMMYHOKOMIMJIEKCH
biXxH




MemOpaHo3HoO-nponudgepaTuBHbIN MH:
- yTOonweHue 6asanbHON MeMOpPaHbI
- pacwmpeHue u yBenmn4yeHmne KneTto4yHOCTU Me3aHrus




MembpaHonponudpepatmnBHbin ['H =

Me3aHr|/|0|<an|/|nns=|prw| [H
PN P e

* [ndpdysHaa nponmdepauma mesaHrnanbHbIX KNEeToK,
MaKpodharanbHasa MHMPUNLTpaUna, HakonneHue

Me3aHIrmanbHOro MmaTpukca nyTtorileHue (yaBoeHue)
MeMOpaHbI

 Hedoputnyeckmm n HePpPOTUYECKNN CUHOPOM

* IMMyHOKOMMNSEKCHbIN ['H (NOCTUHAEKLMOHHbIW, Npu
CKB, Backynurax...) vaule



[ndpPy3HbIN MHTPaKanUNNApPHbLIN
aKccygaTuBHO-NponudgepatueHbin ['H

4 : "".'.s' ’.‘\" “"..'.‘ & <
- - w - s
S aoge B B [Mponudepauus
L e I saHAOoTeNnuanbHbIX,
9 ’ \..17'c'\-‘.‘ -
S laaet e et i Me3aHrnanbHbIX
. P AN v \.) & N 0T v
"o Ralaiod P N KNeTOK U
T Rae B (LI R E UHUNLTPaUua
N T R HeuTpodmnnamm
e gl & {.-.;',' "“2,',;}’? b AN  BHyTpuknyboukoBas
{ T owgs P A8 we WA Koarynauus
A /S AL "l B
& §F .3 .’,.‘}{J;' ..® _~ ¢ e OneKTPOHHOMMOTHbIE
g Ao Dad o Al ™w» .. OTNOXeHus
PO M <+« HedpuUTUYECKUI CUHAPOM C
b - .s'o ,." ’f % F és OI.I p np

. VlMMyHOKOMI'IJ'IeKCHbIVI [H
gIOCTI/IH €KLUWOHHbIN, Nnpu
KB, Backynutax.. )qau_te



QKCTpakanunnapHbiv nponudepatuBHbiv [ H -
«MONyryHUs» - crieAcTBUE paspbiBOB CTEHOK Kanussapos
KNnyOO4YKOB C MPOHNKHOBEHMEM MNJTa3MeHHbIX OenKkoB B
NPOCTPAHCTBO Kancynbl LUymnsHckoro-boymeHa u
nponudep s 1apuetanbLHOro anuTenus, B 0ONbLINHCTBE
kny! Gand B y4acTku (oubpuHONOHOro HeKpo3a

t

A TR
* bbicTponporpeccupytowmnm ['H (YaLle HedppoTmnyieckum
cuHgpom c Al n otekamu), XI'MH doopmurpyeTcs 3a HECKOSIbKO
Heaernb/MecsaueB
* IMMyHOKOMMMEKCHbIN (NOCTUHAEKUNOHHBLIN, C3CT) unu
aHTUTENbHbLIN (C-M ['yanacyepa) MexaHU3Mbl



dunbponnactnyeckum I'H

» Cknepos bonbLUMHCTBA
KIyOO4KOB U
NHTEPCTULMS

* [lpoTtenHypusa n XI'H

« [lnabetnyeckas
HedoponaTms n ncxon
BCEX NepevmncrieHHbIX
BblLLe oopm H




OCHOBHbIE KITMHUYECKMNE TUMbI
H

* ocTpbin (OI'H)
e XpoHu4decknmn (XI'H)
 ObicTpoOnporpeccupytomn (brirH)



B knnHnyeckon kaptuHe XI'H, kak npaBuno, npeobnagaet
OAuH 13 7 "bonblwmnx" Heponornyeckmnx CUHAPOMOB

