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E] BHUMAHWIO HEBPOJIOIOB

YHUKaNbHbIN NpoeKT «O6uecTBa cneynanncros

No HEPBHO-MbILLEYHbIM 601€3HAMN!
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KomMmeHpaumm no HeBposorum EBponenickon ¢pepepauumm He-
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neii pa3genoB Mo OCHOBHbIM BOMPOCaM AUArHOCTVKN 1 IEYEHUA HEPBHbIX 60ne3Hel.
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unanmctamm Poccum B 061acTi HEBPOMOTKW, HENPOXUPYPIK, HEMPOBU3yanv3aunmi, HEMPOUMMYHOOTNN,
natoMop¢osiorny, peabunntaLmm, a TakxKe BpadaMy CMeXXHbIX obactein MeanuyHbl. CorlacoBaHHbIe C U3ga-
TesleM pefakLUMOHHbI COBET U peLieH3OHHbIM MoAX0A K nepeBofy PekomeHaaumin obecneunnm makcmarb-
HYI0 afianTaLuIo K 3anpocam POCCUNCKUX CNeLManncToB B 06/1aCT HEBPOOTUM 1 PbiHKa MeMKaMeHTO3HbIX

npenaparos.
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C YYETOM MOYTOBbIX PACXOA0B 1 OTMNPaBUTb KBUTaHLMIO MO dakcy + 7 (499) 929-96-19 unn oTnpaBuTb
CKaHMPOBaHHY KOMUIO KBUTaHLMVW MO 3IEKTPOHHON noyTe: abv@abvpress.ru.
2. Mpuexatb B opuc NI «ABB-npecc» no agpecy: Kawmpckoe wocce, g. 24, ctp. 15
(Ten. + 7 (499) 929-96-19) 1 NprobPECTN KHUTY 33 HAJIMYHDBIA PacyeT.



AMNANTYAE MArHWTHOW MHAYKELUWMKM — A0 4 Th

Konu4ecTBO NOAABAEMBLIX BO BPEMA OAHOMD
ceaHca CTUMMYNoE — 00 10 000

Tunes! CTUMYAALMK. MOHOGDAIHAA,
BudazHan, theta-burst (TBS), napHasn

2-KaHaNbHbIM MWUOrpad AnA PErMCTPALIMK
nopora MOTOPHOro OTBETA

Pexmm OTNOXEHHOW 33 PRAOKK

MporpamMHoe obecneYyeHKe
aHerpo-MC.NET: ans ynpaeneHua
MarHMTHEIM CTUMYNATOPOM

HaGop paznuuHbix BMAOB MHAVYKTOROR
(HeoxnamAaeMbIe, OxXnaxaaemee,
nnauebo-KMHaOYKTORb)

Heckoneko BEApPWMaHTOB KOMMNEeKTOBAHWA

BO3MOMHOCTE MCNOAL30OBAHKWA B Nnauebo-
KOHTPONMPYEMBIX HayYHBIX MCCNeN0BaAHWAX
Gnaropapa Hanuyui nnauebo-kKornos
OBnacTv NPUMEHEHKA;

— HEBponorua

ANMNENTONONMA
- NCUXUaTpMa
TRABMATONOr A W OpTONEQWA
negnatTpuya ¥ QeTCKal HEERONOIWA
= NyneMOHONOrMA
- opTANEMONOrKA

— HayYHbie ACCNefoBaHMA

.HEI'IDI]EIJ@I — " -




HepBHO-MbllIGYHbIE

bOJIESHM

IVIABHBIV PEJAKTOP
npog., 0.m.1. N.A. 3aBamummn (Mockea)

3AMECTUTEJU ITTABHOI'O PEJAKTOPA
npog., 0.m.1. C.C. Hukurun (Mockea)
x.m.i. H.A. Cynonesa (Mockea)

HAYYHBII PEJAKTOP
d.m.1. AJL. Kypenkos (Mockesa)

OTBETCTBEHHBII CEKPETAPb
k.m.H. H.I. CaBunkas (Mockea)

PEJAKIIMOHHAS KOJUIETUSL

d.m.1. A.P. Apremenko (Mockesa)

npog., 0.m.1. A.H. Boiiko (Mockea)

npog., 0.m.1. EJI. lanamu (Mockea)
d.m.x. E.JO. 3axaposa (Mockesa)

npog., 0.m.1. C.H. Unnapuouikun (Mockea)
x.m.1. AJL. Kamankun (Mockea)

npog., 0.m.1. A.B. Kapnos (Mockea)

M.O. Kosanbuyk (Mockea)

x.m.i. C.B. Jlanun (Canxm-Ilemep6ype)
npog., 0.m.1n. ML.A. JIo6oB (Mockea)
npog., 0.m.1. C.A. Mamsmoepr (Mockea)
npog., d.m.x. I.M. Mepkynosa (Mockea)
unen-kopp. PAMH, npogh. M.A. TInpanos (Mockea)
npog., 0.6.n. A.B. Tloasikos (Mockea)
o.m.n. .. Pynenko (Canxm-I[lemepoype)
npog., 0.m.1. A.I. Cananze (Mockesa)
npog., 0.m.n. H.H. Ciupun (Hpocaasns)
k.m.H. U.A. CtpokoB (Mockea)

npog., 0.m.1. B.C. Cyxopykos (Mockea)
npog., 0.m.1. H.A. IlInaiinep (Kpacrospck)

PEJAKIIMOHHBI COBET

npog., 0.m.1. B.. BacunbeB (Mockea)

npo., 0.m.H. A.A. Tpunb (Mockesa)

npog., 0.m.1. B.M. KazakoB (Canxm-Ilemepoype)
npog., 0.0.n. J1.®. Kacarkuna (Mockea)

npog., 0.m.1. O.C. Jlesun (Mockea)

k.m.H. C.I. Hukonaes (Baadumup)

M.JI. HoBuKkoB (“Ipociaéns)

npog., 0.m.1. A.C. Tlerpyxun (Mockea)
upen-kopp. PAMH, npog. O.M. Ilo3ansikos (Mockea)
npog., d.m.1. C.I'. Panencka-JlonoBok (Mockesa)
k.m.n. C.B. Pesenko (Mockesa)

3APYBEXHBIE PETAKTOPBI
npog. . TaycmanoBa-Ilerpycesuy (/loavuia)
npog. A. MakKomac (Kanada)

EDITOR-IN-CHIEF
1.A. Zavalishin, MD, DMSci, Prof. (Moscow)

DEPUTY EDITORS
S.S. Nikitin, MD, DMSci, Prof. (Moscow)
N.A. Suponeva, MD, CMSci (Moscow)

SCIENTIFIC EDITOR
A.L. Kurenkov, MD, DMSci (Moscow)

EXECUTIVE SECRETARY
N.G. Savitskaya, MD, CMSci (Moscow)

EDITORIAL BOARD

A.R. Artemenko, MD, DMSci (Moscow)

A.N. Boiko, MD, DMSci, Prof. (Moscow)

E.L. Dadali, MD, DMSci, Prof. (Moscow)
E.U. Zakharova MD, CMSci (Moscow)

S.N. Illarioshkin, MD, DMSci, Prof. (Moscow)
A.L. Kalinkin, MD, CMSci (Moscow)

A.V. Karlov, MD, DMSci, Prof. (Moscow)
M.O. Kovalchuk, MD (Moscow)

S.V. Lapin, MD, CMSci (St.- Petersburg)

M.A. Lobov, MD, DMSci, Prof. (Moscow)
S.A. Malmberg M D, DMSci, Prof. (Moscow)
D.M. Merkulova, MD, DMSci, Prof. (Moscow)

ML.A. Piradov, MD, DMSci, Prof., RAMSci Corr. Mem. (Moscow)

A.V. Polyakov, M D, DBSci, Prof. (Moscow)

D.I. Rudenko, MD, DMSci (St.- Petersburg)

A.G. Sanadze, MD, DMSci, Prof. (Moscow)

N.N. Spirin, MD, DMSci, Prof. (Yaroslavl)

I.A. Strokov, MD, CMSci (Moscow)

V.S. Sukhorukov, MD, DMSci, Prof. (Moscow)
N.A. Schnayder, MD, DMSci, Prof. (Krasnoyarsk)

EDITORIAL COUNCIL

V.I. Vasiliev, MD, DMSci, Prof. (Moscow)

A.A. Grin, MD, DMSci, Prof. (Moscow)

V.M. Kazakov, MD, DMSci, Prof. (St.- Petersburg)
L.F. Kasatkina, MD, DBSci, Prof. (Moscow)

0O.S. Levin, MD, DMSci, Prof. (Moscow)

S.G. Nikolaev, MD, CMSci (Viadimir)

M.L. Novikov, MD (Yaroslavl)

A.S. Petrukhin, MD, DMSci, Prof. (Moscow)

PETMOHA/IbHAA OBLUIECTBEHHAA
O P T AHMWIZALMIA
OBWECTBO CMNEUMANUCTOB
1O HEPBHO-MBILIEYHbIM BOME3HAM

www.neuromuscular.ru

0O.M. Pozdnyakov, MD, DMSci, Prof., RAMSci Corr. Mem. (Moscow)

S.G. Radenska-Lopovok, MD, DMSci, Prof. (Moscow)

S.V. Revenko, MD, CMSci (Moscow)

FOREIGN EDITORS
1. Hausmanowa-Petrusewicz, Prof. (Poland)
A. McComas, Prof. (Canada)

OCHOBAH C 2011 TI.

Anpec penaxiym: Jusaiin E.B. CrenanoBa I1Ipu nosHOI W YACTHYHOI

Mocksa, Karmpekoe mmoccee, 1. 24, Bepcmica E.1O. Tuxonos TnepeneyaTKe MATEPHAJIOB CChLUIKA

crp. 15, HWUU kanueporenesa, 3-ii aTax. Ha XKypHa1 «HepBHo-Mbleunbie

Tesn./daxc: +7 (499) 929-96-19 Cayxncoba noonucku u pacnpocmpanetust Gote3HI» 0GS3aTeBHA.

www.abvpress.ru .B. Iypraesa, +7 (499) 929-96-19, :

e-mail: abv@abvpress.ru base@abvpress.ru Penakuys He HeceT OTBETCTBEHHOCTH

. Cayancba pekaamol 3a coziepKaHue MyOMKyeMbIX

CTaTbil HATPABJISTD 10 A/IPECY: _06-

115478, Momcaa, Katmmeoe wiocce, :,“2@213;1;2?:7 (499) 929-96-19, PEKIAMHBIX MATEPUATIOB.

1. 24, ctp. 15, H.A. CynoHeBoit . B crartbsx npeacTasiieHa To9Ka

www.neuromuscular.ru YPHAN 3apeeUucmpuposan

e-mail: info@neuromuscular.ru 6 Pedepansioll caysncde no Hadsopy SDCHIIs ABTOPOB, KOTOPATMOET
. . 6 cohepe ceszu, unghopmauuonibx mextosoeusi M€ COBIAIATH C MHEHHEM

3asedyiowas pedaicyueit A.T. Ilerait u maccoswix KommyHukauuii (Pockommnadsop) PelaKimm.

Koppercmop B.A. Haymkuna T Ne DC77-44264 0m 17 mapma 2011 2.

ISSN 1818-8346
HepBHo-MbIIeuHbIE
OOJIE3HMU.

2013. Ne 1. 184

© 000 «M /1 «<ABB-mpecc», 2013

OrtrieyataHo B Tumorpadun
000 «Ipacduka»

Tupax 7500 3K3.



HepBHo-MblweYHble
BOJNIE3HH

OTPEIAKIII .« « v v v e v e e eeeeeneeenneeenneeennseeansenenseennseesnssenaseensssenssennseans 7

JIERLUHH W OB30PbI

Hopma beampu3s Pomepo
HemannmHoBbIE MHOTIATHH: KJIMHHYECKOE PA3HOO0PA3HE M TEHETHYECKAS TE€TEPOTEHHOCTD. « « « o v v v v v v e ennn 8

M.JI. Hosuxos, T.3. Topro
TpaBmaTuyecKue MOBpeKIEHNS IJIEYEBOT0 CIUIETEHUSI M COBPEMEHHbIE CIIOCOObI
xupyprudeckoii koppekmuu. Yacts I1. TakTika jgeyenus: noBpexIeHuil N1e4eBOro CIVIETEHUS .« . . . . oo oo .. 18

H.A. Cynonesa
Kimandeckas v JMarHoCcTHYECKAsk POJIb AYTOAHTHTE K TAHNIMO3UIAM neprdepudecKuX HepBOB:
0030p JIMTEPATYPHI U COOCTBEHHBIE TAHHBIC . . o « v o v e v e v e easoenoenensasaseeensasasosenensaness 26

OPUTHHANDHBIE UCCNEAOBAHKA
A.B. Caxaposa, JI.B. Jludenxo, T.U. Mypasuna, P.Il. Yaiikoeckas, E.A. Kocm, M.®D. Mup-Kacumoe

IIpsmas mopdonormueckas nerekuus Borrelia burgdorferi B MblleYHbIX OMONTATAX:
BO3MOXKHOCTb CBSI31 HEPBHO-MbIIIEYHOMH MATOJOTHH C OOPPEITHOBOM . o o o e e v veeeeneeennesennannnnns 35

KNUHHYECKUA PA3EOP
H.A. Hlnaidep, T.A. Huxonaesa, E.H. bopoesa, I M. [Twennuxosa, H.B. Jlyeunos, 10.C Ilanuna

KoHeyHOCTHO-TOSICHAS] MBILIEYHAS] TUCTPO(DHS ¢ AYTOCOMHO-TOMUHAHTHBIM THIIOM

HacJjieqoBanus: nejabBropeMopanbHas popma JleimeHa—Medmyca . ... .o vv vttt e 46
BbIAAKLWHECA POCCHACKUE HEBPONOIHK

N.U. Pyoenxo, B.M. Kazakos, T.P. Cmyuesckas

Baaguvup KapiaoBud Por (1848—1916). ... ..o i ittt ittt ittieteneennsnnennsensnnnns 62

KOH®EPEHLUMUU, CHMNO3UYMbI, COBELLLAHHA

Oruer o nposenenun | YupenurenbHoii KondepeHMu pernoHaATIbHOTO
«O01EecTBa CHENUATMCTOB 10 HEPBHO-MBIIIEYHBIM OOE3HAM . « o vt v e vt eeenenenenoanensenenenenens 69

Oryer o koudepennun «ITopdupus: 0co0EHHOCTH KIMHUKH, TAATHOCTHKH M JTEYEHUSI» . « o o o v oo v e v v ensnn 75

AHrno-pyccKuil MONKoBbIi CNOBapb
HauGonee ynompeGumenbHbiX Heiipohusuonoruyeckux mepmunos. Yacmb EA-D ... ... ... ... 77



HepBHo-MblweYHble
BOJNIE3HH

B 0] 1 =T )3 () 1 7

LECTURES AND REVIEWS

Norma Beatriz Romero
Nemaline myopathies: clinical variabilite and genetic heterogeneity . ............. ... . i, 8

M.L. Novikov, T.E. Torno
Traumatic injuries of brachial plexus: present methods of surgical treatment
Part I1. Treatment policy for brachial plexusinjuries ........... ... . i, 18

N.A. Suponeva
Clinical and diagnostic role of autoantibodies to gangliosides of peripheral nerves:
literature review and own eXpirience. . . . ... ...ttt ittt i i it it et 26

ORIGINAL REPORTS

A.V. Sakharova, L.V. Didenko, T.1. Muravina, R.P. Chaikovskaya, E.A. Kost, M.F. Mir-Kasimov
Direct morphological identification of Borrelia burgdorferi in the muscle biopsies:
a possible association of the neuromuscular abnormalities with Borreliosis .......................... 35

GLINICAL STUDIES

N.A. Shnayder, T.Ya. Nikolayeva, E.N. Boroeva, G.M. Pshennikova, N.V. Luginov, Yu.S. Panina
Autosomal dominant limb-girdle muscular dystrophy: Leyden—Mobius pelvifemoral form ............... 46

DISTINGUISHED RUSSIAN NEUROLOGISTS

D.1. Rudenko, V.M. Kazakov, T.R. Stuchevskaya
Vladimir Karlovich Roth (1848 —1916). ... ....cutiuiiniiiii ittt iinteneeneeneeneennsnnnnns 62

CONFERENCES, SYMPOSIUMS, MEETINGS

Report of the First Constituent Conference of the Regional Neuromuscular Disease Society............. 69

Report on the Conference on Porphyria: Clinical Picture, Diagnosis, and Treatment................... 75

English-Russian glossary of the most common neurophysiology terms. Part:A-D . ........... ... ..o iiiiinnt. 77



M3patenbckuii pom «ABB-npecc» cneumanvsnpyeTcs Ha BbirycKe

HALWWX XXYPHAJIbl n TA3ETDbI

nepnoanyeckon HayuyHom MegnLNHCKOW IUTepaTypbl, KHUroneyaTHow
NPOAYKUMA 1 CO34aHMNM CAaNTOB MEANLIMHCKOrO HanpaBfieHnA

2 RAPAHOTIOTHA cervyan

ﬂ_ Ypoaorus
| | | I

W petariops

&

KHuru v Hawm nsgaHus

MOXHO 3aKa3aTb U npuobpecTn
B peflakLuu no agpecy:

r. MockBa, Kawupckoe L.,

A. 24, cTp. 15

u no tenedoHy:

+7 (499) 929-96-19.

Appec 3neKTPpOHHOI NOMTbI:

abv@abvpress.ru

MockBa, 2013




HepBHo-MblweYHble
BOJNIE3HH

Yeaxncaemvie konneecu!

[TepBblit BBIMTYCK XypHaIa, KOTOPBI MbI TTOATOTOBUIN
JUTs1 Bac B HOBoM, 2013 romy, oTimyaeTcst pa3HOOOpa3reM TEM.
OTKpbIBae€T HOMEp 0030p Hallleil (ppaHILy3CKOi KOIETH Mo
HEMaJIMHOBbIM MUOTIATUSIM, B HEM [IA€TCSl COBPEMEHHOE
TIPE/ICTaBJICHIE O TIPOOJIeMe CTPYKTYPHBIX MUOTaThiA. JlaHHast
reTeporeHHasi Tpyrma 3a001eBaHMil XapaKTepu3yeTcs CBOeO-
Opa3HbIM MOP(POIOTMYECKUM J1e(PEKTOM MBILIEUHbBIX BOJIOKOH
— HaJIMYMEM HUTEBUIHBIX CTPYKTYP IO CApKOJIEMMON WIIN
MeXIy MrohropmwiaMu. JlnarHoctuka 3Toro 3a00aeBaHust
B Hallleil cTpaHe MoKa eIl BbI3bIBaeT TpyaHOCTH. biaronapst
OoratoMy WITIOCTPAaTUBHOMY MaTepMay CTaThsl OOJEryuT
BOCTIPUSITHE CJIOXKHOI MH(OPMALIIH.

Borpochl cOBpeMeHHBIX TTOIXOMOB XUPYPTUUECKO pe-
KOHCTPYKIIMY TPaBMATUYECKUX TMOBPEXKICHUN TUICYEBOrO
CIUIETEHMS pacCMaTPUBAKOTCSI HA OCHOBE COOCTBEHHOI'O OITbI-
Ta aBTOPA B CTAThe, MOCBSILEHHON 3TOU CIIOXKHOM U aKTyaslb-
Holt ipo6ieme. OOCyXIatoTcs 1eTM M BO3MOXKHOCTH BOCCTa-
HOBJICHUSI B 3aBUCUMOCTH OT YPOBHSI TTOPAXKEHMSI, a TaKXKe
MOC/IeAYIOLIAsl TAKTUKA KMHE3UOTepanu. ABTOPOM IIPeICTaB-
JIEHbI COOCTBEHHbIE KJIMHUYECKUE HAOTIOACHUS MALIMEHTOB C
M3HAYATTbHO TSTKEJICUIIIMMY TpaBMaMU W TIPAKTUYECKH TT0JT-
Holi moTepeii (hyHKIIUK PYyKH, Y KOTOPBIX B pe3yJibIaTe rmopa-
3UTEJILHO YCIIEIITHOTO JICUEHUST BOCCTAHOBUJIACH CITOCOOHOCTD
K CaMOOOCTY>KMBAHUIO.

B 0630pe, NocBsIeHHOM KIIMHUYECKOR 1 IMarHOCTHYE-
CKOI POJIM ayTOAHTUTEJI K TaHIIMO3UIaM meprdepryecKmx
HEPBOB, aBTOP Ha OCHOBAHMH OITbITa 3apyOEXKHBIX U OTEYECT-
BEHHbIX MCCJIEIOBAHMI, a TAKXKE COOCTBEHHBIX TAaHHBIX yOe-
JIUTESTHHO IEMOHCTPUPYET HEOOXOIMMOCTb BKITIOUEHMSI TECTOB
Ha orpe/ie/IeH1e aHTUTAHTTIMO3UAHBIX AHTUTEN B IUArHOCTH -
YeCKUI ITPOTOKOJI UCCIIEIOBaHMSI OOBbHBIX C TTOA03PEHUEM Ha
M3UMMYHHBIE 3a00J1eBaHMsI HEPBHOM CHUCTEMBI, TaKME KaK
cunapowM lnitena—bappe, cuanpom Mutepa @urepa, 9H-
uedamut bukepcradda, xpoHrUeckast BOCTaTUTEIbHAS e-
MUEJIMHU3UPYIOIAsl MOJIMHENponaTusi, MyJbTU(hOKaTbHAs
MOTOpHas Heponartusi.

boppennos 1 ero oCI0KHEHUST CO CTOPOHBI Tieprudepu-
YeCcKOro HEHpOMOTOPHOIO armapara, 0COOEHHO B CIydasix
OTCYTCTBUSI MHGOPMALMA O BO3MOXHOM MH(PULIPOBAHUMN
WJIU TIPY CTEPTOM TEUCHUU, TTO-TIPEXKHEMY SIBJISTFOTCS CEPhE3-
HOI IMarHOCTUYECKOM rpobieMoii. Harm aBToph! mipesicTa-
BUJIM PE3YJIBTaThl OPUTMHAIBHOTO WCCJICIOBAHUS, NaHHBIC
aHaJIM3a MBIILICYHBIX OMONTATOB IMALEHTOB C HESICHBIM AU-
arHo3oM, y KOTOPBIX B psiie CAydyaeB ObLIM OOHApY>KEHbI
criupoxetbl Borrelia burgdorferi, 04eBUIHO ONpEeISIIOIIIe
KJIMHUYECKUE CUMITTOMBI B K&XKIOM KOHKPETHOM CJTy4Jae.

KnuHuueckuii pazoop B HOMepe TpeicTaBiIeH paccMO-
TpeHUEM MeabBUOGhEeMOpaTbHON (POPMbI KOHEUHOCTHO-TIO-
SICHOI MBbIIIIeuHOM quctpodun Jleiinena—Mebunyca, penkoro
3a00JIeBaHUST C QyTOCOMHO-JIOMUHAHTHBIM TUIIOM HaCJIe0-
BaHus1. Mcxonst n3 coOCTBeHHBIX HAOMIOAEHMIA aBTOPhI PEKO-
MEHIYIOT MepeueHb HO30JIoTuid W1 auddbepeHIMaTbHON

JIMAarHOCTUKU, AJITOPUTM JIAOOPAaTOPHOTO TE€HETUYECKOTO
aHa/IM3a, OLEHUBAIOT MH(OPMATUBHOCTD BU3YaTU3allMOHHBIX
METOZIOB MCCJIEIOBaHMSI CKEJETHBIX MBI, PaccMoTpeHbl
BONPOCHI TTOIEPXKaHMsI KauecTBa KU3HU TallieHTa — BaXK-
HEHMLIEN COCTABIISIIOLLEN BEACHUS TTALIMEHTOB C TAHHBIM 3a-
0oJIeBaHMEM — B YCJIOBUSIX OTCYTCTBUS IMaTOT€HETUYECKOIO
JICYEHMUSL.

TpamuimoHHast CTpaHWIIa UICTOPUU TIOCBSIIIEHA ITpodec-
copy Bramumupy Kapnosuuay Poty — Beiatoriiemycst HeBpo-
JIOTY, OMHOMY M3 OCHOBOITIOJIOXKHMKOB MUOJIOTMM B Poccuu,
HMsI KOTOPOTO HE3aCTY>KEHHO 3a0bITO, HO O1aroaapst yCUIUSIM
Harmx Koyuter n3 Cankr-ITerepOypra ceromHsi BO3Bpariiaercs,
YTOOBI TIO TIPaBy 3aHSITh B MCTOPUM MMOJIOTMU JIOCTOMHOE
MeCTO. YHMKaJbHBbIC WUTIOCTpAllU, peakue ¢otorpaduu,
MPYBOIUMBIE B CTaThe, 3aCAYKMBAIOT BHUMAaHMS U BPSII JIU
KOTO OCTaBSIT PABHOMYLITHBIMU.

KoHer MuHyBIIIero roga 03HaMEHOBAJICS IBYMSI 3HAUM -
MBIMU COOBITUSIMM B HEBpOJIOTMYECKOM Mupe. B HosiOpe
npoiiuia I YupenurenbHast KoHbepeHLus «O01ecTBa Crieim-
QTUCTOB IO HEPBHO-MBILIEYHBIM OOJI€3HSIM», KOTOpasl I10
YUCJICHHOCTH ayIUTOPUM TIPEB30IILIA BCE HAIIIM OXUIAHMSI.
B MeponpusiTiy IpUHSIIN yYacTUe HEBPOJIOTH, Hepohu3u-
0JIOTH, TeHETHKU 13 pa3HbIX pernoHoB Poccuiickoii Denepa-
LIMU U CTPaH OJIMZKHETO 3apy0ekbsl, UTO CBUAETELCTBYET HE
TOJIHKO O OOJTBIIIOM MHTEpece K TTpobIeMaM HaC/IeICTBEHHBIX
U TIPUOOPETEHHBIX 0OJIe3Hel MepudepruuecKoro HelipoMo-
TOPHOTO arirapara, Ho 1 0 HEOOXOIMMOCTH Pa3BUBATh JAHHOE
HarpapJIeHUe, CTUMYJIUPYS U TTOOLIPSIsT OTE€YECTBEHHbIE UC-
CJIeIOBAHMSI.

B nexaGpe npoiiuia KoHhepeHIIMs, IOCBAILIEHHAs OMHO-
My U3 CaMbIX CJOKHOAMArHOCTMPYEMbIX HACJIEICTBEHHBIX
HapylIeHUId MUTMEHTHOro oOMeHa — Mopdupum, KoTopast
YHUKaJIbHA CUMITTOMOKOMILIEKCOM KIIMHUIECKUX TTPOSTBIIC-
HUIA, B TOM YUCJIEe C TTOpaskeHueM HepBHoU cuctembl. C 1o-
KJIaJaMM BBICTYIIMJIMA BeAyIIUE CHeuaIucTel MOCKBBI
1 CaHkr-ITletepOypra, KOTOpble TOTYEPKHYJIA KypadeTbHOCTb
3a001eBaHMST TIPY CBOEBPEMEHHON TMarHOCTUKE W afeKBaT-
HOM BeICHUU JAaHHOI KATerOpyUX OOJIbHBIX.

B atom, neppom Homepe 2013 roga Mbl HAUMHAEM ITyOJIH -
Kal1o MepecMOTPEHHOM M YTOUHEHHOI BepCHY TEPMUHOJO-
TMYECKOTO CJIOBapsi, KOTOPBIM MOJB3YIOTCS KIMHUYECKUE
HEeWpodU3MOIOTHY U CIICLIMATUCTBI BCETO MUPA, PA0OTAIOIIIE
B 00JIaCTH TMATOJIOTUU TepUPepUIECcKOro HeMpoOMOTOPHOIO
arnmnapara. Llesb Halllero npoekTa — 00J1erdYrTh PYCCKOSI3bIY-
HBIM CIIELMAIICTaM YTeHMe WHOCTPAHHOI JMTEpaTyphl, a
TaKKe MPUITH K eMMHO00PA3UI0 UCTIONB30BaHUsI Hepodu-
3UOJIOTMYECKUX TEPMUHOB IIPU HAMMCAHUU COOCTBEHHBIX
cTareit, mepeBofie X Ha aHIIMCKUIA S3bIK M MOATOTOBKE
JIOKJIAZOB Ha MexKayHapoaHbIX popymax. [Tydmvkanms kpar-
KOT'O TEPMUHOJIOTYECKOTO CIOBAPST — «aHb» 00513aTeThHOMY
MOHMTOPUHTY U3MEHEHWI B TEPMUHOJIOTUU 1O KITMHUYECKOMN
HeNnpoGU3MOIOrUU, UCIIOIE3YeMOI B MUPOBOI JTIUTEPATypeE.
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BpooicOennbie muonamuuy cocmassitom 2emepoeHHYI0 epynny eHemUu4eckux MoleyHbIX Namoa0eUil, 8bI36aAHHbIX CMPYKMYPHOU aHoMAanuell
cxenemnoil moiuyvl. Hemanrunosas muonamus npunadaexcum K OOWUPHOL epynne 8PONCOeHHbIX MUONAMULL ¢ OeAK0BbIMU GKAIOUEHUIMU
U Xapakmepusyemcs. npUCymcmeuem HeboNbuux eKAHeHUll 8 gopme Humeil, HazeanHwvix “rod”(anen., «cmepoicens, npymuk»). Peus udem
0 eeHemutecku 000COONEHHOI epynne, 6 KOmopoil UOeHMUDUUUPOBAHHbIE OCHOBHbIC OMBEMCHBEHHbIE 2eHbl KOOUpYrom 0eiKu MOHKUX
punamenmos capxomepos. Ipu smom ceco0ns etvi onpedenenvl auub 043 50 % uzeecmubwix cayuaee (ACTA 1, NEB, TPM2, TPM3, TNNTI,
CFL2u KBTBD13). Ilocaednee o6cmosmenscmeo mpebyem npoooniceHus HayHHuiX HOUCKO08 8 SMOll MAA0 PACKPbIMOL 001acmu.

Karoueenle caosa: époscoennvie muonamuu, Hemanunosas muonamus, muonamuu core-rod, ACTA1, NEB, TPM3, TPM2, TNNTI, CFL2,

KBTBDI13

[Ipo111o BOT yzke OKOJIO MOJyBeKa KaK IBe He3aBUCH-
MbIE TPYINbI UccaeaoBaTeneii [1, 2] onucaiu HOBYIO Ha
TOT MOMEHT (hOpPMY BPOKICHHOM MUOTIATUN, XapaKTePH -
3YIOIIYIOCST HATMIMEM B LIMTOIIA3ME MBIIIICYHBIX BOJIOKOH
000C00JIeHHBIX BKIIOUeHU B hopme HUTeil (rods), pac-
MOJIOXKEHHBIX B BUI€ YaCTOKOJIa WJIM TOPCaibl. DTU BKIIIO-
YeHUs MPU OKpallBaHUX TPUXPOMOM 110 [ToMopH BBITJIS -
ST KPacHBIMM CKOIUICHUSIMU 4YepBeoOpa3Hoil (pOpMEI,
pacmoIoXKeHHBIMU Ha TIepruheprur BOJIOKOH, OTKYIa 1 Ha-
3BaHUE <«HEMaJMHOBasl MMoMNaTusl» (OT Iped. nema —
HUTB), TIpeutokeHHoe G.M. Shy u coasr. IlepBble 251eK-
TPOHHO-MUKPOCKOTTYECKIE NCCIICAOBAHMS O0HAPYKUIIN
CXOXXECTh MEXIy CTPYKTYpaMU 3TUX BKIIOUCHUIN U Z-T10-
Jioc MUOPUOPpUIII. YKMCI0 OMUCHIBaEMBIX Cy4aeB OYeHb
OBICTPO POCIIO, M YACTO OOHAPYKMBAJICS CEMEMHBIN XapakK-
Tep matonoruu. I1o Mepe HapacTaHUS OMbITa OBLIO TIPO-
JIEMOHCTPUPOBAHO IIMPOKOE KIMHUUECKOE pa3HOOOpa3ne
3aboseBaHus |3, 4].

[MapainenbHO ¢ TUM CTaJIO OYEBUIHBIM, YTO HATUUKUE
MMOJOOHBIX MOPGOIOTUIESCKIX MU3MEHECHUI HE SIBISICTCS
ceuMPUUHBIM 1711 TaHHON BPOXKICHHON ITaTOJIOTHU:
CXOXME BKIIOUCHHUSI 00HAPYKUBAJIMCh MPU TaKUX pa3HO-
00pa3HbIX PaCCTPOMCTBAX, KAK TEHOTOMUU, ITOJTUMMUO3UTHI
1 TUTIOTUPEOMIHASI MUOIIaThs. TakuM o0pa3om, IUarHos
HEMaJTMHOBOM MUOITATUH HE MOT OBITh ITOCTABJICH TOJBKO
Ha OCHOBaHUU MCCJIEIOBaHMsI OMOITaTa MBILILIbI B OTCYTC-
TBUE KIMHUYECKUX MPU3HAKOB BPOXKIEHHON MUOMATHM.

Cpennt ceMelHBIX (POpM TIEPBBI JIOKYC OBbIT HaligeH
N.G. Laing u coaBt. Ha 15-i1 XxpoMOCOMe B ayTOCOMHO-II0-
MMHAHTOM BapuaHTe. OTBETCTBEHHBIA Te€H KOIUPYET
0-TPOIOMMO3UH [5]. 151 peueccuBHBIX (popM ObLIa Omnuca-
Ha COOTBETCTBYIOIIAST JIOKAM3alldsd Ha 2-ii XpoMocome

*[Ty6nukyeTcst ¢ pa3pelleHus aBTopa.

TpyYIIIoN yueHbIX o pykoBoacTBoM C. Wallgren-Pettersson,
TECHO COTPYAHUYAIOIINX C OOJIBIION MEXIyHAPOIHON MC-
CJIeIoBaTeNIbCKOM KoMaH o, OTBETCTBEHHBII TeH KOIUPYET
TMTaHTCKUIA CApKOMEPHbIIA 0eJIOK — HEOY/IMH [6].

C TeX IOp YMCJIO TEHOB, BOBJIEUEHHBIX IIPU 9TOM THUIIE
MHONaTUU, BO3pociao. CeromHsi U3BECTHO 7 T€HOB, IIpU
TOM YTO 3HAYMTEIbHOE YMCJIO MUOTIATUI MO-TIPEKHEMY
HE UMEET MOJIEKYJISIPHOTO OTTMCaHUSI.

Heobxomumo otaats nommkHoe N.G. Lang u C. Wallgren-
Pettersson, KOTOpbIe BHECIM OTPOMHBbII BKJIAJ B IOHUMAaHNE
raToreHe3a HeMaJIMHOBBIX MuonaTyii. CyIlecTBEeHHYIO POJib
CBHITpaJIM TAK3Ke MHOTOUMCIICHHBIE TPYIITHI Bpadeil 1 cciie-
JIoBaTesieil, COTPYAHMYECTBO KOTOPBIX ITOIAECPXKUBAIOCH
OpraHM30BaHHBIMU COOOIIECTBAMU IO ATMI0M MexKmyHa-
ponHoro KoHcopuuyma European Neuromuscular Centre
(ENMO).

Bbut onucaH Takxke THUI HEMaJIMHOBBIX MUOIATUIA
HETeHETUYECKON IPUPOIBI, BBIACICHHBIX B OOJBIIYIO
IPyMITy MUOIIATHI C HUTEBUTHBIMM BKITIOYCHUSIMU C I103-
IHUM Aeo0roToM (late-onset rod myopathy), KOTOpPBIE CETOI-
HSI OTHOCSIT K ayTOMMMYHHbBIM 3a00s1eBaHusiM. [1pumeya-
TEJIbHO, YTO OHU XOPOLIO MOIAA0TCS JICUSHUIO.

Knunuueckoe pasHoobpasue

[1aBHBIMM KIMHUYECKUMU TIPU3HAKAMU HEMaJTUHO-
BbIX MMOIIATUI SIBJISIIOTCS MBILIEYHAsT CJ1A00CTh, TUIIOTO-
HUS, 3a/IepKKa B IPUOOPETEHUHM ABUTATeIbHBIX HABBIKOB
M OTCYTCTBUE WJIM BBIPAXKEHHOE CHIKEHUE TTepUOCTalb-
HbIX peiekcoB. Bo3moskHa 3HaunTEIbHASI BHYTPUCEMET-
Hasi Bapua0eJIbHOCTb TeYEHUST U MPOrHO3a 3a00eBaHMS.

ITpu BpoxkneHHBIX (hopMax MAaLIMEHT YaCTO UMEET BhITSI-
HyTO€ TMIIOMUMMWYIHOE JIIIO, C OECCTPaCTHBIM (Oe3pasimy-
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HBIM) BBIP&XKEHHEM, C TIOJTYOTKPBITHIM PTOM, apKOOOPa3HbIM
HeOoM u perporHatuein (puc. la). Ilpu nomuHuMpytoIIe
¢JIab0OCTM MUMMYECKMX MBILIIL YaCTO HAOII0IAeTCs 3HAYM -
TeJIbHAsT BOBJICUEHHOCTh CrU0aTesNell IIeu U MPOKCUMAaITb-
HBIX MBIIII KOHEYHOCTEH. Y HEKOTOPHIX MaIlMEHTOB
3aTPOHYTHI TAKXKE AUCTATBHBIE TPYTITIHI M. Kak nmpasu-
JIo, HaOoMaeTcsl 3afepKa MOTOPHOTO Pa3BUTHSI; UH-
TEJUIEKTYaJIbHOE Pa3BUTHE HE CTpanaeT. BO3MOXHBI JIbI-
XaTeJIbHbIe HapYIIEHUS, pa3BUBAIOIINECS BTOPUYHO TP
ropaxxeHuu auadparMbl 1 MeXpeOepHBIX MBI Y ca-
MBbIX MaJICHbKUX MAllMEHTOB 4YaCTO OTMEUAIOTCSI TPYIHO-
CTU TIPY XKE€BAHWUU U TJIOTAHUU, N30BITOYHOE CIIOHOOT/IE-
JIeHVe W Tu3apTpust. TUIMTMYHBIM SIBJISIETCSI COXPAHHOCTD
9KCTPAOKYISIpHBIX MBI, [TopaxkeHrne Mrokapaa BCTpe-
yaeTcs penko [7, 8]. B 3aBucuMocTu oT 1e0roTa 1 TSKec-
TU MBILIEYHBIX U JbIXaTEJIbHBIX PACCTPOUCTB BBIACISIOT
HECKOJIBKO (DOPM HEMATMHOBOW MUOIATHN: BPOXKIECHHAS
HeoHaTajbHas1, Tskenass (popma, 4acTo acCOIMMpPOBaH-
Hasi C apTPOTPUIIO30M; BPOXIEHHAsl MPOMEXYTOUHast
(opma; BpoxaeHHass TUNMUYHAs (GopMa U yMepeHHasl
(opma, pasBuBaltoiasics B aerckoM Bospacte. Dopma
«aMUIIl» — TsDKeIasi MUoTIaThsl, HaOmogaeMasi UCKIIIOUM-
TEJIbHO B ONHOUMEHHOW 3THUYECKOW TPYIIIIe.
Bpooswcoennas munuunas ¢popma — cambiii yacThiit e-
HOTHIT TaHHOM MuomaThu (1o 50 % onmmcaHHBIX CITy4YaeB).
3abosieBaHNe, COMPOXKAAEMOE TUTTIOTOHNEH, BBITSIHYTHIM
JIUIIOM, MBIIIEYHON Ca00CThI0O U 3aTPYIHEHUSIMU TIPU
KOPMJIEHUU, TTPOSIBIISIETCSI B HEOHATAJIbBHOM TEPUOJIE WU
B TIEPBBIN rof] XKMU3HU. [{7151 MTallMeHTOB XapaKTepPHBI CIIOH-
TaHHbIC aHTUTPABUTAIIMOHHBIE IBVKEHUS. JpIxaTeTbHbIe
paccTpoiicTBa BbIpaXKeHbI B OOJIbIIEH UM MEHBIIEH CcTe-

neHu. B HeOCTOXKHEHHBIX CJIyYyasiX BBISBISETCS CYOKIIM-
HUYeCcKasi HOYHasi TUTMOBEHTUJISIIIUS WM YacThle MH(EK-
LIMOHHBIE 3a00JIeBaHUS ObIXaTeIbHbBIX MyTeil. MbllIeYHbIe
MPOSIBIEHUS OCTAIOTCS CTAOMIbHBIMU WJIU IMPOrPECCUPYIOT
KpailHe MeIJIeHHO, UMEIOT ITPOKCUMAJIbHOE pacIipeesie-
HUE, HO Y HEKOTOPBIX MAlIMEHTOB TAKXKE 3aTPOHYTHI TAC-
TallbHbIe OTHebl. MHOrma 3a0oeBaHue MaHUGECTUPYET
C paHHel MPOKCUMAaJIbHOM U JUCTajbHOM cltadocTu. Yac-
TO Pa3BUBAETCS CKOJIMO3.

Bpooswcdennas npomexcymounasn gpopma — HabIIomaeTcst
npumMepHo B 20 % cayvaeB. C MO3ULIMIA TSKECTH 3a00J1e-
BaHMSI Y IJTATEJIbHOTO MPOTHO3a TaHHask (hopMa HAXOAUT-
CS1 MEXXIY BPOXXIECHHOM TSKEJTON M BPOXIECHHOW TUITAY-
HOlt cdopmamu. XapakTepHO paHHee (hOpMUPOBaHUE
OKOJIOCYCTaBHBIX peTpakuuii. [Ipu poxneHun y peteit
HaOII0AAI0TCSl aHTUTPAaBUTALIMOHHbIC IBVKEHUS U CITOH-
TaHHOE JbIxaHue. [TalleHTOB BKIIOYAIOT B JAHHYIO MO -
TPYTITY, €CJIM MBIIIIEYHAs! CJTA00CTh MPETISITCTBYET 00OpeTe-
HUIO IBUTATE/IbHBIX HABBIKOB MJIU TPEOYeT UCIIOJIb30BAHMS
MHBaJIMIHOTO Kpecja U BCIIOMOIaTeIbHOIO JbIXaHMSI B Ha-
yaje 2-ro AeCATUIETUS XKU3HU. TakuM 06pa3oM, OTHece-
HUE MalMeHTa K KaTeTOpUU BPOXKIEHHON MTPOMEXYTOUHOMN
VIV BPOXIEHHOW TUIIMYHOM 3aBUCUT OT BO3pacTa U K-
HUYECKOTro TeYeHUs.

Bpoxcoennas neonamaavhas maxceaas gpopma, CoctTan-
JITroIIast MpUOJIM3UTENIBHO 1/6 OTIMCaHHBIX ClTyJaeB, CKO-
pee BCero YMCIEHHO HeA0OLIEHEHA U3-3a TUarHOCTUIECKIX
TPYyAHOCTell B HeoHaTajlbHOM mepuomae. [Ipu poxaeHuu
Y HOBOPOXIEHHBIX HAOJII0JAIOT MBIIICYHYIO CJIabOCTh
U BBIPAXKEHHYIO TUIMOTOHUIO, CHUXKEHWE CIOHTAHHBIX
NBVDXKEHUI, 3aTPyIHEHUSI TIPY COCAHUM U TJIOTAHUM, rac-

Puc. 1. ITayuenmoi, cmpadaiowue nemarunogoii muonamueti ¢ mymayusmu eena ACTAI: a — npomescymounas ¢opma ¢ XapaKkmepHviM GbIMAHYMbIM

u beccmpacmHbimM AUYOM, HOAYOMKPLIMBIM PIOM U APKO0OPA3HbIM HeboM (MoaeKyaapHblil anaau3 npog. Niguel Laing, [lepm); 6 — eposcoennasn maicesas

hopma ¢ eenepanu308aHHOl MblUEHHOU CAAOOCbIO, MEXAHUUECKOU 0bIXAMEeNbHOU NOOOEPICKOL ¢ MOMEHMA POHCOCHUS. U MHONCECHBEHHBIM APMPOSPUNO30M
(monekyaspHwiil anaaus npog. Joel Lunardi, 0-pa Nicole Monnier, Ipeno6as)
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Tpoa3odaraabHbIi PeMIIOKC W TIXKEIYIO IbIXaTeIbHYIO0
HEIOCTaTOYHOCTD, TPEOYIOIIYIO ITOCTOSTHHOTO UCIIOIb30-
BaHUsI AbIXaTeIbHOM NoaaepXKu. OnucaHbl FTUAPaMHUOH
(aHOMaJIbHO OOJIBIIIOE KOJIMYECTBO OKOJIOILIOAHBIX BOI
nocie 20-it Hememm 6epeMeHHOCTH ), CHIDKEHIE aKTUBHOC-
TH TIJIOA U Jaxke peTaabHast aKWHE3Ms 1 MHOKECTBEHHBIC
KOHTPaKTypbl. BpoXXIeHHBIII apTPOTPUIIO3 HE PEIKOCTh
MPU TSEKENIoM hopMe HeMaJIMHOBOM Muoratuu (puc.16).
[ pIxatenbHass HEMOCTaTOYHOCTh WJIM acTuparvioHHas
ITHEBMOHUSI YacTO TIPUBOIAT K PaHHEMY JIETAITbHOMY
ucxony. Crieuajiu3upoBaHHOE BeACHUE U COOTBETCTBY-
FOIIMIA YXOJ MOTYT IIPOUTUTH XKM3Hb HEKOTOPHIM TTalIMeH-
TaM, HECMOTPST Ha TIPUCYTCTBYIOIINE C POXKICHUS TeHe-
paM30BaHHYIO MBIIICYHYIO CJT1a00CTh M IBIXaTCIbHYIO
HEIOCTaTOYHOCTD.

Dopma, manughecmupyrowas é demckom 6o3pacme, Co-
cTaBysieT okosio 12 % ciydaeB M MpeacTaBieHa OTHOCH-
TEJIbHO HEHAPYIICHHBIM IBUTATCILHBIM Pa3BUTHUEM B paH-
HeM geTcTBe. B KoHI1le 1-ro min Havase 2-ro 1eCITUIETUS
JKM3HU Yy TTAIIMEHTOB pa3BUBACTCS U HAYMHAET MEIJICHHO
MPOTPECCUPOBATh AUCTAIbHASI Y IPOKCUMAJIbHAST MbIIIIeY-
Has cabocTth. MuMmMuecKast MyCKyJIaTypa, Cepane 1 Obl-
XaTeJIbHbIC MBIIIIIBI HE 3aTPOHYTHI.

Paznmuust Mmexny oopMaMy HEMaJIMHOBOM MUOITATUM
JIOCTAaTOYHO YeTKHe, U auddepeHInanys BO3MOXHa He
TOJIBKO PETPOCIIEKTUBHO. B HEKOTOPHIX CITydassx HeMaJlH-
HOBYIO MUOTIATUIO PACIIO3HAIOT Y B3POCJBIX IMPU cOope
ceMeitHoro aHaMmHe3a. I[Ipy 3TOM IALIMEHTOB ¢ MaJIOBbI-
paXkeHHOW MBbILIEYHO ¢J1aboCThlO, BO3HUKIIEH aaxke
B paHHEM JIETCKOM BO3pacTe, MOXHO OIMMOOYHO OTHECTH
K TPYIIIIE C «B3POCIOii» (pOpMOii.

Buoncus Mbiwbl: 00HAPYKEHUe HUMEBUAHbIX CMPYKmMyp

B ciygae BpoxkneHHOM MUOTIATUY MBILLIEYHBII OMONTAT
OepyT U3 KIIMHUYECKU TTOPAXKEHHOM MBILIILIBI, IPEATOYTH -
TEJIbHO U3 JEJBTOBUIHOM WIH YeThIpeXTiaBoii. 1o Bo3Moxk-
HOCTH CJIeyeT n30eratb MOp(oI0rnieckoro uccieoBaHus
MBIIII, HAXOASIINXCS Ha (PUHAIBHOM CTaIuy N3MEHCHUI
U XapaKTePU3YIOLINXCSI MaKCUMaIbHOU ciaadocTho. Clie-
JIyeT IOMHMTb, YTO OMOITAT NMapaBepTeOpaIbHbIX MBbIIIILI,
B3SThIN BO BpeMsI ONIEPaTUBHOIO BMEIIATEILCTBA 110 TTIOBO-
Iy CKOJTNO03a, HEe TIPUTOJICH JIJIST TMarHOCTUYECKOTO MOpGho-
JIOTUYECKOTO MCCIEeIOBaHUS BCIACACTBUE IIPUCYTCTBUS
MHOTOYMCJICHHBIX «BTOPUYHBIX» MTOBPEXKIEHUI, KOTOPbIE
MOTYT CTaTh MPUYUHOM OITMOOYHOTO TOJIKOBAHUS.

OTIMYUTETEHBIM TATOMOP(OIOTUIECKUM TTPU3HAKOM
HeMaJIMHOBO MMOMATUH SIBJISICTCSI HAJIMYKME B CApKOILIa3-
M€ BOJIOKOH CKEJIETHBIX MBIIIIL BKIIOYEHUI, Ha3bIBAEMbIX
rods, HeMaJIMHOBBIMU TEJIbLIAMU WM HUTIAMU. HuteBu-
HbIE CTPYKTYPBI TUIOXO BU3YaJIU3UPYIOTCS MPU OKpPACKe
reMaTOKCUIMH-303UHOM. Mcrionb3oBaHre MOAU(PUIIIPO-
BaHHOI'O MeTOJAa OKpalludBaHUs TpuxpoMmoM mno Tomopu
BBISIBJISIET MX B BUJIE KPACHBIX (DYKCMHOMDUIBHBIX CTPYK-
Typ, C YeTKUMHU KpassMu Ha (hoHe CUHE-3eJIEHBIX MUO(DUO-
pwn (puc. 2). B muroriazme MbIIIIEYHOTO BOJIOKHA HUTE-
BUIHbIC BKJIIOUEHUSI MOTYT pacroaratbCsl B CiydyaiiHOM
MOpPsIIKE, HO TIO/T CApKOJIEMMOI 1/MJIK BOKPYT sipa OHU
JIEMOHCTPUPYIOT TEHIEHIINIO K (POPMUPOBAHUIO CKOTLIE-
Huli wiu kiactepoB. COOTHOIIIEHWE BOJIOKOH, COaepKa-
IIMX HUTEBUOHBIE CTPYKTYpPbl, HEOAMHAKOBO B Pa3HbIX
MBIIIIIAX M Y pa3HbIX MaeHToB. CeromHs He BBISIBICHO
HUKAKOU OTpeIe;IECHHOU 3aKOHOMEPHOCTHU MEXTY YACIIOM
JTAHHBIX BKJTIOYEHUI 1 BO3pPACTOM Ae0I0Ta MUOTIAaTUU U,/ WU

Puc. 2. HemannHOBast MMONIATHS: @ — KPUOCMAMHbLIL CPe3 CKeAeMHOU MblUYbl, YKA3bI6AIOWUI HA CKONAEHUs HUMEN0O00OHbIX BKAIOUEHUIl, OKPAUEHHbIX

8 KpacHwlil yeem, (hyKCUHODUNBHBIX HA (YOHE CUHE-3eNeHOL LUMONAA3MbL MbIUEYHBIX 8010KOH (MOOUDUUUPOBAHHAS MEMOOUKA OKPAUUBAHUSL MPUXPOMOM

no lTomopu); 6 — 31eKmMpPOHHAST MUKPOCKONUS: MHOJICECIB0 HUMell 6 Ude ONMuU4YecKu NAOMHbIX NPO00A20BAMbIX CIPYKIMYD, PACHOAOICEHHBIX 6 cybcap-

KONeMMHOU obaacmu; 6 — npu 060abueM Y8eauteHUuU: XoOpoulo O4epHeHHble HUMU, OKPYICeHHble MOHKO-UAaMeHMHbIM cyOcmpamom; npu euwe 6oavuiem
yeeauuenuu (npaegolil HUNCHULL K8aopam,) onpeodensiemcs munu4nblil (ppazmenm HUmenooooHbIX CmpyKmyp
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ee TsKecThio. [1pr 3ToM y HEKOTOPBIX MTallMeHTOB, B Yac-
THOCTU Y HOBOPOXXICHHBIX U MJIaJICHIIEB, HUTU HE BCETIa
YETKO OIPENe/ISIIOTCS TIpU TMepBOM OMOIICUU, OCOOEHHO
MpU TUCTOMDEPMEHTATUBHOM aHaJIU3€, U 3TO HE 3aBUCUT
OT TSKECTU KITMHWYECKUX TTPOSTBICHUI. B Takmx ciyuasx
MOCTAHOBKA JMarHo3a 3aJep>KUBAeTCsl 0 MPOBEICHUS
IMOBTOPHOM OMOIICHM, B3SITOM U3 IPYTOit MBIIIILIBI, WIX 10
MOMEHTA IeTaJIbHOTO M3y4yeHHs OronTaTa METOI0M JIeK-
TPOHHOU MUKPOCKOITHH.

HuteBuansle oOpa3zoBaHusS 4Yallle MPUCYTCTBYIOT
B CapKoOIlJIa3Me MBIIIIEYHOTO BOJJOKHA, OJHAKO OHM TaKKe
ObUTM OOHApYXEeHbI B BUAEC BHYTPHUSIACPHBIX BKIIIOYECHUIA,
B YAaCTHOCTH TIpM HEOHATaJbHBIX TSKEIBIX (opMax.
BHyTpusinepHbie HUTHM 4alle BCEro OOHApPYXWBAIUCh
y IeTel C HeMaJIMHOBOU MUOTIAaTUEHN, aCCOLIMUPOBAHHOM
¢ mytanusiMu reHa ACTA I (CKeneTHBI a-akKTUH) (puc. 3).
Hanuuue sTux BHYTpUSACPHBIX BKIIOUECHU HE CHELU-
GUIHO 1719 HEMaJIMHOBBIX MUOITATHIA: TaK, OHM BCTpeUa-

(puc. 4). Kpome TOoro, HUTH coepaT MHOXKECTBO JIPYTUX
0eJIKOB Z-TI0JIOCHI, B YaCTHOCTH TEJICTOHWH, (hMIaMUH,
MUOTWJIMH, MUO3eHUH U MuonaumanH. [Ipeobdnaganue
BOJIOKOH 1-ro THMa — 00111as1 XapaKTepHasi uepTa HeMaiu-
HOBBIX MMOTIATUIA; MOXHO JaXke HaOTI0AaTh UX OMHOTHII-
HOCTh. HUTH MOTYT 00HApyXUBaThCS B BOJIOKHAX 000MX
TUnoB. Te, 4To cofepkaT HUTEBUIHbIE CTPYKTYPHI, 4ACTO
HUMeIOT HeboJbIIoi pa3Mep. C Bo3pacToM mpeodiagaHne
BOJIOKOH 1-TO TWTa CTaHOBMUTCSI OOJiee BBIPAKEHHBIM.
OHO CcB$I3aHO C aHOPMAJILHO MOBBIIIIEHHON 9KCIIpeccueit
MHO3MHA TUIoJa (0OBIKHOBEHHO HE BKCIIPECCUPYEMOTO
rocite 6-MecsTYHOTO BO3pacTa) M KOSKCIIpecCHei ObICT-
pOTo ¥ MEIJIEHHOTO MUO3WHA B HEKOTOPBIX MBIIIIEUHBIX
BosiokHax [10].

[ucTomornyeckux OTIMYUTEIbHBIX XapaKTEPUCTUK
ISl pa3HbIX (hOPM HEMAaJTMHOBBIX MUOIIATUIA C U3BECTHOM
reHETUYEeCKOl MyTauueil He cyliectByeT. Hekoropnie
MopdoIoTudecKrue N3MeHEHUs TTOMOTaloT B OIpeese-

Puc. 3. Hemanunosas muonamus ¢ 6HympukAemouHbiMu HUMeoopasHuiMu 6KAHeHUAMU, accoyuuposantas ¢ mymauueii eena ACTAI: a — kpuocmam-

Hblil cpe3 cKeAemHOL Mblullbl, 0OHAPYICUBAROUWUL HUMU, OUDPDY3HO PACNONOIICEHHbIE 8 UUMONAA3Me, d MAKNCe 8 A0Pax; 6 — INeKMPOHHAS. MUKPOCKORUSL:

MHOJICECNB0 ONMUHECKU NAOMHbIX MAACHLKUX HUMELl, PACNON0JCEHHbIX 8 MbIUEHHOM B0N0OKHE U BHYMPUAOEPHO; 6 — 8HYMPUsOepHble HUMU npu O0AbUIOM
yeeauuenuu (moaekyaapnulii anaaus npog. Niguel Laing, Ilepm)

I0TCSI B CTy4asix MUODUOPUIIIIPHBIX MUOITATUIA, CBSI3aH-
HBIX ¢ TeHoOM ZASP [9].

I[Ip1 57eKTPOHHONW MUKPOCKOIUU HUTEBUIHBIC
BKITIOUYCHUS BBHITJISIAST KaK MaTOBBEIE, IIJIOTHBIC, TOHKO
OYepUYCHHBIC CTPYKTYPHI, PACIIONOXEHHBIC B XapaKTep-
HoW mepuoanuHocTu. MUx cpeanumii pasmep — 1—7 MKM
B 1MHY U 0,3—3 MKM B IIUpUHY [3, 4]. DTU BKIIIOYEHUS
MTOSTBJISTIOTCST B KAUECTBE «JIaTePaTbHBIX TTOTUMEPOB» Z-
moJioc. B 0CHOBHOM OHM COCTOSIT U3 0.-aKTHUHA, KOTOPBIi
MOXKHO JIETKO M3BJIeUb ITyTeM UMMYHOMII00pECLeHLIMN

HUM MOJIEKYJISIpHO-TeHeThndeckoro medekra. Hamuume
0OJIBIIIOTO YMCJia HUTEH M aHOMAaJbHOE HaKOIUICHHE
TOHKMX (MIAMEHTOB aKTWHA, aCCOUMUPOBAHHBIX CO
3HAYUTEIbHOW CapKOMEPHON Ie30pTraHrU3alueN B HEKO-
TOPBIX MBIIICUHBIX BOJIOKHAX WJM — 4YTO Oojiee pea-
KO — B 3e0Opa-Tesbliax, HaOMIoIaeTcs y AeTeil, MUMEIOIIUX
mytauuto ACTAI. MenjneHHbI OelOK o-TPOITOMUO3MH,
3KCIPECCUPYeMBbIi ICKITIOUMTEIIBEHO B BOJIOKHAX |-T0 THTIA,
arpodust U HUTCBUIHBIC CKOIUICHUS ITPENMYIIECTBEHHO
MOSIBJISTFOTCSI B 3TUX BOJIOKHAX Y JIUII ¢ MyTaluein 7TPM3.

11
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Puc. 4. Hemaaunosas muonamus: KpuocmamHslii cpe3 CKeAemHOU Mblild-
Ybl OOHApYdICUBAEM CKONACHUS HUMEIl, BblAGACHHbIX NPU NOMOUU AHMUMen
NPOMUE G-AKMUHA, 8 YHACMHOCMU 8 CYOCAPKOAEMMHBIX 30HAX

Crnenyer NoguepKHYTb TPYIHOCTU MOCTAHOBKU JMAr-
HO3a HEMAJMHOBOM MUOTIATUH, TaK KaK TIEPBOE T'MCTOXM -
MMUYECKOE UCCIIeIOBaHNE YeTKO He BBISIBJISICT CKOILICHMSI
MaJieHbKUX (pyKCMHO(MUIBHBIX BKIIOUeHU. B yacTHOCTH,
5TO XapaKTePHO IS MBIILIEYHbBIX OMOIICHIA, IIPOBENEHHBIX
B HEOHATATBHBIN rieprot. JINIIIb 3JIeKTpOHHAsT MUKPOCKOTTHST
TMO3BOJISIET BU3YaIM3UPOBaTh MOP(OIOrnuecke 0coOeHHOC-
TH Y HEKOTOPBIX HOBOPOXKIEHHBIX (puc. 5). JlaHHbIE yIbTpa-

CTPYKTYPHBIE aHOMAJTUU OTJIMYAIOTCS TIPUCYTCTBUEM MaJTbIX
CErMEHTOB pa3/IeJIEHHBIX CAPKOMEPOB, U3 KOTOPBIX TSHYTCS
TOHKME (DMUIAMEHThI M1 MHOXECTBa MUHU-HUTEM, pacIioso-
>KEHHBIX Ha IOCTATOYHO MPOTSIKEHHBIX 001aCTSIX C CYIIIeCT-
BEHHBIM CTPYKTYPHBIM HapylieHueM (puc. 6). [TogoOHbIe
maroMophoIOrMueckre HaXoIK1 He COTIPSIKEHBI HU C O/T-
HOW MyTallMEN, U3BECTHOM B HACTOSIILIEE BPEMSI.

leHemuyecku femepMuHuUpoBaHHbie HeManuHoBble

Muonamuu

Anomamu 6 reHoB (ACTAI, NEB, TPM3, TPM2, TNNTI,
CFL2), xonupyrouyx 0e1K1 TOHKUX CApKOMEPHbBIX (hraMeH-
TOB (CKEJICTHBIN 0-aKTWH, HEOYJIMH, MEUICHHBIA 0-TPO-
TIOMMO3WH, [-TPOITOMMO3WH, MEIJIEHHbI TPOMOHUH T u
KO(UIMH-2 COOTBETCTBEHHO) SIBJISTIOTCS IPUYIMHOM OOJTBIIIO-
TO YKCJIa TEHETUIECKU AeTEPMUHUPOBAHHBIX HEMATMTHOBBIX
muoratuit. Myramym reHa KBTBD 13, KomapyroImero 6eiok
un3 cemeiictBa BTB/Kelch (yuactByroiiero B umcie mpoumx
B PEry/Isiliiy TPAHCKPUIILIMY TeHa) ObUIA HEeTAaBHO OTKPBIThI
B ayTOCOMHO-JIOMMHAHTHOI1 (hopMe OTHOCHUTEJTLHO JTOOPOKa-
YEeCTBEHHOM HEMaJIMHOBOM MMOIIATUH (CM. TaOJIMILY).

B ¢BsI31 ¢ OOJIBIINM YMCIIOM T€HOB, OTBETCTBEHHBIX
32 HEMaJIMHOBYIO MMOIIATHIO, TEHETUYECKUIA TTIOUCK MOXET
OBITh 3aTpyAHEH. BO3MOXHO, OOJBIIMHCTBO CIy4aeB 00yc-
JIOBJIeHO MyTalueit reHa NEB, koaupyrolero HeOyauH,
O/IHAKO TOYHbBIC NAHHbBIE OTCYTCTBYIOT. Bce M3BeCTHBIE
ceromHs myTauuu reHa NEB (ToyedHble MyTalluu, MaJible
JIeJIeLIMK U TYTUIMKALIMKI) SIBIISTIOTCS QyTOCOMHO-PELIECCUB-

Xapaxmepucmuka ceHemuvdecKu 0€m€pMMHMp060HHle HeManIUHOBbIX MUONAMULL

MeieHHbIH TPM3 AJl: yMepeHHbIe IPOMEKYTOUHbIE N. Laing, 1995;
NEM 1 0-TPOIIOMUO3HH 1921.2 (hopMBI ¢ 1e0I0TOM B IETCKOM BO3pacTe
13 sKx30HOB P. Tan,1999
(uenb a-3) AP: BpOXXICHHBIE TSDKEIBIE (hOPMBI
NEM 2 Sk NEB 2q22 AP: BpOXX/ICHHBIE THITHYHBIE YMEPEHHBIE K. Pelin, 1999
183 sk30Ha (hOpPMBI 1 BPOKIACHHBIE TSHKEIIBIS POPMBI
AJl: yMEpEeHHO BBIPAXKEHHBIE U TKEIIbIe
hopmer
AP: BpoxxaeHnas spkenasi hopma
NEM 3 CKeJNeTHbIH 0-aKTHH Lo 1q42.1 L Clo RS Sl R B K. Novak, 1999
7 5K30HOB 1 TSDKeITbIe hOopMBI
AP: H30BITOK TOHKUX (pUITaMEHTOB
3apo/bIIeBas MO3aMYHOCTh: YMEPEHHO
BBIPA)KEHHBIC H TSDKEIIBIC (hOPMBI
NEM 4 B-TporoMuo3uH ey 9pl13 AJl: BpoxaeHHas THIHYHAS hopma K. Donner, 2002
P 10 5x30HOB P - BpOXL P ’ ’
NEM 5 Mennenmsi INNTI 19q13.4 AP: BpoxieHHas TsDKelast (popMa aMHIT J. Johnston, 2000
Tporonu T 14 5x30HOB
I[Ipenmnonaraemsrii KBTBDI13 . N. Sambuughin,
NEM 6 BTB/Keisu 6enok 1 5x30H 15q22.31 AJL; nericas gopvia 2010
NEM 7 Kodumun-2 5 :Scf(fjoa 14q12 AP: BpoxxaeHHas tunuyHas Gopma P. Agrawal, 2007

Ipumeuanue. AJ] — aymocomno-0omunanmuulil mun Hacnedoanus, AP — aymocomHo-peyeccugnbviii mun Hacie008aHus.
|
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Puc. 5. YVaempamonkue cpeszor moiuieunoii 6uoncuu 08yx HO8OPOJICOCHHbIX C USHAHANBHO He 0OHAPYICEHHOU namonoeuell, aHoManus Obila 8biA6AeHA UC-

KAIOMUMENbHO npu 2NeKmpoHHOU mukpockonuu. Y 1-eo (a, 0, 6, ¢) u 2-e0 (0, e) nayuenmos, namomopghonroeuveckue XapaKkmepucmuku UOeHMUYHbL:

npucymemaeue npomadiceHHwIX ooaacmeil co 3HAYUMOI CMPYKMYPHOU Nepecmpoiikoil 8 gude NOsS6ACHUsI MANCHbKUX Ce2MEeHMO08 Pa30eNeHHbIX capKome-

D08, U3 KOMOPbIX NPOMALUBAIOMCS MOHKUE duramenmel (co30arujue 6neuamaeHue «<MaieHbKux 06abo4ex»), u npucymcmeuem MHOJNCecmea MUHU-HU-

meil. Moaekyaspho-eenemuueckoe uccaedoganue y 3mux Maadenues no3eoauno uckaodums eenvt ACTAIL, TPM2, TPM3, TNNTI (monexyasphuiii anasu3z
npo. Joel Lunardi, 0-pa Nicole Monnier, Iperno6av)

HbiMU [11, 12]. B TO ke camoe BpeMmsi 00IbLION pa3Mep
reHa NEB (183 3K30Ha) 1 CIIOHOCTb €T0 ITOJTHOTO aHaJI1 -
3a CJIYXaT MOBOAOM ISl Hauasla MOJIEKYJISIPHO-TeHETUYeC-
KUX UCCJIEJIOBAHUI B 00JIACTU JPYTUX, YACTO 3aTPOHYTHIX
reHoB, Hamnpumep ACTAI (7 >K30HOB), KOAUPYIOLIETO

CKeJIeTHBIM o-akTuH. [TocaenHnii OTBETCTBEH IIPUOJIU31-
TenbHO 3a 20—25 % omucaHHBIX ciydaeB. BonbLIMHCTBO
myTarii B ACTAI IBISIOTCSI TETEpPO3UTOTHBIMU de novo,
T. €. ayTOCOMHO-TIOMUHAHTHBIMU. B TO Xe BpeMst onmurcaHbl
ciyyau, cBszaHHbie ¢ ACTAI ayToOCOMHO-PELIEeCCUBHOTO
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VIV MO3aMIHOTO TUTIAa HacienoBanud [13—15]. Ha ceron-
HSIITHUI JeHb N3BeCTHO OoJjiee 180 pa3nmyHbIX MyTaluit
ACTAI[16].

KinuHuyeckasd kapTuHa U IaToMOpdOJOruyecKue
JIaHHbBIE MOTYT TTOMOYb B TIEPBOOYEPETHOM BHIOOPE aHa-
JIM3UPYEeMOro TeHa. B meiicTBUTETBHOCT MyTalliy TeHa
ACTAI orBeTcTBeHHHI 3a Ooiiee yeM 50 % HeMaJIMHOBBIX
MUOTIATUI, UMEIOIIMUX BPOXIECHHBIN TSKENbIN (DEHOTUIT,
¥ B OOJIBIIIMHCTBE CTydaeB HAaOIOIAI0T BHYTPUKIIETOUHBIE
MAJIOYKU 1/WIW HAKOTIJIEHNE TOHKUX (DPUIaMEHTOB (aKTH -
Homnatust) [17, 18]. UccnenoBanue rena TPM3, xogupyto-
IIET0 MEJIEHHBIN 0-TPOIIOMUO3MH, IOJKHO OBITh OCYy-
IIECTBJIEHO B CJIydae, €CIv B MBIIIIEYHOM OMOIITaTe HUTH
BBISIBJISTIOTCSI TOJIBKO B MBIIICYHBIX BOJIOKHAX 1-ro THITa
WIM HaOJomaeTcs OMCIPOMOPLUsS pa3Mepa BOJOKOH.
Myrauuu TPM3 orBeTcTBEHHBI 3a 2—3 % CilydaeB, 0CO-
OCHHO TTpU TOMUHAHTHBIX (hopMax. Myramuu reHa TPM2,
KOIIMPYIOIIETO B-TPOTIOMMO3WH, COTJIACHO TAHHBIM UCCIIe-
JIOBaHUIi BoBjieueHbl B 3—4 % ciydaeB. MIX Takxke cTOUT
OpaTh B pacueT, B YaCTHOCTHU B JOMUHAHTHBIX WK CIOpa-
nudeckux caydasx. Haauure Takoit CTpyKTypHOI aHOMa-
JINY MBIIIIEYHBIX BOJIOKOH, KaK «KOJITIAYOK» (OT aHTJI. cap),
MOXET TOBOPUTH O HEOOXOAMMOCTH aHaIu3a reHoB T PM2,
TPM3w ACTAI. IpeobnanaHue OTHOCUTEIBLHO FMITEPTPO-
(rpoBaHHBIX BOJIOKOH 1-T0 TUMAa, COYETaIOLIEeCcs C aTpo-
(bueit BonmokoH 2-To ThMa, HaOMOaAeTCs B CIydae MyTalluu
reHa KBTBD13[19].

HemanuHoBbIe MUOIIaTUM, aCCOIIMUPOBAHHBIE C MY-
tauusmu reHa TNNT I, konupyouiero MeUIeHHbI TPO-
noHuH T, BCTpeyallMCh JIMIIL B IIOIYJISSIUM aMUILEH.
Penkas (¢popMa HeMaJIMHOBOM MUOTIATUH, CBSI3aHHAST C MY~
Tanusmu TeHa CFL2, xomupyroliero KoQuianH-2, Oblta
ornucaHa JIMIIb B oHOM cembe [20, 21].

IeneTnyeckast mpuponaa OOJBIIOrO YKMCIa CIydyaeB
HEMaJIMHOBBIX MUOITATHI MO-TIPEKHEMY OCTaeTCsl HEU3-
BECTHOI 1 orieHnBaeTcs B 50 % Kak 1Mo HaIllUM TaHHBIM,
TaK ¥ 110 pe3yJIBTaTaM OOLIMPHBIX UCCAeIOBaHUNA. TakuM
00pa3oM, HeOOXOAUMO UACHTU(MULIMPOBATH HOBBIC T€HBbI,
OTBETCTBEHHBIE 3a 9TH MuonaTnu. KpaiiHe crieniuduaHas
maroMopdosiornyeckasl KapTmiHa HEMaJIMHOBOW MMOTIa-
TUU, JIJI51 KOTOPOI BCE M3BECTHBIE T€HBI ObUTA UCKITIOYEHBI,
MpeAcTaBjieHa Ha puc. 6.

