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PE3IOME

LleAb CCAEAOBAHMA —PEACTABUTL OMMCAHME NEPBOrO OTEYECTBEHHOTO KAMHMYECKOTO HABAOAEHMS BOAE3HEHHOTO CUHAPOMA (CBUCAOWM LLIEM)
y NALMEHTA C MUACTEHMEM rpaBuc (Mr).

MaTepHanbl 1 MeToAbI. [TDOBEAEH QHAAM3 KAMHMYECKMX, AQDOPATOPHbIX M MHCTPYMEHTAAbHbIX AGHHbBIX B AMHAMMKE PA3BUTUS CUMMITOMOB Ml
C MO3AHMM HAYOAOM B COYETAHMUM C TUMOMOM M MOABAEHMEM B A€BIOTE 3060AeBAHMA BOAU M CAABOCTH B PA3TMOATEASX LLEM.

Pe3yAbTaTbl. [Io1 COMOCTABAEHMM C AQHHBIMM AUTEPATYPbI MPOCAEXKEHbI XAPAKTEPHbIE U YHUKAABHBIE OCOBEHHOCTM AUATHOCTMKM M A€YEHMA M,
PA3BMBLUENICS Y 5P-AETHErO NALMEHTA HO GPOHE AHTEKOAAMCA C BbIPAXKEHHBIM BOAEBBIM CUHAPOMOM, MEPBUYHO PACLIEHEHHbBIM KK MPOSBAEHNS
OCTEOXOHAPO3d. CUCTEMATUIMPOBAHA MHGPOPMALMA O BCTPEYAEMOCTH, AEMOTPACOMIECKON MPUHAAAEXHOCTH, CBA3M C TUIMOM PELLENTOPHbIX
MULLIEHEH, NATOAOTUEN TUMYCA M OBPATMMOCTH AQHHbLIX HaPYLLEHWHA npu MI. AKLEHTUPOBAHA AKTYAABHOCTb BOCMTOAHEHMS MOHATUM O BOAM
B PAMKQX MI". [TOATBEPXKAEH MOAOXKMTEAbHbIN 3CDCDEKT MMMAQKPUHA B CUMIATOMATUHECKOM AeYeHMU MITy MALMEHTA C HOAMYMEM BbIPAXKEHHbIX
XOAMHEPIrMYeCKMX MPOABAEHUI HA CTAHAQPTHYIO TePAMNMIO AQHTUXOAMHICTEPA3HbIMM Mpenapatamm (AX3IMT).

BbIBOAbI. MIT MOXKET BbI3bIBATH MOPAXKEHME AKCUAAbHBIX MbILLILL, MPUBOASLLIEE K CDEHOMEHY (CBUCAOM LLIEM) M GDOPMUPOBAHMIO HEXAPAKTEPHOIO AAS
KAQCCHYECKOro TeqyeHms 3a60AeBaHms BOAEBOrO CUHAPOMA. [laToreHeTnyeckoe Ae4eHne cepono3nTMBHoON Ml B GOALLLMHCTBE CAy4QEB MPMBOAUT
K KYMMPOBAHMIO €€ KAMHUYECKMX MPOSBAEHMH, B TOM YMCAE BOAW. B psae Cayqaes nprmeHeHme obpatmmoro AXSIM MAMACKDMHA SBASETCS AOMOAHUTEAbHbIM
MPenMyLLIECTBOM B T@PArM MOAOOHBIX COCTOSIHMIM, Y4MTbIBAS €r0 COMYTCTBYIOLLLYIO AOKQ3AHHYIO 3GDCPEKTUBHOCTL KOK QABIOBAHTHOTO QHAABIETUKA.

KAIOYEBBIE CAOBA: MMUQACTEHMS PABUC, BOAEBOM CUHAPOM, CBUCAQS LLUES, MITMAQKDUH.

KOH®PAUKT UHTEPECOB. ABTOPSbI 3QSBASIOT OO OTCYTCTBMM KOHGDAMKTA MHTEPECOB.

Pain syndrome, “dropped head” and myasthenia gravis:
a case report and literature review
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SUMMARY

The objective of the study is to present a description of the first domestic clinical observation of the painful dropped head syndrome in a patient
with myasthenia gravis (MG).

Materials and Methods. Clinical, laboratory and instrumental data were analyzed over the course of MG symptoms with late onset in combination
with thymoma, manifesting with pain and weakness in the neck extensors.

Results. The characteristic and unique features of diagnostics and treatment of MG developed in a 59-year-old patient associated with antecollis and
significant pain syndrome, inifially considered as manifestations of osteochondrosis, are observed in comparison with the literature data. The information
on the occurrence, demographic origin, association with the type of receptor targets, thymus pathology and reversibility of these disorders in MG
is systematized, and the importance of addressing the concepts of pain in MG is emphasized. The positive effect of ipidacrine in the symptomatic
treatment of MG in a patient with marked cholinergic manifestations induced by conventional anticholinergic agents (AA) therapy is confirmed.
Conclusions. MG can cause axial muscle impairment leading to the phenomenon of “dropped head” and the development of pain syndrome
atypical for the classical course of the disease. Pathogenetic treatment of seropositive MG in most cases leads to the elimination of its clinical
manifestations, including pain. In some cases, the use of the reversible AA ipidacrine is an additional advantage in the therapy of such conditions,
taking intfo account its concomitant proven efficacy as an adjuvant analgesic.
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Beenenne

Mpuacrenus rpasuc (MI') — 310 ayronmMmyHHOE 3a00eBaHueE,
Xapakrepusytomnieecst QIIyKTyupyroliel c1aboCcThio 3a CUET 11aTo-
JIOTMYECKON YTOMIISIEMOCTH CKEJIETHBIX MBIIIIL] BCIEACTBUE HApY-
IIeHNs] HepBHO-MBIIIeYHOH nepenayn [1]. Xors mpu MIT 06b14HO
MOpaKaIOTCs IIa30/(BUTaTeNNbHBIE, OPOUKYIISIPHBIE, OyIb0apHbIC
U MBIIIIBI KOHEYHOCTEH, OHA TAKXKE MOXKET BOBJIEKATh aKCHAJIBHBIE

MBIIIEYHBIE TPYIITIBI, OCOOSHHO MBILIIIBI TOJIOBBI H IIEH, YTO B Psjie
CITy4aeB CITYXHT PUIUHON (OPMUPOBAHHUS aHTEKOJLTHCA (HAKIIOHA
TOJIOBBI BIiepen), 0osiee U3BECTHOTO B KOHTEKCTE OCTYPAIbHBIX
HapyLIEHUH JUCTOHMYECKOro I'eHe3a Kak CHHIPOM «CBHUCIION
TOJIOBBI» WM IIed. KnuH1uecku 310 mposBiseTcsl HaCTONBKO
BBIP2)KEHHOH €1a00CTBIO MBIIII-pa3rudaresieif, YTo nanueHT
yTpauuBaeT CII0COOHOCTD CTOS MIIH CHIS TOJUIEPKUBATH TOJIOBY
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B (h)M3HOJIOTNYECKOM ITOJIOXKEHHH, U OHA OYKBaJIbHO CBHCACT BITE-
pel BILIOTH 110 KacaHus mogooponkoM rpyau [2]. CMemienue
aKCHANbHOM Harpy3Ku, B CBOIO OUEPE/ib, IPUBOAUT K BOSHUKHO-
BEHHIO OLIYTUMOM OO ¥ MHBATMAN3ALNH, UMUTHDYS IIPOSIBIIE-
HMSI CIIOHAWJIOTEHHOH JJOPCOIIaTHH — OIHOTO M3 HanboJIee 4acTo
BCTpEYAIOIIMXCst OOJIEBBIX CHHIPOMOB B TomyssinuH [3]. bons
nipu MI" — 00BIYHO yITyCKaeMblii U3 BUAY, HO BAXKHBIH CHMIITOM,
KOTOPBIA MOXKET CYIIECTBEHHO MOBJIUATH HA KAUECTBO XKU3HU
narmenTa. JlokasaHHas cHocOOHOCTh MIMJIAKpUHA, HapsIIy ¢ 00-
PaTUMbIM HHTHOMPOBAHUEM ALlETHII- M Oy THPUIIXOIMHACTEPA3bI,
MOZYJIHPOBATh MeprepruIecKie 1 IEHTPaIbHbIE MEXaHU3MBI HO-
LULENIUH, B YACTHOCTHU TIPH AOPCAITUH, O3BOMSIET PACCMATPHBATh
Hpenapar Kak YHUKaJIbHOE MaTOreHETUYECKOe CPEICTBO B JICUEHUN
JIaHHOW KaTeropuy OOJNBHBIX [4], TOTIONMHSS €ro HOJI0XKUTETEHOE
JeficTBUE OTCYTCTBUEM XOJIMHEPIMUECKUX OCI0KHEHUH. B aToi
CBSI3U IPUBOAUM ONUCAHUE KITMHUYIECKOTO CIyYast.

