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[TonmuHEeBpUTHTE W TOJWHEBPOIATUUTE ca 3aboisiBaHUS Ha mepudepHara
HepBHa cucreMa (IIHC), nmpu kouTo ce yBpexaarT ABYCTpPaHHO CHMETPUYHO [1Ba U
noBeye nepudepHd HEPBU C TEXHUTE MOTOPHHU, CETUBHH HJIM aBTOHOMHHU BJIAaKHA.
Morart na ce 3acerHar u kpanuanaute Hepsu (KH) u/unu cimHamHUTEe KOpeHUYETa.
Enuodemuonozua.3acsrar  2-8% 0T BB3PaCTHOTO  HACEJICHHE, KaTo
3a00JI51eMOCTTa HapacTBa ¢ Bb3PacTTa.
Knacugukayuamae criopen temna Ha Bb3HHUKBaHE (OCTPH, MOJOCTPU U
XpOHUYHHM), criopes npeoliagaBamuTe KIMHUYHA CHUMOTOMH (CETMBHH, MOTODHH,

CCTUBHO-MOTOPHHU U aBTOHOMHI/I) " B 3aBUCUMOCT OT €THOJIOTHATA U ITaTOrcHe3aTa.

Ta6.. 1. ETuonaroreHeTuyHa KJ'IaCI/I(l)I/IKaIII/Iﬂ Ha MOJIMHEBPONIATUHUTE

MMyHHO MeIMMPaHHU NOJMHEBPONATHH

\Bv3nanumennu 0eMueuHu3upauii nOaAupaouKyioHesponamuu

OcTpa Bb3MaIUTENHA IeMUETMHU3Upala noaupaaukyiaonesponarus (OB/IIT)
XpoHHMYHA Bb3NAJIUTENHA JeMUEIMHU3Hpalla noaupaaukynonespomnarus (XBII)
MyntudokanHa MOTOpHA HEBpONaTHs ¢ OJI0K B TPOBOJUMOCTTA

XB/II acoyuupanu c opyzo 3abonaseane

\Houonamuunu cemusHu u A6MOHOMHU HE6POnAmMuU

Hommeeponamuu npu eacKyiaumu u Oonecmu Ha cbeOUHUMENHAMA MBKAH

NHeknno3HM MoJIMHEBPONIATHH
nmudTepuiiHa, JENpo3Ha, TMOJHHEBpOMaTHs TMpH HH(EKIMO3Ha MOHOHYKIIE03a,

HeBpoOopennosa u CITMH

MeTa00IMTHH NOJTNHEBPONATHHU (CBBP3aHU C €HIOKPUHOIIATHH)

Z[I/Ia6CTHa, XUIIOTJIMKEMHUYHA, ITPU AKpOMCTAJINI, TIPHU XUIIOTHUPCONUAN3BM

IlosimHeBpONIATHH NPH CHCTEMHH 3200/1IBaHUS
YpemuuHa, 4epHOApOOHa, MPU raCTPOUHTECTUHAIHU 3a0oisBanus, npu XOBb, npu

rnoaarpa v mpu KpuTHIHAu 3a00J1s1BaHUs

HOHHHGBPOH&TI/II/I NP MAJIMTHECHH HEOIIJIa3MHU

TOoKCHYHHA NMOJIMHEBPONIATHH
MCHI/IKaMeHTO3HI/I, npu HWHAYCTpUAJIHHU, CCICKOCTOIIAHCKU W [JpYIru TOKCHUYHU

BCIICCTBA, ITPH TCIKKU MCTAJIN

HenouMbYHHI MOJIMHEBPONIATHH
HpI/I BUTaMHHHA HEAOCTATBbYHOCT, MNOCTTraCTPpCKTOMHUYHU CUHAPOMH, Ipu

XHHOC(baTCMHﬂ, AJIKOXOJIHA

HacieacTBeHH OJIHHEBPONIATHH

IIatromopgo1oru4yHO ce yCTaHOBSBAaT TPU THUIA HAa YBpeXJaHE Ha
nepudepHuTe HEPBH. Jucmannama axcouanna perporpaaHa aereHepanus (dying

back) e mporec mpu KOWTO aKCOHA C€ YBPEXKJa MPOTPECUBHO OT Hal-IUCTaTHATA CH



4acT KbM IIPOKCUMaIHO. EAHOBPEMEHHO C TOBa c€ YBpEX/1a U MUEIINHA.

Baneposama oecenepayus (dying forward) e mporiec Ha yBpex1aHe Ha akcoHa
Y MHUEJIMHA AUCTAIHO OT JIE3UATa Ha aKCOHaA.

Ceemenmnama OdemuenuHuzayus MOXe Aa Oblle TbPBUYHA M BTOpPUYHA (Clea
aKCOHaJIHA JIeTeHepaLus).

Kiannuynara kapTuHa Hafi-uecTo € Ta3d Ha CHMETpPHUYHA, JUCTAJHa,
CETMBHO-MOTOPHA IIOJMHEBPONATHS. YCTaHOBSBAT CE€ JUCTAJHO 3aCHUJIBAIM CE
CUMETPUYHH CETHBHH IPOMEHH, ChUYETaHW C JUCTATHU NepupepHU TMape3u, ¢
MYCKYJIHa XWIIOTOHMS ¥ OTCIA0CHHM [0 JHUICBALIM CYXOXXWJIHU PpPeQIIeKCH.
Cyxoxunnute pedIiekcu He ce 3acsraT IMpy HEBPONAaTUU Ha ThHKUTE HEPBHU BIIAKHA,
HO BB3HHMKBAT aBTOHOMHH HapyILIEHHS M CE 3acsra ycera 3a 0OJKa W TeMIepaTypa.
ABTOHOMHHUTE HapyUIEHHs C€ MPOSABIBAT C aHXHUJIPO3a U OPTOCTATUYHA XUIIOTOHMSL.
Morar npa ce TmposBAT HapylleHHWs Ha 3CHUYHUTE pEaklU{, HapyIIeHO
CIIIOHOOT/IETISIHE U CBhJI30T€UEHUE, MMIIOTEHTHOCT, MEXYPHU HapyIlEHUs U APYTH.
[Ipu 3acsraHe Ha ae0enuTe BIaKHA MApalIeIHO ChC CYXOKHMIIHATa apediiekcusi ce
3acdra 1 Ibj00OKaTa CETUBHOCT. B Te3u ciyyan MoXe /1a Bb3HUKHE CEH30pHA aTaKCus,
rceBjoareTo3a (TaHIyBalld MPbCTU) M AKIMOHEH TPEMOP B TOPHUTE KpanHUIIM.
CeruBHHTE HapylleHHs npeoOiagaBaT Mpe] JBUTATEIHUTE INPH TOKCHYHHUTE U
MeTabonuTHU HeBponaTuu. [Ipu moBedero ciydyan KpakaTa ca MO-TE€XKKO 3aCETHATUTE
KkpaiiHui. To3u Mozen Ha yBpeXJAaHE NPEJIUMHO Ha JUCTAJIHUTE YacTH Ha
KpallHUIIUTE M TMO-TEKKO YyBpPEXKJaHE Ha JOJHUTE KpalHULIM € THUIIMYEH 3a
AKCOHAJIHATa JEreHepanus. YBpEXIaT €€ MbPBO M HAW-TEXKKO HaW-IIBITUTE
nepudepHu HepBU. JleHepBUpaHUTE MYCKYJIU MOCTENIEHHO aTpodupar.

[To-psaxo ce HaOmOJaBaT NPOKCHMAJEH THUIl Ha [OJIMHEBpONATHs U
MHO>KECTBEHa MOHOHEBPONATHSl — AaCHUMETPUYHO M H30JMPAaHO YBPEKIaHE Ha
MHO>KECTBO IEpUPEpPHU HEPBHU, KOETO IMOHSAKOra HE HACThIIBAa €IHOBPEMEHHO, a
nocyeaoBarenHo. To3u Mojen Ha yBpeXJaHe IMbPBO Ha MPOKCUMAIHHUTE YacTH Ha
KpallHUIIUTE € TUIWYEeH 3a JAEeMHUEIUHU3MpalluTe nojuHeBpornatuu. He HacThnBa
MYCKYyJIHa aTpo(dusi, 3al10TO aKCOHUTE B NEpU(PEpPHUS HEPB MOUYTH HE Ca YBPEACHU U
JIMIICBA JIEHEpBAIUs Ha MYCKYJIUTE.

Knunuunusm xoo e paznuuen. ChlecTByBaT OCTpoO (3a HH), TTOAOCTPO (3a
CeIMUIIN) U XPOHUYHO (32 MECEIM ¥ TOANHH) Pa3BUBAIIH C€ MOJMHEBPOIATUH, KAKTO
U TakhBa C XPOHUYHO-PEMUTEHTHO mpoTuyaHe. OCTpuTe MOJMHEBPONATUU ca
BB3MAJUTENIHA, HMMYHHH, TOKCHYHM WM CbAOBU. llomoctpute Haii-uecto ca
TOKCUYHH, METa0OJIUTHHU WM CBbP3aHU ChC CUCTEMHHU 3a00sIBaHUS. XPOHUYHUTE Ca
HACJIEJICTBEHH U MO-PAIKO METAOOIUTHHU.

Juarnozatra u udepeHuMaJHATA [MarHo3a ce OCHOBaBaT Ha
AHAMHECTUYHUTE [JaHHW, HEBPOJOTrM4YHUAT craryc, EMI, nuxBOposornyHu,
XUCTOJOTHYHU U APYru Jab0paTOpHU H3CIeABaHMS. 3a WU3SICHSBAHE Ha €TUOJIOTHSTA

Ha 3a00JSIBAHETO CE HajaraT PasIuYHU M3CICABaHUSA — IIIOKo3eH Tojepanc, HbALC,
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CEpYMHO HMBO Ha BUTaMUH Bip, U3CHeqBaHUS 32 CUCTEMEH BACKYJIUT U KOJAreHo3a

u ap. EMI' uscnenBaHeTo moka3zBa Jaidu IOJMHEBPOIATHATA € AKCOHAJIHA WU
JEMHEIIMHU3UPAIA, CAMETPUYHA UM HECUMETPUYHA, TEXKKA WIIH JICKA.

JleyeHHETO0 ¢ HACOYCHO KHbM MOIJICKAIIOTO 3a00sgBaHE, KOraro TOBa €

Bb3MOXKHO. [Ipy moBeyeTO MOJMHEBPONATUH € BH3MOXKHO CaMO NOBJIMSBAHETO Ha

Oonkara. Bce omie He ChIIeCTBYBAaT MEIUKAMEHTH, KOMTO MOTAT Ja BB3CTAHOBST

MYCKYyJHaTa c1abocT.

MerabonutHute (muaGeTHM), HEJIOMMbYHU (JIKOXOJIHH ) u
MOJIMHEBPOIIATUUTE MpH MaMTHEHW U uHpekmo3au 3adonsBanus (CIINH), kakro u
HACJEJACTBEHUTE CETUBHM W aBTOHOMHH HEBPOINATUM Ca CBBP3aHU NPEIUMHO C
HeBponaTtHa Oosika. [lopaan BB3MOXKHOCTTA MpPHU TE3M HEBPOMATHH 3a JICUCHHE
€IMHCTBEHO Ha OojKara, Te ca oTpa3zeHu B “HarmoHaiHust KOHCEHCYC 3a IMarHOCTHKA

1 JIEYEHUE HAa HEBPOJOTUYHO 00YCIOBEHUTE OOJIKU .

I/IMYHHO MCIUUPAHUTC TMOJHUHCBPUTU U MNOJIHUHEBpPOIIATHH, Ca TIpyla,
O6€,I[I/IHeHa Ha Oas3ara Ha 06maTa naroreHesza. Te BKIIIOYBAT noarpymnara Ha
BB3NAIUTCIIHUTC ACMHUCIMHU3HUPAIIN ITOJUMHCBPOIIATHUU U XBI[H CBBbp3aHU C APYIro
3360H$[B21H€, KOUTO TPYAHO C€ OTTpaHn4YaBaT OT XPOHUYHHUTC ACMHCIIMHU3IUPAIIN
IIOJIMHCBPOIIaTHH. B Tazu rpymna c¢€ BKIKOYBAT W IO-psAAKO CpCIIalllUTE CC
HAUOIIATUYHM CCTUBHM W AaBTOHOMHH HCBPOIIATHH, IIOJIMHCBPOIIATUUTC IIPpHU

BAaCKYJIUTHU U ITPU aBTOUMYHHHU 3a00/19BaHMs Ha CbCOAMHUTCIIHATA ThbKaH.

I. Bb3anaauTe/iHU IeMHeJTHHU3MPAIIY MOJTHPATUKYIOHEBPONIATHH

1. OcTpa BB3NAJMUTETHA AeMHETUHU3NPALIA MOJMPATUKYIOHEBPONATHS
(cunapom Ha Guillain-Barre)

Cunapomsr Ha Guillain-Barre (CI'b) e uMyHOMenuupaH oCTBbp
MOJIUPAIUKYTIOHEBPHT.

Ilogpa3nens ce Ha HAKONKO CyOTHIIA, pa3iIMyaBalldl C€ MAaTOXHUCTOJIOTUYHO,
HEBPO(PHU3UOIOTUYHO U KIMHUYHO.

Ocmpama evsnanumenna Oemuenrunuzupawa noaunesponamus (OB/II) e
Haii-uectusT (75%) Tun. 3acsra TPEIMMHO [BUTATETHUTE HEPBU M TEXHHUTE
KOpeHueTa, ¢ Jo0pa mporHosa. Yecto ce pa3BuBa BTOpUYHA aKCOHATHA JIETeHEepaIusl.

Ocmpa momopHa axconanna nesponamusi (OMAH) ¢ akcoHanHa yBpena e
Hamuue npu 5-10% ot maumenture. [lo-uecta e B A3us u SnoHus, KbJIETO UMa U
TIETHH CTIUJIEMUH, 3acsTally Jerarta.

Psankara ocmpa momopna u cemusna axconanna nesponamus (OMCAH), npu
KOSITOCE 3acsSraT akCOHUTE Ha JIBUTATEIIHUTE U CETUBHU HEPBH € TPETUAT CyOTHII.

Cunopomvm na Miller Fisher, onucan npe3 1956 r., kato Tpuaga ot ocTpa
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oranmoruterus, arakcus u apeduekcus e IV cyotun nHa cunapoma Ha Guillain-
Barre.

Onwucanu ca ¥ pa3IuuHu 6aPUAHMU HA CUHOPOMA, KOUTO BKIIOYBAT (papHHTO-
LIEpPBUKO-OpaxualieH BapuaHT, KpPAaHHAJCH MOJMHEBPUT M OCTPa MaHAW3aBTOHOMHSL.
Cunapombr Ha Miller-Fisher (mpu 5%), KpaHUANHUAT TOJMHEBPUT U YUCTO
CETUBHMAT BapuaHT ca 15% oT Bcuuku ciaydau.

3at6oasiemoctTa € 1,2 — 1,9 Ha 100 000 nymu HacereHUE U MHOTO IMMO-HUCKA
3a Bapuanta Ha Fisher — 0,1 na 100 000 nymu nacenenue. HapactBa ¢ Bp3pacTTa u
Haz 75 1. Bp3pacT poctura a0 4 va 100 000 nymu Hacenenue. Mbxere ce 3acsarat 1,5
I'bTH 10-4ecTo oT )keHute. OMAH ce cpema no-uecto B Kuraii u Mekcuko.

Etnonorusita e cepp3ana ¢ HHPEKIUsA, KOSITO TPUTEpUPa UMYHEH OTTOBOD,
yBpexaanl nepudepHuTe HEpBHU, MOCPEACTBOM KPBCTOCAHA PEAKIHS C aHTHICHH B
akcosieMHute i llIBanoBure knetku. [Ipu 75% oT nanueHTuTe MMa npealIecTBala
¢ | — 4 cenmunu 3abonsaBaHeTo HHMEKIHUS, OT TUIIA HA MIPOCTYAHO 3a00JsIBaHE U TO-
psAAKO — racTpoeHTepuT. M30impaHu ca pa3iMyHA BHPYCH U OaKTEpUH, KOUTO Ce
mpeanosara, 4e ca Tpurepu 3a cuuapoma, karo Campylobacter jejuni (66%),
cytomegalovirus (15%), Epstein-Barr Bupyc (10%) u Mycoplasma pneumoniae (5%).
BenenctBue Ha WMYHHHS OTTOBOP KBbM HH(EKTHpAIIUAS MHKPOOPTaHU3ZBM  Ce
TeHepHUpaT aBTOAHTHUTENA, KOUTO OCBHIIECTBABAT KPBHCTOCAHA PEAKIHS C EIHUTONHU
BbpXYy akcoHa. [Ipum akconamnara moarpymna ce ycraHoBsiBaT (npu 50%) antuTena
kbM Tanrmumo3un GMI1, a mpu cungpoma Ha Fisher — xbm  ranrmmosun GQlb.
WNudexmunre He ca CBBp3aHH C ONpenesieH CyOTHN Ha KIMHWYHO MPOTHYaHE, HO
TEeKKa aKCOHAJIHA JeTreHepalus HacThliBa mo-decto cien Campylobacter jejuni, a
TEKKO 3acsiraHe Ha CETUBHUTE BJIaKHA — cyiell cytomegalovirus.

IMaTorene3ara e MynTH(]aKTOpHA, CBBP3aHa C KOMIUIEKCHU B3aMMOICHUCTBUS,
B KOWTO y4acTBAaT XyMOPAJHUS U KJIEThUEH UMYHHUTET, JCMO3MpPaHEe HA KOMIUIEMEHT,
UTOKWHUTE U IPYTH BB3MAIUTEIIHA METUATOPH.

Ilamoceneszama na demuenrunuzupawama ¢opma € cBbp3aHa ¢ HHOUITpaus
Ha 3acerHatute mepuepHH HEPBM C MOHOHYKJICApHH KJIETKH. Makpodarute
WHBA3UpaT MHUEIMHOBUTE OOBMBKM M OTOJIBAT aKCOHA. AKTHBUpPAHUTE Makpodaru
TapreTupar aHTHTeHH N0 MOBBPXHOCTTa Ha LIIBaHOBHUTE KJIETKH WJIM MHEITHHOBUTE
oOBUBKH upe3 akTuBHpaHu T mumdoruTa. [IspBoHauanHaTa MHBa3MA Ha OaszaiaHaTa
MemOpana Ha IlIBaHOBHTE KJIETKHM Cc€ OCBIIECTBABA 4Ype3 MATPUKCHHUTE
METaJIONPOTEHHA3H, TOKCUYHUTE a30THO OKCHIHU PAJAMKAIN W JPYTH MEIUaTOPH,
0CBOOOJIEHU OT aKTUBHpAaHUTE Makpodaru.Bp3M0okHO € IbpBOHAYATHOTO CHOUTHE J1a
UMa BpB3Ka ChC CBBP3BAHETO HAa aHTHUTENAaTa KbM NOBBpXHOCTTa Ha llIBaHOBHTE
KIETKH, (UKcalysi Ha KOMIUIEMEHTa, YBPEXKIaHE Ha KIETKHTE M IOCIeIBaIlo
BE3WKYJIAPHO pa3la/iaHe Ha MUENINHA, C HApeJABaHETO Ha KJeThYHaTa WHBa3uA. [Ipu
TEXXKH JIC3HH CE 3acsraT BTOPUYHO U aKCOHUTE, BCIEACTBUE HA TOKCHYHUTE CH3MMHU

" paavkKaiu, OCBO6OJIGHI/I IIpU UMYHHO MEANHPAHUS BB3MNAJIUTEIICH OTTOBOP, HACOUCH



Cpelly MUEJIHHA.

Ilamoeenezama na akconarnama ¢opma € pazauuHa. Makpodarure
WMHBA3UpaT HOAYNUTE Ha Ranvier, TapreTupanu OT CBbP3BAHETO HA AaHTUTENATA CPELLY
TaHIJIMO3UIHUTE aHTUTCHHU Ha aKkcojiemara, Meauupanu upe3 FC penenropute. Te ce
BMBKBAT MEXJy aKCOHa M oOrpaxpamiara [lIBaHOBUTE KIETKH aKkcoyieMa, OCTaBAHKU
MHUEIIMHOBAaTa OOBMBKA MHTaKTHA. [IpH TeXKUTE ciaydau akCOHUTE CE YBPEXJaT B
o0JlacTTa Ha NpeIHUTE KOPEHUYETa, KOETO BOAM JI0 TEKKa JereHepaius Ha IeNus
aKCOH.

[Tpu MoTOpHO-CEH30pHATA HEBPOIIATHS CE€ 3acsraT M 3aJHUTE KOpEeHYEeTa.

Kianmnu4yHoTO 1pOTMHaHE ce Xxapakrepuszupa c ocTtpo (o 4 cexnMuun)
pa3BuTHEe Ha Ooska (pajMKylIepHa WM JU3€CTe3Us B JOJHHUTE KpalHHIIN),
JIBUTATEITHN, CETUBHHA HApPYyIICHUS U MApECTe3UH CHMETPUYHO B KpalHUIMTE. PanHM
Y YeCTH CHMIITOMHU Ca W3YE3BAaHETO HA CyxXOXuiaHHUTE peduiekcu (70%) u Oornkara.
[Ipu 70% oT manueHTUTE HEBpOIAaTHAaTa OOJIKA MEPCUCTUPA MPE3 OCTPHUS TEPUOL.
Bonkara e nbpy00OKa, MPeIuMHO B JOJHUTE KPAWMHUIM, TPUAPYKEHA OT TU3ECTE3HSL.
MyckynHata cnabocT € MbpPBOHAYAIHO NPOKCHUMAalHa WM JWCTAIHA —WIN
KOMOMHAIMSI OT ABETE. 3acsra 1mo-paHo M MO-TEXKKO JOJHUTE KPaHMIH, CIIe]] KOETO
aclieHMpa KbM FOpHUTE U KbM KpaHuaiaHute HepBu. [Ipu 5-25% ot nmanuenture ce
pa3BuBa CcrnaboCT Ha PECHHPATOPHHUTE MYCKYJIH, KOSATO HW3HMCKBAa amapaTHa
BeHTWIauus. JIuieBuTe HEPBH ce 3acAraT TMo-4ecTo OT OyinbdapHuUTEe H
oueasurarenuure. Yecro (50%) ce 1006aBsAT 1 aBTOHOMHU HapyILICHUS C PETEHIUS Ha
ypuHa, WIEyC, CHHYCOBa TaXWUKapIus, apUTMHs, XUIEPTOHUS W TIOCTypalHa
XHUITOTOHHUSL.

CuMnNTOMHTE OCTUTAT MAaKCUMaiHO pa3Butue 3a 2 nmo 4 cemvunu. Cren
OCTpHS MIEPHUOJI CIIEe/[BA IEPUO]] HA CTAIMOHUPAHE, TTOCIIEBAH OT OOPATHO PAa3BUTHE C
BBH3CTAaHOBSBaHE HA MYCKYJIHATA CHJIA OT MPOKCUMATHUTE KbM JUCTATHUTE MYCKYITHA
rpynu. CmbpTHOCTTA € Mexay 4 u 8%, a 20% OT manMeHTUTe ocTaBaT C U3BECTHA
unBamuanzanus. Ilpu noseueto (75%) OT HambIHO BBH3CTAHOBEHHUTE MAllMEHTU
ocTaBa XpOHHYHA YMOPa, KOSATO ce 00sICHSIBA C pe3ulyaHaTa MYCKYyJTHa c1abocCT.

- Ocmpama momopHaakconanrna negponamus (OMAH,) nmpoTuya ¢ 1mMo-TEXKO
C M3pa3eHu MYCKYJIHH Mape3n U XUNOTPO(UH, Mo-0bp30 TOCTUTAHE 10 KYTIMHHAIUATA
Ha 3a00JISIBAHETO M C €THAKBO OBpP30 BBH3CTAHOBSIBAHE, CPABHEHO C TAIIMEHTHTE C
neMuenuHu3upamara (Gopma. PesupyamHUSIT HEBpPOIOTHYEH NEeUIUT € TMO-CHITHO
n3pas3eH.

- Ocmpamamomopno-cemusnaaxconanta uesponamus (OMCAH) nportuya
MO-TEKKO, C TI0-4eCTa He0OXOAMMOCT OT amapaTHa BEHTHJIAIMS U JIOMIA MPOTHO3a, C
OCTaThYHH HEBPOJIOTUIHH cUMIITOMH Tipu 80% OT ManueHTuTe.

