r ~‘f"—l‘
L

.Xpouuqecxa‘ .
- BocnanumernbHas

i ﬂemueHUHusupyfouqaﬂ- N
'ﬂOﬂUHeuponamUH FEAN

.,ﬂE‘IEHME (IS A,
A Koporiesa E'B'z 1514 R



Tepanua XBAI 6a3upyeTca Ha npu3HaHUU Beaylleun
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I nroKokopTUKOoCcTEepouabl

IVIg
Mnasmadhepes

'  BbIOOp MeTOAa NEeYeHUs1 3aBUCUT OT :

* [lpuBepXeHHOCTU NauneHTa Jfie4eHUo
-
e TeyueHusa 3aboneBaHusA

e Hanuuua cpoHoBOM U conyTCTBYOLWEN NMATONOINMU

Bo3pacTa naumeHTa



MIOKOKOPTUKOCTEPOUODI I.

Drugs/Intervention Study/Series Number of Number of
participants participants

enrolled improved/primary

endpoint fulfilled

Steroids Dycketal. Prednisone 40 12 28 patients completed
1982 Vs. no trial. n=14
treatment prednisone treated

.

e Ona nedyeHusa XBAOIl Bo MHOrnx crpaHax UCnonb3yKTCA B

KayecTBe cmapmoeou mepanuu.

e [MonoxurtenbHbIn 3P deKT oT Tepanuun Habnwgaetcay 40 %

naumneHToOB.

 Bpemsi oTBeTa Ha Tepanuio - OKOJIO 2 Mecsiuee



PeXxXnmbl neyeHus

 [lpenHn3onoH rnepoparnbHo B gosde 1-1,5 Mmr/kr/cyT exkegHEBHO Ha
NPOTSXKEHUN KAaK MUHUMYM 1 Mecsua ¢ NocTeneHHbIM CHUXEHUEM [0
nogaepxuearuien gosbl 5-20 Mr yepes AeHb.

2 [MpegHn30noH 2 Mr/kr/cyT nep'opaano Ha NPOTSAXXeHnn 3-8 AHen Kaxable
4 Hepenw. JledeHne npogormkartb 6 MecsLleB.

* [lpegHn3onoH 2 Mr/kr/cyT exxeagHeBHO 4—6 He, ¢ NnocneayrLwmm
CHMWXEeHneM O03bl B TedeHune 4—6 Hepa,

* [NpenHnsonoH 1 mr/kr/cyT exxegHEBHO 4—%3 Hend ¢ nocneayowmm dornee
NOCTENEHHbLIM CHUXXEHNEM O03bl NPOAOITKNTENBHOCTLIO 3—6 Mec,

BO3MOXHO, O MOSTHON OTMEHHDI.



[Mpun npueme NKC I.
OCYyLUeCTBNAeTCA MOHUTOPMUHT:

e KOHTpONnb Macchbl Tena,
e KoHTponb Al

e KOHTpONb rMOKO3bl KPOBU

¥« KOHTpONb 3MeKTPOSIMTHOro cocTaBa Nna3mbl




[Mo6o4YHbIe ahheKkThI
rMIOKOKOPTUKOCTEPOMAOB

Opran, cucrema

DHAOKPHHHAA

CepaeuHo-cocyaucras

KocTHO-MBIIIEYH I annapar

3pHTEALHBIH aHATH3aTOP

Hepeuas

Ummyunasn

)KC.'I_\';IO‘! HO=KHIIeYHBIH TPaKT

Koxa u ee NMPHAATKH

Cucrema KpoBH M reMocTasa

[Mo6ounie rdppexTil

Veenuuenne Maccs Tesa, cuiapom Kyummura, vewieHse roKoHeoreHesa B neue-
HH, HAPYLIEHKE YIeBOAHOrO obMeHa/caxapHubliit auadeT

Kapauomuonarus, aprepHaibias rHIEPTEH3Hs, CepiedHas HeA0CTATOYHOCTS,
HHbapKT MHOKapaa