Kiaunnueckoe Ha0onenne

[Mamuent P., 59 net, oOpaTuics B CBA3MU C xamodamMu
Ha 0oy ¥ c1aboCTh B MBIIIIAX MIEH.

AmnamHe3 3a0051eBaHus: cuuTaeT cedst OOIILHBIM B TEUCHHUE
Tpex MecsiteB. Hauano 3a0oneBaHus CBA3bIBACT C MEPEHECEHHBIM
COVID-19. O6paraicst B HOTMKINHUKY 110 MECTY JKHTEIIbCTBA.
Bbln BEICTaBIIEH AMArHO3: «OCTEOXOHAPO3 MIEHHOr0 OTAENA MO~
3BOHOYHHMKA C BTOPHYHBIM 00JIEBEIM CHHpoMOM». [IpoBeneHa
MarHuTHO-pe3oHaHcHas Tomorpadus (MPT), BeisBHBILIAs TTpU-
3HAKHU IETeHEePaTUBHOTO POLIECCa B IEHHBIX T03BOHKAX, KOTOPBIHA
OBLI paclieHeH KaK MOATBEP)K/ICHNE AarHo3a. [lomyyan eqenue:
HECTEPOU/IHbIE IPOTUBOBOCHAIHUTEIIBHBIE IPENapaThl HEPOPaTbHO
U B BUJIE Ma3eil, BUTaMUHBI Ipynisl B, ¢pusnorepanuro. OqHako
00J1eBOI CHHIPOM MOJTHOCTHIO HE KyITMPOBAIICS 1 EPHOAMIECKH
HapacTal JI0 My4YUTEIbHOTO, IPHYHHSS CTPa/iaHusl ¥ BHIpRXKCHHbIE
OrpaHUYEHNS IPUBBIYHOIN AKTUBHOCTH, 0COOCHHO B BeUepHee
BpeMsl, KOT/ia YCHINBANIAch M c1abocTh 1en. B Tedenne mMecsina
COCTOSIHHE HEYKJIOHHO YXY/IIAIOCh: 00JIEBOM CHHIPOM B 3aTHHX
TPYIIIAX MBIIII] [IEW PacIpOCTPaHMIIC Ha 00IacTh HaAIICUHH,
HECKOJIBKO OOJIbLIE CIIPaBa, B MOJIOKEHUH CUAIS U CTOSI CTAJIO
TPYAHO Y/IepP>KHUBATh TOJIOBY B BEPTUKAIBHOM IIOJI0XKEHNH, U Ta-
LIUEHT BBIHYKJICH OB IPUEPKUBATH €€ PYKOH 3a HIKHIOIO
yentocTh. OKpyXalolye CTajii 00paars BHUMaHHue Ha TO, 4TO
y HETO M3MEHIJIACh MUMHKA: «BCE BPEMsI OIyCKaeT II1a3ay, «KaKk
OyaTO cTal 3aTyMUINBBIMY, «YJIbIOKa He eroy. Takke H3MEHUIach
0CaHKa: MOSIBUIIUCH CYTYJIOCTb, JJIEMEHTHI «COrOCHHO MO3BI».
OnHOBpPEMEHHO pa3BUIIACh CIIA00CTh KEBATENBEHOM MyCKYIIaTypBbI:
crai u3berarhb preMa B IHUIY kapeHoro Msca, 101ok. Co cios,
anreTuT He ObUT HapyIIIeH, OJHAKO Yepe3 HECKOIBKO MUHYT 110CIIe
Havajia Ilepe)keBbIBaHMs TBEPAOH MUY BO3HUKAIN MPOOIIEMBI,
BIUIOTH JI0 3aTPyAHEHUS CMbIKaHUS detocTell. CIUIOHYTh MUIIY
He MOT 13-3a cJ1ab0CTH B I'y0ax, COPOBOXK/IABIIEHCS TTOTEKAaHHEM
CITFOHBI, ¥ TOT/Ia OBUT BHIHY’KJICH 3BaKYHPOBATh HETIPOXKEBAaHHBIN
MHUIIEBOI KOMOK U3 POTOBOM MOJOCTH MabLieM. YKa3aHHbIE Ha-
PYLIEHHS HECKOIBKO BOCCTaHABIUBAIUCH MTOCIIE OT/BIXA.

ITpu ocMmoTpe: cocTosiHue cpennei TsokecTd. [IpaBuabHOTO
TEJIOCIIOKEHHS], HECKOJIBKO TIOHM)KEHHOTO MTUTAHMS (TOXYZe
3a BpeMs Oone3Hu Ha 5 kr). OOpamaeT Ha ce0st BHUMaHHUE OT-
YETJIMBBIN HAKJIOH TOJIOBBI BIIEPE]! B MIOJIOKEHUH CTOS M CHII,
HapacTarolui Ha ¢poHe Harpy3kH B npegenax 30—-60° u Hu-
BEJIMPYIOLIMICS B IIOJIOKCHHH Jiexka Ha ciuHe. O0beM nac-
CHBHBIX JIBIKCHUH B IIEHHOM OT/IeJIe TIO3BOHOYHHKA ITOJHBIM,

0OJIe3HEHHBIH B CAarUTTaIBHON IIIOCKOCTH U TIPH J1aTePOIICKCHSIX.
Cwia B nepe/iHelt Tpymre MBI oied — 5 6aiioB, 3aaHel — 2-3
Gaita. YMepeHHast 00JIe3HEHHOCTD ITPH HaJIbIIalMK TTapaBepTe-
OpaJbHBIX TOUEK ICHHOTO YPOBHSI, HEKOTOPOE HAIpsKEHHE U 00-
JIE3HEHHOCTb NPH MANBIIAIMH TPYANHO-KIIFOYMYHO-COCLIEBHIHBIX
1 TparenreBHIHBIX MBIIII ¢ 00enX cTOpoH. HesHaunTenbHbIH
TITO3 JIEBOTO BEPXHETO BEKa, YCHIMBAIOIIMICS P (PHKCALIN
B3opa. OObEM IBWKEHHH IIIa3HBIX SOJIOK TIOIHBIH, HECOAPYKe-
CTBEHHBIH, AUIUIONHS PH B3IISIE B CTOPOHBI, IIPEUMYILIECTBEHHO
Bi1eBo. CHjIa KpyroBBIX MBI IV1a3 4 Oauia, KpyroBOM MBIIIIIBI
pra — 3 6amna. BynsOapHsIii cuHapoM: nucdarus, IeMEHTHI
JIM3apTPUH U Ha30JIAJIMK TIPH Harpys3ke (TPOMKHI CYET BCITyX
10 50). Uvula no cpenueii TMHAY, NIOTOYHBIH peiIeKC CHIKEH.
Cuita B IETBTOBUTHOM M TPEXIIABOM MBIIIIIAX Iieda 3 Oaiia,
B JIBYIJIaBOU MEIIIIIE Tureda — 4 6ama ¢ ooenx ctopon. Cuia
B MBIIII@X HOT JIOCTATOYHAS: OJHUMAETCS U3 TTOJNIOKEHHUS CUIIS
6e3 MOMOIIH PYK, CAMOCTOSITENIFHO CTOWT Ha NTaJIbliaX M Ha IATKAX.
OrMeyaeTcst CHHIPOM IaTOIOTNYECKON MBIIICYHOH YTOMIIIEMO-
CTH C HapaCTaHWEM YKa3aHHBIX HapyILIeHHUH Ha (JOHE HAarpy3KH:
TIOBTOPHBIX NPUCEAAHHH, TOBTOPHOTO C)KMMAHHUSI KHCTH B KyJIaK.

