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Dantec”

[MpaBubHbIA AMArHO3 - YCMELLUHOe NeYyeHune

JnekTpomuorpadbl
cepumn Keypoint
HOBOr0 NMOKOJIEHUS

YcTaHoBNEeHa HOBasA MJiaHKa KayecTBa pe-
TUCTPUPYEMBIX CUFHANOB )19 3/1IEKTPOMMUO-
rpacdos. B npubopax Dantec Keypoint HoBoe
Ka4yecTBO CUrHana u M3ALLHbIA AN3aiiH coYe-
TAOTCA C TPAAWULMOHHOM MPOCTOTOW ynpas-
NEHNS N HAEXHOCTbIO KOHCTPYKLMK. Tenepb
noj MHAMBWIYanbHble TPE6OBaHMS MOMb30-
BaTeNs MOXXET HAaCTPamMBaTbCA Kak npencras-
NeHne MHAOopMaUMM Ha 3KpaHe MOHMTOPA,
TaK U BUA NeyaTHoro oryeta. Mpu aTom Ha-
CTPOWKN MOTYT MNPOU3BOAUTLCS KaK CamMUM
MONb30BaTeNEM, TaK W YAANeHHO MO WUCXO-
JHbIM JaHHbIM NONb30BaTens. [porpammHoe
06€ecreyeHne MosHOCTbIO PYCUDULMPOBAHO
u pabotaet Ha 6aze WINDOWS 7. lMpu6opbl
BbIMYCKAOTCA KakK B MOPTATUBHOM WCMOJIHE-
HUW, TaK 1 B BUAE paboyein CTaHLuu.
KayecTBOo Balumx nccnegoBannii ¢ Mcnonb30-
BaHMeM 3nekTpomuorpados Dantec Keypoint
He BbI30BET COMHEHUI Y caMoil TpeboBaTesb-
HOWN ayanTopuu.

lpuuenbHoe BBEAEHME
00TYNOTOKCHHOB

370 cTano BO3MOXHbIM 6farogaps OfHO-
pa3oBbIM MOAKOXHLIM 371EKTPOAAM-UrNaM
Bo-Ject. OHn coBmeLLaroT B cebe urny ans
WHBEKLUMA M MOHOMONSAPHBIA MrONbYaThbIN
3NeKTPOA, YTO NO3BONSAET BBOAWUTL 6OTY-
NOTOKCWH MOJ, KOHTPOJIEM HEnpepbIBHO pe-
ructpupyemoro curdana M. B kayectse
perncTparopa MOXeT WCMofb30BaThCS JIH0-
60t anekTpomuorpad. INeKTPOAbI-UrMbl
BbINYCKAIOTCA PA3HOI ANWHLI, NpW 3TOM
cTabunbHoCcTb curHana AMI obecneyuaet
BHYTPEHHASA Manka Kabens u Urnbl, npume-
HAemas ToNbKO B anekTpodax-urnax Bo-Ject
npon3soactea Alpine Biomed.

HelpoanarHocTuka

OT BeAyLiero MMpoBoro npon3sognTend

a division of natus.

BHumanue!

C wiona 2012 roga

LieHa Ha KOHLEHTpUYeckme
UrofbyaTble ANEKTPOAbI
6ynet cHukeHa Ha 20%!

KoHueHTpuyeckue
Uronibyatble aNeKTpoAbl
3TaNoOHHOro Ka4yecTBa

OnHOpa3oBble W MHOropasoBble (ABTOKNMA-
BUPYEMble) KOHLEHTPUYECKME UroNibyaTble
anekTpoapl cupmbl Alpine Biomed npo-
[OSKAKT 0CTaBaTbCi B MUpPE «3010TbIM
cTaHaapToM». CTabunbHO BLICOKOE Kayec-
TBO NMPOW3BOACTBA 06ECMNEYMBAET MOYTHU HY-
NeBOI NPOLEHT OTOPAKOBKW WUrM, a TOHKas
WNNPOBKA HAKOHEYHWUKA W NpupaHue emy
hopMbI «Tpoakap» NO3BOJNIAOT BBOAUTD UMY
3NeKTPOoaa NpakTU4eckn 6e3601e3HEHHO ANs
nauueHTa, 663 TPaBMUPOBAHUS MbiLULbI, T.K.
MbILLEYHbIE BOMOKHA Pa3fBMralTCcs Wrow
6e3 noBpexaeHns. HU3KNiA ypoBeHb LLyMa U
BbICOKas TOYHOCTb PErMCTpMpyemoro 6uono-
TeHuMana gocTuraiTcs 6narofaps UCnosb-
30BaHMI0 CMeuuanbHOro 3anaTeHTOBAHHOMO
CnniaBa B Ka4eCTBe BHYTPEHHEro NpOBOAHMKA
BMECTO TPAAMLMOHHON HEPXXaBELOLLeR CTanu,
a TaKXXe 9KpaHMpOBAHHOro Kabens ¢ agan-
TWUBHOIA CMCTEMOI KOMMEHCaUMN MMneaHca.

Toprosas mapka Dantec xopoLLo n3BecTHa B Poccuu kak atanoH kavectsa B AMI. imeHHo nog atum 6peHaomM B Poccuio Haqanm noctynarb Kak aneKkTpomMmo-
rpacdhbl Keypoint nepBbIx NOKONEHWNA, TaK U UronbyaTblie aNeKTpoabl. U Te u apyrue nony4unu 3acny>eHHoe Npu3HaHue y CneLuanyucToB CBOMM Ka4eCTBOM
HaLleXXHOCTbI0. B HacTosLLee Bpems 3Ta TOProsas Mapka npuHagnexur gatckon dompme Alpine Biomed, ybuM npeacTasutenem B Poccum aBnseTca KOMnaHus

Hdomen-Herpo. MHoronetHui onbIT pa6oTel ¢ npogykuuen Dantec no3sonset cneumanuctam ViHdomea-Heilpo nponsBoauTb OMepaTuBHYO MOCTABKY W
Ka4eCTBEHHbIV CepBUC 3TON NPOJYKLMM HA BCei Tepputopun Poccuu.

000 «MHthomen-Henpo» — 9KCKNO3MBHBIA AMCTPMObOTOP NpoayKuumn Alpine Biomed B Poccum.
Ten./akc: +7 495 645 4700, sales@im-neuro.ru
Www.im-neuro.ru



BHUMAHWIO HEBPOJIOIOB

YHUKaJNbHbIN npoekT O6wecTBa cneynanncros

No HepBHO-MbILWeYHbIM 60ne3HAM!

K | koHpepeHumn OHMB, Kotopaa coctomtcs B MockBe
22-23 HOAGpA 2012 r., rOTOBUTCA UN3[aHNE NMepeBefeHHOro
Ha pycckuit A3blK c6opHMKa «KnuHunuyeckmne pekomeHpauunmn
(crangapTbl) EBponeiickoil pefiepauum HEBPONOrn4ecKunx co-
o6wecTB (EFNS)», ToMm 1, 1 npunoXKeHns K peKkomeHgauuam —
«KpaTKunii cnpaBoYHUK HEBpoJiora».

MeXXgyHapoaHble 06LWenpurHATbIE PeKOMeHAAUUN OCHOBAHbI Ha
npuHUMNax aokasatesibHOM MeanLMHbl 1 06006LWEHHON MeANLINH-
ckol nHdopmaumm 3a 2000-2011 rr. n ABAAOTCA pPe3ynbTaToM pa-
60Tbl 3KCMEPTHbIX rpynn cneyranuctoB EFNS.

N3paHne PekomeHZauuim n KpaTKkoro CrpaBoOYHMKA C MepeyHeM COBPEMEHHbIX MpenapaToB U No-
KasaHMAMM K UX NPUMeHeHNIo (YoMrHaloTcA B PekomeHaauUmaAX) Ha pyCCKOM A3blKe AN LiefieBou
ayanToOpuUN HEBPONOros Poccum ocyLuecTBAAETCA BepBble 1 Aenaet AOCTYNHOW CUCTEMATU3NPO-
BaHHY0 MHbOPMaLMIO O JIeKapCTBEHHbIX Npenaparax.

JaHHble npoBegeHHoro OHMB onpoca AeMOoHCTpUpYoT 60MbLUYI0 3aMHTEPECOBAHHOCTb HEBPOJIO-
roB PO, ctpaH CHI' n bantnun B 3HaHMAX O COBPEMEHHOM COCTOAHMN AUAFHOCTUKIN U JIeYEHNS HEPB-
HbIx 6onesHen.

B c6opHUK «KnHnyeckne pekomeHgaumm EFNS», Tom 1, BoriayT 7 alanTMpOBaHHbIX A1 PYCCKOS3bIY-
HbIX YMTaTENEN Pa3fenoB Mo OCHOBHbIM BOMPOCAM AVArHOCTUKM 1 JIeYEeHUS HEPBHbIX Gone3HeN.

Cmana 2011 r. OHMB aBnseTcs opuLManbHbIM SKCKMIO3VBHbIM 06/1afaTesiemM NpaB Ha NyoanKauuio
nepesopaa PekomeHpaLmin Ha pycckom s3bike oT nspatenbctea Wiley (BennkobpurtaHus).

PeLeH3npoBaH/e 1 peaakTVpOBaHME POCCUNCKON Bepcun PekomeHpaumin ocyliecTBnseTca Be-
AyWwunMy cneumanmuctamm Poccum B 06nacti HEBPOMOTW, HENPOXMPYPIN, HENPOBU3Yann3aLmn,
HenponMMyHonorny, natomopdonorny, peabunutaumy, a TakxKe BpayaMm U3 CMeXHbIX obnacTei
MegmLmMHbl. CornacoBaHHble C n3gaTtesiemM pefakLNOHHbBIA COBET 1 PELIEH3VOHHbIN MOAX0Z K nepe-
Body PekomeHpaumii obecneyat MakCUManbHY0 afanTaumio K 3anpocam pOCCUNCKMX crnevmani-
CTOB B 0611aCTV1 HEBPOMOIUW 1 PblHKa MeVIKaMeHTO3HbIX MPenapaTos.

[MnaHupyembin Tpax — 4 000 3K3emMnaApoB.

Ynenbl OHMB nonyuat PekomeHgauum n cnpasoyHuk bECIJIATHO.



[MPETNAPATbI NJIASMbl KPOBU

OPUNPMbl «<BUOTECT PAPMA M'mbX», 'epmaHus

HemeLlkoe Ka4yecTBO - 3anor rapaHTUPOBaHHOM BUPYycobe3onacHoOCTH
N BbICOKOM 3O(PEKTUBHOCTN.

NEHTAIMOBUH
MNepBbi N €OUHCTBEHHbIN MOMUKIOHANbHBIA U NMONMBANEHTHbLIN UMMYHOTTOBYNNH YenoBeka

AN BHYyTPUBEHHOIO BBEAEHMS, oboraweHHbIn IgM

AdhdekTnBHaAA Tepanna TKenNbIX 6akTepranbHbIX NHAEKLUI
[ocToBepHOE CHWXEHWE NneTanbHOCTU Mpu cencuce U CENTUYECKOM LLIOKE

NMHTPATEKT

CraHgapTHbIn nonvBaneHTHbI |gG-npenapart, 5% pacTeop Ans BHYTPUBEHHOIO BBEAEHMUS
N3roToBneH ¢ ncnonb3oBaHNMeM MHHOBALMOHHOWM TEXHOMOMMM OYUCTKM METOAOM
KaTMOHOOOMEHHOM XpomaTtorpadun. XpaHuTca npu KOMHaTHOM TeMnepaTtype

HEOUUTOTEKT / UATOTEKT

MMMyHOrnoBynuH YyenoBeka NpoTMB LIUTOMEranioBUPYCHON MHAIEKLMM AN BHYTPUBEHHOMO BBEAEHNS
EAnHCTBEHHAA BO3MOXXHOCTL Tepanim 1 NPOodUnakTMK1A LUTOMEranoBupycHow

NHpekunm y 6epeMeHHbIX, HOBOPOXAEHHbIX U AeTei paHHEero Bo3pacTa

HEOTIEMATEKT
MMmmMyHOrno6ynuH YyenoBeka NpoTuB renatuta B ansa BHyTpMBEHHOIO BBEAEHMS
CTpaTternsa HemeaneHHoOM 3aWwunThl OT renatuta B

AJIIbBYMWH UEJTOBEKA BUOTECT
HaTypanbHbin kKonnoung ¢ cogepxaHnem anbbymmnHa He meHee 96%, ¢ yHUKanbHbIMU
cBonctBamu BoccTtaHoBneHns OLIK. He cogepXnt KoHcepBaHTOB 1 GannacTHbIX BELLECTB

MpeacraeutenscTeo «Buotect ®apma M6X» B Poccum: & BiOteSt

119334, Mocksa, ynuua Basunosa, gom 5, kopnyc 3, ocuc 403
Ten./dpakc (495) 723-72-52 From Nature for Life
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HepBHo-MbileYHbIe
BOJNIE3HH

Om pepakuuu

[nybokoysaxcaemvie koaneeu!

B ouepenHoil pa3 mpuBETCTBYeM Bac CO CTpPaHMIL
XypHasia « HepBHO-MbIlIeUHbIE 00J1e3HW». BIMYyCK 5TOTO
HOMepa MPUYPOUYEH K 3HAMEHATEIbHOMY COOBITUIO B OTE-
yecTBeHHOU HeBpojorun — X Bcepoccuiickomy chesny
HEBPOJIOTOB.

Cobesn npoxonuT B HuxkHem HoBropoae — ongHom u3
crapeiinx ropoaoB Poccuu, ciaBsinemMcsi CBoeil MHO-
roBeKoBO# uctopueil. HayuHasg mporpamMmma 3TOro BbI-
JTAIOIIEeTOCs W BCEeraa 3allOMMHAIOIIETOCsS MEPOINPUSTUS
Ype3BbIUYaiiHO pa3HOOOpa3Ha M OXBAThIBAET BCE HaMpaB-
JIEHUST HEBPOJIOTUM, B TOM Yuciie 60e3Hu neprudepude-
CKOTO HelpoMoTOpHOro ammapara. Ha aToT pa3 ueHTp
ITpuBOIXBS CTAaHET BCEPOCCUNCKOM TTONIAAKON 1S 00-
CYXIEHUS aKTyaJIbHBIX MPOOJIEM OTEUeCTBEHHOU HEBPO-
JIOTUM, pellleHUs] MPUHUMITMAIbHBIX BOIIPOCOB U, CAMOE
[JIaBHOE, OOMEHAa OMbITOM, O3HAKOMJICHUS C pe3yJibTaTa-
MU Hay4YHBIX UCCIIETOBAHUM.

C yIOBIETBOPEHUEM MOXEM OTMETUTh MPUCTATBHOE
BHUMaHME K mpobjeMe AUarHOCTUKHU U JiedeHUs opdaH-
HbIX 00JIe3Hel, oka3biBaeMoe B mocienHee BpeMs I[lpa-
BUTEJIbCTBOM Poccun. MUHUCTEPCTBO 31paBOOXPaHEHMUS
U coumanbHOro pasputusg P® o0bsgBmIIO 0 popmupo-
BaHUU N0 1-ro UioJs heaepabHOTO PerucTpa OOJIbHBIX
peaKUMHU 3a00JIeBAHUSIMU, HaJl KOTOPBIM BEETCS aKTUB-
Hasl paboTa B peroHax. MHOrvue HEpBHO-MBbIIICUHbIE
3a00J1cBaHUSI OTHOCSITCSI MMEHHO K 3TOW KaTeropuu.
IMpeanpuHuMaemble [TpaBUTEILCTBOM IIAarM B IEPBYIO
ouepelb HampaBlIeHbl Ha YpEeryJIupoBaHUE BOIPOCOB
JICYEHUS] W JIEKAPCTBEHHOTO 00ECIeYeHUs] MAllMeHTOB C
penkuMu 3aboseBaHusIMU. B cBsI3UM ¢ 2TUM KpaliHe ak-
TyaJleH BOIIPOC BBISIBJIIEMOCTH U KauyecTBa JUATHOCTUKU
JIAaHHBIX COCTOSIHUIA B MOIYJISILIMU, YCITEITHOCTb KOTOPBIX
B 3HAYUTEIbHOU CTENEHU 3aBUCUT OT MOATOTOBJIEHHOCTHU

1 MTH(GOPMUPOBAHHOCTH CITEIIMATMCTOB IIEPBUYHOTO 3Be-
Ha. Ocoboe BHUMaHNE OPraHU3aTOPhI 3APABOOXPAHEHUS
00palaoT Ha MTOATOTOBKY CIEIINaTUCTOB MO0 OphaHHBIM
3a00JIeBaHUSIM B MEUIIMHCKUX BY3aX.

MpbI cuuTaem, 4YTo OJHOM U3 OCHOBHBIX 3aAa4 O01Ie-
CTBa CTEIMAIMCTOB TI0 HEPBHO-MBIIIEYHBIM OOJIE3HSIM,
SIBJISIETCSI TIOBBIIIIEHNE MH(POPMAITMOHHOTO 00eCTIeUeHU S
HEBPOJIOTOB M Bpavyeil CMEXHBIX CITeIIMaIbHOCTEN B 00-
JIACTU IMAaTHOCTUKU M nuddepeHIInanbHO TUarHoCTh-
KU1 HACJIEACTBEHHBIX U IPUOOPETEHHBIX 3a00JIeBaHU TTe-
pudepruIeckoro HePOMOTOPHOTO arrapara. Jra 3ajada
peanusyeTcs B hopMe 00pa3oBaTeIbHBIX CEMUHAPOB, 00-
YUaloIMX JeKIIUH 1 TOKJIAJI0B BEAYIINX CIIEIUATNCTOB,
yieHoB O01IeCcTBa, B paMKax BCEPOCCUICKIX KOHTPECCOB
n npyrux Meponpusitiii. 2KypHan «HepBHO-MbIIIEUHBIC
00JIe3HU» CIIYXKUT OTKPBITONH TPUOYHOU MJIsT BCEeX CIie-
[IMAJIUCTOB U Bpaueil o0IIeil pakTUKU, TTPOSIBIISIONINX
WHTEpEC K TaHHOM 00J1acTH.

OuepenHOl HOMEpP, KOTOPBIN Bl JEPXKUTE B pyKax,
He ucKmoueHue. JluchepanHonaThuu, XOHIAPOAUCTPO-
uyeckass MUOTOHMS, HACJENCTBEHHAsT HeWpomaTus
CO CKJIOHHOCTBIO K ITapajndaM OT CAaBJICHUS, TTOJTUMHO-
3UT — BCE 9TU HO30JIOTUU MTO-TIPEKHEMY OCTalOTCST CJIOXK-
HBIMM ISl TMAaTHOCTUKY U TPeOYIOT OT Bpaya IIIyOOKMX
npodecCuoHaIbHBIX 3HAHUIA.

MBI HCKpEHHE HajIeeMCsl, YTO Halll COBMECTHBIN TP/
TTOCTYXXUT OOIIeMY JeJTy TTOBBIIIEHUST KauyecTBa MeIu-
IIMHCKOM TIOMOIIIM, OKa3bIBaeMOM HAIIMMU CIIEINaI-
CTaMU TallMeHTaM C HEBPOJOTUYECKMMU HApYIIEHUSIMU,
B TOM YMCJIe C HEPBHO-MBIIIICUYHOI TTaTOJIOTHEH.

Pedronneeus ncypuana « Heperno-muiueurnie 601e3Hu»
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CoBpemeHHble NPUHWUNDLI BefeHus
fonbHbIX ¢ AUabemuyecKoil nonuxeiiponamuei

Dan Ziegler*
Ilepeeoo: M.A. Tunzoepe

Ipumepro kaxcootii 3-it nayuenm c caxaprvim duabemom (C) cmpadaem duabemuueckoii OUCMANbHOLU CUMMEMPUYHOL CEHCOMOMOPHOI
noaunetiponamueii (JICCII), komopas npedcmasasem coboii cepve3nyo npoonemy 045 30pasooxXpanenus, mak KaKk Molcem conpogo-
ACOaMbCst MYMUMENbHOU Hellponamuyeckoli 601610 U NPUBOOUMb K CHUJICEHUIO Katecmaa dcusHu boavHblx. Heiiponamuueckas 60ab 3Ha-
YUMENbHO Hapyulaem CoH, HeeamugHo 6ausem Ha NO8CeOHe8HYI0 AKMUBHOCIb U Y0081emB0PeHHOCMb JcUu3Hbio. Jleuenue basupyemcs na
4 ocHosrbix npunyunax: 1) unmencuenas mepanus CJ u Koppekuus pakmopos pucka 3a601e6anus, 2) AeveHue, 0CHOBAHHOe HA NAMO-
2eHemu4eCcKux Mexanuzmax, 3) cumnmomamuueckoe neuerue, 4) ozdeiicmeue Ha pakmopel pucka u npedomspaujenue 0CA0NCHeHUi no-
auneiiponamuu. Hedasnue skcnepumenmanshoie uccnedosanus ceudemenscmayom o MHO20aKmopHol cmpykmype namoeenesa ouabe-
muueckoil netiponamuu. C KAUHUMECKOU MOYKU 3DEHUsl BANCHO OMMeMUMb, Yo HA OCHOBe IMUX NAMOLeHEeMUUECKUX MEXAHU3MO8 MO2YyM
Obimb paspabomatsl Hogvle mepanegmuueckue nodxodvsl. Hexkomopsie u3z HuX ¢ Hacmosiujee 8pemsi OUEHUBAIOMCS 8 X00e KAUHUYeCKUX UC-
noimanuil. Jlewenue xponuueckoii 6oaeeoii JICCII ocmaemcs caoxucroti 3adaueii 015 8paya. B ceasu ¢ s3mum a)cHo ommemums caedyouue
npaKkmuyeckue npasuaa: bl00p npenapama u noooop 003l HEOOX00UMO NPOBOOUMb UHOUBUOYAALHO HA OCHOBE OUeHKU 3¢)pekmusHocmu
mepanuu u pazeumus NOO0YHbIX 3PPeKmos; 06 omcymcemeuu IG@exma MoICHO CyOUMb AUUb CHYCMs 2-4 Hed AeueHUsl ¢ UCNOAb308AHUEM
adexgamuoii do3uposxu. Boamodcho npumernenue KOMOUHUPOBAHHOL AHANbCeMUYECKOL mepanui, 00HAKO 88UAY YACMOL NOAUNPACMAZUU
v nayuenmog ¢ C/] neo6x00umo 0653amensHo y4umsl8ams 603MONCHbIE NeKapCmeEeHHble 83aumodeiicmaus. Ynompebaenue aiko2os, a mak-
JIce uzeecmmole paKkmopsl pucka cepoevHo-cocyoucmoix 3a601e8anuii, makKue KaK @UCHepanbHoe oJcuperue, apmepuanbHas eunepmeH3us,
eunepaunudemus U Kypetue, uepaiom onpeoeseHHyo poab @ pa3eumuu U npoepeccupoganuu duabemu4eckoil Heliponamuu, 8 cés3u ¢ 4em
0COOEHHO 8aJICHO UX c80e8peMeHHOe npedomepauleHue Uil AeueHue.

Karoueewie caosa: oucmanvhas CUMMempU4Has CeHCOMOMOPHAs nOﬂuHeﬁponamuﬂ, Heﬁponamultecxaﬂ 60/11), 2AuUKemMu4ecKull KOHmMpOoas,

namoceeHemu4ecKoe nevenue, lleLlael’lpeCC‘debl, npomueocyaapowcnbte cpedcmea, 01’!1401466[, HeMeOuKameHmo3Hoe AeyeHue

RnuHu4ecKoe 3Ha4yeHue u anugemMuonorus

INonx mmabetnaeckoit Hetiponatueit (JIH) — mormmaror
TTOATBEPKICHHOE TIOpaKeHNE HEPBHBIX BOJIOKOH, TIPOSIBIISTIO-
Ieecsl KIMHUYECKM WINA TMpoTeKalollee OeCCUMITOMHO,
pa3BuBaroreecs mpu caxapHom nuaodere (CII) B OTCyTCTBUE
IPYIuX TIpW4IrH 3a0o0jeBaHnst. OHaA BKITIOYAeT HAPYIICHUS
COMAaTHYECKOTO 1/WJI aBTOHOMHOTO OTHEJIOB Tieprdeprde-
CKOI1 HepBHOM crcTeMbl [ 1], KimaccuduimpyeMbIX 110 KJITMHUA-
YeCKMUM KpHUTepUsIM. TeM He MeHee HeOOXOTMMO OTMETHUTD,
YTO OOIICTIPMHATAS KJTACCH(UKALINSI IO CHX TTOp He pa3pado-
TaHa B CBSI3U C Pa3HOOOpa3reM KIMHUYECKUX CHHIPOMOB
1 OOILIHOCTBIO COCTaBMISIIOIIMX MX cuMOTOMOB. Haubosnbliiee
pacripocTpaHeHue nojydywia kKiaccuduxauus JH, npenno-
>keHHas Thomas [2] 1 MomuULIpoBaHHAs BITOCJEICTBIN [3].
Ha ee ocHOBe BBIIEISIIOT OBICTPO 0OPATHMBIE, CTOMKIE CHM-
METPUYHBIC TIOJIMHEUPOINATUN, a Takke (DOKaJTbHBIC WA
MyJTBTH(OKATbHBIC HEHPOIaTHN.

3aBuCsIIAs OT ITMHBI HEPBOB AUA0CTIUECKAsT TACTATb-
Hasl CUMMETPHMYHAs CEHCOMOTOPHASI TOJMHEUPOITaTHSI
(ACCII) mmeeT sipKre KIIMHIYECKIE TTPOSIBIICHHS 1 BCTpe-
yaercs y 30 % malueHToB, 00C/IeI0BAHHBIX B CTAllMOHAPE,
ny 20 % 6onbHbix CI B obweit nomyssiiuu [4]. JCCII,
3aBUCSIIAS OT IJIMHBI HEPBOB, OOYCIIOBICHa METa0OIIC-
CKMMM W MHKPOCOCYIMCTHIMU HaPYIICHUSIMU BCJICICTBIC

XPOHUYECKOI TUIEePIIIMKEMIH U CBSI3aHHBIM C 3TUM TIOBBI-
IIEHNEM PHCKA CEepACUYHO-COCYIMCTBIX HapylieHui |[5].
B Hacrosiee Bpemst Bce OOJIbIIIe T0KA3aTeIbCTB HAXOAWT TOT
daxr, yro pruck passutust JCCIT 3HaunTEILHO MOBBIIIAET-
csl yxKe Ha aTarie ripeauadera. B oOueit momnynsiiuu (paiioH
Ayrcoypra, HOxnaa I[epmaHUs) pacmpoCTpaHEHHOCTh
HCCII cocrasnsier 28,0 % cpeay GOJIbHBIX AUMAOETOM,
13,0 % y mauMeHTOB C HapyLIEHHOI TOJIEPAHTHOCTHIO
k rmokose (HTT), 11,3 % B rpyiiie NalKeHTOB C MOBbIILIEH-
HBIM ypoBHeM I10Ko3bl Hatowak (YIH) u 7.4 % y nuig
C HOPMAJIbHOI TOJIEPAHTHOCTBIO K I1oKo3e (HopMTT) [6].
3aooaeBaemoctb JICCIT cocraisieT okoto 2 % eKeroaHo.

K Hambosee BaXHBIM 3THOJOTUYSCKUM (aKTopam
OCCII oTHOCSIT: HEAOCTaTOYHBIN KOHTPOJIb TJIMKEMUU,
BHCIICpaIbHOE OXMPEHUE, apTepUATbHYIO TUIICPTCH3UIO,
IUTMTETbHOCTh aHamHe3a CJ/I, pocT M BO3pacT IalMeHTa,
KypeHue, TUIIOMHCYJIMHEMUIO 1 auciumnuaemuio [4]. TTo-
packennst ipu JICCII okanu3oBaHBI B TICPBYIO OYepenb
B HIDKHMX KOHEUHOCTSIX M TIPOSIBIISTIOTCST CHIDKEHHMEM TIPO-
TIPUOLICTITUBHON IyBCTBUTEIBHOCT M TAKMMH (DYHKITHO-
HaJIbHBIMU PacCTPOMCTBAMM, KaK, HAIIPUMED, HapyIICHMS
xonw0sbI [7]. Toxwunbie maupeHTs! ¢ JICCIT Xy>Ke BBITIONMHSI-
0T TIPOOBI HA CKOPOCTH XOMBOHI, TTOIIePXKAHNE CTAaTHIECKO-
IO ¥ AWHAMHWYECKOTO PaBHOBECHS U KOOPAWHALIMIO, YeM

*C nosHbIM BapuaHToM 0030pa (Ziegler D. Current Concepts in the Management of Diabetic Polyneuropathy. Current Diabetes Reviews 2011;7: 208—20)

BbI MOXXETE O3HAKOMUTBCS Ha caiiTe www.neuromuscular.ru
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MaIMeHTHI TOM Xe Bo3pacTHoi Kateropuu 6e3 JICCIT [8, 9],
TIPY 3TOM YXyIIIeHre (DyHKIIMOHATBHOTO COCTOSTHHS TIEPH-
epruecKrX HEPBOB M CHIDKEHNUE CHJIBI B HOTaX HE BCETna
oobscHsaercs HammuueM CJI [10]. Y xkeH1uH crapiie 85 ner
pu CJI mopaxaroTcst TakKe W TOJICThIe BOJIOKHA TTepude-
PUYECKMX HEPBOB, TMCHOYHKIINS KOTOPHIX 3aMETHO YCYTy-
Os1sIeTCsl ¢ BO3pacTOM, OIHAKO CUHEpPru3Ma BO BIUSHUU
Bo3pacrta 1 quabeta Ha paszputue JICCIT He otmeueHo [11].

