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Onucanbl 2 cayuas mpancgopmayuu muacmeruu 6 60xoeoil amuompogpuueckuii ckaepos (bAC). Y 72-nremmueii ncenwunvt u 38-remueeo
MYIHCHUHDBL BbISI8AEHBL DOCIOBEPHbIE KAUHUHECKUE NPUSHAKU 2eHEPAAU308AHHOL MUACIMEHUU, C HAAUYUEM 21a3008UAMeNbHbIX PACCMPOLICE
U nmo3a, HapyuieHuem 0yab0apHbIX QYHKYUL, cA1a00CMbI0 MblulY AUYA U KOHeuHocmell. Jluaeno3 muacmenuy noomeepicaacs pe3yisma-
mamu gapmaxonoeureckoeo mecma, snekmpomuoepaguueckoeo (IMT) mecmupoeanus HepeHo-Mblue4HOI nepedauu, NOGbIUEHUEM KOH-
YeHmpayuy aymoanmumen K auemuaxonuHo8oMy peyenmopy, mumuH-npomeuny, a maxKice 3pekmom entoKoKOpmMuKoUOHol mepanuu
u mumdKkmomuu. Y oboux nayuenmos 6 unmepeane om 4 do 7 aem om Hauana 6one3nu nogsunucy IMI- u kaunuueckue cumnmomvt bAC.
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2 cases transformation myasthenia gravis to amyotrophic lateral sclerosis

L.A. Sanadze, L.F. Kasatkina
Moscow Myasthenia Center

A72-year old woman and 38-year old man had clinical sings of myasthenia gravis with ptosis and double vision, speech, swallowing, face
and limb weakness. They was diagnosed MG after tensilon test, responding to piridostigmine and prednisolon treatment, neuromuscular
disorders and positive anti-AchR and titin antibodies. Four and 7 year ago after debut of myasthenia gravis they had clinical and electro-

physiological symptoms of amyotrophic lateral sclerosis.
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MuacteHust 1 60KOBOUM aMUOTPO(PUUECKUI CKIIEPO3
(BAC) — HepBHO-MBIIIIEYHBIC 00JIC3HN XapaKTePU3YIOII-
€Csl CXOXECTbIO OTAEJIbHBIX KIMHUYECKHUX CUMIITOMOB,
HO MMEIOINE Pa3IndHbIe ITaTO(PU3N0TOTUICCKIEC MeXa-
HU3MBI, 3(pGeKTUBHOCTDL JiedueHUsS U ucxon. BAC —
daTtanpHOE, HEYKIIOHHO IIpOrpeccupyloiiee, Helipomere-
HepaTHUBHOE 3a00JieBaHMWE, OOYCIOBICHHOE THOECIBIO
MOTOHEWPOHOB CITMHHOTO MO3Ta ¥ KOPBI 1 IIPOSIBIISTFOIIIC -
ecsl cTabOCThIO M aTPODUAMHU PA3TAIHBIX TPYITIT MBIIIIII,
BKJIIOUasi OyJabOapHYIO, IBIXaTCJIbHYI0 M MUMHYECKYIO
MYCKYJIaTypY, a TAKXKE ¢ BOBJICUCHUEM MEIIIII TYJIOBHIIA U
KOHEUHOCTe. MuacTeHUS SIBIISICTCST KypaOeJIbHBIM ayTO-
MMMYHHBIM 3a00JIeBaHHEM C ITOpaXkKeHHEM HEPBHO-MBbI-
IIEYHOTO CHHAIICA M MMEIOIINM aHaJIOTUYHBIN THUIT JBUTA-
TEJIbHBIX HapYIICHWI C JOMOJTHUTEILHBIM BOBJICUCHUEM
SKCTPAOKYISIPHOMN MyCKyIaTyphl. JJIst MUacTeHNU Xapak-
TepHa MBIIICYHAST YTOMJISIEMOCTh, KOTOpasl BBISIBIISICTCS
n y mareHToB ¢ BAC Ha paHHNX cTanusax 6oxe3Hu [1—5].
HecMoTpst Ha cX0KeCTh OTIEIbHBIX KITMHUISCKUX CUMIT-
TOMOB 0OJIE3HEH, CYIIECTBYIOT U BITOJIHE JTOCTOBEpPHBIC
pazmmunst. OHM KacaloTcsl B TIEPBYIO 09epeIb BOBICUCHUS
B MATOJIOTMYECKUIA TIPOIIeCcC SKCTPAOKYIISIPHOI MyCKyIa-
TypbI, KOTOpas Hab/ogaercs y 85 % 00IbHBIX MUACTEHH -
eil n HexapakTepHa 1 BAC [2, 3]. OgHako mmeercsd
ormcanme 2 601bHBIX BAC ¢ OBICTPO IPOrpecCUpyOIIIM
IITO30M U IUIUIONNEH, He MMEIOIINX peaKIIuK Ha TIprueM