MarHumio-pe3oHaHcHoe uccnegoBanue Mbily

npu HeManuHoBOl MuonNamuu

CeleKTUBHOE MOPaKEHUE Pa3HbIX MbIIIEUHBIX IPYIIIT
dopmupyer onpeneaeHHbII NAaTTEPH IIPU MarHUTHO-PE-
30HAHCHOM HCCJIEIOBAHMM, YTO ITOMOTAET IPU BBHIOODPE
TeHETUYECKOTO aHajn3a Tocje TOro, Kak IMarHo3 Hema-
JIMHOBOM MMOMATUU ITIOCTABJICH 110 pe3y/ibTaTaM MbIIIeY-
Hoii 6uornicuum [22]. HemanuHoBast MuonaTus B pe3yJibTaTe
myTaumii reHa ACTAI MoxXeT TIpoSBIAThCS T GY3HBIM
MopaxKeHUEM MBbILILL Oeaep M MepeaHeill TPYIIbl MbILLILL
TOJIEHU IIPU OTHOCUTEIbHOM COXPAHHOCTU MKPOHOXHBIX

Puc. 6. Hemarunosas muonamus 6e3 noomeepicoeHHoll eenemuueckoi aHomanuu: namonoeus eenog ACTAI, NEB, TPM2, TPM3, TNNTI1, KBTBD13,
RYRI u SEPN1 6bina uckarouena. Cepuu KpuocmamHsix cpe3og CKeaemHoil Mbluybl, YKA3bléalouje Ha HUMegUOHble CKONAEHUsl C Pe2yAspHOCHbIO pac-
noaoJceHHble 8 UEHMPANbHBIX 30HAX 80A0KOH U MOHKO O4epUeHHbIX 8 capKonaasme, okpacka mpuxpomom no lomopu (a) u ecemamoxcuaun-303unom (06).
Tpu okcudamugnvix memoodukax HabAOAOMCs MHONICECHBEHHbIE HEPe2YAAPHOCIU 8 MedcMuopuopuriaprom npocmpancmee (8). [lpu eozdeiicmeuu mu-
opubpunnaproii ATDazvr smu jnce 301HbL AUULEHD! (hepMEeHMAMUBHOU AKMUGHOCMU (2). YAIbmpacmpyKmypHbLil aHaAu3 NOOmeepy coaem Haiuuue CKonieHui
Humeil, pacnon0NCeHHbIX 8 3HAYUMENbHO nepecmpoeHHol 30He (0), codepiicaueil MaKmice MHONICECMBO MOHKUX DUAAMEHMO8, CAPKONAAZMAMUYECK020
pemukyayma u 6oavuioe Koauuecmeo mumoxonopuii (e). Taxas namomopghonroeuueckasn kapmuna 6vina panee onucana npog. Michel Fardeau kak nema-
AUHO8AS MUoOnamus yenmpanvho2o cmepoichs — Central-rod myopathy (mosexyaaphoiit anaaus npogh. Niguel Laing, ITepm; 0-pa Carina Wallgren- Peterson,
Xenvcunku; npogh. Joel Lunardi, 0-pa Nicole Monnier, Ipenobns; d-pa Pascal Richard, Ilapusc; 0-pa Lev Goldfarb, bemecoa)
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Mbii. Dopmy, cBa3aHHYIO ¢ MyTaumsimu NEB, xapakTe-
pU3yeT MHasl CEIEKTUBHOCTb MBIIIEUHOTO MOPaKEHMUSI,
3aBHUCSIIAs OT TSKECTU CUMITOMAaTUKU. B modpokauect-
BEHHBIX CITy4asiX MOTYT HaOJOJAThCs TOJHASI COXPaH-
HOCTb O€IPEHHBIX MBIIIIT M UICKJTIOUNUTETHLHO U301 paTesib-
Hasl BOBJIEYEHHOCTD TepeHelN O0TbIIe0EePIIOBOI MBIIIIIIbI
1 KaMOaoBUIHBIX MBI, [Tpu yMepeHHOI1 TSKeCTH Mo-
paXkeHUsI 3aTPOHYTHI MPENMYIIIECTBEHHO MTPSIMBIE MBI
Oenmpa, HapyXHas IIMpoKas MBI Oeapa W MBIIIIIHI,
Oepylire Hayayio OT CEAATUIIIHON KOCTU U PUKPETLISTIO-
muecs K 00JbledepiioBoii KocTu (ceMruMeMOpaHO3Hasl,
CEMUTEHAVNHO3HAas U NBYIJIaBasi MBIIILBI Oeapa), TaKKe
oTMeuaeTcs 11 dy3Hast BOBJIEYeHHOCTb KaMOAJTOBUIHBIX
U TepeTHNX 00JTbIIIeOepPIIOBBIX MBI, {151 ApyTUX reHe-
TUYECKU UACHTU(DUIUPOBAHHBIX CIy4yaeB HEMAJTUHOBOM
MHUOTATUHU cTielU(DUIECKU MaTTEPH MBIIIEYHOTO MOopa-
JKEHUSI HE OIKCAaH.

TepaneBmuy4eckue NoAXoAbl

Ha ceronHsiiHuii [eHb Tepamnus sl HalueHTOB C He-
MaJIMHOBasI MUOIIaTHel He pa3paboTaHa. B To ke Bpems
TpaBWIbHAS Kypalus OOJbHBIX C JAHHBIM BUIOM IaTOJIO-
UMY MBIIIII TTOKa3aia cBoo addekTuBHOCTH [23]. K Bcmo-
MOTraTeJIbHOM MeXaHMYeCKOM BEHTWISLMU W ITUTAHUIO
Yyepe3 Ha30racTpabHbIM 30HI CUCTEMAaTUYECKHU ITpruoera-
10T C MOMEHTA POKACHUS Y HOBOPOKIEHHBIX C BPOXKICH -
HBIMU TSDKEIBIMU (popMaMM 3a00JIeBaHMS, UYTO TTO3BOJISICT
B HEKOTOPBIX CIydasix IMPEOAOJIeTh KpailHe TSKeJIblid Ha-
YyaJbHBIN Iepro. Y 6oJjiee B3POCbIX IeTell HE0OX0IMMO
00ecTieunTh KOHTPOJb 32 JbIXaTeJIbHBIMU (DYHKIIUSIMU,
cbaTaHCUPOBAaHHBIM ITIMTAHUEM U TIPAKTUKOBATh adallTH-
poBaHHBIe o0y4Jarolre ypoku. CKoJIM03, 4aCTO pa3BUBa-
IOIIMIACS Y NMaHHOW KaTeropuMM IallMeHTOB, TpeOyeT
XUPYPTUIECKOTO BMEIIaTeIbcTBAa. ATanTHPOBaHHBIE Op-
TOIEeANYECKIEe MAaHUMY/ISILIUN OJIATOIIPUSITHO CKa3hbIBAIOT-
Cs1 Ha KaYeCTBE XKU3HU OOJIbHBIX.

[IponorkaloTcss MHOTOYMCICHHBIE TTONBITKY, OOHAze-
>KMBAIOIINE B TUTAHE BO3MOXKHBIX TEPATTIEBTUIECKMX TIOIXO-
nmoB. Tak, sKcIepUMEHTalIbHBIC JaHHBIE, OCHOBaHHBIC
Ha MEepPBBIX HAOMIONEHMSX MALIMEHTOB-HOCUTENICH peLiec-
cnBHBIX MyTanuii reHa ACTA 1 (B 94aCTHOCTH, HYJIEBBIE MY-
TallMn), BBISIBWIM OTCYTCTBHE B CKEJIETHBIX MBILIIIAX
0-aKTMHA, HO B TO € BpeMsl — HaJlMuue y HUX CBEpX-
SKCIIPECCUU CEpAEYHOro akTuHa [16, 24, 25]. Dtu npeasa-
pUTEIbHBIE MCCIEAOBAHUS ITO3BOJIMIM IIPEATIOI0XUTh:
ramueHTam ¢ HyJieBoit myTtauneit ACTAI B KauecTBe Jie-
YEHUsI MOXET ObITh TMpeJIoKeHa ajlbTepHATUBHAS U30-
¢opma akTuMHaA, HaIpUMep ceplevyHblii akTuH. Hamom-
HUM, YTO CEpIACYHBI aKTUH SBJIgeTCSI HM30(hOpMOI
aKTWHAa CKeJIETHBIX MBIIIIII TJI0JIa U B HOPME TTPUCYTCTBY -
€T JI0 POXKJICHUS, TO3[HEeE He dKcTIpeccupysich. Hekorto-
pble uccinenopatenu, B yactHocTy Niguel Laing u Kristen
Nowak, BeayT paboThl Ha knock-out-mblllax ¢ TOMO3M-
rOoTHbIMU MyTauusimMu reHa ACTA1 [26]. Texkyiue pe3yib-
TaThl BCEJISIIOT HAJIEXKAY U ONITUMU3M.

HemanunoBble MUONamuu: NOrpaHu4HbIe hopMbl

HemanmHoBBIE MHOITIATUUA OXBaTBIBAIOT HE TOJBKO
¢dopMBbI, CBSI3aHHbBIE C TeHAMU, KOAUPYIOIIMMU (DUIaMEHT-
HbIe OEJIKM CapKOMEpPOB: HEOOXOIUMO TaKXKe YIUTHIBATh
HEMaJIMHOBYIO MUOTIATHIO LIEHTPAJTbHOTO cTepskHS (Core-
rod myopathy) B paMKax TeHETUUECKUX ITOPaKCHUI 1 He-
MaJIMHOBYIO MUOTIATUIO C MO3THUM JebtoToM (late-onset
rod myopathy) B paMKax HereHHbIX ITOpaKeHUA.

Hemaaunosas muonamus ueHmpaivHo2o CMEPXHCHA
(Core-rod myopathy) — OTHOCUTEIIBHO pelKasi BpOXKIECHHAsI
MMOMATHS, XapaKTePU3YIOIIAsICS IIPUCYTCTBUEM OTUYETIIN -
BBIX CTEpXKHEU (cores) 1 HUTEH (rods) onpeneneHHON J0-
KaJTM3ali B OOJHOM WJTA B pa3HBIX MBIIIIEYHBIX BOJJOKHAX.
[1IpoLieHT BOJOKOH, COAEpXKAIUX JAaHHBIC CTPYKTYPHI,
y MallMEHTOB CWJIBHO BapbUPYET, B TOM YKCJIC U Y YWICHOB
onHoi cembu. Takast accouuanusi core-rod Obl1a 0OHapPY-
JKe€Ha B JOCTaTOYHO OrpaHMYEHHOM KPYTY CEMEii C ayTo-
COMHO-TOMUHAHTHBIM ¥ ayTOCOMHO-PEIIeCCUBHBIM THTIA-
MM HacjIeIOBaHUsI, a TAKXKE B U30JIMPOBAHHBIX CIIydasiX.
CumnromaTuka KpaiiHe BapuabeabHa. OOHapyKeHO 00J1b-
11oe pazHooOpasue B BO3pacTe, KOT/Ia IMPOSIBIISTIOTCS TIep-
BbIc TIpM3HAKM 3abojeBaHus. KiamHmueckas KapTUHA
MOKET OBIThb IPEIC/IbHO TSXKEJION U MPOSIBISTLCS aKUHE-
3Uel TUI0Ia, HO MOXKET OBbITh M YMEPEHHOM B BIJIe TeHepa-
JIM30BAHHOI MBILIIEYHOM ¢J1abOCTU WU CJ1ab0CTH, TTPe0d-
JIamaroIieii B IPOKCUMAIBHBIX I TUCTATbHBIX OTACIaxX
HUXHUX KOHEYHOCTEH.

BonbiMHCTBO ciydaeB MUONATUU core-rod BbI3BaHO
ayTOCOMHO-TOMWHAHTHBIMU WJIM ayTOCOMHO-PEIECCUB-
HBIMU MyTallsIMA B TeHe RYR 1, KOTUPYIOLIETO PELeITOp
pUAHOOMHA CKEJIETHOM MBIIILEI [27—29]. MyTauuu B reHe
NEB 0Obl1n 0OHapyxXeHbl y 1 malyeHTa ¢ ayTOCOMHO-pe-
HeccuBHbIM HacnenoBaHueM [30]. Kpome Toro, HUTH U e~
30praHM30BaHHbIE YYACTKU, TOXOXKUE Ha core, ObLIU OOHA-
PYXeHBI y | malreHTa ¢ TeTepo3UTOTHOI MyTalleii B TeHe
ACTA] [22], y malyeHTOB C ayTOCOMHO-PELEeCCUBHBIMU
MyTanysasMu B TeHe CFL2 [21] v y mallMeHTOB ¢ JOMWHAHT-
HBIMU MyTanussMu B TeHe KBTBD 13 [19]. DTu miociaename
JAaHHBIE TTOATBEPKAAIOT (DAKT TeHETUYECKOM TeTePOreHHOC-
TU TPYIIIBI COre-rod-MUOIIaTHIA.

Hemaaunosvie muonamuu ¢ nozonum oebromom. Kax
W TIpU OPYTUX BPOXICHHBIX CTPYKTYPHBIX MUOIATHSX,
cJIyJ9au ¢ IO3MHUM JIeOI0TOM TaKKe ObUIH BEHISIBIICHBI TIOCIIE
OITMCAHMSI OCHOBHBIX (POPM, B YACTHOCTH B XOJI€ UCCJIEIO-
BaHUs ceMelHbIX ciiydaeB [31]. T1pu aToM Bo3pacTatolee
YHCIIO ONTMCAHUI TTOpaXkaeT IMIPUCYTCTBUEM CITELIM(PUIHOMN
cumITomMaTuku. Tak, B Hagane 1990-x romoB MbI HaOJTIO-
nanu nauueHTKy 30 JIeT ¢ oueHb HeOOBbIUHBIM IBUTATENb-
HBIM Te(ULIUTOM C «IaJarllei» (CBUCAlOLIeil) roloBoi
BCJICACTBUE BBIPAXKCHHON CIA00CTW IIEHHBIX MBIIIIIT
U KpaiiHe ObICTPBIM MTPOTrPEeCCUPOBAHMEM MPOKCUMAIBHOM
MBILIEYHOM €1a00CTH, KOTOpasi IPUBEJIa €€ K MHBAIUIHO-
My Kpeclly B Te4eHHe HeCKOJIbKMX MecsieB. [Ipumeda-
TEJTbHBIM OBLIIO HAJTMIME B KPOBU aHOMAJTEHOTO MMMYHOT -
JI00yarHa (LeTb JIIMOaa), 9YTO 3aCTaBISIIO TIpeAIioiaraThb
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HE TEHETUYECKHUU, a BOCIIAJIMTEIbHBIA T€HE3 HEPBHO-MBbI-
LLIEYHOTO MOpaxKeHUsI.

IMocneaHuii ciy4daii ObUT CXOX ¢ HAOIIOAEHEM HaJIU -
YU HUTEBUIHBIX CKOIUICHWI B MBIIICUYHBIX BOJIOKHAX
nui-Hocuteneit BUY [32]. B cepuu HaGmoaenuii 71 na-
LIMEHTA CO CIOPAaJAMYECKOW HEMAJIMHOBOW MHUOIATUEHR
¢ no3aHuM nedtotom [33] 11 GonbHbIX cTpagaau BUY
n 12 — MOHOKJIOHATbHOM TamMariatreit. CTOUT OTMETHUTD,
4YTO B MEPBOM oMucaHuu, npeactaBieHHoMm A.G. Engel
[34], 2 13 3 mauKreHTOB UMEJIM OAUHAKOBYIO raMMarnaTuio.
Bce atu cinyyan oObeaAMHSIET TIJ10X0M MPOorHo3. bonbumHe-
TBO TTAIIMEHTOB TOTMOACT Yepe3 IO ITOCe MOCTAHOBKHU
JIarHo3a.

[lepBble MONBITKY JIEUSHUSI KOPTU30OHOM I UMMYHO-
cymnpeccopaMH S MallMeHTOB He Tl JOCTOBEPHBIX MTOJI0-
KUTEJIBHBIX PE3yJIBTaToOB. JIBa HeZaBHUX HaOIONCHMUS
ITO3BOJISIIOT PACCUMUTHIBATH HA JIydlliee O1aromaps CoueTaH-
HOMY JICUEHUIO UMMYHOCYIIPECCOpPaMU U TPaHCIUIaHTaLlM-
el ayTOJIOTMYHBIX CTBOJIOBBIX KJIETOK [35, 36]. B 0boux
cIyJyasiX 3HauYMTeNIbHOe (PYHKIIMOHAJIBHOE BOCCTAaHOBIIE-
HUE OBUIO JOCTUTHYTO B TEUCHUE HECKOJBKMX MECSIICB.
HabGmogaeMas HaMu IanMeHTKa 63 JeT, KoTopas U3Ha-
YyaJbHO HEe MorIjia 00XOAUThCS 0e3 MHBAJIUIHOrO Kpeca,
yepe3 18 Mec JIeueHUsI JOCTUTIIA YPOBHS CAMOCTOSITETbHOM
JIBUTATCIbHOM aKTUBHOCTHU C MCYE3HOBEHUEM MOHOKJIO-
HajbHOM ramMMarnatuu. Takoe e 0J1arornpusiTHOe TeueHUe

HaOJII0JaJIOCh HAIIUMM HUAEPJAHACKUMU KOJIIeraMu
yepes 15 mec neyeHus1 y nameHTa 38 JIeT: MCUe3HOBEHUE
(Kak 1 B HaIlleM cJiydae) MOHOKJIOHAJBHOI TaMManaTumn
M HUTEBUIHBIX CKOTJIEHUI B MBIIIIEYHOM OMOIITATE.

JlaHHbIC HAOIIOACHUS MOATBEPXKIAIOT MPUOOPETEH-
HBII, a He TeHETUYECKUI XapaKTep MTOA00HBIX HEMAJIMHO-
BBIX MUOITATUI C TTO3IHWUM AeOI0TOM, a TAaK3Ke MX ITOIBEP-
JKEHHOCTD JICUEHUIO.

3aKnoyeHue

HewmanunoBast Muonatusl sIBJsIeTCsI OAHOM U3 CaMbIX
YaCTBIX BPOKICHHBIX MUOITATUI 1 XapaKTePU3YCTCST TIPH-
CYTCTBHEM B MBIIICYHBIX BOJOKHAX BKJIIOUYCHUI B BUIE
HUTe nin najgodyek. KnuHudyeckast KapTuHa U TIXKECThb
3a00JieBaHUS CYLIECTBEHHO BapbUPYIOT B KaXKIOM CIy-
yae, 4TO MpOosBIIsIeTcs opMaMM Kak C JIeOI0TOM B 1e-
TCKOM BO3pacTe, TaK U C OYEHD TSKEJIOM CUMITTOMATUKOU
B aHTeHaTaJbHOM nepuoje. CuMnToMaTuka U NaTOMOp-
dosiornyeckue xapakTepUMCTUKU MOMOraloT B BbIOOpE
aHajM3a TeHa Ha mpeaMeT MyTainu. B HacTosmee BpeMst
M3BECTHO 7 MyTalluii, OTBETCTBEHHBIX 32 HEMAJIMHOBYIO
muonatuio: ACTA 1, NEB, TPM2, TPM3, TNNTI, CFL2
n KBTBD13. TlaToreHeTu4ecKoro Je4eHus1 Aj1s JaHHOTO
BUJA MMOIIATUII HE pa3paboTaHO, OTHAKO ITOCJICTHUE
HUCCIeA0BaHUS B TOM 00J1aCTU MOKA3bIBAIOT OOHAIEXK M-
BaloI[1e pe3yJabTaThl.



Jlexyuu u 0630puvi

HepBHo-MblweYHble
BOJNIE3HH

n WTEPATVY PA

1. Shy G.M., Engel W.K., Somers J.E. et al.
Nemaline myopathy. A new congenital
myopathy. Brain 1963;86:793—810.

2. Conen P.E., Murphy E.G.,

Donohue W.L. Light and electron
microscopic studies of "myogranules"” in a
child with hypotonia and muscle weakness.
Can Med Assoc J 1963;89:983—6.

3. Fardeau M., Tome E. Congenital
myopathies, in Myology, 2nd ed., McGraw-
Hill, New York, 1994, p. 1487—532.

4. North K.N. In: Myology, 3rd ed.,
McGraw-Hill, New York, 2004.

5. Laing N.G., Wilton S.D., Akkari PA.

et al. A mutation in the alpha tropomyosin
gene TPM3 associated with autosomal
dominant nemaline myopathy NEM1. Nat
Genet 1995;10(2):249.

6. Pelin K., Hilpeld P., Donner K. et al.
Mutations in the nebulin gene associated
with autosomal recessive nemaline
myopathy. Proc Natl Acad Sci USA
1999:;96(5):2305—10.

7. Ryan M.M., Schnell C., Strickland C.D.
et al. Nemaline myopathy: a clinical study of
143 cases. Ann Neurol 2001;50(3):312—20.
8. Bertini E., Burghes A., Bushby K. et al.
134th ENMC International Workshop:
Outcome Measures and Treatment of
Spinal Muscular Atrophy, 11—13 February
2005, Naarden, The Netherlands.
Neuromuscul Disord 2005;15(11):802—16.
9. Olivé M., Goldfarb L.G., Lee H.S. et al.
Nemaline myopathy type 6: clinical and
myopathological features. Muscle Nerve.
2010;42(6):901—7.

10. Ilkovski B., Cooper S.T., Nowak K.

et al. Nemaline myopathy caused by
mutations in the muscle alpha-skeletal-
actin gene. Am J Hum Genet
2001;68(6):1333—43.

11. Pelin K., Donner K., Holmberg M.

et al. Nebulin mutations in autosomal
recessive nemaline myopathy: an update.
Neuromuscul Disord 2002;12(7—8):680—6.
12. Lehtokari V.L., Pelin K., Sandbacka M.
et al. Identification of 45 novel mutations in
the nebulin gene associated with autosomal
recessive nemaline myopathy. Hum Mutat
2006;27(9):946—56.

13. Nowak K.J., Wattanasirichaigoon D.,
Goebel H.H. et al. Mutations in the skeletal
muscle alpha-actin gene in patients with
actin myopathy and nemaline myopathy.
Nat Genet 1999;23(2):208—12.

14. Sparrow J.C., Nowak K.J., Durling H.J.
et al. Muscle disease caused by mutations in

the skeletal muscle alpha-actin gene
(ACTALI). Neuromuscul Disord
2003;13(7—8):519-31.

15. North K.N., Laing N.G. In: The
Sarcomere and skeletal muscle disease. Vol.
642. Springer Science + Business Media.
New York, 2008; p.15-27.

16. Laing N.G., Dye D.E., Wallgren-
Pettersson C. et al. Mutations and
polymorphisms of the skeletal muscle
alpha-actin gene (ACTA ). Hum Mutat
2009;30(9):1267—77.

17. Goebel H.H., Anderson J.R.,

Hiibner C. et al. Congenital myopathy with
excess of thin myofilaments. Neuromuscul
Disord 1997;7(3):160—8.

18. Schroder J.M, Durling H., Laing N.
Actin myopathy with nemaline bodies,
intranuclear rods, and a heterozygous
mutation in ACTA1 (Asp154Asn). Acta
Neuropathol 2004;108(3):250—6.

19. Sambuughin N., Yau K.S., Olivé M.

et al. Dominant mutations in KBTBD13,

a member of the BTB/Kelch family, cause
nemaline myopathy with cores. Am J Hum
Genet 2010;87(6):842—7.

20. Johnston J.J., Kelley R.1., Crawford T.O.
et al. A novel nemaline myopathy in the
Amish caused by a mutation in troponin T1.
Am J Hum Genet 2000;67(4):814—21.

21. Agrawal P.B., Greenleaf R.S.,

Tomczak K.K. et al. Nemaline myopathy
with minicores caused by mutation of the
CFL2 gene encoding the skeletal muscle
actin-binding protein, cofilin-2. Am J Hum
Genet 2007;80(1):162-7.

22. Jungbluth H., Sewry C.A., Brown S.C.
et al. Mild phenotype of nemaline
myopathy with sleep hypoventilation due to
a mutation in the skeletal muscle alpha-
actin (ACTA1) gene. Neuromuscul Disord
2001;11(1):35—40.

23. Wallgren-Pettersson C., Pelin K.,
Nowak K.J. et al. Genotype-phenotype
correlations in nemaline myopathy caused
by mutations in the genes for nebulin and
skeletal muscle alpha-actin. Neuromuscul
Disord 2004;14(8—9):461—70.

24. Muntoni E, Valero de Bernabe B.,
Bittner R. et al. 114th ENMC International
‘Workshop on Congenital Muscular
Dystrophy (CMD) 17—19 January 2003,
Naarden, The Netherlands: (8th Workshop
of the International Consortium on CMD;
3rd Workshop of the MYO-CLUSTER
project GENRE). Neuromuscul Disord
2003;13(7—8):579—88.

25. Nowak K.J., Sewry C.A., Navarro C. et al.
Nemaline myopathy caused by absence of
alpha-skeletal muscle actin. Ann Neurol
2007;61(2):175—84.

26. Ravenscroft G., Jackaman C.,
Bringans S. et al. Mouse models of dominant
ACTALI disease recapitulate human disease
and provide insight into therapies. Brain
2011;134(Pt 4):1101—15.

27. Monnier N., Romero N.B., Lerale J.
et al. An autosomal dominant congenital
myopathy with cores and rods is associated
with a neomutation in the RYRI gene
encoding the skeletal muscle ryanodine
receptor. Hum Mol Genet
2000;9(18):2599—608.

28. Scacheri P.C., Hoffman E.P.,

Fratkin J.D. et al. A novel ryanodine
receptor gene mutation causing both cores
and rods in congenital myopathy. Neurology
2000;55(11):1689—-96.

29. Hernandez-Lain A., Husson I.,
Monnier N. et al. De novo RYR/
heterozygous mutation (14898T) causing
lethal core-rod myopathy in twins.

Eur J Med Genet 2011;54(1):29—-33.

30. Romero N.B., Lehtokari V.L., Quijano-
Roy S. et al. Core-rod myopathy caused by
mutations in the nebulin gene. Neurology
2009;73(14):1159—61.

31. Engel W.K., Oberc M.A. Abundant
nuclear rods in adult-onset rod disease.
J Neuropathol Exp Neurol
1975;34(2):119-32.

32. Dalakas M.C., Pezeshkpour G.H.,
Flaherty M. Progressive nemaline (rod)
myopathy associated with HIV infection.
N Engl J Med 1987;317(25):1602—3.

33. Chahin N., Selcen D., Engel A.G.
Sporadic late onset nemaline myopathy.
Neurology 2005;65(8):1158—6.

34. Engel A.G. Late-onset rod myopathy
(a new syndrome?): light and electron
microscopic observations in two cases.
Mayo Clin Proc

1966;41(11):713—41.

35. Benveniste O., Laforet P., Dubourg O.
et al. Stem cell transplantation in a patient
with late-onset nemaline myopathy and
gammopathy. Neurology
2008;71(7):531-2.

36. Voermans N.C., Minnema M.,
Lammens M. et al. Sporadic late-onset
nemaline myopathy effectively treated by
melphalan and stem cell transplant.
Neurology

2008;71(7):532—4.

17



18

HepBHo-MblweYHble

BOJIE3HMN Jlexuyuu u 0630pbi

TpaBMamuyeckue noBpeaeHus NIeYeBoro chaemeHus: coBpeMeHHble
cnoco6bl Xupypruyeckoi Koppexyuu. Yacms Il. Takmuka nevexus
noBpeAeHuil NNeYesoro cnaemenus
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Knunuueckas 6oavruya ckopoil meduyunckoi nomowu um. H.B. Conosvesa, Hdpocrasns
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3adaua nacmosweli nyoauKauyuu — NO3HAKOMUMb NPAKMUKYIOUWUX HEeEPON0208, HEelpOXUpypeos, mpasmamonoeo8 u 0opmonedog ¢ cospe-
MEHHbIMU NPUHUUNAMU OUACHOCIUKY U Ne4eHUs Pa3AutHbIX nogpexcoenuii naevesoeo cnaemenus (11C).

B uacmu [ 6bi1a nodpobro onucana anamomus I1C, paccmampuganucy 0CHOB8HbIe MEXAHUIMbL €20 NOB8PedCcOeHUsl, Oblaa 0aHa UX cospeme-
HHas kaaccuguxayus (Hepeno-moviweunvie 6oneznu 2012;4:19—27).

B uacmu 11 paccmampusaromes 603Mod4CHbIe GapUAmMbL AeHeHUs NAYUEHMO08 HA 8CeX IMANAx 0KaA3aHuUs MeOUUUHCKOL NOMOwU: onpedene-
HUe NOKA3aHULl 0151 KOHCePBAMUBHO0 UAU XUPYPUHECK020 AeeHus, npedonepauuontoe eedetue, peabusumayuontoe aeverue. 11o0po6Ho
pasdupaomecs MmaKmuKka U mexHuKa NepeuUHbIX Xupypeuueckux peKoOHCmpyKuuil.

Karouesute caosa: naeuegoe cnaemenue, CHUHHOMO3208ble HEPBbL, SAEKMPOMUOPAPUS, MUEA0SPAPUSL, IACKMPOCIUMYAAYU, KUHE3UOMEPanus

Traumatic injuries of brachial plexus: present methods of surgical treatment
Part I1. Treatment policy for brachial plexus injuries

M.L. Novikov, T.E. Torno
N.V. Solovyev Clinical Hospital for Emergency Medical Care, Yaroslavl

The task of this paper is to familiarize practicing neurologists, neurosurgeons, traumatologists, and orthopedists with the current principles of
diagnosis and treatment of different brachial plexus (BP) injuries.
Part I describes the anatomy of BP in detail, considers the main mechanisms of its injuries, and gives their current classification (Nervno-
Myshechnye Bolezni (Neuromuscular Diseases) 2012;4:19—27).
Part 11 presents the author's approach to treatment of brachial plexus injuries according to the type of lesion and period of denervation: nonop-
erative methods; rehabilitation; preoperative management, indications for surgical treatment. The tactics and techniques of primary brachial

plexus reconstructions are discussed in detail.
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Bornpoc TakTuKM BeaeHUs MaleHTOB C TOBPEXKICHU -
eM 1tedeBoro cruieteHus (ITC) HeogHO3HAYHBIN, TpeOy-
oI ydeTa MHOTHX (haKTOPOB 1 BBI3BIBAIOIINIT OTIpeIe-
JICHHBIC OUCKYCCUM B Cpele CIICIIUAICTOB, KOTOPBIC
3aHMMAIOTCS ATOM MATOJIOTUEH.

KoncepBaTuBHoe Jieuenue. B cirydasix, Korga HeT Ipu-
3HAKOB OTpbIBa KopemKoB C5-T1 oT CTMHHOTO MO3Ta WIN
Helponpakcu, 1ejiecoodpa3Ha aKTUBHO-BBIKUAATEIbHAS
TaKTHKa, KOTOPYIO MHOIJA HA3bIBAIOT «XKIU U CMOTPU».
C nepBbIX IHEW MOCje TpaBMbl, €CJU HE MPENsITCTBYIOT
COITYTCTBYIOIINE TTOBPEKACHMS, HEOOXOINMO MTPOBOIUTH
pa3paboTKy IMAaCCUBHBIX ABIDKEHUI BO BCEX CyCTaBaX KO-
HEYHOCTH, T1e OTCYTCTBYIOT aKTUBHBIE ABMXKEHUS. MBI He
OyaeM OCTaHaBJIMBATbCS Ha ACTAISIX MEAUKAMEHTO3HOTO
JICUEHUSI, KOTOPOE MpU TToBpexxaecHUsIX HepBoB 1 I1C HO-
CHT IIPEUMYIIECTBEHHO MAaTOTeHETUYSCKHUI I CUMITTOMA-
TUYECKUI XapaKTep U HalpaBJICHO Ha YJIy4YIIEHKE TTPOLIEC-

CcOB MeTabojaM3Ma, YMCHBIICHHE MIIEeMHUYCCKUX
M BOCITAJIUTE/IBHBIX SIBJICHUI, 00JIEBOIO CUHAPOMA, a YIe-
JINM BHUMaHUE BoIipocaM (pu3noTepanum, KNHe3uoTepa-
Uy 1 JieueoHoi ¢puskyasTypsl (JIOK).

Kunesunorepanus u JI®K. B octpoM niepuone HeoOxo-
IUMO M30eraTh JOTOJHUTEIHHOIO HATSIKEHMST TTOBPEX-
nerHoro I1C B teuenne 3—4 Hen. 171 3TOro TOKHO OBITH
3arpenieHo oTBefeHue Tuievya. [1pyr 3ToM MalueHThl He
JIOJDKHBI TEPATh BPEeMsSI B OXMIAHUM BOCCTAHOBJICHUS
(YHKLMHU, KOTOPOE MOXKET HUKOTAa He HAaCTynuTh. Heoo-
XOIUMO TTOONIIPSATH MACCUBHBIC W aKTWUBHBIC IBVKCHUS
B JIOKTEBOM CYCTaBe, 3amsicThe U Kuctu. Eciu onu napa-
JIN30BaHbI, BBITOJIHSIETCSI KOPPUTUPYIOLIee IMHIPOBaHKE
kuctu. HeoGxomumo BceMM cujiaMu IIpeIoTBpaliaTh 3KC-
TEH3MOHHYIO YCTAHOBKY B TISICTHO-(haJJaHTOBBIX CyCTaBax
1 TIPUBOMSIIYIO KOHTPAKTYpPY B TEPBOM MEXKITSICTHOM
IIPOMEXKYTKE.
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JleyeOHas rMUMHACTHKA BKJIIOYAET JIUEHUE MOJIOXKE-
HMEM, CTIeLIMATbHbIE YITPAXKHEHUS 15T MBIIIIL IIIEU C LIEIbIO
yIy4lIeHUsT TUMM(OOTTOKA, TACCUBHbBIC IBVXKEHUS BO BCEX
cycTaBaXx KOHEUHOCTH, MPY MOSIBJICHUM CaMOITPOU3BOJIb-
HBIX ABVMKEHUI — aKTUBHBIE YITPaXKHEHUST CO CTPOTO MH-
JTUBUAYATBHBIM JO3MPOBAHUEM TOCTETIEHHO YBEIUYMBa-
eMbIX (PM3UYECKUX HAIPY30K.

®usnorepanusa. PU3roTEpanieBTUYECKIE TTPOIIEAYPHI
BBIOMpAIOTCS C YYeTOM CpokKa 3a0ojieBaHUsI, BO3pacTa
MMalKeHTa, COMYyTCTBYIONICH MaToIoruu. MOTyT OBITh MC-
MMOJIb30BaHbI 3JEKTpOodope3 pa3IMYHbIX KOMOMHAIUMI
JIEKapCTBEHHBIX BEILIECTB, CHHYCOMIATbHO-MOIYJIMPOBaH-
HbIE TOKH, YJIBTPa3BYK 1 TOK I’ APCOHBAJISI TTO X0y HEPB-
HBIX CTBOJIOB. [lo 3aBepilleHMM CTAlIMOHAPHOTO 3Tara
JIeYeHHUsI aMOyIaTOPHO JIMOO B YCIOBUSIX CAaHATOPUS IIPU-
MEHSIOT TapachMHOBBIE, O30KEPUTOBbIC WU TIpsI3eBbIC
anIIMKalWu.

DAeKTPOCTUMYJISAHS MAPATN30BAHHBIX MBI, MbIIiI-
1Ibl, HAXOMSIIMECS B COCTOSIHAM JCHEpBaLMK, Yepe3 3—4 Mec
noasepratorcs arpodun, a yepe3 1 —1,5 rona HeoOpaTUMO
nereHepupyloT. K aToMy 0cOGEHHO 4yBCTBUTEIbHA COOC-
TBEHHasT MyCKyJiaTypa KWUCTH. TeMITbl TIepepoXXaeHus
MBIIIEYHBIX BOJIOKOH MOTYT OBITh 3aMEIJICHHBI ITOCPEI-
CTBOM 3JIEKTPUYECKOU CTUMYJISILIUU. DICKTPOCTUAMYJISILINS
MapaJu30BaHHbBIX MBILILL HA BCEX ATanax JeYeHUs SBJIsICT-
Cs1 BaXKHEWIIIMM MOMEHTOM BOCCTAHOBUTEILHOI TepaIvm.
OHa BocnofiHsIeT (hyHKIIMOHAIbHbBIN 1e(PULIUT BHYTPUCET-
MEHTHOM UMITyJIbCalluU, Yaydiias TPOUKY U MUKPOLIMP-
KYJISILIMIO B MBIIIIEYHOI TKaHU M HEPBHBIX CTBOJIAX, COXpa-
HS$ISI CHHANITUYECKUIA arrapaT IeHEpBUPOBAHHOW MBIIIIIIbI
U TpenoTBpaiiasi ee arpoduio. DIEKTPOCTUMYISIINS
MBIIIIII TO/DKHA ObITh HalpaB/ieHa Ha BCe Mapaii30BaHHbIE
MBIIIIIBI ¥ TPOBOAUTHCS exXeTHEBHO. [TapamMeTpbl MCTTONb-
3yeMbIX TOKOB Ha ICHEPBUPOBAHHBIX M1 PEMHHEPBUPOBAH -
HBIX MBIIIIIAX OTJUYAIOTCS U TIOAOMPAIOTCS MHAUBUAYATb-
HO. DJEKTPOCTUMYJISILIUS MOXET IMPOBOIUTHCS B TCUECHUE
MHOTHX MECSILIEB — 0 HACTYTUIEHUSI pENHHEPBALIUY CTH -
MYJIUPYEMBIX MBITII. Ee mpoBoasT 10 TexX mop, Mmoka oHa
He Oy1eT Meniath MpodecCuoHaIbHON UM 00pa3oBaTe/b-
HOI aKTUBHOCTH NauueHTa. CieayeT IOMHUTD, YTO (yHK-
LIMOHAJIbHBIN pe3yabTaT ONpeae/sieTcss He TeM, CTUMYJIU-
pPOBAJIMCh MBIIIIIBI WM HET, a KAYECTBOM CIIOHTAaHHOTO
WJIN XUPYPITUIECKOTO BOCCTAHOBIICHUSI CHAOXKAIOIINX UX
HEPBOB.

OnpepneneHue NOKa3aHuil U CPOKU NpoBeAeHuUA

XUpypruyecKoro neyexus

[MokazaHust U CPOKM IPOBEACHMSI XUPYPTUYECKOTO
sneyeHus ripu nospexaeHusx [1C (ITTTC) 3aBucAT ot Jio-
KaJM3aluy 1 TSKeCTH TTopakeHusI. [1pu moyrokuTeTbHOI
JTUHAMMKE B BUE TIPOIBIKEHUS 3HaKa THeS B IUCTAJIb-
HOM HaIpaBJIeHUM, BOCCTAHOBJICHUS (PYHKIIUK IIPOKCH-
MaJIbHO PACIIOJIOXEHHBIX MBIIIL] OT OMEpaluu CIeayeT
BO3IEPKaThCs 1 TIPOIOJIKATh IMHAMUYECKOe HaOII0IeHIE
C JeTaTbHBIM KIMHUYSCKUM O0CJICIOBAaHMEM U IIPOBEIEC-
HueM ajekTpomuorpadpuu (OMI). ITonrHOTa BoccTaHOB-

JIeHUsT (QYHKIIUM OyIoeT OMpenessiTbesl pPacCTOSTHUEM
OT MeCTa MOBPEXKICHUS HepBa 0 MBIIIL, KOTOPHIE B CO-
CTOSIHUM JIieHepBallu yepe3 3—4 Mec. MoaBepraloTcs aT-
poduu, a yepes 1—1,5 roga HeoOpaTUMO JEreHEPUPYIOT.
Oco0eHHO YYBCTBUTENIbHA K JIEHEpBALlMM COOCTBEHHAS
myckynatypa kuctu. [1pu [1—I1I creneHsx moBpexxneHUs
3HaK TuHe s 00BIYHO MOSBIISAETCS Ha 2—3-i1 Hellese moc-
Jie TpaBMbI. Ero Joxkanu3aiiys ToKHA CMEIaThCs B IAC-
TaJIbHOM HaIIpaBJICHNH IO I1MM B JIeHb, TaK e KaK 1 TIpu
aHAJIOTUYHBIX TTOBPEXKICHUSIX IPYTUX HepBoB. Hammpumep,
IMHaMUKa BoccTaHoBNeHUs ABkeHuit mpu [1I1C nmocne
BBIBMXa TUIe4Ya OOBIYHO clienytoiast. [IepBhIMU MOSIBIISIOT-
¢S aKTUBHBIE COKPAIIEHWS KITIOUYMIHOMN TTOPLIMT OOJIBITON
TPYIHOW MBIIIIIBI, 3aTeM — TPYAMHO-pedepHoit. Crnemyro-
MMM BOCCTAaHOBMBIIMMHU (DYHKILMIO OyayT OoOJblIast
Kpymiasi 1 HagocTHas Mblibl. ITosxe (depe3 3—4 mec
ocJjIe TTOBPEXICHMS ) aKTUBU3UPYIOTCS IBYTJIaBast MbIIII-
11a TJieya M TOJOCTHAsT MBIIIIA. B HEKOTOPBIX Cirydasx
IOCJIEIHSISI BOCCTAHABIMBAETCS MEJIEHHEe, TaK KaK HaJl-
JIOITATOYHBII HEPB MOXKET OBITh TOIMOJIHUTEIBHO CAaBICH
WX TOBPEXACH Ha YPOBHE OCTU JIONIATKM, KOTOPYIO OH
TepeceKaeT, TPoXo/Is B TOMOCTHYIO sSIMKY. Eciu BocctaHo-
BUJIACh (PYHKIIMS MBIIIIL, MHHEPBUPYEMbIX BEPXHUM CTBO-
JIOM CIUIETeHUsI, @ HAAOCTHOM U ITOAOCTHOM MBIIIIIL — HET,
clieAyeT 3aIlofo3pUTh ITOBPEXIEHUE HaII0MaTOYHOIO
HepBa KpaeM BBIPE3KM JIOTIaTKW WJIM COIYTCTBYIOIIIEE
MOBPEXKICHNE POTALIMOHHONM MaHXKETHI TIjIeya.

IIpu II1 crenenu noBpexaeHus no Sunderland Boccra-
HOBJIEHUE (DYHKIIUU 3aTHEN MOPLIMU JETBTOBUIHON MbIIII-
116l MOXET IMPOM30UTH MeXy 3-M 1 9-M MecsiiieM. OmHaKo
OTCpOUKa orepanuu 10 7—9-1o MecsIlieB MOXET MPUBECTU
K YaCTUYHOI WJIY TOJTHOM AeTeHepaliii MBIIIIEYHBIX BOJIO-
KOH, YTO CYIIIECTBEHHO CHU3UT 3 (PEKTUBHOCTD XUPYPIH-
yeckoro yiedeHust [1C. OcobeHHO 3TO KacaeTrcsl CiiydaeB
TMOBPEXIEHUI ¢ BoBJieueHreM HuxHero ctBosia [1C, dop-
mupyromnx ero C8 u T1 crnMHaIbHBIX HEPBOB (Mapajiuy
JexepuH—KitoMnke WM TOTalbHBIM Mapainy), Koraa
oreparvsi, BBITOJTHEHHAsI yepe3 6 Mec, TaeT clabyro HaaeK-
Iy Ha YOOBJICTBOPUTEIBHOE BOCCTAHOBJICHHE (DYHKIIUMN
MBIIILI TIPEIIICYbsI, a CJASIOBATEeIbHO, U IPOCTHIX BUIOB
3axBaTa KUCTHU. Jlydlero pesyjiabraTa MOXHO TOCTUYb,
npeanpuHsB pekoHcTpykimio [1C B cpoku 3—4 mec mocie
noBpexaeHus. [1py BoBIeUeHNN TOJIBKO BEPXHETO CTBOJIA
u cpeaHero (C5, C6 u C7) oneparust MOXeT ObITh a(dek-
TUBHOI, AaXKe ecJM OHa BblMoJHeHa 4epe3 11—12 Mmec,
0COOEHHO TIpH YCIOBUU MPEAOTepalliOHHOM U TTOC/IeoTIe-
PALIMOHHOM 3JICKTPOCTUMYJISILINY MAPaTM30BaHHBIX MBIIIIII.
BropuuHble Xypypruyeckue npoLeaypbl Ha MBIIILAX, CY-
XOXUJIMSIX, CyCTaBaxX, KOCTSIX MOIYT ObITb 3(D(EeKTHUBHbI
CITyCTST HECKOJIBKO JIET TI0CJIe TIOBPEXKIEHMS TTPY HATMYWU
JIOCTaTOYHOTO 00beMa MACCUBHBIX IBVDKEHUH B CyCTaBax.

Xupypruyeckoe neyexue noppemaexui Nc

DBOMIOLMSA XUPYPTUUECKUX TIPOLEAYP B JICUCHUM
6osbHBIX ¢ TpaBMaTuueckumu [MITC npornuia myTs oT am-
MyTaluK TOCTPaAaBIleli KOHEYHOCTH IO CIIOXKHBIX MUK~
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POXUPYPIUUECKUX PEKOHCTPYKIMiA. Omnepaiu, BbITOJ-
Hssembie Tipu I1I1C, MOXHO pa3meauTh Ha 2 TPYIIIBL
1) BoccTaHOBIEHME CTPYKTYyp moBpexaeHHoro INC wiu
TePBUYHBIC PEKOHCTPYKIIMHU; 2) oIlepallii Ha CyXOXKUJIb-
HO-MBIIIIEYHOM arlrnapare, KOCTSIX M CycTaBaX, BBITTOJTHSI -
eMble B Mo3nHue cpoku Tipu mnocienctsusx [T1C unu
BTOPUYHBIE PEKOHCTPYKIIMU Ha BEpXHE KOHEUHOCTH.

Onepayuu Ha NG

B namem nientpe B nepuon ¢ 2004 mo 2012 1. pekoHc-
Tpykuuu I1C BeinonaHeHs! 124 nauueHTtam. He o6cyxkmas
JIeTajeil Xupypruyeckoi TeXHUKM, OCTAHOBUMCSI Ha OITU -
CaHUW OCHOBHBIX XMPYPTUUECKUX TTPOILIEAYD, UCITOTb3Yye-
MbIX TIpu oneparusx Ha [1C.

Heepoauz — ocBOOOXIEHNE HEPBHBIX CTPYKTYp OT
pyouosB. I[Ipu Hapy>kHOM HeBpoJM3e pyOLI0Basl TKaHb 1C-
CeKaeTCsl KaK CHapy>ku HEpBOB, TaK U BHYTPU JIEMEHTOB
[1C. PyO110BbIi1 poliecc BHYTPU CTBOJIOB U ITyYKOB BbI-
3bIBACTCSI Pa3PhIBOM X 000JIOUEK 1 COCYIOB ¢ 00pa3oBa-
HUEM BHYTPUCTBOJIbHBIX FeMaToM. BHyTpeHHUI1 HEBpoIU3
COCTOMUT U3 CJIEAYIOLIMX 3TAIOB: MPOIOJbHON SITMHEBPU-
OTOMUU, SITUHEBPUIKTOMUM U OCBOOOXKICHUS MTyIKOB OT
cHaBIMBaIOLIMX pyouos [1]. BHyTpeHHUIT HEBPOJIU3 SIBJISI-
eTCsl CJ0XKHOU MpoLeaypoi, KOTOPYI0 HEOOXOIUMO BbI-
MOJIHSITh TOJILKO C MCIOJIb30BaHUEM MUKPOXUPYPTHYEC-
Kot TexHuku. CiemyeT TOMHUTD, YTO PaCIpOCTPAHEHHBIN
BHYTPEHHUII HEBPOJIM3 MOXKET IMPUBECTU K HAPYIICHUIO
KPOBOCHA0XXEHUST HEPBHOTO CTBOJIA U TTOBPEXKIECHUIO (DYHK-
LIMOHUPYIOLIMX TPOBOJHUKOB, MEPEXOISIIMX OT ITyyKa
K TIy4YKYy, KOJIMYECTBO M COCTAaB KOTOPHIX HA MPOTSKEHUN
[1C cymectBeHHO MeHseTcsl. BeIOop Buma u ooObema He-
BpOJIM3a OMpeaessieTcsl ONbITOM Xupypra. HeBpoius kak
camocTosTenbHasd npouenypa akcriepramu B ITI1C npen-
TIPUHUMAETCS KpaifHe peiKo, TaK KaK HaJTnIure TToKa3aHui
K OIlepaly YKe TOBOPUT O TSKECTU MOBPEKACHMS, TPE-
Oyrolllero pagukajabHbIX TexHUK [2]. HeBpoanus moxer
OBITh BBHIMOJHEH KaK KOMIIOHEHT 0oJjiee cepbe3HOU pe-
koHctpykimu [1C. K coxxanennto, K Ham He peaKo odpa-
IIAOTCSA MALUMEHTHI C TsKeAbIMU ToBpexneHusiMu I1C,
paHee OABEPrHYThIC ONIepaTUBHOMY JICUEHUIO, BO BpeMsl
KOTOPOI'O XMPYPIry HEONpaBAaHHO OIPaHUYUBAIUCH TOJIb-
KO HEBPOJIM30M.

1llog 31emenmoe naeue6o2o cniemeHus «KoHely-6-Ko-
Heu» MOXKET ObITh BBIIIOJIHEH TOJIBKO B «CBEXKUX» CIydasix
OTKPBITBIX ITOBPEXIECHUM, COMPOBOXKIAOIINXCS POBHBIM
Tepece4yeHEeM HEPBOB C XOPOIIEH TTePCIEKTUBOM TIaIKO-
ro 3aKuBieHUs paHbl. [1I0B BBIMOTHSETCS PU IEPBUYHON
XUPYPruyeckoil o0paboTKe paHbl UJIM B OTCPOYCHHOM
nopsake. Ciaeayer OTMETUTh, YTO AUACTa3 MEXIY OTpe3-
KaMM TTOBPEKI€HHOTO HEPBHOTO CTBOJIA MOXKET C(hopMu-
poBaThCs yXe uepes3 2 HeJl Mocie POBHOTO €ro rnepeceye-
HUSI OCTPBIM MPEIMETOM.

S. Sunderland [3, 4] B cBoeM KJIaCCUYECKOM PYKOBOJC-
TBe «Nerves and nerve injuries» (1978) mumrer: «Hatske-
HUE IO JIMHUM 1Ba — TJaBHAasl TPUYMHA Heyaad Tpu
BOCCTaHOBJICHUU HEPBOB». DTO OTHOCUTCSI 1 K IMIOBpPEXKIe-

Puc. 1. Aymonepesnvie mpancnaanmamor (6envie cmpeaku), pacnoniodicet-
Hote medcdy kyaomamu C5, C7u eemeamu IIC. Kyaoms C6 He ucnoavzoéana
8610y OMpblBa

HusM [1C. [IpenenbHO TOMYCTUMBIM CUMTAETCST HATSIKE -
HHeE, IIPY KOTOPOM OTPE3KU HepBa yIaeTCs COMTOCTABUTH
JIBYMSI OMHOMOMEHTHO 3aBsi3bIBaeMbIMU HUTSIMU 8—0. Bo
Bcex cayydasx 3akpbIThiX TTTTC ngedext HepBa, oOpa3ylo-
LIMIACS MOCJIe UCCEYEHMST BHYTPUCTBOJIBLHOM HEBPOMBI, HE
TI03BOJISIET BHITTOJTHUTH IITOB 0€3 HATSKCHMS 1 TSI BOCCTA-
HOBJICHUSI HEpBa MOXKET OBITh BBIITOJIHEHA €ro IUIaCTUKa
ayTOHEPBHBIMU TpaHCIIaHTaTaMu |5, 6]. [TocieaHue Mo-
TYT ObITb HEKPOBOCHAOXaeMbIMU U KPOBOCHA0KAEMbIMU.
HexpoBocHaOxxaeMble TpaHCIUIAHTATHl (POPMUPYIOT W3
MKPOHOXHOTO M CKPBITOrO HepBa Oeapa, MeauabHBIX
KOXXHBIX HEPBOB ILJIeYya W TMpeArieybs, JaTepaJbHOIO
KOXHOTO HepBa Mpearuieubs, MIOBEPXHOCTHOIO JIy4€BOTO
HepBa [7]. JInvHa TOHKOTO TpaHCIUIaHTaTa He BIMSIET Ha
ero peBacKyJIsSIpU3aliio, TaK KaK COOTHOIIEHHE 00bheMa
repecakeHHbIX HEPBOB U ILTOIIAAN UX TIOBEPXHOCTU OCTa-
ercd npexxHuM. OmHUM U3 YCIOBUM TMIACTUKU TaKUMU
TpaHCTUTAaHTaTaMU SIBJISIETCSI XOpoIlllee KPOBOCHAOXKEHME
OKPY:KAIOIINX TKAaHEH U TIIATeIbHOE yIaJeHUE TTapaHeB-
pajbHBIX TKaHeil caMUX TpPaHCIUIAHTAaTOB, TaK KakK OT
9TOr0 3aBUCUT MX PEBACKYJSIpU3alLMsl, MPOUCXOASIIAs
B IICPBBIC THU TTOCJIC OTIepalliH.

Ecnu B o61acTu ryiacTMKu HEpBa UMEETCST BhIPAXKEeH-
HbII pyOLIOBBII ITPOLIECC, MOXET HACTYIIUTh HEKPO3 1IeH-
TpaJibHOM YaCTHU TpaHCIUIaHTaTa. B aToli cutyauuu npea-
MOYTEHNWE CJIeAyeT OTaaBaThb KpPOBOCHAOXaeMbIM
ayToTpaHCIIaHTaTaM. B KauecTBe KpoBOCHAOXaeMbIX ay-
TOTPAHCIUIAHTAaTOB MOTYT OBITh UCITOJb30BaHbl NUKPOHOXK-
HbII HEPB Ha BETBSIX MOJKOJEHHBIX COCYI0B, TOBEPXHOC-
THas BETBb JIYYEBOTO HEpBa Ha JIy4eBBIX cocynax. [Ipm
[IITC MbI ucTionb3yeM TOJIBKO OJVH BUJ KPOBOCHAOXKae-
MOTO TpaHCILJIaHTaTa — JIOKTeBOI HEPB CO CTOPOHBI TTOB-
PEXIEHMsI, KOTOPbII MPpY TOTaTbHBIX MOBpexkaeHUsIX T1C
¢ oTpeiBOM KopemkoB C8 1 Th1 cTaHOBUTCS CBOOOTHBIM
TUIACTUYECKMM MaTepuaaoM MU3-3a O0ecrnepcreKTUBHOCTU
BOCCTAHOBJICHUSI (bYHKIIMU MHHEPBUPYEMBIX UM COOC-
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TBEHHBIX MBI KUCTU. JIOKTEBOI HEPB MOXET OBITh B3SIT
KaK OCTPOBKOBBI MJIM KaK CBOOOIHBIN JIOCKYT Ha OJHOM
U3 BO3MOXKHBIX COCYIUCTHIX HOXEK, 00pa30BaHHBIX BET-
BSIMU TIJICYEBBIX COCYIOB, OTXOMSIIMMM B CpeAHEN Wiu
BepxHeil TpeTu 1ieva. [lmacTuka HepBOB BBITOJIHSIETCS
TOJIBKO C UCITOIb30BaHNEM MUKPOXUPYPTUIECKON TEXHU -
ku. TpaHCIIJIaHTaThl BIIMBAIOT MEXIY OTAEIbHBIMU ITy4-
KaMy WM TpyIIaMu My4YKOB HEpBa aTpaBMaTUYECKUMU
WUIJIAMU C TIOJIMIIPOIIMIIEHOBOU WMJIM HEMJIOHOBOW HUTHIO
9-0 umu 10 —0 (puc. 1). OOBIYHO HAKJIAABIBACTCS 110 3—4
11IBa C KaXKI0M CTOPOHBI TPAHCIIJIAHTATa B 3aBUCUMOCTH OT
ero nuamMeTpa. Bo BpeMst MEXITy4YKOBOM MIACTUKU KPYII-
HBIX HEPBOB MHOXECTBEHHBIMU ayTOTpaHCIUIAaHTaTaMU
JUTS TIOBBIIIIEHWST TOYHOCTHY COTIOCTABJICHUST ITyYKOB U yBe-
JIMYEHUST CKOPOCTU CaMOI IPOLIeAYypPhl Mbl MCIOJb3yeM
OMOJOTMYECKUN KITCHA.

Ilepemewenue nepeos (ITH). CyThb 3TOI TEXHUKU CO-
CTOUT B CIIMBAaHWU LIEHTPAJTBbHOTO OTpe3Ka JOHOPCKOTO
HepBa ¢ nepudepuyeckuM OTPE3KOM ITOBPEKICHHOTIO.
OHa 1IMPOKO KCIOJb3YETCS MPU OTPhIBAX KOPEIIKOB OT
CIMHHOro Mo3ra. B ciyyasXx MHOXECTBEHHBIX OTPBIBOB
CITMHHOMO3TOBBIX HEPBOB C TOTAJIBHBIM TApaJIMuOM KO-
HeyHoct [TH sBisieTcs enmMHCTBEHHOM ajabTepHATUBOM
amnytaiu. OHO CTaja0 0OCOOEHHO MOITYJISIPHO B MOCTIEA-
HUE TOMIbl U CYILIECTBEHHO YIy4IlIMIa PE3YJIbTaThl XUPYPIU-
yeckoro jeaeHust [TT1C. UHTepeceH ToT ¢hakT, 4To JaHHast
TeXHUKa OblIa pa3paboTaHa B IEPBOIi MOJIOBUHE MTPOIILIOTO
BeKa MPM YJ4aCTUM BBIIAIOILIETOCS OTEYECTBEHHOIO Heii-
poxupypra A.C. JIypbe, KOTOPBIil HE TOJBKO IPEITOXKUI
KOHKpeTHEBIe crmoco0s! [TH, Ho, 4TO OoMee BaxkHO, cpop-
MyJIMPOBaJ KOHIIEMIMIO ucronab3oBanus [1H nucranbpHee
30HbI oBpexneHus [8]. OH Ha3Bajl 3TY TEXHUKY «HEBPO-
TH3aLMs». B 1uTeparype 3TOT TepMUH HEPEIKO UCIIOJb-
3yercs Kak cuHoHuM [TH. HeBpoTusanmst aBuraTeIbHbIX
BeTBeil [1C B HemocpeACTBEHHOM OJIM30CTH OT Mapau30-
BaHHOI MBIIIILIBI MO3BOJISIET 3(P(PEKTUBHO MCIOIb30BATh
CPaBHMUTEJILHO HEOOJIBIIOE YMCIO AJOHOPCKUX aKCOHOB,
COKpalaeT BpeMsi OT MOMEHTA OTlepallii 10 peMHHEepBa-
LMK MBIIIILBL ¢ 8—18 10 2—6 Mec, mpenoTBpalas ux aere-
Hepaluoo. DTO paclIMpsieT MoKa3aHMsl K AUCTaJIbHBIM
nepemenieHnsIM HepBoB pu TTT1C 6e3 oTpbIBa KOPEIIIKOB,
Koraa pekoHcTpykuus [1C BbImosHsieTcs: cryctst 6 u 6osiee
MECSIIIEB ITOCJIe TPaBMHI (puC. 2).

[Tocie perHHEepBaLlMK MBIIIIL aKCOHAMU HOBOTO J10-
HOPCKOI'O HEpBa BBIIOJHEHUE aKTUBHBIX KOHTPOJIUPYE-
MbIX NIBMXKEHUU TpeOyeT oOydeHHs MalMeHTa HOBOMY
JIBUTATEILHOMY CTepeoTury. B KauecTBe TOHOPCKUX MC-
MOJIB3YIOTCSI MexXpedepHble (puc. 3), 100aBOYHBIN, aAUa-
dparManabHbIi HEPBbI U BETBU IIEHHOIO CIUIETEHUS CO
CTOPOHBI TOBPEXICHUS, JaTepajlbHbI TPyAHOU M 7-1
CIIMHHOMO3TOBOM HEPBBI C MIPOTHUBOIIOJIOXHOMN TTOBPEX-
JICHUI0 CTOpOHHBI. [lepemellieHrsT MOTYT BBIIOJHSTHCS
Y BHYTPY CaMOTO MOBPEXIESHHOTO IJIEYEBOTO CILIETEHUS,
OT TPOKCHUMAJIBHOTO OTpe3Ka pa3opBaHHOIO CTBOJA
K CTBOJIaM WJIM HEpBaM, 00pa30BaHHBIM OTOPBAHHBIMU
CIIMHHOMO3TOBbIMU HepBaMHu [8 —15]. I1pu 3HaUnTEeIbHOMI

YIaJICHHOCTH JIOHOPCKOTO HEepBa OT PEUITMEHTHOTO MO-
TYT OBITH MCITOJIb30BaHbI ayTOHEPBHBIC TPAHCIUIAHTATHI.
OnHako TMocieaHell CUTyallud HeOoOXOAMMO W30erath,
oTaaBas MpearnoyTeHre MPSIMOMY IITBY MEXKIy TTepeMeria-
€MBIM ¥ BOCIIPMHUMAIOIINM HEpPBaAMM.

Cmpamerus u makmuka onepauuii Ha lC

Wcnonb3oBaHue BhILIENPEACTABIEHHBIX TEXHUK T103-
BOJISIET CYIIECTBEHHO YIYUIITUTHh (PYHKIIMIO BEpXHEH KO-
HeuyHocTn naxe B ciydasx Tsokenbix [IIIC. PesynbraT
oInepaluu onpenessieTcs IJIaBHBIM 00pa3oM He YPOBHEM
BJIAACHUS CIIELIAATMCTOM TOM W MHOM TEXHUKO, a BbI-
0OpOM TIPaBUJIILHOTO COYETaHUSI 3TUX XUPYPTrUUYECKMUX
MPUEMOB. DTOT BHIOOP OCHOBBIBAETCS HA MAaKCUMAaJIbHO

Puc. 2. Onepauus Oberlin: a — npucomoeiennvie 045 MUKPOXupypeu-

Yeckoeo wiea <«KoHey-8-KoHeu» eemev MK-nepea Kk deyenasoil moluiye

(uepHas cmpenxa) u ny4ox 10Kmesoeo Hepsa (beaas cmpenka); M — cpe-

OJunnviii Heps, U — nokmesoil Heps;, 6 — w0, COCOUHANWUI HEPBbL
(uepHas cmpenka)
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Puc. 3. locmyn u moburuzayus mexcpebephvix Hepeos: a — 4 nepea 63samol

Ha cocyoucmole nemau-0epicarku (dceamoie), MOOUAUZ08AHDL U OMICEHEHbl

Ha YyposHe cpeOUHHOU KAIOYUYHOU AUHUU; 6 — MedcpebepHble Hepabl nepese-

denvl 6 noomvlieunyio oonracmo (beavie cmpeaku) u cuumol ¢ MK-nepsom
(uepHas cmpenka)

OOBEKTUBHOM OLIEHKE JIOKIM3alMu U PacIpOCTpaHEH-
HOCTH TIOBPEXICHMST, (PYHKIIMOHAITBHOTO COCTOSTHUS 3J1€-
MmeHTOB [IC. IlocienHee mocTUraeTcsl THIATEbHOM IO-
1 MHTpaoIlepallMOHHOM TrarHocTukoi. [ToaToMy Bo Bcex
cTy4yastX MePBUYHBIX PEKOHCTPYKLIMIA MBI OCYIIECTBIISIEM
JIOCTYN K HaIKITIOUMIHOMY OTHEINY, TAe Jalle BCeTo 1 JIo-
KaJM30BaHO MoBpexaeHue. B 6oablnHCTBE cyvaeB 10-
CTYI OCYILECTBIISETCS U K MOIKITIOUNIHOMY oTaeny. [1pa-
BWJIBHBII TIPOTHO3 BOCCTAHOBJIEHUS (DYHKIIMUY OTHACITHHBIX
MBI WJIW UX TPYIIIT TaeT BO3MOKHOCTL HanboJIee parn-
OHAJIBHOTO MCITOJb30BaHUS MMEIOLIMXCS MCTOUYHUKOB
AKCOHOB, OY/Ib TO KYJIBTU CITMHAJIbHBIX HEPBOB MJIM JJOHOP-
CKHe HepBbl. MBI TIpeCTaBUM HaIlly TAKTUKY W TTOIXOIBI
B 3aBUCHMOCTHU OT xapakTepa I1I1C, BpeMeHHU, mpoImea-
IIIETO MOCJIe TPABMBbI, I CTCIIEHN BTOPUIHBIX U3MEHEHUIA,
TaKHX KaK KOHTPAKTYPhI CYCTABOB U JIeTeHepaLlsl MbILIILI.
Hauwnnas ¢ 2004 1. Mbl He BBITTOJIHSIEM MOJHbIE «@HATOMM -
YeCKMe» PEKOHCTPYKLMHU, TIPU KOTOPBIX ayTOHEpPBHBIC
TpaHCIUIAHTAThI PACIIOJIaraloTCs TOYHO Ha MecTe nedeKTa
HepBa Iocjie cceueHus: pyolia. Mbl pacrojaraeM ayTo-

TpaHCIUTAHTATBI MEXKITY ITPOKCUMATEHBIMU KYJTBTSIMU CITH -
HaJIbHBIX HEPBOB, TIepeMeIIaeMbIMU JOHOPCKMU HepBa-
MU, U TIPOKCUMAJbHBIMM OTIAEJIaMU HEPBOB, KOTOpHIE
oIpeeeHbl KaK IJTaBHbIC LIeJIH 1S PEKOHCTPYKIIUMU.

C5, G6 unu sepxuuii cmson IC

IIpu TpakLIMOHHOM MeXaHM3Me MOBpEXIeHUE BepX-
Hero ctBosa I1C, kak TipaBuJio, pacIipoCTpaHsIeTCs TPOK-
CUMAJIBHEC OTXOXIACHMA HAAJIOIMaTOYHOI'0 HEPBA. HaI[OCT-
Has MBIIIIA — I'JITaBHAs B O6eCHe‘IeHI/II/I OTBCIOCHUS 11J1I€4a.
IlomocTHast MbIIIIa OTBEYaeT 3a HAPYXKHYIO POTalIUIo.
I[CJ'ILTOBI/I,Z[HaH MBIIIIA TakKXKE IapajJru3oBaHa IIpU 3TOM
BapMaHTC MMOBPCXKICHUMA. ]/ISOI[I/IpOBaHHHﬁ napajiny ae-
HbTOBHHHOﬁ MbIIIIbBI HE IMPUBOAUT K CYIICCTBCHHOMY
OI'paHNYCHUIO 061>eMa AKTUBHBIX ﬂ,BI/DKCHI/IfI B IIJICYEBOM
CyCTaBc€. HapaJ'II/I3OBaHLI JABYyrjaBad U 1ji€deBasd MbIIIIbI,
ITIO3TOMY OTCYTCTBYCT aKTUBHOC crubanue B JokTe. [lie-

.
L] i
H.B.C nw.r-|~.|.|.l}f

’

-
Puc. 4. Kiunuueckoe nabnwodenue 1: a — nayuenm c nospexcoenuem Haono-
namoutoeo nepsa (SS) ecredcmaeue HoJCe8020 panenus wieu 00 Onepayul;
0 — ¢hpaemernm onepauuu, npogedenroil uepes 14 ouelii: eepxuuii cmeon I1C
(UT), npoxcumanvhviit (SS procs) u oucmanvnviit (SS dist) ompesxu nepsa;

8, 2 — NAYUEHM ¢ NOAHOCHbIO BOCCMAHOBAEHHOU yHKYUell yepe3 1 200 nocae
HAN0JCEHUS WA Hepea
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YyeTydeBast MBIIIIIIA ¥ MBIIIIIBI TIepeTHEl TPYIITHI ITPeIInie-
Ybsl TOJILKO Y HEMHOTHUX IMALMEHTOB CIIOCOOHBI obecre-
YUTh CTUOAHUE B JIOKTE ¢ cujioii M3.

Takum 06pa3oM, IJIaBHBIE LIEIM PEKOHCTPYKIIMH B TTO-
psIIKe BaXKHOCTU MOXKHO PacCITOJIOXUTh CIIETYIOIMNM 00-
paszowm:

 nBUTaTenbHas nopuuss MK-HepBa uiamM ero BeTBU
K JIBYIJIABOM U IIJICUEBOI MBIIIIIAM, HAIJIOIIATOYHBI HEPB.
* TIOAMBITIICYHBII HEPB.

B ciyuae amexkBaTHOTO COKpalleHUsT POMOOBUIHBIX
MBIIIIL B OTBET Ha MPSIMYIO JIEKTPOCTUMYJISILINIO OTXOISIIIE-
ro oT C5 THUILHOTO JIONATOYHOI0 HepBa M IIepeIHei 3youa-
TOW MBIIIIIBI B OTBET Ha CTUMYJISILIMIO BeTBU C6 K JUTMHHOMY
IPyIHOMY HepBY, Hammuust B cpese C5 u C6 nociie ucceueHust
HEBPOMBI XOPOILIE BHYTPUCTBOJIBHOM CTPYKTYPHI, MBI JcJIa-
€M BBIBOJ 00 MX MPUTOTHOCTH JJIsI peKOHCTpyKLmK. Har
IJIaH 15T JAHHOTO TIOBPEXKACHMS OYIIET CJICTYIOIIIM:

1. OnuH ayTOHEPBHBINM TPaHCIIIAHTAT MEXITY KyJIbTei
C5 1 HaTOMMaTOUHBIM HEPBOM.

2. YeTbIpe ayTOHEPBHBIX TPaHCIIAHTATa MEXIY KYJIb-
teit C5 u/wmm C6 (ToT, uTO Jyuliero kadecrsa) u MK-
HEPBOM WJI COOTBETCTBYIOIIIMM CETMEHTOM JIaTepaTbHO-
ro myuka I1C.

3. Tpu ayTOHEPBHBIX TPAaHCIUIAHTaTa MEXIY KyJIbTeil
C5 win C6 (TOT, 4TO OCTaNIC MMOCe peKOHCTpYKLInu MK-
HEepBa) U IMMOAMBIIICUHBIM HEPBOM.

[Ipu HeHagexHbIX KybTsIx CS5, C6 win NoATBEPKIEH-
HOM OTPBIBE OIHOTO M3 HUX IUIAH ObLI ObI CJICAYIOIIMM:

1. IlepemeleHre BETBU JOOABOYHOTO HEpBa Ha Hal-
JIOTIATOYHBIN € TIPSIMBIM WX IITBOM.

2. TlepemMeliieHue OHOTO BHYTPUCTBOJIBHOTO Iy4yKa
JIOKTEeBOTro HepBa Ha BeTKy MK -HepBa K ABYIJIaBOIA MBbIIII-
e (oneparnus Oberlin), B HEKOTOPBIX CAyYassX TOMOJTHU-
TEJIbHOE TIEpEMEIIeHNE TTy9YKa CPENMHHOTO HepBa Ha BETBb
MK-HepBa K m1e4eBoii MbILILE (ABOIHAs HEBPOTU3ALIUS
o Oberlin).

3. Tpu ayTOHEPBHBIX TPaHCIUIAHTaTa MEXIY KyJIbTeil
C5/C6 u moaMmbIlIedHbIM HepBoM. B ciyuae otpeiBa C5
u C6 6e3 nmoBpexaeHust C7 — nepemMenieHue BETBU Jiyde-
BOI'O HepBa K JJIMHHOM T'OJOBKE TPEXIIABOM MBIIIIIILI Ha
BETBb ITOAMBIIIIEYHOTO HEPBA K JICJIBTOBUIHON MBIIIIIIE.

€5, C6, C7 unu BepxHuil u cpepxuil cmaonbl NG

[To npuuMHe NOBPEXICHMS CPETHEro CTBOJIA TPeXIia-
Basl MbIIILIA, pa3rudaTed KUCTU 1 NajblieB OKa3bIBAIOTCS
mapann30BaHHBIMU. [TogBIgeTCS elne oqHa eb IS pe-
KOHCTPYKILIMU — JIydeBoit HepB. [Tocaenamii mpu MHOXeC-
TBEHHBIX OTPbhIBaX U Ie(ULUTE JOHOPCKUX aKCOHOB MO-
KET BBITECHUTh M3 paHee COCTaBJIECHHOIO ILIaHa
TTOIMBIIIICUHBII HEPB, KOTOPHIN HE SIBIISIETCS OIPEICIISTIO-
M 1T QYHKIIUM TUIEYeBOTO cycTaBa. Hepemko mpu
JIAaHHOM BapuaHTe MOBpexXIeHUs HIKHUM cTBoJI (C8, T1)
TOXE CTpajgaeT, XOTb U B MEHbIIEH CTEMEeHU, MO3TOMY
cHITa cruoartesieil KUCTH U TTaJTbIIEB MOXKET OBITh CHIDKEHA.
CremyeT yUMTHIBAaTh, YTO B OyAyIIEM MOXET BOSHUKHYTh
HE0OXOIMMOCTD MepeMeIIeHUS CYXOXUIUN 1151 pa3ruoa-

HUSI KMCTM M mnanbleB. Eciau cuna crubateneil Kuctu
cHuxeHa 1o M3 unu M4 u ipu uronwuaroit DMT okre-
BOTO U JTy4EBOTrO crudaresieil 3amsicThsl UMEIOTCS ITPU3HA-
KM TIPOAOJIKAIOIIMXCST MJIM 3aBEPILIMBILIMXCS T€HEpBaLIM-
OHHO-PEMHHEPBAIIMOHHBIX TIPOIIECCOB (CITOHTAaHHAs
aKTMBHOCTb, YKPYITHEHUE OBUTATCIbHBIX CIMHUII), WC-
MOJIb30BAaHUE YACTU JOKTEBOIO MU CPEAMHHOIO HEPBOB
JIJISI HEBPOTU3ALIMK ABYIJIABOM MBIIILIBI MOXKET CYIIECT-
BEHHO OCJIA0WTH CTMOATEeIM KUCTU M TAJIbLEB, KPYIJIbIiA
mpoHartop. B 3T0i1 cutyaniuu npearnoyTeHrne MoXeT ObITh
OTAAHO MepeMellIeHUI0 MeIUaIbHOTO TPYAHOIO HEpBa Ha
MK-HepB, Ipu KOTOPOM OCIa0AsIETCS TOABKO OOJIbIlast
rpyaHas Mbia. [pu noppexnaenuu C5, C6 u C5—C7 Ha
BBIOOpP BapuaHTa PEKOHCTPYKIIUM CYIIECTBEHHO BIUSIOT
BpeMs, TIpOLIEeIIIee ITOC/Ie TPaBMbI (IIepUOI JeHepBaLlU
MBILILL), U Bo3pacT nauueHTa. [Ipu cpoke 8—12 mec nmocie
TPaBMBbI, a TAKXKE Y MOXUIbIX MALIMEHTOB MPEANOYTCHUE
cJIeyeT OTAaTh MePeMEIEHUSIM HEPBOB, BBITIOJHSIEMBIM

Puc. 5. Knunuueckoe nabarodenue 2: a — nayuenm ¢ nogpexcoenuem C5 (om-

puig), C 6 (paspwig) 0o onepayuil; 6 — cxema onepayuu: nepemeujeHue gemeu

dobasouroeo Hepsa (XI) Ha Hadronamounblil (SS), ny4ouka 10Kmeeoeo He-

pea (Ulnar) na éemeév MK-nepsa (MC) k dsyenasoii mviuiye, 2 aymompan-

cnaanmama mexcdy C6 u noomoiuteunvim Hepeom (Axillar); 6, e — nauuenm
uepe3 3 2o0a nociae onepayuu, yHKUUs 60cCMaH061EHA
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Puc. 6. Kwunuueckoe nabniodenue 3: a — nayuenmra 0o onepayuii; 6 — cxe-
Ma onepauuu: nepemeueHue 0o6asourozo Hepea (CNXI) na Hadronamoumblii
(SS), mpex memxncpebepnvix nepeoe (T4—6) na MK-neps, aymonepsnas naac-
muxka mexcdy kynsmeil C5 u 3a0num nyuxom (PC) I1C, kyavmeit C6 u aame-
PANbHOU HOMCKOU cpedurHoeo Hepea (Med); 6, e, 0 — nayuenmka uepes 2 2oda
nocie onepayuu, 80CCaHo8AeH y0061emeopumensHbiii 006em aKmusHo2o om-
6€0eHUS. U HAPYICHOU POMALUU Nieua, c2Ubanusl 6 N0KMEeSOM Cycmage

B HEMOCPEACTBEHHOM OJIM30CTH OT LIEJIEBBIX MBIIIILI, TTOCIIE
KOTOPbIX TPEOYETCs CYIIECTBEHHO MEHbI1IE BpDEMEHHU Ha PEUH-
Hepsauuio. cnonb3oBanue [mHHBIX (10—15 cM) ayToHepB-
HBIX TPAHCILIAHTATOB, TIPOBEAECHHBIX OT KYJIBTEl CITMHATbHBIX
HEPBOB MO KJIIOUMIIEH, MPENoYTUTETbHEE Y MOJIONBIX Malu-
€HTOB C [EPUOJIOM JICHEpBAIIMK He Oosiee 7 Mec.

