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Myasthenia gravis ¢ HeBpoIOru4HO 3a00NABaHE, KOETO CE Cpella
psZiKo B OOII[aTa IPaKTHKA U TOBA 3aTPy/IHSABA HEroBara JUarHo3a u
neyeHne. Bhpeky 4e uma mMupoko pasnpocTPaHEHO ChITIACHE OT-
HOCHO M3II0JI3BAaHETO HA MHOTO MEJMKAMEHTH 3a JICYCHHE Ha MHa-
CTEHHs, HAMA MEX/YHApOJHO MPUET CTaHAapT 3a ToBa. Tl Kato
myasthenia gravis e XxereporeHHo 3a00JIsIBaHe, HE CHIIECTBYBA Haii-
JI00OBp TepareBTHYeH MOAXO0A 32 BCHUKH MAI[MEHTH. MajkoTo paH-
JOMH3UPaHH MPOYYBAHUS [PH TE3H MALMEHTH MMaT OrpaHH4YeHa
00001meHoct. HekoHTponupanute npoydBaHusi ca ¢ OrpaHHYeHA
3HayMMOCT. HacTosImKAT KOHCEHCYC € ChoOpa3eH ¢ MEKyHapo-
HMTE MPENOPBKU M JIMYHUA HHU ONUT M MMa 3a LIeJ1 1a HACOYH K-
HUIICTHTE OTHOCHO MOJXOJAa 3a JHMarHOCTHKAa W JIeYeHHWe Ha
myasthenia gravis.

Mpuactenust rpasuc (MI') e aBronmynno 3a0omns1Bane, mpUyH-
HEHO OT aHTHTeJIa MPOTUB areTuiaxonuHoBute perentopu (AChR),
MycKynHO-crienuduynara tTuposut kuHaza (MuSK) u gpyru AChR-
CBbP3aHH NPOTEHHH B ITOCTCHHANTHYHATA MeMOpaHa. XapaKkrepu-
3upa ce ¢ 0ojecTHa yMOpAEMOCT Ha HampedyHo-HaOpa3jgeHaTa
MyCKyJaTypa 1 MyCKyJHa cIa0oCT, II0paji HapyIIeHO IIpeaBaHe
Ha HEPBHUTE MMITYJICH Ha HUBOTO Ha HEPBHO-MYCKYJIHHS CHHAIIC.

BousectHocerTa € okoio 15-25/100 000, ¢ roguiiHa 3a0011eMOCT
ot 1 na 100 000 nacenenue. Hauanoro Ha 3a00J1sBaHETO IIPH aHTH-
AChR ¢opma e GumonaHo — ¢ paHeH MK okojio 30 TOIMHI 1 KbCeH
— oxoio 70-80 roxuan. B EBpoma moBedyeTo marnmeHTy ca ¢ Haqano
Ha oIUTakBaHusATa ciex S0-roxumiHa Be3pact. [lpn Mmactenus c
PaHHO HAYaJo OTHOLICHHETO Ha KeHH KbM MBiKe ¢ 3:1, ToKato npu
MHACTEHHS ¢ KbCHO HAaYaJo CTPaJaT Mo-4ecTo Mbxere. Pakropure
Ha OKOJIHATa cpeja ca Bee ote ciado npoydenu. MI™ ¢ antu-MuSK
aHTUTENA UMa reorpadcko pasianyue B EBpomna ¢ xapakTepeH 10/KHO-
CEeBEpEH I'PAINEHT — Hal-MHOTO ciiyyan ce HaOmonasar B Cpenu-
3eMHOMOPHETO, a Hal-MaJIKko B CKaHINHABCKUTE CTPaHHU.

ETnonorusita ¢ cBbp3aHa ¢ BIHSHUCTO HA TEHETHYHU U (ak-
TOpPM Ha OKOJIHATa cpena. JlokasaTencTBo 3a TOBA € KOHKOPAAHT-
HocTTa OT 35% mnpu MOHO3UTOTHM M 5% TIpU XETepO3UrOTHU
Om3Hany 3a pasutue Ha MI. OTKpUTH ca MHOXKECTBO I'€HH, BKIIIO-
yutenHo HLA renu, 0OTTOBOpHH 3a MOBHIIEHUS PUCK 32 Pa3BUTHE HA
MTI". JIokaTo HSKOM OT TSX BOIST IO Pa3IndHU aBTONMYHHH 3200115
BaHUSA, ApyTH ca no-crnenuduyann 3a MI" u onpenenenu Tunose MI.
[Tos0BUTE XOPMOHHM CBILO MTPAST POJIS 32 MPEAUCTIOZULIUATA KbM
MTI". Te morar 1a OOSCHSIT ¥ pa3IMYHOTO TIOJIOBO Pa3Hpe/ieIeHUE pu
MHACTEHHS C PAaHHO HAa4aJo ¥ MHACTEHHUS C KbCHO Ha4aJo U I10-BH-
COKOTO Pa3NpoCTpaHEeHNe Ha 3a00JISIBAHETO CPEl MIIAIN JKSHHU H Ta-
KuBa ciesl paxaane. IIpenmnonara ce poisTa Ha pa3IMuHU BUPYCH,
arakyBal TuMyca. HIKkou UMyHOTeparui IpOTHB TYMOPH, KaKTO
U IPyTd aBTOMMYHHH ¥ PEBMaTOJIOTMYHH 3a00JIBaHHSs MOTAT JIa HH-
nyuupar myasthenia gravis.

IMaTorene3ara e c aBTOMMYHHA, IIPH Y4acTHE HA TUMYCHarTa
x1e3a. HapyiieHnero Ha HEPBHO-MYCKYITHOTO IIPEaBaHe € CBbp3a-
HO CBC 3HAYNTEIHA PEAYKIMS Ha KOJMYSCTBOTO Ha AICTUIXOINHO-
BUTE peLeNnTopu B  IOCTCHHANTHYHATa MeMmOpaHa  Ha
HEPBHO-MYCKYJIHUSI CHHAIIC. YBPEXKIAHETO Ce ABJDKU Ha aHTUTSIIO-
ME/IMUPAH U KOMIUIEMEHT-3aBUCHM aBTOUMYHEH OTTOBOP C IPOIYK-
1M Ha anTuTena. [locnenHuTe Morar Jia ce pasziesiT Ha Be roJIeMU
IPyIH — aHTUTENa KbM TPAHCMEMOpPAHHH WIIH BHHIITHO-KJICTHUYHN
TIPOTEVHH 1 KBbM BBTpEKNeThYHH. [IbpBaTa rpyma anturena maro-
nornuru 32 MIT upextHO (kato aHTH-AChR anTHTeNaTa) MM UH-
JMpPEeKTHO (KaTo aHTH-MuSK aHTHTeNa M aHTH-HUCKO-ITBTHOCTEH
JHMIONPOTENH pelentop-cBbp3an nporeud 4 (LPR4) anturena) 3a-
carar gynkiuaTa Ha AChR B HEpBHO-MYCKYJIHUS CHHAIIC, KOETO
BOJIH /IO HApYyIIIEH HOHEH TPaHCIOPT Mpe3 MycKylTHaTa MeMOpaHa 1
HaMaJleHa MyCKYyJTHa KOHTPAKIMsA. AHTUTENa KbM BhTPEKIETEUHNATE
NPOTEHHH (THUTHH, PUAHOIMHOBH PELENTOPH, KOPTAKTHH) Haii-
BEPOATHO He ca maronoruyuu 3a MI, Ho Morart a ce n3mon3Bar Karto
KIMHUYEH MapKep 3a ONpejelisiHe Ha TeXKecTTa Ha 3a00JBaHeTo,
HAJIMYMETO Ha TUMOMA Witk Muonarus. [lopaau cBosita BUCOKa crie-
U(UIHOCT, TOCTETHATE HE Ca 3aCTHIECHN B KIIMHIYHATA MTPAKTHKA.
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Moarpynu Ha myasthenia gravis

Mpyasthenia gravis ¢ pauno nauano

[MarenTture ¢ Ta3u Gopma HabposBaT okoio 20% OT BCHUKH
60mHu. OTHOIIEHNETO HA MBXETE KbM JKCHHUTE € MPUOIH3UTEITHO
3:1. Ta3u opma ce acorupa ¢ HLA-B8, DR3 u npyru aBronmyHHI
TeHHHU PUCKOBH JIOKycH. [Ipu Tsx ca nanmuuuu antu-AChR antuTena.
[TaupeHTHTE € TUMOMA Ca U3KJIIOYEHH OT Ta3u rpyna. Br3moxHoO e
HAJIMYUETO Ha TUMYCHA (DOJIMKY/IapHA XUIIEPILIa3usL.

KimmHu4YHO MBpBUTE CHMITOMH BB3HUKBAT Ipean 50 ropumrHa
BB3pacT. XapakTepHa € TeHepaan3upana MyCKylIHa cIadoCT, KaTo
I1aTa KIMHAYHA KapTUHA C€ Pasrpblila B IbPBUTE TPU TOJUHU HA
6ornectra. XapakTepHa € 1 KOMOPOUIHOCTTA C APYT'M aBTOUMYHHH
3a00J1ABaHUS.

Muacmenus zpaguc ¢ KvCHO HAYAL0

[Maunenture ¢ tasu Qopma npencrasissar okono 40% ot
Benuky 6oman. Hammaun ca antu-AChR anturena. 3abonsBaneto
€ M0-4€eCTO MPU MBKETe U MoKa3Ba cinaba acormanus ¢ Hikon HLA
renn (B7, DR2). Psiztko ce cpeliia THMyCHa TATONOTHS, OPAIH KOETO
MAIUEHTUTE HE OTTOBAPAT HA THMEKTOMHUS.

KiMHMYHO IbpBUTE CUMITOMH HacTbmBar cien 50 roaumiHa
BB3pacT. XapakTepHa e TeHepaln3upana MyCKylIHa cIadocCT, KaTto
IpTaTa KIMHAYHA KapTHHA ¢€ Pasrpbhlla B IEPBUTE TPH TOJWHA HA
Gonecrra.

Muacmenus zpaguc, c6bp3ana ¢ mumom

Ta3u dopma ce mprema 3a IapaHEOINIACTUYHO 3a00JIsBAHE.
Tumom ce cpera npu 10-15% ot nauueHTHTE ¢ MUACTEHHS IPABUC.
Pa3npocTpanen e mpy BCHUKH BB3PACTH C €IHAKBO pa3NpesesieHre
1o noi. MuacTeHus rpaBuC € Hail-4eCcTo CPELIaHEeTO aBTOUMYHHO
3aboJsiBame, cBbp3aHo ¢ TuMOM. [Ipu 30% OT marmeHTrTe ¢ HaM4eH
THMOM c€ pa3BHBa MHACTEHNUs rpaBuc. [Ipu nodyTn B4k O0IHU ce
HaOmonasar antu-AChR anTuTeNa 1 renepanusupana Gpopma Ha 3a-
GonsBanero. [Ipu HaaMuKMe HA TUMOM MOTAT Ja C€ YCTaHOBAT pa3-
JIMYHY BHUJOBE aHTUTena. B cepyma Ha oxomo 30% OT marueHTnTe
nosioxkuTeHy Ha aHTH-AChR, ce Jokas3Bar 1 aHTU-TUTHH aHTHUTENA.
Te ca nanmnunu B 10 85% 0T OONHUTE C THMOM-ACOIIMMPaHa MUACTE-
HUS. AHTH-PUAHOMH aHTHUTeNa ce oTkpuBaT nmpu 70% oT maiueH-
tute ¢ aHTH-AChR 1 THMOM. AHTH-KOPTaKTHH aHTHTENA Ce HAMUPAT
npu 20% ot namuentute 6e3 anrurena cpemy AChR u MuSK,
KakTo u npu 5% ot manmenture ¢ antu-AChR. B pytnnnara mpak-
THKA Te3W aHTHTENA HE CE N3CIIE/BaT.

Muacmenus zpasuc, acoyuupana ¢ anmu-MuSK

MuSK e npoTenH, KoiTo ce ekcrnpecupa B IOCTCHHANTHYHATA
MyCKy/IHa MeMOpaHa 1 y4acTBa B OAAbPKAHETO HA QYHKIUATA HA
AChR. Oxono 1-10% ot narmenrure ¢ MI' umar antu-MuSK an-
turena. Psamxo ce nabmronasar antu-MuSK u antu-AChR anturena
NIpH e7IWH ¥ CBIM ManueHt. [Ipn Te3n maruenTn He ce HabmoxaBa
THMYCHA TaTOJIOTUSI ¥ ChOTBETHO HE Ca MOKA3HHU 32 THMEKTOMHSL.

KUIMHHYHO NManMeHTHTe MoKa3BaT 3aciraHe NpejMMHO Ha Oyi-
GapHuTe M KpaHuanHU Myckyau. Oxono 1/3 or maumeHTHTe umar
nrTo3a u jumuionus. B noseue ot 40% or nauuenTute ce HabonaBa
KaTo ITbPBU CHMITTOM OynbapHa c1abocT KaTo MOYKe 1a Ce yCTaHOBU
olIIe JIUTIEBA, (hapuHTeanHa U CIaboCT Ha €3HKa, 3a8THO ChC CIabOCT
B IIMIHATA U AUXaTeNIHaTa MycKyaaTypa. Kpaitnuiure psaako ca 3a-
CErHaTH.

Muacmenus zpasuc, acoyuupana ¢ anmu-LRP4

Cpemia ce no-uecro npu sxeHute. LRP4 ce exkcripecupa B mocr-
CHHANTHYHATa MYCKYJTHAa MeMOpaHa 1 TIpeJICTaBIIsBa perenTop, ona-
romnpusATcTBaI] akTuBUpaneTo Ha MuSK, koifto e HeoOxoanm 3a
noaabpxkanero Ha QynkuusaTa Ha AChR. AuTnTena ce ycraHoBsBar
npu 2-27% or nauueHture, HeratuBHU 3a aHTH-AChR u anTH-
MuSK. IIpoyuBane ycranossiBa anTu-LRP4 anturena npu 15% ot
nauuentute ¢ antu-MuSK, npu 8% or nanuentu ¢ antu-AChR an-
THTena v npu 4% OT MalueHTH ¢ IpyTH HeBpoMMyHHH 6onectn. [Ipn
OKOJIO 2/3 OT MalMEeHTHTE TUMYCHT € aTpo(iIeH ¥ HOPMAJICH 3a Bb3-
pacTTa, HO ca AOKJIAABAHU U CIIydau ¢ TUMYyCHA xurnepiiasus. [Ipu
MaJika 4acT OT NAlMEHTHTEe C MHACTEHHS CE YCTAHOBSIBAT AaHTH-
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arpuH aHTHTENa, OOMKHOBEHO B KoMOMHaius ¢ aHTH-MuSK win
anTtu-LRP4 u paaxo ¢ antu-AChR.

KJIMHHYHO MOBEYETO OT MALMEHTUTE Ca C OYHA MM I'eHepally-
3upaHa MyckynHa ciabocrt. IIpu okono 20% ce HabnronaBa camo
OYHa c1a00CT.

AHmumano-ne2amueHa 2eHepaIU3UPAHA MUACTEHU

2pasuc

IIpencrapisBa XxeTeporeHHa rpyna, Kato HIKOH MallieHTH HMaT
AHTUTENA C HUCHK a)MHUTET WM C HUCKA KOHLICHTPALHs, HEJI0JI0-
BHMa C HACTOALIUTE UMYHHHU TeXHOJOruu. Hskon nmarueHtu morar
Jla ©MaT HaTOJIOTMYHU aHTUTENa KbM HEHJCHTH(UIUPAHH OLIe aH-
turenu. [Ipu Te3n naruenTy TpsIOBa 1a ce N3KITIoYaT ApYyTry 3a00st-
BaHWs, HanogoOsABaIy myasthenia gravis.

Ouna muacmenus zpasuc

Cpema ce BbB BCsiKa Bb3pacT, M0-4ecTo mpu xeHure. [Ipu no-
BeYe OT IOJIOBHHATA TalMeHTH ce HaOmonasatr aHTu-AChR anTu-
Tesa, 1okaro anTu-MuSK ce cperar psjko.

KimmangHO ovHaTa MycKynHa cabocT € Hal-4ecTHsT HadaaeH
CHMIITOM, HO camo 1ipH 15% OT manmeHTHTe 3acsAraHeTo 0CTaBa caMo
B ouute. [Ipy manueHTuTe ¢ H30IMpaHa o4Ha (opMa € TIOBUIICH PHC-
KbT 32 pa3BUTHE HA TeHepanu3upana popMa Ha 3a00/IIBaHETO.

TeuxkecTTa HA MHACTEHHUSITA CE ONPE/EIIS 1O 100pe Mo3HaTaTa
y Hac ckasa Ha Ossermann, HarocIeAbK 0-9eCTO Ce U3MONI3Ba KIU-
HUYHATa Kinacuukaiys Ha AMepukaHckara (onpauus no MIT
(tabm. 1).

Ta6un. 1. Knnanyna knacuduxauus Ha AMeprKaHckata (OHAALHUS 110
muactenus rpasuc (Myasthenia Gravis Foundation of America, MGFA
Clinical Classification)

KmacI - Bcskaka ouna crabocT.

Kmac Il - Jleka reHepanu3upana MyckyiaHa ciaboct. Moxe jia e
HaJIM4YHA U OYHA MYCKYJIHa CJIA00CT OT BCAKAKBA TEXKECT.
Kunac I a — Ilpeaumuo ca 3acerHaTH KpalHUINTE, aKCHATHATA
MYCKyJIaTypa WiH 1 aBete. Moxe J1a ca 3acerHaTH B 0-Majka
CTeIeH opodaprHreanHara, JuxaTeHara MycKyIaTypa Win 1

JIBETE.

Kunac I1 6 —IIpennmHo ca 3acernatu opogapHHrearHara, Inxarei-
HaTa MYyCKynaTypa Wiu U JBeTe. Moxe ChIINo Ja ca 3acerHaru
B [0-MaJIKa WJIM €JHAKBA CTENEH aKCHATHATA U MyCKyNaTypara
Ha KpallHULIUTE.

Kunac III — CpenHo-Texxka MycKyiHa ciabocCT, 3acsraia Japyra
OCBEH OYHaTa MyCKyiarypa. Mojke ChIIO 1a € 3acerHara o4-
HaTa MyCKyNaTypa B pa3jIidHa CTEIeH.

Kunac IIT a— TIpeobnamaBamo 3acsiraHe Ha MycCKylarypara Ha
KpalHHUIMTE, aKCHAIHaTa MyCKylIaTypa Win 1 1seTe. Moxe B
MO-MaJIKa CTEleH Jia € 3acerHara opodapuHreanHara, Juxa-
TeJHaTa MyCKyJaTypa WiIH 1 IBETE.