Muonarus, OCTEONOPO3 H HHIKOOHEPICTHYCCKHE TNEPCIIOMEL, acenTH4YeCcKHi He-
KpPO3 INoJIOBKH 6&?.’1[)Cllll0]i KOCTH

Ka.mpaxTa. rJI1ayKoMa

becconnnua, sidopus, aenpeccus, NCHXO3LI
" .\1.\1_\'1|oc_\'npccc‘|m

[acTpur, s3sennas OonesHk

Atpodhus KOXH, CTPHH, SKXHMO3LI, aKHe, A3BLl, HCTOHYeHHE H/HIH BHNAJeHHE
BOJIOC

[nepxoaryasums, aumboneHns, MOHOLUMTONEHHA, 203HHOMUIONeHN, Dazodn-
noneHus nepudepuieckKo KpoBH, HeHTPO(MHALHBIH NeHKOUMTO3, MOBLIIIIEHHE
COAEPXAHHS IPHTPOLIHTOB




BHYTPUBEHHAA |.
UMMYHOITIOBYJIMHTEPAIUA

MexaHun3m gencTBuUA:

0 eBA3bIBaHME ayTOarpecCUBHbIX
aHTUTen,

0 cHuxeHne BbipabOTKU
npoBocnanuTenbHbIX ULUTOKUHOB,

0 onok Fc-peuentopoB Ha B-
numdoumnTax U CHMKEHNEe Ux
ayTOpPEeaKTUBHOCTM,

0 cHwxeHue PyHKLMOHANBLHOMU

" aKTMBHOCTU ayTOpeakTUBHbIX T-

numcépoumToB nyTem
HeuTpanusauum NnoBepXHOCTHOM

Pucynox 2. lNpegnonaraemMsie Mexanmnimsl
HMMYHOMOAQYNHP YIoWero soageicrens BUIr MOSEKYIbl LFA-1
npu ayToMMMYyHHbIX HEBPONATHAX Y MOAeH
(Mathias Buttmann ¢ coasr.) (06sacHenns B Texcre)




BHYTPUBEHHAA
UMMYHOI MOBYJNIMHTEPAINUA

Hughes ef al. Randomized, 117 ) n=3591IVIg n=38
[2008] placebo- placebo

controlled

=3 dekTrHa B 50-70 % cny4vaes

"= OTBET Ha NevyeHne HacTynaeT B Te4yeHmne 2-6 i
Headenb e T . T

MHOIMX AOHOPOB

Oumepst (40%)

2 H OsoiHoe
PeXUMbl neYeHus: . (] |
= Aicnonbayetca 10% Ig. ’ B
= CtapToBas go3a — 2 r/kr Mmacchl Tena : [

= [MopgaepxuBatoLlasa gosa onpenensaercs
XapakTepom TevyeHus 3aboneBaHnss, COCTOAHNEM
B6onbHOro, addPEKTUBHOCTHLIO MPOBOANMOM
Tepanuu, ee NepeHOCUMOCTbIO N AOCTYMHOCTLIO



lMoGou4HbIe ahdekTbl oT Tepanuum IVig I.

* rosiloBHas 6onb

° runeprepmus

° MUanruum,

°* remonus '

* neperpyska cocyaucToro pycna

° acenTU4YeCKUN MEHUHIUT,

IVig He pekomeHayeTcA:

e Jlnuam c abconrTHbIM gechmnumntom IgA

¢ Anneprvm Ha BBegeHue I/IMMYHOFHOGynVIHOB B dHaMHe3e.