C8-T1 unu HuxHuii cmeon NC

ITpu 5TOM OTHOCUTEIBLHO PEIKOM BapUaHTE MOBPEXK-
JIEHUsI OKa3BIBAIOTCSI TTapaJIM30BaHHBIMU BCE CTHUOATEIIN
MMaJIbLIeB, KOPOTKME MBIIIILI KUCTH, CTAHOBSTCS HEBO3-
MOXKHBIMM BC€ BUIbI 3aXBaTa KUCTU. OTCYTCTBYET YYBCTBU-
TEJbHOCTb Ha JIAMOHHOM MOBepXHOCTU nanbleB. [Tpu or-
CYTCTBMM OTPBIBOB OT CITMHHOTO MO3Tra BOCCTAaHOBJICHHE
YYBCTBUTEILHOCTU KUCTU — 3TO €AMHCTBEHHOE, UYTO MOXKET
JIaTh PEKOHCTPYKIIMSI, BBIMOJHEHHAsI HEMOCPeACTBEHHO

B 30He ToBpexaeHns Ha camoMm I1C (HIDKHEM CTBOIE).
BoccraHoBneHne hyHKIMHM criubaTesieii maableB BO3MOXKHO
TOJIBKO 3a CUET MepeMellleHs] HSPBOB Ha YPOBHE HIKHEN
TPETH TIIeYa WIK JIOKTEBOTO cycTaBa. 13 HeGOoIbIIIOro KO-
JIMYECTBA MMEIOIIIMXCSI METOAMK MBI BEIOMpaeM TiepeMertie-
Hue BeTBU MK K 11eueBoit Mbiliille Ha BHYTPHUCTBOJIbHBIN
My4OK CPEAMHHOTO HepBa, COAePXKAIIINiA aKCOHBI K Cruda-
TeJISIM TajibleB. Mbl He UCIOJIb3yeM BETBUY JTy4EeBOTO HepBa
K pa3rudaresisiM KUCTU M TIJIeUETy4eBOM MBIIIIIIE, TaK KaK
9TU MBIIIIIBI OY€Hb BaXKHBI [JIs BOCCTAHOBJICHHUS 3aXBaTa
KHUCTU TOCPEACTBOM BTOPUYHBIX PEKOHCTPYyKLIMii. bosee
TOTO, 3TOT TOT CJIy4Yail, Koraa no NpuIuHe OrpaHUYeHHBIX
BO3MOXHOCTEN TEPEMELLIEHUA HEPBOB B 3TOW 30HE BTOPUY-
HbIE PEKOHCTPYKIINH SIBJISTIOTCSI OCHOBHBIMU B BOCCTAHOB-
JIeHUM (PYHKIIUM KUCTHU.

€5-T1 unu Bce cmBo/bl (MomanbHbiii napanuy)

B ciyuasix, Korma HEeT OTpbhIBa KOPEIITKOB OT CITMHHOTO
MO3ra, BO3MOXKHA IOJIHAsI PEKOHCTPYKLMS CIUIETCHUSI.
Ecinu umeer MecTo 00IIMPHOE MOBPEXACHUE C OTPHIBOM
HECKOJbKUX KOPEIIKOB, KaK B OOJBIIMHCTBE CJIyyaes,
HEoO0XOIMMO BBIOMpPATH JUIS BOCCTAHOBJIEHUS HauboJjee
BaXKHBIC M3 YTpaueHHBIX ABMXKCHUI M 30H MHHEpPBALUU
BEepXHE KOHEUHOCTHU. DTOT BBIOOP JOKEH ObITH pealicC-
TUYHBIM. HanmpuMep, He Hy>)KHO HalesIThCSI Ha BOCCTAHOB-
JieHue (QYHKIIMU COOCTBEHHBIX MBI KUCTU B CIIydasXx,
€CJIM OTOpBaHbI OT criuHHOTO Mo3ra C8—T1 unu paspyiue-
HbI MEIMAJIbHBIN IMy4OK, MPOKCUMAaIbHbIC OTAE/IbI CPEIH-
HOTO U JIOKTeBOro HepBOB. [10aTOMYy HaMu omnpeneaeHbl
cJienyrone MPUOPUTETH B BOCCTAHOBJIEHUN (DYHKITUU
BEPXHEN KOHEYHOCTU TMTOCPEACTBOM TTEPBUYHOU PEKOHC-
Tpykuuu I1C npu ToTaJbHOM Tapainye:

» OTBeneHYE U HapyXKHas poTallMs I1eya.

» CrubaHue B JOKTEBOM CyCTaBe.

» Pazrubanue kucTu.

* OYHKIMS JUIMHHBIX crudaTesieii IMajableB U KUCTH.

* MYHKIIMS JJIMHHBIX pa3ruodatelieil maableB U KMCTH.

CTaOWIBHOCTH TIJICUEBOTO CYCTaBa MOXKET OBITH 00ec-
reyeHa BOCCTAHOBJIEHUEM (PYHKIIMU HATOCTHOM U TTOIOC-
THOI MbIIL. [ 3TOro BBIMOJHSIETCS HEBPOTU3ALIMS
HaJIONAaTOYHOIO HepBa IMCTaJbHBIMU OTAEJaMU J00a-
BOYHOTro HepBa. OTHOBPEMEHHO MOTYT OBITh TOJyYEHBI
OTBeNeHUE U HapyxHas porauus reda. CrubaHue B JIOK-
TEBOM CYCTaBEe MOKET OBbITh TOCTUTHYTO BOCCTAHOBJICHUEM
MK HepBa iy ero HeBpoTU3alein MexXpeoepHbIMU U1
Iob6aBouyHBIM HepBOM. Ilepememienre C7 ¢ TIpOTHUBOIIO-
JIOXKHON CTOPOHBI 4epe3 KPOBOCHAOXKAEMBI JIOKTEBOM
HEPB Ha CPEIMHHBINA MOXET ObITh MCIHOJIb30BAHO TSI HE-
BPOTU3aLMU IJIMHHBIX CTUOaTeIeil majibleB.

JIJ1s1 MaliMeHTOB C OTPBIBOM OT BCEX 5 KOPEIIKOB, 00-
pasyromux [1C, Hamu BEIOMpaeTcs caemyioast TaKTUKA:

* Huyero He enarthb.

* AMnyTaiusi KOHEYHOCTH Ha YPOBHE IIEHKM Tieya.

* Mcrionb3oBaTh MHOXECTBEHHBIE TIepeMeIeHUsT He-
PBOB JUIsI BOCCTAHOBJIEHUSI OTPAHUYEHHOTO KOHTPOJISI Haf
IJICYEeBBIM CYCTaBOM M CTMOAHUSI B JOKTEBOM CYCTaBe C JI0-
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CTVDKEHMEM 3alllMTHOM 4yyBCTBUTENbHOCTU Ha I—II 1 BO3-
MoxkHO Ha 1] masbirax. B Takom cityyae KMCTh MOXKET OCTaThb-
cs1 0€3 aKTUBHBIX JIBYDKCHUIA.

Bce BO3MOXXHOCTU JOJIKHBI ObITh OOCYKIAEHBI C Mally-
€HTOM U ero poacrBeHHUKaMu. Oxkono 70 % maLuneHTOB
C MHOXECTBEHHBIMU OTPhIBAMU KOPEIIKOB, ocooeHHo C7,
C8 u T1, nmeroT BbIpaxkeHHbIN 00yieBoii cuHapoM. ITocie
PEKOHCTPYKTUBHOI oneparu Ha [1C y yacTy Takux maim-
€HTOB 00JIb CYIIIECTBEHHO PerpeccupyeT. MbI OTpeneieHHO
MPOTUB aMIIyTALII, €CJIM YUECTh XOPOLIYIO IIEPCIEKTUBY
JOCTVKEHMSI KOHTPOJISL Hall KOHEYHOCTBIO ITyTEM BOCCTa-
HOBJICHUSI OTBEICHMS IJIeUa U CruOaHus B TokTte. [larmeHT
JIOJDKEH peabHO OLIEHMBATH BO3MOXKHOCTH XMPYPTUIeCKO-
ro JIeYeHUsI, y4aCTBOBaTh B COLIMAILHOM peabMIUTALIUM.
Bo Bcex ciyuasix IIT1C Gounpliioe 3HaUYeHUE UMEET TICUX0-
JIOTHYECKasl MOAAEPKKa CEMbH TTalIeHTA.

Kaunuuecxue nabarodenus. Ipumep I111C npusodumcs Ha
puc. 4. Knunuueckoe Habaroderue 1: nauuenm A., 30.1em, 6 pe-
3yAbmame HOXHCe8020 PAHEHUst 00AAcmU el NOAYUUA OMKPbl-
moe II1IC ¢ nepeceuenuem nadronamouroeo Hepaa.

Knaunuueckoe naoarodenue 2 (cm. puc. 5): nayuenm b.,
ronoua, 16 aem, noayuun mpaxuyuonuoe IIIC cnpasa npu

nadenuu ¢ momouyuxaa. Kiunuueckas kapmuua napasuya
Apba (puc. S5a). IIpedonepayuonroe obcredosanie yKkaszvleano
Ha ompble kKopeukos C5 om cnunnoeo mosea, pazpuie C6. Ila-
yueHm onepuposan uepes 5 mec nociae mpasmol. Jluaenos noo-
meepicoer UHmMpaonepayuoHHo. Buinoaneno nepemewjerue
semeu dobasounoeo Hepea (XI) Ha HadronamouHmblil, ny4ouka
A0Kmesoeo Hepsa Ha eemeb MK-Hepsa Kk deyenasoii mbiuiye.
Buwumor 2 aymompancnaanmama oaunoii 22 cm mewcdy C6
U nOOMblueUHbIM HepeoM (puc. 50). B pe3yasbmame onepayuu
¥ 6016H020 80CCMAH08AEH NOAHYIL 006eM AKMUBHbIX 08UICe-
Hull 6 naeuegom u rokmesom cycmagax. Cuna ceubanus 6 10K-
me docmuena 8 ke (puc. 58, 2).

Kaunuueckoe nabarodenue 3 (cm. puc. 6.): nauyuenmia B.,
18 nem, 6 pezyrvmame aemoasapuu NOAYHUAA MOMAAbLHOE
[ITIC. Jluaenos: paspuie C5 u C6, ompoie C7—T 1. Onepuposana
uepe3 3 mec nocae nogpejcoerus. Bvinoaneno: nepemewerue
000a604H020 HEPBA HA HAOAONAMOUHLLIL, 3 MelCpeOepHbIX He-
p6oé Ha MK-neps, aymonepsras naacmuka mexncdy Kyavmell
C5 u 3a0uum nyurom I1IC, kyavmeii C6 u namepanvHoil HONCKOLL
cpedurHoeo Hepea. Yepes 2 2o0a nocae onepayuiu 60cCMaHo61eH
Y0061emE0opUmenbHblil 006eM AKMUBHO20 OMEEOeHUs U HaPYIHC-
HOUI pomayuu nae4a, cCUbaHUs 8 10Kmegom cycmage.
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Konmaxmui: Hamanves Anexcandposrna Cynonega nasu2709@mail.ru

Hccnedosanue anmumen K enukoaunuoam nepughepueckux Hepeog cmano 0OCMynHO OAs WUPOKOU NPaKmuku 60 MHoeux eopodax Poccuu.
Ilokazanuem Kk nposedenuro OUasHOCMUHECK020 MeCcma HA onpedeneHue AHMUAHAUOSUOHBIX aHMUmen A6AsSemcs no003peHue Ha CUHOPOM
Tuiiena—bappe, cunopom Munnepa uwepa, suuegparum bBukepcmaghga, XpoHUHECKy0 80CNANUMENbHYIO OeMUCAUHUUPYIOUWYIO NOAUHEHPO-
namuio, Myabmu@oKanshyro Momophyo Hetiponamuro. [lokazanuem k onpedenenuro anmu-MAG-anmumen cayxcum natuuue y 60avHoeo IgM-
napanpomeuHemMu4eckoll NOAUHeponamuy. 3apyoexcHbiil U Ome4ecmeeHHblil Onbin noomeepicoaem HeooX00UMOCHb GKAIOMEHUS IMUX UMMYHO-
N0CUECKUX Mecno8 8 OUASHOCMUMeCKULl NPOMOKOA UCCAe008aHUsL OOAbHBIX ¢ NOOO3DEHUEM HA NepeyUCieHHble OUSUMMYHHble 3a001e6aHUs
HepEHOll CLCmeMbl.

Karoueevle caosa: anmuenuxorunuonvle aHmumena, AHMUMena K 2aH2AU03UOAM, 2aH2AUO03UObL, noAuHeliponamus, cunopom Tuiiena— bap-
pe, MyabmupOKanbHAs MOMOPHAS HElPOnamus, XpOHUYECKAs 60CNAAUMEAbHAS 0eMUCAUHUSUDYVIOUAS NOAUHCUPONAMUSL, YYE6CIMEUMENb-
Hocmb, cneyuguunocmo, npoenos, aumu-GM 1, aumu-GD la, anmu-GD 1b

Clinical and diagnostic role of autoantibodies to gangliosides of peripheral nerves: literature review and own expirience

N.A. Suponeva

Research Center of Neurology, Russian Academy of Medical Sciences, Moscow

The study of anti-glycolipid antibodies has become available to general practice in Russia. Indications for determining antibodies to gan-
gliosides are Guillain—Barré syndrome, Miller Fisher syndrome, Bickerstaff’s encephalitis, chronic inflammatory demyelinating polyneu-
ropathy, multifocal motor neuropathy. The indication for measuring anti- MAG antibodies is IgM paraprotein-associated polyneuropathy.
These immunological tests must be included in diagnostic protocols if the listed dysimmune diseases are suspected.

Key words: anti-glycolipid antibodies, antibodies to gangliosides, gangliosides, polyneuropathy, Guillain— Barré syndrome (GBS), multifo-
cal motor neuropathy (MMN), chronic inflammatory demyelinating polyneuropathy (CIDP), sensitivity, specificity, prognosis, anti-GM 1,

anti-GDIa, anti-GD 1b

Beenexue

HeiipoMMyHOIOTMS KaK OTHEIbHAs OTpacib HayKu
B TIOCJIETHYE TOMIBI Pa3BUBACTCS TOCTATOYHO aKTUBHO, B TOM
4ucye 1 B Hatlleit ctpade. OrpenesieHHbIEe YCIIeEXH B 3TOl 00-
JIaCTH y>Ke ObLTU IOCTUTHYTHI. B TiepByto ouepesib 9To KacaeT-
Cs1 OTIPEICNICHUSI CBSI3U MEXKTY aHTUTIMKOIUITAIHBIMU ayTOH-
tutenamMu 1 nonuHerponarusmu (ITHIT) [1]. UcTopust mx
n3ydeHUs HaumHaeTces ¢ 1985 1., Korma BIriepBBIe OBLTH OITHCa-
HBbI ayTOAHTUTEJIA IPOTUB MUEJTMHACCOLIMMPOBAHHOTO TITMKO-
nporernHa (MAG) U niepeKpecTHO pearupyroImx ¢ HUM IJIU-
komumaoB — SGPG (sulfated glucuronyl paragloboside)
1 SGLPG (sulfated glucuronyl lactosaminyl paragloboside) ripu
IgM-napanporennemuueckoii [THTT [2—4]. [To3nHee nmosiBu-
JIMCh ITyOIMKALMY 00 acCOLMALIMKM aHTUTAHIJIMO3UIHBIX aH-
TUTEJ1 C APYTUMU JU3UMMYHHBIMU MOJIMHEponaTusiMu [5—7].
B 3apy0exxHol TuTepaType y>Ke HaKOIUIEH JOCTaTOYHO O0JTb-
1014 OTIBIT, a 32 TTOCTIEHUE S JIET TECT-CUCTEMBI [JI5T UCCIIEI0-

BaHUSI AaHTUTTMKOJIUTTAIHBIX aHTUTEN CTAIM YKe TOCTYITHBI
u B Poccun. OnHaKo y IIpaKTUKYIOIIMX HEBPOJIOTOB ITOKa e11Ie
HET YETKOro IMOHMMAaHUsI HEOOXOMMMOCTH B HAIIpaBICHUM
MalEHTOB JIJIs1 3TOTO MCCIIEIOBAHMSI.

laneauozudor — Haubosee CI0XHAs TPYINA TJUKOC-
(UHTOIUIIMIOB, B COCTaB KOTOPBIX BXOISIT OCHOBHBIC
OJIMTOcaxapuaHble TPyNIibl U 1 Uiy 6ojiee OCTaTKOB CUa-
soBoii (N-aleTrmyiHeipaMUHOBOI) KUCIIOTHI [8] (cM. pu-
cyHOK). Homenkatypa st 0003HaYeHUST TaHTJIMO3UI0B
ob11a ipeanoxkeHa Svennerholm [7]. bByksa G o6o3Havaer
«ganglion», 0ykBbl M, D, T 1 Q (COOTBECTBEHHO MOHO-,
IIU-, TPU-, KBaJIpU-) — KOJIMIECTBO OCTATKOB CHAJIOBOM
KUCJOThI. Apabckue 1udpbl U MaJeHbKHE JTaTUHCKUE
OYKBbI O3HAYAIOT ITOPSIIOK MUTPALIMM, OIIPEIe/IIeMbliA IIPU
TOHKOCJIOMiHO# Xpomatorpacduu. Ad6OpeBuatypa LMI1
WCTIONIB3YETCS ISl CMAJIO3MITHEOIAKTOTETPAO3UITIIepaAMM -
na (Opyroe Ha3BaHME: CUAIO3MJIIIaparao003mI).
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Jlocmynnocms onpedeaenus aymoanmumen K 2aH2AUO03U-
dam 6 Poccuu u 3a pybexcom. Ha coBpeMeHHOM 3Tare 00J1b-
IIMHCTBO J1a00PAaTOPUIl UCTIOJIb3YIOT 9H3UMATUYECKU YCU-
JIEHHBIN «COHABUY»-UMMyHO(epMmeHTHbI aHamu3 (ELISA).
CremyeT OTMETUTD, UTO B PAMKAX 3TOTO METOA CYILLIECTBYIOT
pas3auuus B IOJYYEHHbBIX pe3yJibraTax, II03TOMY COIOCTaB-
JIeHWE U TeM Oosiee 00beIMHEHUE TaHHBIX U3 HECKOIbKMX
JlabopaTopuii ToKa ellle ocTaeTcsl MpodieMaTUYHbIM. Tak,
B 2 MyJIBTULICHTPOBBIX CPABHUTEJILHBIX UCCIICIOBAHUSIX ObI-
JIA BBISIBJICHBI COBIAICHUSI TOJIBKO IPY YETKO MOJIOKUTEIb-
HBIX WIM OTPULIATEIbHBIX OTBETaX, a B IPOMEKYTOUHBIX
CJIy4JastX HaOJIIoJaIMCh HECOOTBETCTBIS [9].

B Harreit crpaHe OCTYITHBI HAOOPBI TSI OMpeAeICHUS
aHtTu-MAG-aytoantuten, antuteal kK GM1, GAl, GM2,
GDla, GDl1b, GQIlb, GM3, GM4, GD2, GD3, GTla,
GTlb, cynsdarumy, ramakrouepeoposuny u SGPG (3A0
«buoXumMak», Mocksa). AytoaHTuTela K HEKOTOPbIM
rikonununaM, Bkimovass SGLPG, GM1 (NeuGce), GM1b,
GalNAc-GM1b, GalNac-GDla, 9-O-acetyl GD1b, GD3,
GQIlba, LMI1, Hex-LM1, moka mcciemyroTcsl TOIbKO 3a
pyoOexkoM B HccienoBaTebekux essix. O030p JaHHBIX JU-
TepaTyphl B HACTOSIIIIEH cTaThe OyAeT KacaTbCsl MIPEeUMYILeC-
TBEHHO TeX TaHIJIMO3UIOB, ONPeeICHUE aHTUTEIT K KOTOPBbIM
BO3MOXKHO B HacTosiiee BpeMst B Poccun.

3HaHMS 0 MeCTaxX JIOKAIM3AIUY TAHIJIMO3UIOB B TOM WJIN
WHOM CTPYKTYpe nepudepudecKoil HepBHOI CUCTEMBbI SIBJISI-
JOTCSI KJTFOUOM K IIOHMMAHUIO OTAEIbHBIX 3BEHbEB MMaTOTeHE-
3a ayrouMMyHHbIX [THII, a Tak>ke moMoraroT HailTH o0bsIC-
HEHME UX KIMHUYecKUM ceHotunam. MMmyHHas araka,
HampaBJieHHasl Ha aHTUTEHHbIE IeTePMUHAHTHI, JIOKAIU30-
BaHHbIE Ha MOBEPXHOCTU IMapaHOAAIbHBIX IIBAHHOBCKUX
KJIETOK, TTPMBOIUT K Pa3BUTUIO TTapaHONATBHOW JeMUEIT -
HM3al1K, a aTaka, HaTllpaBJieHHAsT HA @aHTUTEHBI, JTOKAJIN30-
BaHHbIC B aKCOJIEMMe, — K aKCOHaIbHOI AereHepaiuu. 1 1o,
U APYTO€ BBI3bIBAET HapylIeHUE (DYHKIIUH MEpUPEPUIECKUX
HEPBHBIX BOJIOKOH, a M30MPaTeJIbHOCTb X TIOPaKEHMS OIT-
penesnsieT KIMHUYECKYI0 KapTUHY 3a001eBaHUSI.

B HacTosiiiee BpeMst u3BeCTHO, 4To raHmmo3us GM1
MPUCYTCTBYET B MEPEIHUX CIIMHHOMO3IOBBIX KOpEIIKaX,
TTO3TOMY KIIMHUYeCKUit (PeHOTHUIT, aCCOLMUPOBAHHOM C aH-
™-GM 1 -anturenamu ITHIT He BKiTIouaeT B ceOst ceHCOP-

Hble HapyiieHus. AHTU-GD 1b-aHTuTenna, HA0OOPOT, acco-
LIMMPOBAHbl C CEHCOPHOM HeWpomnarueil U arakyror
OOJIBIIIMHCTBO HEMPOHOB UyBCTBUTEIbHBIX TaHIIUEB [10],
rae u Jokanusyetcst ranrmosun GD1b. IMepexsatbl PaHBbe
SIBJISIIOTCST IPYTOil MUILIEHBIO TSI ayTOMMMYHHOM aTakw.
OtnenbHBIE UCCAENOBAHUS TTOKA3aJIM, YTO TaHTIMO3U/IbI
GMI1 u GDI1b MoryT 10KaaIu30BaThCs B MapaHOAAIbHBIX
MMEJIMHOBBIX CI0sIX TTepudepruyeckux HepBoB. Kpome Toro,
raaro3ua GM 1 6buT 0OHapyXeH Ha TOBEPXHOCTH 1IUTO-
ma3mMbl MOTOpHBIX HelipoHoB [11]. Tanrmuosuaer GQlb
pacIiojiararoTcsl TOJIbKO B IiepexBaTax PaHBbe Ii1a30aBUra-
TeJbHBIX HEPBOB, MPY3HAKY MOPaKEHUST KOTOPBIX SIBJISIIOT-
Cs KITIOYEeBBIMY B CUMITTOMOKOMITJIIEKCE CMHApoMa MuJute-
pa ®umepa (M®P) u cunnpoma Iuitena—bappe (CI'B)
C I1a30ABUTaTeIbHbIMU HapylieHus MU [12]. AHTu-GD1a-
ayTOaHTUTE A aCCOLIMMPOBAHBI C U30JIMPOBAHHO MOTOPHOM
aKCOHAJIbHOI HelpornaTreii, 1 IpeUMYIIECTBEHHO aTaKyIoT
AKCOHBI MEePETHNX KOPEIIIKOB, YTO TTOATBEPXKIAETCS YETKOM
KOppEJISIMen MEXITY JJOKATU3alMEeN TaHTJIMO3UI0B U KJTH-
HUYecKoil cummnromaTrkoii [13]. B obiaactu mpecuHanTu-
YeCcKOi MeMOpaHbl HEPBHO-MBIILIEYHOI'O CUHArCca 00Hapy-
keHsl rannmo3nabl GQ1b, GM1, GDla, a ayroanTutena
K HUM, KaK HU CTpaHHO, ObLIM TaKXKe BBISIBIICHBI Y YaCTU
oonbHbIX ¢ CI'B [14].

B Hacros1iee Bpems rccieioBaHUEe YPOBHS ayTOAHTUTET
K TaHTIMo3unaM Tiepudepudeckx HEPBOB MCITOJIB3YETCS
MpU IEMUETMHU3NPYIOIIMX U aKcoHaTbHbBIX opmax CI'b,
B ToM unciie cuHapoMe M@, sHiedanute bukepcradda,
MpU MYJIBTUMOKAIBHOIT MOTOpHOI Heiporratun (MMH)
U xpoHndecknx aM3uMmMyHHbIX [THIT — xpoHnueckoii Boc-
NAJTUTESIBHONU JEMUEIMHUZUPYIOLIEU TTOJIMHENPOTIaThu
(XBIIT) u ee BapuanToB, aHTU-MAG IgM-napamnpo-
teuHemuueckoit ITHIT, a Takzke B Tex ciayvasix, Koraa rnpu-
yrHa uMewonlercs y 6osbHOro xponudeckoir ITHIT He
BBISICHEHA ITyTeM MPOBEICHNS CTaHIapTHOIO Habopa aua-
THOCTUYECKUX TecToB. CiienyeT OTMETUTD, UTO JUATHOCTU -
yecKas CrelIM(pUIHOCTb 3TOr0 UCCIIET0BAaHMS ellle TPeOyeT
yrouHeHus [15, 16], omHaKO OHO CTAHOBWTCS Bce OoJice
JIOCTYITHBIM 1 O0YCJIOBIIMBAET HEOOXOINMMOCTh B OITMCAHUM
COBPEMEHHBIX MPeCTaBIeHUIl O BOBMOXKXHOCTSIX €ro MpU-
MEHEHMS B KIIMHUYECKOI MTPaKTUKE.

B 2008 . E. Nobile-Orazio 1 coaBT. MpoBeIN KPYITHOE
HCCIICIOBAHME CIIEKTpa aHTUTAHTIIMO3UAHBIX aHTUTeN IgM
(antu-MAG, GM1, GM2, GDla, GD1b) y 539 nanueHToB,
TOJIOBUHA 13 KOTOPHBIX (1 = 302; 56 %) cTpamanu XxpoHU4ec-
KMMU UMMYHOOITOCPEIOBAaHHBIMI HEPOATUSIMU, @ OCTAJTb-
Hble — HEHPOINaTUsIMA HEUMMYHHOUN TMPUPOAbl. ABTOPBI
MOKa3ajy, YTO BbISIBICHUE AHTUTAHIIMO3UIHBIX aHTUTE]
YBEJIMYMBAET BEPOSITHOCTh HAJIMYMS Y OOJIbHOIO QyTOMMMYH-
Hoit Heiiporatuu 10 31 %. AHtu-MAG-aHTUTena ObUTH
B 100 % cityuaeB acconmmpoBaHbl ¢ I[gM-MOHOKIIOHATLHOM
rammanatueit, antu-GMI1 IgM — ¢ MMH, BeposiTHOCTb
MOCTAaHOBKM OKOHYATEIbHOTO JMarHo3a KOTOPOii focTuraia
25,5 %, a mipy JOIOJHUTEILHOM BbIsIBIEHUN aHTU-GM?2
IgM-anturen — yBenuuuBaachk a0 36,2 %) [17].
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Ocmpble aymoumMMyHHbie MMHM u aHMUrnUKONUNUAHbIE

aHmumena

CI'b — octpas ayroummyHHast [THII, sapistomasics
IJIABHOM ITPUYMHOMN OCTPBIX IeprdepUIeCcKIX TeTpanape-
30B. B ocHoBe maToreHe3a CI'b yrexkat MexaHM3MBI MoJIe-
KYJSIPHOM MUMMKPHUU C TIPOAYKIINEH ayTOAHTUTE K aH-
TUTeHaM IepuepUIecKoil HEpBHOM CUCTEMBI, B TOM
qyyciae K raHrimo3ugaM. YemoBedeckue M MUKPOOHBIE
(akTOpBI, KOTOPBIE OTIPEACIISIOT MHINBUIYATBHYIO TIpE-
PacIoIOKEHHOCTh K BO3HUKHOBEHWIO MMMYHHOTO OTBETa
Ha OJINTOCaxapuIHbIe CTPYKTYPhI, IIOX0XKUE Ha COOCTBEH -
HbIE TAaHTJIMO3UIbI YeJIOBEKa, U KOTOPbIE, CIIEI0BATEILHO,
0OBSICHSUTU ObI TOYEMY UMEHHO JaHHBIN MallMeHT 3a00J1e
CI'b, a HUKTO ApYTOIi, TTOKa eIIle He OTIPeACICHEL.

Hanmuure aHTUIIMKOMUIIMAHBIX aHTUTE B CHIBOPOTKE
nauueHToB B ocTpoil ¢aze CI'b BnepBbie ObLIO OMUCAHO
A.A. Ilyas u coaBr. B 1988 1. [6]: BoIsiBIsUTMCH IgG-aHTHTE A
kK LM1, Hex-LM1u GDI1b, IgM-antutenax GDlan GT1b,
TUTP KOTOPBIX YMEHBLIAJICS [10 MEPe KJIMHUYECKOTO YJIyu-
weHust. [1py n3ydeHny CBSI3U MEXKIY aHTUTAHIJIMO3UIHBIMU
ayTOaHTUTEIaMU M KJIMHUYecKuMU mpossieHusmMu CI'b
o010 OTMEUeHO, uTo aHTU-GMI1 u antn-GD1b-anTuTena
acCOLMMPOBaHKI ¢ MpealIecTByIoel nuapeeii, [gG-anTu-
GQIb — ¢ opraneMorierueti [18, 19].

Camoii yactoit popmoii CI'b siBiisieTcst ocTpast Bocra-
JmTenbHas gemueanansupytomas [THIT (OB/IT), obyc-
JIOBJICHHAsI ayTOUMMYHHBIM pa3pylIeHUeM MUEIMHOBBIX
000J104eK nepudepudeckux HepBoB, coaepxammx LM1,
Hex-LM1 u SGPG ranrmosunsl. B oTmenbHBIX paboTax
ObLTO TMOKa3aHo, uTo aHTU-LM1 IgG-anTuTena BbISBIIS-
torcst y 5—58 % 6Gonbubix ¢ CI'b [20—23], aHTuTeNa
K SGPG knacca IgG — y 9 % nanuentos ¢ CI'b, kiacca
IgM — B 1529 % cnyuaes [20, 22]. OQHUM U3 TPUTTEPOB
ayromMMmyHHoOI ataku 1ipu CI'b ipu3HaH uToMeraaoBm-
pyc (LIMB), ¢ KkOoTopbIM accollMUpOBaHbI AaHTUTENIA KJTAC-
ca IgM x ranrnmosuny GM2 [24].

ITocne Toro kak crano noHsiTHo, uto CI'b npencrasnsier
co0oii rpymity octpbix aytouMMyHHBIX [THIT, oTnuarormx-
Cs1 TOYKOU MPUJTOKEHUS 111 UMMYHHOM aTaku, JOTIOJHU-
TEJIbHO OBbLIM BbIAEICHBI 2 (DOPMBI, XapaKTepU3YIOIIMeCs
TIEPBUYHBIM MOPaKeHWEM aKCOHOB Mepudepruyeckux He-
PBOB: ocTpas n3o1upoBaHHO MoTopHast (OMAH) 1 octpas
MOTOpPHOCEHCOpPHasi akcoHabHbIe Hetiporiatu (OMCAH).
Honst atnx hopM cpenu Beex caydaeB CI'b B Mupe coctasisi-
eT okojio 10—15 %, torma Kak B ctpaHax Asuu, B UHauun
1 Mekcuke — 10 30—40 %. OMAH pa3BuBaeTcs TIOCIe 3H-
TepuTa, BeI3BaHHOTO Campylobacter jejuni, acconrpoBaHa
¢ BbICOKUM TUTpOoM aHTU-GM 1 [25—30], antu-GM 1b, aHTn-
GDI1b IgG-ayroanturen [31—33] u 3aMeyIeHHbIM BOCCTa-
HOBJIEHMEM yTpaueHHbIX (hyHKITMI. CorocTaBieHre pe3yib-
TaTOB HEWPO(U3UOIOTMUECKOTO M  MMMYHOJIOTMYECKOTO
uccnenoBanuii mayeHToB ¢ CI'b B ocTpoii ¢ase 3abosieBa-
HUSI IpOoJAEeMOHCTpUpoBaio accounauuio aHtTu-GM1 1gG-
aHTUTEJI C aKCOHAJIbHOM AuchyHKrei [34], n3oampoBaH-
HbIM oTcyTcTBUEM F-BosH [31]. AnT-GDla IgG-antutena
TakxKe ObUTM BBISIBIICHBI y TlaliieHToB ¢ OMAH, uTo nomnoji-

HUTEJIBHO OBUIO CBSI3aHO C HEOJAronpusATHBIM TEYeHHEM
3a00/ieBaHUs (UIUTEIbHAS MCKYCCTBEHHAs! BEHTWISIIIUS
nerkux (MBJI), motepsi cmocoOHOCTU CaMOCTOSITEIBHOM
XombObI CyCTs 3 Mec OT Havyaia 3aboneBaHus) [35]. B xone
WCCIIEA0BAHNS KUTACKUMU YYEHBIMU ObLIa TPOIEMOHCTPH -
poBaHa HanboJbIIas crietrguanocts antu-GD 1a-anTtuTen
115t bopmbl OMAH 110 cpaBHEHMIO ¢ IPYTUMM aHTUTEIAMU
(antu-GM1, GDIb, asialo-GM1, GQIlb). Kpome Toro,
Ob1TO TIOKa3aHo, uTo aHTU-GD1a IgG-ayroanTuTesna doee
none3Hsl TIpu auddepenurammn OMAH n OBJIIT, yem
antu-GM1-ayroanturena [36, 37].

®opma OMCAH xapaktepusyercs 0oree MemTeHHBIM
BOCCTAHOBJIEHWEM YTPaYe€HHBIX (DYHKIIMI TT0 CPaBHEHUIO
¢ OMAH u 10onoTHUTETbHBIM BOBJICUEHUEM B TIATOJIOTYEC-
KU IIPOLIECC CEHCOPHBIX BOJIOKOH, OITHAKO OHA TOXKE pa3BU-
BaeTcs IOC/Ie KaMII00aKTepro3a 1 accolmupoBaHa ¢ IgG-
ayroaHThTelaMi K TaHrmosumzam GMI1, GM1b u GDla.
B nacrosmee Bpemst popmbt OMAH 1 OMCAH paccmarpu-
BalOTCS KaK IIPOSIBIICHUS OHOI'O TUIIA ayTOMMMYHHOI aTaKH,
HanpaBJIeHHOI Ha akCOH nepurdepudyeckoro Hepna [38, 39].

Y 6ompHbx ¢ OMAH 1 OMCAH MoryT BEISIBIISITECST aHTH -
Tena K LM 1, mepekpecTHO pearnpyioime ¢ IpyruMu raHTIn-
osuaaMu. B otmmune ot akcoHanbHbIX (hopM rpu OBJIIT onu
yaiie Bcero MoHocneududHbel. OMHAKO JaHHBIA (GakT mo-
TIpekHeMYy He TI03BOJISIET paccMatpuBaTh aHTH-LM1 B kavec-
TBe Mapkepa OB/IIT u TpeGyet nanbHeiiiero usyuenus [24].

OnHoit u3 popm CI'B saBnsiercst cundpom M®D, xapaxre-
PUBYIOLINIACS TPUAI0M CUMIITOMOB, BKJIIOYAIOLINX O(Talb-
MOIUIETHIO, aTaKCHIO M OTCYTCTBUE CYXOXKMJIBbHBIX pechiek-
coB. AHTU-GQIb-aHTuTeNa BRIABISIOTCS Y 90 % maieHToB
B ocTpoii (paze 3ab6oneBaHus [40] ¢ BBICOKOI MOJIEH CITeLM-
¢uuHOCTH (Y 3MOPOBBIX 3Ta PAa3HOBMIHOCTb ayTOAHTUTEI
HMKOI/Ia He BBIBIISIETCS ). BO3MOXHO mepekpecTHOe pearu-
pOBaHUE C TTIOXOXKMMMU T10 CTPYKType ranrmmosnaamu GTla.
Panee paccmaTtpuBaembrii kak ¢opma CI'b, a HeIHE Kak OT-
nenabHasi Ho3oJjorus, aHuedanutr bukepcradda spasercs
ayTOMMMYHHBIM pOMO3HIIe(haTUTOM, KITMHIIECKN CXOXKIM
¢ cuaapomoM M®. [T aToro 3a001eBaHNST TAKKE XapaKTe-
peH ocTpbIil odranbmornapes, a BoisiBieHre aHTU-GQ1b-
AHTUTE]I ITOATBEPKIACT ayTOMMMYHHYIO TIPUPOLY JAaHHOTO
3a00JIeBaHMSI M YACTO TIOMOTAET B YCTAHOBKE 3TOTO CIIOXKHO-
TO M PEIIKO BCTpeUarolerocs muaraosa [ 19, 41, 42].

Ewe 6onee penkasi dopma CI'b, ocmpas cencopnas
amaxkmu4eckas Helponamus, TaKXe TO0CTaTOUYHO CJIOXHA
11 IMAaTHOCTUKM: KiaccuyeckuM KputepusiMm CI'b oHa He
YIOBJIETBOPSIET, TaK KaK y OOJIbHBIX HE pa3BUBAIOTCS T1a-
pe3bl, a dJeKTpoHelipoMuorpadusl 4acTo HE BBISBISIET
M3MEHEHMS MapaMeTPOB IUCTAIbHBIX YYBCTBUTEJIBHBIX
MOTEHIIMAJIOB, MOCKOJIbKY ITOPaXKeHUE JOKAIU3YeTCsl Ha
YPOBHE IMapaHOJaIbHOTO MUEIMHA WM HOJAIbHOI aKCo-
JIEMMBI 3aTHUX KOPEIIKoB [43].

CBA3b Mexay UH(eKYUOHHLIMU areHmamu

U aHMuUrnukoNnuUNUAHLIMU aHMumenamu npu Crb

Onnxo u3 npexxaux HazBanuii CI'b — «moctuHbexIm-
OHHas MOJIMPAAUKYJIOHEeponaTus» — oTpaxkaao HabJIo-
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Jatolneecsl pa3BUTHE KIMHMYECKMX IPOSIBICHUM 3TOT0
3a00J1eBaHUsI TIOCTIE TMEePEHECEHHOT0 B HEAaBHEM IIpO-
oM (1—4 Hem) Kakoro-anbo MHMEKIMOHHOTO 3a00J1e-
BaHWS WK BaKIIMHALWK. B | U3 IeTanbHbIX MccaenoBaHUN
ObLIM U3YYeHbI 16 BO3MOXKHBIX TATOTEHOB, TPOBOLIMPYIO-
IIMX MATOJIOTMYECKUIA UMMYHHBI OTBET, BEAYIIMA K pa3-
Butuio CI'b: C. jejuni (32 %), UMB (13 %), Bupyc Dmii-
teitna—bapp (10 %) u Mycoplasma (M.) pneumoniae (5 %)
[44]. OmHako xopomro m3BecTHH ciydau pa3sutus CI'b
TocJie BaKIIMHAIIMY WA Ha (hOHE TMTOTHOTO 300poBbs. [1pu
xpoHnueckux I[THIT, accolimrpoBaHHBIX ¢ aHTUTJIMKOJIM -
MUAHBIMU aHTUTEJIaMU, MPEAIISCTBYIOMIME WHOEKIUU
MeHee JoKa3aHbl KaK IyCKOBbIe (paKTOPbI, HO OHM TOXE
MOTYT UTPaTh OTIPEEICHHYIO KIMHUYECKYIO poiib. OnuH
13 OCHOBHBIX MEXaHU3MOB, ITIOCPEICTBOM KOTOPOI'O aHTU-
TaHIJIMO3UIHbIE aHTUTeda BbI3biBalOT paszButue CI'D,
CBSI3aH C MOJIEKYJISIDHOW MUMUKPHUEH OJIMrocaxapuaHbIX
CTPYKTYp 0007104eK MH(DEKIIMOHHBIX areHTOB (MUKPOOOB,
BUPYCOB) U IepudepruIeCcKrX HEPBOB.

XUMUYECKUN U CTPYKTYPHBII aHAIU3 JUNONoIrcaxa-
punoB cepoturioB C. jejuni, He aCCOIMMPOBAHHBIX M aCCO-
umrpoBaHHbIX ¢ CI'b, mokaszasn oTaensHbIe KOHDUTYpauu,
UISHTUYHBIE HEKOTOPHIM raHraro3ugam. K npumepy, 1m-
nonoaucaxapuasl C. jejuni cepotumna O:19, accouumupo-
BaHHoro ¢ CI'b, comepxXar CTpyKTyphl, CXOXHE C TaHTJI -
osunamu GM1, GDla, GD3, GTla [45]. B onHOM u3
ucciiegoBaHuii Hamune antu-GM 1-aHturesn ObUTO 3HAYMMO
accouMMUpoBaHo ¢ npeniecTBytoleit C. jejuni-uHdeKIei,
TOCKOJIBKY B KOHTPOJIbHOM TpyIIIe MaliMeHTOB, ITEPEHECIINX
sHTepuT 6e3 CI'h mmm apyrmx HEBpPOJOTMYECKMX pac-
ctpoiictB, aHTU-GM 1 IgG-anTUTeN1a OOHAPYXKEHBI HE ObLITU
[25, 28]. B psine uccnenoBanuii y mraMmoB C. jejuni, Bbl-
JneyqeHHbIXx OoT mamueHToB ¢ CI'b, OblIM OOHapyKeHbI
GMI1-, GDla-, GD3-, GT1a-1mogo0HbIe TNITOITOICaXa-
punbl [46, 47]. Y marmmentoB u3 Kuras c OMAH cepouo-
ruyeckoe aokasareabcTBO Hanuuus C. jejuni-uHOEKIUU
KoppenupoBaio ¢ aHTU-GM1b n antu-GalNAc-GDla
IgG-anTutenamu. B To e Bpems B JIMTIOTIOIMCaXapuaax
atux mrTammoB C. jejuni 66U BbleaeHbI aTuToNbl GM 1b
u GalNAc-GDla. Otnenphbie mtaMmbl C. jejuni MOTYT
coaepXaTb HECKOJIbKO FaHTIMO3MI0IIOA00HbBIX CTPYKTYD,
B BTOM CJIydae TIOSIBJISIETCSI HECKOJIbKO Pa3HOBUIHOCTEN
aHTturaHmo3naHbIX IgG-antuten. MHaue roBops, C. jejuni-
UH(EKIMI MOXET MHAYLUMPOBaTh y OJHOrO IaldeHTa
BbIPaOOTKY OAHOM KaKOi-TO Pa3HOBUIHOCTU aHTMIAHI-
mmo3uaHbiX IgG-anTuTen, a y Apyroro — KOMOMHALIMU
aAHTUTEJL.

C. jejuni MOXeT OBITh BBISIBJICH U Y MMALIMEHTOB C CUH-
npoMoM M@, B CEIBOPOTKE KOTOPBIX B OCTPOIi (ha3e 3a00-
neBaHus oOHapyxuBawoTcsa aHTu-GQlb IgG-anTurena
[48]. HanHbll (hakT maeT OCHOBaHUE YTBEpKOAATh, YTO
JMrionoaurcaxapuabl mraMmoB C. jejuni, acCOLIUUPOBAH-
HbIX ¢ cuHApoMoM M®, umerot snuronsl GQlb [49].
B HekoTophix cirydasx npu cuHapome M® obHapyxuBa-
I0TCSI M IPYTHE Pa3HOBUAHOCTH aHTUTEN — aHTH-GD3
IgG, antu-GTla [50].

IIMB. TlanuenTs ¢ LIMB-accomumnposanusiM CI'b
(oxo0:10 10 % cnyyaeB) OTJIMYAIOTCS MOJIOIBIM BO3PACTOM,
TSDKEJIBIM TeYeHHeM 3a00JIeBaHUS C BEICOKOM BEPOSITHOC-
ThIO Pa3BUTHSI ABIXaTEIbHONM HETOCTATOYHOCTH, TTIOPaKe-
HUEM YePeTTHBIX HEPBOB M TSLKEJTBIMU CEHCOPHBIMM Hapy-
HMIEHUSAMU. DNeKTPODUZNOIOTUYECKU Y HUX BbISBIISIETCS
natrepH OBJ/II [51], uMMyHoOJIOTHYECKOE TECTUPOBAHNUE
obHapyxuBaeT aHTU-GM?2 IgM-antutena [52]. C.W. Ang
M CcoaBT. mnokaszanu, uyto I[MB-uHbuMpoBaHHbBIE
¢ubpobaacTel 3KcrpeccupyroT GM2-smmron. Buanmo,
no3tomMy Iipu octpoit LIMB-uHpekuun nHayuupyercs
npoaykiuust aHTu-GM?2-aHTUTeN, HO oYeMy Yy IaluueHTa
pasmuBaetca CI'b, moka HescHo [53].

M. pneumoniae. I1Taunentsl ¢ CI'b, mepenecmme Ha-
KaHyHe MUKOILIa3MEHHYI0 ITHeBMOHMIO (5 % cityyaeB [44])
TaKKe OTHOCHUTEJIbHO MOJIOAbI, OMHAKO HUKAKMX IPYTUX
KJIMHUYECKMX OCOOeHHOCTell He mMeroT. MMMyHooru-
YecKOe MCCIeIOBAaHNE BBISIBIISIET aHTUTEJIA K TaJlakTolle-
pebpo3uny kinaccoB IgG u IgM. B To ke Bpems ripu Mu-
KOIUTa3MEHHOM MH(pEeKIUn 0e3 HEeBPOJOrnuecKoit
CUMITOMATUKU 3TU aHTUTEIa OOHAPYXXKUBAIOTCS B 6 13 33
ciyyaeB [54]. OueBunHO, v M. pneumoniae eCTh TaJaKTO-
LHepeOpOo3UaHBIN AMUTOMN, ogHako y mamueHToB ¢ CI'b
IOCJIe MMKOILJIa3MEHHOI MH(MEKIIUU TOIOJIHUTEIbHO
BBISIBJISIIOTCSI M Ipyrye aHTuTena — aHtu-Hex-LM1 IgM
u antu-GM|1b IgG, 1 310 HaeT ocHOBaHUS yTBEPKAATh,
YTO MOHOCIEHU(UUYHOCTHIO aHTH-TaJaKTOLepeOpO3nI-
HbIe aHTUTeNa Bce-Taku He obyanaor [55].

Haemophilus (H.) infuenzae siBisieTcst yCJIOBHO-TIaTO-
TeHHBIM MUKPOOPTaHWU3MOM 1 B HOPME BXOIUT B COCTaB
MUKPOGIIOPHI BEpXHUX AbIXaTeJIbHBIX ITyTeii 80 % noneii,
IMO3TOMY OLIEHUTH ¢ posib B pazButuu CI'b nipencrasiisi-
eTcd 3aTpyaHuTebHbIM. M3 46 marmenToB ¢ CI'b 6 (13 %)
WMEIOT CEPOJIOTMIEeCcKOe MOATBEPXKICHNE HeJaBHO Tiepe-
HEeCeHHOI nHdEeKIMU, BI3BAHHON reMOoMWIbHOI Maioy-
KO, HO MO APYTMM JaHHBIM — He 6ojiee 1% [44]. Kinun-
YecKHe XapaKTePUCTUKKM TaKOTO CUHIPOMa MMEIOT CBOIO
0COOEHHOCTD: M30JIMPOBAHHO MOTOPHYIO aKCOHAIBHYIO
JereHepaLuio 0e3 mopakeHusl YepeHbIX HEPBOB U YyBC-
TBUTEJIBHBIX HAPYIICHUIA. Y JaHHOI KaTeropruu 0OJIbHBIX
BoisiBiIsIIOTCST aHTU-GM1 IgG-anTutena. CraHOBUTCS
siIcHBIM, YT0 GM 1 -3mmTon NeliCTBUTENBHO COAEPKUTCS Ha
nvnononucaxapuaax H. infuenzae, 4To M ObLIO Mpoje-
MOHCTPHMPOBAHO Ha IITaMMaX, BbIIEJICHHbBIX Y IAllEHTOB
¢ OMAH [56]. BepogtHo, runore3a pa3sutus CI'b y na-
LIMEHTOB ¢ H. infuenzae 1oxoxa Ha TAaKOBYIO Y ITaIlMEHTOB
¢ CI'b nocnie kamnuio0akTepHO MHGDEKIINN.

B 7 % cinyyaeB cunnpoma M@ ¢ niepeHeCeHHOM HaKa-
HyHe MH(EKIIeil BepXHUX IbIXaTeJIbHBIX IyTeil 00OHapYy-
KWJIA 0KAa3aTeIbcTBA MH(MUIIMPOBAHUS TeMOMMIbHOMN
najgoukoit [57]. B aTux ciydasx ObUIM BBISIBJICHBI aHTH-
GTla IgG-aHTurena, KOTOpble MEPEKPECTHO pearupoBain
¢ ranrnuo3uaomM GQIlb. Beu1o oTAEAbHO MOKa3aHO, YTO
K Jmnononucaxapuaam H. infuenzae BbIpaOaThIBAIOTCS
aaTu-GT la-MOHOKJIOHAJIBHBIC aHTUTEIA, TIOATBEPXKIAI0-
LIKe, YTO JIMIIOIOJKMCcaXapuabl TeMOMUIbHOM IaJI0uYKU
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conepxat GTla-smuron. Takum o6pa3om, OBUTO JOKa3a-
HO, YTO IMaTOTEHETUYEeCKON OCHOBOU cuHapomMa MO,
pa3BUBIIIETOCS MOCae UH(EKIINU, BbI3BaHHOU H. infuen-
zae, JIEXUT MOJICKYJIIpHAsT MUMUKPUSI.

Coocmeennvie dannvte. HIITH PAMH sBnsietcst Kpyr-
Hellel KIMHUKOW He ToabKo B Poccum, HO n EBpore,
crienaau3upylolleiicsa Ha JedeHun Tsekeabix ¢dopm CI'b
(c HapyllIeHreM XOIbObI BILUIOTh 0 MOJHOMN 00e31BUKEH-
HOCTH, Oy/IbOApHBIM CMHIPOMOM, IbIXaTeJIbHOI HeaocTa-
TOYHOCTBIO U JUTUTEIBHOM PeCTIMPaTOPHON MOAIEPKKOIA)
[58]. B mepuon ¢ 2008 mo 2010 r. 6but0 0OCIenoBaHO 95
MalyeHToB B Bo3pacTe oT 15 no 79 net (MenuaHa 49 ner,
HIDKHUM KBapTWIIb 32, BEpXHMI KBapTUIIb 61), COOTHOIIIE-
HMe My>XYMH 1 XeHinuH 1:1; 70 (74 %) nauyeHToB ObLTN
¢ opmoit OBJIIT, 25 (26 %) — ¢ akcoHaTbHBIMU (DOpMamH,
COITOCTaBUMBIC ITO IIOJIOBO3PACTHBIM XapaKTePUCTUKAM,
¢ IeMueTMHM3MpYloei popmoii. B octpom nieprone CI'b
(TrepBBIC 4 HEMl OT Havaia), 10 IMPOBEACHMS Kypca ITaTore-
HeTHYecKoi Tepanuu (Tasmadepe3 Wi BHYTPUBEHHBII
MMMYHOIJIOOYJIMH) C INPUMEHEHUEM IMarHOCTUYECKUX
HabopoB GanglioCombi EIA (BUHLMANN, IlIseiitiapust)
B CBIBOPOTKE KPOBHU MAITMEHTOB OIPEEIISIICH CyMMapHbIe
anturena (IgM u IgG) k ranruosuaam asialo-GM1, GM1,
GM2, GDla, GDI1b, GQIlb. laHHBII TMAarHOCTUYECKUIA
TECT OKa3aJICsI IOJIOKUTEIBHBIM B 58 % cityyaeB (n = 55),
MPUYEM CTATUCTUUYECKU 3HAYMMO Yallle TTPU aKCOHATBHBIX
dopmax —y 19 (76 %) 6oabHBIX c OMAH/OMCAH npotus
36 (51 %) ¢ OBJII1. OGe hopMbl XapaKTeprU30BATUCh MPHU-
CYTCTBUEM MPAKTUYECKHU BCETO CIIEKTPa ayTOAHTUTE, IIPU
stoM aHTU-GM1 6bum BeISBICHBI Kak Tipu OBJIIT, Tak
u npu OMAH/OMCAH (B 1ieioMm y Kaxaoro 3-1o 60J1bHO-
ro ¢ CI'b [59]), a antu-GD1b BcTpevanuch B 2 pasa yalie
TIPY aKCOHAILHBIX (popMax, HO O3 CTaTUCTUUECKHU 3HAYM -
MBbIX pa3nuuii. Yaiie Bcero o0HapyKMBaJIMCh ayTOAHTUTE-
nax 1(42,1%) v 2 (28 %) ranrmosuaam (tada. 1).

AHaJIM3 MMaTOreHETUYECKOM POJIM aHTUTAHITIMO3UIHBIX
ayToaHTUTeST Mokaszaj, uyro aHTU-GMI1 accouunpoBaHbI
¢ nrapeeii, asialo-GM 1 — ¢ *MMYHOJIOTTIEeCKH TOKa3aHHBIM
TepeHeceHHBbIM KamIuiobakTepro3oM, aHTu-GD1b — ¢ ak-
coHanbHbIMU (popMamu CI'b. Hanmnune antu-GDl1a-ayTto-
aHTUTeN He Koppeaupoaio ¢ ¢popmoit OMAH unu OM-
CAH, muapeeii B aHaMHe3e 1 TO3UTUBHBIMU IgA-aHTHTe 1TaMU
K C. jejuni. AnT-GM2-aHTrTe1a HE KOPPETUPOBAIIH C TIPE/T-
mectBytonieit CI'b octpoit LIMB-undekuueit (n = 17).

[Ipu olileHKE MPOrHOCTUYECKOM POJIM aHTUTEJI K FaH-
rmmo3ugaM nipu CI'b okazanock, yto antu-GD1a acconm-
MPOBAHBI C TSKEJIBIM TeUeHUEM 3a00J1eBaHMS (TeTparuie-
rusi, UBJI), antu-GM 1-aHTuTeN1a yKa3bIBalOT Ha BHICOKYIO
BEpPOSITHOCTh HEIOCTATOYHOI'O OTBETa Ha ITPOBOIMMYIO
Tepanuio U HeOJArONPUSATHBIN MPOrHO3 B OTHOIICHUM
BOCCTAHOBJICHUSI CaMOCTOSITEJIbHOUM XOABbObI B TeUYEeHUE
nostyroga [60].

XpoHUYeCKrEe TU3MMMYHHbBIE HEWpPONAaTUM U aHTH-
[JIMKOJUITUIHBIC aHTUTEJIa

IgM-napanpomeunemunecxas neiiponamus y 50 % nauu-
€HTOB accolumupoBaHa ¢ aHTU-MAG-ayroaHtuTenamu [61]

Tadmna 1. Cnexmp aymoanmumen Kk eaHeauo3udam npu OeMueauHu3u-
pyroweil u akconarvhuix gopmax CI'B [60]

OBJIT OMAH/OMCAH

n=70 n=25
asialo-GM 1 14 (20) 6(24)
GM1 22 (31) 11 (44)
GM2 7 (10) 2(8)
GDla 8 (11) 5(20)
GDI1b 14 (20) 11 (44)
GQlb 34 0
GM1+GDla 1(7) 2(8)
Bcero nauueHToB
C aHTHUTEIAMHI 36 (51,4) 19 (76)*

K TaHIJIMO3uaaM
*p<0,05.
1

U B 3TUX CIy4asix UMEET CBOU KIIMHUKO-Helpodu3noaornyec-
K1rie 0COOEHHOCTH, TpeOys OTAETbHBIX ITOIXOI0B K JIEYEHUIO
[62]. B HacTosIiLiee BpeMs OIpeesieHO, YTO TPy OOHAPYXEHIUI
y nauueHTa ¢ xponndeckoii ITHIT MoHOKIOHATBEHOI CeKpe-
MM napanpoTerHa IgM 00s13aTeTbHbIM SIBJIIETCS JOTIOIHM -
TeJTbHOE McclieoBaHe Ha aHTU- MAG-aHTHTea, BbISIBJICHUE
KOTOPBIX TIO3BOJISIET OTHECTH 3a00JIeBaHKE TIAIIMEHTA K 0CO-
00i1 HO30JIOTMYecKOi emuHuIe. KmmHuueckuii heHOTHUI
aHTu-MAG-napanporenHemudeckoii TTHIT mpencrapiser
€000 XpPOHUYECKYIO MEUIEHHO ITPOrPECCUPYIOLIYIO TTPEUMY-
1ectBeHHO ceHcopHyto [THIT, 3HauuTenbHO yailie BO3HMKA-
IOIIYI0 Y MyXXYMH B TO30HEeM Bospacte [63]. XapakrtepeH
TaKKe MOCTypaTbHBIN TPeMOP BEPXHUX KOHEUHOCTe. MMMy~
HOJIOTMYECKOE MCCIIEI0OBAaHNE MOXKET JOMOJHUTEIbHO BhISIB-
JIATh TIEPEKPECTHYI0 pPEaKTUBHOCTh aHTU-MAG-aHTUTEN
¢ ranmosugamu SGPG, SGLPG, moekynaMu KJIeTOUHOM
aire3uu, IMIMKONpPoTernHoM J 1 ¥ MKonpoTerHaMU MUETMHA
nepudepudecknx HepsoB — PO u PMP22 [64]. IgM-mnapa-
TPOTENH MMEET Pa3Hyl0 aHTUTAHTIIMO3WIHYIO aKTUBHOCTb.
Ommucana peakums IgM-anturen ¢ ranmmosuaamu GD1b,
GD3, GT1bu GQIlb.

Y OOJIbHBIX C XPOHU4eCKOlUl CeHCOPHOU Heliponamueil
M aTaKCHel TakKe MOTYT BBISIBIIATbCs IgM-TapanporenH
U aHTUAMCUAJIO3WIOBBIe aHTuTena. [lpu mobGaBieHun
K cumnroMokomIuiekcy xpoHudeckoit ITHIT ¢ BeipakeH-
HOI CEHCOPHOI1 aTakcuei, apeieKCuein 1 OTHOCUTEJIbHO
COXpaHEHHOW JABUTATEIbHOM (DYHKIIMEN CTOHKOI WK pe-
LIUIMBUPYIOIIE-PEMUTTUPYIOIIEH C1ab0CTU TJIa30/1BUTa-
TeJIbHBIX 1 OyIb0aPHBIX MBI U XOJIOAHBIX aITJIIOTUHUHOB
Ha3BaHUe CUHApoMa ckiaabiBaeTcs BakpoHuM CANOMAD
(C — xponnueckas, A — atrakcudeckasi, N — HelipornaTtust
¢ O — odpranemormierueii, [gM-mapanpoTenHOM, XOJIOTHBI-
MM A—arrmoTuHUHAMU U D — Iucraao3uaoBbIMU aHTUTE -
Jlamu) [635].

XBJ[II — xpoHnyeckas 1eMUCIUHU3UPYIOIIAs MO~
HeWporarus ¢ ayTOMMMYHHOM TIPUPOAOM, XapaKTepusy-
eTCsl POTPECCUPYIONIUM WIM PelUAUBUPYIOIIE-PEMUT-
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TUPYIOIIUM TEUYCHUEM, MOXKET IMpPOTeKaTb JOCTATOYHO
TSKEN0, ¢ (hOPpMUPOBAHKUEM I'PyObIX ITape30B, HAPYIIICHU -
€M XOJbObI BIJIOTh 0 MOJHOI 00e3IBUXKEHHOCTH U pa3-
BUTHUS JbIXaTeJIbHOU HEIOCTATOYHOCTU BCJAEACTBUE Cla-
6octn nuadparMbl 1 MeXpeOepHBIX MBI MeXmay TeM
5TO B OOJIBIIMHCTBE CBOEM KypabeTbHOE 3a00JIeBaHIE TIPU
YCJIOBUM CBOEBPEMEHHOI MUArHOCTUKU U TPaBUJIbHOM
TaKTUKU JieyeHus [62]. B mureparype onucaHbl aHTUTEA
K ranruosugam LM1, GM1, GDI1b, SGPG [66, 67],
OJIHAKO AMArHOCTUYECKasl POJIb ITOTO MCCIEIOBAHUS 10
cux mop eie HescHa. [lepBoe B Poccum uccnenoBaHue
AHTUTAHTIMO3UAHBIX aHTuTeN py XBIIT ObL10 rpoBeaeHo
COTpyIHMKAaMM Kadeaphl HepBHBIX 0oe3Heit PHUMY mM.
H.N. Iuporosa B 2007 1. Y 13 mereit ¢ XBI1 ObL10 BBISIB-
JICHO IOCTOBEPHOE YBEJIMUCHUE YPOBHS aHTUTEIT K TAHTJI -
o3upay asialo-GM1 kinaccoB IgM u IgG, a Takke Kk GM1
knaccoB IgM n IgG. TIpmyeM TTONOKNATETbHBIC aHTUTENIA
kinacca IgM BBISIBISLTMCH TOJBKO B TMEPUOMA O0OCTPEHUS
3abosieBaHust [68]. B xome uccienoBaHusi, MPOBEIEHHOIO
KosuieKTMBOM aBTopoB Ileporo MMI'Y um. U.M. Ceue-
HOBa, ObUT ccienoBaH TUTp aHTU-GM 1 kiacca IgM m aH-
t-GD1b-antuten (IgM u IgG) y 33 maruenrton ¢ XBTI.
AntuTena K ranravosuay GM1 Oblin BbIsiBJIeHBI B 21 %
ciydaeB (n = 7), ranrauosuny GD1b (IgM) — B 21 % cay-
yaeB (n = 7), Ip¥ 3TOM TUTP aHTUTEN CTATUCTUYECKU HE
OTJIMYAJICS OT TAKOBOTO B TPYTITIE OOJTBLHBIX C HACIEICTBEH -
HOI CEHCOMOTOpHOI Heliporatueil la Tuma, OGOKOBBIM
aMUOTPO(PUIECKUM CKJIEPO30OM U B IPYIIIE KOHTPOJIS.

B HIIH PAMH 65b11a npoBeneHa padboTa o U3y4yeHuIo
CMEeKTpa aHTUTAHIJIMO3UAHBIX ayToaHTutesa npu XBII.
C npuMeHeHHUeM TeX XK€ TMarHOCTUYECKUX HabOpOB, OMK-
CcaHHBIX BhIlIe 1j151 00abHBIX ¢ CI'b, 6b110 006cienoBaHo 77
MalMEHTOB B CTaAM O0OCTPEHMSI; OOJBIIMHCTBO U3 HUX
Ha MOMEHT 3a00pa OnoMarepuasa cren(pruIecKoi Tepariu
HE TToJTyJaii. AHTUTEJIA XOTs1 Obl K OMTHOMY M3 6 M3y4aeMbIX
TaHIJIMO3UI0B ObU 0OHapyXeHbI y 40,3 % (n = 31), npuyeM
B KaxzaoM 2-M ciaydae (n = 17; 55 %) — X 2 1 GoJiee TaHT-

Ta6auua 2. Kiunuueckue cuHoOpombt, acCOUUUpOBAHHbIE CO CNEUUDU-
uecKuUMU aHmueaukoaunuonsimu anmumenamu (no H.Willison, N. Yuki,
2002, ¢ donoanenusmu)

GM1, GMIb,
CI'b, popma OMAH GDla, GalNAc- 1eG
GDla
Cungpom M®, oct-
pHIii o TambMonapes,
sHuedanut bukep- GQlb, GTla IeG
cradda
XBITT SGPG, SGLPG Ll (o O

HaJIbHbIE)

XpoHuveckast CeH-

GDIb, GD2, GD3,
COpHas aTaKTu4yeckas

IgM (MoHoKIT0-

o GTlb, GQIb HaJIbHBIE)
HelponaTus
MMH GMl, GDlb, IgM (onm-/mo-
asialo-GM 1 HOKJIOHQJIbHBIE)

Jmo3unaM. Yarie Bcero BBIABISIIMCH aHTUTeNA K asialo-
GM1 (n=18;23 %), GD1b (n=15;19 %) u GM1 (n = 13;
17 %), pexe — antu-GM2, GDlau GQIb (9,8 u 6 %
CJIy9aeB COOTBETCTBEHHO). I1pu 3TOM B rpyriie KOHTPOJIS,
COCTOSIBIIIEH 13 38 JINII, COTIOCTABUMBIX T10 TTOJI0BO3PACT-
HBIM XapaKTEePUCTUKAM, JAHHBIM TECT HE ObUT MOJOXU-
TeJIbHBIM HU B OAHOM CJIydae. DTO MO3BOJISIET CUMTATh UCCIIe-
JTOBaHME Ha aHTUTAHIIMO3WIHBIC aHTUTEJIA TIPU ITOI03PEHUI
Ha TakWe ayTOMMMYHHBIe TonmHelponatni, kKak CI'b
n XBJII1, moctaTouHo CrieinuIHbBIM.

MMH BriepBble ObLIa YIIOMSIHYTa KaK HeoObIuHast (hop-
Ma 00JIe3HM JBUTaTebHOro HelipoHa. A. Pestronk 1 coaBT.
MOAPOOHO OIMMCaT MYJIBTH(OKATLHOE M30JIMPOBAHHOE
TOpaXkeHWe TBUTATEIbHBIX HEPBOB KOHEYHOCTEH C O10KaMu
nposeneHus u antu-GM1 IgM-anturenamu [69]. [Tocnen-
HHME MOIYT IIEPEKPECTHO pearupoBaTh ¢ TaHINIMO3UIAMU
GDla, GDI1b, asialo-GM1, GM1 n GM2, HO MOTYT OBITb
u MoHocnenuduuabsiMu [70—72]. [To naHHBIM UCCIenOBa-
Husl, npoBeaeHHoro B [leppoMm MMI'Y um. U.M. Ceueno-
Ba Ha 7 OOMBHBIX C JOCTOBEpHBIM 1MarHozoM MMH, uyBc-
TBUTEJIBHOCTh ompeneieHus: aHTu-GMI1 Tipu maHHOM
3aboseBaHuu cocrabuia 71,4 %, cneumrpuurocts — 90 %.
BeposiTHOCTH 3a001eBaHMS TIPU TTOJIOXKUTEIBHOM PE3YJib-
Tarte Tecta coctanisieT 38,4 %, rpu oTpuraTesbHoM — 2,7 %
[73]. B HacTosiee BpeMst 0OHapy>KeHWe TOBBIIIICHNS YPOB-
Hs aHTU-GM 1 -ayToaHTUTENT SIBJISIETCSI BCTIOMOTATEIbHBIM
JIMArHOCTUYECKUM KPUTEPHEM IIpU JTaHHOM 3a00JIeBaHIH,
OKa3bIBaIOLIMM ITOMOIIb B TIOCTAHOBKE OKOHYATEJIbHOTO
NIMarHO3a B CJIOKHBIX cirydasix. CTOUT OTMETUTD, YTO Yac-
ToTa BeisiBIsieMocT aHTU-GM 1 IgM mpu MMH Bapsupy-
et ot 30 10 80 %, B CBSI3U C YeM OTPUIIATENIbHBIC Pe3yJIbTa-
Thl MMMYHOJIOTUYECKOTO MCCJICIOBAHUS IIPU HAJIUMYMU
TIPYTUX KPUTEPHEB TaHHBII TUarHO3 He CKITI0YatoT. OTMe-
YEHO, YTO KIIMHUYECKOE YITydIllieHne Ha (hOHE BHYTPUBEH-
HOI UMMYHOTEpAIu vaiiie HabJoaaeTcst y O0JIbHBIX C aH-
Tu-GM1-aHTUTEeIaMu, OMHAKO KOPPEJSILUU C UX TUTPOM
MOXeT He Habmoaatbes [74].

3annouenue

3a nocaeanue 30 IeT MOJYyYEHO JOCTATOYHO JaHHBIX,
SICHO MOKa3bIBAIOIIUX CHELU(MUIECKYI0O KOPPEISLMIO
MEXIy ayTOUMMYHHBIMU NepU(epIIcCKIMI HEUPOITaTH -
SIMU Y aHTUTJIMKOJIMITUIHBIMY aHTUTEIaMU. boJbImHC-
TBO 00CY:KAae€MbIX B CTaThe HO30JIOTUYECKUX (DOPM PEIKO
BCTPeYaeTCsl B KIMHUYECKOUN MPaKTUKE, U 3aKOHOMEPHO,
YTO KaXIBIA pa3 y MpaKTUKYIOIINX Bpadeil BO3HUKAIOT
COMHEHUS, JaXKe HECMOTPSI Ha YTBEPKICHHBIC MUPOBOI
MEIUIIMHCKOI 00IIECTBEHHOCThIO TMarHOCTUYECKIE KPU-
TEPUU 111 MHOTMX U3 HUX [63]. JleTeKLusI aHTUTEN K [JIv-
KOJUTINIAM TieprdepruIecKX HEPBOB BCJICH 3a KITMHUYEC-
KNMHU U HEHPOPU3NOIOTUICCKUMHU JaHHBIMU TTO3BOJISICT
YIOCTOBEPUTHCSI B ayTOMMMYHHOI MPUPOJIE HEMponaTuu
(Tabu. 2), moaTBepXAeHUE KOTOPOI BJeYeT 3a co0O0M pac-
CMOTpEHNE BOITPOCca O Ha3HAYeHNHN MMMYHOCYITPECCUBHOM
Tepanuu, MOTEeHIIMAIBHO CITIOCOOHO CYIIIECTBEHHO YTyd-
LIUTH OOIllee COCTOSIHUE M Ka4eCTBO XXU3HU MallMeHTa.

31



32

HepBHo-MblweYHble
BOJNIE3HH

Jlexuyuu u 0630pbi

nNWTEPATYVYPA

1. Latov N. Antibodies t o glycoconjugates in
neuropathy and motor-neuron disease. Proc
Brain Res 1994;101:295—303.

2. Chassande B., Leger J.M., Younes-
Chennoufi et al. Peripheral neuropathy
associated with IgM monoclonal gammopathy:
correlations between M-protein antibody
activity and clinical/electrophysiological
features in 40 cases. Muscle Nerve
1998;21:55—62.

3. Kornberg A.J., Pestronk A. Chronic motor
neuropathies: diagnosis, therapy, and
pathogenesis. Ann Neurol 1995;37 Suppl
1:43-50.

4. Ilyas A.A., Quarles R.H., Dalakas M.C.

et al. Monoclonal IgM in patient with
paraproteinemic polyneuropathy binds to
gangliosides containing disialosyl groups. Ann
Neurol 1985;18:655-9.

5. Willison H.J., O’Learly, Veitch J. et al. The
clinical and laboratory features of chronic
sensory ataxic neuropathy with anti-disialosyl
IgM antibodies. Brain 2001;24:1968—77.

6. Ilyas A.A., Willison H.J., Quarles R.H.

et al. Serum antibodies to gangliosides in
Guillain-Barre syndrome. Ann Neurol
1988;23:440—7.

7. Svennerholm L. Designation and schematic
structure of gangliosides and allied
glycosphingolipids. Prog Brain Res
1994;101:11—-4.

8. Weller M., Stevens A., Sommer N. et al.
Ganglioside antibodies: a lack of diagnostic
specificity and clinical utility? J Neurol
1992;239:455—59.

9. Yuki N., Yoshino H., Sato S., Miyatake T.
Acute axonal polyneuropathy associated with
anti-GM1 antibodies following Campylobacter
enteritis. Neurology 1990;40:1900—2.

10. Chiba A., Kusunoki S., Obata H. et al.
Serum anti-GQ1b IgG antibody is associated
with ophthalmoplegia in Miller Fisher
syndrome and Guillain-Barre syndrome:
clinical and immunohistochemical studies.
Neurology 1993;43:1911-7.

11. Gong Y., Lunn M.P., Heffer-Lauc M. et al.
Localization of major gangliosides in the PNS:
implications for immune neuropathies.

J Periph Nerv Syst 2001;6:42.

12. Corbo M., Quattrini A., Latov N., Hays A.P.
Localisation of GM1 and Gal(betal-3)GalNAc
antigenic determinants in peripheral nerve.
Neurology 1993;43:809—14.

13. O’Hanlon G.M., Paterson G.J., Veitch J.
et al. Mapping immunoreactive epitopes in the
the human peripheral nervous system using
human monoclonal anti-GM 1 ganglioside
antibodies. Acta Neuropathol (Berl)
1998;95:605—16.

14. Zielasek J., Ritter G., Magi S. et al.

A comparative trial of anti-glyoconjugate
antibody assays: IgM antibodies to GM1.

J Neurol 1994;241:475-80.

15. Willison H., Yuki N. Peripheral
neuropathies and anti-glycolipid antibodies.
Brain 2002;125:2591-625.

16. Bansal A.S., Abdul-Karim B., Malik R.A.
et al. IgM ganglioside GM1 antibodies in
patients with autoimmune disease or
neuropathy, and controls. J Clin Pathol
1994;47:300-2.

17. Nobile-Orazio E., Galia E, Terenghi F.

et al. How useful are anti-neural IgM
antibodies in the diagnosis of chronic immune-
mediated neuropathies? J Neurol Sci
2008;266:156—63.

