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CIIMCBK HA U3BITOJI3BBAHUTE CbKPALLEHUSA

ISD HNureproganna CucremHa Internodal System
Jemuesunuzanmsi Demyelination
PSD IHapanoganna CucremHa Paranodal System
JlemMueTMHM3aLUA Demyelination
PISD IHapanoganna Unrepnogaina Cucremna Paranodal Internodal
JeMueTuHU3AIMUS SystemDemyelination
CMT1A bBoaecr na lllapko-Mapu-TyyTt Charcot-Marie-Tooth
i 1A disease Type 1A
CIDP XpoHuyHa Bn3nanaurenana Chronic Inflamatory
HMemueaunuzupama IlosuneBponaTusi Demyelinating
Polyneuropathy
DSS Dejerine-Sottas cunapom Dejerine-Sottas
syndrome
IHC Ilepugepna HepBHaA cucTeMa
HC IlenTpaJsiHa HepBHA cucTEMA




. YBOJ

MuenuHu3upaHeTo Ha aKCOHHTE € IMOpeaHaTa MporpecHpalia CThIKa B
EBOJIIOIMATA HAa HepBHaTa cuctema. OcHOBHaTa (PyHKIMS Ha MHUEIHMHA KaTo
MHOTOCIIOMHA TUTa3MaTHYHa MeMOpaHa ce CBEXJa JI0 OCHTypsSBaHE OBP30TO W
HAJICKTHO TIPOBEXK/IaHe Ha HEPBHHS UMITYJIC P HUCKH SHEPTETHYHU Pa3XOIH.
PenTtreno-nmudpakunoHHUTEe U3CIEABAHUS TOKAa3BaT, Y€ MUCIMHOBUTE JIAMEITU
HE Ca HABUTU IUTBTHO OKOJIO aKCOHA, a Ca pa3[eleHH OT TEUYHH CIIOEBE C
nebenuHa okosio 4-5 NM, 3aemamu noutyd nosioBuHata (40%) oT 00EMHOTO
npoctpanctBo Ha muenmnHa (Kirschner et al. 1984). 3a HajnuuuuTe HOHM €
YCTaHOBEHO, Y€ MoraT JIECHO Ja NPEMHUHABaT KaKTO Mpe3 TEYHUTE CJIOEBE
(Blaurock 1971), Taka u &na ce ABMXKAT B TE3W CJIOEBE O] JCHCTBHETO Ha
HAUIBKHA W HAlpPeYHW TIOTSHIIMAIHW TPAJAMCHTH, KOETO IMpearoara
pas3riiexkTaHeTO Ha MHEITMHOBAaTa OOBHMBKA KAaTo TMPOBOJHUK C HAIBKHA U
HampeyHa MPOBOIUMOCT.

Koraro nopmanHo dopmupaHata MHEIMHOBA OOBHUBKAa Ha HEPBHUTE
BJIAKHA CE paspyllaBa MoJ ACHCTBHETO HA Pa3IMYHH MMaTOTEHHU (aKTOpH KaTo
ABTOMMYHHHU pEaKIMH, TCHCTHYHU HApYIICHUS W WHQEKIHH Ce IoTydaBaT
CBhCTOSIHUS, OOYyCHaBSIIM JeMUEIMHU3UpanuTe 3a0onsaBanus. Cpen Te3u
3a00JIsIBaHMsI MOTAT J1a Ce IM0CoYaT MHOXecTBeHaTa ckiepo3a (MS), bonecTra Ha
[Mlapko-Mapu-Tyyr (CMT), XpoHuW4HaTa BB3MAIUTEIHA JIEMHCIUHH3HPAIIA
nonuneponatus (CIDP), cuaapomsbT Ha ['unen-bapé (GBS), myarudokannara
motopHa Hepomatusi (MMN) u np. Behnpeku Hampenabka B TEXHOJOTHHUTE,
MHOTOTOJIUIITHUTE CKCIICPUMEHTATHN H3CJICABAaHUS B PA3IMYHH 00JIACTH Ha
HEBPOOHWOJIOTHATA HE YCISABAT Ja JdajgaT IbJIHA MPEACTaBa 3a IPOIECCHUTE,
MPOTUYAIIY BHB BB30OYAMMHTE CTPYKTYPH, KOETO HamayiiBa ¢(EKTUBHOCTTA Ha

JEYCHUCTO Ha MHOXKXCCTBO HCEPBHO-MYCKYJIHH 3a0o0aaBaHusa. ToBa IIpaBnu
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MAaTeMAaTUYHOTO MOACIIMPAHE Ha TC3HU IMPOLCCH, IpUIaraHo m OT HAaC, MHOI'O

IIEHEH TTOIX0/1 B MOJIepHaTa 001acT Ha Onou3nKaTa Ha CIIOKHUTE CHCTEMH.
JIBoWiHOKAOCTHUAT MOJISI Ha YOBEIIKO MOTOPHO HEpBHO BiakHO (Stephanova
and Bostock 1995, 1996) e mpuioeH yCIENMHO 3a M3CJIeBaHe MEMOpaHHUTE
CBOMCTBa Ha BJIAKHOTO B HOpPMa WM TPH CHUMYJUPAHHU CIydal Ha MPOTPECHUBHO
HapacTBallll HWHTEPHOJATHHM—, TapaHOJATHU—, MapaHOJAIHA WHTEPHOIATHU
dokaan (IFD, PFD, PIFD) u wHTepHOMaTHU—, TTapaHOMATHU—, TapaHO aTHH
unTepHoaanuu cuctemun (ISD, PSD, PISD) nemuenunuzanuu (Stephanova and
Alexandrov 2006; Stephanova and Daskalova 2005a,b; Stephanova et al. 2005,
2006a,b, 2007a,b). B muuTHpaHuTEe CTATHM € IOKA3aHO, Y€ CHMYJIHPAHUTE
CUCTEMHHU JIEMUEIMHU3AIMK MOTaT Jia C€ pas3riiekaaT Karo CHenupuyHu
uHauKaTopu Ha 3a0onsaBanusTa kato CMT1A, CIDP u noarunose CIDP.

Karo crnenBama cThlka B pa3BUTHETO HA MOJEIUTE HAa MHUCITUHU3HPAHUTE
aKCOHHM Ce sBsBa MyJaTHiamenapHusaT mojen Ha Stephanova (2001), koiito ce
pasianyaBa OT IpeauIIHuTe aBOMHOKaOeaHu monenu (Blight 1985; Halter and
Clark 1991; Stephanova and Bostock 1995, 1996) c mnpexacraBsHeTo Ha
MUEJIMHOBaTa OOBMBKA KAaTO MHOIOCIOMHA aHM30TPOMHA CTPYKTypa. MoaembT
peBHU3Upa KiIacHdeckaTa TCOPHUS 3a MHUEIMHOBATa OOBHMBKA KAaTO €JIEKTPUUYCCKU
uzonatop. Jlo MoMeHTa TOI He € M3MOJI3BaH 3a M3CJECABAHE HAa MOTCHIIUAINTE U
WHIUKATOPUTE Ha aKCOHAJIHATA BH30YIMMOCT Ha YOBEIIKHM MOTOPHH HEPBHHU
BJaKHAa B Mmarojorus. VMHTepecHO € ma ce pa3depe JaliM TCUYHHTE CIIOEBE B
MUEJIMHA, KaTO HAHOCTPYKTYPH, OKa3BaT HSIKAKBO JIOMBIHUTCIHO BIIUSHHUC |
KOJIKO TOJIIMO € TO, aKO0 MMa TaKoBa, BBPXY IapaMETPHTEe Ha aKCOHaJIHaTa
BB30YAMMOCT TP CHUMYJIMPAHH MPOTPECHUBHO HApPACTBAIA CJIA0W M CHUIIHU
cucteMuu aemuenuuusanuu (karo ISDs, PSDs, PISDs), kouto ca cnenuduyaau
uHaukaTopu Ha 3a0onsBanusiTa kato CMT1A, CIDP u noarunose CIDP.

MynTunamenapHUSIT MOJIEN Ha MUEIIMHOBAaTa 0OBUBKA HA YOBEITKA MOTOPHU
aKCOHH € MOJAPOOHO pa3riiesaH B MeToauTe Ha U3cieBaHe B Aucepranusata (u e
HaKpaTKo TpeiacTaBeH B ABropedepara), ThH KaTo TOH ce H3MOJ3Ba 3a

H3IIBJIHCHUCTO HA IMOCTABCHATA LCJI U 3a/1a4M Ha HACTOAIIATa JUCCPTALA.



1. IEJI U BAJIAYU

M3MmeHeHusITa B ChOTHOIICHUSITA HA TACUBHUTE MMApaMeTPU Ha MUEIIMHOBATA
CTpyKTypa (T.e. JeMHUEINHU3AIUNITE), BOJCIIH JI0 PEeaUlla OOJECTHH CHCTOSTHUS
XapaKTEpHH 3a nepudepHaTa HepBHA CHCTEMH, HEChbMHEHO MOCTAaBAT yCIOBUS 32
MO-JIETalTHOTO M3y4yaBaHEe Ha ChOTBETHUTE CHCTOSIHUSI HA BJIAKHATA MPU J1aJICHU
(HaamparoBu U MOANPAroBu ObP30 U 0ABHO JIEMCTBAIM) TOKOBU CTUMYyNaluu. B
TO3W CMHUCHJ, BCE TIO-SICHA CTaBa HEOOXOAMMOCTTa OT pa3lIMpsBaHE Ha
MO3HAHMETO 3a E€JIEKTPOreHe3aTa Ha MUEIMHOBaTa OOBMBKA M 32 TECTBAHETO Ha
uJeaTa, 4ye TEYHUTE CJIOEBE Ha MHEJIMHOBaTa OOBUBKA OKa3BaT 3HAYUTEJICH
JOMBIIHUTENCH €(EeKT BbPXY MEMOpPaHHUTE CBOMCTBA MPU BPOJCHU M XPOHUYHU
JEMUEIIMHU3UPAIY HEBPOIIATHUH.

LEJI Ha HacTosIaTa qucepTanus € U3CJe/IBAaHeTO Ha eeKTa Ha TeUHUTE
CJIOEBE B MUETMHOBATa 0OBMBKA BHPXY MEMOPaHHUTE CBOMCTBA HA CUMYJIUPAHU

ClIydau Ha ACMUCIIMHU3HUPAI HCBPOITaTUH.

3a u3MbJIHEHNE Ha Ta3u 11el1 0sixa Habens3anu cieanute 3AJJAUMN:
1. Cumynupane Ha tpu tuna (ISDs, PSDs, PISDS) cnabu ¥ CHJIHM CHCTEMHH
JCMHUCIIMHU3AllMA Ha YOBEIIKM MOTOPHHM HEpPBHM BJakHa Ha Oa3ara Ha
MyJTHIaMETapHUS MOJIeT Ha MUETTMHOBaTa 0OBMBKA HA BIIAKHATA.
2. W3cnenBaHe TpPOMEHHWTE Ha IOTCHIMAIUTE (WHTpALCIyJIapHA aKIMOHHH,
CJIIEKTPOTOHWYHN) M MHACKCHTE Ha aKCOHAJIHAaTa BB30yAMMOCT (KPHBHTE CHJIa-
NPOABIDKUTEITHOCT, 3apsI-TIPOABDKUTEITHOCT, BpEMEBUTE KOHCTAHTH, PE00a3uTe
U IUKJIATE Ha BH3CTAHOBSIBAHE) 3a CHMYJIMPAHUTE CIIydad Ha JEMHUCIHHU3AIUH
0€3 1 ¢ OTYNTaHe HAJTMYUETO Ha TEYHUTE CIIOEBE B MUEIMHOBATa OOBUBKA.
3. Oruntane edexrta Ha TEYHUTE CIOCBE BBPXY H3CICIBAHUTE MEMOpPAHHH
CBOWCTBA Ha JCMHUEIMHU3NPAHUTE YOBECIIKA MOTOPHH HEPBHU BJIAKHA.
4. JlaaHe Ha HOBa JIONBJIHUTENHA WHPOPMAIMS 33 MEXaHU3MHUTE Ha
zabomsBanero lllapko-Mapu-Tyyr tun 1A (CMT1A) m Ha XpOHHYHO

BB3MaJIUTEIHATa JeMueInHu3upaiia noiauaesponarus (CIDP).



