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CIIMCBK HA U3BITOJI3BBAHUTE CbKPALLEHUSA

AT — Antutena

AXE — AHTH —alleTWIIXOJIMHECTEPA3EH MEIUKAMEHT

I'MI" — I'eHepanu3upana MUacTEHUs IPABUC

EMI - Enextpomuorpadus

KMC — KonrenuraneH MHaCTEHEH CUHAPOM

KC — Koptukocrepouau

KT — KommtorbpHa TOMOrpadus

MI'- MuacteHus rpaBuc

HMI'- HeonaTtanmua MyuacTeHUs: TpaBUC

OMI" — Oyna MuacTeHus rpaBUC

[1® - ITnazmadepesa

CMAII — CymapeH MOTOpEH aKIIMOHEH MOTEHLIHA

COOM - Ckaia 3a 00eKTHBHA OLIEHKA HA MHACTEHUATA

TX — TuMmycHa xunepIuiazus

IOMT' — FOBenusiHa MHUacTEHUs IPaBUC

AChR — A1IeTHIIXOJIMHOBY pELIENTOPH

AD-CMS — ABT0O30MHO-IOMUHAHTEH KOHT'€HUTAJICH MUACTEHEH CHHIPOM
AR-CMS — ABT030MHO-PEIIECHBEH KOHT€HUTAJICH MUACTEHEH CUHIPOM
CDG — Bpoaenu 3a00sBaHus Ha TIIMKOJIN3aTa

CHAT-ren - I'en 3a xonmuH anierunTpanchepasa

CHRNE- ren — XonuHpenenTopeH reH

CK — CepymHa KpeaTMHUHKHHAa3a

COLQ- ren — I'eH, xoaupaIl KojareHHaTa CyOeIMHHUIA Ha OmaliKkaTa Ha
alleTUIXOJIMHecTepas3aTa

DOKY — ren — ren, koaupai nporeud Dok-7

FADS — Cunapom Ha ¢etanHa akuHe3us ¢ aepopmanun

GFPT1- I'myramuH-(pykT030-6 hocdat TpancamuHaza 1

1G4 — UmyHOTTIOOYTHMH 4

HSV — Xepriec cumruiekc BUpyc

LRp4 — Hucko NIbTHOCTEH PELIENTOPHO 3aBUCUM IIPOTEUH 4

MuSK — MyckyiHO-CKeJleTHa THPO3UH KHHA3a



MMF - Mycophenolate mofetil

RAPSN — ren — pancus rexn

RNS - PenerutnBHaTaHepBHA CTUMYJIAIIHS

SFEMG (Single fiber electromyography) - exexrpomuorpadus Ha eTUHHYHO MYCKYIIHO
BIISIKHO

SCCMS — cunapom Ha OaBHUTE KaHAIU

Titin-ab — Acouuupanu ¢ TATUH aHTHUTENA



BBBEJEHUE

Mpuactenusita e 3a0oisBaHe, MPU KOETO € HapylIeHO IPEIaBaHETO B HEPBHO-
MYCKYJIHUSI CHHAIIC U Ce XapaKTepu3upa ¢ 00JecTHa yMOPSEMOCT Ha HalpeuHo-Habpa3aeHaTa
MyCKyJaTypa.

B3aBcumocT OT eTHOJOrusiTa W MAaTOTEHETHYHHUS MEXaHU3bM Ha 3a00JIIBaHETO, B
JIeTCKa Bb3pacT ce HaOI0AaBaT KOHITC€HUTaJIeH MUACTEHEH CHHJIPOM, HEOHATaJIHA MHACTEHUS
Y IOBEHUJIHA MUACTEHUS TPABHUC.

B ocnoBara nHa nmaroreHeTuuHus MexanuzbM npu FOMI' cTon HamMuueTo Ha aHTUTENa
Cpellly aleTUIXOJIMHOBUTE PELENITOPU B HEPBHO-MYCKYJIHUSI CUHAIIC HA CKEJIETHUTE MYCKYJIH.

KMC ca renernyHo u (EHOTHUIIHO XETEpOT€HHA TIpyna OT PEeIKH HACJIEeICTBEHU
3a00JIsIBaHMS, 3acsATalll HEPBHO-MYCKYITHOTO IIpeaBaHe.

Hsxou nmpoBenenu HaOmoAeHHS BBPXY Je€lla C MHACTCHHS IMOKa3BaT, Y€ B JETCKA
BB3pacT MpeobiagaBa MpUAOOUTaTa MHACTEHUS, CIICABAaHA OT KOHTCHHTATHUTE MHACTCHHU
CUMIITOMH, JIOKATO MIPEX0JHATa HEOHATAJIHA MUACTEHHUS € Hall- psJKa.

Cnopen HavyaJloTO Ha M3sBa Ha IbPBUTE CUMIITOMHU MPU MALMEHTUTE, FOBEHUJIHATA
MUACTEHUsI TPaBUC CE Mojpas3fens Ha e Gopmu - npeanydepTeTHa (ITbPBUTE CUMIITOMHU CE
nosiBaT npeau 12 roaMiiHa BB3PAcT) M MOCTIYOepTeTHa (C Hayalo HAa IbPBUTE CUMITOMU
crnen 12-ta rogMHa Ha Jerara).

Cnopen ToBa KOM MYCKYJIHU TPYIH C€ 3acsirar, MUAaCTEHUsATA CE MOJpa3/iesl Ha JIBE
dbopmMu — O4HA, MPU KOSATO C€ 3acAraT camMO OYEJBUTATETHUTE MYCKYJIU M TeHepalM3upaHa
MUACTEHHUsI C BbBJIIMUAHE Ha Oyl0apHaTa v MPOKCUMAaJIHATa MyCKyaTypa.

Jnarno3ata MMAacTEHMs TPABUC C€ MOCTaBs Bb3 OCHOBA HA HAJIMYME HA OINpPEACIICHU
KITHUYHHA CUMIITOMH, €IeKTPOPU3UOIOTHYHH, CEPOJOTUYHH U HEBPOU300pa3sBaIld HAXOIKH.

OcHOBHa 11eJ1 Ha HAaCTOSAIIOTO U3CJE/IBAHE € Jla c€ MPOyUYH 3a00JIIBAHETO MUACTEHHS B
JIETCKA BB3PACT U Ja C€ ChCTaBU KpaTKa CMHIEMHOJIOTHYHA M KIMHUYHA XapaKTEPUCTHKA Ha
3a00IIBaHETO B Ta3W BB3pacT- paslpejefieHHe MO BHUJ, Bb3PACTOBO HAYAIO, E€BOJIOIHS U
nporHo3a. ToBa € 00ycIOBeHO OT JMIIcaTa Ha JOCTATHYHO MPOYYBAHUS 32 TMPOTHOCTUYHUTE

CbaKTOpI/I " CBOJIIONMATA ITPU MUACTCHUSA I'paBUC B ICTCKA Bb3pacT.



I'naBa nbpBa

JIMTEPATYPEH OB30P

MpuacrtenusTa e 3a00sBaHe, IPH KOETO € HapYIICHO MPeIaBaHeTO B HEPBHO-MYCKYIIHHUS
CHHAIIC M C€ XapakTepuszupa ¢ OoJieCTHa YMOpPSI€MOCT Ha HalpeyHOo-HaOpa3jeHaTa

MyCKyJaTypa.

1.MuacTreHusi rpaBHC

1.1.AcTopuyecku TaHHH

3a00J11BaHETO MHACTEHHS € OMUCAaHO OT aHruicKusT Jekap S. Wilks, koiito npe3 1887
r. HaOmoZaBa MJjajna NalMeHTKa ¢ OymbapHa mapanu3a C JieTalieH H3XojA, HO 0e3
narajoroanaromuyau u3Menenus (134, 344). Hsaxou aBTopu OCriopBaT mbpPBEHCTBOTO Ha S.
Wilks B oncanneTo Ha MUACTEHUSITa, UMaiKu nipeaBu dakta, e 200 roIuHu Mpear Hero
npe3 1672 r. anrmwmiickust jgekap T.WilliS B maTuHCKH TpakT cbhoOIlaBa 3a KIMHHYCH
ciyuait, HanogoOsBam muacteHust (134). Hemckusar nmexap W. Erb (1879) u monckust
m3cnenonaren S. Goldflam (1893) B cBom TpyaoBe choOIIaBaT 3a TPU Cydas HA MHACTCHHUS,
ONHUCBAllKM KaTO CBUIECTBEH MNPHU3HAK Ha 3a00JSBAaHETO MAaTOJOIMYHA YMOPSEMOCT Ha
MYCKYJINTE, KATONPOBEXK AT aHAIN3 Ha KIIMHUYHUTE 0COOEHOCTH U MPOTrHO3aTa Ha OosiecTTa
(316). H. Oppenheim (1887) otaenun MuacTeHusTa OT rpymnara Ha OyJI0apHHTE Mapajn3H,
MOYEePTaBalikKi Y€ TOBA € aTUIUYEH BapHaHT Ha OynOapHa mapainsa, MpH KOWTO HsIMa
aHaTOMMYHM M3MeHeHHs. Tol cumTtain, 4e mpu ToBa 3aboJisiBaHE ce 3acsira caMo HaIllpeyHo-
HaOpa3zeHaTa MyCKyJaTypa, a MyCKYJIHHUTE aTpo(uu M M3MEHEHHs B CETMBHOCTTA He ca
xapaktepuu 3a Hero.lIpe3 1895 r. F. Jolly onumcan npu 60HM ¢ MHACTEHHUS, CHMIITOMH Ha
MaTOJIOTMYHA YMOPSEMOCT Ha MYCKYJIUTE TPU JPAa3HEHETO MM C EJICKTPUYECKH TOK H
HapeKbJI TOBA SIBIICHHUE ,,MUACTEHHA PEaKLUs NpHU eNeKTpoBb30yauMoct™. Toil mpeanoxun
3a0oisiBaHETO Ja ce Hapuya ,myasthenia gravis  pseudoparalytica’unska3zan
MIPEIIOI0KEHUE, Ue TTATOJIOTHYHUTE U3MEHEHHS ITPH TOBA 3a00JIsIBaHE C€ HAMUPAT B CAMUTE
myckynmu(151, 316). B mepBuTe CHOOIICHHS 32 MHACTEHHUSI aBTOPHUTE HE 3aCATAN BBIIPOCUTE
3a €THOJIOTHSTAa M IaToreHe3ara Ha 3aboisBaHeTo. OMUTU Ja ce OOSCHAT NMPUYMHHUTE U
MEXaHM3MHUTE 3a pa3BHTHE Ha OoyiecTTa natupar KbM kpas Ha 19-tu Bek. H. Oppenheim

pasriciKaal MUACTCHUATA KaTO XPOHUYHA HEBPO3a C JICTAJICH U3XO/I.



1.2.I1aTorenesa

B mppBata nonoBuHa Ha 20-TH BeK OMJIM M3Ka3aHW MHOTO XMIIOTE3U 32 €TUOJIOTHUSATA
Ha OonecTTa — MH(EKIMO3Ha, TOKCHYHA, 0OMEHHO-CHIOKpUHHA, AUeHIedarHa, OMOXUMUYHA
(245). IIpe3 1934 r. M. Walker npearosnonaraia, 4e Mpy CbKPAIIEHUETO Ha MYCKYIUTE IPH
OOJIHUTE ¢ MUACTEHUs, B KPBBTA UM C€ OTJEJIs Kypapernogo0HO BELIECTBO, KOETO OJIOKHpa
HEPBHO-MYCKYJIHOTO IpeaaBaHe. s mpeanokuia a ce KynmupaT CHMIITOMUTE HAa MHUACTCHHS
C MpHJIaraHeTo Ha (PU30CTUTMUH, [0 aHAJIOTHUS C OTPABSHETO ¢ Kypape. [Ipu nmpunaranero Ha
MHXUOMTOpaA Ha XOJIMHEcCTepa3aTa pU OOJIHUTE HACTHINIO OTYETIMBO, MAaKap U 3a KPAaTKO
nopopenue Ha cberostuuero. [Ipe3 1901 r. C. Weigert oTkpuit mpu natoioroaHaTOMHYHU
M3CeIBaHUsl HAa TOYMHAIM OOJNHM OT MHACTeHHsT TyMOp Ha THMYCHaTa >Xje3a, a B
MYCKYJHMTE HATpylBaHE Ha JUMQOUIHHU eJIeMEHTH Oe3 mpu3Haly Ha Bw3nancHue. Weigert
IPENOI0KUI, Y€ MPUYMHA 3a PAa3BUTHUETO Ha 3a00JIABaHETO ca M3pabOTBaHU OT TE3H
HaTpyINBaHUS BEIIECTBA, a caMuTe JUMGOUIHM HATPYIBAaHUS CUMTAl 3a METacTa3u Ha
TyMOp Ha TUMycHaTa xJie3a (134). Ipyru aBropu cMsTaiy, 4e MaTOJOTHYHOTO BEIIECTBO,
KOETO HapylllaBa HEPBHO-MYCKYJIHOTO IpeJaBaHe HE ce 00pa3yBa B MYCKyJIUTE Ha OOJHUTE
OT MHacTeHus, a ce wu3paboTBa oT TuUMmyca (251), a mpe3 1973 r. Oun nomydeH
SKCIICPHIMEHTAIICH MOJIC]I Ha MUACTCHUSI [TPU UMYHH3aIMs Ha 3aiiiu (179).

CpBpeMeHHHTE MPECTaBU 33 MATOTCHETHYHUTE MEXaHU3MHU, JISKAIIA B OCHOBAaTa Ha
HapyILIEHOTO HEPBHO-MYCKYJIHO INpeAaBaHe MpU MHacTeHus ce Gpopmupar ot 60-te roa. Ha
20-Tu Bek, KOraroOWJi0 H3Ka3aHO NpPEANoJoKeHHe 3a u3paboTka Ha aBTOAHTUTENA B
opraHu3Ma Ha OOJIHUTE ¢ MMACTEHMsS KbM OINpPEJENIEHH CTPYKTYpH Ha IOCTCHHANTHYHATa
MemOpaHa u wmyckyiute (256). Ilpes 1961 r. J.F. Miller myOnukyBan choOUIcHHE 3a
MMYHOJIOTHYHTa (YHKIMS Ha THMYyCHaTa Je3a. B ciexBamyre ronnHu OWIIM TTPOBEACHU
penuia u3ciaeIBaHus, YTOUHSABAIIA MeXaHH3Ma Ha aBTOMMYyHHHUs Tiporiec (276, 310, 326) u
poJiTa Ha TUMYyca Ipu MuacTeHusTa (322).

ChpBpeMeHHHUTE IUATHOCTHYHU METOIU TIO3BOJISABAT J1a C€ OTKPHAT W3MEHEHHs Ha
tumycHara xiesa nmpu 70-90 % or6onuute ¢ muactenns(311, 280). CoiecTBeHaTa posst Ha
M3MEHEHMATAa Ha TUMYCHATa ’kKJie3a B IMaToreHe3ara Ha MHACTEHHsTA Ce MOTBbPKIaBa U OT
¢akTa, ye mMogoOpsIBAHETO HA CHCTOHUETO Ha OOJHUTE Clie[ TUMEKTOMMS Ce€ MOCTHra Mpu
60-80% ot 6oHMTE

3a pazbupane Ha martoreHe3ata Ha MI e HeoOXomMMO TO3HABaHE Ha aHATOMO-
(Gu3M0I0TUATa HA HEPBHO-MYCKYJIHHS CHHAIIC — CIIELUATU3UPaHa CTPYKTYpa, Ype3 KOATO ce
npenaBa Bb30YyX/IaHETO OT €IMH HEBPOH KbM MYCKYJ HJIM JKJI€3HcTa ThKaH. Beeku cunaric

CbAbpKa B CBOATa CTPYKTypa CICAHUTC CIICMCHTU - TMPCCHHAIITUYHA MCM6paHa
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(TepMUHAIHUTE Pa3KIOHEHHUS HA MOTOPHHS HEBPOH; TEPMHUHAJIEH OYTOH), MOCTCHHANTUYHA
MemOpana (MemOpaHaTa Ha MYCKyJHaTa KJIETKa) M CHHAaNTHYHA IIenKa (IPOCTPAHCTBOTO
MEXIy ABere MemOpanu). B mpecHuHanTHYHHS TEpPMUHA CE€ CBHIABPXKAT BE3UKYIH C
alleTWIIXOJIMH, KOWTO C€ CHHTE3Mpa OT alleTHJI-KOCH3UM A M XOJUH MOJ Bb3JACHCTBHE Ha
€H3MMa alleTUIXOJHUHTpaHc]epasza. AUSTHIXOIUHBT C€ OCBOOOXKJIaBa upe3 CIMBaHE Ha
BE3UKYIIUTE C MPEeCHHANTHYHATa MeMOpaHa U eKIoIuTo3a. ToBa ce ciaydBa MpH HaBJIHU3aHE
Ha KaJIMeBH WOHM B TMPECHHANTHYHUS TEPMHUHAI B OTIOBOpP HA AKIMOHEH MOTCHIHAL.
OtneneHuTe AaleTUIXOJIMHOBU MOJEKYJIM B CHHANTHYHATa I€IKa Ce CBbP3BAaT C
alleTHIIXOJIMHOBUTE perentopu Ha MOBBPXHOCTTA Ha MOCTCUHAINTUYHATA
MemOpaHa.AnermiixonuHoBute perentopu (AChR) ca murann cBbp3aHu HOHHM KaHAJH,
KOHUTO C€ OTBAPST IIPH CBBP3BAHETO C AIIETHIIXOJIHH, IIPU KOETO e Ha0JI0/1aBa HaBIM3aHE Ha
HaTpPUEBHM WOHM B capkojiemaTa ¢ Tocje/aBaiiara i aenojispusanus. Pa3suBa ce moTeHnuan
Ha JIeHiCTBME HAa MOTOpHATa IUIOYKA C TOCTEABAll MYCKYJIEH aKIHMOHEH IMOTeHIHAl |
MYCKYJIHa KOHTpakius. AMIUIMTyIaTa Ha TMOTEHIaJa Ha JEHCTBHE 3aBUCH OT Oposi Ha
AIlETUIIXOJMHOBUTE PEICTITOPH, CBBP3aHU C allETHIIXOJIWH. BpemeTo 3a cBbp3BaHE MM € OT
NOpsAbKa HAa MMJIMCEKYHAM.ALETUIXOJMHOBTE PELENTOpPH ca NbpBUHE HOHHU KaHalH,
YUHUTO TCHHM Ca KJIOHHpPAHH W cekBeHUpaHH. ChCTOAT ce oT 5 cydemunnnu (2a,B,y u 0),
Pa3MoIoKEHH OKOJIO LIEHTpalIHUs HOHEeH KaHall. ['eHbT, Koaupall cyOeAMHULIN o, Y U O TIpU
Xopara ¢ JIOKaJu3upaH BBB BTOpa Xpomosoma (42, 73), a P-cyOemunumara — B 17-
xpomo3oma (42, 301).AUCTHUIXOIMHOBUTE MOJICKYJIH C€ XHUJAPOJU3UPAT OT EH3UMa
alleTWIXOJMHECTEpa3a, KaTo XOJUHBT ce IMoeMa oOpaTHO OT HepBHUSA TepMmuHalLllpu
Ipeo3upaHe Ha aleTUIXOJUHOBU aHAJIO3M M MHXMOMTOPM Ha alleTWIXOJIMHEecTepas3aTa, B
MOTOpHATa TUIOYKA CE€ HATPyIBa AlETHIXOJIMH C pa3BUTHE Ha ACTIOJISIPH3AIMOHEH OJOK B
HEPBHO-MYCKYJTHHS CHHAIIC. AIIETHIIXOJMHECTEpa3aTa € TIIMKONPOTEHHEH €H3UM, KOWTO ce
KOHIIGHTpHUpa B MOCTCHHANTUYHAaTa MeMOpaHa Ha HEPBHO-MYCKYJIHHs cuHarc. CHHTE3upa
ce B MYCKYJIHaTa KJIeTKa, CEKpeTHpa Ce U ce CBbp3Ba ¢ 0a3anHaTa JJaMUHA Ha CHHAIITUYHATA
nenka. Ts ChIIecTByBa KaTo pa3iMyHu MOJIEKYJTHU (GOPMH, KOUTO Ce€ pa3ndyaBar Imo Opos Ha
KaTAIATUYHUTE CyOeTMHUIIH.
VIMyHOTE€HHHUAT MEXaHU3bM OOSCHSBA B 3HAYMTEIHA CTENEH MAaTO(PHU3UOIOrUATa Ha
MHUACTEHUs T'paBUC. Bb3mpousBexgaHeTo Ha 3a00JSBAaHETO NMPH XKUBOTHU MOXE Ja Objae
MMOCTUTHATO 4Ype3 WHXekTupaH Ha |gG, momydeHHm OT MHACTEHHO OOJTHU WIM 4Ype3

HMH)KEKTHPaHEe Ha aHTHTENa KbM alleTUIXOJIMHOBHUTE perienTopu(245).



[Tpu moBeyeTo GOJNHU ¢ MUACTEHHS AaHTUTENATa MPUHAICKAT KbM UMYHOTIIO0YINHH
knac 1gG u HapymaBaT HEpPBHO-MYCKYJIHOTO IpelaBaHE IMOCPEACTBOM TPH MEXaHHU3MA:
CBBp3BaHE C KOMIJIEMEHTAH JIM3UC HA IOCTCHHANITHYHATa MEMOpaHa;aHTUT€HHA MOy Ialus
1 GyHKIHOHAJICH OJIOK Ha aneTuiaxoauHoBute perenropu (75, 180, 325, 326).C naii-royismo
3HAUEHHE 3a JWarHo3ara ca CBBpP3BALIMTE aHTHTENa.B moBeueTo ciyyam mnpuuuHA 32
pa3BuTHeTO Ha MI' € HanM4Me B cepyMa Ha aHmumena cpewyy HUKOMUHOBU peyenmop Hd
ayemuaxonuna (AChR). TakuBa anTHTeNa ce oTkpuBat npu Hax 80% OT Bb3pacTHUTE, HO CE
cpeliat Mo-psAaKO MPH IMalueHTH B mpeamydeprena Bw3pact(199, 310, 311) .IToeueto
aBTOpHU HE OTOENA3BAT HAJMYME HAa KOpelanus MeXIy TUTbpa Ha antutenara kbM AChR u
TeXECTTa Ha KIMHUYHaa KapTuHa Ha 3a0oisBaneto (180, 280). TuTbpbT Ha aHTHTENATA KBM
AChR HamansBa Ha QoHa Ha HMMYHOCYIPECHBHA Tepamus, CJel TUMEKTOMHUS W
miasmadepesa (140).

[IpoBenenn ca w3cienBaHMs, KOUTO IOKa3BaT, Y€ NPH MHUACTCHUS CE YCTaHOBSBA
HapyIlIeH:e, KAKTO Ha KJIEThYHUS, TaKa M HA XyMOPAJIHUSI UMYHUTET. B HacTOAIIMS MOMEHT
e sceH (QakThT, ye npu u3paborkara Ha AT mpu MuacTeHUsiCe aKTUBHUPAT JABE PA3IUYHU
cyonomymanuu CD4+ (Thl u Th2) mocpencTBoM cHHTe3a Ha pPa3NUYHU LUTOKUHU U
xemokunu (211). Cyonomymnanus Thl npoayiupa npotuBobs3nanurentu uutokunu (11-1,
[1-2, 1l-3, rama-untepdepon) (149), kouto cTUMynaHpar oOpa3yBaHETO Ha AHTUTENA B
cepyMma Ha OOJTHHTE, BOJICIIHU JI0 00ocTpsiHe Ha cuMnTomarukaTa(287).Cyonomynaus Th2
CTUMYJHpPa U3paboTBaHETO Ha MPOTHUBOBB3ManuTenuu nutokuuu (11-4, 11-5, 11-6, 11-10,11-13),
noteHuupaiy oopasyBanero Ha AT, xouto He yBpexxnmar AChR u ce acommupar c
pemucus Ha 3abomsBaneTo (40).

[ManmenTn, nmpu kouto guncear anti-AChR —anTurena B cepyma, ce onpeaessiT Cropet
HSIKOW aBTOPH KaTo MAIMEHTH ChC cepoHeraTuBHa Muactenus rpasuc — SNMG(325).

VYcTaHOBeHO €, ye TpU €lHa 4YacT OT CEepOHEraTWBHUTE OOJHHU, ce H3padboTBar
ammumena KoM — MYCKVIHO-CKelemHama muposunkunaza(MuSK) —  penenropa
TUPOMHKMHA3a C€ HaMUpa Ha IIOCTCHHANTHYHATAa MeMOpaHa Ha HEPBHO-MYCKYIHHS
cunanc(128, 311, 324). MuSK pbkoBoasT npoueca Ha (ochopriIpaHe U OCHINECTBIBAT
perynupani KoHTpous 3a (pyHkumonupanero Ha AChR Ha mocrcuHanTHdeckaTa MeMOpaHa
(311, 324). MuSK ce mpencrast IpeTUMHO BbPXY HEPBHO-MYCKYJIHHS CHHAIC M € 4acT OT
perenitopa 3a arpuH. ATpUH € TPOTEWH, KOMTO c€ CHHTE3Wpa OT MOTOHEBPOHHTE H CE
CeKkpeTHpa B cHHanTHuHata Oasamna JamuHa(118). CurHanure, MeAWHpPaHH OT
B3aumozeincTeueTo Ha agrin/MuSK Bomsat mo 3amasBane Ha rpynupanero Ha AChHR,

3aBucenio ot rapsyn(118). Rapsyn e mepudepen memOpaHEH MPOTEWH, PA3IMOJIOKEH Ha
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[IUTOIUIa3MEHATa TIOBBPXHOCT HAa IOCTCHHANTUYHATA MeMOpaHa M € HeoOXomuMm 3a
rpynupanero Ha AChR (118). Ilo cBosita xapakrepuctuka antutenara kbM MUSK ce
ortHacaT KkbM 10G4um He ce orkpuBar npu OonmHu, no3utiBHM HaAChR-anTHTENa
(195).Yecrorara Ha Hannure Ha MUSK anTHTENa IPH CEPOHETATHBHHUTE OOJIHU C MUACTEHUS
¢ okoio 40-60% (143, 175, 311, 325). Te3u OoyHU Ce OTIIMYABAT ChC CICIHUTE KIMHUYHU
0c00EHOCTH — TMO-paHHa BB3pacT Ha Hayajo Ha 3a00JIIBaHETO, MO-YECTO 3acsraHe Ha
KEHCKHA T0JI, KAKTO M MO-4eCTO BBhBIMYAaHE Ha OynbOapHaTa M JMIleBaTa MyCKyiarypa, Imo-
rOJISIM TIPOICHT HA JAUXATEHH HAPYIICHUS U MHAcTeHHU Kpu3u (253).00uuaitHo mpu Te3u
OOJIHM HE Ce YCTAaHOBSIBA THMYCHA MATOJIOTHsI, UMAT cjial TepaneBTHYeH oTroBop kKbM AXE
mpenapard, JJ00po TOBIMsSBAaHE OT TpHIAraHe Ha HWMYHOCYNPECHBHA Tepamus U
wiazmadepesa, Ho cinab edekt ot xupypruuno jgeuenue (101, 128, 316).

[Tpu 20-40 % ot Gomuute ¢ MI' ce OTKpuBaT anmumena cpewyy mumuH, KOETO €
OIKCaHO B JuTeparypara B Hadaoto Ha 90-te roamuun(19).Toil mpencraBisiBa MPOTEUH OT
IIUTOCKEJIeTa Ha HalpeYHO-HaOpa3leHaTa MYCKYJIaTypa, KOWTO OMpeAess eNacCTHYHHUTE
cBorictea Ha Muoduopuaure (303).Cropen Romi et al.(276) antutenata KbM THUTHHA
mpecTaBiIsBaT UMyHOrNIoOynuau ot nojakiacoBe |Gl u 1G4, kouto umMaT cnocoOHOCT na
aKTUBUpAT OENTHIMTE OT CUCTEMATa Ha KOMIUIEMEHTa. AHTUTeNa KbM THTUH C€ OTKPUBAT B
cepyma Ha 49-95 % OT MalMeHTUTe ¢ TUMOM B MO-KbCHa BB3pacT. (19, 72, 276, 316), Ho
MoraT Jla ceé HaMepsAT B CepyMa M Ha HIKOM TEKKOMPOTHYAIIM CIIydal Ha MHUACTCHHUS C
panHO Hayaso u 6e3 Tumom(311).

ITpes 2011 ron. ca OTKpUTHaHmumena, HACOYEHU cpewsy peyenmopd, CEbP3aH C
npomeuHa om HUCKONIbMHOCMHUsL aunonpomeunos komniexc 4 (LRp4)u ce ycraHoBsiBat
mpu 30% nmo 60% or aBoitHo-ceponeratuBuuTe(6e3 AChR wu 6e3 MuSK-
anturtena)nanuentu (174, 258, 332).Te3u antutena uHxuOUpat, cBbp3BaHeTo Ha LRP4 ¢
HETrOBHS JIUTAH].

KbM HacTosmmuss MOMEHT ca HaMEPEHH OIlle HSIKOJIKO Kilaca aHTUTENla, HAJIMYHU B
cepyma Ha OonHM ¢ MuacteHus: rpaBuc-AT kvm puanoounosus peyenmop (223).AT xom
nomenyuan-3asucumume xanuesu kanamu -anmu- Kv 1.4(276, 311), aHTH-BOJITaX 3aBUCKMHU
kanueBn kaHamu - auwmu- VGKC ca cBbp3aHM ¢ Mo-yecTo 3acAraHe Ha OynOapHarta
MyCKyJiaTypa ¥ pa3BUTHE HAa MHUACTEHHHM KPHU3M U CE€ TOBIUSABAT N00pe OT Tepamus c
MHXUOUTOPU HA KAIIMHEBpUHA (IIMKJIOCTIOPHUH U Takpoiaumyc) (311).

1.3. Kn1uHMYHA KApTHHA

OCHOBHUKJIMHHYMHU CHMIOTOMH TpPU MHACTEHHSATAa ca CiIaboCT W TaTOJIOTHMYHA

YMOPSIEMOCT Ha HallpeyHO-HaOpa3jeHaTa MycKyJaTrypa. XapakTepHOTO 32 T€3H CUMITOMH €
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TaxHOTO (PIYKTyHMpaHe B paMKHUTE Ha JICHOHOLIMETO, KaTO Ce 3acujIBaT cjell HaTOBapBaHE Ha
MYCKYJIUTE U HamausBat cien nounBka (12, 18).Hait-uecto (10 85%) MbpBHUST CUMIITOM MPH
MHACTEHUSATA Ce SBSBA CIA00CT U yMOPSAEMOCT Ha OUEJABUTATEITHUTE MYCKYJIN, N3pa3sBallli ce
B ITO3a, JABOWHO BWXJIaHe, odrammoruierus, crpabuszbMm. YecrtoTara Ha 3acsraHeTo Ha
EKCTpaoKyIapHuTe Myckynu u M. levator palpebraesapupa B muteparypara or 1.7 mo 30
ciydas/l MUITMOH TOJHIIHO, C MaKCUMyM 110 77 ciydasi / 1 MuinoH HaceneHue roauiiHo. (57,
124).Ilpu ounata ¢opmMa Ha MHACTEHHS TPABHC, 3aCATAHETO Ha OYCIBUraTEIHATA
MyCKyJiaTypa 4ecTO € aCUMETPUYHO, KaTo ce 3acAraT MYCKYJIH, HHEPBHUPAHU OT pa3IU4HU
ouenBurarennu Hepsu (5, 17).IIporpecust kbM reHepansupana GopmMa IOpHU TE€3H MMALUCHTH
MOKe Ja ce pasBue npu okosio 50 % ot nmanuenture (124).Onpenenennero OMI™ BkiIoUYBa
OOJIHM ¢ MHAcTeHHs, NMPH KOUTO KIMHWYHATA KapTHHA CE€ OTpaHM4yaBa caMO [0 OYHA
CUMITOMAaTUKa B MPOIBIDKEHHE Ha 2 TOAUMHHM OT HA4yaloTO Ha 3a0oisBaHeTo, 0e3 Ja ce
3acaraT Apyru MyckynHu rpynu (186), koeto o3HavaBa, ue qudepeHnnanuaTa Mexay ouHa
WIA TeHepalu3upaHa MHACTEHHS HE € BB3MOKHO B MOMEHTAa Ha BH3HHKBAHE HA IBPBUTE
cumrnromu. [Tpu nurica Ha reHepanu3anus Ha CHMOTOMHUTE B MIPOJBIDKEHUE HA 2 TOTUHH CIIe]
nebroTa Ha 3a00JBaHETO, C€ yBeIUYaBa BEPOSTHOCTTA TO Jla OCTaHE JOKAJIM3UPAHO CaMo B
OYHHMTE MYCKYJIU U J1a UMa OJIaronpUsaTeH X0Jl, KOETO C€ TIOCOYBA U B €JMH OBJITPACKU aHAIHU3
Ha OYHHUTE CUMITOMH TIpH narmeHT ¢ MI'(2).

[Ipu renepamusupanute GOpMH ce J00ABAT WU CUMOTOMH Ha MYCKYyJIHA CIa0OCT U
YMOpPSIEMOCT OT CTpaHa Ha OynbapHaTa MYCKynaTypa W MYCKYIUTE Ha TYJIOBUIIETO M
KpUWHLIUTE.

3acsAraHeTo Ha KpaHWATHUTE MYCKYIIH CE MPOSBABA ChC CIA0OCT W yMOPSEMOCT Ha
MHUMHYECKUTE MYCKYNH, Kato Hepsako m. orbicularis oculi crpaga B mo-ronsima cremeH ot
MYCKYJUTE B JIOJIHATA YaCT Ha JUIETO. bunatepaiHoTo 3acaraHe Ha JHUIEBaTa MyCKylaTypa
npujaBa XapakTepeH MAacKOBUIECH BUJ Ha JIMIETO, KOETO 3aeJHO C NTO3aTa Ha KIeHmauyuTe
orpeieNs KapTHHATA Ha T. HAp. MHOTIATEH Qarmec.

CrnabocT Ha JBBKATEITHUTE MYCKYJIM € XapaKTEpHO 3a OOJHUTE OT MUACTEHUS, HO TS €
C pa3jMyHa 0 CTENEeH M3Pa3eHOCT — OT HE3HAUMUTENIHA YMOPSEMOCT MpH IbBYEHE JI0 ITbJIHA
napanusza ¢ HEBB3MOXKHU JbBKATEIHW JBW)KCHHUS C YBHCBaHE Ha JOJHATa YeIOCT U
HEBB3MOKHOCT MAIMEHTHT J]a CH 3aTBOpH ycrarta (249).

BakxHO MSCTO B KITMHHYHATA KapTHHAHA MUACTEHUSTA 3aeMa CHHAPOMBT Ha OynOapHa
napanusa, Ipu KOWTO ce YCTaHOBSABAT I'bJITATENIHU, TOBOPHU U AUXaTelnHU Hapyuienus. [Ipu
15-20% ot Oonmuute ¢ MI' ce HabmogaBa U30JIMpPaHO 3acsAraHe Ha OynbapHaTa MycKynarypa

(124).Cnaboctra Ha MexaypeOpeHaTta MycKylaTypa W auadparmMara BOIU 10 AMXaTellHA
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HEJIOCTaThYHOCT C XMIOBEHTWIALMUS U XUIEPKAITHUS, HO PSIIKO CE MPOsBSIBA B IBPBHUTE JIBE
TOJIMHU OT HaYaJloTo Ha 3a0ossiBaneTo(157).

[Tamenture ¢ reHepanu3upaHara ¢opmMa MOrar Ja UMaT JIECHa yMOPSIEMOCT M
cmabocT Ha MycKyiIuTe Ha musrTa. [lo-4ecTo B mo-ToyisiMa CTENEH Ce 3acArar NpeTHHUTE
MyCKynu Ha musTta ((JIeKCopuTe), KOeTO BOIM JO YBHCBAaHE Ha IJaBaTa HpPU H3IPABEHO
MOJIOKEHHE Ha OOJTHUTE WJIM TPYIHO MOBUraHe HA IJ1aBaTa B JIETHAJIO MOJI0XKEHHUE.

B mpokcuManHuTe OTAEIM Ha TOPHUTE KPaMHUIM IPEUMYILNECTBEHO CE€ 3acsrar
TpanenoBugHuTe MycKyau, M. deltoideus, m. triceps brachii, a B aucramnure otmenu Ha
pbKaTa npearMHO 3acerHatu ca M. extensor carpi u m. extensor pollicis.

B nonunute KpaiiHunm Haii-uecto crpagatr m. flexor femoris u myckynure, pasrsBamu
O0enpo. B cmywaii Ha 3acsraHe m Ha Ta30-OeipeHaTra MYCKyJaTypa, MalMEeHTUTE HMaT
TPYIHOCTH NIPU M3KauBaHE Ha CTHJIOW M NPHU M3MPABSHE OT KICKHAJO TOJIOKEHHE, JIECHO Ce
U3MOpSIBAT MPH  XOJEHE U npu TH4aHe. [IoHsAKora Moke 1a Bb3HHMKHE U UCTaHa MYCKYJIHA
crabocr (342).

MpuomnaTeH CHHAPOM TPU MHACTEHHS TPAaBUC € YCTAaHOBEH OT HSAKOM aBTOpH, a
naroreHesara My € KomiuiekcHa. B uscnensane na Oosterhuis H. (242)ppxy 170 nanmenTa ¢
MHACTEHUs TpaBUC — 14 OT TAX OMIM ¢ JIOKAIM3MpaHa MYCKyJHa aTtpodus, eaHa Ouorcus
nmokasajga camMo JauMoLMTHAa HHOUIATpauus, a eAHa Tul-2 MyckynHa arpodus. Ilpu
npoyuBane Ha NicoliC u ¢bTp. BopXy 31 manuent ¢ MuSK-antutena u 28 nanuenta ¢ AChR
- aHTUTEJNa, C€ YCTAHOBSBA JIMIEBA W/WIN aTpodusaTa Ha e3uka npu 23% OT MalUeHTUTE C
anti-MuSK antutena (227), a npu nanuentute ¢ anti-AChR aHTHTena ce pa3BuBa MHUOIATHUS
Ha JIMIeBAaTa MYCKyJaTypa NpU JBJITOTPAWHO JIEYeHHE C KOPTUKOCTepouaH. B m3ciienBane
BBpXY 65 nanuenrta va F. Sommier (306),MuomnaTus ce ycTaHOBSIBA IMO-Y€CTO MPH MAIUESHTH C
MHACTEHUS TPaBUC C MO-KbCHO HAyaJlo B CPAaBHEHHUE C TE€3H C MO-paHHO Haydaio (37% crnpsmo
13%).

MyckymHaTa yMOPSIEMOCT MOXKE Jla C€ JAEMOHCTPHpA WIIH IPOBOKUPA C OIPENEICHU
KIMHAYHE TecTOBe. Hampumep cien NpOIBIDKATENHO TJelaHe HAarope WM BCTPAaHU ce
3aCMJIBAT NTO3aTa HA KJIEMayuTe U AUIUIONHTA, 3aCUIBaHe Ha Auc(hoHMUATace Hab0JaBa MpH
OpoeHe Ha ryac, NpU H3KayBaHe IO CTHJIOM WM HEKOJKOKPATHH KISKAHUS C€ 3acHiIBa
cnabocTTa B Kpakara, ymMopa M claboCT B pbleTe ce MOSBSBAT MPH MOJIbpPXKAHE Ha 1M03a C
W3ITBHATH HAIPE]l PhIie B CYMTUHAIIHS.

Pa3BuTneTo Ha MyckynaHata ciabocT Moxke ga Obae OT OdeIBUTaTeIHATa KbM
nuneBara u OynOapHaTa, ¢ BBBIMYAHE CII€J] TOBAa Ha TYJIOBHUINHATA M MPOKCHUMAalHA

MYCKYyJaTypa Ha KpalHULIUTE.
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Msoro ¢akropu Morar ga BIOLIAT CHUMITOMUTE IpPU MMACTEHHUsS TPABUC KaTo
3a00JsIBaHMs, MPOTHYAIIU ¢ (HEOPHINTET, CTPEC, TpaBMa, ONepaTUBHA MHTEPBEHIMS, IPUEM
Ha OMNpeleNeHd MEIMKaMEHTH WM HApKOTUYHM  BEIIECTBA, XUIIEPTUPEOHIU3BM,
XUIIOTUPEOUAN3bM, JIbUETEpaIus, JIAKTalus, paxJaHe, OpEeMEHHOCT, €MOLIMOHAJIEH CTpec
(280).®akTopu Karo U3OPOEHHUTE IIO-TOpPEe MOraT Ja 3acWiIsAT MYCKyJaHarta c¢jiaabocrt,
JOBEXKIAHKN 70 Pa3BUTHETO HA MUACMEHHA Kpu3d, KOATO ce Ae(UuHUpa KaTo ChCTOSHUE Ha
M3Ba HA JUXaTeJHAa HEAOCTATBYHOCT C HEOOXOJMMOCT OT MpHJIaraHe Ha M3KYCTBEHA
Oenonpobna Bentwnanms (13). Ts ce nbDKM ce Ha HEaJEKBATHO AaHTHXOJIHHECTEPA3HO
JieYeHHe, MOpaai OTHOCHTEIIHA PE3UCTEHTHOCT Ha OoiHKs KbM Ta3u Tepanus (14). Uectorata
Ha MUCTEHHaTa Kpusa ce aBuxku Mexnay 10-30 %, karo OOMKHOBEHO KPHU3UTE CE MPOSIBSIBAT
pe3 MbPBUTE TPH FOJUHK OT 3a0osisiBaHeTo (241).

CXoncTBOTO B KJIMHMYHATA KapTMHA HAa MHAcTeHHaTa Kpu3a C Te3W Ha
XOJMHEPruyHaTa U CMECEHaTa, YeCTO 3aTPyIHABAT TAXHOTO pa3rpaHUvyaBaHe.

Xonunepeuynume Kpusu ca pe3ylnTaT Ha NPEAO3UpPaHE HA AHTUXOJIMHECTEPA3HHUTE
MEIWKAMEHTH C pa3BUTHE Ha JCTOJSAPU3AIMOHEH OJOK B MHOHEBPAJTHHUS CHHAIIC.
MpuacTeHHUTE NPOSIBH C€ BIIOIIABAT, OCOOCHO OyJIOapHUTE U JAUXATEITHUTE HapYIIEHUs KaTo
ce pa3BMBAT M BEreTaTUBHM HapyLIeHUs OT MYCKapuWHOB THII- HW3IOTSABaHE, CalMBaIlys,
CBI30TE€UYCHHUE, TaJCHE, TIOBPBINAHe, AUAPHs, YeCTO YPHUHUPAaHE, OpPOHXOpEs, OPOHXOCHA3bM,
6enoapobeH oTok, Muo3a. [10-KbCHO ce M00aBAT W XOIWHEPTHYHH MPSIBH OT HUKOTUHOB THIT
KaToO MYCKYJIHHU motpenBanus (11).

B 3aBUCHMMOCT OT cTemeHTa Ha MYCKyJHaTa cl1a0oCT M MYCKYJIHU TPYIH, KOUTO ca
o0XBaHAaTH, MAIMETHUTE CE pa3MlpeaessaT B KiacoBe criopes ckanata Ha Osserman and Genkis
ot 1971 ron. u HeliHaTa MOIU(UKAIIUS 110 OTHOIIICHUE HA HOMepanusTa (244).

I knmac — Ouna ¢opma- camo OyHa CHMOTOMATHKa- BH3MOXKHO 3acsiraHe Ha €IHOTO
OKO; YeCTO NTO03a U JUIUIONHSA; MPH JIMIICA Ha 3acsiraHe Ha JAPYrHTe MYCKYJIH 10 2 TOJ. He
mporpecupa.

ITA/ II knac - Jleka renepanu3upana: baBHa u3sBa; 4eCTO Ha4yaJlo C OYHU CUMIITOMHU;
MOCTETIeHHA MPOTrPEecHsl ChC 3acsiraHe Ha Oya0apHM M CKEJIETHH MYCKYnH, Oe3 3acsiraHe Ha
IUxaTeaHaTa MycKyJaTypa.

[Ib/ 1II knac- YMepena reHepanusupana: [locreneHHa u3sBa; 4YeCTO HAYAIO C OYHH
CHMIITOMH; TIPOTPECHsI 10 TO-TEKKO TeHEpaIM3UPaHO 3acsiraHe, BKJI. Ha OynOapHU W

CKEJIETHU MYCKYJHU; 6€3 3acsiraHe Ha IUXaTEeIHUTE MYCKYIIH.
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III /IV knac - Octpa pynmuHanTHA: bbp3a u3siBa 1 mporpecust 3a HAKOJIKO Mecela Ha
TeXKa OynbapHa W CKEIEeTHO-MYCKyJHA clIaboCT; paHHO 3acsiraHe Ha PECHUpPaTOPHUTE
MYCKYIIH.

IV/ V knac — Texxka kbcHa: Texxkka (opma ¢ BTOPUYHA MPOrpecusi Ha CUMITOMUTE
cieq 2 ToJl. OT HaYaJloTo Ha 3a00JIsIBaHETO.

[IpenopbuBa ce oreHKa Ha MycKynHaTacuiaa mpu Oomnu ¢ MIT ma ce m3monsBar
CTaHJIapTH3UPAHU TECTOBE KaTO CKajaTa 3a 00eKTHUBHA orleHKa Ha muacteHusaTa(COOM), npu
KosATO ce otuutaT 10 mapamerbpa U ce 3agaBaT HUPPU, HO € TPYIHO H3IM'BJIHUM MIPH MHOTO
MAaJIKH JIela.

CMmeceHa Kpu3a MOXe Ja HACTBIIM, KOraTo IPU €IMH U ChIll O0JIEH €IHOBPEMEHHO Ce
pa3BUBAT MUACTEHHA HEJOCTATHYHOCT B €JHH MYCKYJIHU TPYITU M XOJHHEPTUYHU B IPYTH.

Hsikou MenukaMeHTH TpsOBa Ja ce U30sArBaT Mpu NAIlMeHTH ¢ MUACTEHUS TPABUC KaTo
- D-nenununamMuH, aMUHOTIMKO3UAM UUNPO(MIOKCAIMH, TETPAIMKINH, EPUTPOMUIIMH,
KIMHIAMUIAH, HHTepdepoH anda-, -010kepu (pompaHoIo, aTeHOION U TUMOJION KaIKH 32
O4M), HEPBHO-MYCKYJIHU OJIOKepHU (aTpakypuyM, BEKYpOHUYM), aHTHAPUTMUYHU JIEKAPCTBA
(BepamaMu1, XUHUAWH, TPOKAMHAMHU]L ), MAarHE3UH, XJIOPOKBHUH, CTATHHU, (DEHUTONH U TUTHH,
Mopagy pPHUCK OT pa3BUTHE HAa MHUACTEHHA KpH3a MpH MpUaraHeTo UM Tpu OONHU ¢
MUacTeHUs TpaBuc. B Obarapckara nureparypa € ONnucaH ciydail Ha ps3Ka JEKOMIIEHCAIus
Ha CHCTOSIHHETO TP MOMHYE CJie]l MPHJIOKEHHE Ha pEelaHuyM, YHHUTO OIUTAKBAHHSA OWIH
JBJITO HETOOIIEHIBAHU | JIEKYBaHH KaTo HEBPOTHYHH (7).

KomopOuaHoct: 3a MuacTeHusiTa € XapaKTepHO ChUYeTaHHE C JAPYrM aBTOMMYHHHU
3a0oygBaHMs KaTo 3a0oyiiBaHMsI Ha IIMTOBHJHATA »J€3a, KOJAreHO3H, IOJIMHEBPOIAaTUU
(152).

[Tpu nenaTa MuacTeHus TpaBHUC Ce aCOLMUPA C IPYTH aBTOUMHYHHU 3a00JI1BaHUS KaTo
aBTOMMYHHa THpeouJHa OOJIECT, IOBEHWJIEH JepPMAaTOMUO3UT MU peBMaToujeH aptput (70,
181, 317).B mocaenHo BpeMe nMa ChOOIIEHHUS 3a aCOIMAIMS Ha FOBEHUIHA MHACTEHHS TPaBUC
C MHOXKECTBEHA CKJIepo3a U onTu4eH HeBpomuenut (176)

IocTungexnnosna muacrenus. Ilopanu monexynsipna mumukpuss Ha AChR a-
cybenuanna u crneuupuyern nomed Ha Herpes simplex virus (HSV) - rimkomnporenn D e
BB3MOKHA KPBCTOCaHa peakTHBHOCT. [lo00Ha KpBCTOCAHA PEAKTHBHOCT € BB3MOXKHA U C
Varicella Zoster Bupyca (277).IToctuH(pEKIMO3Ha MHACTCHHUS TPABUC TIPH JIella 10 BpeMe

Ha/Wiv mocieaBania nHQEKIus ¢ BapuIlesia-30CTep BUPYC € OMUcaHa U OT OBJITaPCKU aBTOPU

(D).
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Hanuuuero Ha KOMOPOMIHOCT C enuiencus MpH Jema ce chboOIllaBa B JUTepaTHparTa
OT pa3InYHKU aBTOPUCHOTBETHO -2% (4/149- oTRodrigezMetal., (273), 3% ot Linderer (181)u
7 % (Badurska(39).

IIpu 4% or pgemata ¢ IOMI' ca ycraHoBeHHW AaHHU 3a ()aMHIHOCT-WICHOBE OT
ceMeicTBO ca Omiu ¢ quarnoctuipana MI™ (139).

2. MuacTeHus B 1€TCKA BB3PacT :
B nercka BB3pacT ce HabnromaBar cieaHUTE (POPMU HA MHUCTEHHUS B 3aBHCHUMOCT OT
€THOJIOTUSTa, KIMHUYHUTE TMpOSIBM, HAYaJlOTO Ha TAXHATA M3sABa U XOJa Ha
3a00JIBaHETO.
- Konrenuranen muacrenen cunipom(KMC)
- MuacreHusi Ha HOBOPOJAEHUTO
- IOMI (roBenunana muactenus rpasuc) (105, 209; 248).

Hskou mpoBenenu HaOMOJeHHS BBPXY Jella C MHACTEHUS IOKa3BaT, ye B JETCKa
BB3pacT npeobianaBa MpUAOOUTAaTA MUACTCHUS, CIIEABaHA OT KOHTEHUTATHUTE MHACTCHHH
CHHJIPOMH, JOKATO MpEeXo/HaTa HeOHaTallHa MUACTEeHUs € Haii- paaka (113, 216). Yectorara
Ha oTJeiHuTe (OPMHU HAa MHACTEHHMs B JIETCKAaTa Bb3pacT B mpoyuBane Ha Gamio S.(113) mpu
87 nmeua ¢ muacteHus e kakto cieasa - MI' (76%), KMC (17,2%), npexoaHara HeoHaTaIHa
muactenus (6,8%). [lonoOHu ca u pesyararure ot usciensanero Ha Mullaney P.(2016) — npu
m3cnenBann 34 neuna - ¢ MDD ca 73,5%, ¢ KMC -17,2%, a ¢ mpexoaHara HeOHaTajlHa
muactenus (3%).

2.1. OBeHMJIHA MM ACTEHHS TPABUC
2.1.1. EnuaeMuoJOriYHH JAHHU

Bonaute ¢ FOMI ca manueHTH Ha BB3pacT OT HOBopojeHu jaena a0 19 roauaun (100,
108).CpBpeMEHHUTE TaHHM MOKAa3BaT, ue 4yecToraTa Ha OoiHuTe ¢ MI cpes HaceleHueTo B
EBpoma e oxomno 30/1, 000,000 / roquHa, kKaTo 4yecToTaTa mpH JAena U oHomm € Mexay 1.0 u
5.0 / 1.0 mumon / 3a roguna (194), koeto mpenacrasisaBa mexay 10% u 15% ot Bcuukm
ciny4yau ¢ MuacteHus. M3cneasane, mpoBeneHo B XbpBaTHs 3a nepuoga ot 1976 mo 1996 r.
MOKa3Ba YeCTOTa Ha 3a00JsIBAHETO MUACTEHHs CpeJ] MarueHTuTe Ha Bb3pact oT 0 1o 19 rox.
4/ 1 wmun. 3a roaunHa(333).Ilomo0HO wM3cieaBaHe Ha YecToTaTa Ha 3a00JIIBaHETO 3a
narueHTuTe Ha Bb3pact oT 0 10 19 rogunu B Tanzanus ycraHoBsiBa, ye TS € 2.2 /Ha 1 muH.
roauiiao (193)IOBenmnara MIT ce cpemia 4ecto B a3WATCKUTE CTPaHH, HAOJIOJCHUATA
COYaTIpHOIM3UTEIHO €HaKBa 3abojeBaeMocT mpu nemara B Kwuraih m Smonms (199,
334).0OTkpuBaT ce HSAKOM pPa3NMuMsi B KIMHUYHATA KapTHHA W BB3PACTOBUS JeOIOT Ha

3a00JIsIBAHETO, CBBP3aHU C €THUYECKHUS MPOU3XO0J Ha OOJHUTE, KOETO ce 00ycaBsi BEpOATHO

15



OT HaJIMYKETO Ha creruduueH yoBemku JeBkorureH antured (HLA) - DRwW9 u DRw13 mpu
smouuTe, BW46DR9 nipu kuraiickure nanuentu, DQ8 u DR3 B 3acernarure ot 6saTa paca,
DR5 npu nenata ¢ appo-amepukancku npousxon (66, 297).

2.1.2. K1TuHUYHA KApTHHA

IOBeHnIHaTAa MUACTEHHS TPaBUC IEO0THUPA B ICTCTBOTO M CE XapaKTEPU3UPa ChC CIIadOCT
Ha OYHATa, JIUIeBara, OyidapHaTa u MpOKCUMaIHaTa MyCKylaTypa, (payKTyupaiiy B paMKHUTe
Ha JICHOHOIIIMETO U 3aCHJIBALIH CE€ TIPH YMOpA.

Haii-yecra e QuykTyupamiara oueIBUraTe;IHa CAMITOMATHKA, KOSITO CE YCTAaHOBSIBA MPH
90% (181) ot cinyyanTe ¢ FOBEHHJIHA MUACTEHHUS C aBTOMMYHHA narorene3a. Yucrata OMI ¢
nTo3a M OPTAIMOIUIETHS € YecTa NpW Jenara — peaulla MpOoydYBaHHs OINKCBAT pa3inyHa
yectoTa Ha nena ¢ OMIT ceorBetHO 43 % npu Kunmumosu cwast.(7); 30% npu Ashraf V. u
cpaBT.(36), 10 71% mpu Wong V.u cpaBr.(345). OMI' ce HabmromaBa MMO-4eCTO B
npenyoepTeTHa BB3PACT, OTKOJNKOTO B moctimyoepretHa (139). Cpemnata BB3pacT Ha
HayaJHaTa W35Ba Ha 3a00JSIBAHETO € pasiMyHa, KaTo MOXe Ja Oblle ¥ MHOTO paHHA —
cboOmIaBa ce 3a Jere Ha 26-MecedHa Bh3pacTB Mpoy4YBaHe, MpoBeaeHo BbpXy 21 mena ¢ OMIT
ot Oritz S u craBr. (243). IlTo3aTa Ha KIemayuTe € HA-4eCTO CPEUIAHHAT CHMIITOM,
HabmomaBan mpu 95% ot gematra ¢ OMIT (164,203). Crnex mro3ara Ha BTOPO MSCTO IO
4yecToTa ¢ cTpabu3bMbT, ycTaHOBeH mpu 76% 10 88% ot gemnara ¢ ouna ¢opma (158, 243).
Hlenata ¢ OMI' moraTr na ce omuakBaT OT JABOWHO BIJKJaHE, O0COOEHO cilieJ ymopa mpu
MPOABIKUTENTHO YeTEHE WM B Kpasi Ha JIEHS;KaKTO U IIPU CIIM3aHe 10 CTHIOH.