- Cunopomwvm na Miller-Fisher (MFS) ce xapakrepu3upa ¢ Tpuajgata OT
TOTaJHa BBHITHA OQTAJIMOIUICTHS, aTakcus ¢ apediexcuss Wi caMo ¢

odpranmoruierusi. Yecto ce mobaBsAT nuieBa U opodapuHreasHa caadocT, BbTPEITHa
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oranmoruiernss W 3acsraHe Ha IEHTpajHaTa HepBHa cuctema. CTBOJOBUAT
ernedanut Ha Bickerstaff (CEB) e cunapom, koliTo e cBbp3an ¢ gopmara Ha Miller-
Fisher. [Ipotnya ¢ odrammorierus, aTakcus, 3acsiraHe Ha KOPTUKOCITUHATHUS TPAKT
U HapylleHHe Ha ch3HaHUETO. Jlurenara c1abocT U AU3apTpUsATa ca YECTH MPH JBaTa
cuHapoma. Yact oT mauMeHTUTE C €AMH OT aBara cuHiapoMa umar u CI'b c Bsna
kBaapunapeza. AHTH-GQ1b anturena ca Hanmue npu 95% OT MAMEHTUTE C OCTHP
MFS u npu 75% ot Te3u cve CEB. Ilopanu Tazu mpudmHa W mopagud ocoOeHara
KIMHAYHA KapTUHA JIBaTa CHHJIpPOMA ce OOCIMHSABAT IOJ UMETO ‘‘CHHAPOM C aHTH-
GQlb anturena’. Ilporno3ata e g00pa, OOWKHOBEHO 3aBBPIIBA C ITBJIHO
BBH3CTaHOBSIBAHE.

- Dapuneo-yepeuKo-opaxuaiHusm apuanm TPOTHYA CbC 3aTPYIHEHHS B
I'BITaHETO, ca00CT Ha MIMWHUTE W MPOKCUMAIHU MYCKYJIW Ha pbiiere. MoraT ja ce
N00aBsIT 3eHUYHN HapyIICHHS, TITO3a, OPTAIMOIIJIETHS M ATAaKCUS Ha TIOXOJIKATA.

- Kpanuannusam noaunegpum npoTHYA C MHOXKECTBEHH JIE3UHM HAa KPAHUATTHUTE
Hepsu (KH). Ilape3sure B kpaiiHunuTe ca AMCKpeTHU Wik uma camo EMI' nannu 3a
3acsraHe Ha nepudepHUTe HEPBH.

- Ocmpama nanouzaémonomusi IPOTHYA COBP30 Pa3BUTHE HA KOMOWHUpPaHA
CUMITATUKOBA H  IApacCHMIATHKOBAa HEAOCTATBYHOCT: TEXKA OPTOCTaTHYHA
XUIIOTOHUS,  aHXHJpO3a, CMYIIEHHS B  MHUKOWATA H  I[OTEHTHOCTTA,
racTpOMHTECTHHANHA aToHus. MiMa 100pa nporuosa.

Jluar’o3ara ce 1ocTaBs IO 3aJbJDKUTECIHH KIMHUYHH, JTUKBOPOJOTHYHHU H
€JIEKTPOPU3NOIIOTUYHU KPUTEPHUH.

3aovaxcumennu KIuHUYHU Kpumepuu — TPOTPECHBHO pa3BUBAIA Ce
c1aboCT B MTOBEYE OT €MH KpAalHHK, ChUETaHa ChC CYXOXKHITHA apedIeKcusl.

Iookpenawyu Kpumepuu ca:

° MporpecHs B POABIKCHHUE HA JTHH JI0 4 CEIMUIIN;

° OTHOCHUTEITHO CHMETPHYHO pa3Ipe/ie]ICHIE Ha TTape3uTe;

. JIEKO M3Pa3eHHU CETUBHU CUMIITOMHU;

° pbBimuane Ha KH;

° BB3CTAaHOBSIBAHE, KOETO 3aro4Ba 2-4 CEAMHIM Clie]] CIUpaHe Ha
MIPOTPECHsITA,;

° CUMIITOMH 332 aBTOHOMHA JIUC()YHKIIHS;

o OTCHCTBUE Ha (PEOPHUIIHO CHCTOSIHUE B HAYAJIOTO Ha 3a00JIsIBAHETO.

Cumnmomu, Koumo He usKjiroueam ouazHo3ama ca:

. MeXypHa U/UU YpeBHA TUCHYHKIUS;
. nosioxuTeseH pediekc Ha Babinski,
o aTaKcus;

o JTUCTOHUS.

./Im«:oponozuuuume Kpumepuunodkpenﬂu;u ouaesnozama ca JaHHH 3a

OenThUHO-KJIEThYHA AUconualus B JuKkBopa (mpu 80%) - yBeIMUYEHO KOJUYECTBO HA
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mukBopHUs Oentbk Hax 0,46 g/l mpu Hopmommro3a (1o 10 MoOHOHYyKIEapHU
neskomuta X 10%/1). TIpir 10% oT ciIydanTe THKBOPHHUAT OENTHK MOXE Ja OCTAaHE B
HOpMAaJTHU TPaHMULM Tpe3 Lenus nepuoja Ha 3abonsBanero. IIpe3 mbpBuTE THH Ha
3a00JIIBaHETO OCENTHKHT MOXKE Ja Oble HopManeH. Haif-BHCOKH CTOWHOCTH ce
JOCTHraT Mpe3 BTOpaTa U TpeTara CeAMHUIA, HOPMATU3UPAHETO OTHeMa Meceru. [lpu
10% ot namueHTuTe MMa Jieko u3pazeHa (o 50 x10%/1 kierxu) TUMQOIMTHA
wieonuro3a. Korato 6postT Ha MOHOHYKJIEAPHHUTE KJIETKH HaJBUIIABa Ta3d rPaHUIA,
TpsOBa Ja ce U3KIoYar apyru 3abonsBanus, karo HIV undekuus, Jlaiimcka Oomnecr,
CapKOM103a M HEOIJIa3MH.

[Ipy wact or OOJHUTE Ce pErucTpHpa XUIEePraMarioOyIHHOpaxus |
yBenuueHue Ha IgG B JHMKBOpa, KaKTO M OJMIOKJIOHAIHM WBUIM B JIMKBOpHATa
MIPOTEHHOTPaMa.

3aovarxcumennu EMI" kpumepuu — aHHU 32 JEMUETUHU3AIMS B MIOBEUE OT
2 nepudepuu HepBu. Heobxoaumo e Hannuue Ha 3 ot 4 EMI' kpurepust:

o 3a0aBeHa CKOpPOCT Ha MPOBEXKIAHE IO JBUTATEIHUTE BJIAaKHA Ha
nepuepHUTE HEPBH;

o II'bJIEH WJIM YacTH4YEH OJIOK Ha mpoBexnaane (>20%) no gBuUrateaHuTe

BJIaKHA Ha MepuEepHUTE HEPBHU H/WIIM aOHOPMHA TEMIIOPAITHA JUCTICPCHST;

L4 YABJLKCHU JUCTAJTHHU MOTOPHU JIATCHIIMHU
o YABJLKCHHA JIATCHI WU Ha F-BuiHuTE W/MiIKM HamajaeH IMPOLCHT Ha IosABa
Ha CBhIIUTCE.

EMI' wu3cnenBaHeTo € MHOrO BaXXHO 3a JuarHo3ara M MOpOrHo3ara Ha
3a0osiaBaHeTo. Bb3 OCHOBa Ha HEro MaMEHTHT MOXKE Jla ce KiIacupuuupa KbM €IUH
OoT cyOTUIIOBETE Ha CHHApPOMA, CIOpE] MAAHHUTE 3a JEMHUENIMHU3ALUWd WM 3a
aKCOHaJIHA JIereHepalys U 3acsiraHeTO caMO Ha JIBUTaTEeJIHUTE WM M HA CETUBHUTE
BlakHa. WM3crnenBaHeTo TpsOBa Ja ce HampaBU BB3MOXKHO Hal-paHo clej
3a00JI1BaHETO, 3alll0TO CJIEJ BpEME C€ pa3BHBa BTOpPUYHA AKCOHAIHA JieTe€HEepalus,
KOSITO 3aTpy[HsABa Kiacuuuupanero. B cayyaute korato mpu mbpBOTO H3CJIEIBAHE
MIPOMEHUTE Ca MUHUMAJIHU UM 00paTHO, TOJIKOBA TEXKKH, 4e Tepu(epHUTE HEPBU HE
ca BB30yIMMH, € TpyIHO Ja ce€ HampaBu Kiacupukauus. B Te3u cioyuyam
u3cneaBaHeTo TpsiOBa ja ce moBTopH cien 1-2 ceamunu. [Ipornosara ce onpenens ot
HaJIMYMETO U U3Pa3eHOCTTa Ha aKCOHAJIHATa JiereHepalus, KoAaTo € Oeler 3a Mo-TexXKo
3acgraHe 1 1o-0aBHO Bb3CTaHOBSIBAHE.

[Tepeute EMI' cumnTomMu Ha [OeMHENUMHU3ALMS ca yAbIDKaBaHE Ha
JATEHTHOCTUTE WM u34ue3BaHe Ha F BweaHMTe W H pednexcure (mpu 50% ot
ManueHTUTe), 3abaBeHa CKOPOCT Ha IMPOBEXIaHEe IO NepudepHuTe HEPBU U
temnopaiHa aucnepcus Ha CMAII (cymapHusi MycKyjeH aKIMOHEH IMOTEHIIHAN).
AKcOHaHaTa JereHepalusi ce XapakTepu3upa C HaMajlsBaHE Ha aMIUIUTYIWTE Ha
CEeTMBHUTE U MOTOPHH OTTOBOPH U IOSiBa Ha JIEHEPBAIUsl B CbOTBETHUTE MYCKYJIH.

[Ipn ceruBHHUTE GOpMHU € XapaKTEpHO 3acsTaHEeTO Ha CETHMBHUTE BJIaKHA Ha N.
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medianus u n. ulnaris, 6e3 3acsrase Ha n. suralis.

JAu¢epennuaiHara JUardo3’a BKIOYBA OCTpa MMEJIONATHA, IOpagu
TPAaHCBEP3aJICH MUEIUT, OCTpa CIUHAIHA KOMIPECUS WM CIUHAIEH HH(OAPKT.
TpsibBa ma ce uMart BIpeaBuA M OBP30 MpOrpecHpalia BacKyJIMTHA MHOYKECTBEHA
MOHOHEBpOIIATUS ~ WJIM  OCTPO  3arloyBalia  XpOHHYHA  JIEMHUEITUHH3HpAIIa
nosmHeBpornatus. [lo-psako wuaBar B ChOOpaKEHHWE OCTpa HMHTEPMUTCHTHA
nopdupus, OorynusbM, Mmyasthenia  gravis, Jlaiimcka  HeBpoOopenno3a,
HHTOKCHKAIIHS C TSKKH MeTaiu, noimuomuenut u CITHH.

JleueHneTo € CBBpP3aHO C OOLIM MEAUIMHCKH TPIKH, MOAAbpPKAHE Ha
JUIIAHETO U XpaHeHe, 3aui0To 3a00JIIBaHeTO MpeMuHaBa conTanHo. [loxpasmens ce
Ha TPIDKa 32 TEXKKO MapaTu3upaHUTE MAMEHTH, KOUTO U3MCKBAT UHTCH3UBHU T'PHKU
u guxartenHa peanumanus (25%), Ha cnenuduuHO JedeHHE (MMYHOTEpAIHs)
HACOYEHO KbM BBH3CTAHOBSIBAaHE HA HEPBHATA yBpE/Ia U HA CHMIITOMATUYHO JICUCHHE.

Hnmen3uenomo nevenue € OCHOBHO, 3alIOTO aKO MALMEHTHTE IPEKHUBESAT
octpara (ha3a, TeXHUTE (YHKIIMH CE BH3CTAHOBSBAT. Pa3BUTHETO Ha ChBpEMEHHATa
TEXHHUKA Ja/ie BB3MOXKHOCT 3a pa3pa0OTBaHE Ha TAaKWBA TUIIOBE PECIHPATOPH H
pexuMHu Ha OeoapoOHa BEHTHIIAIIMS, Y€ THEC CE€ CUMTA 3a Tpyda rpemika, ako 0oJjeH
MOYMHE OT OCTpa JUXaTellHa HeJOCTAaThYHOCT. ChBPEMEHHOTO MHTEH3MBHO JICUCHUE
IIPOMEHU JIpaMaTUYHO CMBPTHOCTTA, KOsTO cragHa oT 30 Ha 5-10%. ToBa ce abmxu

OCHOBHO Ha MCXaHHN4YHaTa BCHTUJIalnusA C IIO3HMTHUBHO HAJIATaHC.

Cumrnromure Moratr Ja Iporpecupar MHOTO Obp30 U OIlle B paMKUTE Ha
mepBUTE 24 dYaca Ja ce HAJIOKHU CEHJIOTpaxeajdHa HWHTYyOaluWsi W MEXaHH4YHA
BEHTUJIALIMSL.

[lopangu Ta3sum mnpuuMHAa NANUEHTUTE 3aIBIDKUTENIHO TpsOBa 1a ce
XOCIUTANIU3UpAT U HaONI0/aBaT 3a AMXATEIHU HapyLIeHWs, Nape3a Ha KpaHUaJIHU

HEpBH U TUCOYHKIMS HA aBTOHOMHATA HEPBHA CUCTEMA.

Knunuunume cumnmomu 3a TIPEACTOAINM JUXATeIIHU HApyIIEHHS ca
TaxumHes, auadopesa (EKCIECHBHO H3MOTSABaHE), HECIOKOWCTBO, H3MOJ3BaHE Ha
JOMBJIHUTEITHU JUXATEIHU MYCKYJIM, aCHHXPOHHH JABWKEHUS HA T'bPAUTE U KOpEMa U
taxukapausa. HeobxonmuMmo e 1a ce oreHsiBa U MpocieisiBa cuiiara Ha JuadparMeHuTe
U pecrnupaTopHU MycKyld. Tsl Kopenupa cbC CHiIaTa Ha IIMHHUTE U TPAINElOBUIHU
MYCKyJTH C KOWUTO uMa oOIa cerMeHTHa uHepBamus. ['py0oTo ompesensHe Ha
JUXaTeTHHsSI KalaluTeT Ce U3BBPIIBA KaTO MalueHTa Opou Obp30 ¢ €HO MoeMaHe Ha
BB31yX. Bp3aMokHOCTTa /1a mpedpou 0 20 oTroBaps Ha BUTaJICH Kanautet Hax 1,5 |.

Enoompaxeanna unmybayus u mexamuyHa e6eHmunayus ce HajaraT Mpu
crnabocT Ha JUXaTeHUTe MYCKynu (mpeauMHO Ha auadparMara), BIIOLIECHU
pecrupaTopHu napameTpu (CrajaHe Ha BUTaIHHS Kamanuter mox 60% - 20 ml/kg,
MaKCUMaJIHO HHCHpaTopHO Haisrane noj 30 cm H20, MakcumManHO eKCHUpaTopHO

HaJIArane I1moJ 40 cm H20), HCBB3MOXHOCT Ha INalMMCHTA Ja CTAaHC, da IOBIWTHC
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rjlaBaTa WiM JaKbTs CU HaJl JIETJIOTO, Hee(h)eKTHBHA KAllJIMIIAa U TIOBUIIICHN HUBA Ha
yepHOApoOHUTEe eH3uMH. lIpn HIKOM MalMeHTH ce Hajllara MeXaHWYHA BEHTUJIALUS
nopaau Texxka OymnbapHa AuCc(YHKIHS, BOJACIIA O 3aTPyAHEHUS B OTACISHETO HA
CEKpeTUTE, IMOBHILIEH pPUCK OT achHpalus M HapylleH ra3ooOMmeH. MexaHW4YHa
BEHTHJIAIMSI CE€ Hajlara Mo-4ecTo IMpH MAalUeHTH C JeMHeTuHHu3upama ¢opma Ha
3abomsBaneTo. CpeqHara MpoIbJKUTEIHOCT HA MEXaHUYHATa BEHTHIAIMS € OT 2 10
6 ceaMuIIU.

Tpaxeocmomus ce Tpuiaara nOpd HEOOXOJUMOCT OT MPOIBIDKUTEIHA
MeXaHUYHA BEHTHUJIAIIUA.

[Ipu manueHTHTE Ha MEXaHMYHA BEHTWJIALUS MMa PUCK OT TPaxEOOpOHXUT,
OpOHXOITHEBMOHUS, 0eI0IpOOHM aTeNeKTa3 , OenoapodHa eMOoIus 1 GaKTeprueMusl.

Pecnupamopnume ungexyuu mMorat na ce HaMaJIAIT C MUHUMAalHA CeHalus,
¢dusnorepanus U BEHTHJIANNS C KPAHO €KCIMPATOPHO HAJSTaHE 3a pelylupaHe Ha
aTCIIEKTa3MITEe U T.H. “CIIOHCKH OsUT P00,

Ocmpu aémoHOMHU HapyuleHus, HaW-4ecTo OT CTpaHa Ha CBPLETO Ce
nposiBsBaT npu 65% ot mamuentute. TpsOBa 1a ce MMa BIpeABH[, Y€ aBTOHOMHHU
HapymIeHWss MOTaT Ja HACTBIAT TMOpaau OeloapoOHa  eMOOdHs, CemCHC,
JNeXuaparanus, HeleKyBaHa Oojika M eNeKTpoiauTeH naucOananc. Hail-uecto ce
pa3BUBa CUMIIATHKOBA CBPBXAKTUBHOCT C HAMAJICHA ITAPACUMITATHKOBA aKTHBHOCT.

CunycoBara taxukapaus (120 ynapa/munHyTa) € Hali-uecta U MOXKe Ja Obie
MPEIBECTHUK Ha AM3pUTMHs. HapyleHusara Ha ChpIIEYHUS PUTHBM Ca YecTa MpUYHHA
3a CMBPTEH M3X0J M MoraT aa Obaar HamaneHu dpe3 EKI' monuTOopmpane u ¢
NpoWIAKTUYHO BPEMEHHO IIOCTaBsIHE Ha TEUCMEHKBbp TpHU  3HAYUTEITHA
Opaaukapius, KOSITO MOXKE J1a ObJie IPEABECTHUK HAa ChPJCUYHA aCUCTOJIHS.

HeoOxo1uM € KOHTpOoJ1 Ha KPbBHOTO HaJraHe, KOETO ce MoBHIIaBa npu 25%
ot manueHTute. [lpu apTepuanHa XUIIOTOHUS Ce MpUjaraT COJeBH pa3TBopu. TpsoOBa
J1a c€ KOHTPOJIMPA BOJAHO-COJIEBUS OaaHc.

Perennus Ha ypuHaTa mopaay mapacHMMITaTHKOBA AUCHYHKIMS HACTBIIBA MPH
25% OT manuMeHTuTe, OCOOCHO MpU TE3W, KOUTO Ca Ha MEXaHWYHA BEHTUJIAIWA.
N3uckBa nocraBsHe Ha KaTEThHP.

Hapymenust Ha racTpOMHTECTHHATHHUS MOTWJIMTET HacThmBar npu 15% ot
nanuenture. [Ipexonen (IHU 10 ceaMUIM) WIEYC HACTHIIBA HAM-UeCTO MO BpeMe Ha
BB3XO/smIaTa (pa3a Ha 3a001sIBaHETO U TIO BpeMe Ha IJIaToTo. B panHara octpa dasza
MPUYMHATA € MapacuMIaTHKOBa TUCQYHKINS, MO-KbCHO — MEXaHWYHATA BEHTHIIAIIHS
u o0e3nBmWKBaHeTO. V3WMCKBa TapeHTEpalHO XpaHEHe, PEKTAIHU  KIW3MHU
erythromycin wim neostigmin.

JlparoTpaiftHaTa mapanusa BOAM 10 JAPYTH YCIIOKHEHHS, KOUTO TpsiOBa na ce
npodunakTupar.

Heob6xomuma e mpodrmiaktuka Ha JIBIOOKHTE BEHO3HH TpPOMOO3M U

oenoapobHaTa emOomus ¢ Hucku no3u Heparin (5000 U na 12 gaca s.c.) win HUCKO-
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Mmonekysipau xenapunu (Clexane — 20 — 40 mg/n#., Fraxiparin — 0,3 — 0,6 ml/nn.).
Cneyuguuno neuenue 3acera HE € U3BECTHO, MAIMEHTUTE C€ MOAOOpSBAT
cnoHTanHo. [Ipumarat ce KopTUKOCTepouaH, IulazMadepe3a W UMYHOTIIOOYINHU
MHTPABEHO3HO, IPEABH/ Ha TAaHHHUTE 3a UMYHHA Aucperyianusi. IMyHoTepanusra ce
npujara BeJHara ciiell pa3BUTHETO Ha JBUTATEIIHUTE CUMIITOMH, HO HE € He00X01uMa
IpU JIGKUTE ciay4yau Oe3 ABUraTenHu cumntomu. llpunaranero Ha miuazmadepesa u
BUCOKH J03W HMMYHOTJIOOYJIMH CaMO CBKpallaBaT IepHOoJa Ha BB3CTAHOBSIBAHE,
OOJIHWYHMSA TPECTOW U TPONBIDKHTEIHOCTTa HA MEXaHWYHATa BEHTHJIAIMSA.
AMepuKaHCKaTa akKaJeMHus 10 HEBpPOJIOTHS TpenopbyBa MpHUIAraHeTo Ha
wia3madepe3a U UMYHOTJIOOYIMH TpH TMAlUEHTH C Tape3a B JOJHUTE KpalHUIH,
KOUTO ca [AMAarHOCTHLIMPAHM IIpe3 WIbpPBUTE 2 CEAMHLHM CJeJ HAdajloTo Ha
3a00JISIBAHETO U MPABAT MOXOJKATa HEBB3MOXKHA, HO MTOTYEPTaBa, Y€ TOBA BCE OIIE HE
e Hai-moOporo neueHwe. Hsma mpoydyBaHHsI MO OTHOIIEHHWE HA JICYCHHETO C
UMYHOTEpanusi Tpu TauueHTH cbc cuHapoma Ha Miller-Fisher. IIpu 10% ot
MAIMEHTUTE HACTHIIBAT PAHHU BJIONIABaHWS (HOBU TPHCTBIIM) CIEJ NpUIaraHe Ha
a3madepesa nuim UMyHOTIIO0YIINH, OCOOCHO MPH KBCHO 3aII0YHAIIO JICUCHHE.

IInasmadepesaTta € eIMHCTBEHOTO JICUCHHUEC, O0KaszaJl0 CBOATa II0-BHCOKa

e(eKTUBHOCT (T0-0BP30 BH3CTAHOBSIBAHE) B CPaBHEHHUE C IUTAC00 M WHTCH3UBHOTO
JIeYeHHE W 3acera € 3JIaTeH CTaHIapT, C KOWTO Ce CPaBHABAT BCUYKH HOBH JICUCHHUS.
JlokasarencTBaTa 3a eheKTHUBHOCTTA Ha I1a3Madepesara ce O0asupar Ha 6 OTBOPEHHU
KIMHAYHE TPOYYBaHWs. B moBedeTo OT TAX Ce M3MOJ3Ba 7 CTENEHHaTa cKaja 3a
OllIEHKa Ha WHBAJTUIHOCTTA. B 4 mpoyuyBaHUs ce yCTaHOBsiBa, 4e cied 4 CeIMUIU
MpujaraHeTo Ha ruiazmadepesa Boau A0 mojaodpenune cpenno noja 1 touka (0,89) B
CpaBHEHHUE ¢ HeJeKyBaHM naiueHTd. [ler mpoyuBanus mokassar, ye 50% mo manko
nanueHTH (14%) nMat Hy>kJa OT anapaTHa BeHTWwiIanus cien 4 ceamuinu. Bpemero 3a
XOCIHUTAIM3aMd HaMaisiBa. YeTHpW MpoydyBaHMs TOKa3Bar, 4ye ciex |1 roauHa
HaI'bJIHO BB3CTAHOBEHHUTE MAllMEHTU HapacTBaT OT 55 Ha 68%. CMbpTHOCTTA HE ce
npomens. Jleuenmero TpsiOBa Ja 3amovHe BB3MOXKHO HaH-paHO, J0 YETBBpTATa
ceamuna. M3pbpiiBa ce mbiHa oOMsHA Ha 5 mia3MeHu obema 3a 1 — 2 ceaMuUIIH.
[Inazmadepesata mpemMaxBa WM pa3pexaa LUPKYIUpAIIUTE HUMYHHH (aKTOpH,
ydacTBalmld B TaroreHe3aTa. To3W TOIXOA HE € HMKOHOMHUYECKH OO0OOCHOBaH,
pasxoauTe 3a TuazMadepesa ca MoBeYe OT HANpaBEeHUTE WKOHOMHHU OT HaMaleH
OOJIHWYEH NIPECTON ¥ WHTCH3UBHO JICYCHHE.