I11. METOU HA U3CJIEABAHETO

3.1. MyJaruiaMesapeH u 1BOHOKa0eIeH ModeIH

MeToapT Ha MaTeMaTUIHOTO MOJETHpPAaHE M MPEICTABEHUTE KOMITFOTHPHU
CUMYJIAIIMM Ha YOBEIIKO MOTOPHO HEPBHO BJIAKHO B HOpPMa W IAaTOJOTHUS CE
M3II0JI3BAT B AUCEPTAIIMOHHUS TPY/I 3a U3CieIBaHe e(heKTa Ha TSYHUTE CIOEBE Ha
MUEJTMHOBaTa OOBMBKAa Ha BJAaKHATa BBPXY BB30YIMMHUTE CBOWCTBA Ha
CUMYJUpPAaHU JIEMUEIHHU3NpaIy HeBponaTuu. CTpykTypara Ha MHEITWHOBATA
oOBMBKa Ha BJIAKHATa € OINKHCAaHA W CHMYJIHpaHa II0-paHO B MOJelNa Ha
Stephanova (2001), HakpaTKO H3JI0)K€H OTHOBO ITO-JI0JIy, ThH KaTO TOH ce
M3I10JI3Ba MPHU TPOBEACHUTE M3cieaBanusi. ChriIacHO TO3H MOJIE], MHCITMHOBATA
0OBHBKA C€ pasriekaa KaTo MyJTHIaMelIapHa CTPYKTypa, cbcTaBeHa oT N=150
YCHOPETHO B3aMMHO CBBP3aHU JaMEIH, a TsAXHATa JBOWHA CTPYKTypa ce
mojenupa upe3 penyBan ce N=150 teunu u N=150 nunugHu cioeBe KakTo €

noka3aHo Ha Qwur. 3.1
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@ur. 3.1. ExBUBaJICHTHA €JIEKTPUYHA CXeMa Ha MHOTOCJIOMHO MUETUHU3UPAHO YOBEIIKO

MOTOpHO HepBHO BiakHO. (Purypara e B3era ot Stephanova 2001.)



B cxemarta ca mnpencraBenu enuH Hon (N xeadpam) W WHTEPHOIATHU
CErMEHTH, BCEKH OT KOMTO BKJIFOUBAa MHTEepHOAamHa akconeMa (In xeadpamu) u
MHOTOCJIOHA MHEJIMHOBA OOBWBKAa. MmrocTpupanu ca CBIIO W HATHKHUATE
akcormnazmatiuHu  (Ru), mnepmakconamaun  (Rp) u  mapanomamau  (Rpn)
CBHIPOTUBIIEHUA. J[bDKMHATA HA BCEKM MHTEPHOJAJICH CETMEHT € €IHa IeTa OT
msutata abokuHa (998.5um) Ha wHTepHOMA. EXBHBalieHTHATA EIEKTPUYHA CXeMa
3a MHOTOCJIOWHATa MHUEIWHOBA OOBHBKA, CHIABP)KA, CHOTBETHO: KamaIUTET W
cbipoTtuBiaeHue (Cpyn, Rmyn 32 N=1, 150) Ha MuenuHoBUTE CI0€BE, U HALTBKHO
U paguanHo cbOpoTuBieHUus (Ragn, Ragn 32 N=1, 150) nHa Teunute cnoese.
ExBuBaneHTHUTE eNeKTpUUHU cxeMu 3a Bceku N u In keadpam ca cpiure, KakTo

Ca OIIKMCAaHU B ITPCAUIITHUA IIBOIZHOK&6GJI€H MOICII IIPCACTABCH Ha ®ur.3.2
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®ur.3.2. CxemaTnyHa JuarpaMma Ha MUETUHH3UPAHO YOBEIIKO MOTOPHO HEPBHO BIIAKHO.
(Purypara e B3era ot Stephanova and Bostock 1995.)
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B Tasu exBuBajeHTHa €JNEKTpUYHA CXeMa ca TMPEeJCTaBeHH [Ba
nocnenaoBareaan  Homa (N xeadpamu), cbcenHHWTE  TapaHOMATHH U
UHTEPHOJATHUTE CETMEHTH MEX]Y TSAX, BCEKM OT KOWTO BKJIIOYBA MUEIHMHOBA
ooBuBka (My keadpamu) u wuHTepHOAanHa akcojaema (In  xeadpamu).
[Tapanonannoto cernporusneHue (Rp,) cBbp3Ba BCEKM MHTEPHOJ C HOAOBETE HA
PanBue. B choTBeTCTBHE C HEETHAKBUTE MPOCTPAHCTBEHU CTHIIKHU, PA3IUYHUTE
HaJTbXKHU aKkcornasmMatuuHu (R,) n nmepuakconannu (Ry,) cenpotuBieHus ca
MPEACTAaBEHU Ype3 TEXHUTE MapKUpaHW eJEMEHTH, CBhOTBETHO R’ 3a
HojmaHuTE;, R” 4, R"pa 3a mapaHomaiHuTe; U Ry, R“pa 3a MHTEPHOJAITHUTE
cerMeHTH. Bcekn MHTEpHOAICH CeTMEHT € eHa TeTa OT IslaTa JbhDKWHA Ha
uHTepHOJA. Ha 1omHMs pejl, eKBUBAJICHTHUTE EJICKTPUYHH CXEMHU 33 BCEKHU
Keaopam ChIABpXKaT, choTBeTHO: KaHamu (Na, K) m kamamurer (Cp) 3a N
keadpamume; kaHamu (Na, Ky K, IR, Lk), enexkrporenna nomma (Iyymp) u
kamanuret (Cj) 3a In keadpamume; n cvupotuBinenue u kanamuteT (R, Cp) 3a
My xsaopamume. Kanamu: Na (nHatpueBu), K; (Obp3u kanueBu), Kg (6aBHU
kanueBn), IR (Ha oObpHaTa pekTudukanms), Lk (Ha yreuka).

B craruara nma Stephanova (2001), 3axkonbsr Ha Kupxod 3a TOoka ce
M3TOJI3Ba, 3a JIa C€ MOJTYYd CUCTEMa OT YaCTHU AUEpPEHITMATHA YPaBHEHUS 3a
pelaBaHe Ha eJeKTpudyeckara ckBuBajieHTHa cxema (dur.3.1.). Bumosere
KaHAIM ¥ MaKCHUMAaJHUTe UM TIPOHMIIAEMOCTH ca B3eTH OoT Stephanova and
Bostock (1995). IlpeacraBeHnTe MaKCHMAaIHH HMPOHHUIIAEMOCTH 3a KaHAJTHHTE
Bunose Pna 9; Pis 0.07, 27*; Pks 0.26; Pir 0.008* ca oOHOBeHHnTEe B3€TH OT
cratuata Ha Stephanova and Mileva (2000). 3Be3guukara * o00o3HauyaBa
WHTEPHOAATHO KOJUYECTBO. MOJETHOTO BIAakKHO chabpka 30 Homa u 29
MHTEpHOAA. BCcexkn MHTEpHO € pa3/elieH Ha 2 mapaHOJAIHA U 5 UHTEPHOIAJIHU
cerMeHTa. Bcuuky n3uncieHus ce mpoBeXIaT 3a BIAKHO ¢ aKCOHAJICH TUAMETH

ot 12.5 um. Temnieparypara e 37 °C.
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IV-V.PE3YJITATHU NOBOBINMABAHE HA

HOJNYYEHUTE PE3YITATHU

4.1. N3caenBane edeKTa HA TeYHHTE CJI0eBe B MHUEJIHMHOBATA OOBHUBKA
BbPXY MeMOpPAHHUTE CBOICTBA HA CUMYJHMPAHU CJIy4ad HA WHTEPHOIAJIHU

cucreMun aemMueanauzamun (1SDs)

3a pasmMpsBaHE HAa IO3HAHUETO HHU BBPXY BB3MOXKHUTE MEXaHU3MH,
oOycnaBsiM KJIMHUYHOTO HapyllaBaHE Ha CBOICTBaTa Ha HEpBHaTa
BB30yIMMOCT IPH MalUEHTH C HACJIEICTBEHU JAEMUETUHU3UPALIY HEBPONATUH €
u3ciieBaH e(peKTa Ha TEYHUTE CJIOEBE B MHUEIMHOBAaTa OOBUBKA BBPXY
KOMILJIEKCHUTE MEMOpaHHM CBOMCTBA HAa CHUMYJIMPAHH JeMHUeNuHu3anuu. Tpu
OPOrPECUBHO  HApacTBAallM  CTEIEHM  HAa  WHTEPHOJAIHM  CUCTEMHU
JIeMUCTMHN3aIUU Oe3/c TeUHU CJI0eBe B MUCIMHOBATa OOBUBKA Ca CUMYJIHUPAHHU,
U3IOI3BANKY MYJITHJIAMEIAPHUS MOJIE] HA YOBEIIKM MOTOPHH HEPBHU BIIAKHA.
JleMHenMHU3aluuTe C€ CBBP3BAaT ChC CHOTBETHATa 3aryba Ha MHEIMHOBHUTE

namMenu 0e3 ¥ ¢ OTYUTAHE Ha TEUHUTE ciioeBe B TAaX (Dwur. 4.1.1).

node parancdal internodal
| SESIMENT segment

normal

ISD1

ISD2

ISD3

®ur. 4.1.1. CxemaTuyHa AuarpamMa Ha 4OBEUIKM MOTOPHHM BJIakHa OT 7-Musl 10 14-Tus HOJlOBE
B HopMayieH ciydai, crmabu (70%, 80%) u cumau (93%) WHTEpHOJATHU CHCTEMHH
nemuenuHusupanu ciydad. 70%-to, 80%-1o u 93%-T0 HamansiBaHEe HA MUEIMHOBUTE JIAaMENU
6e3/c Ttexaute Teunm cioee cboTBeTHO 3a ISD1, ISD2 m ISD3 e emnakBo mo wnsiara

ABbJIDKMHA Ha BJIAKHOTO.
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70%-te (ISD1) u 80%-te (ISD2) cToifHOCTM 3a MHEIMHOBUTE JaMENH
0e3/c TeuHH CI0eBe, KOUTO Ca HAMAJICHU €IHAKBO 10 JB/DKAHATA Ha BIAKHOTO
ca HENOCTaThbUYHM 3a NPEIU3BHKBAHE Ha OJIOK Ha paslpOCTpaHEHHE Ha
aKIMOHHMSI TOTCHIMAT W JACMHEIWHU3AIMUTE CE pasrIekIaT KaTo ciadu.
93%-ta (ISD3) pemymupana CTOMHOCT € ITbpBaTa CTEMEH 3a IOCTUTAaHE Ha
OIOK Ha pasmpoCTpaHCHHWE Ha TMOTEHIMAJa W JEMHUCIMHH3AIMITa Ce
pasriexaa karo cwiHa. [lapamerpute, neduHUpANA YOBEIIKOTO HEPBHO
BJIAKHO B HOpPMAa W TP H3CJICABAHUTE CJIa0M W CHJIHH HWHTEPHOIATHH

CUCTEMHH JIEMHUEIIMHU3AINHY ca gaaeHu B Taomuma 4.1.1.

Without With

aqueous layers | aqueous layers
Normal
N [lamellae] 150 150
Rmy [MQ] 250.0 250.0
C my [PF] 1.5 1.5
Rag [MQ] 0 21.3
Ragr [MQ] 0 436.8
Rpa [MQ] 300.0 1250.0
Rpn [MQ] 125.0 140.0
ISD1 [70%0]
N [lamellae] 47 47
ISD2 [80%0]
N [lamellae] 30 30
1ISD3 [93%0]
N [lamellae] 11 11

Ta6auna 4.1.1 CroitHocTH Ha MEMOpaHHHUTE MapaMeTPU 3a YOBEIIKH MOTOPHU HEPBHU
BJakHa ©0€3 M ¢ OTYMTaHe HAJMYMETO Ha TEYHUTE CJIOEBE B HOPMAIHUA U
JEeMUCTMHU3UPAHNATE CITydad, KoraTto aemuenuHuzarmure ca cimabu (ISD1- 70%; I1SD2 -
80%) u cuman (ISD3 - 93%). N (Opoifi Ha MuETMHOBUTE JaMenH); Rpyy (MUETHHOBO
cprporuBieHue); Cmy (MHUEIMHOB KamanuTeT); Rag (akcHalHO CBHIPOTHBICHUE HA TEYHUS
cioit), Rag (pagmanHo ChOPOTUBIEHHE Ha Te4yHUs cCioi), Rpa (mepuakcoHamHo
CBIPOTHBIIEHHE), Rpyn (MTapaHOIAIHO CHIIPOTUBIICHUE).