Bce Gombliie moaTBepxKaAeHUI HAXOAUT TOT (paKT, UYTO HE
TOJIBKO KOCBEHHBIC TPU3HAKA MUKPOAHTHUOMIATUM (TaKMe
KakK aJIb,OyMUHYpHs), HO TAKKE 1 MOKa3aTeJId HapyIIeHMS
(PYHKIIMOHATBHOTO COCTOSIHUS TieprhepIIeCKIX HEPBOB,
nucnoab3yemble st nuarHoctuku JJCCII, Hampumep cko-
pocTh pacripoctpaHeHus Bo3oyxaeHus (CPB) u mopor Bu-
opammonHo# yyBcTBUTEbHOCTH ([TBY), TTomMoraroT ore-
HUTb PUCK JIeTaIbHOro mcxona y 6ompHbIX CI [12, 13].
VYeeanuenue INBY takcke accolimmpoBaHO C MOBBIILIEHHBIM
PHCKOM Pa3BUTHST HEMPOTEHHBIX TPO(DUIESCKIX SI3B HIKHIX
KOHEYHOCTE — OIMHOI M3 CaMbIX PacIIPOCTPaHEHHBIX TIPH-
YUH TOCOUTANIM3aLMU 1 ammytaunu y oonbHbIX CII [14].
B 2 HemaBHMX MCCIEIOBAHMSIX TTOTYSPKUBACTCS 0COO0E BIIH-
gHne J1CCIT Ha moka3arei 3a00J1eBa€MOCTH 1 CMEPTHOCTH.
B uccnenoBanuun DIAD [15] moka3aHO, YTO CEHCOPHBIiA Jie-
T 1 HelipormaTruyecKast 00JTb SIBJISTIOTCS He3aBUCUMBIMU
(akTOpaMu pricKa BHE3AITHOM CMEPTH OT 3a00JICBaHMIA CepII-
11a WM HebaTaibHOTO MH(apKTa MUOKapaa. B ccmenoBanim
ACCORD nanmuue Helipornatiy BaHaMHe3€ B TpyIIre 00JTb-
HBIX, TOJTyYaBIINX MHTeHCHBHYO Tepanuio CJI ¢ 1eiaeBbIM
snayeHneM HbA = < 6,0 %, okazanoch Haubosee BakHBIM
KpHUTEpYEM, TTO3BOJISTIONINM ITPOTHO3MPOBATh TTOBBIIIICHIE
CMEPTHOCTH CPEeIy TalMeHToB [16].

bonb — Hanbosee 3HaUMMBI CYOBEKTUBHBIM CUMITTOM
JCCII, Tak KaK 3a9acTyi0 UIMEHHO OHA 3aCTaBJIsIeT MallieH-
TOB 00palaThCs 32 MEAULIMHCKOM romMolibto. bosb npu IH
CYIIIECTBEHHO BJIMSET HAa KAa4eCTBO KM3HM U TIPUBOIUT
K 3HaUMMBIM HapyiieHusiM cHa [17]. HecmoTpst Ha 310, Ha
IIpUMepe CUTyallun B BeamkoOpuUTaHUM IMOKA3aHO, YTO
Jiib 65 % 6onbHbIX C/1 notyyaiy JieueHUe Helipornaruye-
CKoIi 601, X0Ts1 96 % 13 HUX COOOILMIN O Hell Bpauy [18].
[pu sToM 77 % NALMEHTOB MPEAbSIBISUIN XKaJI00bI HA TIep-
cucTupymolre 6011 B TeueHue Gosee 5 iet, a 23 % He uc-
TTBITHIBAJIM OOJICBBIX OIIYIIICHMIA T10 KpaifHelt Mepe B TeUCHIE
nocaenHero roga [8]. Takum obOpa3oM, HeliporaTudecKast
00J1b y OOJTBITMHCTBA MAMeHTOB ¢ CJ] HOCUT XpOHUYECKMUIA,
«MHOTOJIETHUII» XapaKTep.

Xponunueckas 0oneBast popma JCCII BcTpeuaercs
y 26 % naumenroB ¢ CII [18—21]. B oOiieit momyisiuun
(paiion Ayrcoypra, KOxHas [epmanmst), pacrmpocTpaHeH-
HOCTb 00J1€BOi1 (hOpMBbI ITOJIMHEponaTy coctaBuia 13,3 %
cpeny TaIMeHTOB ¢ MaHU(ECTHBIM CaXapHBIM ITHA0CTOM
(MCL), 8,7 % cpenu nauuentoB ¢ HTT, 4,2 % npu YT'H
u 1,2 % npu HopMTT [20]. Cpenu GONBHBIX, IIEPEHECILINX
ocTphIit mHGpapkT Muokapna (OMM), no manHbM Peectpa
OUM AyrcOypra, pacpocTpaHEHHOCTh HEMPOIIaTHIeCKOM
6o coctapisuia 21,0 % y mu ¢ MC/, 14,8 % y nmauyeHTOB
¢ HTT, 5,7 % npu YI'H u 3,7 % npu nopmTT [21]. Ha

OCHOBAHUH 3TUX JAHHBIX MOXKHO CeJIaTh BEIBOM, UTO TTAIIN-
EHTHI C MaKpOaHTHOIIaTHel OoJiee TTOIBEPKEeHBI Helpora-
Tueckoit 6omm. OcHoBHBIMU (pakTopamu pucka JCCIIT
¥ HelipomaTHJecKoi 60JIH1, TT0 JaHHBIM 0030pa, 0Ka3aJIiCh
BO3pACT, OXMpPEHME W HU3Kas (pu3mueckass aKTUBHOCTb,
a 3abojieBaHUS TepU(PEPUUSCKIX apTepruii — OCHOBHBIM
KOMOPOUIHBIM PACCTPOMCTBOM, YTO ITO3BOJIMIIO CIENaTh
BBIBOJI, O TIEPBOCTETICHHOM 3HAYECHUH CEPICUHO-COCYIMCTBIX
¢akTOpOB pHCcKa 1 3a00JIeBaHUI TIPU OLIEHKE PAaCIIpOCTpa-
HenHoctu JCCII.

IMpu ICCII 601b MOXET HOCUTH ITOCTOSIHHBINA WA
SMMU30INYECKII XapakTep. Kak mpaBuiio, oHa yCHIIMBAeTCST
B HOYHBIC YaChl I YMEHBIIIACTCSI BO BPEMST XOIBOBI, JIOKAJIH -
3yeTcsl TIPEeUMYIIECTBEHHO B cTomax. Yarme Bcero 0OJb
OITMCHIBAIOT KaK «IJIyOMHHYIO, HOIOIIYI0», HO TakKKe OHa
MOXET OBbITb «[POCTPEIMBAIOLICH» WU <«KTydyeii». [Ipu
KJIMHUYECKOM uccienosanmy 105 marmeHToB ¢ 6051eBoit (hop-
moii JICCIT ormeueHb!I ciemytolye 30HbI IOKATU3au OOu:
96 % — crorbl, 69 % — moaLEM cBoIA CTOIIbL, 67 % — Haib-
LbI HOT, 54 % — ThUIbHAsI IIOBEPXHOCTD CTOIbL, 39 % — Bepx-
HUe KoHeuHoCTH, 37 % — moznomisa cToItsl, 37 % — TroneHn
" 32 % — naroyHas ooyacTh. IlanmeHTsl B OOJIBIIMHCTBE
CJIy4aeB OMMCHIBAIM 0OJIb KaK «OOXKUTAIOLIYIO/ XKIYUYIO»,
«00JTh KaK TIpU yaape TOKOM», «OCTPYIO», «HOIOIIYIO», «IT0-
KaJTbIBAIOIIIYIO» , YCHITMBAIOIITYIOCS ITO HOYAM, TIPY YTOMJICHUI
U B cTpeccoBbiX cutyauusix [17]. MHTeHcuBHOCTDL 001 pac-
LIEHNBAIACh KaK CPEIHSIs, U B CpelIHEeM cocTapisia 5,75/10
10 BU3yaJibHO aHayioroBoi 1ikaie (BAILL), c MuUHMMaTbHbI-
MU ¥ MaKCUMaJIbHbIMU 3HaueHusiMu 3,6 u 6,9/10 coorBeT-
ctBeHHO. OmMCaHEbI ClTyJau aJUIONMHAN (BOCTIPUSITHE CTUMY-
Jla JIO00M MONAIBHOCTH, HAIpUMeEp TOIMaXKWBAHUS, KaK
0oJieBoro). bosieBas cumMnToMaTKa MOXET COMPOBOXKIATh-
CSI HapyIIEHUSIMUA YyBCTBUTEIIBHOCTH, TIPY 9TOM ITAITUCHTBI
C BBIPaXKEHHBIM 0O0JIEBBIM CTHIPOMOM MOTYT UMETh U [IPY-
e KIMHWYECKUe TIposiBiIeHus. bomeBoii cuHIpoM, Kak
TIpaBWJIO, UMEET MHOTOJIETHII aHaMHe3 [22] 1 CITY>KUT TIPH-
YMHOU uHBanuau3auuu [17]. B To ke BpeMst orucaHbl Ciy-
Yay YaCTMYHOTO YMEHBIIICHNST KIIMHUYECKIX TIPOSIBIICHUI
¥ IaXe WX TIOJTHOTO McYe3HOBeHUs [23, 24|, HecMOTpsT Ha
IanbHeiIee yxyaeHne (yHKIIMN TOHKIUX BOJIOKOH [24].
Pemuccust 001eBbIX OLIYIIEHUI OOBIYHO BO3HUKAET IPU
BHE3AITHBIX META0OJMUISCKIX M3MEHEHUSIX, HEOOJBIION
TIPOIOJDKUTETLHOCTH O0sIeBoro aHamHe3a win CJ1, cHimke-
HUU MAacCHI Tejla M OTCYTCTBUU TSDKEIIBIX HAPYIICHUI IyB-
CTBUTEILHOCTH [23, 24].

MamoreHemuyecKue MeXaHu3mbl

B xome HemaBHUX SKCIIEPUMEHTATBHBIX MCCICIOBAHUIA
IoKa3aH MHorodakTopHbIii maroreHes J1H [25]. Ha mome-
qm Kpbic ¢ CJI, ObUIH TTOJTy9eHBl OCHOBHBIC JaHHBIE, T10-
3BOJIMBIIINE BEIPA0OTATh IBA MOIXOAA K M3YICHUIO TTaTO-
rede3a JIH. Bo-mepBbiX, Oblla cjaejlaHa IIOMNbITKA
oXapaKTepHr30BaTh MaTO(MU3NOJIOTMIECKIE, TTaTOOMOXM-
MHUYECKUE U CTPYKTYPHBIC HapyIIeHUSI, KOTOPBIC ITPUBO-
T K akcnepuMmeHTanbHoil JIH. Bo-BTophIX, ObUIM Mpo-
BEJleHbl OMNpeAeeHHbIE JieyeOHble MEepOIpUsITUSI,
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HaIpaBJieHHBIC Ha TMPeIOTBpallleHIe pa3BUTHUS 3TUX Ha-
PYIIEHUI, X IPOTPECCUPOBAHNSI, a TAKKE CTUMYIISIITIIO
HX perpecca, HeCMOTPSI Ha COITYTCTBYIOIIYIO TUTICPIJIMKE -
Muio. B Hacrosiiee BpeMst 00CyKaaroTcs 6 maToreHeTu-
YEeCKNX MEXaHM3MOB, KOTOPBIE, OMHAKO, B OTIIMYHEC OT
MOJIEIei TIPEABIAYIINX JIET pacCMaTPUBAIOTCST HE KaK OT-
IIeJIbHBIC TUITOTE3bI, HO KaK CJIOXHOE B3aMMOICICTBHE
MEXIY METa0OIMISCKUMU M COCYIUCTBIMU (DaKTOPaMU.

* AKTHMBAIMs ITOJIMOJIOBOTO ITyTH METabO0IM3Ma TJTI0-
KO3BI, TPUBOISIIAS K HAKOIIICHUIO COPOMTOIA U (DPYKTO-
3bI, MCTOIICHHUIO 3aIlaCOB MHOWHO3UTOJIA W CHIKCHUIO
aktTuBHOCTH Na+-K+-ATda3m1.

* HemocTaToUHOCTH SHAOHEBPATbHOU MUKPOLIMPKY-
JISIUWUY C TIOCJIEAYIOIIEH NIIEeMUEN U TUIIOKCUEH, TeHepa-
el akKTWUBHBIX (OpM Kucaopoma (OKCHUIATUBHBIN
cTpecc), aKTUBaLMel PeIoKC-IyBCTBUTEIBHOTO (DaKkTopa
tpanckpunu (NF-kB) u moBBIIIIeHMEM aKTUBHOCTU
nporeuHknHaspl C (IIKC) um monu-(AI®P-pubdosa)-
monumepassl (PARP).

+ HapyieHre MeTabomi3Ma He3aMeHNUMBIX JKUPHBIX KHC-
JoT (OMera-6) 1 ImpocTariaHAMHOB, KOTOPOE IPUBOIUT K M3-
MEHEHHIO CTPYKTYPBI MEMOPaH HEPBHBIX KIIETOK, MAKPOCOCY-
JIMCTBIM HAPYIICHUSIM M TEMOPCOJIOTMUSCKIMI N3MEHCHISIM.

* lecdbumt HelipoTpoduzma, IPUBOISIINI K YMEHbB-
LIEHUIO SKCIIPECCUU U HUCTOLUEHUIO 3aMacoB HEWPOTpO-
duyecknx (pakTOpoB, TaKMX KaK (PaKTOp pocTa HEPBOB
(®PH), neitporpodun-3 (HT-3), 1 MHCYTMHOIIOAOOHBII
dakTop pocta (MDP), a Takke HapyIIeHNIO aKCOHATBHO-
T'O TPaHCIIOPTA.

+ HaxorureHue (IIpy MHOTOJICTHEM TeUCHUN ) KOHEU -
HBIX IIPOIYKTOB YCUJIICHHOTO He(pepMEHTAaTUBHOTO TJTMKO-
3UJIMPOBAaHUS Ha OeIKaX HEPBHBIX KJIETOK M/MJIN KIETOK
COCYIOB.

¢ UMMyHOIOTMYECKME TPOLECCHI, XapaKTEePU3YIO-
IIrecs pa3BUTHEM BBIPAXKEHHOTO CUCTEMHOTO BOCTIAJICHUST
U TIOSIBIICHUEM ayTOAHTHUTET K OJTy>KIaloIeMy HepBY, CHIM-
MMaTUIECKUM TaHTJIUSIM M MO3TOBOMY BEIIIECTBY HAaJIIO-
YEYHMKOB, a TAKXKe UX HETIOCPEICTBEHHBIC BOCITAJIUTEITb-
Hble U3MeHeHus [25, 26].

C KIIMHUYECKOM TOYKHM 3peHUS BaXKHO OTMETUTD, YTO
Ha OCHOBE 3THX NAaTOTEHETHMYECKMX MEXaHM3MOB MOTYT
OBITH pa3pabOTaHBI TepareBTUYECKUE TToaxoabl. HekoTto-
pble U3 HUX YK€ ObUTM OIICHEHBI B PAHIOMU3MUPOBAHHBIX
KJIMHUYIECKUX UCCICAOBAHMX (CM. HITXKE).

[luarHocmu4eckue acnexmbl

B cBs3u ¢ Gosnee mmpoxkum npusHaHueM JIH kak
OJIHOM M3 OCHOBHBIX ITPUYMH MOBbIIIEHUS 3a00J1€BaeMO-
CTU M HelaBHEN aKTUBHOCTbIO KIMHUYECKUX UCCIEA0BA~
HUM B 3TOI 00J1aCTU — C OJHOI CTOPOHbI, HO OTCYTCTBUEM
€IMHOrO0 MHEHMUSI B OMNpeneIeHUM W JUAarHOCTUYECKMX
KPUTEPUIX HEHPOIaTUH, C IPYTOM, OBITIO MPOBEIEHO He-
CKOJIbKO KOHCEHCYCHBIX KOH(MEePEeHIIMIA TSI pa3peIecHUS
cloxuBlieics cutyauuu. Ha mocienHeid U3 Hux ObUIU
3aHOBO OINpeAeJeHbl MUHUMAaJIbHbIE JAUArHOCTUYECKUE
kputepun tunmaHoii JCCIT [5].

1) Bozmoxcnasn JICCIT

Hanmane cjaeayromumnux CUMIITOMOB. CHMKCHUC YYyB-
CTBUTCJIIbHOCTH, IMO3UTUBHLIC HCprOHaTH‘ICCKPIC CEHCOp-
HBIC CUMIITOMBI (HaHpI/IMep, «OHEMEHMHE BO CHE», «KOJIIO-
IMe» NN «IIPOCTPCIAMNBAIOIIUC», «KITYIHE», «HOIOIIHC»
6OJ'[I/I) IIPEUMYIICCTBEHHO B ITaJIbLIaX HOI, CTOIIC UJIN Bcel
HIKHEN KoHeuHoCcTH. Hanmane CJIeayromux IMprnu3HaKkoB:
CUMMCTPHUYHOC CHUKCHUE YYBCTBUTCJIbHOCTU B IUCTAJIb-
HBIX OTAC/IaX, JOCTOBEPHOC CHMXKCHMEC MJIM BbINMAJACHUC
axuJiioBa pedJiexca.

2) Bepoammnas JICCII

Hanuuwme coderanus 2-x win 00Jiee CUMIITOMOB
1 IIPU3HAKOB HeﬁpOHaTI/IH n3 Ciaeayromumnx: HeﬁpOHaTH-
YECKUEC MPOABJICHUA, CHUKECHNEC YYBCTBUTCJIbHOCTHU B I1UC-
TaJIbHBIX OTAC/IaX, JOCTOBEPHOC CHMKECHHNUE WUJIM BbITIaAC-
HHUe axujIoBa pediekca.

3) Iloomeepxucoennasn JJCCII

Hamune camxenus CPB 1 oHOro miim HECKOIBKUX
CHMIITOMOB, OTHOTO MJIM HECKOJIBKMX ITPU3HAKOB HEHPO-
natuu nioarBepxaaior JCCII. Ecim CPB B HopMme, mig
Bepudukanyu JICCIT MmoxeT ObITh UCITOIL30BaH BaTUI-
3UPOBAHHBIN METOI TeCTUPOBAHMSI HEMPOIATUN TOHKUX
BosiokoH (HTB) (ypoBeHb moctoBepHOCTH 1). JIJIsT OTICHKM
crenieau Tsekectr JJCCIT pekoMeHIoBaHO HECKOJIBKO IO~
XOIIOB: CTAIUIHBIN TIOIXO, OTTMCAHHBIN BHIIIE, Pa3IMIHbIC
METOIWKM OLIEHKHM HEBPOJOTUICCKMX MTPU3HAKOB U CHM-
TITOMOB B IMHAMUKE, HCCICI0BaHIE HEPBOB C OLICHKOM 110
1IIKajIaM, a Takxke 0auTbHast olleHKa (hyHKITMOHAIBHBIX BO3-
MOKHOCTE B TOBCETHEBHON KM3HM, IIPU BHITIOJHEHUN
HeJIeHAITpaBJICHHBIX 3a1a4 WJIA OIICHKA CTCIICHW WHBAJIM -
T3AIAH.

4) Cyoxaunuueckasn JJCCII

Hamrame kakmx-1100 mpr3HAKOB WA CUMITTOMOB Heli-
poratuu, monTBepknaeMbix HapyineaueM CPB v tectu-
poBaauem HTB (ypoBeHb 1ocTOBepHOCTH 1).

ITyskTs! 1, 2 m 3 IpeaHa3HAYSHBI TSI MCITOJIB30BAHUS
B KJIMHIYIECKOM TTPaKTUKe, a 3 M 4 — JJIsT HAyIHBIX UCCIIEN0-
BaHUIA.

5) Heiiponamus mouxux 6éoaoxon (HTB)

B Hacrosiee BpeMst mpeaiokeHa ceayiomiasl Kiac-
cuduxanmst HTB: 1) Bo3MoxkHass — HaTu4Irue CUMIITOMOB,
3aBHUCSIINX OT JUTMHBI HEPBHOTO BOJIOKHA, Y/WJTH KIMHM -
YeCKUe MNPU3HAKU [OBPEXAEHUS TOHKUX BOJIOKOH,
2) BeposITHAsI — HaJIMYME CUMIITOMOB, 3aBUCSIIUX OT
IUTMHBI HEPBHOTO BOJIOKHA, KIIMHUYECKHUE TIPU3HAKH T10-
BPEXICHMSI TOHKMX BOJIOKOH M HopManbHast CPB mo
MKPOHOXHOMY HEpBY; 3) MOATBEpXKICHHAs — HaJM4INe
CHMIITOMOB, 3aBUCSIINX OT JJIMHBI HEPBHOTO BOJIOKHA,
W/WIN KIWHWIYECKWE TIPU3HAKU TTOBPEXKICHUS TOHKUX
BOJIOKOH, a Takke HopMasibHast CPB mo mkpoHOXHOMY
HEPBY M M3MEHEHNUE TUIOTHOCTH BHYTPUAINICPMATbHBIX
HepBHBIX BoJ1okoH (I[TBOHB) B Onorrate KoxXxu ¢ 00mactu
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JIOOBDKKY W/WIW W3MEHEHHE IOpoTa TeMIIepaTypHOMU
YyBCTBUTEJBHOCTHU Ha cTonax [5].

BazoBoe HeBposOormIecKoe o0cae10BaHNE BKITIOYACT:
cbop aHaMHe3a XKU3HU ¥ aHaMHe3a 3a00JIeBaHUSI, OCMOTP
HIKHMX KOHEYHOCTEH M TPUMEHEHWE TaKMX ITPOCTHIX
ITOJIYKOJIMYECTBEHHBIX IIPUKPOBATHBIX METOIOB, Kak
OlIEHKA YYBCTBUTEIIFHOCTH C TIOMOIIBIO MOHO(MIIAMEHTA
10 r Semmes-Weinstein, Harpumep Neuropen [27] (ipu-
kocHoBeHue), NeuroQuick [28] uau Tiptherm [29] (Tem-
nepatypa), KanmbpoBaHHoro kameproHa Rydel-Seiffer
(BuOparms), 6yJIaBOYHOTO yKoJjia (001Ib), a TAKXKe OLIEHKY
CYXOXMJIBHBIX peIiekcoB (KOJIEHHOTO U axuiiioBa). Kpo-
Me€ TOTO, B HEKOTOPBIX CIyJasiXx HEOOXOIMMO ITPOBEICHUE
HCCIIEIOBAaHMS CYCTaBOB M MBIIIEYHOM cvutbl. Hopmaib-
HBII OUamna3oH BHOpallMM KaMepTOHA Ha TBUIBHOM IO-
BEPXHOCTH AUCTATBLHOTO MeXK(DaTaHTOBOTO CycTaBa 00JIb-
IIOTO Tajbla > 5 13 8 emnHUIL y JINIL B Bo3pacTe 21—40 Jier,
> 4,5/8 — B Bo3pacte 41—-60 net, > 4/8 — B Bo3pacte
61-71 roma u > 3,5/8 — B Bo3pacte 72—82 net [30].
[Inacteipp-uHIMKaTop Neuropad IpUMEHSIOT 11T 0OHAa-
pyXeHMsT TUCGhYHKIIMU TTOTOBBIX XKeJIe3 BCICICTBUEC Ha-
pYIIEHNS WHHEPBALIMU: ITOTOOOpA30BaHME KOXHU ITOI0-
IIBEHHOM YaCTH CTOITHI OLIEHMBAIOT 110 M3MEHEHMIO 11BETa
ITIACTHIPSI OT TOJIYOOTO 10 POo30BOTO. [11acThIph comepsKUT
KOMIIIEKC COJIe aHTHUAPUPOBAHHOTO  XJIOpHAA
koOanwra-11. JlaHHast COJb TOTJIOLIAET MOJIEKYJIbl BOJbI
U TP 3TOM, KaK IIPaBUJIO, MEHSIET CBOI IIBET C TOIyOOTO
Ha po30BbIii. Eciu mmacTeIpb OCTaeTCsT MOJHOCTBIO WU
YaCTUYHO CUHMM B TeueHre 10 MUH, pe3yIbTaT CIUTACTCST
naToyorndyeckum [31].

Knunnueckas onenka JICCIT momkHa ObITh cTaHIAp-
TH3UPOBaHA ITyTeM IPUMEHEHUS BaJIMAU3UPOBAHHBIX
IIKaJ JUIST OOBEKTUBU3AINHN TSLKECTH CUMITTOMOB U CTe-
IeHU HEUPOITaTMIeCKOro meduimTa, TaKux Kak Mudam-
TaHCKUI OIPOCHUK MIJIsT CKprHMHTA Heiipormatuu (MNSI)
[32], Illkanma omeHku cuMmToMOB Heipomatuu (NSS)
u Illkana HeTPYIOCIIOCOOHOCTHU BCJIEICTBIE HEMPOIATHU -
yeckoro aecdutimra (NDS) [33], pe3ynsraThl KCTIOIb30Ba-
HHUS KOTOPBIX OKAa3aJMCh BOCIIPOM3BOAMMBIMU. AHAIIN3
aHaMHe3a 3a00JIeBaHUSI 1 HEBPOJIOTUICCKUI OCMOTp He-
00X0IMMO TIPOBOINTH He pexke 1 pasa B romx. MUHUMAIBHBIC
KPUTEPUU TSI KIMHWYSCKON NMAarHOCTUKU HeHpoImaTun
B cooTBeTcTBUM ¢ NSS 11 NDS BKimouarot: 1) ymMepeHHBIC
MIPU3HAKK C HAIMIMEM CUMITTOMOB WA 0€3 HUX, 2) JIeTKHe
MPU3HAKK C YMEpEeHHBIMU cuMnToMamMiu. Heobxommmo oT-
METHUTh, YTO HAIMYNE MCKITIOYUTETLHO HEHPOITaTUIeCKIX
CHMIITOMOB TIPY OTCYTCTBUHM e(PUIINTA HE SIBIISIETCS JOCTa-
TouHbIM KputepueMm i guarHoctuku JICCII. B cBsasu
¢ oM Ha panHux ctagusx JICCIT unu 6oneBoit HTB He-
3aBHMCHUMO OT HAJIMYMSI MUHUMAJIBHOTO Ie(PUIINTA TUarHO3
MOKET OBITH ITOCTaBJICH IIPW ITOMOIIN 0O0JIiee CIOXKHBIX
TECTOB, TAKMX KaK OIpeIeICHIE TIOPOTOB TeMIIePaTypHOI
YYBCTBUTEILHOCTA WJIM MCCIEHOBAaHME OMOIITaTa KOXKM.
Bbuorncus koxu cTana MIMpoKoO MCIIOIb30BaThCS IS MC-
CJICIOBaHUST YyBCTBUTEIBHBIX HEPBOB Majoro Kaauopa,
B TOM YMCJIe COMAaTHUYECKUX HEMUECIMHU3NPOBAHHBIX BHY-

TPUBIIHUICPMATHHBIX HEPBHBIX BOJIOKOH (BOHB), KOXXHBIX
MUEJMHOBBIX HEPBHBIX BOJIOKOH, a TAaKXe BET€TaTUBHbIX
HEPBHBIX BOJIOKOH ITPH MeprdeprIeCKUX HEMPOmaTHsIX 1
IPYTUX COCTOSTHUSX |34, 35].

B cooTBeTcTBUU C onpeeseHUEM, alallTUPOBAHHBIM
MexnyHapoaHOIi accouyalueii mo usydeHuio couu [36],
o neprudeprudecKoil HelpomaTuIecKoi 00IbI0 Y 00J1b-
HBIX CJI TTOHUMAIOT «00JTh, SIBIISIIOIIYIOCS TIPSIMBIM CIICI-
CTBHMEM HapyIICHUI TTeprheprIecKoil COMaTOCCHCOPHOM
cucteMsbl y null, crpagaommx CH» [5]. UHTeHCMBHOCTD
(TSDKeCTh) HEHMPOIMaTUUECKOU OO M ee NTMHAMUKY He-
00X0IMMO OLIEHUBATh MPU NoMoIU 11-0aJIbHOM Ynciio-
BoI1 mKasbl (mKajna Likert) oy Bu3yaabHOI aHAJIOTOBOM
IIKaJbl. Pa3mmuHbie MEeTOMBI CKpMHUHTA (C TIPOBEICHNEM
MIPUKPOBATHOTO TECTUPOBAHMSI UM O€3 HET0), TaKMe KaK
PainDetect, LANSS, NPQ, DN-4, ID-Pain, obl1u pa3-
paboTaHbl JJ151 CBOEBPEMEHHOTO BbISIBJIEHUSI HEMponaTr-
yeckoi 6om. B maHHBIX onpocHUKaxX 11 nudGepeHIm -
pOBaHUSI HeWporaruyeckoi OoJu € IPYyTMMU BUAAMU
XpOHWYECKOI 0om (HampuMmep, HOLMIIENTHUBHOI) HC-
MOJIb3YIOTCS CJIOBECHBIE I€CKPUNITOPHI U ONTMCAHMST XapaK-
Tepa 6071eBOI1 cuMIITOMaTUKH [37].

