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Cungpom NMnena-bappe

" CuHppom N'mneHa-bappe (Guillain-Barré syndrome) — ocTpoe
nopaxeHue nepudepnieckon HepBHOU CUCTEMbl AN3UMMYHHOW
npupoAabl, XapakTepusyrwLuwieecs ObICTPO nporpeccupyrowen
MbILLEYHOU CcradbocTbio C (hopMUpOBaHMEM BANbIX Napanuyen
n/vnn napecresuu KOHEYHOCTEM (MmoHOhasHas
MMMYHOoOMNocpeaoBaHHaaA HeuponaTus).

" (KOO no MKB-10 - G.61.0)

CuHOpom [utieHa-bappe y 0emeu. KnuHudeckue pekomeHdayuu, 2016 e .bapaHos A.A.,
Hama3soea-bapaHosa J1.C., KyseHkoea J1.M., CmyodeHukuH B.M., KypeHkos A.J1. N1 Op.



UcTopua nsyvyeHmnsa cuHapoma
(MneHa-bappe

BnepBble onucaH Jean-Baptiste Landry (1859)

4 crny4yas oCTporo BocxoAasiLiero napanu4ya u
CMepTU OT nAblXaTesNIbHON HeJOCTAaTOYHOCTHU

B 1916r Georges Guillian, Jean-Alexandre Barre, |
Andre Strohl onucanun 2 cny4yas 6enKoBO-KNeToO4YHOM
AVccoLMauum U 3aKMiYUNK, YTO AaHHbLIA CUHOPOM, |
OTJINYaeTcA OT NOJIMOMUenuTa.



Jnungemuonorua CuHgpoma
'MneHa- bappe (CI'b)

B osiwee Bpema CuHaopom uneHa — bappe - Begywas NpuYMHaA OCTPbLIX BAMbIX
napanvyen cpeau AETCKOro HacerieHuUsi No BCeEMy MUpPY, B cpeaHemM cocTtaBnas 52% B ux

CTPYKType .

Mo AaHHbLIM MUpPOBLIX nccnepoBaHnKn, Yactota CI'b y peten cocraenser 0,34 - 1,5 Ha 100
000 HaceneHus , y B3pocnbix — 0,4 - 4 Ha 100 000

PacnpocTtpaHeHHocTb CI'B no gaHHbIX nocneaHux uccnegosavn — 0,81 — 1,89 Ha 100000
(Benedetti L, Briani C, Beronio A, 2018)

NMuk 3aboneBaemMmocTun y aeten npuxoautca Ha Bo3pact 2,4,5 u 8 ner

CYIOHEBA H.A, LUAKAPAIH A.K, PAXTEEHKO A.B., , TMPAOB M.A. u dp.
KnuHuko-nabopamopHbie xapakmepucmuKu, Jie4eHue U rnpo2Ho3 cuHopoma lulteHa-bappe y demed . [Jemckue

uHekyuu 2015, Ne3, c.17 — 26

Benedetti L, Briani C, Beronio A, Increased incidence of axonal Guillain-Barré syndrome in La Spezia area of Italy: A

13-year follow-up study. J Peripher Nerv Syst. 2018 Nov 13.



Tnonorna cuHpgpoma mMneHa-bappe

. (') TUonorn4yeckme pakTopbl Hen3BeCTHbI -
./ naguonarmyeckass nonuvHeBponaTus.

" UHdekuuma abixatenbHbIX nyten unum XXKT
npepwecTtByeT y 87% peten. (Apremses [1.B., 2001,
McGrogan A, Madle GC, 2009, Nobuhiro Yuki, 2012)

"NHdekuun nonoctu prta — 6,1%

Bpemsa Havana nocne unHdekumm — 3 — 15 gHen.



JTnonorna cuHapoma h'mmeHa-bappe

CHOBHble BO3O0yautenu

"Compylobacter jejuni - obHapyxuBaetca y 1/3 6onbHbIX ¢ CI'B
(Aptembes [1.B, 2001, CtyneHukmH B.M. , Wenkoscknn B.UN 2012, J Jasem,
2013,2014)

"Mycoplasma pneumonia
"LinTomeranoBupyc
"Bupyc Epstein-Barr

"Haemophilus influenzae Tuna b

PS. PeaynbTaTt 6akTepuonornyeckoro oocnegoBaHus MOXeT ObITb
oTpuuaTteribHbIM K MOMEHTY MNOSIBIEHUA HEBPONOrM4ecKnx pacctpomcTs



Pe3ynbTaTthbl aHanunsa (pakTopos,
npeawectByOWmnx pa3suturo CI'b
y OeTeu

B kayecTBe TpUITEepPOB YyYUTbIBaANnCb 3aboneBaHns, nepeHeceHHble B Te4YeHue mecsiua oo
maHucectauum Crb.