3a Te3u CUMYJIMpaHU JCMHUCIIMHU3AIlMK Ca M3CICABAHN KOMIIJIICKCHO
IMPOMCHHUTC B INOTCHIHAJIUTC (aKI_[I/IOHHI/I, CJ'IGKTpOTOHI/I‘-IHI/I), KpUBHUTC CHJIA-
IMPOABIIKUTCIHOCT, KPUBUTE 3apAA-IIPOABIIKUTCIHOCT, BPEMCBUTEC KOHCTAHTH,

p606aSI/IT€ M OUKINWTEC Ha Bb3CTAHOBABAHC, ITPCACTABCHHU Fpa(i)I/I‘IHO IMo-J0J1y.



©

Potential (mV) Potential (mV) Potential (mV)

Potential (mV)

50 b so C so
normal normal normal
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®ur. 4.1.2. VaTpanenynapHyd ak[WMOHHW IOTEHIMATM Ha YOBEIIKA MOTODHH BJaKHAa B

Hopmaiier, ISD1, ISD2, ISD3 caysau 6e3 (a), ¢ (b) Hammume Ha TEeYHHTE CIIOCBE B

MHEJIMHOBAaTa OOBUBKA U IIpu CpaBHABAHC Ha JIBaTa CJIydas (C) IloTenumnanure B OTTOBOp Ha

0.1 MS mparoBu TOKOBH UMITYJICH Ca MPEICTABEHM 3a BCEKU HOJ OT 7-mus a0 14-tus (a, b) u

JBaTa ciaydast ca cpaBHeHH camo B 10-tus Hox (C). Ilpu cpaBHsSBaHETO, MOTEHIHATUTE O€3

OTUUTAHC HAa TCYHUTC CJIOCBC Ca NPCACTABCHU C mMOUYKO8U JTUHUU, 4 TC3U C TCHHUTC CIIOCBC C

HenpeKkvCHamu JURUU.
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@ur. 4.1.3. EneKTpoTOHNYHU NMOTEHLMAIN HA YOBEIIKM MOTOPHM BJIakHA B HOpMaseH, 1ISD1,
ISD2, 1ISD3 cnyuau 6e3 (), ¢ (D) Hamu4Me Ha TEYHUTE CIIOEBE B MHUEIIMHOBATA OOBUBKA U MPH
cpaBHsBaHe Ha jaBata ciay4das (C). Ilorenmmanute B orroBop Ha 100 MS menonspusupanty u
XHIEPHOSIPU3UPAITE TOKOBU uMIyicH (+ 40% oT mpara) ca npeicTaBeHH 3a BCEKU HOJ OT 7-
must 10 14-tus. Ilpu cpaBHsiBaHeTo (C), MOTEHIHATUTE O€3 OTYMTAHE HA TCUYHUTE CIOEBE Ca

IpEaACTaBCHU C MOUYKOBU TUHUU, A TE3U C TCUHUTE CIIOCBC C HENpeKvCHAmu TUHUU.
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®ur. 4.1.4. Cwia-npoabDKUTEITHOCT KPUBUTE (71516a KOIOHA) W 3apSI-TIPOIBIIKUTEITHOCT

KpuBHTE (0sicHa Kol0OHA) Ha YOBEUIKM MOTOPHH BiakHa B HopmaieH, ISD1, ISD2, 1ISD3

ciyyau 0e3 (a) u ¢ (b) Hamuune Ha TeuHHWTE CIO0EBE B MUEIMHOBaTa 00BUBKA. CpaBHsIBaHE Ha

BPEMEBHUTE KOHCTaHTH (16a Kojlona) W peobasHuTe TOKOBe (0sicna konona) (c) 0e3

(3awpuxosanu ronronu) n ¢ (Hezawpuxoeanu KoIOHU) HAIUYHUE HA TEYHHTE CJIOCBE B

MUEINHOBATA OOBUBKA.
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Threshold change (%)
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®ur. 4.1.5. [{uknu Ha Bb3cTaHOBsABaHe B HopMmaieH, ISD1, I1ISD2, ISD3 ciyuau (a-C) na
YOBEIIKKM MOTOPHH BiakHa 0e3 (moukosu nunuu) U ¢ (Henpekvchamuy auHuu) HaIddde Ha
TEYHHUTE CJIOEBE B MHEIIMHOBaTa OOBMBKA. 3a BCHUYKM M3CJIEJBAaHU Cllydyad, y—OCTTa cCe
nepurmpa kato 100 X (lest — loond)/lcond (%0), KBIAETO liest ¥ lgong Ca CHOTBETHO IParoBHUTE
TOKOBE Ha TECTUpAILUs U OOyCHaBsAUIUS UMITyJICU. B HOpManHus ciydail, KpuBUTe 06€3 U C
HaJu4he Ha TEYHHUTE CIIOCBE HAITBIHO CHBMAAAT. 3a MO-100pa WitocTpanus Ha edexra Ha
TEYHHUTE CJIOEBE BBPXY aKCOHAJIHATA CYNEPBB3OYAUMOCT, HONONCUMETHUME OPOUHAMU Ca
npeKbcHaTH. MakcUMallHUTe CTOMHOCTH Ha pedpakrepHocTTa ca 14% /16% (He ca najeHu B

(a,b)) 3a cnyugante crorBeTHO ISD1/ ISD2 6e3 Teunu cioese (moukosu aunuu).

O0chik1aHe Ha pe3yaTaTuTe

Hacrosioro wu3cnenBaHe mMokas3Ba, Y€ TEYHUTE CIIOEBE B MHEIHMHOBATA
O0OBHBKAa M3MEHIT MEMOpAHHHTE CBONCTBA HAa YOBEIIKUTE MOTOPHU HEPBHH
BJaKHA KOTAaTO CUCTEMHHUTE JEMHUCIMHU3AINKA ca MHTCPHOJAIHHA. 3arybara Ha
MUETTMHOBUTE JlaMenu W TexHute Teunu cioeBe B ISD1 um ISD2 cimyuaumte
JOITBJTHUTETHO 3a0aBAT CKOPOCTTA Ha pa3NpOCTpaHCHUE Ha MHTPALCTYJIapHUTE
aKIIMOHHU TIOTCHIIMATU B CpPaBHEHHE ChC CIIydauTe, KOraTo HE C€ OTYUTAT
TeyHuTe ciioeBe. CKOPOCTUTE HAa Pa3MpOCTpAHEHHE, TMOJTYYEeHH OT Hac, ca B
nauamasona ot 31/30.6 — 23/22.2 m/s 3a ciiydaute ChOTBETHO 0€3/C TECUHUTE
clioeBe B MHeNMHOBaTa 0OBUBKa. CpeHHUTE CKOPOCTH Ha Pa3MpOCTPaHEHUE B
MeMaTHUS HepB, u3MepeHu B manueHtd cbe CMT1A ca 21+5.7 m/s (Hattory et
al. 2003) u 16.5 m/s B nnamazona 5—-35 m/s (Carvalho et al. 2005; Marques et al.
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2005). OtHOCUTENHO CITa0uAT e(heKT Ha TEUHUTE CIIOEBE BBPXY MPOLIECUTE Ha

Pa3MpOCTPaHCHNUE B W3CJICIBAHUTE JEMHUEITMHU3NPAHU CIIydal MOXKE Ja 00sSICHU
ennakBute peayuupaniu ctornoctr (93% / 93%) 3a MuenuHOBHTE Jamenn O0e3/c
TEYHHUTE CJIOEBE, MOTYUYCHH 32 peaTM3UpaHeTO Ha OJI0OKa Ha pa3lpOCTpaHCHHE.

B m3cnenBanuTe neMUETWHU3MPAHU CIy4dad, 3HAYUTEITHO MO-TOISIM €deKT
Ha TEYHHUTE CIIOEBE ce HaOJIo/laBa BHPXY AKOMOJATHBHHUTE W aJallTUBHUTE
MIPOIIECH OTKOJIKOTO BBPXY IPOIIECUTE Ha Pa3MpOCTPaHECHHE, KaTO pe3yiTaT Ha
MOYTH ISUTOCTHATA TUCQYHKITUS HA MHTEPHOIaTHATA aKCoJIeMa 10 JbJDKHHATA Ha
BJIAKHOTO B M3CJICJIBAHUTE JIEMUEITMHU3UPAHU ciiydad. [Ipu oTunTaHe HaIUIUETO
Ha TEYHHUTE CIIOEBE C€ KOHCTAaTUpa JOMBJIHUTEIHO HapacTBaHE Ha
XUMNEPIOIAPUUPAIINTE E€ICKTPOTOHUYHU TOTEHIIMAIH, peo0a3HUTE TOKOBE U
CYNepBb30YIMMOCTTa Ha aKCOHUTE, a CHIIO Taka ce HaOJI0JaBa U 3HAYUTEIIHO
HaMajiiBaHe Ha  pedpakTepHOCTUTE W  BPEMEBUTE KOHCTAaHTH  CHJIa-
IPOABIDKATETHOCT. [IpoMeHuTe B aKIMOHHUTE MOTEHIMAIM B HOpMa U IpHU
pa3TUYHUTE CTEIICHW Ha JIEMHCIMHU3AIMS CE OMpEeIeisIT OT KWHETHKaTra Ha
HOJIAJTHUTE WOHHMU TOKOBe. [IpoMeHHTE B €JIEKTPOTOHUYHUTE MOTCHIUAIU B
HOpMa W TIpU PA3TUYHUTE CTEICHM Ha JACMHUEIMHHM3AIUA C€ OOYyCIaBAT OT
HOJAJTHATE W WHTCPHOJAITHUTE WOHHH TOKOBE. MEeXaHM3MHUTE Ha MU3MEHEHHE Ha
CBOMCTBaTa Ha BB30YIUMOCTTa, KAKTO W KHWHETHKaTa Ha MHOHHHUTE TOKOBE,
MPOTHYAITH TPE3 WHTEPHOJATHO CHUCTEMHO ISMHUEIMHU3UPAHUTE ClIydaw Oe3
TEYHH CJIOCBE B MHEIIMHOBAaTa OOBUBKA ca MOJPOOHO ONMCAHU U TUCKYTHPAHU B
penuna nyomukaiuu (Stephanova and Alexandrov 2006; Stephanova and
Daskalova 2008; Stephanova et al. 2005, 2007) u ca cbIIUTe KaTo B CAy4auTe B
KOWTO TEYHUTE CJOEBEe Ce€ B3WMAaT Moj BHHUMaHHE. CIeIOBaTENIHO TIXHOTO
JIETATHO OTMMCBAHE U JUCKYTHPAHE HAMA J1a ObJIe U3JIaraHO OTHOBO.

Hakpartko, 1Mo BpeMe Ha JCTOJIPU3HPANTUTE TOKOBH UMITYJICH, IIPUHOCHT Ha
M3XOSIINS HOJAIeH 0aBeH KaJlMeB TOK, KAaKTO KbM OOINMS HOJAJICH HOHEH TOK,
Taka ¥ KbM TE€HEpalusTa Ha eJICKTPOTOHUYHHS MOTCHIMAN € TOJISIM U € TOYTH
€/IHaKbB 32 HOPMaJHUS, W 32 JCMHUCIMHU3UPAHUTE cllydyau 0e3/C TEYHU CIIOCBE.