[Ipu cynpamMakcuMallbHOH CTUMYJISIIMK ITPABOTO MO~
MBIIIEYHOTO HEPBA IIEKTPUUECKUMH UMITYJIbCAMH YaCTO-
ToM 3 I'I] BBISIBIIEH IEKPEMEHT aMILTUTY/bI IATOr0 M-0TBeTa
JIebTOBUIHON MBILIIBI K TIEPBOMY B cepuu B pazmepe 32 %
(npu HOpMe <10 %), a Takke MOJIOKHUTEIbHBIE (PEHOMEHBI
MTOCTAaKTHBAIIMOHHOTO O0JIErYeHMsI U HCTOILCHUSI.

«IIpozepunosas npodax» (2,0 miu 0,05 % HeocTurmuaa
metuicynbdara + 0,3 ma 0,1 % arponuna): yepe3 50 mu-
HYT — IpaMaTH4YEeCKUH MOJIOKUTENbHBINA 3(D(PeKT, 0THaKO
C BBIp@)XEHHOH caynBalyel, OpajanKapauei, MbIIIeYHBIMU
(hacIUKyISIUAME U KpaMITH.

HoobcnenoBanue: 1abopaTtopHble IIOKa3aTely B Ipeiesiax
HOPMEI (JIefikoruThl — 7,2 [N4,5—11,0] ThIc/MKIT; TPOMOOIIMTEI —
232 [N 150—400] ThIC/MKIT; TIMKUPOBAHHBINA TeMOIIIOOUH — 5,6 %
[N<6,0], acnapraramuHotpancdepasa — 16 [N<31] En/i; ananun-
amuHoTtpancepasa — 17 [N<31] En/n; kpearnadocdoxnnaza — 98
[N<190] E/x; TpeorponHsiit ropmoH — 2,1 [0,4<N<4,0] MEx/x).

TuTp aHTHTEN K alleTHIXOJIMHOBBIM penernropam: 6,2
HMOoub/11 (N<0,45 HMOIB/1).

[Tpu kommerotrepHoOit Tomorpaduu (KT) nepennero cpemo-
CTEHUSL: B CPEIHEH YacTH Mepest BOCXOSIIEH aopToi 1 001mM
CTBOJIOM JICTOYHOH apTepuu 00pa3oBaHKEe MITKOTKaHHOH IIJIOT-
HOCTH, OJJHOPOIHOH CTPYKTYpbI, OBAJIbHOM ()OPMBI, C YETKIUMH
KOHTypaMH, pazMepamu 2,8X2,2x2.5 ¢cM — TUMOMa.

ITpu snexrpomuorpaduueckom (IMI') nccnenoBaHny KoH-
LEHTPUYECKIMH UTOJIBIaTHIMK 3JIEKTPOIaMH TTApacIMHAIBHBIX
MBIIII] IIeU crpaBa Ha ypoBHe C6 cpennss anutensHocts [IJ1E
cymecTBeHHO He m3MeHeHa (11,2 mc pu Hopme 11,7 mc). Cpenasist
ammmutyzna [1J1E B nmpenenax HopManbHbIX 3Ha4eHuil — 432 MxB
(mopma 350-700 MxB). KonmaectBo monuha3HbIX MOTCHIHAIOB
60% (Hopma 110 5%). B HeckoNbKUX BKOJIAX 3aperucTpHpOBaH
«MHOTIATHYECKUI» TaTTepH. B paccrnabnenHoii Mplmne (B 1mo-
KO€) OTMEUEHA CIIOHTaHHas aKTHBHOCTD B BHJIE 4 NTOTEHIMAJIOB
(uOpHILIALM, 2 NOJIOXKUTENIBHBIX OCTPHIX BOJH U 1 TIoTeHIMana
(acuuKysnui (B HOpMe He PETHCTPUPYIOTCS).

HW3noxeHHOE MO3BOJIMIIO YCTAHOBUTH AMATHO3: «MHACTEHUS,
reHepayinzoBaHHas Gopma ¢ Oyib0apHBIMU HapyIICHUSIMH
Ha ()OHE TUMOMBI, CHHIPOM «CBHCJIOH IIen», O0IEBOH MbI-
LIEYHO-TOHWYECKUI CHHIIPOM ILEHHOTO YPOBHS.
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B kauecTBe nmaToreHeTHYECKON Tepanuu A A0CTHKEHHS
OBICTPOTO MOJIOKUTENBHOTO 3 heKTa, B TOM YuCIIe CO CTOPOHEI
BOBJICYCHHBIX OyJIbOAPHBIX MBIIICYHBIX IPYIII, MAIUEHTy HAa3HAYECH
TpeHU30JI0H 75 Mr (U3 pacuera 1 Mr Ha 1 Kr Beca), BCIO 7103y
YTpOM J0 eAbl uepe3 aeHb. OMHoBpeMeHHO asationpuH 50 mr X 3
pa3a B ICHb B OXKMIAHUH €70 HAKOMUTEIBHOIO IEUCTBHS ¥ BO3MOX-
HOCTH 00JIee paHHETO CHIKEHHSI 103bI NIFOKOKOPTUKOCTEPOUIa.

Jlis ynydieHus HepBHO-MBIILIEUHOHN NIepeAaun Ha3HaueH
nupugocturMuia 6pomun (Kamumun) 60 Mr x 3 pasa B 1€Hb.
OpHAaKo MOJIOXKUTEIbHAS peakiyst Ha (JOHE ero npuema co-
MIPOBOXK/1aJach BEIPAXKEHHBIMH, XOTS U B MEHBIIEH CTENEHH,
4eM Ha HEOCTUTMHH, XOJIMHEPTUYECKUMU MPOSIBICHUSMHU
C YCUJIEHHEM NEePUCTAIBTUKU U Juapeeil. B aToli cBs3u no3a
MIUPUAOCTUTMUHA OblIa yMeHbIneHa 10 30 mMr x 3 pasa B IeHb
3a 30—60 MuH. Iepen e0H, a B IPOMEXKYTKAX MEXKAY €ro
npuemMamu nobasieH unugakpu (Mnurpukc) 40 mr, uto
MO3BOJWIO JOCTUTaTh COOCTABUMOIO TEPANEBTUUECKOrO
JEWCTBHS TIPH OTCYTCTBUH MTOOOYHOTO.

[ToBropHast KOHCyNIBTaLMs Yyepe3 1 Mecs1l: skano0s! Ha ABO-
€HHe IpHU B3IV BIIeBO. boneBoro cuHapoMa B 1ee HeT.

ITpu ocMoTpe: MPaBUIBHOIO TENOCIOXKEHHS, HOPMAIBHOTO
nuranus. KimmHnueckux npossnenuil cuaapoma Kymunra Her:
OBaJI JIMIA HE U3MEHEH, Iepepaclpe/IeIeHHs TTOAKOKHO-KHPOBOH
KJIETYATKH HET. XOIMHEPrH4ecKUX CUMITOMOB He oTMedaeT. [To3a
HE U3MEHEHA, «CBUCION mmen» HeT. Cuia B nepeaHel u 3axHei
rpynnax M men 5 6amio. O0beM ABMKEHUH B IEHHOM
oT/ieNie TO3BOHOYHMKA TONHBIH, Oe300me3HenHbIid. [ITo3a Her.
JIBI>KeHNs IM1a3HbIX S0JIOK B ITOJHOM 00beMe, 32 HCKIIIOYCHUEM
HEZIOBEICHHS IPABOTO [11a3a KHYTPH C BOSHUKHOBEHUEM JIBOCHUSL.
Cruta KpyroBBIX MBIIII IV1a3a U pra — 3,54 6amna. bynsdapHoro
CHHJpPOMA HET: IPH PeueBOil Harpy3Kke rojoc He MeHseTcs, IH-
3apTPUU HET, 3aTPyAHEHUE [TPU INIOTAHUM B HACTOAIEE BPEMs
TaKxe He otMedaercs. Ciula B MBIIIIAX KOHEYHOCTEH — 5 0aslIoB.
CyxoxXuIbHBIE peieKchl CpeiHei )KUBOCTH, paBHOMEpHBIe. [1a-
TOJIOTMYECKHX 3HAKOB HeT. KoopanHaropHble IpoObl BEITIONHSET
IpaBUJIBHO, B 1103¢ Pombepra ycToitums.

