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H. 1. IBOPCbKA

/ABbBIBCbKMIN HALLIOHAABHNA MEANYHUIA YHIBEPCUTET iM. AQHUAQ [AAULBKOTO

AR R ENT S

SOSLA

XPOHI4YHi iMYHHiI HEeBpPONATIl:
CYUQACHI NOTASAU HO AIQrHOCTUKY TA AIKYBOHHS

HaBeaeHO BIAOMOCTI MPO iIMYHHI HeBpONaATii (XPOHIYHA 3AMNAABHO AEMIEAIHI3YBOABHO HEBPOMATIS, MYALTUHO-
KOABHQO PYXOBA HEBPOMATIS, HEBPOMATIS, MOB’ 93AHA 3 MOHOKAOHOABHOKO raMmanarTieto IgM, Ta HeBponaTig, MOB’93aHA
3 MOHOKAOHOABHOIO raMmmanarieto IgG/A). PO3IAGHYTO iX AIQrHOCTUYHI KPUTEPIT TA CYHACHI METOAM AIKYBOHHSI, SIKi FPYH-
TYIOTbCSI HO AOKQ30BIN MEANLMHI. 3BEPHEHO YBAry HA KAIHIYHI OCOBAMBOCTI 303HAYEHKMX 3AXBOPIOBAHL TA iX CEPOAO-

riYHy AIQrHOCTUKY.

KArO4OBi CAOBQ: XPOHIYHO 3AMNOABHA AEMIEAIHIZYBAABHO HEBPOMATISI, MyALTUGOKAABHA PYXOBO HEBPOMATIS, FAM-

Manarii, IMyHOTAOBYAIH, QHTUTIAQ.

qua XPOHiYHi iIMYHHI, a60 3ananbHi, HeBponarTii B
HEBPOJIOTiYHIM NPaKTULi TPaNN[TbCS 4OCUTb Yac-
TO, AiarHOCTMKa ix cnpuyYmMHsae TpyaHolui. MNi3He BcTa-
HOBJIEHHA AiarHo3y Ta, BiANOBigHO, 3aTpMMKa 3 Mo-
YyaTKoM Tepanii Npu3BoAsATb 40 iHBaian3aLii XBopo-
ro, He3Baal4yuM Ha ePeKTUBHI MeToau NiKyBaHHS
LiEl rpynun 3axBOptoBaHb, SKi 0CO6/IMBO AiEBI Ha paH-
HIiX CTaifAX 3aXBOPIOBAHHS.

MeTa ornagy — y3arajbHEHHSI CydacHUX YB/iEHb
NMPO AiarHOCTUKY Ta NiKYBaHHA XPOHIYHUX IMYHHUX He-
BponarTin, Wo AacTb 3MOry NiABULWMUTA HACTOPOXKe-
HIiCTb NiKapiB LOAO0 3aXxBOPIOBaHb L€l rpynu i nonin-
LUUTK TX BUSBSIEHHS Ta JTIKYBaHHS.

KnacuodikaList XpOHIYHMX IMYHHMX HEBPONATIK nepe-
OyBae Ha cTafii po3p0o6KU. TPaaMULIMHO B LK reTeporeH-
HiM rpyni 3axBoploBaHb BUAINAOTb XPOHIYHY 3ananbHy
AemieninizyBanbHy noniHenponarito (X34[M), mynbtudo-
KanbHy pyxoBy HeponaTito (MPH) Ta HeBponarii,
NnoB’sA3aHi 3 HAABHICTIO B CMPOBATL, KPOBi NapanpoTei-
HiB (TaK 3BaHi NapanpoTeiHoBi HeBponarii) (Tabn. 1).

XpoHiyHa 3ananbHa aeMieniHisyBasibHa
nojiiHenponaria

Lle Han4acTilwa XpoHi4yHa HabyTa AeMieniHidyBasb-
Ha nofiHeBponaTia. MowwupeHicte X3l cTaHOBUTb

©H.T. SIBopcbka, 2015

1,0—8,9 B1naaKy Ha 100 T1c. HaceneHHs [8], B OKpe-
Mux perioHax — 25,5 BunagKy [1]. BoHa Bparkae
yacTille 4YONoBIKIB i 3a3BMYal PO3BMBAETLCH B OCIO
CepefHbOro Ta NMoxusoro BiKy.

Y TMNOBUX BMMNa[Kax 3aXBOPIOBAHHS XapaKTepwu-
3YETbCA XPOHIYHUM MPOrPecMBHUM MOCTYNOBMM abo
peunanBHUM PO3BUTKOM CNabKOCTi B NMPOKCUMab-
HUX YW UCTalbHUX M'A3aXx i MOPYLUEHHAM YYT/IMBOCTI B
KiHuiBKax. Hacamnepen npo XA3[1 cBig4aTtb NO3MTUB-
Hi YyTIMBI CUMMNTOMW, MpPOKCUMasibHa CnabKicCTb,
apednekcig Ta BTpata NepeBaKHO MMOOKOI YyTiu-
BOCTi. CMMNTOMM PO3BMBAIOTbCA MPOTArOM LOHAM-
MeHLIE 2 MiC, MOX/IMBE 3a/ly4eHHs YepPEnHMX HEPBIB.
MeHw Hix 'y 16 % Bunagkis X3 MoXke MaTv rocTpun
noyatok (MeHwe 8 TuK), Wo pobutsb ii noaibHo A0
cuHapomy lNneHa — bape. BigpiaHuTw ii Big ocTaHHbO-
ro gornomarae peunavBHUM nepebir i BUparKeHi no-
pyLWweHHs YyTnmBocTi [3].

€sponencbka ¢eaepalis HEBPONOriYHUX ToBa-
pucts (European Federation of Neurological Societies,
EFNS) cninbHO 3 ToBapMCTBOM i3 3aXBOPIOBaHb Nepum-
depinHnx HepsiB (Peripheral Nerve Society, PNS) y
2010 p. po3pobuna pekomeHaalii 3 4iarHOCTUKM i Ni-
KyBaHHa X3, sKi MICTMAM AiarHOCTUYHI KpuTtepii
3axBOPlOBaHHA (Tabn. 2).