ITpu Hamamy y manyenTa ¢ CJI HroKeTre pearcIIeHHBIX
HapyleHUI He0OXOAMMO BHaYaJIe UCKITIOUUTh MHYIO TTPY-
yuHy JICCII u mpoBecTH AT 3TOTO IeTaTbHOE HEBPOJIO-
rnueckoe obcaenosanue. Jnsa JCCII numabeTnueckoro
reHe3a He XapaKTepHBbI: 1) BeIpakeHHast aCUMMETPHS He-
BpOJIOTHYECKOTO neduiinTa; 2) mpeodragaHrue MOTOPHOTO
nedumTa, MOHOHEHpOTIaTHsI, BOBJICYCHIE YSPEITHBIX He-
pBOB; 3) OBICTPOE TIPOTPECCUPOBAHNE HEMPOITATHIECKIX
HapyIIeHUit; 4) IporpeccupoBaHNe HelipoaTuu, HECMO-
TpsI Ha ONTUMAJIbHBIA TJIMKEMUIECKUI KOHTPOJIb; 5) JI0-
KaJu3alus CMUMITOMOB B 00J1aCTH BEPXHUX KOHEYHOCTEI;
6) ceMeiiHbIil aHAMHE3 «HeaAna0eTUYeCKO» HEMPOIIaTHUHL.
Huarno3 JICCII He MOXeT OBITh YCTAHOBJIEH Ha OCHOBA-
HWUU OJTHOTO JIMILIb OCMOTpa MalMeHTa.

C touku 3peHust quddepeHImanbHON TUarHOCTUKA
HanboJiee BAXKHBIMU SIBJISIIOTCS HEMPOMNATUU, BbI3BAHHbIE
3J10yNIOTPeOIEHUEM AJIKOTOJIEM, YPEMUEN, TUTTIOTHPEO30M,
neduumToM BuTaMuHa B, 3aboneBanusamu nepudepuye-
CKMX apTepuid, 37T0Ka4eCTBEHHbIMU HOBOOOPA30BAHUSIMMU,
BOCHAIMTEIbHBIMU Y MH(PEKITMOHHBIMU 3a00JIeBAHUSIMH,
a TakXKe HEHPOTOKCUYECKHMMU HAPKOTUYECKUMMM Cpell-
CTBaMH.

MuKpocKonuyecKkue Memofibl And Mopdonoruyeckoi

OUEHKU Heliponamuu MOHKUX BONIOKOH

B Hacrosiee BpeMs IMIMpoOKoe TIPUMEHEHUE TS MC-
CJIeIOBAaHMST IyBCTBUTEJIBHBIX HEPBOB MaJoTo Kaauopa,
B ToM unicie BOHB, KOXHBIX MUETMHOBBIX HEPBHBIX BO-
JIOKOH, a TaKKe BEreTaTUBHBIX HEPBHBIX BOJIOKOH TIEPH-
depryecKoit HEPBHOM CUCTEMBI 1 [IP. TTOJTyIrIa OMOTICHS
Koxu. [yst oOpabOTKM TKaHEl U OLIEHKW HEPBHOIO BO-
JIOKHA MCITOJTB3YIOT pa3InIHbIe METONNKM. B mmociemHeM
PYKOBOJICTBE T10 TMATHOCTHKE TIeprpeprnIecKoil Heipo-
MaTUM peKOMEHIIOBaHA OMOIICHS KOXH (YJ4aCTOK B 3 MM)
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IUCTAJIBHOM YacT! HIDKHE KOHEUHOCTH U KOJIMYECTBEH -
Hag olieHka nHeitHoit [IBOHB kak munumywMm B 3 cpesax
TonmuHoi 50 MKM u3 1 O6umonTaTa, 3apUKCHUPOBAHHBIX
B 2 % pactBope napacdopmMaibierua-jiu3uHa mnepuogaTa
WX pacTBope Zamboni ¢ MpoBeIeHNEM CBETIOITOILHOTO
MMMYHOTMCTOXMMHWUYECKOTO aHAIN3a WUIM PEaKIIUU NUMMY-
HOoGII0OpeCLIeHITNHN ¢ 9,5 aHTUTeIaMU K aHTUTeHaM Oellka
(PGP). Meton xonuuectBeHHOT0 orpenenerus [IBOHB
oKazayicsl 0oyiee UyBCTBUTCIbHBIM, YeM MCCIICIOBaHUE
CPB 1o ceHCOpHBIM HepBaM M OMOIICUST MKPOHOXKHBIX
HepBoB w11 auarHoctuku HTB. HopmaTtuBHas 6a3a naH-
HBIX OblJTa HeaBHO onyoimkoBaHa [34, 35].

KondoxkaasHast Mmukpockonus poropuilbl (KMP) —
HEMHBA3WBHBIN METOI, MCITOJIb3YeMBIil IS BBISIBJICHMSI
yTpaThl TOHKUX HEPBHBIX BOJIOKOH B POTOBHIIE, KOTOPAsI
KOppeaupyeT C YBEJIMYCHUEM TSKECTH HepomaTuu
n ymenbineHneM BOHB y 6onbnbix C [38, 39]. HoBblid
METOH II03BOJISIET KapTHPOBaThb B PEalbHOM BpPEMEHU
3,2 MM?, ¢ aHAIM30M 64 TEOPETUYECKHU HETIePEKPhIBAEMbIX
n3o6paxenuii B 400 mxm? [40].

JleyeHue guabemuyeckoil Heliponamuu,

OCHOBaHHOE Ha namoreHemu4yecKux KoHyenyuax

TepamneBrnueckue noaxoasl mpu JICCIT onupatores Ha
OCHOBHBIC M3BECTHBIC MAaTOMDU3NOIOTMUECKIEC MEXaHN3MBI
TopaxkeHUs TieprdeprmIecKUX HepBOB ITpy auadeTe. Cerom-
H$1 B OOJIBILIMHCTBE CTPaH /151 UCIOJb30BAHMS JIULIEH3UPO-
BaHBI TOJIBKO 3 TIperapaTa: o-JIMIoeBasi KuciaoTra, 6eHbo-
THAMWH 1 aKTOBETHH.

bengomuamun

BbendornamuH, XXrpopacTBOPUMBII IepUBaT THAMIHA,
npu aKcriepuMeHTaaTbHoM CJI 610KMpYeT 3 OCHOBHBIX OMO-
XUMUYECKHUX IyTH MeTa00JI3Ma, NTPAIOIINX BaXKHYIO POJTb
B IIaTOTeHE3¢ aHTUOIATUH, O0YCIOBICHHOM TUTIEPITTAKE MM -
eii (OmocuHTEe3 TeKco3aMUHa M 00pa3oBaHME KOHEUHBIX
IMPOIYKTOB INIMKO3WJIMPOBAHUS M ITyTh MeTa0O0IM3Ma ara-
mtruiepona (DAG)-6enka PKC) myrem akTmBammu
TPaHCKETOJIA3kl B CETIYATKE, a TAKXKE TIPEIOTBpaIacT auade-
TUYECKYIO peThHOMNaThio. KoHIIeHTparms THaMiHa B IIa3Me
yMeHblaeTcs Ha 76 % y natyienToB ¢ CJ1 1-ro tuna u Ha 75 %
mpu CJI 2-ro Tma, 9To CBSI3aHO ¢ 24-KpaTHBIM (1-i1 THIT)
U 16-KpaTHbIM (2-i1 TUIT) yBeJIMYEHUEM KIIMpEeHCa THAMUIHA.
B uccnenosanuu BENDIP ormeueHa TeHAeHLIMS K YTydliie-
HMIO CUMIITOMOB Heiiponatuu uepe3 6 Hefl mpuema 6eHdo-
tiamuHa 110 300 Mr 2 pa3za B ieHb. Heobxoammo ripoBeneHie
JTOJITOCPOYHBIX MCCIICTOBAHUNA TS TTOATBEPKICHUST 3TOTO
HaOIoNeHNS.

a-aunoegas Kucaoma (ALA)

ITo manHBIM MeTaaHanu3a, y 1258 00IbHBIX Yyepe3 3 Hex
WHOY3MOHHOM Tepanmuyd  o-JUIOCBOM  KHMCIIOTOMU
(8/B 600 MI/CyT) BbIPAXKEHHOCTb HEMPOIATUYECKIX CUMITTO-
MOB M JIeuIiTa CYIIIeCTBEHHO CHIDKaach. B ncciemona-
aun SYDNEY-2 nokasaHo, 4To repopajibHbli mpreM 600
MT 0.~-JIATIOEBOIT KMUCIIOTHI | pa3 B IeHb B TCUCHUE 5 HEll CHU-

JKaeT TsoKecTh ocHOBHBIX cummToMmoB JCCII, Bximovast
00JIb, TTAapeCTe3UN M OHEMEHHE. B MyJIBTUIICHTPOBOM paH-
JTOMU3MPOBAHHOM JBOHOM CIICTTOM HCCIeIOBaHIY ITapai-
nenpHBIX TpyrmT (NATHAN-1), mpomoiskasiemcst 4 roma
n BxunovasieM 460 conbHbix C/ ¢ w11 crammsavu JICCIT,
YYaCTHUKM OBITM PaHIOMU3MPOBAHBI Ha TPYIIITY ITepOpaIb-
HOTO IpueMa o-umnoeBoit Kuciotsl (ALA) o 600 mr 1 pa3
B IeHb (7 = 233) u rpymmy 1miane6o (n = 227). B pesynsraTe
Yyepes 4 Toma yIydImmIich mokas3arenu 1o Ikane Heiiporna-
Tmyeckux HapymeHmii (Neuropathy Impairment Score —
NIS), omnako yryurieHus moka3sarenst CPB He otmeuanock.
[IpemapaT XOpoI110 TIepeHOCHIICST OOTBHBIMU B TEUESHIE BCETO
neproaa HadroneHUST. AHaN3 3(D(MEKTUBHOCTY (KITMHIYE-
CKM 3Ha4MMOe YJIy4IlleHWe W YIIydIlleHWe TToKa3aTelieit Imo
mkasne NIS u NIS mrst minkamx koneuHocteit (NIS—LL) o
KpaifHeil Mepe Ha 2 6ayu1a) mokasal, 4TO YKCIIO TTAIlieHTOB,
OTBETHBIIIMX Ha JIeUYeHNE, ObIJIO 3HAUNTETHHO BEIIIIE, a YHCIIO
OOJIBHBIX C IIPOIOJIKAFOIIMMCS IIPOTPECCUPOBAHIEM 3a00ITe-
BaHUSI JOCTOBEPHO HIDKe B rpyrre ALA 10 cpaBHEHHUIO
¢ rpyrmmoit mane6o 1o mKkamaMm NIS (p = 0,013) u NIS—LL
(p = 0,025). B KIMHNYECKNX 1 TTOCTMAPKETUHTOBBIX MCCIIe-
JOBaHMSIX OTMEUeHa Oe30ITacHOCTB ITperrapara.

Axmogezun

AKTOBeTMH — IeTPOTeMHU3NUPOBAHHBIN reMOIepHBaT
KPOBM TEJIAT, TIOJyIaeMbIii METOIOM YIbTPapUIBTPALINH,
COCTOMT U3 HU3KOMOJIEKYJISIPHBIX coeanHeHnii 1o 5000 Ha.
B nccenoBaHusIX in vitro Ha CBeXKeBBIIEICHHBIX IIEPBUIHBIX
HelpoHax KPBIC TOKA3aHO, YTO aKTOBETWH YBEIMUMBACT
YUCJIO HEPBHBIX KJIETOK M OOIIEe YMCIIO CHMHATITHICCKUX
CBsI3¢i1, TTOABJISICT aITONTO3 (OIIPEIEIIIEMBII 10 AKTUBHOCTH
Kacmasbl-3), a TakKe YMEHBIIIAeT OKCHMAATUBHBIN CTpecc
B HeiipoHaX, OIICHWBAEMBbIil TI0 KOHIICHTPALINN aKTUBHBIX
dopm kucnmopona (Elmlinger et al., HeomyOIMKOBaHHBIC
nmanHble). [Ipn Ha3HAUeHNM aKTOBETMHA MOIEIbHBIM KPBI-
caM ¢ TabeToM, MHIYLIMPOBAaHHBIM CTPEITO301MHOM (STZ-
IrabeT) 3HAUMTENBHO yaydmaauch mokazareau CPB mo
ceHCOpHBIM BojlokHaM 1 BOHB. Bbosee Toro, akroBernn
3HAYMMO CHIDKAJI aIloITO3 KJIETOK CENAJMIITHOTO HepBa
Kpbic ¢ STZ-mmabeToM, 0 YeM CYIWJIN IT0 KOHIICHTpaIun
nomi-(AI®-pu6o3sr) (Dieckmann, HeolyOIMKOBaHHBIC
naHHblie). TakuM 00pa3oM, aKTOBETMH YJIydlllaeT TeueHue
aKcIIepuMeHTanbHoM JIH, B TOM 4mcie, BeposiTHO, IyTeM
BJIVISTHYSI HA aHTHATIONITOTHYECKIE MEXaHU3MBI C yIacTHEM
nom-(AM-prbo3er), 9TO TaeT OCHOBAHUE 1T BOSMOXKHO-
TO BKJTIOUEHUS TIperiapaTta B COCTaB KOMIUIEKCHOM Teparii
3a0071eBaHus y moaeit. DPPeKTUBHOCTL U 0€301acHOCTD
npuMeHeHus akToBernHa y 6oibHBIX ¢ JJCCIT HemaBHO
OBITM TTOKa3aHbl B MHOTOLIEHTPOBOM PaHIOMM3UPOBAHHOM
JBOMHOM CJIEIIOM HCCJIEAOBAHIU C y4acTheM 567 maLeHTOB
¢ CII 2-ro tTuna. [Marentam - rpynimbI TPOBOIMIIN KYpPC,
Biomovaromumii 20 B/B nHdy3uit akrosernna (2000 mr/cyT),
C TIOCIICAYIOIIMM Ha3HAYeHNEM aKTOBETMHA I10 3 TabJIeTKI
B 1eHb (1800 mr/cyt) B Teuenue 140 nueit. Bo 2-11 rpyrre o
TOI1 JKe cXeMe B/B BBOIWJIM TIIAlIe00 1 Jasiee Mo 3 pasa B ICHb
Ha3HavYaJI TIepopasibHO Tr1ane0o. JIig aHamm3a NCToIb30-
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Bach Tokasarenn OO1eil omeHku cumiromoB (Total
Symptom Score — TSS) misa HIDKHUX KOHEYHOCTEH 1 13-
mepenue [1BY Ha 5 yuacTtkax crornbl. Pe3ynasraThsl olieHMBa-
JIA TTyTeM CPaBHEHMSI CPEIHUX 3HAYCHU B KaXKIOH IpyIIre
B TeUCHNME UCTBITATeIbHOTO cpoka. [1pu rmepBUyHOM aHa-
Jm3e ToKasatesb 1TSS ObUT 3HAYMTENIEHO HIDKE B TPYIIIIS
OOJTLHBIX, TTOTYYaBIINX JICUCHNE aKTOBETUHOM, T10 CpaBHE-
HuIo ¢ Tpynmoit miamnedo (p = 0,0003). B To ke BpeMst mo-
BoiieHue [1BY o cpaBHEHMIO C ICXOMHBIM YPOBHEM 4Yallle
OTMEUaJIoCh IOCJIe HAa3HAUCHMS aKTOBETMHA, YeM B TPYIIIIe
matie6o (p = 0,017), omHaKO CTAaTUCTUYIECKOM 3HAYMMOCTH
IIpY OKOHYATEJIbHOU OIIEHKE CPETHUX 3HAYCHWIA He BBISIB-
neHo (p = 0,084). M3 BTOpMIHBIX KOHEYHBIX TOYEK OLICHKH
ceHcopHbIX pyHKUMI TTokasarean NIS—LL 3HaunTebHO
VIYYIIAIUCh y TIONyYaBIIMX AKTOBETWH IO CPaBHEHUIO
C TPYMIIOii IIare0o, Tak e KaK ¥ Ka4eCTBO XXKU3HU (OILIeH-
Ka 110 onpocHUKY SF-36). He GbLI0 BBISIBACHO pasivyumii
B YaCTOTE MOOOYHBIX 3((PEKTOB MEXKITY TPYITIIAMHM, UTO IO~
TBepXKIaeT OaronpHUSATHBIN IMPOMHIIb 6E30ITACHOCTH TIPE-
rmapara.

Jleyenue Gonu npu quabemuyeckoil Heliponamuu

B xmmHMYIeCKMX MccaenoBaHUsSIX OTHOCUTEIbHBIN 3(-
(eKT aKTMBHOI Tepalluy BBIIIE, YeM B KOHTpOJIE, U, KaK
MIPaBUJIO, BRIpAXKaeTCsl B BUIE CHIDKCHUSI OTHOCUTETEHOTO
pHCKa MM BEPOSITHOCTH YCITEITHOTO Mcxoma. OaHaKo TSt
OILICHKH CTEIICeHH TePaIIeBTUUECKOTO BO3ICUCTBIS (HAIpH-
Mep, Ha 00JTb), KOTOPYIO MOXKHO YIMTBIBATh B KIIMHUYECKOM
MpaKTHUKe, 11eJIeCO00pa3HO UCIIOIb30BaTh IMIPOCTHIC KPUTE-
pUH, TIOMOTAIOIINE Bpady BEIOpATh ITOIXOSIINIA ITperapar
JUTSI JIeYeHMsI KOHKPETHOTO MaiMeHTa. K TakumM KpuTepusam
OTHOCSIT OIpelie/IeHNe «MHIeKCa HYXKIAIOIINXCS B Jiede-
Hum» (NNT), T. e. unciia 60JIbHBIX, TPEOYIOIINX UHINBHIY-
AJTBHOTO JICUCHMS C OLICHKOI KIIMHUYECKN 3HAYNMOTO 3D~
dekra mam moOOYHBIX 3P(EKTOB B KaKIOM KOHKPETHOM
ciyyae. JlaHHBIM KpUTepuii 0ToOpaxkaeTcsl B BUIe 00paTHO-
IO CHIDKEHMSI aOCOIOTHOTO PUCKa, T. €. PA3HULIBI MEXIY
TOJISIMU COOBITHIT B KOHTpobHOI rpyrme (KI') u rpyrime
nedenus (IJ1): NNT = 1 / (KI['=IJI). I1pu atom 95 % no-
BeputenbHBIN nHTepBa (JIM) NNT MoxkeT OBITh TTOTydeH
ncxons n3 oopatHoro 3HadeHust 95 % AW wutst cHKeHusT
abcomoTHoro pucka. NNT u NNH (uHaekc rnoreHuuanb-
HOTO Bpena, CM. HIDKE) U OTAETBHBIX TIPeIrapaToB, MC-
TOJIb3YEeMbIX JUTS JIedeHst 6o1eBoii hopmbl [IH, mpuBeaeHb
B Tabiuue. Kak npaBuio, npenapatsl ¢ NNT, npesbliiaio-
1M 6 GayIJIoB MpU yMeHbLIeHun 6oiu Ha > 50 %, paccma-
TPUBAIOT KaK CPEeACTBa C OTpaHMYCHHOU 3G (PEKTUBHO-
cthio. TeM He MeHee HEeKOTOPHIE aBTOPHI IIPEAYTIPEKAAIOT,
yTo oueHka obitero NNT MoXeT UMeTb OrpaHUYeHHOE
KJIMHWYECKOe 3HAaUCHHE B CBSI3U C HEOTHOPOIHOCTHIO
pe3yabTaToB [41].

Tpuuurxauueckue anmuoenpeccanmot

INcuxoTpormHbIe TIpenaparhl, Cpean KOTOPBIX IeCTBHE
TpULIMKINIecKuX aHTuaenpeccanToB (T1IA) Hanbomee xo-
POIIIO M3YIECHO, SIBIISIIOTCST BAXKHOM COCTABIISIOIICH B JIede-

HUU XPOHUYECKUX OOJIEBBIX CUHAPOMOB Ha MPOTSXKEHUU
nocinegHux 30 met. Ilpenrosaraemele aHAIbIeTUYECKIE
MeXaHMU3MbI aHTUICTIPECCAHTOB BKITIOUAIOT MHIMOMPOBAaHIE
HOpaapeHaJIMHA W/WIM O0O0paTHOTO 3axBaTa CEPOTOHMHA
B CHMHAICaX HEeHTPaTbHBIX HUCXOMSIIINX ITyTeil OOJIEBOTO
KOHTPOJISI M aHTaroHW3M C penentopamMu N-MeTHII
D-acmaprara, onmocpeayroimMy TUTICPAITe3MI0 W aJTOIN -
HUI0. UMUIIpaMyH, aMUTPUNTHINH, KJIIOMUATIPAMUAH WHTHU-
OMpPYIOT 0OpaTHBII 3aXBaT HOpaJApeHaIHA U CEPOTOHMHA,
a Ie3NITPaMUH SIBJIIETCS OTHOCUTEIBHO CEJIEKTUBHBIM MH-
ruburopoMm 3axpata HopaapeHanuHa. NNT (W) mwis ymeHb-
weHust 6o Ha > 50 % na done npuema TLIA ripu GosieBoit
Heliponatuu coctasisieT 2,1 (1,9—2,6). [TauueHTOB ¢ Hel-
poratudeckoit 60jbio mpu NNH paBHom 16 (11-26) uc-
KJTIOYAIOT M3 MCCIICIOBAaHUI BCIICACTBHE HeXeIaTeTbHbBIX
MOOOYHBIX IBJIEHUI [42].

Campble yactele mobouyHble apdexTsl TLHA BKITIOUaroT
YTOMJISIEMOCTh M CYXOCTb BO pTy. HauanpHast mo3a coctaB-
qger 25 mr (10 Mr 1151 oc/mabeHHBIX OONBHBIX) B CYTKH,
OIHOKpPATHO, 3a Yac 10 cHa. Jlo3y IOBHIIIAIOT T10 25 MT
B HEJIEJTIO JI0 JOCTIKEHMST aHAJIBIeTUIEeCKOTO 3(DheKTa M
BO3HMKHOBEHMS HEOJIATOITPUSITHBIX SIBJICHMI. MakcrMaitb-
Hasl 103a, KaK IPaBWIo, CocTaBisieT 150 MT/cyT.

TLIA cremayeT IpUMEHSITH C OCTOPOXKHOCTBIO Y TTAITUECH-
TOB C OPTOCTAaTUIECKOM ruroTeH3ueit. [IpemapaTsl TpoTHBO-
TOKa3aHbI OOJTBLHBIM C HECTAOMIIBHOM CTeHOKapaMei, He-
JaBHO MepeHeceHHbIM (< 6 Mec) MHMapKTOM MUOKapaa,
CepIevYHOl HeMOCTATOYHOCTHIO, JKETyIOYKOBOM apuTMUEH
B aHAMHE3¢e, a TakoKe TIPH TSDKEJIOM HapyIlleHUH BHYTpHUCep-
JIEIHOM IMMPOBOIUMOCTY ¥ CHHAPOME YIUTMHEHHOTO WHTEP-
Basa Q—T. Mx ncmonp30BaHMe OrpaHIYEHO OTHOCUTEIBHO
BBICOKOI YaCTOTOI HEOJArOMPUATHBIX SIBICHUN U PSIIOM
MIPOTUBOIIOKA3aHMi1, B CBSI3U C YeM B HACTOSIIEEe BpeMs
OCTaeTCcs aKTyaJTbHBIM TTOMCK IIPETapaToB, PaBHBIX MO (-
dextnBHOCTU TLIA, HO 00TaMAIONINX MEHEE BhIpAXKEHHBIMU
MO0OOYHBIMU 3 heKTaMH.

Cenexmuenbte uneudOUmMopsl 06pamnozo 3axeama

cepomonuna (CHO3C)

BcenenctBre 0THOCHTETHHO BBICOKOI YaCTOTHI HEOIaro-
MPUATHBIX 3((GEKTOB M HATWYUS IIPOTUBOITOKA3AHUIA
K npumeHeHuto TLIA obGcykaanack BO3BMOXHOCTb ajabTep-
HatuBHOTO ucnoib3oBaHust CUO3C B aHaIbreTUIECKOM
tepanmui. CUO3C crienmdnaHo MHTMOUPYIOT TTpeCcHHAaI-
TUYECKMIT 0OpaTHBIN 3aXBaT CEPOTOHMHA, HO HE BIMSIOT Ha
3axBaT HopaapeHanuHa 1 B oindue ot TLA He GokupyroT
MOCTCMHANITUYECKNE PEIENTOPHI, a Takke He 00JIamaroT
XUHUIUMHOMOAOOHBIM MeMOPaHOCTAOMJIM3UPYIOIIUM (-
dekToM. TeMm He MeHee 2P PeKTUBHOCTD JISUeHNS Heiipora-
TUUYECKOM 001 (hITyOKCETMHOM, TTAaPOKCETHUHOM, ITATAJIO-
MIPaMOM M 3CLIUTAJIONPAMOM OKa3ajach He3HAUMTEILHOIA.
NNT (AW) mast yMeHbIIeHUsI 00JIM TTpH 00JIeBBIX Helipora-
tusx Ha > 50 % B ciyyae npuema CHMO3C cocraBui
6,8 (3,9—-27) [42]. B cBsi3u ¢ JaHHBIMU 00 OrpaHMYEHHOM
apdpektuBHOCTH CUO3C npu 1eueHNN HEMPOTTaTUIECKOi
0011 3TO TTOKa3aHMEe K MPUMEHEHUIO HE 3aPEeTHCTPUPOBAHO.