AHTUXOJNIMHACTepa3HbIX (AXD) M TIIOKOKOPTUKOMITHBIX
npenapaToB. boabHBIC HEe MMEI aHTUTE K alleTAIIXOJIH -
HOBOMY pEILIETITOPY, TAMOMBI, OTHAKO 3JIeKTPOGHU3NOJIO-
TUYECKOE MCCIIeAOBAaHNE BBISIBIIIO HapyIIeHNEe HEPBHO-
MBIIIETHOM TTepeaur B KpyroBoil MbIie ra3a. C yaeToM
3TOTO 00CTOSATENBCTBA aBTOPHI IIPEATIONOKMIN BO3MOX-
HOCTh couetanuss BAC c¢ okynsgpHOil ¢dhopmoit mMua-
creHnu [6]. ATpodust MBI — KJIIACCUYECKUI CUMITTOM
BAC, BMecTe ¢ TeM IpUMEPHO Y 5 % GOJIbHBIX MUACTEHU -
el TaKxKe MOTYT BBISIBIIITBCST aTPO(MUH MBIIIII pa3TNIHON
Jokamm3auui [1, 7, 8]. Tak, arpoduu MBI JTULA U SI3bI-
Ka MHorIa Habmogalorcst y 60abpHBIX ¢ MuSK-11o3utuB-
HOI M CepOHETaTUBHON IT0 OTHOIICHMIO K alleTUIXOJIM-
HOBOMY penientopy dopmamu mwumactenuu [9, 10].
dacuuKyraunm, TakkKe KaKk W MBIIICYHBIe aTpopum, —
XapakTtepHble cuMnIToMbl BAC, y OOJBHBIX MUACTCHUCH
(acumKyISIIMy HaOIIOTAIOTCS TOJBKO Ha (hOHE Tepeno-
3upoBKU AXD-tipeniapatoB [2, 3]. ¥ HekoTOporo umucia
OOJIBHBIX MUACTCHHUEH OTMEUCHO OKUBIICHUE CYXOXIWIIb-
HBIX pedIIeKCOB, OMHAKO OHO HE CTOJb 3HAYUTEJIBHO
W HE COIIPOBOXKIAETCS pacIIUpeHUEM pPedIeKCOTeHHBIX
30H U TTOSIBJICHUEM ITaTOJIOTUIECKUX KUCTEBBIX M CTOITHBIX
3HaKOB, Kak y manueHToB ¢ BAC [11]. Hapymenus peun
y OOJBHBIX MUACTCHUEH dalle IPOSIBISIIOTCS HOCOBBIM
OTTEHKOM T0JIOCa — THYCAaBOCTBIO, TOTIAa KaK Y OOJBHBIX
BAC — mm3apTtpueii ¢ HaTUIUeM CITACTUYECKOTO KOMIIO-
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HeHTa peuu [12]. [To KiImHMYecKOMy NaTTEPHY pacrpee-
JICHUsI OBUTATEIBHBIX paccTpoicTB MmacTeHMsTI 1 BAC
OYCHb CXOXH, ONHAKO OTYETAMWBas CBSI3b C OTIBIXOM
1 YTOMJICHUEM, TUITUIHAS IJIT MUACTeHUU 1 OTCYTCTBYIO-
mag y nauneHToB ¢ BAC, rto3BosisgeT nuddepeHInpoBaTh
9TH coctostHu [1, 4, 7, 11]. BaxXHBIM (haKTOPOM, YCIIOXK-
HsomnM g depenmanmio MuacteHU 1 BAC, ciry>xut
BO3MOXHasl Ha paHHMX cragusx BAC monoxuTeabHas
peakums Ha BBemeHUe AXD-TIperrapaToB W BEISIBICHUE
IeKpeMeHTa aMIUIUTYIbl M-0TBeTa IIpy HeIPSIMOM pUT-
MHWYECKON CTUMYJISIINH MBIl CEpUSIMU HUMITYJIbCOB
HU3KOM 9acToTHI [1, 4]. UMmeeTcs ommmcanue ciaydass BAC
0e3 KITMHNIECKUX IIPU3HAKOB MUACTCHUH C HE3HAYNUTETh-
HBIM TTOBBIIIIEHUEM YPOBHSI aHTUTEN K alleTHIXOJTMHOBOMY
peuenTopy [13].

HocTtuskeHUST HENMpPODU3NOIOTUN, MOJEKYISIPHOU
OMOJIOTMH, UMMYHOJIOTUN 1 TEHETUKY TIO3BOJIMUIA PACIIIH-
PUTB IpeACTaBIICHUE O ITaTOreHe3¢ 00JIe3HEH, YBEIMUMBAsT
KOJIMYECTBO CITEM(PUICCKUX MapKepoB M (HEHOMEHOB,
KOTOpBIC MCTIONB3YIOTCS B KIIMHUYECKOM ITPAaKTUKE B Ka-
YeCcTBEe KPUTEPUEB NMATHOCTUKU TOM WM MHOUN (DOPMBI
marojgoruu. YeM mmpe mpeacTaBIeHUs O MaTopu3noI0-
TUIECKUX MeXaHN3Max 00JIe3HU, TeM OOJIbIIe KPUTEPUCB
IIJIST TIOCTAaHOBKM ITrarHo3a. OMBIT JoKa3aTeTbHON Meau-
LIMHBI IIOKA3BIBACT, YTO TOJIBKO BBISIBICHUE BCEX KPUTEPH-
€B JIeJIacT TMarHo3 HeCOMHEHHBIM. OTHAKO U 3TOT ITOCTY-
JIaT He SIBJISIeTCS] He3BI0JIEMBIM, TIOCKOJIBKY OIMCHIBAIOTCS
KIMHIYIeCcKue (popMbI O0JIe3HEH, TIpU KOTOPHIX HE BBISIB-
JISIETCST TUIIMYHBIX 3JIeKTPO(PU3NOIOTUUECKUX (DeHOMEe-
HOB, CHCHM(MUICCKNUX aHTUTEI U IPYTUX IIPOSBICHUIA,
COCTABJISTIOIINX KPUTEPUH TUATHOCTUKU TAHHOI HO30J10-
ruaeckoit hopmsl. IIpruMepoM TaKMX HO30JOTHIA CITYKUT
MyJIBTU(OKATbHASS MOTOpPHAsl HeipormaTust 6e3 OJIOKOB
mmpoBeneHu |14, 15] m 6e3 ayToaHTUTEN K TAaHTJIMO3UIaM
kinacca GM1 [16], cepoHeratBHass MUacTEHNs Oe3 aHTH-
TeJI K alleTUIXOJIMHOBBIM PEIICIITOPAM 1 MBIIIICIHOM CIie-
uuduyeckoii tuposunkunaze (MuSK)[9, 10, 17].

