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Cnucok HaubOonee ynompebumenbHbIX COKpPaWeHui

AJl — apTepragbHOE TaBICHHUE

BAIII — Bu3yanbHast aHaJIOTOBas 1IKaua

BHC — BeretatmBHas1 HepBHasI CCTeMa

BO3 — BcemupHas opraHu3aIns 34paBoOOXpaHEeHUS
BAC — 60K0BoOiT aMMOTpODUIECKUIT CKIIEPO3

B/B — BHYTPUBEHHO, BHYTPUBCHHBIN

K®K — xpeatnndochoknHaza

JIOK — neuyedbHas GpusKyabTypa

MP — MarHUTHO-pPEe30HAHCHBIN

MPT — MarHUTHO-pe30HAHCHas TOMOTpadus

HM3 — HepBHO-MBIIIIEUHOE 3a00JIeBaHNe

HIIBII — HecTtepouaHble MPOTUBOBOCHAIUTEIbHBIE IIPE-
mapaThl

OUT — otneneHne MHTCHCUBHOU TepaITum

IIJE — noTeHLIMaNbl ABUTATEIbHBIX SAUHUL]

1/K — TIOOKOXHO, OIKOXHBI

IIM/]1 — riporpeccupylolias MblleyHast IUCTPOpUSI
IMTHC — nepudepnyeckast HepBHas1 cucTeMa

T1LP — nonumepa3Has LiermHast peakiLust

CKT — cnmpanbHas KOMITbIOTepHas ToMorpadus
CPB — ckopocTh pacrpocTpaHeHUST BO30YKIEHUS
Y3U — ynpTpa3ByKOBOE UCCIEI0BAHIE

OMTI — snexTpomuorpadus

DOHMI — snekTpoHeiipoMuorpapus
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NMopakenue nepugepuyeckoil
HepBHOUl cucmembl
y nayueHmos, noiBepruuxca
Kapauoxupypruyeckum onepayuam

H.P. 1asunos, O.1. Bunorpanos, }0.1. T'opoxoBarckmii,
B.TI. I'ynpimoBny, ®@.A. 3anenaunos, A.H. Kysnenos
DI'BY « Hayuonanvrolii MeOUKo-XupypeuveckKuii yeHmp
um. H U. [lupoeosa» Munzdpasa Poccuu, Mockea

Ilean padoTbl — ONIPENETUTh TPUINHBI BO3HUKHOBE-
HUS TIOpaXXeHMST TepudeprnIecKoil HEpPBHOM CHUCTEMBI
y IMaIlMeHTOB, ITOABEPTIINXCS OTIePalIMsIM Ha Ceplle.

Marepuajsl 1 MeTOIbl. B OCHOBHYIO TPYIITy BOIILIN
13 maumeHTOB (9 MYXXYMH U 4 XEHIIUHBI), Y KOTOPHIX
ITOCJIe OIlepallni Ha ceplle IeOTUPOBaIa IMOJMHEpo-
maTtus. [TarmeHTaM BBITOTHSIIA KapIuOXUPYyPTUIEeCKIe
oIepallii B YCJIOBUSIX MCKYCCTBEHHOT'O KpOBOOOpaIie-
HUs (AaOPTOKOpPOHApHOE IMYHTUPOBaHME — 8, PEKOH-
CTpYKTHBHBIC OIlepalliM Ha KJIallaHax cepama — 5).
KoHTponpHY0 TpymITy cocTaBuian 18 mammeHToOB, KOTO-
pble TaKKe MOABEPIJINCH OIepallvsIM Ha CEepAlle B YCIO-
BUSIX MICKYCCTBEHHOTO KPOBOOOpAIIIEeHNUSI, OMHAKO B ITOC-
JICOTICPAllMOHHOM TIEpUOAE Yy HHUX OTCYTCTBOBAIM
MMPU3HAKY MTOJIUHEHPOTIaTHMN.

[MareHTHI 00EMX TPYIII UMEJIN COITOCTABUMBIE XapaK-
TEPUCTHUKM I10 BO3PACTY 1 MOJTY. BBIMOTHSIIN CTUMYJISIIIN -
oHHy0 DHMI 1o onepaTuBHOTO BMeIIaTeIbCTBA K Ha 7-€
CyTKH TIociae Hero. OLEHWBAJIM aMIUIMTYIY, CKOPOCTH
MMPOBEIeHNS 110 MOTOPHBIM M CEHCOPHBIM BOJIOKHAM.
Y Bcex OOJBHBIX aHATU3UPOBAIU TIEPUOIECPALIMOHHBIC
OCOOCHHOCTH, KOTOPBIE MOTIJIM TOCIYXHUTH ITPUUIMHON
MMOJTMHEWPOITATH .

Pe3yabrartel. Y TTaliieHTOB OCHOBHOM TPYIIITBI JOCTO-
BEpHO YaIlle B IOCICOIIepallIOHHOM ITepHOo/Ie Ha0II0IaIn
CHHIPOM TTOJIMOPTAHHOM HEAOCTATOYHOCTH I CUCTEMHBII
BocTamuTeNbHEBIN oTBeT (p < 0,05). Y marmeHToB KOHT-
POJIBHO¥ TPYTIITHI B ITOCJICOTIEPAIIIOHHOM EPHOIE OTCYT-
CTBOBAJIM TIPU3HAKU TOJHOPTraHHON HEIOCTATOYHOCTH,
OHMI -noka3aTenn He TIpeTeprieBaii 3HAYNMBIX U3Me-
HEHMI TI0 CpPaBHEHMIO C OOIEPAIIMOHHBIM TICPHOIOM
(p > 0,05).

3akmoyenne. [TonmmHeiiponaTus B IOCaeOIEPaLIOH -
HBIM TICPHOJE Y TAIIMEHTOB, MOABEPTIINXCS OTICPaIlsIM
Ha Cep/lle B YCIOBUSX MCKYCCTBEHHOT'O KPOBOOOPAIIIEHMS,
MOXET pa3BHUThCSI BCICACTBUEC ITOJTMOPTAaHHONW HEIOCTa-
TOYHOCTH ¥l CUCTEMHOT'O BOCTIAIMTEILHOTO OTBeTa. McKyc-
CTBEHHOE KPOBOOOpaIlleHIEe caMo M0 cebe He TIPUBOIUT
K Pa3BUTHUIO TTOJTMHEHPOITATHH.

NluarHocmuyeckas yeHHocmb
anekmpoueiipoMmuorpaduu
B OmcnexuBaHuu UHaAMUKU
NleYyeHuss MoHHeNbHbIX Helponamuu
BepXHUX KoHeYyHocmell

J.A. dertepes, U.B. Cunsakuna, C.A. XakumoB,
A.A. Ynrapes

DIAY «Jlewebno-peaburumayuonnutii yeump», Mockea

Marepuansl 1 MeToabl. B mciiemoBaHne BKITIOUCHBI
JaHHbIEe 26 MMaLMEHTOB C TOHHEJIBHOM HEBpOIATHEN BEpX-
HUX KOHeuHocTel. CpeaHuit Bo3pacT O0JIBHBIX COCTABIII
47,8 £ 9,8 (29—66) roma, MPeUMYILECTBEHHO XEHILMHbI
(73 %). lnarHo3 ycTaHaBIMBAaJICSl HA OCHOBAaHUM KJIMHHU-
KO-MHCTPYMEHTAJIbHBIX JaHHBIX. MEeTOIOM CTUMYJISILIV-
onHoii DHMI oneHuBanm aMIUIMTYLy U JAaTEHTHOCTU
M- u S-otBetoB, CPB no cpeauHHOMY, TOKTEBOMY U JTy-
yeBOMY HepBaM. [IMarHo3bI pacIpeae/ IIINCh CIICTYIOIITNM
00pa3oM: CMHAPOM KaphajlbHOro KaHajga — 60 %, cuH-
JIpOM KyOuTajibHOro KaHama — 31 %, cMHOIpOM KaHaja
Tuitona — 9 %. M301upoBaHHBIA CUHAPOM BCTpeYaics
B 71 %, coueTaHue TOHHEJIbHbIX HeBponaTuii — B 21 %
ciaydaeB. borbHBIe OBUIM TIOIEICHBI Ha 2 TPYIIIBI, HE OT-
JIMYAFOIIMECs 110 TIOJTy 1 Bo3pacTy. OCHOBHAas rpyIiia co-
cTosuTa U3 13 marmeHToB, MPONICAIINX JICUCHIE, BKITIOYaB-
1IIee CTaHIAPTHYIO (PM3MOTEPaITIo, SKCTPAKOPIIOPATHHYIO
ymapHO-BoIHOBYIO Tepanuio (DYBT) u roMoToKCHKOIIO-
rudeckyto dapmakonyHkrypy (I'T®IT). KoHTporpHYIO
TPYIITYy COCTaBWIN 13 IMareHToB, KOTOPBIM HE TIPOBOIM -
JIA CIIeTM(UIeCKOT0 KOHCEPBAaTUBHOTO JiedeHs. [Tprme-
HSUTA METOIBI CTAHIAPTHOM (PM3MOTEparuy — Ja3epoTe-
panuio, 3IeKTpodope3 JIEKAPCTBEHHBIX CPEICTB
UMITYJIbCHBIM TOKOM. CpemHuit Kypc coctasisur 10 1po-
uenyp. dna DYBT ucrnonb3oBamm anmapat «MASTER-
PULS MP200» ¢ mHeBMaTU4eCKUM TIPUHIIUIIOM TeHepa-
Uy yaapHo# BosHBL. O061acTh BO3IEHCTBUS TOIOUPATIA
Ha ocHOBaHMU naHHbIX ODHMTI, manpnaTopHoro oocnemno-
BaHUS U MeToja «OMOJIOrMYeckKoil oOpaTHOI CBSI3U»
pu npoBeneHUU Tpoueaypsl DYBT ¢ ucmonb3oBaHneM
JaBjieHus 2—3 at™., yacToThl 8—15 Tir, 2000—2500 ynapos.
[Mpouenype BYBT mpenimecTBoBaia KpMOTEpaITis Ha 30-
Hy Bo3neiictBus anmmapatoM «CRIOJET 100». Kypc neue-
HUSI COCTOSUT U3 6 Mpoueayp, MPOBOAMMEIX 2—3 pasa
B Hememo. Takke IalMeHTaM ITPOBOMIUIM €XEITHEBHO
I'TOIT (Ne10) B obmacts MHOGAaCIUATBEHBIX TPUITEPOB
¥ aKyITyHKTYPHBIX ToueK. [ToBTOpHOE 371eKTPOGhU3NOIIO-
rmyeckoe oOceqoBaHME Ha3HAYAM ITOCE OKOHYAHMS
JICYCHUST B OCHOBHOM TPYIIIIe U IIPUMEPHO B TO K& BpeMs
B KOHTpOJIbHOU Tpymre. CTaTUCTUYECKYI0 00padOTKY
TOJTYYeHHBIX PE3YJIETATOB BHITIOIHSIIN C MCITOIb30BaHUEM
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makera rnmporpamMm SPSS 16.0 MeTomoM t-KpuTepust WIS 3a-
BUCHMBIX BBIOOPOK.

PesynsraTel. B ocHOBHOI1 IpyTIne y MayeHTOB C CUHI -
POMOM KapIaJbHOTO KaHaJla YMEHBIIIAJIACh JUTNTETEHOCTD
pe3uayanbHoil JateHTHocTH (3,63 = 0,3 m 3,25 £ 0,4;
p=0,002), ypemmuuBaiack CPB 1o ceHCOpHBIM BOJIOKHAM
Ha ypoBHe 3amscTbs (33,7 £ 3,51 40,3 + 3,6; p = 0,026),
B TO BpeMsI KaK aMIUIMTyna M-oTBeTa M AUCTaIbHas IIPo-
BOOWMOCTb 10 MOTOPHBIM BOJOKHAM HE OTIMYAIINCH
IIpY TIOBTOPHOM HCCIIeAOBaHMU. [I0CTOBEPHBIX pa3INIniA
IIpY CUHIpOMaxX KyOMTaJIbHOTO KaHaja 1 KaHaia [iitoHa
He BBISIBJICHO. B KOHTPOJIbHOM TpyIIie Bce HO30JIOTNIe-
ckue (GopMBI B CpaBHUTEBHOM acIeKTe OBbLIA HEepasy-
YUMBI.