HepBHo-MblweYHble
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Bosmoocrocmu mepanuu 601e60ii duabemuueckoil Heliponamuu

W3meHeHne 06pa3a Xu3Hu,

OnTUMabHbI KOHTPOJIb HEDODATEHEIC TIDOTHBOANAGETIHYCCKIE WnauBuayanbHast LleneBoe 3HaueHMe: _
nmadeTa pop p AU ajanTamus HbAlc <6,5%
TIpernapaThbl, MHCYJIMH
TlaroreHeTnueckast 0-JIMTIOEBasi KMCJIOTa D sy sty MTCJILHOC{L: - 6,3*
1200—1800 mr mepo-  BiraronpusTHBIN TPOdOUITH "
Tepanmus (THOKTOBasE KUCIOTA)® 2,8—4,2
pajibHO 6€30MacHOCTH
AMUTPUTITIINH (10-)25—150 mr NNMH: 15 2,1
JlesunpamMuH (10-)25—150 mr NNMH: 24 2,2/3,2
Wmunpamux (10-)25—150 mr CRR 1,3/2,4/3,0
Knomunpamux (10-)25—150 mr NNMH: 8,7 2,1
Hoptpunmumia (10-)25—150 mr twtioc OydeHasnH [l 2%
CUMITOMATHICCKOE JynokceTnH+ 60—120 mr NNT 120 mr, 60 Mr 5,3;4,9
JIeYeHIE

TIperadanuu+ 300—600 mr NNT 600 mr, 300 Mr 5,9;4,2
e 900—3600 Mr AR e 6,4
JIAHHBIE

Tpamamon 50—400 mr NNMH: 7.8 3,1/4,3

Makc. JUIMTENBHOCTD:

Kamcaunmms (0,025%) kpem 4 pasza B ieHb MECTHO 6-8 Hen

5,7

Bonb, pesucreHTHast
K CTaHAapTHOM hapMako-
Tepanuu OkcuKanoH JlomoMHUTEeIbHOE JIeueHre 2,6

W HBa3UBHBIN METOI,

DJIEKTPOCTUMYJISIIIUS CIIMHHOTO MO3Ta o
TPEOYIOLINI PUBJICYECHHUS CIIEILIMATINCTA

HewmennkameHTO3HOE
JieyeHue TENS, MFEMS HenpopomxurenbHsie PKU, I15 Her

AKYIYHKTYpa HexkoHTponMpyemble UCCIeI0BaHUS

Ilpumenanue. § docmynnot auuib 6 Hekomopuix cmpanax; + auuensuposanst ¢ CIIA u Eepocoroze; * >50,0 % ymenvuenue cumnmoma uepes 3—5 neo;
**omounayus c gaygenasunom; CRR — dozozasucumviii s¢hgpexm; NNMH — uucao 60avHbix, HyHcOaowuxcs 6 Aeuenuu no 0CHOBHOMY 3a001€6a-
Huro; TENS — upeckoxncnas snekmpocmumyasyus vepea;, MFEMS — cpedneuacmomnas 6Hew A CMUMyAsyus Molull; 20eKmMpoCmumyasyus CRUHHO-
20 mozea (ESCS); I19 — nobounvie aghghexmuol.
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HUneubumopot 0bpamuozo 3axeama cepomoHuna

u Hopadpenaauna (MO3CH)

IMockonpky CMUO3C, Kak ObIJI0 TOKA3aHO BBIIIIE, MEHEe
a(dekruBHbI 10 cpaBHeHuio ¢ TLIA, B mocienHee BpeMst
OOJBLIMI MHTEPEC IPEACTABISIOT aHTUAEIIPECCAHThI, 00-
namarorre 3¢h(eKToM IBOMHOTO CEIIEKTUBHOTO MHIMONPO-
BaHUsI CEPOTOHMHA M HOpaApeHAIMHA, TaKKe KaK dyJI0KCe-
™H 1 BeHnadakcuH. DPdeKTMBHOCTL M 0e301MaCHOCTh
JIYJIOKCETHHA ObLIa OLIEHEHA B 3 KOHTPOJIUPYEMbIX UCCIIEN0-
BaHUSIX C MCIIO/Ib30BaHMeM 103bl 60 1 120 Mr/CyT B TeueHue
oonee 12 Hen [43]. Bo Bcex 3 mccenoBaHUsIX cpeaHssT 24-4a-
COBasi MHTEHCHUBHOCTb OOJIM 3HAYUTEJbHO YMEHBIIWIAChH
y MaLMeHTOB, IPUHUMAaBLIKX Kak 60, Tak u 120 mMr/cyt, 1o
CPaBHEHMIO C IOJIy4yaBIIMMHU ILIanebo. Pazmmune mexmy
JIEKAPCTBEHHBIM IIPEIapaToM U IUIaleb0 CTAHOBMWIOCH CTa-
TUCTUYECKU 3HAYMMBIM I10CJI€ MEPBOM HEAENIM JICUCHUSI.
Db dekTMBHOCTE JieueHUST (YMEHBIIIEHIE 0011 O0JIee ueM Ha
50 %) cocraBuina 48,2 % nipu noze 120 mr/cyt, 47,2 % nipu
npo3e 60 mr/cyt (iuib 27,9 % B rpynne 1wiane6o). Takum
obpazom, NNT cocraBun 4,9 (95 % AW 3,6-7,6) nipu no3e
120 mr/cyt 1 5,3 (3,8-8,3) mpu gose 60 mr/cyt. [IpeaukTopom
3(pbeKTUBHOCTU AYJOKCETUHA MPU AUAOECTUYECKON IIepu-
depuueckoil HeHpoIaTuuYecKoi 00U CUMTAIOT B IIEPBYIO
ouepenb TSHKECTh 00JIEBOrO CUHAPOMA, a He BApUAOEIbHOCTD
TeueHus1 nuadeTa win HeviporaTuu. [lalreHTsl ¢ BBICOKOI
MHTEHCUBHOCTBIO OOJIEBBIX ITPOSIBJIEHUIT CKJIOHHBI JIydlle
OTBeYaTh Ha JiedeHue, YeM ¢ 0oJjiee HU3KUM YPOBHEM 0OJIM1
[44]. Hanbonee yactbie T000YHBIE 3 (MEKTHI AYITOKCETUHA
(60/120 mr/cyrt) Bkimovatot ToiHoty (16,7/27,4 %), connu-
BocTb (20,2/28,3 %), ronoBokpyxenue (9,6/23 %), 3aropbl
(14,9/10,6 %), cyxocts Bo pry (7,1/15 %) v cHIDKeHHE arl-
netuta (2,6/12,4 %). B GOIbIIMHCTBE CIIy4aeB OHU yMEPEH-
HO BbIpaXX€HbI U HOCSIT TPAH3UTOPHbII XapakTep. st cHu-
JKEHUS TOOOYHBIX 3(h(EKTOB PEeKOMEHIYIOT HAaYMHATH
JegeHue ¢ 103bl 30 Mr/CyT B TeueHue 5—7 mHeil. B oTmame
oT TLA 1 HEKOTOpbIX AaHTMKOHBYJILCAHTOB AyJIOKCETUH He
BBI3bIBACT YBEIMUYEHUS MACChI TeJa [45], 01HAKO BO3BMOXKHO
HEe3HAYMTE/IbHOE MOBBIILIEHNE INIMKEMUU HaToLIaK [46].

B 6-nenmenpHOM KccaenoBannm 244 rmanreHToB dddek-
TUBHOCTH aHAJILIETUYECKO Teparuu cocTaBmia 56 %, 39 %
1 34 % B rpyIax, noaydyaBlikx jJedeHre BeHaa(hakCuHOM
B no3e 150—225 mr, 75 Mr u rutanie0o cootBeTcTBeHHO. [To-
CKOJIbKY MAIlMEeHTHI C IEIPEeCCUBHBIMU PAaCcCTPOMCTBAMU
ObLIM WCKIIOUEHbl U3 MCCaenoBaHust, 3G(GeKTUBHOCTh
BeHmacakcuHa (150—225 Mr) 6blTa 00BSICHEHA aHANITe31 -
PYIOILIMM, a HE aHTUIEIIPECCUBHBIM AeiicTBueM. Hanbonee
pacrpocTpaHEeHHbIMU HEOJIarONpPUSITHBIMU  SIBICHUSIMU
ObUIM yTOMIISIEMOCTH M TotHoTa [47]. U3 rpynmer MO3CH
IS tedeHus 6oJieBoii hopmel JIH 3apeructpupoBaH my-
JIOKCETHH.

AHmuKOHGlebCllebl.

Moodyasamopbt Kaibyueswix KaAHa108

(a,-0-auzandvt)

labamenTuH (TabaraMma) — aHTUKOHBYJIBCAHT, CTPYK-
TYPHO CBI3aHHBI C Y-aMUHOMACJISIHOW KUCIOTOM

(TAMK) — HeitpoMennaTopoM, yYacTBYIOIIIMM B ITIepe-
Jade M MOIYJISIIIAK OOJIEBBIX MMITYJIBCOB. TOUHBIC MeXa-
HU3MBI IEeUCTBUS 3TOTO JIEKAPCTBEHHOTO CPEICTBA IIpU
HEeHpoImaTUIecKoi OO OCTAlOTCS IO KOHIIA HE SICHBI.
Cpenn mpoumx OIMMCAaHBI MEXaHU3M B3aMMOICHCTBHS
¢ cucTeMoit mepeHoca L-aMUHOKUCIOT 1 00pa3oBaHUe
BBICOKOA(DMOUHHBIX COEAMHEHUN C 0,-5-CyObeNMHULEN
BOJIBTaXK3aBUCHUMBIX KaJIbBIIMEBBIX KaHAIOB. B 8-Hemenn-
HOM MYJIBTUIICHTPOBOM MCCJICIOBAaHNH SCKATAIIUN JO3HI,
BKJIOYaBIeM 165 marmenTos, crpagatonmx CJI ¢ 6oeBoii
(opmoii Heliportatuu, y 60 % GosbHBIX Ha (hoHEe TTprieMa
rabarneHTuHa (go3a 3600 mr/cyt, mocturHytas y 67 %
MalleHTOB) OTMEYaIOCh IO MEHBIIIEH Mepe yMEpeHHOe
CHIDXEHNE OO0JIeBOl CUMNTOMATUKM (VIS CPaBHEHMSI:
33 % O6oabHBIX B rpymie Iuaue6o). [onoBokpyxeHue
¥ COHJIMBOCTD OBIIIM CAMBIMU YaCTHIMM HeXKeJIaTeIbHBIMU
addexramu, HAOIIOAABIIMMUCS TPUOIU3UTEILHO Y 23 %
mareHToB [48]. NNT (IAW) mna cHIKeHUs NHTeHCUB-
Hoctu 6o Ha > 50 % npu npueme raGareHTHHA ISt
KYIUpOoBaHus 00/1eBOi (hOpMbI HEMPOIaTUK COCTaBUI 6,4
(4,3—12) [42]. C yueToM OTHOCUTEIHHO BBICOKOTO NNT
¥ TIPOTUBOPEUYMBBIX COOOIICHMI 00 OTCYTCTBUU 3P (PeK-
TUBHOCTH B TTOKa €I1l¢ He OITyOITMKOBAaHHBIX UCCIICIOBAHN-
X [49] TOUHBII YPOBEHB TOKA3aTeIBHOCTH TTOJIOXKUATEIb-
HOTO JIeiicTBUS TabanieHTHHA Ipu 6os1eBoit popme JCCIT
HEBBICOK.

IIperabanua — Oosee crielU(UYHBIN JIUTaH], az—S—
CyOBEIMHULIBI C 6-KpaTHO 0oJiee BEICOKOM ah(UHHOCTHIO
CBsI3eil, yeM y rabarieHTuHa. DPOEeKTUBHOCTD U Oe30mac-
HOCTb mperadajinHa OLeHEHbl B CBOAHOM aHaiu3e 6 uc-
cllelOBaHWM, NPOBOAMMBIX Ha IPOTSLKEHMU OoJjiee
5—11 nen ¢ yuactueM 1346 maumenTtos ¢ CJI u GosneBoit
dopmoit Heitpornatn. DPHEKTUBHOCTD, OTNpeaeaecHHAas
10 CHIDKEHMIO MHTEHCUBHOCTH 6oyt Ha > 50 %, cocraB-
asia 46 % (npu mosze 600 mr/cyr), 39 % (npu mose
300 mr/cyT), 27 % (npu no3e 150 mr/cyt) u 22 % (B rpym-
ne mrane6o). NNT cocrasun 4,2, 5,9 u 20,0 cooTBeT-
ctBeHHO. CaMBIMM YaCTHIMU ITOO0YHBIMU 3(DheKTaMu TTPU
no3e 150—600 mr/cyt Obutn: rosoBokpyxenue (22,0 %),
conuBocth (12,1 %), nepudepuyeckue oreku (10,0 %),
rosioBHast 6071k (7,2 %) v yBenuueHue macchl Tena (5,4 %)
[50]. doxa3aTenbCcTBaMU, MOATBEPKAAIOIMIMMUI OOJIBIIIYIO
3¢ (GEeKTUBHOCTD MpeTiapaTa Ipu JIeYeHUN 00JIeBOIT (POPMBI
JH, cunTaior 60Jjiee CTaOMIbHYIO aHAATEe3UI0 U 3HAYUTEIb-
HO 00J1ee TIPOCTOI IIPOIIeCC TUTPOBAHMS TO3HI ITperadaim-
Ha I10 CpaBHEHMIO C TaOaIIeHTUHOM.

MecmHoe neyexue

Mecmmnoe npumenenue Kkancauuuna

Kancanuun (Tpanc-8-meTun-N-BaHUIIUI -
6-HOHMHAMUJT) SIBJISIETCS] AJIKAJIOUIOM U CaMbIM OCTPBIM
KOMITOHEHTOM KpacHoro repiia. [Ipenapar BbI3bIBaeT Ji0-
KaJTbHYIO TMTIEPEMUIO Y XUMUUECKU O0YCITOBJICHHYIO 60J1e-
BYIO PEaKIINIO, BCIEACTBUE YETO MPOUCXOMASIT UCTOIICHUE
B Tiepudepuyeckrux TKaHSIX 3aracoB CyOCTaHIIUU
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P u ymeHbIIeHMe HeporeHHOI TpaHCCyTAlliy TUIa3MBl.
Cy6cranmusa P mpucyrcrByeT B addepeHTHBIX HEMpOHaX,
WHHEPBUPYIOINX KOXY (TJIaBHBIM O0pa3oM B ITOJIMMO-
JATBHBIX OOJEBBIX PELICIITOPax), M CUMTACTCSI OCHOBHBIM
HelipoMeTrnaTopoM OOJIEBBIX MMITYJIBCOB, KaK B TIeprcepr-
YeCKOl, TaK U B LICHTPaJIbHOM HEpBHOM cucteme. B psime
HCCIIeIOBaHUI MTOKA3aHO 3HAYMTEILHOE CHIDKEHHE 00JIe-
BOTO KOMITOHEHTA 1 YJIy4dllleHHe KaueCcTBa KU3HU Y TIallH-
eHToB ¢ C/I n 6oneBoii popMoii HeliporaTum 1ocie 8 Hex
JIoKasibHOM Teparmmu kKpemoM ¢ 0,075 % conepxxaHunem
KancauuuHa [51]. Pe3ynbraTsl ncciienoBaHus ObLIN OLICHE-
HBI BeChMa KPUTUYECKH B CBSI3M C TEM, YTO ABOMHOM CJIe-
MO MW3aliH HEBO3MOXEH IIPX MECTHOM NPUMEHEHUU
KallcaniMHa M3-3a TPAaH3UTOPHO JIOKAIIBPHOM TUTIepare-
3un (B Oojiee TTOJIOBMHBI CIy9aeB OIMMCAHO YMEPEHHOE
YYBCTBO XKCHUSI), KOTOpas SIBIISICTCS XapaKTepHBIM He-
KeJlaTeIbHBIM TIpM3HaKoM. Kypc JledeHmMsT cocTaBisieT
MaKCUMYM 8 HeJl, TaK KaK B TeUYCHUE 3TOTO Meproa y 00JTb-
Heix CJI He oTMedasioch pa3BUTHUSI TTOOOUYHBIX 3P (PEKTOB
B OTHOIIIEHNY CEHCOPHOU (DYHKIINHM (C yIETOM MeXaHU3Ma
ngeicTBusl mpenapata). Ilnacteiph ¢ 8 % comepxkaHueMm
KarcauiHa (Qutenza), MCITOIb3YeMBII TIPH TTOCTTePITeTH -
YyecKoil HeBpaiaruu [52], mpoTuBoIioka3aH IMpu 00JeBOI
¢opme JIH wm3-3a meceHCMOMIM3aLMM HOLMLENTUBHBIX
CEHCOPHBIX HEPBHBIX OKOHYAHMI, YTO TCOPETUICCKHI MO-
KeT YBEJIWYUTh PUCK PA3BUTHS SI3BEHHBIX ITOpPaXKCHUI
1 TMa0eTUIECKOI CTOITHI.

Mecmnoe npumenenue audoxkauna (niacmoips)

[MpumeHeHMe TuacTeipsi ¢ 5 % comepkaHueM JTUI0Kar -
Ha (Lidoderm), obGnamaroiero JOKaabHBIM IIepudepmrye-
CKVM aHaJITe3UPYIOMMM 3(DGhEKTOM, IIPUBOIWIO K YMEHB-
IICHUIO 0OJICBOI CUMITTOMATUKN Y TAKTWITHHON aJTIONMHUN
P MUHWMAJIBHOM PHCKE CHUCTEMHBIX HEXKEIaTeITbHBIX
BIVSTHUN U JICKAPCTBEHHOTO B3aMMOICUCTBUS Y OOJIBHBIX
¢ ocTreprieTIecKoit HeBpanrueit [53]. B HacTosiiee BpeMst
ITPOBOISITCS KOHTPOJIMPYeMble KIIMHIUYECKIE MCCIICTOBAHNST
3¢ dekTUBHOCTH Npenapara y 6oibHbIX ¢ JJCCIT.

bomyaomorcun muna A

HenmaBHme sKcneprMeHTaIbHBIC TaHHBIC ITO3BOJISIOT
MIPEIToIaraTh, 4To 6oTyaotokcrH tima A (BTA) moxer He
TOJIbKO MHTHOMPOBATh BHIOPOC aleTMIXOJIMHA B HEPBHO-
MBIIIIEYHBIX CHHAIICAX, HO TAKKe MOIYJIMPOBATH €TI0 aKTHB-
HOCTb 1, TAKMM 00pa3oM, CHIKaTh MHTEHCUBHOCTD HEMpO-
maTUIecKoir ©Oomm. B  mpoBemeHHOM TIMIOTHOM
MCCIeI0BaHNM OBUTO TTIOKA3aHO, YTO 12 OMHOKpPATHBIX BHY-
TPUKOXKHBIX UHbeK1INI BTA npuBoasST K yMEHbIIEHUIO 1A~
OeTHUECKOI HelipornaTiiecKoii 0oy Ha Tieprof 6osee 4—12
Hel, a TaKke BPEMEHHO YITy4IIaroT KauyecTBo cHa [54]. He-
00XOIMMO TIPOBEICHIE KPYITHOMACIITAOHBIX UCCIICIOBAHIIA
7151 TOATBEPKACHUS OTUX JTAHHbBIX.

Onuouoot
ﬂeﬁCTBI/IC TpaMagoJjia OCHOBAaHO Ha HEMMOCPECACTBEHHOM
BJIMAHUWU YEPE3 OMMMONIHBIC PELICTITOPBI 1 KOCBEHHOM 4Y€-

pe3 MOHOAMUHEPTUIEeCKHUe PelenTOopHbIe cucTeMbl. [1o-
CKOJIBKY pa3BUTHE TOJICPAHTHOCTH M 3aBUCHUMOCTH IIPHU
TOJITOCPOYHOM TIPUMEHEHNH TIperapaTta MpOUCXOIUT I0-
BOJIBHO PEJIKO, a CKIIOHHOCTb K 37I0YITOTPEOJICHUTO TaHHBIM
JIEKapCTBEHHBIM CPEICTBOM HEBEJIMKA, Er0 MOXXKHO CUMTATh
AJBTEPHATUBON CUITBHOICHCTBYIOIINM OITMOMIAM TIPH JIe-
YeHUU HeliponaTnyeckoit 6o [55]. OmHUM 13 BO3MOXK-
HBIX MEXaHU3MOB aHaJIbreTHIecKoro 3¢ deKra Tpamamona
CUMTAIOT TUIIEPITIONSPU3ALIAIO TOCTCUHATITUYECKMX HERPO-
HOB Yepe3 MOCTCHHATITUICCKIE OMMOMIHBIC PEIeTITOPHI.
B kxadecTBe anbsTepHATHBBI OOCYKIAIOT CHIDKCHHE IICH-
TpaJIbHOM TMIIEPBO30YINMOCTH BCISACTBIE MOHOAMUHEP-
TUYIECKOTO WY COYCTAHMS MOHOAMUHEPTUYECKOTO 1 OTTH -
oumHOTO 3(h()eKTOB Mpermapara.

BbiCOKO MHTEHCHBHBIE 007U TpeOYIOT Ha3HAYeHUS
CUJTbHOMICMCTBYIOIINX OIMMMOMIOB, TAKMX KaK OKCUKAIOH.
Hecmotpst Ha mMerorecs TaHHbIE 00 YCITEIITHOM TIpH-
MEHCHNM KOMOMHMPOBAHHOI Teparuu, €€ CIIeOyeT WC-
TIOJIb30BATh JIMIIG MPHU HETOCTATOYHON 3(D(hEeKTUBHOCTH
MOHOTepanuu. B psime MOMOMHUTENBHBIX MCCeIOBaHUIA
TPOIEMOHCTPUPOBAHBI 3HAUYMTEILHOS YMEHBIIEHUE 00-
JIEBOI CUMIITOMATHKM U YIIy4YIIICHUe Ka4eCcTBa KU3HU T10-
cJie JIeYeHMSI ¢ TIPUMEHEHUEM CHCTeM, 00eCIIeUBarOIIIIX
KOHTPOJIMPYeMOE BBICBOOOXKICHME OKCHKAIOHA B Kaue-
CTBE YHCTOTO CEJICKTMBHOTO [-aTOHMCTA Y TAIlEHTOB
¢ oonesoit ¢popmoii JJCCIT n HemoCcTaTOYHOM aHaITe3U-
eif Ha (poHE CTAaHTAPTHOTO JICUCHUST aHTHUICIIpecCaHTaMI
M aHTUKOHBYJIbcaHTaMu [56, 57]. HexenarenbHble siBiie-
HUS OBLIM IPOTHO3MPYEMO YACTHIMU M TUTTMYHBIMH IS
OIMMOUIOB. B TepekpecTHOM WcCIemOBaHUM ITPOBEICHA
OIICHKA MAaKCHMAaJIbHO TICPEHOCHMBIX 103 TIPH KOMOM-
HUPOBAaHHOW Tepanuy rabarteHTMHOM M MOP(MWHOM TIO
CpPaBHEHUIO C MOHOTEpAITMeil KaxkKIbIM U3 JIEKapCTBEHHBIX
cpenctB. [Ipn KOMOMHUPOBAHHOM TIPUMEHEHUN JTaHHBIN
ToKazareab ObUI 3HAYMTEJIbHO HITKE, a 3(PHEeKTUBHOCTD
aHaJITe3MH BBIIIE, YeM TP MOHOTEPAITNH, YTO TTO3BOJISIET
TIPEATIONIOXUTH JOTIOJTHUTEIbHBIC B3aNMOIECHCTBHS MEXKITY
3TUMU AByMs iperapatamu [57]. Ha ocHoBaHUM pe3yibra-
TOB TAHHBIX MCCIICAOBAHUI MPEITOXKEHO BHECTH OITMOM-
OBl B TIEpEUYCHDb JIEKAPCTBECHHBIX CPEICTB, pa3pelIeHHBIX
151 nedennst 6oneBoit popmur JCCIT npu ycioBuM ocTo-
POXKHOTO BBIOOpA ITAITMEHTOB C pehpaKTepHBIM TCUCHUEM
3a0071eBaHMsT Ha (POHE CTaHHAPTHOI TepanM, a TaKXKe
obecIieueHNsT PeryasIpPHOTO KOHTPOJIS, aJIeKBaTHOTO TH-
TPOBAHUS HO3bI U CBOCBPEMEHHOM KOPPEKIIMUA BO3MOXK-
HBIX TPYITHOCTEM, XapaKTePHBIX IS JICYCHUS ONTMOUIaMU
(CKJIOHHOCTH K HEIPaBUILHOMY YIOTPEOJICHMIO 00e300-
JIMBAIOIINX TIPeTiapaToB, MPUBLIKAHWE, OMUOMIMHIYIIV-
poBaHHas TUIepaTre3us1). B mocaemHMX peKoMeHIAIIsIX
no neyeHnio 6ojyeBoit ¢opMbel JCCII nmomuepkuBaeTcs
BaXXHOCTh HAJIWYMS KIMHWYECKOTO OITBhITa TPH OILIEHKE
CTETICHM PHMCKA M BEICHUM TaKMX OOJbHBIX C IIEJTbI0 MaK-
CUMaJIbHO Oe3omacHOro n 3(PdEeKTUBHOTO Ha3HAYCHMS
JTAHHOM TPYMITBI JIEKAPCTBEHHBIX cpeacTB [58]. Ucmonb-
30BaHME aTOHMCTOB OMMMOUIHBIX PEIICTITOPOB TSI JICUCHUST
6osteBoit hpopMbl JCCIT BO3MOXHO UCKITIOYMTETLHO Y TTa-
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LIMEHTOB C HEIOCTaTOYHOM 2(h(PEeKTUBHOCTHIO WU TIOXOM
MEePEHOCHMOCTBIO ITpenapaToB MePBOMl TUHUMU.

TaneHTamoa — HOBEHIINIA aHAJTBIeTUK LIEHTPATbHOTO
THUIA C TBOMHBIM MeXxaHM3MoM aeiictus. [Ipemapat sB-
JISICTCST aTOHUCTOM [1-OTIMOMIHBIX PeIeNITOPOB I MHTUOU-
TOPOM 00OpPATHOTO 3axBaTa HopaapeHaInHa. B HacTosmee
Bpemst mipoBogutcsa 11l ¢aza mrare60KOHTPOIMPYEMBIX
KJIMHUYECKUX UCTIBITAHUN ¢ paHIOMHU3NPOBAaHHOI OTME-
HOI TalleHTOI0IA, TIPU3BAaHHBIX OIICHUTH 3(D(EKTUBHOCTD
1 6e30ITaCHOCTDb MPOJOHTMPOBAHHOM (DOPMBI TIperiapara
pu JiedeHUn 00JeBoit hopmbl nuadbetnyeckoir JJCCII.
[ManmeHTHI, y KOTOPBIX K KOHITY OTKPBITOM (ha3bl TUTPO-
BaHUS Tiperapara (3 Hem) OBUIO OTMEUYEHO CHIDKECHUE
WHTEHCUBHOCTH OO0JICBOTO CHMHIpOMa He MEHee 4eM Ha
1 Gann, ObLIM 3aTeM CiIy4yallHbIM 00pa3oM pasaelieHbl Ha
2 TPYIIIHI.

B 1-i1 rpynme 0onbHBIE B TedeHUe 12 Hen Toydanu
I1a1e0o0, a MalueHTHl 2-i TPYIIIBI — ONTUMATIbHYIO J03Y
nperapaTa. I1o cpaBHeHHIO ¢ IIae0b0 TAIeHTAIOoM TIPO-
nonrupoBanHoro neiictBust (ER) B mo3e 100—250 mr 006-
JIagajt XOpoIIei IIepeHOCUMOCTBIO M IOCTOBEPHO OTJIMYAII-
cI B OTHONICHWU TIOAAEPKAHUS HTOCTUTHYTOTO
aHaJpreTyeckoro addekra. B HacTosmee BpeMst IpoBoO-
IATCSl TaJbHEMIMEe MCCIACIOBAHUS IJIST TIOATBEPKICHUS
STUX TaHHBIX.

AHapreTdecKasi MOHOTEpAIIHS TIpU 00J1eBOIT (popMe
mnabetmyeckoit JICCII adpdexruBHa npumepHo B 50 %
ciayJaeB. B ¢BsI31 ¢ 3TUM OOJIBHBIM ¢ HEAOCTATOYHBIM OT-
BETOM Ha JICUCHUE WM C TUTOXOI TIEPEHOCUMOCTBIO BBICO-
KHUX 103 TIperapara 1u3-3a MOOOIHBIX MPOSBICHUI TTOKa-
3aHO TIPOBEIeHNE KOMOMHMPOBAHHON Tepanmuu. B xome
HeIaBHETO MCCIIEAOBAaHUS ObUIO ITOKAa3aHO, YTO KOMOMHA-
M HOPTPUNTUJIMHA U TaballeHTMHAa B MaKCHUMAaJbHO
TIepeHOCUMOM 103e OblIa 0os1ee 3(h(heKTUBHA IO CpaBHE-
HUIO C MOHOTEpauel TaHHBIMHU TIpeTiapaTaMu, HeCMOTPS
Ha 0ojlee HU3KYI0 MaKCHMAaJIbHYIO TEPEHOCUMYIO 03y
B iepBoM cirydae [59]. K agekBaTHBIM aHATbIreTUIECKIM
KOMOMHAIIMSM TIPEIrapaToB OTHOCSIT COYETaHNEe aHTHUIC-
IIPECCAHTOB C aHTUKOHBYJIbCAHTAMMU, a TAKKe TIperiapaToB
KaXXIOM M3 3THX TPYIII C OIMMonAaMU. B HEKOTOPHIX CITy-
YastX MOXET ITOTPe00BaThCs TPOMHAS KOMOMHAIIMS TIepe-
YUCIIEHHBIX KJIACCOB JIEKAPCTBEHHBIX CPEICTB.

C ydJeToM BHIIICTIPUBEACHHBIX JAHHBIX HEOOXOINMO
OTMETHUTbH, YTO HECMOTPSI Ha BBEICHUE B KIMHUYCCKYIO
MMPaKTUKY B TTOCJIeIHEE BpeMsI HECKOJIBKMX HOBBIX aHAIb-
TeTUYECKMX IIperapaToB, MEIMKAMEHTO3HOE JIeUCHUE
XpoHuueckoi 6oneBoit JIH ocrtaercst cepbe3Hoii ripodiie-
Moii. Tlo-TipexkHeMy TJIaBHBIM BOIIPOCOM TIPH BEIOOpE
Teparnuu SIBJIICTCS WHAWBUAYyaJbHas IIEPEHOCHUMOCTb.
KoHTpommpyembie ncciemoBaHUs 110 U3YISHUTO TIPOIOII-
KUTEJIBHOTO aHAJIBIeTUIeCKOro 3(pdeKra ImyTeM IIpsIMOro
cpaBHeHUS 3(PDEKTUBHOCTH OTICIBHBIX IperiapaToB He
MIPEIOCTAaBWIN TOCTATOYHONW WHMOpPMALIMM, W TOJHBKO
B OTHEJIBHBIX UCTIBITAHUSIX UCITOTb30BAIMCH CXeMBI KOM-
OMHMpPOBaHHOM Tepanuu. TeM He MeHee BaxKHO OTMETHUTD,
YTO TIPUMEHEHWE TOCICIHUX WIN H00aBJIeHNWE HOBOTO

JICKaApCTBEHHOI'O CPEACTBA K Y2K€ MPOBOAMMOMY JICHECHHN IO
MOXKET CIOCOOCTBOBATh ITOBBILLIEHUIO 3(1)(1)6KTI/IBHOCTI/I
AHaJIre€3nu.