Kunac I1I 6 - [Ipeobnanasaio e 3acersara opodaprHreantara, -
XaTeJTHaTa MyCKyJaTypa Wid U 1BeTe. Moxe ChIo ja ca 3a-
CerHaT! B IO-MalKa WM €IHAKBAa CTEHNEH aKcuagHaTa U
MYCKyJIaTypaTa Ha KpalHULIUTE UM U JIBETE.

Knac IV — texka MyckymnHa crmabocT, 3acarainia Apyra OCBEH 04-
HaTa MycKynaTrypa. Moxe chlo Jja € 3acerHara O4Hara Myc-
KynaTypa B pa3iniHa CTEIEH.

Kunac IV a— TlpeobnamaBamo e 3acerHara MyCKyJaTypaTa Ha
KpaiHHUIMTE, aKCHaJlHaTa MYCKyJlaTypa Hin 1 jsete. Moxe B
MO-MaJIka CTETeH Jia € 3acerHara opodapuHreanHara, Juxa-
TeJHaTa MyCKy/aTypa UK U JBETe.

Kaac IV 6 — [IpeoGnanaBario e 3acernara opohapuHreanHara, 1u-
XaTeJHaTa MyCKynaTypa Wi u asere. Moxe chlllo Ja ca 3a-
cerHara B TO-MajJKa WIM €IHAaKBa CTEINEH aKchajHarta u
MYCKyJIaTypaTa Ha KpalHULUTE WX U JIBETE.

KmacV  —Ilpu u3BbpiieHa opo-TpaxeanHa HHTyOAIwsI, ¢ WK 6e3
MEXaHMYHA BEHTHJIAINS, ¢ M3KIIOUeHHE Ha HHTyOHpaHe mpu
PYTUHHH HOCTONEPAaTUBHU Ipu:ku. M3mon3BaHeTo Ha Haso-
racTpajiHa coHja 6e3 MHTyOauus kinacu(uuupa nanueHTa B
Kuac IV 6.
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JUATHO3A

Knunuuno ocHOBHaTa NposiBa € HACTBIIBAHETO Ha Obp3a yMopsie-
MOCT Ha MyCKYIIUTE MPH aKTUBHOCT, KaTO HAH-4€CTO Ce 3acsirar Myc-
KyJIHUTe MHEpBHpaHU oT Kpanuanuure Hepsu (KH), myckynute Ha
TpyIa U MPOKCHMAIHUTE MYCKYJIU Ha KpalHHUIUTE. BBHIIHUTE OYHH
MYCKYJIU ¥ JIEBaTOPBT Ha KJENaya ce 3acsAraT Hal-4ecTo U B Haii-
TEXKa CTEeNeH. XapaKTepHo e, 4e ce HaOlioaBa B eHAKBA CTENEeH
NTO3a Ha KJICTIAYUTE U HAPYLIEHUE B 3aTBAPSHETO HA OYHATA LIETIKa
(m. orbicularis oculi), mpu 3ama3eHn 3eHUYHN peaKINK Ha CBETIINHA
¥ aKOMOJIAIIMS M HAJIMYKE Ha JAUILIONHS, AbJDKAIIA Ce Ha TpeyMopa
Ha pa3JIMYHU MYCKYJIHH IPYIH. 32 OTKpUBaHE Ha 04Ha (hopMa Ha 3a-
0OJSBAaHETO MOTaT J1a Ce MPHJIOKAT U HAKOM KJIMHUYHU TECTOBE:
* 3acuiBaHe Ha 1o3ara (CHMIITOM Ha 3aBecara) — BIIOIIABAHEe
Ha [IT03aTa B 110-MAJIKO 3aCErHATOTO OKO, NPH MOBJUTaHEe Ha
KJIeraya Ha I10-3aCerHaToTo OKO.

* Tect ¢ niex — nonoOpsiBaHe ¢ oBeye OT 2 Mm B 1TO3aTa Cie]
2 MUHYTHO TIPUJIOKEHHE Ha JIE BBPXY OpOUTaTa/KiIenaqa.

MyckysaHaTa yMOPSEMOCT ¢ HaMaJleHa CHJIa B JIMIEBaTa U JIbB-
KaTeJIHaTa MyCKy/aTypa 3aTpyHsABaT XPAaHEHETO U IIPUJIABAT Ha JIH-
LETO XapaKTepeH XUIOMUMUYEH BUJI, IOHAKOTA C NPUIbPIKaHE Ha
JIOJTHATa YeITFOCT TI0pajii HeBE3MOXKHO 3aTBapsiHe Ha ycrara. Hapy-
meHa ¢ (poHaIMsITa C HOCOB, HAKBCAH JI0 HEBB3MOXKEH TOBOp. B 1o-
HaIpeHAJIUTE CIIyYau € 3aTPYIHCHO I'bITAHETO, YeCTO TCYHOCTHUTE
W3JIM3aT 1pe3 Hoca Ha OonmHuTe. Hepb3MokHa e uiekcusTa Ha IusTa
CIIOHTAHHO U Cpelly CHIIPOTHBA M MALMEHTUTE YECTO 3arasBar Mo-
JIO)KEHHMETO Ha IJ1aBaTa Karo CH [omarar ¢ pbka. B 1o-kbcHu eranu
ca 3aTpyJHEHH CPECBAHETO Ha KOCaTa, XPaHEHETO, TOBOPBT, H3Kad-
BAHETO 110 CTHJION M CTABaHETO OT JIETJIO.

Jlpyra xapakTepHa KJIMHHYHA OCOOCHOCT € 3aCHIIBAHETO Ha
CHMIITOMHTE B XOfla Ha JICHS TOPaj MpPeymMopa Ha OINpeeecHn
MYCKYJIHU TPYIH — HallpUMep Ha BbHIIHUTE OYHHU MYCKYJIU TIPH Ye-
TEHE U IVIeJJaHe Ha TEJICBU3US, Ha MYCKY/IUTEe Ha (DOHALMATA CIIE
HO-TIPOIBIKUTEINICH PA3roBOp MK Ha MPOKCHMATHUTE MYCKYIIH Ha
KpaiHUIUTe ciel pu3nyecka akTUBHOCT. HsKoM MaimyeHTH uMar
BIIOIIABAHE PAHO CYTPHUH, KOCTO CE€ CBHP3BA MO-CKOPO C HEJOCTa-
ThYHa NPOJBJDKUTEIHOCT Ha epeKTa Ha BeuepHaTa 1032 Me/IHKa-
MeHT. B Hauanoto Ha 3a00NsBaHETO U MPH MO-JIEKUTE My (OPMHU
MYCKYJIHaTa yMopa ce IIpeooisiBa CPaBHUTEIHO ObP30 clie] TOKOI
(mpunosxenue 3).

He ce HaOmronaBa npomsiHa B peduiekcHara IeHHOCT, CeTHBHATA
(yHKIHS, KaKTO M Ha JCIHOCTTA HA CHPLETO M Ha IIIAJKUTE MyC-
KyJIH.

Tecmoge ¢ amwmuxonunecmepasnume unxubumopu (AXU -
neostigmine, edrophonium) ce npoBexaar clies U3MepBaHe Ha MyC-
KyJIHATa CUJIa C IMHAMOMETPHSI HITH Ha BUTAJTHHS KallallUTeT MPeIn
U Clie]l IPHIOKEHHE Ha ChOTBETHHS MEAMKaMeHT. ToBa TecTyBaHe
MOXE Ja Ce IPOBEJIE ChC Neostigmine, NPUIIOKEH HHTPAMYCKYJIHO
(1,5 mg) unu 6aBHo BenosHo (0,5 mg). TlonoGpennero ciezsa aa ce
oruyere OT 15-Ta MUHYTa 10 2-Us Yac ciiell adKanusTa. 3a npen-
OTBpATsABAaHE HA MyCKapHMHOBUTE €DeKTH € jKelaTenHa mpeMerKa-
U ¢ atropin. OTYUTAHETO HA MOAOOPEHHETO MOXE [a CTaHe
KJIHHUYHO, HO € 10-100pe To Ja Objie MOTBBPACHO CNICKTPOMHOT-
padckn. HeratuBHuAT TecT He m3KiIouBa Hammanero Ha MI, HO e
HAcOYBaIl[ 38 ThPCEHE Ha JIpyra NPUYMHA 38 MYCKYJHATa c1aboCT.
TMopanu HanMuKe Ha HeXKeTaH! PEaKLMK B IPAKTHKATA CE H3I0JI3BA
TecT ¢ npuema Ha 1 Tabn. pyridostigmine (60 mg) u oTunTaHe Ha
KIMHUYHO TTofo0peHne ciex 45-60 MuH.

Tumvp na anmumenama TpsAOBa J1a ce U3CIIEBA IPU BCUYKH T1a-
LUEHTH C KIMHUYHA aHaMHe3a, npeanonarama MI. IIpu noseuero
narnuenTu ce Habmonasar aHTu-AChR anTuTena, a npu HeraTuBeH
pesynrar ce uscieaBar antTu-MuSK. Toii kaTo B HAYANI0TO aHTUTE-
JlaTa MOXE J1a HE C€ YCTAHOBAT U Jia C€ O3UTHBHPAT B MOCIICJCTBHE,
€ HeoOXO/IMMO TIpH HavaJieH HeTaTUBEH Pe3yJITart, H3CIIe[BaHeTO J1a
ce nosropu cien 6 Mecena. AHTH-AChR n antu-MuSK anturena
ca MHOTO CHEIU()HYHN U B ChYCTAHHE C MOJAXO/SII KJINHHYCH Ipe-
Ve Ha MpaKTHKa MOCTaBAT JuarHo3ara myasthenia gravis. Tou-



arput 2023

HOCTTa Ha AuarHoctuka Ha anTH-AChR upe3 uMyHOIpenumuTHpang
metox (RIPA) Bapupa mexay 97-99%. Muoro psako mMorar ga 6baar
OTKPUTH ¥ NPH MALMEHTH C JaTepajiHa aMHOTPOQHYHA CKIIepo3a u
IIPY TAaKKMBa C HAJIMYECH TUMOM (TE3H MALMEHTHTE Ca U3JI0XKECHH Ha
puck ot pazsutre Ha MI'). AnTH-MUuSK aHTHTENa HUKOTA HE ca Ha-
MHpaHu U3BbH MI

Enexmpomuozpagpckomo mecmysane ¢ Hall-uecTo HU3MON3BA-
HHAT METO]] 32 YCTAaHOBSIBaHE Ha HAPYIIECHNS B HEPBHO-MYCKYITHOTO
npenaBaHe. BiouBa peneTUTHBHA HEPBHA €JIEKTPOCTUMYIIAIHS
(PHC) ¢ uucku yecroru (1-3-5 Hz) u oTunTaHe Ha TUIUYEH AEKpe-
MEHTEH OTroBOp (CrajaHe Ha aMIUINTY/aTa) Ha CyMapHUs MOTOPEH
axnponeH rnotenimai (CMAII). Hanue e monoxureneH qekpeMeHT
B 10 95% oT ciyuante ¢ reHepanusupana (GopMa Ha MUACTCHUS U
npu 40% oT marnuenTuTe ¢ o4Ha GopmMa. 3a MONOKHUTETIEH JAeKpe-
meHT (1:5) ce npuemar ctoitnoctr Hax 10% cragaHe Ha aMIIUTY-
nara.

[To-uyBCcTBUTENEH U cHEM(UYECH METOA 32 YCTAaHOBSIBAHE Ha
CYOKITMHIYHY HAapyIIEHUs B HEPBHO-MYCKYITHOTO TipenaBaHe ¢ EMIT
Ha eJIMHUYHO MYCKYJIHO BiakHO (single-fiber). To3u metox e mnoso-
JKUTENIeH IpH 96% OT NallMeHTUTE ¢ reHepanu3upana popma Ha MU-
acrenust u npu 80% or cnydaute ¢ ouHa (opma. OueHsBa
HEPBHO-MYCKYIHUSAT jitter. [Ipu MuacTeHust Toit € aOHOPMHO yBeIH-
YeH, JI0pH 1 B KJIMHUYHO HE3aCerHaTH MYCKYIHH IPYITH, TIPU KOUTO
PHC He noxa3Ba 1€KpPEeMEHT.

KT na npeonus meouacmurym 3a yCTaHOBSBAaHE Ha THMOM WJIN
XHIepIUIa3ysi Ha THMYCHATa jKJIe3a MMa ChIECTBEHO 3HAYEHHE B
auarHoctukara. CXeMaTHYHHUAT arOPUTHMBT 38 JUArHOCTUKA Ha
M e npencrasen Ha ¢ur. 1.
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JUGEPEHIIMATTHA TUATHO3A

Jnarnozara Ha MI' B HsKOM ciiydyanm Moxke 1a ObJie MHOTO
TpyzaHa, Topaau ($akTa, ue peuia 3a00IABaHus IPOTHYAT ChC ClIa-
6ocT Ha MyckyiuTte, nHepBupanu ot KH uim Ha MyckyiuTe Ha Ts-
JI0TO M KpaifHuIKTe. B X0/1a HA HAKOM aBTOMMYHHH 3a00IIsIBAHUS
MOJKE J1a C€ BKIJIIOUM KaTo chIbTeTBall npouec u MI, koero 3arpyn-
HsBA MTOCTABSHETO HA JMArH03aTa — HalpUMep MPH XUIIO- U XUIIep-
THPEOUIHU CHCTOSHUSA, JIYITYC U 1.

MHoro yecto npu oyHara hopma Ha MI” ce Hanara jia ce U3KIIto-
Yar JpyrH IPUYMHH, BOJICIIH JIO TTOJ00HH OILTAKBaHHS — HA/ISAPCHH
YBPEKIAHUS TIPU Pa3InyHU 3a00isBaHus (IIporpecupania Hais-
peHa BbHIITHA 0)TaIMOILIerys, CIMHoLepedeapHa 1 oMBoLepede-
JapHU arpoduHu, NPOLECH B TOPHUTE OT/ENIHM HAa MO3BYHHS CTBOJI C
pasIMyHa €THOJNOTHSA), 04Ha (hopMa Ha MYCKYIIHA JUCTPOUS, MHO-
’KeCTBeHa ckiepo3a, cunapom Ha Guillain-Barre (oxymodapunrea-
nen 1 Miller-Fisher Bapuanr).

B mmpokara nudepennnanna aumarnoza Ha MIT momazar u
BPOJICHHU, TCHETHYHO 00yCJIOBEHH MUACTEHHU CHH/IPOMH, MUTOXOH-
JIPUAITTHU 3a00MIsBaHuUsI M OKyJIOo(aprHreaTHa MyCKyHa AUCTPO(USL.

IIpu TexKo, mpeaAnMHO Oyn0apHO MUACTEHHO 3acsraHe, € He0O-
XOJIMMO J1a c€ HalpaBu Au(epeHIHaIHa IMarHo3a ¢ IPOLECH, KOUTO
AHT@XHUPAT MO3BYHHUS CTBOJ — TYMOPHH, ChJIOBH, aMHOTPO(DHYHA JTa-
TepalHa CKJIepo3a U Jp.

I'enepanusupanara cnaboct npu MI™ TpyaHO ce pasrpaHnyaBa
OT MOJ00HA CUMIITOMATUKA TIPH MHUOIATHH, TIOJTUMHO3UTH, XUIIEP-
THpeouM3bM, cunapoM Ha Guillain-Barre, mopguprHoBa noanHes-
pomnarus, XUnep- 1 XUIOKaJIHeMHYHa TIePHOANYHA Mapaiusa. 3a
HPaBUIIHO MOCTABAHE HA MArHO3aTa € HEOOXOAUMO Ja ce 00bpHe
BHUMAaHHE Ha Pa3INKUTE B pedieKCHATa ICHHOCT, CCTHBHOCTTA, Ma-
paKJIMHUKATA U eNeKTPO(HU3HOIOTHYHATA HAXO/IKA.

Hsixon TOKCHYHM YBpEX/aHHS HAa HEPBHO-MYCKYJIHOTO Tpe/a-
BaHE WM Ha nepu(epHUTEe HEPBU MOTaT 1a UMUTHPAT MUACTCHHUS —
TM(TEPHEH TOKCUH, OOTYIMHOB TOKCHH, MHCEKTHLIU/M, aHTHOHOTH-
1M, yXaIBaH!s OT 3MUH U Masily, pactuteneH D - tubocurarine u fp.

Docopoopeanuunume eeujecmsa, N3MNON3BAHE KaTO MECTU-
M1, THXUOUpAT HeoOpaTuMO aleTUIXONHHecTepasara. Te ce ab-

C Kiannuyen narepH, Hacousam MI'

| e
Wscnensane Ha antu-AChR n W

anTu-MuSK anturena

J TTonoxxurennu

~(

Curypna MI' )

C EMI — peneTutrBHA CTUMYJIAIIHS ) Texperer

C EMI Ha eIMHUYH MYCKYJIHO BIAKHO ) =
1 /" Vpemuuen ,jitter®
C Tect c AXU >_> C Bb3moxkna MI' )ﬂ
OO0eKTUBHO
KIIMHAYHO
a
| oJI00peHwe t A
AcuMeTrpuyHa (IIyKTyHpaIa
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C MI — ci1a60 BeposiTHA )

C CT nau MPT Ha MequacTHHYM )

®ur. 1. AnroputsM 3a quarHoctuka Ha MI'
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copbupar mpe3 Oenus qpod, TaCTPOUHTECTHHAITHUS TPAKT U KOXKATa,
ClIe]T KOCTO HPEAN3BUKBAT MYCKapHHOBH M HUKOTHHOBH €(DEKTH.
ITpu TeXKM OTPaBSHUS HACTBIIBA ACMPECHs HA JUXATEIHHS LICHTBP
B NpobJroBarust Mo3bK. Ciel1 OCTpUst TOKCHYEH HEPHOJ B Clle/IBa-
mute 24-96 yaca ce HaOmroIaBa MPOrpecUBHA MYCKYITHA ¢1aboCT, a
MO-KBCHO CE Pa3BHBa [UCTAHA aKCOHHA MTOJIMHEBPOIIATHS, KOSTO €
TI0-M3pa3eHa 3a Kpakara, OTKOJIKOTO 3a pruere. Edexrute Ha Bemukn
(bochopoopraHndHH BEIIECTBA ¢ H3KITIOUCHNUE HA HEPBHO-TIAPAIH-
THYHUTE Ta30BE Ca IPEXOIHH.

[pu cunopoma na Lambert-Eaton cbiio ce Hab01aBa HapyIie-
HHE Ha HeBPO-MYCKYJIHOTO IPeJJaBaHe U MUACTEHOII000HA KapTHHa,
KOSTO MMa THIUYHY KIHHUYHU M eNEKTPOPU3HONOTHIHH Pa3InKU
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ot MI.