Oxomno 50% oT nenara ¢ oyHa CUMIITOMAaTHKa pa3BUBAT T'eHepaIM3upaHa uiau OynbapHa
MycKyna c¢nabocT Ha HIKaKkbB eram oT 3abomsBaneto cu(31, 68, 98, 181, 273).
I'enepanusupanute GopMu cbeTapisiBaT 10 0kojio 43% oT obmiaTa nmomynamnus Ha OOJHUTE C
MHACTEHUs T'PaBUC B JIETCKa Bb3pacT, a okoio 20% OoT jemnara ¢ IOBEHWJIHA MUACTEHUS
JIOCTUTAT JI0 JMXaTeliHa HEJIOCTAaThYHOCT ¢ HeoOxomumocT oT peanuMarms (196).B
npoyuBane Ha J. Vander ot 2013 r. B Kanama mro3ara € Hali-4ecTO CPEIIAHUSIT CUMIITOM,
ycTaHOBeH cpen aBete rpynu nanueHTn — ¢ ['M u ¢ OMIT cwotBeTHO 82% 1 100% (320). B
rpynata Ha mnagueHTuTe ¢ ['M, rbaTatenHW/IbBKaTeNHH  HapyumieHus (65%) wu
reHepajJn3upaHaTa MyCKylHa ymopseMmocT (62%) ca ciefBamuTe MO YecToTa CHMITOMH.
Cpen maumentute ¢ I'MI' 18% ca umanu pecnmpatopeH auctpec u 6% pecnupaTopHa
HeJIoCTaThbuHOCT. B mpociessBanara rpymna manueHtd Ha Yang Zh. u cwast.mpe3 2011 r. B
Kwurait ce cpobmana, ue 45.2 % ot 1s1x ca umanu camo nto3a; 40% ca uManu eTHOBPEMEHHO
nTo3a u odyensurarennu Hapymenus (329). Cpen nabmonaBanute 18 Gomnm gena or Morita

A.m cpaBt.(214) B Bpaswmus 94.4 % ot TsaX ca aeOroTHpanH 3a00JSBAaHETO CU C MTO3a Ha
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KJIerauuTe, KaTo nro3ata e Ouia Ounarepannanpu 88% u yHunatepiana npu 12% ot GonHuTe.
Jumutonust e 6uia ycrtaHoBeHa mpu 61% ot manuenTute, OyndoapHa cumnroMatuka mpu 50 %,
muneBa crnaboct mpu 55%, a cmaboct Ha KpadHumuTre npu 66.6% ot OonauTe.B
pPETPOCIIEKTUBHOTO MpoyuyBaHero Ha Inaloo S. (146)3a mepuoma 1994-2002 r. BBpXY
neAuaTpuyHa nonynamnus B MpaH, Hali-ueTo U3SBEHUAT CUMIITOM B IrpyrnaTa Ha HAl[MeHTUTE C
FOMT e nro3a ipu 96 % u rerepanu3upana ciadoct npu 76 % ot Tax, a npu 32% OT TAX €
HaOII0AaBaHO pa3BUTHE HAa MHUACTEHHU Kpusu. B wm3cnenBane mposeneHo B Taitnana
Bbpxyl19 nmema GomHu oT mMumacteHus, oT kouto 84 % ca ¢ OMI" u 16% c I'MI, nTo3a ca
umaiu 99 % ot memara, nroza cbuetana ¢ odpranmoruierus 63 %, a 19.3 % ca cprob1IaBanm 3a
murionus. Jlemata ¢ 'MIT ca wmanm cleIHHTE KIMHMYHHATE CHMITOMHM - CJIa0OCT B
kpaitaunuTe npu 13.4 % ot 14X, c1aboCcT HA qUXaTeHaTa MyCKyJlarypa € OWjIo ONMCaHO MpH
9% ot OonHute, ciabocT Ha wmmiiHata Myckyiarypa ca umanu 10.1%, nucdarus e
otOensi3aHo mpH 7.5% oT 6onHUTe, TeHepalin3upaHa ciadoct npu 76 % ot Oonnure, a 32% ot
nenara ca umanu muacteHan Kpu3u(308). B ananuza cuChambers M. u chaBT. Ha 00JIHU Jera
¢ IOMI' B fImaiika, cbo0miaBa, ue 59% o1 OOJHUTE ce MPEICTaBAT C OYHA CUMITOMATHKA, a
47% pa3BHBAT CHMIITOMH Ha TeHepannu3upaHo 3acsrane(61).

B mpoyuanero Ha MullaneyP. u cwaBt. (216) 56% oT nemara ca ¢ odYeBHraTeiHa
CUMIITOMATHKa B HAuajJoTo Ha 3abossiBaHeTo, Kato mpu 20% OT TAX CUMNITOMAaTHKaTa
nporpecupa a0 TreHepanusupaHa (opma a0 8 Mecema OT HAayaJoTO Ha 3a00JSBaHETO.
[Iporpecus Ha o4HAaTa MHACTEHUsI KbM reHepaau3upana (Gopma mpu Aerara He € Taka 4ecra,
KakTo mpu Bb3pacTHUTE (34), mpu kouto Hax 50% OT MAMEHTUTE C OYHA MHACTECHUSA
€BOJIIOMPAT 3a OKOJIO 2 T. 10 TreHepanu3upana ¢opma (167). Ciryuaute ¢ ouHa MHACTEHHUS,
MpU KOUTO 3a00JISIBAHETO MPOrpecHpa 10 TeHepalu3upana GpopMa Bapupar B CHOOIIECHUSATA,
M3HECEHM OT Pa3JIMUHU aBTOPH - CbOTBETHO OT 14, 3% B mpoyuBanusTa Ha Oritz S U ChaBT.
(243) u Ashraf V. u cpagr., (36), 20% B npoyuBaneto Ha Mullaney P. u cbaBt. (216) u 75% B
usciensanara nomynanus B Snonus (297).Hsikom aBTOopu neduHMpar T. Hap. JaTeHTHA
reHepanuzupana ¢hopma, KOATO KIMHUYHO C€ M3SBSIBA CAMO C OYHA CHUMIITOMAaTHKA, HO TPHU
EMI" u3cnaBaHe ce yCTaHOBsIBa M 3acsiraHe W Ha JAPYTrd MycKynHU rpynu. OT Apyra cTpaHa
psaako OONHHWTE C TeHepalu3WpaHa MYCKyldHa ci1adocT, Morar naa ca 0e3 WU3sBeHa
OueBUTaTETHA CUMIITOMATHKA.

Cnopen HadanoTO Ha W3sBa Ha MBPBUTE CHMIITOMU TPH TAIMEHTHTE, FOBEHUJIHATA
MUACTECHHsI TPABHUC C€ Mojpa3ieis Ha 1Be GopMu- npeanyoepreTHa (IbPBUTE CUMIITOMHU CE
nosiBat npeau 12 roa. Be3pact) ¥ NOCTIyOepTeTHA (C Hayallo Ha MMbPBUTE CUMITOMH ciies 12

—rouirHa Bb3pacT(84).;FOBeHnIHATa MUACTEHHUS TPABUC C TIPEITYOSPTETHO HAYAIIO € PsKa - C
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yecrora oT 4,3% no 14.3%cnopen uskou asropu (51, 99). Hama e1uHHO MHEHHE B KaKbB
BBH3PACTOB JIMANa30H 3aloyBa IOBeHWJHaTa (opma Ha MuacteHus rpasuc. Criopen peauia
uzcnenoBarenu FOMI™ 3amouBa mexay 1 roa. u 20 roxa. Bw3pact (244), a qpyru onpeaensr
BB3PACTOBHAT AuamnazoH € Mexnay 1,5 u 15 ronuan (36). boammHCTOBOTO aBTOpH MpueMar
Bb3pacroBute rpanuny Ha FOMI™ mexnay 1,5 u 18 roa. Be3pact (98). Ilpu npyuBane Bopxy 46
nena ot 3 nmo 15 rox., nexkyBanu B 3a 20 roauimeH nepuoi oT KwimmmoB u cbaBT. (7)ce
YCTAHOBSIBA CIICIHOTO BB3pacToBO pasmpenenenue- 4 % ce pasdonsBar a0 3 TOAMIIHA
Bb3pacT, 24 % ot 3 no 7 ronunu, 29 % ot 7 no 10 roa. u 43 % ot 10 no 15 roauiiHa Bb3pacT.
Cnopen naHHH, TOJTydeHH OT mpoyuBane Ha ZHi- Xiao Y. u cpaBT. BbpXy 135 nmera ¢ KOMI,
BB3paCTOBOTO Hayajlo Ha 3a00JsBaHETO ce JBWXU Mexay 4 mec. u 15 roxa., xato ce
YCTaHOBSIBA OTHOCUTEJIHO PaHHO Hayajlo Ha 3aboisBaHeTo - 50% oT mauueHTuTe ca nox 3
roauiiHa B3pacT (336). Criopea Apyro u3cieBaHe BbPXY OOJHH OT a3MaTCKH MPOU3XO,
npu noseye oT 50% OT MalueHTUTE C MHACTEHHUS T'paBHC IeOIOTHT HA 3a00JSIBAHETO € C
BB3pacToB MUK Mexnay 5 u 10 rogumHa Bb3pact (69).Exno uscnensane B Mpan Bvpxy 25
nena ¢ MI', mokasBa ne0rT Ha 3a0ossiBaHeTo Mexay 1,2 mo 12,5 rof., cbe cpeaHa Bb3pacT
5.7+/- 4.2 ron. (146).YcTraHOBeHH ca W3BECTHU PACOBH PA3IHUUS B Pa3Mpee/iCHHETO Ha
6ornectra mo moia, karo B XoHr KoHTr choTHOIIeHHEeTO Momudera: momueTta € 1,1:1, a B
Cesepna Amepuka goctura 6:1 (345). B nmposeneHo npoyusane B bpasumust 3a 14 roaurieH
nepuoj Bbpxy 18 nmena ¢ MI', mbpBOHayamHUTE CUMNTOMHU ce H3saBsiBaT oT 1 no 12 rox.
BB3PACT, KaTO CHOTHOIIEHHETO MEXIy MomuueTa: Momueta ¢ 1.2:1 (214). Crnopen Hskou
HaONMIOJIeHUsT TpU TMpemyOepTeTHaTa MHACTEHUS TpaBUC 4dYecTOTaTa Ha 3aboenure
Momuuera/mMmomuera ¢ emnakBa (28, 100), a mnpum Hagasio Ha 3a00JIBAaHETO B
nmocTnyOepTeTHATa Bb3PACTIIO-YECTOCE 3acsraT MOMHYETAaTTa — MOMUYeTa:Momyerara (2:1),
KaKTO MPHU HAKOH JPYr'H aBTOMMYHHU 3a00nBanus. (28).

B enno uscnensane B Kanana npe3 2010-2011 r. cpoOmaBanaTa Bb3pacT Ha 1eOIOT Ha
IOMI" Bapupa ot ,,paxganero” g0 17 roa. Be3pact(cpenno 10 ros.) 3a reHepaM3upaHUTE
dbopmu, a 3a ounara ¢opma or 18 mec. mo 11 rox. (cpemno 3.5 rox.). CHOTHOIIEHUETO
MoMHYeTa KbM MomueTa € choTBeTHO 1.1:1 mpu renepamusupanara ¢gopma u 2.6:1 mpu
nemara ¢ ouHa (opma Ha 3abonsBanero. Jlemara ¢ I'M ca mpeobnamaBamo ot Osiata
paca(59%) B cpaBHEHHE C OYHATa Ipyla, KOUTO ca OUIU MPEANMHO C a3MAaTCKH MPOU3XO]T
(320).B m3cnenBane mposeneHo B Taimana Ha mena ¢ MIT, cpennaTta Bb3pacT Ha JAeOOT Ha
3abossiBaHeTo € 4.1 T. U choTHOIIEHHE 1Mo 1Mot € 1.8:1 ¢choTB. MoMHueTa kKbM MoMmueTa (308).B

pesynrat HalZ2-romumHo HaOmrogenne Ha Chambers M. Ha gena OONHU C MHUACTCHHUS
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rpaBHC,CE YCTAaHOBSBA CpeJHAa BB3PACT HAa Ha4yaJo Ha 3a0onsBaHeTO 7.5 TOAMHU U
ChOTHOIIIEHHE MOMYeTa KbM Momudera 1:1.3.(61).

2.1.3. InarHocTUYHU METOIH

Jlnarnosara MuacTE€HHs TPaBHC CE IIOCTaBsS Bb3 OCHOBA Ha HAJIMYME HA OIPE/ICICHH
KJIHUYHU CUMITOMH, €JIEKTPOPU3NOIOTUYHH, CEPOTIOTUYHU U HEBPOU300pa3sBaIli HAXOAKH.

2.1.3.1.®apmakojiornyeH TecT: 3a AMAarHOCTMYHA 1€l C€ M3MOJ3Ba TecTa ¢
TeH3UHOJIOH. TEeH3WHOJaHBT € OBP30 ACHCTBAIl AHTUXOJMHECTEPAa3eH Ipernapar, KOWTO
3a0aBsg XWApONM3aTa Ha aleTWIXOJWHA. MHXeKTHpa ce HWHTPaBeHO3HO Ha Jena B 032
NPUOIM3UTEIHO OKOJIO 5 MT, KaTo ce CJIeH 3a MOosBa Ha XOJIMHEepru4Hu nposiBu. [loqoopenne
B MYCKYJIHaTa CHJia ce HaOJ0gaBa OKOJI0O MUHYTA CII/] BBBEKIAHETO My U Tpae HE IMOBeYe OT
4-5 munytu. [Ipu HAKOM Jena He ce OTYUTA MO3UTHBEH OTroBop. IIpu Tax O6u Morio ma ce
NPWIOKHU JTBITOJCHCTBALINS aHTUXOJIHHECTepa3eH MenukamenT. Heocturmun B no3a 0,5-1,5
mr, kato Ha 10-15-ta MuHYyTa ce oTuMTa MogabpeHue Ha MYCKyJHATa CHJia, KOETO JOCTUTa
cBos nuK Ha 30-tara MuHyTa. /IBara Tecta ca MO3WTHBHH IPH MAIMEHTH C TEHEpATU3UpaHa
MHUACTEHUs, KaKTO W TIpU TakuBa Cc oyHa ¢opMa Ha 3a00JIIBaHETO C TEHIACHIHSA 32
nporpecupase KbM reHepaiusupaHa (opma. TeH3MHOJIOHOBUAT TECT € BHCOKOCEH3UTHBEH
npu quarnoctrkata Ha MIT (251). Tpu npoyuBane Ha Afifi U chaBT., TECTHT ¢ TEH3UHOJIOH CE
MO3UTHUBHPA MIPHU BCUYKH CITy4ad C OYHA MHACTEHHS, 2 HEOCTUTMHHOBHSAT TECT camo 1pu 67 %
ot ciny4ante (24). Ilpu HIKOM MAIMEHTH TECTHT JaBa (PAIIMBO-TIOJIOKHUTEIICH Pa3yiTar, KaTo
HampuMep MpHu ciaydad Ha JEeKapCTBEHO MHIYIMpaHa MUACTEHUs, OOTYIU3bM, CHHAPOM Ha
I'unen-bape (230).

[TpunpoTrBOMOKa3aHusi 3a TMpHJIaraHe Ha TEH3MHOJOHOBUS TECT, MOXE Ja ce
npuIoKUHEeDapMaKoJOTHYHHSL TECT Ha oxJaxkaaHe Ha kiemava (lce Pack Test). Toii ce
NpOBEXJa KaTo Ce€ OXJaxJa Kiernadya 3a OKOJIO 2 MHUHYTH, CJel KOeTO ce CIIeAu 3a
nojo0peHne Ha nro3ara. JIbIkK ce Ha MOTHCKAaHe Ha aKTMBHOCTTA Ha alleTHIIXOJIMHECTep3aTa
1 3a0aBsiHe Ha pa3rpakJaHeTo Ha areTuixonnHa u uMa 80% uyscrButennoct(120, 294). JIpyr
TeCT, KOWTO MOXKe J1a ObJie JIECHO MpoBeieH ¢ TecThT Ha CumiichbH (Simpson test),mpu koiito
NAIlMEeHTHTTPsIOBa Ja TJiefa Harope MNPOIBIKUTEIHO BepeMe, B pe3ylTaT Ha KOETO ce
MHAyIMpa nTo3a npu nanueHtute ¢ MI. To3u TecT He € TOJNKOBa YyBCTBUTENEH, KOJKOTO
TecTa ¢ oxJjaxaane (165).

2.1.3.2.HeBpon3oopa3siBamm u3cjaeaBanus: TUMyChT ¢ TUMQPOCTHTEICH OpPTraH, KOHTO
10 BpeMe Ha ImyOepTeTa MHBOJIOMpA M C€ 3aMECTBa OT MacTHa ThKaH. ToH 3aeMa BayKHO
MSICTO B HMMYHONATOreHe3aTa Ha MHUAcTEeHUATa. MHAyKUMATAa U TOCIEBAILUAT CHHTE3 Ha

aBTOAHTHTENA Ce HaMHUpa T0J] BIUsSHUE Ha perynaTtopHure T- muMdonuTu, KOUTO MpeMUHaBaT
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MOCJICAIHNSL €Tall Ha CBOETO pa3BuTHE B THMyca. Hsxou aBtopu (322) mpeamosarar, de
AlleTWIXOJMHOBUTE PELENTOpPH B THUMYCa C€ SIBSBAaT IbPBUYHM AHTUTECHHU, WHAYIHMPAIIU
uMyHHa peakuusi cpeury AXP B ckenerHara MycKyjiarypa, KOETO BOJIM 0 HapylleHUE B
HEPBHO-MYCKYJIHOTO TpefaBaHe. B TumycHaTa ’kiie3a cblllo ce HamupaT B — mumdonuru,
akTuBHMpamu npoaykuusta Ha AT, kouto ce cBbp3aBT ¢ AXP B ckeneTHara MycKyJarypa.
[TaTonorusara Ha TUMycHaTa *Jie3a ce cpema npu 70 10 90% ot GonHUTe ¢ MuacTens (241),
KaTo MO-4eCTO Ce cpella TUMycHaTa xurepruiasus npu37-70% ot OonHuTe, a HaIU4YHE Ha
TUMOM ce ycTaHoBsiBa npu 5 1o 40% ot Gomuure (226, 241).B nuteparypara € omnucan
cllydaid Ha 7-TOJUIIHO JET€ C XMUCTOJIOTHYHO Bepuduiupan B3—TumoM ¢ KIMHUYHA HU3sBa HA
caboCT Ha TOsCHATa MYCKylaTypa M Aucdarus, Ipu KOETO Bb3 OCHOBA Ha HAJIMYHME Ha
MIOJIOKUTETICH TEH3UHOJIOHOB TECT, Ha MOJOKUTEJICH ACKPEMEHT MpPU PENETHTHBHA HEPBHA
cTuMyianus ¥ mosumieHn HuBa Ha anti-AChR B cepyma (Hang 8.6 nmol/l), e moctBeHa
JIMarHHO3a MUacTeHHs rpaBuc (265).

Pesynrarure ot 20 roguimHo HaOIIOACHUE BbPXY KIMHUYHOTO POTHYAaHE HA MUACTEHUS
rpaBUC IpH Jema, nposeneHo or Kummumos H. U chaBT., OKa3BaT HAM4YKME Ha MATOJIOTHYHH
W3MEHEHUs Ha TUMycHarta xuie3u mpu 80% OT MalueTHTHTE - XHUIMepIUla3us Ha THUMYyca U
tuMoM. Ilpu m3cnenBane Ha meua ¢ MIT otMorita A. u cpaBT.78% oT nenara ca uManu
HOPMAJIHHU paMepH Ha TUMyca, a 22% ca Ouu ¢ TumycHa natonorus (214). B npoy4BaneTo
Ha Inaloo(146) ot 25 mema ¢ MI' - 62 % ca mokasanu THMyCHa Xxumeprutasus. TumycHa
xunepruiasusi ce ycraHoBsiBa npu 5.93%, a tumom npu 1.48%B mnomynamusta ¢ MI,
npocieneHa 3a nepuoaa ot 1993 1o 2008 rox. or Yang ZX u cwart. (329).Ilpu Gomuwute,
npociensaBanu oT Zhou U cbTp., TAMYCHA XUIEpIUIa3us ce ycTaHoBsiBa npu 42 % ot nenara, a
npu 4 % ot Tax ce otkpuBa THMoM (337).bonmute ¢ FOMI', mpocnenssanu or Heckman u
ChaBT.,ca UMaJIH MPH XUCTOJIOTHYHOTO M3CIIeIBAaHE HA TUMYyca -67% TuUMyCHa XymepIuia3us,
2% tamMoM u 22% ca Owim 6e3 matojaoruyHu u3MeHeHus (139)

2.1.3.3. CepoJioruyHu TecToBe:HannmuneTo Ha aHTUTeNa B cepyMa Ha GOJIHUTE CPEIy
OTIpeICTICHN PEIENTOPU € HaW-4eCTO W3MOJI3BAHUAT TUArHOCTHYEH TECT TpU OOJIHH C
MHUACTEHHS TPaBHC, BBHIIPEKH Y€ MMa U (PalIMBO-HETATUBHU PE3YATATH OCOOEHO MpHU Jela
caMoO C OYHa CUMNTOMATHKa.MHOro psiiko (ajmmBO MONOXKUTENEH TECT 3a aHTHUTeNa Ou
MOT'BJI JJa CEYCTaHOBU NpPU OOJHU C aBTOMMYHEH XeNaTUT, CUCTEMEH JIyIyC epUTeMaToJIec,
BB3MAINUTEIIHA HEBPOIIATHH, PEBMATOHJICH apTPUT, MAIMCHTH JICKYBaHH C TICHUIIWIAMUH H
[IPH MAIUEHTH ¢ TAMOM, HO 0¢3 Muactenus rpaBuc(279). Onucanu ca ciiydau Ha MAalUEHTH C
antutena (AChR-Ab) u OynbGapna myckynHa cnabocT, TpU KOETO BIOCIEACTBUE €

JIMarHOCTUIIMPAH MO3b4eH TyMop — oM (84). OT npyra cTpaHa MalMEHTHTE MOTaT Ja ce
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OKa)kaT CepOHEraTUBHU, BCIEACTBHE HA UMYHOCYIIPECHs, IPU IIPOBEXKAaHE HA U3CIEABAHETO
TBBPJIC PAHO B HAYaJI0TO Ha 3a0osisiBaHeTO (161).

B cBoeto npoyusane mpu jaetia ¢ MIT, Snead u ¢b1p.(309) ycraHossBar npu 53 % OT TsaX
Hamuune Ha aHtutena cpeiry AChR-AD, kaTo TO3M HpPOLEHT € 3HAYUTEIHO IMO-HUCHK
OTKOJIKOTO MPU BB3PACTHUTE, CIIOPEAAPYTH aBTOPH TO3M MPOIIEHT € Mo-BrcoK — Haj 60% (24,
163).Pesynrature Ha Zhou Sz, u cpaBt.(337)nokaszBat Hamuuue Ha AChR-Ab B cepyma npu
35 % ot nmenata, anpu 11 % tumom acorupanu anturena (Titnab), 6e3 ycraHOBsiIBaHE Ha siCHA
KOpenanusi MeXAy TUTbpa Ha aHTUTENlaTa B cepyMa U TEKECTTa Ha KIMHUYHATa KapTuHa.B
cBoeTo HabmionaeHue BbpXy Aema ¢ MI', Morita 1 chaBT. MOCOYBAT MO-BUCOK MPOIICHT Ha
nanueHTuTe ¢ yBenudeH THTHp Ha AChRADb - mpu 63%, xaTo chIIO HE CE€ yCTaHOBSBA
KOpeJanus MEeXIy TeXEeCTTa Ha 3a00JsIBAHETO W HMUBOTO Ha aHTHTenara. [lpu m3cienBanero
cu BepXY zera ¢ MI',Anlar u cb1p. (34)ycranoHoBsBa, ye pu 41 % oT nmerara ¢ ouHa Gopma
u npu 72 % OT Te3u ¢ reHepaiu3upaHa, ce OTKPUBAT aHTHUTENA CPEUly alleTHIXOJIMHOBUTE
penenropu. OT mpoBencHHWS aHAM3 ce pa3dupa, 4de 41% OT mNanMeHTUTe, KOUTO
I'bPBOHAYAITHO ca OuiM 0e3 aHTHTENa B cepyMa, IPEMHHABAT B CEPOTIO3UTUBHU B pAMKUTE HA
2 TOAMHU OT NMMbPBOHAYAIHOTO H3CJe/IBaHE, HO HE ce BiomaBar kKIMHUYHO. OT aHanu3a Ha
Heckmanu cpaBt.(139) craBa sicHo, 4e62% ot nenata ¢ ouna ¢popma u 81% ot genara ¢ TMIT
ca 6w ceporno3utuBHM 3a AChR. Ilpu manueHTHTE, KOMTO NPETHPISABAT KOHBEPCUS OT
CEpPONO3UTUBHU KbM CEPOHETATHBHH, MO-YECTO CE YCTAaHOBSBA KIMHUYHA pemucus (33).

B wuscnenBanero Ha ANArEWS © ChaBT.CCpOHETATHBHU Ca IO-YECTO MAIMCHTUTE B
npemyoepTeTHa Bb3pacT - 44%, BcpaBHEHUE ¢ Te3uc Ae00T Ha 0oNecTTa B MOCTIyOepTETHATA
Bb3pact -18% (29). Ilanmenture ¢ ouyHa ¢opmMa Ha 3a00JIIBAHETO Ca IMO-YECTO
CepOHEraTMBHHU, KOETO CE TMOTBBPXKJaBa OT HaOmoacHHeTo Ha Vander).u cbaBT., KOUTO
ycTaHoBsiBaT Hanuuue Ha anti-AChR-antutena npu67% ot nmarpenture ¢ I'MI u ipu 44% ot
narientute ¢ OMIT (320). [Manuentute ¢ mokasHu AChR-anTuTena B cepyma MMar IMpH
MOpP(OJOTHYHUTE U3CIICIBAHNS Ha THMYCa MTO-BUCOKA YECTOTA HA THMYCHA XHUTIEPILIA3HSI.

[Tpu Hskou manueHTH, HeratuBHH 3a anti-AChR-aHTuTena, ce ycTaHOBsSBa HaIWYME HA
antTu-MuSK anTuTena B cepyma, Ha (¢oOHa Ha HaIMYMEe HA MHUHUMAIHH THMYCHU
XHIepIUIacTuYHu npomenu (172). Aumu-MuSKanturenara ca mo3utuBupar mnpu okoio 40 %
OT TMAaIMeHTUTE, NP KOUTO HE CE€ YCTAHOBSBA AaHTUTENA CpPEUly aleTHJIXOJIMHOBHUTE
pelenTopy, KaTo Ta3u 4eCTOTa MpPHU Jelara MoKa3Ba W3BECTHA 3aBUCHMOCT OT TeorpadCKus
pETHOH U pacaTa Ha maipenTure. Jlenara ¢ yctaHoBeHH B cepyma anti-Musk - aHTuTena umar

KIIMHUYHA KapTHUHA HO,Z[OGHa Ha BB3PACTHUTC - UMAT YCCTU PCCIIUPATOPHHU KPHU3U, IMMO-UYCCTO
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3acsAraHe Ha OynOapHaTa U JIMLeBaTa MycKyJaTypa U Mo-J0Il TepaneBTHYeH oTroBop oT AXE
npenapartu, BcpaBHenne ¢ AChRAD —mozutuBhuTe mammentu (177, 249, 303).

Psanxo mpu gemara ce OTKpUBAT aHTUTENA CpEIly THTHH, 3alIOTO TUMOMHUTE (YecTo
aCOLIMMPAHM C aHTUTEJIA CPEIly TUTHH ) CE CPEeIlaT U3KIYUTEIIHO PSIIKO B IETCKa Bb3pacT

JluckyTtaOuiieH ocTaBa BBIPOCHT 3a ChIIECTBYBAHETO HA 0COOEH KIMHUKO-UMYHOJIOTHYEH
natepH Ha FOMI'. Hskou aBropu otbOemns3BaT TakuBa ocobeHoctd Ha FOMI', kato BHCOK
MPOIICHT Ha W30JIMpaHa ouHa (opma, T00POKAYECTBEHO M CTAOMIIHO MPOTUYAaHE Ha OOJIeCTTa,
HUCKHU TUTpU Ha aHTUTenaTa KbM AChR u roism nmpoueHnt ceporeratuBau ¢popmu (84). 06110
B3eTo IOMI' He ce oTiMYaBa KIMHUYECKH OT ChILIOTO 3a00JIIBaHE MPU Bb3PACTHUTE MALUEHTH
(98).

2.1.3.4.EnekTpopu3H0I0TrHIHHA METOAN

PenerurnuBHaTaHepBHa crumyJaamusi(RNS) e Haii-yecTo HpUIaraHusT
eJIEKTPO(U3NOITHYEH TECT 3a 3a00JI1BaHUS HA HEPBHO-MYCKYJIHOTO npeaasane. [Ipe3 1895 r.
Jolly orGensizBa HeoOMUalHO BIIOIIABAaHE HA CBHKPATUTEIHATA CHOCOOHOCT NPH JUPEKTHO
CTHUMYJIUpaHE HAa MYCKYJIHTE Ha OOJHHU ¢ MuacteHus rpaBuc. C BpeMeTo ToBa HaONIOIeHUE €
JIOBEJIO 10 HJesTa 3a MpUaraHe Ha perneTUTHBHA CTUMYJalMs 3a JUArHOCTHIMpPAHEe Ha
00JIHU ¢ MHacTeHHs rpaBuc. JIHeC TO3U NMPUHLHKI Cc€ M3MOI3Ba LIMPOKO, HO BMECTO MYCKYJa
ce CTUMYJIHpa HepBa, 3aTOBA PENETHTHBHATA HEPBHA CTHMYJAIUs € HapeueHa TecT Ha Jolly
(8).

I[Tpe3 1941 r. 3a mbpBu mbT Harvey u Masland npunarar peneTuTuBHA CynpaMakcHMaiHa
CTUMYyJIAllMsl Ha HEpB M INpPEeIU3BUKBAT aKTUBUpPAHE HAa MYCKYJIHUTe BiakHa. [Ipu GonHM ¢
MHACTEHUS TPAaBUC T€ HAMHUpAT NMPOTPECHBHO HaMaJleHHWE Ha CyMapHHUsS MOTOPEH aKIMOHEH
noreHuuan (CMAII) npu cynpamakcumansa ctumyinanus ot 3 1o 50 Xu. OTrorasa TecThT €
CTaHJapTeH JWAarHOCTUYEH METOJ NpH 3a00JIIBaHUS Ha HEPBHO-MYCKYJIHOTO IIpeJaBaHe.
PenerutuBHaTa HepBHA CTUMYJalMs € €AMH OT Hal-4yBCTBUTEIHHMTE METOIU 3a
JIMAarHOCTHIIMPaHe Ha OOJHHWTE ¢ MHUACTEHUs TpaBHC. M3cienBa ce aMIumMTyaara, Ioiomra u
MPOBKUTEIIHOCTTAa Ha HeratuBHaTa (aza Ha CMAII npu emqHOKpaTHA CynpaMakCUMaiTHa
crumynanus. V3mepBa ce aekpemeHta Ha amrmurynata Ha CMAIL npu mnojgaBaHe Ha
€JIEKTPUUYECKH CTUMYJH ¢ YecToTa 3 XII ¥ Ce U3UMCIsIBA B IPOIICHTH OTHOILICHUETO Ha METHUs
otroBop kbM mepBus (8).Beekn nexkpement Hax 10 % ce cuuta 3a abHopmeH.Haii-uecto ce
Ipuiara CTUMYJalld B o0yiacTTa Ha KuTkata Ha n.medianus u n.ulnaris. I[Ipu cbMHUTENHUTE 1
JEKUTE Clydyal C MHACTEHHs T'paBHC, 3aIbJDKHTEIHO TpsOBa Ja ce M3CIeABAT HAKOJIKO
MYCKYJa, BKJIIOYBAHKM 3aIBbJDKUTEIHO W TNPOKCHMMaieH Myckyn. Ilpu mauumeHTn c ouHa

MHUACTeHHSI € HeOoOXOIWMO HW3CIIe[IBAHE HA JIMIICBUTE MYCKYJH, HAi-4eCcTO Cce H3CielBa

22



m.nasalis karo ce crumynupa n.facialis.Costa J. u cwaBT.(77) ycTaHOBsIBaT, 4e aOHOPMHUSAT
otroBop npu RNS 3aBucu ot hopmaTa Ha MHACTEHHATA U OT TOBA KO MYCKYJIU C€ M3CIIE/IBAT
- IpHU TOSAC-KPaiHUK MHACTEHHs C€ MpEenopbyBa KAaTO HAW-UyBCTBHTEIHM 3a HM3CIICIABAHE
MYCKYJIMTE OT paMeHHUs mosc (m.trapezius),a mpu Oyin0oapHa JOKaIHM3alys Ha CHMIITOMUTE €
yIa4Ho M3ciieaBane Ha m.nasalis.

Crnen ToBa ce MoJiaBa TETAaHUYHA CTUMYJIAIUs ¢ yectora Ha ummyncute 50 Xu. Cnen 5 1o
10 cexHau ce mojaBaT OTHOBO CTHUMYJHM ¢ uyecTtoTa 3 XII U c€ ClIleau 3a MOBHUIIABaHE Ha
aAMIUTUTYIUTE Ha TPEAU3BUKAHUTE TOTCHIIMAIH WJIA T. HAp. MOCTTETAaHWYHA (aIMIINTAIINS.
Oxo1o 3 10 4 MUHYTH Clie/l TETAaHU3ALUATa OTHOBO C€ TOJaBaT UMIYJICH ¢ YecToTa 3 XiI ¢
[eN Ja ce JOKaKe HaIMYhe Ha TOCTTeTaHW4YHa nenpecus Ha npeamsBukanute CMAII-oBe
(8).Ilpn pyruHHO wu3ClenBaHe Ha OOJHU C MHACTCHUS TPABUC PENCTUTHBHA HEPBHA
CTHMYyJIAIKsI ¢ BUCOKH 4ecToTd Haj 10 X He e moaxomsiio aa ce npuiara. M3ciensanero e
0O0JIE3HEHO 3a MAIMEHTUTE, JTOBEKIA /10 3aCHIBAHE Ha JBIOKCHHITA HA OOJIHUTE W M3sBa Ha
apTedaxT U (aNIIIBO O30THBUPAHE HA IEKPEMEHTEH OTTOBOD.

[TpunpoBexaHe Ha U3CIEIBAHETO € BAXXHO MYCKYJIBT J1a ObJIe TOIBI, Thil KATO HEPBHO-
MYCKYJIHOTO IpeJlaBaHe ce BiMse OT TeMmIepaTypara. 3aTOIUITHETO Ha MYCKYJla BOIU [0
HamansiBaHe Ha amiumtyaara Ha CMAIL [lpu HHCKH TemiepaTypu aMIlIUTyAara ce
yBEJIMYaBa U MPH MO-JIEKUTe HOPMH Ha MHACTCHHUS MOXKE JIa HE Ce TIOJTyYH JeKpeMeHT (8).

[IpuemMbT Ha WHXUOWTOPH Ha AaIETUIXOJNMHECTEpa3aTa NpPEAH IPOBEXKIaHE Ha
pEeNeTUTUBHA HEpPBHA CTUMYJALUs, MOXE Ja JaoBene A0 (GallIMBO HEraTUBUpaHE Ha
JIEKpEMEHTA, MOpaJu KOETO Te3U MEJUKAaMEHTH He TpsiOBa na ce naBaT 24 yaca npenu EMIT
n3cneaBaHero. Cropea HIKOUW aBTOPU TECTHT € MO3UTHBEH NMpHU OKoJo 75% oT OonHHTE C
I'MTI" u ipu 50% ot marentute ¢ OMI™ (230, 2810).

IIpu HAKOoM OONHM C MHUACTEHHUS TpaBHUC, KaTO INPH ONHCAHUTE MO-TOpe C H3pPa3eH
MHOIIATeH CHUHJPOM, IpH MpPOBEXKJIAaHE Ha WIJIEHA eJeKTpoMuorpadus ca yCTaHOBEHHU
muorenHn npomenu (302). TIpes 1958 r. Osserman, a mo-kbcHo Luda wu Troni (1984)
ChOOINIaBaT 3a PaHHO pa3BUTHE Ha MYCKYJIHU arpoduu mpu OOJIHM C MHACTEHUS TpaBUC.
TepmuHbT ,,MuacTeHHa Muonatus™ ¢ BbBezicH ot Walton u Natrass npes 1954 rox.

Crnopen HaOmoneHuss Ha HsIKou aBTopu BbpXy mnauumeHtTH ¢ OMI, RNS e cmabo
uHpopMaTHBHA U aOHOpPMEH OTroBOp ce HabmogaBa camo npu 33% ot cimywaute (32,77),
TOpajIf KOEeTo € HeoOxoamuMo npoBexaane Ha SFEMG.

EnexkTtpomuorpadusara Ha  eIMHHYHO MYCKyJHo BiaakHo  (Single  fiber
electromyography, SFEMG) unu ,Jitter” e euH OT Hali-4yBCTBUTEIHUTE METOU 32 TECTBAHE

Ha HEPBHO-MYCKYJHOTO IpeaaBaHe, Thii kaTo ¢ mo3utuBeH npu 100%(260, 261) or
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nanyeHTd ¢ MIT, BKIIIOYMTENTHO M TPH TE3H, NMPH KOUTO PENETUTHBHATA CTUMYJAIHS HE
noka33Ba jaekpemeHT (307) u mpu poACTBEHMIM HA OOJIHM C MHACTEHHS TpaBHC, HO 0e3
U3MBEHA CUMNTOMATUKA. JDKUTHpD € H3YMCIeHAaTa pa3jihKa MEXAY JaTeHIMUTE Ha JBa
MOTEHIIMANa, OTBEICHH OT JBE CHCEIHU MYCKYJIHHM BJIaKHA HAa €JHA W ChIA JBHUraTeIHA
enuanna. Hopmannata BapmaOwiHocT Ha nareHnmsata € 15-35 ms. [lpu yawsmkaBane Ha
JDKUTBpA HaJ 55 MS, ce TOBOPHW 3a MOBHUIIEHA BapuaOMIHOCT. 3a HapylIeHHWE HAa HEPBHO-
MYCKYJIHOTO IIpeJaBaHe ce MpHeMa, KOraTo MMa HaJlu4yhe Ha JIB€ U MOBEUYEBAPUAOMITHOCTH 32
BcekH 20 JUKUTBpa, OTBEICHH OT €/1Ha U ChIlla MOTOPHA €AMHUIIA.

[lpu nmema TecThT Ha pENETUTHBHA HEPBHA CTUMYyiauus € mo3utuBeH npu 80 % or
CIlydauTe€ C MHUACTEHHsS, HO OOMKHOBEHO € HETaTHMBeH Npu OdvHaTa (hopMa HAa MHUACTECHUS
rpasuc (323). [Ipu 10 roguIIHOTO peTpocrneKTHBHO HaOmoaeHne Ha Zhou u ckaBt. 50 % ot
Jenara ca HMMald eJIeKTPOMHOTpad)CKM JaHHU 3a HapyIIeHWE Ha HEPBHO-MYCKYJIHOTO
npenasane (337). B moBeveTo ciayvau npu KOHICHUTAITHUTE MUACTCHHU CHHIpoMu mpu RNS
ce HaOnroaBa JEGKPEeMEHT Ha ammuutygara Ha 4-us norteHuuman (250). Morita u
CHaBT.ChOOIIABAT 32 YCTAaHOBEHA KOpENAIMs MEXIY YyBCTBHTEIHOCTTA HA W3CIEIBAHETO U
KJIMHUYHaTa (hopMa M TeXecTTa Ha 3a00JsIBaHETO, KaTo Ts € MO-HUCKa Ipu oyHUTE (HopMu,
HapCcTBa NpU reHepaiusupante GopMu U e Hali-BUCOKA MPH MAIMEHTUTE C I0-BUCOKA CTENEH
Ha TeXeCT Ha 3abosBaHeTo (214)

2.1.4. TudepenuuannaTta 1nar1o3a Npu MMacTeHHUsI TPaBUC:

MyckynHaTta cinabocT Moxe Ja ObJe NMpUYMHEHa OT penuua 3aboisBaHus, 3acsraliu
MOTOHEBpPOHHUTE, NepUPEepHUTE HEpPBU, HEPBHO-MYCKYJIHHsS CHHANC U Myckyinute: [lpm
ouHara opma nudepeHnMIIHA TUarHO3a TPsAOBA Ja C€ MPaBH ChC CIACAHUTE 3a00JsBaHMUS,
BOJICIIM O TOMOOHW OIUTAKBaHHS - HAASIPEHU YBPEKIAHHUS TPH HIAKOU 3a00JSIBaHHS
(mporpecupamia  HaggApeHa  BBHIIHA  OQTAIMOIUIETHS,  CHHHOIlepeOenapHH U
onuBoLepedenapHu arpouu, Ipolecu B TOPHUTE OTIEIM Ha MO3BYHHUS CTBOJI C Pa3lUYHA
€THOJIOTHs), O4YHa (hopMa Ha MYCKyJTHA IUCTPOQHs, MHOKECTBEHA CKJIEpO3a, CHHAPOM Ha
Guillain-Barre (oxynodapunreanen u Miller-Fisher Bapumant). Ilpu TexKo, TpeaUMHO
OynbapHO 3acsraHe € HEOOXOIUMO Ja ce HampaBM JudepeHIralHa JUarfHo3a ¢ MpoIecH,
KOHMTO aHTa)KUPAT MO3BbYHHUS CTBOJI- TYMOPHH, ChJIOBH 3200 ISIBAHUS.

Myckynnata cinaboct npu I'MIT noHsikora Moxe TpyAHO Jla ce pa3TpaHuyH OT MOJ00Ha
CHMIITOMATHKA TP MHOIATHH, MOJUMHO3HUT, XUIEPTUPEeOHIn3bM, cuuapom Ha Guillain-
Barre, xumnep- 1 XunokaImeMuyHa NEPUOIMYHA MTAPAIN3a; TPOTPECUBHA CITMHATHA MYCKYJIHA
atpous. IlporpecuBHaTa cCiMHAIHA MYCKYJIHA aTpodus € psAaKo 3a00JsBaHe, IPU KOETO ce

YBpPCIKAa MOTOHCBPOHUTEC B IPOABJITOBATUA MO3BK U B IIPCAHUTC pOra Ha I‘p’b6Ha‘-IHI/I$I MO3BK,
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B pe3ysiTaT Ha KOETO Bb3HHMKBA Bsla Mapes3a, ¢ arpodus Ha KpaliHuIMTE, (pacuuKynanuu,
oTcnabeHU 10 JUICBAIM CYXOXHMIHO-HAAKOCTHH pednekcu. [lpm EMIT uscinensane ce
yCTaHOBSABAT Oelie3n Ha JICHEepBallysl, a Mpu MakcumaiHa kontapkuus CMAII ca nonudaszuuy,
C roJIIMa MPOIABIKUTEITHOCT U aMILTUTY/IA.

OcTtpata Bh3MaIUTeNHA JeMHEIMHU3HUpAllla MOJIUPAAUKYJIOHEBPONATHS CE€ XapaKTepu3npa
C BsJla TMapajm3a, C BB3MOXHaA TMporpecuss 10 OynbapHa cmabocT W auXareiaHa
HEIOCTaThUHOCT. XapakTepHO 3a 3a00JsSBAaHETO ca OTCIA0CHHUTE CYXOXKMIHO-HAIKOCTHH
pediiekcu, a IMarHo3Ta ce MOCTaBsl MPH HaJWYue Ha OINpeAeNieHH eJIeKTpOHEeBporpadcku
oenesu.

Oxyno-apuHreaqsHata MyCKyjgHa JUCTPOQHUS € aBTO30MHO JIOMHUHAHTHO HEPBHO-
MYCKYJIHO 3a00J1sIBaHE, C MPOrpecuBHa MPOKCUMaIHA MYCKYJIHa c1ab0CT,1T03a, I'bATaTeIHU
napymenus. [Ipu EMI' wuscnenBane ce ycraHOBsBa MHUOTEHHA YBpela, a B cepymMa Ha
OOJTHUTEMOXKE J1a IMa 3aBUIICHU CTOMHOCTH HAa KpeaTMHUHKHUHA3aTa.

MetabonuTHaTa MHOTIATUSL C€ IBJDKM Ha HApPYIIEH MYCKYJeH MeTaboim3bM, NepeKT B
qunuaHata oOMsHA WIM MUTOXOHJpHanHa nuronathss. OCHOBHOTO 3a JAMarHosaTra €
OTKpHUBaHE Ha TOBMINIEH JaKTaT B cepymMa Ha OomHute, a EMI  wu3cneaBaHeTro mokasBa
MHUOT€HHA yBpeaa.

Hsikon TOKCHYHM YBpeXJaHUS HA HEPBHO-MYCKYJIHHS CHHAIC WIN NepudepHuTe HEPBU
Morar Ja HaroAo0sBaT MUACTEHMsI — KaTO MHTOKCHUKAIUS ¢ AU(PTepUueH TOKCUH, OOTYINHOB
TOKCUH, WHCEKTUIUAM, yXallBaHUsS OT 3MHHM W Tasy; OTpaBsHUS C (HOCPOpPOOpPraHuYHH
BELIECTBA.

[Ipn OoTynu3bM OOTYJIMHOBUAT TOKCHH papyllaBa IpeCHHaNTH4YHAaTa MeMOpaHa u
HapyllaBa OTAEISHETO Ha aneTHIXoiauH. [IposBuTe Ha OOTYJIMHOBAa MHTOKCHUKAIMS MOXeE Ja
ca OTIOXKEHH OT €IWH J0 HAKONKo JHH. CHMITOMHUTE BKJIIOYBAT JECICHIUpAIa Bsia
napanusa ¢ oOXBalllaHe Ha OuYeJBUTaTeIHATa MYCKYJaTypa, 3HAYUTEIIHU 3€HUYHU MPOMEHH,
IBATATENIHW HapyIIEeHUs, AU3apTpUsl M CUMETpUYHA BsUla Mapaju3a Ha KpaWHUIUTE.
Bb3MOXkHO € 1 3acsiraHe Ha AuxaTeliHaTa MyCKyJaTypa.

docdopoopraHiYHHUTE BEIECTBA MHXUOMPAT HEOOPATUMO ALETUIIXOJIMHECTEPa3ara., KaTo
abcopbOupaiiku ce mnpe3 Oenus ApoO, Koxkara M TacTPO-MHTECTHUHAIHMS TpPAaKT, Te
MPEeIM3BUKBAT U3Pa3eHU MYCKAPUHOBH M HUKOTHHOBH edexTu.. [Ipu Texku oTpaBsHUS
HACTbIIBA JICTIPECHS HA AUXATENHUS LIEHTHP B IPOABIATOBaTUS MO3bK. Ciiesl OCTpHs TOKCHUEH
oK B cieaBammrte 24-96 vaca ce HaOm0aBa MPOrPECUBHA MYCKYJIHA CJIa0OCT, a MO-KbCHO

CC pa3BHBa NUCTAJIHA AKCOHAJIHA IMOJIMHCBPOIAaTHU.
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2.1.5. Jleuenne na FOMT'.

B Tepanmsta Ha MUHWAcTeHHs TpaBUC HMMAT MACTO TPU MOAXOAA- CHUMITOMATHYHO,
uMyHoMoayiupamio u xupypruuHo sedenue(30). [IbpBa crhlka 3a ycrelrHa Tepanus e
JIOCTUTaHE Ha peMucHs Ha 3abomsiBaneTo. [Ipu ciaydyan Ha IOBEHMIIHA MHACTEHUS CaMO C OYHA
CUMITOMAaTHKAa UJIH C JIEKa [0 CTETeH reHepaIn3upana MyCcKyJHa c1adoCT, JIEUEHUETO € CaMo
CUMIITOMAaTHYHO M C€ TPOBEXKAAa C aHTUXOJIMHECTUPA3HM MeJuKameHTu. Haii-yecto ce
npunara Pyridostigmine(Kalymin-60 mgtabl). ITpenoppuBana mo3a 3a jgena ¢ ot 0,5 g0 1
MI/KT T.T. Ha J€H, pasnpeneneHo B 3 wiu 4-kpareH npueM. JleiicTBueTo Ha mpemnapara
3anouBa 10-20 MuHyTH ciell IpueMa My, Haill-u3pas3eHo € € ciep 1-2 yaca u ce mpekparsiBa
cien 3-4 wyaca. llpu HenmocrarpueH egekT Jgo3aTa ce€ yBelIMYaBa U CE€ CbhKpalaBaT
MHTEPBAINTE Ha TPWIOKEHHE HAa MeIuKamMeHTa Ha 4 wiu 3 daca. BB3MOXHH CTpaHUYHH
edekTu ca razeHe, Auapusi, XUINEpcaauBalus, MHO3a, XUIIOTOHUA, Opaaukapausi. B cBoero
npoyuBaHeMorita u chbaBT. OCOYBAT, Y€ OT BCHYKH MAIMEHTH JICKYBAHH C MUPUIOCTUTMUH,
12.5% ca uManu meIHA peMUcUs B NMpOJIbIKEHHE Ha 1 10 3 Mecenma OT crapTHpaHe Ha
neyenueto, 18.7% ca ce momobpunu, 12.5% ca ocrananup u3XogHO cheToHHME U 56.2% OT
nenata ca ce o (214).

HNmyHomoaympama Tepanus:

KopTukocreponau ce npuiaraT KaTo MbpBO CPEJACTBO HA U300p pU MALMEHTH, HpU
KOUTO €(PEeKTHT OT CaMOCTOSATEIHOTO MPWIOKEHHE HAa aHTHXOJIMHECTEPa3HU CPEICTBA WU
KOMOHMHAIMATA WM C THMEKTOMHUs € HesagoBosnuteneH (150). Mann u cwTp. (188)
IPENnopbUBaT KypCc ¢ OpalleH KOPTUKOCTEpouieH npenapar(prednisone), 3amoysal ¢ BUCOKa
no3a (IMmr/kr T.1.) ¥ HaMajJsiBaHE Ha Jo03aTa IMPU HACTBOWIO MNOAOOpEHHE WM KOratro
CTpaHHYHHUTE €(eKTH OT MEeIMKaMEHTa Hajarar ToBa. Sarnat W ChTp. MPEMOPHYBAT HAYATHA
n03a 2 MI/KT T.T., NpUEMaHaalTePHAHTHOBCEKH BTOpu JeH (282).CeuiecTByBa pHCK OT
I'bPBOHAYAIIHO BJIOLIABAHE HA CHUMIITOMATHKaTa Ipe3 IMbPBUTE CEIMUIM OT 3all0YBAHETO Ha
CTepOM/IHAaTa TepamnusTa, BKIIOYUTEIHO CBhC cINAabOCT Ha JAuxarenHata W OynbapHaTa
myckynarypa (205).ToBa u3uckBa HaOMIOACHUE HA MANMCHTUTEe B OOJHWYHA OOCTAHOBKA C
BB3MOXKHOCT 3a TMpuWiIaraHe Ha auxaTenHa peaHnumanus.llpy Hamuyue Ha 3HAYUTEIHO
M3pa3eHu CTPAaHUYHU €PEeKTH OT KOPTUKOCTEPOUIHOTO JeUeHHe KaTo 3a0aBsiHE HA pacTexa,
XUIIEPTOHMSI, KaTapaKTa, XUIIEPUHCYINHEMHsI, 00€3UTac, MOCIETHOTO TPSAOBA J1a ce MPOBEXKIa
3a mo-kpatko Bpeme. [lammenture, mpociensBanu ot Morita u chaBT., KOUTO ca JIEKyBaHH C
[Ipeqau3on B mo3a 1 MI/Kr/ ngeH ca mokasainw CieIHUTE pe3yataTu - 44.4% ca umanm
KIUHUYHO monoOpenue, 11.1% ca Ounm Oe3 mpomsiHa B cherosiHueTo u 44.4 % ca ce

Bionmwin. (214).B coero Habmonenrero Heckman et all.o6o61iaBa, ye cpeqHUST eproa OT
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nebrora Ha 3abossiBaHeTo 10 3armoyBaHe Ha JedeHue ¢ KC e0.3 rop..kato pemucus e
nocturnara rpu 50% ot gerata ¢ OMI'(139).

XupypruuHo jgedeHue - TumekTomus. [lopaau npeanonaraemara pojsi Ha TUMYyca B
natoreHezata Ha MI', THUMeKTOMUSI ce mpuilara Kato XUPYprudyeH METO] Ha JIeUYEHUE NpU
HAKOM manueHTu.OCHOBHO Ha OIEpaTHBHO JiedeHHe mnojuiexkat Oonnute ot MI ¢
reaepanu3upana opma Ha 3a00JIIBaHETO ¢ U3siBeHa OyinOapHa cumnromaruka. [lperienspr Ha
TuTepaTypaTa TMOKa3Ba, Y€ THMEKTOMHSATA YBEIMYaBa BEPOSTHOCTTA 3a MOA00psiBaHE Ha
cumnromute ipu AChR cepono3sutuBan manuentu (124). HacTosimure JTaHHU MTOKa3BarT, 4e
TUMEKTOMUSI He ce mpenopbyBa npu MuSK-mo3uTuBHM MalMeHTH, ThH KaTo HE ca HaJIULEe
CHT'ypHH JI0Ka3aTeJICTBa 3a 1oJj13aTa OT uHTepBeHmmsTa (175).

[TpunoxeHneTo Ha THUMEKTOMHSATA TpU Jerna ¢ uucta oyHa ¢opma Ha MI' ocraBa
CIIOpHA, ThU KaTO Bce Mak Ta3u (opma He BOAW J0 >KMBOTO3ACTpalllaBallld ChCTOSHUSA. Bce
ollle HSAMA JOKa3aTeNCTBA, Y€ THMEKTOMHSATA HamallgiBa pUCKa OT MpPOTpecus Ha OuyHaTa
dbopMa 10 reHepaIM3MpaHa U HE € WHIUIMPAHO Ja Ce Mpuiara Mpu YucTara odHa Qopma,
OCBEH IpU HIKOM pedpekrepru ciay4dau (155).

TUMEKTOMHSITa MOXKE J1a C€ U3BBPIIN Ype3 HAIIbKHATA TOTaIHA CTEPHOTOMUS, METOT
IIMPOKO M3IMOI3BAaH B MUHAJIOTO M Ype3 APYTH JOCTHIU KaTo TpaHciepBukaieH (mo Kocher),
C dYacTWYHa  HQITIHKHA WM  HampeyHa  CTCPHOTOMHS,  BHUACOACHUCHUTHpAHA
topakotomusi(9).JlaHHUTEe coyaT, YEKPAWHHUAT pE3yaTaT OTHHTEPBEHIMSITA HE 3aBHCH OT
xupyprudeckus moaxox (183, 198).

B cpobmennero Ha Morita u cpaBT.50% OT THMEKTOMHpaHHUTE Jella ca HMaju
moIo0peHue ciel MHTEPBEeHIUATA, 25 % ca WMau BIOIMIAaBaHE, HO IMO-JICKO BCPABHCHHE C
nepuoa npean TumekTomusra (214).