Hedhapmakonoruyeckoe nevexue Gonesoii hopmbi

Heiiponamuu

YuuTeiBasi HEyaOBJIETBOPEHHOCTb BO3MOXHOCTSIMU
MeIVMKAMEHTO3HOM Tepanuu npu 6oJieBoit popme IH, He
ciemyeT 3a0bIBaTh O He(hapMaKOJOTMUECKIX METOIAX JIe-
yeHus1. Hapsimy ¢ co3manmeM HOBBIX (hapMaKOJIOTMIeCKIX
MpenapaToB HEMaJ0Ba)KHOE 3HaUYEHNE UMEET U pa3paboT-
Ka 3(pHeKTUBHBIX HEJIEKaPCTBEHHBIX TOIXOI0B K JieUe-
HUI0. B HenaBHEM CCTEMHOM 0030pe OLIEHMBAJIU JaHHbIE
JIOCTOBEPHBIX KITMHUYECKUX UCCIIETOBAHUI U METaaHAIU -
32 B OTHOLLIEHUU AOIOJHUTEIbHbIX U aJbTePHATUBHBIX
METOJIOB JIEUEHHS, UCTIOJIb3YEMbIX MPU HEMPOIIATUYECKOM
U HeBpaJirmueckoii 6onu. B HacTosiiee BpeMst Ormy0IuKo-
BaHbI CBEJIEHUS B OTHOLLIEHUU CJIEAYIOLINX JOTOJTHUTEb-
HBIX U aJITEPHATUBHBIX METOJOB JIEUEHHSI: UTJIOYKaJIbIBa-
HUE, 2JIEKTPOCTUMYJISILIMS, PACTUTEbHbIE JIEKAPCTBEHHbIE
Cpe/ACTBa, MAarHWThbl, MUILIEBbIE 100aBKW, TeIITaJbT-
Tepanusl U Ipyrue METOAbI C UCTIOJb30BAHUEM AYXOBHBIX
npakTuK. Ha ux ocHOBaHWU MOXHO CaeaaTh BbIBOJ O TOM,
4TO 3(P(PEeKTUBHOCTD OOJBIIMHCTBA METOAUK HETPAIULIM-
OHHOM U aJIBTEPHATUBHOM MEAULIUHBI, TIPUMEHSIEMBIX JIJI51
o0JieryeHUsT HEMpPOMNaTUUEeCKON WM HEBpaJTMuecKoi
00y, HENOCTaTOYHO yOenuTeabHa. B OTHOLIEHUU uC-
MOJIb30BAHHWS 9KCTPAKTA ralliuilia, MarHUuToTepamnuu, Kap-
HUTUHA U 3JIEKTPOCTUMYJISILIUU TaHHbBIE MOTYT OBITh pac-
LIEHEeHbl KakK oOOHaIeXuBalollue, 4YTO OIpPaBAbIBAET
MpoBeieHNe AalbHENIINX uccaenopanuii [60].

Ilcuxoaoeuueckas nomoub

He cienyet HemoOeHUBATh IICUXOJIOTUUECKUIT KOM-
noHeHT 0oju. HeoOxoauMo OOBSICHUTH MAUMEHTY, UTO
Jaxe CUIbHAsI 00JIb MOXKET CTUXHYTh. DTO OCOOEHHO BaXK-
HO TIPU TIJIOXO KOHTPOJIMPYEMOM TEUEHUM OCTPOIT 00JIeBOI
HeliponaThell WIM B TeX Clydasx, KOrja WHTeHCUBHas
WHCYJIWHOTEPAIIMs MPUBOAUT K HApaCTaHUIO OOJIEBBIX
nposiBieHunii. Takum o6pa3oM, 3MIATUYECKUI TTOIXO/,
HaIpaBJIeHHBII Ha JeMOHCTPALNIO OECIIOKOMCTBA U Tpe-
BOTH 3a COCTOSIHME MAlIMEHTOB ¢ HEMpOIaTH4eCcKoil 060-
JIBIO, BaXKEH JIJI MX YCITEIIHOTO BeaeHus [61].

Cnoco6bt npsmozo ghusureckozo 6o3oelicmeus

ApTeprnoBeHO3HOE IIIYHTUPOBAHME MOXKET ITPHUBOIMTH
K TIOBBILIICHUIO TEMIIEPATYPHI TIOpaXkeHHO# cTorbl. [Torpy-
JKeHHE HOTH B XOJIOAHYIO BOIY YMEHBIIIAET TIOTOK KPOBH Yepe3
IIYHT ¥ MOXET CHIDKATh OojieBbIe ommymieHus. C IIe/blo
YMEHBIIICHUS aJUIONMHUA MOXXHO PEKOMEHIOBATH HOIIICHHE
IIIEJIKOBOM ITZKaMBbI, a TakKKe MCITOJIb30BAHUE OPTOICI-
YecKuX KpoBareii. [larmeHTaM, KOTOpbIe OIMMCHIBAIOT OOJIe-
BbI€ CMITTOMbI, KaK «OLLYILIEHUE XOIbObI 10 FATbKe», OyIeT
TOJIE3HO HOIIIEHHUE YI00HOH opTorennyeckoii ooysu [61].

IMoxwsre mammenTs! ¢ CI0 2-To TUIIA YacToO CTPagaroT
BCJICIICTBIE BBIPAXKEHHBIX HAPYIIICHUI OCAHKH W TTOXOIKH,
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a TakoKe TTOBBIIIEHHOTO prcKa MafeHui. Y 6ombHbIX C/I 2-T0
Tuma B Bo3pacrte 50—75 JieT mociie 6-HeIeIbHOM IporpaMMbl
ITOCTYPaIbHBIX TPEHUPOBOK HAOIIONANCH 3HAUUTEIHHOE
HapacTaHWe CWJIBI B HIDKHUX KOHEYHOCTSIX, YBEIIMUYCHUE
CKOPOCTH PeaKify, YMEHBIIICHNE HEYCTOMUMBOCTH M, CJIC-
JIOBaTe/IbHO, YMEHbILIEHE PUCKA MMafgeHuii [62].

Axynynkmypa

B 10-Heme1bHOM HEKOHTPOIMPYEMOM HCCIIeI0BAHNT
marmenTaM ¢ CJI, moyJaBIIMM CTaHIapTHYIO aHAJIBIeTH -
YECKYIO Teparuio, ObUIM MPOBEAEHbI 6 KYPCOB TpaguLIM-
OHHOM KUTalCKOM aKyIyHKTYPbI, ITocjie Kotopoit 77 % u3
HUX OTMETUJIN BBIPAXKEHHOE YMEHBIIICHNE MHTEHCUBHOCTH
0onu. Hu B omHOM cityyae He ObLIO 3aperucTpUpOBaHO
o6ouHbIX 3 dekToB. Bo Bpemst mocnenytommx 18—52 Hex
67 % GOJIbHBIX CMOIJIU ITOJIHOCThIO OTKA3aThCsSI MM 3HA-
YUTETHbHO COKPATUTh aHATBICTUICCKYIO TePAITIo, U TOJIb-
KO B 24 % city4asix noTpeboBaioCh MPOaO/KEHME JICUESHUSI
nrnoyKanbiBaHueM [63]. s moaTBepKIeHUs TTOJydeH-
HBIX TAaHHBIX HEOOXOIUMO TTPOBEICHNE KOHTPOINPYEMOTO
HCCIIEIOBAaHMS C MCIIOJIb30BAHNEM UTJIBI-TIIAIIe00.

Dnekmpocmumyasyus

Ypeckoxxnas snexkrpoctumysaunsg Hepsa (TENS) -
seT Ha adpepeHTHYIO HEMPOHATBHYIO TPAHCMICCHIO M CKO-
POCTh TIPOBEICHMUS, TTOBBIIIACT MTOPOT HOIUIIETITUBHOTO
dexcopHOro pediaekca M M3MEHSET COMAaTOCEHCOPHBIC
BBI3BaHHBIC TTIOTCHIIMANEL. B Xome 4-HemembHOTro Mccieno-
BaHud manueHTaM npoBoaviii TENS Ha 06macTh HUKHUX
KOHEUHOCTE exXeTHeBHO B TeueHre 30 MUH. YMEHBIIICHTE
6011 otMeueHO y 83 % OGoJbHBIX 1O cpaBHEHMIO ¢ 38 %
B IPYIINE CUMYJISILAY JieueHUs1. Y O0JbHBIX C HE3HAUUTEb-
HBIM OTBETOM Ha TePaITUI0 AMUTPHUTITHIMTHOM, TTOJTyJIaBIIIIX
neuenre TENS B Teuenne 12 Hen, yMeHbIIeHUe OOJIEBOI
CHMIITOMATHKH OBUTO 00JIee 3HAYNTETLHBIM IT0 CPABHEHUIO
C TaIMeHTaMU B TPYIIIEe CUMYJISIIIUHY JiedeHus. TakuMm 00-
pasoM, Juts 6osee addekTuBHOM aHanre3nn TENS MoxHO
HCIIONIB30BaTh B KA4eCTBE MOITOJTHUTEIBHOM METOIWKU
B KOMOMHALIMY C MEAUKAMEHTO3HBIM JiedeHreM [64].

B panmoMu3rpoBaHHOM KOHTPOJIMPYEMOM HCCIICI0BA-
HUM METONl CPEeIHEYaCTOTHON HApYy>XHOW CTUMYJISUUU
mei (MFEMS) nmokaszan aydrimii 3(hheKT B OTHOIIICHUT
HelpornaTu4ecKnX CUMIITOMOB T10 cpaBHeHMIO ¢ TENS mo-
cae 1 nven nevenus [65]. JJoarocpoyHbie KOHTPOJINPYEMbIE
nccaenoBaHms 3(PpHEeKTMBHOCTH JAHHOTO METOIa He TTPOBO-
mumichk. [Tocme 10 ceaHCOB 4aCTOTHO-MOMYJIMPOBAHHOM
3JICKTpOMAarHuTHo# crumyisiiiu HepBa (FREMS), mpu-
MEHSBIIICHCS Ha MPOTSDKEHWHU Oosiee 3 Hel, OTMEYaIoch
3HAYUTETHPHOE CHIKCHE OO0JIEBBIX OIIYIIICHHI TI0 CpaBHE-
HUIO C Tutanebo-cTuMyssinuein [66]. B Hacrosiiee Bpemst

MIPOIOJIKAIOTCS KPYITHOMACINTaOHBIE MYJIBTUILICHTPOBBIC
HCCIICIOBAHMS TaHHON METOIUKMI.

I1pu 6oneBoii JIH, ycToitunBoii K MEIMKAMEHTO3HOMY
JIGUEHUIO, JeKTpocTUMyJsiiust cnuHHoro mosra (ESCS)
BJIEKTPOAaMU, UMITIaHTUpOoBaHHBIMKU Mexkny Th9 u Thll
CerMEHTaMHU CITMHHOTO MO3Ta, IIPUBOAWIA K YMEHBIIICHUIO
6o 6osiee yeM Ha 50 % y 8 u3 10 nmauueHToB. Kpome Toro,
OTMEUCHO 3HAYMTEIbHOE YBEJIMICHNE YCTOMUMBOCTH K Ha-
rpy3kaM. [Tpu npumenenun ESCS Habmoganmmcs cienyio-
e OCIIOXHEHUS: 2 CTyJasi TIOBEpXHOCTHOM paHEeBOW MH-
dexuym, 2 ciaydas MUTpaldM 3JICKTpoda M «IIO3ITHEe
ncue3HoBeHMe 3(pdekTa» y 1 marmeHTa cIrycTs 4 Mec Impu
XOPpOILIEM TIEpBOHAYAIBHOM pe3yiibrate [67]. DTOT MHBA3UB-
HBII METOJ JICUYCHUS CIICIyeT PACCMATPUBATh KaK Pe3ePBHBII
(TToxa3aH TOJIBKO IS IMAIIMEHTOB, HE OTBEYAOIINX HA Me-
MUKAMEHTO3HOE JICUCHUE).

Xupypruyeckas aexomnpeccus

B kauecTBe ansTepHATMBHOTO METOMA JICUCHUS TTAITUCH -
ToB ¢ cumnToMatndeckoit JICCIT 6b11a npeiioskeHa Xupyp-
ruJeckast IeKOMITpecCHsl HepBa B MECTe aHATOMHYECKOTO
cyxenws. [Ipentronaranoce, 9To IeKOMIIpeccHs Tiepudepr-
YeCKOro HepBa CTAaHET METOIOM JICUCHHUs TAllMEHTOB
C HeiipomaTueill, MMEIOIINX MO0Ka3aHHYI0 KOMIIPECCHIO
B MECTE€ YTOYHEHHOIO aHATOMUYECKOro cyxeHus [68]. Ox-
HAaKO HU OIHO MCCJIeIOBaHNE TaHHOW METOIMKHM, TT0 JaH-
HBIM 0030pa KoKpaHOBCKOTO perncTpa, He ObLTO PaHIOMM-
3MPOBAaHO M HU B OJHOM M3 HUX HE YKa3aHbl KPUTECPUU
muarHoctuku JCCII. Kpome nipusHaka TunHens, mig nua-
THOCTHKM KOMITPECCMOHHBIX HEMPOITATHIT HE UCITOJIb30BAHO
HUKAKNX IPYTUX KIMHUYIECKUX WU 3JIeKTpOMUOTpadmye-
CKMX KpUTEPHEB, TOKA3BIBAIOIINX HATIINE KOMITPECCUOHHOM
Heriponatuu [69]. Ha ocHOBaHMM JOCTYITHBIX COBPEMEHHBIX
TMAHHBIX 3(h(PEKTUBHOCTH TAHHOTO ATBTCPHATUBHOTO JICICHUST
CIIeMyeT CYMTaTh HemoKasaHHoU (ypoBeHb U). [l olieHKr
3HAYMMOCTH JAHHOTO METOa HEOOXOMMMEBI ITPOCTICKTUBHEIC
paHIOMU3MPOBAaHHBIE KOHTPOJIMPYEMbIC WCCIICIOBAHUS
C HWCIOJIb30BAaHUEM CTAHIAPTHBIX CIIOCOOOB TMArHOCTUKU
M OLIEHKU TTOJTyYeHHBIX pe3yasraToB [70].
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Jucgepaunonamuu npedcmagasnom co6oii peHomunu1ecku eemepoceHHy0 epynny HepeHO-MbluleyHbX 3a001eeanuii. Bnepevie oHu Gviiu
onucanwl anouckum asmopom Muowu Kak ducmanvhas gopma mviweunoil ducmpoguu. C mex nop ux KAUHUHECKUL CheKmp HOCIMOSHHO
pacuiupsiemes U 8Kar4aem Kak npoxcumanvuyio gopmy (LGMD 2B), mak u npaxmuuecku acuMnmomHwle cay4au, OUaeHOCMUpyemble AUllb
no eunepkpeamungpocgoxunazemuu. Knunuueckuii ocmomp, MoludevHas GU3yaru3ayus U UMmMyHosucmoxumuueckuil ananus (exaovas Western
Blot) — neobxodumvie uccaedoganus, npedsapsroujue MoAeKYAApHYIO duaeHocmuiky mymanmuoeo eena DYSF. /s ducghepaunonamuii
He XapaKmepHa Koppeasyus 2eHOmun—peHomun, 8 c8s3u ¢ yem cnekmp 00HaApYICUBAEMbIX MYMAauil Kpaiine 6eaui, a onpedeneHue Xxapax -
mepa meuenus 3a001e6aHUs 3aMPYOHUMENbHO, XOM S 8 Yeaom pasgumue 604e3nu docmamouro meonenHoe. [lamoghusuonoeus ducgepauro-
namuii cmanogumcsi 6onee NOHIMHOI nociae 00ssCHeHUsl 08YX (heHOMEeH08: OUCPHYHKYUU CUCEMbl Penapayuy Memopansl, 8 Komopoi ouc-
hepaun uepaem 8asicHyr0 poab, U Ype3mMepHO20 80CHANUMEAbHO0 OMEema ¢ yyacmuem GaKkmopos KoMNAeMeHMAa U UMMYHOKOMNEMeHMHbIX
Knemok. Hceaedosanue smux 08yx 60npocoe no3eoaum 6 6yoyujem paspabomams coomsemcmsyoujue ae4edHsie n00xoobl.

Karouesvie caosa: oucghepaunonamuu, oucepaun, muonamus Muowu, ducmanvras muonamus, OUCMAAbHAS MUONAMUSL C NEPEUUHBIM

nopasiceHuem nepedreeo 10xca eonenu, LGMD 2B, mviuweunas ducmpous, memOpanHas penapayus, MuHuoucgepiuH

JucdepanH oTHOCUTCS K MEMOpaHHBIM OejIKaM, ero
OCHOBHOU (DYHKIIMEH SIBIISICTCS yJacTHMe B perapaiiu
MBIIIIEIHOI MeMOpaHbI. OH SBIISICTCS 00bEKTOM U3YUCHMUS
Kak ¢ (hyHIAaMEHTAJIbHBIX, TAK M C TePaIIeBTUICCKUX T10-
suunii. CeroaHs mnoHsTue «auchepauHonatus» (AIT)
00beIMHSICT KaK MUHUMYM 4 KIMHUYECKNX (heHOTHIIA:
IUCTaTbHAS MUOTIATHS MHOIIN, ayTOCOMHO-PEIIeCCUBHAS
MBIIIeYHast qucTpodus tuma 2B, qucraabHass MAOIIATHS
nepeaHero joxa roneHu (DMAT) m tak Ha3bIBaeMbIe
IIPOKCUMAaTbHO-TUCTaIbHBIE (popMbl. K 3TOM Kateropuu
OoJre3He TakKe IMPUOJIIKAIOTCS HEKOTOPBIe (hOPMBI TH-
nepkpeatuHochoknHazemun (rurep KO Kemmn) 1 ices-
nmoMeTabommaeckre cuHapoMsbl. 1T gatiie BEISIBIISTIOTCS BO
B3POCJION TIOMYJISIIIUM M XapaKTePU3YIOTCS Ie(UIINTOM
nucheparHa pa3HO CTEIICHN!.

Hcmopusa Bonpoca

Brnepsnie 111 Obuta onrcaHa SIMTOHCKUM UCCIea0BaTe-
sieM Muoiiu B 60-x rogax XX cToJIeTHsI, XOTS CaM TEPMUH
BOIIIEJT B JIUTEPATypy 3HAUMTEIBHO TMO3Xe — B 1998 1
IlepBble nyOaAMKaLuy ObIIM HA SITOHCKOM SI3bIKE, U JJIsI
IIMPOKON HAyYHOU OOLIECTBEHHOCTM OHU OCTaBaJlUCh
HeusBecTHbIMU [1]. B mocienytomemM ObuUTM cUCTEMATU3U-
pPOBaHBbI Cilyyau AMCTaaIbHON (DOPMBbI MBIIIEYHON TUCTPO-
¢un B ceMmbsix, IPOXMBAKOIIMX BOJM3U BHyTpeHHero
SnoHckoro Mops [2]. [l1aBHOM KIIMHNYECKO 0COOEHHO-
CTBIO TAHHOW MBIIIEYHON TUCTpOoPUM ObUT TUCTATLHBII

XapakTep IopaXkeHusI MBI HoT. EBporeiickue u cese-
poaMepUKaHCKUE MCCAeIOBATEeIN OIMMCAIN CXOXHUE CIIy-
Yay, 9YTO YKa3bIBaJIO Ha TTIOBCEMECTHYIO PaCIIpOCTpPaHEH-
HOCTh JaHHOH «HOBOI» (DOPMBI MUOTIATUN. AYTOCOMHBII
TUT HACJICIOBaHMS, OTHOCUTEBHO ITO3THUI IeOI0T, 13-
OMpPaTEILHOCTD MTOPaXXaeMbIX MBIIIIIL HOT, 3HAYNMOE TI0-
BeImeHue KpeatnHdochokuHasbl (KPK), oTdernvBbie
IVCTPO(pUIECKIE ¥ BOCTIAIIUTEIFHBIC TIPOSIBIICHNS B MBIIII-
ax — BCe MEPEUYMCIeHHBIE CUMITOMBI OBIIT BHIOPAHBI
B Ka4eCTBE AMArHOCTUICCKUX KPUTEPUEB, UTO TTO3BOJIIIIO
nudGepeHIMPOBaTh JaHHYIO (DOPMY OT ITPOIMX TUCTATb-
HbIX MUOIIaTUi, onrcaHHbIX Benanaepom, Honaka, Map-
Kecbepu u [purrcom, a no3gHee U Yiaom.

B 1990-e rogsl MHOrMe MCCaenOBaTEIN 3aHUMAIUCH
TIOMCKOM TeHa, OTBETCTBEHHOI'O 3a MUOIMATHIO MUOIIIH.
I Havaja COBMECTHBIC MCCIIEHOBAHMS TTO3BOIMIN JIO-
KaJan30BaTh TeH JAaHHOW MUOIIATMM Ha XPOMOCOME 2p
B TOM K€ JIOKyCe, UTO M T'€H ayTOCOMHO-PEIeCCUBHOM
MbImeuHoit nuctpoduu (LGMD 2B) [3].

B 1998 1. mocie 0xkecTOYeHHOTO COIepHNIECTBA MEXK-
ny rpynnamu Po6epra bpayHa B bocrone u Keiit bamou
B Hblokacire mpu akTMBHOM y4acTUU (ppaHITy3CKIX UCCIIe-
JIoBaTesIeii He3aBUCHMO JIPYT OT JApyra 00€ KOHKYPHUPYIO-
e rpyImbl KioHuposanu redH DYSF |3, 4]. Heobxonnmo
OTMETHTh, YTO (DPAHITY3CKUIT TAIIMEHT — HOCHUTEb TOMO-
3UTOTHOM stop-myTtanuu reHa DYSF naomonancsa Mutire-
mem ®apno B MHctutyre Muonorum B Ilapimke. BToT

*[lewaTaeTcs ¢ paspemieHus aBropa. OpurnHanbHasg ctaThd «Les dysferlinopathies: au-dela des myopathies distales»
oIyoyimkoBaHa B xkypHaJe «Les cahiers de myologie», 2011, No 4,



Jlexyuu u 0630po!

HepBHo-MblweYHbie
BOJNIE3HH

CJIydJaii cTaj TOBOPOTHBIM MOMEHTOM JUTSI JOKA3aTeJIbCTBA
y4acTusl TaHHOTO TeHa B pa3BUTUU MUOTIaTUX MUOLIHN.

Oka3zajioch, 4to TeH DYSF xonupyeT paHee HEM3BECT-
HBI MBIIIEYHBII TTPOTEHH TUCHEPINH, KOTOPHINA TTOTYIIIT
CBOE Ha3BaHME OT OeJika hepiiMHa, OOHAPYKEHHOTO Y KPY-
rioro uepBsi C. elegans v y9acTBYIOIIIETO B IIPOIIECCE OTLIO-
JIOTBOPEHUSI U PETIPOMYKIINN, KomupyeMoM reHoM FER- 1.

IIpumenenue Jlynzoii AHAEpCOH TIOJIyKOJIUYECTBEH-
HBIX METOAMK, B TOM uncie Western Blotting, B usyuyenumn
nucheparHa W OOJIbINasl TOCTYITHOCTh IIPOCMOTpa TeHa
DYSF T03BOJIVUIM TIO3Xe MPOJIEMOHCTPUPOBAThL PaCIIv-
pstotumiics knuHudeckuit criexktp JI1.

ITomMumo Muonatuu MUOIIM U ayTOCOMHO-PELIECCUB-
HOI MBIIIIeYHOU TucTpoduy ThIa 2B, MyTalmm ObLTN TaK-
K€ 0OHAPYKEHBI U B «IIEPEXOIHBIX» (hOPMaX — TaK Ha3bI-
BaEMbIX MTPOKCUMATbHO-AUCTATbHBIX, JUCTAIBHOW MHO-
matuu nepenHero yoxa (DMAT) [5] u pu HEKOTOPHIX
dopmax runepKDKemnu [6].

B ¢BA3Y C ynpoLLennem AUarHoCTUKN CTasno 0YeBUAHO, YTO pac-
npoctpaHeHHocTb [l 3HaunTeNbHO Bbllle, Yem npearonaranoch
paHee. Cpean Hux Muonata Miuowwn — Hanbonee yacto Bcrpe-
yaemas Gopma AucTanbHoli Muonatun. 113-3a oTcyTcTBUA BCeod-
LLero HaLVOHANIbHOTO PerucTpa noka HeBO3MOXHO OnpefenuTb
TOYHoe yucno naunentos ¢ AMl. Tem He MeHee 6a3a AaHHbIX Mo
myTaumnam UMD-DYSF, co3panHaa 8 Mapcene coBMeCTHo ¢ ceBepo-
amepuKaHCKoil accoumavmeli 6onbHbix Jain Foundation, conepxut
Kak MUHUMYM JaHHble 0 150 naumeHTax 8o OpaHuyn u 0 600 —
B0 Bcem Mupe. JIl1 6onbLue pacnpocTpaHeHbl B CTpaHax, AnA KoTo-
PbIX TPaAULIMOHHbI 613K0POACTBEHHbIE Gpaky, Takue kak Marpub,
CTpaHbl banxHero BocToka (Hanpumep, WpaH) u nonyoctposa
npocraH, B Kotopbix [T moryT coctaBnath A0 30 % ayTocOMHo-
PeLiecCVBHbIX CyYaeB MbILLEYHOA AUCTpodUM B3pocablx. Pac-
npegenexe [l Ha oTaenbHble GopMbl B 3aBUCMMOCTY OT CUMATO-
MAaTUKW BapbuUpyeT Mo AAaHHbIM Pa3HbIX UCCNEAOBAHMIA: TeM He
MeHee AUCTafbHAaA muonartua Tuna Muowm u ayToCOMHO-
peLieccviBHaA MbllleyHas Anctpodusa Tuna 2B no-npexHemy co-
CTaBNAIOT NofaBnAioLLee bonbLunHcTBO — ot 80 40 90 % Cyyaes.

Pa3xooGpa3ue KNUHUYecKoil KapmuHbl

B GonbIIMHCTBE clTydyaeB OCHOBHBIMY KIIMHUYECKUMU
npusHakamu J1I1 g9BigioTcst mporpeccupylomast Mbleu-
Has ¢J1ab0CTh U KpaitHe n30upaTtesibHas MbIIIeYHas aTpo-
dust. Yaie Bcero 3abosieBaHE OTYETIIMBO MPOSIBIISIETCS
1 HauMHAET TporpeccupoBath nocie 20 JieT, mTpuHuMas
pasHbie peHoTunnuecke GopMsol [7].

JucransHaa muonatusa Muomm — Hanbosiee TUTIMYHAS
1 pacripoctpaneHHas popma JII1. BonbImHCTBO ManmeH-
TOB XaJIyIOTCS Ha TIPOrpeccUpyloliee HapylIeHe OXO/I-
KW, BO3HUKIIIEE B ITOJAPOCTKOBOM BO3pacTe, pexe B bojee
paHHue ronubl. B penkux cirydasix 00Jie3Hb MPOSIBIISIETCS
nocne 40 net. JIoMuHUPYET NmopaxkeHue TOJIeHe 1 CTOII.
XapakTepHbIe Kajl00bl B 1e00Te 00J1e3HU 3aKJIF0YaTCs
B TPYAHOCTHU MPU BCTaBAHWUM Ha MajbLbl, CIA00CTH MPU

xomp0e Ha HockaxX. Ha HavapHOI CTamuy CMMITTOMATHKA
4acTO MOXET KacaTbCsl TOJIbKO OJHON KOHEYHOCTU. Jlo-
CTaTOYHO OBICTPO MKPOHOXKHBIC MBIl YMEHBIIAIOTCS
B 00BbEME M TEPSTIOT IIPUBBIYHEBIC OYEPTAHUS, B KOHEYHOM
utore oHM aTpodupyroTcs (puc. 1). Hapacrarorme ciox-
HOCTHU ITPY BCTaBaHMY HAa HOCKU TIPUBOJIST K TOMY, YTO T1a-
IMEHTHI HAYMHAIOT aKTUBHO CTaIITHIBATh Ka0JIyK, UTO TIPH-
BOAUT, TT0 00pa3HOMY BhIpaxkeHU0 Monru ben Xamuna
(MuCcTuTyT PabGaTta B TyHmcCe), K pasBUTHIO «CHMIITOMA
JMOMAIITHUX Ty(heJIb WU TallOueK».

Puc. 1. Buewnuii 6ud nayuenma ¢ ducmanvhoti muonamueii Muowu
u pesyavmamot M PT-uccaedosanus ckenemHbix Mululy, mazog02o nosica u bedep

MHorpa nmauueHT o0eCroKOeH CHUXXKEHMEM oObeMa
00erX NKPOHOXHBIX MBbIIIILI, PA3BUBILIMMCS B TEUEHUE HE-
CKOJIBKMX THe# wim Hemellb. OCOOeHHO 3TO XapaKTepHO
IUISL JIALL C XOPOIIIEeN CITOPTUBHONM ITOATOTOBKOM, YTO Ha
YIMBJIEHUE LIMPOKO paCHpPOCTPAHEHO Cpear OOIbHBIX MU-
onatveid Muoiu. B HEKOTOPBIX cllydasix 0OHapy>KMBaeT-
cs JIoxKHas rncepnodeduueckast KapTuHa B BUae 00J1€BO-
IO CUHAPOMa, OTeKa B 00J1aCTU UKPOHOXKHBIX MBI U JIO-
KaJTbHBIX BOCITAJINTEIEHBIX U3MEHEHUI [§].