* N30/TIMPOBAHHbLI MOYEBOU CUHAOPOM

* He(PPUTNYECKUN CUHOPOM

* HeppPOTUYECKNN CUHOPOM

* CUHOPOM apTepuanbHOU r’MNepPTEH3NN

« CMHAOpPOM TYOYNOUHTEpPCTULNATIBHBIX
N3MeHeHnn

» OMH
+ XMH

BO3MO>XHO TaKXe pa3J/iInf4HOE UX COHETAHNE



KnnHunyeckagqa knaccudukauma ['H no
MKB 10:

* Hedpputmyeckmm cuHapom (OCTpbIN —
Heaenu, NoAoCTPbIN — MeCsLbI,
XPOHUYECKUN — bonee roaa,
HEeYTOYHEHHbIN)

* HeppoTnyecknmn cnHOpom

* Peunauneupytowiaa nnm yctondmeas
remaTtypus

* VIsonnpoBaHHada NpoTenHypus



Hemputnyeckmm cnHaopom




dTanbl AMAarHOCTUKN NpU HePPUTUYECKOM

CUHApOMe

BbISABUTb «aKTUBHLIN ocagoKk moun» n auddepeHumpoBaTthb C
APYrMMu rematypusiMmum

OueHUTb OCTPOTY Ha4yana v ArIMTeNbLHOCTb 00Ne3Hun (OCTPbIN,
ObICTPONPOrpeccUpyroLLIMn NN XPOHUYECKNN)

MNMpu BINIMH n XI'H onpepgenntb Mmopdornornyecknm m
naToreHeTU4Yeckum Tun (buoncma noyek)

EcTb nNu cuctemMHble n oowme cumntombl unu N'H nepBUYHLIN?

YTOUYHUTDB 3THONOrnKo (CBA3b C UH(EKLUNEN - CTPENTOKOKKOBbIU
chapuHruT, nnoaepmus, HegaBHAA Nnuxopaaka, 6onu B ropne,
renaTuT, NyTelleCcTBUE; CyCTaBHble 00NN, KnanaHHbIe NOPOKM,
HapKoMaHus)

BbIiBUTb cucTeMHOe 3aborieBaHue (BHeno4Ye4Hble NPosiBrieHns,
CbINb, NTMXOpaAKa, 03HOObI, NOTbl, apPTPUTbI)

OueHnTb TsXXeCcTb KNMHU4Yeckux nposierneHnn HC: BbipaxeHHOCTb
OTEKOB, YMeHblUeHue o6 bemMma Mo4M, apTepuanbHas rmnepTeH3us

OueHuTb NnocneacTBus 3aboneBaHusa (YypemMus) n OCrIOXKHEHUSRA:
€CTb JIM HUKTYPUSA, CHNXKEeHMe anneTuTta, 3ya, YTOMMIsAeMOCTb,
TOLIHOTAa, HOCOBbIE KPOBOTEYEeHM S, oAabllKa, Xpunbl B nerkux, LUIBM,
cygoporu.



e Hanbonee YyacTtasa npuynHa
rematypuu y nrogeu mosnoxe 40 net -
KaMHM B nNo4YKkax u uHdgekuma
MO4YeBbIX NyTeun

B Bo3pacTe cTtaplwe 40 neT —4yacTto
onyXxonu no4yek, MO4YeBOro Ny3bIps U
npocTaTtbl. Y My>X4UH
AoOpoKavyecTBeHHas runepnnasus
npencraTtesibHOWU Xenes3bil.

e MoXxeT ObITb OAHOBPEMEHHO
HECKOJIbKO NMPUYUNH reMaTypumn.