JIEHEHUE

HacoueHo ¢ KbM [OCTHTaHe Ha 3a10BOJINTENCH KOHTPOJ Ha CHM-
HTOMHTE ¥ MUHUMH3UPaHE Ha PUCKA OT HEXKEJIAHHU JICKAPCTBEHHU pe-
akiuu. Ta3u 1en MOXe Ja ce MOCTHTHE 4Ype3 HMHIWBUIYaleH
TepaneBTHyeH noaxon. MIT ce TpeTHpa ChIIACHO CXOIHN MPHHIIHIIH,
JI0 TOJIsIMa CTETIeH HEe3aBHCHMO OT cTaryca Ha aHTutenara. Jleueo-
HHTE CTPATETHUTEe MOTAT Ja ObJaT pas/ielicHd Ha CHMIITOMATHIHO
JI€4CHHE, KOETO YICCHSIBA HEPBHO-MYCKYJIHOTO IIPEiaBaHe U HMYHO-
CYNPECUBHO JICUCHHE, HACOUCHO KBbM IMOJUICKAIIMS ATONOTHYECH
umyHeH otroBop (dur. 2 u dur. 3).

Joka3zana nuarso3a MuacteHus rpaBuc

!

WM HAJTM9IHe Ha THMOM)

3anouBaHe Ha AHTUXOJIMHECTEPA3HO JIEUCHHE 1
00CBHXK/IaHe 32 TAMEKTOMUS (IIPH PAHHO HAYaII0

!

[IponbmxaBane Ha

Knunnuna pemucust

| He

A 4

AHTHUXOJIMHECTECPAZHOTO
JICYCHUC

3amoyBaHe Ha JICUCHHE C KOPTHUKOCTEPOU I

!

Ha

IIponsixaBane Ha

JloOBbp KIMHUYEH OTTOBOP

| He

KOPTHKOCTEPOHUIHOTO JICUCHHE
(Hal-HUCKH BE3MOKHH JI03M)

\ 4

3amouyBaHe Ha JICUYCHHE C a3aTUoIIPpUH

I

Ja

HoctarpueH edexr

| He

\ 4

[IpoxgbmxaBaHe Ha JIEYEHUETO

A. 3amo4BaHe Ha JICYCHHE C APYT
HMYHOCTUMYJIaTOP

b. IIpeoueHka Ha AuarHo3ara

@ur. 2 AnroputsM 3a nedenne Ha MIT

AJIropuTbM 32 JleueHHe Ha TeHepaan3Hpana myasthenia gravis

1. 3amouBane Ha neyenue ¢ pyridostigmine

2. ITpu mauuentu ¢ antu-AChR antutena u Ha Bp3pact nox SO rofuHu j1a ce 0OMUCIN THMEKTOMHSL.

3. Ako cuMnTOMETE He ce oBajiesT ¢ pyridostigmine ce 3aroyBa JeyeHune ¢ KOPTHKOCTEPOU/IH.

4. AKo CHMITOMHTE Ce Bb3BbPHAT NP HAMaJIsIBAHE Ha J103aTa Ha KopTukoctepouute Ha 7,5 — 10 mg/nueBHo (15-20 mg npu antepHupania cxema) win

T0BeY€, CC 3al10YBa U UMYHOCYIIPECUBHO JICUCHHUC.

AJlIropuThM 32 NedeHne Ha ouHa myasthenia gravis

1. 3anouBane Ha nedenue ¢ pyridostigmine

2. Ao cHMITOMHTE He ce 0BIajesT ¢ pyridostigmine ce 3aro4Ba JICYCHHE ¢ KOPTHKOCTEPOUIH.

3. AKo CHMIITOMHTE ce Bb3BbPHAT IIPH HAMAJIABAHE Ha J103aTa Ha KOPTUKOCTepouuTe Ha 7,5 — 10 mg/nueBHo (15-20 mg npu anTepHupala cxeMa) Wik

TI0BEYE, CC 3a104YBa U UMYHOCYIIPECUBHO JICYCHHUE.

4. Tlpu natwenty ¢ antu-AChR anTuTena n ouna gopma Ha MI, KOUTO He OTroBapsT a/ICKBATHO Ha JieyeHHue ¢ pyridostigmine 1 KOMTO ca ¢ KOHTPaKH-
JIMKAIIH 32 HMYHOCYTIPECHBHO JICUCHIE I ca pe)paKTepHH Ha TAKOBA JICYCHHE WM TO OTKA3BAT, MOXE /1a CE TIPIIIOKU THMEKTOMILSL.

®ur. 3. AnropuThM 32 JeYeHNe Ha TeHepann3upana 1 oqsa MI
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CUMITOMATHYHO JIeYeHHe

Anmuxonurecmepasnume cpedcmea OIOKUpaT 00paTUMO SH3H-
Ma alleTHIIXOJMHECTepa3a 1 3a0aBAT XUAPOJIM3aTa Ha alleTHXOJINHA.
Haii-uecto B mpakTukara ce usnonssa pyridostigmin (Mestinon, Ka-
lymin). Pyridostigmin e cpenctBo Ha u360p 3a CUMIITOMATHYHO Jie-
gyeHne Ha MI" 0coOeHO B paHHHTE eTany Ha 3a00JISIBAHETO U TpH
neku, ocobero ognn popmu Ha MI'. Obmvaiinara 103a Ha pyridostig-
min e 30 mg 10 90 mg Ha 4-6 yaca. MeAMKaMEHTBT Ce TUTPUPA JI0
Haif-HHCKaTa e()eKTHBHA 103a. B Ha4amoTo Ha JIedeHUeTo U IpH Mo-
nekute Gopmu Moxke aa ce 3armoue ¢ 30 mg (1/2 tabn.) 3-4 nbTH
JIHEBHO, CJIe]] KoeTo Moxe Jia ce nosuiu 10 60 mg (1 tabn.) 4 mptu
JIHEBHO U Korato e HeoOxomuMmo 1o 90 mg 4-5 mptr tHeBHO. Edex-
THT Ha MEIMKaMeHTa 3arousa ciex 20 MUHYTH ¢ MAaKCHMYM Ha ITbp-
BUS 4ac M MPOABIDKUTENHOCT 3-4 gaca. [Ipn HemocTaThueH edext
MOXE JIa ce YBEJIMYH €HOKpaTHATA 1032 WK JIa Ce ChbKPaTH HHTEp-
BAJIBT MEXKy NPUEMaHHUTE J1031. MaKcuMaliHaTa eaHOKpaTHA 71032
[IpU NO-TOJIeMU MHTepBajiu Ha npuiarade ¢ 180 mg. 3a BeuepHus
TIPHEM € JOITYCTHMO IPHIIOKEHHE HA TaONeTHN (OPMH C KOHTPOITH-
paHo 0cBOOOXK1aBaHe (He ca HAJIMYHU B Hallara crpana). [Ipu mo-
BUIIABAaHE HA Jl03aTa ChIIECTBYBA ONACHOCT OT pa3BUTHE Ha
HEKeJIaH! JICKApCTBEHH PEaKIMH, OT CTPaHa KAKTO Ha HUKOTHHO-
BUTE M TaKka MU HA MyCKapMHOBHUTE pelenTopy. TakuBa HexeTaHn
peakiuu psiaKo ce mossiBar npu no3u mox 300 mg/nuesno. Haii-
YeCTUTE MYCKAPUHOBH SIBIICHHUS Ca YPEBEH XHUIEPMOTHIUTET (CTO-
MaIlIHA KPaMIIH, THapHs), yBEIHIEHO CIIOHOOT/ICISIHE, TOBUIICHA
JIMXaTeJIHa U TaCTPOMHTECTHHANIHA ceKpenus u Opanukapaus. Oc-
HOBHMTE HUKOTHHOBH CTPAaHWYHH SBICHUS Ca MYCKYITHH (DacLUKy-
JalMU U KpamId. XOJIMHEPTHYHUTE KPH3H C TEXKO KIMHUYHO
YBpEXKJIaHe B JIHELIHO BpeMe ca Pe/IKH, Opai PAHHOTO BKJIIOYBAHE
Ha UIMYHOCYTIPECHBHA TEPAITHsl, KOSTO HaMaJIsiBa HyXKIara OT BUCOKH
JI037 Ha CHMIITOMATHYHOTO Jieuenue. [Ipn maruentn ¢ antu-MuSK
MI, aHTUXOIMHECTEPA3HOTO JICYCHUE HE CE MIPEHOPbUBA, IOPAIU
Hee)eKTHBHOCT M MOBHUIIICH PUCK OT MOSIBA HA CTPAHUYHH PEAKIHMH.

HmyHocynpecuBHo JedeHne

H3mon3Ba ce npy BCMYKH MALUEHTH, IPH KOUTO HE € IIOCTUTHAT
3a/I0BOJIUTENICH PE3YJITaT OT NPUIOKEHUETO Ha aHTUXOJIMHECTe-
pasHo nedenue. Kopruxocreponaute, azathioprine u efgartigimod
alfa ca nexapcTBa Ha bPBYU M300P 32 UMYHOCYIIPECHUS MIPH MALUCH-
T ¢ MI". TIpu koHTpanHanKanuy, HETONEPUPAHE UM HEAOCTAThUEH
KOHTPOJI Ha 3a00JISIBAHETO MPH A/ICKBATHH JIO3H OT T€3U MeJHKa-
MEHTH, MOT'aT Jia e MPUIIOKAT JIPYT'H MIMyHOCYIIPECHBHH JIEKApCTBA.
MezaukaMeHTH Ha BTopa JInHUA ca cyclosporin A, methotrexate, my-
cophenolate mofetil, tacrolimus, rituximab, cyclophosphamide (mpu-
TIOKEHUE 2).

Kopmuxocmepouorno (KC) nedenue ce 3anousa, korato epekTst
OT CaMOCTOSITENTHOTO NPHUIOKEHHE Ha aHTUXOJIMHECTePa3HU
CpeJIcTBa MM KOMOMHALMATA UM C THMEKTOMHUS € He3a/I0BOJIUTEIICH.
KopTukocreponaure umar JedcTBHE BbpXY HMMyHHaTa CHCTEMa
MIOCPEACTBOM HHAYLHpaHe Ha T-IMoITHaTa aronTo3a 1 MoTHC-
KaHEe Ha TPAHCKPHUIILUATA HA Bb3MAIMTEIHH UMTOKUHH. [IpoyuBanus
ca MoKasaiu nogodpeHne Npyu KOPTUKOCTEPOUJTHO JICYCHHUE HA T1a-
LIMEHTH ¢ 04Ha (popma Ha MuacteHus. Mima naHHu, Ye JIeYeHNeTo Ha
ouna opma ¢ KC HamasBa uecToTara Ha rFeHepaIM3MPaHeTo Ha 3a-
OonsgBaneto. [IpUIoXkKEHHETO HA KOPTUKOCTEPOUIH MOXKE J]a CTaBa
BbB B3XO/ISIIH WM HU3XOSIIN J03UPOBKH. B mbpBHs Citydail npu
resepanusupana popma ce 3anousa ¢ 10-20 mg prednisolone u 10-
3ara MOCTEeNeHHo ce nokaysa (10 mg ceaAMUYHO WM 10-0aBHO) JI0
60-80 mg enHokparHO aHEBHO. [Ipu anTepHupanys Noaxox ce pe-
JyBaT JICH C ITbJIHA /1032 M IeH C HUCKA 1032 (MOXe 1a Ob/Ie 110-HuCKa
OT OCHOBHATa WJIM HyJeBa). MakcuManHaTa 103a ce 3aJ/bpxa JIo
HAcTbIIBaHE Ha eheKT, Tpael Hail-MaJko 2-3 Mecelia U OCTENIEHHO
ce HaMaJIsiBa 3a Mecely JI0 Hail-HucKaTa edexThBHA 103a. [Ipu ou-
HaTa (opma J03aTa MOXE Ja ce I0KayBa 10-0bp30 (Ha 5 1HHU) U
CHMITOMHTE YECTO CE KOHTPOJIMPAT OT TT0-HUCKH MAKCUMAITHH JI03U
(50-60 mg). HamansBaneTo Ha KOPTUKOCTEPOUIUTE CTaBa 10-0aBHO
OT IOKa4yBaHeTo UM. [IprMepHa cxema 3a HamMalisiBaHEe Ha KOPTHKO-
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CTEpOMIHOTO JICUSHHE € CHIDKaBaHe Ha fjo3ata ¢ 10 mg/mecedno 10
40 mg 3a anTepHUpAIKs JICH, CJIe]] KOeTO HaMallsiBaHe ¢ 5 mg/Me-
ceyHo 710 20 mg 3a anTepHUPAIIUS [IeH, CIe] KOETO HaMalsBaHe C
2,5 mg/meceuno g0 10 mg B antepuuparnus aex. [log 10 mg B an-
TEpPHUPALLKSA J€H, HAMAJIABAHETO CE M3BBPIIBA ¢ | mg/MeceyHo, 10
JOCTHTaHe Ha MoJIbpiKamia j103a ot 7-8 mg. HamansBaneTo moxe
Jla CTaBa aJTepPHUPAIIO C HyJeBa WM MO-T00pe ¢ pexyBaHe Ha MOo-
BHCOKA U 110-HUCKA /103a. EQEKTHT OT KOPTHKOCTEPOUHOTO JICUCHHE
HACTBIIBA 3a OKOJIO Mecell (4-16 cenmuun) u nopoOpeHue ce ycra-
HOBsBa 1pu oxoio 70-80% ot nmaruenTute. BucokuTe HavyamHu ma-
pentepanuu no3u methylprednisolone (100-120 mg urbason i.v.)
MOTar Jia JI0BeJaT 10 MbPBOHAYAIHO BIIOIIABAaHE HAa CHMIITOMATH-
KaTa ¥ W3UCKBaT MOHUTOPUPAHE B OOIHIYHO 3aBeJICHNE C BE3MOXK-
HOCT 3a JauxarenHa peannMarus. OOMKHOBEHO ce M3IO0N3BaT 3a
KPUTHYHO OOJIHM MAl[MeHTH B KOMOMHALMSA C JAPYTH TePaneBTHYHN
Mmetonu (ma3madepesa u/uim UMyHor1o0yauHn). B to3u cinyyait
ClIe/l IIOCTUIaHE Ha TepareBTHYEH eeKT, Jo3aTa ChII0 Ce HaMasiBa
10 Ha4YMHA yKa3aH no-rope. HeoOxoammo e a ce B3emar noj BHH-
MaHHE ¥ CTPaHUYHHUTE e(DEKTH HA MPOIBIIKUTEIHOTO KOPTUKOCTE-
POHIHO JEUCHHE — aKHE, OCTEO0Iopo3a, HaJjaBaHEe Ha TEIUo,
TMOBHILIABAHE HA aPTEPUATHOTO HAJIATaHEe, CTOMAIITHO-YPEBHHU YCIIOK-
HEHUs, pa3BUTHE HA InabeT, MUOIATHS, KaTapakTa, IiiaykoMa, Tpe-
BOJKHOCT, Jienpecus, Oe3chbHHE, NCHX03M M Ap. ToBa Hanara
CHCTEMHO OTpaHUYaBaHe Ha BBIVIEXHAPATUTE M CONTA, KAKTO U MPH-
JIO)KEHNE Ha aHTUAIIMIHY CPECTBA, H3MOI3BAHETO HA BUTaMUH D 1
6udocdoHaTu npyu NaLUEHTH, MOTYYaBAIH HPOABIIKUTEIHO KOP-
THKOCTepouH. [Ipu manueHTn che 3axapeH AuadeT He ce Mperno-
pBUBa ANTEPHUPAILLO JICYCHHE ¢ KOPTUKOCTEPOU/IH, & BCEKHIHEBHO
HOpa/IH 110-100pHUst KOHTPOJI Ha KPbBHATA 3aXap.

HM3non3BaHeTo Ha IMyHOCYTIPECHBHI MEIMKaMEHTH, €IHOBpE-
MEHHO C KOPTHKOCTEPOHINTE, C€ 3ar0uBa MPH KOPTUKOCTEPOUTHI
HE)KEJIaHH PEaKIUU, CYUMTAHH 32 3HAYUMH OT MAL[UCHTA WK JICKyBa-
MM JIeKap, P HealeKBaTeH OTrOBOP KbM KOPTHKOCTEPOUIHOTO
JEYCHHE WM KOraTo € HEeBb3MOXKHO HaMalsiBaHE HA KOPTHKO-
CTEPOUJIHOTO JICYCHHE, OPA/N PELUINB Ha cumnToMute (Hag 15-
20 mg NoaBpKaIl0 KOPTHKOCTEPOMIHO JICUCHHE C€ CMATa 3a
MHIMKAINS 3 3a[10YBaHe HAa MIMYHOCYIIPECHBHO JIEUECHHE).