BoiBoapl. TakuM oOpa3oM, MpUMEHEHUE KOMIUIEKCHOMN
CIIeMaIN3UPOBAHHOM TepaIiy C UCTIOIb30BaHreM DY BT
n I'TOIT nmpy TOHHENBHBIX HEMPOTIATUSIX BEPXHUX KOHEU~
HOCTel 0Ka3aoch Hanbosee 3(pHeKTUBHBIM IS TAllACH-
TOB C CHHAPOMOM KapnajabHOro KaHaja. C y4eToM TOro,
YTO JaHHOE KOHCEPBAaTUBHOE JICUCHUE XOPOIIO TIEPEHO-
cHUTCSI OOIBHBIMU, HE JAaeT OCIOXHEHUI M COIPOBOXKIA-
€TCST 00 BEKTUBHBIM YIIy4IIeHEeM (PYHKIIMI HEPBOB, MOXK-
HO PEKOMEHIOBAaTh €T0 HCIIOIb30BaHWE Yy TALIMEHTOB
C CUHIPOMOM KapHaJbHOTO KaHaJjia JIETKON 1 YMepeHHOU
CTEIIeH! BBIPAXKECHHOCTH.

KnuHuyeckuii npumep
Mynbmudg)oKanbHoil
npuobpemenHoi
JeMuenuHu3upyrouleil CeHcopHo-
MomopHoii HeBponamuu ¢ 6nokamu
npoBefeHusa ¢ noaocmpbiM
HaYyanom

I.C. dpyxunun', A.H. Imurpues?, B.A. Byianosa'
' [OY BIIO «fpocaasckas eocyoapcmeennas MeouyuHcKas
akademus», fpocaaéns;
2T'Y3 Apocaasckoii o6aacmu «lopoockas bonvhuya No 6»,
Puviounck

MynbrudoKanbHas IpUOOPEeTeHHAS TeMUCTNHU3H -
pymo1ast ceHcopHO-MoTopHas HeBporatust (MITICMH)
omokamu mipoBeneHus (BI1) BmepBble OBLIA oOImmMcaHa
R.A. Lewis m A.J. Sumner B 1982 1. Ha mpuMepe 5 caydacB
C XapaKTepHOU KIMHUYECKON KapTUHOM: C1a00CTBIO Y TH-
MOTpOoGHei TMCTATBHBIX TPYITIT MBIIIIIT IO TUITY MHOXKECT-
BEHHO MOHOHEBPOIIATUH C YyBCTBUTEIbHBIMU HapyIIIe-
HUSAMU TIpA OTCYTCTBUM TOHHEIBHOIO CHHApOMa. MBI
coobiaeM o ciydae momocTtporo teueHuss MITJICMH
¢ BII 6e3 mpoBOLIMPYIOLINX MOMEHTOB.

Kaunuueckoe natdarooenue. Myxcuuna 25 nem obpamun-
¢ 8 KAUHUKY C H#Can06amu Ha cAabocme 8 KUCMSAX, CONAX,
bo/ee BbipadiceHHY0 cnpaga (cmennasic);, oHemeHue Kodcu
nanvyes, 1A00HHbIX NOBEPXHOCMENl KUCmell, mblaa U Nodoul-
6bl nesoll cmonsl, | nassya npagoii cmonsl; 6ose3HeHHOe
«OUCIHCEHUe» 8 NANBYAX KUCMEI U 8 1€B0lI CIone, YCUAUBAI0-
ueecst 8 HOUHOE 8peMs.

U3 anamuesa: naruuue xpoHuueckux 3a004e8anuil om-
puyaem, ocmpoiMu UHGeKUUAMU 8 NOCAeOHUEe HEeCKOAbKO
Aem He 601e1, HACAeOCMEEHHOCHb N0 3A001e8AHUAM HepPE-
HOUL cucmembl He Oms2oueHa, npopeccuoHanbhbix 8pedHo-
cmell He umeem, aaKo20aemM He 310ynompebasem, He Kypum,
Hapko3asucumocms ompuyaem. Bce npugusku 6 nianosom
nopsdke npoeedeHvl, 8 HeOAGHEM NPOWLAOM BAKUUHALUL
He 0bl10. B nocaednue neckonvko nem mponuyeckue cmpaHol
He nocewan.

bonen c cepedunsvr cenmsbps 2013 ., koeda nos8usoce
onemenue I—III nasvuyes npasoil kucmu, uepes 2 cymok
NPUCOCOUHUAUCH OHeMeHUe U cAaboCcmb 8 CMONAX ¢ Hapacma-
Huem caabocmu Ha 5—6-e cymku. 3a 2—3 cymok do Hauaira
Pazeumus CUMRIMOMAMUKYU Obil OMMeueH KpamKospemeH-
HbLil Heboabuioll cyogedbpusumem (37,1 °C) 6e3 kamapano-
HbIX S6ACHUl, KOMOpbll 6 OanbHeluleM He NO8MOPSACA.
Ha 7-e cymku nayuenm obpamuics kK Hegpoaozy 6 NOAUKAU-
HUKY RO MeCIYy JCUmenbcmeda, Ha caedyrouuil 0eHsb 0bia 20-
CRUMAAU3UPOBAH 8 HeapoaocuuecKoe omoeneHue 20poocKoli
004bHUYbL.

Heeponoeuveckuii cmamyc npu HOCMYNAEHUU: CUAA
8 pazeubamenvHoll U ceubamenbHoll epynnax mulully npeo-
naeuwbs: cHudceHa 00 4 6aa108, 6 naevax u nieuegom nosce
CHUMICEHUs. MbIUIeYHOLI CUAbl He omMeyeHo, 8 bedpax cuna
He CHUJICeHa, 8 1e60ll CMone 8 c2ubamenvHoll U pazeubamens-
HOUl epynnax mululeuHas cuia 4 oaisna, 6 pazeubamenvuoll
epynne npaegoil cmonst 2Ayboxuil napes do 1 banna, é ceuba-
menvHolU epynne npaeoii cmonsl — 4 basna. Beipajcernoii
cmennadic cnpaga npu xodvoe. Kapnopaduanshoie u buyunu-
manvHole pehreKcel CHUNCEHbl, C MPexenasoll Mblullybl CHU-
JCEHbL CUMMEMPUYHO, KOAEHHbIX U AXUAL08bIX peprexcos
Hem, nodouweeHHble pegaexcyl OMCYmcmaym, OprouHble
pegaekcol cummempuutsl. Jleekas eunompous moiuy Ku-
cmeil. [unocmesus Kodicu pyK 6 30He UHHepBayul cpeOUHHbIX
U JOKMEBbIX HEPBOB, KOJCU 1€60I CHONbL 8 30He UHHeP8ayUU
1€6020 MAA00epY06020 U 00AbULEOEPL0B020 HEPBOB HA CMONE.
Cumnmomol HAMANCEHUS HEPBHBIX CIMB0A08 OMPULAMENbHbLE.
Ta3zoeble QyHKyuU KOHMPOAUPYEM HOAHOCHBIO.

Pezyavmamor SHMT: amnaumyoa M-omeema npu cmu-
MYASYUU 8 CIAHOAPMHOU OUCMANbHOI Mo4YKe 8 npederax
HOpMbL 0151 6CeX HEPBOB, 3a UCKAIOUEHUEM 1e2K020 CHUICEHUS
dannoeo noxaszamensn (2,8 mB) 0asa npasoeo cpeduruoeo.
3apeeucmpuposansl mroxcecmeennvie BII no ecem uccaedo-
BAHHBIM ONUHHBIM HEPEAM KOHEUHOCMell ¢ NadeHUueM amnau-
myost M-omeema om 33 0o 96 % na pasubix yuacmiax éHe
30H MUNUYHBIX KOMIPECCUOHHBIX NOBPENCOeHUll, 8 HaACMHO-
cmu BII no o6oum cpedunHbiM Hepeam ¢ YpoeHs cepeduHbl
npeonaeuvs npu HopmanvHom 3navenuu CPB, BII no aroxme-
8bIM HEPBAM C YPOBHS 6epXHell mpemu npeonaeubs 8 Couema-
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Huu co cHuxcenuem CPB (36,6 u 43,8 m/c), npakmuuecku
noanwiii (96 %) BII ¢ éepxueli mpemu 2oreHu no npagomy
Mmanobepyosomy Hepgy 6 couemanuu co cHuxcenuem CPB
do 29 m/c, no aregomy manrobepyosomy Hepgy — nadenue
amnaumyovt M-omeema na 47 %, bII no 6orvuiebepyo6vim
Hepeam (47 u 63 %) 6 Huxcneit mpemu eonenu npu CPB
40,6 u 43 m/c cnpasa u caesa coomeemcmeento. Ilpu npo-
6e0eHUl CeHCOPHO20 UHYUHEA NO AHMUOPOMHOU MemooukKe
pe_ucmpuposany 3Havumenvroe nadenue amnaumyobl cex-
COpHORO Omeema Ha 2,5 cM om YPoGHs 3aNsACMHOU CKAAOKU
npu omeederuu ¢ Il u 111 narvyes.

Pe3yasmamot 06credoganus: obwuil KAuHu4ecKuil u ou-
oXuMu4eckuil aHaiuzsel Kpogu 0Oe3 ocobeHHocmel. Ananu3
kposu na eenamum C, HBsAg, BUY — ompuyamenvhublil.
Anmumen k anmueeHam 60ppeuil 8 cbleOPOMKe Kposu He Gbi-
seneno. IKI — 6e3 ocobennocmeil. Ilpu obcaedosanuu enym-
PEHHUX 0P2aH08 3HAYUMOLL NAMOA02UU He 00HAPYICEHO.

IIpu nposedenuu Y3U nepughepuueckux Hepsos evisiene-
HO A0KaAbHOe pacuiuperie cpeOUHHbIX U N10KMEeBblX Hep8os
Ha npednaeuve ¢ nomepeil acyuKyIapHo20 CMpoeHUsl, ¢ Me-
K03epHucmoti 00HOPOOHOU CIMPYKMYPOIL.

Muaenoz: MIIJICMH c BII (cundpom Camuepa—Jlvrouca),
cmaous HapacmaKus KAUHUYeCKOol CUMRMOMAMUKY ¢ ACUM-
MempuYHbIM Mempanape3om (neekull 6epxXHuil OUCmMAanbHblil
napanapes, neekuil nape3 8 1egoii cmone, 21y0oKuii nape3
8 npaeoii cmone).

IIpogedenroe neuenue: 2A0KOKOPMUKOUOHAS NYAbC-Me-
panusi: KaneabHo Memunpeo, npeOHU3010H, Kapbamasenun,
omenpason, eepownupot. Kpome moeo, Hasnauensl gusuo-
mepanusi, maccaic, 1e4eOHas 2UMHACMUKA.

B xode nposedennoeo nevenus ommeuena noaoicument-
Hasi OUHAMUKA: Y8eAUHUAACh CUAA 8 KUCMAX, YMEHbUUACS
CmMennaic npasoll CMonbl, YMEeHbUUAOCH <ICHCEHUe» 8 KUC-
msx. Ilpu evinucke cocmosnue yooenemeopumenvroe, cuia
8 Kucmsx — 4 6aana, 6 nesoii cmone — 4 baina, é pazeuba-
MeAbHOUl epynne Mbluy, npasoil cmonst — 2 basia, 6 ceuba-
meAnbHoll epynne npagoii cmonsvl — 4 6aina, pegprekmopuas
chepa be3 nepemer, wygcmeumenbHole @blNAO0CHUsL NPediCHUe.

IHannvie SHMT 6 dunamuxe uepes 4 mec: ucuesnosenue
BII no cpedunnoim nepeam (npu cruxceruu CPB do 24—
30m/c), coxpanenue BII no oboum nokmegvim u npasomy
001bUEOEPYOBOMY HEPBAM, YMEHbULEHIIe CIeNeHU BbIPAICeH-
Hocmu BII no npagomy manobepuyosomy Hep8y npu CHUM CEHUU
amnaumyosr M-omeema do 0,9 mB u CPB do 21 m/c, ucues-
Hoeenue BII no aesomy 6oavuiebepyosomy nepsy, CPB
no 6oaviuebepyo8siM Hepeam cHusuracy 0o 35—36 m/c.