060B’A3KOBMI METO 0OCTEXEHHS MPM NiJo3pi Ha
X3AMN — enekTpoHenpomiorpadis. JJonomorti BcTa-

Cratra Hagivwna ao pepakuii 25 sepecHs 2014 p.

flBopcbka HaTtania MNeTpiBHa, K. MeA. H., acucTeHT Kadeapu
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YKPAIHCbKWUW HEBPOJIOTIYHUM XXYPHAN -

Ta6anusa 1
Kaacudikauis XpoHiYHMX iMyHHUX HeBponarTin (18)

3axBoploBaHHSA

dopmu 3axBOPIOBAHHSA

= CyTO pyxoBa

= CyTO CeHcopHa

XpoHi4yHa 3ananbHa gemieniHisyBanbHa
nosniHenponaris

= BorHuuieBa

= XpOHiyHa CeHCOopHa iMyHHa nosipaguKynoHeBponaTis
= MynbTudoKanbHa HabyTa CEHCOpHa Ta pyxoBa AeMmieniHidyBanbHa
HeBponarTis (cuHApom Jlioica— CamHepa)

= [lnctanbHa HabyTa AeMieniHisyBanbHa CUMETPUYHA HEBpoNaTis

MynbTudoKabHa pyxoBa HeBponaris

MynbTudoKanbHa pyxoBa HeBponaTis 6e3 6/10KiB NPOBEAEHHS

= 3 aHTuTinamu go MAG

HeBponarTis, noB’s3aHa 3 MOHOKJ/IOHA/IbHOIO
rammanarieto IgM

= 3 aHTUTINamMu go rnikoniniais (cynbdatnan, GM1, GD1la, GD1b Touyo)
= 3 HEBIAOMOIO PEAKTUBHICTIO

HeBponarTis, noB’s3aHa 3 MOHOKJ/IOHA/IbHOO
rammanarieto 1gG/A

HOBUTK [iarHO3 TaKOX MOXYTb OLiHKa comaTo-
CEHCOPHUX BUKJIMKAHUX MNoTeHuianiB (ans BCTAaHOB-
JIEHHSI MOPYLWEHHS NPOBEAEHHS iIMMYNbCY B NMPOKCU-
MalbHUX AiNSHKax YyTIMBUX HEPBIB), aHani3 JikBopy
(MiaBULLIEHHS PIBHA 6iNKa 3 KiNbKICTIO JIEMKOLUMTIB
MeHLL HiX 10 Ha 1 Mm3), MarHiTHO-pe3oHaHCHa TOMO-
rpaois (cnocrepiraeTbCq HaKOMUYEHHA rafoniHito Ta/
ab0 MNOTOBLEHHA KIHCbKOrO XBOCTa, MOMNepeKoBO-
KPUXOBMX ab0 WMMHUX KOPIHLiIB 4M Ne4oBOro abo
nonepeKoBO-KPUKOBOIO CNIETEHHS) i Gioncia (03Ha-
KW gemieniHisauii Ta/abo pemienidisauii). na Buss-
JIEHHS CYMYTHIX 3aXBOPIOBaHb PEKOMEHAOBAHO Mpo-
Be[EHHS 3arasbHOro aHasni3dy KpoBi, OUiHKa YHKUT
HUPOK, NEYiHKN Ta WMTONOAIGHOI 321031, BUSHAYEH-
HSl PIBHS LIYKPY B KPOBI HaTLie, MapanpoTeiHiB y Kpo-
Bi Ta cedi 3a gornomorot metoady iMmyHodiKcalii Ta
aHTUHYKNeapHoro ¢aKktopa. 3a HafgBHOCTI NOKa3aHb
NpoBOAATb aHani3 Ha TONePaHTHICTb A0 MMOKO3U, BU-
3Ha4YeHHs piBHA C-peaKTMBHOro 6inKa, aHTUTIN A0
oopenin i Bipycy imyHoaediuuTy N0AUHU, PEHTIEHO-
rpadito opraHiB rpyaHoi KNiTKWM, MeAUKO-TeHeTUYHe
KOHCY/IbTYyBaHHSA TOLLO [5].

X3/ — 3axBOptoBaHHS, y NaToreHesi SIKoro Bax-
JIMBY pPOnb Bifirpae iMmyHHa cucrtema. ToMy HayKoBU,
3Ha4yHy yBary npuaingioTb BU3HAYEHHIO aHTUTIN, AKi
CMPUYMHSAIOTb YPaXKEHHs HEPBOBOI CUCTEMM, Ta iX KO-
penauii 3 KNiHiYHoIO cumnTomMaTMKol. HanvacTiwe y
nauieHTis 3 X341 BUSBAAIOTb aHTUTINA 10 rafakToLe-
pe6po3ungy, GM1, LM1, SGPG, PMP22, B-Ty6yniHy
Towo. lMpoTe piBHI LUX aHTUTIN AOCTOBIPHO He Biapi3-
HAMUCA Bifj TaKMUX Y NALIEHTIB 3 iHLWMMU HEBPOMAaTIIMHU,
a y YacTuHu xBopux i3 X3 aHTWTIN OO 3a3HayYeHmX
peyvyoBUH He 6yno [12]. ToMmy y 3BMYaMHIN HEBPONOriy-
Hi¥ NpaKTULi ANs BCTAHOBJIEHHS AiarHO3y LbOro 3a-
XBOPIOBAHHS aHTUTINIa BU3Ha4YaTn He 060B’s1I3KOBO.

Ans nikyBaHHa X3/[I TpaauuUiiHO 3acTOCOBYIOTb
BHYTPIiLWHbOBEHHO (B/B) iMYHOIN06YNiH, KOPTUKOCTE-
poian, nnadmadeped. Hanbinblly JOKa30BYy 6a3y Mae
3acToCyBaHHA B/B iMyHOrno6yniHy. Moro fosa ans
NikyBaHHA X3 cTaHOBUTL 2 I/KI Macu Tina npoTs-
rom 2—5 fi6, a edpeKT moxe 36epiratmca oo 2—
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6 TUXK, TOMY PEKOMEHAYIOTb YBOAUTU NiATPUMYBaNbHY
03y 1 r/Kr Macu Tina KOXHi 3 T npoTsarom 24 Tmx
[4]. Y 15—30 % nauieHTiB 6yBa€e AOCTaTHbO OAHOMO
Kypcy iMyHOrno6yniny [5].