Azathioprine e MypHHOB aHAJOT, KOWTO AEHCTBA KaTo IypHHOB
AHTAroHWCT U nHXUOMpa cunresara Ha JJHK u nponudepanusra na
kietkute. Toil ce mprema 3a UMyHOCYIPECUBHO CPEICTBO Ha ITbPBH
u360p npu 6oaHK ¢ MI'. JlokasaH e Kato cTepouA-11a/IsIIo JICYCHHEe
B PaHIOMHU3HPAHO Mpoy4uBaHe. JIeueHneTo ¢ Hero ce 3aroyBa, KOraro
KC ne morar j1a ce HamMasT B 6e30MacHA JO3H MM €THOBPEMEHHO
¢ KC npu manuieHTH ¢ pUCK 32 CTpaHHYHH PEAKIUH. 3arodBa ce ¢
50 mg (1 tabnm.) BeAHBK MHEBHO, CJEA KOETO C€ IOKauBa C
50 mg/ceaMudHO 10 focTHraHe Ha HUBa OT 2,5 mg/kg/nHeno. Tazu
no3a ce noabpxa 3a 10-12 mecena, ciiesy KOETO MOCTENEHHO Ce Ha-
MmaisiBa 1o | mg/kg/nmHeBHo. HavamHusT TepaneBTHYeH OTTOBOp ce
HaOmonaBa ciex 4-12 mMecera OT HaYaJIO0TO Ha JICYEHHETO ¢ MAKCH-
masier eekt cien 6-24 mecena. ChIIeCTBYBAT JJOKA3aTENICTBA €, 4
kombuHanusTa ot KC ¢ azathioprine e no-edektuBHa, ¢ MO-AbIATN
HEPHO/H HA PEMHCHS U C O-MaJIKO CTPAaHUYHU PEaKIMH B CPaBHE-
HHe ¢ MOHOTepamnus. HsAKonko npoy4BaHus ca 1oKasaan eheKTuB-
HOCT ¥ HaMaJIeH PUCK OT MPOTPEeCHsl TPH JISUeHHEe Ha 04Ha (opma
Ha 3abomnsaBaHeTo ¢ azathioprine. Pa3koTo crimpane Ha j1edeHue ¢ aza-
thioprine Moxe J1a JOBEIE /10 MOSIBA MJIM BIIOIIABAHE HA MHACTEH-
HHUTE CHMIITOMH, 0 Pa3BUTHE HAa MUACTEHHA KpH3a, JIOPH TIpU
MALMEHTH C IbJIHA WM CTaOMIHA KIMHWYHA pemucus. Hsxon
MAlMEHTH MOTar Jla UMaT HEOHOCUMOCT KbM azathioprine, nposiBs-
BAlIl C€ B TbPBUTE 2 CEMHUIH Ha JISYCHHETO C TPUIOTIOTO00HH CHMIT-
TOMH — TeMIIeparypa, Hepas3oJioKeHne 1 MoBphIIane. Hexenannure
peaKIMK ce U3pa3siBar B JIEBKOIICHHS, aHEMHUS, TPOMOOIIUTONICHHS 1
XeMaTuT, Mopajd KOeTO ¢ HeOOXOAMMO M3CIEABAHETO Ha IbJIHA
KpbBHA KapTHHA U YepPHOAPOOHA (DYHKIMS PEIH 3aouBaHe Ha Jie-
YEHHETO, CJIe]] KOETO CEIMUYHO 3a ITbPBUTE 4 CeAMULM, Ha 3 Mecela
B ITbpBATa Tro/INHa, CJIe/l KOeTO Ha 6 Mecena. YBEIMIeHneTo Ha dep-
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HOZPOOHHUTE CH3UMH CE HOPMAIM3HPa CIIe]l HaMaJsIBaHe Ha J103aTa,
JIOKaTo MEPCUCTHPALIUAT XCIATHT WM MAHKPEATUT Ca WHANKALHS
3a crupaHe Ha MequkaMenTa. Azathioprine TpsOBa 1a ce HaMauH,
Koraro JieBkoituTe criaanar nox 4 x 10%L u na ce cripe npu cra-
nane non 3 x 10%L. [Ipu nanueHTuTe, 3ao4BaIiy JICYeHHE ¢ aza-
thioprine e ’kenaresHo U3cieBaHe 32 TCHETUYEH BapUAaHT HA H3MMa
tronypuH C-metuntpancdepasa (TPMT), koiito nHakTHBHpa aza-
thioprin. [Tpu reHETHYHO HUCKO HUBO HA €H3UMa € B3MOXKHA TEKKa
MHEIOCYIPECUBHA pEaKLys, MOpPaAd KOETO TEe3M MALMCHTH He
Tpsi0Ba 1a ce nekysar ¢ azathioprin. Hskoun naruenTy, npH IbIro-
CpoYHO JieueHue ¢ azathioprin, pa3BUBaT KOKHU XUIIEPKEPATO3H U
KOXXHH TyMOPH, KOETO Hajara IeprojNYHaTa OlleHKa Ha ChCTOS-
HHETO Ha KOXara.

Cyclosporin € UMyHOCYTIPECHBEH areHT, KoiTo motucka T-kie-
ThUHaTa QYHKUMA Ype3 MHXUOMpaHe Ha KaJIlMHEBPUHHATA CUIHA-
nu3anust. EukacHocTTa My TIpH JieueHne Ha MUACTEHHUS IPABUC €
MOTBBP/ICHA B MAJIKO PaHJOMH3UPAHO IPOYyYBaHe, HO ca He0OXo-
JIMMH JOTBJIHUTEIHH [0-MaaOHu U3CleiBaHus. B mpoyuBaHe rpy-
T1aTa MaIueHTy, JIEKyBaH! Che cyclosporin, € moxasaina nogodpenue
B MYCKY/IHaTa CHJIa M HaMassiBaHe Ha THTHpa Ha aHTH-AChR anTtu-
Teja, B CPABHEHUE C KOHTPOJIHA Ipymna nanueHTH. JleueHuero 3a-
nouBa ¢ 71034 ot 3-5 mg/kg, pasnenenu B a8a npuema. [lonobpenue
npu sieuenne ¢ Cyclosporin ce HaOroaBa mo-0bp30 — Hai-uecTo B
pamkute Ha 4-8 ceqmuiu. Criel| IOCTUTaHETO My Ce 3al0yuBa Hama-
nsBaHe Ha J03ara 1o 2-2,5 mg/kg B 1Ba oraenuyu npuema. Hexena-
HHTE peaKiiH OT JICYCHUETO ca MoBeye, B cpaBHEHHe ¢ azathioprine.
Te BKJIIOYBAT OMOPTIOHUCTUYHU MH(EKLMU, MUEIOCYIPECHS], XH-
nepTpodus Ha BEHIUTE, FACTPOMHTECTHHAIHU HApyIIeHHs, He(po-
TOKCHYHOCT C XHIIEPKaJIUEMUs U apTepHaiHa xunepronus. Hsxon
criet(pUUHN CTPAHUYHH PEAKIMHU Ca TPEMOp, CHIKEH CITHIICTITH-
YEH Ipar 1 PsIKO Bb3HUKBAHETO HA 00paTHMa 3a/IHa JIeBKoeHIeda-
nomnarusi. ToBa, 3aeJHO ¢ MHOXKECTBOTO B3aUMOJICHCTBHUS C APYTH
JIeKapCTBa, MPAaBH JEYEHNUETO ¢ cyclosporin orpaHnyeHo 3a MaIbK
Opoii narmenTu ¢ MI, ipu Heycriex Ha Tepamnus ¢ JAPYTH JIeKapcTBa.
JXKenareneH e nepruopnNdYeH KOHTPOJI C U3CIIEABAHE HA JICBKOLIUTHUTE,
yepHoapoOHara n 6b0pedHa QyHKIHSI.

Mycophenolate mofetil e iMyHOCYTIpECHBEH METMKaMEHT, KOHTO
MHXMOMpPA CUHTE3a Ha ITypPUHOBUTE HYKJICOTHIN M HapyIlIaBa CeeK-
THBHO TpoiudepanuaTa Ha tuMdouuture. [(Be paHIOMHU3HUPAHU
[POY4BAHUS HE Ca YCTAHOBMIIH JIONBIHUTENHA 110132 Ha Mycophe-
nolate mofetil kato MoHoTepanus crpsmo prednisolone wim karo
CTepOUI-IAMAIL MeIHKaMeHT. Haif-BeposiTHO HeraTHBHHUS pe3ynTar
ce IBJDKH Ha JIu3aiiHa Ha MPOYYBAHHATA, Thil KATO MHOKECTBO MO-
MaJIKH JIPYTH ¢a IO MOCOYHIIN KaTo e()MKACEH TPH MALEHTH C MHUa-
CTEHUs. TPABHUC, BKIOYUTEIHO C TEPaNeBTHYHO-PE3UCTEHTHO
nporuyane. J[omycka ce U3M0I3BaHETO Ha MEJMKAMEHTA [IPH HeTO-
JIepHpaHe WM JIMIICA Ha OTTOBOP IIpH JedeHue ¢ azathioprine. Jle-
YEHHeTO 3arouBa ¢ J0o3u OT 500 mg/mHEBHO ¢ MOKauyBaHE JO
1,5-2 g/muesno. EdextuBHOCT HacThIBa cnef 2-3 Mecena, ¢ Mak-
CUMaJTHa 1oJ3a ciex 6-18 mecena. Exno mpoyuBaHe € yCTaHOBHIIO,
4ge Mycophenolate mofetil e eexTuBHO CTEpOUA-IIASIIIO CPEACTBO
U NIPY JABJITOTOJMIIHA Tepanust Ha oyHa (hopMa Ha MHACTEHUS Ipa-
Buc. [Ipu Hero moyyrbpxaiara o3a e 6una 1 g/nneBHo. CtpaHuy-
HHTE PeaKini OOMKHOBEHO Ca JIEKH U PSIKO MOTaT jia Bh3HHKHAT
MUEJIOCYIIPECHS ¥ XeNTaTOTOKCUYHOCT. JKenaTenHo e mpocnensBaHe
Ha ITbJIHA KPbBHA KapTHHA IIPH 3aI10YBaHe Ha JICYCHUETO, CIIE/ KOETO
CEMMYHO 33 YETUPH CEAMMIIH, CIIe]l KOETO JIBa ITBTH MECEYHO 32
ZIBa MeCela, CJIel KOeTO MECEYHO 3a ITbpBaTa roJMHa U Ha BCEKH 6
Mecela Cliel ToBa.

Methotrexate e nmyHOCYyTIpecop, KOWTO HHXHOMpa CHHTE3a Ha
JUHK, PHK u nporenny 1 Boztu 1o HaMassiBaHe Ha MpoJnQepanusiTa
Ha JuMdoruTUTe. BBIpeku 4e mpoyuBaHMsTAa OTHOCHO eduKac-
HoctTa Ha methotrexate IIpH JCYCHHUE Ha MUACTCHHUS Ca OCKbBJIHH,
opaiHuaT methotrexate MOXe J1a ce IIPHIIOXKHI KaTo CTepOu/I-11a sl
Tepanys pU NaLUeHTH ¢ TeHepaIn3upaHa MUACTEHHS TPABUC, KOUTO
HE TOJICPHpAT WM HE OTTOBAPAT HA JAPYTH CTEPOHA-IIA/SIIA M-
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KaMeHTH C M0-100bp KnuHW4YeH mpodun. Jledenwe ¢ mosm 7,5-
25 mg/cenMuyHO, B KOMOMHAIMS ¢ (DONMEBA KMCEINHA, € TIOKA3aI0
e(MKaCHOCT KaTo MMYHOCYIIPECHBHA TEpaIlis Ha BTOpa JMHUS 32
nedeHne Ha Muactenus. [lopaau mo-mankoro B3aumozeiicTus ¢
JIpyTH JeKapcTBa, methotrexate ce mpeanounTa npex cyclosporin
TPU Bb3PACTHHU MOTUMOPOHIHN MAIIUCHTH.

Cyclophosphamide e cunen cynpecop Ha B-muM¢onuntHara ax-
THBHOCT M CHHTE3a Ha aHTHTEJIA, a BbB BUCOKHU JI03H UMa €eKT 1
BbpXy T-numdormrure. PannoMu3upano npoyysaHe € yCTaHOBUIIO
3HAYUMO MOJOOPEHHE B MYCKYJIHATA CUJIA U M3TIOJI3BAHE HA T1O-HUC-
Ka J103a KOPTHKOCTEPOU L [IPU MALUEHTH, IPUEMAILH [1BaTa ME/IHKa-
MEHTa, CIpsAMO Tiaedo rpymna, MprueMaiia caMo KOPTHKOCTEPOHI.
Benoznoro npunoxenue Ha cyclophosphamide mo3BosiBa Hamans-
BaHE Ha 7103aTa Ha KOPTUKOCTEPOUIUTE, Oe3 BIOIABAHE B MYCKYJI-
HaTa cwiHa. [Topajn BHCOKMS PHCK OT TOKCHYHOCT, BKJIIOYBAILL
Cymnpecust Ha KOCTHUS MO3bK, OHOPTIOHUCTHYHN MH(EKIUH, TOKCHY-
HOCT Ha NMUKOYHUSA MEXypP, PUCK OT Bb3HMKBAHE HA HEOIUIa3HH, Me-
JIMKaMEHTBT CE U3TI0JI3BA MPHU MAIMEHTH C MHACTCHHUSI IPABUC, KOUTO
HE TOJIEPHpPAT WM HE OTTOBAPST HA TEPaNusi ChC CTEPOUIIH ILTHOC
azathioprine, methotrexate, cyclosporin 1 mycophenolate mofetil.

Tacrolimus waxuOupa nponudepannsTa Ha akTuBUpanure T-
KJICTKH, Ype3 Kall[MHeBPUHHATA CUTHAIM3alus (MOJ00HO Ha Jeii-
cTBHETO Ha cyclosporin). Hskonko npoy4BaHus ca yCTaHOBHJIN
KIMHIYHA 110132 OT Me/IMKaMeHTa (3-5 mg/tHeBHO) MpH JIeueHrne Ha
TEepaneBTHYHO-PE3UCTEHTHA MUACTeHHUS rpaBuc. [Topaiu CXOIHOTO
cu feiicTBre Kato cyclosporin, CTpaHHYHUTE JICKAPCTBEHH PEAKIIHN
CBIIO Ca CXOJHH M Ca CUIIHO J1030-3aBUCUMU. Tacrolimus e He(po-
Y HEBPOTOKCHYEH M B3aUMOJICHCTBA C MHOXXECTBO JIPYTH JIEKapCTBaA.

Rituximab e antn-CD20 MOHOKJIOHAJIHO QHTHUTSJIO, KOETO BOIU
JI0 HamaJsiBaHe Ha B-mumdonmrute. M3momn3Ba ce mpy MarueHTH,
KOMTO Ca PE3MCTEHTHH Ha CTaHIapTHA UMYHOCYIPECHs, B J1Ba pe-
kuMa — 375 mg/m?/ceAMUYHO 32 YETHPH MOCIIEIOBATEITHU CEAMUIIN
i o 1 000 mg Ha mepBH 1 neTHaeceTH AeH. [loBeueTo marpeHTn
ce Hy’KasT oT rnoseye oT 1 Kypc Ha jedenue. [lopaau naunca Ha yc-
TaHOBEH MPOTOKOJI PEIICHUETO 33 MOBTOPHU KypcOBe Ce B3MMa Ha
0a3a Ha KJIMHUYHOTO HAOMIOICHHE U M3CiIe/BaHe Ha B-kieThyHaTa
cy6nomysanus. Mex1yHapOIHHUTE IPENOPHKH Ca B I10J13a Ha 3a104-
BaHE Ha PaHHO JieueHue ¢ Rituximab npu nmaruenTtn ¢ antu-MuSK
AHTUTENA, KOUTO UMAT HE3a0BOJIMTENCH KOHTPOJ Cle] MbPBOHA-
yajHara uMyHocynpecus. EdukacHocTTa B mpoyuBaHus npu tepa-
HeBTHYHO pe3ucteHTHa aHTH-AChR MwuacteHust rpaBuc e
HECHI'ypHa, HO JIeueHHe ¢ Rifuximab ce mpuemMa Kato OIIIUs aKko
JIPYTU MEMKAMEHTH HE CE TOJNEPUpaT 100pe KK HE ca JI0CTaThuHO
edextrBHU. JIOKIIa/IBaHY ca TPH CIIy4as Ha IPOTrPECHBHA MYATH(O-
KaJIHa JeBKOeHIIe(anonarys py naueHTy Ha edenue ¢ Rituximab
U IPEJIIECTBAI0 UMYHOCYIIPECHBHO JICUEHHE C JAPYrd MeJHKa-
MEHTH.

Eculizumab e MOHOKIIOHAJIHO aHTUTSIIO, KOETO CE CBHP3Ba KbM
nporerH C5 ¥ peIoTBpaTsIBa aKTHBUPAHETO HA KOMILTUMEHTA. PaH-
JIOMU3HUPAHHU ITPOYYBAHNUS Ca YCTAHOBIIIH MOJI3H NIPH JICYCHHE Ha T1a-
[MEHTH C TepaneBTHYHO-PE3UCTEHTHA MHUACTeHHs TpaBHC.
INpenopnusa ce 3ano4Bane Ha euenue ¢ Eculizumab, npu teparnes-
THYHO PE3UCTEHTHA, ¢ HaM4HU aHTU-AChR anTHTENa, reHepanu3u-
paHa MHACTEHHSI TPABHC, CIIE/ HEYCIIEX C APYTH HMYHOCYIIPECUBHH
MerKaMeHTH. TIpe/iu 3armouBanHe Ha JICUCHUETO € JKENATEITHO B HE
HO-KbC OT JIBYCEIMHYCH IIEPHO]] JIa CE IIPOBE/IC BAKCHHALUS IPOTHB
MEHHHTOKOKOB MEHUHTHUT. HeoO0XoauMu ca JOMbIHUTENHH POy~
BAaHMS 33 YCTaHOBSIBAHE HA IPOABIDKUTENHOCTTA HA TEPaIuATa,
Heo0XoanMa 3a JIOCTHraHe M TMOAIbPKaHe Ha KIMHUYHA e()eKTUB-
HOCT, KaKTO ¥ MPOYYBaHHs BbPXY Pa3JIMYHA OT TEPATNCBTHYHO-PE-
3UCTEHTHA MUACTEHHS (HAIp. KpU3H Ha 3a00J1BaHETO, KATO HAYaJICH
MEANKaMEeHT MPH TePaneBTUIHO He-pe3ucTenTHa MI).

Efgartigimod alfa (Vyvgart) e ¢pparment Ha yosewxo IgG1 an-
THTAJIO, CH3/IaJICH C MOBUILEH aQUHUTET KbM HeoHaTanHus Fc pe-
nentop (FcRn). Cebp3Ba ce ¢ FcRn, xoeto Boam 10 HamassBaHe Ha
HuBara Ha upKymupamus [gG, BKIOYNTETHO Ha matoreHHuTe [gG
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aBroaHTHTENAa. He moBnusBa HUBaTa Ha OCTaHAINTE UMYHOIIOOY-
mnau (IgA, IgD, IgE i IgM) nn na anbymuna.

Pazpemen or EBpomeiickara areHius mo JieKkapcTBara mpe3
2022 r. KaTo IONbJIBALIA Tepants KbM CTaHAapTHATA Teparnus 3a Jie-
YeHHe Ha BB3PAaCTHU NALUEHTH ¢ TeHepanu3upaHa myasthenia
gravis, KOUTO ca MOJIOKUTETHH 33 aHTHTeNa CPelly peenTopH 3a
arnerixonnH (AChR). [lpuara ce karo 1-yacoBa MHTpaBEHO3HA
UH(Y3Hs, Ha TUKIU OT MHQY3UH BEAHBK CEAMUYHO B IPOJIBIDKEHUE
Ha 4 ceqvuny. CrneaBaliy UKIN Ha JIEYCHNE Ce PHUIarar ChbIIaCHO
KJIMHMYHATa oleHKa. Havanoro Ha oTroBopa ce HabmiozaBa B pam-
KHUTE Ha 2 CeAMUUM cie]] HadanHara MHQYy3ust npu 84% ot nmarnueH-
tute. Haii-decTo HaOmogaBaHNnTe HEXeTaHN Peakny ca HH(eKIm
Ha TOPHATE JMXaTeHN MBTHINA ¥ HA THKOYHUTE ITBTHUIIA.