"PecnupatopHble nHpekuum - 48%,

"KuweyHble nHhekunmn o6bInn ovyeHb peaku — 3%
"MpeplwecTByOLWME TpaBMbl U nepeoxnaxaeHuve - 3%.
"OTCcyTCTBME YETKUX TpUIrrepoB B npemopbuaHom nepuoge — 42%
"Pexxe Bcero aetu 3aboneBasniu oCeHbH0

CYIIOHEBA H.A, LIAKAPAH A.K, PAXTEEHKO A.B., , TTMPALOB M.A. u dp.

KnuHuko-nabopamopHbie xapakmepucmuku, fie4eHue U rnpoeHo3 cuHopoma uteHa-bappe y
Oemedl . [demckue uHpekyuu 2015, Ne3, c.17 — 26



Ponb BakuMHauuu B pa3BUTuUn
cuHapoma 'mneHa-bappe

Bonpoc o ponu npodunakTnyecKkomn
UMMYHM3auun B Bo3HUKHoBeHun CI'b y geten
He peLleH.
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B coBpeMeHHbIX MUcCneaoBaHUSX He
obHapyxeHa cBfi3b CI'b ¢ BakunHauueu

Baxter R, Bakshi N. Lack of association of Guillain-Barré
syndrome with vaccinations. Clin Infect Dis. 2013 Jul;57(2):197-204

DeStefano F. Bodenstab HM Offit PA. Principal Controversies in
Vaccine Safety in the United States. Clin Infect Dis.2019 [Epub
ahead of print]



OCHOBHbIe BapuvaHTbl CUHAPOMA
'MneHa-bappe

e
" OcTpana BocnanuTtesibHaa AeMUenMHN3npyrowas noriuHeBponaTus
" OcTpasa MOTOpHasa aKkcoHanbHas NofiIuHeBponaTus
" OcTpasa moTopHO-CeHCOopHaa akcoHanbHas MHM

" CwuHgpom Munnepa-Puwiepa

AkcoHanbHbIK BapuaHT CI'b BnepBble onucaH Thomas Feasby B 1986r
OnucaH B pabotax Dyck PJ. 1993, Griffin JW, 1995.

B 1997 ropy — 0co6GeHHOCTM akcoHanbHoro BapuaHta CI'b y aeten 6binun
onucaHbl KapnoBuy E.U., KonnawukoBon O.B., N'yctoBbIiM A.B, JlykyLuKuHoun
E.®P. B cTaTtbe «KnnHukKo-anekTpoHenpomuorpacpumyeckaa xapakrepmcTmka
OCTPbIX BOCNaNuTenbHbIX NOSIMHEBpPoONaTuun y aeten» B XKypHarne HeBporioruu
n ncuxuatpum nm. C.C.KopcakoBa



YacTtoTa BCTpe4yaeMoCTU pasfiNYHbIX
KINTMHUYeCKUX BapMaHTOB CMHAOpPOMA
| Mitena — Bappe y neten

EBpona n CesepHaa Amepuka 4 -5% 80 - 90%
IOxxHaa Amepuka n Asusa 30-47% 50 — 60%
Kutan 60 - 65% 30 — 35%
Uspaunb 33,5 60 — 62%
Poccus 23% 77%

Benedetti L, Briani C, Beronio A, Increased incidence of axonal Guillain-Barré syndrome in La Spezia area of
Italy: A 13-year follow-up study. J Peripher Nerv Syst. 2018 Nov 13.

Hafsteinsdoéttir B, Olafsson. Incidence and outcome of Guillain-Barré syndrome in Iceland: A population-based
study. EActa Neurol Scand.2018 Nov;138(5):454-458

Yosha-Orpaz N, Aharoni S. Atypical Clinical Presentations of Pediatric Acute Immune-Mediated Polyneuropathy.
J Child Neurol. 2019 Jan 23

CYIIOHEBA H.A, LUAKAPSIH A.K, PAXTEEHKO A.B., , TMPALOB M.A. u op.
KnuHuko-nabopamopHkle xapakmepucmuKu, jiedeHue U rnpo2Ho3 cuHdpoma lutieHa-bappe y demed. [Jemckue
uHgbekyuu 2015, Ne3, c.17 — 26



¢opma CI'b
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Cunapom I'niiena-bappe: KiIMHH4YecKHe GPOPMBI

®opma CI'b Yacrora
OcTtpas BocnaaurenbHas aemueaunnusupyromas ITHIT (OBII) 65-90 %
OcTtpast MoTOpHas akcoHaJbHas HeBponaTtus (OMAH) 5-10 %
OcTpast MOTOPHO-CeHCOpHAas akcoHaAbHAas HeBponaTust (OMCAH) 5-8 %
C-m Muiiiepa @uuiepa (1i1a30ABUMrare/ibHbie HAPYIIECHUS 2-3 %

(IBYXCTOPOHHMI NITO3, AMILJIONUS, O(PTAIbMOILIETHsl, ATAKCHS,

apeduiexcusi 0e3 MbIIIEYHOH CJ1a00CTH)

CeHcopHasi MOJIMHEBPONIATUSA <1%

0
DapuHIO-HepBUKO-OpaxuajbHas (IIT03, CJ1A00CTh MbIIII JIKIIA, <1 %
(papuHreanbHas ciadocTb, mapes crudaresien meu,
pacnpocTpaHeHHe HA MBbINIIbI PYK

