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Takenole 3aboneBaHuA
MynbTUPaAKTOPHON nNpupoAabl

[Neb6toTr oT 0 po 18 ner
MMmmyHoOarpeccmsHbI naTtoreHes
feHepannM3oBaHHOE Nopa)eHue

NonunopraHHaa HeaAO0CTAaTOYHOCTb
UHBanugusauymsn
CHMU)XXeHune KayecTBa YXU3HM

lNpeXxaeBpemeHHaa cMmepTb
nauueHToB

PeBMmaTuyeckme 6onesHun y geteun
(B PP Ha 1 auBapsa 2018r. ~ 50 000 neten c PB)

KOXXMU

OMOpPHO-ABUraTe/IbHOro annapara
BHYTPEHHUX OPraHOB

HepPBHOU CUCTEMDbI




IOBEeHUNbHbLIN UQUONATUYECKUN apTPUT
(B PP Ha 1 auBapsa 2018 r. ~ 20 000 neten c FOUA)

« TlNonureHHoe AeCTPYKTUBHO-BOCNANUTesibHOe
3aboneBaHune cycTtaBoB

« ConpoBoxaaeTcs XecTtoyanwmm 6oneBbIM CUHOAPOMOM
 [puBoauT K:

— pa3pyLleHno CycTaBOB

— 06e34BMXEHHOCTH

— cnenote

— OCTaHOBKe B pOCTe

— 3apepxKe B NOMTOBOM pa3BUTUN

- Be3 ageKkBaTHOro fie4YeHUs MHBarIMaQHOCTb B TeYeHue
nepBbIX 5 net 6onesnn -y 50% pnerten

MawaH., 9 net

PacnpoctpaHeHHoCTb 62,3 Ha 100 Thic. AvarHos: nfONA
3a6oneBaemMocTb 16,2 Ha 100 Thbic. BbonbHa 5 neT




Cy6tnnbl OBEHUNBLHOrO MAMONATUYECKOro apTpuTa
Koa no MKB-10 M08

CuctemHbin IOUA

IOUA 6e3 cucteMHbIX NPOSABEHUN

Onuroaptput
— nepcuctupyrowmn (tyeewur)
— pacnpocTpaHuBLIMUCA (tyBewuT)
NMonuatpur
— CepoHeraTuBHbIN (tyBeuT)
(3 BapuaHTa)
— CepOonO3UTUBHLIN

OHTE3UTHbLIU apTPUT (KOBEHUITbHbIN
CNOHAUINOoAPTPUT)

HeanddepeHunpoBaHHbIN apTpUT

ApTpuTt npm 6one3Hun KpoHa
ApTpUT npn A3BEHHOM KOnuTte
NcopuaTnyeckumn apTpuT
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Uctopusa NpotnBopeBMaTnyeCcKoun
Tepanuu

[ nroKOKOpTMKOUAbI
nepBbIv cryvyan nevyeHus (1948)
HobeneBckasa npemus (1950)

®unun XEHY MeToTpekcat LinknocnopuH A
(Philip S. HENCH) 1951
1896 - 1965 ( ) (1978)
NedpnyHommna
(1999)
(1943) Linknodocchamuna u
ApP.LUTOTOKCUYECKME
CynbcpacanasuH areHTbl
(1942)
apa
Mpenapartbl ceneKkTUBHOM
3onorta MMMyHOCynpeccum
(1929) N
3pa UMMYHOCYNnpecCUMBHOU Tepanuu

1920 1930 1940 1950 1960 1970 1980 1990 2000



[MpobnemMbl nevyeHus
FOBeHUNbLHOro nanonaTU4ecKoro apTpuTa

[eTeporeHHOCTbL 3aboneBaHuun rpynnbl OA
HeBO3MOXHOCTb 3TMOTPOMNMHON Tepanuu

BO3MOXHOCTb AOCTUXXEHUAA PEMUCCUM TOJSTIbKO Npw
NPUMeHeHNN naToreHeTUYEeCKOU Tepanuu
nMmmyHopgenpeccaHtamu (MetoTpekcaTom)

HeobxoanmMocTb ANMUTENBHOro NpPUMeHeHus
naTtoreHeTUYECKOM Tepanuu gaxe npuv AOCTUKEHUU
pemMuccum 6one3Hn U NONMHOM BOCCTAaHOBNEHUU (PyHKLIMK
CyCTaBOB