NIASMA®PEPE3

Drugs/Intervention Study/Series Number of Number of
participants participants
enrolled  improved/primary
endpoint fulfilled

Plasma exchange vckefal.  Prospective 5 n=15(PE). n=14

double (sham)
blinded

Double 2 15 participants
blind, sham completed trial
controlled,

Crossover

e ddbekTnBeH B 80% cnyyaes.
e ddheKkT oT nnasmadepesa ObICTPbLIN, HO

HenpPoAoOIMKNUTEeNbHbIN



4]

© 3abop kposu naumwenTa

® MemGpanHbii hunsTp

© BuineneHHasn apuTpomacca

© [Mnasma ¢ BpeaHbIMKM BELLECTBAMK




Kak npoBoautcsa ne4yeHume?

Hacmoma nna3maghepe3oe 3asucum

om msixecmu 3abosiesaHusi:

* npu Taxenon XBAl= 5 pa3 B
TedyeHue 7-10 gHewn,

* MPWU CPEOHEN CTEMEHU TAXKECTU 2-3
pasa B Hedento B TedeHune 4-6
Heaernb. '

HenpooomkntenobHOCTb adpdekta obycrnasnueaet
HeobXoANMOCTb NMPOBEAEHMSI MOBTOPHLIX Npoueayp ¢
UHTepBanom 2—4 Hegenu Ha nNpoTsxXeHun 1 roga.




[MTo6o4HbIe ahdheKTbl

_ "TpomMboreduT rmyobokmX BeEH,

. =apTepuanbHas runoTeH3uns, ‘
‘-HapyLueHme 3MEKTPOMNMUTHOTO banaHca,
)" rmnoanbbymmHeMuns

. CnnoxxHocmu ope2aHu3ayuu
nna3smaghepesa: -

= HeO6XO,EI,I/IM OMNbITHLIN NnepcoHarl




Teparius nepsou nuHUU okasbleaemcs agpgpekmusHa 8 80% I.
c/iy4aes, HO

Ecnu Tepanusa nepBOoU JIMHUU HEe
paboTaer...

.




AsaTuonpuH
MukodeHonaTta modeTun
LuknocnopuH A
Linknodocdamung
MeTaTpekcar
Putykcumab

UHTepdepOoHbI



Tepanuio BTOPON NNHUK |.
LlenecoodbpasHo NPMMEHATb B Criy4vasix,
ecnu:

[l Ha dpoHe Tepanuu nepson fMIMHUN He HACTynuno
yryJLlleHusa unn HabmoaarTcs YacTble peunavBebl

s [ PasBunucb cepbeaHble nobovHble adodeKThb
nocne NpUMeHEHUs BblLLENEPEYNCNEHHbIX
npenapaTtoB NepBouv NMUHUN.

Teparnus emopou fnuHUU = steroid—sp.aring therapy



Drugs/Intervention Study/Series

Azathioprine

Cyclophosphamide

Ciclosporine A

Mycophenolate
Mofetil

Rituximab

Methotrexate

Dalakas and
Engel [1981
McCombe ef
al. [1987]
Good et al.
1998
Gladstone et

al. [2005

Matsuda et
al. [2004]
Bamett et al.

[1998

Gorson et al.
[2004

Umapathi
and Hughes

2002
Benedetti ef
al. [2011

RMC Trial
Group
[2009]

Number of
participants

Number of
participants

enrolled improved/primary

endpoint fulfilled
Case series - 3
Case series

Case series

Case series

Case series

Case series

Case series

Case series

Randomized,
double-blind,
controlled
trial

Steroid nonresponder

Severe, refractory
patients Long time
follow up [range:
1.6-4.8 years]

Retrospective,
relapsing and
Progressive course,
patients refractory to
steroid, IVIg,
azathioprine,
cyclophosphamide,
plasma exchange
Retrospective, mean
dose: 2.1 g/day

No reduction of
steroids or other

immunosuppressants

Retrospective

Primary endpoint:
20% reduction of
steroids or IVIg; n=
27 MTX), n=32




A3aTnonpuH I.

Pexxum npuema: 2-3 Mr/kr/cyT; BOSMOXHO HadnHaTtb ¢ 50 mr/cyT, 3aTtem
NOCTENEeHHO NOoBbILLAA JO3UPOBKY.