Ha HavyanbHbIX CTaaMsIX MU3BMEHEHHWI CO CTOPOHBI IPYTUX
MBIIIIII, KaK MPaBUJIO, He BeIIBIsIeTcs. CrubaTesin 1 pas3ru-
0arTesu MajbLEB CTOI JOJIT0 OCTAlOTCS MHTAaKTHBIMU. B Xxone
3a00J1eBaHMsI B [TATOJIOTMYECKUI MTPOLIECC MOTYT BOBJIEKATh-
CsI MBILILIBI 3aIHEU TTOBEPXHOCTU Oe/ipa U B MEHBILIEH CTe-
MEeHU STOIUII, & TAKXKE MbILILIbI 3aNICTUi U nayiblieB. [Tpu
5TOM MBIIIIIBI, (PUKCUPYIOIINE JIOMATKY, He CTPanaloT, 4T
onpenessieT OTCYTCTBUE CUMITOMA «KPbUIOBUIHOM Jionar-
Ki». HecMoTpst Ha yMepeHHBIH 1eUINT GYHKIINNA MBITIIIT
crubarese mieda, B 00J1aCTM KOPOTKOI TOJIOBKU aTpodu-
POBAaHHOM ABYIJIaBOI MBILILBI T1JIe4a (POPMUPYETCS CHELN-
(pryeckmii 1 HEMOCTOSTHHBIN (DeHOMEH, MPOSIBIISIOINIACS
TOJIBKO TIPW CTMOAHWM W Ha3BaHHBIM Mutenrem Papmo
«CUMIITOM IapuKa» (puc. 2), MpUINHA Pa3BUTHUSI KOTOPOTO
JIO CUX TIOP OCTaeTCsl HeM3BECTHOI [9].
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Puc. 2. Domo naeua u MPT-cnumok naeueswix motuiyy. NB!
«Illapukx», o6pazyemviii Guyencom naeua, u e2o u3oupamenvHoe
nopaxcerue, sudumoe npu MPT-uccredosanuu

AyTOCOMHO-pelecCHBHASI MbIIIEYHAS] TUCTPO(DUS THNA
2B (LGMD 2B) ropasmo 6omnee penkast (popma I, mpu
KOTOpOU TIpeo0IagaloT M3MEHEHMST MBI TTPeuMyIIe-
CTBEHHO Ta30BOTO MosicoB. Bo3pact manudecrammu 3a60-
JIeBaHUs OoJiee BapradesIeH, YeM ITpY MUOIIaT MUoIm.
B ne6rote xkamo0bl JOCTaTOYHO CTEPEOTUITHBI: HEJIOBKOCTh
IIpX XOIB0OE VI ITOABEME T10 JICCTHHUIIC, MHOT/IA TTafICHMSI.
Bosb B MBIIIIIIax BeTpeyaeTcs ere pexke. Bo3amoxHo code-
TaHME TUCTATHHOTO TTOPAKEHUSI C BOBJICUCHUEM MBIIIIIT Ta-
30BoT0 mosica. Ha pa3BepHyTOl cTamny CHUMITOMaTHKa
CXOXa ¢ IMPOKCUMAaTbHO-IUCTAIbHON (popmoii. B Heko-
TOPBIX OOJIBPIIMX CEMbSIX MHOTMMM aBTOPAMH OTMEUYEHO
coueTaHMe KIMHUYECKON KapTWHBI THITa MWUOIIn
n LGMD 2B [10, 11], mopoit naxe cpeny ABOIOPOIHBIX
OpaTbheB U cectep [12].

JucranbHas MEONATHSA C IEPBUYHBIM MOPAXKEHUEM Nepe/-
Heii rpynmbi Mbin rosienn. B 2001 . M3abens Mina onucana
IIOBOJILHO peakuii BapraHT AI1 ¢ repBUIHBIM TOpaXkeHuEeM
TIepeTHel TPYIITBI MBI TosieHei. CeromHst 3Ta (popma 13-
BecTHa 1o Ha3BaHueM DMAT (aHri. distal myopathy with
anterior tibialis onset — mycTaNbHAS MUOTIATHS C TIEPBUYHBIM
TTOpakKeHWEeM TTepeTHel TPYIITBI MBI TojieHn) i DACM
(anT. distal anterior compartment myopathy — IuACTaJbHasI
MMOITIATUS TIepeaHEl TPYIITHI MBI TOJIeHN). MOTOPHBII
TIeOUITUT TIPOSIBIISIETCS B TIEPBYIO OUEpe b CBUCAIOIIEH CTO-
noit u crermaxeM [5]. [1o Mepe pazBuTust 601e3HM U3MEHE-
HMST MBIIIIT paCIIPOCTPAHSIIOTCST M HA 3aTHIOIO TPYIIITY TOJIe-
Hu. Ilpu 31Ol (hopMe MALIMEHTOB CHadaja OIIMOOYHO
KBaJTM(UIIMPYIOT KaK OOJBHBIX ¢ Oone3Hbio [llapko—Ma-
pu—TyTa unu gucranbHO Mmuonatueii Turna Honaka. Muo-
natuss Muomm u DMAT MoryT cocylecTBoBaTh B OJHOM
cembe. Tak, OMHOMY 13 WICHOB KaTaJIaHCKOM CEMbH TTePBBIIA
IrarHo3 (Muorartvss Mwuomm) ObuT TTocTaBieH B [Tapioke,
a npyromy B bapcenone nmoareepxaeH PMAT.

IIpokcumanbHo-mUCTANBHBIE (hOopMBI — 3TO (HOPMBI,
IIPY KOTOPBIX COYETAIOTCS 2 BEIIIE OIMMCAHHBIX (heHOTH-
na — JAUCTaJIbHbIN U TpoKCcUMabHbIN. [TomoOHass KomOu-

HUpOBAaHHAsl aHaTOMUUYecKass Tororpadus CTaHOBUTCS
OYEBMIHOM ITO Mepe IporpeccupoBaHUs 00Je3HM. DTa
¢dopMa 0COOEHHO TpydaHA JUIST TUATHOCTUKU M HEPEIKO
TIPUBOJINT K ITOCTAHOBKE OITMOOYHBIX TMATHO30B.
Jpyrue kimnndeckue ¢opmbl. OTHOCUTENIBHOE YITPO-
IeHre N3ydyeHus aucdepinHa Ha MBIIIIEYHBIX cpe3axX WIn
meTonoM Western Blotting mo3Boimiao BEIIBUTE NeDUIIUAT
nucheparHa B pa3TUnIHbIX cirydasax (puc. 3). Tak, HeKoTo-
pble n3oapoBaHHbIe Tuiep KO Kemum, BhISIBIEHHBIE TTPU
PYTUHHOM OHMOXMMHWYECKOM aHaJin3e KPOBU, CBSI3aHBI
¢ mytauueii reHa DYSF. Cxoxast cutyanus HabmogaeTcs
TP OIpeaeeHHBIX (hbopMax, Ha3bIBAEMBIX TICEBIOMETA~
0OJIMYECKUMU MUOTIATUSIMU, TIPU KOTOPBIX BETYIIIUM CUM-
TITOMOM SIBJISIETCSI HETIEPEHOCUMOCTh Harpy3oK. Takxke 5To

YacTnyHbIn
nebuumt
avncdepnvHa

MonHoe
oTCyTCTBUE
anchepnmHa

KoHTponb

<—— [uctpoduH

<«—— [uchepnun: 230 kfa
<—— Mwo3nH: 200 k[la

=~

<— KanbnauH

/

<——— Y-CapKornmKaH

Puc. 3. Western-blot multiplex 6uonmama moiuiybl

aKTyaJbHO JUISI HEKOTOPBIX, KpaifHe CIeIn(IeCKNX re-
TEPO3UTOTHBIX CJIyyaeB, MPU KOTOPbIX CUMIITOMATUKA
pa3BMBAETCsI 0OCOOEHHO MEJIEHHO B BUJIE KpaMIli, MUaJI-
TMI M 3HAYUTEJIbHO PEXe — OUYEBUIHOTO MBILIEYHOTO JIe-
¢ummrta. HakoHe1, mMeroTCsT 2 MOJISIPHBIX IO BPpeMEHU
pa3Butus Bapuanra: [I1 y ouens manenbkux aeteit u 11
y JIoeit cTapuecKoro Bo3pacTa. DKCKITIO3MBHBIM OCTaeT-
cd clydail BpOXIEHHON (POPMBI, OIMMCAHHON TPYMITOi
uccnenosareneit uz focnmuransg Can [Tay B bapcenone [13].
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BwmecTte ¢ Tem umeercst HaOMoaeHUEe OpaTa U CECTPhI
C paHHEW TMIIOTOHUEN W YMEPEHHOM 3adep>KKOW ABUTA-
TeJIbHBIX HABbIKOB. JI€TH HaYaau XOAUThb B CPETHEM B BO3-
pacte 19 Mec. YOUBUTEIBHO, UYTO Y MAlIMEHTOB YPOBEHD
K®K ocraBancss HOpMaJbHBIM 10 3-JIETHETO BO3pacTa.
[eHeTnueckoe uccaenoBaHue 0OHaAPYKMUJI0 FOMO3UTOTHYIO
stop-MyTaluio.

Jain Foundation — HekomMmepueckaa accoumauna c raBHbIM
oucom B wrate BawnHrton, CLLA, ocHoBaHa amepuKaHCKoi ce-
Mbeil C IHAEACKUMIN KOPHAMM, CTpadatoLLeit Muonatueli Muowwum.
Accoumanna cTumynupyet U GuHaHpyeT GyHAAMeHTaNbHbIE UC-
CNefioBaHINA 11 noncku Tepanum B o6nactu [l n Takxke exerogHo
NPOBOANT cnelmanu3npoBanHbiii Konrpecc no [N 8 CLUA. Co3aa
NHTepHeT-caitT www.jain-foundation.org, conep<aLumit MHOXeCTBO
none3Hoil iHpopmavmu, Jain Foundation npoBoAWT 3nEKTPOHHYH
MEXAYHAPOAHY0 PerucTpaLuio 60abHbIX ¢ AaHHOI natonorueil.
Accoumanna akTUBHO YYacTBYET B MPOTOKONE MO KNMHUYECKOMY
MCCNef0BaHMIo, NOCBALYEHHOMY OnKcaHNIo Xoha pa3suTua Al.

...l MHOXeCMBO UarHocmMuyecKux owubok

JIT rmpomorkaioT 0cTaBaThC MPUINHON MHOTHX TH-
arHOCTUYECKUX OIMOOK. C OMHOI CTOPOHEI, TTIOTOMY, UTO
CHMIITOMATHKa MOXET OBITh OOMaHYMBOM, C JAPYyroit —
M3-32 HEIOCTAaTOYHOI OCBEIOMJICHHOCTH OOJBIITMHCTBA
Bpauell B 00JIACTM JAaHHOW ITaTOJOTUM. DTO IIPUBOIUT
K TOMY, YTO TMaTHOCTUYECKUI MOMCK TSI OOTBITMHCTBA
MMAIleHTOB PACTITUBACTCSI HA MHOTHUE TOJIHI.

IMpuMepHO B 1/3 caydyaeB BOCITAIUTEIbHBIC N3MEHE-
HUs B OMomnTaTe Mpy JaHHOU (opMe MUOIIATUU TIPUBO-
JUIM K OLIMOO0YHOMY AMArHo3y nojauMuo3urta [6, 9]. Ya-
CTO TTalIMeHTaM Ha3HAYaroT TePaIiio KOPTUKOCTEpOIaMu
U/WIN UMMYHOCYIIpECCOpaMM, KOTOpasi, €CTeCTBEHHO,
sBisgeTcs HeadhekTuBHON. OTCYTCTBUE TTOIOKUTETLHOM
peaKkIIny Ha JIeYeHUE Jallle BCETO U SIBJIICTCS] OCHOBaHUEM
IIJIST TIepeCMOTpa TUarHo3a.

B 6omee pegkux cirydasix, Korma pedb MIET O MBITITeY-
HOM neduIIiTe B CTOME (CBHCAIOIIAsl CTOIA), B MEPBYIO
oyepenpb IIPEANOyaraloT OOKOBOM aMHMOTPODUUECKUIA
ckiiepo3 unu 6oje3Hs Llapko—Mapu—Tyra. MbliieuHast
ouoricus, maHHble 3aekTpomuorpadum (OMI) u moBbI-
meHne KPK, K cyacTeio, moMOraioT OBICTPO pa3pelnTh
CTIOPHBIIT BOITPOC.

[ipyrue KNUHUYECKUE nposBneHus

C y4eToM MpPenMYIIeCTBEHHO ITO3MHETO Pa3BUTHS
TIePBBIX CUMIITOMOB (B cpenHeM B 20 JIeT) PUCK OPTOIICIM -
yeckux medopmanmit mpu JIT B meom Hu3kuii. OmHAKO
MOTYT OOHAPY>KMBATbCsI, OCOOEHHO Y OOJIBLHBIX, UCIIOJIb-
3YIOIINX MHBAIMIHOE KPECI0, KOCTHO-CYXOXKMIIBHBIC Pe-
TpaKLWU JIONBIKEK, KoJIeHel u/wim oenep. Takue mpu-
3HaKM, KakK paedopManuy TMO3BOHOYHUKA (KU)O3,
CKOJIMO3) WU TPYAHOM KJIETKU, He xapaKTepHbl 1ist JIT1.
B ormuume ot mpyrmx mumomnatuit (IMCTpoUHOTATUH,

MBIIIEYHOM nuctpodum Dmepu—/Apeiidyca u ap.), mpu
KOTOPBIX U3MEHEHMSI CO CTOPOHBI Cepilia MouTu 00s13a-
tenbHbl, Tipu JAI1 KapamomuonaTuu HaOJIIOJAIOTCSI B MC-
KJTIOUMTEIBHO penkux cirydasx. CuMmoH Crysep HeTaBHO
omnmmcay KapauoMuomnaTuio y mMeHee 4eM 10 OOJBHBIX,
OCMOTPEHHBIX B [epMaHuU, UTO HE COTJIACYETCSI C pe3yJib-
TaTaMu (PPaHITy3CKUX U CEBEPO-aMEePUKAHCKIX NCCIIEI0-
Banwuii [14]. HecMoTpst Ha Bce BhIIecKa3aHHOE, BceTaa
CJIeyeT OLIEHMBATh COCTOSIHUE CEPIEUHON AeSTeIbHOCTU
B IMHamuke. [1aToaorust Co CTopoHbI JJIETKMUX TaKXkKe He Xa-
pakrepHa 1 JATI1, ocobenHo g Muonatu Muoiu, npu
KOTOPO¥ JIOKAIU3alMs MbILLIEYHOTO MOPaXEeHUSI CIUILIKOM
yiajieHa OT OpraHoB JbixaHusl. B ciydasix ayToCOMHO-
PEIIeCCUBHOM MBIIIIEYHOI AucTpoduu Tuia 2B, mpuko-
BbIBAIOIIIEH MallMeHTa K MHBAJIMITHOMY KPECIY, MOXET Ha-
O101aThCSl YMEPEHHOE CHUXKEHUE XU3HEHHOM €MKOCTU
JIETKUX, He TpeOylolllee BCIIOMOTaTeIbHOM pecrupaTop-
HOM MOAAEPXKKH.

B nureparype, orpaxatouieit usydenue 11, He onu-
CaHbl TAKME OCJIOXKHEHMS, KaK HApyILIEHUE TJI0OTaHUSI, U3~
MeHeHUe (OHALMU, MOPAXKEHUST LIEHTPAIbHOU HEPBHOM
CHCTEeMBbI M KOTHUTUBHBIX PACCTPOMCTB. DTU CUMIITO-
Mbl CUMTAIOTCSI KPUTEPUSIMU UCKITIOUEHUST JAaHHOM MaTo-
JIOTHM.

KnioyeBoe uccnenoBaiue — Mbiieynas 6uoncus

HoromHUTEIbHBIC 00CIeI0BaHNs, Ha3HaYaeMblIe TTPU
TIePBBIX ITOAO3PEHUSIX Ha NUMEIOIIYIOCS] MBIIIICUHYIO TTaTO-
JIOTHIO, YacTO 00JIaTaloT OPMEHTUPOBOUYHON 1IEHHOCTHIO.
B pamMkax aucTaqbHOM MUOIIATUN 3HAYNTEIHFHOE TTOBBIIIIC-
Hue KOK (B 50 pa3 6onbliite HOpMBI) — BECKOE OCHOBa-
HUE U1 UCKII0YeHns Muoratuu Muoim. DM -uccie-
JIOBaHUSI OKA3bIBAIOTCS MaJI0 MH(MOPMATUBHBIMU M TIPaK-
TUYECKU HE CITOCOOCTBYIOT YCTAHOBIICHHIO MrarHo3a. [1pu
DMI 00BIYHO OXMIAETCS HATMINE MUOTIATUIECKOTO T1aT-
TepHAa, KOTOPHI HEe BBISIBIISICTCS TIPUA BHIPAXKEHHBIX JTHIC-
TaJbHO PACIIOJIOXKEHHBIX aTpodusx. B coMHUTETHHBIX
cayyasgx DMTI -uccnegoBanue rmomoraet 1M depeHIIpo-
BaTh YPOBEHD MOPAXKEHUSI — MBITIICUHBIC BOJIOKHA WJI TIe-
pudeprdecKkrie HepBbI (HampuMep, TPy HacJIeACTBEHHOM
CEHCOMOTOPHO HEMPOIIaThM).

B mocitenaee BpeMst HOBBbIE BOBMOXHOCTH HEMPOBU3Ya-
JI3AIIMN MBI CAeIal MarHUTHO-PE30HAHCHYIO TOMO-
rpacduio (MPT) mpaktudaeckn 00s13aTeIBHBIM HCCIeI0Ba-
HueM. MPT no3BossieT aHaIM3UpoBaTh TOMOrpauio MbI-
IIEYHbIX UBMEHEHUU 1, ClieaoBaTebHO, U30UPATEIbHOCTh
BOBJICYCHMST TEX WJIM MHBIX MBIIIICYHBIX TpyIt. [1pu muoma-
T MUOIIIN IaTOJIOTHST MKPOHOKHBIX MBI CJIUIITIKOM OT-
YeTIMBasi, XOTsI 1 HecrienduaHas (cM. puc. 1). [TopakeHnne
MOXET 00HApPYKMBAThCS 3a CUYET 2 COCTABIISIONINX 3aTHUX
TPYIIIT MBIIII] HAKHIX KOHEYHOCTEH: MKPOHOXKHBIX MBIIIIIT
U 2 OJIM3HENOBBIX MBI Taza (mm. gemelli superior
et inferior). Yepe3 HECKOJIBKO JIET IIPOTrPeCCUPOBaHMS 3200~
JIeBaHMSI TOT ke (peHOMEH OOHApPYKMBACTCS B 3aTHEM JIOXKE
Oenep, 3aTeM U B Mbllnuax sroauil. [Tpu apyrux ¢opmax To-
rorpacust TTIOpaskKeHUs MEHSIETCS 3a CUYET TTePEIHIX MBITIIIT
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roneHei. Cienduyeckast atpodust OUIeTrica MOXeT ObITh
O00BEKTUBU3NPOBAHA TAKIM K€ CITOCOOOM.

Pexxumbr STIR/Flair MPT mo3BoJISIOT OLIGHUTH BHI-
PaxkEHHOCTb BOCITAJICHUS U €Tr0 paclpOCTPaHEHHOCTH
B KJIMHUYECKU MHTAKTHBIX o0nacTsx [15].

OTCyTCTBHE IIMPOKO SKCITPECCUPYEMOT0 B IIUPKYIIAPY-
IOINX MOHOIIUTAX AUCHEpIMHA MOXKET OBITh OIPEIeICHO
Py TIOMOIIM aHaIM3a obpaslia KpoBU MeTomoM Western
Blotting. D10 MccaenoBanue, odafaroliee BEICOKOM aua-
THOCTUIECKOM MH(POPMATUBHOCTHIO, TOJZKHO TTPOBOIUTHCS
€ 0c000¥i TIIATEIBHOCTHIO B COOTBETCTBUU C YETKUM ITPOTO-
koJioM. [TomyueHHBIe 00pas3IIbl CIIeMyeT HAIIPABIISITh B TeHE-
TUYECKYIO TabOpaTOPHIO He IMo3:ke 48 1 0T MOMEHTa 3a0opa.

B nonmapsitonieM GOJIBIMMHCTBE KITFOUEBBIM MCCIIEIO-
BaHUEM JIJIS1 TOCTAHOBKM JHMAarHO3a OCTAeTCsl MblILIeUHast
ouoricust. buornrat ciemyet 6paTh U3 OTHOM M3 UKPOHOXK-
HBIX MBIIIII B CJIy4ae MX yMEPEHHOTO ITOpaXKeHUS 00 13
JIeJTBTOBUITHOM MU Y€THIPEXTIABOM MBIIIIIIH.

MpIna BHIISOUT TUCTPOMPUIHON, ¢ MHOXKECTBOM
HEKPOTU3UPOBAHHBIX MBIIIEUYHBIX BOJIOKOH TPU OTCYT-
CTBUM OYEepUYCHHBIX BaKyoJieil. BEIIBISIIOTCS 1 PpU3HAKHA
pereHepauuu. Yacto oOHapyKMBAIOTCS BOCMAIMTEIbHbIE
WHQWIBTPATHI, COCTOSIINE B OCHOBHOM M3 CKOIICHUI Ma-
KpoaroB BOKPYT COCYIOB 1 B 9HIOMU3UN. DKCIIPECCHUIO
nuchepiarHa U3y4aloT B MBIIIEYHOM Cpe3e ¢ ITOMOIIBIO
crietdurueckux aHtutes (tun lamaem). B GonbiimHCTBE
cIyJaeB OOHAPYXMBAIOT ITOJTHOE OTCYTCTBUE AUChEpPIIH-
Ha. Pexke HaOMIODAIOT CHIDKEHHYIO MJIM MO3aWIHYIO aK-
TUBHOCTh. PyTMHHO, a TAK:Ke B COMHMTEIBHBIX CITyJasX C
nomol1ibio MeToauku Western Blotting moarBep:kaaioT oT-
cyTcTBUEe AucdepirHa B MBIIIEYHOM OmMoOITaTe Ooiee
dopmanbHBIM 00pa3zoM (cMm. puc. 3). TeM He MeHee BO
®paHIINK ee WCTOJB3YeT JIMIIb OTPAaHMYCHHOE YHCIIO
nmabopatopuit (Iocrmrans Koman B IMapuke, maboparto-
puu B Mapceine, B JIuone u Jlune).

Haxkownel, MOTyT 00Hapy>KUBaThCS OTIOKCHUS KOM-
IUIeMeHTa. B oTinmume oT BOCHAIMTEIBHBIX MUOMATHIA
antu-HLA I xnacca orpuniarenbHbl. MHOTHE UccienoBa-
tes u3 CIHIA n [epmMannm oOHapYKUJIN TaKKe OTIIOXKE-
HUS aMWJIOWIa, TAaTOTEHETMYEeCKOe 3HAYeHHE KOTOPOTO
ocTaeTcst HesicHBIM [16, 17].

Mouck renemuyeckux mymauuii

Jwuarnoctuka /Il B KOHEYUHOM HTOTe OCHOBaHA Ha
MOATBepKIeHNN feduLnTa 1ucdeparnia u ooHapyKeHUn
naTtoyioruu reHa DYSF.

IIpenmonoxenue o xapakrepe 3a00J1eBaH1s, OCHOBAaH-
HOE Ha BBIIIIE TIepEeUNCIICHHBIX ITPU3HAKaxX (KIMHIIeCKasT
KapTuHa, otTuyeTaBast M PT-BusyanusupyeMast maToJIOTHS
MBI, AePUIUT AUchepIMHa B MOHOILIMTAX M MBIIIIIAX),
MO3BOJISIET TIpoBecTH aHanmu3 reHa DYSF. EquncrBeHHas
reHeTuyeckas yaboparopusi Bo MpaHium, Biageronias
JTAaHHOM METOIMKOM, — 3TO rocruTanb TuMoH B Mapcere.
YuuTteiBasg 00JIBIION pa3Mep TeHa U Ype3BbIYaiHO IIUPO-
KO€ pacnpocTpaHeHWEe TeHEeTMYECKMX aHOMAaJuil, Mpu
MEPBOM aHaJIN3e HepeaKO OOHapYyKMBAIOT JINIIb | U3

2 myranumii. B Takoii cuTyarumu HeoOXOAMMO TTOJYYUTh
PHK-MecceHmxepsl u3 buonrara, 4ToObl JOMOJTHUTH UC-
cJIeOBaHUeE.

Antutena famner

buoxumuk 13 Hbtokacna (Bennkobputanusa) Jlynsa AnaepcoH npeg-
NOXWNA Ha3BaTb aHTWTeNa, UCMoNb3yemble ANA BU3yanu3aLum
AnchepanHa, UMeHeM LUEKCNMPOBCKOTO repos, MpoM3HeCLLero
3HameHWTYI0 Gpa3y: «bbiTb un He ObITb». OT aHrwiickoro To be or
not to be 6bin 06pa30BaH HayuHbIli TepMInH «2B or not 2B».

Myrtanuu reHa DYSF xapaKTepu3yIOTCsSI BBICOKOI
(> 200) BapmabenpHOCTBIO [18, 19]. IIpenMyIiecTBEeHHO
WICHTUPUIIMPYIOT TOUCYHBIC MyTallu W MHCEPIINN/Ie-
JIELIMU HECKOJIbKUX HYKJIEOTUAOB, PEXE — NEIELNN YACTU
reHa. CyIecTByeT HECKOJBKO MYTaIllWii, Ha3bIBaeMBIX
«OCHOBOIIOJIOXKHHUKI», KOTOPbIe 00HAPYKMUBAIOT B CO00-
IIeCTBaX ¢ OJIM3KOPOACTBEHHBIMU OpakaMu y eBpeeB B 13-
paunyie, B HeCKOJIbKUX ceMbsIX pernoHa KactenboH B Mc-
MaHWM 1 B HEOOJBIIION TPYIINE MAllMEHTOB U3 SITTOHWU.
B 3Tux 3THMYeCKMX M TeorpadrIecKr W30JIMPOBAHHBIX
TpyIIIax ¢ KPOBOCMEIIEHEM HepeaKo HaOI0aaloT TOSTB-
nmerue JIIT yepe3 HeCKOIBKO TTOKOJICHUI, UTO TTOATBEPK-
naeT (hpeHOMEH TICeBIOAOMUHUPOBAHMSI.

B Heckonmbkux ceMbsax B 3paniie, B OCHOBHOM B IO -
rpyrmax pomnoM ¢ KaBkasa, ObUIH BEISIBIICHBI TETEPO3UTOT-
HBIC IMIIA. B Takmx ciydasix, Kak MpaBUiIO, OTCYTCTBYIOT
CHMIITOMBI 00Jie3HM. Hapsimy ¢ 3TuM rpyIima ucciaemnoBa-
Teseit n3 bapceoHBI omrcana HeCKOIBKO CIIydaeB ¢ He-
MPOIOJKUTEIBHBIMA MBIIIEYHBIMUA OOJISIMH, CTOMKUM
ymepeHHBIM noBbieHrneM KDOK 1 MuHMMAaTbHBIM medu-
uTOM IucepiarHa B MOHOIIMTAX.

HOuddpepenyuanbias guarHocmuxa

Ul NoKHONONOHUMEenbHbIi pesynbmam

TMonrBepauth auarHo3 I1 yacto TpyaHO, U OOBIYHO
MPUXOIUTCS pacCMaTpuBaTh aJbTePHATUBHbBIC AMArHO3bI.
CelleKTMBHOCTD MBIIIIEYHOTO MOPAXKESHUST KITMHIIECKHA MO-
JKET OTCYTCTBOBAaTh WJIM OBITh MEHEE 3aMETHOI Ha pa3Bep-
HYTBIX CTagusIX 0ose3HU. B ciaydasix, Korma KIMHUYecKast
KapTHUHA OIMMCHIBAETCS KaK ITOSICHAs] MUOTIATHSI, MOTYT 00-
CYXIATbCSI Bce Opyrue (POpMBI MBIIIICUHON MUCTPOGUH,
Bkimouass LGMD 2B, ripu KOTOpoii OTCYTCTBYET SIBHAsT Ce-
JIEKTUBHOCTD, 33 UCKITIOYCHUEM BO3MOXKXHOTO T00ABICHUS
IVCTAIBHOTO KoMITOHeHTa. Kpome Toro, ciemyer Bcerma
VMETh B BUIY BEPOSITHOCTH (DEHOTUTTMIECKOTO HAIOXKECHUST
pu TiepBUYHOM neduimte KaabimanHa (LGMD 2A).