HecTteponanu nMyHocynpecuBHH cpeacTBa: [Ipu HemoBIMsIBaHE HA CHMIITOMUTE OT
JIEYCHUE C KOPTUKOCTEPOHAM WM THUMEKTOMHS, WM TpHU TPOTHBOIOKA3aHUS 32 TaKOBa
JICYCHHEe, C€ TpPHWIaraT MMYHOCYIPECHBHH MEJIWKAMECHTH. A3aTHONUPHHBT € HalH—d4ecTo
W3MOJIBAHUAT IIUTOCTATHK TIPU JICUEHUETO Ha MuacTeHws rpaBuc (182) Toil mpexacraBisBa
IIypUHOB aHAJIOT, KOMTO cympecupa nponudepaiusata Ha B u T- knerkure. Toit moxe n1a 0b1e
epeKTUBeH TpUJlaTaH CaMOCTOSTETHO, a CBhII0O Taka ©M B KOMOMHanus C
koptukoctepon(200).HeoOxoaumu ca Hsikomko Mecena(ot 3 1o 12 mecemna), 3a 1a ce oT4ere
epext ot seuenuero (119), karo ToBa MoOXe Ja TO3BOJM HaMaJIBaHE Ha J03aTa Ha

KOPTHKOCTEPOH I, T.HAP. KOPTHKOCTEPOH I-criecTsBail edet. (254).

27



Hskou wu3cnenBaHus  moka3Bar, ue IMpUIaraHeTO Ha  a3aTUONpPUH WU
KOPTUKOCTEPHOAM HaMalsiBa PHCKa 3a MPOrpecHs Ha odHaTa (opMa HA MUACTCHHUS TPABHC
KbM reHepanusupana popma (305, 168).

[IpenopruBanara HayaiaHa go03a Ha AsarwornmpuH € 0.5 mo 1 mr / geH, kato ce
noBumana ¢ 0.5 Mr/kr/ neH Ha Bceku 4 ceIMUIM 10 2.5 MI/KI/JIeH, pa3/ielieH Ha JBa MprueMa.
Crpannuynute edeKkTH B HAYaJOTO Ha JICYEHHUETO ca OT CTpaHa TracTPOMHTECTHHAIHATA
CUCTEMa, BKJI. MAHKPEATUTH, a MO-KbCHHUTE ca JIEBKOIICHUS, aHEMUs, TPOMOOIIUTOICHUS,
MAHIUTOINIEHUS WJIM XEMAaTUT C MOKayBaHE HAa HUBOTO Ha TpaHcaMHHa3uTe B cepyma. [lopaau
TOBa [0 BpEME Ha JICUEHHUETO C A3AaTHOMNPUH € HEOOXOJUMO CTPUKTHO NpPOCIEIsBaHE Ha
TpaHCAMHHA3WUTE U IIbJIHATA KPbBHA KapTUHA.

[TarueHTH, KOWUTO HAMAT OTTOBOP OT JICYCHHETO C A3aTHONPUH WM MMAaT HM3Pa3CHU
CTpaHW4YHH e(EeKTH TpPU HETOBOTO MPHIOKEHHE, ca TIOKa3aHW 3a JIEYCHHE C JPYTH
UMYHOCYIIPECHMBHH ~ MEIMKaMEHTH Kato Hampumep Llukmocnopun  A(314) wim
Huxaopochamu (106).

Mycophenolate mofetil (MMF) Gnokupa mypuHOBaTa CHHTE3a Ype3 CEJICKTHBHO
UHXHOMpaHe Ha mponudepanysta Ha aktuupanute T u B mumdonutu (25). B exHo or
MOCJIEIHUTE PETPOCHIEKTUBHHU TMPOy4YBaHUs BBbPXY cepomno3utuBH AChR -mamuentu, ¢
BKJIIOUEHHU Jlella, C€ OTYMTa HU3BECTHO MoaoOpeHue ot mnpuiarasero Ha MMF  kato
MOHOTEpAIus WA KaTo KoMOuHUpaHa tepanws ¢ [Ipenan3onon. MakcuMaaHu epeKTH MOTat
Jla ce 0OYaKBaT He MO-PaHo OT eHa TOIUHA OT JieueHuneTo (142).

Takpoaumyc noaTucka uHTepiaeBKUH 2. U3cneaBanus 3a eeKacHOCT OT JICYEHHETO
ca OMJIM TIPOBEXKJAAHU TIPU BB3PACTHH U JIElla B MOCTITyOepTEeTHAa BB3PAcT, KAaTO ca MOKa3aIn
pPaHHO W CTAaOWIHO TOJO00pEHHE HA CHMIITOMHUTE MPH JICYEHUE C TAKPOIUMYC, TIO3BOJISIBAIIO
peAyKIUsa Ha A03aTa Ha MPETHU30JIOH U BMHOTO OT CIy4YaWTe HETOBOTO HAITBIHO CIIMpAHE.
Tesu crepoun-crnecrsaBaiiu edekTu ca Omim HaOI01aBaHu B paMkuTe Ha 6 mecena (111,262).
B nureparypata e mokiamBaH cCilydail Ha YCIENIHO H3IIOJI3BaHE Ha TAaKPOIUMYC KaTo
JOITBTHUTETHA Tepanus NpHu pedpakTepHa yncTa ouHa GopMa Ha MUACTCHHS ITPHU 3 TOTUIITHO
Momuye (148).

Rituximab e xumepro 1gG MOHOKIIOHATHO aHTHUTSJIO, KOGTO BOJHU JI0 U3YEPIIBAHE HA
B — kneTkuTe M ce M3MOI3Ba MpH JeueHue Ha pedpakTepHa OBEHUITHA MHACTEHUS TPaBHC.
(346).

Ilnazmadepesara npeacTaBisiBa METOM, MMPH KOWTO OT KPbBTA HA OOJHHS CE€ OTACIIS
IU1a3mara upe3 MeMOpaHHa GuiaTpanus Uik HeHTPOPOTrypHUHE, a YePBEHUTE KPBBHU KICTKH U

qy)KJa IUla3Ma Wik XyMaH ajgOymuH ce BiuBar oopartHo. IIpu [1® mna3zmara ce ouncrBa ot
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UUPKYIUPALIUTE aHTUTENa U e(eKThT OT JICYEHHETO HACThIIBAa B PAMKHUTE Ha JIHU (eaHa
cenmuia). [IpoabmkuTeTHOCTTA Ha eeKTa € HIKOJIKO CeaMUIM (MakcumanHo 1-3 mecena),
Iopajgy KOETO C€ Hajara €JIHOBPEMEHHO 3all0YBAaHE HA JICYEHHE C HMYHOCYIPECHUBHU
cpeacta (12, 14, 18). Uugukanuure 3a npwioxkenue Ha IID ca mMuacreHHa Kpusa U
MYCKyJIHa c1a0O0CT MPH MALUEHTH C MPEJCTOSIIAa TUMEKTOMUSA. Bb3MOXKHU YCIOKHEHUS TIPU
TO3M METOJ Ca XHUIIOTCH3HsI, IMHEBMOTOPAKC, HEXENaHW e(eKTH OT AaHTUKOaryJaHTUTE,
UHQPEKIUH.

HNmyHorno0ynunu. Be3MoxHN 00sSICHEHUS 32 HAUMHA HA IEHCTBUE HA BUCOKHUTE J103U
Ivlg ca Gnokupane u HEeyTpalu3UpaHe Ha MATOTEHHUTE aHTHUTENA, MOATUCKAHE HA aHTUTSIIO-
MEMHUPAHUTE UMYHHU OTTOBOPH, CYNPECHs HA TATOTCHHHUTE NUTOKWHU M MHXUOMpaHE Ha
MEMOpaHHM KOMIUIGKCM C  BKJIIOYBAHHMSA OT  aleTWiIXojuHoBHs  penentop (12)
[IpenopbuBanaTa j03a 3a Aena € 2 r/ Kr, NpHIoKeHa 3a MPUOA OT 5 MOCIEI0BATEIHUA JIHHU,
MakcumMainHata go3a € 150 r. [Tokazanus 3a nedenue ¢ BUcoku Ao3u |vVIg ca: MuactenHa kpuza
WIKM JpYro BPEMEHHO BIIOIIABAHE HA CHCTOSHUETO;ALMEHTH C IPOTUBOIOKAa3aHUS 3a
IpOBEXKJaHe Ha IUla3Madepesa WIM Jpyra HUMYHOCYIPECHBHA Tepamus;IpeacTosIa
TUMEKTOMUS. YCJOXKHEHUSATa TMpH MpHiokeHneto Ha |vlg BkIOYBaT NeK CBETOBBPTEK,
r71aBo0oJMe, eK3eMa, XUIMO —U XUNEepTOHMYHa peakius. [lo-cepno3Hu, HO MHOTO peIKu
YCIIOKHEHHS ca aHaduIakTuIHa peakius (mpu aedunut Ha IgA), Texko riiaBodoue mopain
pa3BUTHE Ha aCENTHYEH MEHUHTUT U HEPPOTOKCHUYHOCT IPU OOJIHH C MOJyIeKaIlo ObOpeyHo
3abonsBane (11, 103, 291).

JledeHue Ha MuacTeHHa Kpu3a: TepaneBTUYHOTO MOBEACHHE IO OTHOIIECHUE Ha
nuxarenHara ¢GyHkuus npu MK BkiouBa clieHUTE €IEMEHTH: OpoTpaxealHa HWHTyOaus;
WBB; MoHuTOpUpaHe Ha AMXaTeNHAaTa PYHKUMS;IPU HYX A2 — IPOBEXKAAHE HA TPAXEOTOMUS;
¢dbusnoTepanus; peryaspHa acmupanus Ha TPEeXeOOPOHXUATHHUTE CEKpeTH; CMsSHA Ha
MOJIOKEHUETO Ha TSUIOTO HAa BCEKH 2 Yaca, KOETO MPOMEHS CHhOTHOIICHHUETO BEHTUIIAIIHS/
nepdy3us ¥ BOJIU JI0 MO-A00pO €BaKynpaHe Ha OPOHXUATHUTE CEKPETH; paHHA MOOMIH3AIUS
Ha OOJHUTE, KOSITO NpPO(HIaKTHpa pPA3BUTHETO HA JIUXATSIHH HU TPOMOEMOOIWYHU
ycnoxHenus (13).

2.1.6. EBosronms u nporuo3a npu nanguenture ¢ FOMI':

[Toutu 50% ot manuentute ¢ MI' mony4aBaT pemucHs, OOMKHOBEHO IMpe3 MbPBUTE
roguHu Ha Oonectra.llpu apyru ciaydan CUMOTOMHUTE MPOrpecupar 0 ONpPEeIesIeHO HUBO U
cieq ToBa ce ctanuoHupar. CrioHTaHHa peMucus HacThBa npu 8 % oT ouHute Gopmu u 27

% ot renepanuzupanute (34, 100) u ca mo-yecTy Npu MAIMEHTUTE B MpemyOepTeTHA BB3PacT
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(28). 3a 7-romumien mepuon Ha mpocensBane 20% ot mamuentute Ha Lindner A.m chaBT.ca
JOCTUTaHAU 10 He0OXOAMMOCTTa OT MPUIIaraHe Ha AuxareiaHa peanumarus (181).

Cnopen Hsxkou aBropu 60 % OT MALMEHTUTE NOCTUraT PEMHUCHS 3a IOBe4Ye OT 3
Mmecera, a 18.5% umar mbiHa pemucus 6e3 neuenue ¢ meaukamentu (61, 308). B mpoyusane
omucHo oT J. Vander u chaBT., BCHYKHM MAIMEHTH ca JieKyaHH ¢ [IMpUIOCTUTMHH U
nogoopenue e oruereHo npu 100% ot maumenture ¢ 'MI" u 88% ot marmenture ¢ OMIT
(320).

[Ipu mpoBexmpane Ha HaOmoAeHUE BBPXY Jnena ¢ MIT 3a 15-rogumieH nepuofn,
Mohamed Essa u cbTp. cbhoOmaBar 3a HaOmolaBaHe Ha mbiaHa pemucus npu 43.4% ot
nenara, KIMHHYHO Toxo0peHue mpu 46.6% ot Tax, a mpu 10.5 % or mammenture ce
Ha0J1t0/1aBa IEPCUCUTHPAHE Ha CUMIITOMATHKATA U CJIE]T TPOBEXKTAHE HA THMEKTOMHUSATA, KaTO
ce oTOeNsI3Ba HATMYUETO Ha EKTOMMYCH TUMYC 3a JIOII MporHoctudeH ¢akrop (215).lanHute
Ha Mayo Clinic moka3BaT mocTuraHe Ha CIIOHTaHHA PEMHUCHS 3a HaJ 3 TOJUIIECH MEepUo Mpu
86% o1 mamueHTHTE, MPOBSKIATH MEIUKAMEHTO3HA TEpamnus, CPaBHEHO C TOCTUTAHE Ha
pemucus npu 38% ot mamuentute cien Tumekomus (273).Heckman at all.crobmiaBar 3a
Hanuyue Ha pemucus npu 55% oT Tumekromupanute manueHtd (139). HaGmoneHusrta Ha
Inaloo O.mokasBat gocTurane Ha mbjiHa pemucus mpu 12.5 % OT TUMEKOMHUpaHHTE Jera, 0e3
HEOOXOMMOCT OT METUKaMEHTO3HO JICUSHHE 3a TIeproJia Ha TPOCIesIBHETO, a pu 37% ot
aenata e Ouiio 0TOeNsI3aHO He3HAYUTEITHO KITMHUYHO ojo0penue (146).

Oritz S u cbTp. 32 6,5 roauIleH Nepuoj Ha Mpocie/siBaHe YCTaHOBSBAT, ye 14 % ot
oyHHuTe (GOpMH TMporpecupar a0 reHepanusupanu(243). Criopea HIKOM aBTOPU KbCHATa
BB3pacT Ha NeO0T Ha 3a0o0isBaHeTo, BUCOKUAT TUTHP HAa AChR B cepyma u HanmumeTo Ha
TUMOM, YBEJIMYaBaT pPUCKAa 3a BTOPUYHA TEHEpaIHM3alMs, JIOKAaTO PAHHOTO JIEYCHHE C
MMYHOMOJYJIATOPU KaTO KOPTUKOCTEPOUAM W/WIM a3aTUONUPHUH, € BH3MOXKHO Ja HamalsBa
pucka oT rerepanu3saius (167, 341).

[TarueHTHTe ¢ YacTHMYHA WM WBJHA OQPTAIMOIUICTHS pPa3BUBAT TI'eHEpaIM3UpaHa
dopma Ha MI' B 23% oT ciaydyamte, chobmenu ot Heckman u cpaBr.(139).B emno
u3cneaBane Ha YUn J. u ¢pTp.14 % ot manmentute ¢ OMI™ B mpenyGepreTHa Bb3pacT u 53%
OT TE3U B MOCTIIYOEpPTETHA BB3pacT ca nmpeMuHanu kbM I'MI™ B paMkuTe Ha MpOCIEAsIBAHETO
(331). Cpennusit nepuon Ha npexoj Ha manueHTureor OMIT kbM 'MIT ¢ 10 roauuu mpu
npenyoepreTHaTa ¢opMa U § Mecena mpu mnocrinyoeprerHara ¢popma. Criopes Te3u aBTOpHU
CHILIO PaHHOTO 3amoyBaHe Ha JiedeHue ¢ KC urpae pons Ha mpoTeKTUBEH (akTop, HOKATO
HanuuueTo Ha matonorus npu EMI u3cnenBanero € Joir nporHocTuyeH (akTop 3a mpexosa

ot OMI kM 'MT".

30



B u3HecenuTe manHu oT mpocieasBaneTo Ha gena ¢ MIT ot Heckmann u corp. (139),
3a MIOCTUTaHE Ha peMucus e Omio cpolmieHo npu 45% ot reHepanu3upaHuTe GOpMu U MPH
50% ot mauuenture ¢ OMI’, OT KOUTO MHO3MHCTBOTO Ca II0JIy4aBaJud HMMYHOCYIIPECUBHHU
MeaukameHTH, ocHoBHO [Ipennuson.Tumektomus e Owna mnposeneHa npu 43% mnpu
nanuenture ¢ ['MI" no 1 roguHa OT AMarHocTUlMpaHe Ha 3a00JIIBAHETO M € OTYeTeHa
pemucuss mpu 55% ot T1ax. Pesynrature or Habmomenuetro Ha Avaria M. A. u
cbaBT.(38)BbpXyela ¢ OYHAa CUMIITOMATHKa, IMOKa3Ba IMocieBalia reHepanusamus npu/’8%
or Tax. Te cwoOmamar 3a Tmo-Joma MporHo3a mpu jaemara ¢ ['MI, kouto mpHu
JMArHOCTHIIMPAHETO CU ca Omnu ¢ OynbapHa cumnromaTtuka — 37.7 % pa3BUBAT MHACTEHHU
Kpusy, a 7.7% ca ¢ neranen uzxoj. Cropesa ChIIMTE aBTOPH PEMHUCHS € Ouila MOCTUTHATA TPU
25.8% OT TUMEKTOMMpAHUTE, a IPU NallMEHTUTE O€3 MPOBEACHO ONEPATUBHO JICUEHUE IIBJIHA
pemucus enocturiara npu 36 % ot nenara.

Cnopen choOIIEHUTE JaHHU OT APYT aBTOp Ipu HaOmroAeHue BbpXY Aena ¢ OMI u
I'MI 3a 20-roauIieH nepuo, Mpu CpeHa BH3pacT HA MPOBEXKIaHE HA TUMEKTOMHS — 12 ro.,
25.2% mnocrturar crabunHa kiauHW4YHa pemucud, 20.7 % npocturaT peMucus ¢ IpUEM Ha
MeaukameHTH, 45.2% ce momoOpsiBaT KIWHUYHO, 3.7% octaBar crabumHu u 5.2% ce
BJOIIaBaT. Pe3ynararuTe moka3BaT, 4e MpU Bb3pacT Ha AeOIOT Ha 3a00JsIBaHETO MOBeue OT 6
TOJUHU U BB3PCT MO BpeME Ha orepanusTa moBeue OT 12 TOAMHM, ce€ MOCTUIa CTaOWIIHa
KJIMHUYHA peMucus. [locTornepaTMBHOTO J€UE€HUE C KOPTUKOCTEPOMIU NPHU IMALKUEHTUTE C
OMI" u npeornepaTuBHa NMPOIBKUTEIHOCT Ha OosecTTa moBeue oT 12 Mecena, BOJIAT A0
JIOIIIa TIPOTHO3a 3a MOCTUTaHe Ha CTaOMITHA KITMHUYHA peMucusi(65).

[Ipu 4 ot Tumekomupanure 6onHu Ha DhallG. u cpaBT.eqHO OT nemara e ocTaHaio
aCUMIITOMHO 0e3 MeauKaMeHTH, 59 Mecela cien TUMEKToOMHUsTa. Jlpyrure malueHTu ca ce
BJIOLLIMJIM 3a Nepuof oT 56 Mecena ciie]] THMEKOMHUATA U CE€ € HAJOXKWIO Jla ce JIEKyBaT C
nopumasamy ce Jo3u [lpennuson u IlupuwaocTurmMuH, cien KOETo ca ce MoJ00pHIIH.
[leproauTe Ha BiolIaBaHe ca OWJIM MO-4ECTO ciel 2-Ta TOAMHA OT TUMEeKToMHusATa. EnuH ot
MalUMEeHTHUTE ce BIIOIIaBall, BRIIPEKH MOBUIIaBaHETO Ha no3ata Ha KC, cien KoeTo € 3moyHaTo
JIeUeHHE C a3aTHONUPHH C NMOJ00peHHe 3a 2 TOAMHU, HO TIOPaIu U3sSBaHa TEKKa JICBKOIIEHUS,
MEIUKAMEHTHT € CHpPSAH. 3all0YHATO € JIeUeHHE C MHTPAaBEHO3eH UMYHOINI0OynuH B f03a 400
mg/kg Ha neH 3a 5 mocienoBaTeIHM JHM, CJel TOBA Ha BCEKHM 6 ceAMHULM M € Ouil
acumnromHa crnex TtoBa (85).Rodriguez M W chaBT. OmMCBAaT BHCOKAa 4YeCcTOTa Ha
MOCTONEPATHBHA PEMHUCHS TPH PaHO OCBIIECTBEHA Olepauus, Haauuue Ha OynbapHa
CUMIITOMAaTHKa, Ha4yaja0 Ha CUMITOMHUTE Mexay 12 u 16 rox. Bp3pacT, Haluuue Ha IPYIH

umMyHHH Oonectu (273).
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2.2. HeonarajiHa MHUACTEHHUsI TPaBuC

HMI' e aBTOMMYHHO-MEIUUPAHO, IPEXOJHO 3a00JsIBaHE, KOETO CE€ YCTAaHOBSBA CIIE]
pa’XXIaHETO MPU HOBOPEJICHU IMALMEHTU OT MalKu ¢ aBTOMMyHHa MI'. MexaHu3mMbT Ha TOBa
3a0o0JsiBaHe MpeJICTaBIIsABa TpaHC(hep Ha MalUMHY aHTUTENA B IUI0/1a Ype3 IUIALeHTaTa, KOUTO
Morar Ja MepcUCUTUPAT IbITr0 BpeMe, IbJDKALIO0 Ce Ha MPEXO/EH CUHTE3 Ha aHTUTena (245).
MHOro OT HOBOPOJAEHMTE Jela Ha Malku C MHUAcCTEHMsI II0JlydaBaT aHTUTeENa
TpaHCIUTalleHTapHo, HO caMmo OT 5% 10 30% ot Tax pazsuBaT HMI'. ToBa BeposiTHO ce AbIIKHU
Ha MpPOTEKTHBHMs eQeKkT Ha anda-deronporerHa, KOWTO HHXUOMpAa CBBP3BAHETO HA
anerunxoiuHa ¢ anti-AChR antutena (173, 224, 313). YcTaHOBEHO € , 4€ BUCOKOTO CEPYMHO
HuBo Ha ACh-R anTuTena Ha Maiikara yBelWuYaBa pPUCKa 3a Pa3BUTHEC HA HEOHATAJUTHA
MUacTeHus: npu HoBopojeHoTo (156). XapakrtepHu wkinHuYHM cumnromu Ha HMI' ca
I'bATATE]IHW HHAPYIICHUS, XUIIOTOHUS, PECIMUpaTOpeH AUCTpec, ciald miad, ciabocT Ha
JMIeBaTa MYCKyJaTypa, M3passdBalia ce B OeAHa MUMHKA M NTO3a, NPU 3acsiraHe U Ha
EKCTPAOKYJIApHUTE MYCKYJIH. Bb3MoxHocTHTE 32 Jieuenue nnpu HMI' BkirouBar nmpunarasero
Ha MHPHUIOCTUTMHUH M I1a3madepesa. Koraro opraHm3mMbT ce W3YHCTH OT AaHTUTENATa,
KJIMHUYHATa CUMITOMAaTHKa OTIIyMsBa, 3a paznuka or KMC. Cnopen Anjarews u cbaBT. (29)
OBp3UAT TepamneBTUYEH OTroBOp ciel Iula3madepesa Hmpu Jiena ¢ HeoHaTallHa MHUACTEHUS
MOXKE€ Ja C€ M3I0JI3Ba 3a pPa3TpaHMYaBaHETO MM OT KOHT€HUTAJIHUTAIHUTE MHUACTEHHU
CUH/IPOMH.

2.3. KoHreHuTajJHu MHACTEHHH CHHIPOMH

2.3.1. KpaTka xapakTepucTHKA U KJacH(PUKaLMs

Konrenuranuure wmwuacreHHu cunapomu (KMC) ca KIMHUYHO U TE€HETUYHO
XETepOoreHHa Ipyna OT HeaBTOUMYHHH 3a00JIs1BaHus, 3acsraiyd HEeBpOMYCKYJIHOTO MpeaBaHe
¢ yecrora mo-mMainko ot 1/500 000 (4, 16).B cBeToBeH Mamabd 10 MOMEHTa ca JOKYMEHTHPAaHU
Han 600 cmyuas compeneneHa wmyraumus (10, 95).I0pu Te3m 3abonsBaHUs ce MPOMEHS
CTpyKTypaTa Ha alleTHIIXOJIMHOBHUS perenrop, MOTOpHaTa TI0YKa
WIMHAMAJISBAaalleTHIIXOJIMHOBATA CHHTE3a M OCBOO0K/1aBaHETO MY.

KMC ce knacudunupar Ha 6a3ara Ha KIMHUYHHU, TEHETUYHU U HEBPO(DU3MOIOTUIHU
KPUTEPHHU:

B3aBucumocT OT THIIA HA YHACJEASABAHETO CE MTOAPA3ENT B CIEIHNUTE TPYIIH.

Tun [ aBTO30MHO-pEIIECUBHU

la — damwmiHa nHpaHTHIIHA MUACTCHUS

Ib — mosic-kpaiink MracTeHUS

IC — aneTunXONMMHECTEPa3eH AEPHUIIUAT
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Id — areTHIXONUH pelenTOpeH ACHHUIUT

Tun II aBTO30MHO-TOMHUHAHTHU

Ila — cunapom Ha OaBHUTE KaHAIH

Tun 11 Ciopaguunan ciydan 6e3 GaMUIHOCT ¢ U3KITI0YEHA MUACTEHUS TPABUC.

IIpu aBTO30MHO-peniecuBHUTe popmu CMS (AR-CMS), ponurenute Ha 3aCETHATOTO
JIeTe ca XETePO3UroTH M HOCAT MO €IWH MPOMEHEH ajiell, KaTo KJIMHUYHO ca aCUMITOMHH.
Bceku ot cubnuHTHTE Ha 3acerHatoTo Juie uma 25% manc na ce pasbonee, 50% maHc na
0bae 6e3cumnToMer HocuTel U 25% 1maHc aa Ob/ie He3acerHar.

[Tpu aBTO30MHO-HOMUHAHTHUTE (hopmu CMS(AD-CMS), HsiKOM OT OONHUTE HUMAT
3acerHaTt poJauTeN, a APyruTe Morar Aa umar de novo Bb3HHMKHajIa MyTtanus. Besko gere Ha
6osen ¢ AD-CMS nma 50% manc 1a HacIeau MyTausTa.

B 3aBucumocT OT Jokanu3anusaTa Ha AeQEeKTHUS IPOTEUH B HEBPOMYCKYIIHUS CUHAIIC,
Harper u Engel pasznuuaBar HAKOJIKO (OPMH HA KOHIE€HUTATHU MHUACTEHHU CHUHAPOMH -
MIPECUHANTUYIHY, CUHAINITUYHY, aCOMUPaHK ¢ 0a3ajaHaTa JIAMUHA W TIOCTCHHATUYHUA (POPMU
(135).

[IpecunantuyauTe (GOPMHU BKIIOUBAT JBE aBTO30MHO-PEIIECUBHO YyHACJEASBAIU Ce
ChCTOSTHMS - TeEeKT B pecHHTE3aTa Ha alleTHIXOJIMHA U B MOOMn3aiusta My (26, 212).

[TocTtcuHanTHUHUTE NEPEKTH ca TPEACTABEHH OT HAKOJIKO (OPMH, aCOIUHpPAHH C
nedexTH B TeHH, KOJMPAIH KOJareHO-110J00Ha 0OBUBKA Ha alleTHIXOMuHecTepasata (233) u
omre Hajg 60 MyTaluu B €MH OT METTe reHa, KOAUPAIld CYOeTUHUIIUTE Ha alleTUIXOINHOBUS
peuenTop.

Cunnpomst Ha O0aBHUTE KaHaH(SCCMS) ¢ Hali-uecTUSAT KOHICHHUTAJICH MHUACTCHECH
CHHJIPOM OT TpyIiaTa Ha KHHETHYHUTE a0HOPMHOCTH Ha alleTHIXOJIMHOBHS perentop. Tosa e
aBTO30MHO - TOMHHATHO 3a00JIsiBaHEe U MPE/ICTaBIsABAa KHHETUYHA aOHOPMHOCT, 00yclaBsIa
yIbJKaBaHE Ha BPEMETO, 3a KOETO € OTBOPEH alleTUIXOJUHOBHUs HoHeH kaHan (123, 135).
JIbIKM ce Ha HaJIMYUEe Ha TIATOTCHHHW BapHaHTH B TEHUTE, KOJIUPANIH CyOCTUHHUIMTE Ha
AChR -CHRNA1, CHRNBI1, CHRND unmu CHRNE (94).

[To-Manko ca pa3aMYHUATE MyTAIMH, KOUTO OMPENEeNIsIT CHHAPOMA Ha Obp3UTE KaHAJM.
[Ipu Te3u MyTanuu MOCTCHHANTUYHUAT OTTOBOP KBbM allETHIIXOJIUHA € 3HAYUTEITHO HamalleH,
BBIIPEKH, Ue OpPOST Ha alleTUIXOJUHOBUTE PEIICITOPH B MOTOPHATA IJI0YKa € B HopMa (52).

Jemudpupanero Ha MoJekylspHaTa ocHOBa Ha pasinnuHu BunoBe KMC ce pas3BuBa
obp30 mpe3 mocneanute roauuau (90). IIspBoHAYaNHO MyTalMHTE ca HACHTH(UIMPAHH B
cyOenmuHUIIMTE Ha HUKOTHMHOBHTE anerwixonuHoBu peuentopu (CHRNE: €AChR

cyoenununara; CHRNAIL: oAChR cybemunnnara; CHRNBI1: BAChR cybenununara;
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CHRND: 0AChR cybenunuiiata), HO BIIOCJIEICTBHE Ca YCTAHOBCHH MYTAIlMH B Pa3IuYHHU

T€HM, KOJUPALIY IIpe-, IOCT- WM CUHAITUYHU NPOTEMHM, KOUTO Morar jaa npuuuHar KMC

(43, 132) - rena, koaupalll KojarecHHa CyOeIMHMIIA Ha OMalllKkaTa Ha alleTUIXOJUHeCcTepa3ara

(COLQ); rena 3a xonuH aneruntpancdepaza (CHAT), kakto u pancunoBus reH (RAPSN).

VYcraHoBsBaHETO HAa TOUHHS MOJICKYJISAPCH I[e(l)eKT € OT M3KJIIIOUHUTCIHO 3HAYCHUE HEC

CaMO 3a I'CHCTUYHOTO KOHCYJITHUPAHC, HO U 3a ONPCACIAHC Ha IMPABUIHOTO JICUHCHHUC HA TC3U

narenTd. Ha npeacraBenara tabiuna 1 ca onucaHud OCHOBHHUTE XapaKTEPUCTHKU Ha Haii-

YECTUTC KOHI'CHUTAJIHU MUACTCHHHU CUHAPOMMU.

Taonuya.l.I'enoron-GpeHOTUITHN Kopeanuu pasnununute cyotunose KMC (9, 107).

I'en(n),

aCoMUpaHua CbC

3200JIIBAHETO

CHAT

AChR subunit
genes:

« CHRNE
CHRNA1

« CHRNB1

e CHRND

KMC- cyoTun

KMC/ennzonununa

alTHEesA

ANeTHIXOJINH
pelenTopexH
neuIuT

Cunznpom Ha
OaBHUTE KaHAIN

CuHmoM Ha
Obp3UTE KaHAIH

Kananunu Gese3n

Ot neku 10 Texku hopMu

OTtrosop Ha
JieyeHue ¢
AchR-
HHXHOMTOPH 2

XWUNOTOHMS, JUXAaT.
HEJIOCTaThYHOCT MPHU
paxxaaHe
Enuzoanyna amaes
[TogoOpenue c
[IOPaCTBAHETO

[TomoOpenune

Panno Haganao

Paznuynu Gpopmu oT seku
JIO TEKKH

[TTo3a, EOII; 6yn6apHa
cJ1aboct,cinabocT Ha
KpaHULIUTE

[TonoOpenue

Pazauuna mo TexecT

c1a00CT Ha IIHUATA,

€KCTeH30pa Ha KUTKaTa U Ha
MPBCTUTE

Hauano B 1eTcTBOTO M B TIO-

KbCHa BB3pacT YecTo
Ot ek 10 TeXKH PopMU  BIIOIIIABaHE
[IporpecuBHa AuXaTeHA
HENOCTATHhYHOCT; MOXKE 1A

CTHUTHE JI0 amaparHa

BEHTUJIAIHAS

[TonoOpenus
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I'en(n),
aACOLMMPAHH ChC
3200JIIBAHETO

COLQ

DOKY7

RAPSN

GFPT1, DPAGT],
ALG2, ALG14,
GMPPB, PREPL

KMC- cyoTun

AChR- nepuuur B
MOTOpHATa II0YKa

DOK7-
acolMupaHa rnosc-
KpallHUK
MUACTECHHS

Jepuut Ha parncux
B MOT. IIJIOYKa

[Tosic-xpaiiHuk
MHACTCHUS C
neuInT Ha
TJIMKOJIU3aIUsaTa

OTtrosop Ha
JIeYeHue ¢

Kananunu 0esie3n AchR-

2
HHXHOMTOPH

o [lo-yecro TexKHU

e B mskon ciayuau ¢ w/C-
MIiSSeNSeMyTaimus: KbCHa
U35Ba, JIEKO KIMHUYIHO

MpOTUYAHE
Bromasane
WJIN JIMIICBAILL
o EOII OTTOBOP

o [T'enepan. Myckynna
craboct / TeKKO 3acsrane
Ha aKCHAJIHUTE MYCKYJIH

o 3abaBeHa 3aHMYHA PEAKIIHS
Ha CBETJIHWHA

[Tosic-xpaliHuK ci1aboCT ¢
JIOMHUHHAHEHA MPOKCUMAJIHA
MYCKYJTHa c1aboCT, HapyIIEHUE Ha

BrnomraBane

OTTrOBO
moxojakara, u nrosa, Ho 6e3 EOII P
PanHo Havamno
e  XWUIIOTOHHUS,IUX. HEIOCT.
I[Tpu paxaanee at birth
e EnmzoauuHa amHes
o Aprporpuno3a(AMC) na
HOBOPOJICHOTO
e Ot nexu a0 TeXKH GopmMu
[TnobOpenue

KrcHo Havano

e (Cnaboct Ha MOsSICHATA MYCK.
B IOHOIIIECKA HMJIU 3psiia
BB3pACT, HaMo100sIBaIIa
CEepOHETaTHBHA MHACTCHUS

“ITosic-kpaiiHuK” Gene3u Ha

JoMuHHpaa npokc. Cnaboct, HO

obukHoBeHO 6e3 nTo3a wm EOO; Ilogobpenue
MOHSKOTa TyOyJIapHH arperat npu

MYCKYJTHa OUOTICHS

HJIN JIUIICBAII]
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[TaToreHeTMUHUTE BapualMu B reHa, KOAUpal] cyOequHUIaTa Ha alleTUIXOJIUHOBUS
peuentop —~AChR(CHRNA1, CHRNB1, CHRND, CHRNE) morar ma Obaar yHacjeacHH
aBTO30MHO-JIOMHHAHTHO ¥ aBT030MHO-penecuBHo(91, 132, 237).

Hsikon KIMHUYHM OCOOEHOCTH HAcO4YBaT KbM HaJU4Me Ha CreHu(UYHH TeHETHYHU
nedexru (22, 97, 107). Hanpumep Bpomenara aprporpumo3a (AMC) ce ycraHoBsiBa Haii-
4YeCTO IpPU HOBOpOJCHU ¢ maroreHHu Bapuauun B RAPSN -rena(43, 52, 54). Ctpuumop B
KbpMadecKa Bb3pacT MOXKE ce AbJDKU Hal-4ecTo Ha pa3inuyHu JedexTHu BapuanTi Ha DOK7-
rena(160).

['eHOTUN-(PEHOTUITHUTE KOpENaluu ca TPYJIHH 3a OINpeleisHe 3a peAKUTE CYOTHUIIOBE
Ha KMC, npu KOWTO MaTOreHHUTE TeHHW BapUAHTH Ca UACHTHU(PHUIMPAHU CaMO IPHU HIKOJIKO
MAIMeHTa B IIETUS CBST.

2.3.2. KIMHUYHA KAPTHHA.

[Ipu xonrenutannure wmuacteHHH cupapomu (KMC), mbpBUTE CHUMIOTOMH Ce
U3SIBSIBAT, OOMKHOBEHO CKOPO CJIEN PakJaHETO, Hail-4eCTO B ITbPBUTE 2 TOJUHU OT KHBOTA.
[To-psimkoHauaIoTO Ha 3a00JIABAaHETO € BBHB BTOpAaTa WM TpeTaTa jekaaa oT sxuBoTa (49, 54,
80, 81, 127, 206, 222). KnunuyHata KapTHHA TP KOHTCHUTATHUTE MHACTEHHU CHHAPOMH €
nocra xereporenna (105, 271, 295).ITvpBonavanuure cumntomu npu KMC He ca Taka
TEXKH, KaKTO TPH HEOHATAJIHATA MHACTECHUS, KOETO OM MOTJIO Ja Ch3Aajie AUArHOCTHYHU
3aTpyaHEHHUS.

Odranmorierusta ¢ nTo3a Ha KIeNauyuTe € Hall-paHHA M YecTa MpOosiBa MPU BCUYKU
ManueHTH, ToKaTo OynbapHara U reHepain3upaHaTa MyCcKyJiHa c1aboCcT MoraT Ja ce MposiBaT
B pa3JIMYHa CTEIICH Ha MO-KbCEH eTall PU pa3InYHUTe nanueHTu (216).

Kaunuunu 6esie3n npu KMC npes nepuoga Ha HOBOpoieHOTO:B noBedero ciydau
ca HAMAJICHU [BIDKEHUATA Ha IJIOJA MPEAH PaXXAAHETO, HOBOPOJEHUTE MMAT T'hIATATEITHU
HapYIICHUs, ITO3a, OTPAHUYEHU JIBUXKEHHUS Ha OYHHUTE SOBIKHM U TUlayaT ¢ OTCiIadeH riac.
HoBoponenn ¢ KMC Morar na uMar MHOKECTBO CTaBHM KOHTPAaKTypH, B pe3yiTaT OT
JMIIcaTa Ha BM)KCHUE Ha IJIoa B yTpoOaTa. JluxareaHa HemoCTaThYHOCT C BHE3AITHA aITHes
Y [IMaHo3a ca 4eCTH HaxoAku mpu HoBopojeHu ¢ KMC. U3sBata Ha cTpuaop B paHHA JETCKa
BB3pacT MoXxe 1a 0bie BakHa uHukarms 3a KMC (160).

Kannuuynu Oesie3m Ha KMC mnpe3 jaercka Bb3pacT — IpH Jenara ¢ JAeOHOT Ha
3a00JIIBaHETO B JIETCKa BB3PACT C€ MPOSBSIBAT CHMIITOMH KAaro ITOBUIICHA MYCKYJHA
YMOpPSIEMOCT, C TPYAHOCTH MNpPH XOJE€HEe, THYaHe W HU3KauBaHE Ha CTHJIOHU., I'bJITATEIHU
HapylmieHuss ¢ JUCOHHUS W OYSABUTATEIHH HApYIICHHWS. 3acerHaTuTe WHAUBHUIN

OOMKHOBEHOMMAT (UIYKTyUpalla ITO3a Ha KJEMayuTe M IOCTOSHHA WM TPOMEHJIMBA
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oranMoruierus B XOpPU3OHTAJHA WM BEpTHUKAaHA IIOCOKA, AbJDKAIla ce Ha cjadocT Ha
oueABUrarelHuTe Myckynu. IItozara moxe na Obie eqHOCTpaHHA WM Ha JABETe ouu. B
nombiiHeHUe npu nauuenture ¢ aedrT Ha KMC B nmercka Bb3pacT MOXKE Ja MMa JIUIEBa
cnaboct. Jlemara ¢ KMC decro GonemnyBat ot pecrnimpatopau uHbeknuu.llpu Hsikon nena
MOJKE J1a C€ yCTaHOBHU 3a0aBsiHE Ha IBUTATEIIHOTO pPa3BUTHE.

Knuanynara ¢opma mosic-kpallHUK ce omucBa npu Hsikou mauumetHn ¢ KMC mpu
HaJIM4YMe Ha crabocT Ha Ta3zo0enpeHaTa MyCKyJaTypa CMHOIATHA MOXOJKA, C MT03a U / UK
o(ranmomnapesa (,, HosIC KPaMHKHUK  MHACTEHUS).

Hucmoppuunu 6enesn — npu Hsakou 6onHu ¢ KMC ce ycTtaHOBsSBaT HAKOU JIULIEBU
aOHOPMHOCTH KaTO W3IBJDKEHO JIMIIE, MO-TSCHA JIOJHA YeNOCT, BUCOKO IBrOBHIHO HeEOIe
(53).

[To-ronama uact or namueHture ¢ KMC umar HOpMalHO HEPBHO-NICUXMYECKO
pazButue.JloknanBanu ca ciaydau Ha mnauueHTd ¢ DPAGTI1- acounumpan KMC wu
UHTENeKTyanHn  HapylieHus(288). Te)Kko MHTEICKTyaJHO M30CTaBaHe € XapaKTepHa
ocobeHoct 3a cBbp3anusi ¢ SNAP25 KMC (296).

2.3.3.EMI m3caensane: [Ipu ctumynupHe ¢ HUcKa yectoTa (2-3X11), ce yCTaHOBSIBa
HaJIMYMe Ha JIEKPEMEHTEH OTrOBOP Ha MOTOPHMA noTeHuuan Ha myckyna (CMAP.Ilpu Hakou
cllydad, IIpU CTUMYJIMpaHe ¢ yectora 2-3 X1 He ce Mojy4aBa JEKpPEMEHTEH OTTOBOp, HO ce
rojtyyaBa 3HauMTeNeH aekpeMmeHT cien Sno 10 muaytn npu ctumynamus ¢ 10 Xim.Ako
ammumtynara Ha CMAII e HOpmallHa mpu ABa JUCTAJHU M JBa NPOKCUMAJIHH MYCKYJa,
TpsiOBa /1a ce u3ciaenBaT JULEBUTE MYCKYJIIH.

Karo nonbinenne npu manpeHTd ¢ KMC Moxe fa ce mpuiioxu enekrTpoMuorpadusita
Ha €IMHUYHO MYCKYJIHO BJIAKHO 3a JIOKa3BaHE Ha JAePEKT Ha HEPBHO-MYCKYJIHOTO IpeJaBaHe.

2.3.4.Mopdosornunu u3caenBaHusi. KoHBEHIMOHANIHAaTa MYCKYyJIHAa OHOICHS U
PYTUHHUTE XHUCTOXMMUYHM wu3cienBanus npu jmna ¢ KMC karo ngmo He mnoxassar
CHILIECTBEHU OTKJIOHEHMs OCBEH INpeoOianaBane Ha Tum | ¢ulOpu u moHskora He3HAYUTETHU
MuonatHu npomeHu. TyOynapuu arperatu ca onucanu npu GFPTI1-myranus, cebp3ana c
nosic-kpaitHnk2KMC(293), a muctpoduuHr M3MEHEHHs MoraT aa ObJaT YCTaHOBEHH NpPHU
narieHTd ¢ GMPPB — renen nedexr (48).

IIporno3a: OOGMKHOBEHO TeXeCTTa U MPOTUYAHETO Ha 3a00JSBAHETO ca C BHCOKA
MIPOMEHJIMBOCT, 3al0YBaIll OT MUHUMAJIHU HApYyLIEHUs 10 MPOrpecuBHA MYCKYJIHA cl1aboCT,
yecto pedpakrtepHu Ha sedeHue. Hsxkoum manmumeHntn ¢ KMC uMar CnoOHTaHHA pPEMHCHSI.
Maskure 1 He3HaYUTEIHU cuMnToMu npH nanuentute ¢ KMC morat 1a 6b1aT U30CTPEHH 10

BHE3allHa II0siBAa Ha TEXKa CIabdoCT WIH AuxareiiHa HCAOCTATBbYHOCT B PC3YJITAT HaA
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dbebpmwurer, nadeknuu ocodeno npu ymma ¢ KC ¢ enuzoaununa amaess (CMS-EA) umu ¢
nedunut Ha rapsyn resa (56, 234, 235).

JIMarHOCTUYHHUTE KPUTEPUHU CEOCHOBABAT HA CICAHUTE JAHHHU:

-AHAaMHECTUYHM JIAHHUM 3a MYCKYJIHa CJIa0OCT Ha OYHM MYCKYnH, OynbOapHaTa
MYCKyJIaTypa U MyCKYJIUTE Ha KpalHHUIIUTE 10 BpeMe Ha/ WM CKOPO ClIe PaXIaHETO MM B
paHHa JeTcka Bb3pacT. Hauano Ha 3a0oisBaHETO MO-KBCHO CIEJ JETCKa BB3PACT ce
HaOJr01aBa, HO € psakocT (22, 43, 221).

- JIunica Ha aHTH-ANETUIIXOJIMH PEIEITOPHU U aHTH-MYCKYJIHUA aHTUTENa B cepyma Ha
OonHuTe. BaxkHo € nma ce orOenexku, ye orchbcTBueTo Ha aHTU-ACHR aHTHTENna B cepyma
MOJKe Jia ToMorHe 1a ce otaudepennupar KMC oT MuacTeHus TpaBuC, HO HE CE M3KII0YBA U
BB3MOKHOCTTA 3a Hajgu4yhe Ha cepoHeratuBHu BumoBe MI' (143). B nurteparypara ce
choOIaBa 3a enuH ciay4dail Ha MI', pasBuita ce nipu narent ¢ KMC(83).

- Jlunca Ha mnomoOpeHHME HA KIMHUYHUTE CHUMIITOMH CJieJ [pWIaraHe Ha
MMYHOCYIIPECUBHA TePaIus.

- Jlurca Ha TPOMEHW B CKEJIETHATA MYCKYJIaTypa, YCTAHOBEHHU CJea OHOICHs,
BBIIPEKU HAJIMYKE HA 3HAYUTEITHATa MYCKYyJIHA CIa00CT

- QamunHa aHaMHe3a 3a 3a0o0isiBaHE C aBTO30MHO-PEIIECHMBHO WM aBTO30MHO-
JOMHHAHTHO YHACIIe/sIBaHE.

- Cepymnara kpearnd kuHa3za (CK) moxke ma € HOpMallHa WM JIEKO IOBHIIIEHA
(0OMKHOBEHO HE TIOBEYE OT JeCeT IbTH OT HOpMATa).

2.3.5.I'eHOTHII-)eHOTUITHU KOPeJIaluu

[TocTraBsiHETO HAa JUArHO3aTa Ce OCHOBaBa Ha KOMOWHAIMATA OT IMO-TOPE H30POCHHTE
0COOCHOCTH M WJICHTU(UIIMPAHETO HA XETEPO3UTOTHU WJIM OWAJICIIHW BapHAHTHU HAa HIKOU
orcnequute rean - CHAT, CHRNE, COLQ, DOKY7, GFPT1, RAPSN u renure, 1mokasaHu B
Tabnuua2., KOJUpally pa3ndyHu MPOTEHHH, €KCIIPECHPaHW Ha HEPBHO-MYCKYIHHUS CHHAIIC

(97, 133, 274).
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Tabnuya. 2 MonexkynsapHo-reHeTuuHn Haxoaku npu KMC — mo-psako cperniaHu

reHeTnyu cuHIpoMu(97)

% na KMC,
IBJIKALL ce HA
NAaTOreHeH

BapHaHT B TO3U I'€H

T'en
AGRN <1%
ALG2 <1%

ALG14 <1%

CHRNAL <1%

CHRNB1 <1%
CHRND <1%
COL13A1<1%

DPAGT1 <1%

GMPPB <1%

LAMB2 <1%

LRP4 <1%

MUSK  <1%

MYO9A <1%
PLEC <1%
PREPL <1%

SCN4A  <1%

SLC25A1 <1%

KomenTap

Cwobmien npu 7 pamuamu [Huzé et al 2009, Maselli et al
2012, Nicole et al 2014]

Cossins et al [2013], Monies et al [2014]

Cossins et al [2013]

CpoOmienn Hsakonko manueHTH ¢ AJl wmu AP Bapumantu

[Croxen et al 1997, Rodriquez Cruz et al 2014]

Quiram et al [1999]
Madller et al [2006]

Logan et al [2015]

Crob6menn Hakonko nanuenty [Belaya et al 2012a, Belaya et
al 2012b, Basiri et al 2013, Selcen et al 2014]

Belaya et al [2015]

CpoOmeno npu 1 manueHT ¢ OBOpeuHa HEAOCTATHYHOCT

[Maselli et al 2009]

2 cnyuas noknanBanu [Ohkawara et al 2014, Selcen et al
2015

Hoxnansano npu 8§ manuenTa ot 3 ¢amunun [Chevessier et
al 2004, Mihaylova et al 2009, Maselli et al 2010]

JInuHo HaAOIIOKEHUS

Forrest et al [2010], Selcen et al [2011],

Réqal et al [2014]

Cwobrmieno mpu 2 HecBbp3aHu jmna [Tsujino et al 2003,
Habbout et al 2016]

AP BapuaHT J0KJIazBaH npu 2 3acernatu cuocu (64)
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% na KMC,
ABJKALL ce Ha

I'en Komenrap
NaTOreHeH

BapHaHT B TO3H I'CH

SLCHA7 <1% ABTOPCKO HaOIIOZCHUE

De novoAJl BapuanT mpu 1 manueHT c/0e3MHACTCHHUS M

MHOXECTBEHU KOHTPAKTypH IPH PaKTAHETO, KOPTHUKAIHA
SNAP25 <1% ’

XUNEPBB30YIUMOCT, IiepedesiapHa aTakCUsi H  TEKKH

UHTEJICKTYaIHN HapyieHus (296)

AJl BapuaHT npu 2cemeiicTBa OT pPa3JIMYHU TOKOJEHHS C
nedopManuu  Ha  CTHIAJIOTO, CIA0OCT HA  OYHATa

SYT2 <1% MycKynaTypa M Ha Ta3o0eapeHaTa MYCKynarypa, 100bp
OTrOBOp MpPH JICUCHHE C AHTUXOJIMHECTEPa3HU HHXHUOUTOPH
(343)

Jlo MOMeHTa HsMa JAPYrd W3BECTHH JIOKycH, cBbp3anu ¢ KMC, HO ca omnucaHu
cemeiictBa ¢ KMC, kouto He ca CBbp3aHH C HAKOU OT M3BECTHHUTE T'€HH, KOETO MOKa3Ba, ue
MOTarT Jia ce pa3KpHsIT HOBY JIOKyCH WM Kauauaar rexu (91).

UYectorara Ha KMC ce onpenens Ha 1/10 ot Ta3u Ha Muactenus rpaBuc. Haii-manko
1000 He3aBcMMH POJACTBEHUIM C UACHTU(DUIIMpan TeHHU AePEeKTH ca TOKYMEHTHUpaHH B
tenust ¢Bat. (63). [omynarusta Ha pomute B FOrousrouna EBpona HOCH MO-BHCOK PHCK 3a
KMC(4%) ¢ myranus va rena CHRNE 1267delG na rena 3a ¢éeAChR cyGenunuiia,kosTo ce
yHaclieisiBa 1o aBTo30MHO-pecenuBed mbT (213).)Kurenute Ha Adpuka (0co6eHO AJDKUP U
TyHnuc) ca u3noxeHn Ha Mo-BUCOK pucka 3a KMC, 3amoroca HOCUTENN Ha APYr MaTOTEHEH
BapuanT Ha CHRNE-.1353dupG (43)

2.3.5.1.CHAT myranuu

Ipecunantuunn KMC —gbmkaT ce HaHaIW4We Ha TATOTEHETHYHW BapHAaHTH B
CHAT- renst, koaupain xonun O-aneruntpancdepasa (237) u cpappkant 18 eksona.CHAT
KaTaau3upa oOpaTHUS CHHTE3 Ha alleTHUIIXOJIUH OT alleTUI-KOCH3UM A U XOJIHH.

Knuanuanre cumntomn Ha CHAT-myranmuuTte ca Jne0rOTUpaHe OT paXkJIaHETO C
eNMU30IMYHN Kpu3u ¢ OyinbapHa mapann3a M JuxXaTellHa HeJA0CTaThYHOCT((eTanmHa amHes),
MpeIM3BUKAaHU OT MOBUIICHA TEMIepaTypa, Bb30yaa, Te:KKH HaroBapBanus. HaOmromaBar ce
ciabo u3paseHa, QUIyKTyHpalia nTo3a, 0e3 MOCTOsSHHA odTanMornape3a U JeKd CUMIITOMH B

untepBanuTe Mexay kpuzute. CHAT myrauuuTe ce yHaciensiBaT aBTO30MHO-PEIECUBHO U
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Hal-4ecTo ca ,,missense’ myramuu. [336T ,missense” myranus € Owia OTKPUT B TpHU
He3aBucuMH (hamuinu oT Typeku npousxon (10, 203).

HaGmronenusita na Masseli R. u c¢paBt.(191) BbpXy 5 manmeHta oT TpU HECBbpP3aHH
dbamumuu ¢ kiauHuka Ha KMC, mokasBa mpu yeTHpuMa OT MallMeHTUTE MapajoKCaiHO
BJIOIIaBaHE HAa CHUMITOMUTE NIPU HUCKH TemIiepaTypu.Bcekun mnamueHT € wuman JBe
xerepo3urotiu CHAT wmyranuu, BrmouBamu L210P u P211A (cemeiictBo 1), V194L un
V506L (cemetictB02), R548stop u S694C (cemeiicTo 3).

2.3.5.2.Cunantuunu - COLQ myTanuu

Cunantuausar noarun Ha KMC e cBbp3an ¢ nartorennu Bapuanuu B COLQ-reHsT,
KONTO Koampa KomareHHaTa omamka ColQQ Ha amneTWiIXoJHOBHS pelenTtop W chabpxa 17
ex3oHa. [Ipu BCcHMYKM mamueHTH ¢ Ae)UIUT HA aleTWIXOJIMHA B CHHANTHYHATA IIETIKAce
omnucsaT natoreHny Bapuant B COLQ(62).

Knunanuau cumntomu npu nanpeHtute ¢ COIQ—myramuu ce mposiBABaT BbHB
BB3pacTTa Ha HOBOPOJIEHOTO WJIM PAHHOTO JETCTBO M C€ M3p3sIBaT BIPOKCHMalIHa MYCKYJIHA
cimaboct, mTo3a, oTaIMoriapesa, JUIEeBa CIadocT, akchaaHa MYCKYJTHa CIabO0CT/CKOJIMO03a,
KJIATyIIKala ce MOXOoJKa M0 MHOMATeH THUIl, aTpouu Ha MyCKyJlarypara, MyJqHa 3€HHYHA
peakius Ha CBETJIMHA, YeCTO MPOTpPEecHBHA JUXaTelHa HEIOCTaThYHOCT. J[eOITHhT Ha
3a00JIIBaHETO OOMKHOBEHO € MNpH pPaXKJAaHETO WJIM B paHHA JETCKa Bb3pacT, KaTo Ipu
MAlMEHTUTE 3aCerHaTH MO-KbCHO, OOJecTTa MPOTHYa CPaBHUTENIHO Mo-Jieko. B egHo cBoe
u3cneaBaHe Ha MuxaiinoBa B. u chaBT. ca onucany KIMHUYHUATE U MOJIEKYJISIPHO-—TEHETUYHU
ocoOeHocTH Ha 22 mammeHTa, Hocutenu Ha COLQ — myramus — TeXKa Nporpecuparia
ciabocT, ¢ HayaJlo OT Pa)</IaHETO WIM B PaHHA JETCKa BB3pacT C M3siBAa HAa MYCKYJHA
XUIMOTOHMSI, MTO3a, ogTanMomnapesa, ciad IU1a4, TBJITATEIHM HApYyIIEHHUs M JAUXaTellHa
HeZocTaThuHOCT. Te He ca mokazanu Ao0bp eheKkT OoT Tepamusita ¢ aHTUXOIMHECTEepa3HU
nuaxuburopu(203, 232)

2.3.5.3. [TocTCMHANITHYHUMY TAIIHH

[omsima rpyna ot moctcuHantuyHute cyotunoe KMC ce abmku Ha MyTaluu B
reaute -CHRNA1, CHRNB1, CHRND, u CHRNE, koaupaiu CbOTBETHO 5 XOMOJIOXKHHU
cyoenuunim Ha AChR: nBe o cybenuuiu u egHa ot B, o, u & Myranuure B Te3u T'€HU
MOBUIIIABAT WU MTOHIKABAT OTTOBOpA KbM aleTmixonuHa. Cies CBbp3BaHe C alleTUIIXOJIMHA,
AChR mperbprisiBa KOHGOPMAIIMOHHKA MMPOMEHH, KOETO 3acsira BCHYKH CYOCTUHHIIM M BOJIH
710 OTBapsiHE HalOHHO-CBBbp3aHUTE KaHalu. EJHa OT XOMOJIOXKHUTE CYOeIMHUIU UMa ABIbT

N-TepMuHan Ha eKCTpallenyIapHUsl JOMEH, YeTHpH TpaHncMeMOpanHu cermenta (M1-M4) ¢
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M210oMeHITOKpHBaIl KaTHOH —celekTuBHA mopa. Bcekm AChR mMa 1Ba ameTHIXOJIHMH-
CBBP3BAIIH KOO, €TUH HA 0/€ TOBBPXHOCTTA U €IMH Ha /0 TIOBBPXHOCTTA.