Wupukanmm 3a TpoBeXXAaHe Ha IUia3Madepe3a MMa IMPH TMAIMEHTH ChC
CHUTypHa JHMarHo3a W TEeXKH (OpPMH Ha TONHUPATUKYIOHEBPUT C JBUTATEIHU
HapymeHus (HeBB3MOXKHA TIOXO/KA, TUXATeIHU HAPYIICHHUS), KOUTO MPOIBbIDKaBaT Ja
ce BJIOIIABAT M JaBHOCTTA Ha 3a00JIsIBaHETO He mpepumana 3 cenmuiy. [Ipenoprua
ce ekcrpakiusa Ha 200 — 500 ml/kg mma3zma 3a 4-6 ceaHca mpe3 J€H W 3aMsHa ChC
cosieBH pa3TBoOp ¢ 5% andymuH. HemoctaTbliuTe ca TEXHUYECKH TPYAHOCTH, PUCKOBE,

CTpaHUYHH e(l)eKTI/I U HCBB3MOXHOCT Ja C€ IPHIIO0XH B IMO-MAJIKHUTEC CCIMIIA.
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CrpanuuHuTe edexTH ca aprepuanHa XUIIOTOHHS, CENTULIEMUS,
OpOHXOITHEBMOHUS, HApyIIEHO KpPbBOCHCHPBAHE, YCIOXKHEHUS OT LEHTPAIHUSI
BEHO3EH BT U XUIIOKAJILEMHUSL.

HHTpaBeHO3HOTO MPHUIIOKCHUC HAa BUCOKH 103U I/IMVHOI‘HOGVJII/IH CC IIpuiara

or 1988 r. MmyHornmoOynuHa € OHOJOTHMYEH MEIUKAMEHT, IPHUTOTBEH 4pe3
dpakuonupane Ha KpbB OT noHOpH. Chabpka 4 cyOkinaca Ha uMyHOTrNoOymmH G -
|gG1, |ng, |gG3, " IgG4.

Mexanu3ma Ha JeMCTBHE HAa MUMYHOTJIOOYJIMHA € CBbP3aH C MOJYyJUpaHEe Ha
excnpecusita U ¢yHkuuute Ha Fc penenropure Ha Makpodarure, MOTHCKaHE Ha
LUTOKUHUTE, XEMOKMHHUTE M aJIXE3UOHHUTE MOJEKYJH, B3aUMOJAECUCTBUE C
aKTUBaLlMATAa Ha KOMIUIEMEHTa M peryiaupaHe Ha T — knerkure. IlaTonmormunure
aHTHTeNa ce cBbp3Bar oT IgG u ce noBuaBa TexHUs KinpbHC. @yHkuusTa Ha CD8+
T knerkure ce akTUBUpPA 110 HEU3BECTEH MEXAaHU3bM.

Crpannunute e(eKTH ca T0-MajKo, OTKOJKOTO Tpu 1uiazmadepesara,
HacTbnBaT caMo npu 10% OT manueHTUTe U ca CBbP3aHU C MPEXOJHU CHUMIITOMH Ha
MPOCTY/a, TMOBPBIIAHE, OMACHOCT OT aHA(WIAKTUYCH IIOK, aCENTHYCH MEHHHTHT,
HEYyTponeHus, ObOpedHa HeJOCTATHYHOCT U MUOKApIeH HH(APKT.

CpaBHUTEIIHN IPOYUYBAaHUS HE YCTAHOBSIBAT PA3JINYMI MEXYy UMYHOIJIOOYJIMH
1 a3madepesa 1Mo OTHOIICHHE Ha POJBIDKUTETHOCTTA Ha anapaTHaTa BEHTHIIAINS,
CMBPTHOCTTA, UHBAJIMIN3ALIUATA U BPEMETO 3a Bb3CTaHOBsIBaHE. Hsma npoyuBaHus,
CpaBHSBAIlM HMHTPABEHO3HOTO TPWIOKEHHE HA HUMYHOIVIOOYIMHH C I1u1ane6o.
Bprpekn ToBa HHTPaBEHO3HOTO NPUJIOKEHHWE HA HMYHOIVIOOYJIMH HW3MECTBa
miazmadepesara, 3all0oTO € MO-JECHO MPHIIOKHUMO. BCHYKM THpoyuBaHMSI BBPXY
epextuBHOCTTa Kacaar camo OB/III. Hsma nanuu 3a kinHu4YHaTa €(EeKTUBHOCT MPHU
OMAH, OMCAH, cunnpomsT Ha Miller-Fisher u npyru knunnynm Bapuantu. CMsara
ce, ye epeKTUBHOCTTA € ChllaTa, KakTo mpu miaazmadepesata. [Ipunara ce B JHEeBHA
noza ot 0,4 g/kg/mH., kato BeHO3HUTE HWH(Y3UH Ce TMPOBEKIAT EKEIHCBHO, B
npoabiDKeHUe Ha 10 5 qau. B Beirapus ce nsnmon3sa npenumMao Immunovenin-intact
5% IgG, B amnynu ot 5 ml. Chabpika yoBeniku umyHornooymuau 50 g/l ot xouto
Hai-manko 98% ca mmyHornoOynuH 1gG. Ceaspika cienu ot IgA.

Koprukocreponaure ce W3MOA3BAaT B KIWHWYHATA MpakThka oT 1950 .

[Mpunoxxenu uatpaBeHo3no (Mmethylprednisolone 500 Mg nHeBHO) He MOBIMSBAT X012
Ha 3a00JI5BaHETO, CIOpEJ] PE3yJNTaTUTe OT 6 KIMHUYHH NpoydBaHus. B oTaenHu
Cllydad WHTPABEHO3HOTO NPUJIOKEHHWE HAa BHUCOKHU J103U KOPTUKOCTEPOMIU CIHUPAT
pasBuTHeTo Ha 3abonsBaHeTo. [lepopaaHoTo NMpUIoX)EeHNE BOIU Aake 0 3a0aBsHE Ha
Bb3CcTaHOBsiIBaHETO. [IpeobiazaBa CTaHOBHMILETO 3a BB3Abp)KaHE OT yHmoTpeda Ha
KOPTHKOCTEPOUHHU TMpernapaTtH, Mopaaud jurnca Ha edekT. ToBa KOHTpacTupa c
NOOpOTO  MOBIUSBAaHE HA  XPOHUYHO  MPOTHUYAILIUTE  JEMHEIWHU3HUpaIld
nosnvHeBpornatuu. [IpuunHarta 3a Ta3u Jumnca Ha ePeKT ocTaBa HESCHA, BEPOSITHO

KOPTUKOCTCPOUAUTE TIOBJIIMABAT BB3MNAJICHHUETO, HO 3a0aBAT BBH3CTAHOBUTEITHHUS
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IpoIiec, KaTo MOTUCKAT CIIOCOOHOCTTa HAa MakpogaruTe 1a NOYHCTBAT OCTAHKUTE
OT MHUEJIMHA U TI0 TO3H HAauMH 3a0aBsT peMuenuuu3anusaTa. He e sicna u mpuymnHara 3a
pa3nuyHUS KIMHUYEH e(eKT croped NbTd Ha NPUWIOKEHHE — MEpOpasieH WM
MHTPABEHO3EH, BEPOSITHO € CBbp3aHa ¢ IpujlaraHara j03a.

EnHo KIMHMYHO TpoyYBaHE TOKa3Ba IMO-T00Bp €(PEeKT OT KOMOWHUPAHOTO
npujaraHe Ha KOPTHKOCTEPOHMIM W HMMYHOTJIOOYJIMH HMHTPAaBEHO3HO. Te3u JaHHU
obaue Bce OIle HE ca MOTBbP/ICHHU.

Jlemata ce  BB3CTAHOBSBAT  MO-700pE  OTKOJKOTO  BB3PACTHHUTE.
[Tna3madepe3ata € MeTon Ha W300pP MPU OCTPO BH3HUKBAIIUAT U TEKBK CHHIPOM
(mag 12 rogumHa BB3pACT), JOKATO IMPU MOJOCTPO pa3BUTUE C IMO-JIEKa
CHUMIITOMATHKa C€ MPEeINOYUTaT KOPTUKOCTepOouaAn. [IpuiaraneTo WHTPaBEHO3HO Ha
umyHornooymuau (0,2 g/Kg) moBnusiBA 1MO-OBP30 CUMIITOMHUTE, OTKOJKOTO
MPUIIAraHEeTO Ha KOPTUKOCTEPOUIN.

Cumnmomamuunomo JeyeHue BKIIOYBA TIOBIMSABAHE HA HEBpOIATHATa
0oKa, pU3noTepanus U PeXaOUITHTAITUS.

Jleuenuemo mna 6oikama € BaXHO, TPEABH] HEHHATa 4YecToTa W
MPOABIKATEITHOCT.

AnmuKongyicanmume ca MEIUKaMEHTH Ha ITbPBH W300p 3a MOBJIHSIBaHE HA
HeBporaTHaTa 0oJiKa.

Gabapentine (900 no 1800 mg aH.) ¢ Haii-epeKTHBHUS AHTUKOHBYJICAHT 3a
JedyeHrWe Ha  HeBpomarHata Oonka. HawmamsBa  wecrortara, cuiara W
MPOABDKUTEITHOCTTA HA MPUCTHIINTE OT OOJIKA U MOXKE Ja TPEIU3BUKA PEMHUCHSL.

Pregabalin (300-600 mg 11.) e aHanor Ha gabapentin, HO ¢ T0-0bp3 edekT, mo-
noOpa OWoHamMYHOCT W JMHeapHa (apmakokuHeTnka. [loBnmsBa mepudepHata u
IIEHTpaTHa HEeBpoIlaTHa 0oJka mo-go0pe oT gabapentin. Tutpauusta u ehexTsT ca
O0bp3u (1 cenmuia) U ce momiMsBa HapyleHUIT cbH. CTpaHuuHHUTE edeKTH (TpHu
11%) BKIIOYBAT 3aMasHOCT, CBHHIIMBOCT, CyXOTa B ycTaTa, nepu(epHH OTOUU H
HaJiJlaBaHe Ha TerJyo. 3a Ja ce u30erHaT CTpaHuYHUTE ePeKTH MOXKe J1a ce Tpuiara B
mo-uucku 103u (150-300 mg).

Anmuoenpecanmume ca MeIuKaMeHTH Ha BTopu m300p. M3momsBar ce
WHXUOUTOpPM Ha oOOpaTHUS 3axBaT Ha cepoTOHMHA W HopaapeHanuHa (SNRI):
amitriptyline (12,5 — 75 mg an.), venlafaxine (75 mo 150 mg amu.) mirtazepin (30 — 60
mg 1H.), moclobemide (600 mg an.) u trazodone (150 g0 225 mg aH.).

Qusuxarnama mepanus u pexaourumayus ca HeoOxomumu npu 40% ot
MAIMEHTUTE 110 BpeMe Ha ocTpara ¢a3za. PaHHOTO BKIIIOYBaHE Ha (PM3HMKATTHA TEeparus
€ HeoOXoauMo 3a NpouIaKTHKa Ha KOHTPAKTYypUTE, KOMIIPECHOHHUTE JIE3UH Ha
nepudepHuTe HEpPBU, AEKYOUTAIIHUTE paHH, OPOHXOMHEBMOHHMU M TOCTypajiHaTa
xunotonus. Crnex octpatra ¢asza ¢u3MKagTHATA Tepanmus W pexaOuIuTaIus

npoabKaBa ¢ HACOYCHOCT KbM OCTaTbUHATa HCBPOJIOrniHa CUMIITOMAaTHKaA.
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He cwiiectByBa cenuduyHo Jieuenue 3a cunapoma Ha Guillain-Barre.

Haii-Baxxuu ca rpmwkuTe 3a MalueHTa, KOHTO TpsOBa Ja MpeXuBee ocTpara
¢aza, 3a qa npeMuHe BHB (Pa3aTa Ha CIOHTAHHO BH3CTAHOBSIBAHE Ha (DYHKITUUTE.

[Tnasmadepesa uam MMyHOTJTOOYJIMHM MHTPABEHO3HO C€ MpHiIarat mpes
octpara ¢a3za camo npu nauentu ¢ OBII u nmapes3a B 1oHUTE KpaHUIM, KOUTO ca
JIMAarHOCTUIMPAHA TpPe3 MBbPBUTE 2 CEAMHIM CJIEJ HA4YaJoTO Ha 3a00JsBAaHETO WU
IIpaBsAT II0XOJKaTa HEBB3MOXKHA, IPU KOUTO CKbCSBAa NPOABIDKUTEIHOCTTA Ha
MEeXaHUYHaTa BEHTUJIALMS.

CUMIOTOMATHYHOTO JICYCHHUE € HACOUCHO KbM HCBpOIIaTHATA Oouka.

IIporuo3a. Bo3cTaHoBsBaHeTo € M0-OBp30 mpe3 MHPBUTE 6 Mecena Hu
MPOABIKABa M0-0aBHO /10 2 TOAWHU Cliel HavyaioTo Ha 3adomsBanero. [Ipu 30% ot
INaImUuEHTUTE OCTaBa MH3BECTHA HMHBAJIUIHOCT (MYCKy.]IHa c1a00CT M CETHUBHU
HapymeHust). Ts e mo-TeXKO M3pa3eHa MpH akCOHaTHHUTE GopMu. YMopara € Japyr
ocTaTbhu€H cUMOTOM IpH 75% oT nanueHTuTe. Mosxe Ja nepcucTipa ¢ TOAUHU U HE €

CBBbp3aHa ¢ MyCKyJiHaTa cJabocCT.

2. XpoHHYHA BB3NAJMTENHA [eMHEJIHHU3HPAILIA IOJUHEBPONATHUS
(XBJII)

Pasrpannuena ¢ ot OBJIIT ot Austin mpe3 1958 r. Ha 6a3ara Ha €BOJIIOIUATA,
TEpaneBTUYHUS OTFOBOP M INPOrHO3aTa. XapakTepuzupa ce€ C MpOorpecupanio
pa3BUTHE Ha CHMETpPUYHA MYCKyJHa ciabocT B KpalHMIUTE, Hal-Malko B
IIPOBJDKEHHUE HA 2 Mecela.

3adoasiemocrTa € 2-7% Ha 100 000 nymm Hacenenue. 3acsra 2 IbTH IIO-
yecTto Mbxkere. bonectHoctTa € ot 0,5 npu aenara 1o 2 Ha 100 000 nymum Hacenenue
pu Bb3pacTHUTE. Cpella ce BbB BCsKa Bb3pacT, HO Hal-uecTo Mexay 50-60 ronuHu.

Kanacudukanusa. IlpencraBnsiBa XETEpOreHEH CHHIPOM, CBCTAaBEH OT
HSAKOJKO KJIMHHYHM BapuUaHTH, KOWTO C€ pa3janyaBaT oOT KIACHUYECKUAT 110
KIMHUYHATa CH KapTUHa M TEpaneBTHMYHO TMOBIMABaHE. Bcuuku mnpuaodutu
JEMHUEIIMHU3HpAIIA HEBPONIATHM C HEYCTAaHOBEHA €THOJIOTHS CE NPHUUYUCISABAT KbM
XBAIL TIlpu 25% OT manueHTUTe ce YCTaHOBsBa Bpb3Ka C JAPYro 3abosBaHe
(MOHOKJIOHAJIHa TaManarus, MapanpoTreuHeMus, TumdoM, cucrtemeHn iaymyc, HIV
uHbekusa, MakporinoOynmuHemuss Ha Waldenstrom, OCTEOCKIEPOTHUYEH MHEIOM,
POEMS cuHIpoM, XpOHMYEH AaKTHUBEH XEMaTUT, BB3NAJUTENHO 3a00ysgBaHe Ha
yepBara, nuMpom Ha Hodgkin u gp.). OOpwma ce ocobeHO BHUMaHHE Ha
acuMmerpuuHuTe BapuaHTh Ha XBJIII, Tl KaTo TIXHOTO HEAMArHOCTULIMPAHE
u3Mycka OnarompusTHaTa BB3MOXKHOCT Ja ObJaT TPETUPAHU C TOJXOIAIIO0

HUMYHOCYIIPECUBHO JICHCHHUC (KOpTI/IKOCTepOI/I,Z[I/I HJIM UHTPABCHO3CH I/IMYHOFJ'IO6y.HI/IH).

Ta6a. 2. Knacupuxkanus na XB/IIT
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NauonaTnuHa (kaacudecka) XB/III — Hama chbTCTBAIIO 3a00JIIBaHE
ATHnn4Hu BapuanTu Ha XBJIII:

- Myntudokanaa motopHa HeBponaTtusi (MMH) - acumerpruyHa, YCTO MOTOPHA;
- MyntudokanHa npuaoduTa 1eMUueIMHA3HpaIia CeTUBHO-MOTOPHA HEBPOIATH
(Lewis-Sumner cMHIPOM) — aCHMETPUYHA, CECTUBHO-MOTOPHA,;

- Juctanna npugoOuTa 1eMUETMHU3UPAIA CHMETPUYHA HEBPOIIATUSI — CUMETPUYHA,
UCTaliHA, CETUBHO-MOTOPHA; HapylleHa noxojaka; |gM mapanporennemus npu 75%.
- Kpanunanen noamHeBpur;

- bpaxuanna wnu mym6ocakpanHa paauKysIoIIeKCyCHa HEBPOIATHs;

- MHO€ecTBEHa MOHOHEBPOTIATHS;

- CbueTaHue Ha EHTpaJHa U nepudepHa JeMUEeTMHU3AIMS;

- UucTo ceTuBHU HEBPOIIATHH;

XB/II acoumupana ¢ Apyro 3adoJjisiBaHe:

- HIV undexums

- JlumbonponudeparuBuu 3a6onsaBanus (Tumpom Ha Hodgkin);

- MoHokIioHaIHa WK OMKJIoOHaMHa ramanaruu (Makpornooynuaemusi, POEMS
CUHJIPOM);

- MoHOKIJIOHaJIHA raManarus ¢ HeonpeneneHa 3Hauumoct ot IgM, IgG u IgA tum;
- CucremeH lupus erythematosus;

- 3axapeH n1uaderT;

- XpoHuueH aktuBeH xenatut B v C;

- Beananurennu 3abonsBanus Ha yepBata (6onect Ha Crohn);

- TupeoTokcuko3a;

- Jlemuenunuzanus Ha [{THC.

Etnosiorusita He € Heu3BecTHa. TpurepHu Qakropu Morat nga ObaaT
IPOTHBOTPUIIHA WJIM BaKCHHA MPOTUB AU(TEpHs, KOKIIONI, TeTaHyC, MOJIUOMHEIHT,
xernatut B, npeOna mapka, pybeona u 3aymka. 3a pasnuka ot OBJII, uecto
3amouBamia cineq BupycHa uHbekuus, npu XBJII ce orkpusa Bpb3ka ¢ HLA
aaturean Dw3, DRw3, Al u BS.

IlaTorenesara Ha MenuupaHata OT Makpodaru IeMHETMHM3ALUs, KaKTO U
IIpU IPYTUTE BB3NAIUTEIHU HEBPOIIATUH, € CBbP3aHa KAKTO C aHTUTAIO MEAUUPAHU,
Taka U ¢ T-KIeTbYHO MEAUUPAHU aBTOMMYHHU PEAKIIUH.

ITaroMopdo10ruyHNTE JAHHHU Ca C XapaKTep Ha XPOHUYHA IEMUEIINHUA3ALUA
Ha KOpeHYeTaTa M NMPOKCHUMAIHUTE OTJAENIM Ha NepuepHUTEe HEPBHU, MO-PAIKO UMa
OeJe3n Ha aKCOHAJHA JiereHepanus. FiMa u npeiuMHoO akcoHainHa ¢opma.

KiauanynaTa kapTHHaAce XapakTepu3upa CIIOCTENIEHHO U 0aBHO pa3BUTHE Ha
c1ab0CT B MPOKCUMAIHUTE U TUCTAIHU MYCKYJIHHU I'PYIU Ha JOJHUTE U MO-PSAAKO HA

TOpPHUTC KpaﬁHHL{H. MakcuMaTHUSAT HEBPOJIOTHUYCH ,HC(I)I/ILII/IT C€ aocTtura CJIcn 8 nnm
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IIOBEYE CEIMHUIM OT HAa4aJloTO Ha HEBposjoruyHara cumnromaruka. Ilpu 15% ot
naueHTuTe 3aboiisiBaHeTo 3amouyBa ocTpo, kato OBJIII u mocne mpomeHst cBos
KJIMHUYEeH XoJ. Moke naa 3alo4yHe acUMETPUYHO WJIM OT TOPHHUTE KpalHWIIU.
Myckynaute xunorpoduu ca crnabo uspaseHn. CeTHBHHUTE HapyLICHHs ca Io-
otuetiivBh B cpaBHenune ¢ OB/, makap OonkuTe 1a ca Ha mMo-3ajeH MiaH. Moxe 1a
uMa 6onku B Tepoa. [IpeobrnagaBa 3acsraHeTo Ha BUOPAIIMOHHUS 1 CTABHO-MYCKYJICH,
npeq TemmeparypHuss W OOJKOBHA YCeT, IMOpaaM 3aciraHe Ha jedenurte
MUEIMHU3UPAHU BiakHa. B Hsxou cioydanm uma ausecte3uu. 3acsranero Ha KH ce
cpema no-psaako (10-15% ot ciyuaute). Ilepudepnn aBTOHOMHU HapylIEHUS UMa B
20%, a orHumiHa HEBpOJOrMYyHa cumnroMaruka oT crpaHa Ha [THC — B 10% ot
ciydaute. [Ipy HAKOM NalMEHTH UMa TPEMOP B PBLETE.

Knunuunusm xo0 € XpOHWYEH, IPOrpecupall], CThIATOBUIAHO-IIPOrPECUpAL]
WM TIPUCTBIIEH.

Jlnarno3arace IIOCTaBsI YpE3KIMHUYHH, JIMKBOPOJIOTMYHH,
EJIEKTPOAMArHOCTHYHN W TMAaTOMOP(OJIOTHYHU KPUTEPUH. TAXHOTO W3IMBIHEHUE
orpezess Bb3MOXKHA, BEPOSATHA U CUTypHA IMarHOCTUYHA CUTYPHOCT.

3aovorcumennume KIUHUYHU Kpumepuu Ca: Pa3BUTHE HA CUMETpUYHA
IIPOKCUMAJIHA M JIMCTaJIHA MYCKYJIHA CcJIa0OCT B MOBEYE OT €IUH KpaillHMK, ChUeTaHa
ChC CYXO0XKMJIHA XHUIIO- 10 apequieKCcHsl U porpecus Ha 3a00JIsIBaHETO HaJ 2 Mecela.

Ilookpenawu Ouazno3zama KIUHUYHU CUMRMOMUCA: JAHHU 32 NPEAUMHO
JMCTATHA MYCKYJTHA ¢1a00CT, CETUBHU OTIAHHU /WA Bb30YAHU CUMIITOMH.

- JIukeoponozuunu Kpumepuu — 1aHHYU 32 OENTHUHO-KJIEThYHA JUCOLIMALUS B
nmkBopa (6enrsk > 0,45 g/l, knerkn < 10x10%/1). Criopen AMepukanckaTa AKageMus
o Hespomnorust (AAN) Te ca 3a1bIKUTEHH 32 TIOCTaBsHE HA CUTYpHA JIMarHo3a.