3 rpynu KOpTUKOCTepoidiB Anga nikyBaHHs X3
BMKOPWUCTOBYIOTb MNPEAHI30/I0H [22], AeKcameTa30H
[21] i meTunnpeaHisonoH [14]. PekomeHagoBaHa no-
YyaTKOBa [03a NpeaHi30N0Hy A9 nikyBaHHA X34 —
6113bKo 60 Mr/poby (abo 1 Mr/Kr macw Tina) 3 no-
CTYNOBWUM ii 3HMMKEHHAM MPOTArOM MICSLIB YM POKIB
[0 nigTpumyBanbHoi fo3u [5]. Hemae eamHoi aymKu
LLLOA0 HaMKpaLLOl CXEMM MPU3HAYEHHS KOPTUKOCTEPO-
iaiB: eeKTMBHMMM BYNN CXEMU K 3i WOAEHHUM MpU-
MOMOM KOPTMKOCTEPOIAiB, TaK i 3 NepiognyHuUM iXx
BBeAEeHHAM. KOpTMKOCTEpOian HEe PEKOMEHOYETbCS
3acToCOoBYBaTH Mpu cyTo pyxoBin popmi X3, ocKinb-
KW Ue MOXe NPU3BECTU [0 NOTipWeHHS CTaHy naLlieH-
Ta [5]. Xo4a KOPTUKOCTEPOian Ta B/B BBEAEHHS iIMyHO-
rno6yniHy MatoTb MPMBGN3HO OHAKOBY EPEKTUBHICTb
[22], 3 ornaay Ha No6iYHI 9BMLLA Ta NPOTUMOKA3aHHS
[10 3aCTOCYBaHHS KOPTMKOCTEPOIAIB, NpenapaTtom BU-
6opy npu X3 yacTo BBaxkaloTb B/B BBEAEHHSA iMY-
HOrno6yniHy [4, 14]. Y nopiBHANbHUX AOCHIAKEHHAX
iMyHOTI06YNiH BUSBUBCS €PEKTUBHILLUM, HiX KOPTU-
KOCTepoian, NpoTe NpW 3acToCyBaHHi OCTaHHIX epeKT
BiZl NiKyBaHHA 36epiraBcs goslue [14].

Mnasmadepes Moxe CnpuaTn WBUAKOMY MOnin-
LUEHHIO CTaHy, OAHaK MOro edeKT 4acto — HeTpuBa-
JIMK, WO noTpebye NOBTOPHUX KypciB abo NOEAHAHHSA
MOro 3 iHWKMK MeToaamu flikyBaHHs X3/I.

Y pasi HeehEeKTUBHOCTI 3a3Ha4YeHNX 3aco6iB MOXKHA
3aCTOCOBYBaTW iMyHOCYNPECUBHI Mnpenapati, 3 AKuX
HaMBINbLL JOC/IMKEHI a3aTionpuH i MeToTpeKcar. ix Ta-
KOXX BUKOPUCTOBYIOTb Y KOMGIHaLLii 3 iHWKMMKW 3acob6amMu
nikyBaHHa X3AIM. Y 6a13bko 15% nauieHtiB 3 X3
Oyab-sKe NiKyBaHHS He edeKTnBHe [].

MynbTudoKanbHa pyxoBa HeBponarTia

3axBoptoBaHicTb Ha MPH ctaHoBuTb 0,5—0,6 BU-
nagky Ha 100 Tuc. HaceneHHs. Lle 3axBoptoBaHHSA
XapaKTePUIYETbCA MPOrPEecMBHOIO, aCUMETPUYHOLO,
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TabaAauvuga 2

AJQrHoCTUYHI KpUTEPIi XPOHIYHOT AEMIEAIHI3yBAABHOT NOoAiHenponarii (5)

KniHiuHi Kputepii

EnektpodisionorivHi Kputepii

A. Tunosa ¢popma X34
XpOHi4Ha nporpecusHa (noctynosa abo
peunaMBHa) CUMETPUYHA CnabKicTb y
NPOKCUManbHUX YM AUCTaNIbHUX M'A3ax 3
NOPYLLUEHHSAM YYT/IMBOCTI B YCiX KiHLiBKaX, AKa
PO3BMBAETLCS NPOTArOM LWOHaWMeHLe 2 Mic;
MOXYTb ypaxaTucs YepenHi HepBH; CYXOXKMNTKOBUX
pedneKciB y BCiX KiHLiBKax HeMae abo BOHM
BHUKEHI

B. Atunosa dopma X3
FAK ana TunoBoi Gopmu (MyHKT A), ane ogHe 3
nepepaxoBaHOro HUX4YE (CyXOXUIIKOBI pedneKkcu
MOXYTb HE 3MiHIOBATUCS B HEYPaXKEHUX KiHLIiBKaX):
= MpoLec NepeBaXKHO AUCTaNbHUI (AMCTanbHa

HabyTa AeMieniHi3yBasibHa CUMETPUYHA

HeBponaris);

acMMETPUYHE ypareHHs (MynbTudOoKanbHa

HabyTa CeHCOpHa Ta pyxoBa JeMieniHidyBalibHa

HeBponaris);

BOTHULLLEBUI NpoLiec (TOGTO yparxKyeTbCs

nne4vose abo NOMNEPEKOBO-KPUKOBE

CMNJIETeHHS 4YM 0aMH abo Binblue HePBIB

Ha OfHIM BEPXHIN YN HUKHIM KiHLiBLI);

CYTO PyXOBi CUMMNTOMMU;

CYTO CEHCOPHI CUMMNTOMMU (30KpEMa, XPOHiYHa

iMyHHa ceHCcopHa nonipaguKynonaris)

[ocToBipHi

LLloHarMeHLLe OaMH i3 NepepaxoBaHUX HUXKYE:

