HHDOOPMAILIMI 3A:

HamnmMenopal#e Ha 3a00IIBaHETO

Muacrenus rpasuc; G 70.0
CHHOHHUMH: Artoumynna MuacTenus, [Ipugoduta Muactenns, bomect Ha Epo —

["onadmam. 3aboasiBaHeTo ce XapakTepu3upa ¢ 6oIecTHA YMOPSIeMOCT Ha HAMIPEUHO-
HaOpazeHaTa MyCKYIaTypa U MyCKyJHa ¢labocT, KosTo (GIyKTYHpa U BKIIIOUBA IPOMSHIHBU
KOMOWHAIMK OT OYHH, OyJa0apHH, MyCKYJIH Ha KpaHHHUITHTE W JIMXATEITHH MYCKYJIH.

OHp CACJICHHC Ha 3a00JIIBaHETO

Muactenust rpapuc (MI) ¢ apToMMyHHO 3a0oNsIBaHe, TPHIHHSHO OT aHTHTENA
npoTHB aneTwixomHosute perentopu (AChR), myckyiHo-crienuduuHaTa THPO3WH KHHA3a
(MuSK) wu jgpyrn  AChR-cebpzaHM TpOTEMHH B TOCTCHHANTHYHATa MeMOpaHa.
XapakTepuzupa ce ¢ 0oJlecTHA YMOpPSEMOCT Ha HalpeuyHo-HalpazjieHaTa MYCKyJlatypa H
MycKynHa caabocT, HMopaJd HapyIIeHo IMpeJaBaHe Ha HEPBHHTe HMIYJICH Ha HHBOTO Ha
HEpBHO-MYCKYJIHHS CHHaIlc. MuacTeHHaTa KpH3a € HaH-Te)KKaTa KIMHHYHA MposBa Ha
zabossieHeTo MIT M ce jeduHHpa KaTo pa3BHTHE Ha JIMXaTeJIHA HEJOCTATBYHOCT H
HeOoOXO0IMMOCT OT HEHMHBAa3HBHA WJIM HMHBa3MBHa BeHTWianus. JleueHueto Ha MI' e cropen
KJIIMHUYHATa popMa W Hal-00110 € CHMIITOMATHYHO, HMYHOMO,IYJIMPAIO H HMYHOCYIIPECHBHO.

Uetupuimdpen ko Ha 3abosgeaneTo no MKBE-10 (ako TakbB € HaJWueH)

G70.0

Kom na zabomapaneTo mo Orpha code

ORPHA:589
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B otrosop Ha 3asgBiieHHe 3a J0CTHII 1o olmecTBeHa UHGOpPMAIH ca TOJIYUYSHH JIAHHH OT
H3O0K 3za 6pos 3npasaoocurypenu Juna (30J1) 8 Bearapus, nuarsoctuiupanu ¢ MI' (ko no
MKB-10 — G70.0) 1 uHeTO IeueHUE Ce 3aIvIalia ¢ myoauuHE cpeacTea u3a 2019 1. Tofi ¢ 1 283
JUIA B CHCTEMATa Ha M3RBLHOOMHKYHATA momoll. CohriacHo HallHoHATHHS CTATUCTHYCCKH
uacTuTYT (HCH), OposT Ha Hacenenuero Ha brarapus kbM 31 mekemspu 2019 ¢ 6 951 482
ayme. Tosa ozHauasa SomecTHoeT oT 1.85 Ha 10 000 mymru (95% CI 1.75 — 1.95 ma 10 000
avin). Jlanuute Ha H30K za paznpenenenneto

1o 1oJi ca ciegaure — 791 (61.7 %) xenn cnpsamo 492 (38.3%) mbike. CHOTHOIMMEHHETO KEHHU
KbM Mb3Ke ¢ chOTBeTHO 1.6 kbM 1. Paznpenenennero no pe3pact nokazea 1 234 (96.2%, 95%
CI 95.0% — 97.1%) manmenTd Han 18-roamimHa pw3pact. Tesn panaum ot H30K orpazsear
peaHO caMoO TAIMeHTHTe, MOJYYaBalld JieUeHHe KbM CHOTBETHHS MOMEHT. CHLOTBETHO
HEeJICKYBAHHTE, HEIIPOCISASBAHUTE, KAKTO M HEJIHATHOCTUIIMPAHHUTE CIIYYaH OCTABAT H3BLH
Te3H oHITHATHE daHHH. (1).

3a 2020 r. B OoTroBOp Ha 3aSBICHHS 3a JOCTBI J0 OOMIecTBeHA HHGOPMAITHA MOJYICHHTS
nmanau oT H30K 3a 6post anpapnoocurypenn autia (30J1) 8 buarapusa, nuarnoctamupanu ¢ MIT
(xom mo MKB-10 — G70.0) i uneTo JeUueHHS ce 3aIrIala ¢ MyOJuuHH cpeacTpa e 1 472 muia B
CHCTeMaTa Ha W3BBHOOTHHIHATA TTOMOIT. (2)

Cornacio Hanmonanuust cratuctuueckd uHCTHTYT (HCH), Oposit Ha HaceleHHeTO Ha
Brarapus kbm 31 nexemppu 2020 1. e 6 916 548 nymu. Makap GonecHoctTa choOpaszHoO Te3H
JIAaHHH € TI0-BHCOKa, TA He HajMuHaea 2.2 Ha 10 000 qymmu.