- Enexmpomuozpaghckume Kpumepuuca 3aqbJDKUTETHU 3a TOCTaBSHE Ha
nuarno3ata. B cpaBHenue cbc CI'b, mpu maumentute ¢ XBJII ce ycraHoBsiBa
3HAYUTENIHO 110-3a0aBEHa CKOPOCT Ha MPOBEKJAHE IO JBUTATEIHUTE U CETUBHU
BJIaKHA Ha NepuepHUTE HEPBU, MO-CUIIHO M3Pa3eH YacTHUEH OJIOK Ha MpPOBEXKIaHE
[0 JABUTATEIHUTE BJIAKHA WJIM aOHOPMHHU TEeMIOpallHa IucHepcus, yAbDKeHH F-
BBJIHU W AUCTAIHM jaTteHuuu. [Ipu urnenata EMI' mo-decto ce perucrtpupar 1aHHU
3a IEeHepBallks U CUIIHO pa3peieHH 3alKCH.

- Xucmonozuunu Kpumepuu — JaHHY 32 IEMUEITMHU3AIMS, PEMUETUHU3AUS
U Bb3NanuTeNHa uMHbuATpanusa. Te ca 3aAb/DKUTENHU 3a IOCTaBsSHE Ha CHUTypHa
nuar”osa cnopel AAN. B cirygauTe, Korato CTENEeHTa Ha CUTYpHOCT Ha IMarHo3ara €
“Bb3MOKHA” (He ca u3nbiIHeHH EMI' 1 TUKBOPOJIOTHYHYN KPUTEPUH), C€ MPENnopbyuBa
Ouorncus Ha nepudepeH HEPB ¢ OrJie/l U3KII0UYBaHE Ha APYTHU 3200 sIBaHUS.

C ornen Ha nmudepeHIHUANIHATa [OUAarHO3a Ca HEOOXOJUMH MHOMKECTBO
W3CIeBaHMs: CEpyMHa IJII0K03a, TITI0K030-TOJEPAaHTEH TECT, TITUKUPAH XEeMOIJIOOHH,
GyHKIIMM Ha IUTOBHJIHATA JKJie3a, OBOpenuTe W 4YepHHs Ipo0, HW3CICABAHUS 3a

xenatut, HIV anTtmTena, cepymHa u ypuHHa ejnekTpodope3a 3a THPCEHE Ha
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napanpoTenH, IbJIHA KpbBHA KapTHHA, CEPOJIOTMYHO H3cieaBaHe 3a Borrelia
burgdorferi, C peakTHBEH NpPOTEWH, AaHTHHYKJICAPHH AHTHUTENA, AHTHOTCH3UH
KOHBEpTHpAl] €H3UM, aHTHUTEIa KbM CEKCTpaxupaun] ce SAPEeH aHTUICH,
peHTreHorpadus Ha TpbJCH KOII U Ha KOCTH (aKO C€ YCTAaHOBSAT NapanpOTEHHN).

Ju¢epennuanna auarnosa. llanuenture, NOKpUBAIM KpUTEPUUTE 34
XBJII, ce mompa3aenar Ha TaKWBa C WIAUONATHYHA W CBBP3aHa C JAPYro 3a00JsBaHe.

TpsabBa na ce U3KIIIOYAT U HACIEICTBEHUTE MOTOPHO-CEH30PHU HEBPOIIATHUH.

Hamnuauero na XB/IIT namara ornudepeniupane Ha GopMuTe, aCOIMUPAHU C
JPYro OCHOBHO 3a00JIsIBaHE.

ToBa Hanmara M3BBpIUIBAaHE HA JIMKBOPHO H3CJE/BaHE, JHUKBOpPHA, CEPyMHA U
ypuHHa enekTpodopesa 3a ThPCEHE Ha MapampOTEeHH, KAKTO W MHOXKECTBO JIPYTH

MU3CJIICABAaHUA.

Jleuenneroe umyHomodyrupauwy0o C KOPTHUKOCTEPOMIH, IUIa3Madepe’a u
WHTPABEHO3CH UMYHOMIOOYNWH. [Ipuiarar ce mpu MamueHTH ¢ JIOCTaThYHO TEXBK
HEBPOJIOTUYCH JeUINT, 3a Ja OIpaBlac PHUCKBT OT JICUCHUETO, OCOOEHO ¢
KOPTUKOCTEPOUJINTE.

IIpoovasxcumenno neuenue ¢ Prednisone (dehydrocortison) B HauanHa 1032 OT
80-120 mg/mH. exeTHEBHO WX B aJITEpPHUpAIIA CXeMa OT 7,5 mg B alITCpHAHTHUS JICH
€ MeToJl Ha mbpBU M300p. Becekn mecer nHeBHaTa 103a ce HamaisiBa ¢ 20 mg 1o
JOCTUTaHe Ha MUHUMalHaTa edekTuBHa A03a, oOukHOBeHO 20-40 MY aHEBHO.
JleuenueTo TpsAOBa /1a MPOIBIDKY MOHE 9 Mecela U J1a 3all0YHE Bb3MOXKHO Hail-paHo.
[To-panHOTO TIpeKpaTsBaHe Ha JIEYSHUETO BOJIU JIO HOB MPUCTHII. 3a MPOIBIKUTENCH
Meproj; OT BpeMe MOXKE Jla ce MpoBexAa moaabpxkaimio jedeHue ot 0,5 — 0,75
mg/kg/nu. Octeomnopo3ara ¢ BepTeOpalHU KOMIPECHOHHU (PpakTypu U KaTapakTara
ca Hali-4ecTUTE yCIOKHEHUS OT ABITOCPOYHOTO JICUCHUE.

Kombunupano neuenue c¢ Prednisone u nnasmagepesa € TOKa3aHO aKo
O0oJHUTE HE ce MoAoOpsABaT BBIpekn 4 ceAMUYHO JjeudeHue ¢ Prednisone wumum
MPOJBJDKABAT Jla C€ BIIOIIABAT WM pa3BUBAT CTpaHW4YHU edekTu oT Hero. Ts ce
MPOBEXKa IBa MBbTU CEAMUYHO B MPOABIDKEHHE HA 3 - 6 CEOMUIH, CJell KOETO Ce
MOBTaps B 3aBUCUMOCT OT BJIOIIABAHETO HA MAIlMEHTA.

HUnmpasenoznomo neuenue ¢ umyHeH 2100y1ux iMa BpeMeHeH e(pexT. 3anouBa
ce ¢ 0,5 mo 2 g/kg/nn. B mpoabmkenue Ha 4 - 5 guu. Te3wm manMeHTH, KOUTO
OTrOBapsAT A00pe Ha JIEYEHHWETO, MOTraT Ja Moidy4aT MH(PY3UH C €IUHUYHA J03a OT
0,5g/kg/mH. Ha WHTEpBalld, 3aBUCEIIM OT CHCTOSIHHETO HM. PSAIKO Mpeau3BHKBa
CEpUO3HU CTPaHUYHH e(EeKTH, HO TpsAOBa Ja ce MPOBEXKIa BHUMATEIHO NMPpU ObOpeyHa
HEJOCTAaThYHOCT.

Azathioprine 3 mg/kg nH. B mpoabKeHUE Ha 3 Mecela MOXKe Ja ce MPUIIOKHU
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npu Jmnca Ha eekT. AKO M Ta3u Tepamnus He Jaje 3a70BOJIUTENIeH e(eKT ce
npunara cyclophosphamide 50 mg/kg nH. nHTpaBEeHO3HO B MPOIBIKCHUE HA 4 JTHU.

[Tpunaranero Ha argha uiru bema unmepgeporn MOXe na ObJEC BPEMEHHO
e(CKTHUBHO TPU HIKOH MMAIUCHTH.

Cumnmomamuuno n1eyenue ce NPOBEKIA 3a HEBpoNaTHaTa 0oJIKa.

IIporHo3ara e cBbp3aHa C MPOIBHKUTEIIHA HEBPOJIOTUYHA TUCHYHKIUS U T10-
MaJIka BEPOSITHOCT 32 CHOHTAaHHM PEMHCHH, 3a pasziMKa OT jo0para MporHoza Ha
OBUII. Cnen mpoBeaenoto JsiedeHue 95% ot OoaHUTE ce MOA0OpSIBAT BPEMEHHO.
Crnen TtoBa camo 40% OT TAX OCTaBaT B IbJIHA WM YacTHYHA PEMUCHs, 0e3 Ja ce
nexyBat. [lo-moOpa e mporHo3aTa TpU MAMEHTH CbC CIOHTAHHH PEMUCHH,

OTKOJIKOTO € IIporpecupail xoa Ha 3a00JIIBaHETO.

XBJII ce nekyBa ¢ KOpPTUKOCTEPOUIH B MPOABIDKEHUE HA 9 Mecena.

CUMITOMATUYHOTO JICUCHHE € HACOUCHO KbM HCBpPOIIaTHATa Oouka.

3. MyarudoxagaHaTta MOTOPHA HeBpomatusi ¢ 0JIOK B NPOBOAUMOCTTA
(MMH) e onucana nipe3 1985 r.

3aboasiemocTTa € Manka, B cBera ca onucanu Haa 300 ciywas. 3acsra
npenuMHo MbxkeTe (80%), BbB Bb3pacToBus Auana3oH 20-50 roaunu (80%).

Pa3nens ce Ha nBe rpynu — myntudokanHa MotopHa HeBpornatus (MMH) u
MynTudoKaieH 0JIOK B MPOBEKIAHETO. Mex Ay TIX ChllecTBYBAaT KIuHU4YHU, EMI™ 1
MMYHOJIOTMYHHU Pa3JIMKH, HO BBIIPEKU TOBA C€ pa3rpaHUyaBaT TPYIHO.

Etuosnorusra ne e uzecta. [Ipu 50% oT nauueHTUTE € MOBUILIEH TUTHPA Ha
IgM anturenara xpM GMI1 ranrnmo3un Ha mnepudepHuss MuenuH. ToBa gaBa
OCHOBaHHE 3a OOCHXKJaHE Ha MPUHAMIEKHOCTTA My KbM MapanpoOTEHHEMHYHUTE
nonvHeBpornatud. He e wu3BecTHa mnpuyMHaTa 3a W300pPHOTO 3acsAraHe Ha
JBUTATETHUTE BJIaKHA Ha TMepudepHUTe HEepBH. BB3MOXKHO € Ja ce ABKH Ha
paziMyHaTa aHTUTE€HHA EKCHOpecHus B JBUTAaTEIHUTE W CETHMBHU BIJIAKHA WJIM Ha
Pa3IMYHOTO MPEAPA3NOIOKEHUE KbM YBPEKIAHE.

IIatomop¢o10rHYHO Cce YCTaHOBSBAT Je- U pe- MHUEIMHHU3ALHUs, MHOTO
noo0HM Ha Te3u mpu XBIL

Kimanunonpornya MHoro cxoaHo Ha AJIC, ¢ XpOHUYHO-PEMHUTEHTHO WIIU
M0-4eCTO ¢ 6aBHO XPOHUYHO - IPOTPEIUSHTHO NMPOTHYAHE. XapaKTepU3Upa Ce C OCTPO
WJIU TIOJIOCTPO HACTBIIBAILA JUCTAIHA MOTOPHA MOHOHEBPONATHUS B TOPHU U MO-PSIAKO
B JIOJIHU KpalHUIM (YBUCBaHE HAa KUTKaTa WK cTenanoto). [Ipu 10% ot manuenture
ca 3acsarar MNpPeJIMMHO TOPHUTE KpallHUIM W MPOKCUMAIHUTE MYCKYJIHU TpPYIH.
HeycetHo ce 3acsra u apyr nepudepexn HepB. Bepinuaneto Ha KH He e xapakTepHo.
OdopMmar ce acuMeTpuyHa, MPEAUMHO JAUCTATHA CIa00CT U MYCKYJTHH XUMOTpoduu,

CAMHUYHU (bacumcynaunn U KpaMIIki, KOHUTO 3acdraT MNpeaAUuMHO PBLCTC.
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Pasnpenenennero Ha napeTMYHUTE MYCKYJIM CHOTBETCTBA Ha HMHEPBALlMOHHATA
30Ha Ha otaenHuTe nepudepan HepBH. CyXOXKWIHUTE peIeKCH ca TOTUCHATH WU
HOopManHU. TunuuHa € Jumcara Ha CEeTUBEH AeUUUT NpH KIMHUYHOTO 1 EMI
n3cneaBade. Hanuuumero Ha mapecte3suu He M3KIOYBAa aAuarHos3ata. [lpu Hskoun
MAIMEeHTH ¢ MyJITU(OKaJIEH OJIOK Ha MMPOBOAUMOCTTa MMa KIMHUYHU 1 EMI" ceTuBHM
HapymeHust B 00jacTTa Ha MOTOPHHUS OJIOK M KIMHMYHATAa KapTHHA HAarono0sBa
XBAIIL. JluncBar OONKH, aBTOHOMHHM pPa3CTPOWCTBA M 3acAraHe Ha ICHTPATHHSA
JIBUTATEJIEH HEBPOH.

Jluarsosara ce IOCTaBd CHOpEX KIMHUYHU, JUKBOpoiormyHu u EMI
KpUTEPHUHU.

Heepocpagpcku  ca  xapakrtepHu Oene3utre 3a  JACMHCITUHHU3AIUS — —
MEPCUCTUPAILUAT MYITU(OKaIEH yacTHUueH OJOK Ha MPOBEXKIaHE MO JABUTATEIHUTE
BjakHa Ha nepudepunure HepBu (mpu MMH) unu 0610k Ha NPOBOAUMMOCTTA IO
CMECEHM HepBU. Te ca OCHOBEH Ju(depeHIHaTHO-IUarHOCTHUEH Oener 3a
pa3nuyaBaHe OT MOTOHEBPOHHHUTE 3a0oiisiBaHMA. YaCTUYHMAT MOTOpEH OJIOK ce
XapakTepu3rpa ¢ HEIPOIOPLHUOHAIIHO HaMaJsiBaHE Ha aMIUIMTYyJaTa WK IUIOLITAa Ha
CMAII (cymapHMST MOTOPEH aKIMOHEH IOTEHIHal) MpU MPOKCUMAIHA CHPSIMO
JUCTalIHA €JIEKTPOCTUMYJIalus Ha nepudepeH ABurareiaeH Heps. TpsOBa aa nurcsa
temnopaiHa aucnepcuss Ha CMAIL Karo xputepuu ce nmpueMa HaMajsiBaHETO Ha
aMIUIMTyaaTa wid riomra Ha npokcumanaus CMAIIL ¢ mosede ot 20% crpsmo Te3u
Ha auctainus. [Ipeanounrta ce U3MoiN3BaHeTo Ha “INChing TexHukara” - cTUMYyIAIHsI
Ha HepBa Ipe3 Kbcu MHTEpBaIH (2-2,5 ¢m). [lo TO3W HAYMH MOXE Ja Ce YCTaHOBU
nanu amruintyaata Ha CMAII criaga BHe3ammHO B ONPEJIENICH y9acThK Ha HEPBA, KOETO
€ KpUTEpUH 3a MOCTaBsSIHE Ha JMarHos3aTa, ako CIaJIaHeTO HE € B oOuyailHuTe MecTa
Ha KOMIIpECHsl Ha ChOTBETHMsI HepB. IIporpecuBHOTO crajgaHe Ha aMILIUTyAaTa €
XapaKTepHO 3a JIpYru 3a00JisiBaHUsA, MPOTUYAIM C XPOHMYHA JEMHUEIMHU3ALNS WU
aKCOHaJIHAa yBpeaa. bIoKbT Ha MPOBOIMMOCTTA MOXKE /1a HACTBHIIN BbB BCEKH y4acTbK
Ha nepudepeH JBUraTelieH HEepB, HO Haii-uecTo 3acsra N. ulnarisu n. medianus B
MpeIMULIHUIATA, TO-PSAAKO B 00JIacTTa HA MUIIHUIATA WK akcuiara. [lo-psako ce
3acarat N. peroneusmim N. tibialis. CkopocTra Ha mpoBekIaHe MO JBUTATCITHUTE
BJIaKHA Ha nepudepHUTe HEPBU OOMKHOBEHO € B TPAHUIMTE HA HOpMAaTa WM € JIEKO
HamaieHa. CetuBHHTE BiIakHa ocTaBaT HeszacerHaTu. Urienmoro EMIT micinensane
YeCcTO He MOKa3Ba MMaTOJIOTUYHU OTKJIOHEHHs. Morar Jja ce ycTaHOBSAT (aciuKyIaluu
u GuOpmIallii U MOTOPHU aKIIMOHHU MOTEHIIMATIH C MOBUIIEHA MPOJBIKUTEIHOCT U
aMIUIATY/1a, JIOKAJIM3UPAHU CaMO B MYCKYJIUTE€ MHEPBHpPAHU OT 3acCerHATHs HEpB. 3a
pasznuka OT TOBa MpPH YBPEXKJAaHE HAa CIUHAIHUTE MOTOHEBPOHU MPOMEHHTE
00XBaIaT MHOTO MYCKYJIHU TPYIIH.

Jluxkeoprnusm 6ermvk € B pepepentnu rpanuiy npu 90% ot naruentute. [pu
OCTaHAJIMTE MAIMEHTH MOXe Jia Ob/e Jeko nmosumeH (1o 80 mg/dl).

Hobpusm mepaneemuuen egexm OT HHTPABEHO3EH HMYHOTJIOOYIUH WIIH
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cyclophosphamid monkpenst nuarxosara.

JudepeHnuanHara auardo3a Hajmara jga ce wuskmoudar ALS, cnunamna
myckynHa atpodus u XB/II. Hannuunero Ha sSiCHM CETUBHHM HapyIIEHHUs B 00yacTTa
Ha 3acerHatute nepudepHu HepBu (npu curypHa EMIT penykmust Ha ceTMBHarTa
aMIUINTyZla WIA Ha CKOPOCTTa Ha MPOBEXKJIAHE I10 CETUBHUTE BIIAKHA), IPHU
aCUMETPUYHO pa3npeieficHne Ha TMape3uTe TpsAOBa Ja HACOUYM BHHUMAHHETO KBbM
Apyrd nuaruo3u. KeM TsaX npuHaanexaT cMHAPOMBT Ha Lewis-Sumner oT kpbra Ha
XB/II, MHOXecTBeHaTa MOHOHEBpONATHS IPU BAaCKYJIUTH WIM B pe3ydTarT Ha
MHOXKECTBEHU KOMIIPECHOHHM CHHIPOMH Ha NepuepHU HEPBU NPHU HACIEICTBEHU
HEBPOIIaTUU ChC CKJIOHHOCT KbM PAa3BUTHUE HA Napaju3u, IPUYMHEHU OT HATHCK WJIU
HEeBpopuOpoMHU.

Jleuenuero c cyclophosphamid 1 g/mZMecetIHo, 3a 6 Mecema € METOJ Ha
nbpBU KM300p. IlpenBua Ha BB3MOXKHUTE CTpPAaHMYHU €(EKTU Ce Mpuiiara camo IMpu
MAUEHTH C MO-TEXKa NHBAIUIU3ALIUS.

JledeHneTo ¢ MHTPaBEHO3CH UMYHEH ri100ynuH (B 1o3a 0,4 — 0,5 1o 2 g/kg/nH.
B NPOABJDKEHUE HA 4 - 5 IHN) NOBJIMSABA BPEMEHHO U HEI'BJIHO NIOBEYETO MALlMEHTU U
HEe cnupa mnporpecusara Ha 3abossBaHero. HeoOxonumu ca nmoBTopHM Kypcose. He
MOBJIMSIBA U KOHLEHTPALMATA HA aHTUTJIMKOJIMITUIHUTE aHTUTENA.

[TatmenTuTe HE Cce TOAOOpSABAT ClieA JICYEHHUE C KOPTHKOCTEPOUIH HITU
masmadepesa.

IIporno3ara e no6pa.

4. XBAII acounupanu ¢ Apyro 3a6o/isiBaHe

IMosmHeBponaTHN, aCONMMPAHU € TAMANATUSA(MOHOKJIOHAJIHU NPOTEHHM)

CepyMHH MOHOKIJIOHQJIHU MPOTEMHU MOTaT Ja CE€ YCTAaHOBST IpHU JIMIICA Ha
CUMITOMHU Ha 3a0ojisiBaHe. MOHOKIIOHAJIHM TaManaTHUU ¢ HEONpeJeleHa 3HaYUMOCT
ot paznmuuen u3otun (IgM, IgG wmm IgA) ce ycranossiBat npu 3% OT HaceIeHHUETO
Hajg 65 ronumiHa Bb3pacT. ['amamaruure moraT na ObJaT MbpPBUYHA U €AMHCTBEHA
u3siBa Ha MmarosiornyHust npouec. [losBara Ha MOHOKJIOHATHUS HMYHOIJIOOYJIWH
napanpotrer (M-KOMIOHEHT) B KpbBTa MOKE Jla ObJie MbPBUYHO (M30JUPAHO) WIU
Jla ChIIPOBOXKAA Jpyru 3a0o0yisiBaHMsI KaTO HEOIIa3MH, OABHOBUPYCHU HWH(EKIINH,
CIINH, nyec u ap. [lonuneBponaruu ce pazsusart npu 29 1o 71% ot manueHTHTE C
ramanatud. Te ca KIMHUYHO, XUCTOJIOTUYHO M HEBPO(U3HOJIOTUYHO Pa3HOPOIHHU.
Morat 1a mpoTeKaTt KakTo ¢ JeMHUEINHU3AINS, TaKa U C aKCOHAIHA JIeTeHepalysl.

ETuonorusita Ha NOJMHEBPONATHHUTE € CBbP3aHa C HAPYILIECHUS HA CEPYMHUTE
uMmyHornoOynuuu. IlonuHeBpomatuu ce cpemiar MOpu  MbPBUYHU (OCHUTHEHA
MOHOKJIOHAJIHA ramManartus U KpUuoraoOyInHeMus) 1 BTOPUYHHU TaMaraTUi U 0COOEHO
MIpY MUENOM (€AMHUYEH MM MHOKECTBEH), MJIa3MallUTOM U MaKpOTJIo0yJInHEMUs Ha
Waldenstrom.

ITaTorenesara Ha HEBpONaTUMTE € CBbP3aHa C UMYHHO MeJIMUpaHa yBpeaa Ha
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nepudepHuTe HEpBU. BeposTHO ChIECTBYBAT HAKOJIKO Pa3IMYHA MEXaHHW3Ma Ha
yBp€a, KOUTO BOJAT A0 MpeJUMHa IEMUEINHNA3ALNS UM aKCOHAJIHA JIereHepaLusl.

KinHUYHOTO NpoTHYaHe HA [TOJINHEBPOIIATUATA € Pa3IMYHO.

BennrneHata MOHOKJIOHAJIHA ramManatus (MOHOKJIOHAJIHA raMamnaTusi ¢
HeompeJeleHa 3HAYMMOCT) € dYecra, eauH M-nporenH ce orkpuBa B 1,5% or
HacesienueTo Haja 50 rogunu u B 3% Hazg 70 roxuHu. 3acsra Haii-uecTo Mbxe Ha 60-
70 roaumiHa BB3pacT. 3a00NsBAaHETO Ce OINpEnesis KaTo raMamnarus ¢ HeolpeeseHa
3HaYMMOCT, 3a110TO NMPH 25% OT MallMEHTHUTE CJIe] MHOTO TOJMHHU Bb3HUKBA MUEIIOM.
IIpu uvact or namuenture ¢ |gM mnapamporemHemus ciel TOJUMHU CE pPa3BUBA
Oonecrra Ha Waldenstrom.

XapakTepusupa ce ¢ eHO aOHOPMHO ocTpHe B -y — objacTTa Ha cepymMHara
MPOTEHHOBa eNeKTpodope3a, 00O3HAYaBaHO KAaTO IApanpoOTEedH, MOHOKJIOHAJICH
OPOTeHH WM M-TIpOTenH (CHCTOAIIO C€ OT WMYHOTJIIOOYIMHH OT €IUH M ChIIU
u3zoTur). Bcuukm Te ce mpoaymupar OT €IWH EAMHCTBEH KJIOH OT aOHOPMHO
npomudepupamy  TUMQOIUIa3MaTHYHd  KiIeTkd. OTKpUTHTE BBB BpB3Ka C
HEBpONATHUATA UMYHOTJIOOYuHU ca Haii-uecto IgM tumn (B 60%) win IgG (30%) u
IgA (10%). Ilpu noBeuero ManUEHTH C€ YCTAaHOBSIBA Kala-KOMIIOHEHT Ha JieKara
Bepura. B HsKoM OT ciyyauTe ce yCTaHOBSIBa B ypHUHAaTa caMoO JieKaTa Bepura Ha
MMYHOIJIOOYJIMHUTE, CUHTE3UPaHa OT IJIa3MaTUUHUTE KIETKHU.