OcTpast TAaHAM3ABTOHOMMS — OCHOBHAS NPUYKMHA JIETAJIBHOCTH U3 32 <1 %
NPOrpecCUPYIIMX HAPYUICHUH TbIXAHUA U KAPAUOBACKYJISAPHbIX
paccrpoiicte (1,3 — 6%)




KnuHnyeckue nposiBneHna goedrora
nHopoma 'mneHa — bappe y aeteun

dy3HbIE
" Mbiwe4yHasn cnaboctb B Horax (65%),

" HapyweHusa noxoaku (noaBosfilakMBaHUe CTOM, NpuUXpamMbiBaHME Ha OAOHY HOrYy,
3aTpyAHeHUs Npu noabemMe UMM cnycke no nectHuue) — 52%

" HwxHun napanapes -77%

" Tetpanape3 — B 23% cny4daes.

" CumMmmeTpuyHble napesbl - 100% cnyvyaeB

" CuMNTOMbI NOpaXeHUA KpaHuanbHbIX HepBOB -23%
" YyscTtBUTENnbHbIE paccTpoucTtBa — 13%

" Haubonee wuH¢opmMaTUBHbIMM B OTHoweHMn usMmeHeHmn LICXK okasanuchb
nepBas U TpeTbsA Heaenu 3aboneBaHusA

" HapacTtaHnme cUMMNTOMaATUKMU AOJSMKHO NpPEKpPaTUTbCA K KOHUY 4-U Hepenu oOT
aeodoroTa 6onesHu
CYIIOHEBA H.A, LWUAKAPSH A.K, PAXTEEHKO A.B., , TTMPALOB M.A. u op.

KnuHuko-nabopamopHble xapakmepucmuku, riedeHue U rpo2Ho3 cuHopoma lutieHa-bappe y 0emed.
Lemckue uHekyuu 2015, Ne3, c.17 — 26




HenonHble dbopMbl cCUHApPOMA
Munnepa-®uwepa (N. Yuki,2012)

OcTtpbin ohbTanbmonapes 6e3 atakcum

NMape3 6 napbl YMH c napecte3namum

OcTtpbin mngpunas

OcTpasa nonuHeBponaTna ¢ atakcuen (6e3 ohptanbmonnernn)
Ataktnyeckum CIrb

OcTtpasa ceHcopHasn NHI1 ¢ aTtakcuen

CneundunyHbIn UMMYyHONornyeckun mapkep CM® - BbICOKMM TUTP
aHTurnukonunugHbix aytoaHtuten GQlb (y 90% 605nbHbIX)



BapuaHTbl cuHgpoma 'mmneHa — bappe
(N. Yuki,2012)

PaHUanNbHbIU NONIMHEBPUT ( AK Meena, SV Khadilkar, 2011)

bu — OpaxmanbHbIN BapnaHT (crnadoctb u apecrnekcusa B
BEPXHNX KOHEYHOCTAX

HuxHumn BANbLIN napanapes

Roppers BapuaHT - bunartepanbHbiv nape3 6 u 7 nap YMH
(Inaloo S, Katibeh P., 2014)



ATUNUYHLIE NPOABIIEHUA CUHAPOMA
nmeHa — bappe y geteu

nucaHue akcoHanbHoro BapuaHta CI'b ¢ Bbicokumu pednekcamm
Tosun A, Dursun S, Akyildiz UO, Oktay S, Acute Motor-Sensory Axonal Neuropathy
With Hyperreflexia in Guillain-Barre Syndrome. J Child Neurol. 2014 Apr 2.

" AccumeTpuyHas cnaboctb B KOHeYHOCTAX -Y 23% aeten
" He xanoBanucb Ha cnadocTb 33,5% peten
" HopmanbHble pednekcbl y - 28%

" Pa3Butue XxpoHn4yeckom BocrnanutesribHOM nonnHeBponatun y 25%

Yosha-Orpaz N, Aharoni S, Rabie M .Atypical Clinical Presentations of Pediatric Acute
Immune-Mediated Polyneuropathy. J Child Neurol. 2019 Jan 23



CoBpeMeHHbIe nccnepoBaHus No npobneme
poma 'mneHa-bappe (CI'b) y npeten

"= CI'b B couyeTaHuu ¢ oCTpbIM paccessHHbIM 3HUedanoMmmenuTom

Korupolu R, Hack N, Rehabilitation outcomes after combined acute disseminated encephalomyelitis
and Guillain-Barrésyndrome in a child: a case report. J Pediatr Rehabil Med. 2014,;7(3):267-72.

" CI'b Bco4yeTtaHum c OoCTpbIM NnonepevyHbim mnmeJsiIMToOM 1 MUOBUTOM Y
noapocTKa
Topcu Y, Bayram E, Karaoglu P, . Coexistence of myositis, transverse myelitis, and Guillain Barré

syndrome following Mycoplasma pneumoniae infection in an adolescent. Journal of Pediatric
Neurosciences. 2013;8(1):59-63.