ITo nannu Ha HalmoHaTHHS LSHTHP MO OOMISCTBEHO 3/paBe M AHATH3H, NPSAOCTABSHU 3a
KOHKpEeTHa HayuHa pazpadoTka Opos Ha H3MHCaHHTe W moumHammute mo MKDB G70,
pasmpe/IeIeHH 10 MOJ 3a TOANHA, KAKTO M H3UHCIIeHATAa YeCcTOTa B IIPOMMIIH 2a nepuoaa 2005-
2014 r. 8 buarapud ca cneguute: Xocuutammzupanu no MKE G.70 B bearapust ca 282 3a 2005
r. ¥ Oeneskar mwiaseH peeT Ha 400 qymu kM 20141, Tosa mpeacrarmsipa 3,6 Ha 100 000 nymm
3a 2005r. m 3,5 ma 100 000 nymwu 3a 2014r. CLoTHONMIEHUETO JKEHH:MBiKE KM 2014 roanna ¢
2:1, a U3YHCIIEHO B IPOMHIIHU € papHO Ha 4 %o 3a MBikeTe U 7%o03a keHUTe. Cpe/lHO MOYHHAIINTE
3a roguHa ca 7 Ha 100 000, karo mkmoyenne npaeu 2014r. ¢ 19 nounnanu. M3uucinena B
npoMuin oOmata ecMbpTHOCT € 0,096%0 (13K 3a 2014r e 0,27%o), chilo JIBa HTH TIOBEYE 32
cMeTka Ha skeHckua mnoJ. [lo jgamam Ha H3O0K npepnocraenn 3a 20151, jgeabT Ha
XOCTIMTAIIM3AIUHTE B CTPAHATA ¢ TeKKaTa popMa Ha 3a00iIsIBaHETO — MHACTEHHA KpH3a e 12%.

3)

B T4, HayuHu nyOJMKAIMM  OT [OCJICJHHTE MHeT TOJHHH W T[IPHIIOKEHA
oubmorpadcka cmparka
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2. OTrorop Ha 2asABIEHUE 33 JOCTHI A0 obmecTeeHa nHpopmarma oT H30K 3a 6pos 30paBHOOCHTYPEHH JTHITH
(30JD) B Bwarapus, guarnoctuiapani ¢ MI (koa o MKE-10 — G70.0)
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EnuaeMHOJIOTHUHHA JAHHH 34 3ab0/IBaHETO B EBpOHeﬁCKHH CBhHIO3




MI" uma GonectHocT 1/5000 1 3abonesaemoct o1 1/250 000 mo 1/33 000 B Erpoma. M1 zacsra
eIHAKBO MBKE H JKeHH, KaTo mpeau 40-roauirHa BB3pacT npeodnagaBaT MallHeHTHTS OT
JKSHCKH TI0JI, a cae SO-roaumina BB3pacT ¢e HabIIogaBa MOCTEIeHHO M3paBHaBane (1). MI,
OTKJIIOUEHA B 3psjia BL3pacT, peactapisiBa 85-90% ot cayuante Ha MI' B EBpona u AMepuka.
ChLoTHOIIEHHETO MBiKe — 3KeHH ¢ 1 kbM 3 mpenu 40-roguimHa BL3pacT, M3paBHIBA C& 3a
nonyaraTa Mexay 40 1 50 roguHu 1 TocTrra a0 choTHomenue 1.5 kuM 1 3a mo-pB3pacTHATA
nonyiaanus. llpu okono 15% oT malMeHTUTE ¢ OUHH CHMIITOMH HE C€ CTUTa 10 TeHEPATH3UPAHe
Ha 2abomsmaneTo. lIpu okoio 20% oT malMeHTHTE MOKe Ja BB3HHKHE MHMACTSHHA KpH3a.
PazeuTHe Ha THMOM ce Habmiomasa mipu 10-15% ot cnyuamnte. [IporHozaTa 3a €CTECTBSHHS X0
Ha Ta2u opma Ha MI' e mocTeneHHo mogoOpsIBaHe, HO peJKH TeXKKH CIydaH MOTAT Ja 6bIaT
JKHBOTO3acTpamapaiy. O0maTta MporHo3a npH JeueHue ¢ dnaronpusitia (2)