OTKpUTH Cca MHOXECTBO CHEUU(UYHM TOJUKIOHAIHA M MOHOKJIOHAIHU
aHTHUTENIa Cpelly MHEIuHa B TIepu(epHUTe HEpBU W HETOBHTE KOMIIOHEHTH
(xonapoutuncyngpar, GM1 u GDI1B — ranrnmosua, IMUKOIMINUIUA U CyAdaTUIN).
Haii-Baxxnoto antutsuio (mpu 75% ot manuenture ¢ IgM cBbp3aHa HEBpoOIaTHs)
pearupa ¢ MuUEIMH - acouuupanus riaukonporenH (MAG) Ha IUIIOKOJUIUIUTE
(cyndatuHu KOMIOHEHTH Ha MUEJIHA).

Ilamoanamomuuno ce ycTaHOBSIBA JEMUEIUHU3ALMS U PEMUEITMHU3ALUA.

Knunuuno mma xpoHu4HO-Tiporpecupany xoj. [loBedyero manueHTH ¢ aHTU-
MAG HeBpomaTusi uMarT JIUCTAJIHO CHMETPUYHO 3acsiraHe Ha KpaWHULUTE C
npeoOyiajaBaHe Ha Bb30yJHUTE (M3TPBIBAHE) U OTHAJAHU CETUBHU MPOSBHU.
[IspBOHavyaIHO ce 00XBaIIAT JTOJHUTE KPAaHHUIIM C aTakCHs Ha moxojakara. [1o-KbcHO
ce 3acaraT TOPHHUTE KpailHWIM, TOsBABa ce M mocTtypaieH Tpemop mpu MAG
MO3UTUBHUTE MallMeHTU. J[BUraTelHWTE BJIAaKHA ca MO0-ci1a00 aHraXUpaHu, Karo
MapeTUYHUTE MPOSIBU U MYCKYJIHU XUIOTPOPHH Ce pa3BUBAT MO-KBHCHO U Ca MO-JIEKH.
CyxoxunHute peekcu ce HapyliaBaT Mo-KbCHO B X0/1a Ha 3a00JIsIBAHETO.

[Ipu mHoMHcecmeen muenom TonMHEBpOMATHs Ce pa3BuBa camo B 3-5% ot
CIly4auTe.

Knunuuno ce mpencraBs Karo Jieka CETUBHO-MOTOpPHA MJIM YHCTO CETHBHA
HEBPOIaTUs CbC CYyO0AKyTHO MJIM XPOHUYHO - PEMUTEHTHO TPOTHUYAHE.

OcTeocK/1epOTHYHUAT MHEJIOM B Ipynara Ha MHOKECTBEHUS MHUEIOM € C

MHoOro HHucka dectota — 0,5 10 3% ot 6omuute. [Ipu Hero muoro mo-uecto (50% ot
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OOJIHUTE) Ce YCTaHOBSIBA MOJIMHEBPOMATHSI.

KNuHUYHO npu MHOXECTBEH WJIM COJIMTAPEH OCTEOCKIEPOTHYEH MHEIIOM C€
HaOII0aBa XpPOHWYHA BB3MATUTENHA JEeMHUEIMHU3UpAIA, NPEJUMHO MOTOpPHA
IIOJINHEBPOIIATHS.

POEMS cuHapoMbT (ChUYeTaHHE HA MOJMHEBPOIATHS, OCTEOCKIEPOTHYEH
MUEJIOM, OpPraHOMErajus, €HIOKpPUHOIATUs, M-NPOTEUH U KOXHHU INPOMEHH) IpU
OCTEOCKJICPOTUYECH MHEIIOM € CBBp3aH C a0HOPMEH MOHOKIIOHAJEH TJOOYIHH C
nambna yieka Bepura. B SImonus e mo-uect u ce Hapuua cunapom Ha Crow-Fukase.
[TonuueBponarus ce pazsusa npu 50% OT MalUeHTUTE.

Knunuuno npotrya KaTo yMEpEHO U3pa3eHa CEH30MOTOPHA ITOJIMHEBPOIATHUS.
KoxHuTE TpOMEHU ca XHIEepTpHxo3a, Obp3 pacTex Ha Kocara, 3aaedensiBaHe U
XUIEpIUrMeHTalus Ha Koxara. [losBsBar ce mamwmiienema, XenaToCIJIEHOMETrallus,
OTOIIM W XHUIOTUPEOHIN3bM. B MHOro ciydyan uma numdaneHonatus mnopamu
aHruodoMKyIapHa XMIepIiasus npu oonecrra va Castleman.

JIMKBOpPHOTO M3cieABaHE MOKa3Ba CUJIHO MOBUIIEH NMPOTEUH B JMKBOpa. llpu
UMyHOETeKTpodopesa ce ycTaHoBsiBa Hannune Ha IgG wnu IgA napanpoTens.

B kxpbBTa ce OTKpMBAaT MUK HAa WMYHOIVIOOYJIMHH, KOMTO € MOHOKJIOHAJIEH,
OWKIJIOHAJICH WM MYJITUKIIOHAJICH ¥ MMa JIaM0/1a JIeKa Bepura.

EMI" u3cneasaHeTo noka3Ba JAaHHM 3a JEMHUEIMHU3ALMSA, 4 IO-KbCHO B X012
Ha 3a00JIIBaHETO — U 3a aKCOHAJIHA JIeTeHepalysl.

ITpu KOCTHO-MO3bUHA OHOIICHSA CE€ YCTAaHOBSIBAT MOP(OIOrMYHO HOPMAJIHH,
MOHSIKOTa JIEKO MOBMILIEH Opoil Iula3MaTUYHU KJIETKH, KOMTO ca H3TOYHHMKA 3a
MapanpoTerHUTE.

Pentrenonornuno nmpu POEMS ce oTKkpuBaT OCTEOCKIEPOTHYHU JIE3UU B
JBITATE KOCTH, TIPEIIeHUTE, pedpara, pelvis wiu yepena.

Maxkporaooyaunemusata Ha Waldenstrom ce Ob/KM Ha MOHOKJIOHAITHO
nosuiasane Ha |gM ma3menara ¢paxius. 3a00IIBaHETO € PAIKO U OTTOBOPHO CaMO
3a 2% OT ciy4auTe ¢ MOHOKJIOHaNHa ramanarus. [lo-yecto e npu mbxe mexay 50 u
70 romumHa BB3pacT. Ilpm 50% ot manmentuTe ce ycraHoBsBar aHtHm MAG
anTturena. [Ipeau3BukBa nonuHeBponatus npu 5% oT NaueHTUTE.

Knunuuno nonuHeBponaTHsTa c€ pa3BUBa XpOHUYHO U 3al104Ba aCUMETPUYHO.
Cnen BpemMe cTaBa CHMETPUYHA, CETHBHA M JUCTaJIHA, NPEIUMHO B JOJHUTE
KpaiiHuiu. Pa3BuBa ce ceH30pHa atakcus. JIuncBar KOJeHHUTE U aXUJIOBU peQIIeKCH.

JIMKBOPHMAT NMPOTEUH € MOBHUIIEH, KakTO U IioOynuHoBaTta ¢pakuus. [gM
MoOHOKJIOHAHUS nipoTerd ¢ Haa 3 mg/l. Tlpu 80% MOHOKJIOHATHHUTE MPOTEUHH ca
CBBP3aHH C K JIeKaTa BEpUra.

EMI" uscnenBaHeTo moka3Ba JIEMHUEIMHU3UPANIO CEH30MOTOPHO YBPEXKIIAHE.
Urnenata EMI" nokasBa ¢puOpuianuu, ocTpy NOJOKUTEIHH BBIHU U HaMmajieH Opoi
MOTOPHH aKIIMOHHU MOTEHIUAIIH.

Kpuornodyiunemusita Moxke na ObJle €CEHLUMalHAa WIM BCJIEICTBHE Ha
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MHOKECTBEH MHUEJIOM, TUM(POMA, CbeAMHUTEIHO ThKaHHH 3a00JIIBaHUs, XPOHUYHA
uHopekusa u xenatut C. KpuornoOynuHa e cepyMeH NMPOTEHH, KOHTO MPEHUNUTHPA
npu oxnaxnaHe. Toit e or IgM wmum IgG TMmn M 1O-4ecTO € MOJMKIIOHAJIEH.
KpuornoOynuaure ca UUPKYIApAId HUMYHHU KOMIUIEKCH, HMYHOTJIOOYJIHHH,
HACOYEHHU Cpelly NOJIMKJIOHATHK uUMyHornoOynuuu. Te ca Tpu tuma. Tum I ca
CbCTaBEHH OT MOHOKJIOHAJHM HWMYHOTJIOOYJIMHH, OOMKHOBEHO OT IgM, HacoueHu
cpemy nonuknoHanHu IgG. Tun I xpuornoOynuHH ce TOABSBAT HAN-4ecTO HpHU
MalUeHTH C JUCKpa3usi Ha IasMarudHud kietku. Tun I kpuornoOynunute ce
CBCTOAT OT KOMOMHAIMS OT MOHOKJIOHATHH IgM M MOTUKIOHATHU UMYHOTJIOOYJINHI
HacoyeHn cpemy nonukiaoHanHd IgG. Tunm III xpuornmoOynwHM ca cMecHma ot
nosukioHanyu IgM, IgG u IgA, nacouenu cpenty nonukiaoHanuu IgG. Tun I u III ca
Hai-4eCTH U €€  HapuyaT cmeceHa  KpuorjmoOymuHemusi.  CmeceHara
KpUOTrJIOOynTMHEeMHsT MoOXKe Ja ObJe cBbp3aHa ¢ Jpyrd 3a00JsBaHMs, Karo
muMmdonponrnpepaTHBHU HapylIeHus, 3a00JBaHUS Ha CHEAMHHUTENHATa THKaH,
xenatut B u C. [lonuueBponarus Bb3HUKBA 11pH 25-90% OT nanueHTuTe ¢ NbpBUYHA
U CUMIITOMaTU4HAa (hopMa Ha 3a00JIsIBAaHETO.

Ilamocenezama € cBbp3aHa C MapanpoTerHa, KOWTO Hrpae poJsita Ha
AHTUHEBPAJIHO AHTUTUIO. BB3MOXKHO € MHTPABACKYJIAPHOTO My JEMO3UPAHE B
€IMHEBPATHUTE KPbBOHOCHU CHJIOBE J1a YBPEXkAa IEpUPEPHUTE HEPBHU.

Knunuuno monvHEBponaTusATa € XPOHHWYHA, JUCTAlHA, CUMETPUYHA H
ceH3oMoTopHa. [lo-psako Moe a mporede KaTo MHOKECTBEHA MOHOHEBPOIIATHS.
[IbpBOHaYaIHO ce MposiBSBa caMO C OOJKM W MapecTe3uH NpU H3JIaraHe Ha CTYI.
[TocTenenHo ce pa3BuMBa MyCKyJIHA CJIa0OCT U XUIIOTPO(HUH B TOTHUTE, a MO-KbCHO H
B TOpHHUTE KpaiiHunu. Pa3BuBar ce ¢eHomenu Ha Raynaud u myprnypHH KOXHH
oOpHBH B KpallHULIUTE.

B kpbBTa ce ycTaHOBSIBA KPHUOTJIOOYIIHH.

EMI" u3cnenaBaneTo moka3Ba akcOHaHa jaereHepanus. CeTUBHUTE BIIaKHA ca
YBpEACHU MPEeIUMHO B MoiiHUTe Kpaitnuiu. Urinenata EMIT nokasBa ¢ubpuianuu u
MO3UTUBHU OCTPH BBJIHU, C HamajieH Opoil MOTOpHM aKUMOHHM TOTEHIHMAIU B
JTUCTATHUTE MYCKYJIHU TPYIIH.

Hedpamuianara nbpBMYHA aMHJIOUIHA NOJMHEBPONATHS HE € CBBp3aHa C
npyro 3abonsBaHe. B Hskou ciiyyam ce Npeau3BHUKBA OT MHOMXECTBEH MHUEJIOM.
Bropuunata ammiionzo3a ce IpPEeAU3BHKBA OT XPOHWYHO BB3NAIUTEIHO WIH
HEBB3MANUTENHO 3abonsBaHe. [Ipenus3BukBa ce OT MOHOKJIOHANEH (PSAKO
MOJIMKJIOHAJIEH) MPOTEHH B KpbBTa. Makpodarute upe3 cBOMTE €H3UMHU pa3rpaxkar
rojeMHUTe UMYHOITIOOYJIMHHHM MOJEKYJIM M TEXHHUTE JIEKM BEpPUTU arperupar u
dbopMupar aMMJIOMIHM OTJaraHus B TbKaHUTe U TMepudepHUTE HEPBU.
[InazmaTH4HUTE KJIETKM MOTaT M AUPEKTHO Ja MpOAYyUUpar JekuTe Bepuru. llpu
UIMONAaTHYHATAa aMIIION103a MIpeodiagaBaT laMO/1a JIeKUTe BEpUTrH, a IpU MUEIoMa

— Kalia JICKUTC BEPUT'H.
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Knunuuno ce nposiBsiBa 0k0J0 65 rofuiIHa Bb3pacT ¢ OOJIKK U MapecTe3uH,
CUMETpHUYHA XUIecTe3Us 3a 00JIKa U TeMIepaTypa U aBTOHOMHH HapylIeHHs, TOpaan
3acsAraHe Ha THHKUTE BIIaKHA B nepudepHute HepBH. [10-KbCHO ce MosBSIBa MyCKYITHA
caboCT B Kpaka, KOsTO MOXKe Jla 00XBaHe M phiere. Morar fa ce 3acernar gedenure
HEpBHHU BJIaKHA ChC 3aryda Ha abibOokara cetuBHOCT. [Ipu 25% ot maumenTutre ce
MpOsIBSBa CHHAPOM Ha KapHajlHHs KaHall. XapaKTEepHU ca U3Pa3eHUTE aBTOHOMHU
HapyIIEHUs] — TaCTPOMHTECTUHAIHU, MEXYPHHU, 3€HUYHH U Apyru. Ilporpecusra Ha
3a00JIIBaHETO € OBbp3a C MPEIKUBIEMOCT JI0 2 TOJAUHH.

JIMKBOPBT € HOpMaJieH WM C JIeKO MoBHUIIeH mporeuH. Ilapanporenna ce
OTKpHUBA B C€pyMa U ypHHATA.

EMI' uscneaBaHeTo moKa3Ba 3acsiraHe IIPEAMMHO HAa CETHMBHUTE BIIAKHA B
nosHute KpaHumu. HMrnenata EMIT nokasBa oOCTpH IIOJIOKUTEIHM BBIHH H
¢bubprianyy B MyCKyJIUTE IPEAUMHO Ha JTOTHUTE KPAWHUIIH.

Huacnoszama ce mOTBBpXKAaBa ¢ Oworncus Ha N. suralisu ycraHoBsiBaHe Ha
aMIJION]T.

Hughepenyuannama ouaenosa BKIouBa (hamuiaHata Gopma Ha 3a00JSIBAHETO,
MapaHEeOIUTACTUYHN M JIPYTH TMOJMHEBPOINATHH CBhC 3acsiraHe Ha THHKUTE HEPBHU
BJIAKHA.

Jleuenueronpu mnauuentu c IgA, IgG u IgM (MAG - HeraTuBHu) —
raManatus C HeompeJelieHa 3HAYUMOCT ¥ HEBPONATHS C€ TPOBEXKAA C
koptukocrepouu (kakto npu  XBJIII). Ilpunaranero Ha  MHTPaBEHO3EH
MMYHOTJIOOYJIHH WK 11a3Madepesa He € ePEeKTUBHO.

[Tpu Gonnute ¢ IgM (MAG — Mo3UTHMBHM) — ramamnaTtusi U HEBpOMHaTHus ce
npwiara cyclophosphamid — 0,1 — 0,2 mg/kg/mH. B mpoabiDkeHUEe HAa 4 CEAMMIIH.
AnrepnatuBa e chlorambucil (4 mstu o 300 mg/mz) B IIPOJBJDKEHHE HA 4 CEAMUIIU.

Jleuenuero npu POEMS ce mpoBexa CbBMECTHO € Xemarosor (o0ibuBaHe,
dehydrocortison B komOuHarus ¢ melphalan wmu cyclophosphamide).

JleyeHneTo Ha MaKpOTJIOOYIMHEMHYHHUTE TOJHMHEBPOIIATHH CE€ MPOBEXIA C
prednisone, chlorambucil, cyclophosphamide u mosrapsiiia ce miasmadepesa.

Jleuennero Ha HedamuIIHATA THPBUYHA AMUJIOWIHA TIOJIMHEBPONATHS 4Ype3

UMyHocyTpecus He epekTuBHO. JIekyBa ce CUMITOMaTHYHO OOJIKaTa.

5. AnmonaTHyHu ceTUBHU M ABTOHOMHHU HEBPONATHH
5.1. UnuonaTu4YHU CETMBHU HEBPOHONATHH (TAHIJIMOHOTIATHM)
Enunemuoniornsa. Ommcann ca okonmo 100 manmentra B cBera. JKenute
0osenyBaT MaJIKO MO-4ecTo. 3a00IsIBaHEeTO 3armouBa okoiio 40 r. Bb3pacT.
Etunonorusra e HeuspectHa. [Ipu HAKOM MalMeHTH CKOPO MpPEIU 3allOuBaHE
Ha 3a00JI5BaHETO MMa TPUIIONOA00HN CUMIITOMH UJTU IUApHSL.
Ilatorenesa. Ilpenu3BukBaT ce€ OT AaBTOMMYHEH MPUCTBII  CpEILy

3aJIHOKOpeH4YeBUTe  TaHrauu. Bv3aumkBa CD8+  T-kjmerpuHo  mMeauupana
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LIMTOTOKCUYHA aTaka Cpelly HEBPOHUTE B CIUHAJIHWUTE TaHIIuU. BeposTHo
TapreTHusAT aHTMreH e ganglioside GDI1b, nokamu3upan B HEBpPOHUTE Ha
3aIHOKOPEHYEBUTE FaHTJINH.

IIaTOXMCTOJIOTHYHO C€ YCTAaHOBSIBA HaMalsiBaHE Ha THHKHUTE M Je0enu
MUEIMHOBU BJIakHA. B cnmHanHuTe raHriauu ce Hamupa BanepoBa nereHepauus u
HamassiBaHe Ha Oposi Ha HEBPOHUTE.

KauHn4yHo MOXe Jja mporpecrpa MHOTO Obp30 (32 yacoBe) Wi 1M0-0aBHO — 3a
Mecend M TOAMHH. Moke na mpoTedye MOHO(A3HO, PEMUTEHTHO, XPOHUYHO-
NPOTPECUBHO WJIM XPOHUYHO-peMUTeHTHO. JleOota Ha 3a0oisiBaHeTO € C
aCUMETPUYHA XMIIECTE3Ms B JIMLIETO, TSUIOTO TOPHUTE WIM AOJNHM KpaiHuiu. Ilo-
KbCHO C€ NpOsBSIBAT XWIIEpecTe3uu ¢ Oonka. Xumecrte3usra MOXKe Ja OCTaHe
aCUMETPUYHA WUJIM MO-KbCHO JIa CTaHE CUMETpHUYHA. 3acsArar ce IpeIuMHO JiedennTe
HEpPBHM BJIaKHA, C HECTA0WJIHOCT Ha II0XOAKaTa W HEJIOBKOCT B pBIETE.
BulOpanmmoHHUAT W yceTa 3a TOJOXEHHE Ha KpalHHWIUTE B IPOCTPAHCTBOTO Ca
HapyuieHu. TemnepaTypHUST U OOJKOBUAT yCET ca 1o-cyiado 3acernaru. llpomenure
ca IO-M3pa3eHU B PbLETE, OTKOJIKOTO B KpakaTa. MycKy/lHara cujia € 3arna3eHa, HO
HapylleHaTa IPONPHUOLIETITUBHA CETUBHOCT BOJAU JI0 HEJIOBKOCT. YCTaHOBSIBAT C€
IICEBJI0ATETO3HN JABW)KEHHWE Ha pblETe, AUIMETpUs, MOJIoKUTelIeH Romberg u
3aTpyiHEHa T0Xoaka Ha TbhbMHO. CyXOXWIHUTE peQUIeKCH ca TOTUCHATH WA
JIUIICBAIIIH.

H3cnensanus./lukeopvm € ¢ HOPMAJIECH WM JIEKO MOBMILEH NpoTeuH. [Ipn
HSKOM MAIlMeHTH CE€ YCTAaHOBSIBA MOHOKJIOHaHA ramamnartus IgM, 1gG wnm IgA. Tlpu
HAKOW TmamueHTH ¢ [gM  MoOHOKJIOHalHa ramamatus Cce  yCTaHOBSBAT
aHTUraHrmmo3uauu  anturena  (aHtu-GDIb). C  ormen  OTXBbpisSHE  Ha
MapaHeoIUIaCTUYEeH CHHAPOM TpsOBa Ja ce u3cieABaT aHTHUHEBPOHHU SAPEHU
anturena (aHtu-Hu wu anrtu-Purkinje xnerpunm). TpsabBa na ce wu3ciensar
aHTUKIIETHYHH, SS-A u SS-B antuTena 3a oTXBBpIISHE Ha CHHIPOM Ha Sjogren.

Heepoepagpckomo uzcnredsane 1okazBa JMICBAIIM WIA HUCKOAMIUTUTYIHU
CeTHBHM HepBHU akUMOHHM noteHuuanu (CHAII). JlucranHure ceTUBHU U MOTOPHU
JATEHTHOCTH ca HOPMAJIHU WJIM JIEKO yabbKeHU. Amruutyaure Ha CMALII ca neko
HamaneHu (nox 20%). CkopocTUTE Ha NPOBEXAAHE MO JBUTATETHUTE BIIAKHA ca
HOpMaJHM WM JeKo HamaneHu. H-pedrexcute He ce orBexxknar. Urnenata EMI e
HOpMaJHa.

Judepenuuannara AMard03a BKIOYBA MAPaHEOIJIACTHYHA TOJTUHEBPOIIATHS
c auTu-Hu anTHTENa M CETUBHUS TaHIIMOHUT NpU CUHApoMa Ha Sjogren. /lnarnozara
ce MOCTaBsl 4Ype3 M3KJIIOYBAaHE HAa TOKCHYHA U MapaHeoIUIaCTUYHa MOJUWHEBPOIaTHs,
KaKkTO M 3a00JisIBaHMs HA ChEAUHHUTETHATa ThKaH (CUHAPOM Ha Sjogren) U MHPEKIUs
c Epstein-Barr Bupyc.

JleueHueTo Moke J1a ce MpOBEXAa C KOPTHUKOCTEPOUIH, Miazmadepesa Win

uMyHOTT00ynrH. EdekTuBHOCTTa HE € BHCOKAa M TPH TPaHO YBpPEXKIaHE Ha
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CCTUBHUTC HCBPOHU HC MOKC 1a Bb3HUKHC PCrcHCpalusl.

5.2. UauonaTHYHM aBTOHOMHHU HEBPONATHH

Onucanu ca ot Young u c¢bTp. [I0o-KbCHO ca onucaHu HAKOJIKO Ciydasl.

IlaToreHesata e cBbp3aHa C  ABTOMMYHHA araka Hacou€Ha CpPYyILy
nepudepHUTE aBTOHOMHU BJIaKHA WM TaHTIuK. [Ipy HAKOM NMalMeHTH aHTUTenaTa ca
HAaCOYEHHU Cpelly KaIMEBUTE KaHAJIM B INPECHHANTHYHUTE ABTOHOMHHU HEPBHHU
TEpPMUHAIIH.

XHCTONATOJOTHYHO Ca HAMEPEeHU HamajieH Opod THHKH MHEIHMHHU3UPAHU
HEPBHU BJIAKHA.

