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Myasthenia gravis ¢ HEBPOJOIHYHO 3a00JIIBaHE, KOETO CE
cpela psaKo B 00IaTa mpakTHKa ¥ TOBA 3aTPy/HsABA HErOBaTa
JMarHo3a | Jie4eHue. BbIpekn ye uma MHMpOKO pasmnpocTpa-
HEHO ChIVIACHE OTHOCHO M3II0JI3BAHETO HA MHOTO MEIMKAMEH-
TH 3a JICYCHHE HAa MHACTEHMs, HSAMA MEXIYHApOIHO IPHET
CTaHJapT 3a ToBa. Tbil kKaTo myasthenia gravis e XeTepOreHHo
3a00IsIBaHe, HE ChILECTBYBA YHUBEPCAJICH TEPAeBTUYCH MO~
XOJ 32 BCHYKHU MalMeHTH. MaIKoTO paHIOMH3UPAHH MPOYyU-
BaHUS NPH TE3M MAIIMEHTH UMAT OrpaHH4YeHa 000O0IIeHoCT, a
HEKOHTPOJIHPAHUTE IIPOYUBAHUS €A C OTPAHUYCHA 3HAYUMOCT.
HacrosmusaT KOHCEHCYC € CbhoOpa3eH C MEeXAYyHapOJAHHUTE
MPETIOPBKH ¥ JIMYHUS HU ONMUT W MMa 3a LeJ J1a HaCOYHU KIIH-
HUIMCTUTE OTHOCHO IO/XOJa 3a JUArHOCTHKA W JEYEHUE Ha
myasthenia gravis.

Mmuactenns rpaBuc (MI') e aBroumyHHO 3a0oisBaHe,
MPUYMHEHO OT AHTHUTENA MPOTHB AlETHIIXOJINHOBUTE peLell-
topu (AChR), myckymHO-cennpuvyHaTta THPO3UH KHHA3a
(MuSK) n npyru AChR-cBbp3aHH NIPOTEHHH B IOCTCUHANITHY-
HaTa MeMOpaHa. XapakTepu3upa ce ¢ 00JecTHa yMOPSEMOCT
Ha HaIpeYHO-HaOpa3/ieHaTa MyCKyJaTypa M MYCKYyJIHA Cla-
00cCT, Mopau HapyIIeHO MpeAaBaHe Ha HEPBHUTE UMITYJICH Ha
HUBOTO Ha HEPBHO-MYCKYJIHUS CHHAIIC.

BoaecrHocTTa € okoio 15-25/100 000, ¢ rogumina 3a0071s-
emoct oT 1 Ha 100 000 Hacenenue. Hauanoro Ha 3a00151BaHETO
npu anTH-AChR ¢opma e GmMomamHO — ¢ paHEH MUK OKOJIO
30 rogunu 1 kbeeH — okonno 70-80 ronunu. B EBpomna nmoseue-
TO MAIMEHTH Ca ¢ Ha4YaJlo Ha omjakBaHusATa ciex S0 roguuiHa
BB3pact. [Ipy MHacTeHUs: ¢ paHHO HAyaJlo0 OTHOIICHHETO HA
KEHHU KbM MBKe € 3:1, J0KaTo pU MUACTEHUS ¢ KbCHO HAa4aJIo
CTpajar no-uecto Mbxere. PakTOpUTE Ha OKOJIHATA CPE/la ca
Bce ome crnabo mpoyuern. MI' ¢ antu-MuSK anTnTena nma
reorpadcko paznuune B EBporna ¢ xapakTepeH 10)KHO-CeBepeH
I'paJMeHT — Haii-MHOT0 ciy4au ce Habnoaasat B Cpean3eMHo-
MOpHUETO, a Hail-Masiko B CKaHAMHABCKUTE CTPAHMU.

Etnosnorusita e cBbp3aHa ¢ BIMSAHUETO Ha ICHETUYHU U
(daxTopu Ha okosiHaTa cpeza. JlokazaTesNCcTBO 3a TOBA € KOH-
KOpI@aHTHOCTTA OT 35% IpU MOHO3UTOTHU 1 5% IIPU XeTEPO3H-
roTHH O6im3HaIM 3a pa3ButHe Ha MI. OTKPUTH ca MHOXECTBO
reHu, BkiIOYUTeTHO HLA reHu, OTTOBOpPHU 3a MOBHILEHUS
puck 3a pa3Butue Ha MI. JIokaTo HAKOHM OT TAX BOIAT 10 pa3-
JIMYHU aBTOUMYHHHU 3a00JIsIBaHUA, JPYTH ca No-crenuduanu
3a MI' n onpenenenu tunose MI'. IlooBHTE XOPMOHU CBIIIO
HTpasiT pois 3a npenucnosuusata keM MI. Te morar nma 06sc-
HAT ¥ Pa3InYHOTO MOJOBO pa3mpeneNeHre Ipu MHUACTEHUS C
paHHO HAyaJo0 M MHUACTEHHS C KbCHO HA4ajo M MO-BUCOKOTO
pasnpocTpaHeHue Ha 3a00JsBaHETO cpel MJIaJAM KEHH U Ta-
KuBa cieq paxkzaase. IIpenmonara ce poisTa Ha pa3iIudyHU
BHPYCH, aTaKyBalld THUMyca. HsSkom MMyHOTEpamnuu mpoTHB
TYMOpPH, KaKTO M JIPyTH aBTOMMYHHHU M PEBMAaTOJIOTHYHH 3a-
OoJIsIBaHUS MOTAT Jla UHAyLIupat myasthenia gravis.

IlaTorene3aTa ¢ aBTOMMYHHA, IIPH y4YacTHE Ha THUMYC-
HaTa »kJie3a. HapylieHHeTo Ha HEpBHO-MYCKYJIHOTO Ipena-
BaHE € CBBP3AaHO ChC 3HAYMTEIHA PEIyKIHs HA KOJIHYECTBO-
TO Ha aleTHUIXOJMHOBHTE PEIENTOPH B ITOCTCHHAITHYHATA
MeMOpaHa Ha HEPBHO-MYCKYJHHS CHHAIIC. YBPEXKIAHETO Ce
IBJDKM Ha aHTUTSIIO-MEIUUPAaH U KOMIUIEMEHT-3aBUCHM aB-
TOMMYHEH OTI'OBOp C NpOAyKuHMs Ha aHTUTena. [TocnenHure
MoOrar Jia ce pa3ZieiisiT Ha JIBE FOJIEMH I'PYIH — aHTUTENA KbM
TpaHCMEMOpPaHHU WJIM BBHIIHO-KJIETHYHU IPOTEUHU U KBM
BBTpEKJIeThYHH. [IppBaTa rpymna aHTUTeNa MaTOJOTHYHU 32
MI nupektHO (KaTo aHTH-AChR anTHTENaTa) NN HHINPEKT-
HO (kKaTto aHTH-MuSK aHTHTeNna M aHTH-HUCKO-TUTBTHOCTEH
JIUMONPOTENH perenTop-cBbp3ad npoteuH 4 (LPR4) antu-
tena) 3acsrar ¢yukuusTa Ha AChR B HEepBHO-MYCKYJIHUS
CHHAIIC, KOETO BOIH 10 HApyIIeH {OHEH TPaHCHOPT Ipe3 Myc-
Ky/IHaTa MeMOpaHa ¥ HaMaJleHa MYCKYJHa KOHTpakuus. AH-
THTEJa KbM BBTPEKJICTHUHNUTE MPOTEHHH (THTHH, pHAHOAMHO-
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BH PELENTOPH, KOPTAKTHH) Hali-BEPOSTHO HE Ca MaTOJOTUIHHI
3a MI, HO Morar na ce M3MO0J3BaT KaTO KJIMHUYECH MapKep 3a
oIpeJelsHe Ha TeXKeCTTa Ha 3a00JIIBAHETO, HAJIMYUETO Ha TH-
Moma uiu Muonatus. I[Topaau cBosTa BUCOKa crieliMPUYHOCT,
MOCJIEZIHUTE HE Ca 3aCTBIICHH B KJIMHUYHATA IPAKTHKA.

IMoarpynu Ha myasthenia gravis

Myasthenia gravis c pauno nauano

[MTauuenture ¢ Tazu popma HaOposiBaT 0koio 20% OT BCHU-
k1 001HU. OTHOLIEHUETO Ha KEHUTE KbM MBXKETE € IPUOTH3H-
tenHo 3:1. Taszu popma ce acormupa ¢ HLA-B8, DR3 u npyru
ABTOMMYHHU T'€HHHM DUCKOBHM JIOKYCH. [Ipu TAX ca HaJau4HU
anTu-AChR anturena. [lanuenTuTe ¢ THMOMA ca M3KJIIOYEHN
OT Ta3| rpymna. Bp3M0oXXHO € HaINYHeTo Ha TUMYCHA (DOosTuKy-
JapHa XUIepIa3usl.

KnuanyHO mbpBUTE CUMOTOMH BB3HHMKBAT mpeau S50 ro-
JUIIHA BB3PACT. XapakTepHa € IeHepaju3upaHa MYCKYJIHa
c1abocCT, KaTo 1sy1aTa KIMHMYHA KapTHHA Ce Pa3rpblia B IIbp-
BUTE TPH TOAMHM Ha OonecTTa. XapakTepHa € M KOMOpOHI-
HOCTTA C IpyT'¥l aBTOMMYHHH 3a00JIsIBaHUS.

Muacmenun zpaguc ¢ KbCHO HAYATIO

[Mauuenture ¢ Ta3u Gpopma npencrasissatr okoio 40% ot
Bcruku OonHu. Hanmmunu ca antu-AChR anturena. 3abous-
BaHETO € I10-4eCTO IIPU MBKETE U M0Ka3Ba ciiaba acoluanus ¢
usaxon HLA rean (B7, DR2). Psaaxo ce cpemia TiMycHa maTono-
TS, HOPaJN KOETO MMAIIMEHTUTE He OTTOBAPSIT HA THMEKTOMHUSI.

KinHUYHO MBPBHUTE CHMOITOMH HACTHIBAT cies 50 roaumi-
Ha BB3pacT. XapakTepHa € IreHepalu3upaHa MYyCKyJlHa cia-
60CT, KaTo 1sU1aTa KIIMHUYHA KapTHHA C€ Pasrpblila B I'bPBUTE
TPH TOJUHM Ha OoJecTTa.

Muacmenus zpaguc, c6vp3ana c MUMoOm

Tasu ¢popma ce mprema 3a mapaHeoIIacTUIHO 3a00JIsBaHe.
Tumowm ce cpemta npu 10-15% 0T manmeHTHTE C MHACTEHUS I'Pa-
BUC. PasnpocTpaHeH e mpy BCHYKH BB3PACTH C €HAKBO pa3-
npesiesieHye 1o noj. MuacTeHus rpaBUC € Hali-uecTo cpeliaHe-
TO aBTOMMYHHO 3a0o0JsiBaHe, cBbp3aHo ¢ TUMOM. [Ipu 30% ot
MAIMEHTUTE C HAJHYeH THMOM Ce pa3BHBa MHACTEHUS I'PaBUC.
[Tpn moutn Bcnuku GonHu ce Habmonasatr aHTH-AChR anTn-
TeJNa ¥ reHepanu3upana Gpopma Ha 3abonsiBaneTo. [Ipu Hanuyue
Ha TUMOM MOTaT J1a Ce YCTAHOBST PAa3JINYHU BHJIOBE aHTHTEIA.
B cepyma Ha oxono 30% OT manueHTUTe MOJIOKUTEIIHN Ha aH-
tu-AChR, ce n0Ka3Bar u aHTU-TUTHH aHTUTENA. Te ca HAIMYHN
B 710 85% 0T OOMHHUTE C TUMOM-AaCOLMMpPaHa MUACTEHUs. AH-
TH-PUAHOIWH aHTHUTENA ce OTKpuBar rnpu 70% OT mannueHTuTe ¢
anTH-AChR 1 THMOM. AHTH-KOPTAaKTHH aHTUTENA ce HaMupaT
npu 20% ot nmauuenTure 6e3 anturena cpeury AChR n MuSK,
KakTo U npu 5% ot nauuenture ¢ aHtTu-AChR. B pyrunHara
MPAaKTHKA TE3W aHTHUTEJa HEe Ce M3CIIe/IBaT.

Muacmenusn zpaguc, acoyuupana c¢ aumu-MuSK an-
mumena

MuSK e mpoTtewH, KOHTO ce eKclpecupa B MOCTCHHAI-
THYHATa MYCKYJIHa MeMOpaHa M y4acTBa B HOJIbPKAHETO HA
¢ynkuusra Ha AChR. Oxono 1-10% ot naunenture ¢ MI™ umar
aHTU-MuSK anTtutena. Paako ce HaGmionaBat antu-MuSK u
anTu-AChR anTHTeNa npu exauH W chim nanueHt. [Ipun Te3n
MAIMeHTH He ce HaOIroaBa THMYCHA MaTOJIOTHS B ChbOTBETHO
HE ca MOKa3HH 32 TAMEKTOMHUSI.

KIMHMYHO MalMeHTUTE MOKa3BaT 3acsAraHe MpeJuMHO Ha
OynbapHuTe U KpanuaiHu Myckynu. Okosno 1/3 ot nanuenTu-
T€ UMarT 1To3a 1 aumnionus. B noseue ot 40% ot nanueHTHUTe
ce HaOIIfoJaBa KaTo IMbPBH CHUMIITOM OyinbapHa ciabocT KaTto
MOJXKE J1a € YCTaHOBH Ol JINLIEBA, (hapuHTeaTHa U CIabOoCT Ha
€31Ka, 3aeJJHO ChC CIabO0CT B MIMHHATA U AUXaTeTHATa MyCKy-
natypa. KpallHunuTe psako ca 3acerHatu.

Muacmenusa zpaguc, acoyuupana ¢ anmu-LRP4 anmu-
mena

Cpema ce no-uecto npu xeaure. LRP4 ce excnipecupa B
MIOCTCHHANITHYHATA MYCKyJHa MeMOpaHa ¥ HpeACcTaBIsiBa
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penieniTop, OGIaronpusTcTBanl akTuBUpaHeTo Ha MuSK, Koii-
TO € HeOOXOAMM 3a NoAIbpxkaHeTo Ha QyHkiusaTa Ha AChR.
AHTHTENA ce ycTaHOBsABAT npu 2-27% OT MallUeHTUTE, Hera-
tuBHY 32 aHTU-AChR 1 anT-MuSK. IIpoyuBaHe ycTaHOBsIBA
antu-LRP4 aaTurena nmpu 15% ot manuentute ¢ antu-MuSK,
nipu 8% ot nanueHTH ¢ aHTU-AChR anTuTena u npu 4% ot na-
LUEHTH C Ipyru HeBpouMyHHHU Oonectu. [Ipu okomno 2/3 ot ma-
LUCHTUTE TUMYCHT € aTpo(UUCH U HOPMAJICH 3a Bb3pacTTa, HO
ca JIOKJIaJIBaHH U CIy4yau ¢ TUMYyCHa Xunepruiasus. [Ipu manka
YacT OT MALUEHTUTE C MUACTCHUS CE YCTAHOBSIBAT aHTU-AI PUH
aHTUTEIa, OOMKHOBEHO B KoMOMHaNMs ¢ aHTH-MuSK wnu aH-
tu-LRP4 u psnko ¢ antu-AChR.

KIIMHUYHO MOBEYETO OT MAI[HEHTHTE Ca C OYHA WJIM I'CHe-
panusupana MmyckynHa ciaaboct. [Tpu okosno 20% ce Habmrona-
Ba caMo O4YHa CJIaboCT.

Anmumano-nezamuena 2eHepanuzuUPana MUACmenus
2paguc

[IpencraBnsBa XeTeporeHHa Irpyra, KaTo HAKOH HallkeH-
TH UMAaT aHTUTEJA C HUCHK a)MHUTET HJIM C HUCKA KOHLICH-
Tpauus, HEAO0JIOBUMa C HACTOSIIMTE UMYHHH TEXHOJIOTHH.
HsKOM NallMeHTH MOTaT Jia UMaT NaTOJIOTHYHHU aHTUTENIA KbM
HeHJCHTUQULIMPAHU oOlle aHTUreHu. Ilpum Te3um nanueHTH
TpsiOBa 1a ce W3KIYaT Apyru 3a00JsiBaHUsI, HAo[00sBaAIIK
myasthenia gravis.

Ouna muacmenusn zpaguc

Cpeltua ce BbB BCsIKa Bb3PAcCT, 10-4eCTO NpH xkeHute. [pu
MoBeYe OT IOJIOBMHATA NallMeHTH ce HaOmoaaBat antu-AChR
aHTUTena, 1okato anTu-MuSK ce cpemar psaako.

KIIMHMYHO OYHATa MYCKYJIHA cllabOCT ¢ Hall-4yecTUsT Ha-
YaJIeH CUMIITOM, HO caMo IIpu 15% OT manueHTuTe 3acaraHe-
TO OCTaBa caMo B ouuTe. [Ipy MaMeHTUTe ¢ U30JIMpaHa O4YHA
(dbopmMa e MOBHIICH PUCKBT 332 PAa3BUTHE HA IeHEpaln3upaHa
(hopma Ha 3a00JIBAHETO.

TeskecTTa HAa MHACTEHHSITA ce OIperens no nodpe mo-
3HaTara y Hac ckaja Ha Ossermann, HamocJeAbK MO-4ECTO
ce M3I0JI3Ba KJIMHUYHATA KiIacuduKkauus Ha AMepUKaHCcKaTa
dbonmamus no MI™ (tadum. 1).

Tabn. 1. Knunuuna kinacupukanus Ha AMepHKaHCKa-
ta Qonmanus mno MuacteHus rpasuc (Myasthenia Gravis
Foundation of America, MGFA Clinical Classification)

Kuac I — BcsikakBa ouna ciabocT

Kuaac I1-Jlexa renepanusupana MycKyJsTHa ci1adoct. Moxe na
€ HaJIMYHA ¥ OYHA MYCKYJIHA CJIa00CT OT BCIKAKBA TEXKECT

Kuaac I a — IlpequMHO ca 3acerHaTH KpaWHULIHUTE, aKCU-
aJlHaTa MYCKyJaTypa WM U JBeTe. Moxke J1a ca 3acerHaT B
10-MaJIKa CTEIeH OpodapuHreallHaTa, JuXaTelIHaTa MyCKyJIa-
Typa WU U JIBETE

Kuaac II 6 — IpenumHO ca 3acerHatu opogapuHreatHa-
Ta, JUXaTelHaTa MyCKyJlaTypa WM u jasere. Moxe CbIIoO J1a
ca 3acerHaryu B I0-MajKa WM €JHaKBa CTEIICH aKCHaJIHATa U
MYCKyJIaTypara Ha KpaiiHULuTe

Kuaac IIT — CpenHo-Texka MyCKyJIHa €1aboCT, 3acsraiia
JpyTa OCBEH O4YHATa MycKyJaTypa. Moske ChILO J1a € 3acerHara
OYHATa MYCKYJIaTypa B pa3jiMyHa CTEIICH

Kuac I1I a — IIpeoGuiagaBaiio 3acsirane Ha MycKyJaTypaTa
Ha KpaHHUIUTE, aKCHAJTHATa MYCKyJIaTypa WK 1 iBeTe. Moske
B [I0-MaJIKa CTEIICH JIa € 3acerHara opodapuHreanHara, 1nxa-
TeJHaTa MYCKYJIaTypa WJIU U JIBETE.

Kuac I11 6 — [IpeobnanaBaiio e 3acernara opodapuHrear-
HaTa, AUXaTeJHaTa MyCKyJaTypa Ui U aABeTe. Moxe ChIIo 1a
ca 3aCerHaTH B MO-MaJIKa MJIM €HAKBa CTEIEH aKcHalHaTa U
MyCKyJIaTypara Ha KpailHULIUTE WIK U JABETE.

Kuac IV — Texxka myckyiHa ciabocrt, 3acsiraiia gpyra oc-
BEH OYHATa MyCKynaTypa. Mo)ke ChIIO Aa € 3acerHara O4Hara
MYCKYJIaTypa B pa3iMyuHa CTEIeH
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Kaac IV a — IIpeoGnanaBao e 3acernata MycKyJarypaTa
Ha KpallHUIUTE, akcHagHaTa MyCKyJaTypa WIH 1 iBeTe. Moke
B [I0-MaJIKa CTEIEH Ja € 3acerHara opodapuHreanHara, Juxa-
TEeJIHATa MYCKYJIaTypa UJIU U IBETE.

Kuac IV 6 — IIpeoGnagaBamio e 3acernata opodapuHrear-
HaTa, JuXaTelHaTa MyCKyJaTypa WK U iBeTe. MoxXe ChIIo J1a
ca 3acerHaTa B [10-MaJIKa MJIM €HAaKBa CTCIICH aKCHaJIHATa U
MyCKyJaTypaTa Ha KpalHUIIUTE UIIU U ABETE.