Tumexmomusa TpsOBa 1a ce MPUIOKH HPH IMOYTH BCHYKU
MAaUEeHTH ¢ TUMOM. BCHYKM NManmeHTH Ha KOMTO UM INPEACTOU
THMEKTOMHUS TpAOBAT Jja UMaT CTaOWJICH KOHTPOI HA MUACTEHHHUTE
CHMIITOMH, HOCTHTIHAT IEPHONEPATUBHO C MPABUIIHO JeueHue. [pn
nauueHT ¢ reuepanusupana MI™ u Hanuanu antn-AChR antuTena,
Ha Bb3pacT Mexay 18 1 50 ronuHy, TUMEKTOMHUATA € JKEJIATeIHO 1a
ce MPUJIOXKK B PaHHHUTE €TaNH Ha 3a00JIsIBAHETO, KaTo Ce pa3duTa Ha
non00peHne B KIIMHUYHUS U3X0/l M HAMAJISIBAHE Ha HYXKAUTE OT UMY-
HOCYIIPECUBHO JIEUEHHE, KAKTO U HY’K/[aTa OT XOCIUTAIN3aluUs Ipu
ex3auepOanus Ha 3abossaBaneTo. [Ton3ure OT THMEKTOMUS TIPH I1a-
IUeHTH HaJ 50-ToIMIIHA BB3PACT U ABITOTOIMIIHA TaBHOCT Ha 3a-
OOJISIBAHETO € BCE OIIE CIIOPHA.

Bonpexu numcara Ha paHAOMH3UPAHH POYIBAHHS, THMEKTO-
MHATa MOXeE 1a C€ MPHUJIOXKU MPU MAIUEHTH C TeHepaau3upaHa
¢dopma Ha muactenusi, 6e3 orkputu antu-AChR anturena, mpu
JIMIICa Ha e()eKT OT MPHIIOKEHA IMYHOCYIPECHBHA TEPaIIus.

He ce mpenopp4Ba THMEKTOMUS TIPH 04HA (popMa Ha 3a00I1siBa-
HETO, OCBEH TpH Non0panu nanueHTd ¢ anTu-AChR anTuTena u
nurca Ha epeKT OT JICYCHHETO ¢ aHTHXOJIUHECTEPa3HU U HMYHOCY-
MPECUBHY MeUKaMeHTH. Hsixon mpoyyBaHus ca OTKPHIN ABITOTO-
JMIIHA 110JI3a Clle]] THMEKTOMMS TIPH NalKeHTH ¢ o4Ha opma Ha
MHACTEHHMS IPAaBHC U KAKTO U HaMaJlsiBaHE Ha UeCTOTaTa Ha FeHepa-
nm3upane Ha 3abonsgBaHeTo. J[aHHWTE OT IHTEpaTypara Cpex
narenTy ¢ anTH-MuSK MI He ca ycTaHOBHIM MONI3H OT THUMEKTO-
MUSTA, I0PaJu KOETO Ts He € MOAXOAAMA 3a TAX. PerpocnekTuBHO
IPOyUBaHe € MOKa3aI0 CXOAHU PE3yATaTH cie]] TAMEKTOMHUS Ipu 3-
TOJIMIIIHO MpociieasBane mpy nanueHt ¢ antu-AChR anturena u
IIPH aHTUTSIIO-HEraTUBHHU. [To00peHne Win peMUCHs ClIell THMEK-
TOMHS Ca MOCTUTHATH TP 57% OT aHTHUTSIIO-HETATHBHAUTE U TIPH
51% ot antu-AChR 1mo3uTHBHM HAIIMEHTH.

He ce npenopbuBa THMEKTOMHS IPH ManMeHTH ¢ anTH-LPR4 u
aHTH-agrin aHTUTENA.

TpaHcCTepHATHUAT DOCTBII 32 TUMEKTOMUSI CE€ M3MOJ3BA LIU-
POKO, HO B TIOCIIEAHO BPEME N10-MAJIKO HHBA3HBHUTE MPOLIEYPHU KaTO
TOPAKOCKOIICKa U pOOOTH3MpaHa THMEKTOMUSI, HABIU3aT B KIIMHUY-
HaTa npakTrka. [I[penopbeKuTe ca 3a N3MoI3BaHe Ha IT0-MaJIkO HHBA-
3UBHUTE TEXHUKH, Th KaTo Te ca JOKa3alu CXOJHU Pe3yaTaTu ¢
no-arpecuBHuTe. [IpemMaxBaHeTo Ha THMOMa Ce M3BBPIIIBA C LT Tpe-
MaxBaHe Ha TYMOpa U MOXe Jia He JIoBe/ie 10 nogoopenue Ha MI.
Llanara TumycHa sxie3a TpsbBa ja ObJe OTCTpaHEHA 3aeHO C TY-
Mopa. [10-HaTaThIIHOTO JIeUeHne Ha TAMOMA 3aBUCH OT XHCTOJIOTHY-
HaTa KJIACH(UKAINS U CTEIIEHTA Ha XUpyprudHa ekcrmsus. HembaHo
pe3enupaHnTe THMOMH TPsIOBa 11 ce JIEKyBaT CJIe ONeparys ¢ HH-
TepAUCIUIIIMHAPEH TIOAXO]] Ha JIedeHue (JTbueTepanus, XUMHoTepa-
nus). [Ipu manmeHTy B HanpeaHana Bb3pacT WK HOIUMOPOUIHN
MALUEHTH C TUMOMA TP TOAXOJIL KJINHUYEH CTaTyC MOXKe Ja ce
0OMMCIIH TTAJTHaTHBHA JTbueTepanys. Majku THMOME Morar Ja Obaar
TpocliesieHu Oe3 JiedeHne, OCBEeH ako He Ce YBelIJaT WM He CTaHaT
CHMITOMATHYHN.

Tooovpoicawu mepku. Boripexu numncara Ha yOeAUTETHH J0Ka-
3aTencTBa B JIMTEpaTypara, ce Iperoiara MoJloKuTeneH edexr
BBpXY 3a00JISIBAHETO OT PeAyLUpaHe Ha TEJIECHOTO TENIO U MOIH-
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(ukarms Ha JHEBHATa aKTHBHOCT. CKOPOIITHO MPOyIBaHE € TTOKa3aio
o0Bp ToNepaHc, MoAOOPEHO Ka4ecTBO HA JKMBOT U MOJAOOpEHA
MYCKyJTHa CHJIa [IPY TALIMEHTH C JIeKa CTETIeH Ha 3a00JIsIBaHETO, MO/~
JI0)KEHH Ha KOHTPOJIMPAHU TPEHUPOBKH CPABHEHHU C TaKUBA, OO~
JKEHH CaMO Ha CTaHJapTHO JieueHue. HAKOIKo 10KI1a/1a ca HoCoumIIn
TOJI3H OT YIIPaXKHEHHs 3a JUXaTeIHaTa MyCKyaTypa. BaxHo 3Haue-
Hue UMa 1 Oecezara ¢ IalueHTa BbpXy eCTeCTBOTO Ha 3a00/I1BaHETo,
HPOMEHUTE B HAYWHA HA )KUBOT, Bb3MOXKHUTEC HAYMHU HA JICUCHHUE,
KaKTO U Bb3MOXKHUTE €(DEKTH Ha NPUEMAHH MEAUKAMEHTH U cyOc-
TaHLUU BbPXY XOJa HA MHACTEHUATA (MEAMKAMEHTH, KOUTO MOTar
na siomar MI™ 1 anTepHaTUBHU MEIMKaMEHTH — IIpUIIoxkeHHe 1).

Hoeu mepanuu. Bprpekn ye MIMyHOCYTIPECUBHHUTE areHTH ca
e(eKTUBHY IPH MOBEYETO ManueHTy ¢ MI, MHOTO OT TSX ca CBBp-
3aHH C ABJITOCPOYHH CTPAHMYHHU e(DEKTH, YECTO HEIOHOCHMH 32 T1a-
nuentute. OT gpyra cTpaHa € HeoOXOIMMO JIBJITO Bpeme, 3a ja
nocrurHar eexruBHOCT. C Harpeabka B TPAHCIALMOHHHUTE H3CIIe]-
BaHHS M Bb3MOXKHOCTTA 3a pa3pabOTBaHE HA HOBM JIEKapcTBa ce
JIOCTHTa JIO TTI0-HACOUSHH TePaNeBTHYHH CPE/ICTBA, KOUTO MOTaT Ja
IpOMeHST ObaemeTo Ha tedeHnero Ha MI. Hsxou ot u3cnenpannre
B MOMEHTA ME/IMKAMEHTH BKIIFOYBAT MHXUOUTOPH Ha TEPMUHAIHUS
komieMeHT C5, Fc penenTopHr HHXMOUTOPH, areHTH 3a H34Yep-
nBate Ha B kietkure (anti CD19 u 20 u mHXUOUTOPH Ha (pakTopa
3a aKTUBHpaHEe Ha B-kieTkure), NpoTe030MHN MHXHOUTOPH, TEepa-
vy, 0a3vpaHd Ha UTOKUHU U T-KIETKH (XMMepHa aHTHTeHHA pe-
HenTopHa T-KieTpuHA Tepamms), NPHIOKEHHE Ha IOAKOKEH
UMyHOrI00yiiH. [loBe4eTo OT Te3M HOBH MEIAMKAMEHTH HMar
HPEIMMCTBA TIpe]] KOHBEHIIMOHATHOTO HMYHOCYIIPECHBHO JICYCHHE
3a MI' mo oTHOIIeHHE Ha M0-0BP30TO HAaYaIo Ha JAedcTBUe, Omaro-
HPHUSATEH MPOQUI Ha CTPAaHUYHKUTE eeKTH 1 MOTEHIMAlIa 32 TpaiiHa
U IBITOCPOYHA PEMUCHSI.

MUACTEHUSA I'PABUC U BPEMEHHOCT

Hayunara nuteparypa € OCKb/HA U HE MOXE JIa 1a/Ie OCHOBaHHE
3a IPENOpBKU Ha 0a3aTa Ha KIMHWYHH IpoyuBanus. Cunra ce, 4e
MHACTEHHSTA He Ce BIIOLIaBa [0 BpeMe Ha OPeMEHHOCT, HO II0-4eCTO
ce HaOMIoaBaT ex3arepoanuy ciues paxaaneto. MuacTeHus rpaBuc
ce Cpella psKo, Oopaay KOeTo JiumcBa cnennduyHa nHopmarms
3a MEAMKAMEHTHTE 110 BpeMe Ha OpeMeHHOCT. MHOTo OT JaHHUTE ca
eKCTPAIOIUPaHH OT POYYBAHKS 3a yHoTpeda Ha IMyHOCYIIPECAaHTI
TIPY IPYTU aBTOMMYHHH 3a00JISIBaHYS I10 BpeMe Ha OPEMEHHOCT.

IIpedu 6pemennocmma TALUEHTKUTE B IETEPOIHA BB3pacT
cIeBa Jia ce MOCHBETBAT C JICKYBAIHs CH HEBPOJIOT U Ja IOJydar
uH(OpMAIUS 32 JIGYEHHETO 110 BpeMe Ha OPEMEHHOCT U Bb3MOJKHHUTE
cTpannyuHu edektr oT Hero. ONTUMAaIHO € OpeMEeHHOCTTa 1a Objie
IUIaHMpaHa TpU CcTabWiInM3upaHa MuacTeHus. AKo ce 00chxaa
THMEKTOMUSI, TIPABHIIHO € Tsl J1a ¢ MPOBeJe NPear OPEMEHHOCTTA.
Tps6Ba 1a ce onpeneNy ChCTOSHIETO Ha IUTOBHIHATA JKIIe3a IPEN
3a0peMeHsABaHeTO, KaTo CIIe/BA Ja CE IIOCTUTHE CyTHPOHICH CTaTyC.
[Maunentkute TpsiOBa 1a MOJNyYaT MHCTPYKIMH Ja HE TPEKbCBAT
JeiicTBalaTa UMYHOCYIIpecuBHA Tepamust u pyridostigmine 1o
BpeMme Ha OpemenHocT. [Ipy miaHupane Ha OPEMEHHOCT € YMECTHO
Ja ce H30ArBaT MEIUKAMEHTUTE C W3BECTEH TEPaTOreHEH e(eKT
(methotrexate 1 mycophenolate mofetil). Ako Te He mMorar J1a ce
CIIPaT € YMECTHO Ha JKCHHUTE J1a Ce Jaje HH(POPMALHS OTHOCHO PHCKa
3a 10712 ¥ HEOOXOMMOCTTA 32 KOHTPALISTILIHS.

Ilo épeme Ha bpemeHHOCMMA TEYEHUETO CIIE/IBA J1a CE OCHILECT-
BSIBA OT MHTEPANCUUIUIMHAPEH €KHIT BKIIOUBALL HEBPOJIOT, JIMYEH
JIeKap, THHEKOJIOT 1 aHeCTe3U0NIOoT. bpeMeHHuTe Che cTabniIHa MUa-
CTEHUs Haif-1ecTo HAMAT BJIONIABAHMUS 110 BpeMe Ha OPEeMEHHOCTTa
u paxaanero. [lamuenTkure TpsidBa 1a ObaaT HHOOPMHUpPAHH Jia HE
MPOMEHST TeparnusiTa cu 1 4e ynorpedara Ha prednisolone, azathio-
prine, cyclosporine u pyridostigmine e 6e30macHa 3a TsX | 3a 1013
(tabu. 1). Koprukocreponaure ca MMyHOMOIYJIMPALIO CPEACTBO Ha
m300p. XKenarenHo e npu HEOOXOIMMOCT Jia ce MPUIIAraT camo Ipe3
II u III TpumecTsp, B no-Hucku no3u. B EBpona azathioprine ce
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Tabmuua 1. CurypHoct Ha MeuKaMeHTUTe 3a Jederne Ha MI™ pu OpeMeHHOCT U KbpMeHe
MenukameHT Hexenanu peakuun 3abenexka Vnorpeba npu Vrotrpeba mpu
OpemeHHOCT KbpMEHE
Pyridostigmine He ca noxnajapanu O6nyaiiHa ynorpeba. Morar j1a ce 00ChAIT Jla a
TI0-YECTH MPHEMH.
Prednisolone Jluncpar yOeauTeHY TaHHH 32 Vrorpeba B MUHUMAITHI Bb3MOXKHH JI03H. Jla na
JUIEBO-YEITIOCTHH MalI(OpMaIiH. AKTHBHO ThpCEHE Ha reCTallMOHEH THa0eT.
[ToBuineH pyck OT recTaloHeH
1uabet, XUIEPTOHHs 1 HH(EKIIHH.
Azathioprine JleBKOmEHMS Obuuaitta ynorpeba. Morutopupase Ha Jla na
JIEBKOLIUTH 1 YEPHOAPOOHH CH3MMH.
Cyclosporine/ [ToBuIIEH PHCK OT recTalOHEH Oouyaitna ynorpeba. Morutopupane Ha Jla na
Tacrolimus 1mabeT MpH TaKpOIUMYC TIeBKOIIUTH, YePHOAPOOHH, KPEATHHIH 1
aber.
Mycophenolate mofetil TeparoreHeH puck Cripate Ha JIeYeHHETO U 3aM04BaHe Ha APYTO He HEU3BECTHA
u3uncieH 10 25% TI0 BB3MOKHOCT Tipe/iu OpemenHoctTa. He ce
CIHpA PA3KO MPH HEIUTAHUPAHa OPEMEHHOCT.
Methotrexate TepartoreHeH puck [epwon Ha oumCTBaHE PeH OPEMEHHOCT — He He
m3umcieH 10 15-20% 3 mecena. He ce crmpa pszko mpu
HETTaHUpaHa OPEMEHHOCT.
HWHTpaBeHo3en He ca nmoxmagsanun Jla na
MMYHOIIOOY/IMH

IPE/NNCBA IMPOKO Ha OPEMEHHH U € HEKOPTUKOCTEPOUICH HMYHO-
cynpecop Ha u3bop. B CALLl chiuaT MeAMKaMEHT Ce CUMTA 3a BH-
COKO PHMCKOB M He ce mpuiara. [laruMeHTKuTe ¢ HerlaHupaHa
OpemeHHOCT Ha neuenue ¢ methotrexate u mycophenolate mofetil
Tpsi0Ba J1a 3HASAT 3a TEPATOTeHHKS e(EKT Ha MEIMKAMEHTHTE U Y€ He
TpsI0Ba Te J1a Ce CIUPAT PS3KO MOPAIN PUCK OT BIIOIIABaHe, O3 mpH
TOBA J]a MOXe Jia Ob/Ie U30erHAT TEPATOrCHHUST UM e(DEeKT.

TupounHara QpyHKIHs TPIOBa 1a Ce MPOCIIEIH [0 BpeMe Ha paH-
HaTa OPEeMEHHOCT, 0COOEHO aKo HE € M3CIIe/IBaHa NPEIBAPUTEITHO.

bpemennute ¢ MI' TpsiOBa BHUMATENHO [1a ce MPOCHIEasABaT 3a
UH(EKIMH, 0cOOCHO Ha YPUHAPHHUSI TPAKT M [PU HAJIMYNE HA TAKUBA,
TpsiOBa Be/iHAra Jia ce JISKyBar ¢ aHTHOMOTHIM. [laleHTkuTe u je-
KyBaIl[Msl €KUMl TPsiOBa J1a pasmonarar ChC CIUCHK 32 MEIUKAMCH-
THUTE, KOUTO MOTAT Jia Biomar myasthenia gravis.

YMecTHO e npoBexk/aHe Ha CKeHep Ha miofa Ha 12-ta u 20-ta
recraiuonHa cexmuia. Cier 24-Ta recTallioHHa ceaMUIA TpsAOBa
Ia ce CIEAT IBIKEHHUATA Ha TUI0JIA, a 2-4 CEAMMIH HPEeIu paxia-
HETO Jia C€ YCTAaHOBHU pa3Mepa Ha MaTKaTa — 3a MOJMXUIPAMHUOH U
noaBIKHOCT Ha deryca. [Ipu nammentku ¢ MI™ psiako ce cpelia kato
YCIO)KHEHHE Ha IU10/1a apTporpunosa. [Ipyu Hanun4ue Ha GpeMeHHOCT
C apTporpuIo3a TpsidBa aKTUBHO J1a C€ ThPCH MUACTEHHS Y MalKara.

3a pasicoanemo ciepa j1a ce NOACUTYPSAT MOAXOJISIIH YCIOBUS
C BE3MOJKHOCT 32 HHTEH3MBHHU IPUKH 32 Maiikara n 6e6eTo — ruHe-
KOJIOT, aHECTE3HOJIOT, HEOHATOJIOT, HEBPOJIOT Ha pa3nooxenue. [Ipu
JKEHHUTE ChC CTAOWIIHA MUACTCHHS TPsOBA Jia ce MPEIOYeTe Baru-
HaHO paknaHe. Lle3apoBo ceueHue ce mpeanpuemMa camo 1o aKy-
IIepcKH ToKa3aHus. JKenure TpsaOBa Ja MpoxbKaT mpueMa Ha
pyridostigmine no Bpeme Ha paxkaaneto. [larmeHTkuTe, KOUTO MpHe-
MaT XpOHHUYHO cTeponan (>7,5 u <15 mg), e yMecTHo Jia moxyJar
32 PAXJIAHETO CTPEC-103a KOPTHKOCTEPOH.