PenecuBaure mMyranumu npuumHsABaT TeXbK Aepuuut Ha AChR u ca Haii-uecrara
npuurHa 32 KMC. Te ca koHIIEHTpUpaHU Hali-Beue B cydenuHuiara-¢, kogupasa or CHRNE
(71, 233).

Konrenuranuusar wmuacteHeH cuHapoM Tun -1Awnum ¢amunHa wuHGbaHTHIHA
muacteHuss (mo Kracudukanmsara Ha KOHTCHHUTATHUTE MHUACTEHHU CHHIPOMHU Ha
EBpomneiickusi HEBpOMyCKyJieH HEHTHP, 1998) e aBT030MHO-pelieCUBHO 3a00JIsIBaHE,0NMMCAHO
3a mppBH 6T 0T Greer u Shecotland (3, 15). [Ismku ce Ha MyTaluy B TeHa 3a €-CyOeTMHHUIIATA
B 17p13 xpomo30Ma, KOWTO € OCHOBEH (DOKYC 3a MyTaIllMH, BOJICIIH J0 M35Ba HA aBTO30MHO-
peuecuBHr TpecuHanTUYHU W noctcuHantuyHu KMC. Onucanun ca wang 30 paznuunHu
MyTallud B & cyOenuHunarta. JIBe TakuBa  MyTauuu, —3acAralid - JbJirara
WHTpalUTOINIa3MaTuyHa OpumKa, ca wuaeHtuduupanu npu Typcku (amunuu (IVS10
+2T—G) u npu enna wuranuancka ¢Gamuaus(at4llP). Jpyru myranmmm npu KMC ca:
¢723DLC B M1 B excrparienynapHus JoMeH, oTKpuTa pu damuus ot Mopaan, e760ins8 B
M2 tpancmemOpaHHMsa mpoTeuH U T51P B ekcTpauemynapHus TOMEH, YCTaHOBEHH MpHU
typcku ammiuu (15).

Middleton L. u cbrp. oTkpuBar myranusTta €1267delG npu 4 pomcku daMuiauu ot
I'epumss u Typums (209). Croxen u CbTp. HACHTH(UIMpAT ChIIATa MyTalus IpH 5
HECBBbP3aHM MAIMEHTH OT pa3iuyuHu reorpadcku paitonu karo Ilakucran, Uunus, Eruner u
I'spriiust (82). Tasu MyTanmust 3acsira paiioH B €-CyOeAWMHHIIATa, TPEICTABISIBA JEICIHS,
rpanuyenia ¢ UHTpoH 11 u ex30H 12 1 Boau 10 HapylIeHHe Ha paMKara Ha 4eTeHe cieq 422
KOJIOH, TMOCJEeABAaHO OT cTom-kojgoH. [lo To3m wHaumH €1267delG  paspymasa
[UTOIJIA3MaTUYHATA BEepUTa U YeTBBPTHS TpaHcMeMOpaHeH noMmeH (M4) Ha e-cyOenuHuUIaTa.
BB3MOkHO € chIllo a BoaAU U 10 AedekTeH cruiaiicuar. OyHKIMOHATHUTE MOCIEeICTBUS OT
MyTalMsTa ca: HEMbJIHO OpTaHWU3UpaHe Ha pPEIeNnTOPHUTE CyOeIWHUIM, perylnrupaHa
eKCTIpecHsl Ha PEIeNnTOpUTE, ChAbPKAIMA MYTAaHTHHUTE €-CYOSAMHHWIIM WIM pas3lajaHe Ha
Hectabunnute penenropu (20). Myranusara B 1267delG B exk3on 12 B e-cybenuHunata Ha
alleTWIXOJMHOBUS PELEeNTOp € Hal-yecTo yCTaHOBEHaTa KaTo NMPHYMHA 33 KOHTCHHUTAJEeH
MHACTEHEH CUHAPOM Yy (aMHIIHU U CHOPaJUYHU CciIydau OT poMckusi etHoc B FOro-M3rouna
EBpomna (154, 213). [IpoBeneHHUAT XaIUIOTUIICH aHAU3 IMOKa3Ba, Y€ MyTaIUsITa MMa OOII]
MpapoauTeN U € Bh3HuKHaa pean okoio 900-1000 rogunan (32-40 mokoyieHUs ) 0 BpeMe Ha

dbopMupaHeTo Ha mpoTo-nMraHckata nomynamus (4, 213). JIpyra nmomymanusi ¢ mMO-BUCOKa
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6onectHoct o BMC e apaGckara u mo-cnenuaiHo B AJDKup U TyHHC, KbJIETO C€ OTKpHBa
apyra mytanus ¢ edekt Ha npapoautens - ¢.1353dupG ornoBo B CHRNE rena (43).

Abicht A. u cb1p. (20) cburo unentuduuupar €-1267delG npu 13 naumentu ¢ KMC
or 11 HecBbp3aHu POMCKHM (PaMHIUU OT pa3iIUYHU IOTOM3TOYHO-EBPOINEUCKH IbP>KaBU.
ABTopute yctaHOBsIBaT Ta3u mytanus npu 31% ot pamunuute ¢ KMC tum la.

B Bbearapus TepHeB u chaBT. (1997) mbpBu otkpuBar pomckadamunus ¢ KMC B rp.
PakuroBo (15). Ommcanute ot Tx 71 Obirapcku pomMu OoT 37 HeCBbp3aHU (paMUIMK Ca
HOCHUTENM Ha ChlIaTa T€HHa MyTalus U HE MOKa3BaT OTIMYME B KIIMHUYHOTO MPOTHYAHE B
CpaBHEHHE ChC CHOOILEHUTE MpPeau ToBa ciaydau. 3a00JIIBAHETO 3aMOyBa HEMOCPEICTBEHO
cliel paXAaHETO, C TMTO3a W BBHOIHA O(QTalIMOIUIerHs, TNarojiorTidyHa OynbapHa U
IIPOKCHMAaJIHA MYCKYJIHAa YMOpPSEMOCT C JICHOHOIIHAa JMHAMMKa M 3acuijBalia ce IpHu
¢busnuecku ycmius. MuacTeHHaTa CUMITOMATUKA € Hail-TeKKO MPOsIBEHa B MbPBUTE TOJIMHU
cien paxaanero. [locTeneHHO HACTBIIBA CTaOMIM3UpPaHEe B ChCTOSHUETO Ha OoiHUTE. B mo-
KBbCHA BB3PACT HAKOM OT CHMITOMHUTE KaTo OyiabapHa v MpOKCUMalTHA MYCKYJIHA YMOPSIEMOCT
HaMaysiBaT U M34e3BarT. BbHIIHATA odTanMoIuierus € Hal-MmoCTOSHHUS CUMIITOM IpU TOBa
3abonsaBane. PenetutuBHata ctumynanus npu EMI™ moka3Ba gekpeMeHTeH OTTOBOp Ha HUCKHU
yecToTd. CUMITOMaTUKaTa YaCTUYHO CE MOBJHUSABA OT aHTUXOJIMHECTEpa3Ha Tepanus. B te3u
cllydyad HE c€ MpujaraT TUMEKTOMHMS WU KOPTUKOCTEPOMIHO JIEYeHHe, ThH KaTo ca
Hee(EeKTUBHH.

ITpu uscnensanero cu Bbpxy 108 mamumentn ¢ KMC tun la or 56 HecBbp3aHu
dbamunun, ['epremyeBa M CbaBT. ChHOOIIABaT, 4ye NTO3aTa W OQPTAIMOIUIETHITa ca Hai-
MIOCTOSIHHU CUMITOMH Ha 3a00JiIBaHETO, HaOJI0JaBallld Cce MPH MOYTH BCHUYKHM MAIMEHTH,
nocienBaHu ot OynOapHa W NMPOKCUMallHA MYCKYJHA CIabO0CTH, YCTaHOBSIBAIM C€ TP
noBeue oT 75% ot mamuenture (3). IIpy manmeHTHUTE C TO-TEXKKO MPOSBEHa MUACTEHHA
CUMITOMAaTHKa, TPOKCHUMAaTHATa MYCKYJIHA caboCT € Oulia chueTaHa u ¢ MyCcKylHa aTpodus,
Hal-BeposiTHO BTOopuyHa. [Ipy HUTO eauH nNalUeHT He € HabaJaBHA MpOrpecus Ha
CUMITOMAaTHUKTa, KaTo Oyn0apHUTE CUMITOMHU U MPOKCUMAIHATaMyCKYyJIHa cJ1aboCT ca Ouiu ¢
TEHJCHIIUA J]a HaMajsBaT, a MPU HIKOM MAlMEHTH J1a U34e3BaT B MO-KbCHa BB3pacT. llpu
BCHUKM TAIUEHTH € OWIO YCTaHOBEHO J00pO TEepameBTMYHO MOBIHUSBaHE OT
AHTUXOJIMHECTEPAa3HU METMKAMEHTH, KaTo € OUJIO MO-OTYETINBO MPHU MAIUSHTUTE B IMO-paHHA
neTcka Bp3pacT (3).

B cBoeto mpoyuBane KacTpeBa chCTaBsi perucTbp Ha MAlMEHTUTE C HEBPOMYCKYJIHU
3abonsBanus B bearapus u BkimouBa 91 mamumenta ¢ KMC, karo BCHYKH MallMEHTH OT

PErucThpa €Ca OT pOMCKHU IMPOU3XOA U Ca XOMO3UT'OTHU HOCUTCIIN HA €AHA U Chbllla MyTallus -
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1267delG B rena, kogupain €-CyOequHHUIIATa HA AlETUIXOJIMHOBHUS perentop. JlaHHUTE OT
MPOYYBAHETO COYAT 3HAUYMMa (EHOTHITHA XETEPOTEHHOCT ¢ (popMupaHe Ha JieKa, yMEpeHa U
TEXKa CTENEH Ha KIMHUYHA H3sBa TPU HAIM4YMEe Ha TEHOTUIIHA XOMoreHHocT. OuHara
CUMIITOMATHKa € IOCTOsHEH Oeyier Ha 3a00JsBaHETO W € HaJuIle NP BCUUYKU MALUEHTH B
peructbpa. bynbapHara, akcuanHata M IPOKCUMalHaTa MYCKYJIHA clIabOCT ca 3HAYUTEIHO
I10-U35IBEHU IIPH NALMEHTUTE C YMEPEHa U TEKKa CTENEH Ha 3a0oiisiBaHeTo. PecnimparopHure
(GyHKIMU ca 3ama3eHd U B TPUTE TPYIH, KaTo € OTYeTeHa ciaabocT Ha auadparmara, KosATo €
HaJIMILIE [IPU MAIMEHTH U OT TpuTe rpymH (6)

B mpoyuBane na Richard u cwaBr. Bhpxy 23 damuanu ¢ KMC ¢ paHHO Hayaio, ¢
npousxon ot Tynuc, Amxup, Mapoko u JIubus, npu 14 damunuu ce uaeHTHUPUIMpa
mytamust €1293insG B CHRNE-ren 3a encuinoH-cyOequHHMIIATA Ha AlETHIXOJWHOBHS
peuentop. Excrpecusita Ha KMC B 3acerHarure 4ieHOBE Ha Te3U (paMUIMU € OTHOCUTEITHO
XOMOTEHHa,0€3 U3s1Ba Ha )KMBOTO3aCTpalllaBallld ChbCTOSHUS, ChC CPEIHO U3pa3eHa MyCKyJIaHa
XHUIIOTOHUS M OYEBUTATEIIHU HAPYLICHUs, ChC CPABHUTEIHO CTAOWIIEH KypC HA MPOTHYAHE,
npu 100bp OTTOBOP HA JICYCHHE C XOIMHECTEpa3HU HHXUOUTOP(269).

RAPSYN myranumn

RAPSN-renbT KOaMpa HOCTCHHANTHYHUS HPOTEHUH rapsyn, KOHTO € perenToOpHO-
CBBbp3aH MPOTEHH Ha CHHAIICA U BKJIIOYBA OCEM €K30HA.T03M MOCTCHHANTHUYEH IPOTEUH UTpae
BakHa posist B rpynupaHero Ha AChR B moropHarta miouka. Hamumunero Ha maTtoreHHa
MyTalis BOAM /IO HamajsBaHe Ha camocrostenHoTo arperupaHe Ha AChR, xakto u 10
HapylllaBaHe Ha rpynupaHero Ha paricura ¢ AChR(79).

Unentuduumpanu ca Haa 200 marorentnyHu BapuaHTa B RAPSN -rena (missense,
npoMsHAa B paMmKara Ha 4YeTeHe, CTOI, NMPOMsHA B MSCTOTa Ha CHaxaaHe —,splice site*
BapuaHTH) U B TPOMOTHpaIHs peruoH (238).

Missense — wytamusata c¢.264C>A (p.Asn88Lys) e wuaeHtudunupaHa B HIKOU
MAIMeHTH, KOWTO WMAaT IaTOTeHHW BAapHMAaHTH Ha KOJIUpamms peruoHB 11 xpomosoma.
CrpuiecTByBaT J0Ka3aTelCTBAa 3a HAJWYHE Ha JAPEBEH WHI0-€BPONEWCKH pPOJOHAYATHUK,
HOCHUTEJl HAa MYTallUATa, BBIIPEKH Y€ He BCHUYKU 3aCerHATH MHIMBHUIM C MyTauus C.264C>A
uMaT chius xamiorun (116, 218, 238, 268).

KnMHUYHM CHUMNOTOMHM IpH HOCHUTENUTE Ha TE3M MYTALUU Ca CIEIHUTE - JIeKa,
¢baykryupama nrto3a 0e3 mocrossiHHa odrammornapes3a, HO ¢ €MHU30JUYHA TUIUIONUS, Ci1abo
u3pazeHa TreHepanusupaHa myckynaHa cmaboct. Ilpy RAPSYN -dopma ¢ kbcHO Hagaio
KJIMHUKaTa HAmogo0sBa M Moxke jaa ce cObpka cbe cepoHeratnBHa MI'(54). Bwamoxna e

H3sdBa HaA KUBOTO3aCTpallaBalllkd allTHCW B paHHA ACTCKAa BB3paCT U CaMO JICKU CHUMIITOMU B
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uHTepBasa Mexy kpusure (Rapsyn-popma ¢ panHo Havano). Te3u gena morat aa UMaT npu
paKIaHETO MHOXKECTBO (DJIEKCHOHHM KOHTPAKTYpU HAa TOPHUTE M JOJHHUTE KpaWHHUIM -
BpojieHa aprporpuro3a(147, 235) u/uau aucMopUYHN YepTH Ha JULETO, KaTo AehOpMHUPaHU
HHUCKO [TOCTABEHH VIIIU M YIBIDKEHO JIUIE, BUCOKO Hebue (117, 217).

DOKT7 myTranuu

DOK7-renbT KOAMpa MOCTCHHANTUYHHA TpoTenH Dok-7, chCcTosml ce OT cenem
€K30Ha U MpE]CTaBIsABa UUTOIJIA3MaTUUYEH MPOTEUH, KoWTo akTuBupa MuSK u nma BaxkHa
poJIs 3a MOXbpXKaHE Ha CHUHANTHYHATa CTpyKTypa M arperanusra Ha AChR. Myranusra B
Dok-7-rer Boau g0 peaykius Ha ¢ochopunupaneTto u rpynupanero Ha AChR (240).
W3BecTHO €, ye MMa TP OCHOBHHM (YHKIMOHAIHM JIOMEHA - JOMEH Ha XOMOJIOXHOCT,
OTrOBOpEH 3a cBBbp3BaHeTo ¢ memOpanara (PH), ¢ochoruposun-ceepsBany nqomeitn (PTB),
BKJItOYBall ce B Dok-7 unnynupana aktuBaius Ha MuSK; nbpasr C-TepMuHalleH JOMEH,
ChIbpKalll MHOXXECTBO THUPO3MHOBU MoJekynu (240, 292). MyckynHo-cnieuupuaHus
peuentop Tupo3uH-kuHa3za (MuSK) moke 1a cu B3aumoJielicTBa ¢ UTOIIA3MEHHS TIPOTEUH
DOK?7. Myranure B Dok-7-rema moBexaaT 10 HaMaJeHO KBAaHTOBO OCBOOOXKIaBaHE Ha
AlETWIXOJIMH M HaMaJeH OTroBOp KbM AalETWIXOJMHA, KOETO pe3ylTupa 10 HaMajeHa
aMJIUTyAa Ha MOTOpHHMsS mnoTeHuuan. ChoOIIEeHH ca aBTO30MHO-PELECUBHH IaTOTCHHU
BapuaHTH npu Haja 150 poacTBeHUKa, KaTO MOBEUETO 3aCETHATH MHAMBUAU UMaT C-TepMUHAI
m3mecTtBane Ha pamkara ¢.1124 1127dupTGCC na none enun ot anenute (27, 62).

KnuHuyHMTE CUMITOMH ce MPOSBSIBAT OOMKHOBEHO B ITbPBUTE TOJAMHU OT *KMBOTa Ha
NaIMEeHTUTe, HO € Bb3MOXKHA M KbCHa MposiBa. Hanune e MyckyiaHa ciabocT mo Tul ,,Mosic-
KpaHUK" W TITO3a, a O(TaJIMOIIJIErusl JIUTICBA B TIOBEUETO OT ciydaute (43, 44, 222, 255).
HabntonaBar ce auxaTelHU KpHU3H, YECTO ¢ HEOOXOAMMOCT OT IPOBEXJIaHE Ha acHUCTHpaHa
BeHTHWIanMsl. DiaykTyanusaTa Ha CUMITOMUTE MOXE Ja HE € B PaMKUTE Ha JEHA, a B IO-
NPOABDKUTENTHU MEPUOIM - N0 TUI Ha peAyBaHe Ha jaobOpa ceamuua/ioma cenMuna. [lpu
Ouorcus 0T MYCKYJ CE€ YCTaHOBSBAaT Hecnenuu4HU MpomMeHu, a npu EMIuscnensane Ha
MAlMEeHTUTE Ce MOKa3Ba M3pa3eH NEKPEMEHT IpU perneTUTHBHA cTUMYyJalus. 3a00ysBaHETO
MPOTHYA C IPOTPECHs, YECTO ChC 3aryda Ha CIIOCOOHOCTTA 32 XOJIEHE B 3psjla Bb3pacT.

[Tpu nmpocnensBane ot J. Palase Ha 27 maumeHTH OT 24 pOJCTBeHHM (GaMHIUM ca
uaentupunmupann DOK7 myramum, kato Haii-uecto cpemanara e 1124 1127dupTGCC,
npeacraseHa npu 20 ot 24 poacteeHuka. [Ipu Bcnuky manueHTH ce OTKpUBA ITOHE €NUJTH ajlell
c nedekT Ha pamMKaTa Ha dYeTeHe ¢ MyTauus B e€k30H 7. KiuHu4yHO 3a0onsBaHeTo €

ne0I0TUPaIo C TPYAHOCTH NPU XO/eHEe Ha (POHAa HAa HOPMAJIIHO PAHHO JIBUTATEIHO pPa3BUTHE,
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KaTo MPOKCUMAIHUTE MYCKYJIHM ca OWJIM 3aCerHaTd B IO-TOJIIMA CTENEH OT JUCTAHUTE, C
paHHa MposiBs Ha 11To3aTa Ha kienadure (255).

MUSK — myTauuu

MuSK ce xkomupa ot MUSK-ren, nokanuszupan B 9 xpomozoma B q31.3q32. Tosu
MPOTEUH MMa JIBJIBI BHHIICH JOMEIH, chabpxkam [gG-nmonoben yyacTbk, TpaHcMeMOpaHeH
PETMOH M UMTOIUIa3MEH JOMEiH, KOWTO ompenens (QyHKIUATA HA TUPO3WH KHHA3aTa,
JOKJIN3UpaH IpH Xoparta Mexay kogoHu Q569 u V859. Myrauuu B MuSK -rena ca
JOKJIaIBAHU B OCEM JIMIla OT Tpu cemeicTBa (67, 189, 204), kaTo KIMHUYHUTE CUMIITOMH CE€
MPEJICTAaBAT C OYEIBUraTeIHW HApYHICHHs M PECUpaTOpPeH AMCTPEC, YECTO C Hauyajio B
HEOHATATHUS NEpUOJ, C JCHOHOmHH (IyKTyalud W  J00pO  MOBIMSABAaHE OT
aHTUXOJIMHECTepa3Hu MenukamenTu (159).

B npoyuBane Ha Millone u cbaBT. npu moutu Bcudku nanueHTH ¢ p.N88K — myranus
Ha MuSK-rena, 3a00BaHeTO € 1eOI0THPAIO MPe3 MbPBUTE JIBE TOJIMHU OT KHBOTA, KaTO MPHU
HSKOU OT TSX KIMHHUYHUTE CHMIITOMH CE€ M3SIBSBAT KaTO €MU30MYHA OTamMorapesa, a eaquH
OT TMAlMEHTHTE HMa CaMO ,,IIOsIC-KpalHUK MyckyinHa ciaboct. I[Ipu aBJIOrocpodHoTO
MpOCJe/IBsIHE Ha MAlMEHTHUTE ciel 3arnouyBaHe Ha jeueHue ¢ AXE MeauKkaMeHTH, MOBEYETO
MAIUEeHTH ce oI00psABaT U CTAOMIM3UPAT, TPUMa CE BJIOIIABAT MMPOTPECUBHO U €IMH yMHUpa B
HeoHaTaHus nepuo. (208).

2.3.5.4. CunapoM Ha GaBHUTE KAHAJIN

Cunapombt Ha 6aBHuTe KHATU(SCCMS)npeacransBa Haii-oomo KMC, mbmkai
ce Ha kuHetnuHa abHopMHOCT Ha AChR.IIpu SCCMS ce yabmkaBaT enu3oauTe Ha OTBapsiHE
Ha MOHHUS KaHAI Ha aleTHIIXOJIMHOBHS PEHENTOPY Ha YBENWYEH aUHUTET Ha perenTopa
KbM aleTHIXOJUHA./[bIKU ce Hali-uecTo Ha aBTO30MHO-JJOMMHATHO yHAacle[sBaHa MyTalus
CHRNE L269F (81). YapmkeHoTO BpeMe Ha OTBapsiHE Ha KaHasia ¥ 3a0aBEHOTO pa3rpakiaHe
Ha alleTUJIXOJIMHA JIOBEXK/Ia 10 PA3UBUTETO HA JEMOJSPU3AIMOHEH OJIOK, KOETO KIMHHYHO CE
MposiBsiBa ChC ciabocT mpu HaToBapBaHe. [loBeueTo MyTamuu ca JIOKaTW3UpaHu B M2-
TpaHCMeMOpaHEH CEerMEHT Ha BCsKa CyOeJMHUIA, BBIIPEKH Y€ MYTallMu 3acsarar chiio M-
CETMEHT Ha 0- U [- cyOeIWHUIIUTE, KaKTO W Ha eKCTpalelylapHUs JIOMEH Ha o-
cyOenuHHMIIATA.

KnuHU4YHOTO TpOTHYaHE € J0CTa BapuaOWIHO W 3aBHCH OT CTENEHTa Ha TeHHa
excrpecusi. TeXKHTE ciiydan ce MaHU(ECTHpaT BHB BB3pacTTa Ha HOBOPOJCHOTO WIIH
PaHHOTO JIETCTBO, a JIEKUTE CIydad MOTaT /ia ce MPOSIBAT B O-KbCHA BB3PACT. XapaKTEepPHO 3a
CUH/IpOMa Ha 0aBHUTE KaHATH € 3aCATAHETO Ha MYCKYJIUTE Ha MIMITA U IUCTATHUTE MYCKYIIN

Ha TOPHUTE KPaHUIU, KATO €KCTEH30pUTE Ha MPBCTUTE, KOUTO MOHSAKOTa OTCIa0BaT U CTaBaT
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arpoduunu. M3sBa Ha nTo3a, odranmoruierus, aqucdarus, MIpokcuMallHa MyCKyJiHa ci1abocT U
JUXaTeHa HEAOCTaThYHOCT, CE Cpelar MpH HAKOM MauueHTH. KIMHUYHOTO MPOTHYAHETO €
NPOrPECUBHO, KAaTO MOXE Ja C€ WU3ABU PECIHUPATOPEH ITUCTPEC CHUHAPOM C paHHA
HE00XO0AUMOCT OT acUCTHpaHa 0es10lpOOHa BEHTHIIALMSL.

2.3.5.5. losic-kpaiinuk KMC.KimnHruYHATA KapTHUHA € MPECTaBs OT MOsSC—KpailHUK
MyCKyJHa ciiaboct 0e3 Hanmmuue Ha odranmomnape3a. [Ipu reHeTHYHO H3CIEABaHE HE Ce
ycraHoBsBa DOK7 wmyramus. [lamuentute mnoka3saT a00bp e€(QEeKT OT JIeYeHHe C
aHTHXOJMHEcTepasHu nuxuouTopu (304).

Nicole S. u cpaBT.chOOIIABAT 33 MET MALMEHTH OT TPU HECBBP3aHH (HAMUIUH ChC
3abomnsBane, komOuHupano KMC ¢ amcranna myckymHa ciaboct u arpodus, KakTo Ipu
muctanHa muonatua. MPT u enexTpou3HOIOrHyHUTE H3CICABAHUSA IOKAa3BaT MYCKYIIHA
arpousa B nucranHte Myckynu, Ho npu PHC mpu 3 Xi ce ycTaHoBsiBa IOJO0XKHTEIECH
JeKpeMeHTeH oTroBop. [IpoBefeHUTE FeHETUYHU HM3CIIE[BaHMS IIOKa3BaT HaJM4YKMe HA HOBU
pELeCHBHO YHACIIEIBBAIIH CE€ MYTAIlMH B T€HA, KOJUPAI] arpUH, CHHAIITHYEH MPOTEOTJIMKAH C
BakHa (DYHKIIMS B HEPBHO-MYCKYJIHOTO npeaaBane (225).

Iosic-kpaiinuk KMC ¢ TyOynapau arperatu —abJku ce Ha GFPT1 myranus

['nmyramuH-pykT030-6 dochar Tpancamunaza 1 (GFPT1) e wio4oB eH3UM B
OMOCHHTETHYHHSI T Ha XEKCO3aMHHA, OCUTYpSBAalKM TPAJAMBUHU €IIEMEHTH 32
TIIMKOJIM3AIMATA Ha IPOTeNHUTE U unuante. [Ipu myckynHa Onoricus Ha manuentn ¢ GFT1-
MyTal|s ceé yCTaHOBSIBAa HaMaJIsIBaHE Ha allETHIIXOJIMHOBHUTE PELENTOPH B CHHAIICA.

B nuteparypara ca omnucaHM ceMmelcTBa € aBTO30MHO-PEIIECHBHO YCTAHOBEHA
MyTaIys, HIKOW OT TSAX POJIEHH OT POJTUTENH C KPHBHO-POACTBEHA BPB3Ka, C MPOHU3XOJ] OT
Upan, 'epmanus, Ucanus u ap.. XapakrepHa 3a To3u noatun KMC e mosiBa Ha CHMIITOMUTE
B I'bPBUTE JECET TOJAMHH, C M35BAa Ha MYCKyJHa clabOCT MO THMA Ha ,MOAC-KpalHUK™, C
YCTAHOBSIBAHE HAa 3HAYMM JIEKPEMEHT INPH PENETUTHUBHA CTUMYJALMAU TOOBp TEpaneBTHUYCH
OTrOBOp OT aHTUXOJIMHECTEPa3HH HHXHOUTOPH. [IpH mpoBexnane Ha MyCKyJTHA OHOTICHS TIPH
TEe3W MAlMeHTH, Ce yCTaHOBsBAT TyOynapHu arperatu (127, 293).I'epreiueBa u ChaBT. B CBOS
HaOJI0IeHNe MTPECTaBs] KIMHUYHA M TaTOAHATOMUYHM XapaKTEPUCTUKU BbPXY 24 marueHra
oT 14 ¢amunuu c u3pazeHa yMOpsIeMOCT M ci1abocT Ha Ta3o0eapeHaTa MycKyjarypa, ciabo
NposiBeHa NTO03a U (QIYKTyallMss Ha CHMITOMHUTE B PaMKUTe Ha TMO-IBJITM HHTEPBAIH
(cenMwuIM, MECeIu), MPU KOWTO CaMOCTOSITEIHATA MOXOJKa Ce€ 3ama3Ba JIbIro Bpeme. [lpu
EMI' u3cnenBaHe Ha MAalMEHTUTE CE€ YCTAHOBSBAa HAJIMYME HA JEKPEMEHTEH OTIOBOD,

NpCaAUMHO IMPU CTUMYJIHUPAHC Ha IMPOKCUMAJIHUTC MYCKYJIHU. IToBeuero nanuceHTHU Ca UMaJlu
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N00Bp TepameBTHUEH OTroBop mpu JiedeHue ¢ [IMpUAOCTUIMHH, NPU HSAKOM OT TAX
BKOMOMHaIus ¢ 3-4-nuamuonupuaus (127, 293).

2.3.5.6.Bponenute 3abousiBanus Ha riaukoausamusatra (CDG) ca reHeTnyHO
XeTeporeHHa Tpyna IOpH HMHIUBUAM C KOMIUIEKCHH HEBPOI€HETUYHH MajdopManuu |
mucMopduuan ocodenoctu. [larorennnure Bapuantd B DPAGTI1 u ALG2 ce yHacnensBat
aBTO30MHO-perecuBHO. DenorunHo Hsakou namueHTd ¢ DPAGT1-CDG mnoka3Bar KIMHUYHO
MPUIIOKPUBAHE C TO-TeXKUTE, Bb3HHKBAIM npeHatanHo KMC (114). Finlayson u cbasT.
nokiaaBaTr 3a 5 mamueHta ¢ KMC c¢ ycranoBena DPAGTL -myranms. Ilanuenture mmar
M3pazeHa TMOosIC-KpalHUK MYCKyiTHa c1a0oCT M JIeKO H3SBEHHM cIaboCT Ha JuIeBaTa u
OynbapHara Mmyckynarypa. [Ipm Te3u mamueHTH ce yCTaHOBsSBAa TUIHYEH JCKPEMEHTEH
orroop npu PHC wu nobvp TtepaneBruyen otroBop ot Ilupugocturmun u  3-4
muamuHonupuaud. (107).

CunnmpoMbsT Ha ¢eranna akunesus ¢ aedopmamuu (Fetal akinesia deformation
sequence (FADS)e KMC c ¢ uzsiBsiBa B NpeHaTaATHUS TEPHOJI, C MHOKECTBEHA €THOJIOTUS U
MOKe Aa Oble ¢ netaneH u3xo.dertaaHusIT HHTpayTEpUHEH XUITOMOOMWIUTET BOJHU /10 U35Ba
Ha TEXKU CTaBHM KOHTPAKTYpH, MOAKOXKEH OTOK, 3aJ[phKKa Ha pacTeka, XHIOIUIa3us Ha
6enus Apod u apyru Mandopmarnuu.llpyu Hanuuue Ha MHOXKECTBEHH NMITEPUTUYMHU, (DEHOTHITHO
3a0oyiiBaHEeTO ce o3HadaBa kaTo Eckobap CUHApPOM, a TEHOTONHO C€ WIASHTUPHUIUPT
OuayielHM TATOreHHM BapuaHTH B rama cyoOeamnunata Ha AChR (CHRNG) (266).
®enotunHo uzaBeH FADS-cuHapoMm € NoKiazBaH M NpU NaToreHHu BapuaHTH B RAPSN,
DOK7, CHRNAL, CHRNB1, CHRND, MUSK, DPAGT1) (114, 266, 312, 327).J. Colomer
MPEACTaBsl TBJITOCPOYHO MPOCIeasiBaHe Ha JiBe MomuueTaHa 18 u 14 rogunu, 3acerHatd OT
Escobar-cunipom B pesynrar Ha xomosurotHa wmyrtaius B CHRNG, choTBeTHO
€.687_688delCT p.P229PfsX46 u R217C myrauuu. U nBete nemna ca uMajiu CpPaBHUTEITHO
OnmarompusTeH u3XojA, 0e3 mporpecwsi Ha 3a00NIBAHETO, BBIPEKH TEKKHUTE BPOJICHU
nedopmanuu (74).

2.3.6. IudpepeHnuaHa AMATHO32 HA KOHT€HUTAJTHUTE MUACTEHHU CHHIPOMMU

Knunnynara kapTiHA Ha BPOJACHUTE MUACTCHHU CHHJIPOMHUHU € MOAO0OHA Ha Ta3H Ipu
MHUACTEHHS TPABUC, MPHU KOSATO € HAIWIE aHAMHe3a 3a MOBUIIEHA yMOPSIEMOCT Ha OYHATA,
OynbapHa MycKylnaTypa U MycKyJIuTe Ha KpaitHumuTe. OOMKHOBEHO KIIMHUYHUTE OeNe3u Mpu
KMC ce uzsBsBaT 1mo BpeMe WJIM CKOpPO CJEJ PakKJIaHETO, a HE B 3psiia BB3PACT, KAKTO €
obnuaiino 3a MI'. Be3MOXXKHOCTTa 32 HATMYKE HA CEpOHEraTUBHU (OpMH Ha aBTOMMyHHa MI”
IIpH JIela 1o/ JBe TOJIUIITHA Bb3pacT BUHTH TPsOBa /a ce oO0Chkaa mpu AudepeHnraiaHara

muarHoza Ha MI' ¢ KMC. IlpuioxeHnero Ha HMMYHOCYNPECHBHA Tepanusi HE BOAM 10
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nonooOpsiBaHe Ha KIMHUYHATa cumnToMatuka npu KMC, 3apasiivka OT HOBIUSBAHETO UM MPU
6omaMTE ¢ MI.

Hpyru 3abonsiBaHus, KOUTO TpsAOBa Ja ce MMAT MPEABHUA NMPU AuQEpeHIMaTHATA
muarHoza Ha KMC ca cnemnmre: CrnuHanHa MyckyiaHa atpodwus;BpoaeHa wmyckyiHa
muctpodusi; Bponmenun wmmonaruu; HWudbanTuiHa MUOTOHMYHA gucTpodus Tum 1;
MuTtoxonapuanau muonatuus; Cuaipom Ha Mobius;boTymuzsm.

3a0onsBaHus, KOTO Morar aa HamonoOsBat wactuuHo KMC B 3psna Bb3pacT ca
cieqHuTe: OoyiecTH, 3acsrally JABUTATENHHUsS HEBPH - CIHMHAIHA M OynbapHa MYCKyJHA
aTpodus;nosic KpaHUK MyckynHa auctpodum; DanmockamyjgoxyMmepaiHa MYCKyJTHA
muctpodusi;  MHUTOXOHApPUAIIHA  MHOINATUS W XPOHWYHA  IPOTPECHBHA  BBHHIIIHA
oranmoruterus; ABT0O30MHO-IOMHUHAHTHO IPOTPECHBHA BBHITHA O(TAIMOIUICTHS.

2.3.7. Jleuenne na KMC:

MennkamMeHTO3HO JieyeHHe:Pa3auMuHUTE TEHETUYHU Je(eKTH MpU OTAETHHUTE
cyorunioe KMC oOycnaBar pasnuyHa mnatodusuonorus. ETo 3amo wu300pbT Ha Hai-
MOJXO/ISIIOTO MEIMKAMEHTO3HO JICUCHHE 3aBCH OT YCTaHOBEHUs MojieKyispeH nedekr (107,
284). Oo6uknoBeno mpu KMC ce mnpoBexaa MOHOTepamusi, HO TOHSKOTra ce Haiara
KOMOMHapaHe Ha MEJUKaMEHTH 3a MoJo0psBaHe Ha TeparneBTUYHUSA e(peKT U HaMassBaHe H
CTpaHUYHUTE €(EKTHU.

Jleuenne ¢ aHTHxosmHectepasHo uHxuouTopu(Illmpuaocrurmun): Boropeku, ue
noeuero manueHTH ¢ KMC ce momoOspBaT OT JIEYEHHETO C aHTUXOJIMHECTEpPa3HU
MHXUOUTOPU(TTMPUIOCTUTMHUH ), HIKOM MUACTEHHU CUMOTOMH MOTaT Ja OCTaHAT HENOBIUSIHU
npu OOJIHM, KOMTO MO MPUHIMII OTroBapsAT nodpe Ha jeueHuero. KMC, mpu kouto uma
HaMaJIeH CHHANITHYEH OTTOBOP KbM allETHIIXOJIMH C€ JIEKYBaT C JICKApCTBA, KOUTO YBEIINYaBaT
XOJMHEPTUYHATA CTUMYJIAIUS, & UMEHHO alleTHIIXOJIMHeCTepa3Hu nHxuOuTopu. [lamuentu c
KMC c ycranosenu nepextu B CHRNE u RAPSN renu, noka3sat oT4eT/IMBO MOJ00peHHE
clie/l IpUJIaraHe Ha aleTUIXOJMHECTEPa3eH HHXUOUTOP. 3a paznuka oT Tax, nauuetn ¢ KMC
nopaau mytaruu B DOK 7 unu 6aBHo kananen KMC, cinabo unu BboOIIE HE ce MOBIUSIBAT OT
takoBa Jsiedenue (107, 284), a marmentu ¢ KMC ¢ myraruu 8 COLQ morar ia ce Bomiar ot
alleTUIXOJIMHEeCcTepa3HuTe nuxuobutopu (89, 160, 255, 284).

[Mauuentn ¢ KMC nopagu nanmuuue Ha mytainuss B CHAT rena ce moBnusiBaT OT
JIeYeHHE C aHTHUXOJIMHECTEpPa3HU CPEICTBA, KOUTO TpsAOBa Ja ce Ha3HayaBaT JIOPU U IPH
aCUMIITOMAaTHYHU MAIMEHTH B IEPUOJUTE MEXKAY BIOLIABAHMUATA, ThH KaTo MOXe Ja
MPEJOTBPATAT WM J1a HAaMAJIAT PECIIMPATOPHUTE YCIOKHEHHs. Poaurenure Ha TakuBa OOIHU
TpsaOBa Aa pasmojaraT ¥ Aa ObJAaT MHCTPYKTUPAHU 32 M3IOJI3BAaHETO Ha AMOY, KOETO Ja
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U3MON3BAaT 1O TPAHCHOPTHPAHETO Ha JeTeTo 10 Onu3kara OoONHMIIA 1O BpeMe Ha
pecnupaTopHa Kpu3a.

3,4-Tuamunonupuaut (3,4-DAP)(6okep Ha KalMeBUTE KaHAIM) CE M3I0J3Ba KaToO
MIOMOIIHO CPEJICTBO MPU HEAOCTAaThUEH TepaneBTUYEH €(PEeKT OT aleTHIXOJMHECTepa3HUTE
WHXUOUTOPH WIIM TIOPaJy CTPAaHUYHU €(PEeKTH IIPH BHCOKH 103U Ha mocnennute (43, 89, 255,
284).ToBa jekapcTBO yBenu4yaBa ocBoOOkaaBaHeTo Ha ACh M ynbibkaBa NpEeCHHANITUYHUS
MOTEeHIIMA Ha JeicTBUe. JIlekapcTBOTO ce moHacs A00pe OT MAIMeHTUTE M € C JIeKH
ctpannyHu edektu. Te ce u3p33asar B npudepHa U nepuopaiHa napecTe3usi, afpeHepruyHu
(manmuTanys, KaMepHU EKCTPACHUCHUTOJIM) U XOJMHEPTUYHH CTpaHUYHU edekTH (3acuieHa
OpoHXHMATHA CEKpEIus, KalTUIa | TUAPHS).

Jledenuero ¢ edenpuH TOKa3Ba IMOJIOKHUTEICH TEPANEBTUYCH €(PEKT TpHU HIKOU
cyorunose Ha KMC (107, 284, 328) u Mmoxxe 1a Oblie anTepHATUBHA OMIUS 32 JICUEHUETO Ha
naiueHTd ¢ wmytamumun B COLQ- um DOK7, kouto ca pedpakTepHu Ha JE€UEHUE C
aHTHUXOJHMHECTepa3Hu uHxuOuTOopu. Edenpun ce mpunara npu nena B no3a 3 mg/kg/24 h,
pasziencH B 3 mpuema, kato ce craptupa ¢ 1 mg/kg/24 h (171, 283, 285). Toii ce moHacs
n0o0pe OT MOBEYETO MAalMeHTH, KaTo MoJ0o0psSBaHETO Ha MYCKYJIHATa CHJa MOXE Ja Tpae
MPOIBIKUTEITHO BpEME.

AnGyTepoll € anTepHaTHUBEH BapuaHT Ha eheIpuH U MOXKE J1a Ce Tpuiara rpu JeUYeHHue
Ha COLQ- u DOK7-cBbp3anu KMC (55, 178, 185).

Hsikou manyeHTH ¢ reHeTUYHO J0Ka3aH CHHAPOM Ha OaBHUTE KaHAJIMHE OTIOBAPSAT Ha
JIEYEHUE C eCTepa3sHu MHXUOUTOPH, HO 3HAYUTENHO ce moAoopsBar ot ¢uyokcetud (Prozac -
AQHTHJICTIDECAHT OT KJIaca HA CEJICKTUBHUTE WHXUOWTOPH Ha OOpaTHHS 3axBar Ha
ceporonnHa)(74), HO MEMKAMEHTHT MOXeE J1a HHAYIMpa CYUIIUIHA MUCIIH, TOPAJA KOETO Ce
MpernopbuBa Jia ce M3MOJI3Ba MHOTO MPEANasinuBo B jJeTcka Bb3pact (62, 63, 89, 136).Coiro
TakKa MpH MalUEeHTUTE ChbC CHHIPOM Ha OABHHUTE KaHAIH, MOXe Ja ObJe YCIENHO MPUiIarano
JICYCHWE C XWHUIUH, KOWTO OJOKHpa TPOJBDKHTEIHO BpeMe OTBOPEHHUS KaHal Ha
areTHIXoauHoBHs perentop(135).

HemennkaMeHTO3HO JeyeHHe: B nombiHeHHE KbM MEIWKAMEHTO3HATa TEparus,
MPUJIATaHETO HAa MYITHUAMCHMUILTMHAPEH MOIXOJ MpH JieueHuero Ha mamueHture ¢ KMC,
MOJKE J1a JOBEJE /10 3HAUMTEIHO MOJO0OpEeHNe Ha KaueCTBOTO HA KMBOT U J]a MOBJHSIE BHPXY
MPOABIDKUTENTHOCTTa Ha UBOTa. JleueHneTro TpsbOBa na Oble ChOOPa3eHO C KOHKPETHUS
nanuent, cnenuduanus moarun Ha KMC u crenenTa Ha porpecusi.

B3aBucuMoCT OT KOHKpPETHHSI KIMHUYEH CIIydaid, TepanmeBTHUYHHUAT MOJIXOA MOXE J1a

BKJIFOYBaA CJIICAHUTEC CICMCHTU: (I)I/ISI/IKaJIHa TCparud; OPTC3HU CPCACTBA HWJIM HWHBAJIWHA
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KOJMYKa; Hazo-TacTpajlHa COHJAA; OCUrypsiBaHe Ha HeoOxonumaTta OenoapoOHa
BenTraus(95).

3akio4yeHue U U3BOAM: MUACTeHUS TPaBUC B JCTCKA BB3PACT € PAIKO aBTOUMYHHO
3a0o0JBaHe, KOETO Ce XapaKTepHu3upa cbhe caaboCT Ha oyHaTa, OyibapHaTa U MPOKCUMAaIHATA
MyCKyJiaTypa C JCHOHOIIaHAa PUTMHUKAa M C€ AB/DKM Ha HAJIMYUETO Ha aHTUTENA CpelLy
OTpeJIeJICHU CTPYKTYypU Ha HEpBHO-MycKynHHs cuHarc.Yuctata OMI' ¢ nTo3a u BbHIIHA
oranmoruterus e dyecta npu aenara (7, 36, 345) u ocodbeHo B npemnydepreTHa Bh3pact(139).
Oxono 50% ot gemara ¢ o4Ha CHMIITOMAaTHKa pa3BUBAT IeHepalu3upaHa win OynbapHa
Myckyna ciaaboct (98, 181, 273), a renepanusupanute hopmu npeacrasisnar okoio 43% ot
oOmrara rmomysamus Ha OOJIHUTE C MUACTCHHSI TPABKC B JIETCKA Bb3pacT.lIporpecus Ha ouHaTa
MUACTCHHUSIKBM TeHEepaIM3upana (popma mpu aerara He € Taka 4yecTa, KaKTo MPH Bh3PaCTHHUTE
(34).YcraHoBsiBaHETO Ha aHTHUTENA B CepyMa Ha OOJHHTE CpEILy OMPEACICHU PEICNTOPH €
Hal-4eCcTO W3MOJ3BAaHUAT JHWAarHOCTUYEH Mapkep 0pu OOJHM C MHACTEHHUS TpaBHUC.
CepoHeraTHBHH Ca TO-9€CTO MAMCHTUTE B MPEIyOepTETHA BH3PACT, KAKTO U TE€3M C OYHA
dopma Ha 3abomsBanero (29).IToBeuero aBTOpHM HEe OTOENSI3BAT HAJIMYME HA MPaBUIIHA
Kopeanaiusi MexXy TUThbpa Ha aHTuTenata kbM AChR u TexxecTTa Ha KIMHUYHATA KapTHUHA
Ha 3a0onsBanero (180, 280).

KMC ca reHerTnyHO W (EHOTHUITHO XETEpOTreHHA Tpyna OT PEIKH HACJICICTBEHU
3a00JIIBaHMsI, 3acsATald HEPBHO-MYCKYJTHOTO TipenaBaHe. [IbpBUTE CHMITOMH Ha
3a00IIBaHETO C€ M3SBABAT OOMKHOBEHO CKOPO CIleA paKIaHEeTO, Hall-4ecTo B MbpPBUTE 2
TOJUHHU OT JKMBOTa, KaTo o(TaaMoIjierusara ¢ mro3a Ha KIeMayuTe € Hai-paHHa U YecTa
MpOsiBa TIPY BCHYKH TAIIUCHTH, JOKaTo OylidapHaTa M reHepaln3upaHara MyCcKyiIHa cIabocT
MoraT Jia ce MposBaT B pasjMyHa CTENeH NpU OTAeIHHTe narueHTtH (216). PerecuBHUTE
MyTanuu npuduHsBaT Texxbk nedpunut Ha AChR u ca Haii-yecrata mpuumnHa 3a KMC.
Myrtanusra B 1267delG B ex30H 12 B e-cyOeAMHMIIATA HA AIIETUIXOJIMHOBHS PEIENITOP € Hal-
9YeCcTO YCTaHOBEHATa KAaToO MPHYMHA 32 KOHTCHHUTAJICH MHACTCHEH CHHIPOM y (aMWIHH U

CIIOpaJANYHU CIy4dan OT poMcKus eTHoc B FOro-M3touna EBpona u B beirapus.
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H3Boau oT tUuTEpaTYpHUSA 0030p.
Ot ananu3a Ha IUTEpaTypHUs 0030p ce 0POPMST CIIETHUTE U3BOIU:

1. B Owirapckara jauteparypa ChIIECTBYBAT OCKBJIHH JIMTEPATypHH IAaHHU 3a
pasmnpezie/icHHe Ha MHACTEHHUSTa B JeTCKaTra Bb3pacT IO BHJ, Bb3PACTOBO
HayaJo, MPOBOKUPAIIH (HaKTOPH, CBOJIOLIHUS.

2. HepocrarpuHO W3ClIeZIBAaHM ca JAaHHUTE 3a KOpElalusaTa MEXAY TEXKeCTTa Ha
KIIMHAYHATA KapTUHA Ipyu QOPMHTE HA FOBCHMJIA MHUACTEHHSI TPABUC U TUTHpa
Ha aHTUTENaTa CPElly aleTHIXOJIMHOBHS PEIENTOPH, KAKTO U TIXHOTO
pocIie/isiBaHe BbB BPEMETO.

3. He ca pedunumpanun nobOpe ¢akropure, ONPENCIANM MPOrHO3aTa Ha
3a0015IBaHETO.

4. TlpoyuBaHUsTa Ha TEHOTHIIA IPU BPOJICHATAa MUACTeHUS B bhirapus ca riaBHO

IIpU pOMM, IpU OBJITapU HSAMA JIOCTATHYHO IPOYUYBAHUS.
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I'naBa BTOpa

HEJ U 3AJAYN HA U3CJIIEJIBAHETO

1. HEJI: Jla ce n3ciensa 3a0015BaHETO MUACTEHHUS B JIETCKAa BB3PACT M JIa CE ChbCTaBH KpaTKa

CIIMACMHOJIOTHUYHA U KIIMHAUYHA XapaKTCPHUCTUKA Ha 3a00JIIBAHETO - pasupCaciICHUC 1o BUM,

BB3paCTOBO HA4aJI0, CBOJIFOL M, ITPOTHO3A.

2. 3a IOCTUraHEeTO Ha Ta3M Lell ca POPMYIUpPaHU CIECTHUTE 3aJaUHU:

Jla ce pasmpenenaT B NOATPYIHM JAelara ¢ MHACTEHUs TPABUC B 3aBUCUMOCT OT
¢dopmara Ha 3a00J51BaHETO, Bb3pAaCTOBO HA4alIo0 M TEKECTTAa Ha KIIMHUYHATA KapTHHA.
Jla ce yCTaHOBM Kopeiamus MEXIy Hamuuneto Ha aHTtu AchR anturena mpwu
JUArHOCTULIMPAaHE HAa MHUACTEHMsI I'DAaBUC B JETCKA Bb3paT, TEXHUS TUTHD OT €AHA
cTpaHa u ¢opMmaTa (O4Ha, reHepau3UpaHa) U TEXKECTTa Ha 3a00JsIBaAHETO OT Jpyra
CTpaHa.

Ha Bcnukm nanmentu na ce nposene EMIT m3ciienBane ¢ 1menn ycTaHOBsBaHE Ha
JEKPEMEHT IIPY HUCKOYECTOTHA CTUMYJIAlUs Ha ONIPENEIIEHN MYCKYJIHU IPYIIU U Ja ce
MOTHPCHU BPB3KAa MKy (hopmaTa, TeKeCTTa a 3a0oyisiBaHETO M HanmuuueTo Ha EMI
IIPOMEHH.

Jla ce mpoBede wu300pa3Amo U3CIEABaHE HAa TPBACH KOII TIpU OOJHUTE 3a
YCTaHOBSIBAHE HA TUMYCHA IIATOJIOTHS; Jja C€ OTKPHE KOpelaluus MeXAy HauJIu4ueTo
Ha TUMYCHAaTa MaToJIOTHs U TEXKECTTa Ha 3a00JIsIBAHETO.

Jla ce moThpcH Bpb3Ka MEXKAY HEOOXOIUMOCTTA OT JeueHue ¢ koptukocreponau KC u
(dbopMmara, KaKTO U TE€XKeCTTa Ha 3a00JISIBaHETO.

Ja c ompenenu kopenamusTa Mexay THTbpa Ha anti-AChR u HeoOxomumoctTa OT
MIPOBEXKIAHE HA THMEKTOMMUSL.

Ha ce onpexnensat Goiauute, kouto ca npemuHanu or OMIT B I'MI'. ]| ce norbpcu
KOopenanusi MeX/a1y Bb3pacTOBOTO Hayalo Ha 3a00yisIBaHETO, HaJMYHe Ha aHTHUTENA,
KAaKTO U Ha TUMYCHA XUIIEpIlIa3us, Ipu nanueHTure ¢ npexoq or OMI' B I'MI'.

Jla ce ompenenu TEeHOTUIIA NPHU IMANMEHTHTE C KOHINEHUTAJIHA MHACTEHHUS C Lell
JI0Ka3BaHe Ha TOUHUS I'eHeH Je(eKT.

[Ipu nemata ¢ KMC na ce pasmensT B MOATPYyNH B 3aBUCHMOCT OT Je0r0Ta Ha
OosecTTa OT paXJAaHETO M KIMHUYHUTE cumnToMu. Jla ce ompenenu edekra oOT

JICUCHHUC C HI/IpI/I,[[OCTI/II‘MI/IH BBPXY pa3JINIYHUTC CUMIITOMU.
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I'naBa Tpera

KJIMHUYEH KOHTUHI'EHT

1. K1uHU4YeH KOHTUHI€HT

[IpoBeneHOTO U3CNEABaHE C€ U3BBPIIM BBbPXY MAIMEHTH, TUATHOCTULIMPAHU U
nekyBanu B [lercka HeBposnornyHa knuHMka Ha MBAJIHIT‘Ce. Haym*‘ 3a mepuoma 1998-
2014 r. WUzcnenBanu ca obmo 71 mamnuweHTa ¢ MUACTCHHS, Pa3clieHHd B JBE TPYIU CIIOPE.
Buga Ha muacteHusta — IOMI™ u KMC.

[Manuentute ¢ KOMI'(n= 43) ca paszeneHu cropen 3acerHaTUTE MYCKYJIHH TPYIH Ha
OYHA MUACTEHHS T'PaBUC M T€HEpalU3MpaHa MUACTEHHs TrpaBuc. M3cieqBaHuTEe MAlMEHTH B
rpynara Ha FOMI' ca Ha BB3pacT oT 3 10 18 roanHu, kaTo cpeaHaTa Bb3pacT 3a HNallUEeHTUTE
ot sxencku 1oi e 11,9(SD+3,8), a 3a Te3u oT MbxkH o 12,7+3,5).

B rpynara Ha namuentute ¢ KMC ca BkiitoueHu 28 nena, oT KOUTO €IHO € caMo ¢
OueJBUTaTeIHU HApYIICHUs, a ocTaHanuTe 27 ca cbe caabocT Ha OymabapHara MycKynaTypa

U TeHEepaIU3UpaHa MyCKyJIHa c1a0oCT.