B ny6aukanus Ha JaHHH OT KIHHUYSH perHCThpP KbM HAIIHOHAJICH LE@HTHP 3a JHATHOCTHKA K
neuenne Ha MI' B CroBakust ce ycTaHoBsiBa 6oJrecTHOCT oT 24.75 / 100 000 Ha 31 mexemBpH
2015 1. kato ca oOxpanatu 2074 nmaruenTtH, 892 ca Mbxke (43.0%) u 1193 ca xenu (57.0%).
Cpeanara BL3pacT NpH HACTBIIBAHE e H3MeCTBa OT 35,8 rogunau npe3 1977-1989 r. na 60,0
roguuH npes -2010-2015 r. 3abonepaemoctra ce ¢ yeemuumia oT 0,36/100 000 mpez 1977-1989
r. Ha 1,74/100 000 npez 2010-2015 r. MakcumanHo ypenuueHHe Ha 3aloniepaemoctta oT MG
€ PeruCTpHpaHO cpe/l BbapacTHUTEe Xopa (50 roguHu), ocobeHO B rpylara NalMeHTH Ha
Bb3pact 70-79 rogunu (0,34/100 000 npez 1977-1989 r. — 7,10/100 000 npes 2010-2015 ) n
80- 89 rommau (0,00/100 000 npez 1977-1989 r. — 5,31/100 000 npes 2010-2015 r.). Cpennara
cmbepTHOCT OT MG € 0,27/100 000. (3). Cnope1 npoyusane nyGimkysano npes 2021 g [oamia
Ha | ssuyapu 2019 1. 8 702 nanurentn ¢ MI ca 61iM Ha CHMIITOMATHYHO JiedeHUE (CHOTHONICHHE
skeHu: Mbske: 1,65: 1). 3aGonepaemocrra Ha MI' ¢ 2.36/100 000. Cpegnata BB3pacT Ha
uHigAeHTuTe npez 2018 r. e 61,37 rogunun, 59,17 rojunu 3a xeHute U 64,12 rojguHu 3a
MBIKETE.

3abonesaemocTta Ha MI' ¢ panHo Hauano (<50 rogunu) e 0,80/100 000 u 4,98/100 000 3a MT’
¢ kbcHO Hagasmo (MI'KH), kato nmpeodmanasat mumkete B MI'KH. bonectHoctTa € 22,65/100
000. Ilpu xenuTte ce HabII0JaBa TOCTOSIHHO yBeIMUaBale Ha 3a00/IeBacMOCTTa Ha
cuMnToMaTiaeH M1 oT mbpBOTO AeceTHICTHE Ha yHBoTa g0 80-89 rogunn. [lpu Mmmxete
HapacTBaHeTo Ha 3a00/IeBacMOMCTTA ¢e MOBABA Ipes 6 -To AeceTwieTHe. Haii -rossamoto
pasnpocTpaHeHHe ce HabIIIO/1aBa BB Bh3pacToBata rpyna 80-89 rogunau: 59,65/100 000 npu
skeHuTe B 96,25/100 000 npu mbikete. (4)

B T.4. HayyHH nyONIMKaliMM OT TOCIeHWTe TeT TOAWHM U TPHIIOKeHa
Gubimorpadeka cipaBka




Orphanet. Mpyasthenia gravis: https://www.orpha.net/consor/cgi-
bin/Disease Search php?Ing=EN&data id=667&Disease Disease Search diseaseGroup=Myvasthenia-
egravis&Disease Disease Search diseaseType=Pat&Disease(sVeroup%200f¥20diseases=Mvasthenia-
gravis&title=Myvasthenia%20cravis&search=Disease Search Simple

Orphanet.  Adult-onset myasthenia gravis. Available from:  https//www orpha.net/consor/cgi-
n/Disease Search php?ing=HN&data 1d=22629&Disease Disease Search diseaseGroup=myasthenia-
gravis&Disease Disease Search diseaseType=Pat&Disease(sVeroup%200f%20diseases=Adult-onset-
myasthenia-gravis&title= Adult-nset%20myvasthenia%20sravis&search=Disease Search Simple
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2015. Neuroepidemiology. 2018;50(3-4):153-159.
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Neuroepidemiology 2021;55:62-69; DOI: 10.1159/000512973

OneHka Ha CLOTBETCTBHUETO Ha 3a00JIIBAHETO ¢ ,I[e(pI/IHI/ILII/IHTa 3a psiAOKoO sabongBane

chriacHo § 1, T. 42 oT JIONBIHUTENHUTE pazniopeidH Ha 3aKoHA 3a 3/[paBeTo

Crnobpazmo § 1, T. 42 oT JOMBIHHTSIHHTS pazmopendH Ha 3akoHa 3a 37paBeTo "Psamko
zabomspane"” ¢ 3abosiARaHe, KOSTO € ¢ paslpocTpaHeHHe He moBede oT 5 Ha 10 000 gymu ot
HacesleHueTo Ha Eppomefickusi ¢pio3. OT JaHHHTE MPeACTABCHH IO-TOpe CMsITaMe, d9e
MuacTeHua TpaBHC € pPSAKo 3aboApaHe U B buaraps, Thi KaTo OonecHocTTa ¢ 1.85 Ha 10 000

JTVIITH.

Maxkap GonectHocrra Ha MI' B Crnosakus, Ilomma u EBpona 3a ma Bapupar, Te ocrapar B

rpanunuTe Ha 5 Ha 10 000 u MTI e xiacudunupana kato psajako 3ab0isiBaHe HA TEPHTOPHUITA

Ha EBponelickus chio3.