OcCTpbIt HEPPUTNYECKUIN CUHOPOM:

* HeopnUTmnyeckmm CUHOPOM,
Pa3BMBalOLLNNCA B TEYEHNE HECKOSNBbKUX
OHEWN N COXPAHAOLWMNCA A0 HECKOSbKUX
Heaenb U MecsLEeB



OnddbepeHunanbHbIN ANArHO3 NPum OCTPOM
I'H:

 [locTCcTpenTokokkoBbIn ['H

* ['H npn HECTPENTOKOKKOBOWN UHMPEKL MU
(bakTepuanbHbIN AHAOKAPAUT, BUCLEparnbHble
abcLecchbl, cencuc, «LLyHTOBOW» HepuT)

* ['H c antntenamm Kk 6azanbHon memobpaHe
« KpnornobynmHemus

* MembpaHo3HonponudepaTBHbIN
rMoMepynoHepuUT

* BonyaHo4HbIN [H
* IgA HedpponaTusa (bonesHb bepxe)
* MunKpockonnieckum nonnapTepunT



HedputoreHHble WITamMmmbl beTa-
rEMOSIUTUYECKOrO CTPENTOKOKKA
rpynnbl A -

[Tnopepmum: wtammbl ¢ M nonucaxapmnaoom
47,49, 55, 2,60, n 57

VIHdbeKLMW TIOoTKU: wTtaMmmbl ¢ M
nonucaxapugom 1, 2, 4, 3, 25,49, n 12



[laToreHes
nocrcrpenTtokokkosoro I'H

LUK

* KATUOHHAA LMCTENHOBAA NpoTeasa —
NMUPOreHHbIN 3K30TOKCUH B 1 KaTnoHHas
npoTeas3a CTPENTOKOKKA - rmuuepangerna-3-
dochaTt gernaporeHasa, oTknaagbiBaloTCA B
Knyobouke; rmvuepangerna-3-doocdart
aernaporeHasa cBsi3biBaeTcs C nnasmMmHOM u
aKTUBUPYET KOMIMIIEMEHT MO ansTepHaTUBHOMY
NyTW (YypOBEHb aHTUTES K NpOoTea3am NoBbILLEH
TOJIbKO NPU CTPENTOKOKKOBOU MHApeKLUMKU C [ H)



[MlocTcTpenTtokokkoBbiu H

TonbkKo 10% cny4yaeB 'H y nuy cTtaplue 40 net

JlaTeHTHbIN nepuoa 1-2 Hegenu nocrie aHrMHbl U 3-6 Hepernb
Nnocrie KOXHbIX MHdeKunn

Octpbin  HeppUTUHECKMU CUHAPOM: remaTtypusi, OTEKWM,
runeprteHsna = onurypua (ApU  HaNU4YMM  KIUHUYECKUX
CUMNTOMOB Y 95% - 2 nposiBrieHus, y 40% nosnHaa Tpuapa)

'H cyOknnHnyecknm y 50-90%

Onurypusa y 10-15% 60nbHbIX, OObLIYHO Npexoasuiasn, NpPoxoauT
yepes 1-2 Hegenwu

HedpoTtnyeckum cuHpgpom y 5-10%

ACI1-O noBbiueH y 85-95%, ©Oonee 4YyBCTBUTENEH
CTPEenToO3MMOBbLIU TECT

TUNNYHO CHUXEHUEe KOMMJIeMeHTa, NpPUu HEeOCJIO)KHEHHOM
Te4YeHUU KoMNnNemMeHT HopmManuiyeTcs B TeYeHune 6-8 Hegenb

brnoncusa novyek nokKkasaHa TONbKO npn atTMMM4HOM Te4eHUU

Mopdonorusa: ancdpcpy3HbIN MHTPaKaNUNNAPHbLIA 3KCCYyAAaTUBHO-
nponudgepaTUBHLIN



JleyeHne noctcTpentoKkokkoBoro I'H

Cneuundmyeckas Tepanus CTpenTOKOKKOBOU MHEKLUU
(amokcnumnnmH 250 mMr 4 pasa 7-10 AHEW UNK SPUTPOMULINH 250 Mr 4
pasa 7-10 OHewn)

KoHTponb 0TeKoB 1 apTepuaribHOro AaBrieHUS:

« B ocTpom nepmoge ctporoe orpaHM4eHMe Conu 1 XXNOKoCTn (2 r conu B
NeHb, OrPaHNYEHnE XUAKOCTM 1 N unm anypes +500 mn)

* I'Ip|/| Bblpa>XE€HHbIX OTEKaX — NeTrieBble ANYPETUKAN

* EcnunecTtb HeobxoaumocTb AobaBrneHmne 6nokaTopoB KanbLUEBbIX
kaHanoB n AT .