Ilo-romsimara yact OT BXOAOMMA HOAAJICH TOK HC TCUYC IIPE3 HOJAJIHATA
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aKCoJIEMa, HO IpPEMHHABAa HAAJBKHO IIPE3 IMapaHOAAJIHOTO CBHIIPOTHBIICHHC

KbM TEPUAKCOHATHOTO MPOCTPAaHCTBO. [lo BpeMe Ha XHUIIEPHOJISAPUZHPAITUTE
TOKOBM HWMITYJICH, NIPUHOCHT Ha OOIIMA HWOHEH TOK B HOJA 3a HOPMAJHHUS U
JEMUEIN3MPAHUTE CIIy4al € HEe3HAuuTeslIeH, JO0KaTO 3a MapaHOJAIIHUTE U
WHTEPHOIATHUTE CETMEHTH, BXOJAIIMTE TOKOBE HA OOBpHATa pEeKTHU(UKAIMS U
Ha yTeuka JOMHHHpAT B oOuusi WoHeH Tok. C HapacTBaHe Ha 3arybarta Ha
MUETTMHOBUTE JIAMEJIM M TEXHUTE ChOTBETHU TEYHH CJIOEBE, TOKBHT IO BpeMe Ha
Obp3ara (aza Ha enexkrporoHmuHus noTeHmuan (0 — 10 ms) mapactBa OBp30,
KOETO JIOMpHUHACS 3a JONBJIHUTEIHOTO HAapacTBaHE HAa TOKa Ha OObpHaTa
pekTuduKanus ¥ Ha TOKa Ha yTedka. Te3u MexaHu3MH OOSICHSIBAT 3HAYMTCITHUTE
pazIuKU HAOJIOMABaHU MEXIY JENOJSPU3UPAIIUTE U XUIEPIIOISPU3UPAIINATE
CJICKTPOTOHUYHM TMOTEHIMAIM B clydauTe Oe3/c TeuHu clioeBe. Pemnuna
uzcnensanus (Stephanova and Alexandrov, 2006; Stephanova and Daskalova,
2008; Stephanova et al. 2005; 2007) noTBBpX,AaBaT Bpb3KATa MEKIY
WHTEPHOIATHUTE CUCTEMHHU JIEMHUEITMHU3AINY U HACICACTBEHU HEBPOTIATUN KATO
CMTL1A (Nodera et al. 2004; Nodera and Kaji 2006).

KakTo e m3BecTHO, HACIEACTBEHUTE HEBPOIATUU Ha TiepudepHaTa HEepBHA
CHCTEeMa ca KIIMHUYHO HeXeTeporeHHa rpyna ot 3abonsBanus (Dyck et al. 1993).
['maBauTe THMOBEe ca 3abomnsBaneto I[llapko-Mapu-Tyyr tun 1 (CMTI1) wium
HacJIeJICTBEHa MoTopHa © ceH3opHa HeBpomatuss Tum | (HMSN 1),
JeMUueIMHU3Mpania HeBponatusi; 3abossaBaHeto [llapko-Mapu-Tyyr tunm 2
(CMT?2) unu HacaeacTBeHa MOTOpPHA U ceH3opHa HeBponatus tun |1 (HMSN 1),
akcoHasiHa HeBponatus; u Dejerine-Sottas cunapom (DSS) wnm HaciencTBena
MoTtopHa u cenzopua Hesponatus tum 11 (HMSN 11), cunna nemMuenuuusupaiia
Hepporatusi. CMT tum 1 ¢ 3aboisBaHe ChC CErMEHTAJIHA JISMHUCITMHU3AINA,
KOSITO BOJH JI0 3a0aBSIHETO Ha MPOBEKIAHETO B MOTOPHUTE U CCH30PHHUTE HEPBHU
(Dyck et al. 1993; Fabrizi et al. 2007; Hattori et al. 2003; Verhamme et al. 2009;
Yiu et al. 2008). CMT tunm 2 ce xapakTepusupa C aKCOHajHa 3ary0a, HO
CKOPOCTUTE Ha pa3MpOCTpaHEHHWE Ha akKIMOHHHUTE mnoTeHuuann B CMT2 ca

omusku no HopMmanuute (Coleman and Freeman 2010; Guertin et al. 2005;
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Moldovan et al. 2009). CMT tunm 3 ce xapakTepusupa CbC CHJIHA

nemuenuausanus (Benstead et al. 1990; Gabreéls-Festen 2002; Yim et al. 1995)
U 1Mo IpuHIUN € MHOro mo-cuiHa oT CMT tun 1. 3abomssBanero CMTI1A e
TeHETUYHO JIEMHUEJIMHU3UpAIlla TOJMHEBpONaThsl 0OMKHOBEHO cBbp3aHa ¢ DNA
OyTuTaKarus Ha xpomo3oM 17. CiaemoBarenHo pe3yaTaTUTe MPECTaBeHA TYK ca
CbBMECTUMU C HUHTEpIpETalMsITa, Y€ TeHETHUYHHUTE (HAKTOPH, NPUUHHSIBAIIN
MIPOMEHHUTE B MHTEPHOIATHUTE CETMEHTH Ha MHUEJIMHOBAaTa OOBUBKA OMXa MOTJIN
da OTroBapsT 3a kiMmHuYHUTEe HapymeHuss npu CMTILA, peructpupanu c
TEXHUKaTa 3a MPOCJIe/IBaHe Ha Mpara.

Hacrosmoro u3cnenBane MOTBBbPIKIaBa ChHINO, Y€ MPEXOABT OT 3a0aBsHE Ha
npoBexxaanero (ISD1-70%; 1SD2—80%) no OnokupaHe Ha TMPOBESKIAHETO
(ISD3-93%) Boau 10 HapacTBaHE HA CTENCHTA HA MPOMEHUTE B MEMOpaHHHUTE
CBOMCTBa, KaTO TTOCOKaTa Ha IPOMEHHTE CE 3ama3Ba. ToBa € BaJIMIHO M 3a JBaTa
ciydasi 0€3 U C OTYUTAHETO HAa TEYHUTE CJIIOEBE B MUEJIMHOBAaTa OOBUBKA.

B 3akmrodueHne Moke Aa ce Kake, Y€ HACTOSIIOTO HW3CIEBaHE TOKa3Ba
pa3MYHU HapyIIeHUsT B CBOMCTBaTa Ha MeMOpaHHAaTa BB30YIUMOCT Ha
YOBEIIKUTE MOTOPHH HEPBHU BJIaKHA Oe€3/C TEYHHM CJIOEBE B MHEIMHOBATa
o6BuBKa. ObOaue, TEUHHUTE CJIOEBE, KOraro Ce€ B3MMAT IOJ BHHUMaHHE, MMAaT
JOMBIIHUTENCH €(eKT BbPXY TE3U CBOMCTBA. Te ca IOMBJIHUTEIHO BIOIIABAHU C
M3KTIOYEHUE Ha  pedpakTepHOCTTa W  BpPEMEBUTE KOHCTAHTH  CHJIA-
IPOIBIDKATEITHOCT, KOUTO ca MOA0OPEHH, HO BCE TaK, BPEMEBUTE KOHCTAHTH Ca
MO-IBJITH OT T€3HW B HOpMa. PedpakTepHOCTTa B IEMHUEITMHU3UPAHUTE CIy4Yau C
TEYHUTE CIIOEBE € MAaJKO TO-BHCOKA WM OJIM3Ka 10 HOpMaslHaTa. TakaBa
pedpaKkTepHOCT ¥ CTOMHOCTH Ha BPEMEBUTE KOHCTAHTHU CHJIA-TIPOABIIKUTEITHOCT
ca no-xapakrepuu 3a narmentute ¢ CMT1A (Nodera et al. 2004). I[IpomenuTe B
MEMOpaHHUTE CBOWCTBA Ca IO-TOJIGMH 3a aKOMOJATHUBHUTE M aJIallTHBHHUTE
MPOIIECH OTKOJIKOTO 3a MPOIIECUTE Ha pa3NpoCTpaHeHUE BHB BiakHaTa. Ciradure
WHTEPHOJATHU CUCTEMHU JAEMUEIMHU3AIMN U3CJIEIBAaHU TYK ca XapaKTepHU 3a
CMT tun 1, kato CMT1A, nokato u3ciaeABaHUTE TYK CHJIHHM JEMHUCIUHU3ALUN

ca mo-xapaktepau 3a CMT tum 3, kato DSS.
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Hanpasenute U3BOJM oT u3cienBaHUTE CUMYJIMPAHU WHTEPHOJAIHU

cuctemuan nemuenmanzanuu (1SDS) Morar ia ce popMynmpar taka:

B EdexThT Ha TEUHUTE CIIOEBE B MUEJIMHOBAaTa OOBUBKA BHPXY UHJICKCUTE HA
aKCOHAJIHA BB30YAMMOCT € CHJIHO M3pa3eH 3a BiakHata ¢ 1SDs.

B [Ipomenute B MeMOpaHHUTE CBOMCTBA Ca MO—TOJEMH 3a aKOMOJIATHUBHUTE
U aJIalITUBHUTE MPOIECH OTKOJIKOTO 3a MPOIIECUTE Ha pa3pOCTPaHCHUE Ha
aKIIMOHHMS IOTEeHIMan BBB BiakHa ¢ |ISDS, orumramm Haau4yueTo Ha
TEYHUTE CJIOEBE B MUEIMHOBATa OOBUBKA.

B 3arybara Ha MHUEIMHOBUTE JIAMEIM M TEXHUTE TEUYHHU CIIOEBE BOAHU JO
JOITBITHUTEITHO BJIOIIIABAaHE HA CBOWCTBAaTa Ha BH30YAMMOCTTA HA BIIAKHATA
c ISDs u pecnekTuBHO /10 BiIOIIaBaHE Ha MEMOpaHHHUTE CBOMCTBa Ha
cumyiupanoTo 3abomsaBane CMTI1A .

B PesynaratuTe NpeAcTaBEeHW TYK ca ChbBMECTUMHU C HMHTEpIpETAIusaTa, 4e
FCHEeTUYHUTE (PAKTOPH, NPUYMHSABAIIM IPOMCHHUTE B HHTEPHOIAIHUTE
CerMEHTH Ha MHUEJIMHOBaTa OOBMBKAa OWXa MOIVIM Ja OTroBapsT 3a
knmuHnyHuTe Hapymenus npu CMTI1A, peructpupanu ¢ TeXHHKaTa 3a
pocJie/IIBaHe Ha Ipara.

B bu Moryo ma ce JMOMyCcHe, 4Ye JIGKApCTBEHH CPEICTBA, KOUTO BOAAT [0
PEMUEIIMHU3UPAHETO M PECIEKTUBHO JI0 BB3CTAHOBSBAHETO HA TCUHHUS
OajlaHC BbB BE€UE peMUEIMHU3UpaHAaTa 00BUBKA Ouxa Ouiu epuKacHU IpH

nedyeHueTo Ha 3adonsBaneTo [lapko—Mapu—Tyyt tun 1A.

[IpoBerkmaHeTo Ha W3CJCABAHUS 3a MPOCICAIBaHE Ha e(eKkTa Ha TaKuBa
JIEKapCTBEHU CPEJCTBA BBHPXY IMPOMEHUTE HA HEpPBHATa BB3OYAMMOCT Ha
nmanueHTu cbe 3abomssBaneto CMT1A, m OGasupamm ce Ha TEXHHKATa 3a
npocneaaBane Ha npara (Bostock et al. 1998; Kiernan et al. 2000), 6uxa moriu

Aa IMOTBBPAAT TOBA HAILIC JOITYCKAHC.
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4.2. U3cnenBane edekTa HA TeYHHTE CJI0€eBe B MHEJIMHOBATA O0BHUBKA

BBpPXY MeMﬁpaHHlflTe CBOJCTBA Ha CUMMYJHUPaAHHU CJIyYald Ha NMapaHOJdAJIHU

cucreMun aemueanausanun (PSDs)

Hamocnenpk, NalUMeHTH ¢ XPOHUYHH JESMHUCIUHU3HUPAIIN HEBPOIATHH
JEMOHCTpUpAT 3HAYMTEITHU HAPYIICHUS B TEXHUTE KOMIUIEKCHO H3CJICIBAHU
CBOICTBa Ha HEpBHaTa BB30OYJAMMOCT, Upe3 IMpUJIAraHeTO Ha HCHMHBA3HBHATa
TEXHUKa 3a IMpOCIesiBaHe Ha Tmpara. HaHOBO, 3a Ja pasmIupuM HaIIeTo
MMO3HAHUE BBHPXY BH3MOKHUTEC MEXaHHW3MH, OIKMCBAIIM T€3W HAPYIICHUS, KOUTO
Bce ome He ca J00pe pazOpaHu, Osxa CUMYJIHPAHH KaKTO HOPMAaJTHUS
(KOHTPOJICH) CITy4aid, Taka W MPOTPECUBHO HAPACTBAIHA CTETICHH Ha CHCTEMHHU
JTEeMUCIIMHU3AINK, BCAKa OT KOWUTO MapaHodanHa. Jlemuenunuzamuure (PSD1,
PSD2, PSD3) ce cBbp3BaT CbhC CHOTBETHATa 3aryba Ha KpauliaTta Ha

MUEJIMHOBUTE OOBUBKHU 0€3/C OTUMTAHE HA TEYHU CJIoeBeE B TAX (Dur. 4.2.1).

node paranodal mternodal
segment segment

nonmal

PED1

PsD2

PED3

®ur.4.2.1. CxemarnyHa Auarpama Ha YOBEIIKA MOTOPHH BJIaKHA OT 7-Must 10 14-THs HOJOBE
B HOopMmaieH, ciadu (70%, 80%) u cunau (90%) mapaHOAaaTHH CUCTEMHHU JIEMHCITHHU3HUPAHH
ciyyan. 70%-to, 80%-10 u 90%-TO0 HamansABaHE HA MapaHOJATHUTE OOJACTH CHOTBETHO 3a

PSD1, PSD2 u PSD3 cnyuyauTe € en1HaKBO 1O IsU1aTa IhJDKUHA HA BIAKHOTO.
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[TapameTpuTe, Xxapakrepuzupaniy CUMYJIUPAHUTE U U3CIEABAHUTE OT HAC

ciydau ca nanenu B Tabnwma 4.2.1.