KpI/ITepI/II/I 3a JUAarHOCTHIHpAaHC Ha 3ab0/IsIBAHETO

Jlnarnozata MuacTeHHs TpaBuc ce 6a3upa Ha KIIMHUYHUTE XapaKTepUCTHKH Ha 3a00IIsIBaHeTo,
Ha crelHpHIHH eeKTpoMHOTrpadcKH, cepoJIOTHYHN W OOpazHHW HM3CJe/BaHHA, KAaKTO W Ha
MOBJIUSBAHETO HA CHMTOMHTE OT crielludunn meaukamenT. [lanmenture ¢ MIT nposesisar
OoJilecTHA YMOPSIEeMOCT Ha HalpedHo-HaOpazjieHaTa MYCKyJaTypa W MYCKyJiHa ciabocr,
Nopajld HapYIEHO TIpe/lapaHe HAa HEePBHHUTE HMITYJICH Ha HHUBOTO HAa HEPBHO-MYCKYITHHSA
cunarc. MuacTeHHaTa KpH3a ¢ KIHHHYHA opMa Ha 3a00IsIBAHETO, TIPH KOATO JTHATHO3A Ce
pa3BHRa JMXaTeIHA HEJOCTATHUHOCT M HeOOXOAHMMOCT OT HEHHBAa3HBHA WM WHBa3HBHA
BEHTHJIAIIMA. MHUacTeHHa KpH3a HACcTBIBA TpH oKojo 15-30% oT OOJIHHTC ¢ MHACTCHHA
ETHonoTHATa HA MHACTSHHS TPABHC € CBBp3aHA ¢ BIMSHHETO HAa TCHETHUHH M (aKTOpPH Ha
okoaHaTa cpefa. llaroremesata ¢ ¢ aBTOMMyHHa, IPH YUacTHe Ha THMYycHaTa JUIe3a.
Hapymenueto Ha HepBHO-MYCKYJIHOTO MpeJaBaHe ¢ CBLP3aHO ChLC 3HAYMUTEIHA PSAVKIHS Ha
KOJIMUSCTBOTO HA AICTIIXOJIHMHOBHTS peHeNTOpH B MOCTCHHANTHYHATA MeMOpaHa Ha
HCPBHO-MYCKYJIHHSI CHHAIIC. YBpeXKIaHETO C€ JL/DKHM Ha AHTUTUIO-MEAUUpAH H
KOMILICMEHT-3aBUCHM aBTOUMYHECH OTTOBOP ¢ MPOIVKIIMS Ha aHTUTEIA.

B T.u. HayuyHu TIyOJIMKAIMM OT MOCHSAHHTE MNeT TOJHHH W TIIPHIOKSHA
oubmorpadeka cmparka
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4.Evoly, A, Antonini, G., Antozz, C., DiMuzio, A., Habetswallner, F., TIani, C,
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Rodolico, C. Italian recommendations for the diagnosis and treatment of  myasthenia
gravis. Neurol. Sci, 2019, 40, 6, 1111-1124.
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AJ’IFOpI/ITMI/I 3a JUArHoCTHUIIUpaHEe Ha 3a00JIsIBAHETO




HHBI‘HOSHTEI MHACTCHHA I'PpABHC CE ﬁEBHpEi HA KITHHHUHHTE XARAKTCPHCTHEH Ha 3af0NABAHETO,
KAKTO HA4 CHEHH@JHLIHH EHEI{TPOMHOFPEHPCI{H, CEPONCTHYHH H OﬁpEiBHH HicIEIBAHHA, KAKTO H
Ha OTT0BOpA HA [IOBMHABAHCETO HA CHMTOMHTE OT CIIS I_IHliIHT-IHH MCETHE AME HTH.
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B ru. HayuHd nOvOMHEAUHH 0T OOCHENHHTE [ET TOofHHH H I[IPHIO¥EHA
CHOMMorpadicka cpaRKa
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I, Richman, D, WVerschuuren, J. International Consensus CGuidance for  Wanagemert  of
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AHFOPHTMH 34 IeUcHHE HA 2a00ABAHETO

BROperH Ye HMa NIHPOKO PA3MPOCTPAHEHO CELIACHE OTHOCHO H3MONMIBAHETO HA MHOTO
MET HCAMEHT H 32 TIEUcHHE Ha MHACTEHHA, HAMA MeX IYHAPOIHO OpHET CTAHNApT 33 ToBa. Tl
karo myasthenia gravis e weTeporeHHo zaffondBaHe, He CHIECTBYBA HaH-Tofwp
TEPATERTHUEH TIOMX0] 33 BCHUKH MAllHEHTH.

ANTOPHTEM 33 TeucHHe Ha M

ANTOpHTEM 32 IgUeHHE HA TeHEpal H3Hp aHa myasthenia gravis

1. 3amouBaHe Ha NeueHHe ¢ pyridostigming

2. IIpH nauuenTH ¢ avTH-AChR aHTHTENA H HA BE3pacT Hof S0 rofuHE fa ce ofSMHCTH

THMEK TOMHA.