KJIMHMYHOTO MPOTHYAHe € XETEPOreHHO 0 OTHOLICHWE Ha HAYaloTo, TUIA
Ha aBTOHOMHUS JAe(DUINT, HAIMYMETO WIM JIMIICaTa HAa COMATHYHO 3acsAraHe M
CTENeHTa Ha Bh3CTaHOBsIBaHEe. Morar J1a mpoTeKat ¢ pa3IinieH aBTOHOMEH Je(UIHT U
3acAraHe WJIM HE HAa COMAaTHMYHHUTE HEepBHU BiakHA. CeleKTUBHA XOJMHEPTUYHA
mucyHkius ce Hamupa npu 20% OT MalMeHTUTE, JOKAaTO IPHU OCTAHAIUTE HMa
pa3nuyHa CTETeH Ha Judy3Ha CHMIIATHKOBA W MapacuMmnaTukoBa auchynkmms. [Tpu
noseuero  (80%)  oT  nmamuMeHTUTE ~ MMa  OPTOCTAaTMYHO  3aMaiiBaHe.
["acTponHTECTHHAIHUTE CUMIITOMH (TaJeHe, TOBPBIIAHE, AUApHUs, 3aleK, HICYC WU
MOCTIPAaHAUAIIHO MOoAYyBaHe) ca BTopH 1o dectora (70%). [Ipu moBeueTo manueHTH
uMa TEPMOPETYJaTOPHU HapyIIEHUS C WHTOJEPAHC KBbM BHCOKH TEMIEpPATypH H
HapyIIeHHs B U3MOTSABAaHETO. YeCTo ca HaluIle pa3Ma3aHo 3peHue, CyXHu OYH U yCTa,
peTeHuMs] WiIM WHKOHTMHEHLMsS Ha ypuHata W wumnoreHTHocT. [Ipm 30% or
MAIMeHTUTE WMa MpaBy4YKaHe, HapylleHa CETUBHOCT W JU3ECTE3MH B PBIETE U
KpakaTa. MycKyiTHaTa ciiia e 3amas3eHa.

XonbT Ha 3a00sBaHETO € MOHO(A3EH, C IPOTPECHs, MOCIeABaHa OT IUIAaTO U
0aBHO Bb3CTaHOBSIBAHE. BBH3CTaHOBSIBAHETO € HEIIBJIHO MPH ITOBEYETO MAIIUEHTH.

N3caenBanus./luxeopvm € ¢ JIEKO TOBUIICH MPOTENH, 0€3 TIICOUTO3A.

Tecmoseme 3a uscnedséane Ha A8MOHOMHAMA HEPEHA CUCMeMa TIOKa3BaT IPH
60% oOT mauMeHTUTe OpPTOCTaTUYHA XMIIOTOHMS M HaMaJeHa BapuUaOWIHOCT Ha
chpJieuHaTa 4yectoTa npu Abiadoko BaumBane. [Ipu 40% oT manueHTHTE OTTOBOPHT
KbM MaHbOBBpa Ha Valsalva e abHOpMEH — MO-CUJTHO cllaJjlaHe Ha KPbBHOTO HaJISITaHE
npe3 paHHaTa BTopa (haza Ha OTrOBOpa, JIMIICA HAa BH3CTAHOBSIBAHE HA CHCTOJMYHOTO
W JMACTOJMYHO KPBHBHO HAJSITaHE Tpe3 KbCHaTa BTopa (aza, Wid peAylHpaHo I0
JIMTICBAIIO MMOBHUINABAaHE HA CHCTOJIUYHOTO W JMACTOJIMYHO HajsiraHe mpe3 ¢asza [V.
CroifHOCTUTE HAa CYMHpPaHUs KOJMYECTBEH CYIOMOTOPEH aKCOH pediekc TecT
(QSART) ca abuopmuu npu 85% ot mnamueHtute. [loBeueTo manueHTH wWMat
aOHOpMEH TEPMOPETYIIaTOPEH TECT 3a M3MOTSABaHE C OOJIACTH Ha aHXHIpo3a B 12—
97% ot Tamoto. Hammme e racTpoMHTECTHHATHA XUMOMOOWMIIHOCT HAaBCSKBIE OT
e3o(ara 10 peKTyma.

EMI" v HeBporpadckute u3cienBanus ca HopMaaHu. CUMIATUKOBUST KOXEH
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OTrOBOP MOXeE JIa JIMIICBA.

JleueHneTo € CHUMNTOMATHYHO 33  OPTOCTaTHYHATa  XWUIIOTOHMA,
racTpOMHTECTUHATHUTE U MeXypHH HapymeHus. Fluodrocortisone npuer cyTpuH u Ha
00511 MoBMABA M1a3MeHusAT odem. 3amoysa ce ¢ 0,1 mg/nH. u ce yBenuyana ¢ 0,1 mg
BcekM 3—4 JOeH [0 I[IOCTUraHe Ha KOHTPOJ Ha KPBbBHOTO HAJAraHE.
["acTponHTECTHHAIHATA XUIOMOOMIHOCT ce MoBiMsABa 4pe3 metaclopramide. Ilpu
MAIMEeHTH ChC 3aIeK CH M3MO0J3BAT JJAKCATUBU. MEXypHUTE HAPYIICHUS Ce JIEKYBaT OT
yPOJIOT Upe3 KaTeTpU3auus I XOJIUHEPTUYHHA arOHUCTH.

MMyHOMOAYINPAILIOTO JIEYCHUE upe3 KOPTHKOCTEpOMIH, Iuazmadepesa mim

UMYHOTTIOOyTHHH € 6€3 0coOeH edeKT.

6. ITo1uHeBpONATHH NMPH MbPBUYHU U BTOPHYHH BACKYJIUTH

[lepudepanTe HepBU ce yBpPEXKIAT YECTO MPH HIKOW BHIOBE BACKYJIHTH U
OoyiecTUTE HA CheIMHUTETHATA THhKAH.

Kuacudpuuupar ce nHa 6a3ata Ha kanuObpa Ha 3acerHaTUTE KPHBOHOCHHU
CHIOBH (MaJKH, CPeIHU U ToyieMH). Jpyr mpu3HaK, IO KOWTO ce KiIacu(pHUIHpar e
Jamyd ca CHUCTEMHH WJIM HW30JIMpaHd B TepudepHaTa HEPBHA CUCTEMa. TpeTusT
MPHU3HAK 3a KJIacu(UKAIMs € CIIOpe]] TOBA JAIH BaCKYJIUTHT € IbpBHUEH (polyarteritis
nodosa, 6onect va Churg-Strauss, rpanyiaoMmaTo3a Ha Wegener, KpUOTI00yTHHEMHS)
WIA BTOPUYEH, BCJEICTBHE Ha JPYI'M CHCTeMHH 3aboisiBaHusi (Ooyectn Ha
CbEMHHUTENHATA ThbKaH, WH(YEKINHA, MEJUKAaMEHTO3HH pPEaKIWd, MaJIUTHEHU
3a00JI1BaHUS).

XHCTOonaTo0rusi. BackynmuThT € XHCTOJNIOTMYHA JHAarHo3a, KOATO HM3WCKBA
YCTaHOBSIBAHE Ha TPAHCMYpajHa BBH3MAIUTEIHO-KIEThYHA WHPHUITPAIUS U HEKPO3a
Ha CTeHaTa Ha KPBBOHOCHHUTE CBHIOBE. VIMyHOXHCTOIIOTUYHOTO W3CIICABAHE
yCTaHOBsBa Jeno3upane Ha uMyHoruoOynuH (IgM w/mnu IgG) m xommieMeHT B
KpBbBOHOCHUTE chaoBe. HabmronaBa ce acuMmeTrpuyHa 3aryba Ha HEpPBHHM BJaKHA U
aKTHBHa BayepoBa mereHepariuisi, ako BaCKyJIUTHT € MPEAU3BHKAN WH(papUUpaHe Ha
HepBa. OOMKHOBEHOTO BB3MAJEHUE € Heclneluu(pruyHa HaxoJKa M HE BHHAaru e
CBBP3aHO BACKYyJIHUT. HEKpOTH3MPALIHMT BaCKYJIUT HACTHIIBA BCIEACTBUE HA UCXEMUS
Ha ThKaHUTE, KPbBOCHAOISIBAHU OT YBPEIEHUTE CHIIOBE.

KJIuHMYHO BacKyJIMTHTE UMAT HSKOW OOIIM CUMIITOMH, C BapHalldU CIIOPE]
YBpEICHUTE KPBBOHOCHU CHII0BE. Besiko crienuduano 3a0oisiBaHe UMa XapaKTepHH
CHCTEMHH CHUMITOMH, HO KIMHHYHHUTE TPOSIBM OT CTpaHa Ha mepudepHara HepBHA
crcTeMa ce IPUTIOKPUBAT.

[lepudepraTta HepBHA cUcCTeMa ce 3acsira 1O TpH marepHa. [IbpBuAT e
MHO)KECTBEHAa MOHOHEBPOIIATHS, TPH KOSTO CE 3acAraT HAKOJIKO HEpBa, KOETO BOIH
70 aCHMETPUYHOCT HAa CHMIITOMHTE. BTOpHAT € 3acThlBama ce€ MHOXKECTBEHA
MOHOHEBPOIIATHs, TIPU KOSATO CE 3acsAraT €IHH W CHIIM HEPBH JABYCTPAHHO, HO B

pa3iaMyHa CTENEH M ChC 3acsifaHe Ha pa3jiMuHUu MYCKYJIHM Tpynu. ToBa Boau A0
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TeHepaTN3UPaHO, HO ACUMETPUYHO 3acsiraHe. Cieq BpeMe acMMETpHsTa MOXKe Ja
ce M3IJIaAu | J1a ce 0OpMH 3acsraHe TUI PHbKABHIIM M YOPANH, KaKTO MPH MTOBEYETO
JUCTATHA ~ CUMETPUYHU  TOJHMHEBpomaTuu.  J[Bara  BuUAa  MHOXKECTBEHA
MOHOHeBpomnaruss ce ycraHoBsBar npu 60-70% oT mnanueHTUTE, a JIUCTaJIHA
cuMeTpuyHa nonuHeBponarus — npu 30-40%.

Haii-uectuar cumnroM € mnapeniara AW3ecTe3WdHa OoJKa MO XojJa Ha
aHaTOMMYHATAa WHEPBAllMSl HA 3aCETHATHTE HEPBHU. 3acAraT C€ JBUTATEIHUTE U
CETHBHUTE BJIAKHA, C IBUTATEIHU U CETUBHU HapylieHus. [Ipy qucTaiHo CUMETPpUYHO
3acsAraHe CETUBHUTE M JBUTATEIIHU HApYyIIEHUS ca JOKAJU3UpaHU 1moja ¢dopmara Ha
PBKaBHUIIM U YOPAIIH.

N3cnenBanusi. buoncuama Ha nepudepeH HEPB yCTAHOBSBA XapaKTepHATa
XHCTOIATOJOTHYHA HaXO/IKa.

Hespoepaguama moka3Ba acHMETPHUYHO HaMajsBaHE HA aMIUIMTYyJaTa WA
munca Ha CHAII. Ceuute npomeHu ce ycraHoBsiBaT no oTHouieHue Ha CMAIL
JlucTaiHuTe MOTOPHH JIATEHTHOCTH Ca HOPMAJHH WM JIEKO YAbKeHH. CKOpPOCTHTE
Ha MPOBEX/IaHE 10 JIBUTATEIIHUTE BJIAKHA ca B HOpMa. B HiIKOM cilydaum MOXKe Ja ce
ycTaHOBU OJIOK Ha mpoBexknanero. Mrinenata EMIT mokasBa ocTpu MOJIOKHUTEIHU
BBJIHU U GUOPHIIAIIMK B MyCKYJIMTE, HHEPBUPAHH OT 3acerHaTute HepBu. Cie BpeMe
MOJKE J1a HApaCHAT NPOABDKUTEITHOCTTA U aMIUTUTYANTE Ha aKIIMOHHUTE TIOTCHIINAIIH
HAa JIBUTATEITHUTE €TUHHIIN.

JledeHueTo Ha CHCTEMHHUTE BAaCKyJIUTH C€ IpPOBEXJa C KOMOMHALUsA OT
koptukoctepouu U cyclophosphamide. XumnepceH3UTHUBHUTE U HM30JMpaHUTE
BaCKYJIUTH Ce JIEKyBaT CaMO C KOPTHKOCTEPOHTH.

Methylprednisolone ce mpunara mepBoHa4YaaHO B 1032 | g MHTPAaBEHO3HO,
exenHeBHo 3 nguu. Crem ToBa ce TpeBKIOYBa Ha mepopaiHo prednisone 1,5
mg/kg/nH., no 100 mg/nH., npueT kaTo eJUHNYHA cyTpeliHa n03a. Cnex 2—4 ceaMunu
ce MpeMHHAaBa Ha alTepHUpany npuemu mpe3 ned mo 100 mg. XKemaremno e na ce
no6aBu kaniui, BuTaMuH D 1 6udocdanaru 3a mpeBeHIUS Ha 0OCTEONOpo3ara.

Cyclophosphamide ce 3amouBa 3ae1HO ¢ KOPTUKOCTEPOUINTE, TICPOPATHO HITH
WHTpaBeHO3HO. [lepopanmaust nmpuem B 103a 1,0-2,0 mg/kg e mo-epekTuBeH cymnpecop
Ha MMYHHATa CHCTeMa, HO WMa IOBeYE CTPAHHYHH PEAKIMH (XEMOparudeH IUCTHUT).
MeceuHnTe HHTPABEHO3HH MyJICOBE Ce MPUIIATAT B eIWHMYHA 103a 500-1000 mg/m?
miom Ha TsuioTo. JloGaBar ce sodium 2-mercaptoethane sulfonate (mesna) 3a
HaMaJsiBaHe Ha TOKCHYHOCTTA BHPXY NMUKOYHHUS MeXyp u ondansetron 3a HamasiBaHe
Ha rajeHeto. [lanuenture TpsOBa ga ObIAT AJOOpe XHUIApaTUPAHH, 32 HAaMasIBAaHE Ha
TOKCHYHOCTTa BBPXY NHUKOUHUS Mexyp. Cien WHTPaBEeHO3HOTO TIPHIIOKEHUE
JIEBKOLIUTUTE CIaJaT MakcUMaliHO KbM 7—18 nen. IIpe3 To3u mepmoa pUCKBT OT
MH(DEKIHNN € Hal-ToJIsM.

JleyeHneTo MPOIBIDKABA 10 HACTHIIBAHE HA IMTOJA0OPEHHE MITH CTa0WIN3HPAHE,

obuxkHOBeHO 4—6 Mecena. Cren ToBa prednisone ce HamalisiBa MOCTENEHHO € 5 mg
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Bcekn 2-3 ceamuuu. IlymcoBust cyclophosphamide ce mpoawsmkaBa mone 1
roguHa. Ilpu numca Ha edekt or mHTpaBeHo3HHs cyclophosphamide, ce mpemunasa
Ha mnepopaineH mnpueM. [Ipu manmenture cbc Churg-Strauss cuHapom ce Hamara
MPOABDKUTENCH MPHEeM Ha prednisone, mopaay HaIM4MeTo Ha actMa. HOBHM mpucThIn
Morar jia ce nosBsAT npu 50% oT nanueHTuTe ¢ rpanynomaro3a Ha Wegener. [Ipu Tsx
MOKE J1a C€ HAJIOXKH JI0)KUBOTHA UMYHOCYTIPECUBHA TEPAIIHsL.

[Ipu pedpakTepHn Ha JIeUEHHE NAIMEHTH MOXe Ja ce omuTa methotrexate
(0,15-0,3 mg/kg/cenmuuHO) B KOMOWHAIMsi C KOPTHKOCTEepounu, azathioprine,
cyclosporine, tacrolimus wmu chlorambucil.

[Tpu nammenTtn ¢ xenatut B mimm C KOHBEHIMOHATHOTO JICYCHHUE C BHCOKH
703U KOpTUKOCTepouau u cyclophosphamide Bomu 1m0 mepcucTupane U peruKanus
HAa BUpyca, C TIOBHIIAaBaHE HA pPHUCKAa 32 YEPHOAPOOHO  yBpEXKIAHE.
Koprukocrepouanure ce mnpwiarar camo Ipe3 IbPBUTE HIKOJIKO CEIMHIH, 32
MOBJIMSIBAHE HA JKMBOTO3ACTpAIABAIIATE CUMIITOMH Ha CHCTEMHHS BacKynmut. Cien
ToBa Te ce crimpar. llpumarar ce miasmadepesa U aHTUBUPYCHH MEIMKAMEHTH, KaTo

vidarabine wm a-uHTepdEepoH (3 MIINOHA €AUHUIH 3 TBTH CEAMUYHO).

6.1. I'bpBUYHN CHCTEMHH BACKYJIUTH HA CPeTHUTE U I0JIeMH KPHBOHOCHH
Ch/10Be

'HraHToK/JeTbYHUTE BACKYJIUTH ca JABe (GOpMU — TEMIOpAJeH U apTEPUUT
Ha Takayasu. CaMo0 mpu TeMITOpaJIHUS ApTEPUUT BH3HUKBAT MEpUPEPHU HEBPOITIATHH.
3acsra CpeHHTE W TOJIEMH apTEepHH, OCOOCHO aopTHATa apKa W HEWHUTE KIOHOBE,
BBHITHUTE U BHTPEITHHU KJIOHOBE HAa KAPOTHUTHUTE apTCPUHU U BETCOPATHUTE apTEPHH.

Knunuyno manmeHTHTE Ce OIUIaKBAT OT TJIAaBOOOJINE, MAAITHH H MPHUILPAKBAHE
Ha JjgomHara demrocT. [lpu 8-23% OT mnanWeHTHTe WMa WCXEMHYHA OINTHYHA
HEBpONaThs C BTOpHYHA 3aryba Ha 3peHueTo. J[pyro BakKHO YCIIO)KHEHHE ca
Mo3buHuTe MHCYATH. [Ipu 14% oT manmenture ce 3acsra mnepudepHaTa HEpBHA
cucremMa 1ox ¢opmMara Ha MHOXXECTBEHH MOHOHEBPOIIATHH, PATUKYIOMATHH,
TUIEKCOTIATHM WJIM TEHEepAIM3UPaHW CEH30MOTOpPHHM HeBpomaThu. [lpm manmanus
TEMIIOpajTHaTa apTepus € YyBCTBUTEIIHA U YITBTHEHA.

Hzcneosanus. CYE e yBennyeHa pu BCUUKH MallUEHTH.

buoricusita Ha TemmnopanHara apTepus € HeratusHa rpu 30% OT HaMeHTHTE.
[Tpu ocTaHanWTe MAIMEHTH C€ YCTAHOBSIBA BH3MAINTEIIHA HHPHUITPAIUS C THTAaHTCKA
KJIETKH Ha KPHBOHOCHHTE CHJIOBE.

Jleuenuemo ¢ xoptukocrepounu (prednisone) wmm cyclophosphamide e

edextuBHO.IImazmadepesa ce nmpunara npu KpUOTrI00yTUHEMHUS.

6.2. IITbpBUMYHHN CHCTEMHHU BACKYJIUTH HA CPEJHUTE M MAJIKH KPbBOHOCHH
ChA0BE

Polyarteritis nodosa e Haii-uecTUSIT HEKPOTH3HpAI] BACKYJIUT. 3a00JIIBAHETO
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€ CHUCTEeMHO M 3acfira MPEIUMHO CpPEIHUTE U TMO0-CIad0 Mallku apTepuud B
MHOXkecTBO opranu. IIpu 70% oT manueHTUTe BBH3HUKBAT MOJWHEBPONATHH, Haii-
4ecTO MHOXXECTBEHHM MOHOHeBpomatuu. Haii-uecto ce 3acara n. ischiadicus wmm
HETOBUTE KIOHOBE — n. peroneus W n. tibialis. Kpanwmanuure HeBpomatuum u
3acsraHeTO Ha HEpPBHATA CUCTEMA ca pelKH (1Mo 2% OT MalUEHTUTE).
3abonsemocmma € ot 2 10 9 Ha MUJIMOH HacCeJIEHHUE.

Ilamocenesama ne e wusBectHa. Ilpenmosara ce T-kieTbueH mnpolec,
MEIUUpPaH OT €HJOTENHHU KJIETKU. BTopuuHa poiis urpae KOMIJIEMEHT-MeIuupaHaTa
ChJI0Ba yBpea.

Kaunuuno ce nposssia mexay 40 u 60 r. Bb3pacT C MOBUILIEHA TEMIIEPATYpa,
3ary0a Ha aneTuT U Teruio. [IposiBsBa ce ¢ MynTUCHCTEMHA TUCHYHKIHUSA ChC 3acATaHe
Ha ObpOpernure, YepHHs IpOoO, MYCKYJIHTE, KOKaTa M TaCTPOMHTECTHHAIHHUS TPAKT.
Muanruute u aprpanruute ca dectu (mo 70%). Koxnure nmpomenu (25-60% ot
MAIMEHTUTE) BKJIFOYBAT IMETEXHH, TMAIyId, TOIKOXHH HOMy M, livedo reticularis u
JMICTAIHY TaHTPEeHU. BacKkynuTuTe Ha racCTPOMHTECTUHAIHUS TPAKT C€ MPOSBSABAT C
abnoMuHanHa OonKa W KbpBeHe. bwOpeunHara wucxemuss Boau 10 ObOpeuHa
HEIOCTaThbUHOCT. OPXUTHT € CHII0 KIACHYECKH CHUMITOM. Morar /ja ce yCTaHOBST
¢denomen Ha Reynaud u moHsiKora cMeceHa MOJUKIOHAIHA KPUOTIOOYINHEMHSL.

Uscneosanus. CYE e nmosumena Hax 60 mm/gac. PesmaTounuust dakrop, C-
pPEaKTHBHHS TPOTEUH H 0 T[JIOOYJIMHUTE ca TOBUIICHH. lMa IJIeBKOIUTO3a H
HopmoxpomHa aHemus. [lpu 30% oT mnamueHTUTEe C€ YyCTaHOBsBa Xematut B
anTuresemus. [Ipu HAKOM manueHTH Moke J1a uMa nHdekuus ¢ xenatut B wim HIV.
[Tpu abmomuHanHa aHTHOTpad s MOXKE 1a C€ YCTAaHOBU BaCKYJIMTHA aHEBPHU3Ma.

[Tpu Guoncus, nHQUITpaTUTE ca chcTaBeHU npeauMHo oT CD8+ T-kinerku u
Makpodaru. [MomumopdoHykaeapHn KIeTKM uMa B oOnactra Ha (GUOPUHOUIHHUTE
HeKpo3u. VIMyHOIMTOXMMHUYHO ce€ YycTaHOBsiBa jenoszupaHe Ha IgM, IgG u
KOMIUIEMEHT B KPBBOHOCHHUTE ChHIOBE. 3a pasznuka oT cuHapoma Ha Churg-Strauss
HsMa (popMHUpaHe Ha TPaHyJIOMH U €03UHO(PUIIHA HHPUITpALIMSL.

Cunapoma Ha Churg-Strauss (amepruueH aHTHHT/TPaHYJIOMaTO3a) € PSIKO
3a00JIsBaHe.

3abonsemocmma e camo 30% ot Tasu Ha polyarteritis nodosa, HO 3acsra
€/IHaKBO YECTO C Hero nepudepHara u IeHTpalHa HEPBHA CUCTEMA.

Knunuuno wma puxatenmHu HapylieHWs, 3a pa3iauka oT polyarteritis nodosa.
Pa3BuBa ce anepruueH puUHHUT, Ha3allHa IOJIUIIO3a U CUHYWT, MOCJIEBAHU OT acTMa.
AcTtmaTa 3amoyBa B MO-KbCHA BB3pacT, OTKOJIKOTO uauonaruuyHata. [Ipu 50% ot
MTallUEHTHUTE nMa 6enopoOHU uHUITpaTH, opaan acTmara u
xurepeo3nHopumsita. CHUMITOMATE HAa CHCTEMHHUs BACKYJIHT 3allo4YBaT CPEAHO 3
TOJIMHU Clie]] HadajioTo Ha actmara. [lpm 16-49% oT mamueHTHTEe C€ pa3BUBA
HEKPOTHU3UpAIl TIOMEPYJIOHEPPHUT, 3a pa3iuKka OT HCXeMH4YHaTta HedpomaTHs Npu

polyarteritis nodosa. C wuskiIoueHue Ha OenoapoOHUTE U OBOpPEYHH TPOSIBH,
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OCTaHaJIUTe CUMIITOMU Ha polyarteritis nodosa u cunapoma Ha Churg-Strauss ca
€HaKBU. MHOXECTBEH MOHOHEBPUT C€ HaMupa 1pu 10 75% OT nanueHTuTe.