[TOCTenNbHbLIN PeXNM B NepBble OHW.

I'Ip|/| rmnepkanmnemMmmm nin KInMHNYECKMNX NpoAaBIreHNAX ypemmmn —
BpEMEHHO reMmogmnarms.

CTepounabl, UMMYHOCYNpPECCUBHbIE NMpenapaTbl 1 nnasmadepes He
nokasaHbl!!! ckntoueHune — kopoTkum kypc 'KC npu HedppoTnyeckom
cuHgpome unu bINMrH

[Tpn ObICTPO Nporpeccnpyroen NoO4e4YHON HeQOCTAaTOHHOCTHU MNOKa3aHa
Brorncusa noyvek, ecnv Npu 3Tom nponudepatsbl bonee, Yem B 30%
KIy©0o4KOoB, KOPOTKMI Kypc nynbc-Tepanuun ['KC (meTtnnnpeaHmn3onoH
500 Mr — 1000 mMr/1,73 M? BHYTPMBEHHO B TEYEHME 3-5 AHEN)

HabntrogeHue: KOHTPOMb YPOBHSA KOMMNIEMEHTA KaXable 6-8 Heaerb A0
HOpManu3aunmn, KpeaTuHUH Kaxable 3 Mecsua B Te4eHue roga, 3aTem
Yyepes roq; aHanns Moyun Kaxable 3-6 mecaueB; Yepes 6 mecsaues AL



BbbicTponporpeccupyroLwmm
HedbpuTnvyeckmu cuHgpom (I'H)

Hedputnyeckmm cuHgpom (aKTUBHbLIN OCagokK
MO4M) C OLICTPbLIM NPOrPECCUPYOLLMM pasBUTUEM
No4Ye4YHOW HeJoCTaTOYHOCTU (HeobpaTmoe
CHUXKEHME CKOPOCTM KIybo4KoBOM punsTpaumnm
boree yem Ha 50% 3a CPOK MEHEE TPEX MECSLIEB)

Mopdonormuyeckmnn cyoctpar:
aKcTpakanunnsapHeln 'H — «nonynyHus» donee,
yeM B 50% KnyOOoYKoB



9tvonorua bl

Uanonatunyeckum BINrH

BIMNIMH npu nHdekunax: NoCcTCTPenTOKOKKOBbLIN
rnmomepynoHedpuT, cencuc, noaocTpbin NHPEKLUOHHbLIN
3HAOKaApAUT, NOCTCTa(PUITOKOKKOBbIN C MPEeUMYLLIECTBEHHbIM
oTrnoxeHuem IgA, renatut B (c BacKkynutom un /unu
KpuorrnooynmHemumen);

BIMNIH npu cuctemHbix 3aboneBaHusax: cuHapom Nyanacyepa,
CUCTEeMHbIe HEKPOTU3NPYHLUe BacKynuTtbl (c-m BereHepa,
MMUKPOCKONMUYeCKUN nonmaprtepumnt, c-m Yepaxa-Ctpocca),
remopparm4ecknum BacKysnuT,CUCTEeMHasA KpacHasa BOJTYaHKa,
y3eJIKOBbIN MNONMapPTEepPUNT, peBMaTONAHbIN apTPUT, CMELUaHHanA
KpMornooyrnumHemus;

BI1I"'H nekapcTBeHHOro reHe3a: D-neHNUUNaMuH,
nponunTuoypauun n HeKoTopblie gpyrue xumuvonpenaparhbil,
rmapanasvH, pupamMmnumumH;