OnHaKo BO3HUMKAIOT CUTYallUM, MPU KOTOPHIX Taxe
BBISIBJICHHE BCEX COBPEMEHHBIX KPUTEPHUEB TUATHOCTUKI
He TIPUBOIUT K IIOCTAHOBKE IIPAaBWJIBHOTO THATHO3a, TIPH-
MEpPOM 3TOMY MOTYT CIYKUThH CJICAYIONINEe KIMHUICCKIE
HaOJIOIEHUS.

boavnaa C., 72 nem. Obpamuisace 6 HAULy KAUHUKY
6 Hos6pe 2008 e. ¢ acarobamu Ha onyujeHue eex, dgoerue,
VYMOMASEMOCb NPU JHCEBAHUU, 3AMPYOHEHUS 2A0MAaHUs
u peuu, crabocmv 8 PYKax U 6 MeHbulell CeneHu 8 HO2ax.
Ilepsvie cumnmomvt 6oae3nu noseuauce ¢ 2003 e., koeda
8nepavle 03HUK U300 21a3008UAMENbHbIX PACCMPOLICING
6 sude 0eoeHus u onyujeHus eex. Ommeuancs NOA0HCUMeNb-
HbLil 3hghekm om 66edenuss NPo3epuUHa U npuema KatuMuHa.
C aema 2006 e. npexkpamusa npuem AXD-npenapamos.
C s3moeo épemenu ommeuaem 603HUKHOBeHUE euje 3 INU30008
ounaonuu u nMo3a ¢ NOCAeOVIOUWUMU CAMONPOU3BONbHBIMU
pemuccusmu. Pemumupyrouwee meuenue 3KcmpaokynsipHuixX
paccmpoiicme u NnoAoNcUmenvHulil 3pghexm 6edeHus
AXD-npenapamoes no3eonun nocmasums OUaeHO3 MUACMEHUU

2nas3Holl popmbl. Yxyowenue cocmosnus ommemuaa ¢ ceH-
msops 2008 e., koeda Hapady ¢ e1a3008uamenbHbIMU CUMN -
MOMAMU NOABUAUCH HAPYUEHUS! 2N0MAHUSL, PeHll U HCeGAHUSL,
caabocmo moluy weu, pyx u Hoe. O0HaxKo om npuema Kaau-
MUHA 601bHASL 8030ePIHCANACD.

B neeponoeuueckom cmamyce: acummempuuHslii NmMo3,
8bIPAdICEHHBLI OoAblUe cresa, opmarbmonapes U OUNAONUs.
3ampyoHenus eaomauus u peyu no muny ouzapmpuu.
Ommeuaem ymomasgemocms u caabocms npu siceganuu. Mse-
Koe Hebo nodsudicto. Toaoc ¢ Hocogbim ommenkom. Cuudicena
cuna 6 mumuueckoi myckyramype — 3 baina, 8 myno8UuHoOM
U 8 NPOKCUMANbHBIX 0MOenax pyK (0eabmosuoras Mvliya) —
3 6anra. Cuna moiuy weu — 4 o6anna. Kawnesoii moauox
U IKCKypcust epyoHoll Kaemiku — docmamounbie. Cyxoxucunob-
Hble peghaekcol Jcugvie, pasHomepHole. Ampoguii nem. Ilono-
HCUMENBHBLI CUHOPOM NAMON0RUHECKOL MbLUUEHHOU YIMOMASL-
emocmu nocae QU3UYECKOU Haepy3Ku 6 eude ygeaudeHus
nmosa u caabocmu 8 pykax.

Yepes 40 mun nocne egedenus 1,5 ma 0,05 % pacmeopa
npo3epuHa ommeuaemcs UCHe3H0GeHUe NMO03a U YMeHbUeHUe
dunionuu, 3ampyoHeHUil 2A0MAHUsL U peyl, Y8eAuyeHUe CUabl
MbLULY, e U NPOKCUMAnbHblx omdenos pyk. IIpoba pacyene-
Ha KaK NOA0NCUMENbHASL.

TIpu uccnedosanuu nepsHo-mbiuieuHoLl nepedauil 6 0eabmo-
BUOHOI MblULLe BblsacAeH OeKpemeHm amnaumydst M-omeema
npu Henpamoi cmumyaayuu uacmomoti 3 umn/c — 26 %.

CoB0KYNHOCHIb KAUHUMECKUX OaHHbIX, Pe3y1bmamos ghapma-
Konoeuteckoeo mecma u IMT-uccredosanus HepeHO-MblUeHHO
nepeodau no360AUAA NOCMABUMb OUARHO3: MUACMEHUUST, NO30HsS
msicenas eenepanuszoeartas gopma (3B). Hasznauero aeuerue
2NOKOKOPMUKOUOHbIMU npenapamamu (Memunped) 6 0o3e 48 me
uepes deHb, 00HOKPAMHO YMPOM; Kaaumur — 60 me no 1 maba.
3—4 pasa 6 denv u npenapamol Kaus (Kaauii-Hopmur) 1 maon.
3 pasa é OeHd 60 8peMs npuema nUuL.

B gpespane 2009 2. 60abHas ocmompena nosmopHo Ha gho-
He peKomeH008aHH020 paHee nevenus. OmmeueHsl peepecc
21a3008UAMENbHBIX U HCEBAMENbHBIX PACCMPOIICIE, YMEHb-
lenue HapyuleHuil enomanusi u pevu. B Heaponoeuueckom
cmamyce: nmosa u ogpmansmonapesa nem. Pedkue 3nu300b1
dunaonuu u 3ampyoHenuil enomanus u peuu. Peus ¢ anemen-
mamu dusapmpuu. Cuna 8 MUMU4eCKoil MycKkyiamype Hop-
manvras. O0HaKo caabocms NPOKCUMANBHBIX 0MOen08 pyK
coxpausiemcs: — 3 6anna. Cusa motuy weu — 4 6asna. Cun-
OpoM Namoao2u4eckoi MulueyHOl YMOoMALeMoCmU nocae
@uzuueckoli Haepy3KU He BbIAGASLEMCAL.