JlekpeMeHT-TecT B JUHAMUKE OTPHULIATENIbHBIN B JE€NIBTO-
BHUJIHOW MbIe. B mpaBoii kpyrosoil msimine rmasa — 19 %
C HJIMYHEM MTOCTAKTHBAIIMOHHBIX ()EHOMEHOB.

JlaGoparopHsble IoKazareny (0OLIMii aHAIIN3 KPOBH, OHOXH-
MM, B T.4. [NIFOKO3a KPOBH) B IpeziesiaX pedpepeHCHBIX 3HAYCHHIA.

Juarno3 npexxauid. OTMeueHa NoN0XKUTENbHAS JUHAMUKA
OCHOBHOTO TIpoliecca, KyTUPOBaHUE «CBUCIIOH IIEU» U CBA-
3aHHOTO C Heil 60JIEBOTO CHHIpOMA.

B Tepamnyu HayaTo NOCTENEHHOE CHIKEHHE 03Bl ITPEJHU30-
JIOHA 110 5 M 4epe3 JIeHb. PEKOMEHI0BaHO MPONOIKUTE IPUEM
a3aTUONPUHA ¥ MUPUAOCTUTMUHA B IipexkHel no3uposke. Mnuna-
kpuH 1o 20 Mr X 3 pa3a B ieHb uepe3 3 u nocie npuemMa mupuo-
cturMuHa. KOHTponb mivkeMuy, reMaToIornyecKHil U Ie4eHOUHBIH
MOHUTOPHUHT. [ToroTOBKA K MIIAaHOBOM TUMTHUMOMAKTOMUH.

Obcy:xnenue

OcoOeHHOCTSIMH HACTOSIIIIETO CITy4ast IBUIIMCH BBIPaXKCHHBIE
c11abocTh U 00JIEBOI CHHIIPOM B aKCHAJIBHBIX MBIIIIAX [IEH
B sieOtote passutisg MI. HecMoTpst Ha TO 4TO H30JMpOBaHHAS
C11ab0CTh 1 LIEPBUKAITHS HE BHIITOJIHSIIOT HICTOPHYECKH CIIO-
JKUBILIHUXCS KPUTEPUEB TUArHOCTUKHM IIEHHOTO OCTEOXOH/IP03a,
a TaKXKe HECMOTPS Ha aKTUBHYIO MHOTOJICTHIOIO Pa3bsICHUTEIb-
HYI0 paboTy B IPO(ECCHOHATFHOM COOOIIECTBE B OTHOIIICHHU

JIMHEHHBIX CTPYKTYPHO-OPHEHTHPOBAHHBIX MOIXO0/0B K IpodiemMe
nmopcairun, KT/MPT-auarsoctika npogaomkaetT JOMHHHPO-
BaTh B IPUOPUTETHON TPAKTOBKE CHOH/IMIJIOTCHHBIX OOJIEBBIX
CHHJPOMOB B peanbHON KIMHUYecKol npakTtuke [3, 4]. ITo pe-
3ynbraram uccienoBanus Muxaiimoka W. I, runepanarnoctika
OCTEOXOH/IPO3a CPENH MOUTHU 3,5 ThIC. MALKEHTOB, IPOXOIHUBIINX
JIeYeHHE B HEBPOJIOTHIECKUX OT/IEICHHUSX TOPOJICKON OOIBHUIIBI
B 2013-2014 rr. oT 6011 B criuue, cocrasuna 70,0% ¢ 95 % no-
BepuTenbHbIM HHTepBanioM ([I1), paBubvM 68,5-71,5. Ipu aToM
3abosieBaHMsI C KOJIAaMH 110 JI0 CHX HOp aKkTyasbHO# B Poccnu
MeXIyHapoHOH kinaccudukanmu 6onesHelt 10-ro nmepecmorpa
(MKB-10) M50.0 1 M50.1 (ropaskeHHE «MEKIT03BOHOUHOTO»
JIMICKa IIEHHOTO OTJesa C MUEJIONIaTHeH U paluKyJIonaTuei)
ObUIM AMarHOCTUPOBAHEI 32 BYXJICTHHH 1epron y 247 nauueH-
TOB, B TO BpeMs Kak KoJ M54.2 — riepBUKaNrus — BCEro y IBOMX.
[pumedarensHO, 4TO Ha (POHE MOCIEAOBABIICH 32 STUM ONTUMH-
3aruei 1 (opMyIHpoBaHHEM JMAarHO3a KOHCHIMYMOM B COOT-
BETCTBUM C MEXKTYHAPOIHON MPAKTUKOM B 3TOM XK€ CTaL[HOHAPE
3a JiBa Mecsina ObUIO BBISABICHO OOJiee aKTHBHOE HCTIONb30BaHHUE
kozia M54.2 1o OTHOLLIEHUIO K MpebIAYyLEMY IT0KA3aTeto C pas-
HOCTBIO YacToT -6,2 % (95% AN -9,61...-2,78) [5].

Mexny TeM 00Jb OKa3ajach HACTOJIBKO CYOBEKTHBHO
TSATOCTHBIM IIPOSIBIIEHHEM 3a00JI€BaHUs Y ONMCaHHOTO HAMHU
MAMEHTa, YTO JIakKe PUCOEIMHEHNE XapaKTepHOH cirabocTh
1 yTOMJISIEMOCTH, B TOM 4HCIIe Oy/IbOapHBIX MBILICYHBIX IPYIII,
He MOoOYy/ANJIO €T0 U ero JIeYalIuX Bpaueil Ha NepBbIX IOpax
CMECTHUTD aKLIEHT BHUMAHUsI C OOJiee MPUBBIYHBIX CIIOHIMIIO-
TeHHBIX IPUYMH Ha HEPBHO-MBIIICUHBIC.