" PasButue CI'b y pebeHka ¢ 1IoOHON 3anuUrencumn n BackynmTom

llpbizyHosa T.M , Kaprosuy E./, YepHuauHa M.H, EnbwuHa O.[], bepecHesa E.E

CITYYAN BO3HWKHOBEHWA CUHLOPOMA T MMNEHA-BAPPE Y MALIMEHTKW C JIOBHON
SIMNTIETICUEN U BACKYJTIMTOM. lNepmckut meduuuHckul xypHarn, 2015 mom XXXII Ne 5



CoBpemMeHHble uccriegoBaHus
NMPOrHOCTUYECKUX (paKTOpPOB Npw
nHgpome 'mmeHa — bappe y aeten

AKCOHarnbHbIX U AeMNnenMHN3INpyroLWnMn BapmaHtbl CI'b He
OTNIMYanucb NO TSAXXECTU ABUraTesibHbIX PacCTPONUCTB

3neKTpOCbVI3VIO.I10I'VI‘-IeCKVIe N3MeHeHnsA He BJIIUAJTIN Ha NPOrHo3

dakTopbl onpeaensitoLlime NPOorHo3 BOCCTaHOBNEHUS:

OnutenbHOCTbL U pacnpeaeneHve MbIlLe4YHOU cnabocTu,
OnnTenbHOCTb rocnuTanusauum
Bpems npebbiBaHua Ha UBJI

Bahadir Konugkan, Cetin Okuyaz, Bahar Tasdelen. Electrophysiological Subtypes and Prognostic
Factors of Childhood Guillain-Barré Syndrome. Noro Psikiyatr Ars 2018 Sep; 55(3): 199-204.




AneKkTpoHenpomuorpadusa B AUarHocTuke

cuHppoma 'mneHa —

bappe

(Crna pekomeHaauuun — 1; 4OCTOBEPHOCTb AOKa3aTenbCTB — A)

IHMIT meTopguka

1. AHanu3 F-BOSHbI

2. AHanu3 CKOpoCTU npoBeaeHus

nMmnysibCa Nno MOTOPHbLIM
BOJIOKHaM HepBOB

3. AHanu3 amnnuTtyabl M-oTBeTa

AHanusunpyemble noKasatenwu

BpemeHHas pucnepcus wunu ONOK npoBeaeHus
BO30YyXXAeHUS;

JlateHTHOCTb F-BONMHbLI nNpeBbllWaeT BePXHIOK
rpaHnuy Hopmbl 6ornee yem Ha 20%.

CKoOpoOCTb pacnpocTpaHeHMs BO30yXOeHUs MeHee
90% OT HUXXHEU rpaHnLlbl HOPMbI,

unu meHee 85% npu amnnutyae M-oTBeTta B
AauctanbHon Toyke MmeHee 50% OT HMXKHEW rpaHuubl
HOPMbI;

OuctanbHaa nateHTHoCcTb M-oTBeTa npeBbIllaeT
BEPXHIOK rpaHuLly HopMbl 6ornee yem Ha 10%,

Amnnuntyaa M-otBeTa B AMCTanbHOM TOo4dKke Oonee
yeM Ha 10% HMXKe HNXKHEN rpaHuLbl HOPMbI,

B ABYX HepBax amnnutyaa M-oTBeTa B AUCTaNbLHOWM
Touyke coctaBnsiet 80% wu MeHee OT HWXKHEN
rpaHnubl HOPMbI.



VIICRI PURACVINUVUIVIVIVI YDAWWVirzi D fAVidl AVUIVIRG
cuHapoma 'mneHa — bappe

b

4. AHanu3 muratenbHoro pednekca OueHka npoBOANMOCTHU MO
TPOMHUYHOMY U NIULEBOMY HepBaMm

5. Ctumynauma nob6aBoOYHbIX HEPBOB OueHka cocTossHMA OynbbapHoOM
(meTton Cherington M) rpynnbl YMH

6. Ctumynaumnsa anacgpparmManbHbIX lNMporHo3 abixaTtesibHbIX PACCTPONCTB
HepBoB (Metop Davis JN)

7. CeHcopHaa DHMI OueHKa COCTOSIHUA CEHCOPHbIX
BOJIOKOH HEpPBOB

HapyweHne npoBoagMMOCTU No A00aBOYHbLIM U anachparmanbHbIM HepBaMm -
BbICOKU PUCK pa3BUTUSA OynbOapHOro cMHapoma , AbixaTterbHbIX U
KapauoBacKynapHbix pacctpouctB. (KapnoBuu E.U, KonnawunkoBa O.B, 2004r)



AneKkTpoHenpomuorpacgpma
B ANArHOCTUKe cUHApomMa |
'nneHa — bappe

OoHuM un3 nokasartenen IHMI, paHO pearupyroMmMm Ha
pa3nnyHble U3MEeHEeHUs npoBeAeHUs nNo nepudepnvecKknm
HepBaM, SABNAeTCA  HenpodpPnU3NOoNorM4ecKMm  aHanor
axunnoBa pedgnekca — H-pednekc

B paHHeM nepuoge (nepBble 5—7 cytok) IHMI nokasaTtenwu
MOTYT HE OTNIN4YaTbCA OT HOPMbI

BotimeHkoe B.b., KnumkuH A.B., CkpunyeHko H.B., puzopbes C.I.
Heupogbusuornozusi cuHOpoma lutieHa — bappe y demed // [leQuamp. — 2018. — T. 9. —
Ne 4. — C. 50-57.