Kuac V — [Ipu u3Bbpiiena opo-TpaxeaiHa HHTYOAIus, CbC
iy 0e3 MeXaHW4HA BEHTHJIAIMS, C U3KIIOUCHUE Ha UHTYOU-
paHe npu pyTHHHU NOCTONEPATUBHY I'PHKH. M31013BaHeTO Ha
Ha30-racTpajiHa coHaa 0e3 nHTyOanus Kiacupuuupa naueH-
ta B Knac IV 6

JAunarnosa

KIuHMYHO OCHOBHATa MpOsiBa € HACTBIIBAHETO Ha Obp3a
YMOPSIEMOCT Ha MYCKYJIMTE IIPU aKTHBHOCT, KaTO Hali-4ecTo ce
3acsArar MyCKyJIMTe HHEpBUPaHH OT kKpaHuaiHuTe Hepsu (KH),
MYCKYJUTE Ha TPyINa U IPOKCUMAIHUTE MYCKYJIN Ha KpailHU-
nuTe. BhHITHUTE OYHM MYCKYJIM M JI€BATOPBT HA KJenadya ce
3acAaraTr Hall-uecTo U B HAa-TEXKa CTeNneH. XapaKTepHO €, e
ce HabJI0/1aBa B €IHAKBA CTEICH [1TO3a Ha KJICMAYUTEe U Hapy-
LIICHUE B 3aTBAapsHETO HA O4yHATa nenka (m. orbicularis oculi),
[P 3aMa3eHU 3eHMYHHU PEAaKIIMU Ha CBETIIMHA U aKOMOJAIUS U
HaJIMYKE Ha AMIUIONHUS, AbJKAIllA Ce Ha IpeyMopa Ha pa3ind-
HU MYCKYJIHH I'pynu. 3a OTKpUBaHe Ha ouHa (opMa Ha 3a00-
JISIBAHETO MOTAT Ja Ce MPIJIOXKAT U HIKOU KIMHUYHH TECTOBE:
* 3acuiBaHe Ha 11To3ara (CHMIITOM Ha 3aBecara) — BJIOIIABAHE

Ha [TO3aTa B [10-MaJIKO 3aCE€THATOTO OKO, IIPU MOBJUTaHEe Ha
KJIeTa4a Ha [10-3aCErHaTOTO OKO

* Tect ¢ neq — momoOpsiBaHe ¢ MoBede OT 2 MM B IITO3aTa CIIET
2 MUHYTHO IPUJIOKEHHUE Ha Jie]l BbPXYy opOuTara/Kienaya

MyckyiHaTa yMOps€MOCT ¢ HaMaJleHa CHJIa B JIULEBaTa U
J'bBKATEIIHATA MYCKYJIATypa 3aTPYAHSIBAT XPAaHEHETO U IPH-
JlaBatr Ha JIMIETO XapaKTepeH XUIIOMUMUYCH BUJI, IOHSIKOra C
pUbpKaHe Ha J0JIHATA YEIIOCT MOpaad HEBb3MOXKHO 3aTBa-
pstiHe Ha ycTara. Hapyiiena e ¢oHanusta ¢ HOCOB, HAKBCAH J10
HEBB3MOXEH IOBOP. B no-HanpeHanuTe cirydau € 3aTpyAHEHO
I'BJITAHETO, YECTO TEYHOCTUTE U3JIN3AT IIPEe3 HOca Ha OOJIHUTE.
HeBb3MokHa ¢ (ieKcusiTa Ha MIKATA CIIOHTAHHO U CPEILY Ch-
[POTHBA, MALMEHTUTE YECTO 3aMa3Bar M0J0KCHUETO Ha IJ1aBa-
Ta KaTo CH 1oMaraT ¢ pbka. B Mo-KbCHH eTanu ca 3aTpyIHeHN
CPeCcBaHETO Ha KOCaTa, XpaHEHETO, TOBOPBT, U3KAYBAHETO 110
CTBJION U CTABAHETO OT JICTJIO.

Jlpyra xapakTepHa KIMHHYHAa OCOOEHOCT € 3aCHJIBAHETO
Ha CHMIITOMHTE B X0J[a Ha JICHS ITOpaay MpeyMopa Ha onpese-
JICHW MYCKYJIHU TPYIH — HAl[PUMEp Ha BBHUIHUTE OYHHU MYC-
KYJIM TIPH Y€TEeHE U IJIeJaHe Ha TeJEBU3Hs, Ha MYCKYJIMTE Ha
(oHanMATA ciel MO-NPOABIKUTENICH Pa3roBOp MJIM Ha MPOK-
CHUMAJIHUTE MYCKYJIM Ha KpaliHULUTE ciiel pU3nYecka akTUB-
HOCT. Hsikon mamueHTn nMat BiiomaBaHe paHO CyTpPUH, KOETO
ce CBBP3BA MO-CKOPO C HEIOCTAaThUHA MPOABIKUTEIHOCT Ha
edexTa Ha BeYepHaTa J03a MeIMKaMeHT. B HauanoTo Ha 3a60-
JSBAHETO W MU MO-JIEKUTEe My (HOPMH MYCKYJIHATa yMOpa ce
MIPEOJIoIIsiBA CPABHUTEIHO OBP30 ciies MOKOil (mpuioxenue 3).

He ce naOmionaBa npoMsHa B peduieKCHaTa JEHHOCT, ce-
THBHATa (QYHKIMS, KAKTO ¥ B IEHHOCTTA HA CHPLETO M TIIa-
KHTE MYCKYJIH.

TectoBe ¢ aHTHUXONMHECTepa3HUTEe HHXHOUTOPH (AXU —
neostigmine, edrophonium) ce mpoBexaaT cieq u3MepBaHe Ha
MYCKYJIHAaTa CHJIa C IUHAMOMETPUS MIIM Ha BUTAJIHUS Kanalu-
TET MPEeI U CJIe NPUIOKCHNUE HA CHOTBETHHSI MEIHUKAMEHT.
ToBa TecTyBaHe MOXKeE J]a ce POBEJE ¢ neostigmine, MPHIIOKEH
naTpamyckynHo (1,5 mg) nnn 6asHo BenosHo (0,5 mg). [Tomo-
OpeHMeTO ciIeaBa Ja ce oTyeTe oT 15-Ta MUHYyTa 0 2-Msl 4ac
clle/l alUIMKALUATA. 3a NMPeOTBPATIBAaHEe HAa MYCKapHMHOBHUTE
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e(heKTH e xKenarenHa npeMeauKanus ¢ atropin. OTYNTaHETO HA
MOJJOOPEHNEeTO MOJKE J]a CTaHe KIMHUYIHO, HO € IT0-100pe To 1a
O'’b/ie MOTBBPACHO eJIeKTpoMHUorpadcku. HeraTuBHUSAT TECT He
H3KII0uBa Hanuuueto Ha MI, HO € HacouBall 3a ThpceHe Ha
JpyTra Ipu4MHa 3a MycKyiaHarta ciaboct. [Topanyu Hanuuue Ha
HEe)KeJTaHW PeaKkIiu B IMPAaKTHKaTa ce U3I0JI3Ba TECT C IIpHeMa
Ha 1 Tabn. pyridostigmine (60 mg) n oTYNTaHE HA KINHUIHO
nogo6penue ciex 45-60 muH.

Tutep Ha aHTUTENaTa TPAOBA Ja ce U3CIeqBa IPH BCHYKH
MAIMEHTH ¢ KJIMHUYHA aHAMHEe3a, IPeAnoaraia MHacTeHUS.
[Ipu moBeueTo maumeHTH ce HabmogaBat anTH-AChR anTH-
Teja, a MPU HeTaTUBEH pe3yiTar ce m3ciensar antu-MuSK.
Toii KaTo B HAYAJIOTO aHTHUTENIATa MOXKE J1a HE C€ YCTAHOBAT U
Jla ce MO3UTHUBHUPAT B MOCIEACTBHE, € HEOOXOJUMO MpU Hada-
JICH HeraTHBEH pPe3yJITaT, U3CIEeIBAHETO Jia Ce MOBTOPH Ciell 6
mecena. AHTH-AChR n antu-MuSK anTuTenara ca MHOTO crie-
HU(GUYHE U B ChYETAHUE C MOAXOMASI] KIMHUYEH Iperie] Ha
MpaKkTHKa ITOCTaBsT AuarHo3ara myasthenia gravis. Tounoctra
Ha auarHoctuka Ha aHTH-AChR upe3 mMyHOmpernumuTHpang
meton (RIPA) Bapupa mexay 97-99%. MHOTO psinko Morar aa
ObJaT OTKPUTH U NPH MALUECHTH C JIaTepaHa aMUOTPOhHUHA
CKJIEpO3a M TIPU TaKUBa C HAJIMYECH THUMOM (TE3U NAallUCHTUTE
ca U3JI0KEeHU Ha puck oT pa3sutue Ha MI'). AnTu-MuSK antu-
TeJjla HUKOra He ca HaMupaHu U3BbH MI.

HeBporpadckoTo u3cienBane € Hali-4eCTO W3MOI3BAHUSIT
METOJ] 32 YCTAaHOBSIBAaHE HA HAPYLICHUS B HEPBHO-MYCKYIHO-
TO IpelaBaHe. BKiouBa peneTHTHBHA HEPBHA EJIEKTPOCTH-
mynauus (PHC) ¢ nucku vecrotu (1-3-5 Hz) u otunTane Ha
THUIIMYEH AEKPEMEHTEH OTTrOBOp (CIalaHe Ha aMIUIMTY/1aTa) Ha
CyMapHHs MOTOpeH akinoneH noteniuan (CMAII). Hanunue e
MOJIOKUTeJIeH IeKpeMeHT B 10 95% oT ciyuaunTe ¢ reHepa-
Ju3upaHa popma Ha Muactenus u npu 40% ot nanueHTUTE
¢ ouHa opma. 3a nosoxuTeNneH AeKkpeMeHT (1:5) ce mpuemat
croiiHocTu Haza 10% crmajaHe Ha aMIIUTYAaTa.

Io-uyBcTBHTEIeH M crienUYeH MEeTO/ 32 YCTaHOBSIBAHE
Ha CyOKJIMHWYHH HapyIICHWs B HEPBHO-MYCKYJITHOTO IpeaaBa-
He ¢ EMI" Ha eauHM4HO MYCKY/IHO BiakHO (single-fiber). To3u
METOJI € TT0JI0KUTeJIeH NPH 96% OT MarueHTuTe ¢ reHepaty-
3upaHa Gopma Ha MuacTeHus U npu 80% OT ciyyauTe ¢ O4HA
¢dopma. OneHsiBa HEPBHO-MYCKYJIHUSAT jitter. [Ipu Mmuactenust
TOW ¢ aOHOPMHO YBEJIMYEH, JI0OPU U B KJIMHHYHO He3acerHaTu
MYCKYJIHU rpynu, npu kouto PHC He moka3Ba 1ekpeMeHT.

KT na npenHus MeInacTHHYM 3a YCTaHOBSIBAHE HA THMOM
WJTU XUTIEPIIIa3us Ha THMYCHATA KJie3a UMa ChIIECTBEHO 3Ha-
YeHue B AHartoctukara. CXeMaTHYHHSAT aJIlOPUTHM 3a JiHar-
Hoctuka Ha MI e npezicraBen Ha ¢ur. 1

Judepenunanna 1uarLosa

Juarnozara va MI' B HsiKOM ciTydam MoXke Ja Ob1e MHOTO
TpyAHa, mopaau ¢pakTa, de peanna 3a00aIBaHMs IPOTUIAT ChC
craboct Ha MycKynute, nHepsupanu ot KH wnmn na myckynu-
T€ Ha TAJIOTO W KpaHUIMTE. B X0a Ha HAKOM aBTOMMYHHHU
3a00JIsIBAHUSI MOXKE J1a C€ BKJIIOYM KaTO CHITBTCTBALLL IIPOLIEC U
MI, KoeTo 3aTpyJHSABa IOCTABIHETO Ha IMarHo3aTa — HallpH-
Mep IPH XHIIO- U XUTIEPTHPEOUTHU CHCTOSHHUS, JIYITYC U JIp.

MHoro gecto npu ogHata Gopma Ha MI' ce Hanara nia ce
M3KJTIOYAT APYTH NPUYNHHU, BOACIIN A0 NOZOOHU OIIAKBaHUS
— HaJPEHH YBPEXKAAHUS TIPHU pa3iIuyuHu 3a00JsBaHus (IIPO-
rpecupalla HaJgApeHa BbHIIHA 0()TaIMOIIer1sl, CHHHOLEpe-
OenapHa u onuBouepedenapHu aTpouu, IPOLECH B TOPHUTE
OTIENM Ha MO3BYHHS CTBOJ C pa3iIMYHA E€THOJIOTHS), OYHA
¢opma Ha MyCKyJNHa TUCTPOQHS, MHOXKECTBEHA CKJIEepo3a,
cunapom Ha Guillain — Barre (oxynogapunreanes u Miller —
Fisher Bapuanr).

B mupokara nudepennunanta quarsosa na MIT nonagat
U BPOJCHHU, FTEHETUYHO OOYCIOBEHH MHACTEHHH CHHPOMH,
MHTOXOHIpUATTHU 3a00JIsIBaHUS U OKYyJO(papHHTEaIHa MYC-
KyJIHA THCTPOQUSI.
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[Tpn Texko, mpequmMHO Oyn0apHO MHACTEHHO 3acsiraHe, €
HEOOXOAMMO J1a Ce HAIpaBH JU(epeHInaina AUartosa ¢ mpo-
LIECH, KOMUTO aHT'AKUPAT MO3BUHUS CTBOJI — TYMOPHH, CBHJIOBH,
aMHOTPO(UYHA JIaTepaJiHa CKIePO3a  JP.

I'enepanusupanara ciadoct npu MIT TpynHo ce pasrpa-
HUYaBa OT MOJ00HA CHMIITOMATHKA MPH MHOMATHH, MOJTHMHU-
03UTH, XHIEPTHPEOUAN3bM, cuHIpoMm Ha Guillain — Barre,
nopQuprHHOBA TOJIMHEBPONATHS, XUIIEP- U XUIOKAJTHEMHUYHA
MEepUOIMYHA Napann3a. 3a MPaBUJIHO TOCTAaBSHE HA JUATHO-
3ara € HeoOXOAMMO Jla ce 00bpHE BHUMAHHE Ha PAa3IHKUTE B
pediexcHaTa JeHHOCT, CETUBHOCTTA, NapaKIMHHUKATA U CJIeK-
TPO(DU3HOJIOrMUHATA HAXO/IKA.

HsikOM TOKCHYHHU YBPEKIAHHUS Ha HEPBHO-MYCKYJIHOTO
npeaaBaHe MM Ha NepudepHUTE HEPBU MOTAT Jla MMHUTHUPAT
MHAcTeHHs — TU(PTEPUEH TOKCHH, OOTYJIMHOB TOKCHH, MHCEK-
THLUAH, AaHTUOMOTHLIM, yXalBaHUS OT 3MUH M MAasLHU, PaCTH-
tenen D — tubocurarine u zip.

DocdopoopraHuIHUTE BEIIECTBA, M3MOI3BaHU KAaTO TeC-
THOHJM, WHXHOMpAT HEoOpaTHMO aleTHIXOJIMHECTepas3aTa.
Te ce abcopbupar mpe3 Oenust 1poO, TaCTPOUHTECTHHATHUS
TPaKT M KOXaTa, CJeJ KOETO MPEeJU3BUKBAT MYCKapHHOBH U
HUKOTUHOBH e(pexTH. IIpy TeXKH OTpaBSHUS HACTBIIBA Je-
[pecHs Ha IUXaTEeJHUS HEHTHP B IIPOIBITOBATH MO3bK. Ciie]
OCTpHsI TOKCHUEH TIepHOJ B cireaBamute 24-96 gaca ce HabIr0-
JlaBa IIPOTPECUBHA MYCKYJTHA CIa00CT, a MO-KBCHO CE pa3BUBa
JUCTaJIHA aKCOHHA TOJMHEBPONATHS, KOSTO € MO-M3pa3eHa 3a
Kpakara, OTKOJIKOTO 3a pblete. Edexrure Ha Bcuuku docdo-
POOpPraHMYHHU BEIIECTBA C M3KJIIOUCHHE HAa HEPBHO-TIApaJIH-
TUYHHUTE ra30Be Ca MPEXO/IHU.

Ilpn cungpoma Ha Lambert-Eaton cbino ce nabmronaBa
HapyLICHHE HA HEBPO-MYCKYJIHOTO IPEiaBaHEe U MUACTCHOIIO-
no0Ha KapTHHA, KOSTO MMa THITUYHU KIIMHUYHU U €IeKTPOpH-
3HOJIOTMYHY pa3nuku oT MI.

Jleuenue

HacoueHo € KbM IOCTUIaHE Ha 3a/I0BOJUTENECH KOHTPOJI
HAa CHMOTOMHTE U MUHUMHU3UPAHE Ha PUCKA OT HEXKEJaH! Jie-
KapCTBEHH peakinu. Ta3u el MOXKe Jia e IIOCTUTHE Ype3 HH-
JUBHIyaJleH TepaneBTu4eH noaxoa. MIT ce TpeTupa chriacHo
CXOIHHM NPHUHIHUIIH, 10 TOJIIMa CTEIEH HE3aBUCUMO OT CTaTyca
Ha aHTHUTenaTa. JledeOHUTE cTpaTernuTe Morar aa Obaar pas-
JIeNICHH Ha CUMITOMATHYHO JICYCHUE, KOETO YJIECHSIBA HEPB-
HO-MYCKYJTHOTO IpeJaBaHe W HMMYHOCYIPECHBHO JICUCHHE,
HACOYCHO KBM IOJUICHKAIINS NATOJOIMYCH MMYHEH OTI'OBOP
(¢ur. 2 u dur. 3).

CHUMNTOMATHYHO JIeYyeHue

AHTHXOJHMHECTEPa3HUTE CpeIcTBa OJoKkupar o0paru-
MO EH3MMa aleTHJIXOJIMHEecTepa3a M 3a0aBAT XHJPOJIM3a-
Ta Ha aleTuxoiuHa. Haii-uecTo B MpakTHKaTa ce HM3MOJ3Ba
pyridostigmin (Mestinon, Kalymin). Pyridostigmin e cpeacto
Ha u300p 3a cuMITOMaTH4YHO Jeuenne Ha MI' ocobeno B pan-
HUTE eTanu Ha 3a00JsIBAHETO U MPH JIEKH, 0C00eHO ouHH Hop-
mu Ha MTI. Ob6uuaitnara no3a Ha pyridostigmin e 30 mg 10 90
mg Ha 4-6 yaca. MeAMKaMeHTBT ce TUTpUpa 0 Hali-HHCKaTa
eekTHBHA 103a. B HA4aJI0TO HA JICYCHUETO U MPH MO-TCKUTE
dhopmu Moxe n1a ce 3anoune ¢ 30 mg (1/2 Tadn.) 3-4 mbTH THEB-
HO, cJIe[] KOeTo Moxe fa ce mosumu a0 60 mg (1 Tabn.) 4 meTn
JTHEBHO M KOrato e Heobxoaumo 10 90 mg 4-5 mbTH JHEBHO.
EdexTst Ha MenukaMmeHTa 3amnouBa ciies 20 MUHYTH C MaKCH-
MyM Ha I'bPBHUS 4ac U NPOABIDKUTENHOCT 3-4 yaca. [Ipu Henoc-
TaTh4eH eeKT MOXKE Jia Ce yBEIUYH CAHOKpATHATA J03a HIIN
Jla C€ ChKPAaTH MHTEPBATBT MEK/Y IPUEMaHUTE 103H. MaKcH-
MaJlHaTa eJHOKpaTHa /103a IIPU NO-TOJIEMHU HHTEPBAJIH Ha IIPH-
narase e 180 mg. 3a BeuepHHS IPUEM € AOIYCTHUMO IMPUIIOKE-
HUE Ha Ta0JIeTHU POPMH C KOHTPOJIMPAHO 0CBOOOKJaBaHe (He
ca HaJMYHU B Hamara crpaHa). [Ipy moBuiaBaHe Ha J03ara
CHIIECTBYBA OMACHOCT OT Pa3BUTHE HA HEXKEJTAHHU JIEKAPCTBE-
HU PEaKIlH, OT CTPaHa KAKTO HA HUKOTHHOBHUTE M TaKa U Ha
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MYCKapHHOBUTE PEENTOpH. TakuBa HEKEIAHU PEakIuu Psiji-
KO ce mosiBsiBar npu jgo3u nox 300 mg/nueBHo. Haii-uecture
MYCKapHUHOBH SIBJICHUSI Ca UYPEBEH XUIIEPMOTHIIUTET (CTOMAIII-
HU KpaMIIH, IUapHs), yBEIUYEHO CIIOHOOT/EISHE, HOBHUILCHA
JUXaTeJIHA ¥ raCTPOMHTECTHHAIIHA CeKpeLys U OpaguKapaus.
OCHOBHHTE HHKOTMHOBU CTPAaHWYHU SIBJICHUS Ca MYCKYJTHH
(dacuuKyanuy 1 Kpammu. XOJMHEPTHUHUTE KPU3U C TEKKO
KJIMHUYHO YBPEKJaHe B JHEIIHO BPEME ca PeAKH, TIOPaIu paH-
HOTO BKJIIOUBAaHE Ha IMYHOCYIIPECHBHA Tepamus, KOsITO HaMa-
JIBa HY’K/J]aTa OT BUCOKH /1031 HA CHMIITOMAaTUYHOTO JIEUEHUE.
IIpu nanuentu ¢ antu-MuSK MI, aHTHXOIMHECTEPA3HOTO Je-
YeHHe He ce IPernopbyBa, Mopaan Hee()eKTHBHOCT U TOBUIIICH
PHCK OT HOsIBAa HA CTPAHUYHHU PEAKIIHH.

Tapzemnama cumnmomamuyuna mepanus ¢ MOHOKIO0-
HAIHU aHmumena, KOUMo He MOOUpuuupam umyHonamo-
no2uama ce Ipusara npyu KOHTPauHAUKAIUMH, HETOIEepHpaHe
WJIM HEJOCTaThueH KOHTPOJI Ha 3a00JIsIBAHETO MIPU IpUIIaraHe
Ha aJIeKBAaTHU JIO3U OT aHTUXOJIMHECTEPa3HUTE cpeacTBa. Mo-
raT Ja ce 700aBsIT HHXUONTOPH HAa TEPMHUHAIHUS KOMITJIEMEHT
C5, Fc penienTopHUTE MHXUOUTOPH U MHAKTHBUPAIIH [IUTOKH-
Hute, kato efgartigimod alfa, zilucoplan, rozanolixizumab.