Without With

aqueous layers | aqueous layers
Normal
N [lamellae] 150 150
Rmy [MQ] 250.0 250.0
C my [PF] 1.5 1.5
Rag [MQ] o0 21.3
Ragr [MQ] 0 436.8
Rpa [MQ] 300.0 1250.0
Rpn [MQ] 125.0 140.0
v [m/s] 58.0 62.0
PSD1 [70%]
Ron [MQ] 39.0 43.9
v [m/s] 41.0 44.0
PSD2 [80%0]
Ron [MQ] 25.0 28.0
v [m/s] 35.0 38.0
PSD3 [90%]
Ron [MQ] 12.5 14.0
v [m/s] block block
PSD4 [89%]
Rpn [MQ] 13.75 15.4
v [m/s] block 19.0

Ta6auna 4.2.1 CroliHocTH Ha MeMOpaHHUTE NapaMeTpU XapaKTEpPHU 3a YOBEIIKU
MOTOPHHM HEpPBHHU BIlakHA 0€3 W C TEUHUTE CJIOEBE B HOPMATHHUTE U JIEMUEIUHU3UPAHUTE
ciydad, Korato aemuenunusanuute ca cnabu (PSD1- 70%; PSD2- 80%) u cumau (PSD3-
90%, PSD4- 89% cporBerHO). N (Opoif Ha MHEIMHOBUTE JaMenn); Rpy (MHETMHOBO
cerporuBieHue); Cmy (MUEIMHOB KamanuTeT); Rag (akcHalHO CBIPOTHBICHHE HA TEYHUS
cioit), Ray (pagmanHo cChOPOTUBIEHHME Ha TeuHHs Cioi), Rpa (mepuakcoHamHo

CBIPOTUBJIEHUE), Ryn (TapaHOAIHO CBIIPOTUBIIEHUE), V (CKOPOCT Ha Pa3pOCTPaHEHUE).

3a Te3u CUMYJIMPpAaHN OCMHUCIIMHU3AIINHN Ca CHINO M3CJIICABAHN KOMIIJICKCHO
IMPOMCHUTC B IMOTCHUOUAIINTC (aKI_[I/IOHHI/I, eHCKTpOTOHI/I‘lHI/I), KpHUBHUTC CHIIA-
MNPOABJLDKUTCIIHOCT, KPUBUTC 3aPAA-TIPOABILDKUTCIIHOCT, BPCMCBUTC KOHCTAHTH,

p606aSI/IT€ M OUKIINTEC Ha Bb3CTAHOBABAHC, ITPCACTABCHHU Fpa(i)I/I‘IHO IMo-10J1y.
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®ur. 4.2.2. VutpanenyiapHd akIMOHHM MOTEHIMAIM HA YOBEUIKM MOTOPHHM BJaKHAa B
Hopmasied u PSD1, PSD2, PSD3 cnyuyau 6e3 (a), ¢ (D) maimume Ha Teunute cioeBe B
MHETMHOBaTa OOBUBKA U MPU CpaBHsABaHE Ha JaBara ciydas (C). [loTeHIMamuTe B OTTOBOpP Ha
0.1 MS mparoBu TOKOBH HMITYJICH Ca MPEICTABEHM 3a BCCKU HOM OT 7-Mmus a0 14-tus (a, b) u
nBara ciydast ca cpaBHeHH camo B 10-tus Hox (C). Ilpu cpaBHsiBaHeTo, moTeHIManuTe 0e3
OTYHTaHE HAa TEYHHUTE CIOEBE Ca MPEICTABEHU C MOYKOBU JUHUU, @ TE3U C TEUHUTE CIOEBE C

HenpexkvCHamu JURUU.
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®ur. 4.2.3. VuTpanenynapHd ak[MOHHW IOTEHIMATM Ha YOBEIIKM MOTOPHH BJaKHAa B

HopMmasieH u cwieH PSD4 (89%) cnydau Oe3 (a), ¢ (D) manuume Ha TeuHurte ciioeBe B

MHEJIMHOBAaTa OOBUBKA U I[IpU CpaBHABAHC Ha JIBaTa CJIydas (C) IloTenumnanure B OTTOBOp Ha

0.1 MS mparoBu TOKOBH MMIIYJICH Ca MPEICTABCHM 3a BCEKU HOI OT 7-must a0 14-tus (a, b) u

nBara ciydas ca cpaBHeHd B 10-tust Hom (C). Ilpm cpaBHsBaHETO, MOTEHIMAIWTE O€3

OTUUTAHC Ha TCHHUTC CJIOCBC Ca NPCACTABCHU C moOYKo6U JUHUU, & TE3U C TCHHUTEC CIIOCBC C

HenpeKkvCHamu JURUU.
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@ur. 4.2.4. EnexTpOTOHMYHY MOTEHIIMAIN HA YOBEIIKM MOTOPHU BJakHa B HOpMaiieH, PSD1,

PSD2, PSD3 ciydau 6e3 (), ¢ (D) Hamure Ha TEYHUTE CIIOCBE B MUEIMHOBaTa OOBHUBKA U

NpU CpaBHsIBaHEe Ha JBarta ciy4vas (C). [loteHimanute B orroBop Ha 100 MS nenonspusnpaniu

U XUNepHoJspu3upaniu TokoBu umiryiacu (£ 40% ot mpara) ca nmpeAcTaBeH! 3a BCEKH HOJl OT

7-must 1o 14-tus. [Ipu cpaBHsaBaHETO (C), MOTEHIIMATUTE 0€3 OTYNTAHE HA TEUHHUTE CIIOEBE Ca

IpEACTAaBCHU C MOUYKOBU TUHUU, & TE3U C TCUHUTE CIIOCBC C HENpeKvCHAmu TUHUU.
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4.2.5. Cwia-npoab/DKUTETHOCT KPUBUTE (15164 KOIOHA) W 3apSI-TIPOIBIIKUTEITHOCT

KpuBHTE (0sCHA KOJIOHA) HA YOBEIIKM MOTOPHM BilakHa B HopmaieH, PSD1, PSD2, PSD3

ciydau 0e3 (a) u ¢ (b) Hamuune Ha TeuHHWTE CI0EBE B MUEIMHOBaTa 00BUBKA. CpaBHsIBaHE Ha

BPEMEBHUTE KOHCTAHTH CHJIA-TIPOJIBIDKUTEIHOCT (1964 KOIOHA) M peoOa3sHUTE TOKOBE (OscHa

konona) (¢) 6e3 (3awpuxosanu xoronu) U ¢ (Hezawpuxosanu KoJoHU) HATUIAE HA TCUHUTE

CJI0€BE B MUEIMHOBaTa OOBUBKA.
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®ur. 4.2.6. llukau Ha Bb3cTaHOBsBaHe B HOopMasieH, PSD1, PSD2, PSD3 ciydyau (a-C) Ha
YOBEIIKM MOTOPHU BJIaKHA 0e3 (mouxoeu aunuu) v ¢ (HenpekvCcHamu JuHuYU) HAIMYUE Ha
TEYHUTE CJIOCBE B MHEIMHOBAaTa OOBHMBKA. 3a BCHYKM W3CJICIBAHH CIIy4aW, y-OCTTa CE
nepunupa kato 100 X (lest — leond)/lcond (%0), KbACTO liest ¥ leond Ca CHOTBETHO HPAroBUTE
TOKOBE Ha TECTUPAIIUS W OOYCIABSANIUS UMITYJICH. B HOpManHHS CiTydail, KpUBUTE 0€3 U C

HaJIMYHUEC HAa TCUHUTC CJIOCBC HAIIBJIHO ChBIIaJaT.

O0chiknaHe HA pe3yJTaTUTe

Pesynratute moilyueHH B TIPEACTAaBEHOTO M3CJEIBAaHE TIOKa3BaT, Ue
TEUYHUTE CJIOEBE B MApPAHOJAIHO CHUCTEMHO JEMHEITUHH3UPAHUTE MHUEITHHOBH
OOBHBKHM M3MEHAT CNEUUPUYHO (PYHKIMOHAIIHUTE CBOWCTBA HAa YOBELIKHUTE
MOTOpDHM HEpBHM BJIakHa. EJHAKBOTO HamalsiBaHe Ha TapaHOMATHOTO
CBHIPOTUBIIEHWE MO ObDKMHATa Ha BiakHata B PSD1 m PSD2 ciyuawure,
JIOMBIHUTETHO  TIOBHIIABA  CKOPOCTHTE  HAa  pPa3MpOCTpaHEHHWE  Ha
UHTpAIeNyJapHUTe aKIMOHHU TMOTEHIMAId TPH CPaBHSABAHETO UM ChC
cllydauTe, KOraro TEUHHUTE CJIOEBE HE ce B3eMaT MoJ BHUMaHue. M3uucnenure
CKOpOCTH Ha pa3mnpocTpaHeHue ca B auanazona 41/44 — 35/38 m/s crorBeTHO 32
ciydaute 0e3/C TeYHH CJ0eBe. 3a €IUH OT CHJIHO JEMUEIUHU3UPAHUTE CIydau,
3a KOMTO pa3nmpocTpaHeHHeTo 0e3 TeYHU CIIOeBe € OJIOKHpPAHO, TEYHUTE CIIOEBE
BB3CTAHOBSBAT PA3NPOCTPAHEHUETO HAa AaKIMOHHMS moTeHIman. CkopocTTa Ha

Pa3MpPOCTPAaHCHUE HA AKIMOHHUS TMOTEHIMANT TOYHO mpeau Onokaxka (PSDA4,
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89%) e 19 m/s. Ckopocture Ha pasnpoctpanenue npu mnanueHtu ¢ CIDP