OcTaTou4HbIe KITMHNYeCKne CUMNTOMbI Y

nauueHToOB, NnepeHecwux c-m lmeHa-bappe

(p@3ynbTaTtbl uccnepgoBaHusa Yyepes 1 -11 ner
e 3aboneBaHuA)

BbisiBneHb! - y 65% nauneHToB, N3 HUX
"Mapecte3nn - 38%,
"HeycTOM4YnMBOCTbL NOXOAKM B TeMHOTe - 37%,
"Bbone3HeHHble OLWYLWEeHUA B KUCTAX U cTonax - 24%,
"CnabocTb B KOHEYHOCTSAX - 26%.
"Pe3Kkoe CHMXeHMe WKONMbHOU ycneBaemMocTtu — 26%

"CtouKkun HeBponornyeckuu gepumumnt - 20%
(ABYCTOPOHHMM Nape3 NMUeBOro HepBa, BAsble napesbl)

J Peripher Nerv Syst. 2014 Jun;19(2):121-6. Long-term outcome of Guillain-Barré
syndrome in children. Roodbol J, Aarsen FK, Catsman-Berrevoets CE, Jacobs BC.



B HacTosilLlee BpeMs 4eTKO ornpenerieHbl
NMPUHUMNbI MOHUTOPUHIA U TaKTUKa NeYvyeHuns
cuHgpoma N'mmneHa-bappe

FIVHN4YecKune pekomeHpauumu, 2016r)

CuH F'mneHa-bappe — HeOTNOXHOE COCTOSAHUE, B OCTPOM
nepuoae KOToporo HEBO3MOXHO MPOrHO3uMpoBaThb pa3BuUTUe
CUMNTOMOB.

Hdetn c nogo3peHuemM Ha cuHapom MmneHa-bappe nrobon
CTerneHu TAXXeCTU B OCTPOM Nnepuoae HyXOarTCA B rocnutanusauum.

Oetun ¢ CI'b gonXxHbl ObITb rocnNUTanu3npoBaHbl B MHPEKUMOHHbLIN
cTaumoHap.

AnntenbHOCTbL rocnutanmMsaumm He meHee 1 Mecsila Tak Kak , B
Te4YeHune 3TOro BpeMeHU BO3MOXHO HapacTaHMe HEBPOSIOrM4ecKomn
CMMNTOMATUKU U BbICOKa BEPOATHOCTbL NepeBoaa pebeHka B
oTaerieHue peaHMMmaumm ansa nposeaeHuna UBJI.



TakTuka ne4yeHus cuHgpoma
'MneHa bappe y aeten

" KprOBaFI BHYTPUBEHHadA MMMyHoOTepanunda ¢ npuMeHeHnemM CtaHaapTHOro

yerioBe4eckoro MMMyHornooynmHa c¢ coaepxaHuem IgG >95% Cuna
pekomeHOauuu — 1; docmoeepHocme dokazameriscme — A)

" OcHoOBHbIe pexumbl HasHavyeHus BBUIT petam c CI'b
1) no 0,4 r/kr/cyT B Te4eHne 5 aoHeun (cymmapHaa aosa 2 r/kr maccbl Tena);
2) no 2,0 r/kr B pa3gerieHHbIX AO03aX B Te4eHue ABYX AHeun

Y peten npuoputTeTHbIM cuutaetca npumeHeHue 10% BBUTI

TaKk Kak BbICOKasA KOHUeHTpauua IgG cHuxaeT Harpy3ky o6bemom, u
NPUBOAMUT K 3HAYUTENIbHOMY COKPaLLEHUIO NPOAOINKUTENIbHOCTN UHY3UN

" [poBepeHue nnasmadcepesa
(Cuna pekomeHOauyuu — 1; docmosepHocmb dokazamesiscme — B)



TakTuka ne4vyeHusa cuHapoma
nneHa bappe y oeten

Ha3Ha4yeHue KopTuKkocTtepouaoB B riedyeHun CI'b HegonycTtumo,
"OHM He 3¢ppeKTUBHDI;

"O6ecne4ynBaloT OOMONMTHUTENbHYHO MMMYHOCYINPECCUI U PUCK BTOPUYHLIX
UHdeKUuu;

"YOnuHAT nepunon BOCCTaHOBJIEHUA,
"YBenuuuBaroT PUCK OCTATO4YHbIX ABJIEHUMN;

"YBennumnBaroT pPUCK pasBUTUA Nob6oYHbIX 3phpeKToB — rmnoKanuemum,
runeprrivkeMmun, apTepuanbHON rMNepTeH3usa u ap.