HeadhhekKTUBHOCTbL MeTOoTpeKcaTa U rnrKOKOPTUKOMAOB
oonee yem y 50% OONbHbLIX



Tepanuu

[ nroKOKOpTMKOUAbI
nepBbIv cryvyan nevyeHus (1948)
HobeneBckasa npemus (1950)

®dunun XEHY MeTtoTpekcar
(Philip S. HENCH) (1951)
1896 - 1965

CynbacanasuH
(1942)

[eneHnumnnamuH
(1943)

MpenapaTbl

30J10Ta
(1929)

Uctopusa NpotnBopeBMaTnyeCcKoun

Buonornyeckas
Tepanus

LinknocnopuH A
(1978)

Linknodocchamuna u

AP.LUTOTOKCUYECKUue
areHTbl

NedpnyHommna
(1999)

Ipa
cerleKTUBHOM
MMMyHOCynpeccumn

3pa MMMyHOCYNpPecCUMBHOW Tepanuu

1920 1930 1940 1950

1960 1970

1990 2000



[ eHHO-UHXeHepHble buonornyeckue lNpenapaTbl
Pesonwouua B MeauuuHe

I'Ionyqubl reHHO-MHXeHepPHbIM NyTeM

Oka3biBalOT TOMEeYHOe Bo3aeucTBmue
Ha TOHKUEe MeXaHU3Mbl pa3BUTUA
oone3Hu

MwuweHn
— LMTOKMUHbDI
— peuenTtopbl LUTOKUHOB
— Ko-ctumynupyrouwime mMonekynbl
— CD Monekynbl

O6napatroT BbICOKOU U ObICTPOU
3P PeKTUBHOCTbLIO

PaboTaloT no npuHUMNY «30510TOU
nynm»

L

Fc

Mouse

Huma
JoG1

Human p75

Human IgG1



NMpodunb KayecTBa XNU3HU 300POBLIX A€TEU U AETEU C
FOUA oo HasHavyeHuAa un B ycnoBusx nevyeHus r'MbI

onpocHuky PedsQL Generic Core Scale

HdeTtckne cpopmMbl ONPOCHUKA Pogutenbckune oopmMbl ONPOCHUKA

== 10 JJeYeHUA == 10 JJeYeHUA

== 310pOBbIE JIeTH == 3/10pOBbIE JIETH

== 6 Mec Tepanuu == 12 Mec Tepanuun

== 6 Mmec Tepanuu == 12 Mec Tepanuun

DD

1 D
DD — puzuyeckoe
(pysxkuuoHupoBanue
9P — IMOLUOHAIBHOE
(pyskuuoHUpOBaHME
C® - conuanabHoe
(pyskuuoHupoBanue
Cb KK — cymmapHbIi
oann KK




Bananune auddpepeHumposaHHou MBI Tepanum
Ha Ka4yecTBO XMU3HU naumeHToB ¢ HOUA

[Jo neuyeHuna uHrmbutropamum ®HO Ha ¢oHe neyeHnsa nurmbutopamu ®HO




Jlnza 1., 2 ropa
OunarHo3: OBeHUnbHbIU peBMaTOUOHbLIN apTPUT,
nonuapTpuT. [1IBYCTOPOHHUN YBEWT.
OnuntenbHOCTL Oone3Hun 5 mecsiueB

''''
. .



Jilnza ., 2 ropna

OunarHo3: OBeHUNbHbIN PEBMAaTOUAHbLIN apTPUT,
nonuapTpuT. [1BYCTOPOHHUN YBEMUT.

Ha dooHe neyeHnsa aganumymadbom (3 mec. Tepanumu)




Unbsa WU. 14 net npun noctynneHunn




Unba UN. 14 net
Yepe3 1 rog ot Hayana Tepanvu 3TaHepLEenTom
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KaTta 1. Bo3pacT 9 net
OunarHo3: CUCTEMHbLIN HOBEHUNbHbLIN MANONATUYECKUN apTPUT
CoctosaHmne 0o Ha3Ha4vyeHusa Tepanuu Touununlymadbom




KaTta 1. Bo3pacTt 9 ner
OunarHo3: CUCTEMHbIN KOBEHUNbHbLIU NANONATUYECKUN apTPUT
CocTtosiHne Ha poHe Tepanuu Tounnmnlymadom




Aptem T., 2 roaa.
OuarHo3: CucremHbin FOUA.
OnutenbHOCTL 60ONe3Hu - 6 mecsuesB.