HU3cnedsanus. YcraHossiBa ce eosuHopums (decto Hax 10%/1), neBromurosa,
nosutiean CYE, C-peakTtuBeH npoTenH, peBMaTonaeH dakrop, cepymuu 1gG u IgE.
Hamupar ce  antuneBporpodumuu  antutena (ANCA) u  mbppBUYHA
muenonepokcuaasa (P-ANCA). CpueTaHueTo Ha CO3MHOPHIUS H acTMa €
MATOrHOMOHHUYHO 32 CHH/IPOMA.

Buoncusara nmokasBa JaHHU 32 HEKPOTU3UPAL BACKYJIUT HA CPETHUTE U MAJIKU
apTepuu U BeHU. Bp3namutennure nHOUITPaTH ce cheToAT 0T CD8+ HUTOTOKCHYHI
T-mumdorutu 1 CD4+ xennepau T-1muMpounTH, KAKTO U MO-MAJIKO €03UHO(UITH.

I'panysomaro3ata Ha Wegener ¢ psako 3a00isiBaHE C HEKPOTH3HMpAIU
TpaHyJIOMaTO3HW WHQHUATPAMK W JIE3MH B TOPHHUA W JOJEH AMXAaTelIeH TPAaKT,
TJIOMEPYJIOHEPPUT ¥ AHTUHEYTPOPHIHU aHTUTENAa KBbM MUTOIIA3MEHH aHTHTCHH.
3acsra cpeTHUTE U MaJIKU KPHbBOHOCHH CHJIOBE.

Knunuyno paHHWTE CHMIITOMH Ha PECIMPATOPHOTO 3acAraHe ca HaszajaHa
CeKpemws, Kaluinia, XxemonToe u auciHes. J[o6ass ce u iumesa 6omnka. [Tpu 30-50%
OT MalMEHTUTE MMa HIKAKBO 3acsAraHe Ha HEpBHATA CHUCTeMa, HO camo mpu 15-20%
“Ma MHOKECTBEHAa MOHOHEBPOIIATHsI WM CHMETPUYHA MoJuHeBpomnaTs. Hamuanero
Ha HEBpOIaTUsl KOpenupa ¢ Texecrra Ha ObOpeuHoro yBpexaane. Ilpu 10% ot
MAIlMEHTUTE BCIEACTBME HA HA3QIHM W TapaHa3ajlHU TPaHyJIOMH BB3HUKBAT
kpanuanuu Hesponatuu (II, VI u VII KH).

Hzcneosanus. YcTaHOBSIBAT C€ XapaKTEpPHU aHTUHEYTPO(MUIHU aHTUTENa
cpemty mnporenHaza-3 (C-ANCA). Hsama eco3uHOGMINS, HHUTO €O03UHODWIHU
MHQUATPATH NPU OMONICUYHOTO U3CJIE/IBAHE.

MUKPOCKONUYHHUSAT MOJUAHTUT 3acsira MaJKUTE apTepUOJIH, BEHYIU U
Kanwisipy. 3a pazinka ot polyarteritis nodosa He ce yCTaHOBSIBAT UMYHHU JICTIO3UTHU B
KPBHBOHOCHHUTE CHJIOBE.

3abonsBaneTo € psaako, 3acara camo 30% ot Opost Ha TAIMEHTUTE C
polyarteritis nodosa.

Knunuuno 3amouBa cpeano Ha 50 1. BB3pacT. I[Ipormua kato polyarteritis
nodosa, HO 4YecTo ce 3acsrar Oenute ApoOoBe. Bw3masiennero Ha OemoapoOHHTE
Kanmwisipd BOAW 0 AU(Y3HO allBEOJApHO YBPEXKIAHE U WHTEpPCTUIIMATHA (PuOpo3a.
[TonuueBpomarus B3HUKBA TIpU 14-36% o1 manmentute. [Ipu moBeyeTo manueHTH ce
3acaraT ObOpeuHHTEe (QYHKIMM (XeMaTypus, MOBHILEHU ypess U KpeatuHuH). [lpu
Oouoricusi ce yCTaHOBsABa (pOKaJHa CEerMeHTHa Tpom0o3a U  HEKPOTH3UPALL
TJIOMepyJIOHEPUT.

Uscneosanus. Ycranossar ce p-ANCA, monsikora u c-ANCA aHTHTENA.

CunapombT Ha Behcet e ¢ Hem3BecTHa eTHOIOTHSA.

MpbxeTe ce 3acsaraT mo-4ecTo.

Krunuuno ce Xxapaxktepuzupa € TOBTApSIIM CE€ OpPAJHU W TE€HUTAIHHU
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yJIepaly, CBbP3aHU C BB3MaJCHHWE Ha ouHuTe. Jlpyrd CHUMITOMHU ca apTpHT,
TpoMOOQIIeOUT, KOKHH JIE3UH U BacKyJIMT Ha cpegHute U maiku aprepun. L[[HC ce
3acsAra Mo-4ecTo OT mepudepHarta, CbC CTBOJIOBU MHCYITH, MEHHHTOCHIEHAIUTH U
ncuxo3a. IIposBsBa ce ¢ MHOXECTBEHa MOHOHEBPOIATHUS WM CEH30MOTOPHA

reHepajv3upaHa MmoJIuHEeBPOIaTHs.

6.3. Bropu4yHH CHCTeMHHU BACKYJIUTH

BackyauTuTe npu 3a00/15IBAaHUS HA CheIMHUTEIHATA THKAH Ca Hali-4eCTH
IIpU PEBMATOUICH apTPUT, CUCTeMeH lupus erythematosus, cuanpoma Ha Sjogren u
cucTeMHa ckieposa. HeBpomaruute ca yectu ycinoxkHeHus. HeBpomarusita e uecto
YCIOXKHEHHE Tpu 3a00NsgBaHMs Ha CBhEAMHUTENHATa TbHKaH, HO TMO-PSAKO Ce
MPEIU3BUKBAT OT HICTUHCKHU BACKYIIUT.

Knunuynume, XUCTOJIOTUYHN W HEBPO(PHU3UOJIOTHYHH TPOSIBH ca MOJO0HHN Ha
Te3u npu periarteritis nodosa.

HNudpexuuosnure BacKyJIUTH, KOUTO 3acsArar nepudepHaTa HEpBHA CUCTEMA
MOTaT Ja BB3HUKHAT BCIEACTBHE HAa BHpPYCH, Kato herpes varicella zoster,
cytomegalovirus (CMV), HIV, xenarutr B u C. MHOXeCTBEeHa MOHOHEBPOTIATHUS IIPH
HIV unu CMV undexuus Bp3ankBa npu 3% ot nanuenture cbe CIIMH. Xenatut B
u C Moke aa npeau3Buka polyarteritis nodosa wim BacKy/IMT Ha MAJIKUTE KPhbBOHOCHU
ChIIOBE, CBBp3aH ¢ KpuorioOynuHemus. Jlaiimckara OosecT, Mpeau3BUKaHa OT
cnupoxerara Borrelia burgdorferi, cpmo e cBbp3aHa ¢ pa3iIWYHH HEBPOIATHH,
MPEIN3BUKAaHU OT BACKYIIUT.

BackyJuTH npu MajJdurHeHH 3a00JisIBaHUS, CBHP3aHH CbHC 3acsiraHe Ha
nepudepHaTa HEpBHA CHUCTEMa CE€ MPEIU3BUKBAT OT 0eoapoOeH ApeOHOKIETHYCH
KapluUHOM U JuMdoMa, MO-PSAAKO OT KaplUUHOM Ha OBOpernuTe, KIBYHUTE KaHaIH,
mpocTaraTa U cToMaxa. BacKylIMTHUTE HEBPONATHHU Ca PEIIKH.

Ilamoecenezama B IOBEUYETO CITydaH € CBbp3aHa HE C HEKPOTH3HMPAIIl BaCKYJIUT,
a Ha TPaHCMYPAJTHO U TIEPUBACKYJIApHO BH3MAJICHNE Ha MAIIKUTE KPHBOHOCHU ChHJIOBE,
0e3 HeKpo3a. YCIOKHEHUATA NMpU 0eI0ApOoOHUS NPEOHOKIETHUCH KApPIIMHOM MOTaT
Ja ce IhpKat Ha anti-Hu antuTena.

Knunuuno yBpexmaneTo Ha nepudepHaTra HEpBHA CHCTEMa MOXeE Jla POTede
ChC CUMETPHYHH WJIM HECUMETPUYHN CETHBHH HAPYIICHHUS, TU3ECTE3HsI M TBUTATEITHA
cmaboct. JImmpomuTe Morar ga ce YCIOXKHAT C HEBACKYJIUTHH MapaHEOIUTACTHYHU
HEBpONaTuu WM JuMpoMaTo3HaTa HHQWITpauus Ha MepudepHUTe HEpPBU Ja
MpeIN3BUKa MHOKECTBEHH MOHOHEBPOTIATHH HJTH TeHEPATU3UPAHN HEBPOTIATHH.

XunepceH3UTUBHUTE BACKYJHUTH TPEAM3BUKAHM OT MeAWKAMEHTH ca
CaMOOTpaHNYaBAIIIHA Ce.

Ilamoecenezama € cBbp3aHa ¢ KOMIUIEMEHT MEAMHUPAaHA JICBKOIUTOKIACTHYHA
peaKIus.

Krunuyno nipotnyaTt npenumMHO ¢ KoxkHH mposiBu. [To-uecto ce 3acara [THC
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pu prueM Ha amderaMmuny, kokauH u onmounu. [THC ce 3acara psaxo.

Jleuwenuemo € ¢ KOpTUKOCTEPOUIH.

Backy1uTH NpH eceHIMAaJHAa CMeceHa KpuoriaodyjaumHemusi. To3u TuUl
KpHUOTJIOOYyTMHEMHUS C€ YCTAHOBSBA IPH JIMIICA HA JPYTrO CUCTEMHO 3a00JIIBaHe OCBEH
BHUpYceH xenatuT. [loBeueTo citydau ca cBbp3aHu ¢ Xxenatut C aHTUT€HEMUSL.

3abonsemocmma  OT  TIOJIMHEBPONATUM  NPU  Pa3IMYHU  THUIIOBE
KpuornoOynuHemuu € ot 25 10 90%.

Ilamozenesama € cBbp3aHa C HCXEMHS IOpagd XHUIEPBUCKO3UTET WIN
BAaCKYJIMT CBBP3aH C JIENIO3MpPaHE Ha MMYHHHU KOMIUIEKCH B MAJIKHUTE EIMHEBpaJIHU
KPBBOHOCHU CbHJIOBE.

Knunuuno npotuya xato Oosie3HEHA AUCTATHA CUMETPUYHA TOJIMHEBPOIATHS
U TIO-PSIIKO KaTO MHOXKECTBEHA MOHOHEBPOIIATHS.

Uszcneosanus. HeBporpadusita moka3Ba JUIICBAIM WKW CbC CHIDKEHA
ammuintyna CHAII u CMAIL, npenumHo B ponHute kpaiHuuu. Wrimenata EMIT
MOKa3Ba OCTPH IOJIOKUTEITHU BBJIHU,QHOpHIANMA W peayuupaH Opoil aKIHOHHH

MOTCHIHUAIM HAa MOTOPHHUTC CANMHULIH, IPCAUMHO B JUCTAITHHUTC MYCKYJIHU I'PYIIN.

6.4. HecucteMHHN BacKyJIMTH

Hecuctemuure nnm u3oaupaHu BacKyJIUTH Ha nepudepHaTa HEpBHA CUCTEMA
npenu3BukBar 30-58% oT BaCKyJIMTHUTE HEBPOIIATHH.

Emuonozausima Ha T€3U CEICKTUBHY BaCKYJIUTH HE € U3BECTHA.

Ilamozene3zama € cBbp3aHa CbC 3aCATaHE HA MAJIKHUTE U CPEJHHM apTepUH Ha
eNMHEeBpUyMa U TMEpUHEBPUYMa B KOWUTO C€ JI€NO3UpaT MMYHHHU KOMIUIeKcH. T-
KJIETKUTE Ca OCHOBEH M3TOYHHUK Ha MaTPUKCHUTE MeTanonporenHasu (MMP) MMP-2
nu MMP-9, a crpomara Ha mnepuHEBpUyMa U EHIOHEBPUYMa — JOI'BIHUTENICH.
Mertanonpotennazute MMP-2 u MMP-9 (;kenatunasza A u B) ca ot cemelicTBOTO Ha
€H/IONENCUAa3UuTe W UMaT aUHUTET KbM pa3jIMyHU HU3BBHKIETHYHU MATPUKCHU
nporeuHu. IloBuiieHn ca B nepudepHUTE HEPBU HA NAIMEHTUTE C HECHCTEMEH
BackynuT. MMP moraT na nerpaaupar KOMIOHEHTUTE Ha cyOeHJoTenHaTa Oa3aiHa
MeMOpaHa, KaTo M0 TO3M HAa4MH JaBaT Bb3MOKHOCT Ha BB3MAJIUTEIHUTE KIETKU J1a
HapylaT KpbBHO-HEpPBHATa Oapuepa U J1a HaBiA3aT B IepupEpHUTE HEPBHU.

Knunuuno npotuyat nogo0HO Ha HeBpomatuuTe npH polyarteritis nodosa, 6e3
3acAraHe Ha BBTPEIIHUTE OpraHd. Morar 1ga mnpoTrekaT KaTro MHOXKECTBEHU
MOHOHEBPOIIATUN WJIM JUCTATHU CUMETPUYHU MOJUHEBPOIIATHH.

Hzcneosanus.y cranossBar ce nopuiieHo CYE u Hucku tutpu Ha ANA.

Jleuenuemo c xoptukoctepouan wim cyclophosphamide e epexTuBHO.

IIpoenozama e mo-no0pa, OTKOJIKOTO IPU CUCTEMHHUTE BaCKYJIUTH.

7. HeBponmatum npu aBTOMMYHHHM 3a00/IIBAHUSI HA CbheIUHHUTEJHATA

TbhKaH
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CunapoMbT Ha Sogren ce XapakTepu3upa ¢ KOMIUIEKca sicca —
xerophthalmia (cyxu oum), xerostomia (cyxa ycTa) M CyXOTa Ha JAPYrd MYKO3HH
MeMOpaHH.

Enudemuonocus. JKenure 0oiieyBaT MHOTO MO-4€CTO. 3a00JISIBAHETO 3a09YBa
B CpeIHa Bb3pacT.

Xucmonamonozuuno TpPU CEH30MOTOpHA NOJMHEBpoONaTus B mnepudepHute
HEpPBH C€ YCTAHOBSIBA AaKCOHAJHA JEreHepalus W BTOPUYHA CETMEHTHA
nemuenuHu3anus. Yecto ce BIKIa Hecnenn()UIHO MEpUBACKYIApHO BB3IMAICHUE HA
NEPUHEBPATHUTE U CHJOHEBPATHH KPHBOHOCHH ChIoBe. llo-psaxo ce ycTaHOBsBa
HEKpOTH3Upall BacKyauT. [Ipu ceTnuBHa HeBponaTus HaMaisgBa Oposi Ha Mo-aedenuTe
MUETMHU3UPAHN HEPBHH BIIakHA. MOXe J1a mMa nepuBackynapHo Jumdonutao (CD8
T-kJIeTKN) Bh3MAJIEHUE Ha €HJIOHEBPAIHUTE U MEPUHEBPATTHUTE KPHBOHOCHH ChHJIOBE.
B 3amHOKOpEHUYEBMTE TaHTIMH ce ycTaHoBsiBa nuMmdoruTHa (mpegumuo CDS T-
KJICTKH ) MHQHUITPAIS U AeTeHEepays Ha KICThUHUTE Tela.

Emuonoeusma n cienuUIHUTE TPUTEPH HE Ca U3BECTHH.

Ilamoeenesama Ha HEBpONATHATa € aBTOMMYHHA, HO aHTHTEHHTE HE ca
n3BectHH. CeTHBHATA HEBPOMATHS CE IBJDKM Ha aBTOMMYHHA aTaka, HACOYeHa KbM
cetuBHuTe TaHrmu. Hsakou cimyuyam (30%) morar na ObAar NpeAau3BUKAHU OT
HEKPOTH3UPAI BACKYJIHUT.

Knunuuno Moxe na mportede cbe cummromu ot 3acsraHe Ha I[HC, kouto
HaTo00sBaT TPAaHCBEP3aJICH MUEIIUT HIJIM MHOKECTBEHA CKIIEpPO3a.

Hesponarus Bb3nukBa npu 10-50% oT manueHTuTe U MOXKe Ja ObJe MbPBU
cumnitoM. Haif-yecto € akcoHaJdHa CEH30MOTOpDHAa HEBpPOMATHS, ChC CETUBHHU
HapyImIeHWsl ¥ MpaByYKaHe B JHMCTAIIHUTE y4acThIM Ha KpaiHunurte. Morat na ce
MOSIBSIT TIApEHE W MapecTe3nH. AKO MMa MYCKyJHa ciabocT, T € cinabo m3paseHa.
ABTOHOMHATa HEBPOTIATHS € PSIKA.

[Tpy HSAKOM MAIMEHTH Ce pa3BHBa CETHBHA HEBpOMATHUs (FAHTIIMOHMT). Moxe
Ja 3amo4YHe OCTPO WJIM IIOCTENIEHHO, C TPOTPECUBHU MpaBYYKaHUS W CETHBHHU
HapymIeHWsi B KPaWHUIUTE W TOHSKOTa B JIMIETO. PhIeTe ce 3acarar moBeye OT
KpakaTa, CHMIITOMHTE ca aCHMETPUYHH, JIOpU eIHOCTpaHHU. HamaneHu ca BCHUYKH
CETUBHM MOJATHOCTH, OCOOEHO BHUOpAIMOHHUS W YyceTa 3a TOJIOKEHHE Ha
KpaifHUIIUTE B TPOCTPAHCTBOTO. MoOKe Ja BB3HHKHE CETHBHA aTakCUs W
niceBioarerosa. [Ipu 3acsrane Ha IOJHUTE KPAWHUIM CE YCTAHOBSIBA TOJOXKHUTEIICH
cumnitom Ha Romberg. Tlpu HsIKOM MarMeHTH MOXKE /1a UMa HaMmajieHa CETUBHOCT B
o0JacTTa MHEPBHUpaHa OT TPUTEMHHAIHHS HEpB. YecTo MMa CHMIITOMH Ha aBTOHOMHA
HEIOCTaThYHOCT C TOJIOKUTEINICH 3eHIHUeH cUMNTOM Ha Adie, aHXHuApo3a, TaXUKapAHS
1 opTrocTatuvHa XUNOTOHUS. CyXOKHITHUTE pedIeKCH ca HaMaJleHH WJIM JIMIICBAIIIH.
MyckynHaTa cuiia € 3ama3eHa, HO JIBIKCHHATAa MOTaT Ja ObJIaT HEJIOBKH, MOpaad
CETUBHUTE HAPYIICHUSI.

Hzcneosanus. Yecto ce ycranoBsiBat SS-A/Ro u SS-B/La anturena B cepyma.
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B nukBOpa He ce yCTaHOBSIBAT HapyLIEHUS.

Buoncusara moTBbpkKIaBa IUArHo3aTa 4pe3 yCTAaHOBSBaHE Ha JUM(OIMTHA
MHBa3Usl B CIIOHYEHUTE HKJIE3HU UM YCTHUTE.

HeBporpadusirta npu nanMeHTH C JAWCTaJHA CEH30MOTOpHA HEBPOMATHs
yCTaHOBsiIBa HamaisiBaHe Ha ammiutygata Ha CHAII um Ha ckopoctute Ha
MpOBEXJaHe MO ceTBHUTE BiakHa. Mrnenata EMI™ mokasBa ¢uOpunanuu u ocTpu
MIOJIO)KUTEITHU BBJIHM, NOBMILEHA aMIUIMTYAa U MPOJBIKUTEIHOCT Ha aKIMOHHUTE
MIOTEHLIMAJIN HA MOTOPHUTE €AUHULIN.

IIpy manueHTH CbC CETHBHA HEBPOIIATUSl CE€ YCTAHOBSBA HaMallsBaHE Ha
amatyaure win juncsam CHAII B ropHute um no0iaHM KpalHuuu. l'opHute
KpailHMIIM ca 1O TEXKO 3aCerHaTH M 3acsraHeTo MOKe Ja ObJie acCHMMETPUYHO.
JIBUratesHuTE BJlaKHA HE Ca 3aCErHaTH.

Jleuenuemo € IMyHOCYIIPECUBHO, HO 0€3 TOJISIM e(DeKT.

PesmaTougnusar aprpur 3acsira 1% ot Hacenenuero u npu 50% ot
MalUeHTUTe ce HabiromaBa mnoiuHeBponarus. Backymut Bb3HUKBa mpu 8-25% oT
MAUEHTUTE, KOETO MpaBU PEBMATOUHUS APTPUT TPETHUAT MO YECTOTa NMPUUYMHUTEN
Ha BacKyJIMTHA HeBpomartwus, ciiel polyarteritis nodosa ¥ M30IMpaHUTE BACKYJIUTH Ha
nepudepHaTa HepBHA CHCTEMA.

Knunuuno BackynutHata HeBpomatus ce nposiaBa 10—15 romunu crien
JIPYTUTE CUMIITOMH Ha 3a00isBaHEeTO. Psinko Moke ga Obae mbpBU cUMITOM. Moxe
Jla ce MPOSBH KaTO MHOKECTBEHA WJIM 3acCThIIBallla CE€ MHOKECTBEHA MOHOHEBPOIIATHUs
WM TeHepaIu3upaHa CUMETpUYHA MOJIMHEBPONATHSI.

Hzcneosanusma nokasBaT anTuHykieapau anturena (ANA), nosumenun CYE
1 peBMaToujicH GakTop B cepyMma.

Hesporpadusita moka3Ba TpPOMEHH, KaKTO TIpu Jpyrd ¢GopMH Ha
HeKkpoTusupai BackyauT. [Ipu 75% OT mamueHTuTe ¢ PEeBMATOMIEH apTPUT HMa
JAaHHU 3a JIeKa CeTUBHA HEBpOMNaTHsl, 0€3 JaHHU 3a HEKPOTU3UPALL] BACKYJIUT.

buoncusTa npu nanueHTH 0€3 AAHHU 3a HEKPOTH3UpAIl BACKYJIMT IOKa3Ba
3aj1e0ensiBaHe Ha EMNUHEBPAJIHUTE M EHJOHEBPAIHM KPBBOHOCHU CBIOBE U
MepUBaCKyJapHO Bb3IAJICHUE.

Cucremuusar lupus erythematosus (SLE) e wuyecto 3abonsBaHe Ha
ChEIMHUTEIHATA ThKaH.

bonecmnocmma npu Bu3pactau € 1 Ha 2000 gymu HaceneHue.

Ilamozcenezama e aBTOoMMyHHa. B HepBHUTE (acUUKynun M EHAOTEIHUTE
KJIETKA Ca YCTAaHOBEHH MOHOHYKJIEAPHU BB3NAIMTEIHM WHQUITPATH U IMOBUIIECHA
ekcpecus Ha kiac Il anturenu.

Knunuuno ce mposiBsiBa CbC 3acsiraHe Ha MHOXECTBO OpraHu u cucremu. [lo-
YecTo 3acsra ILEeHTpajgHaTa, HO MOKE Jia 3acerHe U nepudepHaTa HEpBHA CHCTEMA.
[Ipu 2-27% ot mauueHTuTe ce ycTaHOBsIBa HeBpomnartus. Hali-uecto npoTuya ¢ 6aBHO

MPOTPECUpAIA JAUCTAIIHA CETUBHU HapylieHus. YecTo € Haluile JieKa aBTOHOMHA
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HeBponatus. [Ipy HAKOM MALMEHTHM BB3HMKBAT BTOPUYHO MHOYKECTBEHHU
MOHOHEBPOIIATUH, BCIEJACTBUE Ha HeEKpoTusupamy BackyauT. C BpemMeTo u
nporpecusara Ha 3a00JIBaHETO MHOKECTBEHUTE MOHOHEBPOIIATUH C€ MPUIIOKPUBAT U
ce Cb3/aBa BIICYATICHHE 3a CHMETpU4Ha HeBpomaTus. llo-psako ce HabmromaBa
reHepaJn3upaHa CeH30MOTOpHA MoJuHeBponatus, nogoona va OBAIT i XBTL.