OO6cyxknenne. Y HaOTI01aeMOrO0 MAIMEHTa TTPEICTaB-
neHa kaptuHa MITJICMH c BIT: acumMeTpyyHbIe TTape3bl
U aTpo@uu KOPOTKMX MBILIL KUCTEH, MHOXECTBEHHbIE
napuuanbHble BIT Bo30yXaeHus 110 ABUraTeIbHbIM U YyB-
CTBUTETHHBIM BoJIOKHaM. CoueTaHue ¢ CEHCOPHBIMU Ha-
PYIIEHUSIMU TIO3BOJIMJIO MCKJTIOUUTh MOTOPHYIO (hopMy
¢ BII, xoTd UMEHHO OHa BCTpedaeTcs HauboJiee 4acTo.
B GonbIIMHCTBE CiTy4aeB OMMCaHO XPOHUYECKOE MEJICH -
HO MPOTpeccUpylolliee i CKauKooOpa3HO TIPOrpeccupy-
folee TeueHue 3a0ojieBaHMSI, HO B JaHHOM TpUMepe

CHMIITOMATHKA Pa3BMBAJIaCh ITOAOCTPO C HapacTaHUEM
YYBCTBUTEIBHBIX HApYIIEHUI 3a 2 CYTOK M HapacTaHUe
IBUTATEJIBHOTO HeduimTa K S5-My OHIO 3a00JIeBaHWUS,
YTO BCTpedaeTcs peako. CoracHO KIMHUYECKUM PEKO-
MeHIaIusIM 1o HeBposjorum EBporreiickoit demepammu
HEBPOJIOTMYECKIX COOOIIECTB, €CIM KIIMHIICCKHE 1 DJICK-
Tpo(PU3NOIOTUIECKIE KPUTECPUU COOTBETCTBYIOT
MITICMH c BII, ncciaegoBanue KJIETOYHOTO COCTaBa
1 YPOBHSI OeJTKa 1IepeOpOCITMHAIBHOMN XUIKOCTH, OTIpeae-
neaue antu-GM 1-anaTuren u BemonHenne MPT mrede-
BOTO CILTCTEHUS HEe TPEOYIOTCS.

TakmMm oOpa3oM, TpemcTaBlIieH ciaydail ITOZOCTPOTO
pazBuTus kKinHndeckoi kaptuael MITJICMH ¢ BIT ¢ xo-
pomM KinHU4YeckuM U DHMI-oTBeTOM Ha Tepamuio
[JIIOKOKOPTUKOMAAMHU, C COXpaHeHUWEM JIaTeHTHBIX BII
I10 JIOKTEBBIM U ITPABOMY MaJIOOEPIIOBOMY HEpPBaM.

[luarHocmuka u nevyexue
uHthanmunbHoil hopmbl Gonesxu
Mlomne. Knunuyeckuil cnyyail

C.E. ODymnii, M.M. Tpyonimna
T'BY3 «Jlemckas kpaesas kauHuyeckas 60abHUya», «lemckuii
duaeHocmuueckuii yenmp», Kpacrnodap

Iess nccnenoBanmsi — 03HAKOMJIEHUE C COBPEMEHHBI -
MW METOAAMU JIMATHOCTUKU U JieueHUs] UH(MDAHTUIBHOMN
dopMmbl 60e3nu ITomrre.

Mertonpl: KIMHUYECKUIT OCMOTp, J1abOpaTOpHBIE UC-
CJIeOBaHMST, TEHETUYECKUE NCCIeOBAHNS, PEHTTEHOTpa-
(us, ymeTpazByKoBasi AMarHOCTHKA.

Pesynbrarbl. bone3np I[lomme, wiuM TIMKOTEHO3
II Tuna, — nereHepaTuBHOE 3a00JieBaHME C AyTOCOMHO-
pEeLIeCCMBHBIM TUTIOM HacJieoBaHUsI. 3a00IeBaHNe XapaK-
TEPU3YeTCsT OTCYTCTBUEM JIN30COMATBHOMU 0-TIIMKO3UIa3bI
(GAA), 9TO BBI3BIBAETCSI HAKOTIJIEHUEM TJINKOTeHA B JIM-
30coMax 0oJIbHOTO. B HacTostiiee BpeMst HapylIeHue OT-
HOCHTCS K MiepevHIo opaHHbIX 3a0oneBannii. Hanbonee
AKTUBHO TIMKOTE€H HAKATJIMBAETCS B JIN30COMAX MEUCHHU,
CKEJIETHOU ¥ TIIaAKOMBIIIIEYHOU MYCKYJIATypPhl, CEpACIHOM
MBILLILIBI.

Kaunuueckuii cayuaii. B kaunuky od6pamuaucs podume-
au pebenka 12 mec ¢ ycanrobamu Ha 3a0eprucky 0sueamenvHo-
20 pazeumusi, NPUOMKPbIMbLI POM, yeeauteHue A3blKa, no-
nepxueanus. Pebenox poxcden om 4-ii, HOpMaANbHO
npomekasguieil bepemenHoCMU, uiegesenue nioda Oviao ak-
mueHbiM, 1-ii pebenok, § nem, 300p08, 2-ii pebeHOK 6 603pa-
cme 6 mec cman ympauusams 08ueamenbHble HagblKU, NOsi-
suauce 0yavbapHsle paccmpoiicmeéa, ¢ 1 eoda Haxoduiacs
Ha UBJI, noeub 6 sozpacme 4,5 eoda, 6bin nocmaeénen duae-
HO3: nepugepuveckuii mempananpe3 ¢ 0yab0apHbIMU pac-
cmpoiicmeamu. Pooumensmu pebenxa 6viau npedcmaenervl
gomoepaguu nocubuieeo pebenka, Ha KOMOPbIX OMMEUANOCH
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3HauUmMenvHoe heHomunu4ecKkoe cxo0Cmeo ¢ Hauum nayu-
enmom. I[lepaoie cumnmomel y nocaednezo ommeueHsl 8 603-
pacme 6 mec 8 8uUde CHUICEHUS MbIUEHHO20 MOHYCA, YMPambl
CHOCOOHOCMU cudemb; Y@eauueH bl A3blK podumenu 3ame-
muau 6 eozpacme 3 mec. Ha gpone mpaduyuornHoti peaburu-
MAayUOHHOI mepanuu cocmosHue pebeHKa MeoleHHo YXyd-
wanocw. lpu ocmompe 6visigneHsl credyroujue «<MapKepHle»
npusHaKu: Ougysnas MolueyHass 2UNOMOHUSL, eunopeghiex -
cusl, 08YCMOPOHHSAA CAAOOCMb MbIULY, AUYA, NPUOMKPbIMbLLL
pom, CAIOHOMeYeHUe, CHUMCeHUe 210MOYH020 U HeOHO020
pedprexca, makpoanoccus, nceglo2unepmpousi UKPOHOICHbIX
MblUlY, AKpoyuanos, oucmanyuonHsie xpunsl. Ilpu penm-
2eHozpaguu u 3x0-KapouoCKonuU 8bisiéaeHbl NPU3HAKU Kap-
duonamuu u ymoauieHue CmMeHoK 16020 Jceayoouka (paHnee
pazsumue Kapouonamuu xapaKkmepro 015 UHGAHMUAbHOU
gopmot bonesnu Ilomne). lenamomeeasruu He 6vi64€HO.
IIpu DHMT ommeuanroce He3HayumenvHoe nogovluleHue oau-
menvHocmu u amnaumyost IUIE. Jlabopamophsie uccaedosa-
HUs NOKA3au NOGblieHUe YPOBHS ACRAPMAMAMUHOMPAHC-
gepasvl (ACT) — do 72 Ed/a, asanunamunompancghepasvl
(AJIT) — 0o 328 Ed/a 3a cuem cunopoma Muoau3a, ypoeHs
naxkmamaoeeudpoeenasst (JLII) — 1256 Ed/a, kpeamuukuna-
361 (KDK) do 2040 Ed/n (makoti yposens hepmenma maxice
xapaxkmepeH 045 uHganmuavHoll gopmot boaesnu Ilomne).
Takum obpazom, rabopamopHas OuazHOCMUKA 0OHO3HAYHO
YVKA3bl6a1a HA MblUledHOe NopajiceHue.

Pebeniy obLau nposedensl eenemuueckue Uccae008aHuUsl.
Onpedenenue akmueHocmu ¢hepmenmos 6 Kposu peOeHKa
8biA68UN0 CHUNCEHUe akmueHocmu o-D-entoko3udasel
npu HOPMAABHOM YPOGHe akmueHocmu [3-D-eatoxo3udassl,
6 NAMHAX BbICYUEHHOU Kpogu akmueHocms o-D-
2110K03U0a3bl makKdice 6biAa 3HAYUMEAbHO CHUMNCeHa. Memo-
dom npsamoeo cekeecmupogarus npogeder ananus eena GAA,
évisigner 1 mymanmublil annens, 8 2emepo3ueomHom cocmo-
sanuu. Ilouck 2-e0 mymanmmuoeo annensi npodoayxcer. Qbcae-
dogarue npogoounocs 8 1adOpamopuu HacaedcmeeHHbix 60-
ne3Hell 0omeHa eujecme Meduko-eeHemuueckoeo Hay4H020
yenmpa.

B meuenue 1—1,5 mec nocae obpauienus cocmosinue pe-
OeHKa 3HAYUMENbHO YXYOULUAOC, — YBeAUUUAUCh CAaO0CHb
CKeAemHOU MycKyaamypsl, 0yavbaprsle paccmpoiicmea (pe-
OeHOK He nepegopauusancsi, naoxo yoepicuean 20108y, nu-
mancs yepes 3010). Ilonyuan aeuenue 6 omoeneHuu MmeoUyUH-
ckoui eenemuku PIHKDB, ede koncuauymom nocmaeéneH
OKOHUamenbHbulll JuaeHo3: OeceHepamugHoe 3aboneganue
Heperoll cucmemol — boae3ub [lomne. B nosbpe 2012 e. (cnyc-
ms 1 mec c MOMeHma ycmaHoeAeHUs nepeuUHo20 OUazHo3a)
N0 JCUZHEHHBIM NOKA3AHUAM HA4ama mepanisi npenapamom
maiiosaiim, Komopas npodoaxcaemcsi Kaxcovie 2 Hed 8 UHOU-
8uUdYyanbHO paccuumanroil dose. B xode danvretiuezo Habawo-
OeHus y pebenKa Gbia6aeHbl AHMUMENA K NPenapamy maio-
3aiiM, CHOCOOHble CHU3UMb I HeKMUBHOCHb €20 NPUMEHEHUS.
Hccnedosanue yposrs anmumen npo8oouUnoCs 8 3apyOeicHoll
saabopamopuu (CIIIA).

B nacmoswuii momenm eo3pacm manvuuxa 2 eooa 7 mec,
ommeuaemcs 3HaYUMeNbHOe YAyHuueHUe COCMOSHUA: ecm

CAMOCMOAMENbHO, He NONEPXUBACMCSL, 20408) 0ePUCUM X0~
poulo, yoepicugaem no3y cuos U HA YeMmeEepeHbKax, 3Ha1ii-
MeAbHO YMEHbUUAACH EbIPANCCHHOCIb MAKPO2AOCCUL U NCEE-
doeunepmpouii  UKpOHONUCHbIX Mbluy. Llumocmamuxu
U 20pMOHANLHYIO MEPANUIO HA HACMOAWULL MOMEHM He NOAY-
uyaem. Yposenv KOK, JIIT, AJIT, ACT cywecmeenno He cHu-
Hcaemces.

3akmovyenne. [ paHHEH TMAarHOCTHKHU Op(aHHBIX
3a00JIeBaHiIT HEOOXOIMMO NUMETh YETKOE TIPEACTABICHUE
0 KJIMHUYECKO KapTuHe 00j1e3HK. DTO MO3BOJISIET BOC-
10JIb30BAThCS AJITOPUTMOM T'€HETUYECKMX UCCIIeI0BAHUIA
U BOBpPEMSI HAa4yaTh IPOBEACHNE SH3MMO3aMECTUTEIbHOI
Tepamuu, Cracamolilei XKu3H1 NalueHTOB.