Kak n3BecTHO, 6011b HE PUTYpUpPYET HU B OIIPECICHUN
MI, HU B OIMCaHUU €€ OCHOBHBIX KJIMHUYECKUX CUMIITOMOB,
HU B Pa3JINYHBIX aBTOPUTETHBIX KIMHUYECKUX PEKOMEH/Ia-
LUAX BIUIOTh A0 MOCIEAHEro nepecMorpa. Cuuraercs, 4To
camo 110 cebe 3a00JeBaHNEe HE BOBJIEKAET HOLMIICTITUBHBIC
MEXaHU3MBI HalPsSIMYIO, OHAKO CJIOKHO HE 3aMETHUTh IIPUpac-
TAIONMH MacCUB IMyOJIMKAIMH, B OCHOBHOM ITPE/ICTaBICHHBIX
KJIMHUYECKUMH HaOIIFOIEHUSAMH, aHAIOTHYHBIMHI HACTOSIICH
pabore, KOTOpbIE CBUICTENIBLCTBYIOT O BAXKHOCTU BOCIIOJHEHUS
TOHSTHH 0 601 B pamkax MI [6-8]. OOparaer BHUMaHUE, 4TO,
TI0 IAHHBIM Pa3HBIX aBTOPOB, OOJIEBON CHHIPOM, OLICHEHHbIN
KaK CaMOCTOSITENIbHO, TaK U B paMKaX ONPOCHUKOB KadecTBa
XKU3HY, IpUCyTCTBYeT y 50-69,7 % naumentos ¢ MI, u npumep-
HO y TpetH u3 HuX (29-38 %) uMeeT xapakTep OT yMEPEHHOTO
110 BBIpaxkeHHOTO [9—12]. TIpu 3TOM OBLIH MOTYYCHBI IIPOTHUBO-
peUMBBIC IaHHBIE O 3aBUCUMOCTH 60iH oT TshkecTd MI™ pn
WCIIOJIb30BAaHNUM PA3JIMUHBIX KA U KJIacCU(HKALMHA. 3/1ech
CJIeIyeT MOYEPKHYTh, YTO 0O0JIb OTAEIBHO HE YUNUTHIBAETCS
B TaKUX CIIEIMAILHO pa3paboTaHHbIX 11t MIT onpocHHMKax, Kak,
nHanpumep, MG-ADL (Myasthenia Gravis-specific Activities of
Daily Living scale — 1mkasa noBceJHEBHOM aKTHBHOCTH Y ITally-
€HTOB C MHaCTEHHUEH ), T0ITOMY IPUXOIUTCS JOBOIBCTBOBATHCS
pe3ylbTaTaMy TaKMX YHUBEPCAIGHBIX HHCTPYMEHTOB, KaK aHKETBI
oueHkH kauectsa xu3Hu SF-36 (Short Form-36) uma EQ-5D-5L
(EuroQol 5-Dimention 5-Level Health-related Quality of Life
Questionnaire). Camoe MacmtabHOE U cBexee (Ha MOMCHT Ha-
MMUCaHUs HACTOAIIETO cooOmeHus ) uccienoranue Dewilde S.
C COABT. COAEPKUT MH(POPMALIMIO O TOM, YTO ITOBCEAHEBHAS aK-
THUBHOCTB M O0ITH/ TUCKOM(OPT, olleHeHHbIe 110 EQ-5D-5L, Opumi
napameTpaMH, KOTOpBIE Yallle BCEr0 YIOMHHAIUCh B aHKETaxX
6onee 800 manmentor ¢ MI™ u3 cemu crpan (CHIA, SnoHus,
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I'epmanmust, Bennkoopuranus, Utanus, Vcianust n Kanana)
Kak poOJIeMHBIE 1 32 KOTOPBIMH CIIEIOBAIN O0JIee OUEBH/IHBIE
Ha NepBbIi B3WIA TpeBora/nenpeccus [10]. YMepeHnyto win
CHJIBHYIO 00T/ IcKOM(OpT UcTBIThIBaIN OT 12,0 % narmeHToB
C M30JIMPOBAHHOM C1A00CTHIO INIa30JBUTaTENIBHBIX MBIIII] — KJIace
I o mxane Tsoxkectn MGFA (Myasthenia Gravis Foundation of
America — Amepukanckoro ¢gonna MI') 1o 52,9 % c Tspxenoi
rerepanuzoBannoit MI' IV kiacca mo MGFA [10].

Emte Gombiie 3aoctpeH (okyc Ha O0Ie3HSHHBIX MPOSIBICHUIX
MTI' B pa3nu4HBIX HAIMEHTCKUX IOCTax, GopyMax M yarax, e
MOXHO BCTPETUTH TaKHe 3arojioBku, kak «My Pain Is Just as Real
as My Myasthenia Gravis» («Most 60oJb Takast e peanbHasi, Kak
u Most MI'») [13]. Eme 1Bajuars Jiet Ha3aa Ha SKETOAHOM 5 1-M
coOpaHKH YJIEHOB AMEPHKAaHCKOH acCOLMAIINN HEHPOMBIIICTHON
u aneKTposrarnoctaeckoit MenuuHel (AANEM) nanHo# Teme
Obl1a nocBsitieHa otaenbHas ceccust «Pain Often Overlooked
in Myasthenia Gravis Patients» («boibs yacTo He nprHIMaeTcst
BO BHUMaHwUe y naruenToB ¢ MI'») [14], a B 2021 . paniy3cknii
L’Institut de Myologie Bkiroum1 B moBecTKy cBoux Journées
neuromusculaires (HefipombIeunsix aueit) goknan «Myasthénie
et la douleur: une avancée dans la connaissance de la maladie»
(«MTI" u Gorp: mrar Biepes B IOHUMaHUK 0oe3Hm») [15].

ITpu 3TOoM pyHIaMEHTAIBHBIX TyOIMKAINi, CITOCOOCTBYIO-
[IMX [IEPECMOTpPY WM PACIIMPEHUIO TPAIULMOHHBIX B3IVII0B
Ha 3a0oneBaHue, Masio. B ofHo# u3 Takux pabor Leon-Sarmiento
F.E. ¢ coaBT. mpenpuHSUIHA MONBITKY 000CHOBATh, YTO YyBCTBH-
TeNbHBIEC HapyleHns pu MI, KoTopble «BeKaMH OCTaBaJIUCh He-
3aMEYEHHBIMIY, SBJISIOTCS CIICACTBHEM MTOPaXKEHHsI CEHCOPHBIX
CHCTEM Ha Pa3HbIX YPOBHSX OT PELIENTOPOB JI0 TOJIOBHOIO MO3Ta,
a MI3MEHEHHas XOJIMHepruyeckas nepeada HepBHOTO UMITYJIbca
y TaKUX MalMeHTOB CHIKAET PETYJISLIMI0 MOTOPHBIX, CEHCOPHBIX
¥ BEreTaTUBHBIX QyHKIW [16]. BMecTe ¢ Tem pasnmenseMas
PsIIOM aBTOPOB KIMHUYECKNX HAOIFOACHHUN TOUYKA 3pEHHMS 3a-
KJTIOYaeTCs B TOM, YTO MBIILIEYHOE HAIPSDKEHHE, BOSHUKAIOIIIEE
B OCJIa0JICHHBIX MBIIIAxX npu MI, IpuBOAMT K HOCTYpabHBIM
HapyLIEHUSIM 1 CBSI3aHHOM ¢ HUIMH MBIIICYHO-CKEIIETHOH O0mH,
HaunboJee SPKO MPOSIBILSICH TPUMEHHUTENFHO K aKCHAIbHON
MYCKyNaType, B IEPBYIO O4€peb — K Mblnam meu [17-19].

CriocoOHOCTB YesIoBeKa yIIep)KHBATh TOJIOBY B BEPTUKAIIEHOM
TIOJIO’KEHHUH 00ECTIEYMBACTCS TITHIO TTapaMy MBILII-pasrudarenei
nren. Jta (QyHKIHS B HOPME OIMHAKOBO MAJIO3aMETHA U MaJIo-
W3MEHYMBA C MOMEHTa e¢ ()OPMUPOBAHMS HA MEPBBIX MECsLax
U JI0 KOHI[A )KM3HH, HECMOTPSI Ha TO YTO CPEJIHSIS TOJI0BA B3POCIIONO
YeJI0BeKa BECUT 5—8 KI' IIPH MOAEPKaHUN 310POBOH OCAHKH.
Ipu HaxsoHe rooBeI BriepeA B npenenax 15-60 rpagycos cuna,
KOTOPOH YCIEIIHO ITPOTHBOACHCTBYIOT JaHHBIE MBIIIIIBI, YBEJIH-
yuBaercs ot 27 1o 60 ¢pynToB (12,3-27,2 xr) [20]. V 5KMBOTHBIX
pasrudaTeny e pa3BUTHI ellie CUIIbHEE U PEAKO OKa3bIBAIOTCS
TI0J1 YTpo30H NopaskeHus1. Berpedaromiasicst cpey Jiui onpee-
JICHHBIX POQecCuil (XUPypru, CTOMaToIOTH, TTAPUKMAXEPhI)
11032 C BBIHY)K/ICHHBIM JUTUTEIBHBIM CMEILIEHUEM T'OJIOBBI BIIEpENl
(Forward Head Posture), kotopast B HaIli JTHY TOJy4HIIa MaccoBOE
pacnpocTpaHeHne C pa3BUTHEM 3aBHCHMOCTH OT CMapT(hOHOB X UM
TIOJIOOHBIX NEKTPOHHBIX YCTPOKCTB, IO pe3ysbTaTaM HelaBHEro
MmetaaHamiza Mahmoud N.F. ¢ coaBT. cunTaercsi OTBETCTBEHHOM
3a (hopMHUpOBaHKE OONH B I1Iee, CBI3aHHOH C NepeHaIpsKeHHEM
y B3pOCIIBIX U MOXKUIIBIX JTIONEH, HO He y ToApocTKoB [21]. B co-
YETaHWH C CYTYJOCTbHIO, BBI3BAHHOM JMCOAIAHCOM B COOTHOILIE-
HHU NIepPEHANpPsHKEHHBIX U 0CNa0IeHHBIX MBIIII-aHTarOHUCTOB

ILIEYEBOTO N105ACa, AAJIbHEHIIee TPOrpeCCUPOBAHIE HAPYILLIEHHS
TaKo! OCAHKH U3BECTHO KaK BEPXHUI NEPEKPECTHBII CHHAPOM
(Upper Cross Syndrome) i ©MeeT JOKa3aHHYIO CBA3b C OOJIBI0
(eifHOH, TONOBHOM 1 JIMIIEBOH), a TAKKe HAPYLICHHUSIMU IVIOTaHHUs
U JIBIXaHWs, 0e3yCIOBHO, HCMHACTEHUIECKOTO Xapakrepa [22].