I1pu Muoim-1ogo0Ho KapTUHE, 0COOEHHO B CITOpa-
IMYECKNX CIyJasiX, CJIeAyeT MCKIIoYaTh WHBIC TPUYMHBI
IVCTATbHOM MUOTIaTuU. 7151 6oabpimmHCTBa 13 HUX (ZASP,
TUTUH, IECMUH, MAOTWJIMH) CETOMHS CYIIECTBYIOT TCHETH -
YecKre MapKephl, ITO3BOJISIONINe X TuddepeHINpoBaTh.
Tun HacnemoBaHUS, Yallle BCeTO HOPMAaJIbHBIN YPOBEHB
K®K 1 anomanmmm, o00HapyKeHHBIC B OMONTATE MBIIIII (Ha-
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JIMYYe VI OTCYTCTBHE OUEPUCHHBIX BaKyoJIei, OTCYTCTBHE
MMPU3HAKOB BOCTIAJICHUS ) SIBIISTIOTCSI KPUTEPUSIMH OTJTAIMSL.
HenasHee oTKpbITHE MyTaluii B TeHe aHOKTaMUHA 5 CIIO-
COOHO OOJIETYNTHh ITMATHOCTUKY IMCTAJbHON MMOMATHU
Muomm nmpu oTcyTcTBUM MyTaumu DYSF, Tak Kak TIpy I1C-
TaJTBHBIX MUOTIATHUSIX KIIMHUYECKIE M OMoorndeckue de-
HOTUITBI MOTYT ITOYTH TTOJTHOCTBIO COBITA/IATh.
HnddepeHIanms ¢ ToJIMMHIO3UTOM CETOIHS OOJIbIIe
He akTyajJbHa. UMMyHOTMCTOXMMMWYECKUIA aHATIN3 MapKe-
POB BOCHAJICHMSI M MEMOpaHHBIX OCJIKOB, TaKXke Kak
u Western blot-aHanu3, ceromHsT HauboJIee UCITOIb3yeMbIe
METOIMKH B IIEHTPaxX HEPBHO-MBIIIICYHON TTATOJIOTUH.
Bosee cinoxHBIN BOTpOc — TOCTOBEpHAsT TMAaTHOCTH -
ka JII1 mpu HaIWIMKM HE3HAYUTEJITHHOTO YMEHBIIICHMS
AKTUBHOCTU IHCOeprHA B MBIIIIE, YTO MOXKET HAOJO-
IaThCS Kak 1pu ucTiHHOM JITT (¢ YacTMYHBIM 1e(pUITUTOM
nucdepiiiHa), TaK 1 IIPY IPYTUX MBIIIEIHBIX TUCTPODUSIX,
HanpuMep KanbrmanHonatusix (LGMD 2A) unu KaBeonm-
Honatusx (LGMD 1C). CHuxeHme ypoBHS nucdepinHa
B MOHOIINTAX JTOJDKHO HACTOPOXUTH UCCICIOBATEIIS.
[eHeTaecKoe MccrenoBaHMe He BCETa TO3BOJISIET BhISI-
BUTH aHOMaInK B TeHe DYSF, T. K. aHaJIN3 TIOC/IEIHETo KpaitHe
croxeH. [ 1pr BOSHMKHOBEHUM TPYAHOCTEN B XOIIE MOJIEKYJISIP-
HOI IMAarHOCTUKM TIOJTHBIM CKPMHWHT TeHa aHOKTaMIHA, He-
COMHEHHO, OyIeT NCKTIOUNTEIEHO MHMOPMATUBHBIM.

Hanpaenennocmb uccnefoBanuil

Wccnenoanus A1 3HaunTeIbHO YCKOPUINUCH C MOMEH -
Ta OTKPBITAS B 1998 I OTBETCTBEHHOTO OOJIBIIOTO TEHA,
KOTOPBII pacrojIoxKeH Ha KOPOTKOM TuIede 2-i XpPOMOCOMBI
¥ COCTOUT U3 55 3K30HOB 15T KOTMPYIOIIEH ITOCIIeIOBATE b~
HoCTH B 6,4 Kuno6assl [7]. MyTatmy 3Toro reHa ImpruBOIST
K CHIDKCHUIO WIIA TIOJTHOMY OTCYTCTBUIO TTPOAYKIINH JTHC-
(depnmrHa, a TakXKe K HapyLIEHWIO €ro CTPYKTyphl. B 95 %
CEMEMHBIX W CIOPAINUIECKUX CIIydacB OMOJIOTUIECKU T0-
kazaHHoi1 JIIT oTBeTcTBEHHOCTD HeceT reH DYSF.

Ywcno MyTanmii mpakTIIeCKH PaBHO YMCITY BBISTBIICHHBIX
TIOPaKEHHBIX JIUII, YTO TIPETSITCTBYET N3YICHUIO KOPPEIISILINIA
reHotunn—@enorumn. [en DYSF komupyet mucdepanH — oe-
JIOK OosbItioro pasMepa (2080 aMMHOKICIIOT), ComepsKaImii
2 noMeHa C2, B3aMOJIECTBYIOIINX C KanbliieM. JAncdepnma
TaKKe CBSI3aH C IPYTUMHU OeJTIKAMI — KaJIBITAnHOM, KaBEOJIH-
HoM, aHHekcHaMu 1 AHNAK (gemoBeueckuii HyKJIeoIpo-
TEWH, aCCOLIMMPOBAHHBIN ¢ HelipobnacTHOM g depeHIm-
POBKOI1; CHHOHUM decmuokuH). Bymydn pacroioskeHHBIM
B HEITOCPEIICTBEHHOI OJIM30CTH K CapKOJIeMMe, a TAKKe Ha-
XOIISICh B LIUTOITIa3Me PSimoM ¢ T-TpyOodYKamMu, B CITyJae Io-
BPEKIEHMST KIIETKY WJIN BCJICACTBYE TTOBBIIICHHOTO MEXaHM-
YEeCKOTO BO3MEHCTBUS AMCQEPINH yJacTBYeT B IIpolieccax
pemaparmu capkosieMmbl (puc. 4) [20]. [Ipemronaraercst ero
POJIE B MEMOPaHHOM IePEHOCE TIPH SHIO- WJIN SK30IIMTO3E.
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Bapua6enbHoe TeueHue 6onesHun

Ckopoctb passutiA u Teuyenne JM kpaiiHe BapuabenbHbl, HO
B LIENIOM [0CTaTouHO MefnieHHble. Knaccuyeckuit Bopact aeblota
6onesHu — 0ko1o 20 NeT. Tem He MeHee UMeIoTCA onncanus bonee
paHHeli MaHUdecTaLnK, B UCKAKYUTENbHbIX Clyyasx — B JeTCTBE
Wnm, HaNpoTuB, B 6oee No3aHeM Bo3pacTe — cTapLue 60 neT.
Mpu muonaty Muowm u3meHenme Xoabbl 1 3aTpyaHeHue npu
BCTaBaHUN Ha NManbLibl B OONbLUNHCTBE CTy4aeB NOCTENeHHO npo-
FPeccupyet, Ho Apyrue rpynmbl MbILLL, KaK NpaBuiIo0, BOBNEKAOTCA
B MaTo0rMYeckmil poLiecc oueHb MeaneHHo. MoryT 3aTparusatbca
nepeaHue v natepasnbHble (ManobepLoBble) OTAENbI roNeHeid, a Tak-
e MblLLLbl Gefiep 1 Tasa, pexe MbllLbl BEPXHUX KOHEUHOCTEI.
B nckniounTenbHbIx Clyyasx nporpeccupoBaHue 3aboneBaus npy-
BOAWIT K MHBANMA3ALIAM 1 MCNOb30BAHMI0 MHBANMAHOTO Kpecna.
[pn ayToCOMHO-peLeccuBHOI MbllLeYHO Auctpodum Tvna 2B
(LGMD 2B) npouecc pacnpocTpaHAETCA Ha KPOHOXHbIE MbILLLib,
MpUBOAA K KIMHUYECKON KapTHE, Ha3biBAeMOli MPOKCUMANbHO-
[AVCTaNbHON Muonatieid. B cpeaHem yepes 15 net nporpeccupoBaHms
3a60/1eBaHNA CyLLIECTBYeT PUCK yTPaTbl CAMOCTOATENbHON X0AbObI.

Bonee rumoreTnyHa TEOpUsT €TO BO3NECHCTBMS IIPU
pacTBOpeHMM MeMOpaH MUOOJacToB. JlaHHAs TUIOTE3a
ObLTa BBIIBMHYTA IO aHAJIOTUM C IPYTUMU OCJIKaMU Ce-
MeiicTBa DepIHOB.

JoCcTyImHO MHOXKECTBO CITOHTAHHBIX WJIM TPAHCTEHHBIX
moneneit 11, B yacTHOCTH y JieTyuux Mbliieii. EctecTBeH-
Hble Monean A/J n SJL/J cxoxu ¢ 4eIoBeYeCKIM BapruaH-
TOM 3a0oJieBaHUsl. TpaHCT€HHbIE JIETYyYMe MbIIIU ObLIU
BBIBEIEHBI JUIST MHAKTUBaK reHa DYSF. Kynwsrypel ueno-
BEUECKMX MHOOJIACTOB 3IOPOBBIX JOOPOBOIBIIEB U OOJIb-
HBIX JIUI] UCTIOIB3YIOTCS I N3y4yeHUsT (PeHOMEHOB MEM-
OpaHHOI pelrapaliny 1/vin nx nuchyHKimn. buonHgop-
MaTHUBHBIC MCCIICTOBAHMS IIPY TTOMOII MUKPOYHUIIOB pa3-
paboTaHBI UIST OTpPEIeJCHUS OMHOTO WIIM HECKOIBKHUX
nuddepeHIMaTbHbIX TTpod el TeHHOM 3Kcpeccn [21].

AKTYaJTbHBIM OCTAeTCSI TIPEATIOIOKEHNE O CYIIIeCTBO-
BaHUU 2-TO WM 3-TO TeHa, oTBeTcTBeHHOTO 3a JIIT. He-
CKOJTBKO OYEHb PEIKUX ceMeil ¢ peHOTUITOM MuoIm 1 fe-
¢ummToM muchepiarHA HE CBI3aHBI C XPOMOCOMOM 2.
B omHOM romaHACKOM HMCCIEIOBAaHWM yKa3bIBaeTCs Ha
yuactie 10-if XpoMOCOMBI, HO 3TOT (haKT He OBII MOJI-
TBEePKICH IPYTUMM MCCIIeI0BaTeIIMU [22].

CoBceM HemaBHO JPYToi TeH, KOAMPYIOIINA aHOKTa-
MWH, OBIJT Ha3BaH OIPEIEIISTIONTAM MPH KIIMHIYECKHUX ITPO-
SIBJICHUSIX, OJNIM3KMX K MUOIATUM MMOIIHM, a TaKXkKe Ipu
orpeieJieHHBIX (popMax MOSICHBIX TUCcTpoduii [23]. AHOK-
TaMUH TIPUHAJICKAT K CEMEHCTBY OEJTKOB, aCCOLIMMPOBAH-
HBIX C MOHHBIMU KaHayiaMU. BIToiHe BO3MOXKHO, UTO ApyTHe
YJIEHBI 3TOTO CEMEICTBa MOTYT ITPETOCTABUTH TeHbI-KaHI -
narsl ajst J1I1 6e3 naeHTuuLmMpoBaHHOTO reHa.

OcrTaeTcst 3aranKoit XpOHOJIOTHS U CrielnpuIecKast n3-
OupaTeIbHOCTD MbIeyHOro rnopaxenust mpu JI1. [Touemy
1 KaK1M 00pa30oM MBIIIIIA CITOCOOHA K HOPMaTbHOMY (hyHK-
IMOHUPOBAHUIO O TOIPOCTKOBOTO Bo3pacta? [louemy

HMKPOHOXKHBIE MBIIIIIIBI TPEUMYITIECTBEHHO ITOPAXKAIOTCS TIPH
muonatin Muoiu, a mpu popme LGMD 2B Het?

Enre 6omnee cTpaHHBIM TTPECTARIISIETCSI COCYIIIECTBOBAHIE
B HEKOTOPBIX CEMBSIX 2 KIIMHMYECKIX (hOpM MHUOIIATUH, TIPA
TOM, YTO BCE TMAIIMEHTHI — HOCUTEII WACHTUIHOM TeHeTIIe-
ckoii marojiorun. KommeHcaTtopHbie (peHOMEHBI, TaKHMe KaK
PETTO3UIINS Ha APYTYe TCHBI, a TAKIKE SITMTeHETYeCKIe (hak-
TOPBI, BOBMOXHO 3K30T€HHBIC, MOIJIM OBbI OOBSICHUTH 3TH
YIUBUTEIBHBIC PA3TNIMS B TIPOSBIICHUY OOJIC3HM.

Bocnanurensnbie peHOMeHsbI Tipu A1, KoTOpkie mo-
POi1 BEIXOASAT Ha TePBHIN IIJIaH M 00YCIIOBIMBAIOT JUArHO-
CTUYECKHE OIIMOKM, MO-TIPEXHEMY J0 KOHIA HESIC-
HEI [24]. BocmiaauTembHBIC N3MEHEHMS TAKKe BOZHUKAIOT
BCJICZICTBHE CJIOXKHBIX TTATOJIOTMIECKIX ITPOIIECCOB 1, Ya-
CTO B MEHBIIIEH CTEIIEHU BBIPAXKEHHOCTH, BCTPEUAIOTCS
¥ TIPY IPYTUX MBIIIIEYHBIX TUCTPODUAX (IrCcTpodrHOMIA-
THH, PacIro-CKaIyI0-TyMepaIbHON MBIIIICYHON TUCTPO-
¢un). OgHOI M3 MEPBBHIX CTAAWI MATOJIOTMIECKOTO TTPO-
1ecca MOXeT OBITh JJOKaJIbHAS 303MHOMMIIbHAS PeaKIIvsl,
HO, TIOXOXKe, OHa He sBJsgeTcs crietmbmanoi mst 1T [25].

TepaneBmu4eckue BO3MOXHOCIU

B HacTos11ee BpeMsi pa3padbaThIBalOTCS 2 OCHOBHBIX
TeparieBTUICCKUX HaIIpaBJICHUs: BO3MOXHOCTh perapa-
MY MeMOpaHBI 1 UMMYHOJIOTUIECKUIA TTOIXO].

Iennasg Tepanust [AI1 pa3pabaTbiBaeTcsl HECMOTpSI Ha
WCKITIOUUTETLHO OOJBIION pa3mep reHa DYSF, uto a priori
SIBJISICTCSI TIOUTH HEYCTPAHMMBIM TTPETISITCTBHEM. B mmocien-
HHUE 2 TOma AOCTUTHYT MPOTPecC B IBYX HaIIpaBICHUSIX.
O6Hapy:xeHHe TPYIIION NCCeaIoBaTe e N3 YHUBEPCUTET-
CKOTO TOCITUTAJIEHOTO 1IeHTpa B Mapceste y B3pOCIIoit Imaim-
S€HTKM MUHU-IUC(eparnHa B 3HAUNTEIIEHON Mepe TTO3BOJIH -
JIO OCYIIECTBUTh YaCTUYHOE BOCCTAHOBIICHME (heHOTHUITA
B muchepamHAePUIINTHON MOIEIH JICTydel MBI, DTO
HCCIIeIOBaHNE TIPOBOAMIIOCH COBMECTHO C MCCIICTOBATEIISIMI
u3 rpymsl [eHeToH. HezaBrcumo ot 3Toro otkpeITHs M3a-
6eb Purirap 1 coaBt. (rpyrma [eHeToH DBpH) OCYIeCTBUIN
TIOITBITKY TIOBTOPHOTO BHYTPUKJIETOUHOTO BBEACHUS TeHA
DYSF. D10 ObIJIO CIIEIaHO C TIOMOIILI0 BTOPUYHOTO CLIETIIe-
HIST 00€1X TTOJIOBUH TeHA, TIEPEHECEHHBIX B 2 HE3aBUCHMbBIX
BUPYCHBIX BeKTOpax (puc. 5).

CremyeT OTMETUTH, YTO ITOAXOM C MCIOJb30BaHUEM
9K30HHOTO CKayka, IO KpaifHeil Mepe TeOpeTUIEeCKH,
MOKET OBITh UCTIOJIb30BaH ITPY HEKOTOPBIX MyTAIIMSIX TeHa
DYSF. JlaHHbIe 9KCTIepMMeHTaTbHBIE UCCIIETOBAHMS, TIPO-
BOoIMMbIe B Mapcelie, BCESIIOT ONpene/ieHHbIE HaleXK bl
Ha oynyuiee. Ha moaxone skcrnepuMeHTaIbHbIE UCCIEN0-
BaHwusI, poBoauMbie ¢ PTC124 B pamKax BBIHYKIEHHOTO
TPAHCCUYUTBIBAHUS stop-MyTaunu reHa DYSF.

Hpyras 60/b111as1 00J1aCTh UCCEIOBAHMS KacaeTcsl aHa-
JI3a BOCITAJIMTEILHOTO (heHOMEHA, YaCTO OOHAPYKMBAEMO-
ro B mbitax npu AI1. BocrianeHue O0b1710 BOCIIPOM3BEACHO
Ha MOJIeJM 3a00JIeBaHs Y JIETyYeil MBIIIN, TaK KaK MBI
muHnT SJL/J monroe BpeMs paccMaTpUBaINCh KaK JTydIiast
9KCMEepUMEHTATbHAS MOJIEIb QyTOMMMYHHOI BOCHAJIUTE b~
HOIW MMOTIATHU.
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Puc. 5. Yenewno nposedennas sKcnepumenmanHas UHHOBAUUOHHAS 2eHHAS MEPANUs ¢ NPUMEHEHUEeM NPUHUUNA
KOHKamemepuzayuu 2ena oucghepauna, npedsapumensio pazoeieHHo2o Ha 2 uacmu

3HaHUs 00 UMMYHOJIOTMYeCKUX MexaHnu3max rpu J1I1
3HAYUTESTEHO 000raTiIch. CyoromyIIsims TMM@OITUTOB,
BO3MOXKHO, 00J1a1aeT 0COOBIM TOKCHUYECKUM JCHCTBHUEM
Ha MBIIIICYHOE BOJIOKHO MPU OTCYTCTBUU AvcGhepInHa 3a
CYET MEXaHM3MOB, KOTOPhIE BCE eIlle TPeOYIOT OOBSICHE-
Hus. MccnenoBaHms Ha XKMBOTHBIX TTPEATIOJIATAIOT TIOBBI-
IIeHWe AKTUBHOCTH HEKOTOPBIX TUIIOB JUM@OIINTOB,
CIOCOOCTBYIOMINX (harouTo3y. [1p1 3ToM KOMILIEMEHT,
B YaCTHOCTH €ro KOMITOHEeHT C3, MoT OBl UTPaTh IMyCKOBYIO
POJIb B BOCITAJIUTEILHOM TIpOIiecce. DTa Teopus ImpuBesia
HEKOTOPBIX YICHBIX K HIee 00 MCITOIb30BaHUN UMMYHO-
CYIPECCUBHOM TepaIliy, HalleJICHHOM ITPOTUB HEKOTOPHIX
JMMQOIIUTAPHBIX CYOTIOMYJISIIINI, 1 3TO C YIETOM OTCYT-
CTBHUSI CTAHAAPTHOTO OTBETa Ha KOPTUKOCTEPOUIBI M KJIac-
CHYECKHNE MMMYHOCYIIPECCOPHI TP 3TOM MaTOJIOTHH.

Henasno KeBun Ksmben u coast. Ha momenu HIT
y JIeTy4eil MBIIITN TTPOAEMOHCTPUPOBATIN CYIIPECCHIO DH-
JoreHHo npoayKuuu (gakrtopa C3, ocylIecTBIEHHYIO ITpU
ITOMOIIY TeHHOM NHXeHepHnu. B pe3ynbrare HabIoqaI0ch
MIpeAoTBpaIIeHNE PAa3BUTHS TUCTPOGUUISCKOI CUMITTOMA-

TUKK [26]. AHAJIOTMYHBINA TTOJOXUTENBHBIN d(PdeKT He
OB TIOJTYYCH Y MBIIIN MdX, C UICHTUIHBIM TTOBPEXKICHM-
eM reHa, KoHTpoJupytouiero ¢gakrop C3.

Kakum Ob1 HU ObLT TepareBTUYECKU MOAX0, CoXpa-
HsIeTCSI HEOOXOIMMOCTh B OpraHM3alluy PETUCTPA TallM-
€HTOB M YJIYYIICHUM TTOHUMAaHUSI €CTeCTBEHHOTO Tede-
nus JII. Ipynna ucciaemoBateneir u3 Mapcensi yxe
cocTaBmIa MOJIEKyJIsipHyIo 6a3y maHHbeIx (UMD-DYSF),
TMOAIePKUBAEMYIO IeCITKAMU MEXXKIYHApOTHBIX TPYIII,
KyJa B HACTOSIIIee BpeMsI BBOISTCS M KIMHUIECKIE TaH-
Hble. JIo HacTOSAIIero MOMEHTa MaJIo M3YIeHO eCTECTBeH-
HOe TeueHHe 3a00JIeBaHUs M pa3HOooOpa3re (heHOTHUIIOB
OI1. OcTaeTrcst OTKPBITBIM BOIIPOC BOBIICUCHMST CEepIlia
B IaTtojornueckuit mporecc. OH CTaHOBUTCS eIlle boee
aKTyaJIbHBIM TIPY OOCYKIEHIN BO3MOXKHOCTH SKCITPECCUN
nvchepIMHa B CEpACYHOM MBIIIIIIE, a TAKKe 00HAPYKEHUS
TOPaKEHMS KApANOMUOLIMTOB B MOIEJISIX JIETYIEil MBIIIIH.
HenmaBHsist myGmKaIiysi CTaBUT BOIIPOC O HEOOXOTMMOCTHI
OoJree yriryOJICHHBIX KapAUOJIOTUIECKUX MCCIIeIOBaHNIA,
HanpuMmep MPT cepaua, KoTopoe ObI TT03BOINIIO C 00JIb-
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IIeii BEPOSITHOCTHIO BBHISIBUTH ITATOJOTUIO CepAama IIpu
JIIT [27]. N3yuaeTcs TaksKe BOIIPOC, TyOUTEIbHOE WM, Ha-
000pOT, 3aIIMTHOE ACICTBIE OKA3BIBAIOT (PU3MICCKIE Ha-
Ipy3KH TIpu aecpuire auchepnrHa. [IpumedareabHo, 9TO
IO MeOI0Ta MUOTIATUY MHOTHE OOJIbHBIC OBLTA XOPOIIIMMU
CIIOPTCMEHAMM, €CJIM He cKa3aTh MpodecCuoHalIaMH BbI-
COKOTO YpOBHSL. B oTHOIIIeHNN ceMeif, B KOTOPBIX COCYIIe-

CTBYET HECKOJIBKO (PeHOTUTIOB, KpaifHe HeOOXOIUMO U3y~
YeHMe KOppesiny rTeHoTUIT—deHotur. Bee repeuncieH-
HBIE BHIIIE MIPOOJIEMBI TIPUBEIN K TTOCTAHOBKE BOIIPOCA
HCCIIeI0BaTSISIMA-KIIMHUILIMCTAMHU O OYIyIIeil opraHm3a-
LMY MYJIBTUIICHTPOBOTO TIPOTOKOJIA ITO €CTECTBEHHOMY Te-
yenHuto JII1 B TedeHme 3 J1eT 1o pyKOBOICTBOM MCCIIEIO-
BaTeJIbcKOM KoMaHIbl 13 Helokacia B BenkoopuTanum.
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XoHopoducmpopuueckas MUOMOHUS XAPAKMEPUZYEMCS 2eHePANUZ08AHHOI MUOMOHUMECKOI MUORAMUCH, MACKOOOPA3HbIM AULOM, CKe-
AemHoU ducnaasueil, KOHMPAKMypamu cycmagos, 3a0epiucKoll pocma u co3pesanus Kocmuou mxanu. Hoenmuguuyuposano dsa muna
3a001€8aHUA 8 3ABUCUMOCMU OM 803DACMA 0COMA: MANCEAdS. HCOHAMANbHAS (POPMA, KOMOPYIO UH020A HA3bIEAOM 2 MUnom (CUHOpom
Cmyea—Budemanna), u kaaccuueckas gpopma (cunopom llleapua—lncamnena) ¢ debromom 6 maadenueckom uu 0emcKom eo3pacme.

Karouesnie caosa: xondpoducmpoguueckasn muomonus, cunopom lleapya—/nucamnena, cenemuka, KauHuka

Clinico-genetic heterogeneity of chondrodysthrophic myotonia

N.A. Shnayder
Krasnoyarsk State Medical University named after Prof. V.F. Vojno- Yasenetsky

Chondrodystrophic myotonia characterized by generalized myotonic myopathy, masklike face, skeletal dysplasia, contracture of joints,
growth retardation and bone maturation delay. Two types have been defined by the age of manifestation of the symptoms: the severe neona-
tal form, sometimes called type 2 (Stuve—Wiedemann syndrome), and the classical form (Schwartz—Jampel syndrome) with late infantile
or childhood manifestation. Therapy targets electrical stabilization of the muscle membrane. Successful therapies include anticonvulsants

and antiarrhythmic drugs.

Key words: chondrodystrophic myotonia, Schwartz—Jampel syndrome, genetics, clinics

BsepeHue

29 despains 2008 . B EBporie BriepBbie ITpoBeieH JeHb
penkux (opdanubIx) 00ae3Hel (European Rare Disease
Day). DToT 1eHb OTMeuaeTcst 1o MHuIMaTuBe EBporeii-
CKOIl OpraHM3allly 110 M3YYCHUIO PEIKUX OoJle3Hell —
EURORDIS (European Organisation for Rare Diseases).
Hata (29 deBpasist) BEIOpaHa He CIyJaifHO: 3TO AeHb, KO-
TOpHIN ObIBaeT 1 pa3 B 4 roga. DTO «OCOOBIN JAeHb IS
0COOCHHBIX Jromeit». 29 deBpang 2012 . (4 roma cIycTs)
BHOBb cocTosuics [leHb penkux 0ojie3Heil. B ator meHb
OpraHM3alNM, 3aHUMAIOIIECs PEIKUMHU 3a00JIeBaHUSIMMU,
IIPOBEJIN OOIIECTBEHHBIE aKIIMK BO BCexX cTpaHax EBpo-
cotoza. OOyyaroumii ceMuHap Ajisi Bpaueid U CTyJeHTOB
CTapIInX KypcoB OBLT IpOBeeH 1 Ha 6aze HeBpomornye-
CKOTO IIEHTpa SIMIICTITOJIOTMY, HEIIPOTeHETUKHU 1 MCCIIe-
IOBaHUS MO3Ta YHUBEPCUTETCKOM KIMHUKUA KpacHosp-
ckoro 'MY um. ipod. B.®D. BoiiHo-fceHenxoro.