KNuHUKO-napaknuHuYecKue
achekmbl NOCMaHOBKU
JI0CMOBEPHOro quarHo3a
HellpoMbIWweYHbIX 3a00neBaHul
y nemei

C.K. Esrymenko, M.P. Illaiimyp3un, O.C. EBrymenko
Jloneukuii 0baacmHoil demcKuil KAUHUYECKULL YeHmp
Helipopeaburumauuu, Jloneyx

Heiipombrmeunsre 3a6oneBanns (HM3) — retepo-
TeHHas TpyIa 3a00JieBaHNI, B OCHOBE KOTOPHIX JICKUT
TeHETUYCCKH JeTEPMUHIUPOBAHHOE TIOPAKEHME OTIPEIC-
JICHHOM aHAaTOMHUYECKOM CTPYKTYPHI HEMPOMBIIIIEIHOTO
anmapara. AKTyaJbHOCTb ITpoosieMbl HM 3 onpenenser-
cs ee IMMPOKOM PacIpOCTPaHEHHOCTBIO, TCHIACHIIMEH
K HaKOIUICHHWIO TEHETUYECKUX MYTAIlMil B KaXIOM I10-
CIIeIyIoIIeM MOKOJICHUH, CHUKEHEeM KaueCTBa XXKNU3HMU,
pa3BUTHEM PaHHEH M TSOKEJION MHBAIUAN3aIN. B Mex-
MYHApOITHOW 0a3e JaHHBIX TeHETHYECKON MHMOpMAILINU
(2012) ormmcano 6osee 7500 HacIemCTBEHHBIX CHHIPO-
MOB, n3 HumX cBbime 500 mpoTeKaloT ¢ MopakeHHEM
HEPBHOM CHCTEMBI, BKJTI0Uast 0KoJIo 200 HO30JIOTHIECKUX
¢dopm HelpoMbIlieyHo# maTonornu. Yacrora HM3 co-
crasisteT 1,3—12,9 Ha 100 ThIC. HacenaeHus. K coxaie-
HUIO, B IEMCTBUTEILHOCTH 3TOT ITOKA3aTe/Ib BEIIIE: M-
arHo3 CTaBUTCSI 3HAYMTEILHO TO3Ke, KOTIa O0JIbHOM yXKe
craHoBuTcs mHBanumoM. CymMapHasi pacIipoCTpaHeH-
HOCTb IIPOTPECCUPYIOIINX MBIIIEUHBIX IUCTPOPUiA
(IMTMMO) coctaBusgeT 200 cayyaeB Ha 1 MJIH HacelleHUS,
YTO ITO3BOJISICT OTHOCHUTD MX K JIOCTaTOYHO YaCTO BCTpe-
qarouMcs hopMaM HacJIeICTBeHHOM maToyiorun. Ham-
0oJiee pacrpocTpaHEHHBIMU (opmMaMu 3a00JieBaHU
B ctpykrype IIMJI siBnsiercst IIMJ1 lromeHHa, cocTaB-
Jasiomas 9,6 Ha 100 Thic. HacelleHUsI MYXCKOIo I10Ja,
TIMJI bekkepa — 5,0 Ha 100 ThIC. YacTOoTa BcTpeuaemMoc-
T apyrux ¢opm I[IM]I B monynsiuuu HuxXe. Pacipoctpa-
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HeHHOCTh [TMJI DMmepu—/peiidyca — 2,0 va 100 THIC.,
KOHEUYHOCTHO-MOACHBIX ¢opm ITIMI — 1,5-2,5
Ha 100 teIC., [IM/1 Jlannysun—/exepuna — 2,9 xHa 100 TbIC.,
BpoxnenHoit [IM]] ®ykysama — 1,0 Ha 10 TBIC. HOBOPO-
xneHHbIX, [IM/I Ipepe — 0,9 Ha 100 TBIC., TUCTATBHOMN
MM — 0,4 ra 100 TeIc. Bosee yem B 1/3 ciydaeB Bcex
HM3 mmarHocTtupyeTcs CIIMHAJIbHAS MBIIIIEYHAsT aTpO-
¢usa (CMA). PacnpocrpaHeHHOCTb 3a00JIeBaHUST —
7,0 Ha 100 THIC. HACENIEHUSI, CpeIr HOBOPOXICHHBIX —
1,0 Ha 10 THIC., B TO 3X€ BpeMs YaCTOTa TeTEPO3UTOTHOTO
HocuTeJbCcTBa Bhicokas — 1 Ha 40—60 gyenmoBek. CpenHe-
IMOMYISIIIUOHHAS PaCIPOCTPAHEHHOCTD HACJICICTBEHHBIX
MoToceHCopHBIX mojnHeBpomnatuit (HMCII) — He MeHee
1 cmyyasg Ha 3000—3500 gyenoBex.

Henoonenka sHaunmocty HM3 nipuBomuT K mo3nHeit
IWATHOCTHKE IMPOTHOCTUYECKN BaXXHBIX COCTOSIHUM, He-
ITOJTHOIICHHOCTH TTPOMIIAKTUYECKIX MEPOTIPUATHI, He-
3¢ GeKTUBHOMY JICYCHUTO TTAIIMEHTOB U, KaK CJICACTBUE, —
K TsSoKenoi mHBanmmu3anmuu. B peectpe 0a3pl maHHBIX
Hentpa (2001—-2013) 3apeructpupoBaHo 348 netei
¢ HM3, Bxmouas 152 (43,7 %) peGeHKa ¢ IepBUYHO-MbI-
wevyHbIMU 3a0oneBanusmu, 107 (30,7 %) aeteit ¢ CMA,
89 (25,6 %) nereit c HMCII.

st TMarHOCTUKM paHHUX IIPOSIBICHUI TTPOTPECCH -
PYIOIIUX MBIIIEYHBIX AUCTPOGUA U aMUOTpodmid
u ux peHoxonuit corpyaHukamu B LleHTpe paspaboTaH
JIOKAJIbHBIN TTPOTOKOJI, BKIIFOYAIOIITNI KITMHUKO-CHHAPO-
MOJIOTUYECKHIA, KIMHUKO-TCHEATIOTUYECKUM, MOJIEKY-
JIIPHO-TEHETUYECKMU, JTabOpaTOpHBINA (paguoorude-
CcKMii + QYHKIIMOHABHBIN), TUCTOJOTNISCKII METOIBI
ncciaenoBanus. KIIMHUKO-CHHIPOMOIOTHIECKUI METOI
nuarHoctuku mpu HM 3 6asupyercs Ha IIyOOKOM U3yde-
HUM aHaMHe3a, OLIEHKEe KIIMHNIECKOTO COCTOSTHUS U UC-
ITOJIb30BAaHUY MEXIYHAPOMTHBIX IIKaJI, OIPEeIeISTIONINX
TsKecTh U ctanuio HM3. AnantupoBaHa 1 Moguun-
poBaHa MmexayHaponmHas mkaima NISLL (Neuropathy
Impairment Score Low Limb — Heliponatuueckuii nedu-
LIUT B HIXKHUX KOHEYHOCTsIX, 1996), KoTopasi BK/II04aeT
OLICHKY MbIedHou cwmibl (0—4 0aia), CyXOXMJIbHBIX
pediekcos (0—2 6aia), CCHCOPHBIX HAPYIIEHU (OIIeH-
Ky TTOBEpXHOCTHOI 4yBCTBUTEeIbHOCTH, 0—5 06ajnioB),
00s13aTeNIbHOE MCCIeA0OBaHNE BUOPAIIMOHHON YYBCTBH-
tenpHOCTH (0—5 0a/I0B), 00BeMa aKTUBHBIX IBMKCHUI
B TOJEHOCTONHBIX cycraBax (0—5 0OamioB), (GyHKINU
xonp0bl (0—4 6amna). B Kuesckom u Jlonenikom MI'LI
IIPOBOISATCSI MOJICKYJISIPHO-TEeHETUIECKOE KapTUPOBAaHUE
U TMOUCK JIOKYCOB, YCTAaHOBJICHHE OMOXMMUYECKOTO JIe-
dexra. B OHMTI -naboparopuu LlenTpa ngeHTHOULIMPY-
eTcs ¢ oMol 6azucHoit DHMI ypoBeHB ITopaxkeHusI
IBUTATEJBPHONM eOWHUIIBI: HaICeTMEHTapHBIN, HeHpo-
HaJbHBIM, CErMEHTApHBIN, HEBpPaJbHBIMA, CHUHAIITAYE-
ckmii, mMuonathudeckuii. OpurnHaIbHAsE COOCTBEHHAS
MeToauKa Kpyriaoroguunoro DHMI -MoHuTOpMHTa 110~
3BOJIACT OTCJICXKMBATh TMHAMUKY Ha CTAIUM CyOKITMHU-
YeCcKUX IMpPOSIBIeHUI mporpeccupoBanuss HM3, maxe
KOrJIa KIMHWYecKass KapTuHa cradmibHas1. JlabopaTop-

HBbIC WCCJIeHOBAaHUS, BKJIIOYAST OMOXMMHUYECKUI CKpH-
HUHT, UMMYHOJIOTUYECKIE W CEPOJIOTHIECKIE UCCIIEI0-
BaHUS, IIPOBOISITCS B MesIxX AuddepeHINaTbHOTO
mrarHo3a HM3, MUTOXOHOpPHANBbHBIX, ayTOMMMYHHBIX
3a00yIeBaHUIl, SHIOKPUHHOM maTtosoruu u ap. Ocobdoe
MECTO Cpely JOMOJHUTEIBHBIX METOAOB 00CIeJOBAaHUS
3aHMMAaeT MOP(POIOrNIECKOe M TUCTOXNUMHUIECKOE UCCIe-
IIOBaHWE MBIIIILI, TIPEAOCTABISIONICe HAMOOIBIINI 00beM
crierrIecKo H(pOpMAaIINH, TTO3BOJISIIONIEH chopMM-
pOBaTh JOCTOBEPHBINT MOPMOIOTMUECKUN MHOJIOTHYC-
CKUU 1MarHos.

Pannee BeisiBIeHMe TUITMYHBIX 111 HM 3 ximmHMKO-
CHHIPOMOJIOTUIECKUX 1 JIAOOPATOPHBIX MAaTTEPHOB CO-
MYTCTBYIOIIEH ITAaTOJOTMU CIIOCOOCTBOBAJIO pa3paboTKe
6oisree > GEKTUBHBIX M CIIEM(PUUISCKNX TeparieBTHIC-
CKUX ITOAXOI0B, HAIIPABIICHHBIX HA 3aMeJICHUE TIPOrpec-
cupoBaHMs. 19 TMarTHOCTUKY paHHUX IIPOSIBICHUI OC-
Teoropo3a (OCTeONeHNM) ITPOBOMSITCS PEHTTeHOBCKAS
IEHCUTOMETPHSI, OMOXUMHNYECKOE MCCIeIOBaHINE MOHU-
3MPOBAHHOTO KAJIBIIMSI B KPOBH U 25-TUIPOKCUBUTAMIHA.
[Ipobmema mopaxkeHHsT CepACTHO-COCYIUCTON CUCTEMBI
npu I[IM]I akTyaabHa, MMEHHO COCTOSIHME€ MUOKapia
BO MHOTOM OIIpeaesIsieT XapakTep TeUeHUs 3a00JIeBaHUS
" ero ucxod. TsSKecTb MOpaXeHUsI CepaeIHON MBIIIIIEI
(kapmmomnaTtus) TIPSIMO IMPONOPIIMOHATbFHA BBIpAasKeHHO-
CTH HEBPOJIOTUYECKOW CUMIITOMATUKH. B cBs3M ¢ a31MM
B 00s13aTeJIbHBIN AuarHoctTudeckuit marrepH HM3 Bkiio-
yeHHI 3ekTpoKapanorpadus (BKI), DKI nmo Xoxrepy,
axoKapauorpadpus. OgHUM W3 BEOyIINX MEXaHH3MOB,
MPUBOMAIINX K TIYOOKOW WHBaIMAM3AIUMN OOJBHBIX
¢ HM3, aBnsieTcs cmabocThb IbIXaTeIbHON MYCKYIaTypPHI,
acCOLMUPOBAHHAS CO BTOPUYHBIMU HAPYIICHUSIMH B Ma-
JIOM Kpyre KpoBOOOpaIeHNS, YXYIIIICHUEM MUKPOIIUP-
KYJISIIMH JISTKUX, 4TO, B CBOIO OYepeb, IIPUBOINT K SIB-
HOM WJIM CKPBITOM XPOHUYECKON AbIXaTEeIbHOU
HEIOCTAaTOYHOCTH. JIJ11 paHHEe TMarHOCTUKY HapyIIeHUM
6uomexaHuku npixanus mpu HM3 mpoBoauTcest cipo-
meTpus («Spirolabll», Utammst).