A. TlofOBXEHHS AUCTaNIbHOI NAaTEHTHOCTI A1 PyXOBUX BOMIOKOH > 50 %
BULLE 3@ BEPXHIO MEXY HOPMM Y ABOX HEpPBaX (OKPiM MOAOBKEHHS
NUCTanbHOI NATEHTHOCTI ANst CEPEANMHHOrO HEpBa Ha PiBHI 3an’acTka
yepes CUHAPOM KapnanbHOro KaHany)

B. 3HWKEHHS WBUAKOCTI NPOBEAEHHS PYXOBMMMK BONIOKHamMK > 30 %

HUXKYe 3a HUKHIO MEXy HOPMU Yy IBOX HEpBaXx

MofoBeHHs nateHTHOCTI F-xBuni > 30 % BULLE 3a BEPXHIO MEXY

HOPMM y ABOX HepBax (= 50 %, AKLL0 amnAiTyaa HeraTMBHOrO Mika

M-BignoBigi B AMCTanbHiN To4ui < 80 % Bif HUXHBOI MEXi HOPMK)

. BiacyTHicTb F-xBWAi y ABOX HEpBaX, SKLLO A5 LUMX HEPBIB aMniiTyaa

HeraTMBHMX MiKiB M-BignoBiai B AUCTaNnbHiM TOYLi CTaHOBUTL > 20 %

BiZl HXKHbOI MEXi HOPMM + LLIOHaNMeHLle 1 10AaTKOBMI MOKAa3HUK

aemieniHisauii (Bignosigae kputepiam A—}) B 04HOMY ab0 KilbKOX

iHLWKX HepBax

HenoBHWI 610K NPOBEAEHHS PyXOBMMU BONIOKHamMK: > 50 %

3HUMEHHS aMNNITyAn HEraTMBHOIoO Nika M-BignoB.idi B MpoOKCUMasbHIn

TOYL MOPIBHSAHO 3 AUCTaNbHO, SKLLO HEraTUBHUM Nik M-Bignosiai

B IMCTaNbHIlN ToYLi cTaHOBUTb > 20 % Bif HUXHbLOI MEXi HOpMMU,

B IBOX HEpBax ab0 TaKe 3HUKEHHSA B OAHOMY HEPBI + LOHaNMeHLe

1 noaaTKOBWUM MOKA3HUK AeMieniHi3alii B LoHaMeHLLIe 0JHOMY

iHWOoMy HepBi
E. BigxuneHHs Big HOpMKM NOKa3HWKa YacoBoi ancnepcii (> 30 %
36iNblLIEHHS TPUBANOCTI HEraTMBHOIO Mika M-BignoBiai Mix
[MCTaNbHOIO | MPOKCUMANbHOI TOYKaMM) B > 2 HepBax

. 36inbweHHA TpuBanocTi M-BianoBiai B AMCTanbHiN Touui (iHTepBan
MiXX MOYaTKOM NepLIOro HEraTMBHOIO MNiKa Ta MOBEPHEHHSAM
[10 i30M1iHii OCTAaHHbLOrO MiKa) B O4HOMY YM KifIbKOX iHLLIMX HEPBaX
(ana cepeanHHOro HepBa > 6,6 Mc, Ans NiKTbOBOro HepBa > 6,7 mc,
[N ManoromifikoBoro Hepea > 7,6 Mc, 4151 BEIMKOrOMISIKOBOIO
HepBa > 8,8 Mc) + LioHaNMeHIle 1 10AaTKOBWI MOKa3HMK
AeMieniHi3alii B 04HOMY YM KiIbKOX iHLWMX HEpBax

w

Kputepii 3anepeyeHHs

Bopenios, andTepis, BNAMB NiKapCbKMX Npenaparis
a60 TOKCUHIB, SIKi MOXYTb CIPUYUHUTK HEBpONaATIto,
CNaAKoBI ieMieniHidyBanbHi HeBponarii, 3HayHi
NopPYyLIEHHS GYHKLIIT Ta30BMX OpraHiB, BepUdiKoBaHWi
AiarHo3 mynsTMdoKanbHoi pyxoBoi HeBponarii,
MOHOKJ/I0Ha/IbHa rammanaris IgM 3 BUCOKMMU
TUTPaAMW aHTUTIN A0 MiENiH-acoLinoBaHOro
rNiKOMNpPOTETHY, iHLLII NPUYMUHU PO3BUTKY
AemieniHizyBanbHOI HEBpoNaTii, 30Kpema CUHAPOM
POEMS, ocTeocKiepoThyHa MiefioMa, aiabetTuyHa
Ta HefiabeTnyHa NonepexKoBO-KPUKOBA
paavKynonneKkcoHeBponartia, nfimpoma, aminoigos

MmoBipHi

SHUKEHHA amMNAiTyau HeraTMBHOTO Nika M-BiANoBIA4i B MPOKCUManbHin
TouLi Ha 30 % NOPIBHAHO 3 ANCTANbHOK TOYKOI (OKPIM amMnAiTyam

N5 3aHbOr0 BEIMKOrOMIIKOBOIO HEPBA), IKWO HEraTUBHUM NiK
M-BignoBiai B AMcTanbHil To4Li cTaHOBUTb > 20 % BiJ HUXKHbBOT MEXI
HOPMMU, B ABOX HepBax abo TaKe 3HMKEHHS B O4HOMY HeEpBI +
LOHaNMeHLIEe OANH A0JATKOBUIM MOKA3HUK AeMieNiHi3aLii B ogHOMY
YW KINbKOX iHWKX HEpBax