2.Meroau
2.1. JlokymeHTaJIeH MeTO/L
W3cnenBaHeTo € CTPYKTYPHUPAHO KATO PETPOCIICKTUBHO-IPOCIICKTHBHO IPOYYBAHE.
PerpocrniekTBHO ca aHaTU3WpaHu U 0000IIECHY JAHHUTE 32 TIAIUCHTHUTE, JICKYBaHU B ITEPHOJIA
1998-2006 rox. M3mom3BaHM MOKYMEHTH KaTO OCHOBEH H3TOUYHHUK Ha HH(Opmamus ca
UCTOpHS Ha 3a00JIsIBAHETO U €MUKpU3aTa Ha MaleHTa.a
3a naruenTuTe JekyBaHu cien 2006 roj. ca U3MOM3BAaHU CIEIHUTE METOIN
2.2 Kanunyau Meroau
> AHaMHe3a - ChOMpAaHETO Ha IMbJIHA M TOYHA aHaMHe3a JIOKM B OCHOBAaTa Ha
MOCTaBSIHETO HAa TOYHATa AWarHo3a ¥ u30opa Ha moaxojsmio jedeHue. OOpbina ce
BHHMaHWE Ha BH3PAaCTOBOTO HAYAIO HA 3a00JIIBAHETO; YTOUYHSIBAHE HA KOW MYCKYITHH
TPYIH Cca 3aCeTHATH OT TMOBHIIEHA YMOPSIEMOCT U CTa0O0CT; HAJMYHE HA JICHOHOIIHH
GaykTyalluu Ha CHUMIOTOMHUTE; MMa T 3a00JBaHETO MPOBOKUpAIIU (PaKTOpH,
KOMOPOUIHOCT U JaHHU 3a ¢amMmiocT(oT ocodeHa BaxxHocT 3a KMC); edext ot AXE
MeankameHTH, pwirade Ha KC u THMEKTOMUS, KaKTO M PE3YJITaTH CIIeH Hesl.
> HeBpoJiorH4eH CTATYC - ¢ OICHKA Ha TE)KECTTa Ha 3a00JISIBAHETO O KIaCH(pUKaUATa

ga Ossermann.
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> HeBpooTaaMoJ0rnyHo u3cjaeIBaHe — 32 OLICHKA Ha OUE/IBUTATCITHUTE HAPYIICHUS.

2.3.Jl1aopaTropen MmunumyM (IIKK, yepHOaApOOHM €eH3UMH, KPEATHHHUH).

2.4 EnexTpoMuorpgcko uscjeaBaHe

EMI' wuscnenBaHero € MpoBEXIaHO C amapaT leca Synergy B OTIeleHHE IIO0
Hespodusuonorus B /[narnoctuano-koHcyaratuBer 6ok HaY MBAJIHIT ¢ Ce. Haym*. EMIT
€ CTaHJapTeH JAMArHOCTHYEH METOJ| MpH 3a00JIIBaHUS HA HEPBHO-MYCKYJIHOTO IpEaBaHe.
IIpu peneruTMBHaTa HEpBHA CTUMYJIALUA CE HM3MEpPBA JEKPEMEHTAa Ha aMIUIMTyJara Ha
CMAII npu nonaBaHe Ha €NEKTPUYHU MUMIYJCH ¢ 4yecToTa 2, 3, 4, m 5XI ce u34ucIisABa B
MPOLIEHTH CHOTHOIICHUETO Ha MEeTHUsl OTroBOp KbM IbpBHUs. Beeku aexpement Han 10% ce
cunta 3a abHopMmeH. [IpoBexnaHu ca CTUMyJAUMU B O0JIACTTa HAa KUTKara, Ha n.medianus,
n.ulnaris, u3cnemBanu ca u N. aCCESSOries, m. trapecius u JMIEeBUTe MYCKY/IH — m.nasalis uin
m. orbicularis oculi kxaro ce ctumymupan.facialis. M3cieaBaneTo ce U3BbpIIBa B 3aTOIICHO
MOMEIIIEHUE, KaTO € JKeJIaTeTHO € Jla ca MUHAJIM HSAKOJKO Yaca Clie]] MOCIeIHHS MpHeM Ha
aHTUXOJIMHECTepa3Hus MeaukaMeHT ([TupuaocTurMus).

2.5.HeBpou3o0pa3siBaiio u3cjeIBaHe — KOMIIOTbpHAa TOMorpadus Ha TPBICH KOII.
ITposexxpano e KT Ha menmactunym B Otnenenuero no OOpa3Ha IMarHocTUKa KbM
YMBAJIHIT** CB. Haym*. Ilpu Hsikou ot 6onHuTe € npoBexaaHe u KT Ha riaBeH MO3bK ¢
orJjie]l U3KJIIOUBaHE Ha JIPYTrH 3a00sIBaHUS.

2.6.Cepo/IOTHYHH TeCTOBe - W3Clie/BaHe 3a Hanudyue Ha anturena cpemry AChR B
cepyma Ha OOJTHUTE.

IIpu 34 or neuara ¢ IOBEHWJIHA MUACTEHHUS T'PaBHC TOBA H3CJE/IBAaHE CE€ OCBIIECTBU B
Nmynonornunara nadopatopust npu CBAJIEHI- rp. Codus, 3a nbpBu T B bbarapus, B
paMKHUTE Ha HAyYHO-U3CIIE0OBATEIICKU MIPOEKT ,,Mmnan uscienosaren‘‘ kbM MY -rp. Codus Ha
Tema ,, AHTUTENaTa Cpeuly aleTHIXOJIMHOBHS PELENTop MpH Jelia ¢ MUAaCTEHHUs IPaBUC KaTo
MapKep 3a OIEHKa TeXecTTa Ha 3a00JsIBaHEeTO U edeKTa OT HEeroBorto JedeHue . IIpu Hsakou
OT JleraTa M3CcJelBaHEeTO Oellle KOHTPOJHO, C LIeJ MpOocielsBaHe Ha TUThpa Ha aHTHUTENa
Cpelly AaneTHJIXOJMHOBHUTE PELENTOpU ciel TUMEKTOMHs. TUTbpBT Ha aHTHUTEIaTa ce
olpezens Mo paguoupenentoper Metol. [Ipu To31M METO ] aleTUIIXOJINHOBUTE PELIENITOPH CE
M3M0JI3BaT KAaTo aHTUTEH, KOUTO ce Mapkupa ¢ 125-1- alpa- bungarotoxin. ABroanTurenara,
HaMHpalld ce B CepyMa Ha IMalMeHTa Ce€ CBBP3BAaT C MapKUpPaHWUTE PELENTOpPH KaTo
MIOJIy4YEHUTE HMMYHHH KOMIUIEKCH HpEUnUTUpar ¢ aHTh- voBemku Ig-G. Ywumcnoro Ha
U3I'bYCHATa PAJMOAKTUBHOCT Ha CEJAMMEHTa € MPOMOPIMOHATHO Ha KOHLEHTpaluATa Ha

AHTUTCJIaTa CPCILy allCTUIIXOJIMHOBUTC PCUCITOPU.
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2.7.'eHeTHYHM M3CAeABAHUA
[Ipn namuentuTe, IpU KOETO € HAIUIE CbMHEHHE 3a KOHIEHUTAJIHA MUACTEHMs, ca
MPOBE/ICHU TeHETUYHU u3cienBanust B Harponanna renetnyna nadoparopust, MY- Codus; B
Kimnanka no monekymnsipaa ouonorust, @punpux —bayep Uuctutyr,MronxeH, ['epmanusi.
2.8.KaTamHecTHYHO MpoCIesiBaHe Ha MAllMEeHTUTE C OIJIe]l €BOJIOLHUS M MPOrHO3a Ha
cnopen ¢opmata Ha MI, BB3pacTOBO Havano, Hamuuue Ha aHTu-AchR anTuTena,
IIPOBEJEHOTO JICUEHHUE.

2.9. CrarucTuyecKku MeToau

» JlecKpUIITHBHA CTAaTHCTHKA.

- Bapuanuonen ananu3 (KOJIU4E€CTBEHU TPOMEHIIMBH) — CpeHA CTOWHOCT, CTAaHIAPTHO

OTKJIOHCHHEC, MC/IUdAHA, MUHUMYM, MAKCUMYM,

- YecroreH aHanu3 (HOMUHAJIHU U PAaHIOBU IIPOMEHIIMBH) - aOCOIIOMHU Yecmomu —
OpoAT Ha eMHULIUTE B OTAEIHO B3€Ta Ipyla; omHocumenty yecmomu — OposiT Ha eAUHULIUTE

B OTJIEJIHO B3€Ta rpyla OTHECEH KbM OOLIHsI Opoil €AMHUIM B ChBKYITHOCTTA.
» Meroau 3a MpoBepKa Ha XUMOTE3H.

- Tect na Konmoropos-Cmupros (Kolmogorov-Smirnov) u tect Ha [llanupo-Yaiink
(Shapiro-Wilk) — mnpoBepka 3a HOPMAJHOCT Ha pa3NPEICICHUETO Ha KOJIMYECTBEHA

IIPOMCHJIMBA,

- T-tect npu nBe HezaBucumu u3Baaku (Independent samples t-test) — cpaBHsiBaHe Ha

CPEIHUTE Ha JIB€ HE3aBUCUMHU T'PYIH, KOTaTO pa3peeIeHUETO € HOPMAJHO;

Xu-kBanpart tecT (Chi-square test) mnu Touen Tect Ha @umep (Fisher’s exact test) —

THPCCHC HAa BPpB3Ka MCKY JIBC KaTel“oprIHH IMPOMCHIJIMBH;

Tect Ha Man-Yutuu (Mann-Witney test) — cpaBHsiBaHe Ha JBE HE3aBUCUMH TPYIIH,

KOTraTo pasupeACJICHUCTO HE € HOPMAJTHO,

PanroB kopenanumonen koepuiment Ha CrnimpmbH (Spearman's tho) — npu paHrosu
JAaHHU WK B CcllydyauTe Korato ¢opmara Ha YECTOTHHUTE pa3Ipe/iesIeHUs] Ha U3CIIEBAaHUTE

MIPOMEHJIMBH € pa3jnyHa oT (hopMara Ha HOPMAJTHOTO pa3npesiesieHue.

M3nom3BaHOTO KpUTHYHO HUBO Ha 3HaunMmocT € 0=0,05. CwoTBeTHata HyJeBa
XUIOTE3a c€ OTXBBPIsi, Korato P croitHocTTa (P-value) e mo-manka ot a. 3a oOpaboTka Ha

JAHUTE OT IIPOYUYBAHETO € M3I0JI3BaH CIEUUAIN3UpPaHus cTaTuCTU4Yeck nnaker SPSS Bepcus

13.0.
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I'naBa yerBBpTa

PE3VJITATH

1. OBeHNJIHA MUACTEHHUS IPABUC
Mscnenpanm ca 71 mamwenTta ¢ muacteHus, oT kouto 43 (60%) ca c rOBeHWIHA
muactenus rpasuc (FOMI) u 28 (40%) ¢ xonrenutanen muacteHeH cuuAapoM(KMC), Ha

BB3pacT oT 0 10 18 rogunau (dwur.1.)

(Duzypa 1. Pa3l'[peI[CJ'ICHI/IC Ha MAalMEHTUTE CIIOPE BUla MUACTCHUA

urMr
®KMC

1.1. EnuaeMHu0JIOTHYHU JaHHH
Ot manuentutre ¢ MI'(N=43) — 23 (53.5%) ca ot xencku moi, a 20 (46.5%) ca ot

MBXKKH. (Pur.2.)

@uzypa 2. Paznpaenenue Ha 6onaute ¢ MI™ ciopen mona

MOMUYETA
46.5%

MOMMYETA
53.5%
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Ha Tabn. 3 e mpeacraBeHo pasmpeaeneHueTo Ha nanueHture ¢ MIT mo monm u 1o

BB3PACT.

Taéauya 3: Bp3pacToBO-TI0JIOBO pa3npeaeieHrne Ha 6omaure ¢ MIT

ox N % Bn3pacr

Mean |[SD Min Max
Mpxe |20 46,5 12,7 3,5 53 17,3
Kenu |23 53,5 11,9 3,8 53 17,6
Oo6mo |43 100,0 12,3 3,6 5,3 17,6

Cropen BB3pacTTa Ha u3sBa Ha cumnromure MI ce pasgmens Ha 2 dopmu —
npemyoepreTHa (¢ ae0r0T Ha 3aboisBaHeTo mpenu 12 rofd. Bb3pacT) U moctmydepTeTHa (C
neOroT Ha 3a0oisBaHeTo ciel 12 rof. Bp3pacr).

Jlenara ¢ npenybeprerHa gopma ca 26 (60.4%), a Te3u ¢ moctnyoeprerHa 17(39.5%).
Ot manuentute ¢ npemybeprerna dopma 14 (53.8%) ca ot xencku mon u 12 (46.1%) ot
MBKKH, a TIPH JIelara ¢ noctnyoeprere ne6r0T Ha 3ab6omnsBaneTo 9 (52.9%) ca MomuueraTa u

8 (47.1%) momuetara (Dwur.3.).

@Duczypa 3: Paznpenenenue Ha 6osHuTe ¢ MI' MO MO B3aBUCHMOCT OT BB3pacTTa Ha U3sBa Ha

CUMIITOMHUTC

16
53.8% B momueta
14
B momunyeTa

12

10

52.9%

MpenybepTteTHa popma nocrny6epreTHa ¢popma

Cnopen ToBa KoM MYCKYJIHHM rpynu ca 3acerHatu MI' ce mopapaszzgens Ha o4Ha U

reHepanusupana gopma.
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Ot wuscnenBanutre OomHu ¢ MI, tesm ¢ ouna ¢opma ca 16 (37.2 %), a ¢

reHepanmsupana muacrenus (M) ca 27 (62.8%) (®dwur.4., Tadn.4).

@uzypa 4: Paznpenenenue Ha OoyHUTE B3aBcUMOCT OT Gopmara Ha MI'(criopen 3acernarure

MYCKYJIHU TPYIIN).

Tabnuya 4. Paznpenenenue Ha 6onnute ¢ MIT no ¢opma u Bb3pact

Bu3pacr
®opma N % p _
Ha MI' Mean SD Min Max
IMI’ 27 62,8 13,5 3,3 6,8 17,6
OoOMI 16 37,2 10,2 3,3 53 15,0

Ot nmenata ¢ ouna ¢opma 9 (56.2%) ca mommueta, a 7(43.7% ) ca Mmomdera, a OT

nerara ¢ 'MI" 13 (48.1%) ca ot mbxku o u 14 (51.8%) ca ot sxencku o (Dwur.S).

@uzypa 5. Paznpenenenue Ha OOJHUTE MO MO M B3aBUCUMOCT OT 3acETHATHUTE
MYCKYJIHU TPYIH

16 51.8%
14 48.1% ’

12
10 56.2%

43.7%

O4YHa reHepannsnpaHa

o]

oON B O

B momyeta B momunyeta
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Ot namuenture ¢ OMIT 14 (87.5%) ca mnposBUIM NOBpPBUTE CH CHMITOMHU B
npemyoepTeTHa Bh3pacT, Kato ot TaxX 6 (43%) ca momuyera, a 8 (52%) ca momuera. Jlemnara ¢
nebrT Ha OosiecTTa B moctiyoepreTHa Bh3pact ca 2 (13%), kaTo u nBeTe ca OT KEHCKH MO

(Pwur.6).

@uezypa 6: Paznpenenenue Ha 6onmaute ¢ OMI B 3aBHCMOCT OT T10J1a U BB3pPacTTa

52%

43%
13%
0 .

npeny6eprtetHa noctnybepreTHa
B momyeTa M momMyeTa

O B, N W & U1 OO N 0 O

Ot nenara c renepanusupana Gopma Ha MI' 12 (44.4%) ca ¢ npenybepreTHa Gopma
Ha 3abomsBaHero. OT Tax 7 (58.3%) ca oT xeHckw moi, a 5 (41.6%) OT MBXKKH IO
[Tatmenture, npu kouTo mUbpBUTE cuMnTomMd Ha ['MI ca ce U3SIBWIM KIMHWUYHO B

noctmydepTeTHa Bb3pact ca 15 (55.5%). Cpen Tsax momuuetarta ca 7 (46.6%), a Momuerata 8

(53.3%) (Dur.7).

@uzypa 7: Paznipenenenue Ha 6omauTe ¢ 'MI” ciopen Bb3pacTTa u mosa

10

53.3%

8 58.3%

46.6%

=)}

41.6%

=Y

]

npenybepTeTHa Bb3pacT nocrnybepTeTHa Bb3pacT
®m Momyeta ® MomudyeTa
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Or HaIpaBC€HHUA aHAJIW3 HE YCTAaHOBABAMC CTaTUCTHYCCKA 3aBUCUMOCT MCXKY I10JIa HAa

narreHTute u popmara va MI'(p=0,780) (Ta6m.5).+

Taénuya 5: Ipunoxenue Ha Chi-square test

u ¢popmara Ha MI'
Chi-
IMoa Craructuka| I'MI' | OMIT | O6mo df p
square
M N 13 7 20
e % 48,1% | 43,8% | 46,5%
N 14 9 23
Kenu % 51.9% | 56.2% | 535% 0,078 1 0,780
OB1wo N 27 16 43
B % 100,0% | 100,0% | 100,0%

3a TBPCCHEC HA 3aBUCUMOCT MCXKIY I10JIa

[TocpenctBom Chi-square —tecT ce ycTaHOBsBa CTATUCTUYECKH 3HAYMMA 3aBCUMOCT
MCXKAY IIbpBOHAYAJIHATA BB3pAaCT HA HU34Ba HA 3a6OJ'I$IBaHeTO M Ppa3sBUTUCTO Ha KOHKpPETHATA

dopma Ha muactenus rpasuc (p=0.005) (Ta6u.6).

Tabnuya 6: ITpunoxenne Ha Chi-square test 3a TbpceHe Ha Kopenanus MeX1y Bb3pacTTa Ha

HayajHaTa u3siBa u popmata Ha MI'

npeny6eprt/nocriyéep | CTaTHCTHK Chi-
T a 'MI’ | OMI' | O6mo sqgar df p
[IpenyOepreT N 12 14 26
peliybep % 44.4% | 87.5% | 60,5%
N 15 2 17
7,791 1
[ToctybepreT % 556% | 12.5% | 395% 79 0,005
0610 N 27 16 43
H % 100,0% | 100,0% | 100,0%

[Ipu naumenture ¢ OMI mnpeobnamaBat Te3u c Je0OT Ha 3a00NIABaHETO B
npenyoepreTHa Bb3pacT (87.5%), copsiMo Te3u ¢ [e0I0T B MOCTIyOepTeTHa Bb3pacT
(12.5%).Cpennara Bb3pact Ha nanuenture ¢ OMI e 10,2 ronunu, a Ha Te3u ¢ I'MI" e 13.5
roguad. Upes Independent samples t-test ce ycraHOBsIBa CTaTUCTUUCKHM 3HAUYMMa pasiiMKa B
cpennara Bwv3pacT Ha OonHuTe ¢ OMIT u Gomaute ¢ I'MI'(p=0.002). Upe3 To3m Tect ce
NOTBBP)KJaBa HAJIMYHETO Ha

CTaTUCTUYCCKU 3HA4YMMaTa pasjmKa I10 OTHOIICHHUEC Ha

BB3pacToBHs AcOOT Ha 3a00siBaHeTO B rpymnara Ha 6omHUTe ¢ OMI M B rpymnara Ha O0THUTE
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¢ I'MI'(p=0.004). He <ce ycraHOBsBa CTAaTHCTHYECKH JOCTOBEpHA pasjiHKa B

MPOABDKUTEITHOCTTA Ha 3a00isaBaneTo npu OonHute ¢ OMIT u I'MI'(p= 0.642) (Ta6:1.7).

Taénuya 7: Ilpunoxenue Ha Independent samples t-test 3a ycraHoBsiBaHe Ha pa3yivKa

MEXy Bb3pacT, Hauajao U MPOABIKUTEIIHOCT Ha 3a00iisiBaHeTo mpu 6omHuTe ¢ OMI™ u 'MIT

dopma . )

IMoka3zaren N Mean | Median | SD Min |Max |t df p
Ha MI
M- |27 13,51 |14,10 |3,25 |6,80 |17,60

Bb3pact 3,242 |41 0,002
OMI' |16 10,17 |9,70 3,30 (5,30 |15,00

Hauaio Ha | [MI" |27 11,44 (13,00 |4,44 |0,10 |16,80

3,080 |41 0,004

3a00JIIBAHETO OMI' |16 7,63 6,50 2,80 (4,90 (14,20

[poawmwxrenuoct | ITMIT | 27 2,03 10,80 251 (0,10 |10,00
Ha 3a00.1. OoOMI" |16 2,40 (1,35 2,57 10,30 |8,00

0,469 |41 0,642

1.2. KnnHMYHA XapaKTepUCTHKA!

1.2.1. O4yna popma Ha MHUACTEHHSA IPABHC

Pasnpenenennero Ha KIMHUYHUTE CUMIOTOMU Tpu 601HMTE ¢ OMI e mpencTaBeHo Ha
®ur.8. [Ipu cHemMaHe Ha aHaMHE3a U HEBPOJIOTHYEH CTaTyC MpH Jenara ¢ ouHadopma Ha MIT
npu BcuukH (16 mena) ce ycraHOBsIBa ITO3a Ha KJIEMadyuTe ¢ JEHOHOIIHO KosiebaHue, nopaiu
cmaboct Ha m.levator palpebraesuperior. Tlpu n00pe KOMICHCHpaHa C JICUCHHUE
CUMIITOMaTHKa, MTO3aTa ce ChOOIlaBa camMO MO aHAMHECTMYHM JaHHU. Ilpum Hskou oT
MaIMeHTUTE TS Ce MPOBOKMPA W/WIIM 3aCWIIBa Ciie]] HaToBapBaHe Ha m. levator palpebrae na
kienaunte (mpoOa ¢ HEKOJKOKpPAaTHO 3aTBapsiHe W OTBapsHe Ha ouute). Hali—udecto ce
YCTaHOBSIBA ABYCTPAaHHA NTO3a Ha Kienauurte, HO npu 7(44%) OT mauueHTUTE NTO3ara e
eqnoctpanHa. [Ipu 2 (12%) ot nenara KIMHUYHATA KapTHHA CE MIPEJICTaBs caMo OT NMTO3a Ha
KJlenauure, 6e3 Ipyru OTKJIOHEHHUS OT HEBPOJOTUYHHMSI CTATYC.

3a qumuonus croluiaBaTr 3 OT Jenara, HO TYK cje/iBa Jla ce UMa MPeIBU]I TPYAHOTO U
HEMbJIHO OTYUTAHE HA HAKOW CUMIITOMH OT JielaTa, Iopajau crenndukara Ha Bb3pacTTTa.

ITpu 14 (88%) or nmemara ce ycTaHOBSIBa BbHIIHA OQTAJMOIIETHsI —OI'PaHUYEHA
MOJIBUKHOCT HAa OYHUTE SIOBJIKM BbB BEPTUKAIHA WJIM XOPHU3OHTAHA IOCOKA(ChOTBETHO

Harope M HaJloJy; Ha3allHO U JaT€pPaJIHO), KaTO MPH HAKOU OT MAallMeHUTE OrPaHUYEHHUETO Ha
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MOJIBKOKHOCTTA € B IO-TOJIsIMa CTEIIEH B ONpe/Ie/IeHa MOCOKa, 00YCIIOBEHO OT PAa3IMYHOTO I10
CTCTCH 3acsiraHe Ha CHOTBETHHUTE OdYeIBHTaTeNHW Myckynu. [lpm 3 or gemara ca Ownm
C’BOGH_ICHI/I AHAMHCCTUYHHU JAaHHU 34 HAJIMUYUC Ha HpI/IHYI[I/ITeJIHa I103a Ha rJjiaBaTta HaCTpaHI/I
pu GUKCUpaHE Ha OOEKTH, C I1eJT KOMIICHCUPaHe Ha 0()TaIMOIUICTHUATA.

ITpu 2 (13%) ot memara poauTeNIUTE CHOOIIABAT, Y€ ca OWUJIM C IMOCTAaBEHA JMarHo3a

cTpadu3bM OT OYEH JIEKap Npeau quarHoctuuupanero Ha OMI'.

@uzypa 8: Paznpenenenue Ha 6osHuTe ¢ OMIT criope/i KIMHUYHUATE CHMITTOMH
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[Ipu exHo oT nmenata ca HauWile aHAMHECTHYHU JaHHHU 32 (paMHMJIHOCT — Maika ¢
MHUACTEHHS, TAMEKTOMHUPAHA.

1.2.2. T'enepanu3zupana ¢gopmMa Ha MHACTEHNSI TPABHUC

[Ipyn Te3m mamwieHTH € Hamuie cladoCT Ha OdYeABUTaTeNHaTa, OynOapHaTa W/Win
MPOKCHMalTHATa MYCKYyJIaTypa, KaTo c1abocTTa Ha OTACTHUTE MYCKYIIHU TPYIH MOXe J1a Obe
u3pazeHa B panuuyHa cTemneH. Pasmprenenue Ha OomHuTe ¢ ['MIT criopen KIMHHYHUTE
CHMIITOMH € TIpe/icTaBeHo Ha Dwur.9.

Ot wuscnenBanmte 27 OOMHU C TeHepaidusupaHa (opma Ha MHUACTEHHSI TPaBUC
21(77.7%) umar oueABUIraTeIHU HAPYIIEHUS - TITO3a, TUTUIONKS, BHHITHA O(TaTMOTIIETHS.
ITpu 7 (25.9%) ot nenata ¢ I'M Gonectra e nedroTUpana ChC 3acsiraHe Ha OYeIBUTATEIHUTE
MYCKYJH, a OynbapHaTa ¥ MPOKCHMaIHA MYCKYJHA CIa0OCT ca ce€ MPOSBWIM Ha MO- KbCEH
eran. B caMoTo Hayano Ha 3a00J1sIBaHETO Ha TE3U Jiena € Omiia moctaBeHa nuargoza OMI, T.e.

narueHTuTe ¢ OMI'ca Ounm mepBoHauanHo 23, HO 7 (30.4%) oT TiIX ca pa3BUIU
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reHepanusupana popma Ha Ha MI'. Cumntomute ot cTpana Ha Oysi0apHaTa U MPOKCHUMAalIHATA
MYCKYJaTypa ce U3sABsBaT OT HAKOJKO Mecena A0 1 ToanHa OT HayauoTo Ha 3a00JIsIBAHETO.

[Tpu manuentute ¢ I'MI" 19/26 (73%) ot meuara ca umanu OyndapHa CHMITOMATKA,
karo npu 5 (19%) oT Tax ¢ Ta3u cumnToMaruka 3amoysa 3abomnsBaneto. [Ipu 11(40.7%) ot
Jenara ca OWJIM HaJMIE IbJITATEIHA HAPYIIEHUS - 3aTPYAHEHHsI IIPU NMpPErIblIaHe Ha TBhpa
W/WIIK TeYHa XpaHa, HAKOHM OT TAX Ca MMaJIM PerypruTalis Ha TEYHOCTH MIpe3 HOca.

Crnaboct Ha ABBKATEIHUTE MYCKYJIH ca uManu 2 ot aeuata (8%), ¢ TpyAHO 3aTBSAPSHE
Ha JIOJIHATa YeJOCT, a IPU €IHOTO OT TAX JI0 CTENEH Ha YBUCBAHE.

C nmucdonus, onucBaHa OT POAUTEIUTE KaTO HOCOB, ‘‘pa3MasaH‘‘,‘‘drdemt‘‘ roBop
ca ommu 10 (38%) or nemara, Karo Te3W CHMIITOMH Ca C€ 3aCWJIBaJlM B pPaMKUTE Ha
JICHOHOIIMETO WUJIU Ca MPOJIMYaBAIIU O-ICHO CJIe/l HaTOBaBapBaHE.

[Tpu 4 (15%) ot genara ca ycTaHOBEHH JAaHHHU 3a CI1a0OCT Ha JIMILIEBAaTa MYyCKYyJIaTypa,
oOycnaBsia T.Hap. muomnareH (anuec. Te3n manueHTH ca cboOIIaBaIn 3a ,,TPYJIHOCTU MPU
yCMHUXBaHe™.

Pecniuparopau npobGiiemu, IbKalM ce Ha c1aboCT Ha JAMXaTellHaTa MycKyJaTypa ca
umanu 2 (7%) oT meuata ¢ pa3BUTHE Ha IUXaTelHa HeJoCcTaThYHOCT (8%).

ITpu 22 (85%) ot neuara ce ycTaHOBsIBa €1a0OCT HAa MPOKCUMAalIHATa MyCKyJaTypa Ha
TAJIOTO M KpalHULUTE C JIEHOHOLIHA PUTMHUKAa — Obp3a yMOPSEMOCT NpU XOJEHE, TUYaHE,
KauBaHE U CIM3aHE MO CTHIOH, TPYAHO M3MPSABSIHE OT JerHaino nojoxenue. [Ipu 3 (11%) ot
nenara 3a00JsiBaHETO 1e0r0THpa ¢ Te3u cumnTomu. Ilpu HikoM OT jaenaTa Te3u OIUIAKBAHUS
ce IposIBSBAT Clie]] MpujaraHe Ha npoOu 3a HaTOBapBaHE Ha OMpeAETIeHU MYCKYJIHHU IpyNu —
HEKOJIKOKPATHO KJIsIKaHe, OpOeHe Ha IJiac, TielaHe Harope NpoAbHKUTETHO Bpeme. Hskon ot
nenata — 7/26 (27%) crobimiaBar 3a TpyIHOCTH TIPH CpeCBaHe, KbIlaHe, TPeoOTuYaHe, mopaan
c1aboCT Ha MYCKYJHTe Ha ropHuTe Kpaituuuu. Ilpu 2(4%) ot nemara e yctaHoBeHa ci1abocT
Ha IIMiHAaTa MCKyJaTypa, M3pa3Balla ce B TPYAHO IMOBJAMIAaHE Ha TJaBaTa OT JIErHaJo

ITOJIOXKCHHEC
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@Duczypa 9: pasnpaenenne Ha 6omaute ¢ ['MI' criopel KIIMHUYHUATE CUMITTOMH
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I/I3CJ'IG,I[B8.J'II/I CMC Bpb3KaTa MCKAY Q)opMaTa "Ha MI' n OIIPpCACIICHU KaTeFOpHﬁHH
IMIPOMCHJIMBHU.

Ot aHayM3a Ha JIaHHUTE HE C€ YCTAHOBSIBA CTaTUCTHMYECKH 3HAUMMa pa3uKa MEXay
JIBET€ Tpynd OOJHM MO OTHOIIEHHWE Ha HAJIWYMETO Ha €JIHOCTpPaHHA IMTO03a, CTpabu3bM U
oranMoruierus BbB BEpTHKAIHAa IOCOKA, HO CE€ YCTAHOBsIBA JOCTOBEpHA pa3iMKa MpU
6oraure ¢ OMI" u Tesu ¢ 'MI' 1o orHomeHue Ha u3gBara Ha odTamMmorierus B

xopuszonTaiHa mocoka (p=0.001) u gurmmonus (p=0.002). (Ta6:1.8,9,10,11).

Taonuya 8: Tlpunoxenwe Ha Chi-square TecT 3a ThpCeHE Ha pa3lidKa MEXIY
nauuertutre ¢ OMI™ u I'MI no oTHolIEHHE Ha HATMYMETO HA €AHOCTPAHHA NTO3a

€IHOCTPaHHA Chi-
T03a p Cratucruka| I'MI OMI' | O6mmo square df p
He N 17 9 26
% 63,0% | 56,3% | 60,5%
N 10 7 17
fla % 37.0% | 43.8% | 395% | o0 | 1| 0683
0610 N 27 16 43
% 100,0% | 100,0% | 100,0%
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Tabnuua 9. Tlpunoxenue Ha Chi-square TecT 3a TbpPCEHE Ha pa3idKa MEXKIY
narienTuTe ¢ OMIT u I'MI’ mo oTHOmIeHME Ha HAIMYMETO Ha OQTAIMOIUIETHS B
XOPU30HTAJIHA [TOCOKA

Od¢raamoniierns Chi-
B xopu3onTagaHa |Craructuka| I'MIT | OMI' | O6mo df p
MOCOKA square
He N 17 2 19
% 63,0% | 12,5% | 44,2%
N 10 14 24
fla % 37,0% | 87,5% | 55,8% 10,374 1 0,001
06110 N 27 16 43
% 100,0% | 100,0% | 100,0%

Taonuya 10: Tlpunoxenue Ha Chi-square TecT 3a ThpceHe Ha pasiMKa MEXIY

nagueHTure ¢ OMIT u I'MI' mo oTHomleHMe Ha HalMYuMeTo Ha OQTalIMOIUIETus BbB

BEpTHKAJTHA TOCOKA

Odranmoniierus Chi-
BbB BepTukaina |Craructuka| I'MIT | OMI' | O6mo df p
MOCOKA square
He N 17 9 26
% 63,0% | 56,3% | 60,5%
N 10 7 17
Ja % 37,0% | 438% | 395% | o0 | 1| 0083
06110 N 27 16 43
% 100,0% | 100,0% | 100,0%

Taonuya 11: Tlpunoxenue Ha Chi-square TecT 3a ThpCEHE Ha pPa3iUKa MEXIY

nanuentutre ¢ OMI™ u I'MI" o oTHoIIeHHE HAa HATMYKUETO Ha CTPAOU3bBM

CrpaduszbMm | Ctatncruka | 'MI' OMI' |O6mo |p
N 24 14 38
He
% 92,3% |87,5% |90,5%
N 2 2 4
Ha 0,628
% 7,7% 12,5% |9,5%
N 26 16 42
O6mo
% 100,0% |100,0% |100,0%




Tabnuua 12: Tlpunoxenune Ha Chi-square TecT 3a ThpceHe Ha pasjHKa MEXKITY

namueatutre ¢ OMI' u I'MI o oTHOIIIEHHE HA HAIMYUETO HA JUILIONUS

aumtonust | Cratueruka| T'MI OMI' | OG0 Chi- df p
square
He N 9 13 22
% 33,3% | 81,3% | 51,2%
N 18 3 21
A % 66,7% | 188% | 488% | 252 | 1 0,002
0610 N 27 16 43
% 100,0% | 100,0% | 100,0%

Cnopen Te:kecTTa Ha KJAMHUYHATA KapTuHa OonHute ¢ ['MI ce pasmpenensrt B
rpynu no monudunrpanara ckaga Ha Osserman mo cneanust HauuH — 6 (22.2%) ca ¢ 2-pa
cTeneH (JICKW TCHEPATM3UPAHU CUMIITOMH H JISKH IO YMEPEHH Opo(apuHTeaTH! CUMIITOMH),
16 (59.2%) c 3-ta cremeH (ymepeHO HW3pa3eHa TIeHEepaTu3upaHa MYCKYJIHa ciIabocT ¢
ymepeHu opodapunreannu cumntomu) u 5 (18.5%) oT manueHTuTe ca AOCTUTHAIM 10 4-Ta
cTemeH B Xxoia B xojaa Ha 3abomsBanero (Ta6m. 13). Ilpu 2 oT genara CUMITOMATHKA €

nporpecupaia 10 MmuacteHHu kKpusu. boiaure ¢ OMI ca ¢ mbpBa cTeneH Ha TEXKECT.

Tabnuya 13: Bpb3ka MeXay TexecTTa Ha KJIMHUYHATA KapTUHa U ¢popmara Ha MIT

TexecT
cropen
ckajgara |Cratucruka| I'MI OMI' | O6mo p
HA
Osserman
1 N 0 16 16
% 0,0% | 100,0% | 37,2%
5 N 9 0 9
% 33,3% | 0,0% | 20,9%
N 13 0 13
3 % 18.1% | 0,0% | 30,20 | 00
4 N 5 0 5)
% 18,5% | 0,0% 11,6%
061110 N 27 16 43
% 100,0% | 100,0% | 100,0%
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dakTopu, NpeaecTBaANM 3200/ 15IBAHETO:

IIpu 5 (31.3%) or nemata ¢ OMI' mbpBUTE CUMIOTOMHU Ca CE€ PAa3BUIM CIEJ
MpelecTpamna BUPYcHA HH(peKIUs Uiu GeOPIITHO ChCTOSIHHE.

C mpenmecrBama uHpekUHs Mpeau u3gBara Ha 3abonsBanero ca 6 (22.6%) or
nenata ¢ I'MI, xato 4 oT TAX 10 aHAMHECTHYHHU JaHHU ca JIEKyBaHM aHTUOWOTHYHO. EmHO
OT Jlenara Mpeau MocTaBsiHe Ha auarHo3ata MI' e pa3Buio nuxaTenHa HEIOCTAaThYHOCT B
X07a Ha mpeboieyBaHe OT MHEBMOHUS (JIEKyBaHA aHTUOMOTHYHO C MIEHUIMIINH).

He ce ycranoBsiBa cTaTucTHYecKH 3HauMMa pasnuka npu asere ¢opmu Ha MI u

HAJIMYMETO HA MH(EKIHS KaTo npemecTsany GpakTop Ha 3adonsBaneto (Tabi.14).

Tabnuya 14: Bpb3ka MexAy Haauuue Ha WH(PEKIHMO3HO 3a00ysiBaHEe KaTo

npenuiectsail GakTop U u3sgBara Ha onpejaeneHa gopma na MIT

Wupekunosno | ¢ 0 rua| M OMI | O6mo p
3a00/I9BaHe
N 21 11 32
He
% 778% | 68,8% | 74,4%
N 6 5 11
Ja 0,719
% 222% | 31,3% | 25,6%
N 27 16 43
06110
% 100,0% | 100,0% | 100,0%

ITpu enno ot nmeunatra ¢ OMIT ce cboOmiaBa 3a MpeXHUBSHA YepenmHO —MO3bYHA
TpaBMa Ipeau MocTaBsgHe Ha auarHo3ata MI', HO mpoBeneHHTe peHTreHorapduu Ha yepen
(dac 1 npodui1, KAKTO U MAarHUTHO — Pe30HAaHCHA ToMorpadusi Ha OpOUTH ca Oe3 MaTOJIOTUIHH
OTKJIOHEHHUSI.

Tpasma Ha rnaBata ca nperspnenu 2(8%) ot genara ¢ I'MI', Ha KOMTO MO- KBbCHO €
IIOCTaBeHO Auarnosza MI'.

Tabauya 15: Bpb3ka Mexay HaIWYUE Ha TpaBMa Karo mpeamiecTBail (akTop H

u3siBaTa Ha omnpezeneHa popma Ha MIT

UMT Cratucruka | I'MI omr O6uo p

N 25 15 40

He
% 92,6% 93,8% 93,0%
N 2 1 3

Ha 1,000
% 7,4% 6,3% 7,0%
N 27 16 43

0610

% 100,0% | 100,0% | 100,0%
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[Tpu aBe (7.4%) ot neuata ¢ 'MI', cuMnTomMuTe Ha MHUACTEHHUS TPABUC ca CE Pa3BUIIU
B CpPaBHHUTEIIHO KpaThbK MEPHUOJ CJeJ H3BbpIICHA omepamusi (ChbOTBETHO aJCHEKTOMUS,

aTleHJICKTOMUS ).

Tabnuya 16: Bpb3ka MeXIAy HAIMYME HA OINEpaTUBHA WHTEPBEHIUA KaTo

npesmecTnany GakTop U U3sBaTa Ha onpeaeneHa gpopma va MI'

onepauus | Ctatrucrtuka| I'MI OoOMI’ (01131100} p
He N 25 16 41
% 92,6% | 100,0% | 95,3%
N 2 0 2
Aa % 74% | 00% | 47% | 0°%
06110 N 27 16 43
% 100,0% | 100,0% | 100,0%

Komopouanoct — ipu enxo 1 ot neuara ¢ OMIT e moctaBeHa AMarHo3a TUPEOUAUT HA
XamumMoTo, HO € OCTaBEHO 0e3 JICYeHHE TIOPaIu JIEKOCTEIICHHO HapylIeHne Ha (PyHKIHUATA HA
LIUTOBHIHATA JKJIE3a.

IBe (7.4%) ot nenata ¢ I'MI' ca nManu KaTo MpuIpyKaBalio 3a00/IsBaHe EMUIICTICUs
(c reHepanmu3MpaHd TOHWYHO — KJIOHHMYHU I'bPYOBE), 32 KOETO Ca MPOBEXKJIAIH JICUCHHE C
aHTUKOHBYJICMBHa Tepanus. ENHO OT nemara ¢ JUarHoCTHIMpaHa MHAcTE€HUs TPaBHC €
npebosenyBajo OT BapHllesa, KOETO HEe € JOBEJIO J0 BJOLIABaHE Ha HEBPOJOTHMYHATA
cuMmrnromaruka. EqHo ot nenara e Ouiio ¢ quarHocTurpaHa OpoHXHalHa acTMa.

He ce namupa cratuctuuecka paznuka mexxay asere rpynu (¢ OMI™ u ¢ 'MI') 6omH1

0 OTHOIICHHE Ha HATMYMETo Ha KoMopouaHocT (Tabn.17).

Tabnuya 17: Bpb3ka MeX1y HaIMuue Ha KOMOPOMAHOCT M M35iBaTa Ha ONpeieieHa

dbopma Ha MI”
Komoponanoct | Cratuctuxka| I'MI' | OMI' | O6mo p
He N 23 14 37
% 88,5% | 87,5% | 88,1%
N 3 2 5
1
Ja % 11,5% | 125% | 11,0% | "%
0610 N 26 16 42
t % 100,0% | 100,0% | 100,0%
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[Ipu e AHO OT Aemara ca HajdUIle aHAMHECTUYHU JaHHU 32 (paMHJIHOCT — Maiika ¢
MHUACTEHUs], TAMEKTOMHUpAHA.

IMorpemHo nuarHocTuMpanu nauueHTu: EgHo ot nemara e Omwiio ¢ mocTaBeHa
JMarHo3a KOHIOHKTHUBHT U € eKyBaHO ¢ kanku 3a ouu (Tobpanekc). Eqno Momuue e jiekyBaHo
¢ Llunpanexc, mopaau cbMEHHUE 32 ICUXOT€HHA 00YCIOBEHOCT Ha OIIaKBAaHUATA

1.3. Pe3yaratu or EMI u3cienBane:

EMI n3cnensane npu nanueature ¢ OMI'™:

[Tpu peuara ¢ ouna ¢opma 6 ot o6mo 16 (37.5%) umaT NoOIOKUTETHA MUACTEHHA
peaxuus npu perneTUTUBHA HEPBHA CTUMYJIAlls MPU AUATHOCTULIMPAHE Ha 3a0omsBaHeTo. Te
npeactasisiBat 43% ot o6mo 14-te nena ¢ OMI ¢ npenybepTeTHO HaYallo Ha 3a00JISIBAHETO.
TpsioBa na ce orbenexu, ue 5(83%) oT Te3u 6 Aera uMar ACKPEMEHT CaMO MPU CTUMYJIALIHS
Ha n. facialis m. orbicularis oculi, HO HIMAT AEKPEeMEHT MPH CTUMYJAIHMS HA MO-TUCTAITHO
pasmnosioxkeHu HepBu. Jlenara ¢ mpemyOoepTeTHO Hayallo Ha 3a00JsiBaHETO, MPU KOUTO HE ce
YCTaHOBSIBa HApYILIEHUE HAa HEPBHO-MYCKYJIHOTO MpejaBaHe Mo MuacteHeH Tul ca 8 (57%).
HBere neua (100%) ¢ OMI', npu KoUTO € MOCTaBeHa AMarHo3ara B MOCTIyOepTeTHA BB3PaCT
HSIMAT HapylleHHe B HEPBHO-MYCKYJIHOTO NpeaBaHe OT MHACTEHEH THII.

EMI usciaensanero npu aeuara ¢ 'MI':

ITpu 20 (76.9%) ot obmo 27 neua ¢ I'MI ce ycraHoBsiBa Hajduune Ha MOJOKUTEIIEH
JIEKPEMEHT TP PENeTHTHBHA HEPBHA CTHUMYINaus npu 3 u 5 Hz, mpoBeneHa M3XOIHO NPH
JUArHOCTHCHpAHETO UM, a camo mpu 6 (23.12%) or menata He ce OTKpUBA HapyIIEHUE IO
TUIIA Ha MUAcTeHHa peakus. [Ipu BcHUKuTe Nema C MOJIOKUTEIHA MHACTEHHA pakius, ce
ycTaHoBsBa JekpeMmeHT (¢ Bapuauuu oT 11 % 1o 81% npu pa3nuuHUTE MALMEHTH) HpH
crumynaiust Ha N. facialis -m. nasalis u m. orbicularis oculi. ITpu 12 oT genara € ycTaHOBEH
(+) mexkpeMeHT mpu CTHMYJanus Ha N.accesorius, m.trapeius, kaTo MPOLEHTHUTE CTOHHOCTH
Ha JIeKpeMeHTa ce ABIKaT Mexay 17% u 53% npu paznuunurte nauueHTu. [lpu 5 ot nenara e
OWi HaJdW4YeH NEKPEeMEHT Mpu ctumynanus Ha n. ulnaris, m. abd.dig.minimi ¢ pa3nuunau
MPOIEHTHU OTroBOpH OT 11% 10 19%,a mpu 3 oT xenara u nmpu cTuMyJaamnus Ha N. medianus,
m. abd.poll.brev. IIpu HIKOM OT MaMEHTUTE MPH CTUMYJIAIMS HA [TO-TUCTATHN HEPBH, HE C&
YCTAHOBSABA JIEKPEMEHTEH OTTOBOp, @ C€ HaMUpa CaMO MpPHU CTUMYJALUs Ha NMPOKCUMAJECH
HepB (n. facialis). TTo-Bucok € MpOIEHTHT Ha JEKPEMEHTEH OTIOBOp NPH CTUMYJAIMS Ha
MIPOKCUMAJIHU HEpBU KaTo n. axilaris, n. facialis 3a pa3nuka OT Mo-AUCTaIHO Pa3NOIOKEHHUTE
HepBH Karton. ulnaris u N. medianus.

Ot neuata ¢ 'MI'c npennybepreTHo Havasio Ha 3abonsBaneto (N= 12),8 (75%) umar

JEKPEMEHT IIPU pENETUTHBHA HEPBHA CTUMYJausl PU HUCKU 4ECTOTH, a pu 3 (25%) He ce
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orkpuBa jgekpemeHtT.Ilpu gemara ¢ I'MI(N=15) ¢ mocrnybepTeTHO HaYaiao ChIIO
npeoOyiagaBaT TE3W C HAMYME HA MHUACTEHEH THUIl HApYIIEHHWE Ha HEPBHO-MYCKYIHOTO
npenasane - 12 (80%) nema copsimo 3(20%) 6e3 MuacTeHHa peaxusi.

YcTaHOBsIBa c€ CTaTUCTHYECKH 3HaYMMa pasiuka npu 6omaute ¢ OMI™ u te3u ¢ [TMIT
10 OTHOIIIEHHE Ha HAJMYUETO Ha JEKPEMEHT Ipu cTumynupane Ha n. facialis (m. nasalis u m.
orbic. oculi)(p= 0.014) (Ta6:a.16).ITpu 6onaute ¢ I'MI" npeobiagaBa mo-rojeMusIT Opoil Ha
MAI[MCHTUTE C TOJIOKUTENICH JACKPEMEHTEH OTroBOp Ipu crumyianus Ha n. facialis -
22(84.6%), nokaro nipu namnuenture ¢ OMI™ camo 7(43.8%) umaT MuUacTeHHa peakuus MpU

crumyaius Ha n. facialis.

Taonuya 18: Kopenanusi MeX1y HaIMYHETO Ha TOJOXKHUTEICH JIEKPEMEHTEH OTTOBOP

npu cTuM. Ha n. facialis (m. nasalis 1 m. orbic. oculi) u u3sBaTa Ha CHOTBETHATA KIMHHYHA

dhopma Ha MI'
EMI -
JeKpPEeMEeHT
NP CTHM.
Ha n.
facialis( m. Craructuka| I'MIT OMI' | OO6mo p
nasalus u
m. orbic.
oculi)
H N 4 9 13
© % 15,4% | 56,3% | 31,0%
N 22 7 29
fla % 84.6% | 438% | 69.0% | 014
06 N 26 16 42
o % 100,0% | 100,0% | 100,0%

He YCTaHOBABaM¢C obade CTaTUCTUYECKU JOCTOBCpPHaA pasjiMKa IO OTHOIICHHWE Ha

HAJIMYMETO Ha MOJIOKUTETHA MHACTEHHA peakius MpH CTUMYyIHpaHeTo Ha N.ulnaris, m. abd.

dig.minimi u npu crumynupasero Ha n. medianus m. abd. poll. brev. npu nBere Gpopmu Ha

MI (Ta61.19, 20).
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Taobnuya 19: Kopenamus Mexay HaTUYHETO HA TMOJIOKHUTEICH JTEKPEMEHTEH OTIOBOP

npu ctumynupadHe Ha n.ulnaris, m. abd. dig.minimi u u3siBata Ha CHOTBETHATa KIMHHYHA

dbopma Ha MI"
EMI -
JAeKpPEeMEHT
l'lpH CTHUM.
Ha |Cratmeruka| TMI' | OMI | O6mo | p
n.ulnaris .
m. abd.
dig.
minimi
e N 20 16 36
% 76,9% | 100,0% | 85,7%
N 6 0 6
/la % 231% | 00% | 14.3% | >0’
060 N 26 16 42
% 100,0% | 100,0% | 100,0%

Taﬁﬂuua 20: Kopenaunﬂ MCKAY HAJIMYUECTO Ha MOJIOKUTCICH ACKPEMCHTCH OTIOBOPD

npu cTuMyiupane Ha n. medianus m. abd. poll. brev.u u3siBata Ha chOTBeTHaTa KIMHHYHA

dbopma Ha MI'
EMT -
AECKpeMeHT
npu CTUM.
Ha n. Craructuka| I'MIT OMI' | OO6mo p
medianus
m. abd.
poll. brev.
He N 23 16 39
% 88,5% | 100,0% | 92,9%
N 3 0 3
fla % 115% | 00% | 7.1% | 27°
061110 N 26 16 42
% 100,0% | 100,0% | 100,0%

Ot aganu3a Ha JaHHUTC HaMHUpaM€ CTaTUCTHYCCKU 3HAYMMa pasjimKa MCXKIAY ABETC

¢dopmu Ha MI' 1 HaMMYMEeTO HA MUACTEHHA PEaKIMs MPU CTUMYIMPAHETO Ha N. aCCESSOries,

m. trapezius (p=0.007) (Ta6m.21).
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Tabnauya 21: Kopenanusi MeXy HAIMYUETO HA TMOJOXKUTENIEH AEKPEMEHTEH OTIOBOP

IpY CTUMYJIMpaHe Ha n. aCCESSOrius, m. trapeziusu u3siBata Ha CbOTBETHATA KIIMHUYHA (hopma

"Ha MTI'
EMI - ¢
JAeKpeMeHT
l'lpH CTHUM.
HA H. Crarucruka| I'MI OMI' | Oomo p
aKIecopuyc
M.
Tpanenuyc
e N 14 15 29
% 53,8% | 93,8% | 69,0%
N 12 1 13
/la % 26.2% | 63% | 31.0% | 0%
060 N 26 16 42
% 100,0% | 100,0% | 100,0%

YcTaHOBSsIBa c€ CBIIO TaKa CTATHCTUYECKH JOCTOBEPHA pa3jivKa MEeXIy JBere hopMu
Ha MI" u nuricara Ha gekpementu npu EMIT uzcnensane (p=0.011). Ot taba. 20 ce BrwKaa, 4e
cpen manuentutre ¢ OMI™ mpeoGnanaBar Te3u 6e3 HanUuMe Ha JEKPEMEHTEH OTrOBOpP MpPH

RNS — 10 (62.5%), a npu marpenture ¢ 'MI To3u O6poii ¢ mo-manbk — 6 (23.1%).

Taonuya 22: Kopenauus MEXIy JHIICaTa Ha JeKpeMeHTeH oTroBop mpu RNS u

u3sBara Ha onpeneneHa popma Ha MIT

Be3 Chi-
nexkpement | Ctarucrtuka| I'MIT OMTI' | OG0 square df p
npu EMI
He N 20 6 26
% 76,9% | 37,5% | 61,9%
N 6 10 16
/la % 23,1% | 62,5% | 38,1% 6,528 L 0,011
06110 N 26 16 42
% 100,0% | 100,0% | 100,0%

[Mpu nemnata ¢ 2-pa crenen mo Oserman ¢ I'MIT (N=6) momoBunara -3(50%) ca
MMaJH TOJOXKHUTEITHA MUACTEHHA Peakius, a OCTaHajlaTa MOJIOBHUHA ca Owin 0e3 MHacTeHHa
peakmmst.IIpu merata ¢ 3 —Ta crenen mo ckamara Ha Osserman (N=16) npeobnamaBat Te3u
C TOJIOKHUTENEH JeKkpeMeHTeH oTroBop - 13 (81.2%) chopsmo Te3u 06e3 MaTONIOTHMYHU

m3menenus npu EMIT uscnensanero — 3 (18.7%).Ipu neumara ¢ 4-ta cremeH 1o
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Osserman(N=5) Bcuuky ca HMaaM MATOJOTMYEH OTTOBOP IIPU pEINETHTHBHA HEPBHA
CTUMYJIaus.

B rpynara na manuentute ¢ I'MI' ce ycraHOBsIBa BUCOKA CTEIIEH HA KOpEIauus MKy
TexectTa Ha MIT cnopen ckanata Ha OSSerman M HaJMYMETO Ha IOJIOKUTENIHA MUACTEHHA

peakus (p=0.001) (Ta6m.23).

Tabnuya 23: Bpb3ka MeXAy TEKECTTa Ha KIMHUYHATA KapTHHA W JIMIICAaTa HA

MOJIOXKUTEJICH JICKpeMeHTeH oTroBop mpu RNS

Texecr Be3 mekpement npu EMIT
criopelt Craructuka 0610 p
cKaJlata Ha He Jla
Osserman
) N 3 6 9
% 15,0% 100,0% 34,6%
3 N 12 0 12
% 60,0% 0,0% 46,2%
<0,001
A N 5 0 5
% 25,0% 0,0% 19,2%
N 20 6 26
0610
% 100,0% 100,0% 100,0%

Ot aHainuza Ha JaHHUTC CC OTKpHBa KOpEJIalud MCEKAY CTCIICHTA Ha TEXKCCT I10
MO,Z[I/I(I)I/II_II/IpaHaTa ckala Ha OSserman u HaJIMYHUETO Ha ACKPEMCHTCH OTIroBOp IIpU
crumymaist Ha n. facialis, m. nasalis et m. orbicularis oculi (p=0.008), npu cTumyamus Ha n.
ulnaris, m. abd.digiti minimi (p=0.013) u npu cTumynHupane Ha N. accessories, m. trapezius
(p=0.008) (Tabux. 24, 25, 26).