B cBol0 ouepenb, BHIHYKAEHHAS! YCTAHOBOYHAS (PIEKCHS
B ILIEHHOM OT/eJIe I03BOHOYHUKA TIPU HEPBHO-MBIILIEYHOI IaTo-
JIOTHY TIOJTyYHiIa HHTepHAIMOHaIbHOe Ha3BaHue Dropped Head
Syndrome (DHS) u xapakrepu3yercst, Kak 0 JaHHBIM JIUTEPaTypBI,
TaK M 110 TIPOSIBIICHUSIM Y TIPEICTABICHHOTO HAMU TAlleHTa, He-
CIIOCOOHOCTEIO Y/IEPKUBATh TOJIOBY B BEPTHKAIBLHOM ITOJIOKEHUN
n3-3a cnabocTu pasrudareneil men, TPEMMyIIECTBEHHO — MOIY-
OCTHCTBIX MBIIII (mm. semispinalis cervicis) [2]. 1o cocTosHuEe
MOXET OKa3aThCsl JI0BOJILHO M3HYPUTEIILHBIM, TIPHUNHSS (PHU3He-
CKHUi TUCKOM(OPT 1 BHIPJKEHHBIE KOCMETHYECKHE 1 COLUAJIbHBIE
Hey00CcTBa. DTHUMOJIOTHS ITaHHOTO MOHSATHS, BEPOSTHO, UMEET
STIOHCKOE NIPOMCXOXK/ICHHE U CBsi3aHa ¢ pabotoit Miura K., koto-
PBIH OIyOIMKOBaJ MEPBBIC ONMMCAHUS TOJOOHBIX CIyYaeB B Jla-
THHCKOH TPaHCIUTEPAIy CrIelu(UIECKOTO SMOHCKOTO TEPMHUHA
«Kubisagari» Ha HeMenkoM s3bIKe emie B koHte XIX Beka [23].
JI. A. 3wi0ep 1 ipyrye COBETCKHE BUPYCOJIOTH, HAIIPABJICHHBIE JUTS
00pBOBI C AIIHIEMHUEH TIPETIONaraeMoro SIOHCKOro (KOMapHuHOTO)
sHuedamra Ha ansauit Boctok B 1930-x rogax u B pesylnsrare oT-
KpBIBIIKE MUDY BO30YIUTENIS, JIeYeHHE ¥ TPODHIAKTHKY KIIEIIEBOIO
SHIIe(ANHTA, IEPEJIOKIITH 3TO SATMOHCKOE BBIPaXKEHHE, ONMCHIBA-
IOIIIee OZIMH U3 KITIOYEBBIX CUMIITOMOB 3a00JIeBaHMsl, Ha PYCCKUH
A3BIK KaK «CBHCJIasi TOJIOBA» MM «CBHCIAs LIes». ABTOPOM XKe
€T0 aHIIOA3BIYHON (hOPMYITMPOBKH, KaK HH YIUBUTEILHO, MOYKHO
cumrars H. W. IpamenkoBa, ommy0iikoBaBIIero MacmTabHbIi 0030p
o kireneBomy H1edamty B CCCP B bromnerene BO3 B 1964 1.
[24]. Tem BpemeHeM Ha 3amaje, Beiien 3a onucanueM Katz A. L.
u Pate D. B 1980 r. kiunuku «Floppy Head» npu runorupeose,
DHS nomy4un mmpokoe pacnpocTpaHeHHe B HayqHOI IMTepaType
B CBSI3M C Pa3IMYHON HEHpOJereHepaTHBHOH (IIpeXk e BCero, Py
6ome3nn [lapkuHcOHa M OOKOBOM aMHOTPO(GHIECKOM CKIIEPO3e),
cuHanTuyeckoil (Bkimouas MI™ u cunapom JlamGepra—IToHa)
Y TIEPBUYHO MBIIIEYHOH MaToiorueil (BocnaauTeIbHbIe 1 He-
BOCTIAJINTEIHHBIE MUOIIATHH, B TOM YHCIIE PAAUALIMOHHOTO U He-
SICHOTO TeHE3a — T. H. M30JIMPOBAaHHAs MUOTIATHS pa3ruoareeii
1IeH), JOCTUTHYB K HACTOSIILIEMY BPEMEHH YPOBHS «CKPBITOM
anuaemMumn» [25].

Cobuparenshsrii moprper namuenta ¢ DHS npu MI, kotopast
yAEpIKHUBaET 3-e MECTO MpU ycpeaHeHHbIX 12 % BcTpedaeMocTu
OT BCEX M3BECTHBIX IIPUUUH €0 PA3BUTHUS, CMEILEH B CTOPOHY
0TOOpaXkeHHs TTOXMIIoro (1o Kitaccudukanuy BeemupHoit op-
TaHN3aLMH 37[paBOOXPAHCHHS) YeJIOBEKa IPUMEPHO PaBHOBEPO-
ATHOU MOJIOBOM NPUHAIEKHOCTH C TeHEPATN30BaHHOM, CKOpee
CEepoMO3UTUBHOM, PopMoii 3ab0eBanws Oe3 YOSTUTEIBHOM CBI3H
C THMOMOI 1 aKcHasibHOM Muonarue [2, 18, 25]. He Bce yka3aHHbie
MPU3HAKY B IOJHON MEpPE COOTHOCATCS C MPEeCTaBICHHBIM HAMU
ciy4aeM. OJHaKO aKTyaJlbHbIE Ha CETOHSIIHIN JEHb KITMHUYECKHE
OIUCAHUS CONEPKAT JOBOJIBHO IUPOKYIO BAPUATHBHOCT, U MOKHO
0’KUJIaTh MTOTEHIUANBHBIX CMEIEHHH B3IIS0B Ha 3Ty PEIKYIO CO-
YETaHHYIO NaTOJIOTHIO TT0 MEPE HAKOIUIEHHS HOBBIX HAOIONCHHUIA.

B onnoM 13 nepBeix knuHn4eckux npumepos DHS mpu
M, o3armaBienHbix Puruckherr M. ¢ coaBT. kak «An unusual
presenting feature of MG» («HeoOsranoe mposienerne MI'»),
BO3HHMKHOBEHHUE JaHHOTO CHHIpOMa ObUIO OIMCaHO y 78-11eT-
HETO MallueHTa C NITO30M, IUIIONHEH, HEYETKOCTBIO Peud
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Y IPOKCHMAJIBHOH cTa00CThIO B HIKHUX KOHEYHOCTSX [26].
Jnarno3 ObLI TOATBEPKACH J1ab0paTopHO, (hapMaKoIOrHuecKu
1 2NEeKTPO(U3UOIIOTHYECKH, @ YKa3aHHBIE CUMIITOMBI, PABHO
xak 1 DHS, HuBenupoBanuce JieueHueM, BKIOUABIINM TUPU-
JOCTUTMHH U MIPEIHHU30JI0H 110 OOILETIPUHATOHN CXeMe.