Moxnusi
FAKLWO AOCTOBIPHI KpUTEPIT cCnocTepiratoTbCs MLE B O4HOMY HEPBI

nepeBaXHO AUCTaNbHOI CNabKICTIO B KiHLiBKax (3a-
3BMYan Ginblue BpayKatoTbCH BEPXHi KiHLIBKM), WO
NOB’A3aHO 3 MHOXWHHWM YparKeHHAM HepB.iB. [Topy-
LeHb YYTIMBOCTI Hemae abo BOHW MiHIMasbHi, HeMae
TaAKOX 03HaK ypaXKeHH$s LeHTPalbHOro MOTOHENPOHaA.
3axBOplOBaHHSA 4acTille BpayKae 4OnoBIKiB (3:1) i
crnocrtepiraetbc nepesaxHo y Biui 20—50 pokiB
[18]. 3 ornagy Ha Te, WO NpM Wik NaTtonorii YacTo crno-
cTepiratotb dacumnkynauii (1o 50 % Bunagkie), a B
OKpeMMX NaLieHTiB BUABNAIOTb NiABULLEHHS pedieK-
CiB, MOro NnyTatoTb 3 6i4HMM amioTPOdiYHUM CKNepo-

18

30M (BAC). Tunosmum ansg MPH € HasiBHICTb YaCTKOBMX
O10KiB NpoBeAeHHs1 B HEPBaXx, OfHaK B OKPEMMUX BU-
nagKax ix Moxe He 6yTu. MIMOBIipHO, OcTaHHE NoB’si3a-
HO 3 TUM, WO YPaXEeHHS CMOCTEPIraeTbCs MPOKCH-
ManbHiwe [6, 18].

EFNS cninbHo 3 PNS y 2010 p. po3po6una peKo-
MeHalLii 3 AiarHOCTMKM Ta nikyBaHHA MPH, aKi micTu-
JIX KNiHIYHI Ta eNeKTpodi3ioNnorivyHi AiarHOCTUYHI KpK-
Tepii MPH (ta6bn. 3) [6]. JocToBipHui aiarHo3 MPH
YCTaHOBJIIOKOTb 3@ HAABHOCTI KJiHIYHMX KpuTepiiB 1, 2
Ta BiACyTHOCTI KputepiiB 8—11 i enektpodizionoriy-

YKPAIHCbKHA HEBPOJIOTIYHUM XYPHAN - 2015, N°1
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YKPAIHCbKWUW HEBPOJIOTIYHUM XXYPHAN -

Ta6baAauvuga 3

AJAarHoCTnYHI KpuUTepii MyAbTUPOKAABHOT PYXOBOT NOAiIHenponarii (6)

KniHiuHi Kputepii

EnektpodisionorivHi Kputepii

OCHOBHiI KpuTepii

MatoTb 6yTH HasiBHi o6uaBa

1. MoBinbHe NporpecyBaHHsA BOrHULLEBOI aCUMETPUYHOI
CNabKoCTi y KiHLiBKax, 3yMOB/IEHOI YPaXKEHHSAM PyXOBMX
BOJIOKOH LLIOHaNMeHLLEe ABOX HEPBIB, MPOTAroM noHaa 1 mic
(nepeBaXkHO NoHapg 6 mic).

2. Hemae 3MiH Y4yTaMBOCTI (MOXIMBE MiHIManbHE 3HUXKEHHS
BiGpaLiiHOT YYyTNIMBOCTI Y HUXKHIX KiHLiBKaXx), MpoTe BOHM
MOXYTb BUHUKATW NPKU NPOrpecyBaHHi 3aXBOPIOBaHHA

1. [ocToBipHW G/IOK NPOBEAEHHS PyXOBUMU HepBamu (No3a

MeXamu iNAHOK, e YacTo CrnocTepiraloTbCs TyHebHi abo
KOMMPECINHI CUHAPOMM). SHUKEHHS MIOLL HEraTUBHOrO MiKa
M-BignoBigi y NpoKCHManbHiM ToYLi NOPIBHAHO 3
[MCTaNbHOIO WoHaMeHLwwe Ha 50 % y 6yab-aKin gingHui
HepBa (CepeanHHOro, NiKTbOBOro Ta MasioroMisIKOBOrO).
AmnniTyaa HeraTMBHOrO nika M-BianoBiai npu ctumynsuii B
[OWCTaNbHIN ToYLi AN cermeHTa 3 6J0KOM NPOBEAEHHS
PYXOBMMM BOJIOKHAMW Ma€ CTaHOBWTM Ginblue Hixk 20 % Bia
HUXXHbBOI MeXi HOpMHK Ta Binblue HiXX 1 MB, a 36inblUeHHS
TPMBANOCTI HeraTMBHOIO Nika M-BiANoBifi B NPpOKCUManbHIn
TOYL MOPIBHAHO 3 AUCTanbHO Mae 6yTh < 30 %

HdopaTKoBi KpuTtepii

3. MNepeBaxkHe ypaxeHHA BEPXHIX KiHLIBOK (Ha noyaTtky
3axBoptoBaHHA B 10 % NaLieHTIB MOXYTb yparkaTuncs
HUXHI KiHLIIBKM).
4. 3HWKEHHS abo BiACYTHICTb CYXOXKMIKOBMX pedneKcis
B YPaxeHin KiHUiBLi.
5. BiacyTHiCTb yparKeHHs1 YepenHux HepBiB (BiAOMi BUNaAKK
nopyweHHs dyHKuii XIl napu YepenHux HepBiB).
. Cna3mu abo pacumKynsaLii B ypameHin KiHuiBL,.
. EdbeKTuBHICTb iIMyHOMOZYNOBaNbLHOrO NiKyBaHHA 3 MPUBOAY
3HWKEHHS npaLes3gaTHocTi abo cunu B M’'a3ax

~N O

. MoxnuBum 610K NpoBeeHHS PyXOBUMU HEpBaMu

3MEHLLUEHHS NMOoLLi HeraTMBHOro Nika M-Bignosigi Ha
woHanmeHwe 30 % ana A0Broro cermeHTa Hepea
(HanpuKnag, Ha AingHui Big 3an’acTKa Ao NiKTa abo Bif NiKTA
[10 NaXBUHHOI SMKM) BEPXHbOI KiHLiBKM 3i 36iNblIEHHAM
TPUBANOCTI HEraTMBHOTIO Nika M-BiANOBIAI B MPOKCUManbHin
TOYLLi NOPIBHAHO 3 AnCTanbHo Ha < 30 % abo

3MEHLUEHHSM MoLWi HeraTMBHOro nika M-BignoBiai Ha
oHanmeHwwe 50 % 3i 36inbLEeHHAM TPMBANOCTI HEraTUBHOIO
nika M-BiagnoBiZi B NpOKCUMasbHiM TOYLi MOPIBHSAHO 3
ancTanbHo Ha > 30 %

KpuTtepii 3anepeyeHHs

8. O3HaKM ypaxeHHs LeHTpaibHOro MOTOHENPOHa.

9. bynbb6apHi cMMNTOMM.