3. AXO0 CHMOTOMHTE He ce oBNafeaT c pyridostigmine ce 3amouBa NEUEHHE C
KOPTHEOCTEPOHH.




4. AK0 CHMIITOMHTE Ce BB3BBPHAT IIPH HAMAJIABaAHES Ha 1O3aTa HA KOPTHKOCTECPOHUIHUTE

Ha 7.5 — 10 mg/auerno (15-20 mg npu anTepHUApaa cxXeMa) WiIH IOBeUe, Ce 3aMoUuBa
H UMYHOCYIIPSCHBHO JICUCHHE.

AJTOpUTHM 3a JICUCHHUE Ha ouHa myasthenia gravis

1. 3amourane Ha JeucHHe ¢ pyridostigmine

2. AKO CHMNTOMHTS He c& OBIaJesaT ¢ pyridostigmine ce 2amodpa JICUSHHE ¢
KOPTHKOCTSPOUTH.

3. AKO CHMIOTOMMTE ¢€ BBL3BLpHAT IPH HaMAJIsABaHe HA 103aTa Ha KOPTHKOCTSPOHUIUTE Ha
7,5 — 10 mg/nuepno (15-20 mg mpu anTepHHpAIIa cXeMa) HiIH IOBEUe, Ce 3alMoUuBa U
HMVYHOCYIIPSCHRHO JICUCHHE.

4. Ilpn nanuentu ¢ anTa-AChR anTHTena u ouna popma Ha MI', KOUTO HE OTTOBAPAT
aJiekBaTHO Ha JeueHHe ¢ pyridostigmine W KOMTO ca ¢ KOHTpAMHIHMKAIIMH 22
UMYHOCYIIPECHBHO JICUSHHE WITH ca pedpakTepHH Ha TAKOBA JISUSHHE WIH IO OTKA3BaT,
MOKE /14 C€ MPHJIOKH THMEKTOMMSL

HMYHOCYIIpECHBHOTO JICUEHHE C€ OCBIISCTBABA € PAaIMUYHH MeJIMKAMEHTH ¢boOpasHo
epeKTHBHOCTTA W CTPAHHYHUTE MM e(eKTH U M300pBT € UH/MBH/IYAICH 3a BCEKH [AlHEHT.
MejukameHTH ¢ jokazaHa edekTHBHoCT ca: AsatHonpuH, MukodeHonar wmoderum,
[Muxsiocnupun, Takpomamye, [uknodocdamun, Putykeumad, Exynusymasd. Beeku ot Tx uma
cuenMduUHa cxeMa 3a NPHIIOKEHHE 3a NAIHCHTH ¢ MHACTCHMs I'PABHC € KIMHHYHO H
J1abopaTopHoO Npociie/ABaHe Ha ePeKTHBHOCTTA W CTPAHHYHHTE eeKTH.

TumexkTOMES TpH6Ba da ce MPUWJIOMKH IMPH IMOYTH BCHYKH IMMAIMUCHTH C THMOM. HpH THMYCHa
XHIICPIVIAZHA CC IIPCHCHABA CIIOpC BL3pacTTa Ha H3ABa Ha 3a0014BaHETO H CCPOJIOTHIHHA
HpO(l)I/IJ'I Ha TAIHCHTUTS. BCHYKHM MallMeHTH Ha KOHTO UM MmpeacTOH THMCKTOMHA TpHGBaT Ja
HMAaT ¢TabHIeH KOHTpPOJ Ha MHACTCHHHUTSC CHMIITOMH, IIOCTHIHAT IICPHOIICPATHBHO C IIPABHIHO
VICOCHHC.

B T.u. Hay4HH HyGHHKaL[I/IH oT nocjic/iHuTe  MeT TOJHHH H IIPpHJIOMKEHA
tubimorpadceka cnipaBka
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H. Munanos, M. Munanora, benrapcka seepomnorus, 2021

2. Narayanaswami, P., Sanders, D.B., Wolfe, G, Benatar, M., Cea, G, Evoli, A, Gilhus, N.E., Illa, I, Kuntz,
N.L., Massey, I, Melms, A., Murai, H., Nicolle, M., Palace, I., Richman, D., Verschuuren, J. Interational
Consensus Guidance for Management of Myasthenia Gravis: 2020 Update. Neurology, 2021, 19, 96, 3, 114-123

3. Evoli, A, Antonini, G., Antozzi, C., DiMuzio, A., Habetswallner, F_, lani, C., Inghilleri, M., Liguori, R,
Mantegazza, R., Massa, R., Pegoraro, E., Riceiardi, R., Rodolico, C. Italian recommendations for the diagnosis
and treatment of myasthema gravis. Neurol. Sci., 2019, 40, 6, 1111-1124.
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AHFOpI/ITMH 3a IpocjieIABaHe Ha 3a00JIIBAHETO