HmmyHnonoeuneckoe uccaedoganue covl8OpOMKU Kposu
00/1bHOIL NOKA3AN0 CYUjeCMBeHHOe Y8eauueHUe KOHUeHmpayuu
aymoanmumen K ayemuixoiuHo8OMYy peuenmopy —
6,1 umonv/n (Hopma < 0,5 HmMOAL/1) U aHMuUmMen K MUMUH-
npomeuny — 1,25 y.e. onmuueckoii naomuocmu (ropma < 1,0 y.e.).
Taxum obpazom, npagomepHocmb OUACHO3a NOOMBEPICOANAC
UMMYHOA02UMECKUMU UCCAe008AHUAMU, A MaKice Ihgdhexmus-
HOCMbIO NPOBOOUMOIL hamoeeHemuueckol mepanuu. boiio
PEKOMEHO08AHO NOCMENeHHOe YMeHbUleHUe 003bl Memunpeoa
0o 40 me, 3amem do 32 me uepes denv, a 003bl KANUMUHA —
do 30 me 3 pasza 6 Oembp.
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B dexabpe 2009 e. na gpone neueHus: 6H08b NOAGAAIOMCS
yMepeHHble 21a3008ueamenvhvle Hapyuenus u 0yavoapHole
paccmpoiicmea, cAabocmb NPOKCUMAAbHBIX 0MOen08 pyK.
B Hesponoeuueckom cmamyce: aeekuii NMo3 NPagoeo 6exd,
MUHUMANBHBLIL 0pmansmonapes 6e3 ounionuu. 3ampyoHeHus
enomanus u peuu. lunepcarueayus. Ampogus azvika. CHu-
Jcenue 210mouroeo pegaexca. Oxcusaenue MaHoudyAspHO20
peuekca. Pegaekcor opanshoeo asmomamusma. Juzapmpus.
Cuna 6 mumuueckoil myckyasamype nopmanrsvhasn. Cuna
8 NPOKCUMANbHBIX omdenax pyK u wee — 3 u 4 6arra coom-
semcmeento. Ommeuaemcs 0JicU8AeHUe CYXONUCUNLHBIX ped-
AEeKC08 ¢ pacuiuperHuem pepaeKcoeeHHblX 30H U NosieaeHuem
NAmoAoUHeCKUX KUCMEBbIX U CMONHbIX 3HaK08. OcobeHHO-
CMbIO CAYYas A6A5emcsi OMcymemeue peepecca 0yab0apHbix
HapyuwieHuil u cAabocmu nPOKCUMAAbHBIX 0MOea08 KOHeUHOC-
meil. Imo obcmosmenvbcmeo cmano NOB0OOM 051 NPOBEOeHUs.
00noAHUMENbHO20 00C1e008AHU.

IIpu uccaedosanuu 0eabmosUOHOU MbLULLbL ULONLYANbL-
MU 21eKMpodamu Gbls8AeHO He3HAHUMeNbHoe Yy8eauueHue
cpeoneil dnumenvhocmu (12,9 mc) nomenyuanos osueamens-
Hoix edunuy (IIAE) u Hekomopoe nosvluieHue ux cpeouell
amnaumyovt (897 mx B). Haauuue cnonmarnnoii akmueHocmu
deueamenvrvix edunuy (E) 6 éude OypHbIX nomeruuanos
gacuurxynrauuii (I1Qy). Ilpuszrnaxoe deHepsauuu Mble4HbIX
80/10KOH He 8biseaeHo. [Ipu nosmopHom uccaedoganuu 3moii
Jce Mululybl 8 OeKabpe Bvis61eHO yeeauterue cpeonell onu-
meavHocmu IIJE do 13,8 mc u cpedneii amnaumyos: 0o
1167 mkB. llosisuauce npuznaku denepsayuu 6 gude 5 no-
menyuanos guopurrayuil (I1P) npu 6ypusix [1Py. B obuem
paszeubamene natbles KUCMU 8bis18A€HO 00Aee 3HAYUMENbHOEe
yeeauuenue cpeoueil onumenviocmu IIJE na 31 % u menee
8bIPAdICEHHOE YBeaUuueHUe CPeOHell U MAKCUMANbHOL aMnaU-
myouvt IUIE — 1300 mk B npu Hopme < 700 mx B u 2694 mx B
npu Hopme do 1500 mxB coomeemcmeenno. CnOHmMAaHHAs
akmuerocmo 6 sude 3 I1D u oyproix [IDy. Toryuennsie npu
ueonvuamoil muoepaguu O0aHHslie CEUeMeNbCMB08aANU
0 2eHepanu308aHHOM Nopadcenul momoneliponos. OcobeH-
HOCMb CAY4ast 3aKAUAAACH 8 CAADOBBIPAICCHHBIX SI8ACHUSIX
deHepeayuu U peuHHep8auuu Ha oHe 6YpHbIX pacyukyas-
Yuil, ompax)carouux cmeneHs NOPAadNCeHUss MOMOHEUPOHO8
CRUHHO20 MO32d.

boiro pexomendosano nocmenenHoe cHudiceHue 003bl
memunpeda u karumuna. K neuenuro dobasneno 6HympueeH-
Hoe KaneabHoe 66edeHue UepeOpoaU3UHa U Npenapamos
anvgha-aunoesoil Kucaomol (MUOKMAUUO, Muoeamma).

B mapme 2010 e. ommeuaemcs yxyouieHue coCmosiHus
€ HapacmaHuem BbiPaNCeHHOCMU HAPYWIeHUI 2N0MAHUSL U peYl.
Yeyeyonsemes avipasxcennocms ampoghuil s3v1Ka U NOAGASIOM -
cs1 ampoghuu npoxcumansHslx omaenog pyk. Ilpu negponoeu-
YeCKOM OCMOMpE GbIAGASAIOMCS 3HAHUMENbHOE NOGblIUEHUE
CYXO0ACUNbHBIX peqhaeKcos, Kucmegble U ConHble Namoao2u-
Yeckue 3HAKU, PacyukyIayuu 8 MUMU4ecKol MycKyiamype,
Mbluyax myaosuula, Koneunocmeil u 6 azoike. CoXpansromces
YymepenHblil nmo3 U ogpmansmonapes b6e3 Ounaonuu.