MHOro OT aHEeCTETHIIUTE, KOUTO CE IPUEMAT 33 MPOTHBOIOKA-
3aHHM, MOTAT Jia ce ynoTpedsasar Oe3 mpodieM MpH MOAXOASII0 MO-
HHUTOpHpaHe. BbIpekn ToBa, KOraro € Bb3MOKHO C€ MPEANoYnTa
enuLypaHa/CriHaNHa, npes ooma anecresus. CTaHaapTHA Mpak-
THKa 3a 001mma anecre3us e yBop ¢ thiopental wmm propofol, mocnen-
BaHH OT JCTOJAPH3UPAIL MYCKYJICH PEaKCAaHT 33 MHTYOAIHsTA.
AHecTe3usTa ce MOANbPKA C HHXATAIMOHHN aHECTETHIIN 1 OITHOU-
au. [TanueHTKUTe ca MHOTO YYBCTBHTEIHH KbM HEACTONISPU3HUpa-
IIUTE MYCKYJIHH PEJaKCaHTH, KOUTO TpsOBa Ja ce mpuiiaraT B
O-HUCKH JIO31 U J1a ce N304rBaT 10 Bb3MOKHOCT. TpsiOBa 1a ce u3-
OsrBa yroTpebara Ha MarHe3ueB cyndar 3a mpoduiIakTHKa Ha eK-
namricust. [Ipy Hanmune Ha eKIIaMIICHS C ThPYOBE, MarHe3ues cyidar

clIe/Ba Jia ce Mpuiiara ¢ MOBUIICHO BHUMAHKE U IPU HAJIMYHE Ha yC-
JIOBHS 32 UHTYOALMS ¥ BEHTUIIALIUSL.

[1pu nanueHTku ¢ MUacTeHus TpsOBa BUHATH J1a C€ UMa Ipeji-
BH/, Y€ CBIIECTBYBA Bb3MOXKHOCT 3a npexoora neonamanna MI,
HE3aBHCHMO OT TEXECTTa Ha 3a00NsABaHETO Ha Maiikara.
3a00JIIBaHETO Ce XapaKTepH3Upa C XUMOTOHHS, MyCKYJIHa CI1abocCT,
Oya0apHa U IUXaTeHa HeI0CTaThYHOCT, ITOPAH KOETO PaXKIaHEeTO
TpsiOBa 12 ce OChHIIECTBSABA B KIMHUKK C BB3MOXKHOCT 32 HEOHATaJIHA
pecycuuTaIus.

Crneod pasicoanemo.

Covcmosnuemo na matikama TpsioOBa BHUMATEITHO Ja CE POCIIe/-
SIBa, THI KaTO CIIE/l pAXKIAHETO MOKE J1a HACTBITH BJIOIIABAHE, 0CO-
OCHO NpH XUPYPruvHa UHTEPBEHIMS WM HAIMYUE Ha HH(EKIHS.
[Mpu nammentku ¢ MI TpsiOBa 1a ce HachpuaBa KbPMEHETO, KOETO
HE € IPOTUBOIIOKA3aHo Ipy mpreM Ha prednisolone, azathioprine u
pyridostigmine.

Covcmosnuemo Ha demenio MOXE Jia BIIOIIH YaCOBE JI0 HAKOJIKO
JIHU CIIe]T PAXKIAHETO, ChC CHMIITOMHTE Ha MPEXOJHA HEOHATAHA
muacteHus. ChbCTOSHUETO HE KOpENHpa ¢ TeKECTTa Ha OoJiecTTa Ha
Maiikara. YMECTHO ¢ MOHUTOpuUpaHe Ha 6ebeto 3a OynbapHu U -
XaTeJHU OTKIOHEHUs 3a oKoJyio 2-3 nuu. Hall-BHUMarenHo cienBa
na ce mpociesBar aenara Ha maiikure ¢ MUSK dopma vHa MI, Thid
KaTo MpH TAX ce HaOMIaBaT Hall-cepro3HH HapyleHus. Yecrorara
Ha HEOHATallHa MUacTeHus ¢ Mexay 9 u 30%.

JledeHneTo Ha HEOHATAJHATA MUACTEHHS € TIOIbPIKAIIO — Ha-
3oractpaliHa COHJIa 3a XpaHeHe U mpueM Ha pyridostigmine u asiek-
BATHO MOAJIbPKaHe Ha JUIIaHeTo. [Ipn Mo-TeKKH ciydan Moxe 1a
ce 00Chu NMPUIIOKEHNHE HAa UIMYHOBEHUH. TpaHc(y3HOHHOTO Jieue-
HHE CJIe/IBa Jia CE MPHIIara camo o M3KIFOUCHHUE TIPU MHOTO TEKKU
ciyuau. [Iposexxnanero na EMIT u3uckBa cnennann yMeHUs U €
TPY/HO HPUIIOKUMO, HO OCTaBa SAMHCTBEHUSAT METOJL 32 JUarHOCTH-
Ka B HEOHATAJHUS TIEPUO]L.

Bbnpexn ue HeoHaTaaHaTa MHACTEHUS KaToO L0 € MPEXO/IHa,
npu OebeTa Ha MalKK ¢ aHTHTENa KbM (EeTaTHUS aleTUIIXOIHHOB
pELEnTOp, MOKE JIa CC Pa3BHE MPOIBIDKUTEIIHA MUOIIATHS C BEIIO-
(apuHreanHa He0CTAThYHOCT.

Muacmenus 6 demcka ev3pacm ce cpema psako (10% or
BCUYKH CIIy4an), O-4€CTO TPU KUTANHCKH Jielid, KaTo B IOBEYETO
ciayyan (opmara ocTaBa o4HA. J[MarHOCTUYHUAT MPOLIEC MPOTHYA
KaTo IPU Bb3PACTHH, HO CEPOHETATUBHUTE CIIyYau ca MoBeye, KOeTO
Hayara U3CIc/IBAHUS 38 aHTUTENA UK 32 KOHICHUTAJICH MUACTCHEH
CHHJPOM, HE3aBUCHMO Y€ TIOCICAHUAT HE € OWI OTKPHUT CIE] pak-
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nanero. ITpy 1ema chIIo cliefiBa 1a ¢e ThPCH THMOM, HO TOH € MHOTO
HO-psijiKa MATOJOTHS B Ta3u Bb3pacT. CIIOHTAHHATA PEMHCHS Ce
cpeliia mo-4ecto u TpsiOBa ia Objie HApaBeH OIUT [ Ce CIIECTH Te-
parusTa ¢ HIMyHOCYIIPECAHTH, aKO TOBA € BE3MOXKHO. Bh3MoKHH ca
KbCHH MaJUTHEHH YCIOXKHEHHs pH JiedueHue ¢ azathioprine. Ilpn
JIela ¢ MepCUCTHpala CHMIITOMATHKA BBIIPEKH ONTHMAIHO MEIH-
KaMEHTO3HO JICYCHHE, MOKE J1a 00CH/IH THMECKTOMHSI.

Koneenumanuume muacmennu cunopomu ¢a XeTeporeHHa rpymna
OT PeIKH ChCTOSIHHUSI, KOUTO CE XapaKTePU3UPAT C MUACTEHHA CHMIT-
TOMaTHKa [IPH paXkIaHe, B paHHA IETCKa Bb3PAcT U MO-KbCHO. TH-
mUYHO ce HaOnrojaBaT mrTo3a, odrammoruierus, OynbapHa
IUCOYHKIMSA, CTPUAOP U TO-PSIIKO AMXATENHA HEJOCTaThYHOCT.
CHHIPOMBT BH3HHKBA TIOPAJH PA3INYHH MyTallH B TCHUTE CBbP-
3aHH C TIPOTEHHUTE Ha AllCTHIXOIMHOBHS PELENTOp, HE € UMYHOME-
JUHpaH | TIOpaai TOBa HE Ce MOBIUSIBA OT UMYHOMOAYIUPAIIO U
cynpecuBHO jedenne. CHHAPOMBT € TPYJICH 3a AUATHOCTUKA €
00EKT Ha JIeHOCTTa HA BUCOKO CHIELHAIN3UPAHH LIEHTPOBE O HEB-
poMyckyiHH 3a00nsBaHus. [TOHSIKOTa KOHTCHUTAIHHS MUACTCHEH
CHHJIPOM ce IPOsiBsBa 110 BPeMe Ha OPEMEHHOCT U ClIe]] paKIaHe.
PHCKBT 3a TIpeaBaHe Ha CHHAPOMA Ha IUIOZA € HUCHK, a MallHeHT-
KHTE CE TPETHPAT KAaTO TAKHBA C ABTOMMYHHA MUACTEHHSI.

MUACTEHHA U XOJIMHEPTUYHA KPU3A

Muacmennama kpuza (MK) e xivHuyHa auarsosa neuHu-
paHa KaTo pa3BUTHE HA JUXaTeJHAa HEIOCTAThYHOCT U HEOOX0au-
MOCT OT HeWHBA3WBHA HJIM HHBA3HBHA BEHTHIALMS ipH OosHu ¢ MT.
MK nactsnBa npu okosno 15-30% ot GoiHHTE ¢ MUACTeHUS, Haii-
YEeCTO B IIPBUTE 2-3 TOAMHH CJIe]] IOCTABSHE Ha MarHo3ara. MHOro
psiako Moxe 1a Obie MbpBa MposiBa Ha 3abossiBaHeTo. Bunaru ce yc-
TAHOBSIBA (PU3MUECKU W/WITH EMOLIMOHAJIEH CTPEC KaTo NPUYMHA 33
Bb3HMKBaHe Ha kpusara. [Ipu Hax 30% oT kpusuTe ce Kacae 3a UH-
¢exmms, Hali-uecto GemonpodHa. Ha BTOpo MsCTO ce ycTaHOBsSBAT
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acIMpanoHHN ITHEBMOHHTH IIPH BIIOIIeHa OynOapHa GpyHKINS 1 HA
(ona Ha umyHocynpecus. [{pyru Npu4UHHE BOJCIIH JI0 KpU3a ca
orepaiuy, OpeMeHHOCT, yrnorpeda Ha MEIMKaMEHTH, BUCOKA TEM-
Heparypa, JIOI KOHTPOJ Ha OCHOBHOTO 3a00JIsiBaHe, EMOLMOHAJICH
nucrpec. [Ipu nauuenTyu ¢ Texku popmu Ha MI, kpusara Moxe 1a
Ce TPEIN3BUKA OT TPEIIKHU B JICYEHUETO C KOPTUKOCTEPOUIH H arle-
THJIXOJIMHECTEPA3HN HHXUOUTOPH.
3annaweawjama muacmenna Kpuza ce n1epuHupa Karto 6bp30
KJIMHUYHO BiomiaBane Ha MI, koeto 61 mMorio aa noBene Obp30
(mHu, ceamuIm) 1o kpu3a. ,depBeHu ¢rarose” 3a 3arianibaiia Mua-
CTeHHa KpH3a ca:
» OeOpuITHO ChCTOSHUE C MH(EKINS JIeKyBaHa C aHTHONOTHIIH
B TIPEIXOHHUTE 2 CEMUIH
» OOparHa actiupanys — H3/IM3aHe Ha XpaHa ¥ TEYHOCTH Ipe3
HOCa
* 3aTpyAHEHHUE B NIPENIIBIIAHETO — [I0YHCTBAHE HA I'bPIOTO
WJIN KallUISHE TIPH XpaHeHe
* 3aTpy/HEHO OTKAILIIHEe
* Adonnuna mu3apTpust — oTcnabBaHe Ha Iviaca Mpy TOBOPEHE
¥ HOCOB TOBOP
* YBHCBaHE Ha TNIaBaTa HaMpea — U3pa3eHa cnabocT B eKCTEH-
30pUTE HA IIMATA
* VBHCBaHE HA JI0JIHATA YENIOCT M HOBOIIOABMIIA CE JIULEBA
ciaboct
* [IpoMeHu B qUXaTeHUTE TApaMeTpH — HAIlp. BUTAJICH KaIla-
muret mox 20 ml/kg Termo
Xonunepzuuna Kpuza MOXe 1a C€ pa3BUe IPH MPEA03UPAHE Ha
JICYEHUETO C KOPTUKOCTEPOU/IM 1 ALETHIXOJINHECTEPa3HH HHXHOU-
topu. [Ipu Hest MycKyiHaTa cnabocT U JIuXaTeaHaTa JeKOMIeH A
ca NMPHUIPYKEHN 0T MyCKapuHEpTHIHN (MUO03a, OpaguKapans, aua-
pus, TajieHe, MOBHINCHA CAITMBALIYS, 3aUepPBEHA M TOIUIA KOKa) U HU-
KOTHHEPrH4HH (Kpamm, (acuuKynanun) Oenesu Ha Npeao3nupane.
XONMMHEPrUYHHUTE KPU3H Ca MHOTO MO-PEJIKH OT MUACTEHHUTE U KIIU-

Tabmuua 2. Judepenmumanto guarnoctnynn 6enesn #Ha MK 1 octpa MyckyiHa cnadoct

Kannnuna onenka MuacTenHa Kpu3a

XosiHepruyHa Kpuza

Cungpom Ha Guillain-Barre

BobHina opranMorerus 70% -

Camo npu Bapuant Miller-Fisher

3eHum Hopmaiuu, peakTiBHu Tecnu, peakTuBHH Hopmainu, Mosxe 1a ca HepeakTHBHH
[To3a 70-80% - +/-

MyckyiHa cinadoct 100% ++ ++

dacuuKynanuu 1o KpaiiHuIuTE  HE +++ +/-

Konenen peduexc ++ ++

Peduexc Ha Babinski - -

CeruBHOCT HOpMa Hopma [ousikora Hapy1eHa

ABTOHOMHH CUMIITOMH * ++ +

*[larmenture ¢ MK morar Ja UMatr aBTOHOMHHU CUMIITOMHU 110 APYTH NPUINHU — TaXUKapIAus IIPU CEIICUC, TEMIIEpATypa, XUITOKCHS.

Kiunnuna onenxa Homumuosur Boryaussm Boaectu Ha 1BUraTe/Hus HeBPOH Boaecrn Ha Muesona
BoHinHa odranmvornerns - ++ - -

3eHuIm Hopmannu, peaktuBam Junatupanu, HepeakTHBHA  HopManHu, peakTuBHI Tecnu, peakTHBHU
[To3a - +/—- - +/-

MyckyiHa crraboct +++ +++ +++ +++

Dacuykynanym mo KpaiHUIUTE + +++ +/-

Konenen pedieke + +++ i - 4+ wt -

Pedexc Ha Babinski - + +/—

CetuBHOCT HOpMa TpOMEHeHa Hopma CETHBHO HHBO
ABTOHOMHH CHUMIITOMHI - +++ - +
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HUYHO HE BHHATM CE Pa3jinyaBar JICCHO. [IOBHIIeHATa CATHBAIIHS,
KOSITO € OCHOBEH Oelier Ha XOJIMHEPrUYHaTa KPHU3a, TPYAHO MOXKeE 1a
ce OTTPaHUYM OT 3aTPYAHEHOTO MperTbliaHe Ha cekpeTu mpu MK.
Hesponoruunara gudepeHimaita Iuario3a Ha KpU3uTe 1 JIPyru 3a-
0oJIsIBAaHUS BOJEIIN 10 OCTpa MYCKYyIHA cabocT ca 0000ImeHn B
Tadnuma 2.

KOHMTO MOTAT J1a BIIOIIAaT MHACTEHHATA Ca aMHHOTIIMKO3HH,
XHWHOJIOHH, MaKpOJIN/IH, aHTHKOHBYJICaHTH, OeTa-0mokepn,
BKJIFOYUTEITHO 32 JIOKAJTHO NMPUIOKEHNE, aHTHAPUTMUYHH,
MYCKYJIHU PEIaKCaHTH, KOHTPACTH U JIp.

Excrybauusra ce u3BbpliBa U CTAOUIHY apaMeTpH Ha
BBHIITHOTO JIMIIAHE U 33/I0BOJITENTHA KAIUTMYHA (QYHKIIUSL.