Taxum oOpa3zoM, TOYHOCTh TUATHOCTUKU 3aBUCHUT
OT CBOEBPEMEHHOTO KOMIIJIEKCHOTO KIMHHYECKOTO
WCCIIEIOBAHMS, IIPOBEACHUS U ITPODEeCCUOHAIBLHON NH-
TepIpeTalliy JTa00PaTOPHBIX, TUCTOJOTHICCKUX U MO-
JIEKYISIPHO-TEHETUYEeCKUX TeCTOB. I1paBrIbHO mocTas-
JICHHBIN TUarHO3, B CBOIO OYepEeIb, IIOBHIIIACT YPOBEHD
O0OBEKTUBHOCTH 1 Ka4eCTBa MOHUTOPUHTA M IIPOTHO-
3UPOBAaHMS MATOJIOTUYECKOTO IIpoIiecca y eTel ¢ Heli-
POMBIIIIEYHOM MaTOJIOTHEH M 3(PPEeKTUBHOCTH BHIOOPA
aIeKBaTHOI ITOJIMMOMATbHOM TeparmeBTUUECKOM CTpa-
TeTWH, HAIIPaBJICHHON Ha IpenyIpeXacHNe pa3BUTHS
VHBaJIMIA3ALINH.

75



76

HepBHo-MbileYHbIe
BOJNIE3HH

Konghepenyuu, cumnosuymol, cogeuanus

JuththepenyuanbHag AuarHocmuka
napaseonnacmuveckoi
nonuxeiiponamuu

B.B. Exukosa, T.E. ITonosa, A.B. /Tioxakosa,
H.A. lInaiinep, F0.A. ApIxHO
T'BOY BIIO «Kpachospckuii eocydapcmeentblit MeOUyUHCKULL
YHueepcumem um. npog. B.®. Boiino-Hceneyroeo»
Mun3zdpasa Poccuu;
TKBY3 «KpacHospckuil kpaegoii OHK0A02UHeCKUT UeHM]P
um. A. U. Kpoixcanosckoeo»

IMapaneormactnaeckass nmonuHeliporatust (ITITHIT)
SIBJIIETCS] YACTHIO TTapaHeOILIaCTHIECKOTO HEBPOJIOTHYE-
ckoro cuHapoma. D. Denny-Brown B 1948 1. ommcan
2 OOJILHBIX C CEHCOPHOI HelpoItaTheil 1 JIETOYHOM Kap-
mmHoMoM. [lapaHeomIacTUIECKUiA TeHe3 UMEIOT MEHee
1 % nonuneitponatuii. [IITHIIT BcTpeyaercst mpuban3u-
TEJBHO Y 5 % GOIbHBIX C OHKOJIOTUYECKUMM 3a00/1€BAHU-
smu. 1o gaHHBIM UccienoBaHuii, mpuMepHo y 30 % 60i1b-
HBIX C PAKOM JIETKOTO UMEIOTCSI 3IeKTPO(PU3NOTIOTIICCKIES
npu3Haku Hevipornatuu. Haubonee yacto ITITHII pa3Bu-
BaeTCsT y OOJIBLHBIX PAaKOM JIETKOTO, TUMGbOMOIT XOKKIHA,
pPaKoOM MOJIOYHOM XKeJIe3bl, PAaKOM SIMIHHKA.

ITaTorene3 IIITHII m3yyen HemoctaTouHo. B ero
OCHOBE JIeXKaT UMMYHOJIOTHYECKIE MTPOIIECChI, KOTOPHIE
IIPOBOLIMPYIOTCST HAJTMIMEM Y KJIIETOK OITyXOJIM M HEPBHOM
CHCTEMBI TIEPEKPECTHO pearnupyoiux aHTureHoB. O1ry-
XOJIeBbIE KJICTKM Ha CBOEH IMOBEPXHOCTH MMEIOT Mepe-
KPECTHBIC aHTUTEHBI C HEUPOHAMHU 1 MBITIICYHBIMM KJICT-
KaMU; OTH aHTUTEHBI OITO3HAIOTCS UMMYHHOM CUCTeMO
u ceHcnomnu3npytor T-1uMdoruTsl 1 B-muM@oLmTsr;
CeHCUOMIM3NPOBAHHBIC IMTOTOKCHUYECKHE T-1uMboIm-
THI, IIPOHUKAST Yepe3 reMaTtodHIedaTndecKuii 6apbep,
MOTYT aTaKoBaTh KJIETKU LIEHTPAIbHON U mepudepmae-
CKOIl HEpPBHOI CHUCTEMBI, a CEHCHUOMIM3UpOBaHHBIE T-
xeqmnepbl U B-1uMOIUTE CITOCOOHB WHAYLMPOBATH
BBIPAOOTKY ayTOAHTHUTEJ, BBI3BIBASI AyTOMMMYHHOE T10-
paxkeHre HEHWPOMBIIICYHOTO ammapaTa ¢ IeMUCTUHU-
3allMel W pa3BUTHEM KIMHMYCCKUX TIPOSIBICHUU
IMapaHeoIIaCTUIECKOTO HEBPOJOTMISCKOTO CHHAPOMA.
B mocnemHue rombl OTMeYeHa CBSI3b ITapaHeoIlIac-
THUYECKNX CHHAPOMOB C OIIpeIeIeHHBIM TUTIOM OHKOHEB-
paJIbHBIX aHTUTEN K anTureHaMm Hu, CV2.

Pazmuuatot Heckoabko popm ITITHII.

Kombunuposannas cencomomoprnas cummempuvnas
oJucmaavnas neiponamus BcTpevaercs B 50 % Bcex hopm
IIITHII. IposiBasieTcst ob11eit c1aboCcThio, yTPaTOM 4yB-
CTBUTEJIBHOCTH U TUCTAIBHBIX CYXOXIJIBHBIX PedIIEKCOB.
Yamie Bcero coderaeTcsl ¢ MEIKOKICTOUHBIM PaKOM JIeT-
KOTO, paKOM MOJIOYHOI XeJie3bl, XelyaKa, TUMOMOIA,
pexe ¢ TuMboMoii XomKKiNHA 1 MHOXECTBEHHOM Mela-
HOMOHM.

Ilodocmpas cencopnas neiiponamus yaie Hab0Ma-
€TCsI y KSHIINH CPeTHEro U TOXIIOTO Bo3pacTa. Xapak-
TepuU3yeTcs yTPaToil TIIy0OKO YyBCTBUTEIBHOCTH B Te-
YeHWEe HECKOJbKMX HeIeslb, HO MOXET pa3BUBATHCS
MemieHHee. KITMHIIeCKN TIPOSIBIISIETCS CKOBAHHOCTBIO
MBIIIIII, TapecTe3neii, HapyIIeHueM YyBCTBUTEIBHOCTH,
HAYMHAIOIIUMUCS B IUCTATBHBIX OTIEIaX KOHEYHOCTE,
a 3aTeM pacCIIPOCTPAHSIOIINMHUCS ITPOKCUMAJIbHO, ITPH-
yeM HamboJiee BBIpaXEHB Ha YPOBHE HMXHHX
KOoHeuHocTeit. Hapymiennst m yrpata riry0boKoOil 9yBCT-
BUTEJILHOCTHA B HOTaX BCEINa COIPOBOXIAIOTCS BBIpaA-
JKeHHOM CEeHCOPHOIT aTakcueid. [ITyboKme CyXOXIbHbBIC
pedaeKChl CHIXKAIOTCS WJIN TTOJTHOCTHIO YTPAauYMBAIOTCS.
OmnucaHbI TIPU paKe JEeTrKoro, pexke — IMPH pakKe MOJIOU-
HOH KeJie3bl, MUIIeBoaa, paKe SIMIHUKA, ITOYCK, JTUM-
dome XomKKHA.

Ilodocmpas momopuas neliponamus XapakTepu3yeTcst
IereHepalneil MOTOPHBIX HEMPOHOB IEpPeaHUX POTOB
CIMMHHOTO MO3ra. CHUMIITOMBI OTJIWYAIOTCS HapacTaio-
IIUM BSITBIM TeTpanape3oM. CaboCcTh COMPOBOXKIACTCS
OBICTPBIM PA3BUTHEM aMHOTPODUIA, HO (DACHUKYIISIIINT
BBIpaXeHBI MUHUMAaIbHO. Pa3a mporpeccupoBaHUs CMe-
HsIeTCSI OTHOCHUTEIbHOUN cradbunmiamnueii. OmucaHa
npu auMdomMax U MUETOpoandepaTUBHBIX 3a00JeBa-
HUSIX, HO BO3MOXHA W TIPM IPYTUX 3JIOKAYECTBEHHBIX
HOBOOOpPa30BaHUSIX.

Iapaneonaacmuueckan 6ecemamugnasn noauxenpona-
musa MOXeT OBITh KaK M30JIMPOBAHHOMN, TaK M COYETATHCS
¢ apyrumu Bugamu [TITHII. KnuHauyecku mposiBisieTcst
IMMPOKUM CIIEKTPOM BeTeTaTUBHBIX HAPYIICHUIT: Hapy-
IIeHWEeM MOTOPMKU XeJyaKa M KUIIeYHNKa, MOYEBOTO
My3bIps, 3pa4YKOBO UHHEPBALIUY, OPTOCTATUYECKOM M-
TOTOHUEN.

HuarHocTrKa IpeanojiaracT onpeaeacHne OHKOHEB-
paIbHBIX AaHTUTE B KPOBU 1/ WJIH JIMKBOPE, TAKNX KaK aH-
™-Hu, antu-CV2 u ap.

OMI nomoraert BeIsIBUTH cHIkKeHue CPB 1o MmoTop-
HBIM 1/ WM CECHCOPHBIM BOJIOKHAM B 3aBUCMMOCTH OT TH-
na ITITHIIT.

[Ipu TMCTOIOTHMYECKOM HCCIIEAOBAHUHU IIPH MOIOCT-
pOii CEHCOPHOI HelpoImaTu OOHAPYKUBAIOT U3MEHEHUS
B CIIMHAJIBHBIX TAHIJIMSAX 3aIHUX KOPEIIKOB CIIMHHOTO
MO3Ta, KOTOPHIE 3aKJTI0YAIOTCS B yTpaTe HEMPOHOB, peak-
TUBHOM Mposudepalni KJICTOK-CaTeJZINTOB 1 MHDUIb-
Tpauuy TuMboLnTaMu 1 Makpodaramu. He nckimodaior-
¢ TaKXKe BOCHAJIUTEIbHBIC KIIETOYHBIC WHQWIBTPATHI
U B IPYTUX OTIeIaX CIMHHOTO MO3Ta.

Takum o6pa3oM, pacrHo3HaBaHWE W BHISIBICHHE
IIITHIT mo3BosasieT BBISIBUTh aCCOLMMPOBAHHYIO C HeM
OITyXOJIb Ha paHHEH CTamWu pPa3BUTHUsI, CBOSBPEMEHHO
HaJyaTh JICICHNE ¥ TEM CaMbIM YIYJIINTh KAYeCTBO XXU3HU
OOJIPHBIX C OHKOJIOTUYECKUMU 3200 ICBAaHUSIMMU.
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Ponb uiruéumopos
auemunxosuHacmepasbl B ieYeHuu
MUACMeHuu U MuacmeHuyecKux
CUHAPOMOB

C.A. XKusoaynos, C.H. bapnakos
@IOY BIIO «Boenno-meduyunckas axademus um. C.M. Kuposa»
Munoboponwvt Poccuu, Cankm-Ilemepbype

Mmuactenust (myasthenia gravis), uiam 601e3Hb Dpoa—
Tonbadnama—JIxonn, — ayToMMMYyHHOE HEPBHO-MBIIIIEY -
Hoe 3a00/ieBaHKe, B OCHOBE KOTOPOI'O JIEXUT ayToarpec-
CHUsI TyMOPaJIbHOTO UMMYHMTETA B OTHOLLIEHUH 3JIEMEHTOB
HEPBHO-MBIIIEYHBIX CUHAIICOB, KIMHUYECKU IIPOSIBISIO-
IIasics TAaTOJIOTUYECKOM CIIA00CTBI0O M YTOMIISIEMOCTBIO
MPOU3BOJILHOI MYCKYJIATYPBL.