B anpene 2010 e. cocmosHue yxyduiaemes 3a cuem npo-
epeccuposarus 6yavbapHbvix paccmpoticma (agorus, ducga-

2us), eUNepCcaniusayuil, 8bipadceHHol ampoguu a3vika. A3k
6 noAo0CMU pma npaKmu4ecKu Henoodgudicen. Ycyeyoasomes
ampoguu mvluiy, myasosuwa u Koneunocmeil. Ommeuaromes
3HAUUMENbHAsL NOMePsl 8eca, 2eHeparl308antble Yacyuky-
Asyuu, ymepeHnvle 3ampyoHnenuss Ovixanusi. I[Ipogodumoe
JNeyerue HeaghpekmusHo.

boavnoii M., 38 rem. Obpamuncsa ¢ Mockoéckuii muac-
menuueckuil yenmp 6 anpeae 2007 e. ¢ scarobamu Ha onyuye-
Hue ek, 08oeHue, 3ampyOHenUsl 21I0MAHUs U peyu, c1abocmp
6 moiuyax auya. Ilepsvie cumnmomvl 604e3HU NOSBUAUCDH
6 dexabpe 2006 e., koeda ommemun ca1abocmob MUMUHECKOU
MycKyaamypul, KOMopas noseasndch 8 gevepHue uacel. 3a-
meM nosSIBUAUCH HapyuleHus 2nomanus u peuu. B mapme 2007 e.
enepevie GOZHUKAU 21a3008U2amenbHble paccmpoiicmea
6 gude 080eHUs1 U onyueHus: eek. Ommeuancs noaoJcumens-
Hblll 2¢hghekm om 66edeHuUss NPO3epUHA U NpUEMa KAAUMUHA.
ITlocmaenen duaenoz muacmenuu. I[locmenenno doza kanu-
MuHa yeeauuunace 0o 240 me/cym 6e3 docmamo4Hoi Kom-
nexcayuu 2na3008UeamenbHulix u 0y1b0APHbIX PACCMPOLCME.

B Heeponoeuueckom cmamyce: acuMmempuyHslii NMo3,
Hapacmarowuii npu pukcayuu e3opa. Ogpmansmonapesa nem.
Junaonus npu KpaiHux omeeoeHusx ena3Hvix s040k. 3a-
mpyonenus enomanusi u peuu. 1oaoc ¢ HOCO8bIM OMMEHKOM.
Msekoe ne60 nodeusicro. CHudiceHa cuaa 8 MUMUHECKOLl
myckyaamype — 3 bansna. B myaosuwHoti Mmyckyasamype cuia
Hopmanvhas. Cuna moiuy weu — 5 6arnoe. Ommeuaromes
2nu300bl dbixamenvHolx paccmpoiicmg. Kauineeoii moauok
U IKCKypcus epyoHoll knemku docmamoytvie. CyXodcunbHole
pedhaexcol acugvle, pagHomepHovle. Ampoghuii wem. Tlonodcu-
MeAbHbLl CUHOPOM NAMOAOUYECKOU MblUEHHOU YMoMase-
Mocmu nocae @usuueckoil Haepy3ku 6 eude yeeauvenus
nmosa, HapyuleHuil eA0MmaHus U peyu, a makdice caadbocmu
6 mumuueckoil myckyramype. Iocne esedenus 2,0 ma 0,05 %
pacmeopa npo3epuHa ommeudnocb UcHe3HOGeHue Nnmosd,
VMEHbIUUAUCE OUNAONUSL, 3aMPYOHEeHUS 2A0MAHUS U peHl.
Yeeauuunace cuna moiuy auya. Ilpoba pacyenena kax nosao-
HcUmMenbHasl.

IIpu uccaedosanuu HepeHO-MblueyHOI nepedayu 6 0enb-
MOBUOHOU Mblulle 8bisiAeH OeKpeMeHm amMnAUumyobl
M-omeema npu Henpsimoti cmumyasyuu vacmomoit 3 umn/c —
23 %, 6 kpyeosoii mbiuiye eraza — 54 %.

CogoKkynHoCcmb KAUHUYECKUX OAHHbIX, pe3yAbmamos
gapmakonoeuteckoeo mecma u 31eKmMpOMUOPAPUUECKO20
(OMT) uccaedosarus HepeHO-MblueyHOU nepedauu no3601u-
Aa NOCMAgUMb OUACHO3: MUACMEHUs, MANCENds] 2eHePaAU30-
sanuas popma (3B). Yuumoieas kparnuobyrvbapHwlii xapax -
mep 0gueamenvHbiX paccmpoicme, 0Obl10 BbICKA3AHO
npeonoaodcenue 0 BO3MOICHOM COHEMAHUU MUACMeHUulU
¢ mumomoii. Hasnaueno neuenue entoKoKopmukouoOHbIMU
npenapamamu (npedHu3010r) 6 doze §0 me uepes 0eHvb, 00HO-
kpamuolii ympenHuii npuem. Kaaumun 60 me no 1 maba.
3—4 paza 6 denv u npenapamol Kaius (KAAUli-HOPMUH) NO
1 maba. 3 paza 6 derv 60 epems npuema NUUU.

ITlogmopno 60abHoll ocmompen 6 utone 2007 e. Ha gone
peKomendo8anHo2o pauee nevenus. Ommeuaemcs peepecc
21a3008u2amenbHblX paccmpoiicme. Yvenvulenue HapyueHuil
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210MAaHUs U peyu, a makdice HapyuleHui ovixanus. B neepo-
A02UMECKOM cmamyce: nmo3sd, oymanbmonapesa u Ounionuu
Hem. Coxpansiiomest pedkue 3nu300bl 3amMpyOHeHUN 2A0MAHUs
u peuu. Tonoc Hopmanvrutil. Cuna 6 MUMUHECKOU MYyCKyAamy-
pe — 4 6anna. B myaoguwHoii myckyramype cuia Hopmans-
Has. CuUHOpomMa namono2u4ecKoll MolUeHHOU YMoMASEMOCIU
nocae guzuueckoll Hazpy3Ku He evisigasemcs. UmmyHnonoeu-
yeckoe uccredoganue cbl80POMKU Kposu 6016H020 NOKA3AN0
cyujecmeeHHoe ygeauveHue KOHUeHmpayuu aymoaHmumen
K ayemunxoaunosomy peuenmopy — 16,47 umonav/n (nopma
< 0,5 Hmonv/n).

Takum obpazom, npasunbHocms OUaeHO3a NOOMeEepIc-
danacy UMMYHOAOUMECKUMU UCCAe008AHUAMU, 4 MAKICce
aghghexkmusHocmvio NPOBOOUMOIL hamozeHemu4ecKoll mepa-
nuu.