Mooyramopume na neonamannus Fc peyenmop (FcRn
O10Kkepu) ce TpUIIaraT MpH BUCOKO aKTHBHA I'eHEpaM3MpaHa
muactenns ¢ AChR-anturena. Ceep3Bar ce ¢ Fc pereniropa n
ro OJ0KMpar, KaTo 10 TO3M HAaYMH aKTHBHPAT JETpagupaHeTO
1 HaMalsBaT IUPKYJIHpaluTe HUBA Ha matorenHute IgG u
MOTHUCKAT aKTUBUPAHETO HAa KOMIUIEMEHTa . ToBa BOAM 10 MO-
BIIMsIBAHE HA TPUTE NATOr€HETUUHU MEXaHNU3Ma NPH NallUeHTH
¢ AChR-nio3uTHBHa MUacTEeHUs — OJI0Ka/1a HA HEBPOMYCKYJIHH-
T€ CHHAICH, HHTepHaIu3anus u nectpykuns Ha AChR u aktu-
BHpaHe Ha KomIuieMeHTa. Heonatamaust Fec perienirop (FcRn) e
OTTOBOpPEH 3a TpaHchepa Ha MAHYMHUTE aHTUTENA TP MUACTE-
HHUS KbM HOBOpoAeHuTe aena. FcRn e ekcnipecupan B pa3nuunu
KJICTKH (BKJIIOYUTEIHO CHJOTECIHUTE) U ThKAHU U UTPAe PO
B penukianpaHeTo Ha IgG, noBUIIaBaliki HETOBHS MOy KHBOT
B KpBBOOOPAIIEHNETO, KaTO HaMaJIsiBa HErOBaTa Jerpaarus B
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nu3ozomute. FcRn cenextusHO ce cBbp3Ba ¢ IgG anTuTenara
U TH IIpeqna3Ba OT JH3030MHA JAerpafanus, KaTo 1Mo TO3M Ha-
YHH 'Y PELHUKINPA B KpbBHATA IIMPKYyIanus. He Mognpununpar
MMYHOIIATOJIOTUATA TIPH MUACTEHHU S, IIOPAJH KOETO Ce MPero-
PBUBAT KAaTO JIOI'bJIHEHHE KbM CTaHJapTHATA Teparus.

Efgartigimod alfa (Vyvgart — Argenix B.V.) e Fc ¢pparment
Ha yoBemko IgGl anTuTANO, CH3MaACH C TOBUIICH ahUHUTET
kbM HeoHaTtanHus Fc penentop (FcRn). Cepp3Ba ce ¢ FcRn,
KOETO BOJIM JI0 HAMaJIsiBaHEe Ha HUBATa Ha IUpKyaupamus [gG,
BKJIIOUMTENHO Ha natoreHHute IgG aBroanturena. He nmosnu-
siBa HHMBarTa Ha octaHaiauTe umyHornooyuuu (IgA, IgD, IgE
nnu [gM) nnm Ha anGyMuHa.

Paspemen ot EBponelickara areHuus 1o JeKapcTBara 1npe3
2022 r. xaTo JOMBJIBAIlA Tepamus KbM CTaHAApTHATa Tepa-
IS 3a JeYCHUE Ha BB3PACTHH MAlMEHTH C TeHepan3upaHa
myasthenia gravis, KOUTO ca MOJIOKUTEITHH 32 AHTUTEIA CPEILy
penenrtopu 3a anetwixoiaud (AChR).

Knunununoro npoyuBane ¢aza 3 ADAPT npu manuenTu c
reHepanu3upana MuacTeHus no3uTuBHU 3a AChR anturena
MoKa3Ba Mo00peHne Ha KINHUIHUTE CHMITOMU U HaMaJIsBa-
HE Ha KOJMYECTBOTO Ha aHTHTenata cpeuy AChR. Hauanoro
Ha OTroBOpa ce HabJIIoaBa B pAMKUTE Ha 2 CEIMULIM CJIe]| Ha-
yanHata nHy3us npu 84% ot AChR ceponozutuBHHTE pec-
nonepu. KiimanyHaTa e(eKTHBHOCT € MPOCieeHa B IPOIbJI-
JKeHHE Ha Haja 1-3 TOAWHH B IPOABIKEHUETO HA KIMHUYHOTO
npoyuBane — ADAPT+.

[punara ce B 1o3a 10 mg/kg kato 1-uacoBa HHTPaBEeHO3HA
uH}Y3Us, HA LUKJIN OT MHQY3UH BEAHBXK CEAMUYHO B IIPOJIBJI-
JKEHHE Ha 4 CeMMIHM IPU ITbPBOHAYAIHO TPU QUKCUPAHHU IIH-
KbJla Ha MpHIokeHue npe3 4 ceamunn. CrreBamy NUKIA Ha
JIeYEHHUE Ce NPHUJIAaraT ChIIIACHO KIIMHUYHATA OlleHKa. Moxke J1a
ce MpuJIara 1 MOAKOXKHO.

Haii-uecto HaOnMr0aBaHUTE HEXKEJIAHU PEAKIHK Ca TIIaBO-
Gosne, MHPEKIMK Ha TOPHUTE AUXATEIHU IBTUILA U HA TUKOY-
HUTE IBTHUILA.

HOCyHpecupalla Teparus.

palia Tepamnus.

Bucoko akTuBHa renepajusupana MI' moike 1a 0be nepuHupanHa KaTo:

* Vmepena uinu texxka MIT (>MGFA 11 6) u/unu noHe qBe TEKKH BIIOLIABAHUSA/MUACTCHHH KPU3U, U3UCKBAIIHM TEPATTHs
C MHTPAaBEHO3HH UMYHOIJIOOYJIHMHM MM adepes3a, B PAMKUTE Ha €JHAa FOAMHA CJIE/ TOCTaBsHE Ha JMAarHo3aTa, BhIPEKN
aJleKBaTHa CHMIITOMaTHYHA, KOPTUKOCTEPOUHA U IMYHOCYIIpeCHpalla Tepanus

 Ilepcuctupaiy 3Ha4UMU 3a eXeJIHEeBHOTO pyHKuuoHupane cumnromu (>MGFA II a) u Texxko BiomaBaHe/MHacTEHHA
KpH3a B paMKHUTE Ha IOCJIeHaTa KaJICH/lapHa I'O/INHA, BBIIPEKHU a/IeKBaTHA CUMIITOMaTHYHA, KOPTUKOCTEPOUIHA  UMY-

* Ilepcuctupaiiy 3HaYUMU 3a €KEIHEBHOTO (DYHKIIMOHHPAHE CUMIITOMHU, JOPU U IIpH Jieka/ymepeHa popMa Ha 3a0oisiBa-
Heto (>MGFA II a), 3a moBeye OT 2 TONMHH, BBIIPEKH a/IeKBaTHA CHMIITOMAaTHYHA, KOPTHKOCTEPOHTHA K UMYHOCYTIPECH-

1. BxurouBaniu

CTaHJapTHA Tepamus

5. Jlumnca Ha U3KIIIOYBAIIY KPUTEPUU

mod alfa.

Kpurepuu 3a 3aniouBane Ha JieueHHe Ha MHAacTeHus rpaBuc ¢ efgartigimod alfa

1. Bucoko akruBHa renepammsupada MI' ¢ AChR-anTuTena nmpu HemocrarbueH KOHTPOJ Ha 3a0O0JISIBAHETO C aJieKBaTHA
2. [TanMeHTH ¢ He)KeIaHU PeaKlUy /WK IPOTUBOIIOKA3aHMs 3a CTaHJapTHA TepaIus

3. HeoOXoauMOCT OT BUCOKH [T03H KOPTHKOCTEPOUIH KaTo mojrbpikaiia tepanus ( >10 mg prednisolone)

4. ImyHOCYTIpEeCUBHA TEPAIUs 32 MEPUO MO-AbIBT OT 10 ronuHu

[TarenTH, KOUTO OTrOBapAT HA | MM oBede KpuTepHuu 1-4 M M3MBIHIBAT KPUTEPUI 5 ca MOKa3aHM 3a JedeHue ¢ efgartigi-
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11. 1zkirouBamm
1. IManmentu oy 18 rogunn

3. Husa na cepymen IgG < 6 g/L

JICUCHUECTO

JleyeHre He ce MpUJIara MM aKko € 3al0YHaTo ¢e CIupa IpH:
1. 3abpemMeHsiBaHe Ha MAI[HEHTKA

3. CucTeMHO HecnasBaHe Ha JiedeOHara cxeMa OT OOIHUS

2. TTalMeHTH ¢ OTPUIIATENIHY PE3YJITATH OT CEPOIIOTMYHHU TECTOBE 3a HalMuKe Ha anTutena cpeury AChR

4. INanmentu ¢ renepanmsupana MI™ kmac V cnopex MGFA knacngukanusita
5. IlanenTH JeKyBaHU ¢ TwuiazmMadepesa WM HHTPABEHO3HH MMYHODIOOYJIMHM B paMKHTE Ha 1 Mecell Ipeau 3amovBaHe Ha

6. [TaniueHTH JIeKyBaHU ¢ MOHOKJIOHAJIHM @HTHTEJIA B pAMKUTE Ha 6 Mecella Ipe/I 3all04BaHe Ha JICYEHUETO
7. ITanuenTty ¢ akTuBHA Xenatut B mHbekwst, ceporno3ntiBHy 3a xenatuT C win quarnoctuipann cbe CITMH
8. [NaumenTH ¢ akTMBHA OaKTepHaIHa, BUPYCHA WM I'bONYHA CUCTEMHA MH(EKIHS

2. CepHO3HHU CTPAaHUYHH PEAKLUH OT JCUCHUETO U CEPHO3HU HH(EKIMHU 110 BpeMe Ha JICYEHUETO

4. Jlurica Ha KIMHAYHA CCbCKTI/IBHOCT OT JICUCHHUETO CJICA IBA UKBJIa HA MTPUITIOKCHUEC

I. ITpenu 3amouBaHe Ha JICUEHUETO:

I1. lIpenu Bcexu mocJieaBall UHKBJI HA HHY3UA:
1. TIKK ¢ nudepeHunanto dpoete

Heo0xonnmu u3ciietBannst H KOHTPOJIHH NMperien npu Jedenue ¢ efgartigimod alfa

1. Axryannu uscnensaHus (o 1 — MecedyHa JaBHOCT) Ha ITbJIHA KpbBHA KapTHHA C JU(EpeHLHaTHO OpoeHe, CepyMHH
TpaHCaMHHA3u, OUIUPYOUH, ypesl, KpeaTuHHH, eJIeKTposnTH, cepymeH IgG, CRP

2. CKpUHHUHT 32 JaTteHTHH uHpekimu, ocobeno xenarut B, C u HIV. Ilpu nanueHT ¢ akTHBHAa HH(EKIUS TPUIOKESHUETO Ha
efgartigimod alfa Tpsi6Ba 1a ce oTIoXkM 10 OBNasiBaHe Ha HH(EKIHUITA.

2. CepyMHH TpaHCaMuHa3H, OunnpyOuH, ypes, KpeaTuHuH, enekrponutu, CRP

Rozanolixizumab (Rystiggo — UCB Pharma) e xymanunsu-
pano antu-FcRn IgG4 MOHOKIIOHATHO aHTHUTSIO, ChC CUJICH
apunuter kpM FcRn penenropurte. HamansBa cepymuaTa
KoHUeHTpauus Ha IgG, BkirounTenHo Ha naroreHHute IgG
aBTOAHTHTEIA, Ype3 HHXUOUpaHe Ha cBbp3BaHeTO Ha IgG ¢ He-
onaranuus Fc penenirop (FcRn). Tosa Boau 10 66p30 u ycTOM-
YUBO HaMaJIsIBaHe Ha OOMHTE cCepyMHH KOHIeHTpannu Ha IgG
¢ 45% crpsiMo M3XOAHOTO HUBO B paMKHTE Ha | ceqMuma u
MaKCUMaJjHo Hamalienue oT 73% caen okoio 3 ceamuiu. Cien
cIUpaHe Ha NPUIOKEHUETO, KOHIeHTpanuuTe Ha IgG ce Bb3-
CTaHOBSBAT JI0 U3XOJHUTE HUBA B PAMKHUTE Ha PUOITUZUTEITHO
8 cenmunn.

Paspermren e 3a ynorpeba B EBponelickust cbi03 OT HagaIo-
T0 Ha 2024 r. Bb3 OCHOBA HA JaHHUTE 3a ePUKACHOCT U 0€30-
MacHOCT OT mpoyuBaHeTo ¢aza 3 MycarinG — paHaoMHU3Upa-
HO, JABOMHO-CIANO, IJIane00-KOHTPOJIUPAHO, NPH TALUSHTH
¢ TeHepaJiu3upaHa MUACTEHUS, IMOJOKUTEIHH 3a aHTHUTENA
cpemy AChR ninu MuSK. JleueHnero 1eMOHCTpUpPA 3HAUUMU

o00PEHHS CIPSIMO U3XOAHOTO HHBO B CPEIHHUTE OLCHKH T10
ckamute MG-ADL, QMG, MGC u MG Symptoms PRO, kato
OTTOBOPBT € OBbp3, ¢ MOAOOPEHUs CIpsAMO Mmianedo, HadIa-
BaHU olle Ha §8-us JeH. PesynraTure npu manueHTuTe, mojo-
KHUTEIHHU 3a aHTuTesa cpemy MuSK, ca cxonHu ¢ Te3u B 00-
I1aTa IoIyJaus.

Rozanolixizumab e moka3aH KaTo JONBIHEHHE KBM CTaH-
JapTHATa TEpamnus 3a JIeYeHUe Ha TeHepaIu3upaHa MUACTCHUS
TPABUC NIPHU BB3PACTHH MALIMEHTH, MOJIOKHUTEIHU 32 aHTUTEIA
cpemy anetuiaxonuHosure peunentopu (AChR) mnm cpemy
MYCKyJIHO-cnienuduyHara Tupo3uHknHaza (MuSK).

[Tpunara ce kato MOIKOXXKHA HHQPY3HS B J03U OKOJIO 7 mg/
kg (7 mg n 10 mg/kg ca c ennakBa e(h)eKTUBHOCT), HA IIUKJIH OT
1 uHdy3us ceAMUYHO B MPOabJDKeHHE HA 6 ceqmuiu. Crensa-
M IIMKJIM CE MPHJIAraT Bb3 OCHOBA Ha KJIMHUYHATA OLICHKA.

Haii-uecto choOlIaBaHUTE HEXKENAHU PEaKUH ca TJI1aBo-
Gosue, 1Uapus U MUPEKCus.

1. BkarouBaiu

CTaHJlapTHa TCparus

CTaHJlapTHa Teparuns

6. Jlurca Ha U3KITIOYBAILU KPUTEPUU

Kpurepuu 3a 3anouBaHe Ha JleueHHe Ha MUACTeHHUs rpaBuc ¢ rozanolixizumab

1. Bucoko aktuBHa renepammupana MI' ¢ anturena cpenry AChR npu HeoctarbueH KOHTPOI Ha 3a00IBaHETO C aeKBaTHA
2. Bucoko akTuBHa rerepanusupana MI ¢ anturena cperry MuSK npu HenocTarbueH KOHTPOJI Ha 3a00JISIBAaHETO C aJeKBaTHA
3. [TanMeHTH ¢ He)KeIaHU PeaKlUH U/WIN IPOTUBOIIOKA3aHMs 3a CTaHJapTHA TeParus

4. Heo0x0oaMMOCT OT BUCOKH /1031 KOPTUKOCTEPOUIN KaTo mojabpxaiia tepamus ( >10 mg prednisolone)

5. UmyHocynpecuBHa Tepanus 3a Nepuo No-Ababr oT 10 roquHu

TlanmenTn, KOUTO OTTOBAPSAT Ha | WITK TTOBeYe KpUTepHH 1-5 U H3MBIHABAT KPUTEPHH 6 ca TIOKa3aH! 3a JiedeHHe ¢ rozanolixizumab.
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1. U3karouBanu
. [Marwmentn oy 18 roguun

. HuBa na cepymen IgG <6 g/L
. Terno oz 35 xr

AN L AW N =

Ha JICYCHHUECTO

1. 3abpemensBaHe Ha MAallMEHTKA

3. CucTeMHO Hecra3BaHe Ha JiedeOHaTa cxeMa OT OOJTHUS

JleueHue He ce npuJjaara wjim axKo € 3anmo4Harto ce crmupa npu:

. ITareHTH ¢ OTpUIIATETHU PE3YNTATH OT CEPOIOTMYHU TECTOBE 3a Hanuuue Ha antutena cpeury AChR wmu cpenry MuSK

. [Manmentu ¢ renepanusupana MI™ kinac V cniopen MGFA kinacudukarusita

. [TauuenTn nexkyBaHu ¢ miasmadepesa WIK HHTPABEHO3HH MMYHOIIOOYIMHU B paMKUTE Ha 1 Mecel mpeayu 3arno4BaHe
7. IlanmeHTty JeKyBaHN ¢ MOHOKJIOHAJIHU aHTUTENA B PAMKUTE Ha 6 Mecella pey 3alouBaHe Ha JIEYEHHETO

8. [NaumenTn ¢ akTuBHA Xenatut B unpekuus, cepono3utiBhu 3a xenarut C wiy auarsocrunmpanu cse CITMH

9. IlanmenTy ¢ akTHBHA OaKTepuaiHa, BUPYCHA WM IHOMYHA CHCTEMHA HH(EKITIS

2. CepI/IO3HI/I CTpaHUYHU pEaKIUU OT JICHCHUCTO U CEPUO3HU I/IH(i)eKL[I/II/I I10 BpEMEC Ha JICUHCHUECTO

4. Jlurica Ha KIIMHUYHA C(l)eKTI/IBHOCT OT JICUCHUETO CJICA TPU LHUKDBJIAa HA IIPUITOKEHUE

I. lIpeau 3anouBaHe HA J1eYEHHETO:

I1. lIpeau Becexu nocJieBall HHKBJI HA HHY3H:
1. IIKK ¢ qudepennmanno dpoene

Heo0xoqumu u3ciieiBaHUs M KOHTPOJIHY Nperyiey NpH JieyeHue ¢ rozanolixizumab

1. AxrtyanHu u3cnenBaHusi (1o | — MeceyHa JaBHOCT) Ha ITbJIHA KpbBHA KapTUHA C JU(EpEHLIHATHO OpoeHe, CepyMHH
TpaHCAaMHHA3M, OMINpyOuH, ypes, KpeaTnHHH, eIeKTposnTH, cepymeH 1gG, CRP

2. CKpUHHUHT 32 JaTeHTHH HHekun, ocodeno xernarnt B, C u HIV. Ilpn manuenTtn ¢ akTUBHA HHEKINS TPIIIOKEHHUETO HA
rozanolixizumab Tpsi6Ba 1a ce OTIOXKH /10 OBNIAIIBaHE HAa MH(EKIUTA.

2. CepyMHM TpaHCaMUHa3H, OMIIMpPYOWH, ypes, KpeaTHHHH, enekrponuti, CRP

Komnnemenmuume unxubumopu ce npuiarat mpu BUCOKO
aKTHBHA reHepanusupana muactenus ¢ AChR-antutena. He
ce mpuJarar npH nanueHTu ¢ antu-MuSK anTutena ot IgG4
cyOKJac, KOUTO HE aKTHBHpAT KoMIuieMeHTa. [ToTickart akTu-
BHPAHETO Ha KOMILJIEMEHTa, KOWTO BOJH JI0 YBpeaa Ha MeMOpa-
Hata ¥ MOP(OJIOTHITAa HA HEBPOMYCKYIHHUTE cuHarcH. Hama-
JISIBAT JIOKAJTHOTO BB3MAJICHUE M XEMOTAKCHYHATA aKTHBHOCT
Ha KoMIUIeMeHTHUs (akTop 5a (C5a) B HEBPOMYCKYITHHUTE CH-
Haricd. OCHOBEH pHCKOB (hakTOp € TMOBHUIICHHUSIT PHCK OT Me-
HUHTOKOKOBa MH(EKIINs, KOWTO Hajlara BakcuHaius. [lopann
TOBA, Y€ HE MOAM(DUIIMPAT UMYHONATOIOTUSATA IPH MUACTCHHUS
ce IMpenopbyuBa eTHOBPEMEHEH MPHUEM Ha HMYHOCYIIPECOPH.

Zilucoplan (Zilbrysq — UCB Pharma S.A.) e cuHTeTHYeH
MaKpOLMKINYEH NEeNTH] ¢ 15 aMHHOKHMCEIHHH, KOITO MHXH-
Oupa epekTuTe Ha KOMIUIeMEHTHHsI ipoTenH C5 upes 1BoeH
MEXaHU3bM Ha JIeHCTBUE, KOSTO BOAH O HaMaJIsIBaHe Ha 00pa-
3yBaHETO M LIUTOJUTHYHATA aKTUBHOCT HA MEMOpPaHHO aTaKy-
Bamus komiieke (MAC).

Onobpen e ot EBpomnelickara areHuus 1O JeKapcTBaTa
npe3 2023 . Bb3 OCHOBA Ha JIaHHUTE 3a euKacHOCT U Oe3omac-
HOCT OT npoyuBaHeTo RAISE — pangomusupano, 1BOiHHO-CIIs-
o, TIanedo-KOHTPOIUupaHo, gasa 3 mpoyusaHe. EQekTsT oT
JICUCHHUETO, OIIEHEH Upe3 MPOMSIHATA CIPSIMO H3XOJHOTO HUBO
B cpenHara oueHka no ckanute MG-ADL, QMG, MGC u MG-
QoL15r, moka3Ba 3HaYUMO MOJOOpPEHUE, KOSTO 3a1ouBa ObP30
Ha ceiMHUIA 1, mpoxbiKaBa Ja HapacTBa /10 ceaMmuua 4 u ce
3amasBa 10 ceqmuna 12.