IlpocnenaBaneTo Ha MALMSHTH ¢ MHACTCHHMSI HAMA YHHQHIUpAH NPOTOKOI M 2aBHCH OT
TeXKeCTTa Ha KIMHUYHATA KapTHHA U YCIIeBaeMOoCTTa Ha Tepanuara. llopaau Bn3MosKHuTE OLp3U
BJIOIIABAHUS M PE3UCTEHTHOCTTA Ha TepanusTa TIpH HIKOH TAlHeHTH C€ Hajara 9ecTo
npociie/iapaHe Ha KpaTKH BpeMeBH HHTEPBAJIH, BKIFOUHTETHO CeJIMHTHH JI0 cTabUIM3HpaHe Ha
CHMIITOMHTe. B 3aBHCHMOCT OT TNpwWiaraHata Tepanusi W CBHI'BTCTBANTH 3a00NIIBaHHUS Ce
NPOBESIKIAT PETYJIApHH J1a00paTOpHH AaHAIMZH W KOHCYJTAIWH C JIPYTH CHEIHATUCTH KaTo
SHJIOKPHHOJIOZH, TPBHIHA XUPYP2H, TACTPOSHTEPOJIO3H, odTamMoI03H, PpusHoTepaneBTH. Kbm
MOMEHTA Y HAC JIMTICBAT O UITHATHO pa3paboTeHH 3/paBHH 11aT(OpMH B TOOOTHHIHHUS CEKTOD
3a Mpoclie/siBaHe W pexabWIHTITHS Ha TAHSHTHTE ¢ MHACTSHHA I'PaBHC, OCHOBAHH HA TEXHUTE
creIUpHUIHH 3/IpaBHH MOTPeOGHOCTH.

Hali - TexkKoro VCIOXKHEHHE I[IpH MHACTeHHMS € MHAcTeHHaTa KpH3a, KOsMTO e
JKHBOTO3aCTpalIaBalio cheTosiHUE U ce cpema 13-30%. (1, 2)

B 1.4 mayuynu nyOiIMKalMM OT MOCHSAHHMTE MeT TOJHHH H  IIPHIOMKSHA
tubmmorpadceka cnparska

1. Henning R Stetefeld1, Michael Schroeter . Myasthenic crisis. Fortschr Neurol Psychiatr. 20138
May;86(5):301-307
2. Henning Stetefeld , Michael Schroeter . SOP myasthenic crisis. Neurol Res Pract. 2019 Jul 29;1:19.

A.]'Il"OpI/ITMI/I 3a peXa6I/IJ'II/ITaI_II/I$I Ha 3a00IIBaHeTO
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KpM MoMmeHTa JHICBAT OGHUUIMATIHH AJTOPHTMH 3a PeXaOWIMTAIIUS CHC CICIIUATH3IHPAHU
(hMBMKAIHHA NPOTpaMH 32 MAIHEHTH ¢he MHacTeHus rpapuc. [lanuenture ¢ MIT Tpabea na
HaMepsIT ONTHMAJIHUS OGallaHe Mek/1y (PH3HYecka akTHBHOCT M ounBka. He e pp3MOKHO J1a ce
uzjnekyea caabocTTa, upe3 akTHBHa Quznuecka nojarotopka. Ionxonst Tpsibpa ja e
HH/IHBH/IYAJIH3HPAH.
[Toreuero nanuenTd ¢ MI" obaue ca Mo-naCHBHHU, OTKOJIKOTO & HeoOxoumo. Ilpenopbuea ce
(dhHzHYeCKa aKTHBHOCT U (PU3HYECKA MOJITOTOBKA ¢ HUCKA JI0 cpe/iHa WHTeH3HBHOCT (1). EjtHo
HPOYUBaHe NI0Ka3a SBHA [10J13a OT [porpaMa 3a CHIOBH TPEHUPOBKH 3a Ipylia NallHeHTH ¢ JIeKa
Jo ymepeHa MG (2), kaTo 3akiIr0UeHHETO ,(pU3HIECKaTa MOATOTOBKA MOKE JIa C& U3BBPIINBa
GezomacHo npu sneka MG M ocurypsBa HM3BecTHO 110/100psiBaHe Ha MYCKyJHaTa cuia™.

OuznyecKuTe YIPAXKHEHHSA ce IMOHAcAT JloOpe NpH nalmueHTH ¢ Jo0pe KOHTpOJMpaHa
MHACTCHHMS TpaBHC. AepoOHM YIPAKHEHHMS M JISKH CWIOBH TPEHHPOBKH Morar jaa Objar
npenopbyaH | TpAdBa ja Ob1aT KOHTPOIHpaHH. (3)

Hsikonko npoydBaHHs JOKa3BaT MOJ3HTE OT pexaOWiMTalus Ha JUXaTeJIHHTE [IhTHINA.
OtcnabpaneTo Ha MYCKYJIHTE, BKIIOUHMTC/IHO JHXAaTeIHHTS MYCKYJIH, MOXE Ja J0Beae [0
JUXaTeNHa HeJoCTaThUHOCT. ETo 3amo e BaxkHOo Ja ce BbBeje MoJo0pspaHe Ha JUXaTeIHHUTE
VIIpasKHEHHUS B IIporpaMara.