M3MEpPBaHU B MEIUATHN MOTOPHU aKCOHU B CETMEHTH Ha KMUTKaTa Ha phKara ca
B nuama3ona 54—20 m/s (Cappelen-Smith et al. 2001; Sung et al. 2004).
3HAUUTENTHO TMO-TOJSIM €(EeKT Ha TEYHUTE CIIOEBE ce Hal0/oJaBa BBPXY
MIPOIIECUTE Ha PA3MPOCTPAHCHUE OTKOJIKOTO BBHPXY MPOIECUTE Ha aJaNTarus H
aKoOMOJaIMsl, KaTo pe3yaTaT OT IUC(PYHKIMATA HA BCEKU MapaHOAAIeH CErMEHT
0 HOJATHUTE CErMEHTH M0 Jb/DKMHATA Ha BIJIAKHATA B M3CJICABAHUTE
JNEMUETUHU3UPpAHU ciaydad. [IpoMeHWTEe B aKIMOHHUTE TOTCHIMAIH B
HOPMAJTHUSL U B U3CIIEJBAHUTE JEMUEIMHU3UPAHU CiIydan 0e3 TeUHU CIOEBE Ce
OTIpeNeNsaT TJIABHO OT KWHETHMKAaTa Ha HOMAJTHUTEC WOHHU TOKOBE, KOUTO ca
ONMCaHW W JAWCKYTHUpaHH B TNpeAumiHu wu3ciensanus (Stephanova and
Alexandrov 2006; Stephanova and Chobanova 1997; Stephanova et al. 2007).
Ta3u kuHETHKA € ChIaTa, KAaKTO B CIIy4auTe B KOUTO TEYHHUTE CJIOCBE CHIIO CE
B3eMaT 1ol BHUMaHue. Hakpatko, reHepupaHeTo Ha aKI[MOHHUTE TTOTCHIINAIY B
HOJAJTHATE CETMEHTHU CE OMPEIENs TJIABHO OT BXOJSAIIUS HATPHUEB TOK, Thil KATO
IPUHOCHT HA ObpP3UTE U OABHUTE KAJIIMEBH KaHAJIM KbM OOIIUS HOMAJIEH WOHEH
TOK € HEe3HAuuTeJieH. BBHIMHO pEerucTpUpaHuaT HOJAJIEH BXOJSI TOK
(MeMOpaHEeH TOK) € MO-MaJbK OTKOJIKOTO TOKa Mpe3 HoJajgHaTa akcoliema,
nopagyd MPOTHYAHETO HA TOK TMpe3 MapaHOJaTIHOTO CHIPOTUBIICHUE.
OTtpurnaTtenHata HU3XoaAma ¢Gaza Ha BXOMSIIHAS MEMOpPaHEH TOK Ce CJeaBa OT
no3uThBHA (a3za Ha UBXOJAIIMS MEMOpaHEH TOK, KOSATO HapacTBa ¢
HapacTBAHETO Ha TMPOTHYAHETO HA TOKAa MpE3 MapaHoJalHATA aKCoJieMa KbM
NEPUAKCOHAITHOTO TPOCTPAHCTBO. PasmenBaHeTo Ha THWKa Ha AaKIIMOHHHUTE
MOTEHITMAIM HAOI0JaBaHO B JIEMUCITMHU3UPAHUTE CIIy4au OTpa3siBa HAKJIOHA Ha
oTpullaTeTHaTa crnaaama (a3a ¥ Ha MOMEHTa Ha TOSBSIBAHETO HA MO3UTHUBHATA
daza Ha HomanHus MeMOpaHeH TOK. HeszaBucumo, dYe mMapaHOIATHUTE
CBHIPOTUBIICHUS B HW3CIICIBAHUTE JEMUCIMHU3UPAHU CIIy4aul C TEUHU CJIOCBE
(Rpn, 43.9, 28.0, 15.4 MQ) ca nmo-ronemu ot Te3u ((Rpn, 39.0, 25.0, 13.75 MQ,
CBHOTBETHO) 0€3 TEYHHU CIIOEBE, H NIEPUAKCOHAIHOTO ChIpoTuBIeHUE (Rys, 1250

MQ) € 3HAYUTCIIHO BHCOKO B Cliy4dasd C TCUHHU CJIOCBC, TO CKBHBAJICHTHOTO
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MEPUAKCOHAIHO CBHIPOTUBJICHUE (Rpa*, 20.9 MQ, Stephanova, 2001) e mo-

HHCKO OT Ha/UIBKHOTO CBIIPOTHUBJICHUE Ha TeuHUTE cnoeBe (Ryq, 21.3 MQ), Bk
Tabmuna 4.2.1. [IspBuAT, MpoBEK AL HAMIBKHO TeUeH cI0i (Ragi1), MapaneaHo
c nepuakcoHanHus cioi (Rp,) neduHMpa eKBUBAIEHTHUS NIEPUAKCOHANIEH CIIOM
(Rpa*, Stephanova 2001), xoiiTo moamomara pa3npoCcTpaHSHUETO Ha aKIIMOHHUS
noteHnan. [lepuakCoOHaTHOTO CBHIPOTHUBICHHE B Ciay4yas O€3 TEYHH CIIOEBE
(Rpas 300 MQ), Bmwx Tabmmma 4.2.1., € MO-BUCOKO OT EKBHBAJIEHTHOTO
MEepUaKCOHATHO  chipoTuBieHue.  CreqoBaTeNHO,  HaMaJIsIBaHETO  Ha
apaHoJaTHOTO CBIPOTUBJICHHE B CIy4auT€ C TEYHU CIOEBE BOJU [0
JOIMBJTHUTETHO TIOBHIIABAaHE HAa HAMIBXKHUSA TOK, TMPEMUHABAIl TIpe3
napaHojjajTHaTa akcojiemMa KbM IMepUakCOHATHOTO MPOCTPAaHCTBO. B pe3ynrar Ha
TOBa CKOPOCTTAa Ha pa3NpOCTpaHEHUE HA TOTEHIIMAJIA JOITBIHUTEIIHO HApacTBa.
[IpomMeHWTE B €IEKTPOTOHWYHUS IIOTEHIIMAT B HOPMajdHUS U B
JEMUETMHU3NPAHUTE CITydau 0€3 TEUHU CJIOEBE CE OMPEENIT OT KUHETUKAaTa Ha
HOJAJTHUTE W MHTEPHOATHA TOKOBE, KOUTO Ca CHIO TUCKYTUPAHU U ONMCAHU B
npeaumau padotu (Stephanova and Alexandrov 2006; Stephanova et al. 2007).
Obaue, B W3CIIEIBAHUTE JEMHEIMHU3UPAHU CIIy4al BCUYKH HWHTEPHOIATHH
CErMEHTH M TEXHHUTE TEYHHU CJIOCBE HE Ca MPOMEHEHU W TOBAa MOXE Ja OOSCHU
HE3HAYUTEITHUS M OTHOCUTENHO ciab e(exT Ha TEYHUTE CIIOEBE BBPXY
JETOJIIPU3UPAITUTE W XUIICPIOJISIPUZUPANTUTE CICKTPOTOHUYHHU TIOTCHIIUAIIH.
Hakpartko, mo Bpeme Ha JEHOJIIPU3MPANTUTE TOKOBHW HMMITYJICH, NMPUHOCHT Ha
M3XOSIINS HO/MaJIeH 0aBEeH KaJlueB TOK, KAKTO KbM OOIIUSI HOJAJICH HOHEH TOK,
Taka U KbM TCHEpaIusATa Ha CICKTPOTOHUYHHS TOTCHIMA € TOJISIM, U € TIOUTH
€IHAKBB 32 HOPMAJTHUSA, U 3a JIEMHUCIMHU3UPAHUTE CIydan 0€3/C TEYHH CIIOCBE.
[To Bpeme Ha XWUIEPMOISIPU3UPANIATE TOKOBU UMITYJICH, IPUHOCHT HA OOIIHS
HOHEH TOK B HOJA 3a HOPMAJIHHUTE W JACMHUCIHM3UPAHUTE CIIydaul ¢
HE3HAUMUTEJICH, JOKATO 3a TMAapaHOJAIHUTE W WHTEPHOMATHUTE CErMEHTH,
BXOJAIIIMTE TOKOBE Ha OOBbpHAaTa peKTU(UKAIUS U Ha yTeuKa JOMHHHUPAT B
oOmust oHeH Tok. C HamalsiBaHETO Ha MAapaHOJATHOTO ChIPOTUBIICHHE

MIPOTUYAHETO HA TOKa Mpe3 Obp3aTa enekrporonnyHa ¢aza (0 — 10 ms) napactsa
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6’bp30, KOC€TO O6YCJ'IaB}I HapaCTBAaHCTO Ha TOKOBCTC Ha O6’praTa

pexktuduKanusg W Ha YyTeuyka, B ciayyauTe Oe3 Tteunu croeBe. OOaue,
NapaHOJaTHUTE CHIIPOTUBIICHUS B JIEMUCTUHU3UPAHUTE CIydal C TEYHH CIIOCBE
ca TI0-TOJIEeMH OT Te3U 0€3 TeYHH CIIOEBE, KAaKTO TOBA € TUCKYTHPaHO mo-rope. B
pe3ynTaT Ha TOBa, [0 HATATHIIHO HaMaJsiBaHe ce HaOIoAaBa B Obp3ara (a3a Ha
CJICKTPOTOHUYHHUTE MOTCHIIMATHN, 00yCaBsIa ChbOTBETHO HAMAJICHHUTE TOKOBE
Ha 00bpHATa peKTU(UKAIHS U HA yTEUKa.

B 3aximrouenue, HaCTOSIIIIOTO M3CJEIBaHE MOKa3a, Y€ TEYHUTE CIOEBE MMaT
nojo0psaBain] epeKT BBPXY MEMOpaHHHTE CBOICTBa Ha BB30YyIUMOCTTa Ha
YOBEIIKM MOTOPHM HEpBHM BiakHa. M3cnenpanmsta (Stephanova and
Alexandrov 2006; Stephanova and Daskalova 2005, 2008) moTBbpkmaBaT
BpB3KaTa MEXAY MMapaHOJATHUTE CHCTEMHHU JEMHUCITMHU3AIMNA W XPOHHYHHUTE
JEMHUEIMHU3MpAIA HEBPOINATHUH, TaKWBa KaTO XpOHUYHATA BB3MATHTEITHA
nemuenuausupama noiuaeBponatus (CIDP). Kakto e wussectHo CIDP ¢
3a00JIIBaHEe CHC CETMEHTAJHA JACMUEITMHHU3AIMs, KOATO BOAM /0 HaMalsBaHE
WK OJIOKMpaHe Ha Pa3pOCTPAHEHUETO Ha aKIMOHHUS MOTEHIMAT B MOTOPHU U
cersopau Hepu (Koller et al. 2005). ToBa 3a0osisiBaHe ce XapaKTepH3upa C
'bJIHA CUMETPHS, KaTO Ca 3aCeTHATH MPOKCUMAIHUTE W AUCTATHUTE MYCKYIU
(Koller et al. 2005; Saperstein 2001). M3cneaanusra Bbpxy narpenta ¢ CIDP
MOKa3BaT, Y€ aHOPMAIHO IMO-TOJIEMUTE HETaTUBHH E€EKTPOTOHHUYHU OTTOBOPH,
MO-KbCUTE BPEMEBH KOHCTAHTH, MO-BUCOKHUTE Pe00a3HU TOKOBE W TO-BHCOKUTE
aKCOHAJHU CYNEPBB30YIUMOCTH Ca XapakTepHH 3a Tax. [IpencTaBeHOTO TyK
W3CJeIBAaHE CBHINO TOTBBPKAABa, Y€ CIA0UTe W CUJIHHUTE TMapaHOJATHU
CHUCTEMHHU JeMHEIMHHU3aMA 0e3/C TEeYHH CJIOeBE MOTaT Ja JajaT Ba)KHa

nHpopMaIus 3a NaToPU3NOJIOTHIHUTE MexaHn3Mu, onucBarau CIDP.

Hanpasenure HU3BOJAMU oT wu3cneaBaHUTe CUMYJIUPAHU MapaHOAATHU
cuctemun aemuenuuusanuu (PSDS) morar na ce popmynupat Taka:
B EdekTbT HAa TEYHUTE CIIOEBE B MUEIMHOBATa OOBUBKA BbPXY MEMOpaHHUTE

CBOICTBa Ha BiakHaTa B ciaydaute ¢ PSDS e oOparen na to3u mpu 1SDS
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T.€. CBOMCTBATa CcCe€ HOI[O6p}IBaT N PECICKTUBHO TOBa BOAW OO

nonoOpsiBaHe Ha MeMOpaHHHUTE CBOMICTBA Ha CHUMYyJMpaHaTa XpPOHUYHA
BB3MAJIUTEIHA JeMuearnau3upaia noiauaesponarus (CIDP).

B [IpomeHute B MeMOpaHHHTE CBOICTBAa Ha BJIAKHATa Ca IO-TOJIEMH 32
mporieca Ha pa3NpOCTpaHEHUE HA AKIMOHHUS TMOTEHIIMAT OTKOJIKOTO 3a
IPOIECUTE Ha aKOMOJAIUsS M ajanTaiys Ha BiakHata ¢ PSDS, oTauramnm
HaJUYHETO HA TSYHHUTE CJIOCBE B MUEIMHOBAaTa OOBUBKA.