10. TlopyweHHs YyTIMBOCTI (OKPIM MiHIMaIbHOrO 3HUXKEHHSA
BiGpaLiHOI YYyTAMBOCTI Y HUXKHIX KiHLIBKaX).

11. [Andy3Ha cumeTpuyHa cnabKicTb y M'a3ax y NepLui TUXKHI
3axBOPIOBaHHS

3. HopmanbHe npoBeAeHH: YyTAIMBMMU BOJIOKHaAMU

Ha AinsiHKax HEPBIB BEPXHiX KiHLIBOK, e CNOCTePIraeTbes
610K NPOBEAEHHS YyTIMBUMW BOJIOKHAMM

HUX KpuTepiiB 1 Ta 3 B 0gHOMY HepBi. [JoagaTKOBUMMU
KpUTEPIAMUK € MiABULLEHHA PiBHS aHTUTIN IEM 1o raH-
rniosnagy GM1 i KoHUeHTpaLii 6inka B nikBopi (< 1 r/n),
NMOCUSIEHHS IHTEHCUBHOCTI CUrHany Ha T2-3BaXKeHUx
MarHiTHO-pe30HaHCHWX TOMOrpamax, Lo NoB’a3aHo 3
OMPY3HUM HAaBPSKOM HEPBIB NJEe4Y0BOro CrETEHHS,
Ta OO’EKTUBHI KJiHIYHI O3HaKW MONIMWEHHSA CTaHy
nicnsa nikyBaHHS iMyHOrno6yniHom B/B. OGCTEXEHHSA
019 BUSB/IEHHSA CYMYTHIX 3aXBOPIOBaHb HE Bifpi3HA-
IOTbCS Bif aHanoriyHuUx AOCNiAXeHb, PEKOMEHA0Ba-
Hux ana X3/I, 3a BUHATKOM FOJIKOBOI €1EeKTPOHEN-
pomiorpadii, WO gonomMarae, 30Kpema, y AndepeH-
LiMHin piarHoctmui 3 BAC.

Mpn MPH aKTMBHO BUM3Ha4yaaun aHTUTING, i, Ha Bia-
MiHy Big X3/, npwv win natonorii oTpUMaHo pesysbTa-
TV 3 BULLWM pPiBHEM BiporigHoCTi. AHTUTINIa Knacy IgM
no GM1 Busasnstotb y 30—80 % naujieHTiB, a ix piBeHb
4acTo 3HWKYETLCHA Micnig MNoninweHHsa ctaHy. lpote
BOHW He crneundidyHi ana LUbOoro 3axBOPKOBaAHHS,
OCKIIbKM CMOCTepiraloTbCA NP iHWKWX HEBPOIOTIYHUX
3axBOplOBaHHAX (30kpeMa, npu BAC, X3/II1, HeBpuTax
Towo) [16, 18]. YcTaHOBNEHO, WO BU3HAYEHHSA aHTUTIN
IgM gk go GM1, TaK i fo ranaxkTouepebpo3niiB, CyTTe-
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BO MONIMLIYE YYTIUBICTb LbOro aHanisy [17] i Moxe
JOMOMOITH NiATBEPAUTH [iarHos.

MNpenapaTtom BMGOPY A1 NiKyBaHHS MPH € iMyHO-
rnobyniH B/B. PekoMeHJOBaHa A03a npenapaTty cTa-
HOBWUTb 2 /Kr npotarom 2—>5 gi6 [6]. Ana MPH xa-
paKTepHa BUCOKa edeKTUBHICTbL B/B 3aCTOCYBaHHSA
iMyHOrno6yniHy: noninweHHsa cnoctepiraots y 80 %
nauieHTis 3 MPH. lpoTe B YaCTUHU NalieHTiB epeKT
HECTIMKUIN, TOMY AN HUX PEKOMEHIYIOTb NPOBOAUTH
[0AaTKOBI KypCW NiKyBaHHS iMyHOrno6yniHoMm B/B Y
[103i 1 r/Kr KOXHi 2—4 TnK ab0 2 1/Kr KOXXHi 1—2 Mic
[20]. 3a HeedeKTUBHOCTI iMyHOr106YNiHY B/B MOXHa
3aCTOCOBYBATH iHLLI NpenapaTu, 30Kpema LuKIodoc-
damig abo putykcrmab [19].

Ha Bigminy Big X3/ nnasmadepe3 Ta KOPTUKO-
CTepoian He nuile HeedEeKTUBHI, @ 1 MOXYTb NPU3BO-
OWUTK [0 noripweHHsa ctady npy MPH, Tomy 3acTtocoBy-
BaTH iX HE pPEKOMEHAYIOTH [6].