BINIMH napaHeonnacTn4yeckoro reHe3a: OpOHXOreHHbIN pak
Flerkoro, pak Xesnyaka, pak KMwe4vHu1Ka,
numconponudepaTtuBHbie 3aboneBaHns



e [lpuunHa npumepHo 10% CMHAPOM ry.qﬂaC‘-Iepa
cnyydaes bINIrH

e AHTUTEna K HeKorslareHoBomy
rmooynspHOMYy y4yacTKy
anbda-3 uenu KonnareHa 4
TMNa

e Tpuaga=IH + neroyHoe
KpoBoTeueHue + AT K
0asanbHon memMmbpaHe
(kpoBOXapKaHbe — nepBbIN
CUMNTOM Yy 70% OONbHbIX;
Kawenb, oAblWwKa, ObiCTpoOe
nporpeccupoBaHue [1H Ge3
BblPaXXeHHbIX NPU3HAKOB
ooLiero UnNu CUCTEeMHOro
3aboneBaHus, yawe y
MonoAbIX)

e [lpu paHHeM neyvyeHum
CHUXeHue netanbHOCTU C 95% B

roa, Ao 10-12% B roa




KnnHnyeckne BapuaHThbl Te4EHUS
XpoHun4yeckoro [ H

 JlaTeHTHbIN (M30NTMPOBAHHLIN MOYEBOU
CuHOpOM 0e3 BHENOYEYHbIX MPOSIBIIEHUN)

* [emaTypuyeckunm
* [MNepTEH3NOHHbLIV

* OTeYHbIN (BO3MOXHO COMETAHNE MOYEBOIO
C HE(PPOTNYECKMM CUHOPOMOM)

» CMellaHHbIN
* TepMUHaNbHbIN



U

OCHOBHbI€e KNMTUHNYECKNe cutyauum,
No3BonsAoLWMe 3anofo3pnuTb
XpoHn4vyeckun IlH

. CTONKkne xapakrepHblie U3MEHEeHUs B

dHAJlIn3ax MO4u

. BbiaBneHne HeOOBLACHUMOUN aHEMUU UNU

NOBbILWEHUA YPOBHSA KpeaTUHMHA

. 1BYCTOpPOHHEE YMEeHbLUEeHMNEe pa3sMepoB NoYeK

npu Y3U

. CumnTomaTnyeckas aprtepmanbHas

rmneprTeH3us

. Mo4yeyHble oTeku
. ObocTpeHue rnomepyrnoHedpuTta npu

OCTPbIX MHeKUnAax (bapuHrur)



[lnaH obcneaoBaHuda npuH

AHann3bl MO4YN — OOLLMKN, CYTOUYHAA NPOTEUHYPMUS,
anekTpodope3 U UMMYHO3reKTpodope3 6enkoB Mo4n
(MckNOYNTBL KaHanNbLUEeBYO NPOTEUHYPULO);

AH. KPOBM - KpeaTUHMNH, MOYEBUHA, anbOyMUH, NUNUAbI, KaNUW;

AHTHenTpOhUIbHbIE LUTONNA3MaTUYECKUE aHTUTEeNa,
komnnemeHT, LUK, aHTUTeNna Kk 6asanbHbIM MemMOpaHaM noyex

Nenatut B (HBsAg, HBcAg, HBeAg), C, HIV

Y peteun ceponorus Ha BeTPAAHKY
AHTUcTpentTonnMauH O

AHA

KPUOrnooOynuHbI

Y3U (KT, MPT) noyek — Hopma, ruapoHedpo3, KUCTbI

Bbuoncusa noyek — nokasaHa y B3pocnbix ¢ bI[NMH nnu
XpoHuyeckum 'H

Buoncusa gpyrux TkaHeu npuv Noao3peHNn Ha BaCKynuT
AxoKI n noceB KpOBM NPU HaNN4YUU NIMXOpaaKu
OHKonouck