B onucanum ciyuaeB u aHanu3e JIUTEPaTypbl, OPUEHTH-
POBaHHO! B OCHOBHOM Ha SIIOHCKYIO MOMYJISAIMIO NAllUEHTOB,
Tamai M. ¢ coaBr. npunum K BeiBoy, 4ro DHS xapakrepen st
MI ¢ HauanoMm 3a0oneBaHus B Bo3pacte >46 JeT ¢ IpeuMyIiie-
CTBEHHBIM TOBBIIIEHUEM TUTPA AHTUTEN K AlleTHIXOIHHOBBIM
penenrtopam (AXP) 1o OTHOIICHHIO K MBIIIEYHO-CHIENH(DHYECKOM
tuposnHkuHaze (MuSK) B 3,5 paza [27]. [larorenernueckunit
MEXaHU3M, CIIeIU(GUIHBIA AL 3TOro peHOTHNA, TI0 MHEHHUIO
ABTOPOB, HEU3BECTEH, HO OHM MPE/ITIONOKIIN HAJTUUHE TeTEePOreH-
HoctH snutonoB AXP, nposiBrsitoeiics cumnromarikoir DHS,
CBSI3aHHOM C BO3pacTHBIMU (pakTopamu. Cpeau mpoaHaIu3upo-
BaHHBIX TTAIIMEHTOB Mpeo0Iagaiy )KeHIMHBI B IPOTIOpLUH 7:4,
YTO MOCITYXKUJIO OCHOBOI JUISl €I1e OHOM TUIOTEe3bI aBTOPOB,
CBSI3aBILUX TAKOE COOTHOLIEHHE C YUCICHHBIM IEPEBECOM XKEH-
LIMH-MHUACTEHUKOB TIOXKUIIOTO Bo3pacTa B Snonuu [27].

IouTy OHOBPEMEHHO B PETPOCIIEKTUBHOM HCCIIEOBAHUN
Sih M. ¢ coaBr., BkrouaBIeM 146 G0IbHBIX F'eHepaTH30BaHHON
MI B CHIA, 65010 TIOKa3aHO, uto DHS niposiBisiicst B 10 %
ClTydaeB, B OOJIBILCH CTENEHH y MAleHTOB MY>KCKOTO T0JIa,
CO CpeTHUM BO3pacToM Hauaia 3aboneBanus 59,1 roma [28)].
W3 Hux y 14 yenoBek ObUIM BBISIBJICHBI TIOBBIILICHHBIE TUTPHI
anTturen Kk AXP, a y oqnoro — antu-MuSK antutena. ¥V Bcex
AXP-aHTHTENIONO3NTHBHBIX OONBHBIX NposiBiteHust DHS ynanock
KyIIMPOBAaTh WJIM YMEHBIIHTB Ha ()OHE CTAHIAPTHON ITaTOreHeTH-
yeckol Teparnuu. [IpumeuarebHo, 4TO B Ha3BaHUE CBOEH pabOoThI
aBrops! BeHEC DHS kax gactyro ocobennocts MIT ¢ mo3aHum
HauyastoM (A Frequent Feature of Late-Onset Myasthenia Gravis).

B pabote bapnakosa C. H. ¢ coaBT. ObLI0 BBICKa3aHO MPEATIO-
JIOXKEHUE O TOM, YTO KaK NPHHAICKHOCTb, TAK 1 00paTHMOCTb
DHS npu MI' He cBd3aHa ¢ TUIIOM PELIENTOPHBIX MUIIECHEH,
MIPONOPLHOHAIBHA NPOAOIKUTENBHOCTH MUACTEHUUECKOH
c1a00CTH 1 Ha paHHUX CTaIUSX JICHEPBAIIMOHHO-PEHHHEPBA-
LIMOHHOTO TIPOIIecca MPOSIBISETCS TOJIBKO (pyHKIMOHAIBHON
NMMOOMIM3aIeH TapaBepTeOpatbHbIX MBI, a aKCHaIbHAs
WM T.H. IapacIiiHajIbHask MUOIIATHs IPEICTABISIET CO00H yxe
XPOHHUECKYIO JIeHepBaltio [29]. OTuM, B 4aCTHOCTH, MOKHO
OOBSICHUTH OCOOCHHOCTH TIOJIy4CHHBIX IpH Urossdaroil OMI
Y HaIIero MalUeHTa JaHHbIX, HE JOCTUralOIUX YPOBHS MHa-
CTEHMYECKOH MHUOIIATHH, OIMCaHHOH Y 60ibHBIX MI ¢ Ho3nHuM
HauasioM, U MI, couerarormetics ¢ Tumomoti [30].

CpaBHUTENbHBIHN aHAN3 TOA00PKH KIMHUYECKUX CITy4YacB
coueranust DHS c antu-AXP (rpynma 1, n=8) u antu-MuSK-MI'
(rpynma 2, n=9) B pabote Okubo S. ¢ coasr., conepxaeii, Bepo-
STHO, HanOOJIee TIOJIHBIC Ha CETOAHSIIHMA JICHb TAHHBIE, TI03BOJIIT
YCTaHOBUTb CPEAHUI BO3PACT MALIMEHTOB EPBOU IPYIIIIBI PABHBIM
66 ronam (pazbpoc 54—80 net), MOk KEHIUH B Held — 37,5 %,
HaJIYMEe TUMOMBI B 25 % 1 TOCTIKEHHE YTy qIIeHUs (PEMUCCUHN)
Ha (oHe MaToreHeTHIeckoi Tepamuu — 87,5 %. AHaNOrnYHast OLeH-
Ka BO BTOPOY TPyTIIIE 0Ka3aa, YTO OHA COCTOSIA UCKIFOUUTEIBHO
U3 JKEHILYH, B CPEIHEM Ha JAeCATHIIETHE MIIAAIILIEro Bo3pacTa ot 33
10 73 5et, y KOTOpbIX THMOMA Oblita BeIsiBiieHa B 11 % ciydaes,
a xoppexuun DHS ynanocs noctuus B 77,8 % [31]. TpakToBKa
00JIeBOTO CHHPOMA IIPH 3TOM B OOJIBITMHCTBE UCXOHBIX Ha-
Omonenuii He OblIa NPHUBENEHA, XOTS B psijie U3 HUX 00Ib OblIa

MoJJaHa KaK 0YEBUIHOE CIIEJICTBHE aHTeKosutuca [2, 17] u naxe
BXO/MJIA B onpefiesieHre camoro cunapoma [18]. B o sxe Bpemst
B YIOMSIHYTOH BbIlIe NHOHEepcKkoi pabote Puruckherr M. ¢ co-
aBT. DHS 0bL1 0XapakTepr30BaH Kak 0e3001e3HEHHbIN MPU3HAK
HEPBHO-MBIIIEYHBIX 3a00JIEBaHUH, IPOSIBIISIOIMXCS C1a00CTHI0
pasrubareneii meu [26]. B 31oif cBs31, BO3BpAIIAsCh K SIUHCTBEH-
HOM JTOCTYITHON CPaBHUTEJILHOM OLIEHKE OO0JIM B paMKaX aHKETHI
kadectsa sxu3uu SF-36, omyonukosannoit Padua L. ¢ coasr., cire-
JlyeT OTMETUTB, YTO €€ BHIPAKEHHOCTb HE Pa3IM4aaach B rpymIax
MALMEHTOB, MEPEHECIINX U HE MEPEHECIIMX TUMAKTOMHUIO [12].