Tabnuya 24: Bpb3ka Mexay CTENeH Ha TexecT B rpynata Ha I MIT u nanmunero Ha
JIeKpeMeHT pu  ctumyiupane Ha n. facialis, m. nasalis et m. orbicularis oculi.Fisher’s exact test

TesxkecT EMI - nekpeMeHT pu CTUM.
criopest Ha n. facialis( m. nasalus u m.
cKanaTa Ha Cratuctuka orbic. oculi) O6mmo p
Osserman He Ha
) N 4 5 9
% 100,0% 22,7% 34,6%
3 N 0 12 12
% 0,0% 54,5% 46,2%
0,008
4 N 0 5 5
% 0,0% 22,7% 19,2%
N 4 22 26
O610
% 100,0% 100,0% 100,0%
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Tabnuya 25: Bpb3ka MeXIy CTENEeH Ha TexecT B rpynarta Ha ['MI'm Hanmumero Ha

JCKpEMEHT Ipu cTUMyupane Ha N. ulnaris, m. abd.digiti minimi

Texect EMI -nekpeMeHT npu
crope, CTUM. Ha n.ulnaris . m.
CKaHaI;aHHa Crarucruka abd. dig. minimi O6mmo p
Osserman He Ha
5 N 9 0 9
% 45,0% 0,0% 34,6%
3 N 9 3 12
% 45,0% 50,0% 46,2%
N > 3 5 0,013
4 % 10,0% 50,0% 19,2%
06110 N 20 6 26
% 100,0% 100,0% 100,0%

Tabnuya 26: Bpb3ka MexIy CTENeH Ha TexecT B rpynata Ha ['MI'm Hannuuero Ha

JIEKPEMEHT MPpU CTUMYJIMPaHe Ha N. accessories, M. trapezius

Texect EMI' - ¢ nekpeMeHT Impu
criopen CTaTHCTHKA CTHUM. Ha H. aKIIECOPUYC 0610 D
CKaJiaTa Ha M. Tpanenuyc
Osserman He Ha
5 N 8 1 9
% 57,1% 8,3% 34,6%
3 N 5 7 12
% 35,7% 58,3% 46,2% 0,008
N 1 4 5
4 % 7,1% 33,3% 19,2%
061110 N 14 12 26
% 100,0% 100,0% 100,0%

HpI/I AHAJIM3UPAHC Ha JaHHUTC HC OTKpUBAMC KOpeIalnusa MCKAY CTCIICHTAa Ha TCKECT
Ha KIIMHUYHATa KapTUHA B Ipynara Ha MAlMCHTUTE C I'MI" u HaguumeTo Ha JACKPEMCHTCH

OTroBOp TpHu cTuMyaupane Ha N. medianus, m.abd. poll. brev.(Ta6x. 27)
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Tabnuya 27: Bpb3ka MEXIy CTENEH Ha TexecT B rpynata Ha ['MI'm HamuuueTo Ha

JCKpEMEHT Ipu cTUMYyJIMpane Ha N. medianus, m.abd. poll. brev.

TexecT EMI' -nexkpeMeHT npu
CcTUM. a n. medianus m.
CK:II(;I;EHHa CraTtucTuka abd. poll. brev. Oo6110 p
Osserman He Ha
) N 9 0 9
% 39,1% 0,0% 34,6%
3 N 11 1 12
% 47,8% 33,3% 46,2% 0,050
4 N 3 2 5
% 13,0% 66,7% 19,2%
0610 N 23 3 26
% 100,0% 100,0% 100,0%

[pu manuentute ¢ OyadapHa CUMITOMATHKA, CE€ OTYNATA 3HAYMM MPOLIEHT HA OOTHHUTE
C TMOJOXHTENICH JEKPEeMEHTeH OTroBop  npu crumyiupade Ha n. facialis — 18
(62.8%).Ctumynupanero Ha N.facialis mpu manmeHTHTe, NMPU KOWUTO JIMIICBA 3acsraHe Ha
OynbapHaTa MyCcKyJaTypa, JOBEX/1a JI0 MOJ0KUTeTHa MuacTenHa peakuus nipu 11 (37.9%) ot
TAX. YCTaHOBSIBA C€ HAJIMYKME Ha KOPETallis MEXIy U3siBaTa Ha OynbapHa CHMIITOMaTHKA U
HAJTMYHE Ha ICKPEMEHTEH OTroBop mpu crumysaiust Ha n. facialis (p=0.001) (Ta6:1.28).

Taoauya 28: CpaBHUTENEH aHAIN3 HA HAJMYHETO HA JEKPEMEHTEH OTTOBOP IIPH

crumynupane Ha N.facialis mpu 3acsrane Ha OymbapHaTa MyCKylaTypa 4pe3 IpUIoKeHHEe Ha
Chi-square test

EMI" - nexpemeHT
HpI/I CTHUM. Ha n. .
OynbapHa| -+ erika facialis( m. nasalus | OG0 Chi- df P
M-pa u m. orbic. oculi) Square
He Ha

He N 13 11 24

% 100,0% | 37,9% 57,1%
N 0 18 18

14,12 1 <0,001

fla % 0,0% | 62.1% | 42,9%
06 N 13 29 42

o % 100,0% | 100,0% | 100,0%
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1.4. PesyaTaTu ot u3cienane Ha KT Ha mennactunym :
IIpu nposexnane Ha KT na meguactunym, 17 (39.5%) or Bcuukure 43 nena ca
uManu tumycHa xunepiuiazusa. Ot 1sax 6 (35.2%) ot nenara ca ¢ OMI', a 11 (64.7%) ca c

I'MT (®ur.10).

@uczypa 10: Pasznpenenenne Ha 6omaute ¢ TX criopea kImHUYHATA hopma

Bpo# 60/HM € TUMYCHA XMnepnnasua

=cOMI = cIMI

IIpu 5 (83%) ot 6 - Te aema ¢ OMI 3abonsiBaHEeTO € AeOOTHPAIO B TIpEIyOepTeTHA
BB3pacT, a npu eaHo (17%) ot neuara 3a0601sBaHETO € JUArHOCTUIIMPAHO B MOCTIyOepTEeTHA
Bb3pact. OT aenara ¢ 'MI, npu kouto ce ycraHossiBa TumycHa natonorus (N=11) npu KTna
npeneH Meauactunym,6 (54.5%) ca B mpeamyOepreTHa BB3pacT U 5(45.4%) ca B
noctiyoepTeTHa Bb3pacT.CraBa BUAHO, 4e oT obmo 12 mema ¢ FOMI' B mpenmybepreTHa
BB3pacT, nonosuHara — 6 (50%) nmart TumycHa xuxunpnasus. [Ipu genara ¢ moctnyoepTeTHO
Hayano Ha 3a0oisBaHeTO Mpeobnamasar Te3u 6e3 TumycHa natonorusi — 11(73.3%) ot o010
15 nema, cmpsimo 4 (26.6%) ¢ TumycHa xunepruiasusi. ToBa Ou Moryio ga ce OOSICHH H C
(U3HMOIOrMYHO MO-TOJIEMUTE pa3MepHu Ha TUMYyca B IIO-paHHA JIETCKa Bb3pacT.

Ha Ta6a. 29 ce mocouBa pasmpejesieHHeTO Ha IMalMeHTHUTe 1o (opma Ha
3200JI5IBAHETO B3aBUCHUMOCT OT HaJMYMETO Ha THUMYCHa Xumepruiaszus. Upes mpoBeaeHus
aHanmu3 ¢ mnpuwiarane Ha Chi-Square TecT He ce YCTaHOBH CTaTUCTHYCCKH 3HAYMMA

3aBUCUMOCT MCXKIAY HATWYMUCTO Ha TUMYCHA XUIICPILIa3nd U U3sABaTa Ha OINPEAJICHA KIMHUYHA

dhopma.
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Taonuya 29: Bpb3ka mexay Hannurero Ha TX u ¢popmara va MIT

THMYCHA Chi-
xunepmiaasus | Cratucruka| I'MIT | OMIT | O6mo df p
npu KT square
He N 15 10 25
% 57,7% | 62,5% | 59,5%
N 11 6 17
fla % 123% | 375% | 405% | 00| 1 0.758
06110 N 26 16 42
% 100,0% | 100,0% | 100,0%

bosaute mauurentu ¢ 'MI' ¢ Hanuuue Ha TUMYCHA MATOJIOTHS, C€ PA3IPEACIIAT CIIOPEN
TeXeCTTa Ha KIMHUYHATAa KapTHHA 1o cieaHus HauuH: 1(9%) nete e ¢ 2-pa cremeH 1o
ckanara Ha Osserman; 6(54,5%) ca ¢ 3-ta crenen no ckanara Ha Osserman; a 4(36.3%) neuna

ca 4-ta crened no ckanara Ha Osserman(®wur.11).

@uzypa 11: Pasnpenenenne Ha OomHure ¢ TX cropea TexecTTa Ha KIMHUYHATA

KapTHHa

Bpoit 6onHM ¢ TMT ¢ TUMYCHa
Xunepnnaasma

® 2-pacTeneH = 3-TacTeneH = 4-TacTeneH

1.5. CeposiornuHu TecToBe:
[Tpu u3cnenBane Ha TuTHpa Ha anti- AChR-anTuTena ot o6mo 43 HabmoAaBaHK Jena,
21 (48.8%) ca uManu MOBUIIEHH TUTPU HA aHTHUTENATa CpeIlly aleTUIXOJIUHOBUTE

PELENTOPH, a €IHO JETE € MMaJlo 3aBHINCHH TUTpU Ha anti-Musk anturena, T.e. 00mo 22
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ManueHTa ca cepo-Mo3UTUBHU, a ocTaHainuTe 21 mamuenrta ca Owiu Oe3 aHTUTENa B cepyMa

(48.8%) (Dwur.12).

@uzypa 12. Pasmpenenenue Ha jgeunara ot od6mara rpyna MIT crnpsmo Hamuuue

HaaHTUTEIA B CEpyMa

Hanwnuue Ha aHTUTENa npu 6onHute ¢ MIN

2%

= anti-AChR-aHTUTENa = anti-MuSK-aHTuTena = JIMNCBAT aHTUTENA

[Ipu nmemara ¢ oyna ¢opma Ha 3a0oisBaHeTO NpeoOIagaBaT CEPOHETaTUBHUTE
narmeHTn 11/16 (68.7%) crnpsiMo Te3u, MpH KOUTO Ce YCTAHOBSIBAT 3aBHUIICHU THTPH Ha anti-
AChR - 5/16 (31.3% ) (®wur.13). Beuukute 6oaar ¢ OMIT ¢ BUCOKH THTPH HA aHTHTEJIATa
ca C TOCTaBeHa JMarHos3a B IpernyOepTeTHa BB3pacT W mpercraBisiBaT 35.7% ot genara B

ChOTBETHTA Bb3pacToBa rpyma (5/14).

@uzypa 13: Paznpenenenue Ha nenara ¢ OMI cropex HaaMeTo Ha aHTUTENA B cepyMa

Bpow 6onHu ¢ OMT

= bez aHtutena = C anti-AChR-aHTMTENa
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YcranoBenu BuCOKH croiHOcTH Ha anti —~AChR anturena umat 16 (59.2%) ot nenara
C reHepajuzupana ¢opma, kakTo U eqHo aere ¢ anti-Musk anturena (obmo 17 mena ca
cepo-monoxuTenHu- 65.4 %), a 9 (33.3% ) ot nmeuara ca 6e3 anturena (dur.14). Cpen Tsax
npeobiaaaBar Jenara, Ipyd KOWTO € MOCTaBeHa JMarHo3ara B MOCTIHY0epTeTHA Bb3PacT —
11(11/17 — 64.7%), cripsimo 6/17 (35.3%) nena ¢ Havyano Ha 3a00JSIBAHETO B MpenydepTeTHA

BB3pACT.

@Duczypa 14: Pasnpenenenue Ha 6onaUTe ¢ [ MI' ciopes HaiMuueTo Ha aHTHTENA
Bpoit 6onHK ¢ TMI
37

59.2%

® be3 aHTUTENA c anti-AChR-aHTuTENa ¢ anti- MuSK-aHTutena

HabmroaBa ce moyTH eIHAKBO CHTHOIICHHE MO MOJ Ha MAIUEHTUTE C BUCOKU THUTPHU
Ha aHTUATeNnara — 7 ot peuara ¢ anti-AChR-anturena u nerero ¢ anti-MuSK- anturena ca or
»eHcku 1o (47.0%), a 8 (52.9%) ca oT MBXKKH MOJ.

YcTaHOBsSIBa C€ CTATUCTHUYECKHM 3HAYMMA pa3jiMKa 10 OTHONICHWE HAa HAJIWMYHMETO Ha
aHTHTEeNa B cepyma B aBere rpymu Oomau - OMIT u I'MI'(p=0.031), kato B rpymara Ha
narueHTute ¢ [MI' e mo-ronsimMa yecToTaTa Ha MAIIMEHTUTE ChC 3aBHUIIEHW CTOWHOCTH Ha

tuThpa Ha anti-AchR-anturena (Ta6:.30).

Taonuya 30: Kopenanust mexny Gopmara Ha MI' 1 HaMmyueTo Ha aHTUTENA B cepyMa

Ha OOJHUTE
THTLP B | ormernca| TMT | OMT | Ofmo | N df p
HOpMa square
N 17 5 22
He
% 65,4% 31,3% 52,4%
N 9 11 20
Ha 4,627 1 0,031
% 34,6% 68,8% 47,6%
N 26 16 42
O01mo
% 100,0% 100,0% 100,0%
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Upes wm3nomsBane Ha Mann-Whitney U-test e mnpoBeleH CpaBHUTEICH aHAIW3 Ha
HAJIMYMETO Ha moBWieH TUThp Ha anti-AChR-Ab Mexay ngenata B mpenyOepTeTHaTa |
MOCTITyOepPTETHA BB3PACT U OTKPUBAME CTATUCTHYCCKH 3HAYMMA Pa3INKa MEX]y JIBETE TPy
(p=0.003), kaTo mpuacmara B MOCTIyOEpTETHA BH3pacT ce HaOJr0JaBa IMO-4eCTO 3aBUIIECH

TUTHp Ha aHTuTenata (Tabm.31).

Taonuya 31: CpaBHuTeneH aHanu3 Ha TUTHP Ha anti-AchR _ab mexny npenyoeprer u
mocTnyoepTeT

Mann-Whitney U-test

[TpenybepreT
IMoka3zaren ! N | Mean Media SD Min | Max U p
[ToctybepTte n
T
tuThp Ha | [Ipemybeprer | 25 3,74 0,40 786 | 0,40 | 30,70
anti- 107,0 | 0,003
AchR_ab HOCTnTy6epTe 17 4861,2 38,00 10%2,3 0,40 41%5,0

Criopei TekecTTa HAa KJIMHHYHATA CHMITOMATHKA ChIVIACHO MoOauQUIMpaHaTa
ckayia Ha Osserman, manuenTure ot rpynara Ha ['MI', mpu KOUTO ce YCTaHOBSBAT NOBUIIICHU
TUTPU Ha aHTHTENATa CE MOPA3EIIAT 1O CIICHHUS HAuWH:

2-pa crenien — 3/6 (50% ot nemata ¢ 2-pa crerneH) ca ¢ nosuieHnd Tutpu Ha AChR-
Ab B cepyma;

3- ta crenen — 7/ ot 16 nena ¢ tpera crend (43.7%) umar antiACHRAD u exna
nanuesTka ¢ anti-Musk;

4-ta crenad — 5/ ot 5-te gena(100%) cbe 3aBumenn cronoctd Ha AChR-Ab. TIpu 2
OT TSIX CHMITTOMATHKATa € TPOrPeCcHia 10 MUACTCHHU KPH3H.

Ot HampaBeHus aHanu3 upe3 usnoyi3BaHe Ha Fisher’s exact test, ce ycraHOBU
CTAaTUCTHYECKH 3HAYMMa 3aBUCUMOCT MEXIy THUThpa Ha AaHTHUTENaTa M TEKECTTa Ha
3abossiBaHeTo B rpynara Ha 6omaute ¢ ['MI'(p=0.027), xaTo MarueHTUTe ¢ MO-BUCOKa CTEICH

o ckanata Ha OSSerman uMar mo-4ecTo 3aBHIIeH TUThp Ha anTuTenata (Tabmn.32).
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Tabnuya 32: Bpb3ka Mexxay TUTHP Ha anti-AchR ab u cTenen Ha Texxect Ha
3abonsBaneTo B rpynata [ MIT

Fisher’s exact test

Texecr TUTHD Ha anti-AchR_ab
CK(;lezgzﬂHa Crarucruka <04 504 O6m10 p
Osserman
5 N 6 3 9
% 54,5% 20,0% 34,6%
3 N 5 7 12
% 45,5% 46,7% 46,2% 0.027
4 N 0 5 5 ’
% 0,0% 33,3% 19,2%
06116 N 11 15 26
% 100,0% 100,0% 100,0%

IpoBenennsit ananu3 upe3 Chi-square test, ycTaHOBM CTAaTHCTUYECKH 3HAYUMA
Bpb3Ka MEXIy HAIMYMETO Ha MOBHIICH THThpa Ha anti-AChR-Ab u ycraHoBsBaHeTO Ha

TUMYCHA Xunepruiazus npu namuenture ¢ MI'(p=0.014).

Ha Tta6xn. 33 ce MMpeacCTaBsa Bpb3KaTa MCKAY HAJIMYUC HA IMOBUIICH TUTHP HAa AHTUTCIIATA B

CepyMa Ha OOJIHMTE U HAJIMYHUETO Ha TUMYCHA XUIICPILJIa3usl.

Taonuya 33: Bpw3ka Mexay THTHD Ha anti-AchR_ab u tumycna xunepmiaszus Chi-
square test

THMYCHA TUTHP Ha anti- Chi-
xunepriasus | CTaTucTuka AchR_ab 0610 square df p
npu KT <04 | >04
He N 17 8 25
% 77,3% | 40,0% | 59,5%
N 5 12 17
la % 22,7% | 60.0% | 405% | o™ Lo oo
0610 N 22 20 42
% 100,0% | 100,0% | 100,0%

Jenata ¢ OMI ¢ noBumenu TuTpu Ha anti-AChR B cepyma uMar mo-roJisiMm opoii
XOCNUTAJM3AIUM, TI0PaX NIEPCUCTUPAHE WIN BiolaBaHe Ha cumnromute. Enno (20%) ot

Jerara uMa o0Io 5 XocnmuTanu3anuu 3a HaOmonaBaHus nepuon, 2 (40%) ot marumeHTuTre
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uMat 1o 4 xocnutanuzauuu, eauH (20%) ot manuenTute — 3 mposexaBaHus u eauH (20%)
001110 2 XOCTIUTIIM3ALHU B KIIMHUKATA.

[Tatmenture ¢ 'MI' ¢ noBumenu tutpu Ha anti-AchRAb B cepyma mmar moBeue Ha
Opoil XxocnuTanu3aly B HEBPOJIOTUYHA KJIMHHUKA, TIOPAIM BJIOIIABAHE UM NEPCUCTUPAHE HA
CUMITOMHUTE OT MOBHILEHA MYyCKylHa ymopsieMocT wiu cinaboct. Ilpu 10/15 (62.5%)ot
nenata € Owio HEOOXOJMMO OCBHIIECTBABAHE HA IIOBEYE OT €IHA XOCIUTAIU3AIMs B
KnmuHuKata — nupu 6/15 (37.5%) or TAX ca ce HaJOXKWIM TPOBEXKIAHETO Ha JBE
xocnutanuzanuu, npu 3/15 (18.7%) xocnuranuzauute ca OWIU TPH, €IHO OT Jerara € ¢ 5
xocrutanuzanuu. MomuueTto ¢ anti-Musk anTuTenata e mMano Haj 5 XOCHHTaIU3auu B
JleTcka HEBpOJIOTHUYHA KIIMHHKA.

1.6.Pe3yJaraTu OT NPHUJI0KEHOTO JIeYeHHe:

Benukn gema ¢ MIT ca jekyBaHM € aHTHXOJUMHECTEPA3HM MeJUKAMEHTH
(MHPHIOCTUTMHH).

Bcenuku nena ¢ OMI ca nekyBanu ¢ [lupunocturmun: Ot 16 -te aena ¢ ouna popma
Ha MMACTEHUs, 100Bp €(EeKT OT NMPHUIIOKEHOTO JIEYEHHE ¢ MUPUAOCTUIMHH ca uUManu 9
(56.2%) ot meuata. OT TAX HalMEHTHTE ¢ MpernyOepTeTHO Havajlo Ha 3aboiisiBaHETO ca 7/9
(77.7%), a Te3u c moctmybepTeTHO Hayano ca 2/9 (22.2%). Ilo oTHOIIeHHE Ha TONa HE ce
YCTaHOBsIBa rojisiMa pas3jiuka cpej Jerara, noBiusiBamiu ce noope ot IlupupocturmMun -
Momyetata ca 5/9 (55.5%), a momuuerara 4/9 (44.4%). Ilpu 4 (44.4%) ot neuara mpu
MOCTUTHATa PEMUCHS U MPU HAIPaBEeH ONMT 3a HaMalsiBaHe jao3aTa Ha [lupupocturmul ce e
Ha0J101aBaI0 Bb30OHOBsIaHEe HAa CUMIITOMATUKaTa npeau jJeuenuero. [Ipu 2 (22.2%) ot Tx e
OuJia MocTUrHaTa cTabuiiHa peMHCHs M B paMKHUTE Ha NIEpHo/a Ha IPOYyYBAHETO HE ca UMaJH
HOBH OTUTKBAaHUSI.

HezagoBonmutenen edekrT T.e. ¢ mepcucTHpaHe Ha O(TaJIMOIUIETHsATa U NTO3aTa ca
umanu 7 (43.7%) nanuenra.

IIpn Bcnuku nena ¢ I'MIN e npoBexnano snedenne ¢ [Impunocturmus, karto mpu 14
(51.8%) ot TAX € oT4eTeH MHOTO OOBP €(PEeKT OT JICYSHUETO U MPU TAX HE Ce € HAJOXKUIIO
npuiaraneto Ha Apyra tepanus (Ta6m.32). Ot Tsax 6/14 (42.8%) ca ¢ mpemybepTeTHO HaYaI0
Ha 3abomsBanetro, a mpu 8/14 (57.1%) 3abonsBaHeTo ce € pa3BWIO B IMOCTHyOEpTETHA
BBb3pacT. bposaT Ha manuenTuTe ot xeHckH noil € 8 (57.1%) u He ce pa3inyaBa ChIIECTBEHO
oT To3u Ha MoMueTaTa 6 (42.8%).

OT nmauMeHTuTe MOCTUTHAIM 00pO KIMHUYHO TMOBIHUSIBAaHE OT JICYEHHETO CaMo C
[Mupunocturmun 8/14 (57.1%) ca 2-pa crenen no moauduimpanata ckaiga Ha Osserman, 3/14

(21.4%) ca 3-ta crenen u 3/14 (21.4%) ca 4-ta crenen mo Osserman.
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Or HaIpaBC€HHUA aHAJIM3 Ha JAHHUTC CC YCTAHOBABA CTaTUCTHUYCCKU 3HAYWMMa BPbH3Ka

MEKIY TEXKECTTa Ha 3a00JsIBaHETO M HaIW4MeTo Ha edekr ot neueHuero ¢ Kammmuu(p

=0.045).

Tabnuua 34: Bpb3ka Mexay edekra OT JCUSHUETO C KaJIMHUH U TEXKECT Ha

3a0osBaHeTo B rpynarta Ha ['MIT

Fisher’s exact test

Texect Edexr ot nedenue c
criopelt CrartucTtuka KTy MUH 06110 p
cKaJlata Ha He Ta
Osserman
2
N 1 8 9
% 9,1% 53,3% 34,6%
3 N 8 4 12 0.045
% 72, 7% 26,7% 46,2% ’
4 N 2 3 5
% 18,2% 20,0% 19,2%
061110 N 11 15 26

Cpez[ NalMEHTUTEC, IIOKa3ajlnu )106"bp TCPAINICBTUYCH OTTOBOp OT JICHCHHUETO C

IMupupocturmun 6/14 (42.8%) ca Ownu cbe 3aBHIIeHH cToiHOCTH Ha anti-AchR-Ab B

cepyMma, a 4/14 (2%) ca ¢ ycTaHOBeHa TUMYCHA XUIEpIUIa3Ks IPHU MOCTaBsSHE HA IMAarHo3aTa.

CooTHomIeHHeTo Ha Opost O0MHU C AOOpPO MOBIMSABAaHE Ha TEHEpaTU3WpaHaTa U

OynbapaHaTta CHUMIITOMAaTHKa OT JieueHue ¢ [[MpUIOCTUIMHUH € MpeAcTaBeHO Ha Tadu. 35 u

Tabi. 36.

Taonuya 35: Edext Ha [IupuaoCTUrMUH BPXY T'€HEpaTH3UpaHaTa ci1adocT

E¢ex
BBpPXY Crarucruka I'™Mr Oo0mo
reHepJIn3.
cjaadocTt
He N 9 9
% 36,0% 36,0%
T N 16 16
% 64,0% 64,0%
N 25 25
O6mo % 100,0% | 100,0%
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Taonuya 36: Edext Ha [TupugocturMun Bbpxy OynbapHaTa CHMITOMATHKA

Edexr na
KaJUMHH
BbPXY Craructuka| I'MI O61mo
OyJj0apHTa
CUMTOMATHKA
N 7 7
He % 38.9% | 38,9%
N 11 11
Jla % 611% | 61.1%
N 18 18
Obmo % 100,0% | 100,0%

HpI/I AHAJIIM3UPAHC HA JAHHUTC HC CC YCTAHOBsABA CTATUCTHUYCCKU 3HAYMMa KOpCiIaluusa

Mmexay popmara vHa MIT u edekra ot aeuenue ¢ [Tupumocturmun (Tab1.37).

Tabauua 37: Bps3ka mexay popmara Ha MI™ u epekra ot neuenue ¢ [Tupumgocturmua

Edexr
or Chi-
gedyenne |Crarucruxka| I'MI OMI' | O6mo df p
. square
KAJTHUMUH
He N 11 7 18
% 42,3% | 43,8% | 42,9%
N 15 9 24
Jla % 57,7% | 56,3% | 57,1% 0,008 ! 0.927
06110 N 26 16 42
% 100,0% | 100,0% | 100,0%

ChIIO0 Taka OT aHajdu3a Ha JAHHUTE HE C€ YCTAHOBSIBA CTATHUCTUYECKH 3HAYMMa
pa3ivKa MpU TOBIMIBAHETO HA OYHATA CUMITMAarKa OT JieyeHHe ¢ llupumocturmMuH npu
MAIUEHTUTE OT JIBETE TPYIH OOTHH.

Haii—tpyaHo ce noBinusiBa OT JieueHHeTo ¢ [IupumocTurMud nTo3ara Ha KIIEMaduTe, a

mo-JiecHO ce moxobpsisa opranmoruterus (Ta6:m.38, 39, 40).
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Taénuya 38: Bpp3ka mexay popmara Ha MI™ edekra ot nedenne ¢ [lupumocturmun

BBpXY IITO3aTa

Edexr
ua Chi-
Kamuvun | Ctatuctuka| I'MIT | OMIT | O6uo df p
BEPXY square
nTo3ara
He N 8 7 15
% 38,1% | 43,8% | 40,5%
N 13 9 22 a
fla % 61,9% | 56,3% | 59,5% 120 1 0.728
06110 N 21 16 37
% 100,0% | 100,0% | 100,0%

Tabnuya 39: Bpp3ka Mmexnay ¢dopmata Ha MI u  edekra oT neueHue c

[InpuaoCTUrMHH BbPXY JUILIONMATA

Egexr ot
Kamumun Crarucruka| I'MI' | OMI' | O6mo p
BBbPXY
JTUTLIOTHSA
He N 6 4 10
% 35,3% | 28,6% | 32,3%
N 11 10 21
Jla % 64,7% | 71.4% | 67,7% | 00
OBuo N 17 14 31
B % 100,0% | 100,0% | 100,0%

Tabnuuya 40: Bpwzka wmexay ¢opmara Ha MIT m edekra Ha JeueHHe ¢

[TupuaO0CTUTMUH BBPXY OPTAIMOIUIETHATA

E¢exr na
Kaaumun Bepxy |Cratucruka| I'MI' | OMI' | O6uio p
opTajMoIIeruaTa
He N 5 4 9
% 455% | 26,7% | 34,6%
N 6 11 17
Jla % 545% | 73,3% | 654% |0
0610 N 11 15 26
% 100,0% | 100,0% | 100,0%
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JleyeHue ¢ KOPTUKOCTEPOUIH:

ITpu 5 (31.2%) ot neuara ¢ OMI ce e HaJIOKWIIO MpUlaraHe Ha KOPTHKOCTEPOUIHHU
KypcoBe. Bcuuku Te ca Owim ¢ mpenyOepTeTHO Haudayno Ha 3abossiBaHero, 4(80%) ca or
MBxKH 11071 (80%), a 1/5(20%) nete e oT xKEHCKHU HOJI.

[Tpu 12 (44.4%) ot nenata ¢ 'MI ce e HayloXuJ10 B X0/1a Ha 3a00JIsIBAHETO IpUJIaraHe
Ha KOpTHKOcTepouaeH/u kKypcoe.OT T1ax 5/12(41.6%) ot mnamuentuTe ca Owim ¢
npernyoepTeTHO Havyajuo Ha 3abonsBaneTo, a 7/12 (58.3%) ca 6mim ¢ moctmydeprereH aeloT
Ha Ooisectra. Jlemara, sekyBanu ¢ KC kypcoBe ca mo paBeH Opod OT jaBaTa mojia — 6
MoMHueTa U 6 MOMYETa.

Ot aHanu3a Ha JaHHWTE HE CE YCTAHOBSIBA CTATUCTUYECKH 3HAYMMA pa3IMKa MEXIy
Opos TAIMEeHTH, JEKYyBaHU C KOPTUKOCTEpOMAHM B aBere rpynu OomHn— ¢ OMIT u I'MIT

(Tab6m.41).

Tabnuya 41: Pasnpenenenue Ha OonHute, nekyBanu ¢ KC B asere rpynu 0onHu

'Z‘i?éﬂne Craructuka| I'MI' | OMI' | O6mo Sé:uhei;‘e df p
He N 15 11 26
% 60,0% | 68,8% | 63,4%
Tla N 10 5 15 3228 1 0,570
% 40,0% | 31,3% | 36,6%
O6mmo N 25 16 41

Ot manuentute ¢ I'MI', npu kouto ca npunaranu KC, 1/12 (8.3%) ot nemnara e 6mio
OIICHEHO C 2-pa CTETCH Ha TeXKECT Ha 3a00JisiBaHeTo 1o Moauduupanara ckaima Ha Osserman,
9/12 (75%) ca 6unu ¢ 3-ta crenen u 2/12 (17%) ot nenara ca orieHEeHU KaTo 4-Ta CTETEH U B
ompejeNieH eran oOT 3a00JIIBaHETO CH ca pPa3BWIM MHACTEHHU KpHU3U C JUXaTeilHa
HegocTaThuHOCT.He ycTaHOBsIBaMe cTaTHCTHYECKa KOpeNalusi MeXay HeoOXOIMMOCTTa OT

neuyenne ¢ KC u TexxecTTa Ha 3a00JsIBAHETO MPH NanMeHTuTe ot rpymnarta Ha I'M (Ta6m.42).
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Taénuya 42: Bpb3ka mexay nedenueto ¢ KC u TexecT Ha 3a00J1BaHUTO B rpyliaTa
Ha ['MI’

Fisher’s exact test

Texecr neuenne ¢ KC
cropel Crarucrtuka O0mmo p
cKaJjiaTa Ha He Ila
Osserman
5 N 7 1 8
% 46,7% 10,0% 32,0%
3 N 5 7 12
0 0 0 0
) 33,3% 70,0% 48.0% 0.267
4 N 3 2 5
% 20,0% 20,0% 20,0%
06 N 15 10 25
tHo % 100,0% 100,0% 100,0%

[Tpu 4/5 (80%) ot mammenture ¢ OMI, kouto ca mpoBexnanu neuenue ¢ KC, ca
YCTQaHOBCHM YyBeJIW4YeHH THTPH Ha anti-Achr-Abs cepyma mnpu auarHocTUMpaHe Ha
3abomsiBaHero. Tutpure Ha anturenara Ha anti-AChR mpu namueHTH, mpu KOHTO ce €
HAJIOXKWJIO MO-paHHO 3anoyBaHe Ha JedeHue ¢ KC He ce pa3nuyaBaT CHILECTBEHO OT TE3H,
MIPU KOUTO JICYCHUETO € 3al0YHAIIO MMO-KbCHO — ¢hoTBeTHO 1.4 1 1.5 nmol/l, cipsimo 1.0 1 1.6
nmol/l. TIpu 3/5(60%) ce e HaOKKIIIO MPOBEKAAHE HA MOBEYE OT CIUH KOPTUKOCTEPOUICH
Kypc. EAHOTO OT Te3u Jena e ¢ ycTaHOBEHO KaTo MpUApYKaBallo 3a00isiBaHe TUPEOUANUT Ha
Xammumoro. [Tpu momuuero, nekyBaHo ¢ KC B pamkuTe Ha 5-rOAMILIEH MEPUOJ CIIE] TOBA €
Ha0JIr0/JaBaHa caMo NTO3a Ha JICBUs KJIenay ¢ JeHOHoIHA (DIyKTyalus Ha oHa Ha JIeYEeHUE C
[TupugocTUrMuH.

OT nemnata ¢ I'MI, kouto ca nekyBanu ¢ KC, 9/12 (75%) ca Ounu chc 3aBUILIEHU
croitHoctn Ha anti-AchR-Ab B cepyma, a emHo gere e Owimo ¢ ycranoBenu anti-MuSk
anTutena, a pu 5/12 (42%) e Ouna ycTaHOBEHAa TUMYCHA XHUIIEPIUIa3Hsl MPHU MOCTAaBSIHE Ha
nuarHosara. [lpm aHanw3a Ha JaHHWTE, HE YCTAHOBSBAME CTAaTUCTHYECKH IOCTOBEPHA
3aBUCUMOCT MEXJy THThpa Ha AaHTHUTENaTa CpeUly aleTHIXOJIMHOBUTE PpELenTopu U

Haymurero Ha edekt ot neuenuero ¢ KC (p=1.0) (Tabn 43).
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Tabauua 43: Bpw3ka Mmexxay TuThp Ha anti-AchR _ab u edexr ot neuennero ¢ KC

Fisher’s exact test

TUTH Ha EdexT ot neuenuero ¢
anti- Crarucruka KC O06wo p
AchR_ab He Ja
N 0 2 2
<0,4
% 0,0% 18,2% 13,3%
N 4 9 13
>0,4 1,000
% 100,0% 81,8% 86,7%
N 4 11 15
00610
% 100,0% 100,0% 100,0%

3anoyBaHe Ha JieueHue ¢ KC ce e Hanoxuio npu 2-Maot namuenture ¢ OMI', okoso 1
Mecel ciaen ne0rTa Ha 3a00JsIBAHETO, a TIPU OCTAHAIUTE 3-Ma 70 HSKOJIKO Mecela Cle
I'bPBOHAYAITHUTE OIUIaKBaHUA. [Ipe3 To3W mepuoa OT BpeMe MAIMEHTHTE ca JIGKYBaHU C
[MupumocTurMuH, HO €EKTHT € OWII HEe3aIOBOJIUTEIICH.

[leproabT OT HayanmoTO Ha 3aboysiBaHETO 10 3anouyBaHe Ha nedenne ¢ KC npu nereto
c 2-pa creneH mo ckamara Ha Ocepman e 4 mecena. [Ipu aBere meuna c 4-ta cremneH Mo
Ocepman ce e Hanoxuio 3arnouyBane Ha jieueHue ¢ KC no 6 mecena cien mbpBOHauagHaTa
M3siBa Ha KJIMHUYHTA cuMmnToMmaruka. [Ipu gemara, omenenu c¢ 3-ta crenen no Ocepman 5/9
(56%) ca 3anounanu nedenue ¢ KC Hsakonko Mmecena cien aedrota Ha OonectTa, 3/9 (27%)
cien 1 rox. uenun ( 11%) cnen okono 3 roguHM.

YcTaHOBsIBA c€ CTATHCTHYECKU 3HAYMMA 3aBUCHUMOCT MEXy HATHMYMETO HA aHTHUTENA
B cepymMa Ha OOJHUTE W BPEMEBHUS IEPUOJ MEKIYy HA4YaJIOTO Ha 3a00JsIBAaHETO |

craptupatnero Ha Tepanusta ¢ KC (Spearman correlation, p=0.009) (Ta6:1.44).

Taonuya 44: Kopenauusi Mexkay THTHP Ha anti-AChR-Ab u BpemeBus nepuojx ot
HAYaJ10TO Ha 3200J1s1BaHeTO 10 JeuyeHnero ¢ KC

Spearman correlation N R p

Hauvano Ha 3a0omnsiBaHeTo - TUTHP Ha anti-

AchR_ab 42 0,396 0,009
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ITanmenTkaTa, kosATo ¢ 3anmouHana JjedeHne ¢ KC okouo 3 roa. cjaeaHavyajgoTo Ha
3a00JIsIBAHETO € C TUTBhP Ha aHTHTenara 91 Hanomoin/n. TpumaTa MAIMEHTH, 3alOYHAIA
neuenue ¢ KC oxojio 1 roauHa cjiel mocTaBsiHe Ha IMAr€o3aTa ca ChbOTBCTHHUTE CTOMHOCTH
Ha TUTHhpa — 1260 Hanomou/it; 71 Hanomon/n u 20 Hanomon/n. JIBeTe nena ¢ 4-Ta CTENeH 1o
OcepMaH, IIpy KOMTO C€ € HaJIOKWJI 3arouBane Ha jieueHue ¢ KC 10 6 mecena ot nedrora Ha
0osecTtTa ca OWiIM C TUTBpP Ha aHTUTeNaTa ChOTBETHO 30 HAHOMON/N MPH €AHOTO H 67
HAaHOMOJI/JI TIp ApyroTo. [Ipu ocTaHamuTe MAMEeHTH, TIPU KOUTO CE € HAJIOKUIIO 3alI0YBAHE HA
KC kypcoBe 10 HAKOJIKO Mecella OT Ha4yaJoTo Ha 3a00isgBaHeTo TUTHPHT Ha antiAChRAD B
cepyma ce JIBUXKH B CleHUTE rpanuiu — oT 20 Hanomou/n 1o 154 nanomon/n. He 6u morno
Ja ce Kaxe, 4e MPH MANUCHTUTE C T0-BUCOK TUTHP HA aHTHUTENaTa 1Mo abCOJOTHA CTOWHOCT,
ce Haylara moobp30 3anouyBane Ha jeuenue ¢ KC.

He ce ycTaHOBsIBa CTaTUCTUYECKHU 3HAYMMA 3aBUCMOCT MEX]ly TUThPa Ha aHTUTENIaTa
B cepyMa Ha OOJHHUTE IMpPH JIBETE TPYHH U BPEMEBUS MHTEpPBAJ OT JUATHOCTHUIIMPAHETO Ha

OoyiHUTE 10 MOMEHTa Ha crapupane Ha JeuenuneTo ¢ KC (Ta6m.45).

Tabnuya 45: Kopenauuss MeXJ1y TUTbpa Ha aHTUTeNaTa B JBETE IPyNu OOJHU U BpEMEBHS
MHTEPBAJI OT JUArHOCTULIMPAHETO 0 3anouBaHe Ha jeueHue ¢ KC.

Mann-Whitney U-test

Dopma ) )
IMoxka3zaren N Mean |Median |SD Min Max U p
Ha MI'
TUTBD ma|[ITMI" |26 319,54 | 13,50 |903,87 [0,40 |4125,00
. 116,5 [0,010
anti-AchR_ab |OMI" |16 1,05 10,40 1,22 10,40 4,40
Bpeme or|IMI' |25 0,83 0,00 155 0,00 |5,00
Ha4YaJIOTO Ha
177,5 0,486

3a0011. mo | OMI" |16 0,34 0,00 0,77 0,00 3,00
ned. ¢ KC

Edexr ot neyennero ¢ KC.

Job6bp TepaneBTHueH edekT cien npoexaane Ha yeueHue ¢ KC ce orbens3a mpu
6/12(50%) ot marnmentute ¢ [MI'. ITpu 3/12(25%) ot Aenata ce MOBIKSBA JOCTATHYHO 100pE
npokcuMmanHata, OyinOapHata W odeBurarenHata cumnromaruka. Ilpm 2/12(17%) ot
MAIMEHTUTE Ce ChOOIIaBa 3a 3HAYUTEIHO MOAOOpEeHHEe Ha odenBUTraTelHaTa U OyrnbapHara
MYCKYJIHa CHJIa, HO ChC CYOSKTHBHO yCEIIaHe 3a MPOKCHMaIHa MycKyiHa ciaboct. OT Tsx

5/6 (83%) ca Ounu cwe 3aBumenn TuTpu Ha anti-AchR-ADb B cepyma. Ipu eqnHo ot nmerara ¢
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OMI', nexyBano ¢ KC B paMkuTe Ha 5-TOIUIIEH MEPUOJ ClIeJ TOBA € HaOIIOJaBaHa CcaMoO
NTO3a HA JIEBHS KJIEMAYUTe C JCHOHONmHA (QUyKTyanus Ha ¢OHA Ha JIEYCHHE C
IInpunocTurMuH.

Ha Ta6n. 46 ce npexacrass 3aBcumoctTa Ha edekra ot jeuenne ¢ KC u popmara Ha
MI'. He ycTraHoBsiBamMe cTaTHCTHYECKA 3HAYMMA pa3iuka B TepaneBTuuHUsA edekt ot KC nmpu

HaIreHTuTe ot asere rpynu 6omaun — OMI™ u I'MI.

Taénuya 46: Edexr ot neuenue ¢ KC npu nBere rpynu 60aHU

Egexr ot
Jedennero | Ctatuctuka| I'MI OMI' | O6mo p
¢ KC
N 3 1 4
He 5
Y0 30,0% | 20,0% | 26,7%
N 7 4 11
fla % 70,0% | 80.0% | 73.3% | 0%
061110 N 10 5 15
% 100,0% | 100,0% | 100,0%

Pe3yaratu or tumektommsi: TumekTomus e mpoBeaeHa npud (25%) ot pemara c
OMI - npu 3 mMoMdYera W €JHO MOMHYE. BCHUKM MalMeHTH ca ¢ mpenyOepTeTo Havyajao Ha
3a0onsBaHeTo. [Ipu eIMHUS OT MAIMEHTUTE TUMEKTOMHSTA € M3BBPIICHA HIKOJIKO Mecela
CJIe]] Ha4aJoTo Ha 3a00JIsIBaHETO, CIIE]T TPOBEJICH SIMH KOPTUKOCTepou ieH Kypce. [1pu Bropus
MalEeHT TUMEKTOMUSITA € OCBIIECTBEHA 2 roj. cien AeOrora Ha 3a00iagaBaHeTO U ciend 2
npoBenenn KC-kypca. [Ipu ocraHaimTe 2-mMa MAIlMEHTH TUMEKTOMHSATA € MPOBEACHA CIIE]
MoBeYe OT 2 TOJAHUIICH TIEPHOJ] CIIe]] TUArHOCTUUPAHETO UM, KaTo MPU SIUHHS OT TsIX € Onia
npenmectBana oT Tpu KC kypca. [IpenonepatuBHO U 4-Te Jema ca UMa 3aBUIIEHU TUTPHU
HA aHUTEJIATA CPEIy allETHIIXOJIOHOBUTE PENITOPH B cepyMa.

[lpy mBpBOTO OT  Jemara TUTHPHT HA AHTHUTENATa IOCTONEPATHBHO € OWI B
pedepeHTHH CTOWHOCTH, KaToO € U3CJICJBAH JIBYKPATHO — HSAKOJIKO JTHH CJie] ornepausta u 1.5
Mec. Clie/l Hesl M ce YCTaHOBsiBa HamassiBaHe Ha TUTHpa oT 0.33 mo 0.22 nmol/l. Knuauano
JeTeTo € OWJI0 ¢ TMepCHCHUTHpaHe Ha NTo3aTa M OQTaIMOIUIETHTA, KOETO € HAJIO0XKHIIO
MPOBEXKIAaHE HA KOPTHKOCTEPOMJCH Kypc Okojo 1 roj. cien tumekrtomusita. Ciem ToBa
JIETETO € OUJI0 C KOMIIEHCHpaHa OuYeIBUraTeIHA CUMIITOMATHKA M € TIPOABIDKUIIO TePAIUsiTa C

[TupugocTUrMuH B 1033, ChOOpPa3eHA C TEIIECHOTO TETJIO.
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[Tpu BTOPOTO MOMYE IMOCTONIEPATHBHO CHIO € OTUYETCHO HOPMAJIM3UPAaHE HA TUTHPA
Ha aHTHUTENAaTa, a KIMHUYHO JICTETO € C HEMOCTOSHHA NT03a, 32 KOETO MPOBEXK/IA JICUCHHUE C
AHTUXOJIMHECTEPA3CH METUKAMEHT.

[Tpu TpeToTo MOMYE MOCTONEPATUBHO KIMHUYHO € 0€3 OYeJBHUTaTeIHH HAPYIICHUS,
HO HSIKOJIKO TOJIMHU CJIe]l TAMEKTOMHSATA € preMait [TupuaocTurmMuH.

[Tpu MoMHYETO, MPU KOETO € OCHIICCTBEHA TUMEKTOMHS KIMHUYHO € 3HAYUTEITHO
mo10opeHo, 6€3 CUMITOMATHKA U € JIKYBAHO OIIe HAKOIKO roaunu ¢ [Tupumocturmun. Cuen
criMpaHe Ha JieueHeTo ¢ [IMpuIOCTUTMUHH HE € OTYETEHO BJIOIIABAHE HA CHMIITOMHUTE.

TumexTomus e nposeneHo mnpu 7(28%) ot meuara ¢ IMI'. Ot Tax 3/7(42.8%) ca ¢
MpermyoepTeTHO Hadano Ha 3adonsBaHeTo, a 4/7 (57.1%) ca ¢ mocrmybepreTHo Havano. OT
TAX C MoBUIIeHH TUTPU Ha antiAhR-Ab B cepyma ca 6 ( 85.7%) or nemara, exHO JeTe € C
antiMusk anrturena.

[lpy emHoTo OT MOMYeTaTa THMEKTOMHATA € TpoBeleHa 4 Mecela Cief
nuarHoctunupaneTo My. Okoso 1 mMecer ciies onepanusTa IeTeTo € ¢ OTYCTCHO KIMHUYIHO
nogoOpeHue, HO OKOJIO 1 TOJ. cien TUMEKTOMUsATAa € HaOJIF0aBaHO OTHOBO BH30OHOBSIBAHE
Ha CHUMIITOMHUTE C OYE/IBUTATCITHH HapyIllleHus, OyJa0apHa CUMITOMATHKA U TeHepalu3upaHa
MYCKYJIHa CJIAa0OCT, MPOBOKHPAHO Ciie[] MH(MEKIUS C JOJTHO-AUCIENTHYCH CUHIpoM. [Ipu
poclie/isiBaHe JBYKPATHO IMPe3 HAKOJIKO Mecela Ha TuThpa Ha anti-AchR-Ab B cepyma, Toii
Ce 3abprKa MOBHIIICH ChC CTOMHOCTH, CXOJHH Ha TE3UW Mpean onepanusta. JleTeTto ce JexyBa
¢ [MupumocTurMuH, Kato ce € HaJOXKHIO W MPOBEXKIaHE Ha JIBa KOPTHKOCTEPOHMIHHU Kypca
MOCTONEPATHUBHO.

[Tpu BTOpOTO MOMYE C 3-Ta cremneH mo OSSerman TUMEKTOMHUSITAa € U3BBPIICHA cliea 6
Mecenia OT jebrota Ha 3abonsBaHero. CrefonepaTHBHO TIPU JIETETO CE€ € HAIOKHUIO
MPOBEXKIaHEe Ha €JUH KopTukoctepouaeH kypc. Ha ¢ona Ha tepamus ¢ Kamumuu u KC e
yCTaHOBEHA 3HAYUTEIHO MOJO0OpPEHHE C TUCKPETHA MUACTEHHA YMOPSEMOCT IIPU XpaHEHe M0
aHAMHECTUYHU JaHHU WM JieKo oTciabeH QapurreamHu peduiekcu. Okono 2 TOAMHH CIef
THMEKTOMUSATA JETETO € C HAIbJIHO KOMIICHCHpaHa MHACTCHHAa CHMIITOMATHKa W CHJIHO
nonmxkeH TuThp Ha aNtiAChR-ADb o 8 nmol/l ot u3xoana croitHocT mpenoneparuBHo 154
HMOJI/TI.

[lpu TpeToTO AETe XUpPYyprUYHATA WHTEPBEHIUS € HalpaBeHa OKOJIO 1Toxa. cien
W3siBaTa HAa MMbPBOHAYATHUTE CHMITOMH. CIIeIONepaTHBHO JIETETO € MPOCICACHO KINHUIHO
3a TEepHOJ OT OKOJO 2 TOAMHM M € KOHCTaTUPAaHO MOYTH HAITBIHO KOMIICHCHpaHE Ha

MHACTCHHUA CHUHAPOM C HU3sABSABAIllda CC MOBUIICHA MYCKYJIHA YMOPSACMOCT 3a NEpUOLd OT
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OKOJIO 1-2 nHM cegMU4YHO. YCTaHOBEHO € CIICOANEPAaTHMBHO IIOHMKaBaHE Ha THUTbpa Ha
aHTUTENaTa B CEpyMa U JIETETO € OCTABEHO € Ha Tepanus ¢ [lupunocturMus.

[Ipu ocranaiuTe ABE TUMEKTOMUPAHM MOMYETa CJIEJONEPAaTUBHO ca Omim 1o0pe
KOMIICHCUPAaHH KIMHUYHO M INpoBexnamu Ttepanus ¢ [Impupmocturmun. Ilpu Tax He e
U3cieABaH OCTONEPAaTUBHO TUThPA HA aHTUTEJATA.

Mowmmuuerto ¢ anti-Musk antuTena B cepyma € omnepupaHo 7 TOIUHH CIIE/ TIOCTaBsSHE
Ha quar”osara. T'pil KaTo AETETO € OT POMCKHU IIPOU3XOJ U IIbPBOHAYAIHUTE AHAMHECTUYHU
JAHHW ca OWIM 3a HayaJlo Ha 3a00JIIBaHETO OT PaXJAaHETO Ha JETETO, II'bpBOHAuYaJHaTa
JMarHo3a Ha JeTero € Owia BpojeHa muacTeHus. CliegonepaTHBHO JETETO MOCTbIIBA
HEKOJIKOKPaTHO B KJIMHUKATa, IMOPAJAM OIUIAKBaHUS OT ClIa0OCT Ha O4YeJBUTATEIIHATA,
OynbapHaTa U reHepaliu3upaHaTa MyCKyJaTypa, KOUTO HACTBIIBAT CIIe/l NpeKapaHu BUPYCHU
uHpekuu. OOGEKTUBHO MpPU JI€TETO CE€ YCTAaHOBSBA JIEKOCTENIEHHO M3pa3eHa IMTO3a Ha
KJIEMayuTe W JIEKO OrpaHUYeHa IIOABM)KHOCT HAa OUYHHUTE SAO0BJIKM B XOPHU3OHTAIHA H
BEPTHUKAIHA [TOCOKa. JleTeTo € MpoBeso 4 KOPTUKOCTEPOUIHU Kypca CIIeI0NEepaTUBHO.

Ha tabn. 47 e noka3zano 6posi ¥ MPOLIEHTHOTO ChOTHOIICHUE Ha MAIMEHTUTE, TTPOBEIIH
XUPYPrU4YHO JieueHue B 1Bere rpynu - Ha OMI' u I'MI'. Cnen HanpaBeHHUTE U34YMCIEHUS, HE
HamHupame CTaTHUCTUYECKHM 3HauuMMa pa3jiuka MexXJIy Opos ManmueHTH C IpOoBeeHa

TUMEKTOMUS B JIBETE TPYIH OOJHHU.

Taonuya 47: Paznpenenenue Ha OOJHUTE ¢ MMPOBECHA TAMEKTOMUS criopes opmarta
Ha 3a00JI1BaHETO

Hposenena Cratucruka| I'MI’ | OMI' | O6mo p
THMEKTOMMSI
He N 18 12 30
% 72,0% | 75,0% | 73,2%
N 7 4 11
Ja % 28.0% | 25.0% | 26,8% | "0
06110 N 25 16 41
% 100,0% | 100,0% | 100,0%

Ot aHamm3a Ha JaHHUTEC CC€ BWXKIA, Y€ HUMa CTATUCTHYCCKA 3aBUCHUMOCT MCKIY

HAJIMYUCTO Ha aHTUTCJIIA B CCPyMa HA IMALIUCHTUTC U HCO6XOI[I/IMOCTT2[ OT HNPOBCKIAHC Ha

TuMekTomMus B rpymara Ha OMI', nokaro B rpymara Ha I'MI' nuncBa TakaBa 3aBUCUMOCT

(Ta671.48).
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Tabnuua 48: Bpb3ka Mmexay TATHP Ha anti-AChR-Ab u npoBeaeHa THMEKTOMUS

Fisher’s exact test

TUTHP HA [IpoBenena
®dopma .
ML anti- | Craructuka TUMCKTOMUS O6m10 p
Ha AchR_ab He Ha
<04 N 9 1 10
% 50,0% 14,3% 40,0%
N 9 6 15
>
IME 04 % 50,0% 85,7% 60,0% 0.1r4
06110 N 18 7 25
B % 100,0% | 100,0% | 100,0%
<04 N 11 0 11
% 91,7% 0,0% 68,8%
N 1 4 5
MIl >04
© 0 % 8,3% 100,0% 31,3% 0,003
060 N 12 4 16
B % 100,0% | 100,0% | 100,0%
N 20 1 21
<04
o 66,7% 9,1% 51,2%
0
OG0 ~04 N 10 10 20 0,001
' % 33,3% 90,9% 48,8%
06 N 30 11 41
o % 100,0% | 100,0% | 100,0%

He ce YCTAHOBABA KOpEIanydad MCXKAY TUThbpa Ha aHTUTCIATa B CEPpyMa U BPECMEBUSA

nepuoa OT AWArHOCTUIHUPAHCTO Ha MAOUCHTHUTC [0 IIPOBCKIAAHCTO HA THUMCKTOMMATA

(Ta6:1.49).

Tabauua 49: Kopenamus Mexay TUTBp Ha anti-AchR_ab u Bpemero 0 HadamoTo Ha

TUMCKTOMMUATA

Spearman correlation

Bpeme ot HauanoTo Ha 3a00JIIBaHETO J10
TUMEKTOMUSTAT - TUTHP Ha anti-AchR_ab

11 | 0,033

0,924
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1.7. EBosrouusi ¥ MporHo3a

Jema ¢ OMI ¢ npexoa kbM renepanusupana: Ilpu 7 (25.9%) or neuara ¢ I'MI’
Oornectra € aelroTHpalia ChC 3acsAraHe Ha OYEIBUTATCIHUTE MYCKynu, a OyinbapHara u
MIPOKCHMalIHA MYCKYJIHa clIaboCT ca ce MPOSBUJIM Ha MO- KbCeH eTan. B camoro Hauaio Ha
3a00/I1BaHETO HA TE3M Jela € Ouia mocraBeHa guarHosa OMI, 1.e. manuentute ¢ OMI ca
ouu nbpBoHavyaino 23, Ho 7 (30.4%) oT TaX ca pa3BWIM reHepanuzupana gopma Ha Ha
MI'" Ha no-KbCEH eTall.

Cpen Te3u nena momuerata ca 2 (28.5%), a momuuerata 5 (71.4%). [IspBonavanto c
OMI ca 6unu nuarHoctuupanu 11 momueta, Ho 2/11 (18.2%) ot Tax npemunasat kM ' MIT
u 12 mommuera, kato 5/12 (41.6%) ot Tsx mo-kbcHO pa3suBar [ MI'.

e (28.5%) or gemata c¢ mpexox or OMI' kem I'MI’ ca muarHoctuimpanu B
npemyoepTeTHa Bb3pacT, a 5 (71.4%) B moctnyOepTeTHa Bh3pacT. 3X0AHO Mpu MOCTaBIHE HA
nuarno3zata OMI B mpernyOepTeTHa BB3pacT ca 6unu 16 nera, a B moctiydepTeTHa 7 nena, Ho
ot 2/16 (12.5%) ot te3u ¢ npemydepreTHo U 5/7(71.4%) OT T€3U C MOCTITYOSPTETHO HAYAIIO
IpeThprsaBaT mnpexo] Ha 3abomsBaHero cu or OMI' kpm I'MI'. T.e. roasm mpouneHT oT
I'bpBOHAYANIHO AuarHocTunupanute aena ¢ OMIT B mocrnydepTeTHa Bb3pacT, 10 2 TOJ. OT
3abonsaBaneTo cu npemuHaBaT B [ MI™ u camo Manbk mporeHT ot aernara ¢ OMIT neGrotupanu

B nepemnyoepreTHa Bb3pact pazpuBat [ MI.