PauvionanbHast Tepanusi MUACTEHUU BKJIIOYAET CJISIY-
IOIlMe TPYIIIbl IIpernapaToB: OOpaTUMble WHTUOUTOPHI
XOJIMHACTEPa3bl (HEOCTUTMUHA OpOMMI/METHIICYIbMOHAT,
MUPUIOCTUTMUHA OpOMU, AMOEHOHMS XJIOPUI, UITUAAK-
puH, 31podoHUS XJIOPUI), M-XOTUHOIUTUKY (aTpOITMHA
cynbdar), TIIOKOKOPTUKOUABI (TIPETHU30JI0H, METWII-
MPEIHU30JI0H), UMMYHOMOIY/ISATOPHI (MMMYHOIJIOOYJIMH
YyeJIOBEYECKUI, TUMATMH, TUMOIIOSTUH, JI€BAMU30JI, Pe-
TYKCUMa0b), IMMYHOCYIIPECCOPHI (TUMOIEIIPECCUH, TAKPO-
JIUMYC), LIUTOCTATUKU (a3aTUOMPUH, MUKO(EHOIaTa MO-
etnn, LMKIOCHOPUH, LUKIOdOchaMum), MpernapaThl,
YCUJIMBAIOILKE BbICBOOOXIEHUE aLleTWIXOJMHA (TyaHH-
IuH, 3penpuH, 4-aMUHOIIMPUINH, KCAHTUHBI ), TIpeTiapa-
ThI KaJius1 (KaJIusl XJIOPUI, KaJIKsl OPOTAT), a TAKXKE METOIbI
SKCTPAKOPIOPAIbHOM TeMOKOPpeKLMH (I1a3MaoOMeH,
miasmacdepes ¢ KpUOoIIa3MacopOLeil /KpuoIpeLunmuTa-
LMei, KacKaaHasl I1a3Mo(PUIETpaLis) 1 TAM3KTOMUIO.

bazoBbiMU mpenapaTaMy B JIEYEHUU MUACTEHUM SIB-
JISTIOTCS 0OpaTUMble MHTMOUTOPBI XOJIMHACTEPA3bl, IEHCT-
BME KOTOPbIX IIPOsiBiIsieTcst Kak M-, Tak u H-xonuHepru-
yecKuMM 3¢ deKTaMu.

Ilean paboThl — orieHKa 3(D(HEKTUBHOCTA MHTUONUTO-
POB XOJIMHACTEepa3bl B KOMILIEKCHOM Tepanyuy MUACTEHUN.

Marepuanas! n MmeToapl. O0cienoBaHo 43 mamueHTa
C IWarHO30M: MUACTeHWSI, TeHepaau30oBaHHasA ¢dopma
(MyxumH — 28 (65,1 %), xenmun — 15 (34,8 %)).
CpenHuii Bo3pacT OOJBHBIX cocTaBmiI 42 = 15 et
CpenHuii Gaml mo IKajae KOJIMYECTBEHHON OLIEHKHU
TSKECTU KIMHUYECKUX IIPOSIBIEHUII MHUACTEHUU
(QMGS) — 32 + 6. Bcem naiueHTaM IPOBOAMUIN CTH-
MyJISLUMOHHYI0 DMI, oLleHUBAIU IEKPEMEHT IIPU CTHU-
Myasunu S umir/c 1 50 umn /¢, TMarHo3 Bepu@UIInpo-
BaH IO HaJW4YMUIO AHTUTED K AaLEeTHIXOJMHOBBIM
penerrropam: 13,2 & 3,1 amonb /1. KoMIuiekcHOe Jtede-
HUe BKJIIOYaJ0 MPUEM MHTMOUTOPOB XOJIMHACTEPA3HI,
KaJIus XJIOpUa, NIIOKOKOPTUKOUAOB, aHTUOKCHUIAHTOB

n 3¢depeHTHYIO Tepanuio. [IpoBegeHO cpaBHEHUE
3G HEKTUBHOCTH KOMOMHALIMKA TUPUIOCTUTMHUHA OpO-
MUIA C HITUIAKPUHOM.

PesynbsraTel. BceM nmaiveHTam Ha3HavyaaIu MUHTMOUTO-
PHI alleTIIIXOJIMHACTEepa3bl. Borpoc o BEIOOpe Tperrapara
M €TO TO3MPOBKE Pellaii Ha OCHOBAaHUY CTEITIEHN KOMIICH-
cauMy Ipu IposepuHoBoi mpobe (1,5—2,5 ma 0,05 %
pacTBOpa), OCOOEHHOCTEl pacmpenecHNsT aTOJIOTIIe-
CKOM MBIIIEYHON YTOMJISIEMOCTH, UHANBUIYAJILHON BOC-
MIPUMMYNBOCTH, a TAKXKE C YIETOM COITYTCTBYIOIIEH TTaTO-
qmorun. KoOppeKTHMpOBKY 103 TIPOBOIWIM C YYETOM
KIMHUYIECKON KapTUHBI M BBIPAXXEHHOCTH IeKpEeMeHTa
pu ctumystauonHoi DMI. CtaHmapTHBIE pa3oBbIe JO-
3UPOBKHU, OTPeeSICHHBIE IT0 CXOMHON KIMHIUIECKOMN (-
(beKTUBHOCTN aHTUXOJWHACTEPA3HBIX IIPEIapaToB, HC-
MTOJIB30BAIM JIUISI Hadaya Tepaluu: IMHUPUIOCTUTMUHA
Opomua BHYTpb 60 Mr (KajJuMWH), MUPUAOCTUIMHUHA
O6poMun B/M 5 MT (KaTuMKH (PopTe), HEOCTUTMIHA METUI-
cynb(oHaT BHYTPS 15 MT (IIpo3eprH), HEOCTUTMHUHA Opo-
Mun (rmpo3epuH) B/M, 0,5 M1, aMOeHOHUS XJIopun (OK-
ca3mia) BHyTpb. [Hnsg wunmmakpwHa (HEHPOMMINH)
omnpeneneHa 3hdeKTUBHAg HavanbHas Jo3upoBKa 40 Mr
BHYTPb WU 15 MT UIST THBEKIIMOHHOM (POpMBI HA OCHO-
BaHWM CXOTHOTO C IPYTUMH aHTUXOJMHACTePa3HBIMU
IpernapaTaMy CHIDKCHUST TeKpeMeHTa CTUMYJISTIIMOHHOM
OMI Ha 41 £ 3,7 % y nauMeHTOB ¢ MUACTEHKEN CpeIHe
u Tsikesoit crenenn (QMGS 32 + 2,8 roma), mpuHUMAaB-
LIMX MUPUAOCTUIMKUHA Opomu BHYTpb 420—600 mr/cyT,
B IIEPMO IeKOMITCHCAIIY HAOIIOMAIA YBEITMICHUE TTaTO-
JIOTMYECKOI c1ab0CTH 1 AeKpeMeHTa 10 55 £ 6 %, olieHKa
mo QMGS — 33 + 3 6amna. JanbHelilllee yBeIndeHNe
Ha 30—60 Mr mMpUIOCTUTMUHA OpOMUIA COTTPOBOXKIAIOCH
CHIXKEHMEM nekpemeHTa Ha 41 % u HapacTaHMEM BbIpa-
JKEHHBIX OTpULIATeIbHBIX H-xommHepruyecknx 3(pheKkToB:
acumMKyISAIMii, MBIIIIEYHBIX CIIAa3MOB, TpeMopa, 0ecro-
KolicTBa 1 M-XolmHepruIecKnx 3 (GEeKTOB: TUTIepCaT-
BaIlliU, YCWJICHWS TICPUCTAIBTUKY, IUAPEH, OpaaTuKapanm,
TTOJUTaKNYpHUU. OO THUTETbHOE Ha3HAYSHHE TIPO3eprHa
B/M OTPpaHMYMBAETCS TOCTATOYHO KOPOTKUM IEHCTBHEM,
HEeOOXOIMMOCTHIO BRIITOJTHEHUSI MHBEKIIMEH 1 IIOTCHIIN-
pPOBaHMEM IIPEHUMYIIIECTBEHHO M -XOJIMHEPTUIECKUX T0-
0604YHBIX 3(P(PeKTOB, YBETMUNBAST PUCK XOJTMHEPITUICCKOTO
Kpu3a. B Takmx ciydasx IIpoBOIMIACh KOMOWHAITWS
¢ 20—40 mr ummoakprHa (HEMPOMUANH) B TIPOMEKYTKaX
MEXIy IpreMaMy MMPUIOCTUTMIHA OpoMuIa (KaJTMMITHA)
3a 30 MUH 10 empl, 9TO O0ECIIEUIIO YMEHBIIICHWE BhIpa-
JKEHHOCTH TTATOJIOTUIECKOI C1a00CTH, IIPENMYIIIECTBEHHO
KpaHHOOYIL0apHOIT MyCKYJIaTyPhI, CHIDKCHUE TEKPEeMEH-
Ta Ha 46,5 £ 1,2 % npu OTCYTCTBUM CYIIECTBEHHOI'O Ha-
pacTaHusi OOOYHBIX peakluuii y 6 maimueHToB. Kpome
TOTO, IPU CpaBHeHNH 3(PPeKTa OT OMHOKPATHOTO BBEIC-
HUS UMWAAKPUHA U TIPO3epHUHA BBISIBICHO, YTO UITHIAK-
PUH HauYMHAJ OeiiCTBOBATh B cpemHeM Ha 5—10 MUH mo-
3Xe, ero OeiicTBHMe OBLIO cjaabee, YeM y IIPO3epHHA,
HO IIPOIOJIKAJIOCH TOJBIIIe — B CpeaHeM 3—5 4, a IeiicTBre
MIpo3eprHA 3aKaHIMBAJIOCH Yepe3 2 U ITOCIe BBEICHUS.
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Hcrionp3oBaHme TIpernapaTtoB KOPOTKOTO HEHCTBUS
(MTMMIaKprH) B KOMOMHALIMK ¢ 0a30BBIMI MHTUOMTOPAMU
alleTIJIXOJIMHACTEPA3bl y MAIIMEHTOB C MUACTCHUEH cpe-
Hell 1 TSDKeJIO CTeIleHW IIpU AeKOMITeHcallny Ha (oHe
MMPUMEHEHUSI CYyOMaKCHMMAaIbHBIX U MaKCUMAaJBbHBIX 103
MIPUAOCTUTMUHA OpOMHIA B TIEPUON IO ITPOBEIACHMS
a¢hdepeHTHON Tepaly MO3BOJISIET YIYUIINTh KaueCTBO
JKM3HM MTAIIIEHTOB. DTO IMPOUCXOINT 3a CUST YMEHBIIICHUS
MBIIIEYHOM CIa00CTH B IIPOMEXYTKAX MEXIY IPUECMOM
MMMPUIOCTUTMIHA OpOMMIa BHYTPh O0€3 HapacTaHMs Hera-
TUBHBIX XOJIMHeprudecKux 3¢ dexToB. CpemaHss IpomoI-
KUTEIBHOCTh NEMCTBUSI TIperapara IejlaeT ero Ooiee
KOHTPOJIMPYEMBIM.

B 1O Xe BpeMsI MOHOTepanmusl HNUIAKPUHOM
(160 Mr/cyT) npu jJeyeHUr MUACTEHUM CPEIHEN U TSIKe-
JIOW CTEIeH! YCTyIaeT TaKOBOM IIPM WMCIOJB30BaHUM
MUPUIOCTUTMAHA OpOMUIa, TIPO3EPUHA, YTO OTpaxkaeT
BTOPUYHOCTh MHTMOMPOBAHUS alleTHIIXOJIMHACTEPA3hI
B MEeXaHM3MaXx ACHCTBUS UITMIAKPUHA.