JIEYEHUE HA KPU3UTE

[pn Hanuuue Ha ,,uepBeHH (uiaroBe” 3a 3aIUIAIIBAILA KPU3a U

JMHAMHUYHO BIIOIIABaHE HA CHMIITOMHTE MalMeHTUTE TPsiOBa Bea-
Hara Jia Ob/1aT XOCIIUTAIN3UPAHHN B OT/ICICHNS WIH KINHNKH 32 HH-
TeH3UBHU Tprxku. TpsbBa ma ce MOHUTOPUpPAT CTPHKTHO MO
OTHOIIIEHUE Ha I'bJITATENIHATA U JUXaTeHaTa QYHKIHUS:

* [Ipu 3arpyaHEHHUs B TBITAHETO — IOCTABIHE HA HA30racCT-
paJiHa COH/Ia 3a XPAaHEHE U IIPHEM Ha MEIUKAMEHTH.
* [Ipu nurica Ha Texka Aucharusd U HadaaHa AMXaTelTHa Jie-
KOMIIEHCAIISI MOXKE JIa Ce TIPEeIIprueMe ONUT 32 HeHMHBA3HBHA
BEHTHJIALIHS, KOSITO MOYKE JIa CIIECTH MHBAa3UBHATA BEHTHIIA-
LHs1 TIPH TOJISIM OpOii OOMHH.
Kpurepuure 3a npeanpuemMane Ha HHTYOAIMS 1 M3KYCTBEHA
OenoapoOHa  BEHTHJIALMSA Ca H3BECTHH HA CHICLUATUCTUTE
o peaHuMarysi. MuacteHHara Kpu3a obave e KIMHUYHA
nuarsosa. B cimydanTe ¢ myasthenia gravis janauTte ot myii-
COKCHMETPHATA U U3CIIEIBAHETO Ha KPHBHUTE Ta30BE HE Ca
JIOCTaThYHU 32 MOHMTOPUPAHE Ha OOJHHUS U ONpeieNsHe Ha
MH/IMKALMUTE 32 UHTYOALMs, Thil KaTO CIaJaHeTO Ha KUCIIO-
ponnara catrypauus u PaO,, kakto un nokausanero Ha PaCO,,
HACTBIIBAT KbCHO B X0/1a Ha pa3BUTHE Ha Kpu3ara. Hanmune-
TO Ha HopMmauHa catypauus 1 PaCO, He U3KiII04YBa MHACTEH-
Ha Kpu3a. 3cie/iBaHeTo Ha BHHILIHHUTE APAMETPH Ha
JIMIIaHeTO (BUTAJICH KaNalUTeT M OTPUIATEIHA CHIIA Ha
B/IMILIBAHE) € MPENOPBHUYUTEIHO Ha BCEKH 2 Yaca, HO € TPYJHO
KJIMHUYHO OCBILIECTBUMO B YCJIOBUSATA Ha CHEIIHOCT U Hpe-
MOPBKUTE Ca MIPUETH B IPAKTHKATA OT MPOYYBAHHS [PH Ma-
meHTH ¢be cuaapom Ha Guillain-Barre. [Topaau murnca Ha
KJIMHUYHU [POy4YBaHus npu namuent ¢ MK te3u kpurepun
ca IMPOKO MPHUETH B mpakTukara (tabmuua 3). [IpakTuyecko
HPUIIOKEHHE HAMUPAT HAKOM IO-JIECHHU 3a YIIOTpeda TecTose,
KaTo TeCT Ha eHOKPAaTHOTO BAMIIBaHe (,,single-breath test”).
[1pn exHOKpaTHO BAMIIBaHE MAIMEHTHT ce Kapa Ja Opowu,
KaTo HOPMaJTHUTE CTOIHOCTH ca 10 Hax 40. [lpyra B3MOK-
HOCT € Jla HaKapame MallUeHTHT Jia TOeMe JbJIO0KO BB3yX U
na 3aabpoku abxa cu. CroitHocTr mox 10 cekyHau moka3Bat
3HAYUTEIHO HaMaJIeH BUTAJICH KananuTeT. JonbIHuTenHa
MH(OpMALKs HY J]aBa BIIOIIABAHETO HA IUXATEIHATA YecC-
TOTa, IUXATETHOTO YCHIINE C YUacThe Ha JONBIHUTETHA -
XaTeJTHa MyCKyJIaTypa 1 PUHYUTENHO HOJI0KEHUE B
aertoto. M3cneBaHeTo Ha IUIIAHETO, KapAHO-PeCIpaTop-
HOTO MOHHMTOPHpPAHE, HEBPOJIOTHYHUTE CUMIITOMHU (OYHH
JIBI)KCHHSI, HANUYKE Ha TUCOHMS U qucdarus, ciaboct B
IIUATA U KpaiiHuIuTe, GaciuKyIalun) 1 aBTOHOMHATa (yH-
KIust (Taxu- ¥ OpajnKap/nsi, pPATbMHH HAPYIICHHUS, XUIIOTO-
HUSI, XUTICPTOHMS, M3MOTsiBaHe) 0(OpMsi KpaiiHaTa KapTHHA
Ha MHACTEHHATa KpH3a.
[Tpu uHTYOAIMS IPU BB3MOXKHOCT C€ N30sTBa JJOMbIHUTEIHA
MYCKYJIHa penakcanus. B ycnoBusra Ha kpusa TpsOBa 1a ce
U30ATBaT IENONAPU3UPALLUTE MYCKYJIHH PEIAKCAHTH, Thil
KaTo OTTOBOPHT KbM TAIX € HempeABHINM. JI03uTe Ha He-/e-
MOJISIPU3UPAIIATE PETAKCAHTH C€ PELYLHpaT 10 Hal-MaJKo
% ot obmuaitaute. [Ipn manmentn ¢ MK Mosxe 1a ce n3momns-
Ba OynHa cenanust ¢ obezdonsBane ¢ propofol, fentanyl,
remifentanil, 6ensonuasenunu, lidocaine uiu ketamine.
Pexxumu Ha BeHTHIIALMS — IIOAXOASAIIN ca 00 MIIBaHe 110 Ha-
JISTaHe, PAaHHO BKJIFOYBAHE HA ACHCTUPAHU PEKUMH TI0 HaIsl-
raHe, 3a/[bJDKUTEITHI CHHXPOHH3UPAHU PEKUMHE 110 00EM.
* YecTo M3MON3BaHN B HHTCH3MBHATA TEPAITHs MEIMKAMEHTH,

Panna TpaxeoToMus ce TIpeanprueMa IIpu ouepTaBalia ce
MPOIBIDKUTEIHA KPHU3a.

HeoOxomumo e ipociieiiBaHe Ha AuXarenHara GpyHKIus —
MOHHMTOpUPAHE, pEHTreHOrpadusi, HAIMYUE Ha JIEIUp Ha
(ona Ha GeroapoOHA BEHTUIIALHS.

JledeHre Ha CHITBTCTBAIINTE YCIOKHEHNS — HH(EKIHNH,
eNEeKTPOIUTEH ANCOATAHC, XUIIOPOTENHEMHS, CHITBTCTBAIIN
3a00IsIBaHuUs, CTPEC, 00E3BIKBAHE, IPECTOI B HHTCH3UBHA
KIIMHHKA.

Tabmuua 3. [TapameTpu 1oka3Baniy npara 3a BEHTHIATOPHO
noxnomarase mpu MK

Kputepuii/Tect Hopma Heodxoqumoct ot Excry6auus
HHTYOanus/
BEHTHJIALMS

Buranen kananurer >60 ml <20 ml >25 ml

ml/kg TenecHo Terno

HeraruBHo Hansrane >60 cm <20-30 cm >40 cm
npu auuBane cM H,O

[Mo3uTHBHO HalsTaHEe >100cm <40 cm >50 cm
npu u3ammsane cm H,O

TecT Ha eIUHUYHOTO Jlo 40-50  Jlo 15-20 -
BJIVIIBAHE — OpOcHe

Jleuenuemo no epeme na MK v npu 3amnamsania MK e myntu-
MOJIAJTHO M BKJIFOYBA OCTPa CHUMITOMATHYHA U CTHONOTHYHA Tepa-
IHs, 3a1I04BAHE HA JIBJITOCPOYHA HMYHOCYIIPECHpAllla Tepanus U
MHTEH3HMBHO JIeYeHHE (BHX MO-TOPE).

» Ocmpama cumnmomamuyra mepanus BKIrouBa pyridostig-
mine TabJ1. mpe3 ycTara WM mpe3 couaa 3-6 mbtH 1o 60-

90 mg npu MakcumaiHa f03a 540 mg naeBHo. Moxe n1a
ObJIe 3aMeCTeH ¢ BeHo3eH pyridostigmine B ChOTHOIICHHE
KbM niepopaiaus karo 1:30 (ne e HanudeH y Hac). Pyridostig-
mine Moxke a2 ObJie 3aMecTeH ¢ neostigmine ammyiu 0,5 mg
1 ml karo nepopanuara fn03a ot 360 mg pyridostigmine
JIHEBHO ce paBHsBa Ha 4,5 mg THEBHO neostigmine BEHO3HO
WM MycKyiHo. [ToBuienara OpoHXHaIHa CeKpeus OT MpH-
JIO)KCHHUETO Ha MapeHTepanHuTe GopMU MOXe J1a Ob/e mo-
BiusiHa o1 0,5 1o 1 mg atropine nokoxHo. [Tpy namueHTH,
KOMTO Beye ca MHTYOUpAaHU € YMECTHO XOJIMHECTepasHaTa Te-
parus 1a ce crpe 3a JeH-/1Ba.

Ocmpama emuonoeuuna mepanus Ha MK ocHOBHOTO € ¢
miazMadepesa 1 HHTPaBeHO3HU UMYHOIIOO0yIMHH. KbM Mo-
MEHTa JITICBA KaTEropuueH OTTOBOP KO OT JiBaTa METO/Ia €
10-e(heKTUBEH, C JIeKa TeHICHLIHS 3a [0-100bp U 110-0bp3
edexT OT adepesara MpU HAIMYHE Ha TTOBEYE PUCKOBE (Cer-
CHC, TPYICH JOCTBIT) U TPYAHOCTHU MPU HEHHOTO MPHIIOKE-
Hue. EQekThT 1 Ha 1BeTe JIeyeHns HaCThIIBA B PAMKHTE Ha
JIHH JI0 CE/IMHIIa, KOETO JIaBa Bb3MOKHOCT Ha JIPYTHTE UMY-
HOMOIYJIHpAIIHY TePaNuK J1a 3aII04HAaT Ja AeicTBar (Tabnuia
4). KypcsT Ha edeHne BKI0UBa 5-6 masmMadepesu win

0,4 g/kg/nen MHTPaBEeHO3HH HMYHOITIOOYIHHH 32 5 TIOCIE/-
OBAaTeIHU JIHH. JIeYeHHeTo ¢ UMyHOIIIOOYIMHHU HE € MOAX0-
IS0 11pu ObOpedHa HenoctarbuHoCT. [pu 3amiamBaiia
KpH3a 7103aTa Ha MIMYHOIIOOYJIMHUTE MOXKE 1a Ce peLylupa
1o 1,5-2 mg/kg/nen 3a 2-3 nau.

Hnmpasenosna nync mepanus ¢ methylprednisolone ce nu-
THpa B HAKOM npoyuBanus. Jlo3ara e 500-2000 mg/nex B
TIPOBKEHNUE Ha 3-5 MOCIIe0BaTeNHN JHH, IOCIEBAaHA OT
HaMaJIsiBaHe 0 PasinyHyu cxeMu. To3M pexUM Ha JeyeHne
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MOJKe J1a I0BeJIe 110 IPEXOHO BIOIIABAHE HA MHACTCHHUTE
CHMITOMH, OTEHIMATHO HHYIHPAI MUACTCHHA KpH3a
nopajy JUpeKTeH MeMOpaHeH e(eKT Ha KOPTUKOCTEPOU-
qute. OCBEeH TOBa OCTpaTa CTEPOUIHA MUOIIATHS MOXKE 1a
JIONIPHHECE 32 IUIOCTHOTO BJIOIIABaHE Ha KJIMHUKATA B Ta3|
cuTyais. HsiMame JTHYEH OMHUT ¢ TO3H PEXKUM Ha JICUCHHE
npu MI u cunTame, 4e Toi OM MOT'BJI []a C€ U3II0JI3BA CAMO
IPU SIBHH MHACTEHHU KPU3U U B KOMOMHALMS ¢ r1a3Made-
pe3a, IMYHOICOPOLUS HITH MHTPaBEHO3HA UMYHOIIO0YIU-
HOBA TepaNus B MHTCH3UBHO OT/EJICHHUE.

* [lbn2ocpouna umMyHomMooyiupaya mepanus

1. 1. Koprukocreponau — npu 3aro4yBaHe Ha JISYCHUETO, 0CO-
OCHO C I10-BUCOKH JIO3M MOXE Jla e HaOII0/1aBa MbPBOHA-
YaJIHO BIIOIIABAHE HA CUMIITOMHUTE. Teparnusira ycIoBHO ce
pasiens Ha Takasa IpH BiolIaBaHe 0e3 JuxaTenHa Hello-
CTaThYHOCT U NPHU KPH3a C U3KYCTBEHA BeHTHIAMs. B
IIBPBUSL CITydaid ce IpeanpreMa oKayBaHe Ha J103aTa ChC
cezMU4HO yBenuyasane oT 10 mg prednisolone (exBuBa-
JICHT Ha 2 TalJI. OT APYTUTE KOPTHKOCTEPOHUAH) 10 00IIa
no3a 60 mg exeHeBHO Wi anTepHupamo. HamanssaneTo
Ha JIo3ara cTaBa Mo-0aBHO Ha 2-3 CEMUIH ChC 3aAbpIKaHe
Ha HSKOU J103H, aKo ¢ HeoOxoaumo. [Ipu kpu3a u nHTyOH-
paH MaLKeHT JICUYSHUETO MOXeE JIa 3aTI0YHE C BUCOKH 103U
koprukoctepons — 100 mg prednisolone nimm §0-100 mg
methylprednisolone, kato no3ara ce HamansBa Ha 10-14
nau 10 20-40 mg, a MO-KBCHO ¥ Ha TO-TOJIEMH HHTEPBAITH.

2. Azathioprine — 2. 3amouBa ce ¢ 50 mg ceIMUYHO Tpe3
mbpBara ceamuia, 100 mg npes Bropara u 1o 150 mg npe3
Tperara ceamuna. Heobxomumo e usciesane Ha mumMdo-
LMTUTE, JIEBKOLUTHTE U TPAHCAMUHA3UTE 6-8 CeIMUIIN
CJIE]I HAYaJIOTO Ha TEPAINHsATA U KOPEKIIHs UK CIIUPaHE Ha
JedeHueTo npu oTkiaoHeHus. [Tpy nanuyne na TPMT
(tmonypun C-metunrpancdepasa) 1epUunT anTepHa-
THBHO MOXe J1a ce u3non3sa mycophenolate mofetil.

3. Rituximab 3. (HsimMa ogoOpeHue 3a Ta3u MHANKALNS) — B
ciydail Ha HenoBnusABala ce MK npu ontuManHo sede-
HHe, MOXKE Jia C€ MHCIIH 33 €CKaJIMpalia Tepamus ¢ rituxi-
mab | g iBykparHo npe3 14 jHu, Kato j03aTa MOXKe jaa ce
TIOBTOPH ciex 1 rofuHa M mpu nokaysane Ha CD19,
KaKTO M MPH Bb3BPbIIAHE HA CUMIITOMHTE.

Ta6ﬂnua 4, BpCMC JIO HACTHIIBAHE HA e(beKTa Ha TEpaNMuTe 32 MUACTCHUS

Bu repanus Bpewme 1o edexr

[Tna3madepesa/mmyHoadcopOLms Hstxonko nuu

HnrpaBeHo3Hy MMyHONIOOYIMHH Hsixonko xun

Kopruxocrepoumm Mecell — Bb3MOXHO € TbPBOHAYAITHO
BIIOIIIABAHE
Azathioprine 6-12 mecena
MYASTHENIA GRAVIS

B YCJIOBUSITA HA COVID 19

Covid 19 e HOBO 3a0oJsiBaHEe BCIICACTBHE Ha KOPOHABHPYC
(SARS-CoV-2), npenu3BuKBaI TeXKbK OCTBP AUXATENCH CHHIPOM.
CHUMITOMUTE ca B pa3iNyHa CTENeH Ha H3Pa3eHOCT U BKITFOUBAT TEM-
nepatypa, Kaluiiia, Jaapus, 3aryoa Ha BKyC ¥ 0OOHSIHHUe, AuXa-
TeJTHa JAeKoMIeHcarus. [1o HacTosIIeM MoYTH BCHYKH CTPAaHH 110
cBeTa ca 00XBaHATH OT 3a00JIIBAaHETO U TO € OOSBEHO 3a MaHJIEMHUS
ot C30. KbM MOMEHTa He CBIIECTBYBAT JAHHHU KaK BUPYCHT 3acsra
6omauTe ¢ MI™ 1 Te3u Ha UMYHOCYTIPECHUBHO JIedeHHE. TeopeTHIHO
nanueHTute ¢ MI™ 4ecTo ca Ha UMyHOMOZY/IUpAIIa U CyIpecupaa
Teparus U MOTar Jia Pa3BHAT cIabOCT Ha IMXaTeHaTa MyCKy/1aTypa,
KOETO OM JIOBEJO JIO MO-TeXKKO MPOTHYaHE HAa HHPEKIHATA.

ChleCTBYBaT MHOXKECTBO TEPANICBTHYHH MPEHIOPBKHU 3a Jieye-
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Hue Ha Covid 19, xoeTo Bomu 10 00bPKBaHE HA MPAKTUKYBAINTE
nexapy. JIuncsar CUCTEMHU INTEPaTypHY IaHHU 3a JiedeHue Ha MI
u Covid 19, nmopanu xoeto Haii-pazymHo 61 OuIo j1a ce crasBar Ha-
[IMOHAJIHUTE NPENIOPBKY 32 JICUCHHE U Ha JIBeTe 3a00IIBaHNUS.

Jleuenue. Tlanpenture ¢ MI' cnesBa 1a He MPEKbCBAT CUCTEM-
HOTO CH JIedeHue Oe3 mpenopbka oT JIeKyBalll Jiekap. Toa ce oTHacs
B Haii-roisiMa crereH 3a pyridostigmine. Ako ca Ha HMyHOCYTIpe-
CHBHO JieueHue, maruentute ¢ MI, Tps6Ba ocobeHo cTporo aa cras-
BAT COLMAJHA JMCTAHUMUS, BKI. IPAJCKH TPAHCIIOPT M JICKAPCKU
HperIe/n JIMLE B JIULE, aK0 TOBA € Bb3MOXKHO. [Ipu criupaHe Ha uMy-
HOCYIPECHPALIOTO JICYCHHE ClIe/IBa J]a CE MPELEHAT MHOIO TOYHO
TIOJI3UTE ¥ PUCKOBETE.

ITpu npoBexkIaHe Ha JICYCHHE C BIMBAHKS HA KIMYHOIIOOYINHH
1 miazMadepesa TpsAOBa ce MpeleHn prcka OT 3apas3siBaHe mpu 06071-
HMYHO JiedeHne. KbM MOMEHTa JIMIICBAT IaHHH, Y€ MiazMadepesara
Y MHTPABEHO3HHUTE UMYHOITIOOYIMHI HOCST JOIbJIHUTEIICH PUCK 3
undekius ¢ Covid 19. Tlo npuHIMI Te3u JeueHus cie/Ba aa ce 3a-
Ma3sIT 3a MAIMEHTH C OCTPH BIIOMIaBaHus U Kpu3u. 10 H3KIIOUCHIE
TEe MOTaT J1a ce MPOBEX/AAT U KaTo TMOIbpKAIla Tepartus, Ipy Ha-
JIMYKE Ha TIPOTUBOIIOKA3aHUs 3a APYT BUJ JeueHre. KbM MOMEHTa
JIMIICBAT JaHHHM, 4ye HHXuOMUpaneto Ha CS5 dpakuusaTa Ha KoMmIuie-
MeHTa ¢ eculizumab, Moxe 11a oBeie 10 Mo-uecT HHMEKIMU U 10
nomr u3xox ipu Covid 19.

OcobeHo BHUMaHKE TPsIOBa 1a ce 00pbIa MPH HEOOXOAUMOCT
OT 3armoyBaHe Ha B-kieThuHa Tepanus (HEe ¢ HaJIW4YHA B HAIIaTa
CTpaHa) 1 110 Bb3MOXXHOCT, IIPH JIUIICA HA PUCK OT KPU3H, HAYAIIOTO
U cllefiBa 1a ObJe OTI0KEHO.

Cpencrsara 3a nederne Ha Covid 19 (chloroquine, azithromycin,
AQHTUBUPYCHH) ca C HeJJOKa3aH e()eKT ¥ Hal-4ecTo ca B CIUChKA Ha
MEIMKaMEHTHTE, KOUTO Bioiasar MI.

Baxcunayus ne 6vBa 1a ce M3BBPIIBA ¢ XKUBH BakcuHu. Criopes
nocnennuTe npenopbku Ha MGFA (Amepukanckara ¢ponmanus no
MHACTEHHS TPaBUC) HAJTMYHUTE KbM MOMEHTA BAKCHHH ca Oe3omac-
HH 32 IPUIIOXKEHHE.