18. Irie S., Saito T., Kanazawa N. et al.
Relationship between Anti-ganglioside
antibodies and clinical characteristics of
Guillain-Barre syndrome. — Int Med
1997;36(9):607—12.

19. Kanzaki M., Kaida K., Ueda M. et al.
Ganglioside complex containing GQ1b as
targets in Miller Fisher and Guillain-Barre
syndromes. J Neurol Neurosurg Psychiatry
2008;79:1148—52.

20. Fredman P, Vedeler C.A., Nyland H. et al.
Antibodies in sera from patients with
inflammatory demyelinating
polyradiculoneuropathy react with ganglioside
LMI1 and sulfatide of peripheral nerve myelin.
J Neurol 1991;238:75-9.

21. Yuki N., Tagawa Y., Handa S.
Autoantibodies to peripheral nerve
glycosphingolipids SPG, SLPG, and SGPG in
Guillain-Barre syndrome and chronic
inflammatory demyelinating polyneuropathy.
J Neuroimmunol 1996;70:1—6.

22. Yako K., Kusunoki S., Kanazawa I. Serum
antibody against a peripheral nerve myelin
ganglioside, LM 1, in Guillain-Barre
syndrome. J Neurol Sci 1999;168:85—9.

23. Susuki K., Yuki N., Hirata K., Kuwabara
S. Fine specificities of anti-LM 1 I1gG
antibodies in Guillain-Barre syndrome.

J Neurol Sci 2002;195:145-8.

24. Jacobs B.C., van Doorn PA.,

Groeneveld J.H. et al. Cytomegalovirus
infection and anti-GM?2 antibodies in
Guillain-Barre syndrome. J Neurol Neurosurg
Psychiatry 1997;62:641-3.

25. Walsh ES., Cronin M., Koblar S. et al.
Association between glycoconjugate antibodies
and Campylobacter infection in patients with
Guillain-Barre syndrome. J Neuroimmunol
1991;34:43—51.

26. Kornberg A.J., Pestronk A., Bieser K. et al.
The clinical correlates of high-titer IgG anti-
GM1 antiboies. Ann Neurol 1994;35:234—7.
27. Rees J.H., Gregson N.A., Hughes R.A.
Anti-ganglioside GM1 antibodies in Guillain-
Barre syndrome and their relationship to
Campylobacter infection. Ann Neurol
1995;38: 809—16.

28. Jacobs B.C., van Doorn PA., Schmitz P.I.
et al. Campylobacter jejuni infections and anti-

GMI antibodies in Guillain-Barre syndrome.
Ann Neurol 1996;40:181—7.

29. Hadden R.D., Cornblath D.R.,

Hughes R.A. et al. Electrophysiological
classification of Guillain-Barre syndrome:
clinical associations and outcome. Ann Neurol
1998;44:780—8.

30. Kuwabara S., Asahina M., Koga M. et al.
IgG anti-GM 1 antibody is associated with
reversible conduction failure and axonal
degeneration in Guillain-Barre syndrome. Ann
Neurol 1998;44:202—8.

31. Kuwabara S., Ogawara K., Mizobuchi K.

et al. Isolated absence of F waves and proximal
axonal dysfunction in Guillain-Barre syndrome
with antiganglioside antibodies. J Neurol
Neurosurg Psychiatry 2000;68:191-—5.

32. Yuki N., Ang C.W., Koga M. et al.
Clinical features and response to treatment
in Guillain-Barre syndrome associated with
antibodies to GM 1b ganglioside. Ann
Neurol 2000;47:314—-21.

33. Yuki N., Yamada M., Sato S. et al.
Association of IgG anti-GD1a antibody with
severe Guillain-Barre syndrome. Muscle Nerve
1993;16:642—7.

34. Kusunoki S., Iwamori M., Chiba A. et al.
GM1b ia a new member of antigen for serum
antibody in Guillain-Barre syndrome.
Neurology 1996;47:237—42.

35. Ho T.W.,, Willison H.J., Nachamkin I. et al.
Anti-GD1a antibody is associated with axonal
but not demyelinating forms of Guillain-Barre
syndrome. — Ann Neurol 1999;45:168—73.

36. Hao Q., Saida T., Yoshino H. et al. Anti-
GalNAc-GD]a antibody-associated Guillain-
Barre syndrome with predominantly distal
weakness without cranial nerve impairment
and sensory disturbance. Ann Neurol
1999;45:758—68.

37. Griffin J.W,, Li C.Y., Ho TW. et al.
Pathology of the motor-sensory axonal
Guillan-Barre syndrome. Ann Neurol
1996;39:17-28.

38. Yuki N., Kuwabara S., Koga M., Hirata K.
Acute motor axonal neuropathy and acute
motor-sensory axonal neuropathy share a
common immunological profile. J Neurol Sci
1999;168:121—6.

39. Kusunoki S., Chiba A., Hitoshi S. et al.
Anti-Gal-C antibody in autoimmune
neuropathies subsequent to mycoplasma
infection. Muscle Nerve 1995;18:409—13.

40. Quarles R.H. The spectrum and
pathogenesis of antibody-mediated
neuropathies. Neuroscientist 1997;3:195—204.
41. Carpo M., Pedotti R., Lolli E et al. Clinical
correlate and fine specificity of anti-GQ1b
antibodies in peripheral neuropathy. J Neurol
Sci 1998;155:186—91.

42. Paprounas K. Anti-GQ1b ganglioside
antibody in peripheral nervous system
disorders. Arch Neurol 2004;16:1013—16.



Jlexyuu u 0630puvi

HepBHo-MblweYHble
BOJNIE3HH

43. Notturno E, Capolare C., Uncini A. Acute
sensory ataxic neuropathy with antibodies to
GD1b gangliosides and prompt recovery.
Muscle Nerve 2008;37:265—8.

44. Yuki N., Taki T., Kasama T. et al.

A bacterium lipopolysaccharide that elicits
Guillain-Barre syndrome hasa GM|1
ganglioside-like structure. J Exp Med
1993;178:1771-5.

45. Ang C.W,, Endtz H.P,, Jacobs B.C. et al.
Campylobacter jejuni lipopolysaccharides from
Guillain-Barre syndrome patients induce IgG
anti-GM 1 antibodies in rabbits. J
neroimmunol 2000;104:133—8.

46. Prendergast M.M., Lastovica A.J.,

Moran A.P. Lipopolysaccharides from
Campylobacter jejuni O:41 strains associated
with Guillain-Barre syndrome exhibit mimicry
of GM1 ganglioside. Infect Immun
1998;66:3649—55.

47. Takano H., Yuki N. Fisher’s syndrome
associated with chickenpox and anti0GQ1b
antibody [letter]. J Neurol 1995;242:255—6.
48. Yuki N., Taki T., Takahashi M. et al.
Molecular mimicry between GQ1b ganglioside
and lipopolysaccharides of Campylobacter
jejuni isolated from patients with Fisher’s
syndrome. Ann Neurol 1994;36:791—3.

49. Jacobs B.C., Hazenberg M.P,, van

Doorn PA. et al. Cross-reactive antibodies
against gangliosides and Campylobacter jejuni
lipopolysaccharides in patients with Guillain-
Barre or Miller Fisher syndrome. J Infect Dis
1997;175:729-33.

50. Goodyear C.S., O’Hanlon G.M.,

Plomp J.J. et al. Monoclonl antibodies raised
against Guillain-Barre syndrome-associated
Campylobacter jejuni lipopolysaccharides
react with neuronal gangliosides and paralyze
muscle-nerve preparations. J Clin Invest
1999;104:697—708.

51. Yuki N., Tagawa Y. Acute cytomegalovirus
infection and IgM anti-GM2 antibody. J
Neurol Sci 1998;154:14—7.

52. Chiba A., Kusunoki S., Obata H. et al.
Ganglioside composition of the human cranial
nerves, with specific reference to
pathophysiology of Miller Fisher syndrome.
Brain Res 1997;745:32—6.

53. Ang C.W., Jacobs B.C.,

Brandenburg A.H. et al. Cross-reactive

antibodies against GM2 and CM V-infected
fibroblasts in Guillain-Barre syndrome. —
Neurology 2000;54:1453—8.

54. Kusunoki S., Tagawa H., Kanazawa I.
Infection by Mycoplasma pneumonia anduces
serum antibody against Gal-C [letter]. Muscle
Nerve 1996;19:257-8.

55. Kitazawa K., Tagawa Y., Honda A.,

Yuki N. Guillain-Barre syndrome associated
with IgG anti-GM b antibody subsequent to
Mycoplasma pneumonia infection. J Neurol
Sci 1998;156:99—101.

56. Mori M., Kuwabara S., Miyake M. et al.
Haemophilus influenzae infection and
Guillain-Barre syndrome. Brain
2000;123:2171-8.

57. Koga M., Yuki N., Tai T. et al. Miller
Fisher syndrome and Haemophilus influenza
infection. Neurology 2001;57:686—91.

58. Iupanos M.A., Cynonesa H.A. Curapom
TuiteHa—bappe: KIMHUKA, TMArHOCTUKA U Jie-
yeHue. PykoBoacTso st Bpayeit. M.: MEJI-
[TPECC, 2011.

59. Cynonesa H.A., [TupanoB M.A. BHyrpu-
BEHHast UMMYHOTEpAIusi B HeBpoJioruu. M.:
Topstuast iuHust — Tenexom, 2013.

60. Cynonesa H.A., IMupanos M.A., Huku-
tuH C.C. u np. [1aToreHetnyeckast u mpo-
THOCTUYECKAsT POJIb QyTOAHTUTEJT K TAaHTJINO-
31aaM repudepruyecKx HEPBOB TP
cuHapome [uiteHa—bappe. AHH KJIMH U 9KC-
nep HeBposioruu, 2013;1:4—12.

61. Bollensen E., Steck A.J., Schachner M.
Reactivity with peripheral myelin glycoprotein
PO in serum from patients with monoclonal
IgM gammopathy and polyneuropathy.
Neurology 1988;38:1266—70.

62. KinHuyeckrie peKOMEHIALUH IO HEBPO-
soruu EBporeiickoii accolmarum HeBpoJIo-
ruyeckux coodiuects. [lep. mon pen.
npod.C.C. HukutnHa. M.

ABB-mipecc, 2012.

63. Willison H.J., O’Hanlon G.M.,
Paterson G. et al. A somatically mutated
human antiganglioside IgM antibody that
induces experimental neuropathy in mice is
encoded by the variable region heavy chain
gene. J Clin Invest 1996;97:1155—64.

64. Nobile-Orasio E., Manfredini E.,

Carpo M. et al. Frequency and clinical
correlates of anti-neural IgM antibodies in

neuropathy associated with IgM monoclonal
gammopathy. Ann Neurol 1994;36:416—24.
65. Freddo L., Yu R.K., Latov N. et al.
Gangliosides GM1 and GD1b are antigens for
IgM M-protein in a patient with motor neuron
disease. Neurology 1986;36:454—8.

66. Kuwahara M., Suzuki

S., Takada K., Kusunoki S. Antibodies to LM1
and LM 1-containing ganglioside complexes in
Guillain-Barré syndrome and chronicinflamm
atory demyelinating polyneuropathy.

J Neuroimmunol. 2011;239(1-2):87—90.

67. Remiche G., Kentos A., Mavroudakis N.
Distal acquired demyelinating symmetric
neuropathy associated with anti-GM 1
antibodies: is this a CIDP variant? Acta Neurol
Belg 2010;110(1):103—6.

68. IlleBueHKko A.B. XpoHuueckue Bocma-
JINTENbHBIE TeMUETUHU3UPYIONINE TTOIH-
HEBpPOMNATUM y AeTell (KIMHUKA, IMarHOC-
TUKa, 1uddepeHIMalbHas JMarHoCTUKa).
ABTOped. ouC. ... KaHA. MeJ. HayK.

M., 2007.

69. Pestronk A., Cornblath D.R., Ilyas A.A.

et al. A treatable multifocal motor neuropathy
with antibodies to GM 1 ganglioside. Ann
Neurol 1988;24:73—8.

70. Van Schaik I.N., Bossuyt PM., Brand A.,
Vermeulen M. Diagnostic value of GM 1
antibodies in motor-neuron disorders and
neuropathies: a meta-analysis. Neurology
1995;45:1570—7.

71. O’Hanlon G.M., Veitch J., Gallardo E.

et al. Peripheral neuropathy associated with
anti-GM?2 ganglioside antibodies: clinical and
immunopathological studies. Autoimmunity
2000;32:133—44.

72. Jacobs B.C., Rothbarth P.H., van der
Meche et al. The spectrum of antecedent
infections in Guillain-Barre syndrome: a case-
control study. Neurology 1998;51:1110-35.

73. Axmenxanosa JI.T. KiuHuko-ummy-
HOJIOTUYECKast XapaKTEePUCTHUKA XPOHU -
YeCKMX AeMHUETMHU3UPYIOIINX IO -
HeBponaTuii. ABToped. 1KcC. ... KaHI. MeI.
Hayk. M., 2008.

74. Leger J.M., Chassande B., Musset L.

et al. Intravenous immunoglobulin therapy
in multifocal motor neuropathy: a double-
blind, placebo-controlled study. Brain
2001;124:145-53.

33



HepBHo-MblweYHble

BOJIE3HMN Jlexuyuu u 0630pbi
Hudhopmauua ana 3axkasa
430-1111 Immco AHTHTETa K HeWPOHAIBHBIM aHTUTEHAM TTapaHeoTUIacTUYecKre (MMMYHOMITYOpEeCIIEHTHBII
MeTon), 48
430-1173 Immco AHTHTENa K MUETMH-aCcCOLIMMPOBAHHOMY aHTUTEHY, UMMYHOO0:10T, 20
430-1174 Immco AHTHTENA K HelipOHaIbHBIM aHTUreHam (antureHsl: Hu, Ri, Yo), mmmyHoG0T, 20
430-1190 Immco AHTHKOXIeapHble aHTuTeNa (anTureHsr: 68kD, hsp-70), mMmmyHoGOT, 20
430-1192 s AHTHUTENa K MUETMHOBOMY Oesiky PO (ayromMMyHHast HEHPOCEHCOPHAsI TYTOYXOCTbh),
UMMYHOOJI0T, 20
3104 Medipan AHTHUTENA K peleNnTOpaM aleTHIXoIunHa, 96
3936 Vet IgG-aHTuTENa K aHTUTeHaM CKeJleTHBIX MbIiiL (SKMA), 12x4 (uMMyHOMIyOpPEeCIIEHTHbBI
METOJI)
3937 et IgG-aHTHUTENa K aHTUTeHaM CKeJIeTHBIX MBI (SKMA), 12x8 (uMMyHOMIyOpeCIIEHTHBI
METOJI)
RES51021 IBL AHTHTENA K MBIIIEYHOH crielinduyeckoii perentopHoii Tupo3uHkHaze (MuSK-Ab), 96
RE70481 IBL AwnTuTena K chunromuenuny IgG/IgM, 96
466-3214 BCM Diagnostics Anrurena K chunromuenuny IgG/1gM, 96
EK-MAG Buhlmann AHTHUTEIa K MUSJTMH-aCCOLIMMPOBAHHOMY ITMKONpoTenHy (Anti-MAG), 96
EK-GM1-GM Buhlmann AnTHUTena K ranrosuny M1, 96
_ GanglioCombi (anTHTeNa K TaHTIMO3UIaM, Tipodwitb. AHTUreHbl: GAl, GM1, GM2, GDla,
EK-GCO Buhlmann GDIb, GQIb), 96
EK-GCL-GM Buhlmann GanglioCombi (aHTHTeTa K TAHTJIMO3UIaM, HpOud)I/UII). Anturensr: GM1, GD1b, GQI1b), 96
(2 x 12 mpocbuneit IgG u IgM)
Anti-Gangliosid Dot, nor-onpezneneHue antuten kiaccoB IgG/IgM K raHrnmosuaam (aHTUre-
3901 Medipan uel: GM1, GM2, GM3, GM4, GDla, GD1b, GD2, GD3, GTla, GT1b, GQ1b u cyibharum)
B CBIBOPOTKE U CITMHHOMO3TOBOM XuakocTu, 20.
EK-SGPG Buhlmann AHTHUTeNA K CylbhaTupoBaHHOMY NIIOKYPOHMII-Napariotosuy (aHtu-SGPG), 96
EK-IFNB Buhlmann Anrutena Kk uatepdepony B IgG (cBsasbiBaioue), 96
430-1185G Immco AHTHTENA K ranakTorepedposuny IgG, 96
430-1185M Immco AHTHUTeNa K rajakrouepedposumy IgM, 96
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Npamaa mopdonoruueckas agemexuyus Borrelia burgdorferi
B MbillIeYHbIX GUONMamax: Bo3MOMKHOCMb CBA3U HEPBHO-MbIWEYHOI
namonoruu ¢ Goppenuo3om

A.B. Caxaposa!, JI.B. [Iunenko?, T.!. Mypasuna', P.I1. Yaiikosckasa', E.A. Koct?, M.®. Mup-Kacumos'
"®I'RY «Hayunotit uenmp neeposocuu» PAMH;
2@I'BY «Hncmumym snudemuonozuu u mukpoouonoeuu um. H.®. Tamanreu» Munzopasa Poccuu, Mockea

Konmaxmui: Anna Bukmoposna Caxaposa alla.sakharova@gmail.com

Hccnedosano 40 ouonmamos mbiuiy, 839muixX y OOAbHbIX C HEPEHO-MbIUEHHOU CUMNIMOMAMUKOL NPU HEYCMAHOBACHHOM Ul NPeonono-
JcumenvHom ouaeHoze. B 18 u3z HuX 6 NOAYMOHKUX cpe3ax MKAHU OOHApYJICeHbl 04aeU NOBPeNCOeHUs MbIUEHHbIX B0N0KOH € HAAUMUEeM
cnupoxemonodobHbix cmpykmyp. Ilpu 31eKmpoHHOI MUKPOCKONUU 2MUX Y4ACMKO08 Oblil Bbl6AeHbl 0oppesul 6 8ude 6eeemamueHbix
u paznoobpasuvix L-chopm. [lpumenenue memodoe ummyHoyumoxumuu ¢ anmumeramu x aumueenam Borrelia burgdorferi noomeepouno
NPUHAONEIHCHOCMYb CRUPOXEM K OAHHOMY 8UAY. DO NO360AUNO CHUMAMYb FMUOA0LUMECKUM UAU OCAONCHSIOUUM (DAKMOPOM HEPBHO-MbLUIEHHOLL
namonoeuu 60ppenuo3, a makdice peKOMeHO08aMb NPUMEHAMb YKA3aHHble MOopgoaocuuecKue mMemoobl KAk OUACHOCMUHECKUEe 8 CAYHAsX
HEPBHO-MbIUUEHHBIX 3A001€6AHUIL HESICHO20 NPOUCXONCOCHUS.

Karouesnte caoea: neiipoboppenuos, Borrelia burgdorferi, mviueunvie buoncuu, MuKpockonus NOAYMOHKUX CPe308, INeKMPOHHAS MUKDPO-
CKONUS, INeKMPOHHAS UMMYHOUUMOXUMUSL

Direct morphological identification of Borrelia burgdorferi in the muscle biopsies: the possibility of association
of the neuromuscular abnormalities with Borreliosis

A.V. Sakharova’, L.V. Didenko? T.I. Muravina’, R.P. Chaikovskaya', E.A. Kost’, M.F. Mir-Kasimov'

'Research Institute of Neurology, Russian Academy of Medical Sciences, °N.F. Gamaleya Institute of Epidemiology and Microbiology,
Ministry of Health of the Russian Federation, Moscow

The authors examined 40 muscle biopsy specimens taken from patients with neuromuscular symptoms when the diagnosis was unestablished
or presumptive. Eighteen of them exhibited foci of muscle fiber damage with the presence of spirochete-like structures in the semithin tissue
sections. Electron microscopy of these areas detected Borrelia as vegetative and diverse L-forms. Immunocytochemical techniques using
antibodies to Borrelia burgdorferi antigens confirmed that the spirochetes belonged to this species. This allows one to consider borreliosis as
an etiological or complicating factor of neuromuscular pathology and to recommend the above morphological methods for the diagnosis of
neuromuscular diseases of unknown origin.

Key words: neuroborreliosis, Borrelia burgdorferi, muscle biopsy specimens, microscopy of semithin sections, electron microscopy, electron

immunocytochemistry

BsepeHue

CuMNTOMBI TIOPaXKEHUS LIEHTPAJIbHOU U Tiepucdepu-
YECKOM HEPBHOM CUCTEMBI BBISIBJISIIOTCSI KAK B OCTPOIA, TaK
1 B XpOHUYECKOI ctaguu 6oppennosa. [1o taHHBIM OTe-
YECTBEHHBIX aBTOPOB, Ha Tepputopuu Poccuu 1-e mecto
cpenu MopakeHU OPTaHOB IPU 3TOM 3a00JIeBaHUU 3aHU-
MaeT UMeHHO HepBHas cucteMa [ 1—3]. T1pu xpoHUYecKom
HeiipoOoppeo3e BO3MOXHBI pa3BUTHE HEBPUTA KpaHU -
aJbHBIX HEPBOB, PAIMKYJIOHEBPUTA, MOHOHEBPUTA TIEPU -
(bepuueckux HEPBOB, a TAKXKE IIPOrpeccupylollee MHOIO-
04aroBoe IMOpaXKeHWEe TOJIOBHOIO M CIIMHHOIO MO3ra.
B cBsi3M ¢ 3THM cUMIITOMaTUKA HelipoOoppenro3a KpaitHe
rnoauMopcHa ¥ MOKET UMUTUPOBATh Pa3IMIHbIe HEPBHO-
MBIIIICYHbBIC 1 TICUXOHEBPOJIOTMUECKMe 3a001eBaHms (pac-
CesIHHBIN CKJIepo3, 00KOBOI aMUOTPpO(UYECKUIT CKIIEPO3,

6osre3nu [TapkuHcoHa 1 AJblireiimMepa, pacCesTHHbBIN DH-
e aJToOMHUEINT, MUTOXOHAPUAIbHBIC SHIIE(DATOMUOIIATUI
u 1p.) [4, 5]. He cayvaiiHO Heiipoboppero3 Ha3bIBalOT
«BTOPBIM BEJMKUM UMUTATOPOM» (rmocjie cuduauca) [6,
7]. Ecnu y nauiMeHTa paHHUAM Mepuos 3a001eBaHus Mpo-
TeKaJl CYyOKJIIMHUYECKU WJIM UMeJT HeXapaKTEePHYIO CUMII-
TOMAaTUKY, CBSI3b C OOPPEIN030M OOHAPYKMBACTCS JUILb
npu nabopatopHoM aHanuze. OgHako 00ppeauu TpyIaHO
BBIICJTUTH U KyJIETUBUPOBATh, @ CEPOJIOTHTICCKIE METOIBI
M3-3a CJIIOKHOTO MMMYHOIATOreHe3a 0oppeino3a 4acTo
JIaloT JIO(KHOOTPpULIATEIbHbIC pe3y/IbTaThl.

B HIIH PAMH B auiarHoCTUYECKU TPYAHBIX Cydasix
HEPBHO-MBIIICYHBIX 3a00JIeBaHUII TIPUMCHSICTCS METOI
MPOBEACHMST MBIIICUHBIX Ouoricuii. B mepuon ¢ 2004 o
2010 r. B 1abopaTopuIo MaTOJOTMYECKON aHATOMUM MOC-
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Tymio 40 OGMOMNTATOB MBI (YETHIPEXTIIABON MBIIIIIIBI
Oenpa, pexe AeTbTOBUAHOM MbIIIIbI). OHU ObLTN U3YyYeHbI
COIJIACHO ITpaBUJIaM, IIPUHSTHIM IJI1 U3YyYeHUS] MbIILIEY-
HBIX OMOTCUIA, ¢ HAOOPOM METOAMK, 0OecIeunBaloLINX
BepuUKAIMIO U YTOUHEHNE KIMHUYECKOTO TMarHo3a.
B kadecTBe AMArHOCTUYECKMX METOMOB HCMOJb30BaHA
3JICKTPOHHAsI MUKPOCKOIMS TKAaHU, (PUKCUPOBAHHOM LJTy-
TapOBBIM AJIBACTUIOM M YE€ThIPEXOKMCHIO OCMUSI, C IIpeIBa-
PUTEIBHBIM IIPOCMOTPOM TTOJIyTOHKUX CPE30B.

B 18 ouonTarax nmpu u3ydeHUU MOJYTOHKUX CPE30B
ObLIY BBISIBJICHBI YY4aCTKU pa3pyLICHUs MBIILIEYHOM TKAHU,
cozepKaBIIMe CTPYKTYPHI, TT0 MOP(OJIOrMIeCKUM TIpH-
3HAaKaM CXOJHBIE CO CIIMPOXETaMU. DTU OUMOIITATHI ObLIN
TOABEPTHYTHI YIITYOJIEHHOMY UCCJIEIOBAHUIO C TIPUMEHE-
HUEM UMMYHOLIUTOXUMUYECKMX METOAMK Ha YPOBHE CBE-
TOBOI ¥ 3JIEKTPOHHOI MUKpocKomnnu. Cpe3bl mapadHo-
BBIX OJIOKOB OMONTATOB M3YYaJINCh B PEaKIIMM CBETOBOM
WMMYHOTUCTOXUMMUU, a JIJIsI 2JIEKTPOHHOU UMMYHOITUTO-
XMMMHU UCIIOJIB30BAIMCH CPE3bl TEX K& OMOMNTaTOB ¢ 0J10-
KOB, 3aJIUTHIX B 3MOH. Pe3yibraThl 3TUX UCCJIEIOBAHUIA

Xapaxmepucmura nayuenmos no noay, 603pacmy, KAUHUHECKOMY OUACHO3Y

SIBJISTFOTCSI OCHOBHBIM TIPEIMETOM OOCYKICHUS B TaHHOM
MyOMKAIIUN.

Mamepuans! U Memopbl

MarepuaaoM HCCIEAOBAHUS CIY>KUJIW MBIIICUHBIC
OuornTaThl, HAMPaBJIsIEMbIE B JIAOOPATOPUIO MATOJIOTUYEC-
kot anHatomuun HITH PAMH B ciiyuasix, koraa y 60JbHBIX
C HEBPOJIOTMUECKOM CUMITTOMATUKON KJITMHUYECKUI Ara-
THO3 ObUT HesICeH MM HeokoHuateneH (n = 40). Knunu-
YECKME AUATHO3bI OOJIBHBIX, Y KOTOPBIX B OMOMNTaTaX ObLITN
00HapyXXeHbI CITMPOXETOMOA00HBIE CTPYKTYpPHI (7 = 18),
npeacTaBieHbl B Tabauie. Bce OronTaThl ObUIM UCCIEI0-
BaHBI ¢ TIPUMEHEHUEM CTaHAapTHOTO Habopa MopdoJio-
TUYECKNX OKPACOK M TUCTOXMMUYECKMX peakuuii [§, 9],
MPU HEOOXOAUMOCTH MPUOETraay K UMITPEeTrHaIlU a30THO-
kucabiM cepedpom [10, 11]. buonTaThel Takke McciaenoBa-
JIV Ha TIOJTIYyTOHKHMX Cpe3ax B CBETOBOM MUKPOCKOTIE C TIOC-
JIEAYIOIIEN JIEKTPOHHOM MUKPOCKOITUENA HA MUKPOCKOIIAX
JEM-100B u JEM-1011. Te 6uonTaThl, B KOTOPBIX Ha MO~
JIYTOHKUX cpe3ax ObLIM 00HAPYKEHbI CTPYKTYPbI, CXOIHbIC

836/04-05 K JucddepeHnnanbHbIil THArHO3: HeBpalbHAsi aMAOTPO(HS, MHOTIATHS HESICHON STHOIOTHA

2 127/05 M 15 JuddepeHnuanbHbIil AHArHO3: MUOIIATHSI, HEHPOTCHHASI aMHOTPO (IS

3 638/05 XK 34 TepBuublii anTU(OCHONUIMAHBIH CHHAPOM, SHIE(DANOnaTHs

4 431/06 XK 36 JuddepeHnuanbHblil AHarHo3: OOKOBOH aMHOTPO(HUECKHIT CKIIepo3, boppeno3

5 150/07 M 23 JuddepeHnpanbHplil AMarHO3: CIHHAIbHAS aMHOTPO(GHS, MUTOXOHAPUAJIbHAS SHIIE()ATOMUOIIATHS

6 638/07 K 28 HetipoGoppenuos. DHuedanonarus, MoJIMHEHPONATHs, TIPAMU/HBIH CHHAPOM

7 981/07 XK 49 MutoxoHIpHaTbHAas SHIIE(HATOMUOIATHS

3 1021/07 %K 14 JnddepeHnuanbHbIil ANarHO3: MUTOXOHAPHAIIbHAS SHIE(HATOMHOIATHS, MHOTOHUYECKast
TucTpodust

9 1041/07 K 31 PaccestHHBII SHIIEDaTOMHIENNT, OOpPPETHO3

10 1165/ 07 XK 58 BoxoBoii aMuoTpoduueckuii ckiIepo3, 00pperno3 B aHaMHe3e

11 1262/07 M 28 MuroxoHapHaIbHas SHIE(HaTOMUOIATHS

12 1306/07 XK 32 MHOKIIOHY C-DITHIISTICHS

13 1544/ 07 M 60 Boppennos

14 290/08 XK 34 JuddepeHipanbHbIil [UarHo3: MUTOXOHAPHAIbHAS SHIE()aTOMUONATHSI, MUTPEHB C aypoit

15 674/08 M 74 Boppennos

16 721/08 M 33 JuddepeHnuanbHblil AHArHO3: PACCESHHBIH SHIE()ATOMUEIUT — MUTOXOHAPHAIbHAS
SHIIE(HATOMUOTIATHS

17 856/08 XK 48 MuToxoHapHaIbHas SHIE(HATOMHUOIATHS

18 1404/08 %K 57 JuddepeHnpanbHplil AXarHO3: MUTOXOHAPUAIbHAS SHIE(HATOMUONATH, [NIMKOTCHO3 5-T0 TUMIa,

MePBUYHBIN Ae(UINT KaPHUTHHA
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Puc. 1. Mopgonoeuueckue usmenenus moiuieuHbIxX 6010KOH 8 MECIAX NOKAAU3AUUU OOPPeAUil: a — YHACMKU 04208020 PACNAOA MbIUIEHHbIX B0N0KOH (Cmpen-

KU), cocedcmeyroujue ¢ y4acmkamu coXpaHenHotl mxatu, x40; 6, e — CKonAeHus. Cnupoxemono0oOHbIX CMpYKmyp (Cmpenku) 6 MoluledHbsiX 6010KHaX, X 20,

6 — omadenvHble CNUPOXeMbl BHYMPU MblUEHHbIX 6040KOH (cmpeaku), > 100. Ceemosas MUKPOCKONUsl, 2AYMap-0cMuesas QuKcayus, notymoHKue cpesbl
(a, 6 — HeokpauieHHble NPenapamol, 8 — OKPAcKa MeMmuaeHO8bIM CUHUM, & — UMNPeSHAUUs A30MHOKUCAbIM cepebpoMm)

IO BHUIY CO CIIMPOXETaMM, 3aTeM MCCIICAOBAIM METOAOM
HETIPSIMOi1 peakIIii UMMYHO]ITIOOPECIIEHITUN B COOTBETC-
TBUM CO CTaHOAPTHBIM IPOTOKOJIOM [8], M oHM Xe (Ta
yacTh MaTepuaja, KoTopas IpeaHa3Havauach 1 oopada-
TBIBAJIACh JUISI 3JIEKTPOHHO-MUKPOCKOIIMYECKOTO HUCCIIe-
JIOBAaHUSI) M3y4aIMCh C IIOMOIIBIO 3JIEKTPOHHON UMMYHO-
LIMTOXMMUU C UCTIOJh30BaHNEM MOHOKJIOHATBHBIX AaHTUTE
K aHTureHam Borrelia burgdorferi. TlepBudHbIMU aHTUTEIIA-
MU CIOYXWIM MBIIIMHBIE MOHOKJIOHAJbHbIC aHTUTEa
K 10 moBepXHOCTHBIM aHTUTeHaM Borrelia burgdorferi B 3 co-
YeTaHUSIX CMeceil aHTUTeN: 1) K aHTUTeHaM BEe3UKYIISIPHBIX
JITIOTIPOTEMHOB IMOBEPXHOCTU HApykKHOU MeMOpaHbI Osp
A, Osp B, Osp C; 2) K mOBepXHOCTHBIM GenikaM: p31, p66,
p93; 1 3) x daareusipabiM 6enkaM: FlaB41, DbpA, VISE
n Fla37 (Barbara Johnson, Molecular Biology Section
Centers for Disease Control and Prevention of Vector-
Borne Infectious Diseases) B KOHIeHTpauuMuu 1 Mr/miL.
AHTHTena paspoavin B mporopiyn 1:30 B 0,05 M comeBoMm
docdarnom oydepe (pH 7,4) ¢ nodasnenuem 0,5 % BSA
(PBS/BSA).

B xauyecTBe BTOPUYHBIX aHTUTEI 111 UMMYHODIII00-
PECLIEHTHOT'O MCCJIeI0BAHUS UCIIOIb30BaJIM UMMYHOTJIO-
oymunbl (Ig), kormproruposanubie ¢ FITC u texacckum
kpacHbIM (TEXAS), a m1st 21eKTpOHHOM UMMYHOILIUTOXM -
MHUU — KO3bM aHTUMBbIIIKUHBIE 1gG, KOHBIOrMPOBAaHHBIC
C KOJUIOMIIHBIM 30JI0TOM, C YacTUIIaMK pa3mepoM 10 HM
(Alexa Fluor 488/Invitrogen) B pa3senennu 1/100 8 0,05 M
Tpuc-oydepe npu pH §,2.

J1J1s1 371eKTPOHHOM UMMYHOLIUTOXUMUYECKOM peak-
IIUM MBI MCITOJIb30BaJX OMWH M3 BAPUAHTOB IIPOIEAYP,
0TpabOTaHHBIX IS TIPOBEACHUS PeaKIIuM MMMYyHOMeE-
yeHusl B pexume post-embedding-merona [12]. Konr-
poJieM UMMYHOLMTOXMMHWYECKUX peaKLMil CIIyXKUJIN
MpernapaThl, B KOTOPBIX MHKYOAIIMsI ¢ TIEPBUYHBIMU aH-
TUTeJaMu Obla TIpOMyIlleHa, a KaK OTPUIATeJbHbBII
KOHTPOJIb B OTHOIIEHUU UH(EKIIUU CUUTATIN OUOMTAThI
OT MALMEHTOB, Y KOTOPHIX OTCYTCTBUE KIMHUYECKUX
M1 JabopaTOpHBIX NMPU3HAKOB OOppeino3a COBIIAAAI0
C OTCYTCTBUEM CITMPOXETOTOAOOHBIX CTPYKTYP B MOP-
¢onormyeckux mpernaparax.
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B nonyronkux cpesax B 18 ciaydasix u3 40 6b111 0OHa-
PYXEHBI CIIUPOXETONOA00HbBIE CTPYKTYpHI. [anbHelilnee
OIMCaHUe pe3yJIETaTOB OCHOBAaHO Ha M3YyYeHUU 3THUX 18
OUOIICHII C MCTIOJb30BAaHMEM BCEX METOIOB, YKa3aHHBIX
B TIPEABIAYIIEM pa3jiesie.

Cpenu BceX M3YYEHHBIX OMOMNCUI ObLIM OUONCUU OT
MaIMEHTOB ¢ OOPPEIN030M (CM. TAaOJIUILY), TIOATBEPXKICH -
HBIM UMMYHHBIMH CEPOJIOTMIECKMMH METOTaMU WJIN Me-
TOJIOM TIOJIMMEPAa3HOM HEeIMHON peakinu (HabmoneHus 6,
10, 13, 15), a TakKe ¢ ApYTUMU IUarHO3aMU: MUTOXOHAPU-
ajnbHasl sHUedanomuonaTus (HabmomeHus 7, 11, 17),
TIePBUYIHEIN aHTH(POCHONIUITMIHBIN CHHAPOM (HAOTIOICHIIe
3), MUOKJIOHYC-3TIericus (Habmonenue 12). B psme ciry-
yaeB OMOIICHSI BBIMOJIHSIIACH IS U hepeHIIMALIMN; Hei-
POTEHHOI aMUOTPO(DUY U MUOTIATUH HESICHOM 3TUOJIOTUM
(Habmonenud 1, 2, 5), boppenaro3a 1 6GOKOBOTO aMHUOTPO-
¢uruekoro ckieposa (HabmoaeHne 4), MUTOXOHAPHUATBHOMN
SHIUeDATOMUONIATUN U MUTPEHU ¢ aypoii (HabmoaeHue 14),
MUTOXOHIPUATIbHOI 3HLIe(aIIOMUOIIATUN I MUOTOHUYEC-
Koii muctpodun (HaOmomeHue 8), MUTOXOHIPUATBHOMN
SHIIe(ATOMUOTIATUM U PACCESTHHOTO 2HIedaToMuenTa
(HabmoaeHue 16), MUTOXOHAPUAILHOM 3HIIe(haIoOMUONa-

TAM, TJIIMKOTE€HO3a 5-TO TUIA W TMEPBUYHOTO naeduiinra
KapHUTHHA (HabmoneHue 18), boppenno3a u pacCestHHOTO
sHuedanomuenuTa (HabmoaeHue 9).

[ucronornueckoe v ruCTOXMMUYECKOE U3ydeHure O1o-
MITaTOB MPU CBETOBOI MUKPOCKOITMH BO BCEX CITydasix BbI-
SIBUJIO TUCTPO(UUIECKIE U3MEHEHMST MBIIIEYHBIX BOJIOKOH,
BbIpaXCHHBbIE B Pa3HOM CTEMEeHU, KOTOpPbIE COYETAINCH
¢ IMCCEMUHUPOBAHHOIA, pexke MeTKOMyUYKOBOI aTpodueit.
Heo6onbime mumdonurapHbie MHOWIBTPAThI ObLIN BbISIB-
JIEHBI B IMHUYHBIX OMOTITaTaX.

IMpy cBeTOBOI MUKPOCKOMUN B TMOJYTOHKUX Cpe3ax
B 18 ciyuasix 66Ut 0OHapyKeHbI (hOKaTbHBIE TOBPEKACHUS
MBIIIIEYHOM TKaHW. B cpe3ax Hapsimy ¢ OTHOCUTEIBHO CO-
XpaHHOU TKaHBIO UMEJTUCH YIACTKM C OYarOBBIM PacTiaioM
MBILIEYHBIX BOJIOKOH (puc.la). B ouarax paspyiieHus ObLIn
BbISIBJIEHBI U3BUTBIE CITMPOXETONMON0OHbBIE CTPYKTYPhI, 00-
pasyrolire CKOIJIEHUS 1 JIeXKallye 110 OTAeIbHOCTH (puC.
16, 6). Ilpu mmmperHauuu a30THOKUCIBIM CepedpoM,
MPOBEICHHON Pa3IMYHBIMU METOIAMU, U3BUTHIC HUTEBU/I-
HbI€ CTPYKTYPbl OKPAIIMBAIMCH B UEPHBIH 1IBET (puc. 1e2).

[Tpu npuMeHeHUU METOOB CBETOBOI UMMYHOTHUCTO-
XUMUM C aHTUTeJIaMU K aHTureHaMm Borrelia burgdorferi
Obl1a MoJTyYeHa MoJIOXKUTEIbHASI peakiinsl ¢ HepaBHOMEP-

Puc. 2. Ummynogaroopecyenmuas peakyus ¢ MOHOKAOHAALHLIMU aHmumenamu Kk anmueenam Borrelia burgdorferi: a — unmencuenas garoopecuenyus é mec-
max A0Kaau3ayuy aumueeHos (cmpeaku), 6 — (KOHmpoav) omcymemeue cneyugpuueckoeo ceeverus npu unKyoayunu 6e3 anmumen k Borrelia burgdorferi.
DaroopecyeHmuas MUKpOCKonust, oopmanunogas guxcayus, napagurossie cpesol. Caroopecuyenmuas memra, x40
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Puc. 3. boppenuu, pacnosazarouyuecs: 6HeKACMOYHO U COXPAHAIOUUE NPUSHAKU 8e2eMAaMUBHbIX (OPM: 4 — YHACMOK KOCO-NPOOOAbHO20 CPe3a KAnuasapa

¢ boppenueli  eco npoceeme, x50 000, 6, 8 — 6oppesuy MUNUYHOLL, NAOCKO-U3BUMOLL hopMbL 6e3 HeMKOU KAeMO1HOU CIMEHKU 8 MeNCKAeMOYHOM NPOCHPAHC-

mee IHdomu3Us 0au3U MbluteyHoi kaemiu, 6x40 000, 6 20 000; ¢ — nonepeunnlii npoghuss 6oppesuu, COXpanuduieil KAeMmo4Hyl0 CIeHKy 8 npoceeme co-

cyoa, x40 000. TpancmuccuoHHas 30eKMPOHHASL MUKPOCKORUS. Yca068Hble cokpaujerus 30ecs u Ha puc. 4—8: M B — mbiueunoe éonokno, MKIT — medxnckae-
mounoe npocmpancmeo, [1PC — npoceem cocyoa, DH — sndomenuanvhas kaemka

HOW KapTUHOM B cpe3ax TKaHU. B omHMX yyacTkax cpe3oB
crienmduyeckas JTIOMUHECLHEHIUsS Oblia Auddy3HOI,
B IDYTMX — BBISIBJISUIA CTPYKTYPBHI, TTO (hOpMe CXOTHBIE CO
crnupoxetaMy. JIIOMMHECLEHLMSI IIOBTOPsUIa KapTHUHY,
HaO0JII0JaeMYIO B MOJYTOHKHUX Cpe3ax IMPU OCMUEBOM U ce-
pebpstHOM mMIIperHauMsIX (puc. 2a). B KOHTPOIBHBIX
IpeTapaTax peakiius OTCYTCTBOBaa (puc. 20).
[Mocaenyolee 3J1eKTPOHHO-MUKPOCKOITMYECKOE U3Y-
YeHHUE TOBPEXIEHHBIX YYACTKOB CpPE30B OOHApYKUIIO
B HUX MUKPOOPTaHU3MBbI C YJIBTPACTPYKTYPHBIMU MPU3HA-
KaMu O0ppenii, KOTOpble B 3aBUCUMOCTH OT CBOETO MeC-
TOITOJIOKEHUS Pa3IMYaIUCh 10 DJIEKTPOHHOM IIJIOTHOCTU
U BUIy. PacronoskeHHbIE BHEKJIETOUHO CTPYKTYPhI (B IPO-
CBeTe COCyJa WU B MEXKKIJIETOYHOM IMPOCTPAHCTBE) ObLIN
B BUJE YIIMHEHHBIX M3BUTBIX (popM. VX siaeKTpoHHas
MJIOTHOCTb MAaJIO OTJIMYAJIach OT TAKOBOI KJIETOK XO3SIMHA.
KoHTypbI M1a3MaTHyecKoil MeMOPaHbI KIIETOYHOM CTEHKI
U aaresil Ha MPOAOJIbHBIX Cpe3ax He BbISIBISUIMCH WIN
OBl HeYeTKUMHU (puc. 3a—e6). OaHaKo U3peaKa Ha Torie-
PEYHBIX cpe3ax MUKPOOa MOXKHO ObLIO YBUICTh KJIETOY-
HYIO CTEHKY M aCCHUMETPUUYHOE MEePUILUIa3MaTUYECKOE

MPOCTPAHCTBO € MPOTOIIA3MATUYECKUM LUJIUHAPOM
(puc. 3e).

Te MbITIeUHBIE BOJIOKHA, B KOTOPBIX BCTPEUATUCH €11~
HUYHbBIE OOPPESIMU, COXPAHSUIM CBOIO CTPYKTYPY, U MUK-
pOOpraHu3Mbl ObUIM KaK Obl BCTPOEHBI B KJIETKY (puc. 4a).
CTpyKTypa MUOLIMTOB, COAEPKAIIUX CKOTUIEHUS] CIIUPO-
XeT, ObUTa HapyllleHa, MBIIIEYHbIE BOJIOKHA HAaXOAWINCh
B COCTOSIHUU Hekpo3a (puc. 40) U BOKPYT CIIUPOXET Ha-
0J1t01aJIOCh OKANWMJISIONIEe UX DJEKTPOHHO-MPO3payHOe
MPOCTPAHCTBO, TMepexosiliee B TPEIIUHbl WK MOJOCTH
(puc. 46).

Haxonsimuecst BHyTpU KJIETOK WJIH COTIpUKAcarolmne-
¢l ¢ KJIeTKaMU X03siMHA OOppesun OTANYaIMCh BHICOKOM
9JIEKTPOHHON TIJIOTHOCTBIO M OOJBIIMM pazHOOOpa3rueM
cTpoeHUsI. ATUTTMYHBIE (POPMBI CITUPOXET, CXOAHBIE C OTTH -
CaHHBIMU B uTepatype L-cdhopmamu, ObUTH NpeacTaBICHBI
CTPYKTYpPaMU BBICOKOI 3JIEKTPOHHOU MJIOTHOCTH, C TIPU-
YYJIMBBIMU OYEPTAHUSIMU, B3AYTUSIMU U YTOJNIIEHUSIMU
(puc. 5a, 6), a TaKke BepeBYATHIMU CTPYKTYPaMU, CBEPHY-
TBIMU B TYTYIO CIIMpajb WIM 3aBUTOK (puc. 58). Kpome
TOTO, B KJIETKAaX M MEXKJIETOYHOM ITPOCTPAHCTBE BCTpeya-

39
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Puc. 4. Cocmosnue mviueunoii mxanu, cooeprcauieis L-gpopmor boppeauii: a — HemHO20HUCACHHbIE OOPPEAUl C 8bICOKOL INeKMPOHHOL NAOMHOCMbIO

6 MblUEeUHOM B0NOKHE C COXPAHHOU cmpyKkmypoil, <15 000; 6 — MbluieuHoe 8010KHO ¢ NPUSHAKAMU NOAHO20 PAcnadad, 3aN0AHeHHOe MHO2OHUCACHHbIMU

ooppenusmu, <15 000; 6 — pazpvlébl MKAHU, MPeuuHbl U NOAOCMU 8 MblULEYHOM B0A0KHEe 8 Mecmax ckonaerus chupoxem, x30 000. Tpancmuccuonnas
2NEKMPOHHAA MUKPOCKONUS

JINCh CKOTUTEHUST MEJTKMX Be3UKYJISIPHBIX CTPYKTYD, JIeXKa-
IIMX CBOOOIHO WJIM BHYTPU MeMOpaHBI (puc. 52).

XapakTepHyl0 KapTUHY B3aUMOICHCTBUSI MUKpOOa
C KJIETKON IEeMOHCTpHMpPYET OOppeiusi, MUIPUPYOIas
CKBO3b BHIOTEIMATIbHYIO KJIETKY 13 cocyaa (puc. 6a), uim
BHeIpSIOLIAscs o 6a3ajbHyl0 MEMOpPaHy MBbIILIEYHOTO
BOJIOKHa (puc. 66), a Takxke B OTpOCTOK (ubdbpobiacra
(puc. 66). HemHorounciaeHHble TUMMOLUTHI, BCTpeUaB-
1Iecsl B SHIOMM3MM, BCerna ObUIM B OKPYKEHUU Ooppe-
it (puc. 62).

MeToaoMm 371eKTPOHHOM UMMYHHO LIUTOXUMUYECKOM
peakiy ObLIN ITOIyYeHbl YOS AUTEIbHBIC TI0KA3aTeIbCTBA
TOT0, YTO Bce (pOpMBI OOHAPYKEHHBIX MUKPOOPTaHU3MOB
JEVCTBUTENIBHO SIBJISIIOTCSI OOPPENUSIMU, TaK KaK CTeIn-
(pnueckast metka Ha Borrelia burgdorferi nokanu3zoBajiach
Ha TIOBEPXHOCTH MUKPOOPIaHM3MOB WJIM BOJIM3U HUX
(puc. 7a, 6). B KOHTpPOJBbHBIX TIperapaTax MeTKa OTCYTC-
TBOBaja (puc. 78).

B MbllIeuHBIX BOJOKHAX 30JI0Tasi METKA BbISIBIISLIACH
B 00J1aCTH pa3pyLIeHHbIX MUOGUOpULI (puc. 8a). C 60b-
LM TTOCTOSTHCTBOM OHa OOHAPYKUBaJIaCh BOJIM3U MEJTKIX
ceprueckux cTpyktyp (puc. 86, 6), KOTOpble OBbLIO ObI
TPYIHO pacrio3HaTh B He 00paOOTAaHHBIX MEUEHBIMU AHTH -
TeJIaMU Cpe3ax B CBA3U ¢ MaJIbIMU pa3MepaMM 1 HEBBICOKOI
3JICKTPOHHOM TUIOTHOCTBIO 3THX OoOpa3oBaHMil. Peakius
aHTUTEN ¢ aHTuTeHaMu Borrelia burgdorferi nmena pa3nmid-
HYI0 UHTEHCUBHOCTD B Pa3HbIX y4acTKax MpernapaTos.

OnucaHHble M3MEHEHMSI ObUIM B PAaBHOM CTEICHU
MpeacTaBIeHbI B CIyYasix ¢ AMarHo30M 0oppesiro3a, o -
TBEPXkIEHHOTO CEPOJIOTUICCKUMU METOIAMU, 1 B CITydasix
C IPYTUMM TIPENTIOIOXKUTENbHBIMU WK nucddepeHatb-
HBIMU IUAarHO3aMM, IJIe TAKOIO MOATBEPXKACHUS He ObLIO.

06cyxneHue

JlmarHOCTHKA HElpoboppearno3a TpyaHa 0COOCHHO
B TeX CJIy4dasix, KOrJa B aHaMHe3¢ HEeT CBeIeHUIl 00 UH-
¢unupoBaHuu. B HamieM MaTepuane B OOJbIIMHCTBE
cllyyaeB ObUIM HMCCJIeAOBaHBI OMONTATHl IAIlMEHTOB,
Y KOTOPBIX CBSI3b KIIMHUYECKUX HEBPOJOTUUECKUX ITPO-
SIBJICHUN ¢ OOppeiMo3HOM nHdeKIuel He Mpenoiara-
nack. [ToaTomMy MbI MccleqoBal MaTtepHaj COIJIACHO
MPUHSTBHIM JUISI MBIIIEYHBIX OMOTICMI TIpaBUjIaM, MC-
MOJIB3YS] METO/bI CBETOBOW MWKPOCKOIUU U TUCTOXM-
MMHU, HO HE BBISIBWJIM C UX IIOMOLIbIO cIlielu(pUIeCKUX
M3MEHEHMIA, KOTOPbIE MOIJIM CIIYXKUTh OCHOBAHUEM JIJIsI
nyar{osa 6oppesmnosa.

[Tpu anexkTpoHHO MUKpockonuu B 18 u3 40 6uonTa-
TOB ObUTM OOHAPYKEHBI MUKPOOPTaHU3MbI, UACHTU(DULIN-
pOBaHHBIE KaK OOppesiMyM Ha TOM OCHOBAaHWH, YTO OHU
OBLUIM UIEHTUYHBI MUKPOOaM, BEISIBJICHHBIM B OMOTITaTax
¢ KIIMHIYECKNM JMarH030M OOppenno3a, U CXOMHEI ¢ 00p-
penusiMu, onucaHHbIMU B tuTepatype [13—17]. besycnos-
HBIM ITOATBEPXIACHUEM IPUCYTCTBUS B TKaHU MUMEHHO
Ooppenuii SBUINCH MOJOXUTEIbHBIE PE3YJIBTaThl UMMY-
HOG(IIYOPECIIEHTHOTO U 3JIeKTPOHO-UMMYHOIIUTOXUMU-
YECKOr0o aHaJIn3a C UCIOJIb30BaHUEM MOHOKJIOHATbHBIX
aHTUTEN K aHTUreHam Borrelia burgdorferi.

Hanuuune Gonbuioro uucia Ooppesivii B MbIIIEYHOMN
TKaHU TIO3BOJISIET TIPEAITOIOXKUTh, YTO W IPYyTHe OpTaHbl
U TKaHU, B TOM YKCJIE Pa3TMYHBIE OTAEJbl HEPBHOI CUCTe-
MBI, MOTYT OBITb MHBa3UPOBAaHbI 3TUMU MUKPOOAMH, T. €.
MMeIoIasics y 00JIbHOTO KIIMHUYEeCKask CHMTOMATHKA CBSI-
3aHa HE TOJIbKO C MBIIIIEYHBIM TTOPaKEHUEM.

Cpenn MeTomoB MOP(OIOTNIECKOTO BBISIBJICHUS CITH -
POXET 3JIEKTPOHHAsI MUKPOCKOIINS BbIIC/ISIETCSI BHICOKOIA
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YyBCTBUTEJILHOCTBIO. [Ip1 cTaHmapTHOI TiIyTap-0CMUEBOM
(bukcaiu TKaHU CIUPOXETHl UMITPETHUPYIOTCSI OCMUEM,
MPY 3TOM UX 3JIEKTPOHHAsI MJIOTHOCTb OKa3bIBAeTCsl Ha-
CTOJIKO BBICOKOI1, YTO OHM 0e3 Tpylda 0OHapy>KUBalOTCS
Jlake B HEOKpAIIeHHBIX YpaHWJIAIETaTOM W ILIMTPAaTOM
cBUHIIA cpe3ax. OgHAKO, KaK MOIIepKUBAETCS B IUTEPa-
Type, CIIMPOXETHl MOKHO HE Paciio3HaTh MPU OTCYTCTBUU
ONbITa, OCOOEHHO €CJIU HE YUUTHIBATh UX CMOCOOHOCTU
TpaHC(hOPMUPOBATLCS U 00Pa30BbIBATh Pa3HOOOpPA3HbIE
L-dbopwmsr [18—21]. Ins uccnenoBatesisi, UMEIOIIETO TOCTa-
TOYHBII OTBIT M 3HAHUSI O MeTaMOpd03ax CIIMPOXET, DK~
TPOHHO-MUKPOCKOMTUYECKUIT METOI SIBJISIETCSI BBICOKOOC-
ToBepHBIM. K coxaneHuio, TpyaoeMKOCTh 3TOTO METoa
OTPaHUYMBACT €r0 MPUMEHEHNE B ITOBCETHEBHOM MIPAKTHKE.
BT0 ellie B 00JbIIIEH CTENIEHU OTHOCUTCST K METOMY 2JICKT-
POHHOI WMMMYHOILIMTOXUMUWHU, KOTOPBIN BBIMOJHSIETCS
B OYE€Hb HEMHOTHX JJa00PaTOPUSIX.

Hamu HaliieH 10CTaTOYHO HAAEXKHbBIN Cr1oco0 BbISIBIIE-
HUSI CITUPOXET B TIOJIYTOHKUX Cpe3aX MBIIICYHOM TKAaHMU.
B xone ucciaenoBaHust Mbl 3aMETWIM, YTO B ITOJTYTOHKMX Cpe-
3aX TeX OMONTATOB, B KOTOPBIX IMPU 3JIEKTPOHHOI MUKPOCKO-
TIMY OBITM HaliIeHbI OOppesTiK, OOHAPYKMBATVCH (DOKATEHEIC
YUYaCTKH Pa3pyIICHHBIX MBIIICUHBIX BOJIOKOH; B MECTaX pa3-
PYILIEHUS U TI0 COCEAICTBY C HUMU YETKO BU3YATU3UPOBATUCH
OoppesiuM, UMITPpETHUpOBaHHbIe ocMueM. B Ouonrarax, rioe
Ooppermy He ObUTM OOHApyKeHBI, (peHOMeHa (hOKATBHBIX
pa3pyILICHNI MBIIICUHOI TKAHU 1 CIIMPOXET He HAOTFOIaIOCh.

ITockoIBKY 10 CUX MOP HET OOLICHPUHSITHIX CIICIIM-
duyeckux Mopdosornyeckux KpuTepueB Ooppeanosa,
oOHapy>XKeHHass HaM1 BO3MOXXHOCTh BBISIBIICHUS B TTOJTY-
TOHKHMX OCMUPOBAHHBIX CPEe3ax CIIMPOXET SIBJISICTCS HOBOIM
B BU3yaJM3allMU U IPU HAJTUUUU COITYTCTBYIOIIMX TKaHE-
BBIX MOBPEXACHUI MOXET paccMaTpUBaTbCs KaK 3HAUM-
MBbIii (haKTOp B KOMIUIEKCHO# TUarHOCTHKE OOppeno3a.

Puc. 5. L-gopmor boppeauii 6 pazauunbix Mecmax MvlueuHol MKanu: a — hpaemenm cmenku u npoceema cocyoa ¢ L-ghopmoit 6oppeauu 6 3H00meauanvioll
Knemie, x20 000, na epesre, <100 000; 6 — 6 mbiueurom eonokte, x30 000; 6 — munuunas yUcmHas hopma é mviuieyHom 6onokHe, x40 000; e — ee3ukyasap-
Has (hopma 6 MejCcKNemouHOM npocmparcmee sndomu3sus, x50 000. Tpancmuccuonnas snekmponHas mukpockonus. Yeaosroe cokpauernue: M1 — monouyum
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Puc. 6. Tpancgopmuposannsie 6oppeauu, naxodsuuecs @ KOHMaKme ¢ KAeMKamy IH0OMU3Us: a — 60ppenus, nepecekarouas cmeHky Kanuiiapa, <15 000;

0 — Ooppeaus, npoHuKaowas nod 6azaivhyio memopany moiuieunoi kaemku, <30 000; 6 — 6oppeaus, pazoyumuposannas ompocmkom uopodaacma,

x50 000; ¢ — 6oppeauu, Konmaxmupylowue ¢ aumgoyumom (cmpeaku), <15 000. Tpancmuccuonnas 21eKMpOHHAS MUKPOCKONUSL. YCa08HbIe COKPAUCHUS:
JID — aumepoyum, @b — gubpobracm

B HacTosiniem ucciienoBaHMM ObUIO MOKa3aHO, 4TO
npu Ooppenno3e Hauboyiee XapaKTepHO ITOBPEXICHUE
MBIIIEYHBIX BOJIOKOH. THTEHCUBHOCTH pa3pyllIeHUsT Mbl-
IIEYHBIX BOJIOKOH HAXOMIMTCS B MPSIMOIA 3aBUCUMOCTH OT
KOJIMYECTBA OOHAPYKMBAaEMbIX B 00pa3liax CIIMPOXET, KO-
TOpPOE, KaK U3BECTHO, MOXET YBEJMINBATHCS CO BpEMEHEM
B pe3yJibTaTe ux pa3MHoXeHus B TkaHu [ 14]. B tex yuact-
Kax MperaparoB, T/Ie BbISIBISUIMCH ENMHUYHBIE CITUPOXETHI,
VABTPACTPYKTYPHbIE U3MEHEHUS ObLIM HE3HAUUTETbHBIMU,
a B MeCTaxX CKOTUIEHUsI Ooppennii HaOoaaICs TTOTHBIN
pacrmaj MbIIIeUHBIX BOJOKOH. PazMHoOXeHue Ooppenuii
B KJIETKaX MPUBOIUT K Pa3pyIIeHUIO MOCIEAHUX U BbICBO-
00X IEHUIO BO30YIUTENSI BO BHEKJIETOUHOE TTPOCTPAHCTRO.

CrenyeT OTMETUTh, YTO B 0Yarax pa3pyueHus Mbl-
IIEYHBIX BOJIOKOH HE OTMeYasach JIeHKOUMTapHas NI
MakpodaraibHasi UHGUIBTPALIMS, YTO MOXET YKa3bl-
BaTb Ha HECOCTOSITEJIbHOCTb KJIETOUHOTO 3BeHA UMMY-
HUTeTa Npu Ooppenuo3Hoit uHdexkuuu. [puunHamu
9TOTO SIBJICHUSI COTJIACHO JAHHBIM JIMTEPATYPbl MOTYT
OBITh:

* MOBpeXIeHue OoppeusMU HMMMYHHBIX KIIETOK.
B ormpTax in vitro iokazaHo, 9To 60pperu CITOCOOHEI MHBA-
3UpOBaTh U YHUUTOXATh T- 1 B-iuMbonuts! v Takum crioco-
0OOM JIMKBUAXPOBATh OMHY M3 TMHUI UMMYHHOM 3a1UThI [22];

* yTpata Ipu TpaHchopmaln doppennii B L-hopmbr
WX KJIETOYHOW CTEHKM — OCHOBHOTO MIMMYHOT€HHOTO KOM-
TMOHEHTa MUKPOOPTaHMU3MOB, UTO MPUBOIUT K HeA(PGhEKTUB-
HOCTH KJIETOYHOTO M TYMOPaIbHOTO 3BeHa WMMYHUTETa
[23-25];

* obecrieueHNE OOppPENMiA 3aIMUTON OT MMMYHHBIX
(hakTOpOB OpraHU3Ma-xo3siMHa 0Jiarofgapst BHyTPUKIETOU -
HOMY TlapasuTUpoBaHuio |16, 24].

Crnenyet y4ecTb, YTO UCCIeOBaHHbBIE HAMU OMOTITAThI
MOJTyYeHbI OT MAIllMeHTOB CO 3HAYUTEJbHOW JaBHOCTHIO
3a00J1eBaHus, T. €. C XPOHUYECKOU (hopMoii Ooe3HMU.

[TycTble mpocTpaHCcTBa U pa3pbiBbl TKAHU BOKPYT CITH-
poxeT (CM. puc. 40, 8) ciyXaT WLTIOCTpalMeil OMcaHHOM
B JIUTEpAType CIOCOOHOCTU OOppesnil aKTUBUPOBATH
MPOTEOIUTUYECKUE (DePMEHTBI KJIETOK X03siuHa [26, 27,
paspyuiaTh UX ¥ MPOJBUTAThCS B HUX.
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Puc. 7. Cybkaemounoe pacnpedenenue anmueeros Borrelia burgdorferi 6 mkanu buonmama: a, 6 — medcKaemo4Hoe npoCMpancmeo, Memka 10Kaiu3sy-

emcs Ha Mukpobax u 6oauszu nux (cmpeaxu), <60 000; 6 — konmpoas (unKybayus 6e3 nepsuunbIX anmumen), memxa omcymemaeyem, x50 000. Dnexm-

POHHAS UMMYHOUUMOXUMUSA C UCNOAbI0BAHUECM MEHEHHbIX KOANOUOHbIM 3040moM anmumen Kk anmueenam Borrelia burgdorferi. Pazmep uacmuy,
Koa10u0H020 3000ma 10 um.

IIpencraBieHHbIE B IMTepaType AaHHbIE 0 MOPGhOJI0-
TMU CITUPOXET U 00 MX B3aMMOJEWCTBUM C OPraHU3MOM
XO3SMHA TTOJIyYeHBI HA OCHOBAHWHU U3YYEHUS MX B KYJIBTY-
pe TKaHU W B OIIBITAX in Vvitro n ex vivo [13, 14, 17, 28].
PaGoThbl, B KOTOPBIX OOPpEIMK M3yJaIUCh 3JEKTPOHHO-
MUKPOCKOIMMYECKU B TKaHSX 4YeJOBEKa, MaJOYMCICHHbI
M B OCHOBHOM JIEMOHCTPHUPYIOT UX BeTeTaTUBHBIC (DOPMBI
[15, 16, 29].

B Hamem uccnenoBaHuu ¢ 00JIbIIOIM BEIOOPKOM OMO-
TICUI MBIIIIEYHOU TKaHU, B KOTOPOI METOIOM 3JIEKTPOH-
HOU MUKPOCKOTTNY OBbLTM OOHAPYKEHBI M N3Y4eHbI OOppe-
JIUU, IEMOHCTPUPYETCSI OTPOMHOE pa3HOO0Opa3ue pa3mMepoB
1 opM MUKpoOa. MBI mokazajiu, 4To (hopMa 1 3JIeKTPOH-
Has TJIOTHOCTh OOppenil 3aBUCAT OT MX JIOKAJIU3alUU.
Boppemmu, pacrosararommecs BHEKJICTOUHO, KaK ITpaBy-
JIO, IPEICTABJICHBI XOTSI 1 U3MEHEHHBIMU, HO BeTeTaTUB-
HBIMM (popMaMU, MOXOXKMUMU Ha OOppenil IPU UX KyJb-
TUBMPOBAHUM B KJIETOYHBIX JUHMSAX (CM. puc. 3).
BHyTpukieTouHbie ocodu (cM. puc. 4, Sa, 6, 6a—e) B 00/1b-
IIMHCTBE cIyJaeB IMpUoOpeTaoT mpu3Haku L-cdopm, obpa-
3yIOT 3JE€KTPOHHO-IUIOTHBIE CTPYKTYPbl C B3AYTUSIMU
M BBIPOCTAMM, a TaKXe MUKPOLIMCTBI, CIIOCOOHBIE, KaK
M3BECTHO, BHOBb TPaHC(OPMUPOBATHCS B TOIBMXKHBIC
opranusmsi [30].

Oco0blii MHTEPEC NPEICTABIISIOT BIEPBbIE BbISIBJICHHBIC
HaMU MeJIKKe IIapoBUIHbIE (chepriueckie) OObeKThI, B KO-
TOPBIX HAIMIKMe aHTUTeHOB Borrelia burgdorferi 6bu10 yoeIm-
TEeJIbHO JOKA3aHO METOIOM 3JICKTPOHHON MMMYHOIIUTOXU-
MMM, AHAIM3UPYs pe3yJbraThl JaHHOTO MCCICIOBAHUS
B LIEJIOM, MBI HE MOKEM He OTMETUTb (PaKT BHICOKOI YaCTOThI
BBISIBJIEHVST OOpPeIMOo3HON MH(EKIINY B HAIlIeM MaTeprae.
PetpocniekTrBHBII aHATNU3 PE3Y/IBTaTOB JIEKTPOHHO-MUKPO-
CKOITMYECKOTO UCCIIEAOBAHMST 22 MBIIIIEYHBIX OUOTICHIA, TTPO-
BelleHHBIX Hamu B 1990—1997 T, TioKazaJt, 4To ToJIbKO B 1 city-
yae ObITM OOHapyKeHBbI 0oppemmn. B 2004—2010 1T MBI BX
BBIIBWIN Y 18 manueHToB. Bo3aMoXHO, Takoe yBelIMueHUe
YacTOTbl OOHAPYKEHUSI MH(EKIITMOHHOTO 00BEKTa B MbIIIIEY-
HBIX OMOTICHSIX SIBJISIETCS CJISICTBUEM M3MEHEHMST SKOJIOT Y-
YeCKOW 1 CBI3aHHOU C HEM SHIEMUYECKOU CUTYalli B MUPE
[31, 32], a TaksKe ¢ yBeJTMUSHUEM IO HACEJICHHS CO CHIDKEH-
HbIM UMMYHMTETOM [23, 33], U3 KOTOPOro, Mo-BUIUMOMY,
M COCTaBMJIACh rPyTIIia MH(PUIIMPOBAHHBIX OOJTBHBIX, HAITPaB-
JiseMbIX ¢ HesicHbIM quarHo3oM B HLIH PAMH. Henb3s vc-
KJIIOYUTB 3[€Ch U POJIM HAKOTIJICHHOTO OTbITa, TTIOCTOSTHHOTO
MPUMEHEHMSI 3JIEKTPOHHOIO MUKPOCKOIIA 1 UCITOJIb30BAHMUS
BIIEPBBIC OOHAPYXEHHOI HaMI HOBOI BOBMOXKHOCTH BH3Yya-
JIM3aLMY CIIMPOXET B ITOJIYTOHKMX Cpe3ax MbIIIIEYHOI TKaHM!,
(huKcrpoBaHHOI OCMUEM.
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Puc. 8. Jlokaruzayus anmueenog Borrelia burgdorferi ¢ mviweunoi mxanu: a — gpaemenm npoooavbHo20 cpe3a MbluleHHO20 80A0KHA, MEMKA KOHYEHMPU-

pyemcs Ha mecme paspyuleHHbIX muoguopusn (cmpeaxu), 80 000; 6 — eycmasn KoHUeHmpayus 3010mMoi MemKu 60Au3U cghepuvecKux CmpyKmyp 6 menc-

Kaemounom npocmpancmee sndomusust, X80 000; 6 — ebicmpoerHbie 8 BPOAOAbHYILL MSJNC ChepuHecKue CMpPYKmMypsl, OMOPOYEHHbIMU 3010MOI MeMKOLL Y Kpasi
Mbliuenno2o gonrokna (cmpeaxu), *80 000. nekmponnas ummynoyumoxumus. Yeaosroe cokpauenue: M@ — mviweunvie puopuiibl

Mbl He MOXeM MOJHOCThIO OTPULIATh TOT (DAKT, YTO
MHULPOBAaHUE OOPPETUSIMHI Y HEKOTOPBIX OOJIBHBIX ITPO-
M30IIJTO Ha (hOHE Y:Ke MMEIOIIErocst HEBPOJIOTMIECKOTO 3a-
OoJieBaHMS, YTO, KOHEUYHO, HEe UCKITIOYaeT HEeOOXOIUMOCTHA
JUArHOCTUKU U JIeYeHUsI 6OppeIro3a B 3TUX CIIydasix.

BoiBOAbI

O6Hapy:xeHMe criupoxeT Borrelia burgdorferi B MbIIIIEIHBIX
ouorrarax OOJIbHBIX C HEPBHO-MBIIIIEYHOM ITATOIOTHEH HesIC-
HOTO ITPOVICXOKICHMST TTO3BOJISIET CIUTATh OOPPEITN 3THOJIO-
THIECKUM (DaKTOpOM 3a00JICBaHMIS.

OnTuManbHBIMU MOPMOJOTUUECKUMU METOAAMU
JUAaTHOCTUKU OOppeno3a SIBISIIOTCS UMMYHOLIMTOXM -
MHUYECKHE METOIbI (CBETOBBIE M 3JIEKTPOHHO-MHUKPO-

CKOMUYECKHUE) C UCTIOb30BaHUEM CriennudruUecKnux aH-
TUTEJ K aHTureHam Borrelia burgdorferi.

DJIeKTPOHHO-MUKPOCKOTIMYECKOE BhIsIBIEHUE OOP-
penuii, B ToM uncie ux L-dopm, B MbIlIIeUHBIX OMOTITA-
Tax SIBJISIETCSI BBICOKOMH(MOPMATUBHBIM TECTOM B IMa-
THOCTUKE XPOHUYECKOTro Ooppennosa, B TOM 4Yucie
U Helipoboppenno3sa.

Hanuune ouaroB moBpekaeHNsI MBIIIIEYHBIX BOJJOKOH
B OMoOMTATE C MPUCYTCTBUEM CITUPOXETOIMOAO0HBIX CTPYK-
Typ TIPU CBETOBON MUKPOCKOMUHU TMOJYTOHKUX CPE30B
CJIYXKUT MOBOJOM JUIsl TpUMEHeH s Oosiee crienuduuec-
KHX METOAOB, YKa3aHHBIX BBIIIIE, MJIV TTIOBTOPHBIX TOTIHI-
TOK BBISIBJIEHUSI OOppesino3a IPyrMMu MeToJaMu, J10-
CTYMHBIMU JIJIs1 JAaHHOTO JIEUeOHOTO YUpeKIeHUs.
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HoHeyHocmHo-noAcHas MbllueyHaa gucmpodua ¢ aymocoMHo-
AOMUHAHMHbLIM MUNOM HacnefoBaHus: nenbBuohemopanbHas popma
NeiipeHa—Mebuyca

H.A. IInaiinep', T.{. Hukonaesa?, E.H. Bopoesa?, I.M. ITmennukosa?, H.B. JIyrunos*, }0.C. ITanuna’
'TBOY BIIO «Kpachospciuit TMY um. npogh. B.®. Boiino-Aceneyioco» Munzdpaea Poccuu;
2DIAOY BIIO «Cesepo-Bocmounbiii hedepanvhbtii ynueepcumem um. M. K. Ammocosea» Munobpuayku Poccuu;
SI'BY «Pecnybauxanckas 6oavHuya No 1 — HAUUOHANbHBLI UEHMDP MEOUUUHbL» ;
I'BY «Pecnybauxanckas 6onvHuya No 2 — yenmp 3KcmpenHoil MeOUuuuHcKol nomouj» , kymck

Konmaxmot: Hamanvs Anexceesna Illlnaiidep NASchnaider@yandex.ru

B cmambve paccmampuearomes cospemerHble n00X00bl K KAUHUKO-1a00pamopHoll OUaeHOCMUKe KOHeYHOCHHO-NOSCHOU MbleyHOL Oucm-
pouu ¢ aKyeHmom Ha aymocomHo-00MUHaHMHble hopmbl 3a00aeanus. Aemopamu npedcmagnerHo coocmeentoe Kaunuveckoe HabaooeHue
cayuas ¢ no3onell QUasHOCMUKOIL NeabeUOheMOpaNbHOU OPMbl KOHEUHOCHHO-NOACHOU MbIUEUHOU OUCMPOGUU ¢ AYMOCOMHO-00MUHAHMHBIM
MUNOM HAcAe008aHUA y nayueHmxu 37 aem.

Karouesvte croea: nepsno-muluieunvle 604e3HU, Mbiuieunas ducmpogus Ipoa, KOHEMHOCMHO-NOSACHAS MbluledHAs QUCMPOQus, npoepeccu-
pylowjas MvlutedHas OUucmpous, MUOMUAUHONAMUS, AAMUHONAMUS, KABCONUHONAMUS, 2eHeMUKA YeA08eKd, KapouomMuonamus, mae-
HUMHO-DE30HAHCHAS MOMOPAPUA MbLULY,

Autosomal dominant limb-girdle muscular dystrophy: Leyden—MGabius pelvifemoral form

N.A. Shnayder’, T.Ya. Nikolayeva®, E.N. Boroeva’, G.M. Pshennikova?, N.V. Luginov’, Yu.S. Panina’
'Krasnoyarsk State Medical University named after Prof. V.F. Voyno- Yasenetsky
2M.K. Ammosov North-Eastern Federal University, Ministry of Education of Russia;
’National Medicine Center, Republican Hospital One;
‘Emergency Medical Care Center, Republican Hospital Two, Yakutsk

The paper considers current approaches to the clinical laboratory diagnosis of limb-girdle muscular dystrophy with emphasis on its autosomal
dominant forms. The authors describe their clinical observation of a case of late diagnosis of the pelvifemoral form of autosomal dominant limb-
girdle muscular dystrophy in a 37-year-old patient.