MexaHu3M IeNCTBUS WIUIAKPWHA CBSI3aH TaKXke
¢ m30MpaTeNbHOM OJIOKAmOil KaJueBbIX KaHAJIOB, 4YTO
OITOCPEIOBAHHO YBEINIMBACT CKOPOCTDH BXOXKICHIS NIOHOB
KaJblMsI B TEPMUHAJIBHBIX OTIe]aX aKCcoHA. BimstHUe
WNUIaKpHUHA Ha TPAHCTIOPT NOHOB KIS, IIO-BUANMOMY,
SIBJIIETCSI OCHOBHBIM MEXaHW3MOM JIEHCTBUS IIperapara.
brokana kaneBBbIX KaHAJIOB BhI3BIBACT YIJIMHEHHE TIEPH-
o7a BO30Y:KIeHHS B IIpeCMHANTAYEeCKOil MeMOpaHe, obec-
TTeYnBasT BHIXO OOJIBIINX KOJIMYECTB alleTUIIXOJIMHA B CH-
HaNTUYECKYIO Ieiab. [Ipr 3TOM aHTUXOIWHACTEpPa3HBIN
3¢ deKT UMMIaAKPUHA OTIIMIACTCS KPATKOBPEMEHHOCTBIO
(20—30 MuH) 1 06PaTUMOCTHIO, B TO BpeMsI KaK 010Kama
KaJMeBOM MPOHUIIAEMOCTA MEMOpaHBI OOHAPYKMBACTCS
B TeUEHME 2 4 IIOCJIe BBeICHMS TIperapara. TakKke Umma-
KpHWH 00JIaIaeT CBOMCTBAMU YaCTUIHOTO aroHmucTa M2-xo0-
JIMTHEPTUYIECKUX PEIICIITOPOB, YTO OOBSICHSIET €T0 BIUSTHHE
Ha MeXaHM3MBI HeiipoIuiacTHIHOCTH. Hammaune meHTpatb-
HbIX 2(h(PEeKTOB MOATBEPXKIAETCS MOAYIUPYIOLIAM BIIHS -
HHEM Ha (PYHKIIAIO TTAMSITH, pe9b U 3pUTEIbHO-IIPOCTPaH-
CTBEHHBIC HABBIKM.

AHanu3 moyxoBbiX Mymauuii SMN1
B POCCUIICKUX CeMbAX
C NPoKcUManbHoli CNUHANbHOI
MblweyHoii ampodpueii -1V munos

B.B. 3aouenkona!, C.B. AprembeBa?, I'.E. Pynenckas',
] E.JI. Janamm', A.B. IToaskos'
s DI'BY « Meduko-eenemuueckuii Hay4Hblil UeHMpP»;
DI'BY «Mockosckuit HUHU neduampuu u demckoti xupypeuu»
Mun3zdpasa Poccuu

Beenenne. [IpokcumManpHas CIIMHATBHAS MBIIIICUHAST
arpodus (CMA) -1V tunoB — omHO 13 HanboJIee TSKe-
JIBIX HEMPOMBIIICUYHBIX 3a00JIEBaHUI ¢ ayTOCOMHO-pEIIec-
CHBHBIM THIIOM HacienoBaHusl. K BOSHMKHOBEHHIO TPOK-
cumanpHoit CMA I-IV TunoB npuBomsT MyTalluu
B TeJIoMepHo#t kormu reHa SMN (SMN1), pacrionoxeH-
HOTO B JIOKYCe 5q13 1 Kogupyroliero 6eJ10K BBIKMBAEMOC-
TH MOTOHEUPOHOB. OCHOBHBIM THIIOM MYTAIldil B 3TOM
TeHe SIBIISIIOTCS ACJICIIMHA 3K30HOB 7 M/WiIM 8, KOTOPBIE
BbISIBJIEHBL Y 95 % GonbHbIX. OcTaBiiuecs 5 % SIBISIOTCS
KOMIIayHI-TeTepO3UTOTAMM, COUYETasT TOYKOBYIO BHYTPH-
TeHHYI0 MyTanuio B reHe SMN1 Ha ogHOIT XpoMocoMe 5
¢ menenmeit 3k30H0B 7 u/wim 8 reHa SMN 1 Ha OpyTOIA.

Ilens» pa®oThl — BBISIBJICHWE TOYKOBBIX MYTAIlWiA
¥ TIOATBEPXICHNE OMarHo3a y MalueHTOB ¢ (DeHOTUIIOM
npokcumaiabHoit CMA I-1V TumoB, nMeonmx aejeiuio
9K30HOB 7, 8 TeHa SMN 1 B TeTepO3UTOTHOM COCTOSTHUM.

Marepuaiisl 1 METOIBI. MaTepraaoM IS UCCIIeI0Ba-
Hus nociryxwn oopasnsl JJTHK 8 6oapHeIx CMA (T1a11m-
entoB MI'HII u MockoBckoro HUUM nennarpuu u ger-
CKOU XMpyprum) U UMxX poauTesen. AHalIu3 dyuciaa Konui
reHoB SMN OCyIIeCTBICH METOIOM MYJBTUIUIEKCHOM
npo003aBUCUMOM JTUTa3HOM peakUMU C TIOCIeAyIoLIei
amuinukanveit (MLPA). Tlouck TOYKOBBIX MyTaluit
MIPOBOIVI METOIOM IIPSIMOTO aBTOMATUIECKOTO CEKBE-
HUPOBaHUS.

Pe3yasratel n o0cyxnenne. [1pu mpoBeeHUN IIPSIMO-
r0 aBTOMAaTHYECKOTO CEKBEHUPOBAHMUSA Y 8 OOJIBHBIX BbI-
SIBJICHO 7 TOYKOBBIX MYTAIlWii, OITMCAHHBIX paHee B JINTE-
patype: B 9k30He 1 — c. 43C>T (p. GInl5X), B ak30He
5 — c. 684dupA, B 9k30He 6 — c. 815A>G (p. Tyr272Cys),
c. 821C>T (p. Thr274lle), c. 824G>C (p. Gly275Ala),
B 9Kk30He 7 — c. 835-2A>T, c. 836G>T (p. Gly279Val).
Myrtanus ¢. 824G > C (p. Gly275Ala) BcTpeTniach 1Bax-
IBl. YIUTHIBasI TOT (pakT, uTo 3 13 7 3aperncTpUpOBaHHBIX
MyTaLMil JIOKaJM30BaHbl B 3K30HE 6, MPEAOJOXIIH,
YTO JAHHBIA 3K30H SBISETCS «TOPSTYMM» YYACTKOM IeHa
SMNI.

IIpu cemeitHOM aHaiM3e BBISIBICHO 2 CIIydasl BO3-
HUKHOBEHUS MyTallnii de novo: OMTHOHYKJICOTUIHAS 3aMe-
Ha c. 43C > T (p. GIn15X), mpuBomsiiast K 00pa30BaHUIO
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MIPEXIeBPEMEHHOTO CTOIT-KOIOHA, U ACJICIINS 9K30HOB 7,
8 rera SMN1.

3abojieBaHNE B UCCIIEAYeMOiT BBIOOPKE ITPEICTABICHO
[-III Tumamu. Mytamum c. 43C>T (p. GInl5X), c. 835-
2A>T, c. 836G>T (p. Gly279Val) BbIsIBiIeHBI Y OOJBHBIX
CMA Ituma, c. 684dupA, c. 815A>G (p. Tyr272Cys), c.
824G>C (p. Gly275Ala) — y 6ompuabix CMA 11 Tuma, c.
821C > T (p. Thr274lle) — y 6ompHOr0 CMA 11l THIIA,
YTO COOTBETCTBYET MMEIOIIMMCS OITyOJUKOBAHHBIM TaH-
HBIM IO 5TUM TOYKOBBIM MyTalvisiM B reHe SMN 1. MoxHO
cIenaTh IMPEATIONIOKEHIE, UTO TSDKECTh MyTallud COOTHO-
cutcd ¢ Turtom CMA 'y 60I5HOTO.

3akimoyenne. BrIssBIeHHBIE Y MPOOAHOOB NEICIIUN
reHa SMN I Ha omHOIT XpOMOCOME 5 ¥ TOYKOBBIE MyTallu1
BTeHe SMN 1 Ha Ipyroii MO3BOJIMIIN ITIOATBEPINTH TUAarHO3
npokcumaiabHoit CMA IS TaHHBIX CEMEt.

HccnepoBanue MuramenbHoro
pethnexca y nayueHmosn
C npo3onanruaMu Ha ocHoBe
[laHHBbIX 3NnempomuoHeiporpatuu
KNUHUKO-AUArHocmuyecKoro
uenmpa «PHTM» B 2013 T.

JI.A. 3anreesa, M.H. HumaeBa
KJ1] 000 «PHTM», Yaau-Yoo

Beenenne. MurarenpHbBIN pedieke (MP) — MmoTopHBII
OTBET KPYroBOI MBIIIIIBI TJ1a3a HA CTUMYJISIIINIO | BeTBU
TPOTHMYHOTO HepBa. BriepBrie MeTOI IpUMEHEH IIJIST aHa-
nu3a KopHeanbHoro MP B 1961 ©. Marisaapu.

Pednexropnas nyra MP cocTout:

* u3 adpdepentHoro 3BeHa (I BeTBb TPOMHUIHOTO
HepBa);

* TIepedaTOYHOrO 3BeHa (BCTaBOYHBIC HEMPOHHI);

* addepeHTHOTO 3BeHa (BETBb JIMIIEBOTO HEPBA).

C nomomipo MeTonuku MP B Hamrem KaOwHeTe
OHMI obcnenyrorcsl MalMEHTHL: ¢ TTOpaXKeHUEM TpPOI-
HUYHOTO HEpBa, IMOpaxKeHWEM JIMIIEBOIO HepBa, IIPO3-
OIAJITUSIMU HESICHOTO TeHe3a, CHHAPOMOM ITOPaKEHMUS
MOCTOMO3XXEUKOBOTO yIjia (OITyXOJIM, TpaBMbI NAHHOU
JIOKAJIM3alliK), TOJJIOBHBIMU OOJISIMU HATIPSIKCHMST.

Ilean ncciienoBaHus — OIIPEICTINTH BO3MOXKHOCTH HC-
cnenoBaHus MP y ITariieHTOB ¢ TIPO30ITAJTUSIMU Pa3Ind-
HOTO TeHe3a, B TOM YKCJIC HEBPAITUSIMUA 1 HEMPOIIATASIMU
TPOMHUIHOTO HEpBa.

Marepuaisl 1 MeToapl. B 2013 1. B crrenmmanm3npoBaH-
HoMm kKabuHere DHMI OO0 «KIAII PUTM» r. Yinan-VYio
MpoBelieHO nuccienoBanue MP y 44 manineHTOB ¢ TaHHOU
MaTOJIOTUEH.

MP perucTprpoBain MOBepXHOCTHBIMH 3JICKTPOIAMU
B KPYTOBOIT MBIIIIIE IJIa3a TIPU SJICKTPUICCKON CTUMYIISI-
nuu [ BeTBU TPOMHWYHOTO HEPBa B 00JIACTH HAATIA3HIY -
Horo otBepcTyst. [TapamMeTpbl CTUMYJISIINN: ITUTSIBHOCTD
nMmmnyibea 0,1—1 mc, cuna Toka — 10 5—15 MA, yactora —
ot 0,1 Ii1 mo 0,4 Ti1. MccnegoBanne MpoBOAMIOCH Ha MU~
orpacde «DantecKeypoint».

Pe3yabTathl. BoisiBIEHO CyllIeCTBEHHOE TTpeobiagaHue
JKEHILIMH cpeay nauueHToB (68,2 %). Haubosbliiee 4ucio
MaIMeHTOB COCTaBMIIa Bo3pacTHas rpymma 50—59 jer —
36,4 %.

BrisiBneHo HeoxXxraaHHoOe TpeodiagaHmue oopalleHut
B JleTHU# miepuof (34,1 %) Bonpeku oXuaaHUIO (3UMONA
B 2 pa3a meHblue — 15,9 %). HauGosblityio rpyIiny co-
CTaBUJIO IIPAaBOCTOPOHHee nopaxenue — 52,3 %.