JleyeHne I'H

JTnonornyeckun dpakrop », AMMYHHbIN OoTBET -, MoBpexaeHue
BocnaneHune
BHyTpuknyb6o4koBas
Koarynsiuus
dTnoTponHas MmMmmyHHOCYynpeccuBHas N’KC
Tepanus Tepanus
T AHTHnarperaHTbl
MMMyHOCOP6LMS AHTUKOArynsiHTbl
Fmomepynocknepos BoccTaHoBneHue
HedponpoTekTopbl - MoTeps dyHKLMU HOpMarbHoW
AHTUrMNEepTeH3nBHbIE MOYKMU M°P¢0ﬂ|9|:vm npu
Mnonunuaemuyeckue OCTpoM




'H accounmnpoBaHHbIN C
MHMUMpoBaHmMem BUpycom renaTturta B
mnmn C

[lpoTBOBUpPYCHaA
Tepanus (a-uHTepdepoH
n pubaBupuH), Ho He TKC
CNOCOOHa CHU3UTDb
NMPOTEUHYPUIO U
cnocobcTByeT
noaaBsfieHNIO BUPYCHOM
UHEeKUnn

(PekomeHOayuu KDIGO
2011)




OTanbl NaTOreHeTU4YeCKowu
Tepanun bl Hn XI'H

* lHOYyKUMa nMMmyHogenpeccum
 [lopoepxnBatoLaa Tepanms
* Tepanusa obocTpeHumn

* [lepecagka noyku



1

3

[TaToreHeTu4vyeckasa tepanva npu l'H

. [NoKoKopTUKocTepouabl
BHyTpb exxegHeBHO 1 Mr/kr/cyTku N3 1-2 mec
NMoppepxusBariwan tepanua N3 10 mr/cyTku

NMynbc-Tepanusa meTunnpeaHN3onoHom 1000 Mr/cyTKu
BHYTPUBEHHO KanesribHO

. UMMyHocynnpeccus (LMTOCTaTUKM)

U,VIKJ:IOCbOCCbaMI/IJJ, 2-2,5 mr/kr/cyTku; 600-1000 mr B/B Kaxxgble 10-12
OHeun

A3aTtnonpuH 1-3 Mr/Kr/cyTKu
LnknocnopuH A 3-5 Mr/Kr/cyTku

Putykcumab (Mabtepa) - aHTU-CD20 MOHOKNOHasfIbHOE aHTUTENo
375 Mr/m? BHYTPMBEHHO 1 pa3 B Heaenr

. AHTHarperaHTbl U aHTUKOArynsHTbI
KypaHTun 0,025r 3-4 TabneTtku 3 pa3a B AeHb
NenapuH 5000 E[] 4 pa3a B AeHb

. NMnasmadcepes, ummyHoaacopoumsa



JNlateHTHBIN [ H

aBnsieTcs Hambonee Yactom popmon XIH

NPOABNAIOLLENCA NULLb U3MEHEHNAMU B aHanmM3ax
MOYM (MPOTENHYPUS OO0 3 I/CYTKH,
MUKporemaTtypus)

NPW YPOBHE NPOTEUHYPUN A0 1 I/CyTKM
MMMYHOCYNpeccBHas Tepanns He NokasaHa

Hanm4ne nPoTenHypum bornee 1 r/cyTkn npu
onpeaeneHHbIXx Mmopdhonornyeckmnx sapmaHtax XIH
N MOPMOIOrMYeCcKMX Npu3sHaKkax akTMBHOCTU
npouecca Cny>Xnt oCHoBaHMeM a9 Ha3Ha4YeHUs
arpeccmBHoOM Tepanuu ¢ ncriosb3osaHunem [ KC
n/vnn UMTOCTaTUKOB



[emaTypudeckum I'H

* NPU HANU4YUN OTNOXEHUN
MMMYHornoodynmHa A B knyobouke-IgA-
HedoponaTus nnu bonesHb bepxe

* MPOABNAETCA NOCTOAHHOWU UNK
3aMnM304M4eCckom MUKPO- NNK
MaKporemaTtypueun, npoTenHypnen meHee
1r/n