Fonvroil 6bi1 Hanpasnen 6 HayuonanvHolii Meouxo-xu-
pypeudeckuil yenmp, ede 0bl1a BbINOAHEHA MUMIKIMOMUSL.
Tucmonoeuueckoe uccaedosanue 8ovi6UN0 NPUHAKYU 2Unep-
naazuu mumyca.

Credyroujas KoHcyrbmayus nayueHma npogedena uepe3
2 Hed nocae onepauui, 8 Korye urons 2007 e. boavuoii om-
Meuan omuocumenvHoe yxyouieHue cOCMOSHUS, KOmopoe
npos6asnoce 6 eude obwell caabocmu, HApyuleHuil peyu
u enomanusi, bonee 8vlpadiceHHovle 8 «NyCcmoil deHb» (omcym-
cmeue npuema npeoHuU3040Ha).

B Hesponoeuneckom cmamyce: nmo3a u 21a3006ueament-
Hbix HapyueHuil Hem. CoXpaHaomes SnuU300bl HAPYUIEHULl
enomanus u peuu. Msexoe ne6o noosuxcro. lToaoc ne uzme-
Hen. Jleekoe cHudICEHUe CUABbL 8 MUMUYECKOL MycKyramype —
4 6anna. Cuna Moy, mya08uwa u KOHeHHOCMell HOpMAAbHAS.
Ioixamenvroix Hapywenuii Hem. I[lonoxcumenvHoiii cuHopom
Namoaou4ecKoil ymomasgeMocmu nocie Qu3uecKoil Hazpy3Ku.

Pexomendosarvt yseauuerue 0o3vt npedHuzonona — 80 me
6 1 denv u 35 me 6 dpyeoii; karumun 6 doze 90 me — 4 paza
6 denb; xnopucmolii Kaauil — no 1,0 e 3 pasa é dexo.

B nocaedyrowem na npomsycenuu 3 sem ommeuaemcs
MeOneHHOe YayuuleHue COCMOSHUS 00AbHOR0 C peepeccom
2n1a3008ucamenvhbix U OyavbapHoix Hapyuenuil. [Tocmenenno
YMeHbulaemces 003a 2AHKOKOPMUKouoHolx u AX9-npenapa-
mog: 15 me npednuzonona uepes dewv u 60 me KarumMuua
8 CymKu.

B cenmsbpe 2010 2. noseuauce boau 8 noscHuye u 1e6otl
Hoee. C aneaps 2011 e. cnabocms 6 npagoii pyke, a 6 ageyc-
me — 6 nesoil pyke. /1 komnencayuu 08ueamenbHbixX Hapy-
weHuil 601bHOL CAMOCMOIMENbHO Y8eauUun 003y npeoHU30-
nona — 45 me 6 1 denv u 15 me 6 dpyeoil, a makaice 003y
kanumuna — 240 me/cym. Oonako Ha oue neuenus cyuie-
CMBEHH020 U3MEeHEeHUsl CUAbl Mblul, He ommemun. boavHoll
8H08b OcMompeH U 06caedosat 6 Hosope 2011 2. B neepono-
2u4ecKomM cmamyce: NmMo3a u ogpmanvmonapesa Hem. Junio-
nus npu 83enside enpago. Hapywenuii enomanus u peuu nem.
Msekoe ne6o nodsuxncro. lonoc ne usmenen. S3vik nodeusic-
Hblil, 6e3 npuszHakos ampodghuti u pacyuxyrsuuil. OxcuéreHue
Manoubyasproeo pegaexca. Cura 6 MUMUHECKOU MYCKYAa-
mype Hopmansras. Cuira 8 NpoKCUMANbHBIX OMOeNax pyK:
deabmosudnas — 3 6ainra, mpexenasas — 5 641108, 00wl

pazeubamens naaviyes kucmu — 2 6asna. Pesxoe cnudcenue
cunvl 8 0gyenagvix mvluyax naewa — 0—1 bain, cunopom
«sucavlx pyk». Ampoguu osyenragvix moiuy naeua. Cuna
Moty Hoe — 5 6aan06. CyxodxcunvHble peghiekcol Ha pyKax
Pe3K0 CHUiCeHbl. Acummempusi KoneHHbix peghaercos: D 601b-
we S. [lamonoeuueckux Kucmeguix u CIMONHbIX 3HAKO8 Hem.
Tlocae ssedenusn 2,0 ma 0,05 % pacmeopa nposepuna cy-
WeCmBeHH020 U3MeHeHUs CUAbL Mblily, He ommeuanocs. [lpo-
ba pacyenena KaKk ompuyamenvHas.

OcobenHocmoplo cayuas 164semcs UsmeHeHue nammepHa
08UAMENbHBIX PACCMPOLICIE C PeepeccoOM MUNUMHBIX 05
MUACMEHUU 21A3008U2amenbHbiX U 0YAb0apHbIX HapYUleHUll
U nosieaeHuemM caabocmu U MolulevHblX ampoguii 8 npoKcu-
MAnbHbIX 0mdenax KoHeuHocmei. Dmo 00Cmosmenbcmeo
HOCAYHCUAO NOBOOOM ON51 NPOBeOeHUs DONONHUMENbHO20 00-
c1e008aHusL.