"KopTukocTteponabl MUCMNONb3YyKTCA AONA nevyeHusas cuHapoma Mwunnepa-
Puwepa, 0CTPON NAHABTOHOMHOU HeMponaTum, OCTPOU MOTOPHO-CEHCOPHOW
aKCOHanbHOM HenponaTum u cTteonoBoro aHuedannta bukepcradpda



TakTuka ne4yeHnsa cuHgpoma 'mmeHa
Bappe y aeten

" HoBas Taktukm ne4vyenus CIb y naumeHta Ha UBJ1. MeTop zipper (3acTexku —
MOJTHUM)

" Tllocne ycTaHOBKM AMarHo3a — Ha3HauveHue nnasmadpepesa, B KOHLE ceccum
nnasmadepesa — HemeAasieHHoe BBeAeHue UMMmyHornooynuHa 400 mr/kr.
Bcero 5 KkypcosB

Kesici S, Tanyildiz M, Yetimakman F, Bayrakci BA Novel Treatment Strategy for
Severe Guillain-Barré Syndrome: Zipper Method. J Child Neurol. 2019 Jan 29



Bbi6bop onTuManbHOro npenapara
BHYTPUBEHHOIN0O MMMYHOINooyrnunHa

" BupycHasa 6e3onacHOCTb
" CopepxaHue Ilg knacca G He meHee 95%

" MuHumanbHoOe copepxaHue B npenaparte IgA (< 2.5 mr/mn) —
yMeHblUeHUue pucka aHapunakTm4eCcKkux peakumm

" BO3MOXHOCTb NpoBeAeHUS BbICOKOAO3HOU Tepanuu
(HeT orpaHUYeHMN NO pPa3oBOU U CYTOYHOMU [o03e)

" dopma Bbinycka (nmodunusaTt nnm rotoBbIU p-p)

" YcnoBua xpaHeHus

" MakcumanbHO gonyctumMmasi CKOpoCTb BBeAEHUSA

" Ucnonb3yembin cTabunusartop



[MpuBnaXeH® — 3T0...

..MMMYHOrnoo6ynuH 4yerioBeka HopmanbHbIu B Buae 10% pacrBopa
1 B/B BBeaeHUs

B 1 Mmn npenapata cogepXuTca:

CLUA (FDA) — 2007
HanmeHoBaHMe KOMMNOHEHTOB KonuyecTtBO
EC (EMA) — 2009
P® -2014 Helicmeyrouiee sewecmeo
e Benku nna3msbl yeJrioBekKa, U3 KOTOpPbIX
ey o 100 mr
2 UMMYHOrno6ynuH G He meHee 98 %:

ymmune Globusn §

e F<TcT I 67.8%

N 127 2 28.7% cpeau Bcex
§g Em%%,ﬁmw e =™ [ TC K T 2.3% \?-B-H-I'——
S = % _ — 1o T 1.2%

S inset for d5eCT T ::w
i . el MakcumansHoe cogepxkaHue IgA 0.025 mr/mn
I s
BcnomozcamesibHbIe eewiecmea
*”——
S i i ® L-NPOSNINH - unHoBauus: HapéxHbIN cTabunusaTo
Mivigen P iR P 28,8 mr
IgG B pacTBOpe
Immune Globulin Intravenous AnutenbHoe xpaHeHue (Ao 3x neT) 6e3 ucnonbL3oBaHusA
|:--|L|rr-an:|I 1[][‘,{: Uqu XxonoauribHUKa
MHCTpyKUMA No MeguLUUHCKOMY MPUMEHEHUIO Bo,qa Aans I/IH'bGKLI,VII?I qgq.s. Ao 1 mn




Ckopoctb BBegeHusa 10% nmmyHornooynumHa

3Ha4YuTenbHO BbiwWwe , yeM 5% BBUI

CKOPOCTb  UHpy3uu
(MI/Kr M.T./ Y)

MpusuaxeH 10%, FamMyHeKc
n 9 n.r. 0
BBUI OxTaram 10% 10% HTpaTekT 5% eHa 5%
MakcumarnbHOo
paspeLlEHHas 7.2 48 1o | 85

PacuyéTtHoe Bpewms,

Tpebyemoe ans
BBeAeHus Ao3bl
28r IgG Ha
MaKCUManbHOW

,

\CKOPOCTU_(MWH)

33,3

50

250

260

NcTouHMK: MIHCTPYKUUKM NO MEANLMHCKOMY NPUMEHEHNIO

T.B.JlatblweBa c coaBT. Tep Apxus, 2016;4:82-87.