IMpunara ce B no3a 0,3 mg/kg Kato MOJKOXKHA MHIKCKIIHS
BEeIHDBXK AHEBHO. Hail-uecTo choOmiaBaHUTE HEXETAHU PEak-
[[UY Ca PeaKlMU Ha MACTOTO Ha MHXKEKTHpaHe U HH(EeKInu Ha
TOpHUTE AMXaTeNHU nbruia. [Ipean 3anouBane Ha TepanusrTa
MAIUeHTHTEe TPsAOBa Ma OBIAT BaKCHHUpaHU cpenly Neisseria
meningitidis.

Zilucoplan e moka3aH € KaTo JOMbJIHCHHE KbM CTAHIapT-
HaTa Tepamusl 3a JICUYCHHE Ha TeHepaJu3upaHa MUACTCHHS
TPaBUC MPH BB3PACTHH MAIIMEHTH, MOJIOKHUTEIHH 32 aHTUTEIA
cpenry aneTtuinxoianHoBus perentop (AChR).

I. BkaouBaimu

CTaHJlapTHAa TCparuns

Kpurepuu 3a 3anoyBaHe Ha JieueHHe Ha MUacTeHus rpasuc ¢ zilucoplan
1. Bucoxo axruBHa renepanusupana MIT ¢ antutena cpery AChR npu HefocTaTbueH KOHTPOI Ha 3a00JIsIBAaHETO C a/IeKBaTHA

2. TTalMeHTH ¢ He)KeTaHH PEaKIMK U/WIK IPOTHBOIIOKA3aHUs 3a CTaHIapTHA Teparus
3. HeoOXomuMOoCT OT BUCOKH JIO3H KOPTHKOCTEPOH I KaTo mojrbpikamma tepanus ( >10 mg prednisolone)

4. ImyHOCynpecuBHa TepaIus 3a Mepuoj no-abasr oT 10 ronuHu

5. JlokymeHTHpaHa BakcuHaIms cpeiry Neisseria meningitidis

6. Jlurnca Ha U3KITIOYBAILU KPUTEPUU

TlarenTy, KouTo oTroBapsAT Ha 1 Wim noBeye kputTepuu 1-4 ¥ U3NBIHABAT KPUTEPHUH 5 U 6 ca MoKa3zaHu 3a jedeHue ¢ zilucoplan.
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1. U3xmouBamm

1. IManmentu oy 18 rogunn

2. TTalMeHTH ¢ OTPUIIATENIHY PE3YJITATH OT CEPOIIOTMYHHU TECTOBE 3a HalMuKe Ha anTutena cpeury AChR

3. Ianmentu ¢ renepammsupana MI” knac V copen MGFA xnacudukarusita

4. INanpeHTH JIeKyBaHM C IIa3Madepesa WM HUHTPABEHO3HM MMYHOITIOOYIMHH B paMKUTE Ha | Mecel mpenu 3armodBaHe Ha
JICYCHUETO

5. [TarieHTH JIeKyBaHU ¢ MOHOKJIOHAJIHH aHTUTEJa B paMKHUTE Ha 6 Mecela IIpean 3allouyBaHe Ha JICUSHHETO

6. [TannenTu ¢ akTuBHa Xenatut B nndexnus, cudumc, cepornosntusay 3a xenarut C win quarnocruiupanu cse CITMH

7. AHaMHe3a 32 MCHUHI'OKOKOBa HH(EKIHsA

8. [NaumenTH ¢ akTMBHA OaKTepHaIHa, BUPYCHA WM I'bONYHA CUCTEMHA MH(EKIHS

JleyeHue He ce MPHJIAra WK AKO € 3alI0YHATO ce CIUPA NPHU:

1. 3abpemMeHsiBaHe Ha MAI[HEHTKA

2. CepHO3HHU CTPAaHUYHH PEAKLUH OT JCUCHUETO U CEPHO3HU HH(EKIMHU 110 BpeMe Ha JICYEHUETO

3. CucteMHO Hecna3BaHe Ha JieueOHaTa cxeMa OT OOTHHUS

4. Jurnica Ha KIMHUYHA ¢()EKTUBHOCT OT JICYCHHETO B paMKUTE Ha 16 ceaMuuu

Heo0xoqumu u3ciieiBaHusl M KOHTPOJIHM Nperyieau npu jedenue ¢ zilucoplan

I. Ilpeau 3anouBaHe Ha JieYEHHETO:

1. Axryannu uscnensaHus (o 1 — MecedyHa JaBHOCT) Ha ITbJIHA KpbBHA KapTHHA C JU(EpeHLHaTHO OpoeHe, CepyMHH
TpaHCaMHHA3u, OUIUPYOUH, ypesl, KpeaTuHHH, eJIeKTposnTH, cepymeH IgG, CRP

2. CKpUHHUHT 32 JaTteHTHH uHpekimu, ocobeno xenarut B, C u HIV. Ilpu nanueHT ¢ akTHBHAa HH(EKIUS TPUIOKESHUETO Ha
zilucoplan TpsiOBa [1a ce OTIOKH 10 OBIA/sIBaHE HA HHPEKIHUATA.

I1. lIpenu Besiko mocJieABALIO JieYeHHe:
1. TIKK ¢ nudepeHunanto dpoete

2. CepyMHH TpaHCaMuHa3H, OunnpyOuH, ypes, KpeaTuHuH, enekrponutu, CRP

HNmyHoCynIpecuBHO j1e4eHHe

M3non3Ba ce nNpu BCHYKH MAIIMEHTH, IPH KOUTO HE € T0-
CTUTHAT 33JI0BOJIMTEJICH PE3YJITAT OT IPHIIOKEHUETO HA AHTH-
XOJIMHecTepas3Ho jieyeHne. Koprukocrepouaure u azathioprine
ca JIeKapCTBa Ha ITbPBU U300p 3a UMYHOCYTIPECHs TPH Hallu-
ertu ¢ MI. JIpyru HMyHOCYIPECHBHH MEIMKAMCHTH Ha BTOpa
nunus ca cyclosporin A, methotrexate, mycophenolate mofetil,
tacrolimus, rituximab, cyclophosphamide (npunoxenue 2).

Koptukocreponano (KC) nedenue ce 3amouBa, KOrato
e(eKTHT OT CaMOCTOATEIIHOTO IPHIIOKEHHE Ha AHTHXOJIUHEC-
TEpa3HU CPEJICTBA MWIM KOMOMHALMATA MM C THUMEKTOMHS €
He3a10BouTeNeH. KOPTHKOCTEpOUANTE UMAT JICHCTBHE BBPXY
HMYHHaTa CHCTEMa MOCPEICTBOM HHIylIHpaHe Ha T-TuMdo-
LUTHATA aloNTo3a U MOTHCKAHE Ha TPAHCKPHUIILUATA HA Bb3-
MaJIMTEHU HUTOKUHY. [IpoyyuBaHus ca MoKasaiu 1mopoopeHne
IIpYU KOPTUKOCTEPOUIHO JICYEHUE Ha MAIMEHTH ¢ 04Ha (opma
Ha MuacTeHus. iMa nannu, de nedeHueTo Ha oyHa popma ¢ KC
HaMaJjlsiBa 4eCTOTaTa Ha TeHEePaJIM3UPaHETO Ha 3a00JIIBaHETO.
TpuoKeHHeTo Ha KOPTHKOCTEPOHIH MOXKE la CTaBa BbB Bb3-
XOISIIIM WIJIM HUBXOASAILIM JO3UPOBKH. B mbpBus ciydail mpu
rerepanusupana popma ce 3amousa ¢ 10-20 mg prednisolone
U jJo3aTra nocTeneHHo ce mokauysa (10 mg ceaMu4yHO WIN
mo-6aBHo) 10 60-80 mg enHokpaTHO MHEBHO. [Ipm antepHH-
pamys IoAXo/ ce pelyBaT JICH ¢ ITbJIHA 103a U JEH C HHUCKa
no3a (Moske 1a O'b/ie TO-HUCKA OT OCHOBHATA MJIM HyJIeBa). Mak-
CHMaJIHaTa J103a Ce 3aJbpKa IO HAaCThIIBaHE Ha e(EeKT, Tpaell
Hali-mMajko 2-3 Mecella U MOCTENEHHO Ce HaMallsBa 3a MECelu
10 Haii-HUcKaTa edexkTuBHa no3a. [Ipu ounara ¢opma noszara
MO J]a ce TI0Ka4Ba 1M0-0bp30 (Ha 5 AHM) U CUMIITOMUTE YECTO
ce KOHTPOJIMPAT OT MO-HUCKM MakCHMMaiHu 1031 (50-60 mg).
HamansBaHeTo Ha KOPTUKOCTEPOUAUTE CTaBa 110-0aBHO OT IO-
KayBaHeTo UM. [IpuMepHa cxema 3a HamMalisiBaHe Ha KOPTHKOC-
TEPOUIHOTO JICYCHHE € CHIKaBaHe Ha jio3ara ¢ 10 mg/meceuHo
1o 40 mg 3a anTepHUpAIK JIeH, ClIe/l KOeTO HaMallsiBaHe ¢ 5
mg/mMeceuHo 10 20 mg 3a anTepHUpALIUS JIeH, Clie]] KOeTO Ha-
MajsBaHe ¢ 2,5 mg/meceuno o 10 mg B anTepHUpamus JIeH.

ITox 10 mg B anTepHUpAIIns IeH, HAMAJISIBAHETO C€ U3BBPILIBA
¢ 1 mg/Mece4Ho, 10 JOCTUTAaHE Ha MOJJbPKAIIA 1033 OT 7-8
mg. HamansBaHeTo MOe J1a CTaBa aITEPHUPALLO C HYJIEBa HIIN
1o-100pe ¢ peayBaHe Ha I0-BUCOKA U MO-HUCKaA 103a. EQexTsT
OT KOPTHKOCTEPOMIHOTO JICYEHHE HACTBIIBA 3a OKOJIO Mecel]
(4-16 cenqmuim) u ogoOpeHne ce ycTaHOBsiBa mpu okoso 70-
80% ot manuenTHuTe. BucoknTe HavamHU MapeHTEePATHU 03U
methylprednisolone (100-120 mg urbason i.v.) Morar aa goBeaar
JI0 ITbPBOHAYAIIHO BJIOIIABAHE HA CHMIITOMATHKATa U U3UCKBAT
MOHHMTOpHpaHE B OOJHUYHO 3aBEACHHE C Bb3MOKHOCT 3a JH-
xaresiHa peaHuManyst. OOMKHOBEHO Ce M3I0JI3BaT 38 KPUTHUHO
GOJIHY MAIIMCHTH B KOMOUHAIIMS C IPYTH TEPANICBTUYHH METO-
mu (maasmadepesa W/WiIM UMYHOTTIOOynHHH). B To3m cmydait
cliell IOCTUTaHe Ha TepaneBTHYeH e(heKT, 103arTa ChILo Ce HaMa-
JsiBa 110 HaYMHA yKa3aH no-rope. Heodxoaumo e 1a ce B3emar
[0J{ BHUMAHUE M CTPAHUYHUTE €PEKTH Ha MPOABIKUTEITHOTO
KOPTHKOCTEPOHTHO JICUCHHUE — aKHE, OCTEOI0po3a, HajlJaBaHe
Ha TErJIo, TIOBHIIABaHEe HA apTePUATTHOTO HasiTaHe, CTOMAlll-
HO-YPEBHH YCJIOKHECHUS, pa3BUTHE HA 1UA0CT, MHOTIATHS, KaTa-
paKTa, riIayKoma, TPeBOXKHOCT, JenpecHs, 0e3ChHUE, ICUX03H U
np. ToBa Hanara CHCTEMHO OrpaHHYaBaHe Ha BBIJIEXHPATHTE
U COJTA, KAKTO U NPUJIOKEHUE HA aHTUALUIHM CPEJCTBA, U3-
MOJI3BaHETO HAa BUTAaMMH D 1 OudocdonaTu npu nanueHTH, mo-
Jy4aBally MPOABIKUTEIHO KOPTUKOCTEPOUAu. [IpH nanueHTn
ChC 3aXapeH JuabeT He ce MPEernopbuBa alTePHUPAILO JICUCHUE
¢ KOPTUKOCTEPOH/IU, & BCEKUIHEBHO 3a MO-100pHs KOHTPOJ Ha
KpbBHATa 3axap.

W3non3BaHeTo Ha HMMYHOCYNPECHBHH MEIMKAMEHTH,
€IHOBPEMEHHO C KOPTMKOCTEPOHMJIUTE, CE 3aro4yBa Mpu KOp-
THKOCTCPOMIHU HEXKEIaHU PCAKLUU, CYUTAHU 33 3HAUUMH OT
MalKueHTa WK JICKYBAl[Us JieKap, Py HeaJeKBaTeH OTIOBOP
KBM KOPTHKOCTEPOHIHOTO JICYCHUE MITH KOT'aTO € HEBh3MOXKHO
HaMalsiBaHEe Ha KOPTHKOCTEPOUIHOTO JICYCHHUE, TOPaIU PELIH-
IUB Ha cuMnroMute (Hax 15-20 mg moaabpikamo KOPpTUKOC-
TEPOMJIHO JICUCHHE C€ CMsATA 32 MHJIMKAIUSA 3a 3all0YBAHE Ha
HUMYHOCYTIPECHBHO JICUCHHE).
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Azathioprine e TyprHOB aHAJIOT, KOMTO JeiicTBa KaTo Iy-
PHHOB aHTaroHUCT u HHXKHOMpa cuHTe3ata Ha JJHK u mponn-
(bepanusTa Ha kinetkute. Toit ce mpuema 3a UMyHOCYIPECHBHO
CpencTBO Ha mbpBU M300p npu Oonuu ¢ MIT Jlokaszan e kato
CTEPOU-IASII0 JICUCHHE B PAHJOMHM3HPaHO poy4BaHe. Jle-
YEHHUETO C HeTo ce 3aroyusa, koraro KC He Morat J1a ce HaMaJsT
B Oe3omacHM 1031 HiH efHOBpeMeHHO ¢ KC mpu manueHTH ¢
PHCK 3a CTpaHWYHHU peakiuu. 3amousa ce ¢ 50 mg (1 Tadim.)
BEJHBK THEBHO, CJIE/l KOETO ce moKkauBa ¢ 50 mg/ceaMuyuHO 10
Jocturane Ha HuBa ot 2,5 mg/kg/nueBHo. Ta3u 103a ce moabp-
xa 3a 10-12 mecena, ciel] KOETO IOCTENEHHO e HamasiBa J0 1
mg/kg/mueBHo. HauaTHUAT TepaneBTHUEH OTTOBOpP ce HAOIIO-
naBa cien 4-12 Mecena OT HAYaJIOTO Ha JICYCHUETO C MAKCH-
masen edekt cien 6-24 mecena. ChIeCTBYBAT JOKA3aTEIICTBA,
ye komOuHanusara or KC c azathioprine e mo-edexTuBHa, ¢
O-JUBJITH TIEPUOJH HA PEMUCHUS U C TI0-MAJKO CTPAHUYHU pe-
aKLUU B CPaBHEHHUE ¢ MOHOTepanus. HAKosko npoy4yBaHus ca
Noka3ayn e(peKTUBHOCT U HAMAJICH PHCK OT IPOrpecHs mpu
JedeHne Ha ouHa Gopma Ha 3aboisBaneTo ¢ azathioprine. Psi3-
KOTO CTIMpaHe Ha JedeHue ¢ azathioprine Moxe za oBeae 10
I0s1Ba MJIM BJIOIIABAHE HA MUACTEHHUTE CHMITOMH, /10 Pa3BH-
THE HAa MMACTEHHA KpHU3a, JIOPHM MpPU MALUEHTH C MBJIHA WU
cTabuiiHa KJIMHM4YHA peMmucusa. HsAKoM mamueHTH Morar Ja
nMaT HEMOHOCUMOCT KbM azathioprine, mposiBsBAalll c€ B IIbP-
BUTE 2 CEIMHIIH Ha JICYCHHETO C TPUIIONOIO00HH CHMIITOMH —
TeMIIepaTypa, HepasNojoKeHUe W MoBpbIlaHe. Hexenanure
peaxiuu ce u3pas3siBaT B JICBKOICHUS, aHEMHUs, TPOMOOLIUTO-
MIEHUS U XCTIATUT, OPai KOETO € HeOOXOAMMO U3CIIEIBAHETO
Ha I'bJIHA KPbBHA KapTHUHA M YepHOAPOOHA (YHKUHMS Ipenu
3ar04YBaHe Ha JEYEHHETO, Clie]] KOETO CEIMHYHO 33 I'bPBUTE
4 cenmuiM, Ha 3 Mecela B I'bpBaTa roJnHa, cJel KOeTo Ha 6
Mecela. YBeIMUCHHETO Ha YePHOIPOOHUTE EH3UMU c€ HOpMa-
JIU3UpA ClIe/l HaMaJIsiBaHe Ha J103aTa, JOKaTO NePCUCTHPAILUAT
XENaTUT MM NAaHKPEATHT ca MHAWKALUS 3a CIIMpaHe Ha MEIH-
kameHTa. Azathioprine TpsiOBa Ja ce HamaJiu, KOTaTo JIEBKOLIH-
tute cnagHat nox 4 x 10%L u na ce cipe npu cramase nox 3
x 10%L. Tlpu nauueHTHTe, 3aM04BAaIIH Je4eHHe ¢ azathioprine
€ JKEJIATEeIIHO M3CJICABAHE 38 TCHETHYCH BapHAHT Ha CH3UMa
tuonypun C-merunrpancdepaza (TPMT), xoiito uHaKkTH-
Bupa azathioprin. [Ipu reHeTMYHO HHCKO HMBO Ha €H3UMa €
BB3MOKHA TEXKKa MUEIOCYIIPECHBHA PEaKLUs, 10paJd KOETO
TEe3W MaIeHTH He TpsiOBa aa ce neKyBaT ¢ azathioprin. Hsxon
MAIMEHTH, IPH ABJITOCPOYHO JieueHue ¢ azathioprin, pa3BuBar
KOJKHH XUIIEPKEPATO3H U KOXKHU TYMOPH, KOCTO HaJlara rnepu-
OJMYHATa OLICHKA Ha ChCTOSHUETO Ha KOXKaTa.

Cyclosporin € UMYHOCYIIPECUBEH areHT, KOHTO MOTHCKa
T-xnerpuHara GyHKIUSA Yype3 HHXUOMPaHE HA KaJILMHEBPHH-
HaTa curHanu3anus. EdukacHocTTa My mnpH JieYeHHEe Ha
MHACTEHHSI TPABHUC € MOTBBPJACHA B MAaJIKO PaHIOMH3HPAHO
MpOy4YBaHe, HO ca HCOOXOAMMH AOIBIHUTEIHU MO-MaIlaOHU
u3cieiBaHus. B mpoyuBaHe rpynaTa MalueHTH, JIEKyBaHH ChC
cyclosporin, e mokasala nmoJo0peHue B MyCKyJiHaTa CHJIa U Ha-
MassiBaHe Ha TUTHpa Ha aHTU-AChR aHTHTena, B cpaBHEHUE
C KOHTPOJTHA Tpyma MalueHTH. JIeYeHHeTo 3amouBa ¢ 034 OT
3-5 mg/kg, paznenenu B aBa npuema. [logoOpenue npu e-
yeHnue ¢ Cyclosporin ce HaOoaBa M0-0bP30 — Hail-4ecTo B
pamkute Ha 4-8 ceamunu. Cresl MOCTUTAHETO MY C€ 3alo4Ba
HaMaJIsiBaHe Ha J03arta 10 2-2,5 mg/kg B ABa OTICIIHU IPUEMa.
Hexxenanure peakuuu OT JICYCHHETO Ca [10BEYE, B CPABHEHHE
¢ azathioprine. Te BK/IIOYBAT ONMOPTIOHMCTHYHU HH(peEKLNH,
MHEJIOCYTIpecus, XUMepTpodusi Ha BEHLUTE, TaCTPOUHTEC-
TUHAJIHU HApYILICHHS, HEPPOTOKCHYHOCT C XHIICPKAJIHEMHUS
U aprepualiHa xunepToHus. Hsakon cnenuduyHu cTpaHUYHU
peaxIiu ca TPEMOp, CHUKEH eMUJICHITHYEH IPar U psaKo Bb3-
HUKBAHETO Ha oOparuma 3a/iHa JieBKoeHuedanonaTus. Tosa,
3a€IHO C MHOXKECTBOTO B3aMMOJICHCTBHSI C APYTH JIEKapCTBa,
MpaBU JIEYEHHETO C cyclosporin OorpaHuYeHo 3a MaibK Opoit
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nanueHTH ¢ MT, mpu Heycrex Ha Teparus ¢ IpyrH JeKapcTBa.
KenareeH e nepuoANYEeH KOHTPOJI C U3CIICIBAHE Ha JICBKOI[H-
THUTE, YepHOAPOOHaTa U OBOpeuHaTa QyHKIHUS.