[Mpu npmueme aszatmnonpuHa pekomeHayetcsa MmoHnTopuHr OAK, BAK,
depMEHTOB NeYEHN EXXEMECHAYHO. .
i
v K nobo4yHbIM achgbekmam azamuoripuHa oOmHOCAMCS:
* MUernocynpeccus,
* TOLUHOTAa,
* pBOTA, .
e aHopeKkcus,
e XOnectaTu4yeckuun renaTuT;
e OCTpagqa noyeyHass He4OCTATOYHOCTb.



MexaHW3M AeNCTBUA a3aTUOMPUHA




MeToTpekcar

= Ha npoTskeHnn OecATUNeTUmycneLHo NpUMeHSscs
COBMECTHO C MMYyHornooyaunHtepanuen n 'KC, nossonsis
NcnonbL3oBaTb 6oiee HU3KNUE O03NPOBKMA MOCEOHUX;

= Pexxum nevenus: Nprnem 1 pas B Hegentwo. ExxeHenenbHas
no3sa; 10-20 mr. .

¥ =« [poTnBONOKa3aHUsA: HapyLleHUs PYHKLUN NeYeHN 1 MoYek,
BuMMyHOAEDULINTHBIE COCTOAHUS.€PEMEHHOCTD,



MukodeHonarta modeTun

- [aTtoreHeTU4Yeckoe AeCTBME AAHHOM LIMTOCTaTUKa OCHOBaHO Ha
NHIMOUpPOBaAHUN MYPUHOBOFO CUHTE3a N, COOTBETCTBEHHO, YTHETEHUU
nponudpepaunn T- n B-numoumnToB.

* [lpuHumaeTtcsa B gose 1 r/cyTkn nepopanbHO

Putykcnmab

* CHHTETUYECKNE MOHOKIIOHAlNbHbIE XMMEPHbIE aHTUTENA

* Cneuundumyeckn ceasbiBaetcs ¢ CD-20 peuentopamu B-numdouuntos

« OTmMevyanuch oTaerbHble criydan adEeKTUBHOCTM npenapara y naumeHToB C
conyTcTBylOLEN ayTOMMMYHHON NMaTosornen .



MexaHu3M AeHCTBUS DUTVKCHMAa0a Ha

B-1umMbonuThI

Purykcumad Putykcumad



Table 1

Good practice points for treatment of chronic inflammatory demyelinating polyradiculoneuropathy
(CIDP) [29]

For induction of treatment

1. IVIG (level A) or corticosteroids (level C) should be considered in sensory and motor CIDP in the presence of
disabling symptoms. PLEX is similarly effective (level A) but may be less tolerated. The presence of relative
contraindications to any of these treatments should influence the choice (good practice point). The advantages and
disadvantages should be explained to the patient, who should be involved in the decision making (good practice
point).

2. In pure motor CIDP, IVIG should be considered as the initial treatment (good practice point).

For maintenance treatment

1. If the first-line treatment is effective, continuation should be considered until the maximum benefit has been
achieved and then the dose reduced to find the lowest effective maintenance dose (good practice point).

2. If the response is inadequate or the maintenance doses of the initial treatment (IVIG, steroids, or PLEX) result in
adverse effects, the other first-line treatment alternatives should be tried before considering combination treatments
or adding an immunosuppressant or immunomodulatory drug may be considered, but there is no sufficient evidence
to recommend any particular drug (good practice point).

3. Advice about foot care, exercise, diet, driving, and lifestyle management should be considered. Neuropathic pain
should be treated with drugs according to the EFNS guideline on treatment of neuropathic pain. Depending on the
needs of the patient, orthoses, physiotherapy, occupational therapy. psvchological support, and referral to a
rehabilitation specialist should be considered (good practice points).