Taonuya 50: Paznpenenenue Ha 6osnHuTe ¢ npexoa or OMI™ kM 'MI' cniopen
BB3pacTTa

Mann-Whitney Test

[Ipexox or OMI' N Hauano na 3a0onsiBaneTo 0
kbM ['MIT Mean SD Min Max
He 18 7,52 2,80 | 4,00 14,20
Ha 7 12,80 3,91 7,00 16,70 0,003
Oo6m1o0 25 9,00 3,90 | 4,00 16,70

B rpynara Ha nanuentute ¢ nporpecust or OMI' KbM reHepanusupa ce yCTaHOBSIBA

KOpenalus MeX/1y MporpecusiTa U Bb3pacToBus et Ha 3adomsBaneto (p=0.003)(Ta6:1.50).

Cpen nenata, kouto ca AeOrotupanu 3abonsBanero cu kato OMI, 4/7(57.1%) ca
pa3Buiu no-kbcHO ['MI', onpeneneHa crnopesa TexkecTTa Ha KIMHUYHATA KapTHHA KaTo 2-pa

cTeneH o Mmoaudunupanara ckayia Ha Osserman, nee (28.5%) karo 3-Ta CTENeH U €IHO JeTe
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(14.2%) e Ouno c ompenenena 4-ta cremneH. Ilanuenture, xouro npemuHaBatr kpM ['MI,
pa3BHBAT MO-JIEKa MO TEXKECT KIMHUYHA KapTUHA Ha 3a00JISBaHETO.

[Tpu 4/7 (57.1%) ot nenara c¢ npexox or OMI" kem I'MI', ce ycranosssa nmpu EMIT
u3cle/IBAaHE HaJU4Me HA MHAcTeHHAa peakums. [Ipy mbpBOHAYATHOTO JUArHOCTUIUPAHE
MU3XOJIHO OT 23 jnena ¢ noctaBeHa auarHoza OMI, 10 ot TSX uMar MuUacTeHHa peakius, HO
camo 4/10 (40%) npemunasat kM [ MI'.

Camo npu 2/7 (29%) nena ¢ nadbmonaBan npexoq or OMI™ keM I'MI” ce ycraHoBsiBa
noBuieH TUTHLP Ha antiAChR-Abs cepyma.

Jleyenue — mpu BcUUKUTE 7 Jlela € MpUjlaraHo caMo aHTHXOJHMHECTEPa3HO JICYCHHE
KaTo Mpu 2 OT TIX HAKOJIKO MeEcela ciej| 3alo4yBaHe Ha JICYEHUETO, CE€ € HaJOXKHUIIO
yBEJIMYCHHUE HA J103aTa, IOPaJId MEPCUCUTUPAHE HA CUMIITOMATHUKATA.

[Ipu ananusupaHe Ha JaHHUTE C€ BUXKJAA, 4e HE ce HabImoJaBa CTaTUCTHUYECKU
3HaYMMa Kopenanus Mexay nporpecusra Ha 3abomsBanero or OMIT kpM I'MI" u mona Ha

OOJIHWTE, HATMYNETO Ha TUMYCHA XHUIIEPIUI3US U TOOPHs TepareBTUUEH OTTOBOP MPH JICUCHHE

¢ [Mupunocrurmusn (Tabmn. 51).

Tabnuya 51: Bpw3zka mexnay npexox or OMIT u I'MI' u mona Ha ManUHTHUTE,

Hanuuueto Ha TX u edekra ot neyenue ¢ Kanumun

Fisher's exact test

[Ipexonx ot OMI" kbM
[Tokazaren CrarucTuka O6m10 p
He Ha
Mruxe N ! 2 9
o % 38,9% 28,6% 36,0% 1.000
© e N 11 5 16 !
% 61,1% 71,4% 64,0%
He N 11 7 18
TUMYyCHa % 61,1% 100,0% | 72,0%
XUIMepIUiasus npu N 7 0 7 0,133
KT I[a
% 38,9% 0,0% 28,0%
He N 8 1 9
Edexr ot % 44,4% 143% | 36,0%
JIEUEHHUE C 0,355
N 10 6 16
KaJINMUH Jla
% 55,6% 85,7% 64,0%
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2. Boann ¢ KMC

2.1. EnuaeMuo0JIOTHYHI JAHHU

C KMC ca o6m1o ca 28 nena, karo ot TsaXx Mmomuuera ca 15 ( 53.6 %), a momueraTa 13
(46.4%) (Tabn. 52).Cpen TAX MMa ABOHKa OpaT M CecTpa, a CpeJ MOMYETara MMma JBama

eHHOHfIQHH 6J'II/I3H3LII/I C 6’BHFapCKI/I CTHUYCCKHU IMPOU3XO0[]

Taonuya 52: Bb3pacToBo-10J10Ba CTPYKTYpa

Bn3pact
ITon N %
Mean SD Min Max
Mnxe 13 46,4 95 3,6 3,8 17,0
Kenu 15 53,6 9,3 3,6 3,4 16,1
O01110 28 100,0 9,4 3,5 3,4 17,0

2.2. K1THUHMYHA KApTHHA

Ot neunata ¢ KMC enno (3%)e cbc 3acsiraHe caMO Ha OY€IBUTaTE€IHUTE MYCKYIH —
ouHa opma Ha KMC, a ocrananure 28 aema umaT reHepain3upaHa MycKyiHa ciaboct (97
%). Pasnpeneneauero Ha O6oiaure ¢ KMC cropen KJIMHAYHATA KapTHHA € MPEICTaBeHOHA
@uwr. 15.

[Ipu BcuYkHM [ena € Halule NTo3a M OQTAJIMONJIErusi - OrpaHUYEHa WU TOYTH
JUICBAIIA NOABWKHOCT Ha ounute Oynou. [Ipu 10 (35%) ot Tax odranmornerusara e mo-
M3pa3eHa B olpeziesieHa M0CoKa (XOpU30HTaIHA TOCOKA — ChOTBETHO HA3aJIHO WM JIATEPaIHO;
BEPTUKAIIHO — HArope W Hamoiy), a mpu 19 (65%) ot menmara ¢ KMC moaBmkHOCTTa Ha
ouHuTe OynmOM € eJHaKBO OrpaHWYeHa BbB Bcuuku mocoku. Ilpu 4/29 (14%) nemara ca
HaJIHMIIe aHAMHECTUYHU JaHHU 32 JUIUIONHS, a 2 OT TAX ca OWJIM C KOMIIEHCATOPHO MPOMSHA B
MO3UIIMATA HA TJIaBaTa, MOPaJH AUTUIONHTA. Te3u OIIaKBaHUs ca C U3pa3eHa QIIyKTyalus B
JICHOHOIIIMETO, KAaTo Ce 3acCHJIBaT B CJel00E€THUTE M BEUEPHHUTE YacoBe, CIEJ yMopa OT
rJie/laHe Ha TeNeBU3Us, YETCHE.

ITpu 19/28 (69%) ot neuara e Hanuie OyjadapHa cumnromatuka karo 10/19 (53%)
OT Jenara ca oT MbXKU moi, a 9/19 (47%) ca ot xencku non. Ot Tax 11(57.9%) ca Ha
BB3pacT 12 rox., a 8(42.1%) ca Ha BB3pact Hax 12 roa. Becuukure oT TIX choOmaBar 3a
I'BITATENIHU HAPYIICHUS B HIKAKBB €Tall OT 3a0oisBaHeTo. Te ce HaOmogaBaT mpeaguMHO pU

INpUEM Ha TBBPAU XpaHU, HO IIPU HAKOU OT AC€HaTa Ca HAJIULIC U TPYAHOCTU IPU MHUCHC HA
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TEYHOCTH, BKJ. ¢ peryprutauus npe3 Hoca mpu 3/19(16%) ot neuara. Enno ot neuara Ha 2
TOJl. BB3pacT MpHUXpaHeHe € acnupupano ayxao Tsuto. [Ipu 12/19 (63%) ot nemara mpu
nperyiea € Koucrarupan aucgonuder rosop. IIpu 8/19(42%) ot nenara npu cHemMaHe Ha
HEBPOJIOTUHUSl CTAaTyC € YCTAHOBEHO oTciabeHu ¢apuHrealiHu pediekcu U HaMmajaeHa
MOJIBIKHOCT Ha yBYJara.

[Mpu 7/28(25%) oT memara € ycraHOBEHa €Ja00OCT Ha JMIEBATaAMYCKyJaTypa c
u3pa3eH MHUOMAaTeH ¢aluec, Py eIHO JeTe ¢ OMI0 Hanuie HHCYDHUIIMEHIS Ha M. orbicularis
oculi.

JlaHHM 3a reHepaJiM3MpaHa MYCKYJIHA ¢JIa00CT Ha MPOKCHMMAJIHATA MYCKYyJaTypa
HAa TSAJI0TO W KpailHMIUTe, M3pa3sBalla Ce C JIeCHA YMOPSIEMOCT IpH XOJCHE, THYaHe,
M3KauBaHe M0 CTHJIOH, KISIKaHEe W U3IIPABSIHE OT KIJIEKHAJIO MOJIOKEHHE, Ce HaMupaT mpu 25/28
(86%) ot meunara ¢ KMC. Ot Tax 15(60%) ca Ha BB3pact a0 12 rog., a ocrananure 10(40%)
ca Ha BB3pacT Haa 12 roxa. CrnabocTTa U Mo-JecHaTa yMOPSEMOCT ChIO MMAT JCHOHOIHA
GryKTyaus u ca Haii-CHITHO U3pa3eHHU CIIe]] yMOpa U B clie100eHUTE 1 BEYEPHH YacoBe.

[Tpu 5/29 (17%) ot nenara ¢ KMC e KOHCTaTHpaHO HAJTUYHE HAa MUOIATEH CHHJIPOM,
Hal-BEpOSITHO BTOPHYEH — C JyMOallHa XHIIEpPIOp/03a, TEHICHHUs 3a ,,[aTellka MOXOoJKa‘*,
U3MpaBsgHE OT KIEKHAJIO TMOJIOKEHHWE C OIopa, HM3MpaBsSHE OT JIETHAJIO TIOJOXKEHHE ChC
3aBbpTaHe Ha TsUIOTO. TpsOBa 1ma ce YTO4YHM, 4Ye Ta3u claboCT Ha MpPOKCHMaiHATa
MYCKyJarypa € 710 ToJisiMa CTEeTeH CBhp3aHa C MHAacTEHHAaTa YMOPSIEeMOCT U MPH TIOBEYETO OT
MAIMEHTUTE ce KOMIEHCcHpa clief] ieueHue ¢ [[upuaocTurMut B aiekBaTHa JJO3UPOKA.

[Tpu 7/29 (24%) ot nenara ce choOIaBa 3a Mo-4ecTu 6eT0ApOOHN UH(DEKITNH, KOETO

OM MOTJIO J1a Ce CBBPIKE ChC 3acsraHe Ha AUXaTellHaTa MyCKynarypa
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@uzypa 15: Pasnpenenenue Ha Oomnute ¢ KMC cnopen KIMHHYHATa KapTHHA

KAnHWMYHM cumnTomum

cnaBocT Ha AbBKaT. MycKkyau
cnafiocT Ha NPOKCUMANHKUTE MYCKY K
cnabocT HaNULEBUTE MYCKYIU
oTcnabeHu GapuHreanHu p-cu
nuchoHun

oucharus

AUNAONKA

odTaIMONAErMA BbE BepT. NocoKa

odTaAMONAErWA B XOpu3. NocoKa

nrosa

o
%]

10 15 20 25 30

B KJIMHWYHW CUMITOMM

C nedroT Ha 3a00/1siBaHeTO ome mMpu paxkaanero ca 20/29 (69%) ot nemara (Ta6m.

53).
Taonuya 53: Paznpenenenue Ha 6onaute ¢ KMC criopen nedrora Ha 3a005151BAaHETO
JleG1oT Ha 3a00J1.1TpH pasKAAHETO N %
He 6 21,4
Ha 22 78,6
O06mo 28 100,0

Paznpenenenne na 6omanTe ¢ KMC criopen KIMHUYHUTE CHMIITOMHE, U3SIBUJIN C€ TIPU
nebroTa Ha 3a00MsBaHETO € mpeacTaBeHo Ha dur. 16.

Ipu 15/20(75%) ot pemara ca HaiWile aHAMHECTHMYHU [aHHU 32 O4YeIBHUIaATETHH
HapYIIEHHs KaTo MT03a Ha KJIEeTaYuTe U OTATMOIUICTHS, AATHPAIIH OT Pa’KIAHETO UM.

C mo-caab raac ca miadenu omie ot paxjaaHeTo (aucgonust) 15/20 (75%) ot nenara.
C rparaTe/lHd HApylIeHHMsl OIIE MPU PAXKIAHETO, M3SBWIM C€ B , TPYAHO CYKaHe™ U
3a/iaBsHe Mpu XpaHeHe ca ounu 5/29 (17%) ot neuara ¢ KMC. Ilpu npyru 5(17%) ot neuara
B aHaMHe3aTa ce ChoOIIaBa 3a pa3BUTHE Ha JWXATElTHa HEJAOCTATHUHOCT MPH PaKIaHETO,
KOETO € HAJIOXKHJIO Ja ObJaT MPHETH B HHTEH3UBHO HEOHATOJIOTMYHO OTACIICHHE, OTIIICKIaHN

B KYBbO3 U C IpHUJIaraHe Ha KUCJIOPOAOTCpaIus, a 2 OT TSX ca OMJIM Ha ariapaTHa BCHTUJIAL M.
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@Duczypa 16: Paznpenenenue Ha OomauTe ¢ KMC cnopen KIMHHYHHUTE CHUMIITOMH,

W3SBUJIM CE TIpH 1e0r0Ta Ha 3a00JIsIBaHETO

KAMHWYHM cumnTOMM C Ae6I0T OT paXaaHeTo

0610 ¢ Ae610T OT paxKgaHeTo

AnXatesiHa He4O0CTaTb4YHOCT

aucoarua

anchorma  I——

ovyeasuraTeNHU HapyuweHua

o
(6]

10 15 20 25

B KAMHUYHU cumnTOMM

IIpu 9 (31%) ot nenara ¢ KMC 30601s1BaHEeTO ce € MPOSBUIO KIMHUYHO HA MO-KbCeH
eTam, rpu 2 ot genara ciena npeamecrtsama uadexnus. [pu 5/29 (17%) ot nenara criopen
aHAMHECTHYHHUTE IaHHW, KIWMHUYHUTE CHMIOTOMH Ca 3allOYHAM HIKOJIKO Mecela ciel
paXIaHETO C OYEIBUIATENIHW HapylleHus u OynbOapHa cumnromaruka. EAHOTO OT TiX e
KOHCYJITUPAHO € O()TaJIMOJIOT M IPENnopbuaHO ONEepaTHBHA HaMeca, MOpajd HaJIU4YMeTo Ha
NTO3a.

[Ipu nmpyro ot memarta odranMomIerusATa, T'BITATEITHUTE HAPYIICHUS W IO-JIECHA
YMOPSIEMOCT TIPU XOJIeHE ca Ae0I0THpaANIN cjel 2 TOAUIIHA Bb3pacT.

[Ipu enHo oT Aenarta Mo aHAMHECTHYHM JaHHU 3a00JIIBaHETO 3aMOYHAJIO cjael 3 ro.
BB3pacT ¢ oTanMorIerus, a KbM 5-TOJI. Bb3pacT KbM OIUTAKBAHHATA Ca c€ JOOABHIIN JIECHA
YMOPSIEMOCT TIPY XO/ICHE H I'bJIaTeITHA HapyIICHHUS.

[Ipu octananuTe eria aHaMHECTYHUTE JTaHHU 3a Je0r0Ta Ha 3a00JIIBaHETO ca HETOUHU
U npoTuBOpeunBH. [Ipu e1HO OT MOMuYeTaTa AMarHo3ara € MoCTaBeHa Ha 7 TOA. Bb3pacT clel
TEHETUYHO BepuduImpane.

[lpu npyroro mMom4e, KOETO € OWJIO C HOPMAITHO JBHUTATEIHO pa3BuTHe, Ha 10 TO.
BB3pacT B XxoJa Ha OosiegyBaHe OT MHQEKIUS Ha TOPHU AMXATEIHHU ITBTHILA U JIEKYBAaHO

aHTI/I6I/IOTI/I‘-IHO, € Pa3BUWJIO AUXATCIIHA HCAOCTATBYHOCT. .HeKyBaHO B MHTCH3UMBHO OTACJICHUC
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C I/IBB, CJI€O KOHCYyJITalmus C HEBPOJOI M IPOBCACHHU HU3CJICABAHHA, IIOCTAaBCHA IMarHo3a

,,MHACTCHHUS .

2.3. Pesyararu or EMI u3cinenBane:

[Tpu BCUYKH Je1ia € MPOBEIHA PENEeTUTHBHA HEPBHA CTUMYJIALUS MPU HUCKH YECTOTH.
[Tonoxurenen muacreHen orroBop npu EMI uzcnenBane ce ycranossiBa npu 23 (79%) ot
Jenara B T.4. U JIETETO, KOETO € caMmo ¢ odenBuraTesnud Hapymenus. Kato mpu 16 (55 %) ot
Jerara JUIICBa JEKPEMEHTEH OTrOBOp MpH cTHMiamus Ha N. ulnaris m n. medianus, Ho ce
YCTaHOBSIBA JCKPEMEHT Ha MOTOPHHS OTTOBOP IpH cTHMYy.taius Ha N. facialis.

[Ipy BCHMUYKM HallMEHTH € MPOBEIECHO O00pPa3HO M3cjeiBaHe HAa rpbaeH koml. [lpu
3(10%) ot meuara e ycTaHOBEHa TMMYCHa xunepriasus npu nposexaane Ha KT Ha rpbiaeH
KOIII, HO TPY KOHTPOJHU MpOCIEAsIBaHUS Ha Jlenarta € oTOens3aHa HOpMajaHa rojeMHHa Ha
THMYCHATAa kJIe3a, OPaJ KOETO IMprueMame, 4ye TOBa € OUII0 Bb3pacTOBO 00YCIOBEHO.

Jannu 3a ¢pamuianoct: Paznpenenenue Ha Oonmnure ¢ KMC cnopen Hanuuuero Ha
dammHOCT ca npeacraBenu Ha Tabn. 54. /e ot te3u menata ¢ KMC ca Opar u cectpa, HO
JUIICBAT JaHHHU 32 CHIIECTBYBaHE Ha 3a00JSIBAaHETO B JIPYT'H YJICHOBE Ha (haMIIIUATA, KAKTO U
B MIPEIXOXKIAIINTE TTOKOJICHHUS.

[Ipu egHO OT nenara ce choOIIaBa 3a OpaT C MTO3a Ha KIICTIAYUTE U HETIOJBUKHU OYH,
eK3UTHpa Ha 2 roJl. 6 Mec. OT THEBMOHHUSI.

[Tpu npyro Mmomue ca OUITM HAUIE AaHAMHECTUYHH JJAaHHU 32 OOJTHU POJHHUHH - TbpPBa
OpaTtoBue/Ka U BTOpU OpaToBue (Mo OalrHa JHHMS), C YCTAHOBEHA BPOJICHA MUCTECHHUS.

ITpu enHO OT MOMUUYETATA, cecTpa Ha 6adaTa Mo MalfuMHa JIMHUS € C J0Ka3aHa

BpoAc€Ha MUACTCHUS, MOTBBPJACHA C TCHCTUYHO U3CJICABAHC.

Tabauya 54: Pasznpenenenue Ha 6onnute ¢ KMC ciopen HannuneTo Ha (aMUIIHOCT

daMUITHHOCT N %

na 8 28,6
HE 20 71,4
0610 28 100,0

2.4.Pe3yaraTu OT reHeTUYHHUTE U3CJICIBAHUS.

Pasnpenenenne Ha Gomuure ¢ KMC cropen eTHHYECKUS MPOU3XOJ € INPEICTaBeH

Tab61.55.

101



[Ipu BcuukuM [ena € MpoBEACHO IeHeTHYHO M3CcJieBaHe, Karo mpu 26 oT jaeuara e
ycTaHoBeHa xoMo3urotHa mytamus 1267 delG Bex3on 12 nva CHRNE rena, otroBopeH 3a e-
cyOenuHHIIATa HA AalETHJIXOJWHOBHS PELENTOp, KOETO BCHITHOCT Hail-uectaTa MyTallus,
pasnpocTpaHeHa cpell POMCKOTO HaceleHue B briarapus.

[Ipu 2 oT Aeuara, KOUTO ca €HOSHYHU OJIM3HALM OT OBITAPCKU €THUYECKU ITPOU3XO]T
¢ Bepu(uIUpEeH HOB TeHEH Mae(eKT, pa3IudeH OT TropenocoyHus mo-rope. Jlemara ca
HOCUTEJIM Ha JiBe Xerepo3urotHu myranuu - 1259 del 23/Q 140 X B rena, oTroBopeH 3a
CHUHTe3aTa Ha ¢&- cyOeIMHMIATa HA alETHJIXOJUMHOBHS pELENTop. YCTaHOBEHO €
XETepO3UTOTHO HOCHTEJICTBO Ha JeNelus Ha 23 HyKJIeoTHJ Ha mo3uims 1259 (mytamms
CHRNE 1259 del 23), Bozgemia 1o cMsiHa Ha paMKaTa Ha YETCHE U JIUNca Ha (QyHKIIMOHAIHU
penieniropu. Jpyrara myrarus € xerepo3urotna 3amsHa Ha C Hykineorun ¢ T Ha no3ummst 418
(myramus CHRNE Q 140 X), Bogemio a0 Stop codOn ¥ HEmBJIHO 3aBbpIIBAHE Ha
TpaHCIanuUsATa U B pe3yiTaT Ha TOBa JUIca HAa (QYHKUMOHAJIEH MPOTEerH. Te3u MyTanuu 10
TO3W MOMCHTAa HE Ca OTKPWBAaHM NPH IANUCHTUTE B bBBITapus OT POMCKH TPOU3XO..
I'enernuyHoTo M3cnenBaHe € nposeaeHo B JlabGoparopust mo MonekyisipHa MHOJIOTHS, BbB
Friedrich — Bauer- Institute, Ludwig- Maximillians - University, Mrouxen, ['epmanus).
W3cneaBanu ca v poaUTENUTEe Ha JellaTa, KOUTO Ca KIMHUYHO 3[paBUM JIMIICBAT JAHHU 32
(haMUITHOCT, KaKTO TIO JIMHUS HAa MaiikaTta, Taka W 1o JiMHHS Ha Oamara. [Ipm mupekTHa
CEeKBEHIMS Ha €K30H M |l mpu Mmaiikata € yCTaHOBEHO XETEPO3UIOTHO HOCUTEJICTBO HA
nenenus Ha 23-ti HykiaeoTHa Ha mosuims 1259 (mutation CHRNE 1259 del 23). Barara e

xereposuroten Hocurenr mutation CHRNE Q 140 X

Tabauya 55: Paznpenenenue Ha 0onHute ¢ KMC ciopen eTHUYECKUs TPOU3X0L

ETHnuecku npousxon N %

OBJITAPCKU 2 7,1

poMCKH 26 92,9

Oo6m1o 28 100,0
KomopouaHocr. Komopouanoct npu nenata ¢ KMC ce ycranossBa mipu 17.9%

(Ta6n.54). Ilpu eqHO OT MOMYETa € YCTAHOBEH BPOJEH HUCTAarbM. TpH OT Jerara ca HMalH
(bebpunHu repuoBe. EAHO MOMYE € MPOBEXKIANO JICUSHHE 32 apTepruaIHa XUMEePTOHUS.
[Ipu emHO OT jAemara OT XEHCKHM OOJ € YCTAaHOBEHO KaTO MPHUAPYXKABaIIO IPYro

FeHETUYHO 3a001sIBaHe HacCJICACTBEHA CETUBHO-MOTOPHA HCBPOIIATHA.
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Taénuya 56: Pasnpenenenue Ha 6onaute ¢ KMC cnopen HanuaueTo Ha
KOMOPOHTHOCT

Komop6uanocT N %

He 23 82,1
Jla 5 17,9
06110 28 100,0

2.5. Pe3yarartu ot jneyenue Ha nanuenture ¢ KMC

Benuku nenia ¢ KMC ca nekyBanu ¢ Ilupunocturmus. Ipu 16 (55 %) ot neuara e
OTYETEHO MHOTO J1I0OpO MOBJIMSIBAHE HA CUMIITOMAaTHKa — MOJAOOpEeHHE Ha OYe/BUraTellHaTa,
OynbapHara U npokcumanHaTa myckynHa ciaboct (Tabm 55, 56). IIpu Bcuuku 27 nmeua c
TeHePATM3UPAHO 3acsraHe, [IMpuIoCTUTMUHBT WMa JOOBp e(eKT BBPXY MPOKCHMATHATA

cnabdoct (Ta6m.57).

Tabnuya 57: Edexr Ha [lupugocTurMu BbpXy IpoOKCUMaIHaTa ciadoct

BBPXY IPOKC. c1aboCcT N %
I00Bp 27 100,0
O06mo 27 100,0

ITpu 13 (48.1%) ot nenata mnpu yeueHue ¢ [IMpUIOCTUTMUH C€ OTYUTA YCIIOPEIHO C
I00pOTO TOBNHUSBaHE Ha ciaaboCTTa Ha TPOKCHMAalHATa MYCKyJaTypa W TOBIIMsSBaHE Ha

Oynbaprata cumnromaruka (Tab:1.58).

Taonuya 58: Epext Ha [IlupunocTurMuH Bepxy OynbapHaTa ciaboct

BBpPXY OynbapHaTa c-M N %
100Bp 13 48.1
O6mo 27 100,0

VYcraHoBsiBame, 4ye ouenBuUraTenHuTe HapymeHus npu 6omaute ¢ KMC ce nmoBusiBat
TPYAHO, KaTO MpH JeueHue ¢ [IMpHIOCTUTMHH OCTaBa Ja MepCUCUTHpanTo3ata npu 4/28
(14.3%) or nemnara, kato 14/28 (50%) ot menara MMar JIOIIO MOBJIMSIBAHE Ha ABHKCHHUITA Ha
OUYHUTE SOBIKU B XOpu3oHTaNHA mocoka (Ha6:n.57), a mpu 17/28 (60.7%) nepcuctupa cien

JICUeHHE OrpaHUYeHaTa MMOIBHKHOCT Ha OYHHTE SIOBJIKM BbB BepTHKaIHA Tocoka (Tabm. 59).
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Taobnuya 59: Edext Ha [IupugocTurMuH BbpXYy O(TalMOIIETHATa B XOPU30HTATHA

MOCOKa

BBPXY OPTAJIMOIIETUTS B XOP. IMOCOKA N %
I00Bp 14 50,0
HEJIOCT. 14 50,0
Oo6m10 28 100,0

Taéauya 60. Edext Ha [IupugocTurMuH BbpXy OPTaIMOIUICTHATA BHB BEPTHKATHA

ITOCOKa

BBPXY O()TAIMIUICTHSITa BEB BEPTHK. N %
IOCOKA

100Bp 11 39,3
HEJOCT. 17 60,7
O6m10 28 100,0

Henocrarpuen edext Ha IlupumocturMuH BBpXY NTO3aTa ce HaOmogaBa mpu 4/28

(14.3%) ot nenata (Ta6m.61).

Taonuya 61: Edext na [InpuaocTUrMIH BHPXY NTO3aTa

BBpXY NTO3aTa N %
I00Bp 24 85,7
HEIIOCT 4 14,3
O6mo 28 100,0

HpI/I 2 oT Aclara € YCTAHOBCH HEAOCTATHYCH C(l)CKT OT JJCYCHHUETO C HI/IpI/IILOCTI/IFMI/IH,

JBbJDKaIIl C€ Ha HGC’BJI@IZCTBI/IG Ha MaOUCHTUTC U HEPCAOBEH MMPHUEM HAa MCJIUKAMCHTA.

[Ipu HUTO €MMH OT MaMEeHTUTE He HaOJII01aBaMe POrpecust Ha 3a00JIIBaHETO.
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I'1aBa nmera

OBCHXKJIAHE

HacrosmeTo npoyuBane 0000111aBa OCHOBHUTE OCOOEHOCTH B KIIMHUYHOTO MPOTHYAHE
U TEepamneBTUYHHUTE MOJOXOJH INPH MALUCHTUTE C MUACTEHHUs B JETCKa BBb3pacT. B nmercka
BB3pacT mpeoOiagaBa mpugodOuTata MuacteHus (myasthenia gravis), cieaBaHa oT
KOHT'€HHUTaJIHATa MHACTEHUs, JOKATO MPEXOoHaTa HEOHATallHA MUACTeHUs € Hall -psjaka (113,
216). B mamiero u3cieBaHe ChINO MpeoOiagaBaT MAlHEHTUTE C MPHI00MTa MHACTEHHUS
rpasuc (60%) cripsimo te3u ¢ KMC(40%).

1. IOBenwiiHa mMuacteHus rpasBuc. OBeHWIHAaTa MHACTEHUsI TpaBUC JAEOIOTHpPA B
JETCTBOTO U C€ XapakTepusupa cbC CilabOCT Ha OYHaTa, JuieBara, OynbOapHara u
MpPOKCHMallHATa MYCKYJarypa, (pIyKTyupallyd B paMKUTE Ha JCHOHOIIMETO M 3aCUJIBAILU CE
npu HatoBapBaHe.Cropeq ToBa KOM MYCKYJIHH Ipynu ca 3acerHatu MI ce mompaszzaens Ha
OuyHa U re”epanusupana popma. Crnopen Hsaxou uscinenonarenu KOMI 3anousa mexnay 1 ron.
u 20 rox. BB3pact (244), a mo-rojisiMa 9acT OT aBTOPUTE OMPEACIAT Bb3PACTOBH IPAHUIN 32
IOMTI" mexny 1,5 no 18 roa. Bw3pact (100). B Hamero u3cneaBaHe ca BKIIOUYEHU OOTHH C
I'MI" o 18 roz. Be3pact.HabmiofeHusTa o OTHOLICHHUE HA IeMOrpad)CKUTE XapaKTepUCTUKU
Ha manueHTuTe ¢ MIT B JeTcka BB3pacT ca MoJoOHW Ha pe3yiTaTUTE Ha JIPYTH aBTOPH —
npeo0iiagaBaT Jenata ¢ Ae0rT Ha 3a00isBaHETO B mpenyOepTreTHa Bb3pact (60.4%) cnpsamo
Te3n B mocTimybepreTHa BB3pacT (39.5%), KoeTo chBNaAa ¢ JAHHUTE W3HECEHH OT APYrH
aBropu B bwirapus u uyxouna (7, 51, 98, 139). Ilpu npoyuBane B beirapus Bepxy 46 neua
3a 20 roguien nepuon H. KunnmoB u chaBT. oTOensa3par, ue 57 % ot neuara ce pazdoisBar
B TIperyOepTeTHA BB3pacT C J1Ba Bb3pacToBU muka — 29 % mexny 7 u 10 rox., 24 % Mexmy
3u 7 rox., a 43% ce pazbonsBat BbB Be3pacTTa Mexay 10 u 15 rox (7).B npoyuBane na ZHi-
Xiao Y.u cpaBrt. BEpXyY 135 nema ¢ FOMI', ne0roThT Ha 3a00JIIBaHETO MPH JenaTa € Mexay 4
Mec. u 15 rox., kato 50% OT manueHTuTe ca 1moj 3 rOAMIIHA Bb3PAacT, a B APYTroO U3CIEABAHE
OT a3uarckarta nomynamnus mpu gerna ¢ KOMI' Bp3pacToBHIT MUK Ha 1€0I0T Ha 3a00JIIBAaHETO €
Mexay Su 10 ronunu (69).

Pasnpenenennero Ha maMeHTUTE MO MOJI IPU HAIIKUTE MAlMEHTH € MOYTH 110 PABHO, C
JieK mpeBec Ha xeHckus 1ot (53.5%) capsimo Mbxkus 46.5%). I B nBete rpynu OOMHU — C
npenyoepTeTHO W TMOCTIYOEpTETHO Hadajgo Ha 3a00JsBaHETO, ce HalmoaaBa OJIU3KH

CbOTHOLICHUA MCKAY MBKKHUA U KCHCKUA I10JI, C U3BCCTHO JOMUHUPAHC HA KCHCKHUA I10JI,

105



KOETO € MoA00HO Ha ChOOIIEHUTE JaHHU OT HSAKOW aBTopu (214), mokaro mpu ApYrH aBTOPH
YKCHCKHSAT T10J1 CUJIHO JOMUHUPA HaJl MbxKus (28, 61, 345).

B mamero wu3cnenBane mnpeoOmamaBat Oomnute ¢ I'MI(62.8%) copsimo Te3u ¢
OMI'(37.2%), KOETO € ChIIOCTABMMO C JITaHHHU OT Ipyru aBTopu (7, 36, 345).

U B nBere rpynu OoiHU He ce HaOIO/aBa CHUIECCTBEHA pa3iiMKa [0 OTHOLICHHE Ha
pasnpenenenuero no mon. [lpu mamumenture ¢ OMIT mpeoGmamaBat Te3u ¢ AeOOT Ha
3a00IIIBaHETO B IpemydepTeTHa BB3pacT (87.5%), cupsMo Te3u ¢ AeOI0T B MOCTIYOepTETHA
Bb3pacT (12.5%). VYcraHoBsiBa ce€ CTaTUCTUYECKH 3HayMMa 3aBCUMOCT MEXY
I'bpBOHAYAIHATA BBH3pACT HA M35Ba Ha 3a00JIIBAHETO M PA3BUTHETO HAa KOHKpeTHaTa (opma
Ha muacteHus rpasuc (P=0.005), koeTo kopecmoHupa 10 rojisiMa CTEIEeH ChC ChOOIICHUTE
nanHu B uTeparyparta (308, 320).

[Tpu Bcuuku manuentu ¢ OMI™ e nanuie nrosa Ha kinenauute (100%), a 88% ca ¢
yCTaHOBEHA O(QTaIMOILIETHS, KOSTO ChBMAAa C JAaHHUTE OT Apyru mpoyuBanus (146, 158,
164, 243, 320)u ce pa3znuyaBa ot cboOIIeHUTa Ha HAKOM aBTopH (329).I1T03ata e eanHCTBEH
KJIMHUYEH cuMIToM npu 12% ot namute 601U ¢ OMI'. Ts moxe na Obae AByCTpaHHA, HO
nipu 44% OT HaIIKTE MalMEHTUTE € OMila eTHOCTPaHHA, 32 pa3liuKa OT JaHHUTE, ChOOIIEHH OT
Morita M., kouTO MoOKa3BaT CHIHO MpeoOiajgaBaHe Ha MAIMEHTUTE ¢ OWIaTepaaHa MTO3a
(214).Ctpabusbm e otbensnza npu 13% OT HAIIUTE MALUCHTH, a 110 JTUTEPATYPHU JTAHHU TO3H
MIPOIICHT € 3HAYMTETHO MO-BUCOK (158, 243).

N3BectHO €, ye okono 50% ot namuenture ¢ OMI™ pa3BuBar reHepanusupaHa Uiu
OynbapHa MycKyJHa cl1a0ocT, a reHepaIu3upaHuTe GOpMHU B IETCKa Bb3PACT CHCTABIABAT 10
0KoJ10 43% OT MAIllMEHTHTE C MUACTEHUsI rpaByC B Ta3u Bb3pact(98, 181, 196, 273). B namara
rpyna 6onuu, nenata cI' MI™ ca mpuOIU3UTETHO IO PaBHO pa3NpeesieHH CIope] Bh3pacTOBUS
ne0roT Ha 3a00JIABaHETO, KaTo ce OTOeNsA3Ba JIEKO JTOMHUHHMpAHe Ha Jielara ¢ IbpBOHAYaIHA
U34Ba Ha CUMITOMHUTE B MOCTHyOepTeTHa BB3pact, (55.5%) cnpsMo Te3u B npemnyOepTeTHa
BB3pacT (44.4%). B npenybepTeTHa Bb3pacT NaUEHTUTE OT skeHckus 1o (58.3%) ca moseue
OT Te3u OT MBXKKH (41.6%), HO pa3IMKUTE ca CTATUCTUYECKN HE3HAUYNMU.

ITpu 77% ot 6onnu ¢ 'MI' ce ycTaHOBsSBaT O4eBUTATEIHN HApyLIEHUs KaToO MTO3a,
JMILUIONUS, O(PTAIMOIUICT s, KOSTO € TMOJ00HO M0 YecToTa B mpoyuBaHusTa HaVander J.
UCHABT., KaKTO U Ha Morita A.u cbaBT., ciopeq KOUTO ChOTB. 94 % OT MalMeHTuTe ca
Ne0rTHPaI ¢ TMTo3a Ha Kienaynte, a 61% ca umanu aurutonus (214, 320). Cnopen apyru
JAaHHW OYEJBUTATEIIHUTE HapylieHus npu manueHtutre ¢ ['MI ce cpemar mo-psako - Yang

Zhi. cpobOmaBa, ye 40% oT HaOJrOAaBaHATa OT HErO MOJITYJAIKs € ¢ OYHA CUMIITOMATHKA, a

npuChambers M. R. u cpaBT. € 59%. (61, 3290.
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Ot aHanm3a Ha JAaHHHUTE HE CE YCTAHOBSIBA CTATUCTUYECCKH 3HAYMMA Pa3jiMKa MEXITy
nsete rpynu 6osau (OMIT u 'MI') mo oTHOIIEHHE Ha HAJIMYMETO HA €IHOCTpaHHA ITO3a,
CTpabu3bM U OPTAIMOIUIETHS BHB BEPTHKAIHA IMOCOKA, HO CE€ YCTAHOBSBA CTATHCTUYCCKU
JOCTOBEPHA pa3jiiKa Mo OTHOUICHUE Ha M3siBaTa Ha OPTAIMOILUICTHS B XOPU30HTAIIHA ITOCOKA
(p=0.001) u gurronus (p = 0.002).

[Mpu 73% ot Hammrte manumeHtd ¢ ['MIT e otbens3aHo Hanmumero Ha OynbapHa
cumnToMatuka, 15 % ca wmmanum cmaboct Ha jmieBara Myckynatypa;. npu 85% oOr
narrienTuTe ¢ 'MI ce cho0m1aBa 3a ci1aboCcT Ha MPOKCUMAITHATa MYCKYJIaTypa Ha TSUIOTO WIN
KpaiHHUIIUTE, KOETO JI0 M3BECTHA CTEIICH ChBIAJA C IaHHWTE, U3HECeHH B uTeparypata(146,
320). Crnopen aBropu karoMorita M. u chaBT.Oyi0apHa CUMIITOMAaTHKA € OWJia yCTaHOBEHA
pu 50% OT manueHTuTe, JuieBa ciaadoct npu 55%, a cnabocT Ha KpaWHUITUTE € UMAJIO TPU
66.6% ot nmenara (214). Criopea apyru aBTOpH ci1abOCT Ha KpaWHHUIIUTE ce HaOJII0aBa Mo-
panko -13.4% npu nHabmoaenuero Ha Sri —Udomkajorn S. u crasr. (308), a cmopen Chambers
M. R. u cpaBT camo 47% OT MaIMEHTHTEe UMAT CHMIITOMH Ha TeHepaTu3hpaHa MYCKYJIHA
crabocr (61).

[Tpu 7% oT Habmro1aBaHUTE OT HAC MAlMEHTH B OMpEJAeNieH eTam OT 3a00JIIBaHeTo ca
OWIM AUArHOCTUIIMPAHU CUMIITOMH Ha JUXaTelTHa HEAOCTAaThYHOCT, MOJAOOHO HA OMHUCAHUTE
ciyygau ot J. Vander (320), a apyru aBTOpH 3HAYUTEIIHO MO-BUCOK OpOM Ha TE3W MaIMCHTH—
10 32% npu ciaydaute HabmoaaBanu ot Inaloo S. u Sri —Udomkajorn S. (146, 308).

Ot wuscneasannte Oomuu ¢ I'MIT 25.9% ca umanu ne0ror Ha Oonecrra
OueJBUTATEITHA HAPYIIECHUS, & OCTAHAIUTE MYCKYJIH ca OUJIM 3aCerHaTH Ha MO-KbCEH eTal, OT
HSKOJIKO Mecela 0 2 Toj. OT HadyaJoTo Ha 3a0oisgBaHero. ToBa o3HayaBa, ye M3XOIHO 23
00JHU ca 0w auarHocTulpanu kato takua ¢ OMIT, Ho Ha mo-kbceH etan 30.4 % oT Tax
pa3BHUBAT CUMIITOMH Ha TeHepalu3upaHa ¢ppma Ha 3a00JIBaHETO.

[Tporpecust Ha o4uHaTa KbM reHepanu3upaHa ¢GopMa Ha MUACTEHUS TPAaBUC MPU JeraTa
HE € Taka 4ecTa, KakTo mpu Bb3pactHuTe (34). B nuteparypara ce choOIaBaT pa3invHd
JTAaHHY 32 CHOTHOIICHHETO Ha OOJHHTE B JEeTcKa Bb3pacT, KouTo mporpecupar ot OMI'kbMm
I'MI" — ot cpotB. 14, 3% B npoyuBanusra Ha Oritz S u cbaBT. (243);kakTo 1 Te3u Ha Ashrafu
cpasT. (36), 10 20% B npoyuBanero Ha Mullaney P u cpaBt. (216) u 75% npu u3cnenanure
6osau ot Shinomiya N.(297).

B uscneaBanara rpyma ot Hamute OonHu ¢ I'MIT mpeobnagaBar GomHuTe ¢ 3-Ta
cTeneH mno ckanata Ha Osserman (59.2%), cnensanu ot 6oaHHTE C 2-pa creneH - 22.2%, a
Hali-Majako ca marueHtuTe ¢ 4-ta creneH (18.5%). JIBe or memara ¢ I'MIT ca umanu

MHACTCHHU KPU3U.

107



[Tpu 31.3% ot uzcneaanute 6omau ¢ OMI ce ycraHOBsIBa KaTo MpoBOKUpall GakTop
mpeny u3siBa Ha 3a00JSBAHETO HATUYHMETO Ha BHUPYCHA HMH(EKIUsl Wi Apyro ¢GheOpuiIHo
CBhCTOSIHUE, a TIpH aenara ¢ ['MI' To3u npoueHt e no-mainbk 22.6 %. Kato npoBokupamu 3a
3a00J1aBaHETO ce ChOOIIABAT U MPH JiBeTe (hOPMHU IpeIlIecTBalld TPaBMH U ollepanuu, 6e3 aa
Ce YCTaHOBSIBA CTATUCTUYECKa 3HAUMMa 3aBHCHUMOCT MEXIY Te€3H (PaKTOpU M Pa3BUTHETO HA
orpezeneHa popmMa Ha MUACTEHUSI TPABUC — CHOTBEHO OYHA MJIM TeHEpaTu3nupaHa.

Karo aBTOMMYHHO 3a0oJisiBaHE MHACTEHHSITA MOHAKOTa C€ M35BSIBA 3a7HO C JIPYTU
aBTOMMYHHHU 3a0oyisiBaHHMsl Karo OOJIeCTM Ha I[IMTOBHJAHATa >Kjie3a, KOJareHO3W,
nojuueBponatun (153). Tlpu genara mo nureparypuu aanau MIT gecto ce acommupa Che
3a00JIIBaHUSIKATO aBTOMMYHHA THpPEOHWIHA OO0JeCT, IOBCHWJICH JEPMATOMHUO3UT HIIU
peematouseH aptput (70, 181, 317).ITpu enun ot Hammte nammentu ¢ OMI e orbGesizaHo
HaJIM4YMe Ha MPUIpYXKaBallo 3a00JiIBaHEe TUPEOUTUT Ha XalluMOTO, a JAPYyro Aere € Ouio ¢
nuarHoctunupana oponxuanna actma. [Ipu2 (7.4%) ot neuara ¢ TMI' e nu3BectHa u3siBaTa Ha
reHEpAIM3UPAH TOHUYHO—KJIOHUYHU THPYOBE, 3a KOETO ca IMPOBEKAAIMA Tepamusi C
MIPOTHUBOCTIMIICTITAYHA MEJIMKaMEHTH. HKOM aBTOpH CHINO CHOOIIABAT 32 KOMOPOHIHOCT Ha
MHACTCHHUS TPaBUC C enuencus mpu aena ¢ MI'- RodrigezM. u c¢baBT. ycTanoBsiBat mpu 2 %
OT Ha0JII0JaBaHuTe Jena enuienTuuHu npucteiu (273), Linderern cphaBT. chobimasar 3a 3 %
(181), a mpu Badurska6posTt Ha geriata ¢ MI™ u enmnenicus goctura 7% (39).

EnHo oT nmemara ¢ AMarHOCTUIIMpaHa MHACTEHHUS TPaBUC € TMpedojeayBajio OT
BapulieNa, KOETO HE € JIOBEJIO /O BIIONIaBaHE HAa HEBPOJOTMYHATa CHUMMOTOMATHKA.
[MocTuH(peKIMO3HA MUACTEHHUS TPABHC MPH JIella 10 BpeMe Ha/ Wik mocieaBaIina nHPEKIus ¢
BapulIeNa-30CTEP BUPYC € onucaHa u oT Obiarapcku aBropu (1). [lpenmonara ce Hanuuue Ha
moutekyisipua mumukpuss Ha AChR o- cybemununara u cnerududen gomeH Ha Varicella
Zoster BUpyca, ¢ BepOsTHA U35iBa Ha KPhCTOCAHA PEaKTHUBHOCT (277).

[Ipu egHO OT HANIMTE MAIMEHTH ca ChOOIIEHHU JaHHU 3a (PaMUITHOCT — MaiikaTa e
Omwra Cc ToCTaBeHa JWarHo3a MHUACTEHHUs TPaBUC U € C U3BBpIIeHAa TUMeKTomus. [lpu
nanuentute npocneasanu ot Heckmann 201 u cvaBt. 4% ot nmenara ¢ FOMI' ca crobmunu
3a HAJIM4Ke Ha (DaMIITHOCT- TUArHOCTHUIIMPAHH WieHOBEe oT cemericTBo ¢ MI™ (139).

Enna ot mammentkute ¢ MI' e nekyBano ¢ antunenpecant (Llumpanekc), mopamu
CbMEHHHE 3a TICHXOTeHHa OOYCIIOBEHOCT Ha OIUIaKBaHHUATA. B nureparypara e ommcaH OT
KunmumoB u cbhaBT. ciiydail Ha ps3Ka JEKOMIIEHCAIIMS Ha CHCTOSHUETO MPH MOMHUYE CIE
MPUJIOKEHHE Ha PeJIaHYM, YHHUTO OIUIAKBAHUS OMIIM ABJTO HEOOLICHSABAHU U JIEKYBaHU KaTo

HeBpoTHuHHU (7).
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JuarnozataMI' ce mocraBsd Bb3 OCHOBAa Ha HajM4Me HA OINpPEAETCHH KIMHUYHU
CHUMIITOMH, €JIEKTPO(PU3NOIOTHYHH, CEPOJIOTUYHN U HEBPOMU300pa3siBaIlIl HAXOJIKH.

TumycHa nartosorusi: TUMychT 3aeMa BaXHO MSICTO B HMYHOIIaTOreHe3aTa Ha
MuacteHusTa. I[laronorusita Ha TuMycHarta xJje3a ce cpema mnpu 70 1o 90% ot GosHUTE ¢
muacTeHs (241), kato mo-4ecTo ce cpelna TUMycHaTa xumnepiuiasus npu 37-70% ot 6onnHure,
a HaJIMYMe Ha THMOM Ce YCTaHOBsiBa rpH 5 10 40% ot G6onuute (226, 241).

B namero uzcneaaneot 6oxauTe ¢ MI™ 39.5% uMmar TuMycHa Xunepruiasus, KOeTo 10
rojsiMa CTeneH ce no0iuXkaBa 0 JaHHUTE, U3HeceHU oT Zhou u cbhaBT., Kouto 3a 10 ro.
nepuoa Ha mnpocienspaneycranoBsBaT TX npu 42 % ot genara, a npu 4 % HaJIUYUETO Ha
tuMoM (337). ChOOILICHUTE JAHHU OT PYTH aBTOPH MOKA3BaT MO-TOJISIM MPOIICHT Ha Jierara ¢
TUMYCHa natosiorus — npu KuinmoB u cbaBT. ca 80% ot manueHtute (7), B IPOyYBaHETO Ha
Inaloou craBt.ca 62 % ot aerara (146), a mpocienennte ot Heckman u cwasr., ca 6mau 67%
OT CllyyauTe ¢ TUMYyCHa Xxyrepiuiasus u 2% c¢ tumom (139). Ilpu apyru aBropu ce otOessi3Ba
MO-MaJTBK JISUT Ha MAl[MEHTHTE C THMYCHA NIaTOJIOTHs - B U3clienBaHeTo Ha Morita M.u cbaBr.,
22% ca 6uu ¢ TII (214), a B npoyuBane Yang ZX u cbaBT. 5.9% ca ¢ TX u 1.48% ¢ Tumom
(329).

B rpynara na nanumenture ¢ OMI' 37.5% umar TX, a B rpynara Ha NallUEeHTUTE C
I'MI" 42.3% ca ¢ ycranoBena TX. Upe3s mpoBenenus ananu3s ¢ npuiarade Ha Chi-Square recr
HE C€ YCTaHOBU CTATUCTUYECKH 3HAaYMMa 3aBHUCHMOCT MEXJy HAJIWYUETO HAa THUMYyCHa
xunepruiasust 1 popmara Ha MI'(p=0.758). TIpu 83% oT nemata ¢ ycTaHOBEHAa THMYCHA
XHIepIIa3ust oT rpymnara Ha te3u ¢ OMI, 3a0onsBaHeTo € nebrTHpano B mpenyoepTeTHa
BBb3pacT. B rpynara Ha geunara ¢ I'MI', kouto umar TX cbl10 € mo-royisM OposT Ha Jenara,
IMarHOCTHLIMpAaHU B MpemyOepreTHa Bb3pacT - 54.5% copsiMo Te3u B mocTmyOepTeTHa
BB3pacT 45.4%. Tosa Ou Morio aa Obae 00scHEHO U ¢ (pakTa, 4e B O-paHHA JETCKA Bb3pacT
TUMYCHATa KJIe3a € C MO-TOJIEMH pa3MepH, Clie]] KOETO cie/iBa (U3NOIOTHIHA HHBOIOLUS Ha
xKIesara.

Ot GomHuTE € 2-pa cremneH no ckaixara Ha Osserman 9% ca c¢ ycranoBeHa TX, ot Te3n
c 3-ta creneH — 54.5%, a npu nenara c 4-ta crerneH — 36.3% ca ¢ TUMyCHa XUIIEPILIa3HsL.

Hannuuero Ha aHTHTe/Ia B cepyMa Ha OOJIHMTE CPEIly OMPEICICHU CTPYKTYpPH Ha
AIeTHIIXOJMHOBUTE PEIETITOPH € Hal-4eCTO U3IMOI3BAaHUAT JUArHOCTUYCH MapKep Mpu OOTHU
C MHMACTEHUs TPaBUC, BBIIPEKU Ue MMa U (allIuBO-HETaTUBHU PE3YJITaTH 0COOEHO IMpH Jiena
caMmo C OYHa CUMIITOMATHKa.

B namara rpyna OGomnu ot obmo 43 nema, 48.8 % wWMar TOBWINEH THTHP Ha

aHTHTeJATa cpelly aleTWJaxojuHoBuTe peuentopm (anti- AChR), enno nmere e mmaino
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3aBuIleHH TUTpU Ha anti-Musk antutena T.e. o6mo 22 (51.2%) mammeHTa ca cepo-
O3UTUBHU, a ocraHainute 48.8% ca cepo-HeratuBHU.llonydeHuTe pe3ynTaTd MOAKPEIAT
JaHHUTE OT IpYTU u3cinenBanus - Snead U cbhaBT. ycTaHOBABAT Npu 53% OT HaOMIOBaHUTE
nena Hanuyue Ha aHtutena B cepyma (309);Zhou Sz, u cwaBt. orbessizBar npu 35 % ot
nenata Hamuuue Ha antutena cpemy AChR, kato He e HaOo1aBaHa sICHA KOPEIalus MEXTy
TUTHpPA HAa QHTUTEJATa B CEpyMa M TEXKECTTa Ha KiIMHW4HATa KaptuHa (337). dpyru aBTopm
ChOOIIAaBAT 3a MO-TOJSAM ST HA ,,cepono3uTuBHUTE  Aena — 60% npu OoHUTE, U3CIIeBAHU
ot Kostera-Pruszczyk A. u cpaB. (162); 63 % npu namuenture Ha Afifi A. u (24); kakro u
npu Te3u Ha Morita u cpaBT., 0e3 sACHA KOpenalus MEXIy Te)KeCTTa Ha 3a00JIIBaHETO W
HUBOTO Ha aHTUTeNara (214).

[Ipu Hammre mnamueHtn B rpynata Ha OMIT mpeobnagaBar cepoOHEraTUBHUTE
narnueHTd 68.7% crpsMo Te3u, KOMTO MMmar 3aBumieHn TuTpu Ha anti-AChR- 31.3%. B
rpynara Ha genara ¢ ['MIT Bucoku croitHoctd Ha anti —~AChR antutena umar 59.2%, enna
nanueHTka uMa anti-Musk antutena 1.e.00m0 62.9 % OT MAIMEHTUTE ca CEPO-TIOJIOKUTCHU-
62.9 %), a 33.3% HsAMaT aHTHUTENA B cCEpyMa. Y CTAHOBSIBAMECTATUCTUYEKH 3HAYMMAa pa3JihuKa
[0 OTHOIIEHHE Ha HAJIMYMETO Ha aHTUTeNa B cepyMa B jABere rpynu O6omHu - OMI u
I'MTI'(p=0.031). ToBa e B MOTBBPIKACHHE HA CHOOIIIEHUTE JAaHHU OT JAPYrH aBTOpH - Ha Anlar
u cbTp. (35) ycranoHossiBat ipu 41 % ot nemara ¢ OMI™ u ipu 72 % ot Te3u ¢ [MI” Hannume
Ha aHtuTena cpeury AChR. Ot ananuza va Heckman u cvaBT.62% ot nenara ¢ ouna ¢popma
u 81% ot nemata ¢ I'MI ca 6unu ceporniosutuBau 32 AChR-antutena (139). B mpoyuBane cu
J. Vander u chaBT. CBIIO YCTAHOBSIBA MMO-TOJIIMA Y€CTOTA Ha CEPOMO3UTHUBHHU Jiella B Ipyrara
Ha te3u ¢ [ MT, cripsimo Te3u B rpynata Ha OMI™ (320).