Axo nanpenture ¢ MI, Bce mak ce 3apassT ¢ BUpyca, JaHHUTE
KbM MOMEHTA COYaT, 4¢ CHMIITOMATHKATA HAll-4eCTo ¢ JIeKa 1 TpsiOBa
Jla ce cieaBaT MeXIyHapOJHUTE M HALIMOHATIHY MPENOPbKH 3a Jie-
yenne Ha MI. Moske 1a iMa HeoOXOIUMOCT 3a ITOKa4YBaHE Ha J103aTa
Ha KOPTUKOCTEPOUIUTE. AKO MAlMEHTHTE Ca C TEXKKA CUMITOMA-
THKa, Te TpsAOBa J1a ObaT XOCIUTAIN3UPAHU 1 [IPU HAIMYKE Ha Cell-
CHC, MIMYHOCYIIPECHBHATA TEPANus MOXE BPEMEHHO Ja Ce CIIpe.
CrannapTHoTO Jedenue ¢ azathioprine u mycophenolate mofetil
MOXe J1a Ob/Ie IPOABIKEHO, Thil KaTo e()eKTHT OT [03aTa € IPoTpa-
XHpaH U OYUCTBAHETO OT e(heKTa Ha MEAMKAMEHTa O1 OTHENI0 MHOTO
BpEMeE [PH PUCK OT 3ary0a Ha TPY/IHO MOCTHIHATATA C MECEIH UMY~
Hocynpecus. BunmarenHo Tps0Ba j1a ce npeLeHsBa HaMajIiBaHeTO
WJIM yBEJINYABAHETO HA J103aTa Ha UMYHOCYIIPECAHTHTE.
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[Ipunoxenue 1
MenukamenTu, obocTpsimy myasthenia gravis — Bb3MOKHH MeXaHU3MHU Ha [eliCTBHE U
TeXHHUTE AJATePHATHBH

MeaukaMeHTH 060CTpSlllll/I MHACTCHHATA

| AJ]TepHaTI/lBHl/l JIEKapcTBa

I. AHTHOHOTHIIN

Hapymiapar HepBHO-MyCKY.IHOTO npesiaBate. EQekTbT e Bb3MOKHO 1030~
3aBHCHM.

Amunormmko3uau: Amikacin, Gentamicin, Kanamycin, Neomycin,
Netilmicin, Streptomycin, Tobramycin

TMennuInHK: ¢ BHUMAHKE TIPH TeXKa Muactenns; Ampicillin — camo oz
HaOJII0ICHHE 1 OLICHKA HA MHACTCHHUTE CHMIITOMH

XHHOIOHH/HHXHOHTOPH HA THPA3aTa
Ciprofloxacin, Levofloxacin, Enoxacin, Ofloxacin, Norfloxacin, Moxifloxacin

Kapoanenemu: Imipenem + Cilastatin, Meropenem

Kerommnmn: Telithromycin

Jlunkosamuan: Clindamycin, Lincomycin, Neomycin + Bacitracin,
Erythromycin, Clarithromycin, Azithromycin, Roxithromycin
Terpaunkaunu: Minocycline, Doxycycline (BHUMaTeNHO 11py KOMOMHUPAHH
penapari)

Metronidazole

Antavukotumu: Itraconazole, Fluconazol, Amphotericin B
AHTHMATApUITHH:

Proguanil

Chinine

Chloroquine

AmuHorIHK03wIH: Paromomycin

Hedanocnopunn: Ceftriaxone, Cefalotin, Cefotaxime, Cefuroxime, Cefoxitin,
Amoxicillin/Clavulanic acid, Kefandol, Cephalexin

Chloramphenicol

Nitrofurane

Glykopeptide

Teicoplanin

Vancomycin

Fosfomycin

Oxazolidinone

Linezolid

CyadonaMuan: oT NpaKTHKATa — Bb3MOXKHH IPOOIEMH PH KOMOMHUPAHUTE
npenaparu: Sulfamethoxazole + Trimethoprim

Trimethoprim — 6e3 nipoGnemu pu MOHOTEpaIus, 0COOEHO IPU HHPEKIHH Ha
TMHKOYHATA CUCTEMA

Rifampicin, Ethambutol

Pyrimethamine + Sulfadoxin

Streptogramine

Oxca3oauanHu

Linezolid

Aztreonam

Atovaquone, Ketoconazole, Caspofungin, Nystatin, Terbinafine

Mefloquine

AntuBupycHu MeankamenTH: Hsima HabmiofeHns 3a BIOIIaBaHe Ha MHACTEHHS
IpaBHC
XUB aHTHBHpPYCHH CpeJCTBA: CHUIOTO

AntnxenmunTHE: Pyrantel Pamoate

Acyclovir, Ganciclovir, Famciclovir, Valacyclovir

Zidovudine, Lamivudine + Zidovudine, Abacavir, Efavirenz

HNnxuburopn Ha HeBpAMHHHA3aTA:

Oseltamivir, Zanamivir

(Tpu ApyTH aHTHBHPYCHH MPEMapaTH, ChINACHO OMATA JI0 CEra, ChIIIO HAMa
OMACHOCT OT BIIONIABAHE HA MHACTEHHUSATA)

Mebendazol, Niclosamide, Praziquantel

II. Myckyinu peakcanT

bnoxnpane Ha HEpBHO-MYCKYJIHOTO MPElaBaHe

Suxamethonium, Gallamin, Chlormezanone, Dantrolene

Baclofen, Tizanidine

[Toj1 aHECTE3NOIOTHYEH KOHTPOI M CTPOTO yKa3aHNUE 3a Cealus IPSIH aHec-
Te3Hs

Tetrazepam

3a peaakcauus: Alcuronium chloride, Atracurium, Pancuronium bromide,
Vecuronium bromide

III. CppaeyHo-cb10BH MeTHKAMEHTH

AHTHAPHTMHIH:

broxupaue n/umm unxudupane Ha AChR penentopu

briokepu Ha HaTpUEBUTE KaHAIN

Chinidine, Ajmalin, Procainamid, Lidocain, Propafenone, Mexiletine

Bera-0.10kepu:

Propranolol, Metoprolol, Pindolol, Sotalol,

Metoprolol, Atenolol, Bisoprolol, Oxprenolol, Carvedilol
Buiokepn Ha KaJuHeBHTe KAHAIN:

Nifedipine, Nisoldipine, Nitrendipine, Nimodipine, Amlodipine

Juypernunu:
Benzothiadiazine, Furosemid, Acetazolamide, Torasemide

Digitalis

ACE unxudutopu:

Captopril, Lisinopril, Ramipril, Enalapril
AHTHOTeH3HH-pelenTopHH 0JI0KepH:
Candesartan, Valsartan, Losartan

LlenTpaano AeficTBAIM CHMNIATHKOJIHTHIH:
Clonidine, Moxonidin, o-Methyl Dopa, Reserpin-Mefrusid
Aada-penentopHu Gnoxepu:

Prazosin, Doxazosin, Urapidil
Phenoxybenzamine, Bunazosin

Dihydralazin, Minoxidil, Na nitroprusside
Spironolactone

ErakpuHoBa KucennHa

Piratenid

IV. AHTHKOHBY.ICAHTH + CeIaTHBH

Bensonuasennuu: Midazolam
Diphenylhydantoin
Ethosuximide

Gabapentin

Paraldehyde

MarHesues cyndar

Carbamazepin, Oxcarbazepine

Banmpoesa kncennsa

Lamotrigine

Levetiracetam

Topiramat

Pregabalin

Primidone/ bapouryparn B Hucku 1031, Moxe 1a uMa poOIeMt Py BUCOKH
103H
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MegukameHTH 000CTPSIIH MHACTEHUSATA

| AJITepHATHBHH JIeKapCTBa

V. CumzkaBamy xosiecTepo/ia i TPHIIHIIEPHINTE

Crarunm: Hava doxasamencmesa oa enowasam Muacmenus epasuc

Atorvastatin, Lovastatin, Pravastatin

®ubparnu: Bezafibrate, Etofibrat, Fenofibrate

Annonoodmennn emosn: Cholestyramine

Huxuéuropu Ha pe3opoumsita Ha xomecreposa: Ezetimibe, Ezetimibe +
Simvastatin

VL. IlcuxoTponuu MeIuKaMeHTH

Hamanseam cunmesa u 0c60009c0asanemo na ayemuixonun, Hapyuagane Ha
HEpPBHOMYCKYIHOMO npeodasane

Jlutues xapOoHaT

Haloperidol

Chlorpromazine

TpHUMKIHYHE AHTH/IENPECAHTH:
Imipramine, Amitriptyline, Clomipramine
Bensonnazennnnu: Lorazepam, Alprazolam
Buspirone

Droperidol

Amphetamine

Levomepromazine

Thioridazine

Tpunukananu antugenpecantu: Mianserin, Maprotiline hydrochloride,
Trimipramine

Nnxuduropn Ha 0GpaTHOTO 3axXBalaHe Ha cepoToHnHa: Escitalopram,
Citalopram, Fluvoxamine, Fluoxetine, Paroxetine, Sertraline

CpbIo Taka B HHCKH 103H:
Chlordiazepoxide, Chloralhydrate, Mirtazapine, Reboxetine

VII. AuTupeBmaTiuynu Jekapcera/ Hecreponinu npoTHBoBb3NATHTEHH J1eKaPCTBA

HawmarnsiBase Ha Bb3MOKHOCTTA 32 CBbP3BaHE Ha areTiiixonnHa. Hamanssane
Ha MeMOpaHHaTa Bb30YIMMOCT

Thiopronine

Chloroquine

D-Penicillamine

Colchicine

ChbbprKal XHHUH JIEKapCTBA U HAIHTKH

Acetylsalicylate acid
Indomethacine
Diclofenac
Ibuprofen

COX-2 unxuburopu

VIII. CniazmoauTiuu

Bw3modicho e npunoicenueno Ha amponun 8 HUCKU 003U NPU CUIHU XOIUHep-
SUNHU CIMPAHUNHU eheKmul ui XOTUHeP2ULHU KPU3U
N-Butyl scopolamine Bromide

Drofenin
Papaverine

Oxybutynin

Tolterodine

Ipratropium bromide

Chinine

IX. Anajarernnu

Morphine Acetylsalicylate acid

Flupirtin maleat Buprenorphine

Metamizol Hydromorphone

Propyphenazone (?) Indomethacin

Codeine (?) Levomethadone
Oxycodone
Paracetamol
Pethidine
Piritramide
Tolidine
Tramadol

X. Kanku 3a o4u (c noBuueHo BHUMAHHe IPH 04HA MHACTEHHs IPABHC)

Bera 6moxepu: Timolol, Betaxolol

Guanidine sulfate

Kariku 3a 04u, ChAbPIKAIIN MUIOKAPITUH

BHuMan#e npu KOMOMHHPAHH MPenapaTH, ChAbPKAIH KOPTHKOCTEPOHIN U
aHTHOMOTHIM!

XI. Xo

PMOHH

[Iporecreporn

KoHTpauenTusy ¢ ecTporen + nporecTepoHn
Kopruxocrepouau

TupouaHu XopMOHI

XII. AHTHIIAPKHHCOHOBH MeTHKAMEHTH

MyckapuHOBH aHTATOHHCTH:
Trihexyphenidyl

Budipine

Amantadine

L-Dopa

JonamuHoBu aronnctu: Bromocriptine, Lisuride, Pramipexole, Ropinirole
Biperiden (?)

Rasagiline, Rotigotine

Entacapone
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MegukameHTH 000CTPSIIH MHACTEHUSATA

| AJITepHATHBHH JIeKapCTBa

XIII. Jpyru JexapcTBa

Aprotinin
Botulinum Toxin
D, L-Carnitine

Interferon Beta 1b

TEUEHNETO)

HuxornHoBH miacTupu
Piperazine
Pyrantel Pamoate

Ciclosporin (?) MHOTo psiiKo
HMHayuupana oT LUTPAT XUIOKAILHEMIS 3 AHTHKOATYJIALUS, HAIp. TIPH
wiasmadepesa Interferon Alpha 2b

KonrpacThu BemecTsa, ChIbpKaliy Hoz
Koprukocrepouu (1o KOHTPOIL, TIOpajiit PUCK OT BIOLIABAHE B HAYAJIOTO HA

JlexapcTBa ChbpIKALIN MAaTHE3Hi

Cpenctsa 3a cbH M TpankBmIanTH: Zolpidem, Zopiclone
WHxubutopy Ha ,,MMyHHATa KOHTPOJIHA TOYKa”

[Tpunoxenue 2

[Iperaen Ha HAMYHUTE HMYHOCYIpECHBHE MeAHKAMEHTH 32 JiedeHue Ha myasthenia gravis

JlexapcrBo MexanusbM Ha JeiicTBue CTpannyHH peaKuuu IIporuBonoka3zanus

Azathioprine [lypuHoB aHasor VBenuyaBaHe Ha yepHOApoOHHTe eH3umH, | Hapymena yepHopoOHa (yHKIms,
Unxubupa cunresa na JJHK rajieHe, MaKpOLHUTO3a, IAHKPEATHT, JIEBKOTICHHSI, MATTHTHEHHN XEMaTONOTHYHH
Hamanssa T- u B-knersunara arnomnemus 3a00JIBAHNS WM HUCKA AKTUBHOCT Ha
nporudeparms THOIPUH MeTHITpaHcdepasa

Efgartigimod alfa Fc dparment, HamansiBa miasmenute HiuBa | MH(peKun Ha rOpHUTE THXATETHI CBPBXUYBCTBUTETHOCT KbM aKTHBHOTO I
Ha IgG, Bk Ha IgG aBTo-aHTHTENATA, KATO | IBTHILA, HHOEKLIH HA MIKOYHHUTE IBTHIIA | HAKOE OT MOMOLIHHTE BELIECTBA
ce cBbp3Ba ¢ HeoHaranHus Fe penernrop
(FcRn)

Mycophenolate mofetil | Muxubupa mypurHoBara cunTesa Tajiene, nuapus, JEBKONCHNS, yBenndaBane | Hamraer Tymop, JIeBKONCHHS, IPen
Hamanssa T- u B-knerbunara Ha YepHOAPOOHNTE EH3MMH, apTepHalHa | 3ayeBaHe MM 110 BpeMe Ha OpEeMEHHOCT
nporndeparms XUTEPTOHHS

Cyclosporine Wnxuburop Ha KallMHEBPUHA Hedporokcnunoct, aprepuaina Hapymena 6b0peuna (yHKIus, TexKa
Hawmanssa tpaHckpumimsata Ha [L-2 XHUIEPTOHHS, XUIIEPTPHX03a, apTepuaTHa XUIEePTOHHUS, HATHYEH TyMOp
Brokupa axruBanusta Ha T-kieTkiTe XHIEPILIa3Hs Ha BEHIHTE, 3aMasSHOCT,

raBo0oJie, eHuedanonars

Tacrolimus NuxnbuTop Ha KallMHEBPHHA. AptepuaiHa XUnepToHus, TPEMOp, Hapyurena 650peuna GyHKuus, TexKKa
Hamanssa tpanckpumimsra Ha [L-2 nuabet, He)POTOKCHIHOCT, MHOKApIHA XHIEPTOHHS, CHHIPOM HA BPOJICH IbIBT
Brokupa akruBauusta Ha T-kieTkute XHNEPTPOQus, eHIe(anonarus QT-untepBan, TyMOp

Methotrexate Ananor Ha donara Cromarwur, rajiese, 3aryba Ha koca, Hapyurena yeproapoOHa dyHKIms,
Hapymasa JIHK cunresara JICBKOTICHHSI, OUTOCTIEPMHUS, JUC(YHKIHS Ha KOCTHHS MO3BK, HIPE/IH
Hamanssa T- u B-knerbunara YBEIMYABAHE HA YEPHOAPOOHNTE CH3UMHI | 3aueBaHE MM 110 BpeMe Ha OpeMEHHOCT
nporudeparms

Cyclophosphamide AnKanu3upan areHt laniene, moBpBbIaHe, TPecka, 3aryda Ha Hapymurena ueproapoGHa dhyHKIms,
Hapymasa JTHK peruukanusra KOCa, YePHOAPOOHA AUCHYHKIIUSA, JUC(YHKIHS Ha KOCTHHSI MO3BK, IPE/IH
[Motucka noseye B-, oTkonKOTO TOBHIIABAHE HA YEPHONPOOHHUTE CH3UMH, | 3aueBaHE MM 110 BpeMe Ha OpEeMEHHOCT
T-knerkure LHCTHT, OJIMTOCIICPMILS, MHEIOCYTIPECHS

Rituximab Anti-CD20 MOHOK/IOHAIHO aHTHTSLIO WHy3nOHHN peaKiiu, XMIIOTOHHS, Heyrponenus, ncxemuuna 6onect
U3uepnsa B-knerkure upe3 JIEBKOTICHHS, JIEKH HH(EKIMH, QPUTMUH, | HA CHPLETO, 3aCTOIHA ChpeyHa
LIUTOTOKCHYHOCT M IIPOBOKMPA AIONTO3a | auciHes, peakrusauus Ha HBV, HCV u HEJIOCTATBYHOCT, IIPEIM 3a4CBAHE W

JCV, cbpaedna HEAOCTATHYHOCT 10 BpeMe Ha OpeMEHHOCT
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[Ipunoxenue 3
CkaJa 32 00eKTHBHA OLEHKA HA MHACTEHHUSI TPABUC

Mme Ha manueHTa

lognan MenykameHT Jlexap
Tecr Touku Jlara u yac
ITpo6a Ha Barre ( 1 1. 32 10 s) 0-15
[Ipo6a na Mingazzini (1 1.3a5s) 0-15
[loBnurane Ha riaBara:
HeBb3mokHO 0
c/y coOCcTBEHA TeXKeCT
¢/y chrpoTuBa 10
CaMOCTOATEITHO CTaBaHE OT JIETHAIIO T0JI0KEHHE:
HeBb3moxHO 0
BB3MOXKHO 10

Hapy1menus Ha oky10MOTOpHKaTa:

Juronus 0
IITo3a
Hopma 10

3aTBapsiHe Ha KJenaynTe:
Be3 mokpuBate Ha KOpHEs
C mokpuBaHe Ha KOpHest
Signe de cils

HOpMa

(=]

JIbBUCHE: HEBB3MOXKHO
Jlomro
HOpMa

—_—n O = Wn O

=1

I'virane: HeBb3moxkHO
Jlomo
Hopma

(=)

ToBop: HEBB3MOKEH
Hocos
Hopma

—_ o] = wn o

(=)

Menuxkarus

Buranen xananurer

JluxarenHa yectora