4. Information about patient support groups should be offered (good practice point).

IVIG = intravenous immunoglobulin; PLEX = plasma exchange; EFNS = European Federation of Neurological
Societies




Jleyenne XBOIN B Pecnybnuke

benapychb

I'CII: METHINPEAHU30IOH JUISl CHCTEMHOrO NMpUMe-
HEHUS*®, C IOCHENyIOIMM IIEPEX0A0M Ha Me-
THINIPEAHU3O0NIOH, TNPEJAHU3O0JIOH BHYTPh; HMMY-
HOTJIOOYJIMHBI: MMMYHOIJIOOYJIMH YeIOBEKa HOp-
MaJIBHBIIY;

nnasmadepes**.

Hsonuposannas MotopHas dopma:
UMMYHOTJIOO Y THHBI:

UMMYHOTJIOOYIHH YeNnoBeKa HOPMAbHBIM.
IMoanepxuBalowas Tepamus MpUH AaHHBIX BUAAX
HeHponaTuu:

€C/IM Tepanus NepBOHM JHHUH OKa3biBaeTcs >Pdexk-
THBHOM, TO €€ NpOJOJIKAIOT 10 MOMECHTA JIOCTHIKE-
HHS MaKCHMalbHOro s¢dekra. 3areM o3y cpexn-
CTBa CHHXKAIOT N0 MaKCHMAlIbHO HHU3KOM 3ddek-
THUBHOH.

Ilpu orcyrcTBuM 3ddexra mpHu nMpueMe B Kayecrse
IOUIEPXKUBAIOLIEH TEPaNuy BHYTPHBEHHOTO UMMY-
HOrNoOy/iMHa YenoBeka HopMansHoro wrd I'CIT
WiM  mnasMadepe3a JIONOJNHHTENbHO HA3HAYAIOT
HMMYHOCYTIPECCOPBI:

MMMYHO/ICTIPECCAHTHI: a3aTHONPHH, HKIOCIIOPHH;
ATKWINPYIOLHME areHTHI:

uuxiopochamus,

aHTUMETabOIMTH: METOTPEKCAT.

My asTHdoKkanbHas MOTOpHas HelponaTus:

UMMYHOIJIOOYIMHBI: HMMYHOIIOOYJIMH 4YenoBeka
HOpPMaJIbHBIA. BHYTpUBEHHOE BBEJEHHE B TCUCHHE
5 CyTOK, ecnu MMeeTcs [OJIOKHUTENbHAS JUHAMMKA,

TO NEPEXOOAT Ha MOACPYKHBAIONTY}O TCpanulo M-

myHora00ynuHoM. He nokasanst I'CIT u ruiazmade-
pe3, T.K. OHH YXYJALIAlOT KIMHHYECKOE TEYEHHUE 3a-
DoneBanus.

IlonnepxuBatomas Tepanvs Npd MYNbTHOOKAIb-
HOH MOTOPHON HEHPONATHH:

MMMyHOTIIO0YIMH Y€I0BEKa HOPMAJIBHBIH BHYTpH-
BEHHO BBOUIT OJIMH pa3 B 2-4 Hefenu wiu 1 pa3 B 1-
2 Mecsana. Ecnn 3¢GdeKTHBHOCTE BHYTPHBEHHOIO
UMMYHOTI00yJTHHA 4YENOBEKa HOPMAJIBHOTO HEJ0-

CTaTOYHA B YMEHBLUIEHUH HEBPOJIOTHYECKOTO aehu-
HUTA U JOCTH)KCHHUA PEMHCCHH, TO K JIEYEHHUIO J0-
OaBnfIoT:

YMMYHOJIETIPECCAHTRI: a3aTHOIIPUH, LIMKJIOCNIOPHH;
LIHTOTOKCHYCCKHE AHTHOHMOTHKH U POACTBEHHBIE UM
COEUHEHHUS: MUTOKCAHTPOH.

He pexomennyercs HasHadeHHe LUKIopochamuaa
BBHJY BBICOKOH TOKCHYHOCTH NpPH JAHHOW cxeme
JICYCHHUS.
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