Key words: neuromuscular disorder, Erb’s muscular dystrophy, limb-girdle muscular dystrophy, progressive muscular dystrophy, myotilinopa-

thy, laminopathy, caveolinopathy, human genetics, cardiomyopathy, muscle magnetic resonance imaging

Jedunuyus

KOHEYHOCTHO-TIOSICHAsT ~MBbIIIEYHAsT OUCTPOpUs
(KTIMJ, limb-girdle muscular dystrophy — LGMD) Takzke
M3BECTHA KaK MbIIeuHast nuctpodust Dpba (Erb's muscular
dystrophy). ITo cBoeii cytu, KITM]I (mo MexmyHaponHoi
Kkiaccudukamnuu 6omesneit 10-ro nepecmorpa — G 71.0) —
5TO TEHETUYECKHU TeTepOreHHasl IpyIna HacJAeICTBEHHBIX
3a00J1eBaHMIA MBIIIIIL CO CXOMHBIM (DEHOTUTIOM (MBIIIIEYHON
CJ1a00CThIO BCJICACTBUE T€HEPATM30BAHHOTO ITOPaXKeHUS
MPOKCUMAJIBHBIX MBIIIIL] KOHEYHOCTEH C MEUIEHHO IPOTrpe-
JUEHTHBIM TEMITOM pa3BUTUSI 3a0oneBaHus) [1, 2].

B Hacrosiiee BpeMs mmokazaHo, uto pazputue KITM]J]
MOXET OBbITh OOYCTOBJIEHO T€HETUYECKU JAETEPMUHUPO-
BaHHBIMU Je(eKTaMM Pa3IUIHbIX KIIETOUHBIX KOMIIOHEH -
TOB, B TOM YHMCJI€ BHEKJIETOYHOTO MaTpUKca [3], KIeTOYHBIX
MeMOpaH M acCOLMMPOBAHHBIX OEJIKOB (CapKOTJIMKAHOB,
KaBeoJiMHa-3, nucepruHa, MHTETPUHOB) [4—6], KIeTou-
HbIX hepMeHTOB (KajmauHa-3) 7], opraHemt win QyHK-

1IUK capkoMepa (TeJleTOHWHA, MUOTUJIMHA, TUTUHA) [8—
10], a Takke siaepHbIX 6eakoB (tamuHOB) [11, 12]. Ipynmna
HacJIeICTBEHHBIX HEPOMBIIIEYHBIX O0E3HEN, BXOISIIIUX
B rpymiry KITM/I, ogpasnensieTcst Ha (GOpMBI ¢ ayTOCOM-
Ho-penieccuBHBIM (AP) 1 ayTocoMHO-TOMMHAHTHBIM (A/])
TUIIOM HacjenoBaHus. B mocienHue roabl MOKa3aHbI
MHOTOYMCJICHHBIE aJlIeIbHbIE aCCOLMALIMN B Pa3IMIHbBIX
reHax, cBsa3aHHbIX ¢ pazsutrem KIIMJI. OtkpbiTie npu-
YUHHBIX TeHHBIX MYTAlIUN Pa3IMIHBIX KIMHUYECKUX (hOpM
KIIM]I B TeyeHMEe MOCIEIHEr0 OeCITUIETUS MTO3BOJISIET
YJIYYIIUTh MTOHUMaHUE MaToreHe3a HapyleHU i QYHKIA
MBIIIIII ¥ BCEJISIET HAIEXKIAY Ha TO, YTO TOCTVKEHUST METH -
LIMHCKOM TeHEeTUKY ITOMOTYT HalTH ITyTH MaTOTCHETUYEC-
Koro je4yeHus1. OMHAKO Ha CErOMHSIIHUN AEHb MOJIEKY-
JISIPHO-T€HETUYECKOE TECTUPOBAHUE MPUYMHHBIX TEHHBIX
myTtauuit KITM/IL B nogaBiisitolieM 0OJIbIIMHCTBE C/TydyaeB
JTIOCTYITHO JIUIITh B KOMMEPYECKUX WU HAyYHO-UCCIIE0-
BaTeJIbCKUX JIaOOpaTOPHSIX.
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MpieuHast auctpodusi, BEpOSITHO, Oblla U3BeCTHA
JIPEBHUM ETUIITSIHAM, O 4YeM CBUJAETEJIbCTBYIOT pE3HbIE
HaaAnMcu Ha cteHax nupamun (okosio 2500 r. mo H.3.).
B 1852 1. E. Meryon omnucai XxapakKTepHbIii (PeHOTHIT Y He-
KOTOPBIX CBOMX MAIlMEHTOB, YTO, BO3MOXHO, OBLIO Tep-
BbIM oncanueM 6o KITM/I, m1nbo no6pokayecTBEeHHOM
X-cueruieHHON MbliedyHoit auctpoduu [13]. TTosxke
G.B.A. Duchenne onucan HanboJjiee U3BECTHYIO (hOpMY
MBIIIIEYHON TUCTPO( U y IeTeli, KOTOpast HOCUT €ro UMsI
— Iporpeccupyolas MbllieyHast nuctpodus oiieHHa.
E. Leyden (1876 ) u PJ. Mobius (1879 ) He3aBUCUMO
JIPYT OT JpyTra OIMMCaIN TMeIbBUO(MEMOPATBHYIO MBIIIICY-
Hyto nuctpoduio [14, 15]. B 1884 . W.H. Erb onwucan
MBILIEYHYIO AUCTPOMHUIO ¢ MpeodiagaHueM MOPasKEeHUSI
IJ1eYeIonaToyHbiX Mol [16]. Cieayer OTMETUTh, YTO
TEPMUHBI «MbIIIIEYHAsT TUCTPODUS» U «MbIIIIEYHAs aTpO-
(bus» nonroe BpeMs ObUTM B3aMO3aMEHSIEMbIMU, OTHAKO
B 1891 . W.H. Erb BBes nmoHsiTUe MbILLIEUHOI TUCTpODhUU
KaK HAacCJeICTBEHHOTO IEreHepaTUBHOIO 3a00JIeBaHMSI
MbIII [17]. Dta nepHULIMS coXpaHSIeTCs M B HaCTOsIIIee
BpeMms. B 1935 1. S. Nevin cooOimnt 0 KTMHUYECKOM Ha-
omogeHun nodpokadectBeHHOro TeueHust KITM/I y otua
U ChIHA, IIPEANOI0XUB AJl-TUIT HacaenoBaHuUsI 3a00J1eBa-
Hug [18]. B mocnenyiomue rombl KIMHUYECKAE (POPMEBI
MBIIIEYHON TUCTPOGUN HE U3MEHWINCH, U TPATUIITMOHHO
paccMmaTpuBaTcs Kak roarunsl KITM/I.

B XX B. oTMeUeHO yBeJIMYEHME YMCIa OIIMCAHUIA CITy-
yaeB KITM/I ¢ mopaxkeHueM BEpXHUX U HUXKHUX KOHEU-
Hocteil. Hanbonbimii MHTEpeC B 3TOM acIieKTe BhI3bIBAIOT
HabmoneHust 123 cayvaeB KIIM/I u3 danuwm [19] u 60
cemeii ¢ MbIleuHoit nuctpodueii u3 CesepHoii Upnanauu
[20, 21]. UccaenoBaTes BIiepBhIE MOMBITAINCH BHIICTUTH
KITM/I u3 uncia npyrux KIMHAIECKUX (hopM MBITIIEUHOMN
IUCTPO(UU Ha OCHOBAaHUY KIIMHUYECKUX, TCHETUUECKUX,
BIEKTPO(PU3NOIOrMIECKUX U TUCTOJIOTUYSCKUX UCCIIEI0-
BaHuii. J.N. Walton u EJ. Nattrass, ucciaenonan 105 maiu-
€HTOB C MBIIIIEYHOU qucTpodueii ¢ ceBepo-BOCTOKA AHT-
JIMU, TpemioXunu HoByw kiaccudukanuio KITMJI,
KOTOpasi IIUPOKO MPUMEHSIIACh B KIMHUYECKOM ITPaKTH-
ke 10 1995 1. [22]. OHU 00BbEeIMHWIN TTebBUOGEMOPATb-
Hyto (Jlefimena—MeOmnyca) u 1iedenonaTounymo (Dpba)
(bopMbI 3200J1€BaHMST B3POCIIBIX B MBIIIEUHYIO TUCTPO(UIO
C TO3AHUM Je0I0TOM, UCIoab30BaB TepMuH KITM/I, uto-
Obl OTAEIUTH BTY I'PYIIY MbILLIEYHON AUCTpoduun ot X-
CLIETJIEHHOW M TIJIeYeJIONaTOYHOIUIIEBOM MBIIIEYHBIX
nucTtpoduit. Takoit momxon ObUT 0OYCIOBIICH TEM, UTO «HMX
HaOJIIOACHUSI HE BBISBWIM KaKUX-JIMOO CYILIECTBEHHBIX
pa3IMuMii B UICTOPUM Pa3BUTHSI 3a00JI€BaHUS U TUIIC Ha-
CJIeOBAHMSI B 9TUX CIIyJasiX, KOTOPbIE MOTJIM OBITh CBSI3a-
HbI C U3TI00JICHHBIM TIOPAXKEHUEM MBIIII] U BO3PACTOM
neotora» [23, 24]. Knaccudpukaumuss KITMJL npeteprnena
PEBOJIIOLIMOHHBIC U3MEHEHUSI B CBSI3U C OYPHBIM pa3BUTHEM
MOJIeKyJIIpHOI TeHeTnkKu. [locrmemnnss kmaccmdukaimys,
MpeUIOXKEHHAs] B XOJe paboyero COBELIAaHUs SKCIEePTOB
B 1995 1., ocHOBaHAa Ha KJIMHUYECKUX 1 MOJIEKY/ISIPHbBIX Xa-

paKTepUCTHKAX pa3IMIHBIX (popM 3a00seBaHMs. B cooTBeTC-
tBuM ¢ Heit KITM/I moapasnenstorcst Ha caydau ¢ AJl-Tumom
HacnenoBaHus (KIIMJ 1 tuna) u ¢ AP-TuroM HacaeaoBa-
Husg (KIIMJL 2 tumna) [25]. OGa Tumma MMeroT MOATUIILI,
CITMCOK KOTOPbIX MPOJOJIKAET PACIIMPSTHCS [26].

Mamodusuonorua

JedekTbl 0enKOB, (PYHKIMS KOTOPBIX HapyllaeTcst
MpU pa3IuYHbIX KInHUYeckux dopmax KITMJII, moryt
HaOJI0IaThCSI HA YPOBHE Pa3IMYHbBIX MTyTEl peann3aiiuu
ouosornyeckon GyHKUMY MBI [27]. DTu aedeKTsl MO-
TYT OBITb pa3ae/ieHbl Ha IPYIIIbl B 3aBUCHMOCTHU OT KJIETOU-

el adletia
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Puc. 1. Cxema capkomepa ¢ meveHbiMU MOACKYASIPHOIMU KOMHNOHEHMAMU,
Komopoie evizvieatom KIIMJ] uau muogubpusispnvie muonamuu. My-
mayuu 2eHo8 aKmuHa u HeOYAUHa Mo2ym Oblmb NPUHUHAMU 8DONCOCHHOIL
HeMAAUHOB0U MUONAMUU, A MYMAUUU 2eHA MUO3UHA — CeMeUHOU unep-
mpoguueckoli kapouomuonamuu (uainocmpayus 0-pa F. Schoeni-Affoher,
yuugepcumem Dpaiibepea, llseiyapus; adanmuposana aemopamu,)

HoI okaym3atmu. K HUM OTHOCSTCST OeIKM, CBSI3aHHBIE
¢ capkojiemMoii (puc. 1), 6esku, cBsI3aHHBIE C COKpaTH-
TEJIbHBIM aMMapaToM MBbIIIEYHON KIIETKU, U Pa3TUYHbIE
(pepMeHTBI, yJacTBYIOIINE B MBIIIEYHON (pyHKIMU. OgHa-
KO, HECMOTPS Ha TIEPBUYHBIN Ne(PEKT, TSI MHOTUX KITH-
Hudeckux popm KITM]I TouHBII MEXaHU3M, IIPUBOISIIINI
K pa3BUTUIO AUCTpOoPrIecKoro heHOTUIa, 10 HACTOSIIIE-
O BpeMEHM He BbISICHEH. ClieqyeT OTMETUTbh, YTO ISt
paznmuuHbix opm KITM]L xapakrepHO HapylleHue pas-
JIMYHBIX KOHKPETHBIX (PYHKIIMI OeKOB Win (hepMEeHTOB
MbILIEYHOU TKAHU.

dnupemuonorus

CpenHsis yacTora BcTpedyaeMoctu Beex hopm KITM
cocrapsieT okojo 5—70 ciyyaeB Ha | MJIH HaceJIeHMUs
(BapbUpYET B psific CTpaH). PacripocTpaHEHHOCTD TEX WU
UHBIX KIIMHU4eckux hopm KITM/]I HeoguHakoBa 1 3aBUCUT
OT STHUYECKOM TPYIMIIbI U Teorpahmieckoro peruoHa [28—
30]. Ilo maHHBIM HCCAEIOBAaHUI 3apyOeKHBIX aBTOPOB,
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OCHOBAHHBIX HA UMMYHOXUMWYECKUX MCCIIEIOBAHUSIX U Te-
HetnaeckoM TectupoBannu, KITM/I 2A tuma — HauboJee
pacripocTpaHeHHas ¢dopma 3aboneBaHusa: 8—26 % Bcex
KITM. B HEeKOTOpbIX MOMYISILUSIX BCTPEYAETCS TOJIbKO
onHa KimHMYecKas (popma KITMJI (Harmpumep, Ha OCTpOBe
Peronnon, B Ctpane backoB), ¢ 0ueHb BBICOKOIT pacmpo-
CTpaHEHHOCTbIO (10 48—69 ciryyaeB Ha 1 mutH) [31]. KITM/L
2B Trna Takxke 10BOJILHO pacIipocTpaHeHHast (hopMa 3a00-
JeBaHus, coctapsiommas 3—19 % Bcex cinyuaes KITM/I. B
To ke BpeMst KITM/] 21 tuma, Haubosee pacrpocTpaHeHHast
B HeKOTophIX perrnoHax CesepHoii EBponbl (JlaHusi, AHT-
JIMS), 32 UX IpeaeiaMy BCTPEYaeTcsT pexke U COCTaBIISIeT He
6omee 3—8 % Bcex cyyae KITM/I [32].
CapxormukanonaTtnu (KITM/ 2C — KITM/I, 2F) otHo-
CSTCSI K paclpocTpaHeHHBIM ITpuuyrHaM pasputust KITMI,
nocturast 3—18 % (C BBICOKOI YaCTOTOM TSKEITBIX CTydacB
3aboneBanus) [33, 34]. Kak 1 mpu apyrux opmax KITM/I,
pa3NMYHbIe CAPKOTIMKAHOIATUY HEPAaBHOMEPHO IPEICTaB-
JIEHbl B Pa3JIMYHBIX MOMYJISLUUSIX (B OJHUX IOMYJISLIMSIX
onucaHbl Bce 4 (hopMbl CapKOIIMKAHONATUIM, B IPYTUX —
ONMCaH JIMIIb | TUM MyTaluu), 4YTO, BEPOSITHO, CBSI3aHO
¢ heHOMEHOM «POJOHAYATIbHUKA» U MHOPUAMHIOM (KPOB-
HbIM POJICTBOM) CPEAU HACEIEHUS OTAEIbHbBIX STHUYECKUX
rpynn uiu reorpaguueckux uzonasgtos. KITMJI 2C tuna
pacnpoctpanena B Tynnce, KITMJI 2D tnma — B EBporre,
CIIA u bpazwmu. Kpome Toro, B bpasuimu yacto BcTpe-
yarorcsa KITMJI 2E u KITM/I 2F Tunos [35, 36]. B uenom
KIIMJI 2D Tumna (o-capKOIJIMKaHOIATHSI) BCTpevaeTcs
B 2 paza yvaiie, yeM KIIMJI 2C (y-capKoriukaHornaTusl)
u KITM/I 2E (B-capkornmukanomnarus) [37], a KIIMJL 2F
TuMna (d-capKorJMKaHOMATHUsI) — camasi pefikast KITMHUYeC-
Kasg ¢opma 3abosieBaHus [38]. Bce BpoxkaeHHbIE MbILIIEU-
Hble guctpoduu Moryt umetb KITM/I-nomoOHbIi (peHo-
THUTI, IpK 3TOM B 6a3e gaHHbIx OMIM 3aperucrprpoBaHbl
quiib 4 BpoxxkaeHHbie (popmbl KITML (KTIMT 21, KITM
2K, KITM 2M u KIIM/I 2N) [39]. Cnyyau KITM/I onu-
caHbl y TIpeACTaBUTENICH BCeX pac M 3THUYEeCKMX rpymi. Kak
AJl, Tak 1 AP-popmer KITMJI ¢ ognHAKOBO# 4acTOTOM
BCTpEUaloTcsl y 0001X MOJIOB (03 TeHAEPHBIX Pa3TNIuii).

Knuxuka Afl-thopm KNMA

Bospact nedrora KITM/I BappupyeT B 3aBUCUMOCTH OT
THIa HacsiemyemMoii myTtaiiuu. Kpome Toro, Bozpact nediorta
MOXET BAPbUPOBATh 1 B CEMbSIX C OJHOM 1 TOM XK€ IPUIUH-
HOI1 TeHHO# MyTalueil. [1epBbie KIMHUYECKHE CUMIITOMBI
KITM/I rrostBisttoTest B Bo3pacte oT 1 1o 50 j1et, a y HeKOTo-
PBIX MALMEHTOB 3a00JIeBaHME MTPOTEKAET OSCCUMITTOMHO
(HemosiHas1 meHeTpaHTHOCTh). Haumbonee yacto KITM]I
NeOI0TUPYET B KOHIE 1-TO WM 2-TO JeCSITUICTUST KU3HU
(pexxe B cpemHeM BoapacTe). 3aboyieBaHUE BCTpeyaeTcs
Y UTHIUBUIYYMOB MY>KCKOT'O 1 KEHCKOTO TT0J1a. XapakTepHO
BOBJICUEHHE B MTATOJIOTMUECKHUI ITPOIIECC MBIIIIL TIEYEBOIO
U Ta30BOIO MOSICOB, TsKeask MHBATUAU3ALMS MaleHTOB
pa3BuBaetcs B TeueHue 20—30 J1eT oT medroTa 3a00IeBaHMS.
[ceBnorurieprpocun MBI U/WIK KOHTPAKTYPbl HAOTIO-
natotcs penko. B nenom AJl-dopmbr KITMJI BcTpevaroTes

HaMHOTO pexe, yeM AP-dopmbl, 1 cocTaBistioT He Oosee
10 % Bcex ciyyaeB. Y nauueHToB ¢ A/l-TUIIOM Hacjie10Ba-
Hus KITMJI 3abosieBaHue mMeeT OoJiee TMO3IHEE HAyalo
U MEIJICHHbI TEMIT IPOrPeCCUPOBaHMS, TOBBILLIEHHUE YPOB-
Hs KpeaTrnHpochokrHassl (KPK) B cBIBOpoTKE KPOBU HE
CTOJTb BEJIMKO TI0 CPaBHEHUIO ¢ OoJIbHBIMU ¢ AP-hopmamu
KIIM/I (Ta6m. 1).

Jla KIIMJ] 14 muna (MUOTWIMHONATHSI) XapaKTepeH
JIeOIOT OT MOAPOCTKOBOTO Bo3pacTa 10 60—70 J1eT ¢ MbIIey-
HO CJTa00CTH IVCTABHBIX OTAEI0B HIDKHIX KOHEUHOCTEH,
C YaCThIMM IMaAeHUSIMU (BO3MOKEH TakxKe NIeOI0T ¢ Iopa-
JKEHUsI KaK IUCTaJbHbBIX, TaK U MPOKCUMATbHBIX OTIACIOB
HIDKHUX KOHEUHOCTE! W C TIOPAXKEHMST TOJTBKO TTPOKCH -
ManbHBIX 0Taen0B) [40]. [IporpeccupoBanue 3a00IeBaHUS
C HapacTaHUEM BBIPAXKEHHOCTU MBIIIEUHBIX TUITOTPOhUi
Y MBILLIEYHOM CJIA00OCTBIO XapaKTEPHO JJIs1 BCeX MallMeHTOB
C MOpaXeHHWEM IMPOKCHUMAJIbHBIX U JUCTAIBHBIX OTAEIOB
KOHEYHOCTE. XapaKTepHO MEUIEHHO IPOrPeANeHTHOE
TEUCHME C HApYLIEHUEM CITOCOOHOCTH K CAMOCTOSITEIbHO-
My IepeIBUKEHUIO Ha TTO3IAHUX CTAAMSIX pa3BUTHS 3a00J1e-
BaHUS WK (peXe) ¢ pa3BUTUEM JIbIXaTeIbHOM HEMOCTaTOU -
HocTU. BO3MOXHO TOsIBIeHWE 3aMETHOU AM3apTpUU.
YacroTa BCTpeyaeMOCTH KapIUOMUOIIATUM WIM apUTMUU
npocturaeT 50 % cinydaeB. Bojiee yueM B MOJIOBUHE ClydaeB
pPa3BUBACTCSl MUCTAJbHASI HEBPOIIATUS, KOTOpAsl CIIY>KUT
MIPUYMHOM CJTA00CTH AUCTATBHBIX OT/IEIOB MBI HIDKHIX
KOHEYHOCTEH.

KIIMJI 1B muna (1aMuHOIATUsI, ajuleJbHbIe (hOPMBbI
¢ AJI-TUTIOM HacJiemOBaHMS MBIIIEYHON AUCTPODUN DMe-
pu—[peiidpyca) xapakrepusyercss Oojiee paHHUM OcOr0-
ToM — ¢ gerctBa (Miaamre 10 ier) mo 30—35 net. 3aboneBa-
HUE MEMJIEHHO IPOrpecCUpyeT, MPUBOAS K IOSIBJICHUIO
MBILLIEYHOM CJTa00CTU AUCTATbHBIX OTAEIOB KOHEYHOCTEN.
Bo3MOXHBI TTpUCOeIMHEHIE MBIIIIEYHON CIa00CTH Ha YPOB-
He AUCTaJIbHBIX OTAEJIOB 1 BOBJICUEHNE B MTATOJIOTMUECKUI
MPOLIECC MBIIIILL JIUIIA Ha TIO3MHUX CTaAUsIX Pa3BUTHS 3200~
neaHus. [lopaxxeHne MUoKapaa, BKIIOYas TUJIaTalluoOH-
HYIO KapIMOMUOTIATUIO, aTPUOBEHTPUKYJISIPHYIO OJIOKaITy
U XKEeJTyIOUKOBBIE apUTMUU, 1e0I0TUPYeT B Bo3pacte 30—50
JIET ¥ BCTpevaeTcs y 2/3 nmauneHToB [41—44].

KIIMJ] 1C muna (KaBeOJTMHOITATHST) XapaKTepU3yeTCs
nebroToM B 1-11 v 2-1f mekae XKI3HU, HO MOKET BO3HUK-
HYTb U Y MOJIOZBIX B3pocibix [45]. HaunHaertcs 3abomneBa-
HHUe, KaK MPaBUJIO, C MPOKCUMAIbHOM MBILIEUHOM ¢J1ab0-
CTH, peXe — C AUCTaJbHOM MbILIEYHOM ciaboctu. Temn
MPOTPECCUPOBAaHMS BAPEUPYET OT MEUIEHHOTO JI0 YMEPEeH-
HOTO ¥ MOXET OBITh Pa3JINYHBIM Jaxke Y OOJbHBIX YWJICHOB
ogHoi cembu. Pexe y maumentoB ¢ KIIMJI 1C Ttuna
Ha MepBbIi MIaH BBICTYIAIOT MbIILIEYHbIE 6011 (MUAITUN)
W CYIOPOTU TIOPaXKEHHBIX MBI (KpaMITi) 0e3 SBHOI
MBIIIEYHOM c1adocTh. OMcaHbl MALIMEHTHI C TTOBBIIICHM -
eM ypoBHs1 KDK 6e3 mpokcuMaibHOIM MBILIIEYHOM CJ1a00-
CTHU, HO C MUQJITHEN U KpaMIIU, CJ1a00CTbIO AUCTAIbHbBIX
OT/IEJIOB, TUTIEPTPOGUUECKON KaparoMuoratueid. Jpyrue
MalMeHThHl MMEIOT MPOKCUMAJIBHYIO CJIa00CTh MBIIIII,
MBIIIEYHbIE TUTTepTPOdUM Wi Muanruu [46].
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KIIMJT 1D muna Bctpedaetcs oueHb penko (OMIM
603511). XapakTtepeH Ae0IOT B 3peJioM BO3pacTe C IMPOK-
CUMaJIbHOM MbIIIEYHO# cnaboctu. Temn mporpeccupoBa-
HMST 3a00JI€BaHMST — MEJUICHHBIIA. MOXET IIPUCYTCTBOBATh
nuzaptpust [47].

KIIMJT 1E muna (nunataliioHHAsT KapaIUOMUOTIATHS
C HapyUIEHUEM CEPACYHOM MPOBOJAUMOCTU Y MbIILIEYHOUN
auctpopueit, OMIM 602067) Takke SIBISIETCSI PEAKONA
KJIMHUYeCKoU (hopMoii (ormrcaHa omxHa OOJIbIast CeMbs ).
Haugano 3aboneBaHmnsT — B paHHEM B3POCIOM BO3pacTe
C MPOKCUMAaJILHOI MbIIIeYHOI ctadocTu. Temmn mporpec-

CHpOBaHUS — MeIUICHHBIN. HapymeHns cepaedHoro pur-
Ma U KapIUOMUOIIaTUsI OTMEYAIOTCS y BCEX MALlMEHTOB,
HauMHas ¢ 1—2-T0 IeCITUIETUS MOCJIe MOSBICHUS MbI-
IIeYHOoM ciadoct. MoXeT pUBECTH K BHE3aITHOM cep-
IeyHOI cMepTH [48].

KIIMJ] IF muna — penkoe 3abojeBaHue (omucaHa
onHa OoJiblasi ceMbs), AeOI0T BapuadeIeH — OT MepBOro
roja XX13HU 10 CEPEIUHbBI 5-TO AeCITIIECTHsI. XapaKTepHO
paHHee TIOSIBJIEHUE CJIa00OCTH MPOKCUMAIbHBIX OTIEI0B
MBI KOHEYHOCTEH C BOBJIEYCHNEM AUCTATbHBIX OTIEIOB
o Mepe IporpeccupoBaHus 3abojeBaHus. IlalmeHTHI

Ta6muua 1. AZ-gpopmor KITMJI: kaunuueckan xapakmepucmuka (E. Pegoraro, E.P. Hoffiman, 2012)

MmuotunuHOMaThs
(KIIM/T 1 A Tuma)

KIIM/I 1B tuna

KaseonuHomartust
(KIIMJI 1C Tuma)

KIIM/I 1D tuna

KIIM/ 1E tuna

KIIM/ 1IF tuma

KIIM/T 1G tuna

KIIM/I 1H tuna

1840 et

OT HOBOPOKIACHHBIX JI0
B3POCIIBIX;
~1/2 cnygaes ¢ 1e6r0TOM

B ICTCKOM BO3pacTe

~5 ner

<25 ner

18-40 et

1-58 ner

30-47 ner

16-50 net (mux
B Bo3pacte 39 1er)

CuMITOMBI

[Mpoxcumanbras

MBIIIEYHAsS CI1a00CTh

ITpokcumanbHast c1abOCTh HIDKHHAX

KOHEYHOCTEH

Kpammu

‘YMepeHHast IPOKCHMabHas
MBIIIEYHAs CI1ab0CTh

MBplmeyHast pUrHIHOCT
Mpinreynast 00J1b, MHIYIUPOBAHHAS

(HU3NYECKIME YIIPAKHEHNUSIMHI

Hapymenus cepreunoit
MIPOBOAUMOCTH, POKCUMATbHAST
MBIIIEYHAs! CIab0CTh

IIporpeccupyromas npokcHMabHast
WITH JTUCTAJIbHAST MBIIICYHAS
c11ab0CTh HIKHUX KOHEYHOCTEH

C MOCTENICHHBIM BOBJICUCHHEM

HEIMOPa>XEHHBIX OTACJIOB

Mpiiieqnas ciabocTh
TIPOKCUMAJIBHBIX OTACJIIOB HUXKHUX

U BEPXHUX KOHEUHOCTEH

Mplieqnas ciadocTh
MPOKCHUMAJIbHBIX OTEIOB HIKHUX

KOHEYHOCTEH

Melieqnas ciradocTh
npoxchaanmx OTACJIOB HUKHHUX

KOHEYHOCTEH

IIposiBaenus

VIIoTHEHHEe aXUILIOBA CyXOMKUIIHS
Jluzaprpus, pedb ¢ HOCOBBIM
orTeHKoM ronoca (50 %)
Jncharns

HblxaTeJ'ILHaﬂ HEIO0CTAaTOYHOCTH

T'uneprpodus NKPOHOXKHBIX MBIIIIL

Herpy6ast koHTpakTypa
TOJICHOCTOITHOTO CyCTaBa OIUCAHA

y 1 manuenTa

CriBopotounasi KOK (0T HOpMmbI 10

20-KpaTHOTO MOBBIILICHUS)

Iporpeccupyroriee orpaHIIeHNE

crubanus MMaJIbIIeB KUCTEH U CTOIT

T'unorpodust MBI TA30BOTO HOsICA
¢ runepTpodueiil HKPOHOKHBIX

MBIIIIIT

JlucranbHast MblIe4Hast

c1aboCTh

Herpy06bie KOHTpaKTypbI
KOJIEHHBIX CYCTaBOB
Aput™mus u ipyrue
Cep/ICUHbIC OCIOKHEHUS
(2545 7er)

Bueszannas CMEPTH

Bce nnnuBnayymst
HaOIIONAI0TCS

amOy1aTopHO

Heobxonumoctsb

B UHBAJIUHON KOJSICKE
BO3HHKAET

B Bo3pacTte 45-62 ner

JlucranbHasi MblII€UHast

c11aboCTh

Meiiieqnas ¢1abocTh
MPOKCHMAIILHBIX OT/IEIOB

BEPXHUX KOHEYHOCTEH
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C paHHUM JIe0I0TOM UMEIOT OBICTPBIN TEMIT IPOTPECCUPO-
BaHUs 3a0oJjieBaHUS; WHBAJIUAM3ALUS TIPOUCXOIUT
K 20—30-1eTHeMy BO3pacTy ¢ BO3MOXKHOCTBIO IIepeIBUXKe-
HUSI TOJIBKO Ha MHBAJIMIHOM KOJIsIcKe. B maTomornyeckuii
TPOLIECC MOTYT BOBJIEKATHCSI MUMMYECKHUE MBIIIIIBI, JTbI-
XaTeJbHasi MycKyJaTypa, akcuajibHasi MycKyJaTypa ¢ BTO-
pUYHBIM (popMUPOBaHUEM Ae(hopMaliMii TTO3BOHOYHUKA
[49].

KIIMJ] 1G muna — penkoe 3abojieBaHue (oImrcaHa
OIHa ceMbs), nebrT B Bo3pacte 30—40 yet co cimadbocTtu
MBILIL[ ITPOKCUMAJIBHBIX OTIEJI0B KOHEYHOCTe. Temi
MpOrpeccupoBaHus — MeayIeHHbIN [50].

KIIMJ] 1H muna — penxoe 3aboyieBaHue (oImcaHa
OJTHA UTAIbsTHCKAs ceMbst) [51]. [le6roT 3aboeBaHms TMO0
¢ 4—5-ro necaTUAeTUs XKU3HU C MEIJIEHHO TIPOrpeccupy-
IOIIIEi MBIIIIEYHOM CJ1a00CTH BEPXHUX U HIDKHUX KOHEY-
HOCTEM, MO0 BO 2—3-M JeCATWIETUM C TUMepTpodun
UKPOHOXHBIX MBIIIII /WM MBIILIEYHO C1ab0CTH.

[uththepenyuanbHag AuarHocmuka

Oco0eHHOCTU KIIMHUYECKOTO T€UEHMSI, XapaKTepPHBIC
Jutst ocHOBHBIX (hopm KTTM/I, 11os1e3HO yUUTHIBATH MPEXKIIE
Bcero npu auddepeHInaaIbHOi TMarHOCTUKE Ha paHHUX
cranusx pa3putus 3abdoneBanHust. Hdusg KIIMJ 1A tuna
TUMAYHbBI TU3aPTPUSI U Aucharvsi, MOXeT MPUCYTCTBOBATh
MBIIIEYHasT CTA00CTh AMCTANBHBIX OTAEIOB KOHEYHOCTEI.
Hnsg KIIMI 1B Ttuma xapakTepHbI 4acThle CepacyHbIC
OCJIOXKHEHUSI, BKJII0Yasi KapAMOMMOIIAaTUIO U HapyllleHUE
CepAEYHOro puTMa, BO3MOXHO HAJIMYUE CEMEMHON UCTO-
puu ciyyaeB BHE3aIHOW CEPIEYHOU CMEPTH; TUIIUYHBI
pecrnupaTopHble OCJIOXXKHEHUST U (POPMUPOBAHME KOHTPAK-
typ [52]. IIpu KIIMJI IC tunma neGioT KJIMHUYECKOM
CUMIITOMAaTUKH OOBIYHO OTMEYAETCs B IETCKOM BO3pacTe,
MaIMEeHThl XaJyIOTCSl Ha MBIIIEYHbIe 00 (MUAJITHUN)
U CyOOPOTH MBI (KpaMITi) 03 CUMIITOMAaTUKU SBHOM
MBIIIIEYHOM ¢1a00CTH MW TP MOBbIIeHNN ypoBHST KDK
B CBIBOPOTKE KPOBH.

Kpome Toro, Heobxoaumo auddepenimposats AJl-
dopmbr KITMIT (KIIMJ 1-ro tuma) m AP-dopmbl
(KMII, 2-ro Tuma). Tak, njasg KITM/I 2A tuma HauboJjee
XapakKTepHbl BbIpaxk€HHbIE aTPOdUU TEePUIONATOYHBIX
MBIIIIIL, OUIIETICOB, ITOAWIHBIX MBIIIILL, MBIIIIL Oeaep; me-
010T 3200JIeBaHUST MOXKET OBITH C TTOPAXKECHMS MBIIII] HOT
M HapacTaloluX pacCTPONCTB XOAbObl; TUIIMUYHBI KOHT-
PaKTyphl (B 3TOM Cilyyae HEOOXOAUMO MpoBeaAeHue TUd-
depeHLManbHON AUAarHOCTUKM 1151 uckKiatoueHus: KITMJT
IB Tuma, mbieyHoit auctpodun Dmepu—/peiidyca,
Mmuornaruu betiema, HEIOCTaTOYHOCTU JaMUHHUHA 0-2).
KITM/I 2A Tumna ciy>KuT 4acToi MpUIYMHON 6€CCUMIITOM-
Horo moBbilieHUs1 ypoBHSI K®PK B kxposu [53]. Ilpu
KITIM/ 2B Tumna y naiueHTOB BO3MOXHbI paHHEe pa3BU-
THE CJ1a00CTH U/WIN aTPO(PUU MKPOHOXHBIX MbILIL (00-
HapyX1BaeTCs TOJAbKO MPU MarHUTHO-PE30HAHCHOMI TO-
Morpacun — MPT), xonpba «Ha IbIMoYKax» (Tajablax
CTOI), TIepeBAIUBAIONIASICS («yTUHAS» ) TIOXOIKA, aTpodust
JIHUCTATbHBIX OTAEJI0B OUIIECIICOB, OTHOCUTEJIbHASI COXPaH-

HOCTb NIEPUIOTATOYHBIX U ACJIETOBUIHBIX MBI, BO3MO-
>K€H, HO HETUTIMYEH JIe0I0T B IETCKOM BO3pAcTe; XapaKTe-
peH BHeE3amHbIlA [1e0I0T B MO3AHEM IOAPOCTKOBOM
BO3pacTe WM B Havyaje 2-T0 ACCATUIETHS XKU3HU; HEPEAKO
TaKUM IMallieHTaM OMOO0YHO CTaBIT AMArHO3 TTOJIMMHUO-
suta. [laumnentsr ¢ KITM/ 2C—2F Tumnos mMoryt umerh
¢eHOTUIT, HAMOMUHAIOIIUI MBILIEYHYIO0 AUcTpoduio [ro-
meHHa u/wim bekkepa, ¢ 1OIOJIHUTEIbHBIM BOBJICUEHUEM
B TIATOJIOTMYECKUI MPOIIECC OKOJIOJIOMATOYHBIX MBIIIILL
¢ (hopMUpPOBaHNEM KPBUIOBUIHBIX JIOTIATOK; MBIIIIEUHBIE
TUnepTpoun — 0OBIYHOE SIBJICHUE, OCOOEHHO 3TO Kaca-
€TCSl UKPOHOXHBIX MBIIIIL ¥ MBIIIIL SI3bIKA; ICUXUYECKOE
pa3BUTHE B HOPME; Y HEKOTOPBIX MAIlUEHTOB TUAarHOCTH -
PYIOT KapAMOMHUOIIATUIO; TUTTUMYHBI PeCTIMPAaTOPHBIE OC-
noxHeHus [54, 55]. Ilpu KIIM/I 2G tuma u3HayaabHO
BO3HUKAaET C1a00CTh OOJIbIIIECOEPIIOBBIX MBIIIILL, YTO SIBJISI-
eTCcd MPUYMHON HEYCTOMYMBOCTU TMPU XOIbOE M YaCTBIX
MageHu, TAMWYHBIX 17151 JaHHoro peHoruna KITMJI [56].
ITpu KIIMJ 2H Trna Bo3MOXHBI cTydar IMO3THET0 1e00-
Ta 3a00JIeBaHMs, MEIJICHHBIN TEMIT IPOrpecCUPOBaHUS,
OTCYTCTBME BOBJICUEHHUS B TATOJOTUYECKUI MPOLIECC MU -
okappa, xoTs anekrpokapauorpadus (DKI') nHoraa BbI-
SIBJIIET yMepeHHbIe u3MeHeHus (31a popma KITM/I oueHb
penka, OoIMcaHbl Cllydau MOYTU UCKJIIOUUTEIbHO Cpeau
MOMYJISILIMU TYTTEPUTOB — CEBEPOAMEPUKAHCKOM KOJJOHUU
aHabarTHCTOB, B HACTOSIIIEE BpeMsI ToCTUTatolei 42 ThIC.
yesnoBek) [57]. KIIM, 21 Tuna uMeeT UPOKUI CIIEKTP
KJIMHUYECKUX CUMIITOMOB C BUAUMBIMU TUTIEPTPOGUIMU
MBILIL U KapauomuornaTtueit (JroieHHa-nmogo0HbIi ¢e-
HOTHUII); TUITMYIHBI peCIMPaTOPHbBIE OCIOXHEHUS; OTME-
YalTCSI TUIIEPTPOMUST MBI SI3bIKa, BhHIpaXKeHHAsT MbI-
1IeYyHasl ci1aboCTh U aTpoUM MBIIIL TJIeYeBOro mosca,
MBIIII-Cru0aTesei en, akCUaIbHBIX MBI, YTO ITOMO-
raet B iudpepeHnmanbHoi qnuaranoctrke KITM/ 21 n mb1-
meyHoit nuctpodun HiomennHa [58]. KIIM 2J) tuma —
TsoKenass (¢opma 3abojieBaHUSI, OMNUCaHHAs Ccpeau
(UHCKOro HaceJeHHUs; XapaKTepHO MOPaXXeHUE TUCTaTb-
HBIX MBI, CTPAaIOIINX MO Mepe MPOTPECCUPOBAHUS
3a00JieBaHMS; HeT ciradoctu Mbiil auna [59]. KITML 2K
TUIIa MOXKET Ie0I0TUPOBATH C I100AIbHOM 3a1ePKKU pa3-
BUTHUS, BKJIOYAsl 3aI€pPKKY MCUXOMOTOPHOIO, PeYyeBOro
Pa3BUTHST; BO3MOXHBI YMCTBEHHAs OTCTaJIOCTh U MUKPO-
nedanus.

Taxxkxe HeoOxomumo nuddepeHuuponath KITM]I
u MuoduobpmwigpHsie Muonatuu (MPM), KoTopbie
yalle CBS3aHbl C TEHETUYECKU JIeTePMUHUPOBAHHBIM
nedexkroM Oesika jecMuHa. OTHOCUTEIbHAS 4YacTOTa MY~
TalMii FeHa JeCMUHA He YCTaHOBJIEHA, IIPY 3TOM JeCMU-
HOMaTusl, BEPOSITHO, camasl paCIpOCTPaHEHHAsT KIIMHUYEC-
kast hopma M®D®M, a o-B-KpUcTaTTMHONIATUSI — HAUMEHEee
pacmipocTpaHeHHoOe siBjieHUe. boyiee yeM y TOJTOBUHBI
60sibHBIX ¢ MPM npuvrHHAasI TeHHAasi MyTalys HEU3BeC-
THa. Bo3pact ne6roTa BappupyeT oT 7 10 77 aAeT (B cpea-
HeM 54 roza), 3a UCKTI0YeHNUEM OOJIbHBIX ¢ MyTallUsIMU
reHa cejeHonporenHa N, KOTOpble UMEIOT 1e0I0T Mpu
pOXXACHUM pebeHKa, U 1 ONMMCAaHHOTO MallMeHTa C MyTa-
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1IMel TeHa JIJaMUHa U 1e0I0ToOM 3a00JIeBaHNs B BO3pacTe
3 net. [TamMeHTHI ¢ JeCMUHOMIATUEH YacTO MMEIOT pa3-
BEPHYTYIO KJIMHUYECKYI0O CHUMMOTOMATUKY B paHHEM
B3pOCJIOM BO3pacTe, a MallUeHThl ¢ MUOTUIUHOIATUEN
n pmmamMmuHOMaTHE — B Bo3pacte crapmre 50 jmet. Kinn-
HUYECKU 2Ta IpyIina 3a00JeBaHN SIBJISIETCS TETEPOTEH-
HOM, XapakTepu3yeTcsl MEIAJIEHHO MpOrpeccupylonen
MBIIIEYHON CJTa00CThIO MPOKCUMAIBHBIX U TUCTATbHBIX
MBI Y GOJIBIIMHCTBA NaLMeHToB (B 25 % ciiyyaeB OT-
MeuaeTcsl TOJIbKO MUCTalbHAsl CIa0OCTh, YTO B 1I€JIOM
XapakKTepHO 11 MUOTUJIMHOIIATHH, ele B 25 % ciiyyaeB
OTMEYaeTcsl TOJBKO MPOKCUMalbHasi MBIIIEYHas cia-
00CTh, UTO XapaKTepHO I duiaMuHoNaTuu). BaxHo
IMOMHUTB, 4TO TIpu MPM Bo3MOXKeH (PeHOTHUIT, TUITUI-
e w11 KIIMJI, yto tpedyet nposenenus JHK-gua-
THOCTUKU U UMMYHOTHCTOXMMUYECKOTO HUCCIIETOBAHMUS
TTOpaXK€HHBIX MBIIIIL IJIST YTOUHEHUST KITMHUYECKOTO Jra-
rao3sa [60].

Heob6xonumo muddepenuuponats KIIM/I u apyrue
HAaCJIeICTBEHHbIE Y TPUOOPETEHHBIE 3a001€BaHNS MBIIIILL,
BKJIIOYAsI BPOXKICHHYIO MBILIEYHYIO JUCTPO(DUIO, BPOXK-
JICHHbIe MUOTIATHH [61], MBITIIEYHYIO TUCTPOGhUI0 DMEpr—
Hpeiidyca, miederonaTOUHONIULIEBYIO MBIIICUHYIO TUCT-
poduto, nucTpodUHONATUYN, CHUHAIBHYIO MBIIIEYHYIO
aTpoduIo, IEPBUYIHBIN OOKOBOI aMUOTPOGUIECKUI CKIIe-
P03, METabOIMIECKIEe MUOTIATUH (B TOM YMCJI€ IHAOKPUH-
HbIE), TOJIMOMUO3UT/AEPMATOMUO3UT, XPOHUUECKHE BOC-
MajuTe/bHbIE MWOTATUU, CTEPOUIUHIYIIMPOBAHHbBIE
MMOTATUH, TTAPAHEOTUIACTUYECKYIO MUAOIIATHIO TIPH 3J10-
KaueCTBEHHBIX HOBOOOPA30BaHUSIX, TTOJTUAPTPUTHI, PEB-
MaTOUHbIN aPTPUT, CKICPOACPMHUIO.

NaGopamopHas guarHocmuka

bonbHbiM ¢ mopo3penneM Ha KITM/I moka3aHo uc-
cnenoBaHue ypoBHsi KDOK B ceiBopoTke kposu. st AJl-
¢opmbl KITMJI 1C tuna xapakTepHo 3HaUYUTEIbHOE TT0-
BoiieHne ypoBHSI KPK (B 5—25 pa3 BbIllle HOPMBI), BCE
ocranbHbie AJl-dhopmbr KITM/I galiie UMEIOT yMepeHHOE
roBbIieHUe ypoBHsT KDK — pesynsraThl MccienoBaHUs
MOTYT BapbMPOBaTh OT HOPMBI 10 15-KpaTHOTO MOBHIIIIE-
Hus. Ilpu AP-¢opmax KITMJI BO3MOXHO BBISIBJIEHUE
ype3BblYaiiHO BhIcOKOTo ypoBHsI K®PK. CapkorimmkaHo-
natuu (KITMJI 2C—-2F tunos) u KITM/I 2B tumna xapak-
TEPU3YIOTCS 3HAYMTEIbHBIM II0 CPAaBHEHUIO C HOPMOIi
(10—150-kparHbIM) TIOBBIIIeHMEM ypoBHI KMK, Torma kak
npyrue AP-dopmbr KITM/I conpoBoxnatorcst 3—80-kpart-
HbIM noBbileHueM. st M®OM xapakTepHO «Herpyboe»
noBbieHue ypoBHsd KDK — 1o 7-KpaTHOTo 10 OTHOLLIE-
HMIO K HOpMe [62, 63].

MoJtekynsipHO-TeHETUYeCKOe TECTUPOBAHNE B HACTO-
siiee BpeMsl ITOCTYITHO Ui JeTeKIIMU MYTalluii TeHOB
KanmnauHa-3, kaBeonuHa-3, nucepuna, FKRP, ntamuna
A/C 1 Bcex capKorimukaHoB [64, 65]. [IpuunHHBIE TeHHbIE
mytaiuu AJl-cdopm KITM/I npencraBiaeHbl B Ta0I. 2.

MPT moxkeT nomousb auddepeHIpoBaTh KITNHUYEC-
kue popMmbl KITM/I, [66]. XapakTepHO TMIIEPUHTEHCUBHOE

n3MeHeHne cuTHaia Ha T1-B3BeIIeHHBIX peXKMMaxX CKaHM -
poBanus. Y namueHToB ¢ KITM/I 21 Tuma oOBIYHO BHISIB-
JISI0TCS caMble 3HauuTeabHble M PT-n3MeneHus B 3aaHeit
U MPUBOISIIEH MBbIIIAX Oelpa, MeHee 3HauyUTeJbHbIE
N3MEHEHMNST — B ATOAWYHBIX M MKPOHOXKXHBIX MBIIIIIIAX.
IMamuenTtsr ¢ KIIM/ 2A Tuma MMEIOT CYIIECTBECHHEBIS
MPT-u3meHeHus B 3aJHEN ¥ MPUBOASIIMX MBIIILIAX Oe/1-
pa, O6oJiee JerkKre U3MEHEHUSI — B TOPTHSI>KHOM MBIIIILIE.
VY HUX TaK:Ke BEISBIISIOT Cephe3HOE M M30MpaTeIbHOE TT0-
paxkeHne MeINaTbHOM MKPOHOXHOW M KaMOaJOBUIHOMU
mbi. [Mauuentsr ¢ KITM/I 2B tuma MoryT uMeTh Bapu-
abenbHy0 MPT-KapTuHy ¢ Tpu3HaKaMU U3MEHEHUS Mar-
HUTHO-pe3oHaHcHOro (MP) curHama OT MKPOHOXHBIX
W ITOOWYHBIX MBIIIII, a TAKXKE TIePEeIHNX 1 3aHUX MBIIIIIT
oenpa. [Tpu KITMJ 2D tuna MPT-u3meHeHus nepenHeit
TPYIIIBI MBI Oefep 6oJiee 3HAUYMTEIbHbBI IT0 CPAaBHEHUIO
C 3aJHei MOBEPXHOCTLIO Oeapa [67].

Uronbuaras anexkrpomuorpadus (OMI) u ctumynsi-
LIMOHHAs 3JeKTpoHeiipomuorpadust (DHMT'), Bkitouas
HCClIeI0BaH1Ee CKOPOCTY PacIpOCTPpaHEHMST BO30YKACHMUS
(CPB) o motopabM (CPBM) 11 cencopabiM (CPBc) Bo-
JIOKHAM niepudeprudecKnx HepBOB, IIPOBOASITCS BCEM Ta-
nueHTaMm ¢ mogo3peHreM Ha KITM/I, 9ToObI mOATBepAUTD
WIM UCKTIOUUTh MUOMATUYECKUI XapaKTep MOPaKEeHMUSI.
Pesynwsrater DHMI Hopmanbshs! ipu KITMJI, 3a nckio-
yearem KITM/I 1A tuma (MUOTUJIMHOIIATHN ), TIPA KOTO-

Ta6muna 2. Moaexyaspuas eenemura A/l-gpopm KITMJI]
(E. Pegoraro, E.P. Hoffman, 2012)

KIIM/ 1A (MuOTHIMHONIATHS ) MYOT 5q31.2
KIIM/ 1B (raMmuHOTIaTHS) LMNA 1922
KITIM/ 1C (kaBeosMHOIATHSI) CAV3 3p25.3
KIIMJ 1D DES 2935
KIIMI 1E DNAJB6 7936.3
KIIM 1F HeussecteH 7q32.1-q32.2
KIIMA 1G Hewusgecten 4q21
KIIMA 1H Hewussecten 3p25.1-p23

poii 6osee yeMm B 50 % ciyvyaeB pa3BUBAETCS AMCTATIbHAS
HEBPOMATHsI, CITysKalllas IPUUUHOM CJIA00CTU AUCTATbHBIX
OTAEJIOB MBI HIDKHUX KOHEUHOCTEH; MO3TOMY IMpH
OHMI MoxeT BbISIBASATbCS yMepeHHoe cHuxkeHne CPBc
n CPBMm. ODMI BHIABISIET CHUKEHUE aMIUIMTYIBI U TIPO-
IOJKUTEIBHOCTY M-0TBeTa, CIIOHTAaHHYI0 AaKTUBHOCTH
(rmoraszHbie MOTeHLIMANBI), CIBUT TUCTOIPAaMMBbI BJIEBO,
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XapakTepHBIe IS TTePBUYHO-MBIIICUHBIX 3a00JIeBaHUIA
[68]. AHOManbHAs CIIOHTAHHAS AKTUBHOCTD B Buae Gpuob-
PWUISIUMIA U TIOJOXUTEIbHBIX OCTPHIX BOJIH, OMMCAaHHAs
B Heckobkux ciydasix KIIM/L, netunuuHa [69]. Ecau
Takye U3MEHEeHUsI BBISIBIISTIOTCS Tpu DMI, Bpauy ciemyeT
npoBecTu AuddepeHIMATBHYIO AMAaTHOCTUKY JUTSI UCKITIO-
YeHUsI BOCIIAJIMTEIbHBIX MUOIIaTUii (moaumuo3uta) [70].

OKI noka3zana Bcem namueHtam ¢ KITM/I, ocobeHHO
¢ AJl-tuniom HacienoBaHusl. B yactHoctu, npu KITMJI 1A
u 1B TUTIOB BOBJIeUeHNE B TATOJIOTMUECKMI IIPOLIECC MUO-
Kapaa orMedeHo B 50—65 % cinyyaeB. KapauoMuonatuu
U CepAeYHble apUTMUU MOTYT MPUBECTU K KIMHUYECKU
3HAYMMBIM 1 XKM3HEYTPOXKAIOIIM OCJIOKHEHUSIM, BKITIO-
yas CHHAPOM BHe3amnHoi cMepTu. Y nauueHToB ¢ KITM /I
1E Tuma aunaTauuoHHasl KapauoMuonaTus U ae¢eKThl
CepACYHOU MPOBOAMMOCTH (ApUTMUU ) HAPSIIY C MbIIIEY-
HO# aucTtpodueit OTHOCATCS K BEIYIIUM KIMHUYCCKAM
nposiieHusM 3adoneBanus. [Ipu AP-dopmax KITM/I
KapauOMMOIIaTUsI HAOJII0AAeTCsI PEAKO, 3a UCKITIOUCHUEM
KITM/I, 2G u 21 Tunios, ripu KoTopsixX B 30—50 % cirydaes
BBISIBJISIETCS. KADAMOMMOITIATUSI OT JIETKOM 10 YMEPEeHHOM
creneHu Tskectu [71]. g mnauueHToB ¢ CapKOTJIMKAHO-
matussmu (vaiie Bcero ¢ KIIMJ 2E u 2F tunos) kapau-
OMMOITATHSI OCTAeTCsl 3HAYMMOM ITpooiemoii. [Ipy MOM
CepaeyYHbIE OCJIOXKHEHMSI TUITMYHBI (BBISBIISIIOTCS 00j1ee YeM
B 50 % cityyaeB), BO3MOXKEH 1e0I0T 3a00Ji€BaHMS C Kapau-
OMUOIIATUN WIM HapylIeHUs CEepAeYHON MPOBOIUMOCTH.
Baxxno nposeneHue exerogHoro DKI'-ckpyHuHTa M Mo
BO3MOKHOCTH 3XoKapauorpadnn (9xoKI'), ocodbeHHO y ma-
LIMEHTOB ¢ pa3BepHyToil KimHukon KITM/I [72].

Ha pasBepnytbix cramusax KIIM/I ¢ BoBieueHueM
aKCHaJIbHOM pecripaTOpHOI MYCKYIaTyphl BaxK€H PeCIT-
paTOPHBII MOHUTOPUHT [73, 74].

buoricust mopaxkeHHBIX MBI SBJISETCS Hamboee
BaXXHBIM MeTomoM auarHocTuku KIIMJI [75]. B Gonb-
muHceTBe ciyyaeB KITMJI npu mpoBeneHUU PYTUHHOTO
TMCTOXMMHUYECKOTO MCCIAENOBAaHUS BBISBISIOTCS Xapak-
TepHBIC YePThl OUCTPOGUIECKOTO TOPAKCHMS MBIIIII,
B TOM UMCJIe TIPU3HAKHU JeTeHEepalli U pereHepaii MbI-
ILIEYHBIX BOJJOKOH Pa3IMYHOM CTEIEeHU TSLKECTH, U3MEHEe-
HUE pa3Mepa BOJOKOH ¢ MaJ€HbKMMU KPYTJIBIMUA BOJIOK-
HaMH, Gpubpo3 sHmoMm3us. Kak mepcrneKTUBHBIA METO,
OIpeaeICHUS XapaKTepa MOpaxkKeHMs MBIIIIL pacCMaTpU-
BaeTCsI UMMYHOTHMCTOXMMMYECKOE UCCAeA0OBaHME C TIPU-
MEHEHMEM CIIeLMMDUIECKUX aHTUTEN (HAapUMep, aHTUTE
K CapKOIJIMKaHy, AuchepanHy, KajJrmauHy-3 1 ap.).

[MpenaTtanbpHast AMarHOCTUKA MPU BhIHAIIUBAHUY Oe-
PEMEHHOCTHU C MOBBIILIEHHBIM PUCKOM HacJIeIOBaHUS 3a-
0oseBaHUS BO3MOXHA JUISI HEKOTOPBIX KIMHUYECKMX
¢dopm KITM/I ¢ momouipsto aHanusza JIHK, BeineneHHoii
U3 KJIETOK IUIOAA, TMOJYYEHHBIX MyTeM aMHUOLIEHTEe3a
B CpOKM TrecTauiuu ot 15 g0 18 Hen uiam 6uorncuu XopuoHa
B cpoku rectauuu oT 10 mo 12 Hea. IIpuunHHaAs reHHast
MyTalus y TOCTpagaBIIero WieHa CeMbU MOJDKHA OBITh
orpenesieHa 10 MPOBEICHUS MPEeHATaTbHOW TMarHOCTUKA
[76]. TIpenuMIUIaHTALIMOHHAS TeHETUYECKast TMarHOCTH -

Ka BO3MO>KHA JUTSI MOJIOJBIX CEMEN, B KOTOPBIX IIPUUNHHBIC
TeHHBIC MyTalllii, OTBETCTBCHHEIC 32 Pa3BUTHUE TOM WU
nHoi opmbl KITM/I, yTouHeHBI y MOCTpaaaBIIIeTro WieHa
ceMbH (Oyayllero oTiia Win MaTepu pedeHKa) B ucciea0-
BaTeJIbCKOM JIabopaTOpuM WM KJIMHUYEeCKU. Takoi BU.
IMATHOCTUKM Yallle UCIIOJb3YeTCS B LIEHTpaxX (KIMHUKAX)
HKCTPAKOPIOPaTLHOTO OIUIOA0TBOpeHus [77]. OnTumainb-
HO€ BpeMs 111 MEAUKOT€HETUYECKOI0 KOHCYJIETUPOBAHMUS
CEeMBbH, OIpeAe/ICHNST TCHETUIECKOTO pUCKa, YTOUHCHUS
cTaryca HOCHUTEIISI M OOCYKACHMS BO3MOKHOCTH M CPOKOB
IIPOBEICHMS IIPEHATAIbHOM JUAarHOCTUKY — 3a 6—12 Mec
IO HACTYILIEHUS 3aIllITaHMPOBaHHOM 6epeMeHHOCTH. [1po-
BelleHNE MEINKOTeHETUUECKOTO KOHCYJIBTUPOBAHMS (00-
CYXKIEHUS KaK MOTCHIIMAIBHOIO PUCKA IJIsS TTOTOMCTBA,
TaK ¥ PeNPOAYKTUBHOIO BapraHTa) Ype3BbIUaliHO BasKHO
s otsaroueHHbIX Mo KITM/I cemeii.

Jleyenue

Crenmpuyeckoro (IIaToreHeTUYeCKOro) JeueHusl, 10-
CTYITHOTO U 3(P(PEKTUBHOTO AJIsI TI000T0 U3 KIMHUYECKUX
dopm KITM/I, B HacTosiiee BpeMsl HET, OTHAKO MHTEH-
CHBHAasl CMMITOMAaTH4YecKasl Teparusi HeoOXoauma s
coxpaHeHUs] (PYHKIUN MOPaKE€HHBIX MBI, CHUXEHUS
TEMIIOB MPOTpeCcCUpPOBaHMs 3a00eBaHUS U YBEIUYCHUS
MPOAOJKUTENBHOCTD KU3HHU TMallMeHTa. BaxHo nposene-
HUE Mep 10 TPOoGUIAKTUKE M KOPPEKIIMU CKEIETHBIX
aHOMAaJINI, TAKMX KaK CKOJIMO3 Y KOHTPAKTYPhI KPYITHBIX
CyCTaBOB KOHEUYHOCTEH, a TakxKe C LIEJbl0 COXPaHEHUS
CMOCOOHOCTH TAIIMEHTA K CAMOCTOSITEIBHOMY TIEpPEIBU-
JKEHU10. ArpecCUBHOE MCIOJIb30BaHME IMTACCUBHOTO pac-
TSKEHUSI, OOIIEYKPETUISIIONINX CPENICTB, (pu3noTepanuu,
MeXaHUYECKMX MPUCIIOCO0IEHMI, TAKMX KaK TPOCTU, XO-
IIYHKH, OPTOIEeAUYECKUE CTEJbKU (MHBAJTUOAHbBIE KOJISIC-
KA — TI0 Mepe HEeOOXOIMMOCTH), TIO3BOJISIOT MAIIUEHTY
OCTaBaThCsl MOOMJIBHBIM M HE3aBUCHMBIM TaK JOJITO, Ha-
CKOJIbKO 3TO BO3MOXHO. Ba’KHBIM MOMEHTOM SIBJISIETCS
KOHTPOJIb Beca — COOJTIOCHME AUETHI U TPOMUIIaKTHKA OKM-
penus [78].

[MpodunakTka U KOppeKIus CEPACUHBIX OCIOXKHE-
HU — Jpyrasi cocTaBisiionlasi BeACHUST MalMeHTOB
¢ KITM/I. TTpu cepbe3HbIX HApYILLIEHUSIX CEPACUHOTO PUT-
Ma JOJKEH OBITh CBOEBPEMEHHO PeIlleH BOIIPOC 00 MMII-
JIaHTAllUM KapauocTUuMysisitopa, ocooeHHo npu KITM/]
1B u 1E tunos. B cinyyae npucoeauHeHus AbIXaTeJIbHOMI
HEI0CTaTOYHOCTH, BKJIIOYAsi CHHAPOM arlHO3 CHa, PEKO-
MEHJIyeTCSI UCITOJIb30BaHME JIBIXaTeIbHOTO 000PYI0BaHUS
(BiPAP-tepanusa u/unu CPAP-tepanus), 310 MOXET
MOMOYb YIYYIINUTh (PYHKIIMIO IbIXaTebHbIX MBI U YBE-
JIMYMBAET NPOJOJIKUTEIbHOCTD XKU3HHU NaliueHToB. Heoo-
XOIMMO IMCITaHCepHOE HaOIIoNeHNe TTallMeHTa y Kapau-
oJiora ¥ MyJIbMOHOJIOTa ¢ KOMIUIEKCHBIM 00CJIeIoBaHEM
nauveHta ¢ KITM/I mo kpaliHeit Mepe 1 pa3 B rof, oco-
OEHHO ec/i OOJIbHOW MMEeeT CUMIITOMbBI CepAeYHON Win
NIBIXaTeIbHOM HeMOCTaTOYHOCTU. Bo BpeMst Kaxknoro Bu-
3UTA MALUEHTA C HACJIEICTBEHHOM HEMPOMBILIEYHOM Ma-
TOJIOTUEN K CMEeUaNnCTy O TUIaHy JUCIIaHCEPHOIOo Ha-
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OoneHusT HeoOXOAMMO KOHTPOJUPOBATH COCTOSTHUE
IMOPaKEHHBIX MBI ¥ UX (DYHKIINHU, CTCIIEHb BBIPaXKeH-
HOCTU KOHTPaKTYp, CTEIEeHb TSLKECTU CepAeYHbBIX U/WIU
JIbIXaTeJbHBIX OCIOKHEHMH, a TAKXKE CIIOCOOHOCTD Mallu-
€HTa BBITIOJTHATE IeHCTBHUS B TOBCETHEBHOI XXM3HM [79].

Xupypruueckoe BMEIIaTeIbCTBO MOXKET ITOTPEOOBATh-
csl sl TpOMUIAKTUKY U JCYEHUST MTPOTPECCUPYIOLIETO
CKOJIM03a MO3BOHOYHMKA WJIM BBIPA’KEHHBIX KOHTPAKTYP
cycTaBoB KoHeuHocTelt [80].

[Mpu cocTaBneHny miaHa AUCIIAHCEPHOTO HAOIO/Ee-
Hus nmauueHTta ¢ KITMJI BaxkeH MeXIMCLUTIIMHAPHBII
(KOMaHJHBI) TTOAX0/, ¢ 00beAMHEHUEM YCUINI HEBPOJIO-
ra (HeiiporeHeTHKa), KapauoJjora, myJIbMOHOJIOTa, OPTO-
nena, ¢uznoTepareBTa, peadWINTOJIOTa, COIMATbHOTO
paboTHUKa, TICUX0JI0Ta (110 TTOKa3aHUSIM — IICUXOTepareB-
Ta), MEIULIMHCKOro reHeThKa. Takoil rmoaxon odbecrneuyut
pa3paboTKy JIYUIINX, MHINBUIYATbHBIX TEPATIEBTUIECKIX
nporpamm. [Tattnentam ¢ KITMJI HeoOXxonnmbl cortiab-
Has M 3MOLIMOHAJbHAS TMOAACPXKKA, CTUMYJIMPOBAHUE,
HaCKOJIbKO 3TO BO3MOXKHO, YYBCTBA COLIMAIbHOM BOBJICYECH-
HOCTU U YAOBJIETBOPEHHOCTH, YTOObI YMEHBIIWTD OLLLYILIE-
HME COLMATbHOM N3OSN, CBOMCTBEHHOE OOJTbHBIM 3TOM
rpynnsl [81].

IeHHas Tepanusi ¢ UCMOJIb30BAaHUEM BEKTOPOB Ha OC-
HOBE aJeHOACCOLMUPOBAHHBIX BUPYCOB MOXET CTaThb
JKM3HECTTIOCOOHBIM BapMaHTOM MaTOTEHETUYECKOTO Jieue-
Hus KIIM/I B 6ynymem [82]. IIpenBaputeabHble JaHHBIS
HCCIeNOBaHUIA HA XKUBOTHBIX MOJIEJISIX U Y UeJIOBeKa, B yac-
THOCTH JOCTaBKa MOJJTHOMETPAKHOT'O 0i-CapKOITIMKaHa C I0-
MOIIIBIO aJIeHOACCOLIMMPOBAHHOTO BUpYyca K M. extensor
digitorum brevis y mauimento ¢ KITMJI 2D tuna, umena
MOJIOXKUTEbHBIN KIMHUUECKUI 3(hHeKT B TeueHue 6 Mec
HaOI0OeHUsS B BUAE YCTOWUYMBOM 3KCOpPECcCMM TeHa
o-capkorivkaHa y 2 u3 3 mauueHToB. B pesynbrarte Bme-
IIaTeJIbCTBA pa3Mep MBIIICYHBIX BOJOKOH YBEIUYMIICS.
ABTOpaMy OTMEUYEHO, YTO y MALMEHTOB C YCTOMUYMBBIM
KJIMHAYECKUM 3¢ (HEKTOM He HaOII0AaI0Ch MOBBIIEHUS
B KPOBU HUKAKWX HEUTPAIM3YIONIMX aHTUTEJ MY BbIpa-
JKEHHOM peakiiny T-KJIeTOYHOro UMMYHHUTETA K aleHoAaC-
colMMpoBaHHOMY BUpycy [83].

NMporwxo3

Bospacrt neTajJbHOro ucxona BapbUpyeT MPU pa3ind-
HbIX KiuHuyeckux popmax KITMJI. [Tpu panHewm nedrote
3a00jeBaHus (MMPU BPOXIEHHBIX (popMax) MPOrHO3 Ha-
nbosiee HEOJATONMPUATHBINM. DTU TAIIMEHTHI MOTYT CTaTh
WHBaMAaMM (MepeaBUTAThCS TOJIBKO Ha WHBAJUIHON
KOJISICKE) B paHHEM IIOAPOCTKOBOM BO3pacTe U YMUPAIOT
OT peCIMPaTOPHBIX OCIOXHEHUI B TTO3MHEM MOIPOCTKO-
BOM Bo3pacTe. [TalmeHThI ¢ MeIJIEHHO IMPOTPEeCCUPYIOLITM
turioM TedeHnst KITM/I cmocoOHBI caMOCTOSATENIBHO TIe-
peaBuratbcs B cpoku 6osee yem 30 et ot aedroTta 3a00-
JIeBaHUsI, HEOOXOAMMOCTh B MHBAJIMIHOM KOJISICKE MOSIB-
JIIeTcsl HAaMHOTO TIT03Xe (B 3peJIOM WU ITOXUJIOM
Bo3pacte). HekoTopsle manneHThI-HOCUTEU TabopaTop-
HO MOATBEPXKIESHHBIX IPUYUHHBIX TEHHBIX MyTaLIMi, OT-

BETCTBEHHbIX 3a pa3zButue KITMJI, uMeIOT aullb He3Ha-
YUTEIbHbIE HAPYIIIEHUST MBIIIIEYHOU cuibl [84].

Kaunuueckuii cayuaii. boavnas E., 37 nem, 6 cenmsabpe
2012 2. KoHCyabmupo8aHa HA 6pa4eOHOM KOHCUAUYMe
Ha Kaghedpe neeponoeuu u ncuxuampuu Cegepo- Bocmouno-
20 eocydapcmeenHozo yHusepcumema um. M. K. Ammocosa
(Hxymck) ¢ yuacmuem cneyuarucmos Kagpeopsvt MeOUuyuH-
CKOUl eeHemuKu U KauHuyeckoil Hetipogusuonsoeuu HIIO
Kpacrnosipckoeo I'MY um. npogh. B.D. Boiino-Sceneyroeo.
Ha momenm nposedenus Koncuauyma nayueHmra npedsse-
AS4Q HCAN00bl HA  GLIPANCEHHYI) CAabOCMb Mbluly masda,
nosichuybl, bedep, 3ampyonenus npu xo0bbe nO NPIMOIL,
3HauumMenvbHoe 3ampyonenue npu xoovbe no n1ecmuuye, He-
603MOJICHOCMb NOOBEMA U3 NOAOIHCEHUSA CUOSA HA KOPMOYKAX
6 noaodIceHue cmos be3 NOCMOpPOHHell NOMOWU, PACKaYU8a-
WYCcs (<YmuHy») HOX00KY ¢ eunepmoOunbHOCMbHO
8 KPYNHbIX cycmagax (ma300e0peHHbiX, KOAEHHbIX), Yacmble
Nno8mMopHbvle NAdeHUs U MpaeMamu3ayuio MAeKux mKanei
KOHeuHOCmel U mya08uuia, yMepeHHy caabocmov Mbluly,
naexes020 nosca ¢ 0deux CMopoH ¢ 3ampyoHeHUeM camooi-
CAYICUBaHUSL 8 ObIMY (CA0NCHOCMU NPU 00e8aHUU 00elCcObl
¢ NOOHAMbIMU 868€PX PYKaMU, NpobaeMbl NPU PA36euU8aHuu
benvs u m.n.).

U3 anamneza nacmosaweeo 3aboneeanusn: debrom
KIIMJI npumepno ¢ 10-remneeo 6o3pacma, koeda nossu -
AACb 3aMemHas cAab0Cmy MblullY, Ma308020 nosca u dedep
(nayuenmka ucnvimvleara mpyoHOCMU NPU BbINOAHEHUU
HOPMAmMUe0s Ha ypoKax (huzkyamypsl, 0COOeHHO npu npuce-
danuu, Oece, 1a3aHbe NO WEEICKOl CMeHKe UAU KAHAmYy
u m.d.). 3aboresanue nocmeneHHo, MeOAEHHO, HO HeYKJAOHHO,
npoepeccupogano: 6 meuerue nociedyrouux 10 sem npuco-
€0UHUAUCH CAOICHOCMU NPU NOJBEMe NO NeCIHULe 8 NPedenax
1—2 smadiceii, nocmeneHHo Hapacmana GbiPaNCeHHOCHY eU-
nompoguu moluy 6edep u Mmazoeo20 NosAca, CMAia Usme-
Hambcsi noxooka. K eospacmy 22—23 nem nayuenmka om-
Memuaa 3HavumenvHoe 3ampyoHeHue NpU NpUceoanuu
€ HEBO3MOICHOCMbIO BCIMABAHUS U3 NOAONCEHUS CUOS HA KOp-
MOYKax 8 NoaojceHue cmos 6e3 nocmoporHell noodoepicKu
Uau onopsl Ha okpyscaroujue npedmemst. Kpome moeo, npu
BCMABAHUU U3 NONOICEHUS NeXHCA NOSBUNACH HEOOXOOUMOCMb
ONOpbL HA N0JCe, COOCMEEHHOe MeAo (NOAGUAUCH KAaccuYec-
Kue npusHaku genomena «recmuuysl losepca»). B nocaedy-
rouue 200bl NOABUAACH CAADOCMb MblUlY NAe4es020 Noscad,
KOmopas 3Ha4umenbHo YCUAUBANACH K KOHUY OHsL NpU 00bIY-
Holl gusuueckoil Haepy3ke. K 6o3pacmy 32 nem 3nauumenvHo
U3MEHUAACh NOX00KA, KOmopas Cmana pacKkaduearouleiics
(N0 muny <ymuHoi») ¢ NosAGAeHUeM 2UNepMOOUALHOCTU
8 maszobedpeHHbIX cycmaeax, ¢ gopmuposaruem ooael
8 MbIUYAX HUJICHEL Yacmu CRUHbL U CKOAUO03A 2Py OON0sACHUY -
H020 omdena NO360HOMHUKA, Y4ACMUAUCH CAYHAU NAOeHUs
U3-3a HapyuwleHus pagHogecus HA (oHe npoepeccupyrouseli
MbLUEYHOU ampopuu U MblUeYHOU cAa00CMU; YEeAUHUAUCD
CAOMUCHOCIMU BbINOAHEHUsL pabom no domy (0cobeHHO npu He-
00x00uMocmu pabomol ¢ NOOHAMbIMU 88ePX PYKAMU), A MAK -
JIce HaBbIKOB camooOCayICUBaHuUs (cmupka, yoopka no 0omy,
Mblmbe noA08 U M.N.).
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B 2003 e. nauuenmra énepsuvie oceudemenvcmeosara
cheyuasucmamu meouxo-coyuanrvHoii sxcnepmussl (MCH)
2. Slkymcka (no mecmy xcumenavcmea), ycmauosaena 111
2pynna uHearudoHocmu cpokom Ha 1 200 no nosody duaenosa:
oonesns lllapxko—Mapu—Tyma. uaenos 6vin nocmanosseH
6 2003 2. 3apybexcHbim KOHCYAbMAHMOM (npogheccopom u3
HOocnoit Kopeu) 6 ceés3u c eviaerenuem npu npogedeHuu
cmumynsayuonnoii IMT ymepennvix Hesponamu4eckux usme-
nenuil 6 ude chuxcenuss CPBc u CPBwm na yposne ducmans-
HbIX 0m0denoé manobepuosoeo u 00abuedepyo62o Hepeos,
xoms no danHviM ueoavuamoii IMT 6biiu évisieaeHbl XapakK-
mepHble 045 NePEUHHO-MbIUIEUHbIX 3a001€8aHULL CHUMNCEHUE
amnaumyodst u npodoaxcumenvrocmu M-omeema, cnonman-
Hasl AKMUBHOCMb (NOAUGDA3HbIE NOMEHUUANbL) U cO8Ue 2UC-
moepammul 61e60. Knunuko-eeneanoeuueckuil anaius poooc-
N06HOU NAUUEHMKU U OCMOMP POOCMBEHHUKO08 NpoOaHOa
1 u II cmenenu poocmea, npoxcusaroujux 6 HAxymuu, KoH-
cynbmaumom He nposodunucs. Yepez 2 eoda nayuenmra
nepeoceudemenvcmeosatna ¢ ycmarosaeruem 111 epynnot un-
saaudHocmu noxcusneHHo (6 nepuod ¢ 2005 no 2011 e. cne-
yuaaucmamu MCD nosmopHo He ocMampueanacs, HecMompsi
Ha 3HauumMenvHoe yxXyouleHue 10KOMOMOPHLIX QYHKUUI U ca-
MO0OCAYHCUBAHUS 8 MeYeHUe NOCAeOYIouUX 7 aem,).