[To HamMM maHHBIM, IPOICHT IAIIMEHTOB C TIPEBHI-
IIeHNEM JIAaTEHTHOCTH paHHero KomItoHeHTa R1 Goiee
14 mc oueHb Man — 4,5 % npu CTUMYJISILMK KaK CIIpaBa,
TaK u ciieBa. Meercs mpeacTtaBUTeIbHAS TPYyIIIA TAIM-
eHTOB ¢ JaTeHTHOCcTSIMH R1 ot 12 mo 14 mc, TakuM o6pa-
30M, IIOTPaHWYHBIC MTOKA3aTeIn TPEeOYIOT yyeTa IIpU CO-
CTaBJICHUHU 3aKITIOUCHUSI.

ITapameTpbl aMIUIMTYH paHHUX KOMIIOHEHTOB RI1
O0YEeHb BapHaOCIbHBI, 10 JAHHBIM Pa3IMIHBIX aBTOPOB.
3a ocHOBY npuHsTH gaHHble Kimura (1969) — 0,38 MB,
IJIT  ymoOcTBa IIoACYeTa aMIUJIMTyAa IepeBedeHa
B MUKPOBOJGTH (38 MKB). [To Hammmum maHHBIM, 00Jb-
IMIUHCTBO MNAaIMEeHTOB HWMEIOT aMIUIMTyAbl oT 50
10 99 MxB (ot 36,6 10 50 %). BoisiBiieHa cyliecTBeHHast
CBSI3b BBICOKMX aMILIUTYI R1 ¢ moaoM: B Tpymirax ¢ aM-
mmmtynamu 100—149 mxB 1 > 150 mxB momasngoiee
OOJIBIIMHCTBO XeHIMUHBI (cooTHomeHne 20:1). Takum
o0pa3oMm, aMIJIMTYAbl KOMIIOHEHTOB R1 mMeloT oueHb
0oJTBIIIOE 3HAYCHUE TIPY COCTABICHUN 3aKJIFOYCHMUSI.

3akmouenne. McciaenoBanne MP 1mipu mpo3ommanrusx
JIaeT HeBpoJIoraM MHGMOPMAIUIo 00 OTCYTCTBUU MJIU Ha-
JINYNH TIOPAKEeHUST TPOMHWYHOTO HEpBa, B IOCICIHEM
ciIyJae TakKe o crereHu nopaxeHus. [1pu coctaBneHNN
3aKJTI0YCHHST HEOOXOIMMO YIUTHIBATh IIOTPAHUYHBIC T10-
KazaTeJIv JIATSHTHOCTEM, 1 0COOCHHO aMIUIATYIbI PAaHHUX
komrioHeHToB R1. I1pu uccnemoBanuu MP MbI cTapaemcst
W3Y49UTh TPUTeMUHAJbHEIE BBI3BAaHHBIC ITOTCHIIMAJIBI
(co II m III BeTBeli TpoiitHMYHOTO HepBa). [1pu mpo3oma-
pe3ax 00s13aTeTbHO IIPOBOAUTCS CTUMYJIsSIIIMoHHass DHMI
BCeX 4 BeTBEI JIMIIEBOTO HEPBA.

Jannblie uccnenoBanusgs MP nngopmaTuBHbL. MeTos,
nccaenoBaHnst M P MoxkeT KoMOMHUPOBATHCSI CO CMEXKHBI-
MM METOIMKAMU JIJIST TTOJTydeHHST 00JIee TOYHBIX Pe3yJIbTa-
TOB (IIpM Xaj00ax, KacalolMXcs JINIA, IIPW TOJIOBHOM
00JIM HAIIPSTKEHUS ).
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HepBHo-MbileYHbIe
BOJNIE3HH

Konghepenyuu, cumnosuymol, cogeuanus

H3meHeHus BubpayuoHHol
YyyBcmBUmMenbHocmu y gemei
C caxapHbiMm quabemom 1-ro muna

I.A. 3yeBa, O.10. Ky:nosa, O.A. /Inanos

T'BY3 «Kaunuueckas demckas 6orvHuya No 2», Teepo

Caxapnpiii nuaber (CJI) 3aHMMaeT OXHY U3 CaMBIX
JIpamMaTUYeCKUX CTPaHUL MUPOBOI MmeauHbl. Hanboee
paHHSIST M3 BCeX 3a00JIeBaHWI MHBATMIN3AIINSI, BEICOKAST
cMepTHOCTE onpeneuian CJI B KaduecTBe MepBBIX ITPUOPH-
TETOB HAIIMOHAJIBHBIX CHUCTEM 3IPaBOOXPAHEHUS BCEX
cTpaH MUpa, 3aKperuieHHBIX CeHT-BuHCeHTCKOI neKima-
pammeii (1989). Yucao 6ompHBIX CII B MEpE TIPEBBICIIIO
100 mutH, B Poccuu — 8 MJIH M TIpUMEpPHO CTOJIBKO Ke
Ha cTaguM npenguadeTa. ExxeromHo 4mciio O0JIbHBIX YBe-
JmuuBaercs Ha 5—7 %, a kaxuasie 12—15 ner — yaBausa-
etcs1. Takue mo3maMe ocnoxxHeHnsT CII, Kak peTUHOITATHS,
HedpoITaThsl, CHHAPOM THA0ETHIECKOM CTOITBI, UIIIEMH-
yeckasg OOJIE3Hb CepIlla, MOJWHEBPOIMATUS, SBISIOTCS
[JIABHO IMPUYWHON MHBATMAN3AIUN M CMEPTHOCTH O0JTh-
HBIX TMabeToM. B HacTosIIIiee BpeMsT HayIHO 000CHOBAHBI
3¢ GeKTUBHBIE METOIbI paHHEW AMATrHOCTUKHU, JICUCHMS
1 ipouIaKTUKM ocinoxHenuit CJ1.

[To maHHBIM psAIa STUACMUOJIOTMIECCKIX UCCIeA0Ba-
HUI, 9aCTOTa AMA0CTUIECKOM TTOIMHEUPOITaTHM TIPH BCEX
tunax CI BappupyeT ot 5 10 100 % (GoJbliiue pacxoxie-
HUSI JAHHBIX CBI3aHBI C TPYAHOCTBIO TMATHOCTUKU U 3a-
BUCAT OT UCIIOJIb3YeMBIX METOIOB MCCIICIOBAHNS).

Ieab nccaenoBanus — 3yYeHUE BUOPAIIMOHHOM IyB-
crButenbHOCTH Y neteit ¢ CII 1-ro tuma (CJI 1) my1st BBISIB-
JICHUSI TNa0eTUIECKOM TUCTATBHOI CEHCOPHO-MOTOPHOM
HEBPOIIATUM, OIICHKA CPOKOB PAa3BUTHUS XPOHMYECKUX
ocnoxHennit C/I 1 y mereif B 3aBUCMMOCTH OT BO3pacTa
MaHubecTauu 3a00JeBaHMs, IMOJa UIST ONTHUMU3AINN
WX CKpUHUHTA.

Marepuansi u MeToapl. O6cnenoBano 42 nanyeHTa (22
Manpurka u 20 meBouek) B Bo3pacte oT 7 1o 15 jet ¢ CJI
1, «cTaxem» 3a00j1eBaHUs OT 3 [0 6 JIeT, C U3MEHEHUSIMU
B HEBPOJIOTMYECKOM CTaTyCe B BUIIE CHIDKCHUSI KOJICHHBIX
pediekcoB. MccaenoBanne BUOPAIIMOHHOM IyBCTBUTEIb-
HOCTH TTpoBoauaoch Ha «Bubporectrep-MBH» BT-02-1.

Pe3yastatel. B TBepckoii 061acTu B HacTosI11Iee BpEMS
sapeructpupoBat 231 pebenok ¢ CJ1 1, u3 Hux 36 % Mais-
ykoB U 54 % neBouek. 3aboneBaemocth CII 1 y mereit
Teepckoii obmactu B Bo3pacte ot 0 mo 18 et cocrapisier
98%o0, pu 3TOM Cpeay IOAPOCTKOB OT 15 go 18 jeT —
191%0 1 80%0 B Bo3pacte ot 0 g0 14 net. [1pu o6cnenoBa-
HUU BBIABICHBI ocioxHeHUsT CJII co CTOpOHBI HEPBHOMU
CHUCTEMBbI B BUIIE IUCTAlbHOM nojuHeBponatuu y 19,5 %.
ITpoBemeHHBI CKPMHUHT XpOHUYIECKUX ocitoxXkHeHnit CJI
BBISIBWI, YTO OHU JTOCTOBEPHO Yallle BCTPEUYAIOTCS Y IO~
POCTKOB, UeM y 0Oojiee MIamIIMX HanueHToB. CpemHmit
BO3pPAcCT Pa3BUTHS XpPOHNIECKHX ocnoxkHeHUM C/I y meteit
¥ TIOAPOCTKOB HE MMEJI Pa3HUIIBI MEXIY 3a00JICBIIMMU
B ICTCKOM U TTOAPOCTKOBOM Bo3pacTe. [1pu orieHKe cpe-
HETO BpPEeMEHHU, Yepe3 KOTOPOe Pa3BIIOCh XPOHUYIECKOE
ocioxuaenue CJI, Habmomazach TEHISHIIS K YMEHBIIIC-
HUIO eTo Y TToApocTKOB. OlLIeHNBasI pacIpoOCTPaHEHHOCTD
XpoHnYecKnx ocioxHeHnit CII y meTeit M IMOIPOCTKOB,
BBISIBWIN, YTO C IUTMTEIBHOCTBIO 3a00JIeBaHUSI YBEITNIM-
BaeTCs BCTPEYAEMOCTh OCIOKHEHUIA.

ITpu nccnemoBaHNM BUOPALIMOHHOI YyBCTBUTEILHOC-
™ y 1/3 maumeHToB HapyIIeHU He 3apeTruCcTpUpPOBaHO.
Y 36 % neteil BbISIBIEHBI HapyllleHUsI BUOpPaLMOHHOI
YyBCTBUTEJIILHOCTA B BHUIC CHIDKCHHS IIOKa3aTelei
Ha HU3KUX 4YacToTaX, Mo 5 % HapylleHUd — TOJBKO
Ha CpeIHMX WM BbICOKMX YyacToTax uy 27 % nereii — Ha-
pylieHre BUOPAIIMOHHOM YYBCTBUTEILHOCTH Ha BCEX Ya-
crotax. I1pu aToM 50 % GOJbHBIX XXaI00 Ha HapylleHue
YyBCTBUTEIIFHOCTH He TIPeIbIBISLIN. Koppesium Mexmy
cTaxeM 3a00JIeBaHMS, TTOJIOM U TMa0eTUYeCKOI HeBpOTIa-
THEl He BBISBJICHO.

3akmovenne. OCHOBHBIM PaHHUM IIPOSIBJICHUEM 1A -
OETUIECKOM TUCTATbHON CEHCOPHO-MOTOPHOI HEBpOITa-
THM Y AeTE SIBJISIETCSI CHIDKCHYIEC BUOPAIIMOHHOM YyBCTBH -
TETBbHOCTH HAa HU3KUX WX BCEX YACTOTaX, PETUCTPUPYEMOE
Ha CYOKJIMHWYECKONW M KIIMHUYECKOU CTaauy 3aboJieBa-
Hust. Croco0 perucTpaliid JaHHON YYBCTBUTEIBLHOCTU
¢ nomoniplo «Bubportectep-MbBbH» gBnsieTcst noctoBep-
HBIM, MEHEe TPYIOEMKHNM U JOCTYITHBIM CPEICTBOM paH-
Helt fnarHocTuky ocitoxkaeHnit CJ1. CKpUHUHT BUOpaly-
OHHOI 4YyBCTBHTENbHOCTH y AeTeit ¢ CJI HeoOXxommmo
MIPOBOANTH €XeTOMHO. JIaHHBII BUI paHHEH TMarHOCTUKI
OCJIOXKHEHMI TTO3BOJIUT IIPOBECTH CBOSBPEMEHHOE JIeUe-
HUE, YMEHBIIUTH (OPMUPOBAHUE «INAOCTUICCKON CTO-
ITbI», YAYYIITATH Ka9eCTBO XKMU3HM MalleHTA.