B nammunute myOmukanun (2,4,5,) apTopHTe MpepIaraT pasIHdIHe GopMu Ha peXaOHITHTAITHS
- TPEHHPOBKA 2a BAMIIBAHC U U3AMUIIBANE Ha MYCKYIIHTE, TPSHUPOBKA 3a JUXaTeIHa MeMOpana
UM o0ydueHHe 2a H3APLASHBOCT. Bemukm m3momnsBanu (GopMH Ha pexaOMIUTALHA HOCSIT
OmaronpuaTeH eeKT BHPXY 3ApaBeTo Ha MAlIUSHTHTE, KOeTO NOTBLPIAABa, Ue TPeHHpAHeTo Ha
JUXATSTHUTE MYCKYJIH ¢ BayKeH U e(peKTHBCH eJIeMeHT oT Tepanusira (6)

OuzuKaHaTA Tepalus U CAHATOPHATHOTO JISYSHHE MOTAT J1a CHOMOTHAT 1IPH Bb3CTaHOBABAaHE
Ha JIBUTaTeJIHHS M JIMXATeJIHH KanaluTeT cie/1 OOJHHYEH IPecToH Mopaj i MHACTEHHA KpH3a
WM BJIOIIABAHE HA ChCTOSAHHETO ¢ 00e3)IBHIKBaHE.

[TarenTHTe ¢ HaMalleH (PYHKIMOHAIECH KallalUTeT IOpajld JIECHO HacThIIBAIA YMOpa,
JUIionus MM OynbapHH HapylUIeHHS  Clle/lBa Jla MMAT BB3MOMKHOCT 3a IpodecHoHaIIHO
OpHEHTHpaHe M IpeKBaIH(UKAIKs, [ICUXOJOTHYSCKA H COIHAIIHA TTOMOIIL.

[Ipy mojpapcTBaliUTe M BCHYKH Y4Yalld MAIMEHTH ¢ MHACTEHHMS MOrar /jia Bb3HHUKHAT
CHEeIMAJIHH 00pa3oBaTellHH HYXK/AM ¢ HaMasiBaHE Ha BpPEMETPACHETO Ha 3aHATHATA H
dhUzHUeKaTa HATOBAPEHOCT.

B T.u. HayuHu TIyOJIMKAITMM OT TMOCHSIHHTE MeT TOJHHH W IIPHIOKSHA
oubmorpadeka cparka
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1. Laura O'Connor , Elisabet Westerberg , Anna Rostedt Punga Myasthenia Gravis and Physical Exercise: A
Novel Paradigm Front Neurol. 2020 Jul 29;11:675

2. Nils Erik Gilhus. Physical training and exercise in myasthenia gravis. Neuromuscul Disord. 2021
Mar;31(3):169-173.

3. Waesterberg, Molin CJ, Lindblad I, Emtner M, Punga AR. Physical exercise in myasthenia gravis is safe and
improves neuromuscular parameters and physical performance-based measures: A pilot study. Muscle Nerve
56:207-214, 2017

4. Brunc Corrado, Benedetto Giardulli , Massimo Costa. Evidence-Based Practice in Rehabilitation of
Myasthenia Gravis. A Systematic Review of the Literature. Funct Morphol Kinesiol 2020 Sep 27,5(4):71

5. Rassler B, Hallebach G, Kalischewski P, Baumann I, Schauer I, Spengler C.M: The effect of respiratory muscle
endurance training in patients with myasthenia gravis. Neuromuscular Disorders2007, 17 (5): 385-391.

6. Kwiatkowska Klaudia, Lamtych Martyna, Kubiak Karolina, Badiuk Nataliia. Physiotherapy in myasthenia
gravis. Journal of Education, Health and Sport. 2018.8(12):1027-1038. eISNN 2391-8306. DOI
http://dx.doi.org/10.5281 /zenodo. 3242665 http://ojs.ukw.edu. pl/index php/johs/article/view/7008

HeoOxoqumu  peliHoctH 32 npounakrtuka Ha 3aosigBaHeTo (ako TakMBa ca
TIPHAJTOKUMH)

Hsiva m3BecTHH CHeI_II/I(l)HIIHH MCTOIH 3a HpO(bHJ'IaKTHKa.

HO,E[O6pHBaH6 Ha YCJIOBHATA Ha KHBOT H TPV C OIpaHHYaBaHC Ha BpCAHHUTC H TOKCHYHH 3a
opraHuiMa BLBﬂeﬁCTBHH, H30ATBaHe Ha cTpeca ca 06]].(0 BaJIMAHH 3a HpO(l)I/IJ'IaKTI/IKaTa Ha
ABTOHMYHHHTC 3a00IABAHHA.