B nacmoswee epems nauuenmika pabomaem epavom
@yHKkyuonanvroil duaenocmuku. Pabomaem 6 0CHOBHOM
8 NOA0JICeHUU CUOSI 3a CIMOAOM U OUACHOCIMUYECKUM 000py00-
BaHUeM, BbINOAHEHUEe padomvl 6 NOAONCEHUU cmos (npu
npogedenuu duazHocmu4eckux mecmoeg) sampyouero. Ila-
YUEHMKA UCNbIMbIBAEeM 3HAHUMeNbHble MPYOHOCHU N0 00PO-
2e Ha pabomy u ¢ pabomvi QOMOLL U3-3a MblieYHOU cradocmu
6 HUNICHUX KOHEeYHOCMAX U HAPYUICHUT 10KOMOUUU, He MO-
Jcem Hocumb 8 pykax epy3 eéecom boaee 0,5 ke u camocmos-
MeabHO X00Uumb 6 Ma2a3utn 3a npooykmamu. B nacmoswee
epemsi, 6 ozpacme 37 nem, 6 C8s3U C BbIPANCEHHOCINBIO Mbl-
WeyHoU ampoguu U HapyueHUsIMU J10KOMOMOPHbIX (DYHKUUIL,
BKAI04As1 NPOOAEMbL CAMOOOCAYIHCUBAHUSA 8 ObIMY, NAUUCHMKE
mpebyemcs nepeoceudemenbcmeosanile CRneyuatucmamii
MCD oas ycunenwuss cmenenu (epynnol) uHEANUOHOCMU
u oghopmaenus Kapmol peadbuAUMayuy UH8aIuda.

Hacnedcmeennbiii anamues no HelipomblideHHol Namono-
2UlU Oms20WeH N0 OMUOBCKOU NUHUU: AHAN0SUMHBLI PeHOMUN
u meuenue 3aboneeanus y omya 1111, osdei 1115 u 1119, de-
oyuku 112 u npabadywru 12 npobauda (puc. 2). lebrom 3a60-
sneeanus ¢ 10— 12-remueeo 6o3pacma y écex poocmeeHHUKO08
npobanda, umeouux eHomun O0aHHO20 HeUpOMbIUEUHO20

Puc. 2. Podocaosnas npobanoa E., 37 nem (1V3), ¢ KITMJ]

3abonesanus, meueHue 3a001e6aHUS MEONEHHO NPOPeCccUpy-
toujee. Ha momenm npoeedenus Hacmoaujeeo KOHCUAUYMA
omeu npooanda (1111), 64 200a, ucnvimoieaem 3nauumens-
Hble mpYyOHOCMU ¢ nepedsudiceHuem dadce no 0omy uU3-3a
MbluleyHoll crabocmu U ampoguu Molulyy NPOKCUMAALHBIX
0MOeN08 HUICHUX KOHEUHOCHell U Ma306020 NoACA, UHEAAUO
11 epynnoi. YV 0s50u npobanda (1115), 61 200, meuenue 3a60-
Ae8anus boaee macenoe, MyICHUHA X00Um no 0omy ¢ mpy-
dOM, HO MOdICEm 843amb CRUUAMU (NOPAdICeHUe MblUY, OUC-
MANbHBIX 0MOeA08 KOHeUHOCMell He3HAYUmMeAbHoe), UHEAAUO
11 epynnot, ne pabomaem. Bmopoii 0205 npobanda (1119),
ymep 6 gospacme 37 nem om 0CmMpo2o NAHKpeamuma, umein
CXOOHbBLI KAUHUYMECKUT (PeHOmUN HAcAe0CME8eHHO20 Helipo-
MbluleyHo2o 3a001e6anus. Jled npobanda no omyoecKoii Au-
Huu (112) doxcun do 80 aem, ucnvimoléas 3HaUUMeNbHbLE
CAOJNCHOCMU NepedUICeHUs. U CamMOo00CAYICUBAHUS U3-3A
crabocmu Molidl, NPOKCUMANbHBIX 0MOeA08, NPeUMYUec -
6EHHO HUICHUX KOHEYHOCMell, U MaA306020 NoAcd, HO KAUHU-
YecKu 3HA4UMOI CAab0CMU Mblull, CMON U KUCmell He omme-
yanoce. Ilpababywia npobanda (12) cmpadanra maxum dnce
3ab01e8anuem, NPUHUHA CMEPMU HeU3BeCHA.
Heesponoeuueckuii cmamyc: cocmosinue 601bHOI cpedueil
cmeneHu majcecmu, CO3HAHUe ICHOe, OPUCHMUPOBAHA, KOH-
MAKmMHa, UHMeANeKM COOMEemMcmayem 803pacmy u 00paszo-
sanuio, o0wull on Hacmpoernus yenemer. Yepenno-mo3zeo-
6ble Hepebl: HapyuleHUll 000HAHUSA Hem, POMOpeaKyul Jcugbie
(npsmas u coopyicecmeernas) ¢ 06eux cmopoH, 08UICeHUS
21a3HbIX 040K 8 NOAHOM o00veme, OUNAONUU Hem, pac-
CMpOLicme uy8cmeumeabHOCMU Ha AUYe He 8bl6AEHO, He3HA-
YUMENbHAS CAADOCb JHCeBAMENbHOU, WEUHOU U KPY208oii
MblULY, pmMa, Hapacmarwas NPU Hazpy304Hsix npooax, 6yab-
bapubix HapyweHuil Hem (peub, oHauus, eromauue Oe3
KAUHUMeCKU 3HAUUMbIX paccmpolicms). Jleueamenshas cge-
pa: evipadcerHvle Oup@y3uvie MblieuHble cUNOMPODUL MbIULY,
NPOKCUMANBHBIX 0MOeN08 HUMICHUX KOoHeuHocmell (Oedep),
maz08020 nOSICa co CKOAUO30M ePYOONOSICHUYHORO Omdena
N0360HOUHUKA (pUC. 3), «<MUONAMUYECKUL> JICUBOM 3a CHem
crabocmu u 2unompoghuu KoCbixX MuluiY, HCUEOMA, eUnepaop-
003 NOACMHUYHO-KPeCmY06020 0maeAa NO360HOYHUKA, YMe-
DEeHHble 2UNOMPOPUU MbLULY, N1eHe8020 NOSCA U MblULY N1eYd,
oe3 acummempuu cmopoH. Mbiwmeunvtii monyc ouggysno
YMEpeHHO CHUICeH, NPEeUMYU,eCME8EeHHO HA YPOGHE NPOKCU-
MANbHBIX 0OMOCN08 HUICHUX U 8ePXHUX KOHeuHocmell (bedep
u niey), Oez acummempuu CHOPOH, 2UNEPMOOUALHOCID
8 KPYNHBIX CYCMABAX 6EPXHUX U HUICHUX KOHeUHOCmell U3-3a
MblueyHblx eunompoghuii. Moiweunas cuna chudicena 00
3 6a1108 — HA YpOBHE NPOKCUMAAbHBIX OMON08 HUICHUX
U 8epXHUX KOHeuHocmell, 00 4 6a1108 — Ha ypoeHe ducmanb-
HbIX 0moenos, besz acummempuu cmopoH. Ilpu ecmasanuu u3
NOA0JICEHUS NedCa C KYUWEMKU 8 NOA0JICEHUe CMOs NAYUeHM -
Ka UChOAb3yem 6CHOMO2AMENbHbBIE NPUEMbL O MUNY <AeCH1-
Huuwt losepca» (04 obaecuenus nodsema ¢ Kyuemxku nayi-
eHmKa onupaemcs Ha 4 oucmanbHole MOUKU: NPAasoil CMonoil
0 KYUlemky, 1e80il 201eHbI0 0 Kpall KYulemku, npasoii U A€o
DYKOIL 0 Kpail KyulemKu, HanpajiceHus Muiuly, bedep u maso-
8020 NosCa He HabAO0Aemcst U3-3a GbIPANCEHHOCMU UX OUC-
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Puc. 3. [lopascenue muiuy koneunocmeti u mazosoeo nosca y navuenmxu E., 37 nem, ¢ KIIMJI (pomo H.A. lllnaiioep, T.5. Huxonaesoit, 2012): a—om-

Meuaemesi CKOAU03 epYOOnOSICHUMHO20 0moend no360HOYHUKA, 2UNOMPOGhUsL MbllUY, MA308020 NOSCA ¢ NOOUEPKHYMOU manuei, 2unompogus miuiy, bedep

(6 nonoxcenuu cmos nayueHmKa gurkcupyem cebs, onepuiucy pykamu o 6edpa u npucAOHUBUUC, K Kyulemke 015 YMeHbUEeHUS HeYCmOou1ueocmu,); 6—om-

Meuaromesi 2unompoguu Moluiy, 6edep u mazo8020 NOACA, MUONAMUUECKULL HCUBOM C 8bIOYXAHUEM NepeoHell OPIOUHON CMeHKU (0151 YMEHbUeHUs HeyCmoil-
YU8OCMU 8 NONOJCEHUU CMOSL NAUUEHMKA (huKcupyem ceds, NPUCAOHUBUIUCH OOHOU HO20IL 0 KPail KyuemKu)

Puc. 4. Hccredosanue moiuteunoil cunvl Ha yposHe OUCMANbHBIX U NPOKCUMANBHBIX 0MOen08 8epXHux Korneunocmel y nauyuenmku E., 37 rem, ¢ KIIMJ]

(pomo H.A. Illnaiidep, T.4. Hukonaesoii, I M. ITwennukosoii, 2012): a—mblueurnas cuia OUCmanbHulx omoenos 6epxHux KoHeuHocmell (Ha npumepe

paseubamenell Kucmu) coXpaneHa — nayueHmKa oKaszvieaem 00CmMamoyHoe cOnpomugaeHue 6payy 80 epems npogederus OUacHOCMu4eckoil npoovl; 6—

MbLUEYHAS CUNA NPOKCUMANbHBIX 0MOCN08 6ePXHUX KOHeUHOCmell (Ha npumepe ceubameneil npeonieuss) CHUNCCHA — NAUUEHMKA He MOoJCcem 0Ka3amp

0d0CMamouHoe0 conpomuenenus epavy 60 epems OUACHOCMU1ecKoi npoobl, u ee npeonaedve pazeudaemcs (Kpome mozo, NOKA3aHa QuKcayus NayUeHmKu
04151 00ne2ueHUsi COXPaHeHUs pAGHOBECUs 8 NON0JICEHUU CUOA 80 8peMs npobbl — NPAsoll PYKoil nayueHmka gukcupyem cebs o Kpail Kyuemxi,)
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mpoguu u eunomonuu). Ipucaxcueanue na Kopmouku na-
YUeHMKA He 8blNOAHAEM U3-34 GbIPAICEHHOCMU MblUEHHOL
crabocmu 8 NPOKCUMANLHBIX OMOeAAX HUICHUX KOHeUHOCHmell
u 60s31u ynacmo. Ilarvyenocosyr npo6y evinoansem 6e3
depekma, namouHO-KOAEHHYHO NPOoOY He 8blNOAHAEM U3-3d
BbIPANCEHHOCMU MblUEHHOTI cAA00CMU Ha YpogHe bedep u ma-
308020 nosica. Tloxooka wamkas ¢ packayueanuem masa,
Heycmoliuueas, ¢ nadeHuem (npu 0cCMompe Ha Koice 201eHell
u 6edep 8bI6A€HbL MHOJICECIBEHHbIE NOOKOJICHbIE 2eMAMOMbl
Pa3AUMHOU 0A8HOCMU, NOAYYEHHble NPU NAOeHUU 60 8peMsl
X00b0b1). Yyscmeumenvhas cgepa: paccmpoilcme nogepxHoc-
MHbIX U 2AYO0KUX 8UA08 YYECMBUMENbHOCU He Bbls8AEHO.
Hapywenus @yHkyuu masosvix opeanog: 3anopvl 3a cuem
BbIPAINCEHHOCMU 2UNOMPOUU U c1abocmu Mbluly nepeoHei
OprOWHOU cCMeHKU (XPOHUYeCKUe, <NPUBbIYHbIE» , SUNOMOHU -
yecKue 3anopul).

Takum obpaszom, ¢ yuemom xcanob, OaHHbIX AHAMHE3A
paseumus 3a004e6anus, HACAe0CMEEHHO20 AHAMHE3d, pe-

300e0peHHbIX CYCMAB08, XPOHUUECKUMU 2UNOMOHUYECKUMU
3anopamu, cnaauxHonmos(?).

Bnepevie no pexomendayuu 6pauedH020 KOHCUAUYMA
nayuenmie npogedena MPT msaekux mikaneii mazoe0eo no-
sca u bedep (uccaedosanue vinoaneHo no npoepamme Knee
general SE,TSE, TIRM) 6 dexabpe 2012 e. Ha cepuu MP-
momoepamm noay4eHsl U300paiceHus ooaacmu masa u bedep
¢ NPUUENOM HA MblUleuHble CIPYKMYPbl, 8U3YAAUSUPOEAHO
8bIPAdCEHHOE 08YCMOPOHHEe 3aMeujeHUe JICUPo8oll MKAHBIO
Yemolpexenagbix Moluly bedep (npsamoii, AamepanrbHoll Wupo-
KOll, NPOMeJNCYyMO4HOI WUPOKOU U MeOUuanbHOl WUPOKOU
Mbluly 6edpa), Komopoe no cmeneHu maxucecmu HecKoAbKo
npeobnadano ¢ aeeoil cmoporol (puc. 6). Cnpasa npocaedncu-
8a0mcs 0maenbHble COXPAHUBUIUECS NYHKU Mblull 8 00aacmu
NPOMENCYMOUHOI U AAMepANbHOU WUPOKOU Mbluly bedpa.
Buisenena ymepennas ucupoeas oucmpoghusi NOPMHSINCHbIX,
001bUL0IL U KOPOMKOLL NPUBOOSULUX Mbluly, Oedep, 08yenasbix
Moty bedep. CmpyKkmypa moHKUX U ONUHHBIX NPUBOOAULUX
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Puc. 5. Buewnuii 6uo kucmelii (a), eoneneii u cmon (6) nayuenmku E., 37 nem, ¢ KIIMJI (pomo H.A. llInaiioep, T. 4. Huxonaesoii, 2012): omcymcmayrom
xapakmepHvle 015 6oae3nu Lllapxo—Mapu— Tyma meiuweunsie cunompoguu u deghopmayuu

3YAbMAMO8 UCCAe008AHUS HEBPOAOSUYECK020 CIamycd, Om-
CYymCcmeus XapaKmepHuiX KAUHUHeCKUX NPU3HAKoe 001e3HU
Hlapko—Mapu—Tyma, ycmanoeaeHHOU nauueHmke pauee
(puc. 5), Obin 6nepevie GbiICMABACH KAUHUYECKULI OUACHO3:
KIIMJI, neavuogpemopansvhutii éapuanm Jletioena—Mebuy-
ca, cemeiinas opma, Al-mun Hacaedosanus, meoneHHO
npoepeoueHmHbLI MUn meveHus ¢ 8bipadceHHol ducmpogueil
Mbluy, bedep U mazoe0e0 NOACa U HapyuleHuem A0K0OMOmop-
Hoix @yuxyuil I1—I11 cmenenu msicecmu (co 3HaUUMENbHBIM
HapyuwleHuem camocmosamenbHo20 nepeoeuICeHUs U camooo-
CAYICUBAHUSL), YMEPEHHO 8bIPAICEHHOU ducmpogueri mbliuy,
naey u naeuesoeo nosca (¢ ymepeHHvIM HapyuleHuem camooo-
CAYICUBAHUS), BMOPUHHBIM CKOAUOZOM 2PYOONOACHUUHO2O0
omaoena no3eonouruka I cmenenu c xponuueckoii dopcaneuei
11 cmenenu msaxcecmu, HecmabuAbHOCMbIO KOACHHbIX U Ma-

Mbluiy 6edep uHmMakKmua, 6e3 NPU3HAK08 HCUPOBoi OUCmpo-
@uu. Ha yposne masa onpedensiomes ymepeHHbie JCUposble
ducmpoguu Manwvix U cpeoOHUX 1200UYHbIX MblULY, NOSICHUYHO-
node3zdouttbix moiuty, (puc. 7). 3axarouenue: MPT-npusnaku
acuposoll ducmpogduu mvludy, ma3ooil obracmu u 6edep —
3HAYUMENbHOU CMeNneHU 8bipadCeHHOCMU 8 001acmu Yembl-
pexanasvix Moluily, bedep (boavule cresa), ymepeHHol cmeneHu
BbIPANCEHHOCIU — 8 00AACMU NOPMHAICHBIX, O0ALULOT U KO-
POMKOU NPUBOOAUUX Mblily, Oedep, 08yenaswix Mblily, bedep,
Manbix U CPeoHUxX A200UHHbIX MblUlY, NOACHUYHO-N008300Ul-
HbIX MblUY,

[Tlayuenmxe enepsvie danvl pekomenHdayuu no NAGHY
ducnancepuzauyuu, peabusumavuu u aevenuro KIIMJI. Ila-
YUeHmKka HanpaeseHa Ha nepeoceudemenbcmeosanue
Ha MCD c yeavto ycunenus cmeneru (epynnwl) UH8aruOHoCmu
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(8bIpadicenHHble HAPYUIEHUs NOKOMOMOPHBIX (YHKUULL, HapY-
WeHUSI CAMOOOCAYICUBAHUSL) C 3aN0AHEHUeM Kapmbl peaduii-
Mayuu UHEANUOA, BKAI0UAs 8bldeneHUe 0PMe308 Ha KOAeHHble
u masobedpeHnvle cycmagsl 04 YMeHbUeHUs 2UNepmoounsb-
HOCMU U CHUJCEHUs PUCKA NAOeHUll u mpasmamusauuu,
ebldeneHue opmoneduuecKux cmenex o1 06yeu ¢ guxcavuer
BHYMPEHHe20 Kpas CMonbl, n0000p NOAYICECMKO20 NoSca-
Kopcema (045 puxcauuu NOSCHUYHO-KPeCmu08020 omoena
NO0360HOYHUKA 80 8peMsi X00b0bL U OAUMEAbHO20 NPeObleaHUs.
6 noaodceHuu cuos). B pezyabmame 6 nacmosuee epems

nayuenmie ycmatoeaena Il epynna uneasudnocmu, noao-
ACUMENBHO Peuler 80npocC 0 8bloeseHUU opme308. Pexomen-
008aHO CAHAMOPHO-KYPOPMHOe AeueHue 2 pasza 8 200  mec-
MHBIX caHamopusx (Kypopmax) opmoneouueckozo uau
He8poa02UYecK020 NPOGUAs, 8KAIOUAS 4-KamepHble epsi3esble
sanuvl (memnepamypa 36 °C), epszeevle annaukauuu Uiy
2aNbBAHO-2PA3b HA KOAEHHble U Ma300e0peHHble CYycmagyl
(memnepamypa 36 ‘C), macHumomepanus Ha CMonsl U KUc-
mu, 6arbHeomepanus — yene8000poOHbIe UAU HCEMHUYICHBLE
8amHbL ¢ memnepamypoii 600vt 36,0—36,5 ‘C. Maccasc moiuy
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KOHeuHOoCmell U mya08Ua He peKomMeH008aH 88udy npoepec-
cupyioue2o 2eHemu1ecK 0emepMUHUpO8anHo20 pabooMuo-
ausa.

C yuemom pucka 6oeaeverus: 8 NAMOA0UHECKUL NPOUecc
cepdeuroil moluyst (Muokapoa) npu KIIMI] nayuenmie pe-
KOMEHO08aHO NpogedeHle X0AMePOECK020 MOHUMOPUPOSAHUS
AKT u Ix0KI 6 dunamuxe — He pedxce 1 paza é 12 mec. /s
VMOUHeHUsl Ceneru aKkmueHoCmu pabooMUoLU3a PeKOMEH -
dosaro nabopamopHoe uccaedoganue (AHAU3 KPOBU HA YPO-
senb KOK, raxmamaoeeudpozenasvl, achapmamamuiompanc-
hepasbl, yposeHs INeKMPOIUmos — Kanblus, Kanus, Hampus),

Y3U u MPT moiuy 6edep. C yuemom evipaxceHHocmu ou-
cmpoghuu Mvliul, Mazoe020 NOACA, GKAUASL MblUilbL NepeoHell
OprowHOI cmeHKU, nayuenmke pekomenoosaro Y3H opearnos
OPIOWHOLL OAOCMU U 3A0PIOUWUHHO020 NPOCMPAHCMEA 8 NOAO-
HCEHUU Nedca U cmosi 0451 UCKAIOueHUs cnaanxonmo3a. Kpome
moeo, nayueHmKe peKoMeHO008aHO NPosedeHle U0AbYAMOIL
IOMT" mbiuy npoKCUMANbHBIX 0MOeN08 GePXHUX U HUMNICHUX
KoHeunocmell 6 dunamuke 1 paz 6 12 mec, a makyce IMI
Moty auya (m. masseter u m. buccalis) ¢ dughgpepenyuansro-
duaenocmuueckoil yeavio. IIposedena Koppekuus naana ne-
YeHUsL: PEKOMEHO08AHbL NOBMOPHbLIE KYPCbL npUema npenapa-
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moe koauzuma Q10, resokapHumuna, SHMAPHOU KUCAOMbI
noo 8paueOHbIM KOHMPOAeM 8 PAMKaX OUCHAHCEPHO20 HAbA0-
OeHus y Heepoa02a No Mecmy JCUmenabCmad.

Pekomendosano npogederue mMoneKyaapHO-2eHemu4ec-
K020 Mecmupo8anusi ¢ Ueablo Gbls8AeHUS NPUMUHHOU 2eHHOI
Mymauyuu, omeemcmeenHoll 3a Hacaedosanue KITMJI 6 cemve
npobanoa. C yuyemom Xxapakmepa meueHus 3a00.1e8aHUS
6 cemve npoobanda, All-muna nHacaredosanus u xapakmepa
UBMEHEHUIl, BbISIGACHHbIX NPU CIMUMYAAYUOHHOU U U0AbYA -
moit IMT, MPT mbiuuy mazosoeo nosica, meoneHHo npoepe-
duenmuoeo memna uxearuouzayuu ¢ meyenue 30 sem om
debroma 3abonesanus, omcymcmeus ncegdoeunepmpopuil
MbLULY, U/UNU KOHMPAKmMyp npoeooumcs ouggepenyuarvras
duaerocmuka oas uckarouenus KIIMJ] 1A muna (muomuau-
Honamuu), ooycroearennoil mymayueii eena MYOT na xpomo-
come 5q31.2.

3aknioueHue

[MenbBuodemopanbHbiit Bapuant KITM/I (dhopma Jleii-
neHa—Me0Ouyca) siBsieTcsl HanboJiee reTeporeHHbIM Cpean
Beex kimHudeckux ¢opm KITIMJ. Ilpumepno 60—70 %
CJTy4aeB MMEIOT CITOPaJIMYECKUIA XapaKTep, B TO BpEMsT Kak
BCEr0 HECKOJIBKO CJIy4aeB OIMMCAHbl KaK CeMeiHble. DTOT
BapuaHT XapaKTepu3yeTcsl IIPEUMYILIECTBEHHbIM CHUMMET-
PUYHBIM WJIA aCUMMETPUYHBIM ITOPAKEHUEM MBIIIILL Ta30-
Boro nosica. Bo3pact e6roTa Bapbupyetcst, yaiie ot 2 10 6-ro
JIECSTIICTHS XKU3HU. TeMIT porpeccupoBaHus 3a00J1eBaHMSI

SIBJISICTCS TIEPEMEHHOM BEIMUMHOM, HO OOJTBIITMTHCTBO OITH -
CaHHBIX B OTEUECTBEHHON M 3apyOeskKHON MEIUIIMHCKOI
JIUTepaType KIMHUYECKUX CIydaeB CBUIACTEIbCTBYET O TOM,
YTO MPOrpeccupoBaHUe 3a00JeBaHUS MIACT MeljeHHO. B
3HAYUTEJILHOM YHMciie caydaeB mporpeccupoBanre KITMIL
HACTOJIBKO MEUICHHOE, YTO MOKET BO3HUKHYTH OIIIMOOUYHOE
MpeAcTaBieHUe O BPEMEHHOI CTa0WIM3alMU COCTOSTHMSI
namueHTa. HBaMau3alus nalreHTOB HaOMoaaeTCsl JIUIIb
Ha ITO3IHNX CPOKaX pa3BUTHsI 3a00J1€BaHNsT, OOBIYHO «HETPY-
0ast», OOJBIIIMHCTBO MALIMEHTOB ITPOIOJIKAIOT C TPYIOM, HO
CaMOCTOSITEILHO, TMepeABUTaThes AaxKe B 70-1eTHeEM Bo3pac-
Te. CHIDKEHUE MHTENIEKTa, 3HAYUTEIbHOE HapylleHUe
CepIevYHO MM IbIXaTeIbHON (DYHKIIMM, KaK ITPaBmiIo, He
oTMeuarTcs. BepkuBaeMOCTh TIpM MeTbBHO(GEeMOPATEHOM
BapuaHte KITMJI BbicoKass — OOJIBIIMHCTBO MallI€HTOB
noxusator 1o 70 jet. Ypoenb KPK B chIBOpOTKE KpOBU
BapbUPYET OT HOPMATIBLHOTO O 3HAYUTEIBHO MOBBIIICHHOTO.

Hecmotpst Ha penkocts BhisgBiacHUS KIIMJI ¢ AJl-
TUIIOM HAcJeIOBaHUs B IOMYJISIIUAM, IPAKTUKYIOIIUM
BpayaM-HeBpOJIOraM CjeayeT MIOMHUTb O «HAKOTUICHUW»
cllyyaeB 3a0o0jieBaHUSI B OTIEJAbHBIX PErMoOHax Hallein
cTpaHbl, B YacTHOoCcTH B Pecrryonuke Caxa (Sxkyrust). Cpe-
I COBPEMEHHBIX METONIOB NUhhepeHIINaTbHOI IUarHoc-
Tuku KIIMJI Oonbimoit uHTepec mnpeacrasiaser MPT
MBI, KOTOpasi MOXKET ObITh peKOMEHIOBaHa 1jis1 6oJiee
IIMPOKOTO BHEAPEHMS B IMPAKTUKY CIICIIMAINCTAa B 00JIa-
CTU HEPBHO-MBIIIEYHOU MAaTOJIOTHM.
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Bnagumup Kapnosu4 Pom*
(1848-1916)

J.N. Pynenko" 2, B.M. Kazakos'? T.P. CryueBckas' *
! Kaghedpa nesponozuu CIIOIMY um. axao. U.I1. [Tasnrosa;
2 Hepero-moiueunwiii yenmp, TMIIE No 2, Cankm-Ilemepbype

Konmaxmui: Banreputi Muxaiinosuu Kazakoe valerykazakov@mail.ru

FEe0 duenutii 06aux

mpyoHo 8blaenums U3 maKoeo mamepuand,
Kak mbicab, oajce mvlcab bedna, epyoa

U HeAOCMamo4HoO NAACMUYHA,

NOMOMY YMO YM OMKA3bI8ACMCS NOHUMAMD,
KaKum 4y0om 3mom 4en06ex 0bin

COMBOPEeH U3 CONHEUH020 C6ema u Cmainu.
Ilpogh. I U. Poccorumo

Branpumup KapioBuu PoT siBisieTcsi OCHOBOMOJIOX-
HUKOM YYEHUSI O HEpBHO-MBIIIIEUHBIX 00J1e3HsIX B Poccun.
OH ObL1 OTHUM U3 JTy4llnx yaeHUKOB A. 4. KoxkeBHUKOBA,
MOJIOXKHMBILIETO HayajJlo OTEYECTBEHHON HEBPOJOTHM.
B.K. Port, Be1MKuii KIMHALKUCT U MAaTOJOr0aHaTOM, ObLT
OJIECTSIIIIMM 3HATOKOM 3JIEKTPOAUATHOCTUKM U 3JIEKTPO-
Teparnuu HEPBHO-MBILLIEYHbBIX OOJIE3HEN.

Bnagumup KapmoBuu pommiics 5 oxktsaopst 1848 1
B OpJie B ceMbe TTpoBM30pa, Bbixomiia u3 llIseruu. OkoH-
YUB TMMHA3UIO0, ITOCTYIIMI B MOCKOBCKUIT YHUBEPCUTET,
KOTOPBII 3aKOHYMJI ¢ OTJInuueM B 1871 I. u B KOTOPOM ObLT
OCTaBJICH OPAMHATOPOM B KIIMHUKE HEPBHBIX OOJIE3HEN 1O
pekomeHngaunu 1mpod. A. S. Koxesnukosa. B 1876 r,
IOCJIe OKOHYAHUSI KIMHUYECKON OpAMHATYPHI, ObLT KO-
MaHIUpOBaH 3a rpaHully. B teuenue 4 net Pot pabotan
B KJIMHUKax 1 Jabopatopusix [Mapuxa, bepauHa u BeHbl
Y U3BECTHBIX crieuranucTtoB — Bronbnuana, [llapko, Ma-
HesaHa, PauBbe, Knoma bepHapa, bpoka, Bupxosa, Jleii-
neHa, Becrdans, Meitnepta, O6epiuteiiHepa 1 benennk-
Ta. Ilocne Bo3BpauieHus, B nepuoa ¢ 1881 mo 1890 .
BO3MIABIISLT HEpBHOE oTAesienne Ctapo- ExatepuHUHCKOM
00MBHUIIBI MOCKBBI, YHATAJl KypC JEKUUI 11O HEPBHBIM
00JIe3HSIM U 3JIeKTpoTepanuu. B TedeHrue HECKOMbKUX JIET
(1890—1894 rr.) B.K. PoT 3aBenoBan amMmOy1aTOpHOI KK~
HUKOI HEepBHBIX Ooe3Hei. B 1895 . eMy ObLITO IpHCBOCHO
3BaHUE BKCTPAOPAMHAPHOIO IIpodeccopa HEBPOIOTUHU
MockoBckoro ynusepcutreta. B 1899 r. Obu1 HasHauyeH
IUPEKTOPOM KJIMHMKM HEPBHBIX OoJje3Heil (mocie
A.S1. KoxXeBHUKOBA).

B.K. Pot BeICTyIa Ha MHOTMX MEKIYHAPOTHBIX Che3aax:
B 2KeneBe (1877), Komnenrarene (1884), Marneoypre (1884),
JloGeke (1886), bepaune (1890), Bepne (1895), Jeirmure,

Bnagmvmp Kapnoswe Por.

[Mpare, bopmo. [MpuHuman yyactuie B padbote coznanHoro 1881 .
«O61ecTBa pycckux Bpaueii B mamsitb H. M. ITuporosa».

B 1890 r. Bnanumup KapioBud yyacTBoBajl B CO3MaHUMU
MocKOBCKOro 00111eCcTBa HEBPOIATOJI0IOB U TICUXUATPOB,
nocie A.fl. KoxeBHuKoBa Obul M30paH TMpenceaareieM
aToro odbmectsa. B 1901 . ctan mmaBHBIM penakTOpOM
«ZKypHajla HeBpOITaTOJOIMY W MCUXUATPUU». DTO ObLT

*Bce wumiocTpatuBHbBIe MaTepuaiibl mpuBoasTcs u3 kuuru: Pot B.K. Meimeunast cyxotka. 1. O6miast yactb. [IporpeccuBHas MbliedHast aTpodust:

HUCTOPUYECKUT 0030p, Kasdyuctuka u oudauorpacdus. M.: U3n-Bo Kapuesa, 1895.
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Hnarocmpayuu u3 ykazannoeo uzoanus. Haonodenue I (1874 200). Boavhoil
A.K., 22 nem. OchogHas mbluleuHas CyXomKa, munuvHas opma

nepBbiii B Poccun HeBposornyeckuit xxypHaia. B.K. Por
PpenaKTUPOBA MEPBbIN POCCUNCKUI YUEOHUK 110 HEPBHBIM
6onesHsM «Kypc HepBHBIX Oosie3Heit» (1897). B kauectse
[JTABHOTO CEKpeTapsl M OpraHu3aTropa MPUHSIT ydyacTue
B nipoBeaeHuU XII MexxnyHapomHOTo MEIUIIMHCKOTO Che-
3ma Bpaueit B Mockse (1897). Ha cobpaHHBIE MM cpencTBa
obL1 TTocTpoeH HeBpomornueckuit uHCTUTYT UM. A.f. Ko-
KeBHUKOBa npu MmMmepatopckoM MOCKOBCKOM yHUBED-
curete. [Tocne coznannst MOCKOBCKOTO HAPOAHOTO YHU -
BepcuteTa B 1908 I., oTHUM M3 OPTaHM3aTOPOB KOTOPOTO
OH ObLI, CTaJI B YKCJIE TIEPBBIX IIPO(PECCOPOM ITOTO YHU-
BEpCUTETA.

C 1902 o 1911 . Pot paboran opauHapHbIM TTpodec-
COPOM HEBPOJIOTUY MEAMIIMHCKOTO (haKyabTeTa Mmmepa-
TOpcKOro MOCKOBCKOTO YHUBEpPCUTETa, OCHOBAHHOTO
B 1755 (HptHe MI'Y uMm. JlomoHocoBa). C 3TuM ¢akybTe-
TOM ObLJIa TECHO CBsI3aHA €ro MpodecCUoHaNbHasl, Hayy-
Hasl, Temarornyeckass M OOIIECTBEHHAs NESITeIbHOCTb.
B 1911 . Branumup KapyiioBuu BMecTe ¢ psimioM mporpec-
CUBHBIX ITpodeccopoB ocTaBUIT Kadenpy U yuien U3 yHu-
BEpCUTETA B 3HAK MPOTECTa MPOTUB PEAKIIMOHHOW [ie-
SITEJIBHOCTH 1IaPCKOTO MUHUCTPA TTPOCBEIICHMS.

[Toxoponen B.K. Por Ha BaranbkoBcKOM KiamOwuiie
B Mockae.

Hayunbie paombl B.K. Poma no HepBHO-MbIWEYbIM

Gonesxam

B.K. Por onyonukoBan B Poccun u 3a pyoexom 45
HayYHBIX padOT, TMOCBSIIEHHBIX Pa3JIMYHBIM acIeKTaM
HEPBHO-MBIIIIEYHBIM OOJIE3HEIA.

Hns nyduiero monnmanus Bkiaana B.K. Pora B pac-
MO3HABaHUE Pa3IMYHBIX HEPBHO-MBIIIEYHBIX 0OJIe3HEH
HEO0XOIMMO OOCYIUTh HEKOTOPbIE TEPMUHOJIOTUYECKIE
0003HaYeHMST, KOTOPBIE OH MCITOIb30BaJT 1Tt nruchdepeH-
LIMPOBAHUS 3TUX MATOJOTUI. POT BBIACISIT ABE TPYIIIIBI
Oose3Heli ¢ arpogueit u cadocTbio M. [TepByio rpyrm-

Habniodenue XX1V (1891 e.). boavhoii A. I0., 31 2oda. Ocrosnas mviuteunas
cyxomka, Hucxooauas gopma

Iy OH Ha3bIBaJl «IIPOTPECCHUBHAsI MBIIICUHAsT aTpODUsT»,
OHa BKJTIOYaJIa HapyIlIeHUsT, O0YCIOBIEHHBIEC TTIOpakeHUEM
CIMIUHHOTO MO3Ta U Niepudepruieckrux HEpBOB: MEPBUYHBIC
¥ BTOPUYHbBIE CIMHAJIBHBIE MBIIIEYHbIE aTPO(DUHU, TTOTH-
HEeBPOTATHH, HEBPOIIATUN 1 OOKOBOI aMMOTPOGUUIECKUIA
ckiepo3. bosesHn 2-it Tpyrimbl, Ha3BaHHOW MBIIIEYHON
CYXOTKOM, ObLJIM BbI3BAHBI TOPAXKEHUEM CAMUX MbIILICY-
HBIX BOJIOKOH C 3aMEILIEHUEM WX KUPOBOU U COEANHUTEIb-
HOU TKaHb. [pyruMu cilioBamMu, MOHSATUE «MBILIEYHAS
CYXOTKa» BKJIIOYAJIO TIEPBUYHBIE MUOTIATU, KOTOPBIE TIPU
OIMMCAaHUU COOCTBEHHOI0 MaTepuaja PoT pasnesst Ha oc-
HOBHbIE (LIEHTPAJIbHBIE), TepU(EepUYECKUE U TIEPEXOIHBIC
(hopMbI MbIlIEUHOI CyXOTKU. ONHAKO BaXXHO OTMETUTD,
YTO TIPY OMMMCAHWUM CTy9aeB, MPUBEIEHHBIX B IUTEPaType,
TepMUH «IIeprUhepUIECKUIN TUIT MBIILIEYHON CYXOTKI» OH
WCTIONIb30BaJ JIJIs1 0003HAYEHUSI HEBPOTEHHBIX IUCTAb-
HBIX aTpo(uii, TaK KaK Ha OCHOBAaHUU (hOPMYJIBI TOPaKE-
HUST MBI CIUTAIT, YTO COCTOsTHUS, onrucaHHbie Lllapko,
Mapu, Tytom u np., OOYCIOBJIEHbI TTOPAXKEHUEM CAMUX
MBI, a He MepucepuyecKux HEPBOB WJIU CIIUHHOTO
MO3ra.

Haunnas ¢ 1873 . B.K. Pot o nipemiosxxenuto mpod.
A4, KoxeBHUKOBA CTajl U3y4yaTh MPOTPECCUBHYIO MBbI-
meyHyto atpoduio. B 1874 . oH cooOLIMI O MauueHTe
A.K., 22 neT, KOTopblit T0 0COOEHHOCTSIM pacrpeaeaeHust
TOpaKeHW I MBIIIII] HATTOMUHAJ 00JIBHOTO C ITPOTPECCUB-
HOI XXMPOBOI MBIILIEUHOI aTpodueii nercTBa omieHHa
[1]. TToce cMepTh 6GOJIBHOTO OT TyOepKyse3a B 1876 1. Por
BBITIOJTHWI TiepBoe B Poccuy maTonoro-aHaTOMUYECKOE
W TIOApPOOHOE TUCTOJOTMYECKOE HCCIeNOBAHUE 3TOTO
0O0JIBHOTO ¢ TIPOTPECCUBHON MBIIIEUHOM aTpodueit u He
00HapyXus1 U3MeHeHUil B HepBHOU cucteme. [Ipu ayro-
TICUY U TIOCJIEAYIOIIEM TMCTOJIOTUYECKOM UCCIIETOBAHUN
ObL1a BBISIBJICHA KapTMHA MUOTIaTUH, B TO BpEeMsI KaK MC-
cJieIoBaHMe CITMHHOTO U MTPOJI0JITOBATOTO MO3Ta, CUMIIa-
TUYECKOTO HEpBa, KOPELIKOB, nepudepuieckux HepBOB
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B. ®. FOTE

Npmaary- somenrs. Mumprararcsarn Mossonmarn Vessepsrera

MBILIETHAA CYXO0TKA

OBLLAR YAOTh
NPOTPECCHBHARA MLILLEYHARA ATPODIA

BETEFRVEEEEE QIO bR NPHET Lk E A [T R 8,

e +- GEUEMDTEKA
WEHCKATD
W Eﬂ,HLlIf'-HGI‘I.ﬁ.TU
UHCTHTYTA
MOCKRA,

CEILTH MJANLE ¥ ENNFOSFOJANDL A, M|
1865

Tumyavnas cmpanuya knueu: Pom B.K. Mvuweunas cyxomka. 1. Oowasn
uacmo. [Ipoepeccusnasn moiueunas ampogus: ucmopuueckuii 0630p, Kazy-
ucmuka u oubauoepagpus. Hzo-eo Kapyesa, M., 1895

JIaJIo OTpUIIATEeNIbHBIE PE3YJIbTAaThI (OIMCaHNE TUCTOJIOTH-
YeCKMX JeTajieil JaHHOTO ciydasl 3aHMMaeT 25 cTpa-
Hull) [2]. [JaHHBIe O MOJYYEHHBIX pe3yJibTaTax ayTONCUu
M TUCTOJIOTMYECKOIO MCCJIENOBaHUS OBUIM COOOIIEHBI
aBTOpOM Ha 3acegannu O61ecTBa Pycckux Bpaueii 1 1mo3-
nHee oryoaukoBaHbl [3—5]. C 3akioyeHreM aBTopa Io
TUCTOJIOFMYECKOMY MaTepualy MBIIICYHON W HEPBHOM
TKaHU (CIIMHHOTO MO3ra, HEPBOB) COIJIACUJINCh MHOTHE
npodeccopa (badyxun, KoxeBuukos, Kireitn, Illapko,
Bromerinan, benenukT u ap.).

bonbiyio usBectHocth npuHeciaa B.K. Poty mMoHo-
rpacdus 0 HEPBHO-MbIIIIEYHBIM 00JIe3HSIM «MBIIIeYHast
cyxotka. 1. OOmiasg 9acTb: MPOrpecCUBHAS MBIIICUHAs
atpocusi», Boiteas B Mockse B 1895 1., Hax KoTopoi
OH paboTtanm B TeueHue 20 jer. 3a 3Ty MOHorpaduio
B.K. Poty Obl11a mpucyxaeHa 6e3 3aiuThl (honoris causae)
CTETeHb MTOKTOpa MEIUIIMHBI U TIPUCBOEHO 3BaHUE IKC-
TpaopauHapHoro npodeccopa. Kaura comepxut 478 me-
YaTHBIX CTPaHULL, 19 OTIENBHBIX JIUCTOB ¢ (hoTorpadusiMu

U pucyHKamu OoJibHbIX, HaOmomaBiuxcs B.K. Porowm,
U TUCTOJIOTUYECKUX MPETapaToB ¢ ux onvcaHueM. OCHOB-
HbIC pa3aeibl BKIIOYAIOT: 1) HUCTOPUYECKUI 0030p ¢ KO-
POTKUM aHAJIU30M Ka3yUCTUKU U PE3YJIbTaTOB ayTOTICUIA,
THUCTOJIOTMYECKOTO U 3JIEKTPOIMArHOCTUYECKOTO M3yye-
HUS pa3IMYHbIX HEPBHO-MBIIIIEYHBIX 00JIe3HE; 2) 0030p
U TPYMIUPOBKY Ka3yHuCTUUECKOro maTepuania; 3) o630p
U TPYIIIUPOBKY COOCTBEHHBIX HAOIIOeHUIT; 4) OIcaHKe
COOCTBEHHBIX HAOIIOICHW, TPEUMYIIIECTBEHHO CIIy4acB
TMEPBUYHOMN MBILLIEYHOW CYXOTKH, T. €. MUOTIATU U, & TAKXKE
cydaeB O0OKOBOTO aMUOTPO(MUUECKOro CKIepo3a, CUPUH-
TOMUEINN, CIUHAJIBHOTO TJIMOMAaTo3a, aTpouu Tuia
ApaHa—/lio1eHHa, CITMHAILHOM IJ1eYesIONaTouYHON aTpo-
(hun, XpOHUUECKOTO MePETHETO TTOJIMOMUEITNATA, TyIeBOTO
TUIA CIIMHAJIBHOM aTpo(UU, IPOTPECCUBHOM CITMHATLHOMU
arpoduu bepHrapara, aTUMUYHBIX (POPM HEBPOTIATUYEC-
Kol aTpoduu u Ap.; 4) 6mbamorpaduo M arpaBUTHBIA
KaTaJIoT LIUTUPOBAHHBIX aBTOPOB.

Hantocmpayuu u3 ykazanoeo uzoanus. /lea goomo c ne6oii cmopoHsi — Ha-

oarodenue 1V (1891 e.). boavnoii M.C., 8 aem. Ocrognas muiuieuHas cyxom-

Ka, socxodawasn gopma (nauano 6 demcmee). Pomo sepxy cnpasa — Ha-

onodenue V (1888 e.). boavroii U.JI., 16 rem. Ocnoénas mbiuieuHas

cyxomka, 60cxo0auas gopma (Havano 6 demcmee, HO ¢ MeONCHHbIM meue-

Huem Ooae3nu). Pomo 6HUZY cnpasa — MarvduK ¢ ncegdocunepmpogueri
MblULY, ROCAE 2PURNA
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Hnmocmpayus u3 ykazannoeo uzoanus. Beepxy caeea — naoaodenue XLII. Cupuneomuenus. Beepxy cnpasa — nabniodenue I. OcHoénas mviuieunas Cyxomxa.

Hopmansroe 6010kHO pacnonodicero é cepedure, ampoguposaHHoe 8010KHO — CHPABa, 80A0KHO C 2PaHYAAPHOIU OeceHepayuell, Kanuaiapsl, paspacmarue co-

eO0UHUMEeNbHOU MKAHU U HaAUYUe JCUPOBBIX KAeMOK Haxoosmcs caesa. Bnuzy — nabarwdenue XXX1V, 6okoeoii amuompoghuueckuii ckaepos (m. biceps brachialis
u m. gastrocnemius). lucmonoeuveckoe usyuenue moluiy U nepugepuuecKoil HepeHoll cucmemsl 6bi10 8bINOAHEHO 8 Aabopamopusx Bupxosa u Kneiina

B cBoem pyHmamenTtanbHoM Tpyne Pot niutupyer 1175
paboT, cOOpaHHbBIX U3 MUPOBOU JTUTEPATYPHI 3a MEPUOT
¢ 1830 o 1893 ., KOTOPBIE OH YMTaA] HAa HEMEIIKOM, aHT-
JIMICKOM M (PpaHILy3CKOM sI3bIKaxX. B OOJBIIMHCTBE 3TUX
paboT TPUBOAWTCS OYEHb KOPOTKUI pedepat, oTpaxka-
01U OCHOBHbBIE TTOJIOKEHUST UCCIEI0OBAHUS.

MoHorpadust «MblieyHast CyxoTKa» 00raTto WUTIOCTPU-
posaHa (potorpadusiMu ¥ pUCyHKaMU OOJIbHBIX C PA3TUUHbBI-
MU (hopMamMu MUOTIATHI (BBITIOTHEHHBIMI HETIOCPEICTBEHHO
C MalMEeHTOB BpauoM-XynoxHuKoM Dr. Eitzmann u3 Bensr).
Kpowme Toro, B KHUTe MPUBOASITCS LIBETHBIE PUCYHKU TTPETIa-
paToB C IETATbHBIM OMMCAHUEM TUCTOJIOTMYECKUX UCCITENO-
BaHMIA MBI, TTeprcheprnIecKoil M IIEHTPATbHON HEPBHOM
CUCTEMBI.

[lucmanbHbie Muonamuu B nyénuxauusx B.K. Poma

B matepuasie Pora umerorcst 4 HaGmoaeHUs alueH-
TOB C HACJEICTBEHHOU MepudepruiecKoil MbIILIEYHOMN
CYXOTKOM1 (T. €. ¢ IUCTaJIbHOU MUoMaTuei): 2 HaOImoae-

HUS, TIPEACTABIISIOMINX TUITMYHBIC CIydan (HaOIoaecHIe
XXXI, ¢ Tsikenoit arpodueit v c1aboCcTbio METKUX MBIIIII]
KMCTE M CTOIl, MpeAIlJieunii U roJjieHell; HabmaoaeHue
XXXIII, ToJIBKO C TsIXKenoit c1aboCcThbio U aTpodUeit MbILILL
CTOII ¥ TOJICHEH) M 2 aTUITMYIHBIX CJIydasi, KOTOphIe OBLIN
Ha3BaHbI MEPEXOTHBIMU (DOPMAMM MBIIIIEYHON CYXOTKHU
(HaomoaeHuss XXVIII, XXIX). Bo Bcex 3Tux HaO 10 1eHU -
sx 00JIe3Hb HAUMHAIACh C MOPAaXXEHUS MBI TOJEHEH,
pasrubaresieii CTon U naibles. Ui mpuMepa MpUBOAUM
0YeHb KOPOTKOE OIMICAaHNE ABYX HAOMIONeHUI (OMHO C TH-
MUYHOM TTepudeprnuecKoil MbIIIIEYHON CYXOTKOI U Ipyroe
C aTUMWYHOM, TepeXoHON (DOPMOI MBILLIEYHO CYXOTKH).

Habarooenue XXXIII, nepughepunecrkasn motmeunas cy-
xomka. [layuenm, nemey, kommepcarnm, 39 rem, obpamuics
¢ Jcanobamu Ha HeepacmeHuyeckue seaenus. Ipu uccaedo-
8aHuu ObLaU 00HAPYICEHbl O8UAMENbHbIE DACCMPOIICMBA
8 HUJICHUX KOHEHHOCMSX, CYUecmayoujue 0aéHo U KOMopble
bonvHol He 3ameyan. Poduacs é Beiimape (Weimar). Y nayu-
eHma 0b110 4 6pama u 4 cecmpol. boae3ns Haw nayuenm u e2o
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Hantocmpayus uz ykazannoeo uzoanus. Beepxy — nabaodenue I. Ocnosnas
MbluteuHas cyxomka. Hmeemcsi o6unue HOpMansHsixX KAemMoK @ nepeoHem poce
Ha epanuye mexncoy 5-m u 6-m Kopewkamu. Buuzy — nabarooenue XXXIV.
Bokosoit amuompopuueckuii cknepos; paspes CnUHHO20 M032a Ha yposHe 6-20
weiino2o noseonka. Ckaepos nupamuono2o nymu u 6e1020 6eu,ecmea 0Kpye
nepedneeo poea. luanunosas uHgurbmpayus nepedneeo poea u omcymcmaue
6 HeM HepeHbIX KAemok. Ampoust nepedHux u coxpanHocme 3a0HUX KOPEUWKOE

cecmpa yHacaedosaau om omuya. Anasoeuunvie paccmpoii-
cmea noxooKu Haba0aluce y pooHoil cecmpsl omuya. Xodum
€60000H0 be3 nanku. IrasHoe paccmpoiicmeo cocmoum 6 Ha-
pyuleHuu QYHKYUU 201eHOCMONHbIX cycmasos. Bmecmo
NAaBHORO ceUOAHUS U PA32UOAHUA NPU KAXNCOOM uiaee omme-
uaemcs «evlopacwvieanue» cmon. CummempuuHoe NopadceHue
mbluy, eoneneil. Meakue mvluiybl cmon He OblaU 8064€HEHb.
Ommeuanace konmpaxkmypa Axuinoguvix cyxoxcuauii. Koaen-
Hble u Axunnossl pegaexcol He ebi3vieantcy. He 6vin0 ¢uo-
puanayuii. Yyecmeumenvnocms coxpansiiace. ynkyus opy-
2UX Mbluly He 0blia Hapyuwena. DaeKkmpoouasHOCMUKa
(annapam Peiinueepa, uHOyKYUOHHbBLI U NOCMOSHHbBLI MOK).

B.K. Potr camocTosiTennbHO McciaenoBaa 22 MbIIIIIbI
(cTorm, rojieHelt, KUCTel, a TakKe Oefiep) U Majio0eplioBbIe
HEpBbI Ha HOTax ¢ 00euXx CTOpoH. Pe3ynbTarhl: peakiuu
JieTeHepaly He ObLI0, 3JIEKTPOBO30YIMMOCTb OTCYTCTBO-
Bajla B TapaJM30BaHHBIX MBIIIIAX W ObUTa TMOHWXKEHA
B oC1a0JICHHBIX MbIIIIax. B 3akmouenne PoT ycraHaBmm-
BaeT IMarHo3: HaCJIeNCTBeHHBIN ciyvail epudepuueckoi
MBIIIEYHOI CYXOTKHU (T. €. IUCTaJIbHOW MUOMATUN).

B n1ByX npyrux HacjeaCcTBEHHBIX HAOJIOeHUSIX OpaTa
1 cecTpbl, KoTopbiX PoT oGcenoBan B 1886 1., 601e3HDb
HayMHauach ¢ aTpoduu 1 ¢J1abOCTU AUCTATbHBIX MBIIIIL

Hnnrocmpauus uz ykazannoeo uzoanus. Haomoodenue XXVIII (1886 e.). Boaw-
nou JI.I., 32 aem. [lepexodnas gpopma mviueuHoi cyxomxu

HOT ¥ PYK C MOCJIEAYIOLIMM paclpoCcTpaHeHUEeM Ha MPOK-
CHMaJIbHbIE MBIIIILIbI KOHEUHOCTEM, TA30BOTO U IJICYEBOTO
rosica, MopaxasIIMXCsl B MEHbIlIel cTeneHn. PoT Ha3Bai
3Ty 00JIE3Hb «[1EPEXOAHON (HOPMOIT MBILLIEUHOM CYXOTKI».
[MpuBoIMM omucaHue TaKoi GOPMBI C KOPOTKMMHU 3aMe-
yaHusMu Pora.

Haobarooenue XXVIII, nepughepuneckuii mun motuiesHoi
cyxomku, nepexoonas ¢hopma, nacaedcmeenmwli cayuail.
Tayuenm I'., 32 nem, ogpuuep 6 omcmaske. B 16 aem nocmy-
NU Ha BOEHHYIO cayHcOy. B amo dice 6pems cman ucnvimoieams
3ampyoneHus npu beee u 00pamun BHUMAHUE HA Y8eauveHue
obsema eonenell. OOHAKO 04eHb CKOPO NOABUAOCH NOXYOaHUE
eonenell (nepuod eunepmpoghuu uxp npodoaxcancs 6—12 me-
cayes). C mex nop carabocms u noxyoarue meoaeHHo npoepec-
cuposanu. CunvHee 8ceeo 8 nepablii nepuod 601e3Hu Obliu no-
Dadicerbl Mblulbl nepedrell N08ePXHOCIU 20AeHU: NAUUEHM He
MO2 Cmosmy HA NAMKAX, NOOHAMb HOCKU; 00HO8DEMEHHO He
MO2 NOOHAMbBCSL ¢ KOpMoueK 6e3 NOMOuU PyK.

B.K. Por camocTogarenbHo mccienoBaji 22 MBIIIIBI
Ha pyKax M HoTax, a Takxke nepudepuieckre HepBblI (nA.
radialis, ulnaris, cruralis, peroneus, tibialis). I1o ero MHe-
HUIO, OMIMCAHHBIN CIyYail «CIIYXKUT MPEACTABUTENIEM T1e-
PEXOMHOTO TUTIA MBIILIEYHOM CYXOTKU — MEXKIY OCHOBHBIM
(IeHTpaJIbHBIM) TUIIOM U MepUdepUIeCKUM (TUITUYHBIM)
TUIOM MBIILIEYHON CYXOTKM».

B 1884 . B.K. Port, BbicTynast Ha MexayHapomHOM
MEIUIIMHCKOM KOHrpecce B KoreHrareHe ¢ IOKJIaJaoM
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«Bompoc 0 60Kk0BOM aMHOTPOGUUECKOM CKIIEPO3€ U OT-
HOIIIEHUH €T0 K MPOrPecCUBHOM aTpodu MBIIII», Kaca-
€TCS CHUCTEMAaTM3allMUd IIPOTPECCUPYIOIIMX MBIILIEYHBIX
atpoduii 0e3 TMOpakeHUs IEPEIHUX POrOB CIIMHHOIO
MO3Ta 1 HEPBOB, T. €. MUOTIATU («MBIIIIEYHAST CyXOTKa» TI0
€ro TePMUHOJIOTVU) U BbIICJISIET 2 OCHOBHBIX THTIA.

CaMmblii 4acTbIii — OCHOBHOM (LIEHTPaIbHbIIA) TUII, MO~
pakarolIyii MBIl TYJIOBUIIA U LIEHTPAJIbHBIX CETMEHTOB
KOHEYHOCTEH, TA30BOT'0 1 IJICUEBOTO Iosica. bojie3Hb yacTo
VMMEET TeHNIEHIINIO K reHepau3aiuu. Bropoit — nepudepu-
YECKUIA TUTI ¢ aTpodueii MBIIIILL TOJIeHEe 1 B MEHbIIIEH cTe-
TIEHM MBIIIILI CTOI, TIPEATUICYMii M KUCTei. B ciydasx nepu-
(bepryeckoro TrIa aTpodust pexke reHepaTu3yeTCs.

B npyroii padore «Hocorpaduaeckuii 0630p 1porpec-
CUBHBIX MbIlIeUHBIX aTpoduii» [6] B.K. PoT Ha ocHoBaHuuU
COOCTBEHHBIX U JAHHBIX JINTEPATYPHI 10 M3y4EHUIO IIPOrpec-
CHBHBIX MBIIIIEYHBIX aTpoduii Ae1aeT CIeayIOIIe BHIBOIbI.

1. Hekotopble citydan MPOrpecCUBHBIX MBIICYHBIX aT-
poduii 3aBUCAT OT HMEPBUYHOIO MOPAKEHUS KJIIETOK CEPOro
BellEeCTBa CIIMHHOIO Mo3ra amyotrophia spinalis progressiva
(protopathia Charcot). OnchIBaeMBIe CTy4dan IOAPa3aeIsTioT-
Cs1 IO pacrpeesieHnto atpoduii Ha 2 tura: A. KrcteBoit — oH
He NOJDKEH Ha3bIBaThCA «TUIIOM Aran-Duchenne» 11 He MOXeT
CJIyXKWUTb MPOTOTUIIOM <«IIPOTPECCUBHOI MBIIIEYHOM aTpO-
Gum», TOTOMY UTO MPEUMYILIECTBEHHO (MOXET ObITh MCKITIO-
YUTEJIHO) BCTPEYAETCST TIPU IEUTEPONaTUUECKIX CITMHAb-
HeIx (opmax. b. Ilneuyenomarounsiii Tmn Brojabnuana,
CYIIIECTBOBAHME KOTOPOI'0 TAKXKE €ILIe He JT0KA3aHO.

2. lpyrue ciaydayd 3aBUCIT OT ITOpakKeHUs CaMuX
MblI1I1L. CaMble YacThIe CTy9au OTHOCSTCS K TIPOTPECCUB-
HOI IIPOTONATUYECKOI 3CCeHLMAIbHON (hopMe MBIIIICU-

HoOW aTpoduu (MbIlIEYHAasI CyXOTKa, T. €. MMOIATHs) U 110
pacripefesieHu0 OOJIE3HEHHOIO TMpolecca 00pasyloT
2 (hOPMBI MBIIIEYHOM CYXOTKM: OCHOBHYIO (LIEHTPAJIbHYIO)
u nepudepudeckyto. LleHtpanbHas popMa MMeeT HUCXO-
NsITIee U BOCXOJsIIee HallpaBJieHHE.

IMepudepuueckast (popma MbIIIIEUHON CyXOTKHU, OJia-
rojapsi CBOMM CBO€0OOpa3HbIM KJIMHUYECKHUM IIPOSIBIICHM -
sIM, MMeeT OOJIbIIoe IIPaBO Ha CYIIECTBOBAHME PSIIOM
C OCHOBHOM (1IeHTpaIbHO#) (POPMOIT MBITIIEUHO CYXOTKH.

Takum 06pa3om, ciemyeT ckaszaTth, 4To B Tiepuon ¢ 1884
no 1895 . B.K. Pot onuican 4 ciryyast HacaeICTBEHHOM AUC-
TaJlbHOM MUOIIaTUM, KOTOPbI€ Ha3Bal «IepruhepUIECKUM
TUTIOM MBIIIIEYHON CYXOTKI» (2 TUITMYHBIX CITydast) 1 «I1e-
pexomHol (hOPMOiIl MBITIIEUHON CYXOTKW» (2 aTMIUYHBIX
CJIydast), BBIICIMB 3TOT TUII MBIILIEYHOI CYXOTKH, T. €. JUC-
TaJIbHYI0 MUOMATUIO, KAK HO30JI0TUUECKYIO eAuHULLY [7].

Opmnako L. Welander B 0030pe uTepaTyphl 110 AWC-
TaJTbHBIM MUOTIATHSIM He yrmomuHaeT nMeHu B.K. Pota [8].
Mexny Tem C.H. JlaBuaeHKOB, U3BECTHBIM CIIELIMATUCT
10 HEPBHO-MBbIIIIEYHBIM OOJIE3HSIM, B CBOMX PYKOBOJC-
TBaX 10 HACJIEACTBEHHBIM 0O0JIE3HSIM HEPBHOM CUCTEMBbI
mucat: «3acayXUBaeT ONMMCaHUS OCOOBIN TUTT MUOTIATUH,
C IIO3IHMUM HavyaoM, MEJIEHHBIM IIPOTrPECCUPOBAHUEM,
¢ neboToM ¢ nepudepru, ¢ 9KCTEH3EPOB AUCTaIbHBIX
CerMEHTOB. DTOT THUIT YacTO 0003HAyaeTcsl KaK <«TUII
Naville»... TTo-BuauMoMy, K 3TOi ke TpyIINe Clayvyaen
clieayeT MpuIUCiIuTh ceMblo I, omucannyio B.K. Potom
(HaomwoneHus XXVIII, XXIX u3 ero MoHorpapum), roe
Oostesn Opat U cecTpa, AETU 3M0POBBIX POAUTENCH, CBSI-
3aHHBIX, TTO-BUIMMOMY, MEXIy COOOW KPOBHBIM POJC-
TBoM» [9]. OH Xe oTmedyas, 4TO «aucTajbHas (opma

Dpaemenm maodauypt ¢ 0630poM U 2PYRNUPOGKOL KAZYUCIMUKU U3 aumepamypst nepuooa 1830— 1893 ee.
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Dpazmenm 6ubAUOpaAPUY U3 YKA3AHHO20 U3OAHUS

OTJIMYAeTCs OT APYrux hOpM MUOMATUI TEM, UTO Mpoliecc
IEeOI0TUPYET C AUCTATBHBIX OTACIOB BEPXHUX M HUKHUX
KOHEYHOCTe!l M JIMIIb MO3JHEe pPacHpOCTpaHIeTCs
Ha MPOKCUMAaJIbHBIE MBIl KOHEUHOCTE! 1 TYJIOBUIIIA,
U TIPEJCTABIISAET, O-BUAMMOMY, CAMOCTOSITEIbHYIO (hop-
My, onucanHyio Takxke [odpdmannom B 1898 romy. Ana-
JIOTUYHBIE ciaydyau omucaHbl Potrom, HaBunem, Pem6o
n Kupo, Kombemaycom, Kprctenom n @pommeneM u Jly-
1o BaH boraptom» [10].

3arnioyeHue

C umenem Bnagumupa Kapnosuua PoTa TecHo cBsiza-
HO pa3BUTHE YYCHUSI O HEPBHO-MBIIICUYHBIX OOIE3HSIX,
0CcOOeHHO MHoOTIaThii, HayaToe B Poccuu Bo 2-i1 mooBrHe
19 cTonerus.

Bxunan B.K. Pota B usyuyeHue KIMHUKU, STUOJIOTUM,
rmaroreHe3a v KjaccuUuKaliy HacJaeICTBEHHBIX MUOTIa-
TUI ¥ TIPOTPECCUBHBIX MBILICUYHBIX aTPODUIA TT0 pa3Ind-
HBIM IIPpUYMHAM He MOJYYII JOKHOIO IIPU3HAHUS B MU -
pOBOIi JIMTEpaType II0 HEPBHO-MBIIICYHBIM OOJIE3HSIM.
B.K. Por HaxomuTcs B psioy aBTOPOB, KOTOPbIE BIIEPBHIC
OITMCAJIN HOBBIC KIIMHWYECKHUE (DOPMBI MUOTIATHII C Ha-
YaJIbHBIM BOBJICUEHMEM MBIIIILL JUCTAIBHBIX OTACIOB KO-
HeuHocTeil. Ero umst MOJDKHO 3aHSITh JOCTOMHOE MECTO
B CTOPUHU Pa3BUTHUsI HEBPOJOTUMU.
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Omyem o nposefeHuu | YupeaumenbHoil KoHthepeHUuu peruoHanbHoro
«06wecmsa cneyuanucmoB N0 HepPBHO-MbIWEYHbIM Gone3Ham>»

MockBa, 22—23 HoA6pa 2012 .

22-23 Hoabpa 2012 1. B MockBe coctoAnach | YupeautenbHas KoHpepeHUMA pernoHanbHoi 0011eCTBEHHON OpraHu-
3auum «06LLeCTBO CNELManUCToB N0 HepBHO-MbilweyHbIM 6onesHam» (POO OHMB), nocBALLeHHas aKTyanbHbIM
BOMPOCAaM AMArHOCTUKI U TeYeHNA HEPBHO-MbILLEYHbIX 3a6oneBaHuit B Poccun. MeponpuaTie npoBoamnoch Ha ba-
3e (eiepanbHOr0 HayYHO-KMMHMYECKOr0 LIeHTPa CeLMani3npoBaHHbIX BUA0B MEAULIMHCKONA MOMOLLY 11 MeAMLNH-
ckux TexHonornit OQMBA Poccum. Ha KoHpepeHummn npucytctBoBano 6onee 350 aeneratoB n3 MockBbl, (amapbl,

fipocnasns, lBaHoBo, HuxHero Hosropoaa, KpacHoapcka, CankT-Metepbypra, Kazanu, Boporexa un apyrux poccuii-
CKMX FOPOAI0B , @ Takxe 113 bnmkHero 3apybexba — Ykpantbl, benopyccum, KasaxcraHa. YHuKkanbHoCTb MeponpuaTtus
3aK/oyanacb B TOM, 4TO BrepBble 3a NOCeAHNe JeCATUIETIAA Ha OAHON NOLAAKe BCTPETUINCL BCe Beaylume
poccuiickne KAMHULMCTBI B 06n1acTi 3aboneBaHnit nepudepuyeckoro HelipoMOTOPHOTO annapara, KNuHuYeckue
Helpopu3nonoru, reHeTKIN 1 CNELMANUCTbI N0 HeiipoBU3yanu3aLum nepudepuyeckux HepBoB 1 MblLLL.

C IIpMBETCTBEHHBIM CJIOBOM OT uMeHr DenepasbHOro
HayYHO-KJIMHIYECKOTO IICHTPA CIICIINATN3UPOBAHHEIX BH-
JIOB MEAMIIMHCKON IMOMOIIN ¥ MEIULIMHCKUX TeXHOJOTUIA
DMBA Poccnm K aymuTopyuy oOpaTWiIach IIaBHBIM Bpay
ueHtpa JI.B. JlakTroHOBa.

Kondepentumo otkpeur mipencenareis POO OHMbB
npocd. C.C. HukutuH. OH pacckazan coOpaBIINMCS B 3ajie
0 Tpearnocbuikax co3naHust OOILECTBa, pe3yJibrarax yxke
MPOBEACHHBIX MEPOIPUSTUI, 0003HAYMII TMEPCIEKTUBBI
pa3BUTHS U TJIaHbI Ha Oyayllee. YTpeHHee 3aceJaHue Tep-

!
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BOTO JHSI OBUIO TIOCBSIIIEHO COBPEMEHHOMY COCTOSIHUIO
MpoOsieMbl HEPBHO-MBIIIIEUHBIX Oojie3Helr B Poccuu u 3a
pyoexxoM. bbLio mpeacTaBieHo 7 JOKIaI0B.

IepBriit foknan, caeaaHHbii npod., A.M.H. A.I. CaHana-
3e (MockBa), ObLT ITOCBSIIIEH COBPEMEHHBIM ITPEICTaBICHU -
SIM O TIPOOJIeMe CUHANITUIECKUX 00JIe3Hel, 0COOCHHOCTSIM
UX KJIMHUKY U AMAaTHOCTUKMU. JIoKJIamIuK paccKasai o Kiiac-
cuUKaLMKU U KPUTEPUSIX JUarHo3a, MoapoOHO OCTAaHOBUII-
¢ Ha KIIMHUYECKMX CUMITTOMAX y pa3HbIX KaTeropuii 00JIb-
HbBIX. Tak, HAIMYe TUMOMBI ACCOLIMMPYETCS CO CTIa00CThIO
KPYIOBOWM MBILILIBI [V1a3a U TPEXITIaBOM MBILILIBI [UIeYa, y ce-
POHETraTMBHBIX MALIMEHTOB YACTO BBISIBJISIIOTCS OyJIbOapHbIe
paccTpoiicTBa. BeIcTymaroimii momdepKHYJI, YTO OTIpe/iesie-
HME ayTOAaHTUTE K allETUIXOJIMHOBBIM PELIETITOPaM SIBJISIET-
cs1 00s13aTeIbHBIM TIPH ITOA03PEHUM Ha MUACTEHMIO, OTHAKO
KJIMHUYECKUE TIPOSIBIICHUS 3a00JIeBaHUS HE BCeraa Koppe-
JIMPYIOT C UX TUTPOM.

N.A. CrpokoB (MockBa), K.M.H., paccKazajl O TeHEeTH-
YeCcKOM MpeapacIioNoXeHHOCTH, OCOOEHHOCTSIX KIMHUKU
U TeYeHUsl AMabeTUYeCKOl MOoJMHelponaTur, MoaApoOHO
OCTAHOBUMBIIMCH HA HOBBIX JMATHOCTUYECKMX BO3MOXKHOCTSIX
TIpu JaHHO (popme TaToIornu (MUKPOCKOTINSI TOHKMX He-
PBOB POTOBULIBI M OMOIICHSI AMTHASPMAIbHBIX HEPBOB CTOITHI).
bbul oTAenbHO paccMOTpeH BOIPOC TMIEPAMArHOCTUKU
MabeTUYECKON MOMMHENRponaTy. bbut OTIEIbHO pacCMOT-
PEH BOTIPOC TMIEPANArHOCTUKY JTUA0ETUUECKON TTOJTMHE -
ponaTuu. B KnmuHmyeckux nmpuMepax ObUIA HATJISIAHO TIpe-
CTaBJIEHbI CJyyaud OIIMOOYHON IMOCTAaHOBKM JaHHOIO
JIarHo3a y MalreHTOB C CaxapHbIM 11abeTOM U MOJIMHENRPO-
TaTUe Ipyroi 3THONIOTUN (XPOHUIECKOU BOCTIATUTETbHON
JeMuemHu3upytomeit, B12-nedunnrHoii). OcBeTUB mom-
XOJIbI K JICUSHUIO HEHPOomaTUIeCKom 6011, JOKIaTIMK MO -
YEpKHYJI, YTO, HECMOTPS Ha YCIIEXU COBPeMEHHOI (hapMa-
KOJIOTUM, B JAHHOM CHUTyallMM «Bpad JICYUT OOJb, HO HE
OopeTcs ¢ 00JIe3HBI0», UTO B KOHEYHOM UTOIe HE pellaeT
Mpo0bJieMy, TaK Kak IMOJMHEHponaTusi Ipyu TaKOM IOIXOMe
MPOIOJIKAET IMTPOrpPeCCUPOBaTh.

Hoxman C.C. HukutiHa (MockBa) ObLT TTOCBSIIIEH 00-
ne3Hsm neuraresibHoro Heiipona (bJIH). IMpodeccop non-
POOHO OCTAHOBUJICSI HA HOBBIX MPEICTABICHUSIX O ITaTOreHe-
3¢ bJIH kak My1sTHCUCTEMHOTO 3a00/1€BaHUSI, TTIOAUYEPKHYB
Bce 00JIee BO3PacCTalolyIo POJib HEMPOBU3YaIM3alliy B Ia-
THOCTHKE 9TUX 00JIe3HEH. Bl paccMOTpeHbI COBpEMEHHBIE
CMoCcOoObI AMArHOCTUMKU 3a00ieBaHU JaHHO¥ rpyrbl. [Tpu
5TOM JOKJIaTYMK OTMETWJI, YTO B HACTOSIIIUIA MOMEHT IO-
TIPEXXHEMY He CYIIECTBYeT CreliMrIecKuXx OMOMapKepoB.
[Iupoko mpuMeHsieMble B MPAKTUKE TECThI (MEKTPOMUO-
rpapus — DMI, TpaHCKpaHUaIbHasE MAarHUTHASI CTUMYJISI-
st — TMC) uMeroT OTMHAKOBYIO TMarHOCTUYECKYIO 3HAYM -
MOCTb Hapsily C KIIMHUYECKON KapTUHOM, 8 OKOHYATEJIbHBIN
JIMArHO3 JIOJDKEH CTABUTHCS IO COBOKYITHOCTU KITMHUKO-WHC-
TPYMEHTAJIbHBIX JaHHBIX. MUPOBOE MEAUIIMHCKOE COOOIIIeC-
TBO aKTMBHO OOCYXXIAeT BOIMPOC IEePecMOTpa KpUTEPHEB
JIMaTHOCTUKU OOKOBOTO aMHOTPO(PUIECKOro CcKiepo3a
(BAC), a Hanbos1ee rnepcrneKTUBHBIM Helipodu3noioruiec-
KVM MapKepoM B HACTOSIIIIEE BPeMSI MOXKHO CUYMTATh YMEHb-

IIEHWE YMCIIa COXPaHCHHBIX IBUTATEIbHBIX CIMHUIL] TIPH
OMI -uccnenosanuu.