Ilpu uccaedosanuu ueonvuamolmu 31eKmpooamu 08y-
21aB0l MbllUYbl Nieua CHpPaBa GblaBAeHbl 3HAYUMENbHOe
(+87 %) yeeauuenue cpeoneii onumeavrocmu (20, 7mc) ILIE
(Hopma 11,1 mc) u nosviuenue ux cpedweii amnaumyobi
(0o 4158 mkB). Haauuue cnommaruoil axkmusnocmu JE
6 eude Oypnvix IIQy. Ilpusnaku ymepeHHOl OeHepsauuu
MbluteuHvlx 6010K0H — 5 1D u 5 nonoxcumenvrsix ocmpoix
6oau (IIOB). B nepeoii mejckocmHoil mvluiye cnpasa omme-
ueHo yeeauuenue cpedueti onumenvhocmu IUIE na 57 % —
15,7 mc (nopma 10,0 mc) u cpedneii amnaumyodst — 3446 mx B
(Hopma < 700 mx B). Ommeuanoce nosieienue 6016U1020 yucaa
noaughasmvix IJIE — do 70 %. Ilpusnaku denepsauuu é suoe
7 11D u 5 I10B. bypusie IIDy. B nepedueii boavutebepyosoil
Mblulye Cnpasa uls8asn0ch yeeauueHue cpedrell Oaumens-
rHocmu IJE na 59 % — 18,4 mc (nopma 11,6 mc), évipadrcen-
Hoe ygeauueHue cpedreil u maxcumanvroi amnaumyost IIIE:
4590 mx B (nopma < 700 mkB) u 19 440 mx B (nopma < 1500 mx B)
coomeemcemeenno. Yucno noaugpasnvix IIAE — 60 %. 3a-
pecucmpuposana CNOHMAaxHas akmuerHocms 6 sude 2 1D
u oypusie [Py,

Tlonyuennvie dannsie ceudemenscmeosanu o0 eeHepanu-
308aHHOM nopaxcenuu momoreiiponos muna bAC. Ocoben-
HOCMbIO CAYMAs AGASIOMCA CAA00 BbIPANCCHHbIE SIGACHUS
denepeayuu u peuHHepeayuu Ha QoHe OYPHbIX PacyuKys-
YUil, ompancarowux cmeneHs NOpPadceHuss MOMOHEUPOHO8
CHUHHO20 MO032d.

Pexomendosano nocmenentoe chudxicenue 003bl Memu-
npeda u karumuna. K newenuro dobagnreno enympueenHoe
KanenvHoe 8gedeHue yepedpoau3una U npenapamos anvga-
AUN0eBOI KUCA0MbL (MUOKMAUUOD, MU0AMMA).

06cyxneHue

Knuamyeckuii anaam3 mpuBeaeHHBIX ciydaeB BAC
y 0OJIbHOH C MO3AHUM U OOJILHOTO ¢ PaHHUM HayajioM
MHUACTEHUN 0e3 TUMOMBI TTO3BOJISIET ITOCTAaBUTD PSIJT BOIT-
POCOB: 3TO COYETaHUE ABYX OOJIE3HEN MK TpaHchopMa-
mg muacteHun B BAC? Mim m3HavajabHO HeBepHas
TpaKTOBKa IMarHo3a MUacTeHUM?

COBOKYITHOCTh JAHHBIX aHAMHe3a IOKa3bIBaeT, UTO
B MIEPBOM cJlydyae 00J1€3Hb Ae0I0TUPOBAa TUTTUYHBIM IS
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MHACTCHUU TTOpPaXKeHNEeM 3KCTPAOKYJIIPHON MYyCKyIaTy-
pBl. PemuTupytoliee TedeHIE YMCTO TIA3HBIX IIPOSBICHUIM
3200JIeBaHUSA C TIEPUOIAMU CAMOITPOM3BOJIBLHBIX PEMUCCUIA
1 9K3a1epoalnii, a TakKe IMOJI0XUTEIbHBIN 3 hekT AXD-
IIpernapaToB SBJISIIOTCS XapaKTePHBIMU IIPU3HAKAMM MH-
acteHun. [eHepanu3aims mpoiiecca ¢ mosiBIecHueM HapsI-
Ny C T71a30ABUraTeJbHbIMU HApyLIEHUSIMU U TITO30M
PaCCTPOMCTB 3KeBaHMSI, TIOTAHUS U peUYH, CJTA00CTU MBIIIILT
IIIeH, TYJIOBUIIA ¥ KOHETYHOCTEI COIMPOBOKIANIACH BBISIB-
JICHUEM ICKPEeMEHTa aMIUIMTYIbl M-0TBeTa TP HU3KO-
YaCTOTHOM CTUMYISILMU. B 3TOT Xe mepumom BpeMeHU
OTMEYAIOTCS IIOJIOXKHUTEJbHAs IIpO3eprHOBas IIpoba
1 3hGEKT OT MOCIeAYIONIeH Tepamuy KaTUMIHOM. YIyd-
IIEHNE COCTOSIHUS C PETPECCOM T1a30BUTATEIbHBIX Pac-
CTpoiicTB Ha (DOHE MpreMa TITIOKOKOPTUKOMIHBIX ITpera-
paToB. M, HaKOHeIll, TMarHO3 MHACTEHUU C ITO3IHUM
HavaJioM 00JIe3HU TTOATBEPKAAICS JaHHBIMA UMMYHOJIO-
TUIECKOTO MCCIICIOBAHUS: TIOBBIIICHNEM KOHIICHTPALINT
ayTOAHTHUTE K alleTUIXOJIMHOBBIM PEIEIITOPaM 1 YPOBHS
aHTUTENI K TUTHH-TIPOTenHY. OCHOBHBIM ITOCBUIOM [IJIST
MIPOBEJCHNUS TOMOJHUTEIFHOIO OOCJICIOBaHUSI B BUIE
WUTOJIFYATON MUOTpapUM CTaIN COXpaHSIoIIasics Ha (hoHe
IIpreMa TTIOKOKOPTUKOMIHBIX 1 AXD-TIpernapaToB I1U3ap-
TpUS U CIa0OCTh B IEILTOBUIHBIX MBIIIIIIAX. BeISIBICHHBIC
IIpH 00CJIeNOBAHNY TaHHBIC CBUICTCIILCTBOBAIN O TeHE-
paInM30BaHHOM ITOpPaXKCHUM MOTOHEUMPOHOB CIIMHHOTO
Moa3ra. JlanmpHeiiinee TedeHre 3a001eBaHUS ¢ HEYKJIOHHBIM
IIPOTrpeccCupoBaHNEeM OYIHOAPHBIX W IBUTATCIHHBIX pac-
CTPOMCTB ¢ MOSIBICHMEM MBIIICUYHBIX aTpoduii 1 (acim-
KYJISIIUH moaTBepxaaio auaraio3 BAC.