Mycophenolate mofetil e iMyHOCYTIPECUBEH MEIMKAMEHT,
KOWTO MHXMOUpPA CHHTE3a HA yPUHOBUTE HYKJICOTHU U Ha-
pyliaBa ceneKTHBHO mponudepanusta Ha JuMmponuture. J[Be
paHIOMHU3UPAHK MPOYUYBAHUS HE Ca YCTAHOBHJIN IOIBIHH-
TexHa nonza Ha Mycophenolate mofetil kaTo MoHOTepanus
crpsimo prednisolone v KaTo CTEPOUA-IIASN] MEIHKAMEHT.
Haii-BeposiTHO HEraTUBHUAT pe3yaTaT ce ABJDKM Ha Au3aii-
Ha Ha NPOYYBAHUATA, THH KATO MHOKECTBO MO-MaJIKH JAPYTH
ca ro MOCOYMIIM KaTo e(UKACCH MPH MAIUCHTH C MHACTCHHS
I'PaBUC, BKJIFOUUTEIHO C TEPANICBTUYHO-PE3UCTCHTHO IIPOTH-
yane. Jlonycka ce U3M0I3BaHETO Ha MEAMKAMEHTA IIPU HETO-
JepupaHe Ui JIUIICA Ha OTTOBOP MpH JiedeHue ¢ azathioprine.
Jleuenuero 3amouBa ¢ no3u oT 500 mg/MHEBHO ¢ MOKauBaHEe
1o 1,5-2 g/nueBno. EpextuBHOCT HacThIBa ciex 2-3 Mecena,
¢ MakCHMaJIHa 1oi3a ciex 6-18 mecema. ExHo mpoyuBane e
ycraHoBuio, ye Mycophenolate mofetil e edexTuBHO cTepo-
UJ-IIAJISII0 CPEACTBO U IIPU JBJITOrOIMIIHA TEPANns Ha O4Ha
(hopma Ha MuacTeHus rpasuc. [Ipu Hero nojaabpxKamara g03a
e Ouna 1 g/nueBHo. CTpaHUYHHUTE PEAKIMU OOMKHOBEHO ca
JIEKH M PAJKO MOTaT Ja Bb3HUKHAT MUEIIOCYIIPECHS U Xema-
TOTOKCHYHOCT. JKeJlaTesHO € mpocie/siBaHe Ha ITbJIHA KPhBHA
KapTHHA IIPH 3a110YBaHE Ha JICYUCHHUETO, CJIC/ KOCTO CCAMUIHO
3a YETHUPHU CEAMHUIIH, CIIE/ KOSTO J1Ba IPTH MECEUHO 3a JBa Me-
cela, clie]l KOeTO MECEYHO 3a I'bpBaTa TOJMHA U Ha BCEKH O
Mecela ciej TOBa.

Methotrexate e IMyHOCYIIpECOp, KOMTO MHXHOUPA CHHTE3a
Ha JIHK, PHK u nporenHu u BoaM 10 HamajsBaHEe Ha Ipo-
mudepanusata Ha TUMOOLUUTHTE. BhIIpeKn 4e Mpoy4BaHUsATA
OTHOCHO e(ukacHocTTa Ha methotrexate npu JieueHUEe Ha MH-
aCTeHHs ca OCKBAHM, OpalHuAT methotrexate Moxe aa ce mpu-
JIOKM KaTo CTEPOMJI-IaIs1la Teparus Py MaeHTH C TeHe-
paJin3upaHa MHACTEHUS I'DAaBUC, KOUTO HE TOJICPUPAT WIH HE
OTrOBapsT Ha APYTH CTEPOU-IIAISIIN MEIHKAMEHTH C TO-710-
O0Bp kmHWYEH npodui. Jledenue ¢ 1o3u 7,5-25 mg/ceamudHoO,
B KOMOMHaIus ¢ (oneBa KUCEINHA, € MoKa3ano epuracHoCT
KaTo UMYHOCYIPECHBHA Tepanus Ha BTOpA JIMHUS 32 JICUCHNE
Ha muacteHusd. [lopaau mo-mMankoTo B3aMMOACHCTBUS C IPYTH
nekapctTsa, methotrexate ce nmpezamnoynTa npex cyclosporin npu
BB3PACTHHU MOJTUMOPOUIHHU MAI[HCHTH.

Cyclophosphamide e cunen cynpecop Ha B-mumdonurHa-
Ta aKTMBHOCT M CHHTE3a Ha aHTUTEJIA, & BbB BUCOKH JJO3U UMa
edexT u Bbpxy T-ntumdonurure. Pangomusupano npoyupane
€ YCTaHOBMJIO 3HaYUMO IOJOOpEHHE B MYCKYyJIHaTa CHJIa U
U3IO0JI3BAHE HA MO-HUCKA 1032 KOPTHUKOCTEPOU NPH IALUCH-
TH, MIPUEMAIIIH JIBaTa MEJUKAMEHTA, CIPSAMO Mianebo rpyma,
npreMalia camMo KOPTHKOCTEpPOUA. BEHO3HOTO MpUIIOKEHHE
Ha cyclophosphamide mo3BosisiBa HamassiBaHe Ha [q03aTa Ha
KOPTHKOCTEpOuaAuTEe, Oe3 BIOIIAaBaHE B MYCKYJIHaTa CHIIHA.
ITopaayu BUCOKHUSI PUCK OT TOKCHYHOCT, BKJIIOYBAIL CYHPECHS
Ha KOCTHUS MO3BK, OIIOPTIOHUCTHYHU HHPEKIIUU, TOKCHYHOCT
Ha MUKOYHHS MEXYp, PUCK OT Bb3HUKBAHE Ha HEOIUIA3UHU, ME-
JMUKAMEHTHT CE W3IMO0JI3Ba TPH MAIMEHTH C MHUACTCHHUS Tpa-
BHUC, KOUTO HE TOJIECPUPAT WIIM HE OTIOBapsAT HA TEPaIus ChC
crepouan Iuioc azathioprine, methotrexate, cyclosporin u
mycophenolate mofetil.

Tacrolimus naxubupa nponudepanusTa Ha AKTHBHPAHUTE
T-kJIeTKH, Ype3 KaJllMHEBPUHHATA CHTHann3anus (mogo0HO
Ha jAeicTBrueTO Ha cyclosporin). Hsikoko nmpoyuBaHus ca yc-
TAaHOBUJIW KJIMHUYHA 10132 OT MeANKaMeHTa (3-5 mg/mHeBHO)
[P JIeYEHUE HA TePaneBTUYHO-PE3UCTEHTHA MHACTEHUS I'pa-
Buc. [Topanu cxonHOTO cu JelicTBHe KaTo cyclosporin, cTpa-
HUYHUTE JIEKapCTBEHH PEaKLUH CHIIO Ca CXOAHMU M Ca CUIHO
11030-3aBUCHMH. Tacrolimus e Hehpo- U HEBPOTOKCHYECH U B3a-
HUMOJICICTBA C MHOXKECTBO JPYTH JICKapCTBa.
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Monoknonannume anmumena mapzemupauii UMyH-
Hama cucmema VMaT IPEIUMCTBA IPEl KOHBEHIIMOHATHOTO
NMYHOCYIPECHBHO JICUeHHE 10 OTHOLIEHHE Ha I10-0BbP30TO Ha-
4aJo Ha ICHCTBUE, CEIICKTUBHO ACHCTBHE, OIATONPUATCH MPO-
¢bu Ha cTpaHMYHKUTE ePEKTH M OTEHLIMAa 3a TpaliHa U JIbJI-
rocpoyHa peMucus. Brrpekn ye UMyHOCYIPECUBHUTE areHTH
ca e()eKTHBHU IPH IOBEYETO MALMEHTH C MHACTEHUS, MHOTO
OT TSX Ca CBBP3aHHU C ABJITOCPOYHU CTPAHUYHU e(DEKTH, 4ECTO
HETIOHOCUMH 3a nanueHTure. OT Apyra cTpaHa € He0OX0IUMO
I'BJITO BPEMe, 32 Jla IOCTUTHAT epekTUBHOCT. [Ipnarar ce npu
BHCOKO aKTHBHO 3a0oiisiBaHe, pepakTepHO KbM CTaHJapTHH-
T€ UMYHOCYIIPECUBHU MEIUKAMEHTH.

Pegpakxmepnu kxvm cmanoapmuomo neuenue ca 10% or
MAIlMEHTHTE, KOUTO OTIOBApAT HAa 5 KPUTEPHUS: -HE OTTOBApPAT
aJICKBaTHO Ha CTAHIAPTHOTO JICUYCHHE, — HEBB3MOXKHOCT 3a
HaMallsiBaHe Ha MMYHOCYIIPECHBHOTO JICYCHUE 0€3 KIMHUYCH
MIPUCTBIT UM HEOOXOAMMOCT OT IIPUJIaraHe Ha CIIaCHTEIHA Te-
panus (MHTpaBeHo3eH uMyHornooynuH, PLEX unu umyHoaz-
copOuus), -HaJIMYUe Ha TE€XKKH MIJIM HEIOHOCHMH CTPaHHYHU
eeKTH OT MMYHOCYIPECHBHATa MJIM CUMIITOMAaTH4HA Tepa-
IUs1, ~-HAJIMYHE Ha KOMOPOUIHH 3a00JIsIBAHNS, OTpaHUYaBAIIN
MpUJIATaHETO Ha KOHBEHIMOHAJHA TEPaIus, -4eCTH MHACTCH-
HU KpU3U TP NpHJIaTaHe HA CUMOTOMATHYHA WJIM MMYHO-
cynpecuBHa Tepanus. PedpaktepHa muacTenus ce HaOnro1aBa
10-4€CTO MPH )KEHH U IIPH NMalueHTH ¢ aHTu-MuSK anTHTENa.

Rituximab ¢ antn-CD20 MOHOKJIOHAJIHO aHTHUTSIIO, KOETO
BOJM /10 HamasiABaHe Ha B-numdonurure. M3nonssa ce npu
MAIMCHTH, KOUTO Ca PE3UCTCHTHH HA CTaHAAPTHA HMYHO-
cynpecus, B ABa pexxuma — 375 mg/m?/CeIMUYHO 3a YEeTHPU
nocienoBarenHu ceaMuuu win o 1 000 mg Ha bpBU U TET-
HajeceTH jeH. IloBeyeTo mamueHTH ce HYXJIAsAT OT IOBede
oT 1 xypc Ha neuyenue. [lopaau nuIca Ha yCTaHOBEH MPOTO-
KOJ PEIIeHHeTO 3a IIOBTOPHU KypCOBE ce B3MMa Ha 0a3a Ha
KJIMHUYHOTO HaOJNIOJICHHE W M3CJe[BaHe Ha B-kierpuHara
cybnonynanus. MexyHapoIHUTE NPENOPBHKHU ca B 1032 Ha
3arMouBaHe Ha PaHHO JiedeHue ¢ Rituximab npu manueHTH C
anTu-MuSK aHTHTeNa, KOUTO MMAaT HE3aJOBOJHMTEIECH KOH-
TPOJ cieA IIbpBOHAYANIHATa UMYyHocynpecus. Edukacnocrra
B MPOYYBaHHUs MPH TepaneBTHYHO pe3ucTeHTHa aHTH-AChR
MHACTEHHS I'PABUC € HECUTYPHA, HO JiedeHue ¢ Rituximab ce
IpHUeMa KaTo OMIHS aKO IPYT'H MEANKAMEHTH HE Ce TOJIEpUpaT
no0pe 1K He ca 10cTaThuHo eeKTuBHU. JloKaaBaHu ca TpU
cllyyas Ha IPOrpecHBHa MYJITH(OKaIHA JIeBKOeHIedaona-
THA NP NMAIMEHTH Ha JiedeHue ¢ Rituximab u npenmecTsao
HMYHOCYIIPECHBHO JICYCHHE C APYTH METUKAMEHTH.

Tumekromus

Tpsi0Ba na ce MPUIIOKH IIPU NOYTH BCHYKH IALIUEHTH C TH-
MOM. Beuuky manueHTH Ha KOMTO UM IPEICTOM THMEKTOMUS
TpsAOBAT Ja UMAT CTAOMJICH KOHTPOJ Ha MHACTCHHUTE CHMII-
TOMH, TIOCTUT'HAT TIEPUOTIEPATHBHO C TPABIIIHO jedeHue. [Ipu
nanueHTH ¢ resepanusupana MI' n Hannyau anTH-AChR an-
THTENa, Ha BB3pacT Mexay 18 n 50 roguHu, THMEKTOMHUSATA €
JKEJIaTEeJIHO J1a Ce ITPUIIOKHU B PAHHUTE €TaIu Ha 3a00J151BaHETO,
KaTo ce pa3yuTa Ha MoJo0peHne B KIMHUYHUS U3XO] M HaMa-
JIIBaHE Ha HYXJMTE OT UMYHOCYNPECHBHO JICYEHHUE, KAKTO U
Hy’XKJaTa OT XOCIUTAIU3alus Ipu eKk3auepoanus Ha 3a0ous-
BaHeTo. [Toy3uTe OT THMEKTOMHS HpPHU MalueHTH Haj 50 ro-
JIUIIHA BB3PACT U ABJITOTOAMIIHA JaBHOCT Ha 3a00JIsIBAHETO €
BCE OILE CIIOPHA.

Bbrpekun nuncata Ha paHJAOMHU3MPAHM NPOYYBAHUA, TH-
MEKTOMUSATA MOXE Jia Ce NMPHJIOKH IIPU MALUCHTH C I'eHepa-
nu3upana ¢opma Ha MHacTeHHs, 0e3 oTkputn aHTu-AChR
aHTHTela, IIPU JIMICA Ha e()eKT OT IPHIIOKeHA UMYHOCYIIpe-
CHBHA Tepamnusi.

He ce nmpenopbuBa TUMEKTOMHUS ITpK 04HA opma Ha 3a60-
JISIBAHETO, OCBEH MpH Noi0panu nauentu ¢ antu-AChR anTu-
TeJa U JIMICA Ha e(DeKT OT JICYCHUETO C aHTHXOJIIMHECTEPA3HU
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U UMYHOCYIIPECHBHH MeIWKaMeHTH. Hskon mpoyuBaHus ca
OTKPWJIX IBJITOTOIUIIHA TI0JI3a CIIEA TUMEKTOMUS IPHU Maln-
EHTH ¢ 04Ha ()OpMa Ha MHUACTEHHS TPABUC M KAKTO M HAMaJIsi-
BaHE HA YECTOTaTa Ha FeHepalu3upaHe Ha 3aboisBaHeTo. la-
HHUTE OT JuTeparypara cpex nauueHtu ¢ antu-MuSK MI we
ca yCTAaHOBWJIM TIOJI3M OT THMEKTOMUSITA, IOPaJN KOETO TS HE
€ TIOAXO/SIIA 32 TSIX. PeTpoceKTHBHO MpoyYBaHe € I0Ka3ano
CXOJHU Pe3yJITaTH CJIeJ TAMEKTOMHUS NPH 3-TOAUIIHO IPOCIIe-
nsBane npu nanuentu ¢ antTu-AChR anTuTena u npu aHTUTS-
no-HeratuBHU. [TonoOpeHne UM peMUCHS Cllel THMEKTOMUS
ca MOCTUTHATH NpHU 57% OT aHTUTATO-HETaTUBHUTE U Ipu 51%
or auTH-AChR mo3uTuBHY MalMeHTH.

He ce mpemoppuBa THMEKTOMHS HpH TMAIHCHTH C aH-
Tu-LPR4 n anTH-agrin anturena.

TpaHCCTEpHAIHUAT AOCTHI 32 THMEKTOMHUS CE U3IOJI3BA
IIMPOKO, HO B MOCJIECAHO BPEME MO-MaJIKO MHBA3HUBHUTE IIPO-
LeJypH KaTO TOPAKOCKOIICKa M POOOTH3MpaHa THMEKTOMHUS,
HaBJIW3aT B KIMHUYHATA NpakTHKa. [Ipenopekure ca 3a u3-
MI0JI3BaHe Ha IT0-MaJIKO HHBa3UBHUTE TEXHUKH, ThI KaTo Te ca
JIOKa3ajIi CXOJHU pe3yTaTH ¢ mo-arpecusunute. [lpemaxsane-
TO Ha THMOMa C€ M3BBPIIBA C LIeJI IIPEMaxBaHe Ha Tymopa U
MOXe 1a He JioBeje 10 nogoopenune Ha MI. Lsmata TumycHa
Kie3a TpsiOBa 1a ObJie OTCTpaHeHa 3aeHo ¢ Tymopa. [To-Hara-
TBITHOTO JICUeHNE Ha THMOMA 3aBUCH OT XHCTOJIOTHYHATA KJIa-
CUUKAIUS U CTEIEHTAa Ha XHPYpPrudHa excuus3us. HembiaHo
pe3erupannTe THMOMH TPsIOBa /1a ce JIEKyBaT CIIel OTIeparys ¢
MHTEPIUCIUIUTMHAPEH MOAXO/ Ha JICYeHHEe (TbUeTepanus, X1u-
muotepanus). [Ipu nanueHTn B HanpegHaua Bb3pacT MK HO-
JUMOPOMIHY NMAllMEHTH C THMOMA IPU TOAXOAI] KIMHUYECH
CTaTyc MOXKe Ja ce OOMUCIIN TTaJInaTUBHA JIbueTepanus. Mai-
KM THMOMH MOTarT Ja ObaaT mpocieneHu 0e3 JieueHue, OCBEH
aKo HE ce YBEeIUYaT MJIM He CTAaHAT CHMIITOMAaTHYHHU.

Moaabpikamm MepKu

Bbrpeku nuncara Ha yOeIUTEIHH JIOKAa3aTEJICTBA B JINTE-
parypara, ce InpeJrosara HoJoXKUTeJIeH eQeKT BbpXy 3a00I1s1-
BAaHETO OT peaylHpaHe Ha TEIECHOTO TEeTJI0 U MOAH(UKaIHs
Ha JHeBHAaTa akTUBHOCT. CKOPOIIHO MPOy4YBaHE € IO0Ka3ayio
0OBp ToepaHc, mogoOpPEeHO Ka4eCTBO Ha KUBOT M MOI00peHa
MYCKYJIHA CHJIa IPU MALMeHTH C JIeKa CTEIeH Ha 3a00sBaHe-
TO, TMOJJIOKEHW Ha KOHTPOJIMPAHHM TPEHUPOBKH CPABHEHH C
TaKMBA, TOJJIOKEHN CaMO Ha CTaHJApTHO JieyeHue. Hiakomako
JIOKJIaJia ca MOCOYMIIH TIOJI3H OT YIIpaKHEHUs 3a JUXaTeTHara
MycKyiarypa. Baxxno 3Hauenne mma n Oecemara ¢ mamueHTa
BBPXY €CTECTBOTO Ha 3a00JIsIBaHETO, IPOMEHHUTE B HAUWHA Ha
JKUBOT, Bb3MOXKHUTE HAYMHH Ha JICYEHHE, KAKTO U Bb3MOXKHH-
Te e()eKTH Ha NPUEMAHU MEIUKAMEHTU U CYOCTaHIMU BBPXY
X0Jla Ha MHACTEeHUTa (MEAMKAMEHTH, KOUTO MOTaT 12 BJIOLIAT
MI u anTepHaTHBHU MEIUKAaMEHTH — IpUiIokKeHue 1).

MmuacTtenusi rpaBuc U OpeMeHHOCT

Hayunata nutepaTypa € OCKbIHA U HE MOXe Ja Aaze OcC-
HOBaHHE 3a NPENOPHKU Ha 0a3ara Ha KIMHUYHU IPOYYBaHUS.
Cumura ce, 4ye MHACTEHUATA HE CE BJIOLIABA 10 BpeMe Ha Ope-
MEHHOCT, HO II0-4eCTO ce HalJofaBaT ex3alepOanuu cieq
paxkraneTo. MuacTeHHsI IpaBHC Ce Cpemla PsIKo, Mopaan Koe-
TO JIMTICBA crienn(puvIHa HHPOPMAIHS 32 MEIUKAMEHTHUTE IO
BpeMe Ha OpeMeHHOCT. MHOTO OT JaHHUTE ca €KCTPaToInpaHu
OT IPOYYBaHUS 32 yoTpeda Ha MMyHOCYIIPECAHTH TP APYTH
aBTOMMYHHH 3a00JIsIBAaHUS 110 BpeMe Ha OPEeMEHHOCT.

Ilpeou bpemennocmma NAaNUEHTKUTE B I€TEPOHA Bb3pacT
cJIeiBa Ja ce MOCHBETBAT C JIEKYBAIUs CH HEBPOJIOT U Ja 10-
TydaT WHPOPMANHs 32 JICICHHETO 10 BpeMe Ha OpeMeHHOCT
U BB3MOKHUTE CTpaHH4YHH e(dexTH oT Hero. ONTHMAalHO e
OpeMeHHOCTTa Ja Oble IUIaHWpaHa MPU CTAOUITU3UPaHA MU-
acTeHus. AKO ce 00CHK/a TUMEKTOMMSI, IPABUITHO € TS Ja ce
mpoBeje npeau OpeMeHHocTTa. TpsOBa 1a ce ompenenu che-
TOSTHUETO Ha IIUTOBHIHATA JKJie3a Mpeau 3adpeMeHsBaHeTo,
KaTo CJIeBa J1a ce IIOCTUTHE ey TUPOUICH cTaryc. [lannenTkn-
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Te TpsiOBa J]a MOJNyYaT HHCTPYKIIMH J1a HE IPEKbCBAT ACHCTBA-
iaTa UIMyHOCYTIpecuBHa Tepamnus u pyridostigmine mo Bpeme
Ha OpemenHoCT. [Ipu rtanupane Ha OPeMEHHOCT € YMECTHO J1a
ce u30srBaT MeIMKaAMEHTUTE C M3BECTCH TEPaTOreHEeH ePeKT
(methotrexate m mycophenolate mofetil). Axo Te He morar n1a ce
CIIpaT € yMECTHO Ha KEHHTE 1a ce Aaj]e MHPOpPMAIHsi OTHOCHO
pHCKa 3a IUIOZIa ¥ HEOOXOIUMOCTTA 32 KOHTPALCIIIUsI.