HeaddhektuBHOCTL Tepanuu HIBI1, meToTpekcaTom,
nyrnbc-Tepanum MeTunnpegHU30sIOHOM.
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Aptem T., 3 roaa.

OuarHo3: CucremHbin OUA
OnutenbHocTb 60one3Hu - 1,5 ropa.
Yepes rog Tepanuun Tounnmnsymaoom.




Hukuta K., 2,5 ropga

anI NOCTYNMJIEHUN. NNUXopaakKa, Cbilb, TYroyxoCTtb, yBeUT, OTCTaBaHUe B

¢dn3n4yecKkomM n NCNXM4eCKOM pa3BUTUN, HE FOBOPUT, He XoauT, He cTtouT. PocT 80
cMm, Bec 10kr

leHeTn4yecknm aHanus (nonHoe cekBeHMpoBaHue reHa NLRP3)

B ak3oHe 04 reHa NLRP3 6bina obHapyxeHa myTtaums ¢.796C>T (p.Leu266Phe)B
reTepo3nroTHOM COCTOSIHUM

OwvarHo3: Cunapom CINCA
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Hukuta K., 3 roga 10 mec

Yepes 18 mec Tepannn KaHakKMHymabom




Cucrtema nbroTt Ans naumeHToB C
peBMaTU4YeCKMMMN OOrie3HAMU B
Poccuuckon Pepepauunn

OHIC

dPepnepanbHana 4YacTb
®epnepanbHbIN 12 Ho30MOrnN
orooxerT

dPepepanbHblie nNporpaMmmbl

OHIJIC

. PermoHanbHas 4actb
PermoHanbHbIN

oroaxeT

PermoHanbHble nporpamMmmbl




Xn3HeHHO HeoOxXoaAuMbIE U BaXXHewuLlune

rleKapCcTBeHHble npenaparbl
2002- 2008r.

Putykcumab UHdnnkcumab




Pernctpauunsa Nbl B Poccunckonm ®epepauunmn
3apernctpupoBatnbl 12 T'NBI1 (6 ana peten)

AtaHepuenT (XKHBJIIM, OHJIC)
2009r. nFOUA c 4-x neT
2013r. nFOUA c 2-x neT

2013 r. Ncopua3y peten c 6 —tn net

AbatauenTt (KHBJIIM,0OHJIC)
2009r. nFOUNA- c 6-Tu neT

Tounnusyma6b (XKHBJI1I,0HJIC)
2011r. clOUA c 2-x neTt
2013r. nlOUA c 2-x neTt

Apannmyma6 (XKHBJIM,0HJIC)
2012r. nlOUA c 4-x neTt
2015r. nFOUA c 2-x net

KanakuHyma6b (XKHBI1IM,0HJIC)
2012r. CAPS ¢ 4-x net

2013 r. CAPS n clOUA c 2-x net

Nronnmyma6b (XKHBIIM,OHJIC)
2017 r. Ans peten c maccom 2 40 Kr




[MepeyeHb XU3HeyrpoxaroLmx u
XPOHUYECKNX MPOrpeccUpyromnx peakmx

(ophaHHbIX) 3aboneBaHUM....

[loctaHoBneHue NpaButenbcTBa PP oT 26 anpens
2012r. N2403

FOHoweckun Aptput ¢ CuctemHbIM Havyanom
(CuctemHbin KOBeHunbHbIM Ugnonatnyeckum Aptpur)



[MpobOnembl geTen ¢ peBMaTM4eCKMMMN O60OJrIe3HAMMU

« J[ocTnxeHne peMmnccum u NOJsIHOro BOCCTaHOBNEHUA PyHKUUn
CYyCTaBOB M 3peHus

« OTKa3 B noaTBepXaAeHUuu ctatyca «pebeHoK-uHBanmua»