PyxoBoauTesns KpyIHeriiei B Hallleil cTpaHe J1aboparo-
puu JHK-nuardHoctuku, ripod., 1.6.H. A.B. TTo/s1KoB BbICTY-
TIMJT C IOKJTAZIOM O TIEPCTIEKTHBAX MCTIOIE30BaHMS MOJICKYJISIP-
HOI TMarHOCTVKY TMPY HACJIEICTBEHHBIX HEPBHO-MBITIIEYHBIX
0ose3Hs1X. OH COOOIIMIT O HOBBIX BO3MOXKHOCTSIX TTOATBEPXK-
JIEHUsI TEHETMYECKOM MPUPOAbl MHOIMX HO30JOTMUYECKMX
dopM 6e3 TpHUBIICUCHUS 3apyOesKHBIX KIMHUK. [JOKIamanK
OTMETWJI POCT YHMCJIa TeHeTUIeCKUX obcenoBanmii B 2012 1.
10 CPABHEHUIO C MPEIbITYIIIMMU FOIaMU, OHAKO 3TOT MTOKa-
3areNib MO-TPEeXXHEMY OCTaeTCs 3HAYMTEIbHO HIKE, 4YeM
B EBporie. Ilo mHenuto A.B. Ilonskosa, onHa U3 NMPUIUH
9TOT0 3aKJIIOYaeTCsl B HEMOCTATOYHON BBISIBISIEMOCTH Ha-
CJIeACTBEHHBIX 3a00JIeBaHMI Ha YPOBHE MOJUKIMHUIECKOTO
3BEHa, B [IEPBYIO OYEPE/Ib 3a CUET HEMOJIHOIO cOopa CeMeHO-
ro aHaMHe3a, OINPEAESIONIETO HEOOXOAMMOCTb HAITPaBICHUS
MaleHTOB Ha KOHCYJIBTAIINIO K Bpauy-HEHPOTeHETUKY.

O coBpeMeHHBIX BO3MOXKHOCTSIX TMArHOCTUKH AbIXaTe b~
HbIX HapyIIeHUH, SIBISIOIIMXCS OTHOM M3 CaMbIX YaCThIX
MPUYMH JETATBHOIO UCXOAa Y MAlMEHTOB C HEPBHO-MBbIIIIEY-
HBIMU 3a00JIeBaHUSIMU, paccka3al PyKOBOAUTEb COMHOJIO-
rudeckoro teHrpa K.M.H. A.JI. Kamunkun (Mocksa). Pa3Bu-
THE AbIXaTeJIbHOW HENOCTAaTOYHOCTU Y JAHHOW KaTeropuu
OOJILHBIX 00YCJIOBJIEHO IIABHBIM 00Pa30M CJIa0O0CThIO JbIXa-
TeJbHOI MYCKYJIAaTyphbl U COIMYTCTBYIOILIEH OpOHXOJIerOYHOM
MAaToJIOTMei (TIpeskae BCero aclmpaloHHOro TeHe3a). BricTy-
Marolrii 00001 3apyOesKHBIN M COOCTBEHHBII OIMBIT KOP-
PEKLIMU HAPYILIEHWIA C TIOMOIBIO HEMHBA3WBHOI BEHTWISILIA
gerkux. Coepa nmpumenennst CPAP- u BiPAP-teparmumn,
a TaKXKe IPYroi COBPEMEHHOM arraparypbl 3aMETHO PaCIlin-
puIach, CTaJI0 BO3MOXHBIM HUCIIOIb30BaHKME PECITUPATOPHOM
MOAAECPXKKHU Y TSDKENBIX OOTBHBIX BHE CTEH CTallMOHapa.

C IOKJIaoM O MPUHIIMTIAX IMArHOCTUKY 1 JIeueHUsT 00-
JIEBOTO CUHJIpOMa B O0JIACTU 11IeW BhICTyNUIA Tpod., .M. H.
O.B. Bopobbsesa (Mocksa). OHa pacckasaia o IIperMyILecT-
BEHHOM JIOKaTM3aLMU LIEPBUKAITUN B 3aBUCUMOCTH OT TTPH-
YMHBI, JIexXallei B ee ocHoBe. Tak, 00J1b B TiepeaHel 001acT
IIeV XapaKTepHa I CepIeUHO-COCYIUCTHIX 3a00JICBaHMIA,
0oJie3Hel MUILEeBOIA Y IIIMTOBUAHOM Xene3bl. I1pu TpaBMa-
TUYECKUX, BEPTEOPOreHHBIX MOPAKEHUSIX, PEBMATOJIOTMYEC-
KVX 3a00JIEBaHUSIX Y IPU OOJBLIMHCTBE APYTUX OMOMEXaHU -
YEeCKUX MPUYMH 0OJIb TOKATU3YETCS 10 33 THEM 00J1acTH 111eu.
Jloknagunk ocTaHOBUJIACh HA MeXaHU3MaxX TpaHchopMaluu
OCTpOii 6011 B XPOHUYECKYIO, a TAKXKE MOAPOOHO OCBETUIIA
COBpPEMEHHBIE TIOXOMbI K JISYEHUIO LIEPBUKAJITHIA.

VYTpeHHee 3acemaHue B TEPBbIN JIeHb KOH(MEPEHIIMU
3aBeplIIoch AokuanoM rncuxosora T.B. Tuxonas (Mocksa),
pacckaszaBleil ToIPOOHO 00 OCHOBHBIX ITCUXOJOTMYECKIX
acriekTax B3aMMOJCMCTBYS Bpaya M IanueHTta. BricTyma-
olasl Tepevncinia TPYIHOCTH COLIMATBLHOM amanTanuu,
BO3HUKAIOIIKE Y OAABISIONIECTO OOIBIIIMHCTBA MAllIEeHTOB
C XpOHUYECKUMU 3a00JIeBaHUSIMU, ClIeIaB OCOObII aKILIEHT
Ha TIpo0JieMe COLMAIbHOM CTUTMAaTU3alui, UCKaKeHHOM
TPENCTaBICHUN 310POBbIX 0 0OTBHBIX Jniax. T.B. Tuxomnas
MOMUEPKHY/Ia BaXKHOCTb M3MEHEHHUsI 00pasza MBIILICHUS
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Bpaua, HalleJVMBaHMSI €r0 Ha WHIWBUIYAJIbHBINA ITOIXO.
K KaXIOMY MalMeHTy, CTpeMJIeHUsT K paboTe T10 mapTHepC-
Koii Momenu B3aumoneiicTBus. [lomgHsitasi Tema BbI3Bajia
0OJIBIIION MHTEPEC CO CTOPOHBI Y9aCTHUKOB KOH(DEPEHIINH,
€IMHOMIYIIIHO TOAACPKABIINX HEOOXOAMMOCTb Pa3BUTHS
JTAHHOTO HAITPaBJIeHUsI B 00JIaCTH HEPBHO-MBIIIIEYHBIX 3200-
JIEBAHUM.

Ha catenutHOM cumnio3uyme 1o 6os1e3Hu [Tomrie ObI-
JI ClieJTaHbl MCYEPIIBIBAIOIIE TOKIIAIbl, OCBETHUBIIIE COB-
PEMEHHBIN B3IJIs Ha MpobJieMy 3a001eBaHuUS B LIEJIOM, €TO
KJIMHUYECKOe MHOroo0pasue U TIeTepOreHHOCTh (TIpod.
C.C. HukuTtrH), 0COOEHHOCTH JIaOOPaTOPHOI TUAarHOCTUKU
(x.m.H. E.}O. 3axapoBa, MockBa), TIpUHIIMIIBI Tepariuu
(pocd. H.IT. Kotnykosa). lokiaasl OTIMYAIUCh HOBU3HOMN
1 0OraThIM WJUTIOCTPATUBHBIM MaTePUAJIOM.

Cek1ysi, TIOCBsIIIEHHAas MOP(OIOrMYECKUM MeTodaM
JMMarHOCTUKM, OTKPbLIACh BBICTYILUIEHMEM WIeHa-Kopp.
PAMH O.M. Ilo3gHsIKOBa, TIPEACTaBUBILIETO COOOIIIEHIE 00
YABTPACTPYKTYPHOM aHaIM3¢ HEPBHO-MBbIILIEYHOM ITepeaayn
Mnpu MyuacTeHuu u cuaapome Jlamoéepra—HMToHa ¢ wimocT-
paimeii cOOCTBEHHbIX YHUKAJIbHbIX HabmoaeHuii. TIpod.,
n.M.H. C.IT PaneHcka-JIormoBok (MockBa) pacckasaia o ad-
(bepeHLIMATIBLHO-IMATHOCTUYECKUX KPUTEPUSIX BOCIIAIATEIb-
HbIx Muonatuii. I1pod., n.M.H. O.E. 3uHoBreBa (MockBa)
TIpeaCcTaBUiIa pe3yJIbraThl COOCTBEHHBIX MCCIIEIOBAHUI Ta-
KOI COIMAIbHO 3HAYMMOWM TATOJIOTHH, KaK aTKOTOJbHAsI
muonatust. [IpencraBieHHble AOKIANbI BBI3BAIM KUBOW
MHTEpEeC ayIuTOPUN.

3aBepIInIIcs TIepBbIi AeHb KOH(DEepEeHIINN 3aceIaHueM,
TTOCBSIIIIEHHBIM OPUTUHATBHBIM OTEYECTBEHHBIM MCCIIENO-
BanusM. [Ipod., n.m.H. JI.M. MepkynoBa (Mocksa) npen-
CTaBWJIA JOKJIAM 10 BTOPUYHBLIM TojmHelpornatusiM. OHa
TTOITYepKHYJIa, YTO Ha MPAKTHUKE TOCTATOYHO YaCTO YCTaHAB-
JIMBAETCS JINIITb CUHAPOMAJIbHBIN IMarHO3, 03 YTOUHEHMS
TPUYUHbI, BbI3BABIIIEH TOJMHENPOIIATHIO («TTOJTMHEHporia-
TS HESICHOTO TeHe3a»). DTO IIPUBOAUT K TOMY, YTO MHOTHE
0OJIbHBIC HE TIOJTyJaloT ITaTOreHETMUECKOM TepaItiy, BKITIO-
Yasl cIyJau, KOTIa BO3MOXKHO TTOBIMSTH Ha TeueHre 00J1e3-
HM, a 3HAYUT CYLLIECTBEHHO YJIyYILUTh COCTOSIHME U KAYeCT-
BO KM3HU OOJIbHOro. BbUIM IIpUBENCHBI pPE3YJIbTaThl
COOCTBEHHbBIX UCCJICI0BAHMIA, TIPOIEMOHCTPUPOBABIIIME 3HA-
YIMOCTb Y OCHOBHBIE TTPMHIIUITEI BBISIBIICHUST PAHHIX CHIM -
IITOMOB NaPaHEOIIACTUYECKOM TTOJTMHENPONAaTHH, a TAKXKE
rnokasatHa 3((peKTUBHOCTb HEHPOMETA00IMYECKOM Teparuu
IIpY JaHHOM TTaTOJIOTHH.

Hoxknan, mpencraBieHHbli K.M.H. C.B. JlanmiHBIM
(Cankr-IletepOypr), ObLT MOCBSIIEH COBPEMEHHBIM BO3-
MOXKHOCTSIM IMMYHOJIOTMYECKOI0 TECTUPOBAHMS B TUATHOC-
THUKe 0osie3Hei HepBHOIT cucTeMbl. Tak, ¢ 2010 1. B nepeyeHb
KPUTEPUEB TMAarHOCTUKK PACCesTHHOTO CKJIEP03a BKITIOUEH
TaKOM MapKep, KaK OJIMTOKJIOHATIbHBIN UMMYHOTTTOOYIMH G
B JINKBOPE U ChIBOPOTKE, BbISBIISIEMbIA METOAOM M303JICKT-
podokycupoBanust. [1oBbIIIEHIE AKTUBHOCTY AaHTOTEH3MH-
TIpeBpalaroniero GepMeHTa B CHIBOPOTKE U 11epeOpOCTI-
HAJIBHOW KMAKOCTU HAOJI0JaeTcss TIpU  CapKouI03e
U Helipocapkounao3se. B muarHocTrike BaCKy/JIMTOB KPYITHBIX

COCYJIOB, BKJIIOYAs M30JIMPOBAHHBIA aHTUMUT LIEHTPAIbHOM
HEPBHOI CUCTEMbI, UTPAET POJIb OIPeAeICHNUE aHTUTEN K 9H-
notemountaM. Y 90—100 % OGOIBHBIX ONTUKOMUETUTOM
JleBuKa BBISIBISIIOTCS aHTUTENA K akBaropuHy 4. [TapaHeor-
JIACTUYECKUE SHIEMaTUThl acCOIMMPOBAaHbl C OOJBIION
TPYIIIOi aHTMHEPOHAIBHBIX aHTUTEI. [1pu pa3HbIX (hopmax
cuHapoma IuiteHa—bappe oOHapy:XuBarOTCSI aHTUTEJa
K TaHDIMo3uaaM nepudepryeckux HepBoB. MHOXECTBO
TIIPYTUX MapKepOB MO3BOJISIET BBISIBUTH CUCTEMHOE ayTOMM-
MyHHOE 3a00JIeBaHME, SBUBIICCCS MPUUMHON TTOPAKCHMS
HEPBHOW CUCTEMBI.

E.B. JIsicoropckas (MockBa) ripeactaBuia pe3yasTaThl
pabotsl B obmactu reHetnkn BAC. Ponb rena APOE B pas-
Butun BAC He Obl1a moaTBepXxaeHa. Bmecte ¢ tem ren VEGF
CIIpaBeUIMBO OTHECEH K reHaM-KaHauaaTam rpu bAC. I1o-
KazaHo, YTOo yacToTa ceMelHbIX ciaydyaeB BAC B poccuiickoit
MOMYJISILUA HETOOLIEHEHA, U OOJIBIIMHCTBO TaKUX CIy4acB
00ycmoBIeHo MyTatysiMu B reHe SOD /. JIOKITagdiK OTMETH -
JIa, 4TO JaHHOE HAaIpaBJICHUE SIBJSICTCS IIPUOPUTETHBIM 3a
pyOeKoM, B CBSI3U C YeM OUYEBUIHA ITOTPEOHOCTD B JaIbHE-
LIKMX aHAJIOTUYHBIX UCCAEIOBAHUSIX U B POCCUICKOM MOMy-
JISILIAM.

OXUBJICHHYIO OMCKYCCUIO BBI3BAI MOKJIAN K.M.H.
FO.H. PyiikeBud (MUHCK), pencTaBUBILICH pabOTy KOJUIEK-
THBa OEJOPYCCKUX aBTOPOB, U3yYaBLIMX JMATHOCTUYECKYIO
LEHHOCTH YJIBTPa3ByKOBOI BU3YaINM3alliK MBIIIIII TIPY 3200~
JIEBaHUSX TepU(epruecKOoro HEMpOMOTOPHOTO arrapara.
ABTOpBI PErUCTPUPOBATIN (hACLMKYJISILIMK B Pa3HBIX MbIIII-
11ax, a TaK>Ke OLEHUBAIA U3BMEHEHNE 9XOT€HHOCTU aTpodu-
POBaHHBIX MBI, MeTonnKa mpocTa U JOCTYITHA, OTHAKO
MH(OPMATUBHOCTb METOA IJISI TUarHOCTUKM, CKPMHUHTA,
JMHAMUYECKOTO HAOMIOAEHYSI M OLICHKU CTeTIEHU T'eHepasiv-
3al1MK MMaTOJIOTMYECKOTO MpoLIecca MpY HEPBHO-MBIIIEUYHbBIX
00J1e3HSIX TpeOYET MOATBEPKACHUS B JaTbHENUIIIMX UCCIIEA0-
BaHUSIX.

A.M. AnameeB (EkaTtepuHOypr), K.M.H., ITOAPOOHO OC-
BETWJI TIPOOJeMy HEPBHO-MBIIIEYHBIX HapylIEHU Tpu
KPUTHUIECKUX COCTOSTHUSIX, SIBIISTIOIINXCS OMHOM M3 COCTaB-
JISIIOIIUX CUHIAPOMA TOJMOPTaHHONM HEAOCTAaTOYHOCTH.
Ilo maHHBIM JUTEpaTyphbl, 3TO OCJIOXHEHHE BCTpeYacTCs
MOYTH Y OJIOBUHBI OOJIbHBIX, HAXOMSILMXCS HA UICKYCCTBEH-
HOI BEHTWJISILIAM JIETKHX, YTO YBSIMUMBACT IMTPOIOJIKITEITh-
HOCTb TIPeObIBAaHMS TAllMEHTA B OTIEJACHUU pPeaHUMALIIN
M BIMSIET Ha JIETAJIbHOCTD. JIOKJIaIuMK OCTaHOBMIICS Ha (pak-
TOpax pUcKa, maToreHese, MPUHLIMNAX TUaTHOCTUKU U IPO-
(unakTMKM CUHApPOMa, TIOAYEPKHYB BaXKHOCTh TTPOBEICHUS
paHHEH peadMINTALIMI peaHUMAIIMOHHBIX OOJTBHBIX.

B.A. IllTabHuuikuii (MockBa), K.M.H., paccKaszajl 0 He-
JIaBHO opraHu3oBaHHOM Ciry>k0e pecrupaTopHOil U HyTpH-
TUBHOI TTomnepxkku ipu ML «Mwuocepoue» Mapdo-Ma-
PUMHCKOW OOWTENIN, Kypupyolleil Ha 0e3BO3Me3IHOiM
ocHoBe mnaruedToB ¢ nuarHo3oM BAC. Briesnnasg komaHma
Bpayeil 1 METULIMHCKUX CECTEP OKa3bIBAeT MOMOIIb Ha JIOMY
W OCYIIECTBIIIECT TOCIEOYIONIMI TaTPpOHAX TaIlMEHTOB.
B ocHOBY paboTHI TTOJIOKEHA KOMITIEKCHAST peaOVTUTALIMS
C y4eTOM HAJTMIMSI Y OOJIBHOTO IbIXaTeIbHBIX, IBUTATEIbHBIX,
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TpO(PUYECKMX W IPYTrUX HapylieHu. BoabImMHCTBO Manm-
€HTOB, HYXXIAIOIIUXCS B PECTTUPATOPHON TIOJIEPKKE, B 10-
MalIlIHUX YCIOBMSIX MCIIOJIBb3YIOT ITOPTAaTUBHbBIC araparhbl
BiPAP u poroHocoBbie Macku. B 3akitoueHue ObLT IIpojie-
MOHCTPHUPOBAH aHAJIN3 IbIXaTeIbHBIX HApyIICHUI OOIbHBIX,
Haxopsyxcs mon HadmoneHueMm. CeronHs Ciryxk0a Kypu-
pyer 43 TakuX malyeHTa.

B xoHn1ie nepsoro aHs1 koHdepeHuuu npod. C.C. Hu-
KUTUH OOpaTWICSI CO CJIOBaMM 0JIaroflapHOCTU KO BCEM
y4JacTHUKaM, MIPM3BAB CMEIIUAIMCTOB B 00J1aCTH MAaTOJIOTUM
HEPBHO-MBIIIEUHON CUCTeMbI K 00Jiee TECHOMY COTPYIHM-
YECTBY.

Bo 2-it neHb KkoH(bepeHIMY OOJIBII0I MHTEPEC BHI3BAJIO
3aceiaHue, MOCBSIIEHHOE HEHPO(PU3N0IOrnIecKuM METO-
JlaM MCCJIEIOBAaHMUSI B JMATHOCTUKE HEPBHO-MBIIICYHBIX
OoJie3Heil. B nepenoiHeHHOM 3aJie MPYCYTCTBOBAIN MPEI-
CTaBUTEIM HEBPOJOTMYECKUX U HEHPOGhU3NOIOTMYECKUX
mkon Mockssl, CankT-Ilerepoypra, MBanoso, Tymsr, Bo-
ponexa, KpacHosipcka, Kazanu u apyrux roponoB Poccun.

IlepBrblit nOKJIad, MOCBSILIEHHbI BO3PACTHBIM acIeK-
TaM MUOTpadUIeCKUX UCCIIEIOBAaHUI MPY HEPBHO-MBbIIIIECY -
HOW TaTOJIOTUM B AETCKOM MPaKTUKE, TIPEACTaBWII JI.M.H.
AJL. KypenkoB (Mocksa). BeicTynaromimii oopaTil BHU-
MaHUe Ha TaKue BaxKHble MOMEHTHI IIPU paboTe C NeTbMMU,
KaK BBIOOD aIcKBaTHO METOIMKU MPOBEIACHUS 3JEKTPO-

Helipomuorpacdudeckoro (OHMI) uccienoBanusi, Haau-
yre COOCTBEHHBIX HOPMATHUBOB, 00SI3aTeIbHYIO KOOIIepa-
11O C poauTesisiMU pedeHKa. JIoKIaqunK oxapakTepu3oBal
MIPEUMYIIECTBA U HEAOCTATKU 3JIeKTpOHeipoMuorpadumn
B TeIMATPUUECKON TIPAKTHUKE, OTMETHUJI, B YACTHOCTH,
Maiayio MH(POPMATUBHOCTh M CYOBEKTUBHOCTH OLICHKU
YacTO MCIIOJb3yeMOro B Hallleil CTpaHe MeToda HAKOXK-
Hoit ODMI. BHumaHue ayautopuu ObLIO OOpalleHO
Ha BO3MOKHOCTH CTUMYJISIIMOHHOM W UTOJIBYaToii OMT,
OTCYTCTBHME BO3PACTHBIX OTPAHUYEHUN 1 BHICOKYIO AUA-
THOCTMYECKYIO LIEHHOCTb MPU aKyLIePCKMUX Mapajindax,
CUHIpPOME <«BSJIOTO peOeHKa» W APYIUX 3a00JeBaHUSIX.
B noknane ObLJIO cKazaHO TakxKe 0 HEOOXOAUMOCTU MPU -
MCHEHUS pa3HBIX MeTomoB DMI mpm cympacermMeHTap-
HOW MaTOJIOTUH.

IIpod. C.A. Manbmbepr (MockBa) peacTaBuI PeaKoe
KJIMHUYECKOe HaOJIoNeHNe JIIOMOOCaKpaIbHOM MOTOPHOM
TOJIMHEUPOIIaTUH y TIALIMEHTKY 15 JIeT, cTpamaroieii caxap-
HbIM qradeToM 1-ro Tina. OH OCTaHOBWJICS Ha CJIOXHOCTU
JTMATHOCTUKM 1 T bepeHINaTbHOI TUarHOCTUKY JAHHOTO
3a00J1eBaHMsI, TIPOIEMOHCTPUPOBAJT PE3y/IBTaThl HEBPOJIOT U -
YECKOTO M MTHCTPYMEHTATLHOTO 00CIeI0BAHMS Ha KOHKPET-
HOM IIpUMeEpE, a TAKXKE IMOAEIUIICS ITOJIOXKUTEIbHBIM OITbI-
TOM JUTUTEJIEHOTO JICYEHUST [JIFIOKOKOPTUKOMIAMU B OOJIBIIIX
Io3upoBKax (1 MI/Kr) Ipy HAJIMYMY caxapHOTo AruadeTa.

Ipe3uduym cexyuu no neipogusuonoeuu (cresa nanpaso): npog. C.C. Huxumun, 0.m.n. A.JI. Kypenxos, npogh. C.A. Manvmbepe. Ha 2-m naane:
H. Iypvesa, ucnoanumenvholii dupekmop «AbB-akcno» — opeanuzamopa meponpusmus
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Bornblioii MHTEpEC y aymMTOpry BhI3BAJIO BBICTYILUICHUE
k.M.H. H.I. CaBuiikoii (Mocksa). Ee moxman Havascs ¢ me-
MOHCTpPALIMU JaHHbBIX O YACTOTE PACXOXKICHUI KIIMHUYECKUX
JIMAarHo30B 1 pe3yasratoB DMI-u3meHeHuit, 00 olmokax npu
BBIOOpE KOHKPETHBIX DM I'-MeTOIMK HEBPOJIOTaMI TTOJTMKITA-
HUK MPY HAMPaBJICHUU Ha o0cienoBaHue. bplio momyepkHy-
TO, YTO CETOIHS UCIIOJIb3YIOTCS JAIEKO He BCE BOZMOXKXHOCTHU
HEePOoMU3MOIOTNIYECKUX METOIOB B TMATHOCTUKE OOJIe3HEN
niepudeprdecknx HepsoB 1 Meil. H.IT CaBuiikas ripemro-
JKWJIa TIPOEKT CO3IaHust aroput™oB DM -rccenoBanmst ipu
pa3HBIX YPOBHSIX MOPaXKeHMsI epucepuIeckoro HeiipoMo-
TOPHOTO arlapaTa, IPUIJIacuB ayIuTOPUIO K aKTUBHOMY €r0
OOCYXIIEHUIO U COTPYIHUYECTBY.

M.A. XuTb, K.M.H., BBICTYITIJIA C COOOILLIEHUEM O HEOO-
XOOUMOCTH HEHPO(hU3NOIOIMUYECKOT0 KOHTPOJIS ITPOBOMIS-
el (YHKIUM HEPBHBIX BOJIOKOH MPU XHUPYPTHYECKUX
BMeIIaTeIbCTBAX Ha KOPEIIKaX M CTIMHHOMOS3TOBBIX HEpBaX.
OHa ToAYepKHYJa, YTO WCITOIh30BAaHME OOIIEITPUHSITHIX
CITIOCOOOB MHTPAONEPALMOHHOIO MOHUTOPMHIA IIOMOTaeT
onpeaeanTh (DYHKIMOHAIBHBIE MPEAeIbl XUPYPruIeCKOm
0e30IMacCHOCTH, YTO, B CBOIO OYEpe/lb, CHIDKAET YaCTOTY OC-
JIOXKHCHMI B TTOCIICOTIEpallMOHHOM Teprone. JloKIamanK
MpeACcTaBUIa HECKOIbKO COOCTBEHHbBIX HAOIOAEHUIA HEHPO-
XUPYPrUUeCKOro Je4eHus MallMeHTOB ¢ IETCKUM LiepeOpalib-
HBIM T1apaandoM. Breicokast apheKTHBHOCTh MPOBEACHHBIX
orepanyii BO MHOTOM ONIpeAesIsyIach UCITOJIb30BaHUEM MH-
TPaoONEepalIMOHHOTO MOHUTOPUPOBAHUSI, BHISIBUBIIIETO Ha-
nbosee cria3MUpoBaHHbIC (DACIIMKYJIBI MBILILILI — KaHAWAA-
ThI Ha XUpyprudeckoe nepecedeHue. Joxkman ObUT HAJIITHO
MMPOMJUTIOCTPUPOBAH MHTPAOIICPAIIMOHHBIMI CHUMKAMM,
a Takke (hoTorpadusaMu IMaMeHTOB 10 U TTOCIIE YCIISITHOTO
XUPYPTrUUECKOro JICYCHMSI.

A.A. Macnak (Mocksa) npeacTaBuI ayIUuTOPUM Pe3yJib-
TaThl OPUTUHAITEHOTO MCCIICAOBAHMSI, TIOCBIIIICHHOTO OIICH-
K€ CTPYKTYPHOTO 1 (DYyHKIIMOHATTLHOTO COCTOSTHUS CPEH -
HOT'0 HepBa MpyY CUHAPOME KapIHaIbHOIO KaHaJIa IT0 JAHHBIM
yabsrpa3BykoBoro (Y3) u OMI-uccrnenosanuii. Ha ocHoBa-
HUUW pe3yJIBTaTOB CPaBHUTEIBLHOTO aHaM3a JaHHBIX Y3U
n DMI paccMOTpeHBI TOCTOMHCTBA M HETOCTAaTKA 00OMX
METOJIOB, a TAK3KE X B3aMMOIOIIOIHSIONIAS POJIb B OLICHKE

AHATOMMYECKOTO 1 (DYHKITMOHAJILHOTO COCTOSTHUS CPEINH-
HOT'O HEepBa Ha Pa3HbIX CTAAUSIX €r0 MTOPaAKEHUSI.

C.I. HuxkonaeB (Bnagumup), K.M.H., OCBETWI TeMY
NUArHOCTUKM paguKyJjonaTuii. Jas Havama Oblia Mpem-
cTaBJieHa COBpeMeHHasl KiaccuduKaius paauKyIomaThii.
Jlanee nokiIamIuK OTAETHLHO OCTAHOBUJICS HA KIMHUYEC-
KOI1 COCTaBJISIIONIEH, TIpearnoarapliieii BblaeJIeHUe B 1aH-
HOI MaTOJIOTMU PaaUKYyJI0aITUU, pehIEKTOPHOM, CEHCOP-
HOWW M MOTOPHOW paaukynonatuu. Kcrojib3oBaHUe
HEMpOoPU3NOJIOTUISCKNX METOIOB ITO3BOJISIET OIICHUTH
MPOBOISIIYIO (DYHKIIMIO KOPEIIKOBOM CUCTEMBI, a TaKXKe
O0HapyXuTh akcoHalibHOe TopaxeHue. C.I. Hukomnaes
oxapaKTepr30BaJl MPEUMYIIIECTBA Y HETOCTATKH UCCIIETO-
Bauusi H-peduexca, T-pediekca, coMaToceHCOPHBIX
BBbI3BaHHBIX MoTeHLMaoB, TMC OTHOCUTEJILHO aHa/In3a
F-BoaH. YyBCTBUTENILHOCTD U CIIELU(PUIHOCTh KaXKA0M U3
METOJIMK HEBEJIMKA, MTOATOMY TOJBKO MX COBOKYITHOCTH
HapsIoy ¢ KITMHUYECKOM KapTUHOI TTO3BOJISICT YTBEPAUTD
WJIM OTIPOBEPIHYTh JUATHO3.

A.B. YepssikoB (MockBa), K.M.H., TO3HAKOMMWJI ayIUTO-
puIo ¢ BO3MOXKHOCTSIMU HaBuratmoHHoi TMC y maimeHToB
¢ BAC. On noka3an 0OCHOBHBIE 3TaIlbl METOAWKH, 3aKJTI0da-
folMecd B rocaenoBaTessbHOM BboltosiHeHU MPT rosos-
HOro MO3ra, COBMEIICHUM NaHHBIX HEHpOoBU3yaau3alvuu
¢ peayasratamu TMC ¢ ¢hopMrpoBaHNEM MHIVBUIYATBHBIX
KapT KOPKOBBIX MPEACTABUTEILCTB MBIIIIII-MUIIICHEH.

Ilo oxoHUaHMU 3acemaHUsI COCTOSUIACh OXKMBJICHHAS
JIUCKYCCHSI IO BOIIPOCaM JUArHOCTUKY pa3IMYHbIX HO30J10-
ruii, HopMaM HeHpoGU3MOJIOrMIECKUX TToKa3aTesiei, cyliec-
TBYIOLIM (hOpMaM OOyUIEeHUST CIELIMATUCTOB 1o OMI.

OTaeabHBIM BOIIPOCOM CTaJIO YTBEPKICHUE TIPEICTaB-
JIeHHOTO «OO0IIECTBOM CHELMAINCTOB I10 HEPBHO-MBIIIIEY -
HBbIM OOJIE3HSIM» COCTaBa DKCMEPTHOro cosera 1mo DMI
C ompejefieHWeM OCHOBHBIX HAmpaBJIEHWi €ro paboThI.
CocrtaB DKCMepTHOTO coBeTa ObLUT YTBEPKIEH OTKPBITHIM
rojjocoBanueM. B Hero Bounmm: ipod. @.U. JleBnmnkamona
(Kazanp), mpod. JI.D. Kacatkmua (Mocksa), mpod.
B.H. Komantes (Cankr-Iletepoypr), n.m.H. A.JI. Kypen-
k0B, npod. C.A. Manem6epr (Mocksa), npod. J1.M. Mep-
KyjoBa (Mocksa), npod. C.C. HukutuH (MockBa), K.M.H.
C.I. HukonaeB (MBaHoBo), k.M.H. H.I. CaBunkas (Mock-
Ba), mpod. A.I. Cananze (Mocksa), k.M.H. H.A. CynoHeBa
(Mocksa), k.mM.H. B.I1. ®enoroB (Boponex), nmpod. H.A.
naiinep (KpacHosipck).

Ha carenmutHOM cuMITO3uyMe MO XpOHUYECKOM TeMU-
CJIMHU3UPYIOLIEH TMOJMHEUPOIIAaTUI TTPO3BYUYaIN JTOKJIAIBI
0 COBPEMEHHBIX BOITPOCAX AUATHOCTUKU Y B3POCIBIX (ITpod.
C.C. HuxkutuH) 1 0COOEHHOCTSIX TUarHOCTUKU U TeYCHUS
oosie3nu y gereit (m.M.H. AJI. Kypenkos). Jlokiam K.M.H.
H.A. CymoneBoii (MockBa) ObIJT TOCBSIIIIEH COBPEMEHHBIM
MaTOT¢HETUICCKMM METOIaM JICUCHHSI XPOHMIECKOi BOCTIa-
JIUTEJIbHOM  IEMUEJIIMHU3UPYIOIIEN MOJMHEeHponaTumn
(XB/IIT): BHyTpMBEHHOI MMMYHOTEpaIuu, riasmMadepesy
U KOpTUKOCTepouaaMm. JIoKIaquuK noaeanaach COOCTBEH-
HBIM OombITOM BefeHMsl nmamueHToB ¢ XBJIIT u mompobHO
OTBETWJIAa HA BOIIPOCHI.
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dagann

Enena

Neownposna

Tpe3uduym cexyuu no neilpoeenemure: npog. H.A. lllnaiioep, npogh. E.JI. Jladaru

Kondepenuus 3asepiimnach 3acegaHremM, OCBSIIEH-
HBIM HACJICACTBEHHBIM HEPBHO-MBILLICUHBIM 3a00JICBAHMSIM.
Benyiye poccuiickue CrieliMaiicThl B 3TO 00J1aCTH, B YacT-
Hoctr tipod. EJI. damamm, nmpod. H.A. IInaiinep, K.M.H.
B.I1. ®enoroB (BopoHe:k), 03HAKOMIIN ayAUTOPUIO C AJIFO-
PUTMaMU TAATHOCTUKY TeHETUYECKU TeTePOTreHHBIX HEPBHO-
MBIIIEYHBIX 00JIE3HEN, XOHAPOAMCTPOGUIECKOI MUOTOHNH,
HaCJIeICTBEHHBIX MOTOPHO-CEHCOPHBIX HEMPOMATHii, TIofIe-
JIVJTUCh COOCTBEHHBIMU KIIMHUUYECKUMU HAOTIOICHUSIMU.
KM.H. C.A. KypbaroB (BopoHex) mpencTaBul mMaTtepuan
KOJUIEKTUBA aBTOPOB KPYIHOMACIITAOHOTO MCCIIEIOBAHMS
MAlMEHTOB C pa3HbIMU (hOPMAMKU MHUOTOHWUU, KOHEYHBIM
PE3yBTaTOM KOTOPOTO CTANIN aJITOPUTMBI DM I -1rarHoCTUKM.

B zaxirountenbHO yacTu KOH(pepeHIIMY ObLIU MOABE-
JIEHbI UTOI'M, Y9aCTHUKM MOASIIIMCH BIEYATICHUSIMU U 110
cTapoii 100poii Tpanuiu coTorpadupoBaIMCh HA TAMSTH.
Bonee 200 neneraToB BcTymim B WieHb! OOIIECTBa, BEICKA-
3aB XKeJlaHUe aKTMBHO YJ4aCTBOBaTh B OYIyLIMX MEPOIIPUSI-
TUSIX, CTaJIU TIOAIIMCUYMKAMMU XypHajia « HepBHO-MbIIIIeYHbIE
0ose3Hn» 1 00JIamaTeNISIMUA YHUKATbHOTO U3IaHUST — PYCCKO-
SI3bIYHOM Bepcuu «KimmHnueckmx pekoMeHaaluii mo HeBpo-
norun EBporneiickoiit Denepaliiyi HEBPOJIOTMYECKUX CO00-
mecTB» 1 KpaTkoro crnpaBoYHMKA HEBpOJIOTa B KauyecTBE
TIPWIOXKEHMSI K M3IaHMIO, BHITTYIIIEHHBIX B CBET 110 MHUIIMA-
tuBe OO11ecTna.

OO0 aKkTyaJIbHOCTH JOKJIAIOB, IIPEACTABICHHBIX Ha KOH-
epeHIIM, CBUIETEILCTBOBAIA HAIIOJTHEHHOCTH 3aj1a. Briep-
BBIE 32 MHOTHE TOMbI CITELIMAIMCTBI, pa0OTaIOIIIE B 00JIaCTH
Oosie3Hell MmeprdepruIeckoro HeMpOMOTOPHOTO armapara
Y MHTEPECYIOIIMECs] 3TUM HaIlpaBJIeHUEM, TTOJYIUIN BO3-
MOXHOCTb OOMEHSIThCSI OITBITOM, YCTAHOBUThH HOBBIE CBSI3U
UTSI COTPYTHAYIECTBA M COBMECTHOI HayqHOM eI TeTbHOCTH.

Te, KTO He CMOT MTPUCYTCTBOBATh Ha KOH(EPEHIINH, IMe-
JIV BOBMOXHOCTh BUIIETh OHJIaliH-TpaHCsiMio. Ha moprane
Haimx naptHepoB MedPro.ru B pazaene «Menuareka» 10-
CTYITHBI IS IPOCMOTPA BUACO3aMCH BHICTYIUICHUI Ha KOH-
(epenim. XKenarorme MOTYT ITPOC/IYIIIATh BEIOpaHHBIE CO-
OOILIEHUSI ¥ TTO3HAKOMMUTHCSI C ITPE3CHTALIMSIMU JOKJIATUMKOB.

OOLIECTBO CIELUUATUCTOB 110 HEPBHO-MBIIICYHBIM
OoJie3HsIM 0J1arofmapyMT BCeX AOKJIAIYMKOB U JAEJIEraToB
KOH(EpEeHIINN, TEXHUYECKOT0 OpraH13aTopa KOMITAaHUIO
«ABB-3kcno», a Takke aupekTopa PenepaibHOro Ha-
YYHO-KJIMHUYECKOTO LICHTPA CIIeLIMAIM3UPOBAHHbIX BUIOB
MEIUIIMHCKON MOMOIIM M MEIUIIMHCKUX TEeXHOJIOTUIA
DOMBA Poccuu nipod. O.I1. Ky3osnesa, rjmaBHOro Bpada
JI.B. JIakTMOHOBY 1 BCEX COTPYIHUKOB 3TOTO YUPEXKIECHUS
32 OTPOMHYIO [IOMOILb B OpraHu3aluy KOH(GEPEHLINH U €€
IIPOBEICHUMN.

Hpuna 3axapuyk, unapa Huzamemounosa,
Anna Xopowyn
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Omuem o Kondhepesyuu
«[lopchupus: ocobeHHOCMU KNUHUKU, AUArHOCMUKU U NeYeHus»

MockBa, 7 pexkabps 2012r.

7 nexabpa 2012 r. 8 MockBe cocToAnacb KoHpepeHwns, NOCBALLEHHAA OAHOMY U3 TAXKeNeLnNX KpUTUYeCKUX CoCTo-
AHWIA B HEBPONIOriW — NOPGUPUIAHOI NONMHEAPONATIAN, ee KNNHUYECKUM 0CODEHHOCTAM, AMArHOCTUKE 1 COBpEMEH-

HbIM NpuHLMNam neyeHus. OpraHu3atopamu 31oro meponpuAatua Bbictynuau OIBY «HayuHblil LeHTp HeBpoNOTMI»
(HLIH) PAMH, MexayHapoHaa accoumnanna opraHusawnil B 06nacti HeBponorun u HeiipoHayk, OrbY «lematonoru-
yeckuit HayuHblii LeHTp» (THL) Munsgpasa Poccun.

3acemaHue OTKpbUT 3aMecTuTesib nupekropa ®I'BY
HIIH PAMH, unen-kopp. PAMH M.A. T1upanos. B cBo-
eif MPUBETCTBEHHOW peY OH MPUBE]T NHTEPECHBIE TAHHBIE
W3 NICTOPUU PA3BUTUS TIPEACTABIEHNI O TOp(UpPHUM 1 ep-
BBIX METOJIAX €€ JICUCHUsI.

C mepBbIM [OKIAIOM BBICTYNWI C.H.C. OTIEJICHUS
opdanHbix 3a0omeBannii ®I'BY T'HII Munsnpasa Poccnn
K.M.H. f.C. [1ycToBOIiT, nMpeacTaBUBIIMN COBPEMEHHYIO
TOYKY 3pEeHHUs] Ha MEXaHW3Mbl Pa3BUTHUs U TOCIETHION
kJaccudukaiuo nophupum, OTAeIbHO OCTAHOBUBILIKCH
Ha 0COOEHHOCTSIX Kax a0 u3 ¢popM. HecMoTpst Ha TO, UTO
ocTpast mopdUpust — TPyIIa HACIEICTBEHHBIX 3a00JIeBa-
HUIi, CBA3aHHBIX C HapylleHHeM oOMeHa rema, cambie
SIDKUE €€ MPOSIBICHUS CBSI3aHbI C MOPaXXeHUEM HEPBHOM
cucteMbl. CyIECTBYET TAaKXKe PsIT IPOBOLUPYIOIINX aTaKy
(hakTOpOB, K KOTOPBIM OTHOCSITCSI TOPMOHAJIBHBIE TIEpE-
CTPOIKM, ToJIofaHue, MHOEKINN, TTPUEM aTKOTOJIsI U Jp.
Hoxyiaguuk moma4epkKHy, YTO HEOOBIYHOCTh CUMIITOMO-
KOMIUIEKCa OCTPOit MOp(UpUN HEU30EXKHO IEPEBOAUT 3TO
3a00JIeBAaHUE B KAaTETOPUIO MYJIBTUIUCUUITIIMHAPHBIX.
B 3aBrcuMOCTH OT Npeob1agaHus TeX UM MHBIX CUMIITO-
MOB TAIIMEHTbl C HEIMWAarHOCTUPOBAHHOU TOpdupuei
TOCMUTAIU3UPYIOTCSI B OTAEJICHUS] a0JOMUHAIBHOU XU-
pypruu, ypoJIOoTUM, TMHEKOJIOTUH, HEBPOJIOTUY WU TICU-
xocomaTnku. Hemoctarounast nH(pOpMUPOBAaHHOCTD Bpa-
yell Ha STOM OJTafe YacTo TMPUBOAUT K TMOBTOPHBIM
HEOIpaBIaHHbIM XMPYPTUUECKUM BMEIIATETbCTBAM, OIIIU-
0OYHOMY TTPUMEHEHUIO MOPGUPUHOTEHHBIX JIEKAPCTBEH-
HBIX TIPENIAPATOB, €I1e OOJbIIE YCYTyOISIIOIINX COCTOSTHUE
MMAIMeHTOK (CKEHIIMHBI CTPANAIOT B 8 pa3 yalle MyKUMH).
Mexny TeM yCTaHOBUTD IMarHo3 Nopupuu B OOJbIIMH-
cTBe ciiyyaeB ObIBaeT He Tak cioxHo. .C. ITycToBoiT
MOIPOOHO MPOAHATU3NPOBAJ CAMbI€ YACTbIe OIIIMOKU MPU
Be/ieHUM O0JIbHBIX ¢ Topdupusimu. OnHa U3 TJIAaBHBIX OITU-
00K 3aKJII0YAETCsl B HENOOIIEHKE BO3eCTBUS TOPhUPU-
HOTEHHBIX (PAKTOPOB, B MEPBYIO OUYEPEIb MEAUKAMEHTOB
(aHaIbreTUKU, HECTEPOUIHBIE TPOTUBOBOCTIATUTENbHbBIE
Mpernaparkl, Clla3MOJIMTUKI, aHTUOMOTHUKM, 0apOUTYpaTHhI,
KOPTUKOCTEPOUIbI, TUAOKAUH 1 Ap.). Kpome Toro, Oynib-

OapHBII CUHAPOM Y TaKMX OOJBHBIX TUATrHOCTHPYETCS
HECBOEBPEMEHHO, YTO IPMBOAMUT K acIMpallMOHHBIM
OCJIOXKHEHMSIM U YCYT'YOJICHMIO IbIXaTeIbHOI HeA0CTaTOU-
HOCTH, a KpOME TOT0, HE YAEIIeTCs JOJKHOTO BHUMAHUS
9JIEKTPOJUTHBIM ITOKA3aTeJIsIM, B YACTHOCTU TUTIOHATPU -
emuu. JIoKJ1aquuK pacckasaji O MPUHIIUITAX TMaTHOCTUKU
U JICUCHM ST, TONEIICS COOCTBEHHBIM YHUKAIbHBIM OIbI-
TOM HaOmoneHus 3a 6ojee yeM 200 marmeHTaMu 1 IIpe-
CTaBWJI OPUTUHAJIBHBIN alTOPUTM OOCJIEIOBAaHUS 1 BEJIe-
HUSI OOJIBHBIX C OCTPOI MOpGhUpPHUEH.

H.A. CynoHeBa, K.M.H., C.H.C. OTIEJIeHUsI peaHuMa-
mun 1 nHTeHcuBHOM Teparmun @I'BY HIIH PAMH, mroz-
poOOHO pacckaszajia 0 CUMITOMATUKE MOpaXKeHUs IEHT-
palbHOUM U TepudepruIecKoil HEPBHOM CHUCTEMBI IIpU
nopdupuu, o kaaccuduxkauuu noppupuu, ee Tpex Gop-
Max: BEreTaTUBHOI, MOTOPHO-CEHCOPHOW M MOTOPHOM,
00paThB BHUMAaHWE Ha TO, YTO TTOpUpPUITHAS TTOIMHEHPO-
MaTusi BCTpevyaeTcsl B MOJABJISIONIEM YUCTIE CIIy4aeB OCT-
pbix aTak mopdupun. OcodeHHOCTh TOPOUPUITHOI TTOTU-
HelponaTuu 3aKJo4YaeTcs B MPEUMYIIECTBEHHOM
nopaxkeHU BEpXHUX KOHEUHOCTe! B 1e010Te OCTpOIi aTa-
KU, 4aCTO C BOBJICYCHUEM B TIEPBYIO OUEpeIb MPOKCUMAITb-
HBIX OTIEJI0B KOHEYHOCTEI, IPU 3TOM BO3MOXKHA acUM-
METpUsl KJIMHWYECKMX TNposiBaeHuil. Ha pasBepHyToit
craguy 3a001eBaHMS B TTATOJIOTUYECKUI TTPOIIECC BOBJIE-
KaloTCsl BCE YEThIPE KOHEUHOCTH C (POPMUPOBAHUEM TPY-
ObIX Mape30B BILIOTh OO0 Mapajiuyeii, mopaXeHUueM Oyib-
OapHOI, TYJOBHUIIHONM M JbIXaTeJIbHOW MYCKYJIATyphl.
Takoil CMMNTOMOKOMILIEKC MOXET HaOJogaTbCs MpU
OCTPHIX TTOJTMHEUPONATUSIX IPYTOi TIPUPOIBI, TAKUX KaK
cuHapoM IuiteHa—bappe (ayroMMMyHHasi, BCTpeuyaeTcs
yallle BCero), MoJMHERponaTys Mpu OTpaBICHUY TaJlLTUEM
WJIM CBUHIIOM, MHOXECTBEHHAsI HEWpomnaTHs MpU BacKy-
ymtax. B konue cBoero BeicTyruieHnst H.A. CyroneBa
MOJYEepPKHyIa, YTO B OCHOBE IMarHosa IopdupuitHOR
MOJIMHEHPOIaTUK JIEKUT TIIATeJIbHO COOpaHHbINA aHaM-
He3, C YTOYHEHHEM IMPEAIIECTBYIONIUX PA3BUTHIO MBIIIEY-
HOI1 c1abocTu 3MM300B 00Jieli B 001aCTH XUBOTA HEsIC-
HOI 3THOJIOrUH, (paKTa AMaTHOCTUYECKUX XUPYPTUIECKUX
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BMEIIATEILCTB, BRIICHEHNEM XapaKTEPHBIX I TTOPhUPUT
MPOBOLUPYIOMINX (PAKTOPOB, a TAKKE BBISIBJICHUEM OJTHO-
r0 U3 SIPKUX CUMIITOMOB JAHHOI'O 3a00JIeBaHUSI — U3Me-
HEHMSI LIBeTa MOUYH (OT PO30BOIro A0 KPaCHOBAaTO-0ypOro).
Crenytomuii 1oKian ObUT IMOCBSIIEH WHTEHCUBHOMN
Tepanuu OOJBHBIX TTOpdUpHeii, HAXOOIIINXCSI B KPUTH -
yeckux coctosgHusx. Ero npencrasun K.B. fAuxos, co-
TPYAHUK OTACICHUS aHECTE3MOJOTUU U PEaHUMAaTOJIOT U
I'HII PAMH. On noaeaniicst OIBbITOM CBOETO OTIEJIEHUST
T10 TAKTUKE BeEeHUS OOJTbHBIX peaHMMalIMOHHOTO TTpodu-
JIsl, TOAPOOHO OCBETUJI OCOOEHHOCTU PEXMMOB MCKYC-
CTBEHHOI BEHTWJISILMU JIETKUX, IPUHIIMIIOB UH(DY3UOH-
HOW Tepanmuu W HYTPUTUBHOM Tmoamepxku. Ocobo
JIOKJIATYUK OCTAHOBWJICS HA TEXHUKE TTOCTAHOBKY MUKPO-
racTPOCTOMBI y TIALIMEHTOB C JUIMTEJIbHO COXPaHSIOIUMU-
Csl HapylIEHUSIMU TJIOTaHUsI, ObLT MPOAECMOHCTPUPOBAaH
BugeopparmeHt. K.B. fAukoB mnpeacraBuil ayauTopuu
YHUKAJIBHBIN OITBIT JiedeHNsT 10 TTallMeHTOB C TSLKEICHTIN -
Mu hopmaMu TTOpPUPUIAHON MOJUHEPONATUH, COIPO-
BOXIAIOIIMMUCS BTOPUYHBIMU MHMEKIIMOHHBIMU OCI0X-
HEHUSIMU U KaxeKcueid. boJbIIMHCTBO OOJIbHBIX YIAI0Ch
cractu Ojarogapsi OTPOMHBIM YCUJIUSIM U CIaKEHHOMU
pabote Bcex cayx6 'HII PAMH. Jlokian 6bU1 HArJISITHO
WLTIOCTPUPOBaH (oTorpacdusiMy NallMeHTOK Ha MOMEHT
MOCTYILJIEHUS B OTIEJE€HME U Ha 3Tare BOCCTAHOBJICHUS.
BricTynatonumii moguepKkHyJsI, 4TO 3aTpaThl Ha BedeHUE
OOJIbHBIX HA TAKMX 3aITyIICHHBIX CTATUSIX MUCUYUCIISIOTCS
MUWJUTMOHAMU PYOJIeii, ITPY 3TOM IJIABHOM MPUYMHOI CTOJIb
TSIKEJIOTO COCTOSIHUS SIBJISIETCSI HECBOEBPEMEHHAs THa-
THOCTMKA W OITMOOYHAs TAaKTUKA JIeYeHUS B Ie010Te.
3apepiwia psa BeictyrieHuit HO.B. PsOunkuHa,
K.M.H., ¢.H.c. HIIH PAMH. Ona npeacraBuia nBa Hanoo-
Jiee SIpKUX CIydast — OCTpoii repemMexkaroiieiicss noppupun
W HaCJIENCTBEHHOW KOIMporophupnuu, HaOTIOIaBIITNXCS
B OTAEJICHUM peaHUMAaIlM M THTEHCUBHOM Tepanuu. beuim
U3J10KeHbl OCHOBHBIE aHAMHECTUYECKIE JaHHbIE, OMMCaHbI
9Tarnbl pa3BUTHS 3a00J1€BaHUsI, CJIOXXKHOCTU TMATHOCTUKM,
OTIBIT YCTICTITHOTO JiedeHus. [1pencraBieHHbIe BUACO3aH -
CH, cIeJaHHBIC IO U IOCTIe JICUCHUST OMHON 13 OOJBHBIX,
BBI3BaJI OCOOBI MHTEpPEC ayIUTOPUN, UMEBILIEH BO3MOX-
HOCTb YOEAUTHCSI B TOM, UTO JaXXe TaKoe Tskesioe 3ab0s1e-
BaHUe, MPUBOJSIIEe B OTCyTCTBUE Tepanuu B 90 % ciiydyaeB
K JIETAJIbHOMY MCXO/Y, MOXKET 3aBePIIAThCs OJ1arOIOydIHO

TPY CBOEBPEMEHHOM U a[IcKBATHO IMPOBEIEHHOM JICUEHHU.
[O.B. PsabunkuHa momyepkHya, 4T0 KpoMe TPUMEHEHUST
NaTOreHEeTUYECKOM TepalMyu OCTPOM aTaku, K KOTOpPOM
OTHOCATCS Tpernapathl reMuHa (HopMocaHr), onHUM U3
OIPEEISIONINX YCJIOBUN YCTIEIITHOTO JICUEHMST SIBJISIETCST
CTpOroe CJIe0BaHNE CITMCKY 3aIlpellieHHbIX TTpernaparos.
DT1a nHbOopMalsI HAXOAUTCS B CBOOOIHOM JIOCTYIIE Ha MH-
tepHeT-caiitax (http://www.porphyriafoundation.com/drug-
database, http://www.drugs-porphyria.org/, http://www.
wmic.wales.nhs.uk/porphyria_info.php u 1p.) 1 mocTossHHO
OOHOBJISIETCSI.

ITocne oduLManbHBIX BEICTYIICHUI COCTOSIACH U~
TeJIbHasl OXWBJICHHAs! TMCKYCCHSI, B KOTOPOM TPUHSIIN
yyacTtue Tipecenareb KOHGEpPEeHIIMU U MOKJIaTuuKu,
PYKOBOJIUTEJIb OTACIIEHUS CKOPOU MEAUIIMHCKOUN TTOMO-
11U, TOJIMOPraHHOM MaTOJOTUM U TeMOaln3a C TPYInoi
peonorun kposu 'HI[ PAMH n.m.H. JI.C. Buprokosa,
npencenareab OHMB mpod. C.C. HukutuH, raBHBIN
HayJIHBI COTPYIHUMK 3-TO HEBPOJIOTUYECKOTO OTAEICHUS
HIIH PAMH npod. JI.A. KanamHukoBa, crieluaanucThbl
n3 Cankr-Iletepoypra — npod. M.J. PymeHKO, K.M.H.
E.I. [Tumuk u ap. Kosuteru couuiuch BO MHEHUU O YPE3-
BBIUATHOM BaXKHOCTH TOBBIIICHUST UH(POPMUPOBAHHOCTHU
Bpaueil pa3HbIX cieMaIbHOCTEN (HEBPOJIOIrOB, XUPYProB,
YPOJIOTOB, TMHEKOJIOTOB, aHECTE3UO0JI0I0B, IICUXUATPOB),
Kacaroleics oCoOOeHHOCTEN KIMHUYECKUX MPOSBICHUN
nophupru, a TaKKe 0 HeOOXOOMMOCTU BHEIPEHUS B Py-
TUHHYIO IPaKTUKY Ka4YeCTBEHHOTO omnpeaesieHust mopdo-
OMJIMHOTEHA C peakKTUBOM DpJiiuxa, ce0eCTOMMOCTb MPO-
BEJICHUSI KOTOPOTO HUYTOXKHA TI0 CPABHEHMIO C 3aTpaTaMu
Ha JIeYeHUE B «3alyLICHHBIX» ClIydasiX. bbuio oTMeueHo,
YTO Meped AMarHOCTUYECKUMU U XUPYPIUYECKHMMU BMe-
IIaTeJIbCTBAMM B Cllydasix aOJOMHUHAIbHOTO CHHApOMaA
HESICHOTO TeHe3a HeoOXOAMMO M30eratb NMpUMEHEHUS
Mop(hUPUHOTEHHBIX JIEKAaPCTBEHHBIX TIpernapaToB, a I
MPOBEACHMST HApKO3a UCMO0JIb30BaTh TOJBKO Oe30IacHbIe
MeIWKaMEeHThI (IUIPYBaH, TPOMENOJ, 3aK1Ch a30Ta, (heH-
TaHWUJ), ¥ 9TO TOJDKHO CTaTh TIPABUJIOM.

YyacTHUKY KOH(DEPEHIIMU C OOJTBIIIMM UHTEPECOM TpOo-
CIyLLAIM TOKJIaIbl ¥ TTOAIEpsKaI UICHO ITPOBEIECHMUS TTOI00-
HbIX MEXIMCLMIUTMHAPHBIX MEPONPUSITUIA B OYIyILIEM.

Anna Xopowyn

HopwmocaHT® (reMuH) — JledueHUe OCTPOi TIeueHOYHO# mopdupun. Teniepb nocTyrneH u B Poccun!
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AHrno-pyccKuil monKoBblil cNoBapb
Haubonee ynompebumenbHbiX Heiipohusuonoruyeckux mepMuHoB*

Yactb I: A-D

A wave = A-poana. YCTONYUBBINA CyMMapHBIiA ITOTEHLM -
ajl NeCTBUS MBILILLI B OTBET Ha CyOMaKCHMMAaJbHYIO
BJIEKTPUYECKYIO CTUMYJISIIIMIO HEepBa; 4acTO McYe3aeT
TP CyNpaMaKCUMaTbHON CTUMYJISIIIMK. A-BOJTHA OOBIY-
HO BO3HUKAET Iepel F-BOJIHOI 1 MMeeT MOCTOSIHHYIO
JIATEHTHOCTD, TAKXK€ MOXKET BO3HUKATh 1 TIOCIIE Hee; 110
aMIUIMTYle coBmagaeT ¢ F-BoiHOI, HO oTIMYaeTcs oT
TOCJIeTHE M MTOCTOSTHHOM TaTeHTHOCTHIO. A-BOJIHA — pe-
3yJIbTAT IATOJOTMYECKUX MOBTOPHBIX 3(arTUYeCKUX
HMMITYJIbCOB B HEPBE WJIM MECTaX aKCOHAJIBHOTO BETBJIE-
Hus. Panee ncnob3oBaBIecs TePMUHBI «aKCOH-ped-
JIEKC», «aKCOH-BOJIHA», «AKCOH-OTBET» BBIIIUIU U3 YIIO-
TpeOacHUS.

Absolute refractory period. Pedpakrepnbiii nepuo.
OO6muii TepMUH, OOO3HAYAIOIINIA TIEPUON BPEMEHH,
caeayromuii 3a moreHuuaaoM neiicteus (I1]1), B Teue-
HUE KOTOPOrO HUMKAKOe pa3ipakeHue He CIOCOOHO
BO30yIUTh MEMOpaHY 1 BBI3BaTh OYepeIHOI OTBET. AD-
COJIIOTHBII pedpaKTepHbIii MEPHOA — TIEPUOI BPEMEHHU,
ciaenytomuii 3a I11, B TeueHHE KOTOPOrO HUKAKOM CTU-
MYJI, BKJIIOYasd CaMblil CUJIbHBIMA, HE MOXET BbI3BATh
otBeT. Relative refractory period = omuocumensmoiii pe-
@pakmepHblil nepuod — TIEPUOJ BPEMEHU, CIICTYIOIINIA
3a [1[1, korna 1jis mojiydeHus OTBeTa TPEOYeTCsI CTUMYJT
ype3mepHoit cuibl. Functional refractory period = ¢gynk-
YUOHANBHBLIL pehpakmepHblil nepuod — TIEPUOJl BpDEMEHU,
caenyrommii 3a I1, B Teuenne Koroporo 2-i I/l He
cnoco0eH BO30yIUTh JaHHYIO 00J1aCTh CTUMYJISILIUM.
Accommodation = akkomogamma. B Heitpodusuoso-
I'MU: TIOBBIIIEHNE TTOpora TpaHCMEeMOpaHHOM JeroIsi-
pU3alu, HEOOXOAUMOTO JIJIS TeHepalMM cliaiika B TeX
CIyJasix, KOrma MMeEeTCs] MeIJICHHasT NEeToJIsSIpu3aliust
I TIOAJAEPKMBACTCS TTOATIOPOTOBAS NETIOISIPU3ALIUS.
Accommodation curve = xpupast aKKOMOJAIMH = KPH-
Bas CWJIA, JUIUTENLHOCT. D(D(HEKTUBHOCTD pa3apakKuTe-
i1 (7IEKTPUYECKOTO UMITYJIbCa) 3aBUCUT HE TOJIBKO OT
CWJIBI, HO 1 OT BpeMEeHU ero aeiicTBus. Crita pa3apaxu-
TeJIs1 HAXOAUTCS B 00paTHOM 3aBUCUMOCTHU OT JUIUTE/Ib-

CTaBJICHUSI OTHOIIEHUSI MEXIYy MHTEHCUBHOCTBIO (OCh
OpAUHAT) U JJIUTEJIbHOCTBIO (OCh a0CLIMCC) TOPOTOBOTO
3JIEKTPUYECKOTO CTUMYJIa MBIIIIIBI WU HepBa. MUHM-
MaJIBHYIO CUJTy pa3IpaXkKUTesisl, BhI3bIBAIOIIYIO BO30YXK-
JIeHUe, Ha3bIBalOT peobasoil (rheobase). HanMmeHsbliee
BpeMsl, B TeUEHHE KOTOPOro JA0JIKEH JAefiCTBOBATh pa3-
JpaXkuTeslb CUJIol B 1 peobasy, 4TOObI BEI3BATh BO30YK-
JIeHUEe, Ha3bIBAIOT NOAE3HbIM @pemeHem. Xpowakcus
(chronaxy) — MUHUMaJIbHOE BpeMsl IEeCTBUS pa3apa-
Xutenst B 2 peobas3bl, HEOOXOAUMOE JIsI TOrO, YTOOBI
BBI3BaTbh BO3OYXIECHUE.

Acoustic myography = akycrnueckas muorpadms. Pe-

TUCTpAIIUs U aHAIU3 3BYKOBOTO CUTHAJIA MPY COKpalle-
HUW MBIIILbI. AHAIW3 BO3MOXEH MPU COKpALIEHUU
MBIIIIBI B OTBET Ha CTUMYJISILIUIO COOTBETCTBYIOIIETO
HepBa WIX TPU TTPOU3BOJILHOM YCUIIH.

Action potential = norenuman neiicreus (I1]T). Kopor-

KU 371eKTPUIEeCKUIA NOTEHILMAd, PACIIPOCTPaHSIFOLIUIA-
¢s1 110 MeMOpaHe OIMHOYHOI'O HEPBHOTO WJIM MBIIIIEYHO-
ro BosiokHa. [1J] BO3HMKaeT Mo MPUHLMITY «BCE WIU
HUYETO» U MOIBJISIETCs, KaK TOJIbKO CTUMYJI JOCTUIraeT
IIOPOTOBOI BEJMYMHBI WK mpeBbiinaer ee. 11 nmeer
MOCTOSTHHYIO aMIUTUTYyny u dopmy. Cm.  motor until
ponential (MUP), compound muscbe action potenial)
CMAP).

Activation = axtusauus. 1) B pusuonoruu: oo61IMii TEp-

MWH, 0003HavaloIii THUIIUAIIMIO TIpoliecca; 2) Mpo-
LIECC PEKPYTUPOBAHMS ITOTEHIMAIOB IBUTaTEIbHBIX
eauHul. Cujia MBILIEYHOTO COKPALECHUS OIPEAEISIeTCSI
YIICJIOM JIBUTATEJIBHBIX €AMHUIL M YaCTOTOM X PEKPYTH-
poBaHUs.

Activation procedure — npouenypa aktupamui. MeTor,

WCIIOJIb3YeMBIN 11 BBISIBICHUS AedeKTa HEpBHO-MBI-
LLIEYHOM TIepeaadyu IpU ee TeCTUPOBaHUM YacToToit 3 TiI.
OObIUHO TIOAAEPKAHWE MPOU3BOJIBHOIO MbIIIEYHOTO
YCUJIMSI UCTIONB3YETCS IJISI TTOJydeHMsT 00JerYeHrs UIn
MOCTAaKTUBALIMOHHON aenpeccuu. Takke cM. fefanic
contraction.

Active electrode = aktuubiii aexktpoa. To xe, uTo uc-
caedyrowuil 31exmpod (CHHOHUM).

HOCTHU ero AeicTBus. Ipaduuecku aTa 3aKOHOMEPHOCTh
BBIpaXkaeTcsl KpuBoii Belicca — rpadudeckoro mpen-

*B ocHOBY cJioBapsi MOJIOXKEH OOLLIEeNOCTYITHbII TepMUHOIOrMYecKuii nepeyeHsb (Muscle nerve, 2001), npeanoxkeHHbIH AMEPUKAHCKOM accolpanueit
aJIeKTpoararHocTuieckoit Memuimtbl (AAEM). Hacrosiiias my6imkaiust HarpasieHa He TOJIbKO Ha BBeACHHE eIMHO00pa3us B TIOHUMaHUU Hepo-
(buzmonornyecKux sIBIeHUH, OHa TAKKe TPU3BaHa 00JIErYUTh YTEHNE U HAMMCAHNE HAyYHBIX CTaTell aBTOPaMU, ISl KOTOPBIX aHTIMMCKUI SI3bIK SIBIISI-

eTcsl tHocTpaHHbIM. HacTostiast Bepcust ciaoBapsi noaroronaeHa npod. C.C. HukutunbiM, ipod. B.I1. KomaHieBbiM 1 1.M.H. A.JI. KypeHKOBbBIM.
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Acute inflammatory neuropathy = octpas, monodas-
Has noJmHeiiponaTus. XapakTepu3yeTcst IIEPUOIOM ITPO-
IPECCUPOBAHMS 0 Pa3BUTUS MAKCUMAIbHBIX KIIMHUYEC-
KVX ITPOSIBJICHUH B TeUeHUe 4 Hell OT Havasia CHMITTOMOB.
Yarie BCero MMeeTCsl BOCXOISIIMIA THIT pacipoCcTpaHe-
HUST CCHCOMOTOPHOI HeliponaTuu. DyeKTpoMuorpadust
OOBIYHO BBISBIISET MPU3HAKU IEeMUCIMHU3ALUN, HO
TaKKe MOXKeT HaOJIIOIaThCs BOBJIEYEHHE aKCOHATTbHOTO
CTEPXKHSI.

Adaptation = apanramus. INageHue 4acToThl pa3psaIOB
CIaiikoB, 0OBIYHO PETUCTPUPYEMBIX B CEHCOPHBIX aKCO-
Hax B OTBET Ha ITOCTOSTHHYIO CTUMYJISIITUIO HEpBa MeJI-
JIEHHO HApaCTAOIINM WJIM CIIA0BIM ITOCTOSTHHBIM I10
cuJIe pas3IpaxeHneM.

Ademg — aGGpeBuatypa 111 METOIA ABTOMATUYECKOM
JEKOMITO3UIIMOHHOM 3JIEKTPOMHOTPa®HH, KOMITBIOTED-
HOTO METO/IA BBIIEJIEHNS OTAETbHBIX TTOTEHIINAIOB [IBH-
raTeJIbHbIX eAMHUI] U3 MHTEP(PEPEHIIMOHHOM KPUBOIA.

AEP — a66peBuatypa 1151 METOIA BBI3BAHHBIX CIIYXOBBIX
MOTEHLIUAJIOB.

Afterdischarge = nocaepaspsan. 1) nponomxaromasics
reHepanus B HeiipoHe, aKCOHE MJIM MBIIIEYHOM BOJIOK-
HE Cepyy MOTEHLIMAIOB IEWCTBUSI Y3Ke ITOC/Ie OKOHYAHUS
JECTBUS aKTUBUPYIOIIETO CTUMYJIA; 2) MPOI0JIKAIOIIa-
sicsl TeHepaIus TOTEHIINAIOB NeCTBHSI MBIIIIIIBI TTOCTe
MpeKpaIIeHs TTPOU3BOIBHOIO YCUIINS, HAIPUMED TIPU
MHUOTOHUMU.

Afterpotential = nocaenorenuman. [oreHiman Memopa-
HBI MEXIy MOMEHTOM OKOHYaHMS CTaiika U BpeMeHeM
ITOJTHOTO BOCCTAHOBJIEHMSI IO YPOBHSI MICXOIHOTO MTOTEH-
1Maja MmoKosi MeMOpaHbl. B 3aBUCUMOCTH OT BpeMeHU
aHaJM3a MeMOpaHa B 3TOT MEPUOJ MOKET HAXOIUTHCS
B COCTOSTHUU JETIONISIPU3AIIMH YT TUTISPITOJISIPU3AIINH.

Akinesia = akune3us. 3anep:xka Hauaaa MPOU3BOIBLHOTO
JIBIUKEHUsI, 0OBIYHO HaOmromaemasi mpu 0oje3nu Ilap-
KMHCOHA. YacTo ucnosb3yercs Kak CHHOHUM 0paduxu-
He3ul.

Amplitude = avimryna. [TpyMeHNUTETBLHO K MOTEHIINA-
JIy neuctBus (1) — MaKcUMaslbHash pa3HUIla HaTIpsKe-
HUSI MEXKIY IBYMSI TOYKaAMH, OOBIYHO MEXTY U30JIMHHUEH
Y TIMKOM WJTM MEXIy OBYMsT TMKamu. s ymoGcTBa
AMIUIMTYy TOTEHLINAJIOB C HAdaJIbHBIM HETATUBHBIM
OTKJIOHEHHEM OTHOCHUTEJIbHO W30JIMHUU, HAIPUMEp
CYMMapHBIV I MBIIIIIBI, AHTUAPOMHBIN I CEHCOPHOTO
HEepBa, U3MEPSTIOT OT M30JIMHUY 10 MAaKCUMAaTbHOMI TOY-
KM HEraTUBHOTO OTKJIOHEHMS. B IpOTHBOIOIOXHOCTD
3TOMY aMILIUTYIy CyMMapHOIO CEHCOPHOTO I HepBa,
MOTeHIMada IBUraTeIbHON EIWHMIIbI, MMOTCHLIMAIA
bUOPMIISAIINN, TTOJIOXKUTETLHOM OCTPOIA BOJIHBI, TTOTCH-
upaa (pacUuKyIISLINAA ¥ IPOYMX TOTEHLINAIOB U3MEPSI-
10T OT MAKCUMAJIBHOM TOYKH ITO3UTUBHOTO OTKJIIOHEHUS
JI0 MaKCUMAaJIbHOM TOUKU HETaTUBHOIO OTKJIOHEHUSI.

Amplitude decay = yruetenue (naneHve) aMIIATY/IbI.
CHuxenue (B %) aMmumuTynbl M-oTBeTa MU cyMMap-
HOIO MOTEHILIMAala ACHCTBUS CEHCOPHOrO HepBa Ipu
COTOCTaBJICHUU PE3YIBTATOB CTUMYJISILIMK ABYX TOYEK

Hepsa. YrHereHue (magenne) = 100 X (aMmmTyaa nuc-
TaJIbHO TOUKM — aMIUIUTY/Ia MPOKCUMATbHON TOUKM )
/aMIUIMTYAa AUCTalbHOM TOUKU. [1o/Ie3HO IIpU OLieHKE
0;10Ka MpoBeIeHNs. AHOMaJIbHOE YTHETeHUE (MaJaeHUe)
aMIUTUTYIbl 0e3 yBeJIUYeHUs] BpeMEHHOW IUCTIepCUn
MOTEHIIMAJIa MOXET OBITh pe3yJIbTaTOM OJIOKa IIPOBE-
JIeHUS.

Anodal block = anonuwiii 610k nposenenns. JJoKaabHBII
OJIOK TIPOBENICHYSI TI0 HEPBY, BRI3BAHHBIM TUITEPIIOJISIPU-
3anueit MeMOpaHbl Tiof aHoaoM. He BcTpewaercs ripu
CTaHJAPTHBIX KIIMHUYECKUX UCCIICIOBAHUSIX.

Anticholinesterase = antTuxoimnacrepasa. JIio6oe Be-
LIECTBO, MOJABJISIONIEe AKTUBHOCTh XOJTMHACTEPa3bl —
(bepMeHTa, pazpymiaroniero HeipoMeaaTop aleTHIIX0-
JIMH. AHTUXOJIMHACTEPa3HOM aKTMBHOCTBIO 00JIafaloT:
ITUCTUTMWH, KaJJUMWUH, HEOCTUTMUH, TTMPUIOCTUTMUH,
MPO3ePUH, TEH3WIOH, (GDU30CTUTMUH U JIp.

Anode = anon. Ha cTumyupyIoieM 31eKTpoie TOT0XM-
TEJIbHBII MTOJII0C UCTOYHMKA TOKA.

Antidromic = anruapomnsiii. [IpoBeieH1E UMITYIBCA TIO
HEpBY B HaIlpaBJIEHUU, IIPOTUBOIIOJIOXHOM (DU3HOJIO-
TMYECKOMY pacIlpoCTPaHEHUIO MMITYJIbca, HarpuMep
IIPOBEACHKE I10 MOTOPHBIM BOJIOKHAM HepBa B HaIlpaB-
JICHUU OT MBIIILBI, IIPOBEICHNUE IO CEHCOPHBIM BOJIOK-
HaM HepBa B HaIlpaBJeHUHU OT CIIMHHOTO MO3Ta.