Ilo epeme na bpemennocmma JNEUCHUETO CIEABA Oa CE
OCBILECTBSIBA OT MHTEPIAUCIUIUIMHAPEH EKUIT BKJIIOYBAIL HEB-
pOJIOT, JIMYEH JIeKap, THHEKOJIOT U aHecTe3noIor. bpemenuure
CbhC CTAOMIIHA MHUACTEHHS Hal-4ecTO HAMAT BJIOLIABAHUS IO
BpeMe Ha OpeMEHHOCTTa M pakJaHeTo. [TalueHTKUTE TPsiO-
Ba Ja ObaaT MHOOPMHUPAHHU JIa HE MIPOMEHST TEpaIusiTa CH U
4ye ynorpebara Ha prednisolone, azathioprine, cyclosporine u
pyridostigmine e Ge3omacHa 3a Tsx u 3a miaoaa (tabdin. 1). Kop-
THKOCTEPOHMIUTE Ca UMYHOMOJYJIHMPALIO CPEJACTBO HA M300p.
XKenarenHo e npu HEOOXOAMMOCT Jla ce MpHJIaraT camMo Impes3
IT u IIT TpumecTsp, B no-Hucku no3u. B EBpona azathioprine
ce NPEANucBa IUPOKO Ha OPEMEHHU M € HEKOPTHKOCTEPOH-
nieH umyHocympecop Ha n30op. B CALL chmusaT MequkaMeHT
ce CuMTa 3a BHCOKO PHCKOB M He ce npuiara. [lalueHTkure
¢ HelJlaHupaHa OpPEeMEHHOCT Ha JieueHue ¢ methotrexate u
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mycophenolate mofetil TpsiOBa nma 3HaAT 3a TepaTOreHHUS
e(eKT Ha MEIMKAMEHTHTE U Y€ He TPsiOBa Te Jia ce CIUpar psi3-
KO [OpaJif PUCK OT BIIOIIaBaHe, O3 MPHU TOBA J1a MOXeE J1a Obaie
n30erHaT TepaToreHHUsT UM e(heKT.

Tupounnara GyHKIUA TpsAOBa Ja ce MPOCIEH 10 Bpe-
Me Ha paHHaTa OPEMEHHOCT, 0COOEHO aKo He € M3Cie[BaHa
MIpEABAPHUTEITHO.

bpemennute ¢ MI' TpsiOBa BHMMATENHO aa ce Ipocie-
nsBaT 3a MHPEKIUH, 0COOCHO HAa ypPUHAPHHS TPAKT U MPU
HaJIMYUe HAa TaKuBa, TpiOBa BeJHAra Jia ce JISKyBaT C aHTH-
6uorunu. [TanueHTKUTE 1 JIeKyBalUs eKUIl TPSOBA J1a pa3Io-
Jlarat cbC CIIMCHK 32 MEINKAaMEHTHTE, KOUTO MOTaT J]a BJIOMIAT
myasthenia gravis.

‘YMecTHO e mpoBeXAaHe Ha CKeHep Ha mozaa Ha 12-ta u 20-
Ta recranuonHa ceamuua. Cruen 24-Ta recTallMOHHA CEIMUIIA
TpsiOBa J1a ce ClelsT ABM)KEHHUsTA Ha IIoja, a 2-4 cenMuuu
Hpear paXKAaHEeTO Jla ce YCTAHOBM pa3Mepa Ha MaTkara — 3a
MOJIMXUAPAMHHUOH ¥ MOABHXKHOCT Ha (eTyca. [Ipu manueHTKu
¢ MI' psiako ce cpemia KaTo yCIOKHEHHE Ha TUI0Ja apTporpu-
no3a. [Ipu Hanu4yme Ha GPEMEHHOCT C apTporpumos3a TpsadBa
AKTUBHO J1a C€ ThPCH MMACTECHHUS Y MaiiKkaTa.

Tabauna 1. CurypHocT Ha MeAMKaMeHTUTe 3a Jiedenue Ha MI ipu GpeMeHHOCT U KbpMEHe

MennkameHT He:xenanu 3adenexka Ynorpeba npu Ynorpeba npun
peakuuu OpeMeHHOCT KbpMeHe
Pyridostigmine He ca noxmansanu Ob6wnyaitna ynotpeoa. Ha Ha
Morar yia ce 00CHaIT
M0-YECTH IPUECMHU.
Prednisolone JIuncear yOeaurennu Ynorpeba B MUHUMAaJIHA Ha Ha
JIAHHU 3@ JIMLEBO-YeIIOCT- BB3MOXKHH JI03U. AKTHBHO
Hu Masndopmanuu. ITou- THPCEHE Ha IeCTAL[IOHEH
LIEH PUCK OT I'eCTallHOHEH nuaoer.
n1abeT, XUIEePTOHUS U
HHpEKINH
Azathioprine JleBkonenus OoOuuaiina yrnorpeoa. Ha Ja
MounuTopupaHe Ha JieB-
KOIIUTH U YEPHOIPOOHU
CH3UMHU
Cyclosporine/ [loBumien puck ot re- Ob6nuaitna ynotpeba. Ja Ja
Tacrolimus CTaIMOHEH TUa0eT mpr MonuTtopupane Ha JIeB-
Tacrolimus KOITUTH, YePHOAPOOHH,
KpEaTUHUH U A1adeT.
Mycophenolate TepaToreneH puck uzyuc- Cnupase Ha JISYEHUETO He HeussectHa
mofetil neH 10 25% 1 3a1I0YBaHe Ha JPyTo 1o
BB3MOJKHOCT IIpeau Ope-
menHocTTa. He ce cniupa
PSI3KO TPH HeTlJIaHWpaHa
OpEMEHHOCT.
Methotrexate TepaToreHneH puck uzyuc- Ileproxa Ha ouncTBaHe He He
neH 110 15 -20% npeau OpeMeHHocCT — 3
Mmecena. He ce criupa
PSI3KO MpH HETIJTaHWpaHa
OpEMEHHOCT.
HNuTpaBeHo3en He ca noknanBanu Ja Ja

HMYHOTJIO0YJTHH
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3a paswcoanemo cinenBa Ja ce€ MOACUTYPSAT MOAXOMSIIN
YCJIOBHSI C Bb3MOXKHOCT 3@ MHTCH3MBHHU T'PHIKH 332 MalKaTa u
6e0eTOo — 'MHEKOJIOT, aHECTE3HOJIOT, HEOHATOJIOT, HEBPOJIOT Ha
pasnonoxenue. [Ipu xeHuTe cbC cTabuiiHa MUACTEHUS TPsIO-
Ba Jla ce IpeJroyueTe BarMHaiIHO paxaane. LlesapoBo ceue-
HHUE ce IpeAIpueMa caMo 10 aKyIIepCcKH nokazanus. JKenure
TpsibBa 1a MpOABIKAT Ipuema Ha pyridostigmine 1mo Bpeme
Ha paxxJaHeTo. [TalHeHTKUTE, KOUTO MPUEMAT XPOHUYHO CTE-
pouau (>7,5 u <15 mg), € yMeCTHO Jia MOIy4ar 3a pakKJAaHETO
cTpec-103a KOPTUKOCTEPOH . MHOTO OT aHECTETULIUTE, KOUTO
ce mpueMar 3a NpOTHBOIOKa3aHU, MOTaT Jia ce ynorpedsBar
6e3 mpobieM Mmpu MOAXOAAINI0 MOHUTOpUpPaHe. Bripeku ToBa,
KOraTo € BBb3MOXKHO C€ INpEJIounTa eIHypajaHa/ClMHaIHa,
npes obua anecresus. CraHaapTHa MpakTHKa 3a o0Ia aHec-
Te3us e yBox ¢ thiopental wim propofol, mocieaBanu ot gero-
JIIPU3MPAI] MYCKYJICH PEJIAKCAHT 3a HHTYOannsTa. AHeCTe3u-
ATa Ce MOAMBPKA C MHXAIAUOHHH aHCCTCTHIIM U OIHOUJIH.
[TanueHTKUTE ca MHOTO YyBCTBUTEIIHU KbM HEJCTIONSA pU3Upa-
LIMTE MYCKYJIHH PEJaKCaHTH, KOUTO TpsiOBa Jia ce Ipuiarar B
MMO-HUCKH JIO3U U Jla Ce U30sIrBaT 10 Bb3MOKHOCT. TpsiOBa 1a ce
n30srBa ynorpedaTa Ha MarHe3ueB Cyadar 3a npopuIakTHKa
Ha exjamrcus. [Ipy HaJM4Me Ha €KJIAMIICUS C I'bPYOBE, Mar-
He3ueB cyidar ciesBa Jia ce Nmpuiara ¢ IOBUILICHO BHUMaHHUE
U NIpH HAJIMYKE HA YCIIOBUS 3a MHTYOauus 1 BeHTuianus. [Ipu
MAIMCHTKH ¢ MHACTCHHS TPsAOBa BUHATH Jla CC MMa MPEIBHI,
4Ye ChUICCTBYBa BB3MOXKHOCT 3a npexoOHa Heowamaiana MT,
HE3aBHCUMO OT TEKECTTa Ha 3a00J1s1BaHETO Ha Maiikara. 3a00-
JISIBAHETO CE XapaKTepU3upa ¢ XMIIOTOHUS, MyCKYJTHa cl1aboCT,
OysibapHa M IuXaTeliHa HeOCTAThYHOCT, MOPATH KOSTO Pax-
JIAHETO TPsOBa J1a Ce OCHIIECTBIBA B KIMHUKH C Bb3MOXKHOCT
3a HEOHATAJIHA PECYCIIUTAL.

Cneo pasicoanemo.

Cvocmoanuemo na matikama TpsOBa BHUMATEIHO Ja Ce
MPOCIIeNIsiBa, Thil KATO MOJKE J1a HACTBIIU BIIOIIABAHE, 0COOCHO
IIPU XUPYPrUYHA WHTCPBCHLUS WM HaJIUuue Ha MHQEKUHUs.
Ipu manuentku ¢ MI' TpsiOBa na ce HachpuaBa KbPMEHETO,
KOETO HE € MPOTHUBONOKA3aHO Npu mnpueM Ha prednisolone,
azathioprine u pyridostigmine.

Cvcmosinuemo na 0ememo MOXE Jia CE BIIOLIM 4acoOBE JI0
HSIKOJIKO JTHH CJIC]l PaXKJIaHETO, ChC CUMIITOMHUTE Ha MPEXOJ-
Ha HeoHaTajHa MHacTeHUs. ChCTOSHHETO HE KOpeJHpa ¢ Te-
JKecTTa Ha OoslecTTa Ha MaiikaTta. YMECTHO € MOHUTOpPHpPAHE
Ha 0e0eTo 3a OyybapHU U AUXATSIIHA OTKJIOHSHHS 33 OKOJIO 2-3
nHu. Hali-BHUMAaTETHO ciieqiBa Jja ce MpocieasaBaT aenaTta Ha
maiikute ¢ MUSK dopma Ha MI, Thil kKaTo mipu Ts1X ce HabII0-
JlaBaT Hali-Cepro3HU HapylleHus. YecroraTa Ha HEOHATaJIHA
muacteHus e Mexay 9 u 30%.

JleueHHETO HA HEOHATAJIHATA MUACTCHHUSI € IO ABPIKAIIO0 —
HA30racTpaliHa COHJIA 32 XpaHEHe U NpueM Ha pyridostigmine
W aJeKBaTHO MOJAbpKAHE Ha JAulIaHeTo. [Ipu Mo-TeXKKH
cilyyau MOXeE Jia ce 00CHIY INMPHJIOKEHHE HAa WMYHOBCHHH.
TpaHcdy3nOHHOTO JieYeHHE Clle/iBa Jla Ce Ipujiara camo I0
U3KJIIOYEHUE MPU MHOIO TEXKKM ciydau. IIpoBexjaHeTo Ha
HeBporpadus M3UCKBA CIEIMAIHU YMEHUS U € TPYAHO IPH-
JIOXKMMO, HO OCTaBa €JAMHCTBCHUIT METOJ 3a JIMAarHOCTHKA B
HCOHATAIHUS IEPUOL.

BbIIpekd ye HeOHATaIHATa MHACTCHHS KAaTO IS0 € TIpe-
XonHa, npu 6ebeTa Ha MalKM C aHTHTENA KbM (PETAIHUS ale-
THJIXOJIMHOB PELENTOp, MOXE Jia C€ Pa3BHUe IPOIBIDKUTEIHA
MHUONATHUs ¢ BesohapuHTeaTHa HEI0OCTAThYHOCT.

Muacmenus 6 demcka 6vspacm ce cpeua psagko (10% or
BCHYKH CIIydau), 10-4eCTO NPH KUTAWCKHU Jiela, KaTo B [10Be-
4eTo ciydan ¢opmara ocTaBa o4Ha. J{MarHOCTUYHHAT [POLIEC
MPOTHYA KATO [IPU Bb3PACTHH, HO CEPOHETaTUBHUTE CIIy4an ca
[OBeYe, KOSTO HaJlara N3CJIC/IBAHUS 32 aHTUTENa UJTH 32 KOHTe-
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HUTAJICH MHACTEHEH CHHAPOM, HE3aBHCHMO Y€ TIOCICTHUSIT HE
e Om1 OTKpHT ciex paxaaneTo. Ilpu gena cwio ciuensa ga ce
THPCH THMOM, HO TOH € MHOTO IO-Psi/IKa [TATOJIOTH S B TA3H Bb3-
pact. CloHTaHHATa PEMHCHS Ce cpella I0-4ecTo U TpsiOBa Ja
O'bJIe HaNpaBeH OMUT Jla Ce CHECTU TepanuaTa ¢ UMyHOCYyIpe-
CaHTH, aKO TOBA € Bb3MOXHO. Bb3MOXXHN ca KbCHU MaJIUTHEHU
YCIIO’KHEHM IIpH JiedeHue ¢ azathioprine. ITpu nena ¢ nepcuc-
THpalla CHMIITOMaTHKa BBIIPEKN ONTHMAJIHO MEIMKAMEHTO3-
HO JICYCHHE, MOXKE J1a 00CHIN THMEKTOMHUS.

Koneenumannume muacmennu cuHOpomu ca XeTeporeHHa
IpyIia OT peIKH ChCTOSHHS, KOUTO CE XapaKTEePU3UpaT C MUac-
TeHHA CUMIITOMAaTHKa IIPH pakIaHe, B paHHA JIeTCKa Bb3pacT
1 M0-KbCHO. Tunm4aHo ce HabmroaBaT nTo3a, ohTaaIMoIIerns,
OynbapHa TUCYHKIMS, CTPUIOP U MO-PAJKO AMXATEIHA He-
nocTaTbuyHOCT. CHHAPOMBT BB3HUKBA MOPAJHU Pa3IMYHU MY-
TaI1 B TEHUTE CBBP3aHMU C IPOTEHHNTE HA Al THIIXOTMHOBUS
perenTop, He € UMYHOMEINNpPaH U OPaJn TOBA HE CE MOBIIHS-
Ba OT UMYHOMOAYJIMPAIIO U CYIPECHBHO JiedyeHne. CHHAPOMBT
€ TPYJIeH 3a IMarHOCTHKA ¥ € 00EKT Ha JeHfHOCTTa Ha BHCOKO
CHenHagn3upaHy HEHTPOBE 10 HEBPOMYCKYIIHH 3a00IsIBaHUS.
[TonsiKOra KOHTEHUTAIHNSI MHACTEHEH CHHIPOM C€ MPOSBSIBA
0 BpeMe Ha OpEMEHHOCT U clie]] paxkaaHe. PUCKBT 3a mpeaaBa-
HE Ha CHHJPOMa Ha IJI0JIa € HUCHK, a MAIUEHTKUTE Ce TPETH-
paT KaTo TakMBa C aBTOMMYHHAa MUACTECHHSL.

MuacTeHHa M XOJIMHEPruYHa Kpu3a

Muacmennama kpusza (MK) e xnuHU4YHA AUarHosa Je-
(uHMpaHa KaTO pa3BUTHE HA JUXaTelHA HEIOCTATBYHOCT U
HEOOXOAMMOCT OT HEMHBA3WBHA WJIM WHBAa3WBHA BEHTHUJIAIIMS
nipu 6o ¢ MI. MK HacTwsnBa mipu okosio 15-30% ot 6oHU-
T€ ¢ MHACTEHUs, HAli-4eCTO B MBPBUTE 2-3 TOJUHHU CIEN I0-
CTaBsiHE Ha JuarHozata. MHOro psjiko Moxe ga ObJe MmbpBa
nposiBa Ha 3a0oisiBaHeTO. BuHaru ce ycraHoBsiBa (pU3HUECKU
W/NIU eMOIMOHAJICH CTPEC KaTo MpHUYMHA 32 BH3HUKBAaHE Ha
kpusara. [Ipu Hax 30% oT kpusuTe ce Kacae 3a MHMEKIus,
Haii-uecto GenoppobHa. Ha BTOpo MscTO ce yCcTaHOBSBAT ac-
MIPaIOHHY ITHEBMOHUTH TP BIIOIIeHA OyinbapHa (QyHKIIHS
1 Ha QoHA HAa MMYyHOCyHIpecus. J|pyrn mpuunHU BOJCUIH 0
KpH3a ca orepanuy, OpeMEeHHOCT, ynoTpeda Ha MEIMKaMEHTH,
BHCOKa TeMIIEpaTypa, JIOII KOHTPOJ Ha OCHOBHOTO 3a00JIs1Ba-
He, eMOIMOHaJIeH AucTpec. [Ipu mannueHTH ¢ TeXKH GOpMH Ha
MI, kpr3aTa MOXe Aa ce MPEAU3BHKA OT TPEIIKH B JICUCHUETO
C KOPTUKOCTEPOUIU U ALIETHIXOJIMHECTEPAa3HU HHXHUOUTOPH.

3annaweawama muacmenna Kpusza ce neduHUpa KaToO
0'bp30 KIIMHUYHO BiomaBaHe Ha MI, koeTo 61 MorIIO 12 J10Be-
nie 06p30 (THU, CEMUIIN) 10 KpU3a.

,HdepBeHu (urarose” 3a 3araniBana MUaCTCHHA KpU3a ca:

* DeOpuITHO ChCTOSTHHUE C MHDEKIUS JICKyBaHa C aHTHOUOTH-
LU B TIPEAXOIHUTE 2 CCAMHIIN

* OOparHa acnupalus — M3JIM3aHE HAa XpaHa U TEYHOCTH
mpe3 Hoca

M 3anyZ[HCHI/Ie B IPEriIblIaHETO — IOYUCTBAHE Ha I'bPJIOTO
WJIA KalllJISHE IIPU XPAaHCHC

* 3aTpyAHEHO OTKAIIJIsTHE

* AdoHuuHa AU3apTpPUs — OTCIA0BAHE HA IJ1aca IIPU T'OBOPEHE
1 HOCOB T'OBOP

* YBuHCBaHe Ha rjaBara Hampea — u3pa3cHa ¢1ab0CT B EKCTEH-
30pUTEC HA IIUATA

e VBHCBaHe Ha JOJIHATA YEIIOCT M HOBOIOSBUJIA CE JIHUIEBA
ciaboct

* TIpoMeHH B MXaTEIHHUTE TApaMEeTPH — HAIp. BUTAJICH Kara-
nuret mox 20 ml/kg Terio

Xonunepzutma Kpusza MOXE J1a CC pa3BUC IPU MPEAO3U-
paHe€ Ha JICUCHUETO C KOPTUKOCTEPOUAU U allCTUIIXOJIMHECTE-
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pasuu uaxubutopu. Ilpu Hest MycKyiTHaTa ciaboCT U JuXaTe-
HaTa JCKOMIICHCAIMS Ca MPHIPYKEHH OT MYCKapHHEPrHYHU
(Muo3a, OpanuKapaus, Tuapusi, rajieHe, HOBUIICHA CalnBaIus,
3ayepBeHa M TOIUIA KOXKA) U HUKOTUHEPruyHu (Kpamiu, dac-
HUKyJanum) 0eae3u Ha mpeao3upane. XONHMHEPTUIHUTE KPU3U
ca MHOTO MO-PEIKH OT MHACTEHHHTE U KIMHUYHO HE BHHATH
ce pa3nuyaBatr JecHo. [IoBHIIeHaTa caluBalMs, KOSTO € OC-
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HOBCH OeJier Ha XOJIMHepruYHaTa Kpu3a, TPYAHO MOXE Jia ce
OTTPaHUYH OT 3aTPYAHCHOTO MPEIJIbLIAHE HA CEKPETH IPHU
MK. HeBposornunara audepeHiualiia Auarno3a Ha Kpu3uTe
U IpyTH 3a00JIsIBAHKS BOJICIIH JI0 OCTPa MYCKYJIHA cl1aboCT ca
000011eHH B Tabnuua 2.

Ta6nuua 2. ludepeHnyaaIHo JuarHocTHYHY OeJie3d Ha MHACTEHHA KPH3a U 0CTPa MYCKYJIHa cl1abocT

Kannunyna onenka MmuacTeHHna Kpusa

XoJ/IMHepru4Ha Kpusa Cunapom Ha Guillain-

Barre

BrbuiurHa opranmMorierus 70% - Camo npu Bapuast Miller-
Fisher

3enunu Hopmannu, peakTuBHU TecHu, peakTUBHU Hopmamnnu, moxe na ca
HEPEaKTUBHU

IITo3a 70-80% - +/-

MyckynHa cnadocT 100% ++ +++

dacuukynanuu 1o He +++ +/-

KpallHUIUTE

Konenen peduexc ++ ++ -

Peduiexc na Babinski - - -

CeTuBHOCT Hopma Hopma ITonsikora HapyuieHa

ABTOHOMHU CUMIITOMH ¥ +++ +

* TlanmeHTHTE ¢ MHACTEHHA Kpu3a Morat aa uMaT aBTOHOMHHU CHUMIITOMH IO APYTHW NPUYUHHU — TaXUKaApAUA NPU CEIICUC, TEMIICpaA-

Typa, XUTIOKCHUS.