H3zcneosanus. HeBporpadusita mokasBa reHepaju3upana, MpeAUMHO CETHBHA
aKcoHomatus ¢ nuncamy uin HuckoamruTyaHu CHAIL Moxke na ce HabmogaBa
nexko HamaneHue Ha ammutynata Ha CMAIIL u seko 3a0aBsgHE Ha CKOPOCTHTE Ha
IIPOBEXKIAHE 10 JBUTrATEIHUTE BiakHA. [Ipyu manueHTUTe ¢ HEKPOTU3UPALL BACKYJIUT
EMI' nHaxozakara e oOuvaiiHa 3a TO3M THI MOHOHEBpomaTud. llpm mamueHtuTe C
reHepaJn3upaHa CEH30MOTOpPHA TIOJMHEBPONATHS C€ YCTAaHOBSBAaT Oene3n Ha
JIeMUCTMHU3ALUS TIPU HEBpOorpadusiTa.

Jleuenuemo e umyHocynpecuBHO. E(EeKTUBHO € MpH MalueHTH ¢ HEBPOIaTHs
cBBbp3aHa ¢ BacKylHT. [lo-c1abo epeKTUBHO € IpH MpH MAIMEeHTH ¢ TreHepan3upaHa
CETHBHA WJIM CEH30MOTOpHA IOJMHEBpOIIAaTHs O€3 1aHHU 3a BacKyauT. [Ipu nanuentu
¢ nonuueBponatusa nogoona Ha OB/III ce mpunara neuenne, kakro npu OBJIL.

CucreMHaTa ckJiepo3a (CKjepojepMusi) MpoTHYa ¢ mporpecupaiia Gudposa
Ha KOXKaTa, TaCTPOMHTECTUHAIHUS TPAKT, ObOpenuTe u 0eaute a1podose.

Hesponarus ce nposiBsaa npu 5—-14% ot mauueHTure.

Ilamozenezama Ha HEBpONATHATA HE € M3BECTHA, HO BAaCKYJIMTHATa I'eHE3a €
W3KJIIOUUTEIHO PsiZIKa.

Knunuuno mpoTMya Karo JUCTaHA CUMETPUYHA, MPEIMMHO CETHBHA
MOJIMHEBpoIaThs. Moxe aa npoTede U KaTo KpaHUalHa MOHOHeBponaTusi. Hali-uecto
ce 3acsra TPUreMHUHAJIHUS HEPB, CbC CETHBHHM HapyILIEHUs, TU3ECTE3UHU, OOJIKa KaTo
€JIEKTPUYECKH TOK MM OOolLKaHMs B obnacTTa Ha iuuero. [lo-psako ce 3acsrat VII u
IX xpaHnanen Heps.

CREST cunopoma (xanmuuHosa, ¢enomen Ha Raynaud, e3odareanen
TU3MOTHIINTET, CKJIEPOAAKTHIIMS M TEJIeaHTMeKTa3uu) € orpaHuueHa Qopma Ha
ckiaeponepmusi.  Ilpu  1-2% oT mamMeHTHTe Cca  ONMMCAHHM  MHOXECTBEHU
MoHOHeBponarnu. Knmuanyaure, EMI' 1 XMCTOJIOTMYHA CUMITOMM ITOKa3BaT JaHHU
3a HEKpOTHU3UPALL] BACKYJIUT, KATO IPUYMHA 32 HEBpPONATHITA.

CMmeceHoTO 3a00J1siBaHe HAa chequHuTeaHATa ThKaH (MCTD) e cuanpom
IIpyu KOWTO ce npurnokpuBar SLE, ckiaeponaepmuss u noauMuosnt. Hsama nerainHo
npoyuBaHe Ha HeBpomnatusta. CpoOmaBa ce nmpu 10% OT maunueHTUTEe 3a Jeka

AUCTAaJIHA aKCOHAJIHa CCH30MOTOPHA ITOJIMHEBPOIIATHA.

8. Capkounpgo3za
[IpencraBisiBa MyJITHCUCTEMHO TPaHYJIOMAaTO3HO 3a0olisiBaHe, KOETO 3acsra
yepHus ApoO, clie3kaTa, MyKO3HUTE MeMOpaHU, MapoTHJIHATa >KJe3a, MyCKyJIHaTa

TBhKaH, IIEHTpajHaTa ¥ epudepHa HEpBHA CUCTEMA.
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Kenure ce 3acarat no-4ecro.

Xucmonamonozusi. OCHOBHaTa HaxoJKa ca HEKa3eWpalld TIpaHyJOMH B
pasnuyHu ThKaHU. [Ipu 3acsrane Ha mepudepHUTE HEPBH NpPU OMOICHUS HAa HEPB Ce
yCTaHOBsiIBa Tpody3Ha HHPUITpALKS C MHOXKECTBO CAPKOHMJIHU TYOEpKYJIH, KOHTO
3acAraT BCHYKM OOJIACTH HA TOIIbpPXKAIIUTE HEPBHU CTPYKTYpH (E€HIOHEBPUYM,
NIEPUHEBPUYM U CMHUHEBPUYM) M ca CBbp3aHH ¢ JuMdouureH aHruut. Hammue e
KOMOWHAIMSI OT aKCOHAJIHA 3ary0a 1 IeMUESTMHU3AIIHS.

Emuonozusma He e u3BecTHa.

Ilamozenesama Ha capkoujo3ara € aBTOMMYHHA, HO NATOM€HETHUYHUSAT
MEXaHU3bM He € a00pe u3sicHeH. HeBpomarusara moxe na Obie B pe3yaTar Ha
JTMPEKTHA KOMITPECHUsI, ICXEMUsI, KOMOMHAIUS OT JBaTa (pakTopa WM Ja ce IbJIKH Ha
Opyrd  HEW3siCHeHH  (axkTopu. 3acAiraHero Ha  KpaHMAJHUTE HEPBU U
MOHOHEBPOIIATUUTE Ha MNEPUPEPHUTE HEPBU BEPOATHO CE€ IbJDKAT Ha AUPEKTHA
MHBa3Usl U KoMIipecuss Ha HepBa. HeBponatuurte, xouto Hanonodssar OBJIII u
XBJII ce gpmkat Ha nudy3Ha HHPUITPAIMS HA HEPBA M HEPBHOTO KOPEHYE WM Ha
MMYHOJIOTMYHU HapyIIEHUs CBBP3aHU ChC CapKOUI03aTa.

Knunuunomo npoTH4aHe € MHOTO MHIMBUIYadHO M Bapupa OT MHUUACHTHO
YCTaHOBSIBAHE NpPU PEHTTeHOrpauu Ha IPBACH KOII HAa XWUJIyCHA ajJeHomaTus, J0
TEeXKKH (QYHKIMOHAIHM HapylmieHus U CcMbpT. llpm ToBedeTo mMamueHTu ce
HaOmrogaBaT Hecnenu(pUYHM CHMIITOMH, KaToO TMOBHIIEHA TeMIepaTypa, 3aryda Ha
Teryio U ymopa. KiIMHMYHO ca HanMile NpexogHH epUTEMATO3HU MOJKOKHU BBH3JIU B
nperuOuanHara o0JacT, NPUIPYXKEHH OT apTpairud. Morar nga ce mnaamupar
nepudepHn TMMPHU Bb3IU. YecTo 3a00isIBAHETO 3all04Ba C OCTHP I'PaHyJIOMAaTO3€H
YBEUT, KOMTO MOXeE J1a pOrpecupa 10 CEpUO3HO HAPYILLIEHUE Ha 3PEHUETO U CIIETNOTa.
YecTr ca MyKO3HMTE JIE3UU B HOCA U CUHYCHTE.

[Ipu 5% ot manuenTure ce 3acaraT nepudepHaTa W IEHTpaHaTa HEpPBHA
cucreMa. B 1eHTpanHara HepBHa CHCTEMa Hai-uyecTo ce 3acsiraT MEHUHIHTE,
xunoranamyca u xumno¢usara. B mnepudepHara HepBHa cHCTeMa ce€ 3acsrar
KpaHUAJIHUTE U niepu(epHUTE HEPBH, OCOOEHO B 00J1aCTTa HA CIMHAIIHUTE KOPEHYETA.
Yecro ce mposBsiBa KaTO MPUCTHIIHO-PEMUTEHTHA MHOKECTBEHA MOHOHEBPOIATHS Ha
KpaHMAJIHUTE HEpPBU. BCHUYKM KpaHMalleH HEPB MOXe Ja ce 3acerHe. Haili-uecto ce
3acsra VII KH, nonsikora neyctpanno. Yecto ce 3acsrar 11 u X1 KH.

[Tpu HSAKOM MalMEHTH KIMHUYHOTO MPOTHYAHE € MOJ00HO Ha paJuKyIonaTus
Ha €IHO WM IoBeue HepBHM KopeHdyera. [Ipum reHepanu3upaHo 3acsiraHe Ha
KopeHdeTata cuMmnroMute ca MHoro momoOnu Ha OBJII wmm XBJIII. Haii-uecto
nepudepHaTa HEpPBHA CHCTeMa ce 3acara moa Qopmara Ha CyOKIMHMYHA
MHO)KECTBEHAa MOHOHEBpPOMNATHs, KOATO C€ YCTaHOBSIBA MpH HeBporpadcko
n3cneaBane. Ilo-psaxko KIMHUYHOTO mpoTHYaHe € 1moa ¢Gopmara Ha OaBHO
Iporpecupaiiia IbpBUYHa CETUBHA, MOTOPHA WJIM CEH30MOTOPHA HEBPOIIATHSI.

Uscneosanus. HeBporpadusta mnpu CyOKIMHUYHA HEBPOIATHS ITOKa3Ba
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muncsaiy win ¢ HamaneHa ammuintyna CHAIL B 3acernartute HepBu. CMAIL n
CKOPOCTUTE Ha IIPOBEXKAAHE [0 JBUraTeIHUTE BJIaKHa ca B Hopma. EMI
U3CIEBAHETO € HOPMAIIHO.

IIpy maumeHTH CcbC cumMeTpuuHa ceHzomoropHa HeBpomatus CHAII e ¢
HaMaJIeHa aMILIUTya WK jurnca. CKOpocTTa Ha IPOBEXAAHE 110 CETUBHUTE BIIaKHA
e HamaneHa ¢ 20%. Ilo-romsimo 3abaBsiHE Ha CKOpPOCTTa KMMa IpU NALUEHTH C
nobaBeHa JEMMEIMHU3alUs KbM aKCOHalHara jereHepauus. CKopocTra Ha
MPOBEXKIAHE MO JBUTAaTEIHUTE BiakHA € HamajeHa ¢ 20% B MOJIHUTE KpaWHHUIIM.
CMALII ca ¢ HamaJieHa aMIUIMTY/a W JIMTICBAT B JIOJIHUTE U C HOPMAJIHU [1apaMeTpu
B ropHute Kpaiiuuuu. [Ipu nauuenture ¢ noaupagukyaonarus CHAII ca B HopMa, 3a
pazmuka or CMAIIL Hrnenoro EMI' uscnenBane npu NauueHTH C ABITOTPANHO
3a0oisiBaHE M KIMHMYHO  TPOSBEHA  CEH30MOTOPHA  HEBPOMATHS WA
MOJIMPAIUKYJIONATUsl  TIOKa3Ba akCOHaJHAa 3ary0a. YcCTaHOBSBAaT Cce€ OCTpH
MIOJIOKUTETTHH BBJIHU U pubprnanuu. [IpoabnKUTETHOCTTa, aMIUTUTYyAaTa 1 Opos Ha
¢a3uTe Ha aKIMOHHHUTE TTOTCHIIMAIA HA MOTOPHUTE €MHULIA HAPACcTBAT.

Jleuenuemo Ha HEBPOCAPKOMJ03aTa, 3acAramia KpaHUAIHUTE HEPBU Ce
MIPOBEXJa YCIEUIHO ¢ KOPTUKOCTEpouau. [Ipu pe3sucTeHTHH MalMEeHTH ce Impuiiarar
UMyHOCyNpecuBHH MeaukameHTu (cyclosporine). Crex mpeycTaHoBsiBaHE Ha

JIeYeHHETO 3a00JIIBAaHETO PELUIUBUPA.

9. UauonaTuyHM NepUHEBPUTH

[lepuneBpuTa eHecnienn(UIHAa XUCTOJIOTHYHA AOHOPMHOCT, C BB3NAJICHHE U
3ane0ensiBaHe Ha MepuHEeBpryMa. MoXe J1a ce YCTaHOBH NPH OMOIICUS Ha HEpB NpHU
MalueHTH C HeBponaTuu BcieacTBue Ha diabetes mellitus, 3a0onsiBaHusg Ha
CbeMHHUTENHATA  THKaH,  YJIIEPO3eH  KOJNMUT, BaCKYJIUTH  (BKIIOYHTEITHO
KpUOTJI00yaIuHEMUs ), TMMPOMa U JPYTH 3JI0KadyecTBeHH 3aboisBaHus. Onucsa ce u
npu nanuentu ¢ OBJII u XB/III. Ta3u Haxoaka He € CBbp3aHa C ONpPEAETeH THUIl
HeBponatus. VauonmaTHYHM TEPUHEBPUTH CE€ YCTAHOBSIBAT KaTO OCHOBHA
XHMCTOJIOTUYHA HAXOJIKA U TIPH TAIIMEHTH 0€3 CHCTEMHH 3a00JIsIBaHMS.

Xucmonamonocuyno ce ycTaHOBsBa 3ajaelensiBaHe W ¢uOpo3a Ha
NepUHEBpUYMa. XPOHUYHUTE HMHOUIATPATH OT  BB3MATUTETHH  KIETKH B
MEepUHEBpUYMa ca ChCTaBEHH OT JIMM(OUUTH U Makpodaru. Moxe aa ce ycTaHOBU
JIEKO TIEpUBACKYJIapHO BB3MAJCHHE M 3aryda Ha MHUETMHH3WpAHW HEPBHU BIIAKHA,
BCJICICTBHE Ha aKCOHAIHA JereHepanys. [lepuneBpuTa, 3a1e0eIeHNs IEPUHEBPUYM H
3ary0ara Ha HEpPBHHM BJAaKHAa MOrar Ja ObJaT acCUMETPHYHH B OT/ACITHHUTE HEPBHU
CHOITYETA, KOETO MPE/IIoIara HICXeMUYHa yBpea.

Ilamozceneszama He € sCHa, HO BEPOSITHO € aBTOMMYHHA. JluckyTHpa ce mann
MEepUHEBPHTA € OTAeNHO 3aboisBaHe. [lepuHeBpuTa MOXEe 1a yBpenn nepuQepHHuTe
HEPBH TIOCPEJCTBOM HCXEMHs, HAPYIICHO XpaHEHE M OTIENSTHE Ha TOKCHHUTE OT

HCPBHUTEC BJIaAKHA KbM C€HAOHCBpHUYMA H 06paTHO, KaKTO U IMOCPCACTBOM AWPCKTHA
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XyMOpajHa WU KJIeThYHa aBTOMMYHHA aTaka HacOYeHa Cpelly HEpBHUTE BIAKHA.

Knunuunomo npomuuane e BapuabunHo. IIpu mepuHEBpPUT BCIEACTBHE Ha
nuabeT WM BacKyJlIMT CE€ pa3BUBa MHOYKECTBEHAa MOHOHEBPONATHS, ChC CETUBHU
HapyIIEHHs, TU3ECTe3UH, XUIIEPIIATHsI U MYCKYJIHA CIa0OCT B 30HATAa HA WHEPBALIUS
Ha MHOXECTBO 3acerHaTH mnepudepHH HEpBU. lIpum Apyru MaIlMEeHTH Ce pa3BHUBa
XpOHUYHA POTPECHBHA M CUMETPHYHA JBUTATEIIHA U CETHBHA 3ary0a, Hepa3inyuMa
or OBJIl u XBAIIL Ilpu agpyra rpyna nanmueHTH € HMIMONATUYEH NEPUHEBPUT
KJIMHUYHATa KapTUHA € pa3jiuyHa, C MUTpUpAIlU O0JIacTU OT CETUBHM HapYyIIEHUS,
XHUIIECTE3Us, XWIIEPIATHsl, AM3ECTe3MH M OONKa NpU pas3TAraHe Ha HEPBHUTE
crBosioBe. CumnrombT Ha Tinel e moyoxkuTeneH B 3acerHaTUTE HEPBU. [HHKUTE
CETHMBHM HEpPBHU BJIAKHA ca IO-CUJIHO 3acerHatu oT nedenute. CyxXOKUIHHUTE
peduiekcu 1 MyCKyJTHaTa Cuja ca 3ara3eHu.

Ilpomuuanemo Ha 3a00JIBaHETO € IPUCTHITHO-PEMUTEHTHO.

Uszcneosanus. JlaboparopHute wuscieaBanus, BkimountenqHo ANA, ESR,
YepHOAPOOHU TECTOBE, €NeKTpodope3a Ha CEpyMHHU NPOTEMHU U M3CIEIBAaHUSA 32
BAaCKYJIMT ca HOpPMajdHHU. JIMKBOPHMAT NPOTEMH € HOPMaJieH IMpU MALKUEHTU CbC
ceTuBHa HeBpomarus. Hanmumumero Ha mabopaTopHu aOHOPMHOCTH TOBOpPU 3a
CUCTEMHO 3a00JsiBaHe, KaTO BacKyJUT. IloBUIlIEH JINKBOPEH NMPOTEUH CE YCTaHOBSIBA
npu nauueHtd ¢ ¢opmu HanogoOsBamu OBJIIl u npu namueHntn ¢ guaber ¢
MHOKECTBEHAa MOHOHEBPONATHS WX JTyMOOCaKpaHa MOJIHPAAUKYIOTIICKCOTIATHS.

Hesporpadcku ce ycraHoBsSBaT HaMaJ€HM IO aMIUIMTyJa WU JIUIICBAILX
CHALII. CxopocTtuTe Ha MPOBEXIaHE MO JBUTaTeTHUTE BiakHa U uriienara EMI ca
HOpPMaJHH, OCBEH NpHU TMAalUWEHTH C MHOXECTBEHAa MOHOHEBpPOMNATHs WU
PaAMKYJIOMIEKCONaTHs C IBUTATEIHU U CETUBHU HapyIIECHUS.

Jleuenuemo ce mpoBexaa ¢ UMyHoTepanus. [Ipu manmeHTUTE ¢ UCTHUHCKU
Backynmut unu OBJII ce mpoBexma umynocynpecus, [VIG wnm mmazmadepesa.

Prednisone nmoBnusiBa OosikaTa mpy MaMEeHTH C UIMONATHYHA CETUBHA HEBPOTIATHS.

10. Xunepeo3uHopuieH CHHAPOM

XapakTepuzupa ce€ C €03MHO(WINS, NPUAPYKEHAa OT pa3jIudHU KOXKHH,
ChpJICYHHU, XEMaTOJIOTUYHU 1 HEBPOJOTUYHH HAPYIIEHHUS.

Ilamozene3zama € BEpOATHO AaBTOMMYHHAa. B 3a0oisisiBaHeTO HE ydacTBa
BAaCKYJIUTEH KOMIIOHEHT, OCBEH B KOXXHUTE MpoMeHu. Hapymenara QyHkmus Ha
MHO>KECTBO OpraHH C€ CBbpP3Ba C €03MHOPWINA U HIKOU pa3MaJHU MPOIYKTH Ha
eo3uHopuIuTe.

Knunuuno neBpomarusi ce nposiBsiBa npu 6—14% ot nanuenture. IIpotnua
KaTo reHepalu3upaHa MOJMHEBPONaTHs WM MHOXKECTBEHAa MOHOHeBpomartus. [lpu
HSIKOU MAIlMeHTHU ce MPOsBSABA U Bb3MAIUTEITHA MUOTIATHSI.

Hespocpagpckume TPOMEHHM ca XapaKTEpHU 3a AKCOHAJIHA CEH30MOTOpHA

HEBpPONATHSI.
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11. Cunapom Ha Isaacs

W3BecTeH € omle Karo HEBPOMUOTOHHS WM CHHAPOM Ha MPOIBIDKUTEIHA
aKTUBHOCT Ha MYCKYJIHMTE BiakHa. [lo-uecto e cmopaguyueH, OTKOJIKOTO
HACJIEJICTBEH.

Emuonoeusma e mapaHeoIsIaCTUYHA TpH 3JI0KauecTBeHO 3aboisiBane. [lpu
HSKOM TAalMeHTH ¢ MpuaoduTara (opmMa ce YCTaHOBSIBAT AaBTOAHTUTENA CPELLY
BOJITAXKHO 3aBucuMHTEe K KaHanu B mepudepHuTe HepBU. MyTanuu B TE3U KaHAIU Ce
YCTAHOBSABAT MPHU MALMEHTH C HACIEICTBEHA CMHM30MYHA aTAKCHUs, IPH KOUTO CHIIO
MMa reHepaau3upana MHOKAMUSL.

Knunuuno ce mposiBiBa C MYCKYJIHHU CbKpalleHus (MHOKMMHSI) B IIOKOH,
MYCKYJIHH KPaMITU U TIOBUIIIEH MYCKYJICH TOHYC, KOUTO CE€ 3aCHJIBAT CJIe]l IBHKCHHE
U eKCIIECHBHO H3IMOTsIBaHE. MoOXe /Ja MMa WM HE CHMIITOMH Ha HEBPOMATHA.
[Tpunoburara ¢popma MOXe Ja IPUAPYKaBA APYTd aBTOMMYHHHU 3a00JISIBAHUSA, KaTO
myasthenia gravis u XB/II1, Tumom u pak (iumpoma 1 IpeOHOKIEThUEH Oe0apo0eH

KapLUHOM).
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®wur. 1. A.]'lI‘OpHT'bM 3a JHATHOCTUKA HA UMYHHO MECIUMPAHH IMMOJIUHEBPOIIATHH.

KIHHHYHH JaHHH 3a
MMOJIHHEeBPOIIaTHA
OCTpO HacThHBAILA ’ 6aBHO pa3BHBaIla ce
(mo 2 mecerna) (a2 Mecera)
_ JIMIICA HA JAaHHH T Ia_a
3adaMHUTHOCT i~
- GeJITbYHO- damunHOCT
KIeTb4YHAa
JHUCOLHALIUAA
BJIMKBOpPA
-EMI
KPHTEepPHH
| mapanpoTenHu ] Ge/ITBUHO- |
KIeTb4yHAa Hac/sieAcTBeHH
JIATICa HA JARAN JHUCOLHALIUA MOTOPHO-
JAHHH 32 APYTO 3a,1pyTO BJIMKBOpPA CEeH30pHH
3a6o/1aBaHe 3260/19BAHe HeBpOMmaTHH
l'lommeﬁpona"mn, —
ACOIHHPAHH C XpOHHYHA
raManaTHsa Bb3Na/JHTe/JIHa
| JeMHe/THHH3HpAaIa
o MOJIHHEBP OMATHA
Cunapom Ha Guillain-
Bare
l HauomaTHU4YHa CBBbp3aHa ¢ Apyro

3a0060/19BaHe




43

®wur. 2. A.III‘OpI/lT'bM 34 JICHCHUE HA UMYHHO MECIUMPAHHU MOJHMHECBPONMATHHA

HOJIPIHeBp()l'[aTPIH
CHHIpOM HA
Guillain-Barre
CraMamaTHA
[ |
~N
Cﬂeuﬂq)ﬂqﬂo MyﬂTllbeKaJIHa Xp OHHHHA MAG nosUTHBHH
JIETICHUA HAMA MOTOpHA ¢ 6JI0OK B Bb3NaJIHTE/IHA NnS——
OGIIH rPHKH NpoBOJHMOCTTA JAeMHe/THHH3HpaIa CHGIO PIOS P
Il1asmadepesa ‘ -
uin lvlig
CHMITOMAaTHYHO
00JIKaTa lophosphamid KOPTHROCTEPORAN MAG HeraTHBHH
cyclophosphamide cnmrg;(;ln;';gqﬂo— T
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