KomOuHaIus onucaHHbIX HAMH Y MalieHTa CHMIITOMOB
Ha (hOHE BBIBJICHHS TAMOMBI COIIACYETCSI C TUITMYHOM KITMHUYEC-
koit kapTuHoit AXP-nozurrBHOM MI, coueraroreiicst c THMOMOH,
paBHo Kak 1 ¢ MI" mo3iHero Bo3pacra, ¢ HalnuuueM XapakTepHOl
c1ab0CTH MBILIIT LIIEW 1 XKEeBATEIBHON MyCKYJIaTypsl, (hparMeHTap-
HBIM OyJIb0apHBIM CHHJIPOMOM, OTCPOYEHHBIM NPHCOEIMHEHHEM
IJ1a30/IBUTaTeIIbHBIX HAPYIIEHNH W HETIOJIHBIM, HO OBICTPBIM OT-
BETOM Ha naroreHeTnueckyo Tepanuto [30]. Kpome Toro, npen-
HOJIOXKUTENBHO C TUMOMOH CBSI3aHO U OTMEUEHHOE HAMHU HaJI4ue
Y3KOTO JUaNa30Ha MEX/y TepaneBTUUECKUM U XOMMHEPTHIeCKUM
JeHCTBHEM aHTHXOJIMHAICTEpasHbIX npenaparos (AXOIT). Ontumu-
3auuell NpUMEHeHUs MUPUAOCTUTMHIHA IIPH TOM MOMKHO CUMTATh
€ro Ha3Ha4YeHUE Nepel €01, MOCKOIbKY, C OJHON CTOPOHBL, 3TO
CrIocoOCTBOBAIIO MOIEPKKE (DYHKIMK OyITbOapHON MYCKY/IaTyphl
BO BpeMs ee HauboublIei BoctpedboBanHOCTH. C Ipyroif — KOH-
TPOJTIO 32 Pa3BUTHEM ITOOOYHEIX 3((EKTOB, TOTOMY YTO, COIIIACHO
MHCTPYKILUH, IPUEM MUIIU XOTS U HE YMEHBILAET, HO MOXET
OTCPOYUTH BPEMsl JOCTHAKEHHS MaKCUMAIbHON KOHIIEHTPALUU
Tperapara, He BIHssL Ha er0 OHOI0CTYITHOCTb.

Hcnonb3oBaHue MIMIAKPUHA B CHMITOMATHYECKOM JICYEHUN
MI" He IpOTHBOPEUUT MOKA3AHUSIM K IPUMEHEHHUIO, COTIIacy-
€TCsl ¢ JIMTepaTypHbIMU JaHHBIMU [33], a TakKe HE COIIPOBO-
JKJTACTCS XOJIMHEPTUUECKUMH OCIIOKHEHUSIMH, YTO BIIOOABOK
CIIOCOOCTBYET YMEHBIIEHHUIO 036l TUPUJOCTUTMHHA — OT-
paxxaeT OCHOBHBIE 3 (eKThI npenapara, CoOueTaHne KOTOPBIX
YQJIOCH YCHEUIHO MPUMEHHTH B II0JIB3Y HAOI0IaeMOro HaMu
narenTa. Kpome Toro, ciocobHOCTh HmiakprHa 3G GheKTHBHO
y4acTBOBaTh B NOAABIEHUN HEOIMMOUAHBIX HOLULIEITUBHBIX
U IPOBOCTIANIUTENBHBIX MEXaHU3MOB SIBHJIACh JOTIOIHUTENBHBIM
0J1aroINpusTHBIM CBOMCTBOM, pEaI30BaHHBIM Ha OCHOBAHUH
OIyOJIMKOBAaHHOTO paHee MONTBEPIKACHIS Ha OONBIION BEIOOpKE
MAaI[IEHTOB C MBIIIEYHO-CKEIETHON aKCHAIbHOM OOBIO [4].

Hacxonbko H3BECTHO aBTOpaM, 3TO IEPBOE ONUCAHUE KITH-
HUYECKOTO CIIydasi, COUETalOIero OOJIEe3HEHHbIH CHHAPOM
«cBucioH 1en» ¢ MI' B oTeyecTBeHHOM JuTeparype. Y namu-
entku ¢ DHS n anturenamu k MuSK-penentopam, onucasuoi
BapnakoseiM C. H. ¢ coasr., MI" pa3Bunack kak OCIOKHEHHE
QJIJION€HHOH TPAaHCIUIAHTAI[MK TEéMOMOITHUECKUX CTBOJIOBBIX
KJICTOK TIPY MHUEJIOMTHOM JICHKO3€, U 0 00JIEBOM CHHIIpOME
IIPH 3TOM He coo0ranocs [29].

Io 3akoHy napHBIX CIy4aeB B HACTOAIIEM KIMHIHYECKOM Ha-
OmoneHny QUrypHpyeT elle OfiHa peKasi i OJHOBPEMEHHO 3J10-
OomHeBHast netainb. A MMeHHO pasButre MI™ mocie nepeHeceHHOH
KoBHIHOM MHpeKyn. M3BecTHO, 4To OaKTeprabHbIE U BUPYCHBIE
MHQPEKIUH MOTYT OBITH IIPOBOLMPYIOIIMMH (haKTOPaMH KaK JJIst
BO3HUKHOBEHUS MI, Tak u yxXy/leHus ee TEUEHHUs, a CpeIu
BUPYCOB, CIIOCOOHBIX BBI3BIBATH 3TO 3a00JI€BaHNE, ONUCAHBI
BUPYC UMMYHOJIE(pUIINTA YeNIOBEKa, OIMOMHUENINTA, DIIITEH-
Ha — bapp u B Tom uncne SARS-CoV-2 [32]. [Ipu nputienisHOM
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TIOKCKE YIAJIOCH JaKe OOHAPYKUTH OIMICAHKE SANHIIHOTO Keiica,
coderarolero B cede Bce MCKoMbIe iepeMennbie: DHS, 6ob,
COVID-19 u MI' [19]. BmecTe ¢ TeM OTCYTCTBUE B HACTOSILLIEM
HaOMIONCHIH IOKA3aHHOM MPIYUHHO-CIICJICTBEHHOM CBSI3H C TIepe-
HECCHHOW KOPOHABUPYCHOM OOJIE3HBIO, KPOME YTBEPIKICHUS
CaMOro NalKeHTa, He MPEJOCTABUBIIETO MOITBEPKIAIOLIUX
MEJUIMHCKHUX TIOKYMEHTOB, HE [I03BOJISIET aBTOPaM IPETEHA0BATh
Ha OYEepPEHYIO Hay4uHYIO CEHCAIIHIO B 3TOH CBSI3U.

3akn04ueHue

OnucaHHBIN cIy4ai NOAUYEPKUBAET TeTepOreHHOCTs MI
1 ee CIIOCOOHOCTH BBI3BIBATh OTUECTIIMBOE ITOPAKEHHE AKCH-
AJIBHBIX MBIIIL, IPUBOAsIIEE K (PEHOMEHY «CBUCIION IIEN»,
KOTOPBIH, B CBOIO OUepellb, OTBETCTBEHEH 32 (POPMHUPOBAHHUE
HEeXapaKTepHOT'o JUIsl KJIACCHUECKOTO TeUCHHS 3a00JICBaHUs
6omeBoro cuHIpoMa. DHPEKTUBHOE TATOTCHETUYCCKOE JICUCHIE
AXP-nosutrBHON MI" B GONBIIMHCTBE CITy4aeB MPHBONT K Ky-
ITUPOBAHHIO €€ OCHOBHBIX U CBA3aHHBIX ¢ HUMU KIMHUYECKHX
TIPOSIBJICHUH, B TOM 4ncie Oomu. B psze ciydaeB npuMeHeHne
obparumoro AXOII unuaakprHa sBISeTCs JOTIOITHUTETBHBIM
MIPEUMYILECTBOM B TE€PAITUH ITOJ00HBIX COCTOSIHUHN, YUUTHIBAs
€T0 COITYTCTBYIOIILYIO OOJIErYeHHIO HEPBHO-MBIIIEYHOI IIepeaqm
3] (EeKTUBHOCTH KaK a/{bIOBAHTHOTO aHAJIBI'€THUKA B OTHOILICHUHI
JIOpCAITHH pa3IM4HOro rene3a. Kpome Toro, koMOMHAIWMS UITH-
JIaKpHHA C YMEHBIICHHOW 10301 MMPHUIOCTUIMIHA CIIOCOOCTBYET
HUBEJIMPOBAHUIO XOJIMHEPTUIECKOTO JICHCTBHUS TOCIEAHETO
TIPH TIOJIEPKaHUN TepareBTiyeckoro 3¢ dekra. Heooxommumel
JaJTbHEHIIINE UCCIIeIOBAHMSI JAJIsl JIy4IIEeTo IIOHNMAaHUs 11aTo-
(PU3MOJIOTHUECKUX MEXAHU3MOB M OIITUMH3ALIUH CTpaTerui
JIeYEHHs] HEMOTOPHBIX MPOSIBIECHUH y mareHToB ¢ MI.
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