* 9Ta oopMa OTNMNYaEeTCHa AOCTATOYHO
6naronpuUaTHbIM TEYEHMEM

* MMMYHOCYIMpeCCUBHAA Teparind He
NOKa3adHa



[ MnepToHn4deckn BapmaHT ['H

* XapaKTepuayeTcd YMEPEHHO BblpaXXeHHbIM MOYEBbLIM
CUHOPOMOM (NpOoTeEUHYpUA 40 1 r/CcyTKN,
MUKporemaTtypus) B COMeTaHUU C CUHOPOMOM
apTepuanbHON rMNepTeEH3nNN

e JaHHagda KnnHu4veckasi dopma TpebyeT TaTenbHOro
nccnenoBaHus AYHKLWMM MOYeK, Tak Kak 3a
apTepuanbHON rTMNEPTOHUEN Y 3TUX NALMEHTOB YaCcTO

CKpbIBaeTCA XpOHU4YecKasa noyevyHass He4oCTaTOMHOCTb
(XITH)

* aKTUBHOW Tepanuu Yyalle Bcero He TpebyeTcs, oaHaKo
Npuv HapacTawLllen NpoTeNHYpPUKn, NPOrpeccuBHOM
CHMXEHUN PYHKLMM NOYEK, NpMU3HaKax
MOPJONOrnyeckom akTMBHOCTU, ONACHOCTU nepexoaa
B CMeLllaHHbIN BapuaHT XI'H 6onbHbIM NpoBOANTCS
MMMYHOCYMpeccuBHaga Tepanus, Npu 3Tom
npeanoyYTeHne oTaaeTcyd uMTocTtaTtukam



HedpoTtnyeckmun BapmaHT XI'H

* XapaKTepusyeTcs pa3BUTUEM
HedopoTnyeckoro cnHapoma (HC),
NPOSABIEHNSMU KOTOPOTrO SABMAETCHA
npoTenHypus doree 3,5 r/CyTKku,
rMNoNpPoOTEUHYPUSA, TMNEPXONECTEPUHEMUS
N OTEKN

« HC - 31O Bcerna aktuBHocTb X[ H

* B neyeHnn HeppoTmMyecKoro cnHagpoma
abCOSItOTHO NOKa3aHO NPUMEHEHMNE
arpeccuBHOM MMMYHOCYMPECCUBHOW
Tepanuu



CMellaHHbIN BapUaHT TeYEHUS
XI'H

* TAKXKe Bceraa ABnseTcq nNposaBrieHNeEM
BbICOKOM akKTUBHOCTU XI H w1
XapakTepusyertca HePpPoTUYECKUM
CUHOPOMOM B COMETAHUN C CUHOPOMOM
apTepunanbHON TMNepPTEH3NN

* arpeccuBHas UMMYHOCYNpPEeCcCUBHaA
Tepanusa abCconoTHO NoKkasaHa,
LIUTOCTaTUKN NPeanoYTUTENbHBbI



JleyueHne HedppoTUYECKOIO
cuHgpoma

e Cneuundumyeckoe (B 3aBUCUMOCTHU OT
3TUONOrnun + NnaToreHeTn4yeckKoe)

 OOWwKne mepbl onNa 3ameaneHus
nporpeccupoBaHUA XPOHUYECKOro
3aboneBaHunA noyek (KoHTponb All,
UCKINIOYNTb HedppOTOKCHMYECKMe npenaparhl,
CHUXaTb NUNuAbl)

e OOLUMe Mepbl MO KOHTPOMIO NPOTENHYPUU

* [MpodhunakTuka n neyeHne HePpPoOTUNYECKUX
OCJTOXXHEeHUMN (TpomMO03bIl, UH(peKUUu,
OCTeonopos)



Oueta npu HC

Bbenok Hopma (1 Anuo Ha noTepro 6 r benka B
CYTKMU)

Kanuun - Hopma 1 mmonb/Kr/cyT

Mano HacbIWeHHbIX XXMPOB

OrpaHun4yeHue HaTpusa (MeHee 100 MMoOnb/n),
NMpv rMNOHaTPUEMUN — OrPaHNYNTb NPUEM
XUOKOCTU.