MapanpoTteiHoBi HeBponarii

[o napanpoTeiHOBMX HeBpoOMaTii Hanexatb He-
Bponarid, noB’si3aHa 3 MOHOK/IOHA/IbHOI rammana-
Tieto IgM, i HeBponarTid, NnoB’d3aHa 3 MOHOKJIOHAJIb-
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Holo rammanarieto 1gG/A. BuaineHHa HeBponartii, no-
B’i3aHOI 3 MOHOKJIOHa/IbHOK rammanartieto IgM, 3y-
MOBJIEHO ii TUNOBOIO KNiHIYHOK KapTUHOO, MPUYNUHHO-
HaCNiAKOBMMM 3B’A3KaMM MiXK napanpoTeiHOM Ta He-
BpoOMaTi€lo 1 iHWOM (MOPIBHAHO 3 HEBpoOMaTieto, Mo-
B'A3@aHOI0 3 MOHOKJIOHaJIbHOIO rammanartieto 1gG/A)
edEeKTUBHICTIO NiKyBaHHA [7]. HasBHiCTb napanporTei-
HiB CBiYMTb MPO PO3MHOXEHHSA KNOHY B-nimdouuTis,
AKE MOXe OyTU 3/109KICHUM. TOMY MOHOK/IOHa/bHI
rammManartii NoAINATb Ha ABI BENUKI FPYNu: 3/0SKICHI
(30KpemMa, Npyu MHOXMHHIN Mi€ENOMI, MNAa3MOLMTOMI,
XBOPOG6i TAXKUX NaHLIOTMB, XPOHIYHOMY NliMPONEnKo-
3i, NepBMHHOMY aMmiNnoifosi TowWw0) Ta HEBCTAHOBNIEHOI
eTionorii. Jesiki napanpoTeiHn MOXHa BUSIBUTU 3a [0-
NOMOIO0 CTaHAapPTHOro enexkTpodopesy BifKiB CUPOo-
BaTKW KPOBI, NPOTE YYTIUBILLMMU METOAAMMU € iIMYyHO-
eneKkTpodopes cupoBaTKM KpoBi Ta iMyHOdIKcaLis
GiNKiB cMpoBaTKM KpOBi. TOMy came OCTaHHi peKo-
MEHAYIOTb A1 OBCTEXEHHSA XBOPUX 3 MNiJ0O3PO0 Ha
napanpoTeiHeMilo. Y TaKux XBOPUX PEKOMEHA0BAHO
TaKOX NPoOBeAEeHHSA 3arasibHOro aHasisy KpoBi, 4OCTi-
[KEeHHSA GYHKLUIT NeYiHKM Ta HUPOK, BM3Ha4veHHs LLIOE,
BMICTY CEYOBOI KMCNOTU, Kanblito, docdarTis,
C-peaKTUBHOrO 6ifika, B,-MiKpPOrno6ysiHy, peBmMaToia-
Horo daKTtopa, KpiornobyniHi, 1gG, IgA, 1M i BinbHUX
JIEMKUX NTAHUIOTIB Y CMpOBaTLUi KPOBi Ta AOCNIAXKEHHSA
cevi Ha HasBHicTb 6inka beHca— [koHca. [Ansa nig-
TBEPIXKEHHA 3MiH Yy KiCTKax MOXHa 3acTocOoBYyBaTw
peHTreHorpadito, KOMM'IOTEPHY | MO3UTPOHHO-
eMicinHy ToMmorpadito, a ans BUABNEHHS NiMbaaeHo-
natii abo cnaeHoMmeranii — KOMM'lOTEPHY TOMOrpa-
dito abo ynbTpa3ByKOBE OOGCTEXEHHS [7].

[ns HeBponarTii, NOB'A3aHOI 3 MOHOK/I0HA/IbHOIO
rammanarieto IgM, xapaKTepHUMU € NepeBarKHO AUC-
TanbHi, XPOHIiYHI (MpOTArom noHag 6 mic), ki NoBifbHO
NMPOrpecyTb, CUMETPUYHI MEPEBAXKHO YYTIUBI MoOpy-
IWIEeHHA 3 aTaKciel i TpeMopoM. PyxoBi NMOpyLleHHA
BiAHOCHO nerki abo ix Hemae. 3rigHo 3 enigemionoriy-
HUMW OaHWMM, MOLIMPEHICTb LIbOr0 3aXBOPKOBAHHS
cepen oci6 Bikom noHaa 50 pokiB ctaHoBUTb 20 BU-
nafkis Ha 100 TUC. 3 YacCTiLMUM YparKeHHAM YO/0BIKiB
[7,9,18].

EFNS i PNS po3po6ununy 2010 p. peKomeHaau,ii 3
AIarHOCTUKM Ta NiKyBaHHA HeBponarTii, MoB’A3aHoi 3
MOHOKJIOHaJ/IbHOWO rammanarieo IgM, aKi mictunu
eneKkTpodisioNoriyHi KpuTepii:

1. OgHopigHE CUMETPUYHE 3HUMKEHHS LUIBWUIKOCTI
NPOBeAeHHS 30YIKEeHHs (6iNblle — YyTIMBUMU BO-
JIOKHaMMW).

2. HenponopuinHe NOAOBXEHHS AMCTabHOI na-
TEHTHOCTI A1 PYXOBUX BOJIOKOH.

3. BigxuneHHs Big HOpMK NoTeHLiany Bi NUTKO-
BOr0O HEpBa.

4. [lyKe pifKo CnocTepiraeTbCs 4aCTKOBUM Pyxo-
BMM GSIOK MPOBEAEHHS PYXOBMMMU BOJIOKHAMu abo
nomiTHa aucnepcis M-BianoBiai B AMCTabHIN TOYLI.

Mawmxe 50 % nauieHTiB 3 HEBpoNarTielo, NoB’sa3a-
HOI0O 3 MOHOKJIOHa/IbHOK rammanartieo IgM, mailoTb
aHTuTina go MAG (myelin-associated glycoprotein,
Mi€niHacoLUiMoBaHMM TNiKOMpPOTEiH), TOMy AN BCTa-
HOBJIEHHS [iarHO3y PEeKOMEHAYETbCA BW3Ha4aTu L
aHTUTINa B cuMpoBaTtui KpoBi [15]. AKLO iX HeMaE, TO
MOXHa BWU3Ha4uUTU aHTUTiNa IgM [0 iHWKUX aHTUTEHIB
HEepBOBOI CUCTEMU, 30KpeMa [0 raHriosugis GQLb,
GM1, GD1a i GD1b.