B wmscnensanero Ha ANArews u ChaBT. CEPOHETaTUBHH Ca TO-YECTO MAI[MCHTHTE C
ne0oT Ha 3abonsgBaHeTO B THpenyOepTeTHa Bb3pacT - 44%, BcpaBHEHHE C Te3U C
MoCcTyoepTeTHO Havasio Ha Oonectra - 18%. (29). B HamieTo u3ciieziBaHe BCHUKUTE OOJHU C
OMI c BHCOKM TUTPH HA AHTHUTEJIATA ca C TTOCTaBEHA JUarHo3a B MpenyoepTeTHa Bh3pacT
u mpexacrasisBaT 35.7% oT gemara B ChOTB. Bb3pactoBa rpyma (5/14). B rpynara Ha
ceporo3uTUBHUTE NauueHTure ¢ I'MIT mpeoGmamaBar penarta, mpU KOUTO € IIOCTaBEHA
JMarHosara B mocrmybeprerna Bb3pact — 11(11/17 — 64.7%) crpsimo 6/17 (35.3%) nmena ¢
HayaJio Ha 3a00JIsIBaHeTO B MpemydepTeTHa Bh3pacT. Upes Mann-Whitney U-test e nposenen
CpaBHHTENICH aHaiu3 Ha TUThpa Ha anti-AChR-_Ab mexny nemara B mpemyOepTeTHaTa U

MOCTIYOepTETHA BB3PAacCT M CE€ YCTAaHOBU CTATUCTUYECKA 3HAUMMA pa3jiMKa MEXIY IBETE

IpyIu.
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Ot HanpaBeHus aHanu3 upe3 m3moizBaHe Ha Fisher’s exact test, ce ycraHoBH
CTaTUCTMYECKH 3HAUYMMa 3aBCHUMOCT MEXIy TUTbpa Ha aHTHUTENaTa M TEXECTTa Ha
3abossiBaHeTo B rpynata Ha Oonnure ¢ ['MI'(p=0.027), koeTo ce paszinyaBa C JaHHHTE,
H3HECCHHM B uTeparypara (214, 337).

[Marentute ¢ nokasuun AChR-anTuTeNa B cepyMa MMaT BUCOKA YECTOTA HA TUMYCHA
xunepruiasus (172). Toa ce moTBbpkIaBa U MpH Hamara rpymna 6onHu. [IpoBeeHusT aHaTN3
ype3 Chi-square test, ycTaHOBM CTaTUCTHYECKH 3HauMMa BpPB3Ka MEXKIy HAJINYMETO Ha
HOBUIICH TUTHpa Ha anti-AChR-aHTHTeNIa U YCTAaHOBSIBAHETO Ha TUMYCHA XHUIEPILIA3Us MIPU
narrenture ¢ MI'(p=0.014).

Momudero ¢ ycraHoBeHH B cepyma aHturena cpenly MuSK penenrtopu uma
KJIMHUYHA KapTHHA, I0JI00HA Ha Ta3u npu narueHtute ¢ anti-AChR — anTurena.

EMI' wu3cnenBanusi:PeneruruBHatanepBua crumyiaamuss(RNS) e wnHaii-uecto
NpUIaraHus eneKTpo(U3NOIOTHYEH TECT 3a 3a00JIIBaHHS Ha HEPBHO-MYCKYITHOTO TIpe/laBaHe
[Ipu 74% ot o6mo 27 neua ¢ 'MI' ce ycTaHOBH HallMuue Ha TOJIOXKHUTENICH JIEKPEMEHT MpHU
peTeTUTHBHA HEPBHA CTUMYJIaus IpH 3 U 5 HZ, mpoBeeHa U3X0AHO MPH TUArHOCTUIIMPAHETO
UM.

Ilpu neunara ¢ OMIT mmacteHHa peakis ce yctaHoBsiBa mpu 6 (37.5%), a npu
narpienTuTe ¢ I MIT monoxuTeneH 1eKpeMeHTeH oTroBop ce ycranossiBa mpu 20(76.9 %) ot
Tsax. ToBa chBHaza 10 TOJISIM CTENEH C JaHHUTE, MYOJUKYBaHW B JIMTEpaTypaTa, CIOpe]
kouto TectbT RNS e monoxwurenen mpu okosno 75% ot 6omnute ¢ I'MIT u npu 50% ot
narrenture ¢ OMI™ (281, 230, 323).

B rpynara Ha npemara ¢ I'MI' ce ycTaHOBsIBA BHCOKAa CTEIEH Ha BPbB3Ka MEKIY
Texxectra Ha MIT cropen ckanmata Ha OSSerman W HaJIMYUETO Ha IMOJIOKUTEITHA MHACTEHHA
peakuus (p=0.001). Haii-noOpe ToBa ce IEMOHCTpUpa NMpPU H3CIEABaHE HA 3aBUCHMOCTTA
MeXIy Texectra Ha MI' u cTUMynupaHeTo Ha onpezeneHH HepBH. llpu cTumynanus Ha N.
facialis, n. accessories u n. ulnaris, ce ycraHOBsSIBa KOpeIaIist MEKIy CTEIIEHTa Ha TEKECT Ha
MI" 1 HaJIMYUETO HA MOJOXKHUTEIeH AekpemerTeH otroBop (P=0.008 u p=0.013).

Costa J. u chaBT. ycTaHOBABAT, ue aOHOpMHUAT oTroBop npu RNS 3aBucu ot dpopmara
Ha MMACTeHHMATa M OT TOBAa KOM MYCKYJIM C€ H3Cle[BaT - NpuU OOJHU ChC 3acsAraHe Ha
MosICHaTa MYCKYyJaTypa, ce MpernopbyBa KaTo Hail-TOCTOBEPHO 3a M3CIIEABAHE MYCKYIUTE OT
pameHHus mosc (m.trapezius); a nmpu OynbapHa JOKanu3alys Ha CUMOTOMHUTE € YJa4HO
usciensade Ha m.nasalis (77).

Morita 1 cpaBT.chOOIIABAT 32 YCTAaHOBEHA KOpENALUs MEXIYy UyBCTBUTEITHOCTTa Ha

HU3CICABAHCTO U KIIMHHUYHATa (bopMa Hn TCKECTTAa Ha SaGOﬂﬁBaHeTO, KaTo T4 € IMO-HUCKA IIPpU
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ouHuTe (opMH, HApacTBa MpPHU reHepaaTu3upaHTe GOpMHU U € Hal-BHCOKA MPH MAIlMEHTUTE C
MO-BHCOKa CTENEH Ha TeXecT Ha 3abonsBanero (214). B wnamara rpyma OONHU mpu
crumynupane Ha N. facialis,m. nasaliS u mnoxydaBaHeTo Ha MOJOXHTENICH JEKPEMEHTEH
OTrOBOP, C€ YCTAHOBSIBA CTATUCTUYECKH 3HAUMMa pasiiuka Mexay nauuenture ¢ OMI'43.8%
u nanueHtute ot rpynara Ha ['MI™ 84.6% (p=0.014). [TomoOHa pa3inka MEXIy IBETE rPYIU
OOJIHM ce YCTaHOBsSBa M IPH MNPOBEKJAHE HA CTUMYIUpPAHETO BBPXY N. accessories, m.
trapezius (p=0.007). He ce ycTaHOBsIBa CTATUCTHYCCKU 3HAYMMAa Pa3jinKa MEXy MallUCHTHTE
OT JIBETE TPYIH, IIpU CTUMyaupane Ha N. medianus u n. ulnaris. ToBa ompaeis BaxXHATa POJIs
Ha CTUMYJIMPAHETO HA MPOKCUMATHUTE HEPBH MPHU U3CieBaHe Ha manueHtute ¢ MI'.

[Tpu manmentute ¢ OyndapHa CHMITOMATHKA, C€ OTYMTA 3HAYMM IMPOLEHT Ha OOJIHHUTE
C TOJIOXKHMTENEH JIEKPEMEHTEH OTroBOp INpu crumyiupade Ha N. facialis -
18(62.8%).Ctumynupanero ua n.facialis mpu mamueHTuTe, MpU KOUTO JIMIICBA 3acsAraHe Ha
OynbapHaTa MycKynaTypa, T10Bexk/1a J0 MOJI0KUTeIHa MuacTeHHa peakuus rmpu 11 (37.9%) ot
TAX.

Jlewennero nHa MI' BrirouBa TpW IoAxoAa - CUMIITOMAaTUYHO, UMYHOMOYJIMPAILO U
xupypruuto nedenue(30.

Bernuky manmeHTH B HACTOSIIETO HW3CIEABAaHE ca 3alOyHald JICUEHHETO CH
IbPBOHAYAIIHO ChC CHMITOMATHYHHS AaHTHXOJHHECTepa3eH MeaukameHT [lupumocTurmMuH,
JO3UpPaH CHIOpe TEJIECHOTO TErJIo.

Ot 16 -Te neua ¢ ouyHa popmMa Ha MUACTEHUS, 100BP €PEKT OT MPUIIOKEHOTO JICUEHUE
¢ IImpupocTurmunca uman 56.2% ot geuara. OT TIX NAMEHTUTE C NPENyOepTETHO HAavaIo
Ha 3a0omsBaneTo ca 7/9 (77.7%), a Te3u ¢ moctmybepreTHO Havano ca 2/9 (22.2%). Ipu 2/9
(22.2%) ce mocTturHa cTabWJIHA PEMUCHS M B paMKHUTE Ha MEPHOJia Ha MPOYYBAHETO HE ca
MMaJ HOBU OIUIKBaHUs, a nipu 44.4% ot Aemnara npu MOCTUTHATA PEMUCHS U TPU HANPaBEH
ONMUT 3a HamalsBaHe Jo03aTa Ha [lupugocTUrMuH, ce HaOmroaaBa BH30OHOBSBaHE Ha
U3XO/IHATa CUMIITOMATHKA, KOETO Ce pa3iinyaBa OT JaHHWUTE B mpoy4sBaneTo HaMorita et all.,
MpU KOETO OT BCHUYKM NanueHTH JekyBaHu c I[lupupocturmus, 12.5% ca umanu mbiiHa
pemucus cien 1 1o 3 Mecena ot jeuenueto, 18.7% ca ce momobpunu, u 56.2% ot genara ca
ce Biomau (214).

OT mamueHTuTe MOCTUTHAIM A00pO KIMHUYHO TOBJIMABAHE OT JIEYEHHUETO CaMO C
[Mupunocturmun 57.1% ca 2-pa crenen no moaudunmpanata ckara Ha Osserman, 21.4% ca
3-ta creneH u 21.4% ca 4-ta crenen mo Osserman. OT HampaBeHUs aHAJIM3 Ha JTAHHUTE CE€
YCTaHOBSIBA CTATHUCTUYECKU 3HAUMMA BPB3Ka MEXKAY TEKECTTa Ha 3a00JIIBaHEeTO U e(heKTa oT

neuenuero ¢ [Mupumocturmuup (=0.045).0T nonydeHUTe pe3yaTaTy B HAIIETO U3CIICIBAHE CE
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BIXKJa, 4e jedyeHuero ¢ IlupupocTurmMuH mnoBiusiBa 1oOpe reHepalu3upaHaTa MYCKyJIHa
cmaboct nipu 64 % u OynbapHara cumnromaruka rnpu 61.1% ot 6omauTe ¢ [MI.

[Tpu aHanu3upaHe Ha JaHHUTE HE CE YCTAHOBSIBA CTATHCTUYECKU 3HAYMMA KOpEJamus
Mmexay hopmara Ha MIT 1 edekra ot neuenue ¢ [Tupugocturmun(p<0.927). He ce nabmogaBa
CTaTUCTMYECKH CBHIIECTBEHA pa3jiMKa MEXIy TepaneBTU4HusA edekr Ha IlupupocTurmMuH
BBPXY NTO3aTa, AUIIONUATA U OPTAIMOIUIETUATA IPU NAIIMEHTHTE OT JBETE IPyNH OONHU —
OMI' u I'MI.

KopTukocreponau ce npusiaraT KaTo I'bpBO CPEACTBO Ha U300p MpH NALMEHTH, IPU
KOUTO €(QEeKTHT OT CaMOCTOSATEIHOTO MPUIOKEHUE HAa aHTUXOJIMHECTEPa3HU CPEACTBa WU
KOMOMHAIMITa UM ¢ TUMEKTOMUS € HesamoBosmteneH (150, 157). ITpu 31.2% ot nmenara ¢
ouHa ¢opma u npu 44.4% ot neuara ¢ 'MI'Habmo1aBaHu OT HAcC, Ce € HAJIOXKUJIO MpujlaraHe
Ha KOpTUKOCTepouaAeH/n KypcoBe. OT aHanu3a Ha JAHHUTE HE Ce YCTAaHOBSBA CTaTHCTUYECKU
3HaYMMa pa3jivkKa MEeXIy Opos MHalMeHTH, JIKYBaHM C KOPTUKOCTEPOMAMU B JBETE IPYIHU
OoJHU.

Ot naunuenture ¢ I'MI, npu kourto ca mpunaranu KC, 8.3% ot nenara ca ¢ 2-pa
CTEIeH Ha TeXKecT Ha 3a0oJsBaHeTo o MoauduIMpanara ckaina Ha Osserman, 75% ca ¢ 3-ta
crerieH U 17% ca oueHeHu karo 4-ta creneH. B HameTo u3cienBaHe He yCTaHOBSBaMe
CTaTUCTHYECKA KOpenamus Mexay HeoOxomammoctra or jedenne ¢ KC u Texecrra Ha
3a00JIIBaHETO MPU NallMeHTUTE OT rpynara Ha [’ M.

ITpu 80% ot nanuenture ¢ OMI" u pu 75% ot Tesu ¢ I'MI', mnpu kourto ce e
HAJIOXKMJIO TPOBEXKAaHE Ha KOPTUKOCTEPOUICH/H KypCOBe, YCTAaHOBABAME YBeJIMYeHU THTPH
Ha anti-AChR-anTHTeNaB cepyma MpH TUArHOCTUIIMPAHE Ha 3a00JISIBAHETO, a €THO OT TSX €
¢ anti-MuSK anTurea. [Ipu 42% ot neuara, nekyBanu ¢ KC, cme Hamepunu Hannaue TX mpu
n300pa3sBallo M3cie/BaHe Ha TpbAHMS Kol [Ipu aHann3a Ha JaHHUTE, HE yCTaHOBSIBaMe
CTaTHCTUYECKH JIOCTOBEpHA 3aBUCHMOCT MEXAy THThpa Ha aHtuTenara cpeuryAChR u
HanuuueTo Ha edekT ot jeueHueto ¢ KC.

Pesynrarure oT HameTo HaONFO/EHUE MTOKA3BAT CTATUCTHYECKU 3HAYMMA 3aBUCHMOCT
MEXKAy TUTHpa Ha aHtuTenara cpeury AChR u mpoIbKUTETHOCTTa HAa BPEMEBUS MEPUOT
MEXKIy IMOCTaBsiHE Ha JMarHo3ara M 3amouBaHe Ha jedenuero ¢ KC(Spearman correlation,
p=0.009).

Jo0bp TepamneBTuyeH edekt ot mposeneHoto Jeuenue ¢ KC ycranossBame npu 50%
OT MAIMEHTHUTE, KOETO KOpEeNIupa ¢ U3HECCHUTE AaHHM B nuteparypara (139, 214).I1pu 25%
OT TMalUEeHTUTE Ce€ TMOBIUsABA J00pe IMpoKcuManHaTa, OynbapHara M OdYeBHUraTeigHaTa

cumnromaruka. IIpu 17% oT maumeHTHTE Cce CHOOIIAaBa 3a 3HAYUTENHO IMOAOOpEHHE Ha
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oueiBUrarenHara u OynbapHata MyCKylHa CuHja, HO CBbC CYOEKTHBHO YycCelllaHe 3a
mpokcuMaliHa MyckyiHa ciadoct. Ot Tsax 83% ca Omin ¢be 3aBuilicHH TUTPH Ha anti-AchR-
Ab B cepyma. He ycTanoBsiBaMe craTHCTHYECKA 3HAUMMa pa3iinKa B TEPANCBTUYHUS €PEKT OT
KC npu nanpentute ot asere popmu —OMI™ u 'MI'(p<0.570).

Tumextomus:Ilo nuTepaTypHH NaHHU Ha TUMEKTOMHS CleBa Ja ce€ MojJarar
npeaumao 6oxan ¢ I'MI™ u To ¢ u3pazena OynbOapHa cumnTomaruka. JIMmeBar qocTaTbyHU
JI0Ka3aTeICTBA, Y€ THUMEKTOMHITa HamalsiBa PUCKa OT Iporpecust Ha oudHaTta (opma a0
reHepalu3upaHa U He € WHIUIMPAHO Ja ce Ipujiara npu yucrata oyHa (opma, OCBEH MpHU
HsKou pedpektepHu cirydan (155).

Ha 25% ot namure nanuentu ¢ OMI' e npusoxeH XUpypruyHO JIeYeHHe, KaTo Ipu
BCUUKHUTE 3a00JIIBaHETO € AcOroTupasio B mpemyOepreTHa Bb3pacT. Cpen nemata ¢ IMI
TUMEKTOMUSI € mpoBefeHa npu 28% oT TaX, kato 42.8% ca ¢ mpenyOepTeTHO HaAdajao Ha
3abonsaBanero, a npu 57.1% 3abonsBaHeTo € Ne0IOTUPANO B IMOCTIYOEpTETHA BBH3PACT.
Criopen HanpaBeHUTE M3YUCIICHUS HE HaMUpaMe CTaTUCTHUUYECKHU 3HAuMMa pPas3jivuKa MEXIy
Opos MalMeHTH C MPOBEACHA TUMEKTOMHS B ABere rpymu Oomnu. [IpemomneparuBHO u 4-Te
neua (100%) ¢ OMI' ca umanu 3aBUIIEHH TUTPH HA AHUTEJIATA CpEIly alleTUIXOJUHOBUTE
penentopu B cepyMma. Ilpu menata ¢ I'MI, moanoxkeHH Ha THUMEKTOMMs, YCTAHOBSBaMme
3aBuIneH TUTHP Ha anti-AChR anTurena npu 85.7% oT T4X, a P €HO OT JeraTa OTKpUBAME
Hanmuuue Ha antiMuSK anrtutena.

Ot aHanm3a Ha JAaHHUTE CE€ BWXKJA, Y€ MMa CTAaTUCTHYECKA 3aBHCHMOCT MEXIY
HQJIMYMETO HA aHTUTeNa B cepyMa Ha MAIlMEHTUTE U HEOOXOIUMOCTTa OT MpPOBEXJaHE Ha
TuMekTomusi B rpymnara Ha OMI, nokato B rpymara Ha I'MI’ TakaBa 3aBUCHMMOCT HeE
ceycraHoBsiBa. HanpaBeHnus ananu3 oOuo 3a Bcuuku nanueHTH ¢ MI', nmokasBa Hainuue Ha
CTaTUCTHYECKAa 3aBUCHUMOCT MEXAY MPOBEXKIAHETO Ha THMEKTOHMS M YCTaHOBSBAaHETO Ha
3aBUIIEH TUTHP Ha aHTuTenara cpeury AChR B cepyma Ha GonHuTe.

B Hamrero m3cieiBaHe HE yCTAaHOBSBaMe KOpEJalMs MEXIy IOBUIICHUS THTHD Ha
aHTHTENIaTa B CepyMa Ha TAIMEHTHTE M BPEMEBHs HWHTEPBAT OT JHArHOCTHIIMPAHETO Ha
NAIMEeHTUTE J0 MPOBEKIAHETO HA THMEKTOMUSTA.

Criopes HSKOM aBTOpM MHAcTEHHAaTa CUMITOMAaTHKa Clie[] TAMEKTOMMS C€ TOBJIHSABA
OnaronpusiTHo B mo-rosisiMa cternieH npu AChR cepomnosutuBHu manueHtu (124), a He e
npenopbuuTeaHa npu MuSK-TTO3UTUBHM MAIlMEHTH, ThH KAaTO HE ca HAIMIE CHUTYPHU
JTIOKA3aTeJICTBa 3a TMoJji3ara OoT MHTepBeHIuATa (175), KOeTo ce MOTBBp)KIaBa W B HAIIIETO
n3cnenpane.Hamara nanmentka ¢ anti-Musk anTuTena B cepyma ClieIONEPaTUBHO € C

NEPCUCUTHpAIM  OIUIaKBaHMA OT cjnabocT Ha  oueABMrarenHara, OymbapHata U
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reHepalnu3upaHara MycKysaaTypa, U3UCKBaIM NPUIOKEHHE Ha 4-KOPTUKOCTEPOUIHH Kypca 3a
IIpOCIEIBAHUS [IEPUOL.

B cbobOmiennero va Morita u craBt. 50% OT THMEKTOMHUpPAHHUTE IALUCHTH B JIETCKA
BB3pACT ca UMaJH NMOA0OpEeHUe clie]] MHTePBEHIUATA, 25 % ca MMaiH BIIOIIaBaHE, HO MO-JIEKO
BCPaBHEHUE ¢ IIEpUO/a Mpean TuMekTomusTa (214).

[Tpu namuTe THMeKkTOMHpaHu nanueHTu ¢ OMI, 75% uMaT KIMHUYHO MOJ00peHue
Ha OueJBHUraTelHAaTa CUMITOMATHKA, NPOAbJDKABaliKM Ja IMpUEMaT aHTUXOJUHECTEPA3EH
meaukameHT. [Ipu 50% ot nenarta cMe m3cieABalid MOCTONEPATUBHO TUTHPAa Ha aHTUTeENaTa
Cpelly aleTWIXOJMHOBUS pElenTop M yCTaHOBSBaME I[IOHI)KaBaHE Ha HeromaTa
cToiiHOCT.Criopel HSKOM aBTOPU IpeolepaTUBHATA IMPOIBIDKUTENIHOCT Ha 3a00JIIBaHETO
noseye oT 12 mecena u nocronepatuBHOTO Jeuenune ¢ KC, ca momr npornoctuyeH (paxktop 3a
nocTUraHe Ha crabwiHa KiIHHYHA pemucus (66),k0eTo He ce MOTBbpXKIaBa MpU
Ha0It0/1aBaHUTE OT HAC TUMEKTOMUpaHu 6osHu ¢ OMI'.

I[Ipu emxno (14.3%) ot tumektomupanute nena c¢ ['MI, mocromepatuBHO ce
BH300HOBSIBA MHUACTEHHATa CUMIITOMATHKA ciieql Kojo 1 roi., TurepsT Ha anti-AChR ce ¢
YBEJIMUWJI W CE€ € HAJOXKWIO IpPWIAaraHe Ha JBa KOPTHUKOCTEPOMJHHU Kypca Cle]
tumektomusita.llpu nBe (28.6%) OT nemara moCTONEpaTHBHO 2 TOJ. CleJ WHTEPBEHIIMUATA
MalUEHTUTE ca ¢ 100pe KOMIIEHCHUpaHa MUACTEHHA CUMIITOMAaTUKa U CHUJIHO 3aBUILIEH TUTHP
Ha anti-Ach, cpaBHeHO ¢ mpenonepaTuBHUTE UM cToiiHOCTH. [Ipu 2 (28.6%) oT meuara He e
W3CIIEJIBAH MOCTONEPATUBHO TUTHPHT HAa AHTUTENATA, HO JlellaTa ca 3HAYUTENIHO KIMHUYHO
KOMIIEHCUPAaHU, poBexaiiku edenue ¢ [lupuaocturmun. O61mo 57% 0T THMEKTOMUpPAHUTE
nanueHTd ¢ ['MI' npersprsiBaT MOCTONEPATUBHO KJIMHUYHA PEMUCHS, KOETO KOPECITOHAMPA C
JaHHUTE B JIUTEpaTypara, choOIIeHn oT pasnuunu aBropu (139, 146, 215). Pesynrrure oT
HAIIETO U3CIIEBaHE Ce pa3nyaBat oT JanHuTte, n3Hecenu ot DhallG. u cpaBr., ciopen xouto
25 % OT TUMEKTOMHUPAHUT Jella ca OUIM aCHMITOMHH, 0€3 MEeMKaMEHTH B POABIKEHUE Ha
59 mec. cnen THMEKTOMHATA; 75% OT MalMEHTH ca Ce BJIOIIMIM CJIeJl TUMEKOMMATA U ca
JIEKyBaHU OCBEH C MUPHJAOCTUTMUH U C MOBUIIABAILYU CE€ JO3M MPETHU30H, CIIe]l KOETO ca ce
nofoOpWiIM KIMHUYHO;, TpPH €IUH OT TIX € TMpUiIaraHo Je4YeHHWe C [UTOTATHIUd U
MHTPaBEHO3€EH III00YJIHH JI0 JOCTHTaHe Ha peMHCcHUs 36 Mec. ciel] TuMeKToMusiTa. (85)

JABJTrocpo4Ho npocieasiBaHe H NPorLo3a npu nanuentrure ¢ FOMI':

Cnopen nuTepaTypHUTE JaHHM CIOHTaHHA PEMUCHsS HAcThMBa mpu 8% OT OYHHTE
dbopmu u 27 % ot renepanuszupanute (35, 100), xato ce HabIIOgaBaT MO-4ECTO MPHU

NanueHTuTe B npemnybdepreTHa Bh3pacT (31).
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Vander u chaBT. choOIIaBa, Y€ MPU BCHYUKH MALUMEHTH JIEKyaHU C MUPUIAOCTUTMHH,
nonobpenue e Habmogasano mpu 100% ot mammentute ¢ 'MI u 88% ot manmentute ¢ OMIT
(320). Te3u manHM ce pa3nM4yaBaT OT MOJYYCHHUTE PE3YJTATH MPH HALIMTE MAIMEHTH, MPH
KOUTO ce HalirofaBa NoOBp TepaneBTUYEH OTroBop OT JjeueHue ¢ I[lupupocturmMuH npu
56.2% ot nauuernure ¢ OMI u ipu 51.8 % ot nenara ¢ 'MI'.

Cropen chOOIICHUTE OT APYT aBTOp AaHHU - 25.2% ot manuentute ¢ FOMI nmocrurar
ctabunHa ximHUYHA pemucus, 20.7 % mocturaT peMHUCHs ¢ pUeM Ha MeaukameHTH, 45.2%
ce moaoopsiar, 3.7% ocraBar cradbuinu u 5.2% ce Biorasat (65).

IIpu 25.9% ot nHammute mamuentd ¢ ['MI, 3abonsBanero MI' e aeGroTupasio Cbe
3acsAraHe caMO Ha OYEJBUTATEITHUTE MYCKYJIH U CHOTBETHO Ca OWIM JUArHOCTHIMPAHU KaTO
nanueHT ¢ OMI'. [lpu te3u nena OynbapHaTa UM MPOKCMMAaHA MYCKyJaTypa ca 3acerHaTh
Ha TO-KbCEH eTam (A0 2 roJ. OT AMArHOTHIHMPAHETO), Korato € mocraBeHa auarHozal MI'.
ToBa o3HavaBa, 4ye marueHTuTe ¢ OMI™ m3xomHo ca Owimm moseue, HO npu 30.4% oT TAX
3a00JsIBAHETO Tporpecupa 10 TeHepanmsupaHa ¢opma. Tasu mpoueHT € OIu3BK [0
choOrieHust or Heckman u chaBT., KOUTO yCTaHOBSIBAT, ue 23% OT OOJIHUTE B JIETCKA Bh3PaCT
C YaCTHYHA WJIM IbJIHA O(TAIMOIICT s Pa3BUBAT reHepanu3upana Gpopma Ha 6onectra (139).
Jlpyru aBTOpU CcHOOIIABAT 3HAUYUTETHO MO-HUCHK MPOLEHT Ha OosHuTe manueHtd ¢ OMI,
MIPY KOWTO 3a00JIIBAHETO TpOTrpecupa 10 reHepanuzupana ¢popma (243, 331), a cnopex Avari
M. OposT OonMHM ¢ OYHA CHMIOTOMATHKA, TMPU KOUTO MHACTEHHAaTa CHUMIITOMAaTHKa
reHepaM3upaHa € 3HaYMTEIHO MOo-ToJIsM (38).

[Tpu HabmogaBanuTe oT Hac 6osHM ¢ npexox oT OMI™ keM I'MI', 28.5% ot aenara ca
JIMarHOCTULIMPaHU B MpemyOepTeTHa Bb3pacT, a 71.4% B mocrmybepreTHa Bb3pacT. OT
IbPBOHAYAIIHO JIUarHocTuimpanute nanueHtd ¢ OMI, 12.5% ot Te3u ¢ mpemyOepTeTHO U
71.4% ot Te3u ¢ mocTmyOepTeTHO Hayajo Ha OojecTTa mperbprsiBaT npexoa o OMIT kM
I'MI'. Ot HampaBeHMsS CTaTUCTHYECKH aHAlU3 YCTaHOBSBaME, Y€ TMAallMEHTHTE C OYHa
CUMIITOMAaTHKa, TIPH KOWUTO 3aboiysBaHeTo mnporpecupa pol’MIT ca mnpeobragaBamio
JIMAarHOCTUIIMPAaaH!d B TMOCTITyOepTeTHa BB3pacT M caMO MHOTO Majlka YacT ca ¢ AeOI0T Ha
OonecTTa B npenyodepTeTHa Bb3pacT. VI3HeceHUTe JaHHU OT JPYTd aBTOPHU CHILO MMOKA3BaT, ue
nporpecuata Ha MI' OT odHa KbM TeHepaju3upaHa (opMa € mo-decta NMpH Jerara c
nocTny0epTeTHO Hayano Ha 3abonsBaHeTro. B cBoeto mpoyuBaneYun J.ycraHOBsiBa
nporpecust Ha 3ab6osnsBanero or OMI' kM ['MI npu 14 % ot mauuentuTe B mpemnyoepTeTHa
BB3pacT u npu 53% oT Te3u B mocTmybepreTHa Bh3pact (331).

Ot mnaOmromeHusTa Hajg HamUTe nauMeHTH ¢ mnpexox ot OMIT xem I'MI,

YCTAHOBABaAMC, Y€ MO-TroJisIMa 4aCT OT TAX pPAa3BUBAT IO-JICKA MO TCXKCCT KIMHHUYHA KapTUHA
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cnopen ckanara Ha Osserman — 57.1 % pas3BuBar BTOpa cTeneH, 28.5% TpeTa cTerneH u camo
14.2% ca olieHEeHH KaTo Y€TBbpPTA CTENEH Ha MO-KbCEH €Tarl.

[Tpu 57.1% ot nmaumernure ¢ npexox or OMI" keMm I'MI" ce ycranossiBa mpu RNS
HaJIM4Yue HA JieKpeMeHTeH OTroBop.OT MbpBOHAYATHO IUATHOCTHIIMPAHUTE IALUEHTH C
OMTI ¢ ycranoBena MmuactenHa peakuus rnpu EMI', 40% pa3uBar renepanusupana ¢popma Ha
MI'. JlanauTe OT JUTEpaTypaTa MOTBBPXKIaBaT (akrTa, Y€ HAIUYHETO HA JIEKPEMEHTCH
orroBop 1npu RNSe nom mporroctudeH ¢akrop 3a mporpecus Ha 3a00JSIBAHETO KBM
I'MI(139, 320, 331).

Camo mpu 29% nena c¢ nabmrogaBan mpexoq or OMIT kem I'MI, ycraHoBsiBame
HaJIMYKME Ha MOBUIIEH TUTHP Ha antiAChR-anTuTenas cepyma.

[Tpu BcuukuTe manueHTd ¢ HabmogaBaH npexox or OMIT kem I'MIT e mpunarano
JIEYEHUE CaMO C AaHTUXOJIMHECTEPa3eH MEIUKAMEHT.

[Ipu ananu3upaHe Ha JaHHUTE C€ BIKAA, Y€ HE ce Ha0NIoJaBa CTATUCTHYECKU
3HaYMMa KopeJainus Mexay mporpecusita Ha 3abonsBanetro or OMIT keM ['MI' u mona Ha
OOJTHHUTE, HATHYNETO HA TUMYCHA XHIICPIUI3US U IOOPHUS TEPANIEBTUYCH OTIOBOP IPH JICUCHHE
¢ Kanumus.

2. KoHrenurajieH MHaCTEHEH CHHAPOM:

KMC ca redHetnyHo u (HDEHOTHUITHO XETEPOT€HHAa Tpyla OT PEIKH HACIEIACTBEHU
3a00J151BaHUsI, 3acsTalld HEPBHO-MYCKYITHOTO npenaBane.lIpu Te3u 3a0oisiBaHusI Ce MPOMEHS
CTPYKTypaTa Ha alETUIXOJMHOBUSA pELEnTop, MOTOpHAaTa IUI0OYKAa WJIM HaMalsiBa
alleTHIIXOJIMHOBATa CHHTE3a U 0cBoOOk 1aBane(89, 90)

B 3aBucumocT oOT sokanu3anuaTra Ha Je(PEKTHUS TPOTEMH B HEBPO-MYCKYJIHHS
cunaric, Harper m Engel paznmuuaBar HsKOIKO (OpMH Ha KOHTCHHUTATHUTE MHUACTCHHH
CUHAPOMH - TpPECHHANTUYHU, CHHANTUYHH, acOIMUpaHu ¢ OasajnHara JaMuHa U
noctcuHanmuyHu Gopmu (135).

B mamero uzcnensane ¢ KMC ca o6mo 28 aemna, kato oT TIX Momudera ca 53.6 %, a
Mmomyetata 46.4%. Cpen TsaX uMa JBOWMKa Opar M cecTpa, a CpeJa MOMYETara MMa JBama
ennosiiuan Onm3Hamu. Ot 1ax 1 (3%) oT Aenara e cbe 3acsiraHe caMO Ha OYEBUTATEITHUTE
Myckynu — ouHa ¢opma Ha KMC, a ocrananurte 27 Aemna mMmar TeHepalu3upaHa MYCKyTHA
cmaboct (97 %).

Knuanunata xapTMHa TIpW KOHTCHUTATHWTE MHACTEHHHU CHHAPOMH € J0CTa
xereporenna (105, 271, 295). IlomutepaTypHu AaHHH O(QTaJIMOIUIETHATAa C MTO3a Ha
KJIEMaunTe € Hali-paHHAa W 4YecTa MposBa MPU BCUYKU MAIMEHTH, JOKaTo OymdapHaTta U

reHepajJn3upaHaTa MYCKyJdHa cinabocT Morar Ja ce MposBaT B pa3jinyHa CTENeH Npu
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otnenHuTe nanueHtu (216). B namero npoyuBaHe To3u QakT ce notBbpxkaaBa — 100% ot
MalUEHTUTE UMAT OYEABUTATENIHU HAPYILICHUS], MOCIEABAHU OT T'e€HEpaM3UpaHa MYCKYJIHA
cJ1aboCT Ha MPOKCHMATHATA MYCKYJIaTypa Ha TSUIOTO U KpalHUIUTE mpu 89% OT MalueHTUTe,
OynbapHa cuMnTomMaruka € Hamuue npu 69% ot Gomuute, a 25% OT HalMeHTUTEe UMAaT
cimabocT Ha IMIEBaTa MycKynarypa c¢ wmuomnareH damuec. [lanumenture ¢ OynbapHa
cumnToMatuka ca 57.9% u ca Ha Bp3pactao 12 rox., a 42.1% ca Ha Bp3pacT Hax 12 roa. Ilpu
NAIMEeHTUTe, NpU KOMTO ce HaOIoJaBa TeHepalu3upaHa cilabocT Ha MPOKCHMAaIHATa
MycKyJaTypa npeobiaaaBar Te3u Ha Bb3pacT A0 12 rog.-60%, copsiMo Te3u Ha Bb3pacT Hall
12 rogunu - 40%. ToBa mOTBBpXkKIaBa TEHACIUATA, ONKUCaHa OT l'epreiyeBa W ChaBT,
OynbapHaTa ¥ NMpPOKCHMAJIHATa CIa0OCT Jla HaMallsABaT ¢ Bb3parra Ha mauueHtute. [Ipu 24%
OT TAUUEHTUTE, HAOJI0JaBaHU OT HAac, CE€ YCTAHOBSBAT JAHHU 3a IO-4€CTU OenoIpoOHU
nH(pEKIHU, KOeTo OM MOTJIO J1a ce OOSICHU ChC 3acAraHeTO Ha JuxaTellHaTa MYCKYIarypa,
KOETO ChBIa/1a C JAHHUTE M3HECeHH OT | epreuera u chasT (3).

IIpu 17% ot neuara ¢ KMC e KoHCTaTUpaHO HAaTWYME HA MUOMATEH CHHIPOM, Haii-
BEPOSITHO BTOPHYEH — C JyMOanHa XHUIEPJIOpo3a, TEeHIEUUs 3a ,arTelika MOXOoJKa‘‘,
U3MP3BSHE OT KJIEKHAIO TOJOXKEHHE C OMopa, M3MPSABSHE OT JIETHAIO TOJOXEHHE ChC
3aBbpTaHe Ha TIOTO. B nmTeparypara ChIIO ca OMHMCAHU CIy4aW Ha ,,MIOAC-KpalHUK'
muactennsi(127, 132, 225).

[Ipu xonrenurtanuure wmuacteHHH cupapomu (KMC), mbpBuTE CcHUMNITOMH ce
U3SIBSIBAT, OOMKHOBEHO CKOPO CJeN pakJaHETO, Hail-ueCcTo B MbPBUTE 2 TOJUHU OT KHUBOTA.
[To-psiaKO HaYaIo0TO Ha 3a00JSIBAHETO € BB BTOpATa WIIM TpeTaTa Jekaaa oT kuBota (4, 53,
82, 206).

B namero mpoyuBaHe c¢ ae0roT Ha 3a0oysiBaHETO olle NMpH paxnaaHero ca 69% ot
nenara, karo mpu 75% OT jAenara MpH pakAaHETO ca yCTaHOBEHW aHAMHECTUYHU JaHHH 3a
Oue[BUTATETHH HapymieHus u auchoHus, a npu 17% ca Ounm HamUIE TBIATATEIHU
Hapymenus. [lpu apyru 17% ot nmenara B aHaMmHe3aTa ce ChOOIaBa 3a pa3BUTHE HaA
TUXaTellHa HEIOCTAaThYHOCT MpH paxkmanero. Cropen JUTEpaTypHH AaHHU JUXaTellHa
HEJOCTAaThUHOCT C BHE3aIHA allHesl U [IMaH03a ca YeCTH HaXoAKH mpu HoBopoaeHu ¢ KMC, a
u3siBaTa Ha CTPUAOP B paHHA JIETCKa BB3pAcT MoOXe Ja ObAe BaKHA WHIUKAIUS 3a
omnpenenenu noarunose Ha KMC (160).

ITpu 31% ot nenara, HAOMIOAaBaHU OT HAC, 3a00JIIBAHETO CE € MPOSBUIO KIWHUYIHO
Ha MO-KbCeH eTamn — pu 17% OT TAX KIMHUYHUTE CUMIITOMH Ca 3all0YHAJIM HAKOJIKO Mecena
ClIe]] paXXJIaHeTo, MPHU €IHO OT JelaTta 3a00JsIBAaHETO € 3aMO0YHAI0 Clie]] 2-TOIUITHA Bb3pacT

cbc c1abocT Ha oueABHraTenHara, OyjadapHara U MpOKCUMalIHATa MYCKYJIaTypa, a MpH APYro
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3a00JIABaHETO € AeOI0THUPAIIO clie]] 3 TOA. Bb3PacT C OUEBUTATEIHU HAPYIICHUS, a KbM STO/I.
BB3pacT KbM KIMHUYHATA KapTHHA ca ce JOOABWIM U CHMOTOMH OT CTpaHa Ha OynbapHara u
poKcUManiHaTa Myckynatypa. Ilpu octananuTe aena aHaMHECTUYHHUTE JAHHM 3a 1e0r0Ta Ha
3a00JIIBaHETO Ca HETOYHU U MPOTUBOPEUUBH.

Pe3yaTaTu oT npoBeeHH M3C/IeIBAHUSA

B mHamero wuscnenBaHe npM BCHUYKM J€lla € IIPOBEJIEHA pPENETUTHBHA HEpPBHA
CTUMYJIAIHSI TIPU HUCKH YECTOTH U € YCTAaHOBEH IMOJIOKUTEIICH MUAcTeHeH oTroBoprpu 79%
OT Jielara B T.4. ¥ JETETO, KOETO € caMo ¢ oueABUrarenHu Hapymenus. [Ipu 55% ot nenara
JIMIICBA MUACTEHHA PeakIys MpH cTuMysaius Ha n. ulnaris u n. medianus, Ho ce ycTaHOBsIBa
JICKPEMEHT Ha MOTOpHHUsSI OTroBop mnpu ctumynanus Ha n.facialis. Toa O6u morio ma ce
M3I10J13Ba IIPU OINIPEEIISIHE HA NIOCJIEOBATEIHOCTTAa HA CTUMYJIyHpaHe Ha HepBuTe npu EMI
uscneaBane Ha nerna ¢ KMC, karo ce 3amoute ot ctumysiupane Ha n. facialis.

['eneruuno u3cienBane: [Ipu Bcuuku Jema € MPOBEACHO FeHETHYHO U3CjeIBaHe,
KaTo MmpH 26 OT Jenara ¢ ycraHoBeHa xomosurotrHa mytanus 1267 delG Bex3on 12 na RFLP—
CHRNE rena, otroBopeH 3a € - cyOeAMHHMIATa Ha aleTUIXOJMHOBHS perentop. Taszu
MyTalus Ce yHacJeIsBa PEICHBHO M € Haif-uectara mpuymHa 3a u3ssa Ha KMC (71, 233).
Myrtanusra B 1267delG B ex30H 12 B e-cyOeAMHMIIATA HA AIIETUIXOJIMHOBUS PEIENITOP € Hall-
YeCTO YCTaHOBEHATa KAaTo MPHYMHA 3a KOHI'€HUTAJIEH MHACTEHEH CHUHAPOM y (aMUIHH U
CIIOPAINYHU CiTydan oT poMckus eTHoc B KOro-M3rouna Espomna (21, 154, 202, 213).Croxen
U CBTP. HACHTUGUIMpPAT ChIIATa MYTalUs HpU 5 HECBBP3aHU MAIUEHTH OT pPa3IUYHU
reorpadcku paiionu kato [lakucran, Munus, Eruner u I'spuus (83).

Onucanute B boarapust or TepHeB u chaBT. 71 Obarapcku pomu ot 37 HECBBP3aHU
(¢baMuIMM ca HOCHUTENM Ha ChlllaTa N'€éHHAa MyTalus M HE MOKa3BaT pa3iiMka B KIMHUYHOTO
IpPOTHYaHE B CPAaBHEHUE ChC CHOOLICHUTE NpPEIH TOBa Clydau, KakKTO M C MaIMEHTHUTE,
HaOmonaBanu ot Hac (15). 3a0onsBaHeTO 3a10uBa HEMTOCPEIACTBEHO CIIEN PaXKIaHETO, C MTO3a
Y BBHIITHA O TAIMOILUIET s, TATOJIOTHYHA Oysi0apHa ¥ MPOKCUMAaJIHA MYCKYJTHA YMOPSIEMOCT C
JICHOHOIIIHA TMHAMUKa U 3acuiiBaila ce npu ¢pusudecku ycuiaus. CUMITOMaTUKaTa YaCTUYHO
ce MOBJHABA OT aHTUXOJIMHECTEpa3Ha TeParHs.

[Ipu npoyusane Ha Richard u cpaBT.BEpXY 23 pamunuu ¢ panno Hauyano Ha KMC ¢
npousxon ot Tynuc, Amxup, Mapoko u JIubust, npu 14 damunuu chiio ce uaeHTUPUIIPa
myTarust €1293insG B CHRNE-rern 3a encwion-cyOenuHuIIaTa Ha aleTHIXOJIMHOBUS
peuentop (269), ¢ OTHOCHTEIHO XOMOT'CHHA €KCIIpecHs, 0¢3 M3siBa Ha )KMBOTO3acTpalliaBarin
CbCTOSIHUS, ChC CPAaBHHUTEIHO CTAOMJICH KypC Ha MPOTHYaHE Ha 3a00JIIBaHETO, NMPH J00BP

OTTOBOpP Ha JICHCHHUC C XOJIMHCCTCPA3HU I/IHXI/IGI/ITOpI/I.
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[Ipu 2 or nmeumata OT HAIIETO NPOy4YBaHE, KOUTO Ca €IHOSMYHU OJIM3HALM OT
OBITapCKU ETHUYECKH MPOU3XO0/, € BepuHUIIUpeH HOB reHeH aedekT. [lenarta ca Hocutenu Ha
JIBE XETEPO3UTOTHH MYTAIIMH, YHACIEJACHH OT MaiikaTa u Oamiara. Ennara myranus e CHRNE
1259 del 23, Boxeima 10 cMsiHA Ha paMKaTa Ha 4YeTeHE M JIUICa Ha (PYHKIHOHAIHU PEICIITOPH,
a ngpyrata ¢ CHRNE Q 140 X, Bomema 1m0 Stop cOdOn W HEmbJIHO 3aBbPIIBAHE Ha
TpaHCTAIMATa U B PE3yJATaT HA TOBA JUICa Ha (DYHKIIMOHAJICH MPOTEHH. T€3U MyTalluuu 10
TO3W MOMEHTA HE ca OTKPHBAHM P MAIMEHTUTE B bbiirapus ot pomcku nmpousxo. [Ipu te3u

INannMCHTH JIMIICBAT JaHHU 3a (baMI/IJ'IHOCT.

Jleuenue na KMC

Beuuku nena, Habto1aBaHy OT HAc ca JIEKYBAaHU C aHTUXOJIMHECTEPA3EH MEAUKAMEHT.
ITpu 55% oT TAX cMe YCTaHOBWJIM MHOIO J00Bp TEpareBTUYEH OTOBOp - MOJOOpeHHEe Ha
oye/BUTraTeNHaTa, OyibapHaTa U MpOKCUMaIHaTa MycKynHa ciaaboct. [Ipu Bcuuku 27 nena ¢
reHepaau3upano 3acsrade, [IMpuIOCTUTMUHBT MMa JOOBpD €PEeKT BBPXY NMpPOKCHMAalHATa
cnaboct.Ilpu 48.1% ot meuara npu nedenue ¢ KaauMmuH ce oT4uTa yCIOpPEAHO € JOOPOTO
MOBJIMSIBAHE Ha €1a0OCTTa Ha MPOKCHMMalHATa MYCKyJaTypa U IMOBIMsBaHE Ha OynOapHara
CHUMITTOMAaTHKA.

VYcraHoBsBame, ye oueBurareaHuTe Hapymenus npu 6oaaute ¢ KMC ce nosnusiBat
TpYAHO OT jiedueHue ¢ [IupuaocTurmuH, Kato odraiaMorieruara ocraBa Ja MEepCUCUTHpA -
50% ot menata UMaT TPYJHO MOBIMSABAHE HAa O(PTAIMOIUIETHATa B XOPU30HTAJIHA TTOCOKa, a
npu 60.7% oT menata, BbIPEKH JEUCHUETO MEePCUCTUPa OPTAIMOIUIETHATa BbB BEPTUKAIHA
nocoka. Henocrarpuen edext Ha [lupugocturmMun BepXy nro3ata ce Habmonasa npu 14.3%
or neuara. [Ipm 2 oT pgemara € ycTaHOBEH HENOCTAaThbU4€H €QPEKT OT JICUEHUETO C
[TupuaoCcTUrMUH, JBJDKAI C€ Ha HEChACHCTBUE HA MAallUEHTHUTE.

ITpu 19 oT nenata ce € HAIOKUIIO TPOBEKIAHE HA IOBEYE OT €HA XOCTIUTAIN3ALUs B

KJIMHUKAaTa, IIopajau BJIOMIAaBAaHC UJIU IICPCUCTUPAHE HA CUMIITOMATHKAaTa.
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U3BOIU

1. VYcraHoBsiBa CTaTUCTHUYECKH 3HAUYMMa pasiiMKa MO OTHOUICHHE Ha Bb3PACTOBUS AEOIOT Ha
3a0onsBaHeTo B rpynara Ha OoixHute ¢ OMIT u I'MI' - npu mamumenture ¢ OMI
npeoOiamaBar Te3M C JeOIOT Ha 3a00NsIBaHETO B MpemyOepTeTHa BbB3pacT, a Mpu
naiuenTure ¢ ['MIT 3a00sisBaHeTO MOBEUETO Ca W3SBUIM IBPBUTE CUMIITOMH B
nocTinyoepTeTHa Bb3pacT.

2. B rpymnara na nanuentute ¢ [MI' ce ycTaHOBsIBa BUCOKA CTEIIEH Ha KOPENAIUS MEXIY
TEXKEeCTTa Ha KIMHWYHATA KapTWHA cropea ckamata Ha OSSerman u HaJIW4YWeTo Ha
MOJIOKUTENHa MuacTeHHa peakuus. [Ipum Oomnure ¢ I'MIT ce ycraHoBsiBa MO-4€CTO
HAJIMYUE Ha TOJOXKUTENIEH JIEKpEeMEHTeH OTrOoBOp Mpu cTuMynanus Ha n. facialis (m.
nasalis u m. orbic. oculi). u n. accessories, m. trapezius, 3a pa3Mka OT MAIUCHTHTE C
OMI'. He ycranoBsiBaMe 00aue CTaTUCTUYECKH JOCTOBEPHA pa3jiiKa B JIBETE TPYIHU IO
OTHOLICHHE Ha HAJIMYUETO Ha MOJIOKUTEJIHA MUACTEHHA peaKlus NPy CTUMYJIUPAHETO Ha
MO-JTUCTAITHO PA3MOJIOKEHH HepBU KaTo n.ulnaris, m. abd. dig.minimi u n. medianus m.
abd. poll. brev.

3. He ce nabmrogaBa cTaTUCTHYECKH 3HAUYMMA paziuka Mexay manueHture ¢ OMI u T'MIT
110 OTHOIIEHUE Hanuuuero Ha TX.

4. B rpynata Ha nanuentute ¢ ['MI' e mo-rosisima dyecToTaTta Ha HallMEHTHTE ChC 3aBHUILIECHU
CTOWHOCTH Ha THTHpa Ha anti-AChR-anTurtena. [Ipu nenata B moctnydepTeTHa Bh3pacT ce
Ha0JI0/1aBa M0-YECTO 3aBUIIEH TUTHP HA aHTUTENaTa, COPAMO Te3U B IpermyOepTeTHa.
[TarueHTHTE € MO-BUCOKA CTENEH MO ckayaTa Ha Osserman ChIO UMAT M10-4ECTO 3aBUIIEH
TUTHP HA AaHTUTENATA, KAKTO U manueHTute ¢ TX.

5. Hannumero Ha 1o0bp TepaneBTUYEH OTTOBOP OT JIEYEHHETO ¢ [IMpHIOCTUTMUH 3aBHCH OT
TeXecTTa Ha 3a00JIsIBAaHETO.

6. He ce ycraHOBsBa CTaTUCTHYECKH 3HAYMMa Pa3lIMKa MEXAy Oposi MalnueHTH, KOUTO ca
JIEKyBaHU C KOPTUKOCTEPOU U B ABeTe Tpynu 6omHn — c OMI™ u I'MI', kakto u edexra ot
neuennero ¢ KC npu nammentutre B Te3u rpynu. He ce HabmojaBa craTHCTHYECKa
3aBUCHMOCT Mex 1y TUThpa Ha anti-AChR-Ab u Hanmnuneto Ha edekr ot jedenuero ¢ KC.
BpemeBusT nepuon ot aebroTa Ha 3a00BaHETO N0 cTapThpaHeTo Ha Tepamusta ¢ KC
3aBucH oT Hanmmurero Ha anti-AChR-Ab, Ho He 1 0T abcooTHaTa CTORHOCT Ha THUTHPA.

7. B rpymara Ha manuentute ¢ OMI ce HaOmoaBa Kopenamus MeXIy HaTudueTo Ha anti-

AChR-ab # HE0OXOIMMOCTTa OT MPOBEXKIAHC Ha THMEKTOMHS, a B rpymara Ha [ MI
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10.

11.

JIUIICBA TakaBa 3aBUCUMOCT. Hsima xopenamust Mex1y TUTbpa Ha aHTUTeNIaTa B cepyMa Ha
OOJHUTE U BPEMEBHUS MEPUOJ] OT AUATHOCTULIMPAHETO HA 3a00JISBAHETO 10 MPOBEXKIAHETO
Ha THMEKTOMUSITA.

['onsim mpoueHT OT MbpBOHAUANHO AMarHoctunupanurte aeua ¢ OMI' B mocrmybepreTHa
BB3pAcCT, 10 2 roj. oT 3aboisiBaHeTo cu npemuHaBaT B ['MI', 3a paznuka oT nalueHTure ¢
OMI, pneGrotupaniu B mpenyOepreTHa Bb3pact. llammenture ¢ OMI, mnpu kouto
CUMITOMAaTUKaTa THEPAJIU3Mpa, Pa3BUBAT I0-JIEKA IO TEKECT KIMHUYHA KapTHHA Ha
3abomsBaneTo. [Iporpecusara Ha 3a6omnssBaneTo or OMI™ kbM ['MI” He 3aBucH OT ToJIa Ha
OOJHUTE, HAIMYUETO Ha TUMYCHA XMIEPIU3US U A0OpUsS TEpareBTUYEH OTrOBOpP MpH
neqyenue ¢ Kanumun.

I[Ipu KMC 3abonsiBanero mAeOroTHpa Clel paXJAaHETO WM CKOpPO ClieJ] TOBa C
OUE[BUTATEIHN HapylleHus, OynbapHa CHUMNTOMATHKAa W TeHepalu3upaHa MYCKYyIHA
cimaboct. 3a00IIBaHETO HE MPOrpecrpa BbB BPEMETO.

Haii-uecto ce ycranoBsBa xomo3urotHa mytanus 1267 delG B ex3on 12 ma RFLP—
CHRNE rena, mnpu BCHYKM MAalMEHTH OT POMCKU mnpousxoia. [lpu nBama Opars c
OBITapCKU ETHUYECKHU MPOU3XOJ]] CE€ YCTAHOBSBAT JIBE€ HOBH MYyTallMM, KOUTO HE ca
chobmaBanu 0 cera B mureparypara - CHRNE 1259 del 23 u CHRNE Q 140 X.
Jlewenneto c [Mupugocturmun npu namuentute ¢ KMC nono6psiBa B Hali-Tos1siMa CTETIEH
MpOKCUMAaHaTa MYCKyJIHa ci1abocCT, cienBaHa OoT OyinbapHara ciabocT M B Hail-Maika

CTCIICH IOBJIMsABA OYCABUTATCIIHUTC HAPYILICHU .
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INPUHOCH

Hay4yHo-TeopeTnunu

1.

3a mbpBU MHT B bBhirapus ¢ NpOBEIEHO KOMIUIEKCHO H3CIIEIBAHC HA TMAIMCHTHTE C
MHACTEHHs B JIETCKA BB3pPAaCT Karo € HAalpaBeH aHAlM3 Ha paslpeneieHHeTO Ha
HAlMEHTHTE  CIOPEA MOJia, CTUONOTMATa Ha 3a0OJsIBAaHETO, BB3PACTOBOTO HAYalo,
KIMHUYHOTO MPOTUYAHE M SBOJIFOIHATA HA 3200 SIBAHETO.

Omucann ca MamdeHTd ¢ MuomareH cuHapom npu FOMI, kopenupai ¢ BHCOKHTE
croitnoctu Ha -AChR-AD B cepyma.

Omucanu ca JBE HOBM MYyTAlWH, OTTOBOpHH 3a u3siBara Ha KMC mpu MamumeHtH OT

OBbArapcKu MPOU3XOI.

Hay4yHo-npaKkTH4ecKu: .

1.

W3cnenBana e KopenanusaTa MKy TeKECTTa Ha KJIMHUYHATA KapTHHA, Haauyreto Ha TX
u ycraHoBsiBaneTo Ha anti-AChR-Ab B cepyma Ha naruenTute ¢ FOMI.
[Toreppaena e pomsita Ha EMI wu3cnenBaHeTo mpH MOCTaBSHETO Ha JMarHo3ara

MHACTCHUSA B IC€TCKA Bb3PACT.

AHanu3upaHu ca TepaneBTHYHUTE oaxoau npu nanuenture ¢ KOMI', kakro u ponsita Ha

AHTUTCJIaTa B CEPYMaA KaTO MApKEp 3a OLICHKA Ha e(i)eKTa OT TepaluAaTa CJIC TUMCKTOMMUA.
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