« [loTepsa npaB Ha NbroTHOe ob6ecneyeHne JOPOroCToALLUMU
neKapcTBeHHbLIMM npenaparamu

 HeBbinonHeHue OOSNILLWNMHCTBOM CyObLeKTOB [locTaHOBNEHUS
NMpaButenbctBa P® ot 30.07.1994 r. Ne 890 (pea. Ot
14.02.2002, peuctByrowan B 2018 roay)

«O rocypapcTtBeHHOU noadepXKe pasBUTUA MeOULMHCKON
NMPOMBbILWSIEHHOCTU U YyIy4lleHUUn odbecneyeHUss HacerieHUs U
yuypexaeHum 3apaBoOXpaHeHUA NeKapCTBeHHbIMU cpeacTtBaMu U
n3genmamm MeguuMHCKOro HasHavyeHus»

 HecootBetcTBMe [MocTaHOBNEHUA COBPEMEHHbIM
HOPMaTUBHO-NPaBOBbLIM aKTaM



[Mpobnembl geTen ¢ peBMaTM4eCKMMMN OOrie3HAMMU

* [lpekpalwieHne nevyeHus
 Pa3Butne obocrtpeHunsa 3aborneBaHus
* [lporpeccupoBaHue MHBaANMMOHOCTHU

 HeBO3MOXHOCTb OOCTUXEHUSI PEMUCCUUN N NONHOro
BOCCTaHOBJIEHUA CTaTOAUHAMU4YeCKNX (PyHKLUNA 1 3peHuns
NP1 NOBTOPHOM Ha3Ha4YeHMU OTMEHEeHHbIX npenapaToB

 HeobxogouMmocTb 3ackanauum Tepanuu



lNoctaHoBneHue MNpaButennctBa PP ot 20.02.2016 Ne 95
O nopsapgke v ycrnoBusix NpU3HaHUA nNUua UHBaNuUAaom
(B peaakuum ot 29.03.2018, pgencreyrowmmn B 2018 r. - HoBas

peaakuus)

lll. 3aboneBaHun, aedekTbl, HeoOpaTUMbIe Mophoriornyeckme U3IMeHeHus,
HapyweHus (hyHKLUN OpraHoB U CUCTEM OpraHM3mMa, npu KOTopbIX rpynna
WHBanNuAaHocTU (kateropua "pebeHoK-MHBanuA") yctaHaBnmBaeTcs 6e3 cpoka
nepeocBuaeTenbLCTBOBaHUA (40 AOCTMXKEeHUA Bo3pacTa 18 neT) npu
nepBUYHOM OCBUAETESNIbCTBOBAHUMU

— HOBEHUINbHbIU apPTPUT
— CUCTeMHas KpacHasi BoryaHka
— CUCTEMHbIU CKIepo3

— AgepMatTonosimuMmMo3nT



NMpoekT lNpukasza MuH3gpaBa Poccun «O BHeceHuu
nameHeHuu B npukas MmHucrepcrTBa Tpyga v coumarnbHOU
3awmTbl Poccunckou ®epepauum ot 17 gekabps 2015 r. Ne
1024H «O knaccudukaumax u KpUTepmax, UCNoJsib3yeMbIiX

Npu ocyLecTBIIEHUN MeOaUKO-coLuMaribHON 3KCnepTU3bI
rpaxgaH dpegepanbHbIMU rocygapcTBEeHHbIMUA
yuypexpgeHusasMum meamko-coumaribHoOu aKcnepTusbi»



MO08. FOHoLwWweCcKkun apTpuT

......... HeoOXoAMMOCTb KOppeKuun Tepanuu, TPyaHOCTU noabopa
afeKBaTHOU Tepanuun; BO3MOXHOCTb AOCTMXEHUS peMuccumn
TONMBLKO NPU MPUMEHEeHMN UMMYHOCYNPEeCCUBHON Tepanuu
npenapataMmm HecKosibkux (2 n 6onee) chapmakoTepaneBTUYECKUX
rpynn (3a ucknrdeHnem HIBI); B TOM 4yncrne reHHO-UHXEeHepPHbIMU
OnonornyeckKuMmu npenaparamu;

Hanu4ne OCrioXXHEeHUN 3adborneBaHUsA N NPOBOANMON
MeOUKaMeHTO3HOU Tepanuu