Bo 2-M ciygae 0oje3Hb AeOMOTHpOBaa CIa0OCTHIO
MHUMHWYECKOM MYCKYJIaTyphbl, HApPYIICHUSIMHU TJIOTAHMS
u peun. [To3ke oTMeUaanch MOSIBJICHUE T1a30BUTATEITb-
HBIX PacCTpOMCTB M MTo3a. HabGmromancs OTYCTIMBHIN
TTOJIOKUTEIbHBIN 3 (MEKT OT BBEACHMS ITPO3ePUHA 1 TTOC-
JremyroIiero mpruema KammmuHa. [lpu DMI -ucciaenoBanum
00HapyXeH IeKpeMeHT M-oTBeTa IIpyu HMU3KOYACTOTHOM
CTUMYJISILINHI, COOTBETCTBYIOIINIA CTETIEHN KITMHUIECKOTO
ITOpakeHUS MBIIIIIBL. [{arHo3 MIacTeHUH TTOATBEPKIaI-
Csl TOJIOXKUTEBHBIM 3(PdOEKTOM TIIFOKOKOPTUKOMTHOM
Teparuy ¥ TAMIKTOMUHU U, HAKOHEIl, YBEJIMICHNEM KOH-
LIEHTPAIlMU ayTOAHTUTE K alleTHIXOJMHOBEIM PEIIeIITO-
paM. OCHOBHOM MPEAITOCHUTKOM TSI TIPOBEACHUS TOITO-
HuTeIbHOTO OMI-uccnenoBaHnsT SIBIJIOCh M3MEHEHUE

naTTepHa ABUTATEIbHBIX PACCTPOMCTB C TTOSIBIICHUEM CHH-
IIpOMa «BUCJIBIX PYK», MBIIICYHBIX aTpoduii. [ToxydeHHBIC
JMAHHBIC BBISIBIIM T¢HEPAIN30BaHHOE MOpaKeHNE MOTO-
HEWPOHOB.

Takum oOpa3oM, B 000MX CITydassx UMEJIUCH Bce 4 KpH-
Tepus IS TTIOATBEPXKICHMS TMarH03a MUACTCHU: KITMHM -
YeCKUil, (hapMaKOJIOTUUECKUI, IIEKTPODU3NOIOTNICC-
KW 1 UMMYHOJIOTUYECKU .

OTHOCUTENIHFHO COYCTAHMS MJIN TPaHCHOPMAITUN MU -
actennu B BAC oqHO3HAaYHO BBICKA3aThCS CIIOXKHO, XOTS
co3maeTcs BIieYaTIIeHUe o mocienHei. [TogTBepkaeHneM
3TOMY TIPEATIOIOKECHUIO SIBISIETCS ICUe3HOBEHUE KIIMHU-
YeCKUX, (papMaKOJIOTUICCKUX U IIEKTPODU3NOIOTHIEC-
KIX ITOKa3aTesieil B IIepruo IMosIBIeHUST cuMIToMoB BAC.
OmbIT Halllel KIIMHUKY TTOKAa3bIBaeT, YTO 32 MHOTOJICTHUIA
TeproI HaOIIOACHMS ObUIO BBISIBJICHO TOJIBKO 9 IarieH-
TOB, V KOTOPBIX KIMHWYECKHE IIPOSIBICHUS OOJIE3HU
MaHH(pEeCTUPOBAIN KaK MUACTEHHS, a 3aTeM TpaHChOp-
MUPOBAJINCH B TeHEPAIM30BaHHOE HEMPOHAJIbEHOE 3a00J1e-
Baxue. OMHAKO TOJIBKO B 2 MPEACTaBICHHBIX HAOIIOICHM -
SIX HWMelach BO3MOXHOCTH OIIEHHUTh BCE KPUTEPUU
MUAaTHOCTUKY, BKJTIOUAsT MCCIICIOBAHIE aHTUTEIT K alleTHII-
XOJIMHOBBIM PEIIEIITOPaM.

W, HakoHeII, XOTeJI0Ch OBl UCKITIOYNTD BAPUAHT OIIIM -
0OYHOI TMaTHOCTUKHN MHUACTeHUU. JJaHHBIC TUTEPaTypPhI
TOBOPSIT O TOM, YTO BEPOSITHOCTh OIITMOKM OYeHb BEJINKa,
TOCKOJIbKY ITOCTaHOBKA TMArH03a 0a3UpyeTcs Ha OTACTb-
HBIX KPUTEPUSIX. Y OMHUX MALIMCHTOB BBISIBIISICTCS TTOBHI-
IIeHWEe YPOBHS aHTUTEJI K PELeNITOPY alleTHIIXOJIMHA WJIN
YBeIMUYCHNE TKUTTEP-(PeHOMeHa, y APYTUX — HaJ4due
AKCTPAOKYJISIPHBIX PACCTPOMCTB WJIU ITOJIOKUTEIbHAS
npoba ¢ BBeneHneM AXD-niperapaToB [4]. OnHako B Ha-
X HAOTIOACHUSIX BEPOSTHOCTD OIITMOOYHOM TNATHOCTUKI
KpaifHe Majia, ITOCKOJIBKY IIpA BepUMUKAIINNA THUarHO3a
WCITOTb30BaHHI BCe 4 KPUTEPHUSI.

OnmcaHHBIC CTyJ4al YHUKAIBHBI YK€ B CUJIY TOTO, UTO
OTHIONb HE BCETIa BBISIBICHHUE BCEX NMATHOCTHMYECKUX
KPUTEPHUEB CIIOCOOCTBYET MPAaBUILHOM ITOCTAHOBKE IHA-
rHo3a. TpaHcdopmaumst Oole3Helt — penKoe SBICHUE
(B OTJIMYME OT OIIMOOK), ¥ TOJBKO JAeTATbHBIA KIIMHIYEC-
KMl aHaau3 M 00OCHOBaHHOE Ha3HAUYeHUE amcKBAaTHBIX
METOIOB MCCIeIOBaHUS OYIYT CIIOCOOCTBOBATH ITPABUIIb-
HO TMarHOCTHUKE Y TIPH OJIATOIIPUSITHBIX OOCTOSTEThCTBAX
3 HEKTUBHOMY JIEUEHUIO.
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