NMpuBnaoXXeH® - NPOAYKT BbICOKUX
TEeXHONMOrmmn

OGnapaeT akTUBHOCTbLIO B OTHOLUEHUU
MaKCUMalribHOro 4Yyumcria aHtTureHoB

4 Mnasma ot 10 000 o 60 000 foHOpOB

b

* |Puck cc- S
COOBITHN OcmonsanbHocTb 320 mOcmonb/Kr
e BJinsdeT Ha
coneson Huskoe copepxaHvnem HaTpus (S 1 monb/n)
. WcK HA, B T.4.
He BnusieT Ha Jd He copepxut caxapoB HedpoTOKCMUHOCT
ypoBeHbL caxapa |

== d ®dyHkuum Fc n Fab monekyn IgG coxpaHeHb!
|: KnuHnyeckas 37
S b

€KTUBHOCT
de: — 7 J Cpok xpaHeHus 3 roga BE3 xonoannbHuka
(X i %
paHeHue n
TPaHCNOPTMPOBKA: J TexHonorus IsoLo MyHoaduHHaa XI'
| pacxopooB
*YpobcTBO PUCK reMOJNTUTUYECKNX

\lTapaHTus kauectBa /  [1 MakcMManbHO BbICOKasi CKOPOCTE BBEAeHNs (12

VIHCTPYKUMS Mo MeamLmHckoMy npumenernioM I'/KI'/MVIH) HA — HexenarensHoe asnexne
Summary of Product Characteristics (SmPC) CC — cepaevHo-cocyanucroe



* I'IpMBmJ,)K : MOKa3aHus
TEPKFIVI

A
3aMeCTVITeana$I MMmMyHOMoOAVnMpYOLLLas
9 [MepBUYHbIE UMMYHOAEPULMUTDI: M/Ip,uonamqecxaﬂ
- BpPOXAEHHaA araMmmarnobynnMHemMus u TpombouuToneHnveckas
runoraMmmarnooynuHeMms nypnypa
* obwan BapuabenbHasgs UMMYHHas [ a o ]
HEZIOCTATOUHOCTL CuHgpom NmneHa-bappe
* TAXXenas KOMOMHUpPOBaHHasA UMMYHHas 0 Bone3sHb KaBacaku
He4OCTaTO4YHOCTb
* cuHpgpom Buckorra-Ongpuya MXpOHMHeCKMe BOoCnanutenbHble
2 MHOXecTBeHHasi Mmernioma AeMuennnusnpytotine
norfiuHeuponaTum

QO XpoHuyeckut nIMM@ponNaHbIN NEUKO3

Q BpO)K.D,eHHbIﬁ CHMH y .quei/'l npu Hanwwu)f‘ perncrtpauuoHHble uccnegosaHusa (PKN)
peunanBupyroWKnX NHeKUnn

0 CumnTomaTtun4yeckas

mnorammarnoqynuﬁemml

WNHCTpYyKUMS NO MEAMLMHCKOMY NPUMEHBHUIO



[MpuBNAXeH®: nokasaHUA

MHCprKLI,MH no MeanumMHCKOMY NpuMeHeHno

SaMecTnTelu,Haﬂ Tepanud V B3POCJILIX, JeTeil U noapocTkoB (0-18

NMMyHOMOAYJIHPYIOIIASL _Tepanusi Y B3POCJIbIX,

"BPOKICHHBIC AraMMAarI00y IMHEMHs] U THNIOTaMMAr100yIMHEeMH;
"o01masi BapHadeIbHAs HIMMYHHAsl HEOCTATOYHOCTD;

*TsKes1asi KOMOMHHPOBAHHASI HMMYHHAsl HEIOCTATOYHOCTD;
"cunapom Buckorra-Osgpuya;

BTOPHUYHBIX HMMYHO1e(UIHTAX, TAKUX KAK, HO HEe OTPAHUYHBASICh:
"MHO:KeCTBEeHHAsl MHeJI0Ma O BTOPHYHOIi runoraMmario0y1mHeMueii u
peuUANBUPYIOIHMMHI 0aKTePHAILHBIMU HH(EKIMAME;

"xponunyeckuii JuM¢pouIHbIii Jieiiko3 ¢ TaKeN0i Gopmoii BTOpUUHOI
TUNOraMMAarjio0yJJMHEMHUH U PeliIMBHPYIOINMHA 0aKTepHaIbHBIMA HHpEKINSIMH;
*runoramMmar o0y 1nHeMHsl y NaHEHTOB C aJJIOTeHHON TpaHCIUIaHTanueil
reMONOITHYECKHX CTBOJIOBBIX KJIETOK;

"BpOK/IeHHbIi CHHIPOM NpHOOpeTeHHOro uMMYyHoaeduuuTa yeaosexka (CIIA/1) npu
HAJTMYUHU PeUAMBHPYIOIHX HH)EKIMI;

"cuMnTOMaTHYecKasi THIOraMMAarji00y/IMHeMHUsl, BTOPUYHASI 110 OTHOILEHHIO K

OCHOBHOMY 3a00JIEBAHNIO MJIH JIeYEeHHIO.

aereil ¥ moapocTkoB (0-18 Jert) npu:

"uauonarnyeckou TpomoouuTonennyeckoi nypnype (UTII)
Yy HAUMEHTOB IIPH BBICOKOM PHCKE KPOBOTEYECHUN UIH
nepea XUpypru4ecKUHMH BMeIIaTeJIbCTBAMU € HEJIbI0