B C nmporpecMBHOTO HapacTBaHE HA JEMHUCTMHHU3ANMITA 0 OJOKMPAHETO Ha
akMoHHUTE moTeHnanu B PSDS ¢ oruuTaHe Ha Te4yHUTE CIIOEBE,
MOTCHITMAINTE  TIPOTPECHBHO  yBEIWYaBAT  CKOPOCTTa CH  Ha
Pa3NpOCTPaHEHUE U BH3CTAHOBSBAT Beue OJOKUPAHOTO Pa3NpOCTPAHEHUE
Ha MOTEHIIMaja B ChUIUS JEMHUEIMHU3UpaH clydail, HO 0e3 OTYHMTaHE Ha
TEYHUTE CJIOEBE B MUEIIMHOBAaTa 0OBUBKA.

B Pesynratute npejcTtaBeHM TYK ca ChbBMECTHMH C WHTEpHpETalusTa, 4e
UMYHOJIOTHYHUTE (HaKTOPH, MPUUYUHSABAIINA MPOMEHHUTE B IMapaHOIATHUTE
CErMEHTHM Ha MHEJIMHOBAaTa OOBHMBKAa OMXa MOTJIM Ja OTroBapsT 3a
KIMHUYHO HabOmomaBanute Hapymenus npu CIDP, perucrpupanu c
TEXHUKATa 3a MPOCJIeIIBaHe Ha Mpara.

B bu Morio Ja ce JOMycHe, 4e JIEKAPCTBEHH CPEACTBA, KOUTO BOIST [0
MOJOOpSIBAHETO HA TMOTCHIIMAINTE ¢ WMHACKCUTE Ha aKCOHAJIHATa
BB30YJIMMOCT IO CBHIIMSA HAYUH KakTo mpu paszrienanutre PSDs cimydau, ¢
OTYMTAHE Ha TEYHUTE CJIIOEBE B MHEIMHOBaTa OOBHBKa, Ouxa Owin
IIOJIC3HHU 3a Jieuenneto Ha mnanuentu ¢ CIDP.

Haii-noBuTe wm3cienBanus Ha e(eKTa HA MHTPABEHO3EH HMYHOTJIOOYJIWH
(IVIlg) BBpXy mpoMeHHTEe Ha HepBHaTa BB30ymaumocT Ha manueHTHn ¢ CIDP
(Boério et al. 2010), Gasupamu ce Ha TEXHUKATa 3a MPOCIECIAIBAHE Ha IIpara,
MOTBBPIKIABAT TOBA HaIle Aomyckane. M3BecTeH € GpakThT, 4€ BHIIPEKH BUCOKUTE
pasxoau, Ttepanusara ¢ 1VIg e mupoko 3acThieHa Kato epuKacHO JIeUeHHE 3a

XPOHUYHO BB3MAIUTEIHATA JeMHUEITMHU3Mpalia noimHeBponarus (Eftimov et al.

2009).
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4.3 U3caenBane eekTa HA TEYHUTE CJIOeBe B MHEJIMHOBATA OOBHUBKA

BBpPXY MeMﬁpaHHlflTe CBOJCTBA Ha CUMMYJHUPaAHHU CJIyYald Ha NMapaHOJdAJIHU

HHTEPHOAAIHH cucTeMHH AeMueanan3anuu (P1SDs)

TpetusiT TN CUMYJIUPAHH OT HAC MPOTPECHBHO HAPACTBAIM CUCTEMHU
JEeMHUEIMHU3AlA Ca CMECEHUTE WHTEPHOJAIHU TMapaHOJaIHU (IBE Ciabu —
PISD1, PISD2 u enna cuinaa — PISD3). Te3u neMuenwHH3aIMK CE CBBP3BAT C
€IHOBPEMEHHOTO pa3xyjiabBaHe WM OTCTpaHSIBAaHE HA MHUCITUHOBUTE KpaWHH
OKOHYAHMS U 3ary0aTa Ha MUEIMHOBHUTE JIaMesn 0e3/C TeUHU CIIOEBE 10 IsiiaTa

IbJDKMHA Ha BiakHata (Pwur. 4.3.1).

tiode paranodal ternodal
‘ segment segment

normal

PISD1

PISD2

PIZD3

®ur.4.3.1. CxemaruvHa quarpaMa Ha YOBEIIKM MOTOPHH BIIaKHA OT 7-mus 0 14-TUs
HomoBe B HOopMmasieH, cinabu (70%, 80%) u cunau (82%) mapaHOAamHM WHTEPHOMATHU
cucTeMHH jaemuenuHusupann ciydan. 70%-1o, 80%-to wm 82%-TO eTHOBpPEMEHHO
HaMaJsIBaHE Ha IMapaHOJAIHUTE O0JIACTH M MHEJIMHOBaTa OOBHMBKa ChOTBeTHO 3a PISD1,
PISD2 u PISD3 e eagHakBo mo Ipuiata ABDKWHA HA BIAKHOTO 3a CHCTEMHO

ACMUCIIMHU3UPAHUTC CIIydau.

JlBeTe cnmabu JeMUENMHU3ANUUA CE€ pealu3upar OTHOBO upe3 70%-1o u
80%-To0 emHOBpEMEHHO peaylMpaHe Ha MHEITWHOBOTO CHIPOTHUBICHHE M Ha
MUETTUHOBUTE JaMeNi 0€3 ¥ C OTYUTAHE HA TEXHUTE TEUHU CIIOCBE. 32 CMECEHUS
TUTl JIEMHUEITMHU3AINHN, OJIOK Ha Pa3MpOCTPAHCHHWE HA AKIMOHHUS MMOTEHITAAT

HACTBIIBA IIPH peayuupaniaTra CTOMHOCT 3a MHUEJIIMHOBUTE CErMEHTH OT 82%.
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B Ta6muna 4.3.1. ca mnpeacraBeHU MNapamMeTpUTe, XapaKTepU3Upaliu

YOBCUIKOTO MOTOPHO HCPBHO BJIAKHO 0e3 M C OTYWTAHE HAa TCUHHUTE CJIOEBE B
MHCJINHOBaTa 06BI/IBK3, KaKTO B HOpMa, TakKa HW IIPpH H3CJICABAHUTC

IMapaHoOaAdJIHU MHTCPHOAAJIHNU CUCTCMHU ACMUCITINHU3AllUH.

Without With

aqueous layers | aqueous layers
Normal
N [lamellae] 150 150
Rmy [MQ] 250.0 250.0
C my [pF] 1.5 1.5
Raq [MQ] 0 21.3
Ragr [MQ] 0 436.8
Rpa [MQ] 300.0 1250.0
Rpn [MQ] 125.0 140.0
PISD1 [70%]
N [lamellae] 47 47
Ron [MQ] 39.0 43.9
PISD2 [80%]
N [lamellae] 30 30
Ron [MQ] 25.0 28.0
PISD3 [82%]
N [lamellae] 27 27
Ron [MQ] 22.5 25.2

Ta6auna 4.3.1. CroiiHocTH Ha MeMOpaHHHUTE TIapaMeTPH 3a YOBEIIKA MOTOPHU HEPBHHU
BiakHa 6e3 (nwvpsa konona) u ¢ (6mopa konrona) OTINTAHE HATUYMETO HA TCYHHTE CIIOCBE B
HOpPMAJTHUSL M JEMHEIMHU3UPAHUTE CIydad, KoraTo jaeMuenuuusanuure ca cimabu (PISD1-
70%; PISD2- 80%) u cuimau (PISD3- 82%). O603HaueHusTa ca kKakto ciensat: N (Opoii Ha
MUEIIMHOBHTE JIaMeln); Ry (MuenmuoBo cbrpotusieHue); Cmy (MUEIMHOB KananureT); Raq
(akcHanHO CBHIPOTHUBIEHHE HAa TEYHUS CIOH), Ragr (paguanHoO CHIPOTHBIEHHE HAa TEYHUS

cioit), Rpa (mepuakconanHo cenpoTtusienne), Ry, (mapaHogaaHo ChIpOTUBIEHHE).

CpaBHEHHMETO MEXy WHTpAIETyJIapHUTE aKIIMOHHU U E€JEKTPOTOHUYHUTE
notenianu B Hopma u rpu PISD1, PISD2, PISD3 ciyuaute 6e3/c oTuntane Ha

TEUHUTE clIoeBe € npeacrabeHo Ha Dwr. 4.3.2.
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®ur. 4.3.2. VIHTpanenynapHu akIIMOHHU (&) U eNeKTpOTOHNYHH (D) moTeHnmany Ha YOBEIIKU
MOTOPHHM HepBHU BiakHa B HopmaineH u PISD1, PISD2, PISD3 cnywau 6e3 (moukosu nunuu)
U C HaIMYMe Ha TEYHUTE CJoeBe (HenmpekvbcHamu JuHuu) B MHUCITMHOBaTa OOBHBKA.
Axnponnute mnoreHnuanu (a) B orroBop Ha 0.1-mS mparoBd TOKOBH HMITYJCH Ca
npezacraBeHu camo B 10-tust Ho. Enexkrporonnunute norennuanu (b) B orroBop Ha 100 ms
ACNOJISIPUUPAIIH U XHUIIEPIIONPU3Upaniy TOKOBY umityicH (£40% oT mpara) ca npencTaBeHn
3a BCEKU HOJ OT 7-musl 10 14-tust. C M3KII0OYEHHE HAa aKIIMOHHMUTE NOTEHLUAIN B HOpMa, 3a

BCHUYKH OCTaHAIM ClIydau, NOTCHIUAJINTC ChbBIIaJaT.
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KpI/IBI/ITe CUIA-IPOABIDKUTCIIHOCT U KPHUBUTC 3apsAd-IIPOABILDKUTCIIHOCT

3a HOpPMaJHUSI U JEMUEIUHU3UPABUTE cliydyau O€3 U C OTUUTAHE HA TCUHUTE
ClIoeBe B MHeEIMHOBaTa OOBHBKa ca mpeacraBenn Ha Pwur. 4.3.3.(a). 3a mo-
100pOTO WUIIOCTPUPAHE HA BPEMEBUTE KOHCTAHTU CHIIA-MIPOIBIKUTEIIHOCT U

peoba3HUTE TOKOBE Ce M3I0JI3BaT OTHOBO Xuctorpamu (Pur. 4.3.3.(b)).

a e7sr 2001
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c 450 L
] o
E @
3 =
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7 225 ¢t é
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®ur. 4.3.3. (2) Cuna-npoabKUTEITHOCT KPUBUTE (2ope 1560) M 3apsa-TIPOIBIIKUTEITHOCT
KpuBHuTE (eope O0sicHo) Ha YOBEUIKM MOTOPHU BiakHa B HopmaieH u PISD1, PISD2, PISD3
ciiyyau 0€3 W ¢ HaJM4YUe Ha TCUHUTE CIIOCBE B MuenuHoBara oOBuBKa. (D) CpaBHsiBaHe Ha
BPEMEBUTE KOHCTAHTH (00.1y J15160) U peoda3HUTe TOKOBE (doy 0Osicno) 0e3 (3awpuxosanu
KOon0HU) U C (He3awpuxosanu KoJ10HU) HATMYUE Ha TEYHUTE CIOCBE B MUEJIMHOBATa OOBUBKA.
3a BCHYKH CITydad, U3CJICIBAaHUTE TTapaMeTpH 0e3 U C HATMYUETO Ha TEUHUTE CI0EBE HAITBJIHO

ChbBITAIAT.
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V]
T
(o]

o - S R SN
v v v

PISD1 PISD2 PISD3

Threshold change (%)

1 10 100 1 10 100 1 10 100

Conditioning—test interval {ms) Conditioning—test interval (ms) Conditioning—test interval {ms)

®ur. 4.3.4. [{uxnu Ha Bh3cTaHOBsiBaHe B HOopMmasieH u PISD1, PISD2, PISD3 cny4au (a-C) Ha
YOBEIIKM MOTOPHU BJIaKHA 0€3 (mouxoeu aunuu) v ¢ (HenpekvCcHamu JuHUU) HAIMYUE Ha
TEYHUTE CJIOEBE B MHEJIMHOBaTa OOBMBKA. 3a BCHYKHM W3CJICJBAHH CIIyYau, y-OCTTa C€
nepunupa kato 100 X (lest — lcond)/lcond (%), KbaeTO ligst U lcong €@ CHOTBETHO MPAroBUTE
TOKOBE Ha TECTUpAIUs U OOyCIaBAIIUS UMITYJICH. 32 BCUUKHU M3CJIEBAHU CIIy4au, KPUBUTE

0€3 ¥ ¢ HAIMYUETO Ha TCUYHUTE CI0EBE HAITHJIHO CbBIIaJarT.