Kiannuyna onenka Ionumuo3uT bBorynusem BoJecTn Ha BonecTun na
JBUTaTeJTHHUS MHeJIOHA
HEBPOH

BbHmina - ++ - -

o TanMorIerust

3eHu1u Hopwmainnn, Junarnpanu, Hopmansun, TecHu, peakTHBHI

pPEaKTUBHU HEpPEaKTHUBHU pEaKTUBHU

Iro3a - +/- - +/-

MyckynHa cnabocT +++ +++ +++ +++

dacrukynanuu no + - +++ +/-

KpallHuLuTe

Konenen peduexc + - +++ W - +++ wn -

Pedutexc na Babinski - - + +/-

CeTuBHOCT Hopma IIpomenena Hopma CeTHBHO HUBO

ABTOHOMHU - +++ - +

CUMITOMU

JEYEHUE HA KPU3UTE
[Tpu Hanuuue Ha ,uepBeHU (aroBe’ 3a 3aIUIalIBaIA KpU3a U
JUHAMUYHO BJIOIIABAHE HA CUMIITOMHTE MAallUCHTUTE TPsiOBa
Be/iHara J1a O’b1aT XOCIUTAIN3UPAHU B OTJCICHUS TN KIIMHH-
KM 32 MHTEH3UBHHU I'prkH. TpsiOBa 1a ce MOHUTOPHUPAT CTPUKT-
HO 110 OTHOLICHHE Ha I'bJITATENIHATA U IUXaTelIHATA (DyHKI[US:

e Ilpu 3aTpynHeHHS B TI'BJITAHETO — IIOCTAaBSIHE Ha HAa30-
racTpaljiHa COH/a 3a XPaHEHE U NPUEM Ha MEIMKaMEHTH.

* Ilpu nunca Ha TexKa AuCGarus ¥ HavyajIHA TUXaTesHA Je-
KOMIICHCAIMsI MOJKE J1a ce MPEANpHUeMe ONUT 32 HEMHBA3UB-
Ha BEHTUJIALM S, KOSTO MOKE Jla CIIECTH MHBA3MBHATA BEHTH-
JIalKst IPH rosisiM Opoit GosHu.

° KpI/ITepI/II/ITe 3a IpeaAnprueMaHe Ha I/IHTy6aHI/IH " U3KYCTBCHA
OemogpoOHa BEHTWJIALMS Ca W3BECTHH Ha CIICIUAHCTH-
T€ MO peaHuManus. MmuacTenHaTa Kpusa 063‘16 € KINHHUY-
Ha nuartosa. B ciaydaute ¢ myasthenia gravis JaHHuUTE OT
yJICOKCUMETPHSTA U U3CISIBAHETO HA KPBBHUTE Ta30BE HE
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ca JIOCTaTh4HHU 32 MOHUTOpPHpAHE Ha OOJHHUS U OIpEeIs-
HE Ha MHJUKAI[MUTE 32 HHTYOAlus, Thil KaTO ClaJlaHeTo Ha
KHcIopoaHaTa catypauus u PaO2, kakTo U MOKauBaHETO Ha
PaCO2, nacTpnBaT KbCHO B X0J/la Ha pa3BUTHE HA Kpu3ara.
Hanuuuero na HopmasHa catypanus 1 PaCO2 He uskitouBa
MHacTeHHa Kpu3a. M3cieBaHeTo Ha BHHIIHUTE MTApaMeTpu
Ha JIMIIaHETO (BUTAJICH KaNalUTeT U OTPHUIIATENIHA CUJIa Ha
BIUINIBAHE) € MPETIOPBUUTETHO Ha BCEKH 2 Jaca, HO € TPYAHO
KJIMHUYHO OCBILECTBUMO B YCJIOBHSTA Ha CIELIHOCT U Mpe-
HOPBKUTE ca MPHETHU B IIPAKTHKATA OT MPOYYBAHUS IIPU Ta-
uueHTH cbe cuuapoM Ha Guillain-Barre. [lopaau numnca Ha
KJIMHUYHU MPOYYBAaHUS MPH MALMCHTH C MHACTEHHA KpU3a
TE3U KPUTEPHUHU Ca IUPOKO MPUETH B IPAaKTHKaTa (Tabiauia
3). [IpakTHYecko MPUIIOKEHHE HAMUPAT HIKOU MO-JIECHH 32
ynorpeba TecToBe, KaTO TECT Ha €IHOKPATHOTO BIMIIBAHE
(,,single-breath tect”). [Ipu enHOKpaTHO BAMIIBAHE MAI[UCH-
TBT ce Kapa aa Opou, KaTo HOPMaJIHUTE CTOMHOCTH ca JI0 Ha/l
40. JIpyra Bb3MOXKHOCT € J1a HaKkapaMe MMalueHTHT J1a IoeMe
I'BIOOKO BB3AYX M J1a 3aXbpku abxa cu. CroitHocTu oz 10
CeKYHJIU MOKa3BaT 3HAYMTEIHO HAMaJIeH BUTAJICH KaIlallu-
teT. JlonbaHUTEeTHa HHOpPMALIKS HY J1aBa BIIOLIABAHETO HA
JUXaTelHaTa 4eCTOTa, JUXATeIHOTO YCHIIME C y4yacTHEe Ha
JOI'BJIHUTEIHA JUXATeIHa MYCKYyJaTypa M NPHHYAUTEIHO
MOJIOKEHHUE B Jeraoro. M3cienBaHeTo Ha AMIIAHETO, Kap-
JIUO-PECIUPATOPHOTO MOHHTOPUpPAHE, HEBPOJIOTMYHHTE
CHUMIITOMH (OYHH JABHMIKCHUSI, HAJTMYNE HA TUCHOHUS U JHC-
(darus, crabocT B muATa U KpalHUIUTE, (HACHUKYIAIUH)
U aBTOHOMHATa QYyHKIMS (Taxu- U OpaguKapaus, pUTbMHU
HapyUICHUs, XUIIOTOHUS, XUIICPTOHUS, U3NIOTsABaHe) odop-
Msi KpaiiHaTa KapTHHA Ha MHACTEHHATa KpHU3a.

* Ilpu uHTYOAIMS TPU BH3MOXKHOCT Ce M305TrBa JOMBIHUTEIN-
Ha MYCKyJHa penakcaius. B ycioBusita Ha kpusa TpsOBa
Jga ce u30srBaT JENnoispU3NPALINTEe MYCKYJIHH pelaKCaH-
TH, THhI KaTO OTTOBOPBT KbM TsIX € HempenBuauM. Jlosurte
Ha He-JICMOJSIPU3UPAIINTE PETAKCAHTH CE PEAyLHUpar 10
Hai-MaJKo Y2 ot obuuaitnute. [Ipu manueHTH ¢ MUacTeHHA
Kpu3a MOXe Jia ce W3IoJ3Ba OynHa cenaius ¢ 00e300s-
BaHe ¢ propofol, fentanyl, remifentanil, 6en3onunazenunu,
lidocaine wiu ketamine.

e Pe)XMMM Ha BEHTHJIALUMS — IMOAXOAAIIM ca OOJUIIBaHE
IoJ1 HaJisAraHe, paHHO BKJIKOYBAaHC Ha aCHCTHpaHI/I pe)KI/I-
MU 110 HaJATaHE, 3aABJI)KUTCITHH CI/IHXpOHI/I?)I/IpaHI/I pe—
JKUMHU 110 00eM.

* YecTo M3MOI3BAaHN B MHTCH3UBHATA TePANNs MEIUKAMEHTH,
KOHMTO MOTAT J1a BIOIIAT MUACTEHHUATA Ca aMHUHOTJINKO3HTH,
XUHOJIOHH, MAaKpPOJIH/IM, aHTUKOHBYJICAHTH, OeTa-0I0KepH,
BKJIIOYMTEIHO 32 JIOKAJHO MPUIIOKEHHE, aHTUAPUTMHUYHH,
MYCKYJIHU PEJIAKCAaHTH, KOHTPACTHU U JIP.

* Excrybanusra ce W3BbPIIBA IPU CTAOMIHH IApaMeTpH Ha
BBHIITHOTO JHUIIAHE U 330BOJHUTENIHA KAIUTHIHA BYHKIIHSL.

* PanHa TpaxeoTOMHs ce IpeAlpHeMa MpU O4epTaBalia ce
IPOIBJDKUTEIHA KPU3a.

* HeoOxomumo e mpocieasiBaHe Ha auxaTeinHara (QYHKIHS
— MOHHMTOpHpaHEe, peHTreHorpadusi, HaJIUYUE Ha JICJUpP Ha
(dhona Ha 6emoapoOHa BEeHTUIAIIHSL.

e JleyeHue Ha CBHITBTCTBAIIUTE YCIOKHCHHS — HHQPEKINU,
€JIeKTPOJINTEH AUCOANAaHC, XUIOMPOTEHHEMHUSI, ChII'BTCTBA-
iy 3a00siBaHus, CTpeC, 00e3ABHKBAHE, IPECTOH B HHTECH-
3MBHA KJIMHHUKA.
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Ta6nuna 3. [Tapamerpn moka3Bamiy rmpara 3a BEHTUIATOPHO
nognomarane npu MK

Kpurepuii/Tect Hopma  HeoGxomumocr ot Excryfauns
MHTY0A1us/BeH-
THAALNS

Burtanen kamamurer ml/ >60ml <20 ml >25 ml

kg TenecHo Terno

Herarusuo Hansrane mpu >60 cm  <20-30 cm >40 cm

paumBane cm H20

[osuTusHo Hansrane  >100cm <40 cm >50 cm

npu m3aumBage cm H20

Tecr Ha eMHUYHOTO Jl040-50  Jlo 15-20 -

BIHILIBaHE — OpoeHe

Jleuenuemo no epeme na MK v ipu 3amianiBaiia MUacTeH-
Ha KpH3a € MYJITUMOZIAJIHO U BKJIIOYBA OCTPA CUMIITOMAaTHYHA
U €THOJIOTMYHA TePaIus, 3all04YBaHe Ha JIbJIFOCPOYHA UMYHO-
CyTpecupania Tepanusi 1 HHTEH3UBHO JIEUeHHE (BHK MO-TOPE).

* Ocmpama cumnmomamuyra mepanus BKIo4Ba pyridostig-
mine Tabi. mpe3 ycrara WiH npe3 conaa 3-6 neru mo 60-90
mg npu MakcuMaiiHa j1o3a 540 mg nHeBHO. Moske na Obae
3aMecTeH ¢ BeHO3eH pyridostigmine B ChOTHOIIEHUE KBM I1e-
popanuust kato 1:30 (He e HajuueH y Hac). Pyridostigmine
MOKe J1a Objie 3aMecTeH ¢ neostigmine ammynu 0,5 mg 1 ml
Karo nepopaiHaTta no3a ot 360 mg pyridostigmine THEBHO
ce paBHsiBa Ha 4,5 mg THEBHO neostigmine BEHO3HO HIIN
MyckysiHO. IToBuilieHaTa OpOHXHMalHa CEKPELHUsl OT IpH-
JIO)KEHHETO Ha MapeHTepasHuTe HOopMU MOXKe Ja Obje I10-
BrnusHa ot 0,5 10 1 mg atropine noakoxuo. [Ipu naruentu,
KOMTO Be4e ca MHTYOMpPaHH € YMECTHO XOJMHECTepasHaTa
Tepamnus Ja ce CIpe 3a JIeH-1Ba.

*  Ocmpama emuoiocuyHa mepanus HA MUACTEHHA KpH3a
OCHOBHO € ¢ 1uia3Madepe3a 1 MHTPaBEeHO3HH UMYHOIJI00Y-
nuHU. KbM MOMEHTa JIMIICBAa KATErOPUYEH OTTOBOP KOU OT
JIBaTa METO/a € NM0-e(EeKTHBEH, C JIeKa TeHJCHIIU 3a M0-J[0-
0bp 1 10-0Bp3 edekT oT adepeszara Npy HAJTHYNE HA TIOBEUE
PHCKOBE (CEricHC, TPYJACH JOCTBII) M TPYAHOCTH MPH HEH-
HOTO npuiiokeHue. EQexTsT U Ha 1BeTe JieueHHs HACThIIBa
B paMKHTE Ha JIHU JI0 CEIMHIIA, KOETO JaBa BBH3MOXKHOCT
Ha JPYTUTE UMYHOMOJYJIMPAIIM TEPAlHuU Aa 3ar0o4HaT Ja
neiictBar (tabauua 4). Kypesr Ha jedeHue BKIOYBa 5-6
mazmadepesu win 0,4 g/kg/neH MHTpaBEeHO3HH UMYHOTJIO-
OynuHHU 3a 5 mocnenaoBaTeNHu IHU. JleueHneTo ¢ UMyHOr-
O0OYIUHY He € MOAXOSIIO MPU ObOpeYHa HETOCTATHYHOCT.
IMpn 3amamBama Kpusa jo3ara Ha UMYHOIJIOOYJIHMHHTE
MoOKe J1a ce penyuupa a0 1,5 — 2 mg/kg/nen 3a 2-3 nuu.

* Uumpasenoszna nyic mepanus ¢ methylprednisolone ce uun-
THpa B HsKoW npoyuBanus. Jlozara e 500-2000 mg/nen B
MIPOABIDKEHHE HA 3-5 1OCIeI0BAaTEeNIHU JIHH, MTOCIEABAHA OT
HaMaJIsIBaHE M0 Pa3InYHU cXeMHU. TO3U peKHUM Ha JICUuCHHe
MO>Xe J1a JOBeJe 0 IPEXOTHO BIONIaBAHE HA MUACTCHHUTE
CUMITOMH, NOTEHIIMAIHO WHAYIUPAIl MHACTEHHA KpU3a
ropaju JUpeKTeH MeMOpaHeH e(eKkT Ha KOPTHKOCTEPOH-
nute. OCBEH TOBa OCTpaTa CTEPOMIHA MHUOMATHS MOXe Ja
JOIIPUHECE 3a LSUIOCTHOTO BJIOLIABAHE HA KIIMHUKATA B Ta3U
cutyais. HimMaMme JTHUYCH OMKT C TO3HM PEKUM Ha JICUCHHE
MIPY MUACTECHUS U CYMTaME, Y€ TOH OM MOT'BJI J1a CE M3I0JI3Ba
€aMo TIpH SIBHM MHACTEHHHU KPU3H U B KOMOMHALIMS C T1JIa3-
madepesa, UMYHOAACOPOIHS WU WHTPABEHO3HA MMYHOT-
J00YJIMHOBA TE€paNus B MHTEH3UBHO OT/ICJICHHE.
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1. Koptukocteponau — py 3arovYBaHe Ha JICUEHHUETO, 0COOEHO
C HO-BHCOKH JI03U MOXE Ja ce HaOnoaBa IbpBOHAYAIHO
BJIOILIABAHE HA CUMITOMUTE. Teparusra ycIoBHO ce pa3aess
Ha TakaBa IIPHU BJOIIaBaHe 0e3 AMXaTelHa HeAOCTaThUHOCT
U [IPU KpH3a C U3KYyCTBCHA BEHTWIJIALMS. B mbpBus ciydait
ce IpeampueMa IIOKayBaHEe Ha J03aTa CHhC CEIMUYHO
yBenmmuaBane oT 10 mg prednisolone (exBuBajeHT Ha 2
Tabll. OT JIpyTrWTe KOPTHKOCTepouau) ao obma moza 60
mg eXeIHEeBHO WM anTepHUpamo. HawmansBanero Ha
J03ara cTaBa 1mo-0aBHO Ha 2-3 CeAMHIN ChC 3aabpKaHe HA
HSIKOM JIO3H, aKo ¢ HeoOxomaumo. IIpu Kpu3a ¥ MHTYOUpaH
MAIeHT JICYeHHEeTO MOXKe Ja 3all04He C BHCOKH 103U
koptukocteponx — 100 mg prednisolone wim 80-100 mg
methylprednisolone, kaTo no3ara ce HamassiBa Ha 10-14 nHK
110 20-40 mg, a m0-KbCHO U HA M0-TOJIEMH UHTEPBAJIN.

2. Azathioprine — 3armouBa ce ¢ 50 mg ceAMUYHO TIpe3 bpBara
ceamuna, 100 mg npe3 Bropara u 10 150 mg npe3 tperara
cenmuia. HeoOxomumo e wu3cieaBaHe Ha JUMQOLUTHUTE,
JIEBKOLUTUTE U TPAaHCAMUHA3MTE 6-8 CEAMUIIN Clie]] Ha4aI0TO
Ha TepanusTa M KOPEKUMs HWIM CHMpPAaHe Ha JICYCHHETO
npu orkioHenus. [lpu nHammuume Ha TPMT (THOMYpUH
C-metuntpancdepasa) neDUIUT alTepHATUBHO MOXE Ja ce
u3noia3sa mycophenolate mofetil.

3. Rituximab (Hsima 07j00peHHe 3a Ta3u WHAUKALMS) — B CITy4ait
Ha HEMOBIMSBAIlA CE MHACTCHHA KpH3a IPHU ONTHMAITHO
JICYeHHE, MOXKE JIa C& MUCIIM 3a eCKajHpalla Tepamnus C rit-
uximab 1 g nBykpaTHO npe3 14 nHH, KaTO 103aTa MOXKE Ja ce
nosTopu ciex | roguHa uian npu nokauBane Ha CD19, xakTo
U [IPU BB3BPBILAHE HA CHMIITOMHUTE.

Ta6nuua 4. Bpeme 10 HacThIIBaHE Ha eeKTa HA TEPATMHUTE 32
MHACTCHUS

Bup Tepanus Bpeme 110 epext

[Tnasmadepesa/mmynoadeopous Hsxomko uu

MHTpaBeH03HH HMYHOTIOOYTHHI Hsxonxo nuu

Kopruxocteponau Mecel — BB3MOKHO €
IBPBOHAYAITHO BIIOIIABAHE
Azathioprine 6-12 mecena

Myasthenia gravis B ycioBusita Ha Covid 19

Covid 19 e HOBO 3a00JsBaHE BCIEACTBHE Ha KOPOHABH-
pyc (SARS-CoV-2), npeau3BuKBaIl T€XbK OCTBp AUXATeJIECH
cunapom. CHMITOMHUTE ca B Pa3jinuvHa CTENEeH Ha U3Pa3eHOCT
M BKJIIOYBAT TEMIIEpaTypa, Kaliuia, Jaapus, 3aryda Ha BKyC
1 00OHsSHHUE, AuXaTeiHa AekomIieHcanus. Ilo Hacrosmem
MMOYTH BCHUYKH CTPAHU TO CBeTa ca oOXBaHATH OT 3a00Jsi-
BaHETO U TO ¢ 00sBeHo 3a mangeMus oT C30. KbM MmomeHTa
HE CHINECTBYBAT JaHHU KaK BUPYCHT 3acsira OOJHUTE C MHU-
ACTEHUs M Te3U HA UMYHOCYIIPECHBHO JieueHue. TeopeTHIHO
MalUeHTUTe C MUACTEHHUS YECTO ca Ha UMYHOMOAYJIUpala u
cymnpecHparia Tepamusi 1 Morat Jia pa3BHT cI1aboCT Ha auXa-
TEeJIHATA MYCKYJIaTypa, KOeTO OU JJOBEJIO JI0 MTO-TEXKKO MPOTH-
yaHe Ha MH(EKIUATa.

ChIeCTBYBaT MHOKECTBO TEPANCBTUYHH MPEHOPHKHU 32
neuenue va Covid 19, koeto Boau 10 00bpkBaHe. Jlumncsar cuc-
TEMHU JIUTEPATyPHHU JJaHHU 32 JieueHue Ha muactenus u Covid
19, mopaau KoeTo Hali-pa3yMHO OM OWJIO J1a ce cria3BaT HaIMo-
HAJIHUTE MPETOPBKH 3a JICYCHHE U Ha JBETE 3a00JsBaHUS.
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Jleuenue. TTallMeHTHTE C MHACTCHHUS ClIE/(BA Jla HE TPEKbC-
BaT CHCTEMHOTO CH JIeYeHHE 0e3 MpernopbKa OT JEKyBall Jie-
kap. ToBa ce oTHAcs B Haii-roysiMa cterneH 3a pyridostigmine.
AKO ca Ha UMYHOCYIPECHBHO JIeUCHHUE, MAIMEHTUTE TPsOBa
0co0€HO CTPOro Ja Cras3Bar ColualiHa JUCTAHIUS, BKII. Tpaj-
CKHU TPAHCHOPT M JIEKAPCKHU IPETJIEAHN JIMLE B JIULE, aKO TOBA €
BB3MOKHO. [Ipu cnupaHe Ha UMYHOCYTIPECHPALIOTO JICUCHNE
ClIe/iBa Jia ce MPELCHST MHOTO TOYHO TTOJI3UTE U PUCKOBETE.