E(l)eKTHBHOTO MOHHTOPHpaHCc Ha 3a001ABAHETO JO roJisiMa CTCIICH MOMKE Oda IIOMOTHE 3a
YCTaAaHOBABAHC Ha Z2allIalliBallH MHACTCHHH KPH3H H IIPCAOTBpATABAHC Ha pas3lrphiliaHe Ha

MHACTCHHATA KpH3a.

B T4 maygynu nyOiIMKaIMM oOT MOCHSAHHMTE [T TOJHHH H IIPHIOMKSHA
tubimorpadeka cnpaska
He ¢ npunoxumo
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[IpeutoskeHust 3a OpraHU3aIM HA MEJAUIIMHCKOTO OOCHYy:KBaHe Ha TAIlMEHTHTE W 3a
(puHaHcupane Ha CHLOTBETHHTE ACHHOCTH, ¢boOpazeHH ¢ JeMcTRaiara B ¢TpaHaTa
HOpMaTHBHA ypeada

1. JlMcnaHcepHzalMsi ¢ PBB3MOXKHOCT 32 I0-4eCTH BH3UTH ChOOpA3HO ChCTOSIHHETO,
1a0OPaTOPHH H HHCTPYMEHTAIHH H3CIIE/[BAHUS H KOHCYJITAIlHH.

2. CwbzjlaBaHe Ha KIMHHYHA [ThTEKa 32 3allIalllBalia MHACTEHHA KpH3a

3. PeumOypcupaHe Ha JiekapcTBaTa ¢ JlokazaHa eekTHBHOCT H BKJIOUeHH B “HarpoHaHus
KOHCEHCYC 3a JIMarHOCTHKA M JieueHHe Ha myasthenia gravis™ ot H30K: koptukocTepoun
H UMYHOCYIIpECOPH

4. Axryanuzanus Ha GUHAHCHPAHETO Ha IIbTeKUTE 34 MUACTeHHs I'PABUC NIPE/IBH)T TIOCKBIIBAHE
HAa JISYSHHETO

5. 3anuamane H3CcIeBAHHUATA 33 AHTHTENA CPENTY alleTHIIXOHHHOBH penenTopu H anTu-MUSK,
ckeHep 1 MPT Ha metnacTHHYM.

6. CpzpaBaHe Ha KIMHMYHA IBTEKA 2a peXaOWINTAIMA U GH3HKANHA Tepanus cie/ GoaHudYeH
IIPSCTOH 3a BL3CTHOBSIBAHE ABUTATSIIHUS H AUXATeIHHA KallAIUTET cief OOIHHYCH [IPEeCcTOH
[opaJd MHACTeHHA KpH3a HJIH BIONIaBale Ha CHLCTOSHHETO ¢ 00e3ABHIKBALIC.

7. CpzlaBaHe Ha BBE3MOXKHOCT 3a IpodeCHOHANIO OpHeHTHpaHe M INPeKBaTH(HUKALU,
IICUXOJIOTHUSCKA U COLHAHA MOMOII 3a MAIlHeHTHTE ¢ HaMaJieH (YHKIHOHAISH KalalfuTeT
BBIIPEKH ONTHMATHATA Tepallus.

OnucaHve Ha OIMTA ¢ KOHKPETHH NAallMEHTH ChC CHOTBETHOTO pPsiko 3abondpaHe (aKo
HMa TaKbB)

B Peny6nHKa B’BJ’II"apI/IH JICUCHHUCTO Ha IMAIlHCHTH ¢ MHACTCHHIA I'paBHC € KOHICHTPHpAHO B
VHHBCPCHTCTCKHTE 3ApaBHH HCHTPOBEC H IIO-PAOKO IIPH CICHHAIHCTH IIO HCPBHH OONeCTH B
)_'[060.]'IHI/IIIHaTa IIoMoOII H 06H_[0HpaKTHKYBaH_II/I JICKapH. ToBa ¢e OLIDKH Ha pAOKaTa 4eCToTa Ha
3&60J’I$IB&H€TO, HETOBAaTa CH@I_II/I(I)HKa, XCTCPOTCHHOCTTA Ha KIHHHYHHTC IIPOABH H HCPAIKO OT
H606XOI[HMOCTTa OT CMsiHa Ha TCPallCBTHYHHA IMOAXOM. 3HauHTSIHT orpaHH4YCcHHA Ch3JaBaT
JIUIICAaTa Ha peHM6ypcauH>1 Ha roJriMa 4acT OoT MESIHKaAMCHTHTE 3a JICUCHHS Ha 3a00IIBAHETO
KaKTO H JIHIICaTa Ha COIIHAIHA H (bHHaHCOBa MMOJAKpPEIIa 2a IMallHCHTH ¢ OI'paHHYCH (l)I/ISI/IIIQKI/I
KaaliuTe U J0XodH. BeHuky Tesn (baKTOI)I/I ca IIpHYHuHa 2a ¢JHO IMO-HHUCKO KaucCTBO Ha JKHBOT
Ha TeE3H IMallHeHTH, IIOBHIIABAHS Ha TPEBOXKHOCTTA W BJIOIIaBaHEe Ha TepalceBTHYHATa
YCIICBACMOCT.