O0chiKka1aHe HA pe3yaTaTuTe

AHanu3bT Ha MOJYYEHUTE PE3yNTaTH IOKa3Ba €IUH HMHTEpeceH (akT —
TEYHUTE CJIOEBE B MHUEJIMHOBAaTa OOBMBKA HE M3MEHSAT MEMOpPAHHUTE CBOMCTBA
Ha YOBEIIKUTE MOTOPHM HEPBHU BJIAKHA KOraTo JEMHEIMHU3ALMUTE ca
CMECEHH, T.€. KOraTto ca IMapaHOAAJIHW WHTEPHOJAJIHU CUCTEMHU. Pe3ynTaTsT €
MHTEPECEH, 3al0TO 3HAYMUTENEH €(PEKT Ha TEYHUTE CIoeBe O€ WIHOCTpHUpaH
BbPXy MEMOpaHHHUTE CBOWCTBa Ha JEMHEIMHU3UPAHUTE BJAaKHA, KOraTto
JEMUETMHU3ALUNATE Ca UHTEPHOJAAIHU CUCTEMHHU WM MapaHOJaTHU CUCTEMHHU.
ToBa HM [aBa OCHOBaHME Ja M3KWKEM TBBPJAECHUETO, Y€ B3aUMHO
MPOTUBOMOJIOKHUTE €(PEeKTH Ha JBaTa TUNA JEMUEIMHHM3AIMH, KOraTo ce
peann3upaT eIHOBPEMEHHO, c€ KOMIIEHCUpaT B3auMHO. [Ipu ToBa, HacTOSIIOTO
u3Ccle/BaHe TOKa3Ba 3HAUMUTEICHM NPOMEHHM B MEMOpAaHHUTE CBOMCTBA Ha

CUMYJIUPAHUTE JCMUCIIMHU3UPAHU CIIydau.
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Hanpasenute MU3BOJAM oT u3ciieiBaHUTE MapaHOAATHU WHTEPHOIATHU

cucremun nemuenuamzanuu (P1SDS) morat na ce hopmynupar taka:

TeunuTe ciioeBe HE BB3ACUCTBAT BHPXY MEMOpaHHHTE CBOWCTBA Ha
BJIAKHATAa CHC CMECEHHW JCMHUCTMHH3AINKM, ThH KaTo MpH JBaTa THIIA
JIeMHUEIMHU3ALMN, KOTAaTO Ce peau3upaT 3aeIHO, €PEKTUTEe Ha TEYHUTE UM
ClIOeBE BBHPXY MEMOpaHHHTE CBOWCTBAa Ha BJIAKHATa CE€ KOMIICHCHpPAT
B3aMMHO.

[Ipu cmeceHWTe CHCTEMHHU IEMHUETMHHU3UPAIIN HEBPOIATUU HE OU MOTJIO
na ce HaOdoAaBa JONBJIHUTENEH €()EeKT Ha TEYHUTE CJIOEBE Ha
MHUEJIMHOBaTa 0OOBMBKA BbPXY MEMOpaHHUTE UM CBOICTBA.

OT xoza Ha U3MEHEHMETO Ha U3CJEIBAHUTE NapaMeTpPHU B YCIIOBUATA HA
ajanrtanus ¥ aKoMOJallMsl Ha BJaKHaTa ce pa3dupa, ue Te3u mapaMeTpu
clieIBaT XO/Ja Ha M3MEHEHHE XapaKTepeH 3a MapaHOJAIHHUTE CHCTEMHU
JeMHUETMHU3aL1U.

Pesyntatute mpencTaBeHM TYK ca ChbBMECTUMHU C WHTEPIIPETALNATaA, Ue
reHeTUYHUTE (HAKTOPHU, NPUYUHSABALIM IMPOMEHUTE B HHTEPHOAAIHUTE
CETMEHTM Ha MHEIMHOBaTa OOBHMBKAa W HMYHOJOTHYHUTE (aKTOpH,
NPUYMHSABAIIN TIPOMEHHUTE B MapaHOJAHUTE CETMEHTH Ha MHEIWHOBaTa
oOBHMBKa OMXa MOIVIM Ja OTroBapsT 3a KIMHUYHUTE HApPYLICHUS IpH
nontunoBere CIDP, peructpupanu ¢ TeXHWKaTa 3a TpPOCIEIsBaHE Ha
npara.

bu Moryo ga ce nomycHe, ye nmapaHOJAIHUTE CUCTEMHHU JIEMUETHHU3AINH
me ca JOMHUHUpAIIUTE TPH CMECEHUTE TNapaHONajHH HWHTEPHOIATHU
CUCTEMHH HEBPOMATHUU U MOXKE OM JIEKapCTBEHUTE CPEICTBA, MOIXOISIIN
3a mamueHntu ¢ CIDP Ouxa OwinM AOMHMHHMpand TpHU JICYCHHETO Ha

noarunosete CIDP.

CpaBHsIBAaHETO Ha BCUYKHUTE M3CIEABAHM CIy4dad JaBa BB3MOXKHOCT Jia Ce

IMOKaXE, 4Uc G(I)CKT’I)T Ha TCUHHUTE CJIOCBE B MUEIMHOBAaTa OOBUBKA € CbIICCTBCHO

pas3IniuCH " CH@HI/I(I)I/I‘{HO XapaKTCPCH 3a AaACH THUII ACMHCIMHHU3AIHA. B Xo4a

Ha H3CICABAHCTO, oe YCTAHOBCHO, Y€ HC3aBUCUMO JaJIi TCYHUTC CJIOCBC
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JOIIPUHACAT 34 HO,IIO6p5{BaH€TO HJIM BJIOIIaBAaHCTO HaA H3CJICABAHUTC

MEMOpaHHU TapaMeTpH, TO W3YUCICHUTE MapaMeTpu ca MOo-OJM3KU J0 Te3u
M3MEPBAaHU MPU MAMEHTH C pa3rielaHuTe TyK IEMHUESIMHU3UPALIN HEBPOIIATHH.
[Tomyeprano ©Oe cCbHIIO Ye, aKO IBUIOCTEH OJIOK HAa pa3npoCTpaHEHHE Ha
aKUIMOHHMS TOTEHIIMAJ C€ peau3upa, TO MPAKTUYECKH CTaBa HEBBH3MOXKHO
M3II0JI3BAHETO HAa TEXHUKaTa 3a MpociefsBaHeTo Ha mnpara. CrenoBaTelHo,
MOJIYYCHUTE PE3yNTaTH TpHu cuiaHuTe aemuenuHusanuu 3a ISD, PSD u PISD

MMAT U MPEeICKa3BaIa CTOMHOCT.

HanpaBenute U3BOJIM oOT cpaBHSIBAaHETO Ha W3CICIBAHUTE TpPHU THUIIA

nemuenunanzanuu (1ISDs, PSDs, PISDs) morat na ce ¢popmysupar Taka:

B OO0mo 3a TpUTe TUIA pa3TJIeIaHd JEMUEITMHU3AINA MOXKE J1a ce Kaxe, 4e
MPOMCHUTE Ha TapaMeTpPUTEe B YCIOBHATAa Ha pPa3MpPOCTPAHCHHETO Ha
aKIIMOHHUA TOTEHIIUAJ, aKOMOJAIUATa U aJlalTaluaATa, ¢ IPOrPECUBHOTO
HapacTBaHE Ha JCMHUCIMHHU3AIIUUTE, BOJU IO MYJITHIUTMIIMPAHETO HA TE€3U
IPOMEHHU, KaTo IMOCOKaTa Ha MPOMEHUTE ce 3arma3Ba. ToBa € BAIHIHO U 3a
JBaTa ciiydas 0e3 M C OTYMTAHETO HA TEYHUTE CIIOCBE B MHUEITHHOBUTE
O0OBUBKH.

B EdexkTbT Ha TECYHHUTE CJIOEBE BHPXY MEMOpaHHUTE CBOWCTBA T.€. BHPXY
MOTCHIHAINTE (aKIIMOHHU M CJICKTPOTOHUYHHU) U MHACKCUTE Ha aKCOHATHA
BB30YyIUMOCT (KpUBH CHIIA-TIPOIBIDKUTECIIHOCT, 3apsAA-IPOIbIKATEITHOCT,
BPEMEBH KOHCTAaHTH, peo0a3d W LUKIM Ha BB3CTAHOBSIBAHE) Ha
JEMUCTUHU3NPAHUTE BJIAKHA € pas3IMdeH W 3aBUCH OT THIAa Ha

ACMHUCINHHU3alusATaA.

B 3akmrouenune Moxe Ja €€ KaxKe, Y€ NMPCACTABCHUTC B JUCCPTALIUATA PE3YITATH
Ca YHUKAJIHH. Te ca ot roasma connajHa 3HAa4YMMOCT, ThH KaTo JOMN3sACHABAT
BB3MOXHHUTC MCXaHHM3MU, 06YCJ18,BSIHII/I KIMHUYHHUTC HapylmcHus Impu

HACJICACTBCHUTC U XPOHUYHUTC BBIMNAIUTCIIHNA JCMUCIIMHU3UPAII HEBPOIIATHH.
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V1. TIPUHOCH

1. 3a mbpBU MBT B JUTEpaTypaTa € u3cieaBaH eeKkTa Ha TEYHUTE CIIOCBE Ha
MHUEJIMHOBaTa OOBHMBKA BbpPXY HEpBHaTa Bb30yJIMMOCT Ha CUMYJIUPAHU

CUCTCMHHU NCMHUCINHU3UPAIIN HCBPOIIATHUH.

2. YCTaHOBEHO €, ue €PEeKThT Ha TEUHUTE CIOEBE B MUEIMHOBaTa OOBHUBKA €
HAW-TOJIIM TIpU CHUMYJHpPAHUTE WHTEPHOJATHH CUCTEMHH HEBPOIIATHUU
karo 3a0onsBanero Illapko-Mapu-Tyyr tun 1A. 3arybata Ha
MUEJIIMHOBUTE JIaMEJIU U TEXHUTE TEUHU CJIOEBE BOJAU /10 JOMBIHUTEIIHO
BJIOIIIaBaHE Ha MEMOpaHHUTE CBOWCTBA Ha 3a00JIBaHETO, KaTo
U3KIIIOUYEHUE TPABAT BPEMEBHUTE KOHCTAaHTU U pedpaKkTepHOCTUTE, KOUTO

ce 1o100psBar.

3. VYcranoBeHo e, ye e(eKThT OT HAIWYUETO HAa TEYHUTE CIIOEBE B
MUEJTMHOBaTa OOBHBKA, BBPXY KOMIUIEKCHUTE CBOWCTBAa Ha HEpBHATa
BB30YIMMOCT Ha CHUMYJIMPAHUTE TMapaHOJAJHU CHUCTEMHHU HEBpPOIATUU
KaTo XPOHHWYHATA BB3MAIUTENHA JIEMHEIMHU3UpAIA TOJUHEBPOIATHS,

BOJIU JI0 TOJI00psiIBaHE HA MEMOpPaHHUTE CBOMCTBA Ha 3a00JIsIBaHETO.

4. YCTaHOBEHO €, 4e HAJIMYMETO Ha TEYHUTE CJIO0EBE B MUEIMHOBAaTa OOBUBKA
HE OKa3Ba BIIMSHHUE BBPXY MEMOpPAHHHUTE CBOMCTBA HAa CUMYJIUPAHUTE
CMECEHM NapaHOJAJIHA MHTEPHOJAIHU CUCTEMHM HeBponaTtuu. lIpu tesm
cily4yau, B3aMMHO MPOTHUBOIOJIOKHUTE €(DEKTH Ha TEUHUTE CIOEBE OT JBaTa

THUIIA ACMUCIIMHU3alU CC KOMIICHCHUPAT.
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