YacToe aopobHOEe nuTaHue npu acumTe

HeT KOHLEHCyCa B OTHOLLUEHUU OrpaHNYeHuns
Oenka B gueTe Npu Nno4Ye4HoOU
He[4oOCTaTOYHOCTHU



MTaToreHeTnyeckoe nevyeHne FrHc
HC

e OueHunTb popmy N'H M PYyHKLUIO NOYKM.

e [KC — Haubonee yyBcTBUTESIbHA OONE3Hb
MWUHUMaAribHbIX U3BMEHEHUUN, KOPOTKNE KYpPChbl
(MeHbLUe OCNOXXHEeHUN), HO MOryT ObITb
peunausbl. NMepBudHbIN OCIT — gnutenbHO
'KC. MembpaHo3Hasa 'l - HeT eanHCTBA
MHeHUU, HabnwaaTtb oyaeT nNu yxyaleHue
(npumepHO y 10-30% NonHoe pa3pelleHne B
Te4yeHUue HeCKonbKkux net, y 10-30% 4YyacTtuvHas
pemMuccus),

* AMMyHOCynpeccuBHas Tepanusa npu
nporpeccuposaHuun X3I1



HC npu caxapHomMm anabeTe

KOHTPONb caxapa KpoBu, Al u
XornecrtepuHa — pekomeHayeTcs
YPOBEHb NMUKUPOBAHHOIO
remornoouHa HbAlc 7,0-7,5;

NPU CHNXKEHHOU (PYHKL MM NOoYeK
MeT(POPMMNH NPOTUBONOKAa3aH, U3
nepopanbHbIX caXxapOCHWXaroLnx
npenapartoB — rnropeHopm (15-30 mr 1
pa3) unum nepeBoa Ha UHCYJIINH.



[lpoTenHypus

 Cneundunyeckoe rne4yeHme OCHOBHOIO
3aboneBaHus

e NAIN®P/BPA B MakcCuManbHbIX 03aX
(pamunpun, Tputaude 1,25 Mr—-2,5 Mmr—-5mr1
pa3 B A€éHb, HEe U3MEHSAET NOYEeYHbIN
KPOBOTOK)

 Monoxe 55 net unm 6e3 conyTCTBYHOLLUX
3aboneBaHuun - UATIP+BPA

e Mpu pechpakTepHON NPOTENHYPUMU
BEpPOLUNUPOH



OTekun

* HuskoconeBas auerta

e dypocemua (Npy BbICOKON NPOTENHYpUMn
peucteue pypocemunga ocnabneHo — oH
CBAi3blBaeTcs C 6enkamu B npocBeTe
KaHanbLa U He NnocTynaeT K netne leHne),
BepPOLUNUPOH

e AnNbOYMUH??? (TONbLKO Npu BbIpPpaXeHHOCTU
rmnoanboyMmmHeMumn Hmxe 15 r/n)
becconeBoun anb6ymMmuH 20%-100,0
(npumepHO Ao 1 r/kr) + pypocemua

e CnabutenbHble 30 r cynbdarta marHus



[TpodhmnnakTuka u neyeHue
TpomOo30B npu HC

[MpodmnakTnyeckm Henpsimbie
aHTUKoarynsaHTtbl (BapdapuH,) BHYTPb,
kKoHTponb MHO 2-3 - He BCe peKOMeHAY T

AHTHarperaHTbl — He BCe PEKOMEHAYIOT.

NMpun TpoMbOO3ax — HenpsAMble
aHTUKoarynsaHTbl (BapdapuH), T.K.
OTHOCUTESIbHO PE3UCTEHTHbI K renapuHy n3-
3a pecbmymuta aHTUTPOMOMHA 3.

Ecnu Ha aHTUKoarynsHTax pa3BuBaroTcs
TpomMOoambonuun, aHrnorpadusa mn cava-

dUunbTp.