KOpPPEeKIHH KOJIHYeCTBA TPOMOOLMTOB;
cunapome I'mitena-bappe;
"0ose3uu KaBacaku;

.XpOHI/I‘IeCKI/IX BOCIIAJIUTCJIBHDBIX

ACMUCIUNHU3UPYHOLIIUX HOHHHeﬁpOHaTHHX



NMpuBnaxeH® : Bxoaut B llepeyvyeHb
i)KHBHI'I n MepeyeHn OHJIC (ONO)

[TPUIOKEHME Ne | [[PHHOJKE]'H/[E )
k pacriopsuketnto [pasutenscrsa i
Poccuiickoii Dexepaun  pacnopazesmso [[pasmrenserea
ot 26 fexabpa 2015 1. Ne2724-p Boccmicaoit Degepaunm

o 26 zexadpa 20131, 2124

NEPEYEHD

SKU3HEHHO HeODXOTHMBIX H BAKRHEHILIHX 1eKAPCTBEHHBIX IPENAPATOR
0 MeJnuEKeKoro nprvenenus ua 2016 rog

IEPEYEHD

JERAPCTECHHBIY MPEMAATOR L1 METHORECKOTO ODHMEREHIA, B TOM THCIE NERAPCTECHEBIY NETAPaToR
1R METHIORACKOTO OPEMEHERNA, BA3HATAEMBIT 10 JeMEHHD B]].'l‘l&ﬂl[bﬂ KOMECCHi MeTHIHACKHT l][ll"ﬂl[]!?.ﬂl[]!ﬁ

ABarOuo-TepTERTHAECH - EMECKE Aatovo-Tepanesmisecko-Ainseckad
KorATX K Tekapeeerms memapana Tewperemme gopt—— Kop AT p exaperses mpenapen ekapereesm dopu
enaccrpmam (AT) snacenpneauna (ATX)
JI6B  moeyrorao0ymHE JOGBA  nyhorsodymus, Hopvatohle  IMNYBOTIOYNA SeI08K2  NHOQILIIGAT 114 IpATOTOBTEHEA PACTBOpa 1A
SR0BEARCKIE nopaneesi®
J06BA  mMYHOTI00YTHES, HopMATHHRE EMMYHOTI00V.IHH YET0BEKA THOIAT 0 HTUTOBIAIA ATBOpe i
SEIOBESECHEE HOpMATHE BHYTDUBEHHOTO BBc1eH,

DACTBOP 114 BHYTPIBCHHOTO BAETEHIS
PRCTBOD 1A 3



UccnepoBaHme NnpoBOAMMOCTU MO A00ABOYHbLIM
HepBaM y AeBOYKM ¢ cuHapomom TmneHa — bappe
M nocrie nevYyeHnsa BHYTPUBEHHbIM
HOrnooynMHOM (NpUBUAXKEHOM)

R et

Bospact: 10
JIHArHos NpH HanpaBacHKU

WccneposaHue ny

=
e S
Erb - Deltoid 262 0.76




PapMaKO3IKOHOMUYECKUN aHann3 3aTpart npu
Ncnonb3oBaHUU NpUBUOXEHaA U nnasmodepesa B
yeHun cuHgpoma 'mneHa - bappe

KO3KOHOMMWYECKNN aHarnu3 AeMOHCTPUpPYeT conocTaBuMble 3aTpaThbl NMpu
npumeHeHun BBUI n N® y aeten B Poccun.

" Mpn KOMOUHUpPOBAHHOM neyeiun CI'b nnasmodepesom (ctoumocts 10
AHEeBHOro Kypca -— 222626 pyb6nen) C nocneagywoWMM Ha3Ha4vYeHuem
MMMYHOrfnobynumHa (ctrommocTtb 5 aHeBHoro kypca — 212603 py6) He BbISIBFIEHO
OT/IMYUNA NO KNUHuUYeckomy 3cpcekTy npum 4uctom ucnonb3oBaHum BBUI, a
3KOHOMMUYECKMe 3aTpaTbl ObISIM eCTEeCTBEHHO Bbille

" MeHbluee KONUYeCTBO OCIIOXKHEeHUN, yAOOCTBO MCMNOSMb3OBaHMA U Xopowun npodunb
6e3onacHocTM U nepeHocumocTu penarot BBUIT Gonee npeanoytutesibHbIM B 3TOM

rpynne nauneHToOB.

LIAKAPSH A.K.. PAXTEEHKO A.B., Ar'YOQUHA P.U., KYJTIMKOB A.FO., CEPIMUK B. MUTPO®AHOBA U.B. BbIEOP TAKTUKU
JIEHEHWA  TIAUMEHTOB  [JETCKOMrO  BO3PACTA C CUHOPOMOM [MUEHA-BAPPE C YYETOM
OAPMAKOSKOHOMUYECKOIO AHAJIN3A >XKYPHAJT HEBPOJIOrMN U TICUXUATPUN WM. C.C. KOPCAKOBA.
Tom: 118, Homep: 3 [00: 2018 CmpaHuubi: 39-45


https://elibrary.ru/contents.asp?id=34842387&selid=32779313
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