[Jns HeBponarii, NOB'A3aHOi 3 MOHOK/IOHANbHOK
rammanartieto IgG/A, xapaKTepHUMU € AucTanbHa abo
NPOKCUManbHa CNabKiCTb i MOPYLIEHHS YYTMBOCTI,
AKi KNiHIYHO Ta eneKkTpodi3ioNioriYyHO He BiAPi3HAIOTh-
cs Big Takmx TMnosoi X3[1. MNporpecyBaHHs ii Biaody-
BAETbCA WBWLIE, HX NPW HeBponarii, NoB’aA3aHin 3
MOHOKJI0HabHO rammanarieto IgM. s uiei HeBpo-
nartii cneyundiyHi aHTUTING He BMSABNEHO. HeBponarTia i
MOHOKJIOHanbHa rammanartia 1gG/A BxoasTb A0 CKa-
ay cunapomy POEMS (Polyneuropathy, Organomegaly,
Endocrinopathy, Monoclonal gammopathy and Skin
changes — noniHenponarTis, opraHomeranis, eHao-
KpuHonartid, MOHOKJIOHalbHa raMManaris Ta 3MiHu 3
60Ky LWKipn). Mpn LUBOMY CUMHAPOMI BiA3HAYaETLCH
CYyTTEBE MiABULLEHHA B CUMpoBaTui Ta Mja3Mi KPOoBi
dakTtopa pocty eHgotenito cyanH (VEGF), wo mMoxkHa
BMKOPUCTATH KK iarHOCTUYHMI TecT [7].

[na nigTBeparKeHHs napanpoTeiHOBWMX HeBpona-
Tin 9K OoaaTkoBi (ane HeobOB'SA3KOBI OOCTEKEHHS)
MOXHa TaKOX 3aCTOCOBYBaTWU aHani3 NiKBOPY (MOXxe
crnocrtepiratics nNigBULLEHHS piBHA GinKa) i 6ioncito
HepBa (03HaKM AeMieniHi3alii, BigknageHHs IgM y He-
pBi TOWO).

3 ornagy Ha 3Ha4yHWi IMyHHUI KOMMOHEHT Yy nato-
reHesi napanpoTeiHOBUX HEBpOMaTin, ANS NiKyBaHHA
LMX 3axBOplOBaHb 3acTocoByBanu nnasmadepes,
iMYHOTI06Y/iH BHYTPILLHbOBEHHO, KOPTUKOCTEPOIAM
Ta iHWi npenapat1 (puTykcumab, uuknodocdamig,
dnynapabiH i xnopambyumn) [11]. oaHum i3 unx me-
TOAIB NiKyBaHHA He MaB AOCTOBiIPHOI epeKTUBHOCTI
npu HeBponarii, NOB’si3aHiM 3 MOHOKJ/IOHA/IbHOO FraM-
manarieto 1gM [7, 10], xo4a o6HaginnnBumM 6yno 3a-
CTOCYyBaHHS puUTyKcumaby [2]. Mpu HeBponarTii, no-
B’'i3aHiM 3 MOHOKJIOHanbHOW rammanarielo 1gG/A,
AKWo ii deHotmn nogiéHuin o X340, y 80 % nauieH-
TiB 6yN10 edEKTUBHUM JNliKyBaHHS, iKe 3aCTOCOBYIOTb
npun X3/1.

OmxKe, iMyHHI HeBponaTii nocigatoTb BaX/MBeE Mic-
Le cepefn ypaxeHb nepudepinHoi HEpBOBOi CUCTEMM.
HesBaxKato4M Ha reTeporeHHIiCTb KiHIYHOT CUMMMTO-
MaTWKM, iCHYIOTb KpUTEpIi, 3@ AKMMU MOXKHa BCTaHO-
BUTW NPaBWbHUI AiarHo3. 19 6iNblIOCTi 3 LKUX He-
BponaTin € ePeKTUBHI MeToAM NiKyBaHHA, WO Aa€
3MOry MoJinLwuTK CTaH NavjieHTa Ta 3MEHLIUTHU CTYNiHb
noro iHBaniam3aaduii. [poTe B YaCTUHW XBOPUX JliKyBaH-
HA HeedeKTUBHe, TOMY TPMBatOTb AOCHIAXEHHA A4
PO3pPO6KM HOBUX TEPANEBTUYHMX MiAXOAIB.

YKPAIHCbKWU HEBPOJIOTIYHUM XYPHAN -
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/AbBOBCKMIN HALUMOHOABHBIN MEAVNLIMHCKNA YHUBEPCUTET UM. AQHNAQ [AANLIKOTO

XpoHnyeckmue UMMYHHbI€ HEBPOMNATUM:
COBpeMeHHbIe B3rAgdAbl HO AUCATHOCTUKY N A€4eHUne

[MpriBEAEHBI CBEAEHMSI OO VIMMYHHbBIX HEBPOMATUSIX (XPOHUYECKAST BOCMAAUTEABHAS AEMUEAVHUINPYHOLLAS
HEBPOMNATUS, MyALTUDOKAABHAST ABUTATEABHCSI HEBPOMATMS, HEBPOMATUS, CBSIZAHHAS C MOHOKAOHOABHOW rAMMAnNaTUEN
IgM., 1 HeBpONATUS, CBI3ZAHHASI C MOHOKAOHOABHOM raMmanatnen IgG/A). POGCCMOTPEHbI MX ANArHOCTUYECKME KpUTE-
PV U COBPEMEHHBIE METOABI AEYEHMS, OCHOBOHHBIE HO AOKA3ATEABHOM MeanLpHe., OBPALLEHO BHYMAHME HA KAUHU-
YecKkme 0COBEHHOCTM YMOMSIHYTbIX 3A6O0AEBAHNN U X CEPOAOTUHECKYIO AVATHOCTUKY.

KAtoueBble CAOBQ: XPOHNYECKAS BOCMAAUTEABHAST AEMUEANHNBUPDYIOLLOS HEBPOMATUSI, MYABTUOOKOABHAS ABUIQ-
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Danylo Halytskiy Lviv National Medical University

Chronic immune neuropathies: new approaches in diagnosis and treatment

The observations of immune neuropathies such as chronic inflalmmatory demyelinating neuropathy, multifocal
motor neuropathy, neuropathy associated with IgM monoclonal gammopathy and neuropathy associatted with
IgG/A monoclonal gammopathy are presented in this article. Their diagnostic criteria and the cterismodern methods
of tfreatment based on evidenced based medicine are outlined. Clinical characteristics of the diseases and their
serologic diagnosis are emphasized.
Key words: chronic inflasnmatory demyelinating neuropathy, mulfifocal motor neuropathy, gammapathies,
immunoglobulin, antibodies.
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