Artifact (taxxe artefact) = apredakr. DeHOMEHBI,
TreHepUpyeMble OMOJIOTUUECKUMU U HEOMOIOTUYECKU -
MU UCTOYHMKAMU, HE SIBISIOLIMMUCS 1EIbI0 MCCIIe-
noBaHUs. Apmegakm paszdpaxcenus (cmumyaa) — pe-
3yJIBTAT PAcPOCTPAHEHUS CTUMYJIUPYIOIIEro TOKa 1Mo
KOXe [0 MECTa pAaCIIOJIOXEHMSI PEerMCTPUPYIOLIEro
3JIEKTPOIA U 3a7epkKKa BO3BpaIlleHUs KPUBOM K M30-
JIMHUM, KOTOpasi 3aBUCUT OT XapaKTePUCTUK (DUIIBT-
poB. ApTedakT pa3apaxkeHus MpeaIIecTByeT U Ha-
KJIaAbIBAETCS Ha aHaJIU3UPYEeMbId IMOTEHLIMAJ.
Apmecghakm Osuicenus — UBMEHEHUE PETUCTPUPYEMOI
aKTMBHOCTH, BBI3BAHHOE CMEIIIEHUEM PEruCTPUPYIO-
IIHAX JIEKTPOIOB.

Asterixis = acrepukcuc. HepurMuuHble aCHMMETPUYHbIE
HEIIPOM3BOJIbHBIC JABVIKECHMSI WJIM IONEPrUBaHUS IIPU
TOHMYECKOM HaNpsDKeHUU MBI, CBsI3aH ¢ BHE3AITHBIM
KPaTKOBPEMEHHBIM TaJIcHUEeM TOHYCa MBIIIILI, TOIep-
SKUBAIOLIKUX OIpPEIEICHHYIO 103y, U II03TOMY BHEIIHE
HallOMUHAET HEPUTMUYHBIA TPEMOP, HAIIPUMeEp, TTOSIB-
JISSIOIIMICS TIpU BBITITUBAHUM PYKW W pa3rMOaHUM
kuctu. Yepes HECKOIbKO CEKYHI TTOCJIe BBITATUBAHUST
PYKU IOSIBJISIIOTCSI Pe3KUe €€ TOAEePIUBaHUSI C ITOCTIELY-
IOILMM OBICTPBIM BO3BpallleHUEM B MCXOIHOE I10JIOXKE-
Hue. Takue ke IoaepruBaHus MOSBISIOTCS IIPYU TOHM -
YECKOM HAMPSKEHUU JIIOOBIX APYIMX MBI, B TOM
quciie s3bIKa, a B TSDKEJIBIX CIIydasix Jaxe Mpu Mpou3-
BOJIbHBIX ABMIKEHMSIX KOHE4YHocTeil. Perucrpupyercs
TOJIBKO IIPY ITPOM3BOJBHOM YCWJIMM, OOBIYHO MMEET
HeperyJISIpHbIA MaTTepH, HO TMOCIEIHUI MOXET ObITh
M PUTMUYHBIM, U B 3TOM CJIyyae €ro JIerKO CIyTaTh
C TPEMOPOM.
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Atrophy = aTpodusa. HapynieHre nutaHus, Npr>KU3HEH -
HO€ yMEHbIlIeHHWE pa3MepoB (00beMa) OpraHoB WU
TKaHel XXUBOTHBIX U yesioBeka. [IposiBisieTcst yMeHbliie-
HUEeM B pa3Mepax KakKoro-jiuoo opraHa (Mau TKaHM),
JneUIUTOM Macchl Tea.

Ataxia = arakcus. Hapymienue koopauHaiuy JBUXe-
HUI1; OMHO U3 YacTO HAOJII0JaeMBbIX PACCTPOMCTB MOTO-
pukn. Cuia B KOHEUHOCTSIX MOXKET OBITh COXpaHEHa
TTOJTHOCTBIO, OTHAKO JBVDKEHUST CTAHOBSITCST HEJTOBKMMMU,
HETOYHBIMU, HapyIIAIOTCS WX TOCIENOBATEIbHOCTD,
paBHOBecHe TIpU CTOSTHUM U Xonb0e. CrielupuiyecKuMu
TPU3HAKAMU SIBJISTIOTCSI TUCMETPUST U TUCIUATOXOKUHES.
Boimensior ciemylonie TATIBI aTaKCUU: CEHCUTUBHAS,
WU 33HECTOI00Bast (aTaKCusl TIPU HApYIIEHUU TIPO-
BOJJHUKOB TJyOOKOMBIIIIEUHOW YYBCTBUTEIBHOCTH);
MO3XEUKOBasl (aTakchsl MPU MOPAKEHUU MO3XKEUKa);
BeCcTUOYIsIpHAs (aTaKCHsI TIPU MOpaXkeHUH BeCTUOYIISIP-
HOTO arrapaTa); KOpkoBas (aTakcusi Mpy MOPakeHUn
KOPBI JOOHOM WJIM BUCOUHO-3aThIJIOUHOM 00J1aCTH).

Auditory evoked potentials (AEP). Brispantbie ciy-
XOBBIC TTOTEHIIVAJIBL.

Averager, signal averager = ycpemamress. [Tpu6op, mos-
BOJISIFOIIMI TIPU HEHPOPU3NOIOTMISCKIX UCCICTOBAHUSIX.

Averaging = ycpennenue. MeTo1 BbLIETIEHUSI CUTHATIA U3
myma. Hanpumep, Korna aMruinryia BeI3BAHHBIX TOTEH-
uranoB (BIT) 3HauMTeNbHO MEHbBIIE, YeM aMIUIMTYIa
¢oHoBoOIT akTUBHOCTU. C MOMOIIBIO KOMIIbIOTEpA I10-
cienoBareabHO cymMupytoT BIT oTBera, cinenyroniue 3a
pazapaxureneM. B pesynbrare ammutyna BIT yBennuu-
BaeTCsl MPOIMOPIMOHATBHO YHUCTy HAKOTIJICHUHA.

Axon = akcon. Heiiput, 0ceBoi LIMIMHIP, OTPOCTOK HEPB-
HOW KJIETKH, [0 KOTOPOMY HEPBHbBIE UMITYJIbCHI UITYT OT
TeJa KJIETKH (COMBI) K MTHHEPBUPYEMBIM OpraHaM U JIpy-
TMIM HEPBHBIM KJIETKaM.

Axon reflex = akcon-pedexc. CM. A-6011a; NCTIONB30-
BaHVE TEPMUHA HEXeJaTeJIbHO, TaK KaK B TeHepaluu
¢deHomeHa HeT pediekca.

Axonal degeneration = akconanbhas nerenepanms.
HereHepaiust cerMeHTa repudepruIecKoro HepBa, I1c-
TaJpHEE Tesla HelipoHa.

Axonotmesis = akconormesuc. [ToBpexieHue HepBa,
XapaKTepU3yIolleecs: HapyIIeHUeM IIEJIOCTHOCTH CTEPK-
H$ aKCOHA U MUEJIMHOBOI 000JIOUKU MPY COXPAHEHHOMU
COEIMHUTENbHO-TKAaHHOU 000JIOYKE HEepBa, BEmyllee
K aKCOHAJIBHOM JeTeHepallii HepBa HIKE MECTA MOB-
pexneHust. CM. TaKKe Helponpakcust, Heiupommesuc.

Backaveraging = obparnoe ycpemmenue. YcpemHeHue
CUTHaJIa B TeYeHUE BBIOPAHHOTO BPEMEHU U C BELIOPAHHOM
SMOXOM aHaIM3a 10 MOMEHTa 3alycka HCCIIeTyeMOro
COOBITHSI, TIO3BOJISTIONIEE BHIIEIUTH U3 (POHOBOI 3amucu
JIOTIOJTHUTETbHYI0 MH(opManuio. Yaile MCroab3yercs
B 3JICKTpo3HLedatorpahuu.

Backfiring — paspsiibl B MOTOPHBIX HEPOHAX, BO3HMKA-
OIIIME ITPY aHTUIPOMHOM aKTHUBAIIM.

BAEP — a66peBuarypa, 0003Ha4a€T METOJ aHA/IM3A Bbl-
3BaHHBIX CTBOJIOBBIX CJIyXOBBIX ITOTEHIIMATIOB.

BAER — a66peBuarypa, 0603Ha4aeT METOJ aHAJIN3a BbI-
3BaHHBIX CTBOJIOBBIX CJIYXOBBIX OTBETOB.

Baseline = 6a3oBas, Hy1eBas aunus. 1) aKTUBHOCTD, pe-
TUCTpUpyeMast B OMOJIOTUIECKOM CUCTEME, HaXOIsIIIIeii-
cd B TTIOKOE; 2) MpsiMast Ha JUCITIee perucTparopa. JK-
BUBAJICHT U30AUHULUL.

Benign fasciculation potentials = norenumans 106-
POKaYeCTBEHHBIX (haCHUKYJISIMIA, TTOTCHIINAIbI (hacIi-
KYJISILMM, BCTpEYaIONIUecsT TPU HEMPOrpeCcCUPYIONINX
KJIMHUYECKUX CUHIPOMAX WJIM OTCYTCTBUM CUMIITOMOB.
TepMuH BbIIIET U3 YIOTPEOISHUS.

Bereitschaftspotential (BP) = mennenno-BosmoBoii
HeraTMBHbIIA MOTEHIUA, PETUCTPUPYEMBIH TTPH JIEKTPO-
sHIedarorpadun, IpeamecTBYIOIINI TPON3BOIEHOMY
nprkeHuo. Mmeer 2 ¢asel: BP1 1 BP2 i BP u NS'
(HeraTUBHBIN HAKJIOH).

Biphasic action potential = neyxdasnbiii notenmman
JIeiCTBHS, TTOTEHIINAJ, UMEIOIINI OTHY TIEPEeCeKaIOIIIyIO
U30JIMHUIO U, COOTBETCTBEHHO, 2 (ha3kbl.

Biphasic end-plate activity. Cm. end-plate activity

Bipolar needle recording electrode = ounonsipuwiii
Ur0JIbYATHIA PErUCTPUPYIOLIMIA JJIEKTPO, U3MEPSIET Pa3-
HOCTh MOTEHLUAIOB MEXAY OTOJICHHBIMM KOHYMKAMU
JIIBYX M30JMPOBAHHBIX IIPOBOJIOYEK, 3aKPEIUICHHBIX
B KaHIoJIe CTajbHOI UTJIbl. OroJeHHbIe KOHIIBI TIPOBO-
JIOYEK PACTIOJIaraloTcs Ha OJHOM YPOBHE CO CKOCOM
KaHIOJIM, KOTOpasi MOXET ObITh 3a3eMJICHA.

Bipolar stimulating electrode. Cm. Stimulating elec-
trode.

Bizarre high-frequency discharges = crpannwie pas-
psnbI BeICOKO# yacToTel. CMm. Complex repetitive discharg-
es (MCTIoNIb3yeTcs yallie) — KOMIUIEKCHBIE MOBTOPSIIOIIU-
ecsl pa3psiibl.

Bizarre repetitive discharges = crpannsie nosropsio-
mmecs paspsaasl. Cm. Complex repetitive discharges (uc-
IOJIb3YeTCsl Yallle) — KOMILIEKCHBIC ITOBTOPSIOIIMECS
pa3psibI.

Bizarre repetitive potentials = crpannbie nosTopsio-
mmecsa norennuansl. Cm. Complex repetitive discharges
(ucrosb3yeTcs Jaliie) — KOMIDICKCHBIE ITOBTOPSIOIIE-
CsI pa3psiIbl.

Blink reflex = muraremsubiii pedaexc. Cm. Blink responses
(ucronb3yeTcs yalle) — MUraTeJbHbIe OTBETHI.

Blink responses = muraresbubie otBeTbl. CyMMapHbie
noteHuuanbl aectus (I1/1) ¢ KpyroBoi MbILILIBI [J1a3a
B OTBET Ha KOPOTKOE JIEKTPUIECKOE NI MEXaHMIECKOe
pasnpaxeHue KOXH B 00JacTu MHHepBauuu 1-i (cyr-
paopOuTalbHOM) U pexe 2-i (MHGppPaopOUTaIbHOM)
BETBel TPOMHUYHOTO HepBa. BblaesiioT paHHUI UTICU-
JatepanbHBI cymMmmapHbii [11 (BoHa R1 ¢ maTeHTHO-
¢Thi0 0KOJ10 10 MC) 1 OunarepanbHbIi MO3MHUI CyMMap-
Heiit 111 (BomHa R2 ¢ nateHTHOCTBIO 0Koyio 30 Mc).
OOBIYHO TOJIBKO BoIHA R2 cBsI3aHa C BUAMMBIM COKpa-
IIEHUEeM KpPYroBOM MBIIIIIbI IJ1a3a. AHaJIU3UPYIOTCS
KOHMUTYpalus, aMIUINTyda, JJIUTeJIbHOCTh U JIATCHT-
HOCTb JIByX KOMIIOHEHTOB MUIaTeJIbHbIX OTBETOB B 3a-
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BMCUMOCTH OT MECTa OTBEICHUS M CTUMYJISIIIN. BOJTHBI
R1 1 R2 oTHOCSTCS COOTBETCTBEHHO K OJTUTOCUHATIITH -
YeCKMM U MOJMCHUHAINTUYECKUM pediiekcaM CTBoJIA
Mo3sra. AddepeHTHas Ayra COCTOUT U3 CEHCOPHBIX BO-
JIOKOH TPOMHUYHOTO HEPBA, a adepeHTHas Ayra pea-
CTaBJieHa MOTOPHBIMU BOJIOKHAMU JIMIIEBOTO HEPBA.

Blocking = 6nokupoBka (Ba). TepMuH, UCTONb3yeMBbIii
B 3JIGKTPOMMOTpadry OAUMHOYHOTO MBIIIIEYHOTO BOJIOK-
Ha JIUIST OTIMCAHMS BBITIAIEHUsT OJTHOTO WJIM 00Jiee KOM-
TMOHEHTOB MTOTeHIIMAJIA TPU MTOCIEI0OBATEbHOM ero re-
Hepauuu. Ecin oqHOBpeMeHHO BhITIagaeT 00Jj1ee 0OTHOTO
KOMITIOHEHTa, 3To cuuTaeTcs ba. OosuHo bi Habmona-
erca mipn mkurrepe ot 80 mo 100 mMkc. b gBmsgercsa
MPU3HAKOM HapyIIEHUsI HEPBHO-MbIIIEYHOU TIepeiaun
IIPpU MUACTEHUU U MUACTEHUYECKMX CUHAPOMAX; TAaKXKe
SIBJISIETCS] IPU3HAKOM JIeTeHEpallMi WU PEVHHEpBALUU
npu HeliponaTusx U muomnatusgx. ComyrcTBytomas b
MOXET OBITh PE3yJBTATOM PACHICTUICHUS] MBIIIEYHBIX
BOJIOKOH WJIM HapyILIEeHUsI [IPOBEICHMSI B aKCOHAIbHBIX
BETBJICHUSIX, ITOAICPKIBAIOIINX HECKOJIBKO MBIIICUHBIX
BOJIOKOH.

Brachial plexus = nnesesoe cunerenne. AnatoMuueckoe
CTPYKTYpHOE 0Opa3zoBaHue, GopMUpyeMOe CIIMHHOMO3-
roBbiMu Kopewmkamu C5-T1. PaznuuaioT HagKIouYny-
HYIO M TMOJK/IIOUMYHYIO YaCTU IIJICYEBOTO CIUIETEHMSI.
HankmounaHas yacTh pacrionaraercs B 00KOBOM Tpey-
FOJIbHUKE LIeU, a IMOAKIIOYMYHAS — B IOIMbILICYHOM
siMKe. HepBBl IUIEUEBOTO CIUIETEHUS WHHEPBUPYIOT
KOXY BepXHell KOHEUHOCTH, a TAKXKE €€ MBIIIIIIBI.

Bradykinesia = opamuxunesus. O61ast 3aMeLIEHHOCTD
JIBUKEHU I TPU TTIOPAXKEHUU SKCTPATTUPAMUIHOM CUCTEMBI.

Brainstem auditory evoked potentials (BAEP) =
aKyCTHYECKHE CTBOJIOBbIE BbI3BAHHbIE MOTeHUIAbI. Cy0-
MUKPOBOJTHOBBIE KOPOTKOJIATEHTHBIE CJTyXOBBIE BHI3BAH-
HbI€ ITOTeHLIMAJIBI, ITOJIydaeMble CO CKaJlbIla, IIPU 00JIb-
oM ycpenHeHuu (10 1500—2000). B HopMe cocTosIT U3
7 TIO3UTUBHBIX MHUKOB, 0003HAYAaEMbIX JIATMHCKUMU
mdpamu ot | no VII; mossnsitorest B Teuenue 10 Mc
IOCJIe IIPEIbSABICHUS pa3apakKeHus.

BSAPP (brief, small, abundant, polyphasic poten-
tials) — ac6pesuarypa, ucromb3yemasi [ OMMUCAHUS
TaTTepHa HACBIIIEHHOTO PEKPYTUPOBAaHUS U3 KOPOTKHX,
HM3KOAMITIUTYIHBIX, MOIK(a3HbIX TOTEHLIMAIOB ABUTa-
tenbHbIX enuaul (IT1E), perucrpupyeMoro ¢ y4yetom
CTETIeH pa3BUBAaEMOTO ITPOU3BOJILHOTO YCWIIVSA. TepMUH
BBIXOIWT M3 YIOTPEOJIEHMWSI B CBSI3M C COBPEMEHHBIMU
BO3MOXKHOCTSIMU KOJIMYECTBEHHOM OLIEHKH JIUTEJIbHOCTH,
aMIUIUTYIbI, Ynciia a3 1 yacToThl pekpyTupoBanus [T/1E.

Carpal tunnel syndrome = cunapom 3ansictaoro (kap-
najbpHOro) Kanana. TyHHeJIbHasi KOMITIPECCMOHHAsT MO-
HOHeponaTus CpeAMHHOIO HEPBa MEXKIY TPEMSI KOCT-
HBIMUM CTEHKAMU U TIOTNIEPEUHOM CBI3KOM crudaTeeii.

C reflex = C-peduexc. INatonoruueckuii pedieKTOpHBIit
OTBET, TIPENICTABIISIONINI JIEKTPO(DU3NOIOTMYECKII KOP-
peJIsIT MUOKJIOHYCA B OTBET Ha CEHCOPHBIN pa3paXkKUTelTh.
O0603HaYeHMe ¢ yKa3bIBaeT Ha reHepalnio pedriekca B Kope

TOJIOBHOTO Mo3ra (cortex — Kopa). B GombIMHCTBE cltydaeB
peduiekc reHepupyeTcst B KOpe, HO UMEIOTCST UCKITFOUEHHSI.

Catode = karon. OTpuuaTe/bHbIA TOMIOC UCTOYHUKA
TOKa Ha CTUMYJIUPYIOLIEM JIEKTPOIE.

Center frequency = ocuosnas (UeHTpaJIbHAS) YACTOTA.
CpenHsisi uav MeaMaHHasi YacToTa KpUBOIA, MOABEPTHY -
TOW 4aCTOTHOMY aHanuzy. Mcrmosb3yeTcsl B U3y4eHUU
MBIIIEYHOTO YTOMJICHUSI.

Central electromyography = ueutpanbnas snektpo-
muorpadus. Vcnonp3oBaHne 3J1eKTPOANATHOCTUYECKIX
METOJIOB JIJISI U3yYeHUsT pehIeKCOB U KOHTPOJISI IBUKE-
HUSI CTPYKTYpaMU CIIMHHOTO 1 TOJIOBHOTO MO3ra.

Central motor conduction = Bpems ueHTpajbHOTO
motopuoro nposefenusi (BIIMIT). Bpemsi, HeoOxonumoe
IUTS TPOBENCHU MOTEHIIMAJIA IEMCTBUS B IEHTPAJIbHOMN
HEPBHOI CUCTEMe OT MOTOPHOI KOPbI 10 0.-MOTOHEpOHa
CITMHHOTO MO3Ta WX CTBOJIa MO3ra. PaccumThIBaeTCs Kak
Pa3HOCTb JTATEHTHOCTE KOPKOBOTO BBI3BAHHOTO MOTOP-
Horo oTBeTa (KBMO) B 0TBeT Ha MpeabsiBICHUE TPaHC-
KPaHUAJIbHOTO MArHUTHOTO WJIM 3JIEKTPUYECKOTO CTUMY-
JJa U CEerMEHTapHOrO0 BBI3BAHHOTO MOTOPHOTO OTBETa
BMO (cBMO).

Chorea = xopea. Kiiunuueckuii TepMUH 1J1s1 ONMCAHUS
0OecropsIIOUHbIX, OTPBIBUCTBIX, HEPETYISIPHBIX HEMpPO-
MU3BOJIBHBIX JIBUXKEHUIN TOJIOBOM WM KOHEYHOCTSIMU
BCJICZICTBME TIOpaXkeHWsI Oa3aJibHbIX TaHIIMEB. Yarie
BCEro BCTpeyaeTcs Ipu 0oJie3HU [eHTUHITOHA U Xopee
CuneHrama.

Chronaxie (chronaxy) = xponakcus. MuHUMaIbHOE
BpeMsl IEUCTBUST pa3apaxuTesisi B 2 peobasbl, HEOOXO-
JIMMOE JUISl TOTO, YTOOBI BBI3BAaTh BO30YKIEHHE.

Chronic inflammatory demyelinating polyradicu-
loneuropathy (CIDP) = xponnyeckas BocnaautebHas
JieMueTMHA3NpYIomas nojmpaukyiaoneiiponarus (XBIIT).
IMonuneltponaTust WM paJauKyJIONOJIUHEpOIaTus, Xa-
PaKTEepU3YIOIAsICsl TeHepaTU30BaHHOM JeMUeTNHN3a-
e nepudepruyecknux HepBoB. B O0OIBIIMHCTBE Cyya-
€B MMeeTCs] KOMITOHEHT aKCOHAJbHOW JereHepaliun
(HabsroaeTcs BOBJIEUEHUE aKCOHAJIBHOTO CTEPYXKHST).

Clinical electromyography = xmnugeckas snekrpomu-
orpadmsa. Habop Helipodr3noa0rnyecKux METoa0B ISt
perncTpani M aHaju3a MPOU3BOIBHOM, CITOHTAHHON
U BbI3BAHHOU OMO3JIEKTPUYECKOI aKTUBHOCTU U OUOTIO-
TEHIIMAJIOB MeprdepruuecKuX HEpBOB U MblIiIlL. OTHOCUT-
s K KaTeropuu 3JeKTPOANarHOCTUYECKON MEIUIIMHBI.

Coaxial needle electrode = xoakcuanbHblii HTOTLYATHII
3JIEKTPO (CUHOHUM KOHUEHMPUHeCKUil Ue0Ab4amblil
3/1eKmpod).

Collision = xonmm3sus. [prMEHUTETBHO K MCCIEIOBAHUIO
MMPOBOAMMOCTH O TiepupepruIecKoMy HEpBY: B3aMO-
JIeCTBUE JBYX IMOTEHIMATIOB, PACIIPOCTPAHSIIONINXCS
HaBCTpeuy APYr APYry MO OAHOUMEHHOMY BOJIOKHY,
KOTOpPOE BEJIET K MPEKPaIeHUI0 PACIPOCTPaHEeHUSsI TT0-
TEHIIMAJIOB 3a TPEeeIbl TOUKU X BCTPEUYU BCIICICTBUE
Hamuus pechpakTepHBIX MEPUOIOB.
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Complex repetitive discharges = xomnnexcnbie nos-
TOpHBIE pa3psaabl. By cTOHTaHHOM aKTUBHOCTH, TIPE/I-
CTaBJICHHOI PEryJSIpPHO ITOBTOPSIOIIMMUCS CEPUSIMU
KOMILIEKCHBIX TTOJU(a3HbIX WX MUI000pa3HbIX (3y0-
YaThIX) TTOTEHIIMAJIOB, TIOSIBJISTIOIIMXCST BHE3AITHO TTOCIIe
TepeMeIIeHUs UTOTbYATOTO 3JIEKTPOIA WIKM CIIOHTAHHO.
Bce noTeHIMaNbl B cepur UMEIOT OJMHAKOBYIO (hOPMY,
aMIuIMTyay v yactoTy ot 5 1o 100 Ii1. Paspsiabl mpekpa-
IIAFOTCS TAKXKE BHE3AIMHO, KaK 1 TTOSIBIISTIOTCS. BeTpevaror-
¢s1 KaK TIpY MUOTIATHUSIX, TaK U IIPU HEUPOTCHHBIX HapyIlIe-
HMSIX (OOBIMHO XPOHUUECKUX). CUUTAETCSI, UTO B OCHOBE MX
TeHepalnu JIEXUT 2(hanTUIecKoe BO30YKIeHUe, TPUBOISI-
111ee K HUKJIMIYHOMY BO30YKAEHUIO MEMOpPaHBI PSIZIOM Jie-
KX MBIIEYHBIX BOJIOKOH. [IpearnouruTeibHO OTHOCH-
TeJIbHO TEPMUHOB: CIMPAHHbIE 8bICOKOHACHOMHbIE PA3PSObL
(bizarre high frequency discharges), cmpannbie nosmopsro-
wuecs paspsaoder (bizarre repetitive discharges), cmpannbie
nosmopsiowuecss nomenyuans: (bizarre high frequency
potentials), ncesdomuomonuueckue paspsaosr (pseudomyo-
tonic dischargers) U cuuxpoHusuposartvie @uUOPUAAIUUU
(synchronized fibrillations). CMm. aghanmuueckoe nposedenue
Y 3ghanmuueckas mpaHcmuccus.

Compound action potential = cymmapubiii norenuan
JeiicTBus. [ToTeHIIMaN UK BOJIHA, SIBJISIIOLIASICS] PE3YJib-
TaTOM CyMMallMy MOTEHIIMAIOB JAeMCTBUSI HECKOJIbKHUX
AKCOHOB MJIM HECKOJIbKUX MBIIIIEYHBIX BOJIOKOH.
Compound mixed nerve action potential = cymmap-
HbIil MOTEHIUAJ JeHCTBUS HEPBA, PETUCTPUPYEMBIiA B OT-
BET Ha CTUMYJISILIMIO CMEIIaHHOTO HEePBa, KOTra 2JIeKT-
PUYECKUI CTUMYJT HAHOCUTCS Ha CETMEHT, COMep Kalnii
Kak appepeHTHBIe, TaK 1 3¢ depeHTHBIC BOJIOKHA. W3-
MEpSIIOTCSl aMIUIUTYa, JIAaTeHTHOCTh, IJIMTEIbHOCTD
U 4yucio das.

Compound motor nerve action potential (com-
pound motor NAP) = cymvapHblii noTeHuma aeicT-
BUS JIBUTATeIbHOro HepBa. CyMMapHBI TMOTEHIIMA
JENCTBUS, PErUCTPUPYEeMbIii ¢ 3(hdepeHTHBIX BOJOKOH
JIBUTATEJIbHOTO HepBa WJIW JBUTATEIbHBIX BETBEH CMe-
IIAHHOTO HepBa. BhI3bIBaeTCs B OTBET HA CTUMYJISILIUIO
JIBUTaTeIbHOTO HePBa, IBUTATEeIbHO MOPIIUY CMelllaH-
HOTO HepBa WK NepeHUX KOPEIIKOB CTMHHOTO MO3ra.
N3MepsroTcsT aMIIUTYa, JaTeHTHOCTD, JUTMTEIbHOCTh
u yucio (a3. He mytaTh ¢ cyMMapHbIM MOTEHIIMAIOM
JIECTBUST MBIl (CHHOHUM M-omeem).

Compound muscle action potential (CMAP) = cym-
MAapHBIii MOTEHIMA JeiCTBHS MBI (CUHOHUM M-60.1-
Ha). [ToTeH1IMAN, PETUCTPUPYEMBIH C MBIIIILIBI, OOBIYHO
B OTBET Ha MPSIMYIO UM HEMPSIMYIO CTUMYJISILAIO WH-
HEPBUPYIOLIETO €e HEpBa; pe3yibTaT CyMMalUM MOUTH
CUHXPOHHO TeHEPUPYEMBIX IMOTEHIIUAIOB HCHCTBUS
MBIIIEYHBIX BOJIOKOH. MI3MepSIIOTCST aMIUTATY/Ia OT U30-
JIMHUU 10 MUKA, JUINTETbHOCTb, TaTEHTHOCTh HETaTUB-
HoI¥i (pa3bl; 00s13aTeIbHBI AeTaaru3alus crocoda CTUMY-
JISIIAW U perucTpanu. PeKoMeHmyeTcs MCroib30BaTh
OOLIETTPUHSTBIE HAa3BaHUSI [UISI TTOTEHIIMAIOB Pa3HbIX
BUMIOB, Hanpumep: M-goana (omeem), F-eoana, H-6oana

(omeem), T-6on1ua, A-6oaua, R1- u R2-6oana (mueamens-
HbIX 0MEemos).

Compound nerve action potential (compound

NAP) = cymmapnblii noTeHunan aeiicTBHs HepBa (CyM-
mapuvii THTH). CyMMa TIOYTH CMHXPOHHO BO3HUKAIO-
IIMX ITOTEHIIMAJIOB HEPBHBIX BOJIOKOH, PETUCTPUPYEMBIX
CO CTBOJIa HEpBa IIPU €ro MPsSIMOA UJIM HENPSIMOI CTU-
Myastivi. OCOGEHHOCTU METOAUKYU CTUMYJISILIUU U pe-
TUCTpAllUM 3aBUCSIT OT TUIIA MCCIIEAYEMBIX HEPBHBIX
BOJIOKOH (Y4yBCTBUTEJIbHBIC, IBUTATEJIbHbBIC WJIM CME-
IIaHHBIE).

Compound sensory nerve action potential

(compound NAP) = cymmapublii noTeRuman aeicr-
BUSI YYBCTBUTEJILHOTO (CEHCOPHOT0) HepBa. CyMMapHbIii
MOTeHIIMA HepBa, MojyJaeMblii ¢ adh(epeHTHBIX BOJIO-
KOH TPU PErUCTpallii aKTUBHOCTU C YyBCTBUTEIHHOTO
HepBa WM YyBCTBUTEIHLHOM TIOPIIMY CMEIIIaHHOTO HEPBA,
0O MPU CTUMYJISILIUU YyBCTBUTEILHOTO HEPBA, YyBC-
TBUTEJILHOTO KOpeIlKa WU CUHXPOHHOU CTUMYJISILIAK
YYBCTBUTEJbHBIX PELENTOPOB. M3MepsitoT aMILTUTYY,
JIATEHTHOCTb, JUTUTEIBHOCTD U Ynciio Ba3. OObIMHO aMII-
JINTY/Ia U3MEPSIETCS KAaK MAKCUMYM OT IMKa 0 TIMKa TTpr
HaJIMYUU TTO3UTUBHOTO OTKJIOHEHUS UM OT U30JUHUN
10 MUKA MPY HATMYMU HETAaTUBHOTO OTKJIOHEHUS; 1ameH-
MHOCMb — 10 HAYaJIbHOTO OTKJIOHEHUSI OT HYJIeBOM JIU-
HUU WIK IO HETAaTUBHOTO MUKA; 0AUMEAbHOCHb — UHTEP-
BaJI MEX/Ty IePBbIM OTKJIOHEHHEM OT HYJIEBOI JTMHUY 10
OKOHYATeJIbHOTO BO3BpallleHUsI K Heil. CyMMapHHbIii 1o-
TEHIMaJT AeWCTBUS YyBCTBUTEIBHOTO HEPBa TaKKe Ha3bl-
BAIOT CEHCOPHbIM OMBEMoM WV CEHCOPHbIM NOMEHUUANOM.

Concentric needle electrode = xonnenrpuyeckuii

UroJIbYaThIil 3JIeKTpoA. PerucTpupymoliuii 371eKTpo,
HCITOJb3YeMbIi B asieKTpoMuorpaduu. M3mepser pas-
HOCTb 3JIEKTPUYECKOTO MOTEHIIMATA MEXTY OTOJIEHHBIM
KOHUMKOM M30JIMPOBAHHOM MPOBOJIOKH (13 HEpKaBeIo-
1Ieil ctanu, cepedbpa WIM IJIaTUHBI) U OTOJIEHHOU He-
M30JMPOBAHHOM CTaJIbHOM KaHIOJIEH, B KOTOPYIO 3aKJTIO-
yeHa MpoBoJioKa. HenszommpoBaHHBI KOHELL LIEHTPaIbHOMN
MPOBOJIOKU (aKTUBHBIN 3JIEKTPOJT) HAXOAUTCSI HA OTHOM
YPOBHE CO CKOCOM KaHIOJIM (peEepeHTHBIN 3IEKTPO).
CeroiHs1 UCTIOIB3YIOTCS OMTHOPA30BBIC JIEKTPOIBI.

Conditioning stimulus = konammonupytoummii cTAMYI.

CM. paired stimuli.

Conduction block = 610k nposenenus. HeBo3MoXHOCTb

MPOBEACHMS TTOTEHIIMaIa ACHCTBUS B 30HE TTOBPEXIE-
HUST HEPBHOI CHCTEMBI IIPU COXPAHHOCTH TTPOBOIUMOC-
TH HIKE MecTa 0J10Ka. biiok mpoBeneHMsT TOKYMEHTHPY-
€TCsl yMEHbIIIEHVEM IUIOLIAAM BbI3BAHHOIO TTOTeHLIMAala
OosiblIe, YeM B HOPME IPU CPaBHEHMU ITOTEHLMAIOB
B OTBET Ha 2JIEKTPUUECKYIO CTUMYJISILIMIO B IBYX Pa3HbBIX
TOYKAaX HEPBHOTO CTBOJIAa. AHAaTOMMYECKUE Bapuaiuu
WHHEpBAllMd U TEeXHUYECKHE (DaKTOPhI, BIUSIOLINE
Ha CTUMYJISILIUIO HEPBa, JOJKHBI ObITh YUYTEHbBI KaK BO3-
MOXKHasi TPUYMHA CHUXKEHUS TUTOILAAM TTIOTeHIIMAIA.

Conduction distance = paccrosuue nposenenusi. OT™me-

PEHHBIIM YYaCTOK HepBa UJIM MBILILLI, HA KOTOPOM OIl-
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penessieTcst mpoBeaeHe MMITyJibca. OOBIYHO U3MepsIeT-
Csl B CAHTUMETpax.

Conduction time = spems nposenenusi. CM. conduction
velocity.

Conduction velocity (CV) = ckopocts nposenenns (CIT).
CKopocCTh pacrnpoCTpaHeHUsl TOTEeHIUala NeCTBUS
BIOJIb HEPBHOT'O MJIM MBIILIEYHOI'O BOJIOKHA. By mccie-
JIyeMBIX HEPBHBIX BOJIOKOH JIOJKEH OBITh YKa3aH (IBU-
rarejibHble, YyBCTBUTEbHbIC, BETETATUBHbBIC WU CME-
manHbie). s HepBHOTO cTBoJIa MakcuManbHast CIT
pPacCUYMTHIBAETCS Ha OCHOBE Pa3HOCTH JIATEHTHOCTEM
BBI3BAHHBIX MOTEHIIMAIOB (MBIl MW HEPBA), MOJY-
YEHHBIX C IBYX Pa3HBIX TOUEK B OTBET Ha MAKCUMAJTLHYIO
WU CYMpaMaKCUMAaTbHYIO 3JIEKTPUUECKYI0 CTUMYJISI-
uuio. BenuunHa paccTOSIHMSI MEXAY IBYMsI TOYKaMU
(paccmosinue npogedenus) NEIUTCS Ha BEIMYMHY pa3HU-
IIBI MEXTY COOTBETCTBYIOIITMMMU JIATCHTHOCTSIMU (8pems
nposedenus). Paccunrannas ckopocts otpaxkaet CI1 no
MaKCHMaJIbHO ObICTPOIPOBOISIILIM BOJIOKHAM U BBIpa-
kaetcs B M/c. O0bruHO TepMuH CII MCIIOIB3YeTCs ISt
xapaktepuctuku MakcumanbHoii CII. Ilpu momoru
CIelIMaIbHbIX METOIUK TAKKEe MOXKET OBITh OTpeeieHa
CII u no apyruM HEepBHBIM BOJIOKHaM. B aToM ciyuae
orpenessieMasl CKOpPOCTh CIIELIMaJbHO O0O3HAYaeTcs,
HanpuMep munumanvhas CII.

Congenital myasthenia = konrennranbnas MuacTenus.
[ereporeHHast rpymmna HacjeACTBEHHBIX HapylIeHWI
HEPBHO-MBbIIIEYHOM TIepeaavyu, IIPOSIBIISIOIIMXCS I1aTO-
JIOTMYECKOI MBIIIEYHON YTOMJIIEMOCTBIO U CIa00CThIO.
[IpaBuibHEE TOBOPUTH O KOHTEHUTAJIBHBIX MUACTEHU -
yeckux curapomax (KI'MC). BeigensiioT mpecuHanTu-
yeckue, CMHanTuyeckue 1 noctcuHantuyeckrue KIMC.

Contraction = cokpamenne. OGpaTMOe IPOM3BOILHOE
WA HETPOM3BOJIbHOE YKOPOUEHUE MBIIIEYHBIX BOJIO-
KOH, KOTOPO€ MOXET COIPOBOXKAATHCSI BOSHUKHOBEHM -
€M ITOTCHIIMAJIOB AeHCTBMS B Mbiliie. He myTath ¢ kou-
mpakmypoii — TEPMUHOM, XapaKTEPU3YIOITUM COCTOSTHIE
(bKCMPOBAaHHOTO YKOPOUYEHUS MBIIIIIIHI.

Contraction fasciculation = dpacuukynsuum cokpamie-
Husg. KimHuyeckuii TepMuH U1t 0003HAYEHUST BUAMMBIX
TOAEPTUBAHWI MBIIIIL TTPY CIIA00M TTPOU3BOJBHOM WJIN
MOCTYpaJIbHOM COKpaIlleHUY, HAMTOMUHAIOIINX (paciim-
KYJISII1M, HaOJIromaeMble B ITokoe. Yailie Bcero BCTpeua-
I0TCS B CJIydasiX HEpBHO-MBIIIEYHOM IAaTOJIOTUU, TIPU
KOTOPOI TepPUTOPUST IBUTATEIbHBIX SIMHUIL] YBEIMUM -
BaeTcsl, a TKaHb, MTOKPBIBAIOIIAS MBIIIITY, MCTOHYCHA.
B03MOXHO UX MOSIBIEHUE U Y 3M0POBbIX JIULI.

Contracture = xontpakrypa. 1) DukcupoBaHHOE YKOPO-
YeHMEe MBI B pe3ybTaTe (hrudpo3a CoOeAMHUTEIbHOM
TKaHU, PyOIIOBBIX U3MEHEHMI B MBIIIIIIAX, CYXOXWIHUSIX
U KOXe, a TaKXKe HapylLIeHWS CapKOMEPOB B MBIIIILIE.
OrpaHuyeHue MOABUXKHOCTU B CYCTaBe€ MOXET OBITh
CBSI3aHO KaK C MBIIIEYHOI KOHTPAKTypOii, TaK 1 C CO-
eMHUTEILHO-TKAaHHBIM (PUOPO30M CaMOro cycTasa.
He nyrath ¢ cokpawenuem (konmpaxuyueii) MBIl —
OBICTPBIM 0OPaTUMBIM 0€300J1e3HEHHBIM YKOPOUYEHUEM

MBIIIIIBI; 2) TPOIOJIKUTEIbHOE, 00e3HEHHOE, O03JIeK-
TPUYECKU HEepeTucTpupyemoe («OMO3TEKTPUUECKOE
MOJIYaHHE») BpeMEHHOE YKOPOUEHME MBIIILBI IIPU He-
KOTOPbIX MUONATUSIX (Hampumep, rpu aepuuure Qoc-
dopumass).

Coupled discharge = cnapennwiii paspan. Cwm. satellite
potential (6onee TIPeANIOYTUTEIbHBIN TEPMUH).

CPS (unu c/s) — a66pesuatypa U1t 0603HAYEHMS YUCIA
LIMKJIOB B ceKyHAY. bosee mpeamoutnurensHo: eepy ().

Cramp discharge = cynopoxubiii paspsi, nin Kpamnu-
paspsa. HenpousBoJibHbIE ITOBTOPSIIOIIMECS Pa3psibl
noTeHLuManoB apurateabHbIX equHull (ITIE) Beicokoit
yacToTsl (o 150 Iir), oxBaThIBatoIe OOJIBIITNE MBITIIEY-
HbIe 00BEMBI, OOBIYHO COTIPOBOXKIAIOIIAECS O0Ie3HEeH-
HBIMU CYIOPOXHBIMU MBIIICYHBIMUA COKPAILLIECHUSIMU.
Yucno TIIE, cocTaBasiiolux CyIOPOXHBIA paspsif
M 4acTOTa X aKTUBAIIMU BO3PaCTalOT C YCUJICHUEM CY-
JIOPOTM W CHUXAIOTCS TIO MEpe €€ pas3pelieHus.
CM. muscle cramp.

Crossed leg palsy = nepexpectubiii napaumnu nor. Cuto-
HUM NepoHeanbHoll Hellponamuu B OOJIACTU KOJICHA,
pa3BUBAIOIIEICS TIPU CAABJIEHUM HEpBa B 00JIACTU TO-
JIOBKM Majo0eplioBOii KOCTU (OOBIYHO MpPU CUACHUU
HOra Ha HOTY).

Crosstalk (cross talk) = nanoxenne. B 6uonoruu: nos-
pasymeBaeTcsl COObITHE, TIPU KOTOPOM ITyTH (OAWH WIN
HECKOJIBKO) TIepeauyy CUTHAIOB JIM00 UX KOMIIOHEHTOB
BIUSIIOT Opyr Ha apyra; crosstalk disturbance — mepe-
kpectHble momexu; crosstalk filtering — dunbTpamms
MEePEeKPECTHHIX TTOMEX.

Cubital tunnel syndrome = Tynnesbubiii cunIpOM Ky-
OMTaIbHOrO Kanajaa. MoHOHelipornaTusi JOKTeBOIo HepBa
B 00J1aCTH JIOKTSI KOMITIPECCUOHHO-UIIIEMUYECKOM TTPU-
POJIBI; TOMMYECKU Yallle BCETO B 00J1aCTH MPOXOXKICHUS
HepBa uepe3 aroHeBPO3 JIBYX TOJ0BOK m. Flexor carpi
ulnaris, 1,5—3,5 cM aucragbHee MeAUaTbHOIO HaaMbI-
IIeJIKa JJOKTS.

Cutaneous reflex = koxubiii pepiekc. Pepiexc B oTBeT
Ha CTUMYJISILIMIO KOXU; UMEET HECKOJIbKO (ha3 pa3BUTHSL,
B cJiydyae (DOHOBOT'O COKpallleH!sT MBI (pa3bl pediek-
ca MOTYT KakK IOAaBIATHCS, TaK U 00JIeT4aThCsl.

CV = CII (a66peBuaTypa) — CKOPOCTb IIPOBEICHUSI.

Cycles per second = uncio uukios B cexyny (c/s, CPS).
EnvnHuna yacToTsl, CHHOHUM eepy (1u).

Decomposition EMG = nexomnosummonnas DMTI. Kom-
MTBIOTEPHBIN METO BBIACICHUS OTACIbHBIX TTOTCHIINA-
JIOB JIBMTaTe/IbHBIX €AVMHUI U3 UHTepGhEePeHLIMOHHOI
KPUBOIA.

Decrementing response = cuuxaroumiicsi (yMeHbIIA-
1omuiics) otBeT. [IporpeccuBHoe cHUKeHME (YMEHBIIIE-
HUE) aMIUIMTYAbl MMOCIEI0BATEIbHO PErMCTPUPYEMBIX
BbI3BaHHBIX [IOTEHIIMAJIOB B OTBET Ha CEPUIO pa3apaka-
01X cTUMYJI0B. O0s13aTe/IbHO YKa3bIBACTCS 4acTOTa,
YHCJIO 1 UHTEHCUBHOCTD KaX/I0TO U3 CTUMYJIOB 110 OT-
HOIIIEHUIO0 K MAaKCUMAaJIbHOMY.
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Delay = zapepxxa. 1) 3anepxka BpeMeHM MEXIy Hava-
JIOM TOPU30HTAJIBHOM Pa3BepTKU OCIIMJUIOCKOTIA U Ha-
yajgoM pas3apaxkarollero CTuMyJsa; 2) CMUHOHMM, YIIOT-
pelIIsieMblii 1j1s1 0003HaYeHM ST TM(POBOI0 YCTPOICTBA,
MpeIHA3HAYECHHOTO IS 3aAePKKH LIUMPOBBIX CUTHAIOB
Ha OTpe/ieJICHHBIN TPOMEXYTOK BpeMeHU (hukcupye-
MbIil win usMeHsieMblil). Cm. Delay line.

Delay line = nuuusa 3anepxku. YcTpoiictso, npeaHasHa-
YEHHOE JIJ151 HAKOTUIEHUsI CUTHAJIOB (MJIU COOBITUIA), TIpe/-
IIECTBYIOIINX 3aITyCKAIOIIeMy CUTHaTY (Tpurrepy). Crrocod
0oTOOpaXkeH!sI OMO3JIEKTPUYECKOTO CUTHAIa B CUHXPOHU-
3UPOBAHHOI TOUKe Oerylleil pa3BepTK1 KPUBOIA.

Demyelintaion = pemuesmnnzauus. [latonornyeckuii
Trpoliecc ¢ M30UpaTeSIbHBIM MOBPEXICHUEM MUCIMHO-
BOM 0O0OJIOUKM LIEHTPaJIbHBIX AKCOHOB MJIM aKCOHOB
nepudepuIeCKIX HEPBOB, MPUBOASIIINI K CHIKEHUIO
CKOPOCTH TIPOBENEHUs MM OJOKY TPOBENEHUsS, WU
K TOMY U IpYTOMY.

Denervation potentials = notenmansi nenepauun. Cu-
HOHUM HOmeHyuan08 puopuiiauuil. TepMUH IPaKTHIECKU
BBIIIIEIT U3 YITOTPEOJICHUSI, TTOC/Ie TOTO KaK ObLIO ITOKa3aHo,
YTO MOTEHUAIbI PUOPWUIALIMIT MOTYT TIOSIBIISITHCSL U TIPU
otcyrcTBuM neHepsaumu. CM. fibrillation potentials

Depolarization = nenoasipusamms. Eciu peus et o 61o-
JIOTUYECKUX 00BEKTaX — YMEHBIIIEHUE PA3HOCTHU TTOTEH-
LIMAJTOB MEXIy IIMTOIIA3MOI KJIETKU B COCTOSTHUM (DU~
3UOJIOTMYECKOTIO ITOKOSI ¥ BHEKJICTOYHOM XXKMIKOCTHIO,
T. €. IOHMXXEeHUe TToTeHIMaa nokost. [laccuBHas nero-
JIIpY3aIvsl BOZHUKAET ITPY MPOXOXKICHUN Yepe3 MeMOpaHy
€J1a00T0 3MIEKTPUIECKOTO TOKA BBIXOSIIIETO HAITPaBICHMS
(aHOI BHYTPH, KaTOI CHApPY>K!), HE BHI3BIBAIOIIETO U3Me-
HEHUI MIOHHOM IIPOHMUIIAEMOCTH MeMOpaHBbl. Jlernosipu-
3a1usl BO30yIMMBIX MeMOpaH TMPUBOIUT K TeHepaluu
MTOTEHIIMAJIa IeHCTBUSL.

Depolarization block = nenonspuzaumonnsiii 6.10k.
OTtcyTcTBUE BO30YAMMOCTU KJIETOYHONM MeMOpaHbI
Ha TIPEIbSIBISIEMBbII 3JICKTPUIECKUI CTUMYJI BCIIEICTBUE
ee TIPeIIECTBYIONICH MeTOISIpU3aliny.

Depth electrodes = norpyxnsie snekrponni. Heitpodu-
3MOJIOTMYECKUE PETUCTPUPYIOLINE JIEKTPOIbI, IOTPYy-
JKaeMble B TKaHb; Yallle BCETO MCIOIb3YIOTCS MPU CTe-
PEOTaKCUIECKUX OTIPepaITsIX.

Dermatomal somatosensory evoked potentials
(DSEP) = nepmaroMHblie COMATOCEHCOPHbIE BbI3BAHHbIE
noteHnuasbl. CKaJlbIIOBbIE TIOTEHIIMABI, PETUCTPUPYE-
MBI B OTBET Ha MIOBTOPHYIO CTUMYJISIILINIO BEHIOPAHHOTO
Jepmaroma. OTIMYaOTCS OT COMAaTOCEHCOPHBIX BI3BAH-
HbIX IIOTEHLIMAJIOB, PErUCTPUPYEMBIX B OTBET HA CTUMY-
JISIIAIO CEHCOPHOTO HEepBa.

Discharge = paspan. AkTuBHOCTb OIHOTO MM GOJIee BO3-
Oy/IMMBIX 3JIEMEHTOB (HEMPOHOB aKCOHOB WJTU MBIIIIEUHBIX
BOJIOKOH); OOIIEHPUHATO TOHSITUE «Pa3psil» OTHOCUTh
TOJIKO K ITOTEHIIMAaM, BO3HMKAIOIIM 10 IIPUHIIMAITY
«BCce Wi HU4Yero». CUHOHUM nomeHyuan 0eicmeus.

Discharge frequency = wuactora paspama. Yacrora,
C KOTOpOi1 MOBTOPSIETCS OAMH M TOT K€ IOTEHLIMAL.

B ctydae nosiB/IeHMs] TPYNIIOBOTO pa3psaa Iy ONMCAHUK
YaCTOTHI HEOOXOIMMO YKa3aTh, O YEM UIET PeUb: O YACTO-
Te MOSIBJIEHUS [IaYeK Pa3psiloB WM YACTOTE OTAEIbHBIX
KOMITOHEHTOB B IAYKe.

Discrete activity = nuckpernas akTusHocTb. Peructpu-
PpYeTcs B CTydae CHUKEHMS MAKCUMATLHOTO POU3BOJIBHO-
IO YCUJIMS MBILULIBI IO YPOBHSL, [IPY KOTOPOM Ha 2JIEKTPO-
MMOIPaMME UIEHTU(DULIMPYIOTCS OT/E/IbHbIE IIOTEHLUAIb]
JIBUTATEbHBIX eIMHULL. OOA3aTeIbHO OMMCHIBAETCH MX
4acrora.

Distal latency = nucranbnas narentaocts. Bpems mex-
JIy MOMEHTOM NPENbABICHUS CTUMYJIa Ha CAMOM JHC-
TalbHOI TOYKEe HepBa M HavajgoMm ortseta. CM. motor
latency w1 sensory latency.

Double discharge = ngoiinoii paspsia. [1sa nocnenosa-
TeJIbHBIX ITOTEHLMANA IBUTATEIbHBIX €1MHNLL OJVMHAKO-
BOI (POPMBI ¥ ITOYTH OAMHAKOBOI aMILIUTY/IbI, TOSIBIISI-
IOIIUXCS CMApeHo ¢ (PUMKCUMPOBAHHBIM WHTEPBAIIOM
B 2—20 Mmc. Cm. takke multiple dischange, triple dischange.

Doublet = nybaer. To xe, 4o deoiinoii paspsad (Mpeanoy-
TUTEJIbHEE).

DSEP — a66peBuaTypa a1 0003HAYEHUSI BbI3BAHHBIX
CerMeHTapHbIX COMaTOCEHCOPHBIX MOTEHLUAJIOB.

Duration = paureabnocts. Bpems, B TeueHrE KOTOPOTo
MOXET CYLLECTBOBAaTh WJIM ITPOMCXOAUTh HAOIONAEMOE
cobbITHE: 1) MHTEpBAI OT Hayala IEPBOTO OTKIOHEHUS
MOTEHIIMAJIAa JEUCTBUS WU AHAUIU3UPYEMOM BOJIHBI J10
OKOHUATEILHOTO BO3BpaTa K HYJIEBOW JMHUM (M30/1M-
HUM), ECIN JOTIONHUTEIbHbIE YCJIOBUA HE OTOBOPEHDI.
[Ipy ompeneneHUM UTMTEILHOCTA YacTW TOTEHLMAA
JIOJDKHBI ObITh YKa3aHbI TOUKU, MEXIY KOTOPBIMU ITPOBO-
nutes usMepenue. Hanpumep, mimTenbHocTs M-604Hbt
MOXET U3MEPATHCA OT HavaJla OTKJIOHEHUS TIEPBOI Hera-
TUBHOI (pa3bl TOTEHLMAIA 0 €€ BO3BpaTa K HyJIEBOi
JIMHUY; 2) JJIUTEIBHOCTh OJMHOYHOIO 3JIEKTPUYECKOTO
cTuMyJia (MM HAIIpsDKEHUE ), U3MEPSIETCS BpEMEHEM €0
MIPWIIOXKEHHS TOKA WJIM HANPSKEHUS; 3) JUIMTEIBHOCTD
MOBTOPSIOIIMXCS CTUMYJIOB WM MOTEHLINAJIOB JEHCTBYS,
U3MepseTcsl BpeMeHeM OT Hauasla 10 OKOHYAHUSI CEPUU.

Dynamic EMG = punamuyeckas DMI. DiekTpoMuo-
rpaMma, PerucTpupyeMas B IIPOLIECCE ABVMXKEHUS, Ha-
mpumMep Tpu Xoapoe mim 6ere. OOBIYHO MCTTOIB3YETCS
MHOTOKaHaJIbHOE HAKOXHOE OTBEAEHUE, Yalle BCEro
B OPTOIEANU.

Dyskinesia = nuckunesus. OOGiuee HasBaHMe pac-
CTPOMCTB KOOPIAMHMPOBAHHBIX IBUTATEJIbHBIX AKTOB,
3aKJII0YAIOILNXCS B HApyIIEHUMM BPEMEHHOW M Ipo-
CTPaHCTBEHHOI KOOPAMHALIUY IBUKEHUIA U HealeKBaT-
HOIi MHTEHCUBHOCTH ABMXeHMd. Yale ynorpedasercs
C yKazaHMeM BMIA WIM TUNA JUCKMHE3UN: XOpeiiHas,
JNUCTOHUYECKAs], TIO3/IHSS, IEKAPCTBEHHAS U T. 1.

Dystonia = mactonus. Hesposoruueckoe 3a6osieBaHue,
IPOSIBJIAIOLIEECS PACCTPOICTBOM JIBIKEHUS, IIPU KOTO-
POM YCTOIYMBOE COKPAILIEHNE MBILILL BBI3bIBAET CKPYUM-
BaHME, MOBTOPSIOIIMECS IBVKEHUS WM HEHOPMAIbHbBIE
IO3BL
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WHudopMauusa ona asmopos

YBamaembie Konneru!

Mpu opopmnenunu cTateii, HanpaBnAembIX B XypHan «HepBHO-Mbl-
LeyHble GonesHu», cnepyeT pyKoBOACTBOBATLCA CleAyOWMMU NPaBU-
namm:

1. (ratbs A0MKHa ObITb NpefCTaBNeHa B NEKTPOHHOM BiAe (KOMNAKT-
JICK UNK ANCKETa) € pacneyaTkoii Ha bymare dopmata A4 B ABYX IK3emnnApax
(Tabnuypl, rpaduku, PUCYHKM, MOAMMCK K PUCYHKAM, CTIMCOK IUTEpaTypbl, pe-
310Me — Ha OTZe/bHbIX INCTaX).

Wpndt — Times New Roman, 14 nyHkToB, yepe3 1,5 uxtepgana. Bce
CTPaHMLbl JOMKHbI ObITb NPOHYMePOBaHbI.

2. Ha nepBoii CTpaHmLe OMKHO ObITb yKa3aHO: Ha3BaHMe CTaTbi, NHULK-
anbl 1 hamunIm BCex aBTOPOB, NOSTHOE Ha3BaHMe YUpeXaeHNA (yupexaenuit),
B KOTOPOM (KOTOPbIX) BbINOSIHEHA paboTa, ropog.

(06:3aTeNnbHO yKa3blBaeTCA, B KAKOM yupexzeHn paboTaeT Kaxblii n3
aBTOPOB.

(ratb JomKHa OblTb MoAnMcaHa Bcemu aBTopamu. B KoHue cTatbu
JOMKHbI ObITb 00A3aTeNbHO YKa3aHbl KOHTaKTHble TenedoHbl, pabounii
apipec ¢ yKkasaHuem uHAeKca, pakc, agpec 3NeKTPoOHHOI nouTbl 1 da-
MUIKA, UM, 0TYECTBO MONHOCTbIO, 3aHUMaeMas JOMKHOCTb, yYeHas
cTeneHb, y4eHoe 3BaHuNe aBTopa (aBTOPOB), C KOTOPbIM peaakuma byaer
BECTI NepenicKy.

3. 06bem cTaTeli: 0pUrMHanbHasa cTaTba — He bonee 12 CTpaHuL; onmnca-
Hue 0TAeNbHbIX HabtofeHwiA, 3aMeTKN 13 NpaKkTUKN — He bonee 5 CTpaHuL;
0630p nuTepaTypbl — He Gonee 20 CTPaHWL; KpaTKue CO00LIEHNA U NCbMA
B PeAaKLINI0 — 3 CTPaHNLbI.

CTpyKTYypa OpUruHaNbHOIl CTaTbi: BBEIEHNE, MaTepHasbl U METOAbI,
pe3ynbTaThl UCCNEAOBaHMA U X 00CyXaeHNE, 3aKtoueHNe (BbIBODI).

K cTaTbsiM [10/MKHO ObITb MPUOXKEHO pe3tomMe Ha PYCCKoM A3bIKe, 0Tpa-
Xalollee cofepkatie paboTbl, ¢ Ha3BaHWEM CTaTbu, GaMWINAMIA 1 MHULW-
anamu aBTopOB, Ha3BaHueM yupexaeHuii. 06bem pesiome — He bonee 1/3
MaLLVHONWMCHOI CTPAHMLBI € yKa3aHUeM He MeHee 10 KNio4eBbIX CoB.

4. nniocTpaTuBHbIi MaTepuan:
« QoTorpadun JOMKHbI 6bITb KOHTPACTHBIMU; PUCYHKM, TPaduKI U Anarpam-
Mbl — YeTKIMU.
- DoTorpaduu npesCTaBAATCA B OpUrHaNbHOM dopmare.
« [padukn, cxembl 1 PUCYHKKM JOMKHBI ObITb NpeacTaBneHbl B Gopmare EPS
Adobe lllustrator 7.0-10.0. Mpu HeBO3MOXHOCTM NpefcTaBneHna ¢aiinos
B laHHOM (hopmaTe HeobX0AMMO (BA3ATbCA € pefaKLeli.
« Bce pucyHKu fomxHbI 6bITb NPOHYMEPOBaHbI 1 CHabXeHbl NOAPUCYHOUHBIMY
nognucamu. Mopnucy K pucyHKam JaloTca Ha otaenbHoM fucte. Ha pucyHke
YKa3blBAKTCA «BEPX» W HU3»; GPArMeHTbI pUCyHKA 0003HaUAKTCA CTPOUHDI-
MU ByKBaMu pyccKoro andasuta — «a», «6» 1 T. 1. Bce cokpatiiexns u 0603Ha-
YeHWA, MCNONb30BaHHbIE Ha PUCYHKE, AOMKHDI ObITb pacluMGPOBaHbI B NOApY-
CYHOYHOII MoAnucH.
« Bce Tabnuubl JomKHbI 6bITb NPOHYMepOBaHbI, MeTb Ha3BaHue. Bce cokpa-
LieHNA paciundpoBbIBAOTCA B PUMeYaHIu K Tabnuue.

« CcblnKu Ha Tabnmupl, PUCYHKI 1 ApyriA€ UNNICTPATUBHbBIE MaTepUanbl NPUBO-
[OATCA B HaaneXallyx mectax no TeKCTy CTatbi B KPYrIbIX CKobKax, a ux pac-
N0JI0XeHNe yKa3blBaeTCA aBTOPOM B BUAE KBaJpdTa Ha NONAX CTaTbl CNEBA.

5. Eannmnubl namepenni gatotea B CU.

Bce cokpalweHua (abbpeBuaTypbl) B TeKCTe CTaTbit AOMKHDI ObITb NOSHO-
(Tblo paclunpoBaHbl npyu nepsom ynotpebneHuu. icnonb3oBaHue Heoblue-
MPUHATBIX COKPALLEHNIA He JOMYCKAETCA.

Ha3BaHue reHoB nuLeTCA KypcMBOM, Ha3BaHue 6enKkoB — 00bluHbIM
wpudrom.

6. K cTatbe lomKeH ObiTb MPUNOXEH CNUCOK LUTMPYeMOIi uTepaTypbl,
odopMneHHblil cieaytoLLm obpasom:
« CNCOK CCbINOK MPUBOAMTCA B MOPAAKE LUTUPOBaHMA. Bce nctouHnkn
LOMKHBI ObITb NPOHYMEPOBaHbI, a X HyMepaLua — CTPOro CO0TBETCTBOBATb
Hymepauum B TekcTte cTatbil. (CbINKI HA Heony6nuKoBaHHble paboTbl He Ji0-
MycKakTCA.
« [InA KaxJ0ro nCtouHnka HeobXxoAMMO yKasatb: Gamunui u MHALManbI aBTo-
poB (ecnin aBTOpoB 6onee 4, yka3blBatoTcA NepBble 3 aBTOPa, 3aTeM C(TaBUTCA
«iA 4p.» B PYCCKOM MK «et al.» — B aHIUACKOM TeKcTe).
« Mpu ccbinKe Ha cmambu U3 XyPHAN08 YKa3blBakOT TakKe Ha3BaHue CTaTby;
Ha3BaHue XypHana, rofi, ToMm, HOMep BbIMycKa, CTpaHULbl.
« Mpn ccoinke Ha MOHOzpaghuu yka3blBaloT TaKkKe MONHOE Ha3BaHue KHUrY,
MeCTO U3[aHINA, Ha3BaHIe 3[aTeNbCTBa, Fof U3AaHuA.
« Mpu ccoinke Ha aemopeghepamol [uccepTaLnii YKa3biBAKT Takke NONHOe
Ha3BaHue paboTbl, OKTOPCKAA UM KAHANAATCKASA, O 1 MECTO U3LAHUA.
« Mpu ccoinke Ha daHHbIe, NosyYeHHble U3 HiHMepHema, yKa3blBakT dneKT-
POHHBbII aZipec LUTUPYEMOro MCTOYHMKA.
« Bce ccoInKin Ha nUTepaTypHbIe NCTOUHMKN NeYaTaloTca apabckumm uudpamu
B KBaIpaTHbIX ckobKax (Hanpumep, [5]).
« KonnuectBo umTvpyembIx paboT: B 0pUrMHaNbHBIX CTaTbAX XXeNaTeNbHo He 6o-
nee 20—25 CTOUHIKOB, B 0630pax uTepaTypbl — He 6onee 60.

7. I'Ipencrasnerme B peaKLMi0 paHee 0I'Iy6ﬂI/IKOBaHHbIX (Tateil He aonyc-
KaeTca.

8. Bce cTatby, B TOM uncsie NOATOTOBNEHHbIE aCnupaHTamm 1 conckatena-
Mu y‘lEHOVI (TENEeHN KaHanaaTa Hayk no pesynbratam C0OCTBEHHDIX MCCNIE0-
BaHMWii, NPUHUMAKTCA K neyaTn becnnatHo.

(raTbu, He COOTBETCTBYHOLME
K PaccMOTPEHHUI0 He MPUHUMAIOTCA.

Bce moctynaiowme ctatbu peueHsupytotca. MpucnaHHbie mare-
puanbl 06paTHo He Bo3BpaLaloTcA. Pepakuma octaBnset 3a co6oii
NpaBo Ha pefakTUPOBaHue CTaTell, NpeAicTaBAEeHHbIX K ny6nukauun.

AsTopbl MOTyT NpucbINaTh CBOM MaTepuanbl no appecy: 115478,
MockBa, Kawmpckoe wocce, 24, ctp. 15 nu60 no 3neKTpoOHHON NoyTe Ha
appec pepakumu: info@neuromuscular.ru ¢ 0643aTeNbHbIM yKa3aHuem
Ha3BaHUA XKypHana.

JaHHbIM  Tpe6oBaHMAM,
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Pacteop
A BHYTpuBeH
BBEACHUA PitgeHoro u BHYTPUMbIWeYHOro

1000 mr/4mn
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Yommy L esocryny
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Sferrer

CokpalLieHHaA uH(popMaLA no HasHaueHuto: LiepakcoH (Ceraxon). PeructpaumonHbiii Homep JICP- 000089, MHH: uutukonvH. Amnynbi 4mn no 500 mr unu no 1000 mr, pacteop An npuema BHyTpb 30 Mn (100 Mr/mn).
Tloka3anus K MpUMeHeHNio: 0CTpbIii Neprof MILIBMIAYECKOTO MHCYNbTa (B COCTaBE KOMMNEKCHOI Tepaniii), BOCCTAHOBUTENbHbI NepUofl MLLIEMUUECKOTO U reMoppariyeckoro UHCYNLTOB, YepenHo-Mo3rosas Tpama
(4M), ocTpbiii (B cocTaBe KoMNNEKCHOIA Tepaniiu) v BOCCTaHOBHTeNbHbII NepUoA, KOTHUTUBHbIE U NOBEACHYECKUe HAPYLLIHYA NP1 AereHepaTuBHbIX 1 COCYANCTbIX 3a60N1eBaHNAX FONOBHOO Mo3ra. [IpoTuBoNoKa3anua:
He CNlelyeT Ha3HauaTb 60/1bHbIM C BbIpaXeHHOI BaroToHuel: (npeobnazatxie ToHyca NapacumnaTiyeckoil YacTi BereTaTuBHO HepBHOI CUCTEMbI) 1 P TUNepUyBCTBUTENLHOCTI K 06OMY 113 KOMNOHEHTOB Npenapara.
B cBA3M C OTCYTCTBUEM JOCTATOUHBIX KNMHUYECKIX AAHHBIX He peKoMeHAYeTCA NpUMeHATb Y AeTeit 40 18 neT. CMoco6 npumeHeHs 1 A03bl: NpenapaT Ha3HaYaloT BHYTPUBEHHO 11 BHYTPUMBILLEYHO. BHYTpMBeHHO
npenapar Ha3HayaioT B popme MeneHHOI BHYTPUBEHHOI HbeKL. OCTPbIil MepUog MLIeMIYeCKOr0 UHCY/bTa 1N YepenHo-Mo3roBoii TpaBMbl (YMT) — 1000 mr kaxzble 12 u ¢ nepBbiX CYTOK MOCTAHOBKM AMarHo3a,
ANUTENbHOCTb KYPCa He MeHee 6 Hefenb. BoccTaHOBUTENBHBIN EPUOA ULLIEMUYECKOTO, FeMopparieckoro MHEynbtos 1 YMT, KorHUTUBHbIE W MIOBEAEHUECKIe HapyLUEHIIA NPU fiereHepaTUBHbIX U COCYACTbIX 3aboneBa-
HUAX FONOBHOr0 Mo3ra — no 500-2000 mr B fieHb. [103UpoBKa 1 ANUTENBHOCTb SIEYeHMA — B 3aBUCMMOCTY OT TAXeCTV CUMNTOMOB 3abonesatus. [oGouHoe AeiicTBUe: peKo anneprinyeckite peakuui, KpaTkoBpemeHHoe
13MeHeHIe apTepuanbHoro Aasnenua. [lonHas MHGOPMALWA No Npenapaty 1 NPOTUBONOKa3aHUAX COREPMUTCA B MHCTPYKLMN N0 MeANLIMHCKOMY NPUMEHEHNH0.

1. Andersen M., Overgaard K., Meden P. et al. Stroke 1999; 30: 1464-1471.

2.Tazaki Y., Sakai F., Otomo E. et al. Stroke 1988; 19: 211-216.

3. Spiers PA., Myers D., Hochanadel G.S. et al. Arch Neurol 1996; 53: 441-—‘%-\

Ha npaBax peknambl. hdpopmauua Ana creLuanncTos 34paBooxpaHeHns.

VImetoTca npotuBonokasanua. PernctpaumonHblit Homep JICP 000089-311210 AnA nepopanbHOro pacTopa, Takeda

J1CP 002287/07-270910 Ans MHbEKLMOHHbIX GOPM
000 “Hukomez AuctpubblowH Cents”: PO, 119048 Mocksa, yn. Ycauesa, A. 2, c1p. 1,
Ten.: 47 (495) 933 5511, pakc: +7(495) 5021625, www. CeraXOn.IU; WWW. nycomed.ru.
[laTa Bbinycka peknambl: ABapb 2013
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SHEPIrma XmsHu

§  AsTonarun AxTonorne
= PACTROD AR MRS KU PACTHSP AAN K
BT

AHTUIrMNOKCAHT N AaHTUOKCUAAHT, NPUMEHAIOLMUINCA B KOMMNJIEKCHOW Tepanum
HEeBpPOJIOrnYecKnX, MeTabonnyecknx n Xmpypru4eckux sabonesaHumm,
a TaK)Ke UX OCNOXXHEeHUNn

e  Mertabonuueckue u cocyancTble 3ab6oneBaHUA roIOBHOro Mo3ra (MHCYNbT,
YepenHo-mMo3roBas TpaBMa, pasnnyHble opMbl HEAOCTATOYHOCT MO3rOBOIO
KpOBOOOpalleHus, AemMeHLmA).

e  [lnaGetnyeckaa NONIMHEBPONaTUA.
J MNMepudepunyeckme cocyaucrbie, metabonnyeckne HapyLweHNA U X NOCNEACTBUA.

o 3axxusneHue paH (Tpoduryeckme HapyLLeHNA KOXHU, A3Bbl, CUHAPOM AuabeTnyeckom
CTOMbI, MPONEXHU, OOMOPOXKEeHUA).

CoyeTaeTcA ¢ npuMeHeHnemM HapykHbix opm AktoBernHa: 20% renb, 5% kpem, 5% masb.

KpaTKaH I/IHd)OpMaLII/IFI no MeauLMHCKOMY NpUMeHeHuIo npenapata AKTOBEruH:

PerncrpauuoHnHbie Homepa: [N 14635/01 ot 26.02.08; NN 014635/01 ot 19.11.10; MN 014635/04 ot 19.12.07; N 014635/04 ot 26.11.10; NN 14635/03
ot 19.12.07; NN 14635/03 ot 11.01.10; NN 14635/03 ot 18.10.10; NN 014635/02 ot 14.03.08. ToproBoe Ha3BaHue — AKTOBErMH. AKTUBHOE BELIECTBO:
[enpoTeMHU3MPOBAHHbIN reMoLepuBaT KpOBY TENAT.

®opmbl Bbinycka: pacTtBop AnA MHbekuuint — 40 mr/mn, amnynbl no 2 mna, 5 mn, 10 mn; pactBop AnA uH@y3min — 4 mr/mn n 8 mr/mn B pactBope
Hatpua xnopuga 0,9% 250 mn; 4 mr/mn B pactBope fekctpo3bl 250 mn. MokasaHuA: meTabonuyeckue U CocyaucTble HapyLEeHUA FONOBHOMO
mMo3ra (B TOM 4uciie ULLEMWUYECKWUIA MHCYNLT, YepPenHO-MO3roBas TpaBMa, pasfiuyHblie (hOpMbl HEJOCTaTOYHOCTU MO3FOBOTO KPOBOOOpALLEHUS,
AeMeHLmA); nepudepunyeckue (apTepuanbHble U BEHO3HbIE) COCYANUCTbIE HAPYLIEHWUA U UX NOCNEACTBUA (apTepuanbHan aHruonatua, Tpoduyeckme
A3Bbl); 3aXWBNEHWNE PaH (A3Bbl Pa3NUYHON 3TMONOTNK, TPO(UYECKME HAPYLUEHMA, NPONEXHU, OXOM, HapyLIEHUA MPOLIECCOB 3aXWUBNEHWUA pPaH);
npodunakT1ka 1 NeveHne ny4eBbIX MOPaXEHWI KOXW U CAN3UCTbIX 060104ek Mpy nyyeBon Tepanuu. lpoTMBonokasaHuA: runep4yBCTBUTENLHOCTb
K npenapaty AKTOBErMH MW aHaNorMyHbIM npenapatam, 4EeKOMMEHCUPOBAHHAA CepaeYHan HeJOCTAaTOYHOCTb, OTEK NETKMX, ONUTYPUA, 3aAepxKa
XUAKOCTU B opraHuame. C oCTOPOXHOCTbIO: rUMepxnopemus, runepHatpuemua. NMo6oyHoe AeNCTBME: annepruyeckue peakumn (KoxHaa Cbifb,
TUNEpemMmnsa KoXu, rMnepTepMna) BrioTb A0 aHahUNaKTUHECKoro LWoka. B cBA3W ¢ BO3MOXHOCTbIO BO3HUKHOBEHMA aHA(UNaKTUYecKol peakumum
PEKOMEHAYETCA NPOBOAUTL TECT — 2 MA A0 Havana MHbeKLuUU, MHdy3nun. Cnocob npumeHeHUA n Ao3bl: 1O 5 MJI BO3MOXHO BHYTPUMbILLEYHOE
BBeaeHue, ot 200 go 2000 mr (250-500 mn) BBOAAT BHYTPUBEHHO KanenbHO MeaneHHo (2 ma/muH). B Tabnetkax — no 1-2 Tabnetkn 3 pasa B CyTKM
nepeq enon. [Jo3bl 3aBUCAT OT CTEMEHM TAXECTU W BbIPAXKEHHOCTY CUMMTOMOB KaXA0ro KOHKPETHOro 3aboneBaHudA. [1pogomKnTenbHOCTb IeYeHna
3aBUCUT OT UHAMBUAYaNbHOTO HasHaveHus. lMonHaa HpopmMauma No npenaparty COAEPXUTCA B UHCTPYKLMM MO MEAULIMHCKOMY MPUMEHEHMIO.

WHdbopmauma ona cneunanvucTos 34paBoOXpaHeHu .
000 «Hukomeg OuctpubblowH CeHTan: 119048, . Mocksa, yn. Ycauesa, gom 2, ctp. 1. www.actovegin.ru
TenedoH: +7 (495) 933 55 11, Dakc: + 7 (495) 502 16 25 www.takeda.com.ru

AKTOBEI'niH

[aTta Bbinycka peknamsbl: despanb 2013.