ITpu poBex1aHe Ha JICYCHHUE C BIMBAHUS HA UMYHOTIIO0Y-
JUHY ¥ T1a3Madepesa TpsOBa ce MpeleH: pucka oT 3apassiBa-
He npu OOJHUYHO JiedyeHne. KbM MOMEHTa JIUIICBAT JaHHHU, Y€
a3madepesaTa 1 HHTPABEHO3HUTE UMYHOIJIOOYJIMHU HOCST
nonbiaauTeneH puck 3a nHpexuus ¢ Covid 19. [To npuHnun
TEe3U JICYCHU s CIIe/IBa Ja CE 3ama3sT 3a MALUeHTH C OCTPHU BJIO-
maBaHus U kpusn. ITo U3KIIIOUeHHE Te MOrarT Jia ce MPOBEkKAaT
U KaTo MOJAbpPXKAIIA Tepanus, MPH HAJIWYKE HA MPOTHBOIO-
Ka3aHus 3a ApYr B JedeHHe. KbM MOMEHTa JIMIICBAT JaH-
HH, 4ye nHXHOMpaHero Ha C5 (QpakuuaTa HA KOMIJIEMEHTa C
eculizumab, moxe n1a goBesie 10 Mo-4ecTu HHPEKIIUH U 10 JIOIIT
u3xox npu Covid 19.

OcobeHo BHUMaHUe TPsiOBa J1a ce 00pbIa Mpu HeOOXO -
MOCT OT 3aro4yBaHe Ha B-kierbpuHa Tepanus (He € HaJIM4YHA B
HalllaTa CTPaHa) U MO Bb3MOXKHOCT, IIPH JIMIICA HAa PUCK OT KPH-
34, HAYaJIOTO U CJIe/IBa Jia O'hJIC OTIIOKEHO.

CpencrBata 3a neuenne Ha Covid 19 (chloroquine,
azithromycin, aHTHBHPYCHH) ca C HeIOKa3aH e(eKT u
Haif-4ecTo ca B CNHUCHKA Ha MEJUKAMEHTHTE, KOUTO BIIOIIA-
BaT MHACTEHUSATA.

Baxcunayus He OuBa na ce M3BBPLIBA C )KMBU BAKCHHH.
Crnopen nocnenuute npernopbku Ha MGFA (Amepukanckarta
(oHIaNMsA 10 MUACTEHHUS I'DABUC) HAJUYHUTE KBM MOMEHTA
BaKCHHHM ca 0€30MacHH 3a MPUIIOKCHHUE.

AKO ManueHTHTe ¢ MHACTEHHUSI, BCE TaK Ce 3apassiT C BH-
pyca, JaHHHTE KBM MOMEHTa COdYaT, Y€ CHMIITOMAaTHKara
Hai-4ecTo e Jieka u TpsOBa Ja ce cieaBaT MEXJAyHapOJHUTE
U HaIlMOHAJIHY IPEHOPBHKHU 3a JIeYeHHe Ha MuacTeHus. Moxe
J1a ©IMa HeoOXOJMMOCT 3a IMOKaYyBaHe Ha J103aTa Ha KOPTHUKOC-
TEpOUAHUTE. AKO NMAIMEHTUTE Ca C TeKKA CUMIITOMaTHKA, T€
TpsiOBa 1a ObAAT XOCIHUTAIUZUPAHU U IIPU HAJIMYHE HA Cell-
CHC, UMYHOCYNpPECHBHATA TEpalusi MOXKE BPEMEHHO Ja ce
cnpe. CTanmapTHOTO JIedeHne ¢ azathioprine n mycophenolate
mofetil Mmoxe na Obie MPOIBIKEHO, THII KATO €PEKTHT OT J10-
3aTra € MpOTpaxupaH U OYMCTBAHETO OT e()eKTa Ha MEAMKa-
MeHTa OM OTHEJIO MHOTO BpeMe IIPU PUCK OT 3ary0a Ha TPyaHO
MOCTUI'HATATA C MECelld MMYHOCcypecus. BHuMarenHo tpso6-
Ba Jla Ce NPELEHABa HAMAJSIBAHETO MJIM YBEIHMYaBAaHETO Ha
J103aTa Ha UMYHOCYTIPECAHTHUTE.
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@ur. 2 ANropuThM 3a JICUEHUE HA MUACTEHUS

JoKasaHa AnarHo3a mmacTteHun

rpasuc

3ano4yBaHe Ha AaHTUXONMHECTEPA3HO NeYeHne n o6c1:)1<,u,aHe 3a TUMEKTOMUA

Vs

(npY paHHO HaYano UaAM HanMuMe Ha TUMOM)

- ‘ Aa

KAMHWYHA pemucua ]— MNpoabnrKaBaHe Ha AaHTUXONUHEPINYHOTO

neyeHue

3ano4BaHe Ha neYvyeHue ¢

Vs

KOPTMKOCTeponau
.
l [a
,
MpoabaXKaBaHe Ha KOPTUKOCTEPOUIHOTO
J[106bp KAMHUYEH OTTOBOP ]— POA ; P pona
L neyeHmne (Haii-HUCKM Bb3MOXHM 403M)

v [ J

3anoyBaHe Ha ne4veHune ¢

Azathioprine
l [a

[ [octatbueH edeKr ]—[ MpoabKaBaHe Ha JIeHeHNETO ]

He

1. 3anoyBaHe Ha NeyYeHune ¢ Apyr UMyHOCynpecop

2. TapreTHa cmmnTomMaTUYHa Tepanua — FcCRn moaynatopu
(Efgartigimod, Rozanolixizumab), MHxnbuUTOPU Ha
KomnammeHnTa (Zilucoplan, Ravulizumab)
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Ipuioxenue 1.
MenukamMeHTH, 000cTpsitiy myasthenia gravis -
Bb3MOKHM MeXaHU3MU HA JelicTBHe U TEXHUTE aJITePHATUBHU

MenukamMmeHTH Oﬁochﬂ]J.ll/I MHACTCHUATA AJITepHaTl/IBHH JIeKapcTBa

I. AHTHOMOTHIH

HapymaBat HepBHO-MYCKYJIHOTO IpeaaBaHe. EQexTsT e Bb3MOXk-
HO J1030-3aBHCHUM.

AMUHOIJIMKO3U/H: AMUHOIJIMKO3U/H:
Amikacin, Gentamicin, Kanamycin, Neomycin, Netilmicin, Paromomycin
Streptomycin, Tobramycin Ledanocnopunn:
TeHnUIHHK: Ceftriaxone, Cefalotin, Cefotaxime, Cefuroxime,
¢ BHUMaHHMe TIpHU Texka Muactenus; Ampicillin — camo nox Ha- Cefoxitin, Amoxicillin/Clavulanic acid, Kefandol,
OJIIOJICHUE U OLIEHKA HA MUACTEHHUTE CUMIITOMHU Cephalexin
XWHOJIOHN/MHXUOUTOPU Ha TUpa3ara Chloramphenicol
Ciprofloxacin, Levofloxacin, Enoxacin, Ofloxacin, Norfloxacin, Nitrofurane
Moxifloxacin Glykopeptide
Kap6anenemu: Teicoplanin
Imipenem + Cilastatin, Meropenem Vancomycin
KeToanan: Fosfomycin
Telithromycin Oxazolidinone
Jlunkozamuau: Linezolid
Clindamycin, Lincomycin, Neomycin + Bacitracin, Erythromycin, Cyadonamuau:
Clarithromycin, Azithromycin, Roxithromycin OT MPAKTUKATa — BH3MOXKHH IPOOIEMH MPH
TeTpauukaIuHm: koMOuHMpanute npenapatu: Sulfamethoxazole +
Minocycline, Doxycycline Trimethoprim
(BHMMATEIIHO IPH KOMOMHUPAHU ITpenapaTh) Trimethoprim — 6e3 npobiemMu pu MOHOTEpanus,
Metronidazole 0CO0CHO MpH HHPEKIIUN Ha TUKOYHATA CHCTEMA
AHTHMHUKOTHIIU: Rifampicin, Ethambutol
Itraconazole, Fluconazol, Amphotericin B Pyrimethamine + Sulfadoxin
AHTHMaNApUiiHNT: Streptogramine
Proguanil Oxca30uaIuHI:
Chinine Linezolid
Chloroquine Aztreonam
Atovaquone, Ketoconazole, Caspofungin, Nystatin,
Terbinafine
Mefloquine
AHTHBHPYCHM MeiMKaMeHTH: HsaMa HaOIroeHus 3a BIOIIaBaHe Acyclovir, Ganciclovir, Famciclovir, Valacyclovir
Ha MHACTCHHSTA
XUB aHTHBHPYCHHU CPeCTBA: CHIIOTO Zidovudine, Lamivudine + Zidovudine, Abacavir,
Efavirenz

MHxu0uTOpH HAa HEBpAMHHHU/Ia3aTAa:
Oseltamivir, Zanamivir

(pu IpyTH aHTHBUPYCHH IIperaparu, ChriIacHO
OIHKTA JI0 Cera, ChIO HSIMa OMACHOCT OT BJIOLIABAHE
AHTUXEIMUHTHHU: Ha MUACTCHUATA)

Pyrantel Pamoate Mebendazol, Niclosamide, Praziquantel

II. MyckyJIHH peJlakCaHTH

Broknpane Ha HEPBHO-MYCKYJIHOTO IIP€/laBaHe

Suxamethonium, Gallamin, Chlormezanone, Dantrolene Baclofen, Tizanidine

oy aHeCTEe3MOIOTUYECH KOHTPOJ U CTPOTo yKa3a-
HUE 3a Ceallus IPEIH aHECTE3MUS

Tetrazepam

3a peaakcanus: Alcuronium chloride, Atracurium,
Pancuronium bromide, Vecuronium bromide
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II1. CbpaeyHo-CHA0BH MeTHKAMEHTH

AHTHADUTMHULN:

bnokupane n/unu nuaxubupane Ha AChR peuenropu

Biiokepu Ha HaTpueBUTE KaHATH

Chinidine, Ajmalin, Procainamid, Lidocain, Propafenone,
Mexiletine

Bera-0a0kepu:

Propranolol, Metoprolol, Pindolol, Sotalol, Metoprolol, Atenolol,
Bisoprolol, Oxprenolol, Carvedilol

Biiokepu Ha KaJIiMeBUTE KAHAJIN:

Nifedipine, Nisoldipine, Nitrendipine, Nimodipine, Amlodipine

Jduypernnm:
Benzothiadiazine, Furosemid, Acetazolamide, Torasemide

Digitalis

ACE unxuéuropu:

Captopril, Lisinopril, Ramipril, Enalapril
AHTHOTEH3MH-pPeNenTOPHH GJIOKepH:
Candesartan, Valsartan, Losartan

LenTpajHo reficTBAIH CHMIATHKOJUTHIIH:
Clonidine, Moxonidin, a-Methyl Dopa, Reserpin-
Mefrusid

Auda-peunentopuu 6J10Kepu:

Prazosin, Doxazosin, Urapidil
Phenoxybenzamine, Bunazosin

Dihydralazin, Minoxidil, Na nitroprusside
Spironolactone

ErakpnHOBa KncennHa

Piratenid

IV. AHTHKOHBYJICAHTH + CeJaTUBH

Bensoanasenunu:
Midazolam
Diphenylhydantoin
Ethosuximide
Gabapentin
Paraldehyde
Marsuesues cyidar

Carbamazepin, Oxcarbazepine

Bannpoesa kucenuna

Lamotrigine

Levetiracetam

Topiramat

Pregabalin

Primidone/ bapbutyparu B Hucku 103u. Moxe 1a
nuMa npo0IeMH IPU BUCOKHU JI03U

V. CHnxaBauy xoJjiecTeposia u

TPULIHLIEPHIHNTE

CraTuHu:
Hswma noxasatenctsa na BiomaBaT MuacTeHus rpaBuc

Atorvastatin, Lovastatin, Pravastatin

Dudparu:

Bezafibrate, Etofibrat, Fenofibrate
AHHMOHOOOMEHHHU CMOJIU:

Cholestyramine

HNuxuduropn Ha pe3opOduusiTa Ha X0J1ecTepoJia:
Ezetimibe, Ezetimibe + Simvastatin

VI. IlcuxoTponHu MeIMKAMEHTH

Hamanasam cunmesa u 0c6060x4coasanemo Ha ayemuixonum,
Hapyuasane Ha HepeHOMYCKYIHOMO npeodsane

JIntnes kapOooHaT

Haloperidol

Chlorpromazine

TpUUHMKJINYHM aHTHAenpecanTu: Imipramine, Amitriptyline,
Clomipramine

Benzonnazenunu: Lorazepam, Alprazolam

Buspirone

Droperidol

Amphetamine

Levomepromazine

Thioridazine

TpUIUKIUYHA aHTHIeNpecaHTH: Mianserin,
Maprotiline hydrochloride, Trimipramine
Nuxu0uTOpPU HA 0OPATHOTO 3aXBalllaHe HA CEPO-
TOHHWHA:

Escitalopram, Citalopram, Fluvoxamine, Fluoxetine,
Paroxetine, Sertraline

CpIlo TaKka B HUCKH JI03H:

Chlordiazepoxide, Chloralhydrate, Mirtazapine,
Reboxetine
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VII. AHTHpeBMaTH4YHU jJekapcTBa/ HecTepouHu NPOTHBOBB3NATUTEIHH JEKapCTBa

HamansiBaHe Ha Bb3MOKHOCTTA 32 CBbP3BAaHE Ha alleTHUIIXOJIMHA.
HamansiBane Ha MeMOpaHHaTa B30y JUMOCT

Thiopronine Acetylsalicylate acid
Chloroquine Indomethacine
D-Penicillamine Diclofenac
Colchicine Ibuprofen
Cpapprkaliy XMHIH JIEKapcTBA U HAITUTKN COX-2 unxuburopu

VIII. Cnazmoautuuu

Bv3mooicho e npunodiceniemo Ha amponui 8 HUCKU 003U RPU CUL-
HU XOIUHEPSUYHY CIMPAHUYHU eeKmU ULU XONUHEPSUUHU KPU3U
N-Butyl scopolamine Bromide

Drofenin
Papaverine

Oxybutynin

Tolterodine

Ipratropium bromide

Chinine

IX. Ananarerunu

Morphine Acetylsalicylate acid

Flupirtin maleat Buprenorphine

Metamizol Hydromorphone

Propyphenazone (?) Indomethacin

Codeine (?) Levomethadone
Oxycodone
Paracetamol
Pethidine
Piritramide
Tolidine
Tramadol

X. Kankwu 3a oun (¢ mOBHIIEHO BHUMAaHHe MIPH 04HA MUACTEHHsI TPABHC)

Bera 6soxepu: Timolol, Betaxolol

Guanidine sulfate

Kamnkwu 3a oun, chabpIKally MUIOKAPIHUH

BHuMaHue npu KOMOMHUPAaHU TpenapaT, ChIbPIKAIIA KOPTUKOC-
Tepou U 1 aHTHOnoTHIN!

XI. Xopmonn

IIporecreponn

KoHTpanenTusu ¢ ecTporeHu + nporecTepoHu
KopTtukocrtepounu

TupounHu XOPMOHU

XII. AHTUIIAPKMHCOHOBH MeIMKAMEHTH

MycKapHHOBH AHTATOHUCTH:
Trihexyphenidyl

Budipine

Amantadine

L-Dopa

JlomamuHoBH aronucTu: Bromocriptine, Lisuride,
Pramipexole, Ropinirole

Biperiden (?)

Rasagiline, Rotigotine

Entacapone
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XIII. Ipyru gekapcrea

Aprotinin

Botulinum Toxin

D, L-Carnitine

Ciclosporin (?) MHOTO psSIIKO

WHayuupaHa OT UTPAT XUIOKAJIIIMEMHSI 32 aHTHKOATyJIallus,
Hamp. npu maasMagepesa Interferon Alpha 2b

Interferon Beta 1b

KonTpacTHu BemecTBa, ChIbpKaIIA O

KopTukocteponau (1101 KOHTPOJI, IIOPaJIX PUCK OT BIIOIIABAHE B
HAyaJIoTO Ha JICYEHHETO)

JlekapcTBa ChABPKALIM MarHE3HH

HUKOTHHOBH IIIACTHPH

Piperazine

Pyrantel Pamoate

CpenctBa 3a cbH 1 TpaHkBuIanTu: Zolpidem, Zopiclone
WNuxuburopy Ha “MMyHHaTa KOHTPOJIHA TOUKa”
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JlekapcTBO

MexaHu3bM Ha JIelCTBHE

CTpaHHYHU peaKkuuu

HpOTl/IBOHOKaSaHl/Iﬂ

Azathioprine

[lypunoB ananor

Wuxubupa cunresa Ha JJHK
Hamainssa T- u B-xiersunara
nponudeparus

YBenuuyaBaHe Ha YEPHO-
poOHUTE eH3nMHU, rajieHe,
MaKpOIMTO3a, TAHKPEaTHT,
aJIOTICIH s

Hapy1ena yepHogpobHa
(byHKIMSL, TEBKOIICHUS,
MAaJIMTHCHH XEMATOJIOTUYHHU
3a00IBaHMS NN HUCKA
AKTUBHOCT Ha TUOITY pUH
MeTHITpanchepasa

Mycophenolate
mofetil

WNuxubupa nypuHoBara
CHHTE3a

Hamanssa T- u B-knerpunara
nponudepanus

layene, nuapus, JICBKOIIEHUS,
yBeIMYaBaHe Ha YePHOIPOO-
HUTE CH3UMH, apTepHUaIHa
XHUIEPTOHUS

HannueH TyMop, IeBKOIICHUS,
Ipeau 3a4€BaHC UJIN 110 BpEME
Ha OpeMeHHOCT

Cyclosporine

WNuxubutop Ha KallMHEBpUHA
HamansBa Tpanckpunmusra
Ha [L-2

biiokupa akTuBanusATa Ha
T-xnetkure

HedpoTokcuunocT, aprepual-
Ha XUIIEPTOHUS, XUIEPTPUXO-
3a, XUIIepIUIa3usl Ha BEHIIHUTE,
3aMastHOCT, TJ1aBOOOIIHE,
eHneanonaTus

Hapymrena 660peuna ¢yHk-
1Ms1, T&KKA apTepuaiHa
XHUIEPTOHHUSI, HAJTHYCH TYMOP

WNuxuburtop Ha KaalUHEBPU-
Ha.
HamassiBa TpaHCKpPHIILUSTA

ApTepuanaHa XUIICPTOHUS,
Tpemop, nuader, Hedpo-

Hapymrena 660peuna ¢yHk-
1Us1, T&KKA XUIICPTOHUS,

nponudeparus

Iepmus, yBejIndaBaHC Ha
YePHOAPOOHUTE CH3UMHU

Tacrolimus na IL-2 TOKCHYHOCT, MUOKapJIHA X1 CHHJPOM Ha BPOJEH JIbJIBI
bnokupa akTHBauusTa Ha nepTpodus ,CHHGQ);.);OHaTI/I}I QT fliTe Bain HMO .
T-xneTkure pTP ’ pBai, TyMOp
Amnauior Ha ¢onara Hapyuiena yepronpo6na
Cromarurt, razieHe, 3ary0a Ha
Hapywaga JIHK cunrte3ara GyHKIUS, TUCOYHKIUS
KOCa, JTIEBKOMEHHU I, OJTUTOC-
Methotrexate Hamanssa T- u B-kierpunaTa Ha KOCTHHS MO3BK, TPEAN

3a4eBaHe WM [0 BpeMe Ha
OpeMeHHOCT

Cyclophosphamide

ANKanu3upan areHT
Hapymasa IHK penuuxka-
nuATa

IToTucka moBeue B-, oTkoIIKO-
10 T-KnETKHUTE

l'anene, noBpwiIaHe, Tpecka,
3ary0a Ha Koca, YepHOoipoOHa
Iuc(YHKIMS, TIOBUIIABAHE
Ha YePHOJPOOHHUTE CH3UMH,
LUCTUT, OJTUTOCHCPMHUSI, MH-
esocynpecus

Hapyrena yepHoapoOna
GbyHKIUS, TUCOYHKIUS
Ha KOCTHHUS MO3bBK, TIPEIN
3a4eBaHe WIIM 110 BpeMe Ha
OpeMeHHOCT

Rituximab

Antu-CD20 MOHOKJIOHAJIHO
AHTHUTSAIIO

W3uepnBa B-knerkure upes
IIATOTOKCUYHOCT U IIPOBOKH-
pa amonto3a

Wuby3noHHU peakiuu,
XHUIMOTOHHSI, IEBKOIICHH S,
JIeKH HH(EKIIH, apUTMUH,
JIUCITHES, peaKTHBAIMS Ha
HBV, HCV u JCV, cvpaeuna
HEJOCTaThYHOCT

HeyTtponeHus, ncxeMHyHa
GoJecT Ha CHPLETO, 3aCTOHHA
ChpJCYHA HEAOCTATHYHOCT,
MIpe/IH 3a4eBaHe HITH 10 BpeMe
Ha OpEMEHHOCT
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Toguuu MenukaMeHT Jlekap
Tect Touku Jara u yac
IIpo6a na Barre (1 1.3a 10 s) 0-15

TIpo6a na Mingazzini (1 T. 32 5 s) 0-15

IloBnurane Ha riuaBaTa:

Hesb3moxkHO 0

c/y coGCTBEHa TeXecT

c/y cBIIpOTHBA 10

CaMOCTOSITEJTHO CTaBaHe OT JIETHAJIO

[IOJIOKCHHUE:
HeBb3MOKHO

BB3MOXKHO 10

Hapymenus Ha oKyJIOMOTOpUKaTa:

Jurutonust 0
ITo3a 5
Hopma 10

3aTBapsiHe Ha KJICTIAUHTe:

be3s nokpuBane Ha KopHes 0
C noxkpuBaHe Ha KOpHes 5
Signe de cils 7
HOpMa 10
JIpBUEHE: HEBB3MOKHO 0
Jlomo

HOpMa 10
I'enTane: HeBb3MoKHO 0
Jlomo

Hopma 10
T'oBop: HEBB3MOKEH 0
Hocos

Hopma 10
Menukanus 0
Buranen xananureT 5

JluxaTtenHa yectoTa 10