Ee B 80-e rogpr XX cToNIeTHS HEKOTOPBIE CTPAHbI 00~
paTWI BHUMaHME Ha ITpo0IeMy JIFOAEH ¢ peaKiMu 3a00J1e-
Bannamu. Ceituac B ABctpanmuu, TaiiBaHe, Cunrartype, CLLIA,
SAmonum, B crpaHax EBpocoro3za TpUHSTH CIieIIAaIbHBIC
3aKOHBI, CTUMYJINPYIOIIE HayKy 1 OM3HEC pa3padaThiBaTh
TIpenaparsl 1T JICUCHUS PeIKMX 3a0oeBaHuit. B mociename
TOMIBI AaHAJIOTUYHBIE 3aKOHOIATEIbHBIC aKThI IPIMHUMAIOTCST
n B Poccuiickoit Menepaunu. B ctpanax EBpornbl cerogHs
HacuuThIBaeTcss 0KoJ1o 300 ThIC. YeTIOBEK, CTPATAIOIINX OTHOM
M3 TaK Ha3bIBAEMBIX peIKUX OoJe3Heil. HekoTopsle marm-

eHTBI KIyT 1o 2530 jieT, mpexe YeM UM OyIeT IoCTaBJIeH
MpaBWIbHBIN ararHo3. K penkuM 3a001eBaHUSIM ITIPUHSITO
OTHOCHUTB TaKH€, KOTOPbIe BCTPEYAIOTCS He Yallle, 4eM B 1 cIty-
Yae Ha 2 ThIC. YeJIoBeK. [1o orieHKaM 3KCIIepToB, B MUpPE CYIIIe-
CTBYeT 10 7 THIC. OTTACHBIX [UTST XKM3HU YeJI0BeKa PeIKIX 00Ie3-
Heit, 80% o5TuX 3a00JeBaHUIl SIBISIOTCS CJIEACTBUEM
TeHETUIeCKHX eheKToB. OMHNM U3 peaKrX 00JIe3HE MOKHO
CYNTATh Y XOHAPOIUCTPODIIECKYIO MUOTOHMIO (XIM).
EURORDIS moguepkuBaeT, 4TO MOBBICUTH 3 dheK-
TUBHOCTh MWATHOCTMKW WM TEpalnMy peaKuxX OoJe3Hei
MOXXHO JIUIITh B paMKaX ITIPOKOTO MEKIYHApOITHOTO CO-
TPYIHUUYECTBA U PETYIIPHOTO OOMeHa MH(MOPMAaIIUEA.
MuoTOHMS — 3TO KJIacC HACJICACTBEHHBIX OOJIe3HEH,
B OCHOBE KOTOPBIX JIESKUT MEeMOpaHHBIH nedeKT (KaHaIoma-
THST), TIPOSIBIISIIOIIMICS B OTCPOYCHHOM pacciaablIeHUU
MBIIIIII, CITa3Me MX Ha HECKOJIBKO CEKYHI, BO3HMKAIOIIEM
TOC/e TIPOU3BOJIBHOTO COKPAIICHUS MM MEXaHMYECKOTO
(amekTpryeckoro) Bo3oyxkmeHus [1, 2]. XM (cuH.: cuHI-
poM IIBapria—/Ixxammena, cuHapoM Adepdenbaa, CHHIPOM
IBapua—/Ixxamnena—Aodepdenbaa, CIIOHIMIOMMETa-
(be3manpHast TUCIIIA3USI C MUOTOHMEH, OCTEOXOHIPOMYCKY-
JisIpHasT aucTpodusi) BIIEpBBIE OIMMCaHa B Havdaiae XX B.
aMepUKaHCKIUMU BpadyamMu — HeiipoodTaapmonaorom Robert
Steven Jampel u memnatpom Oscar Schwartz, KoTopbie
B 1962 1. B xxypHaie «Archives of Ophthalmology» ory0.m-
KOBaJIN CTaThIo « BposkmeHHBIH O1ehapodrMo3 ¢ yHIKaITb-
HOI reHepaJIn30BaHHOI MUOIIaTHe». B 310l cTaThe aBTOPHI
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MIPEICTaBWIIN KIIMHIIEeCKOe HAOTI0IeHe HACTICICTBEHHOTO
HEMPOMBIIIEYHOTr0 3a00JieBaHUs y 2 AeTeii (6-71eTHEro Majb-
YyKa 1 3-JIETHEH IeBOYKI) U3 OMHOI CEMbH, CAeIaB aKIICHT
Ha CJICIYIOIINX CUMITTOMAX: BPOXKIEHHOM OJiechapodrmose
(YMEHBIIICHIH TJIa3HBIX IIe/ICH IIPU HOPMATBHOM Pa3BUTHH
BEK), IBOMTHOM psii¢ PECHUII, HEOOBIYHOM («HAMOPIIECH-
HOM») BBIpaXXCHHUU JIMIIA, OeUIIATE MBIIICYHON MAacChl
B COYETAHMM C KOCTHBIMM JIe(POpMALISIMUA 1 HE3HAYUTEITh-
HBIM TTOBHIIIICHNEM YPOBHSI aJIbI0Ia3bI B CBIBOPOTKE KPOBU.
DnexTpomuorpadust He TPOBOAMIACH. ABTOPBI BbICKA3aTH
TIPEIITONIOKEHIE, UTO 3a00JIeBaHIEe O0YCIIOBIICHO TeHEPATH-
30BaHHBIM TIOPAXKEHUEM MBIIII W CYXOXWINA B MEpPUOL
miagendectsa. [losxe HeBposmor Donald Aberfeld (1965)
TTOBTOPHO OMNMUCAJI 3THX JAETei, CKOHIICHTPPOBAaB BHIMAaHME
Ha HEBPOJIOTMUYECKOM CUMITTOMATHKE, B YACTHOCTH Ha ITPO-
TPEeCCHUPYIOIIeM XapaKTepe MUOTOHMYECKOTO CHHAPOMA.
ABTOp OTMETHJI, YTO IJIST 3TOTO 3a00JICBaHUSI XapaKTePHBI
MUOTIaTIYeCKast MUOTOHUSI C BPOXKICHHBIM OJiechapodrmo-
30M 1 XapaKTepHBIM BbIpaXKeHUEM JINIIa, KOCTHASI TUCITIA-
31 M MBIIIIEYHbIE KOHTPAKTYpHI [3, 4]. B ¢cBsI3m ¢ BKiIagom
aBTOpa B OIMMCAHNE HOBOI CAaMOCTOSITEJTbHOI HO30JIOTIIC-
CKOM (pOpMBI HEMpOMBILIEYHOI Tatoiorun XM B 3apy-
OeXKHOI IuTepaType M3BECTHA TaKXKe KakK CUHAPOM Abep-
denbaa nm cuaapom LIBapa—/Ixxamriesa—Aodepdenbaa.
B 1971 t. Stuve m Wiedemann omucanm 2 cectep u Ux
JIBOIOPOIHOTO OpaTa ¢ KIIMHUYECKO KapTUHOI 3a00eBa-
HMSI, HarloMuHaromero cuaapom IlIBapira—/Ixkamrrera—
Abepdenpaa, HO UMEIOIIETO CBOM OCOOEHHOCTU: HU3KUIA
POCT, KaMITWJIOMAKTIWINIO (CTHOATeTbHYI0 KOHTPAKTYPY
MTPOKCUMAJTLHBIX MeXK(aTaHTOBBIX CYCTABOB MAJTBIICB KVICTH)
C yABHAPHOM IeBUAIIMEl, KOHTPAKTYPhI TIOKTEBBIX 1 MEXK-
(hamaHTOBBIX CYCTaBOB, YKOpPOUEHHE TPYOUATHIX KOCTEH
¢ yBenmmueHeM nx Metadu3oB. OgHa OobHAs yMepia Ha
10-11 meHb XXM3HM OT AbIXaTeJIbHOI HEIOCTATOUHOCTH C Pa3-
BUTHEM aITHO3, y €€ CECTPHI pa3BIJICS CIIOHTAHHBII SITM30]T
3]I0KaYeCTBEHHOM TMIIEPTEPMUH C TTOBBIIIICHNEM TeMITepa-
TyphlI Tena 6osee 41 °C 1 teTanbHBIM UCXOA0M Ha 5-i1 1eHb
K3HU. VIX TBOIOPOIHBIN OpaT TaksKe yMep OT AbIXaTeTbHOM
HEIOCTaTOYHOCTH B HEOHATaJIbHOM Iiepuope. Pomurenn
MMAIIMEHTOB OBLIM POICTBEHHMKAMM: MaTepy OBbIIN CecTpa-
MM, a OTIBI — OPaThIMU. ABTOPHI ITPEIITONIOXKIIINA, 9YTO Ha-
CJIeACTBEHHOE 3a00JieBaHKE ObLIO 00YCIOBIEHO HEOOBIYHOM
POICTBEHHOU CBSI3bI0O MEXOY PONUTCIISIMHU TIAIIMEHTOB.
B 1987 r. Farrell 1 coaBT. onucaim cXOOHOE TSLKEIO0€E I1aTo-
JIOTUYIECKOE COCTOSTHIE Y HOBOPOXKICHHOTO MaJTburKa, TIPH-
BeIlee K ero CMepTH B 12-mHeBHOM Bo3pacTte. Ilo3xe
Al-Gazali (1993), Kozlowski u Tenconi (1996), Cormier-
Daire (1998) u apyrue aBTOpHI TIONTBEPIWIN, YTO CHHIPOM
CryBa—BunemanHa, nMeomumii (heHOTUITNIECKOE CXOACTBO
KJIMHU4ecKoi cuMmnroMatuku ¢ X/AM 1A u 1B tunos, camo-
CTOSITeJTbHOE HACJICACTBEHHOE HEMPOMBIIIIEYHOE 3a00JIeBa-
HHE C ayTOCOMHO-PEIIeCCUBHBIM TUITOM HacJICIOBaHMSI.

Knaccuthurauus
B HacTostee BpeMst mpr3HAHO, YTO 1A (KJIaCCUUeCKMin)
u 1B renetnueckue tumnbl X/ IM cBsI3aHBI ¢ pa3TAYHBIMU T10

CTeIeHU TsoKecT MyTaunusaMu reHa HSPG2 (heparan sulfate
proteoglycan 2), KOTMPYIOIIETO CHHTE3 OeJIKa IepiekaHa Ha
xpomocome 1p34-p36.1 [5]. B 2006 . Stum u coaBT. MAEHTH-
durmpoBan 25 pa3mMIHbIX MyTaluii reHa HSPG2, BKmodast
22 HOBBIC MYyTAIINH, PacIIpeie/IeHHBIC HA Pa3IMYHbIX yJacT-
Kax reHa y 35 mamueHToB U3 23 cemeit ¢ XM 1 Tuma.
B 2001 . Arikawa-Hirasawa orucan roMO3UTOTHYIO JYyTTIV-
Kaumio reHa HSPG2 B no3uiuu 34 Ha Xpomocome 1p mpu
cunapome CunBepmaHa— XaHAMeKepa. DTa HyJieBast MyTa-
VST IIPUBOIUT K ITOJTHOMY BBIKITIOUCHUIO CHTE3a TIepJIeKa-
Ha. KoHIlenTyaabHO aBTOPOM TIPEIJIOXEHO BBIICIUTH
1Ctunn XJIM BBUAY CXOXECTH KIMHUYECKOTO TEeUEeHUS
¥ reHeTrYecKoi rpupoasl XM 1 tumna u cuHapoma Cuii-
BepMaHa—XoHAMeKepa. XM 2 thuma oOycioBlieHa MyTa-
mmeii reHa LIFR (leukemia inhibitory factor receptor), komu-
pyIOIIETO perenTop (hakTopa MHTHOMTOpA JeKeMUn Ha
xpomocome 5pl3.1 [6]. [eneTnueckas rereporeHHoCTh X/ IM
JIETJIa B OCHOBY TTOCJICTHAX M3MEHEHUI KITMHUIECKOM Kilac-
cuduKay 3a00IeBaHs.

dnupemuonorus

Cyuraercd, ytro XAM, Bkmoyast 1 1 2 TUITBI, SIBIISIETCS
PEeIKIM HaCJIeICTBEHHBIM HEMPOMBIIIICYHBIM 3a00JICBaHU-
eM. Ee smmpemmosnioruss B Mupe M3ydeHa HEZOCTAaTOYHO.
B Hammonansnom nHCTHTYTE 300p0oBhs (NIH — National
Institutes of Health) CILIA 3aboneBaHre BHECEHO B CITMCOK
penxux 6ose3Heit — ORD (Office of Rare Diseases). Tepmua
«3aboseBaeMocTb X/ IM» oTpaxaeT YMCIIO e3KeTOTHO BHOBb
3aperMCTPUPOBAHHBIX ciydaeB. OmHaKo B ciaydae ¢ XM
TIOHSITUS «3200J1EBAEMOCTh» M «PacIpOCTPAHEHHOCTL» (Ha-
KOTUTeHHas 3a00JIeBa¢MOCTh) MOTYT OBITh OTHOCUTEIIEHBIMU
BeJIMYMHAMU, TTOCKOJIBKY (BBHUIY TSKECTH 3a00JICBaHMS
¥ KOPOTKOM IIPOIOJDKUTEIBHOCTH SKM3HU TTaltmeHToB) XM
PEIKO TMarHOCTUPYETCS IMPYKM3HEHHO CITEIIUAICTaMU, He
VMEIOIIUMU CIICIIAATBHOM ITOATOTOBKY B 00J1aCTH HACTIEI -
CTBEHHOM HEMPOMBIIIICUHON MATOJIOTUH. Psm sKcriepToB
CUMTAIOT, YTO PaCIIPOCTPAaHEHHOCTh U 3a00sieBaeMocTh XJIM
MOTYT 3HAYUTEIbHO OTIMYaThes. K mprmMepy, HermpomosnKu--
TeJIbHOE 3a00JIeBaHNE, TIOT00HO TPHUITITY, MOKET UMETh BbI-
COKYIO €KETOMHYI0 3a00JI1eBaéMOCTh, HO HU3KYIO PacIIpo-
CTPaHEHHOCTbH, B TO K€ BpeMsI ITOXXKM3HEHHOE 3a00JIeBaHNE,
TOIO0OHO caXxapHOMY IMa0eTy, MOXeT UMETh HU3KYIO exKe-
TOIHYIO 3a00JIeBa€MOCTh, HO BBICOKYIO PACIIPOCTpaHEH-
HOCTb.

Xotsg XJIM nepBoHavanbHo onrcada B CIIIA n Ka-
Hazge (nmo3xe B EBponie — ®pannumu, [Mopryrammu, Mra-
qmn, FOrocmaBuu u ap.), B HaCcTOSIIIEe BpeMsl HAaMOOJIbIIIee
YHUCIIO CITyJaeB 3a00JIeBaHNST 3apeTUCTPUPOBAHO Ha bk-
HeM Boctoke (B Omane, Memene, Ceneraie, O6beIHEH-
HBIX Apabckux Dwmumpartax, Typuuwm, M3pamne u mp.),
B IOxHOIT Adpuke 1 Ha KaBkase, 4To 0OBSICHSETCS BbI-
COKHM YPOBHEM OJIM3KOPOJICTBEHHBIX OPAaKOB B 3THX Pe-
ruoHax [7, 8]. He HaiimeHO pa3iamymii B 4aCTOTE BCTpeUac-
Moct X/IM B 3aBUCHMOCTH OT pachl, HAIIMOHATBLHOCTU
¥ 11oj1a 60sbHBIX. CunTtaercs, yto XJIM Hacnemyercs 1o
ayTocoMHO-penieccuBHOMy Tumy [9—11]. R.M. Pascuzzi
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(BHEKNETOUHDIV MAaTPUKC)

MembpaHa MblLLeYHON KNeTKn

( 0-B-ANCTPOrNMKaHOBbIN

JlamnHuH KOMMIeKC

Puc. 1. Poab nepaexana 6 netipomviieunoti ynkyuu [E. Arikawa-Hirasawa et al., 2002]

u coaBT. (1990) [12], P. Manikoth u coaBt. (2005) [13]
onucajv KJIrnHu4eckre HabmoaeHust XJAM ¢ ayTocomMmHO-
MTOMMHAHTHBIM TUIIOM HAacJIeIOBaHUsI, HO OOJBITMHCTBO
3apy0OesKHBIX IKCIIEPTOB B 00JIaCTH HACJICICTBEHHOM Heii-
POMBIIIIEYHOI TATOJIOTUN CUNUTAIOT, YTO BBIIIIE OIMMCAHHbBIC
3abojieBaHus auinb ¢eHokonuu X/IM. Bopouem, stor
BOIIPOC OKOHYATEILHO HE PEIleH M HYXKIAaeTCs B OO~
HUTEJIBHBIX MOJICKYIISIPHO-TeHETUIECKIX MCCIICTOBAHMSIX.

XM 1A tuna He cokpalliaeT 3HaUMMO MPOJOKUTEIb-
HOCTb Xu3HM 0oibHBIX. XJIM 1B Tnnma xapakrepusyercst
BBICOKOI MJTaZICHIECKOI CMEPTHOCTHIO, HO HACKOJIBKO 3TO
3a00JIcBaHIE COKPAIIIACT MPOIOJDKUTEIBHOCTD KU3HU Y BBI-
KUBIINX OOJBHBIX M3y4eHO HegocTaTrouHo. XM 1C tuma
u XJIM 2 Tuma onpeaeaeHHO COKPAIIAOT ITPOIOJIKITEIb-
HOCTb XW3HU: OOJBIIMHCTBO OOJBHBIX HE MOXUBAIOT IO
MOAPOCTKOBOIO BO3pacTa.

B Hacrosmiee BpeMst HeT JaHHBIX 00 STHUYECKUX WJTH
PacOBBIX 0COOEHHOCTSIX AruaemMuonoruu XAM.

Jmuonamorenes

Cpeau maToreHeTUYeCKUX 3BEeHbEB MEXaHM3Ma pa3-
ButHs X/IM BaxkHYIO pOJib 3aHUMAET HapylueHue GyHK-
LMY MBIIIEYHOM MeMOpaHbI 3a CYET MyTallMU IepiieKa-
Ha — OeJnika ¢ MoJieKynsipHbIM BecoM 400 k/la. [Tepnekan

WUTpaeT BaXKHYIO poJib B T GepeHIIMPOBKE KIETOK, BKITIO-
yass BHYTPUKJICTOUHBIN MaTPUKC, a TAKKE B MOMYJISILINA
(bakTOpPOB aKTUBAIIUM U PA3BUTHS PEIICTITOPOB HA HAPYXK-
HOM KJIETOYHOI MeMOpaHe B pa3IMYHbIX TKaHIX [14, 15].
Ilepnexan CBA3BIBACTCS C Pa3TUIHBIMM MEMOpPaHHBIMU
6enkamu (koyutareHoM IV tuma m mamMuHmHOM 1 THIIA),
a TaKKe ¢ perierTopaMy Ha Hapy>KHOUM MeMOpaHe KIIeTK!
(B,~-MHTErpUHOM U 0-AUCTPOrIMKaHOM) (puc. 1) [16].

XJIM 14 muna (cvanpowm IIBapria—/Ixxkammena 1A tura,
Kimaccuueckuii Tur cuHapoMma IlBapua—/Ixxammena—Aodep-
dempma; MIM 255800) odycimoBneHa myTanueil reHa HSPG2
Ha xpomocoMe 1p34-p36.1, npuBOAALIEN K CUHTE3Y aHO-
MaJIbHOTO OeJIKa TepiieKaHa CO CHIDKEHHOM (DyHKITMOHAITb-
HOI aKTMBHOCTBHIO. TWIT HaclIeZOBaHUSI — ayTOCOMHO-
pereccuBHbIli. OmucaHo poxXaeHWE OJIM3HEIIOB
¢ kmaccuveckoit popmoit XJIM 1A tuma [17].

X/IM 1B muna (cvanpowm I1IBapia—/Ixxamrrena 1B Tuma;
MIM 255800) obycnopneHa myTarueii rena HSPG2 Ha Xpo-
mocome 1p34-p36.1, mpuBoIsIIEil K CUHTE3Y YCEYEHHOTO
OeJTKa repIrekaHa MM K BEIpaXXKeHHOMY CHIDKEHHIO CMHTE3a
Ocnka TiepiiekaHa. TWm HacliemoBaHUS — ayTOCOMHO-
PELIECCUBHBII.

X/IM 1C muna (cvaapom CuBepMaHa—X3HIMEKepa,
IUcceTMeHTaIbHas auctuia3ns CuiBepMaHa—XoHIMEKepa,

31



32

HepBHo-MbileYHbIe
BOJNIE3HH

Jlexyuu u 0630pul

JIMCCeTMEHTaTbHAs KapJIMKOBOCTh; MIM 224410) aBnsieTcs
CJIeICTBMEM HYJIeBOI MyTaiuu reHa HSPG2 Ha xpoMocome
1p34-p36.1, npuBomsiLeil K BbIKIIOYEHUIO CUHTE3a OesiKa
nmepiekaHa. Tum HaciemoBaHUST — ayTOCOMHO-pelec-
CUBHBIN.

Takum obpazom, XM 1A, 1B u 1C tumoB — 310 aj-
JIEJIbHBIE COCTOSTHUSI, O0YCIOBICHHBIC Pa3HBIMU MYyTaLIMSI -
MM B OITHOM M TOM Xe TeHe Oenka repiaekaHa (HSPG2) Ha
xpoMmocoMme 1p34-p36.1.

X/IM 2 muna (cuaapowm IlIBapira—/Ixxamriesna 2 Tuma,
cunapom CryBa—Bugemanna; MIM 601559) oGyciosie-
Ha HyJieBoil Mytauueii reHa LIFR Ha xpomocome 5pl3.1
B jokyce D5S418. Tun HacieqoBaHUSI — ayTOCOMHO-pe-
LIECCUBHBI.

[MpramHa TOCTOSTHHOM MBIIIICYHON aKTUBHOCTH TIPHU
XM HegocTtaTOuHO M3y4yeHa. Bo3aMOXKHO, aHOMAaJIbHbIN
TepieKaH CIYXXUT MPUIMHON BTOPUYHOTO HAPYIICHMS
CTPYKTYPBI HOHHBIX KaHAJIOB MEMOpaHbI MBITIICUHOM KJIET-
ku. OgHaKO HE SICHO, IMOoYeMy 3TOT HedeKT 0a3aIbHOMI
MeMOpaHBI IPUBOIUT K Pa3BUTHIO CKEJIETHBIX M MOP(PO-
JIOTUIECKUX aHOManuii. B HacTosIiee BpeMst He HallmeHO
HUKAKNX CBUIIETEJIBCTB, YKA3bIBAIOIIMX Ha TOPaKeHUE
repsiexaHa rpu cuHapoMe CtyBa—BumeMaHHa, XOTS CUM-
IITOMaTHKa TTOpPaXXeHWsST MBI TIpu 3ToM THuie XM
cxomHa ¢ 1A, 1B m 1C tumamm 3a6oneBanust. B 2003 &
Di Rocco Haiien aHoMallbHO€ HAKOIUJIEHWE JIMITUIAHBIX
KaIreJIb B MBIIIIIIaX 00JbHBIX ¢ cmHIpoMoM CtyBa—Bume-
MaHHa, XOTsI YTO 3TO O3HAYAET, OCTACTCSI HESICHBIM.

RnuHuka

K 2008 1. Ha ocHOBe MeTaaHaIM3a BCeX TOCTYITHBIX O -
caHuit cimyyaeB XM B MUPOBOI MEAULIMHCKON MPaKTUKE
ObUIO BBIIEJICHO 44 KIIMHNYECKUX MPU3HaKa 3a00JIeBaHus],

BKJIIOYAIOIIIUE: HU3KUI POCT, MUOTOHUIO, TPYCTHOE JIULIO,
3aCThIBILIEE BbIpAXKEHUE JIMLIA, IUIOTHO CXKaTble TYObl, y3KUE
IJIa3HBIE IIIEIH, MAJICHBKYIO HYDKHIOKO YeTIOCTh, MBIIIICUHYIO
runepTpodrio, TUIopedIeKCHUIO, OrpaHTICHUE IBVKCHUI
B cycTaBax (OempeHHBIX, JIy9e3arsICTHBIX, MeXK(alaHTOBBIX
Ha KHCTSX U CTOIaX, IT03BOHOYHNKA), YKOPOUECHHE TT03BO-
HOYHHKA, KOPOTKYIO I1Ier0, (pparMeHTanunio anuduza oe-
IPEHHOU KOCTH, AUCTUIA3UIO Ta300eIPEHHBIX CYCTABOB, COXA
valga, coxa vara, pacmpeHre MeTadmu3oB, OCTEOIOPO3,
nedopMaIiio CBoJa CTOIT, TOHKUIA BBICOKHIA TOJIOC, OJre-
dapodrmMo3, 6IM30pyKOCTD, IUTMHHBIC PECHUIIBI, OECITOPSI-
JIOYHO PaCTyLIME IYCTbI€ PECHULIbI, IJTIOCKOE JIM1IO, MaJIEHb-
KWl pOT, HU3KO TOCAXXKEHHBIC YIIIM, MaJlcHbKUE SIMIKH,
TaXOBYIO U ITyTIOYHYIO TPBIKH, IIPOTPECCUPYIONITYI0 MUOTO-
HUIO, TIPOTPECCUPYIONTYIO aTPOMUIO MBIIIILI, TIepeBaTBAIO-
mytocst (YTUHYIO) TIOXOJIKY, ITOTYIIPHUCEAONIYIO TTO3UITUIO
TIpY XOIK0E 1 CTOSTHUH, CITIOHOTEYCHHE, HESICHYIO Pedb 1 Ip.
TToMrMO BbIlLIEIEPEUMCIEHHbBIX OOILIMX KIMHUYECKUX MPU-
3HaKOB X/IM MOTyT IMarHOCTHPOBAThCS M IPYTHE KIIMHM-
YECKME CUMITTOMBI, 7 13 KOTOPBIX YITIOMUHAIOTCSI aBTOpaMU
HanboJiee YacTO: KOTHUTUBHBIC HAPYIICHMS, CHIKCHUE
TEMITOB POCTa, OTCTaBaHME KOCTHOTO BO3pacTa OT MacItopT-
HOT'0, KOCOJIAITOCTh, TUC/IOKALIMSI Oeipa, KaTapakTa, MaJICHb-
Kas poroBuiia. OmHaKo B TIOCJICIHME TOIBI HA OCHOBE Ha-
KOIUICHHBIX KJIWMHMYECKMX OIMCAHUN 3a00JIeBaHMUS
W JOCTUXKEHUIA MOJIEKY/ISIpHOM reHeTuku 1ist XJIM yoenu-
TEJIBPHO TIOKAa3aH KIIMHUKO-TEHETUUYSCKUI TTOMMOPDOU3M
(puc. 2).

XJIM 14 muna xapaktepusyercs 1e0I0TOM B paHHEM
IETCKOM Bo3pacTe (0O0BIYHO 0 3 JIeT) ¢ YMEpEeHHOTO Ha-
PYIICHUS IBIXaHUS U TJI0TaHUS. XapaKTepHb aHOMAaJINU
pa3BUTHUS CKeJIeTa: BPOXKICHHBIC M IIPHUOOPETCHHBIC KOH-
TPaKTyphl CYCTaBOB, KOPOTKHE Oeapa, IIaTUCIIOMVIINS,

Puc. 2. Pazauunvie munot XJAM: a, 6 — manvuux ¢ cundpomom Illeapya—JIncamnena 1A muna (kocmuas ousmopghus u xapakmeproe evipajicerue auuyd,
poduncst om 300pogvix podumenetl, pazeUsaNcs 8 COOMEEMCMEUU ¢ 803pACHIOM, ¢ NEPUOOA HOBOPOICOCHHOCMU UMeA HeepYOYIo OU3MOpQUI0 KOCIel HUNCHUX
KoHeuHocmell, Havan Xxo0ums 6 17 mec, ¢ 2-1emHe20 803pacma ommeueHo npocpeccupyiouee usMeHenue auya, ¢ 7.1em — eeHeparu308aHHoe nosvluleHue
MbIUEHHO20 MOHYCA ¢ 0ePAHUMeHUeM 08UeAMENbHOL aKmMUeHOCmU pebenKa, ymeHvuaioujeecs Ha gone npuema 200 me Kapbamasenuna, unmeniekm co-
xpaner, noceuwan o00vtunyro uikony) [U.C. Reed et al., 2002]; 6 — HosopoxcdenHslii ¢ cundpomom Cmyea— Budemanna [F.E. Navarrete Faubel et al., 2002];
2, 0 — HoB0podCcOeHHas degouka ¢ cunopomom lleapya—/lnucamnesa 1B muna (¢ — munuuroe gvipasicenue AUYa ¢ MUOMOHUET MUMUHECKOL MYCKYAamypbl
u bnegpapoghumosom, 0 — peHmeernozpapus Kocmeil HUNICHUX KOHEYHOCHell 0eMOHCMpuUpyem YKopoueHue u oegopmauiiio b6eoperHbix u 601buedeplo8bix
xocmeit) [ P. Manikoth et al., 2005]
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Kudockonmmos u ap. K KIMHNIeCKUM 0COOEHHOCTSIM 3a-
OoJIeBaHMST TaKXKe OTHOCST: MaJIOITOABIKHOCTh peOeHKa
3a CYeT 3aTPyIHEHUS ABVKCHMIT Ha (POHE MMOTOHMYECKO-
ro0 CMHIpPOMa, MacKooOpa3Hoe («HEIMOIBIKHOE») BhIpa-
JKEeHUe JIMIIa, CXKaThle TyObl, MaJIeHbKUI POT, TICpeBaIM-
BAIOIIYIOCST TIOXOIKY, T€HEepaJIM30BaHHBIC MBIIIICYHBIC
rurieprpodun (0codbeHHO Oenep), PeAYKIINIO CYXOXIIThb-
HBIX pedJIeKCOB, TOJIOXUTENbHbINA 3(PdeKT oT mpuema
KapbaMa3enHa B BUIE CHIDKCHUS BBIPAXKEHHOCTH MHO-
TOHUYECKOTO CUHAPOMA, BLICOKUI PUCK aHECTE3UOJIOTH-
YeCKMX OCIOXHEHMH (37T0Ka4eCTBEHHOI TUTIEPTEPMUN),
KOTHUTHUBHBIC HapyIIeHUs (OT JIETKUX IO YMEPECHHBIX).
B 20 % cnyuaeB GonbHble ¢ XAM 1A Tuia — yMCTBEHHO
OTCTaJIble, OMHAKO B INTEPAType OMMCAHBI ClTydan, KOTaa
WHTEJUICKT Y TAKUX OOJBHBIX JaXkKe TTPEBOCXOINIT TIPUHSI-
TBIe HOPMATHUBHI.

XJIM 1B muna ne610TUpyeT B MJIaIeHYECKOM BO3pacTe
(mo 1roma) m XapaKTepu3yeTcs SIpPKOMl KIMHUYECKOM
CUMIITOMATUKOM, cxogHoii ¢ XJIM 1A Tuna, Ho ¢ Gosee
Cepbe3HBIMU COMATUIECKUMHM HapyIICHUSIMU (B IIEPBYIO
odepeb, IbIXaTeIbHBIMI ), TPYOBIMU CKEJIETHBIMU aHOMA-
JMSIMH ¥ 1ehopMausIMU KocTeil (HarmoMUHaeT 00JIe3Hb
Kuawucra). s XAM 1B tuma xapakTepHa BEICOKAsT paHHSIS
JIeTCKasi CMEPTHOCTb.

X/IM 1C muna ne6iotTupyeT B HEOHaTaTbHOM BO3pacTe,
XapaKTepu3yeTcsT (IOMUMO BBIPAXKEHHOTO MHUOTOHUYEC-
KOTO CUHIIpOMa) TPYOBIMM HapyIIEHUSIMH pa3Mepa 1 hop-
MBI TeJl TIO3BOHKOB (aHM3OCITOHIWINS), KOHEYHOCTEH
(MUKpOMeTTHsI).

XJIM 2 muna xapaktepusyeTcst 1e0I0TOM B HEOHATAJTb-
HOM TTeproze (TIpy poxXIeHNN pebeHKa). 3a00JIeBaHMe YaIle
OITMCHIBACTCSI B PEBMATOJIOTMUECKOM M OPTONEINICCKOM
JINTEpaType, MMOCKOJIBKY IMPEUMYIIECTBEHHO XapaKTepr3y-
ercs medopmalrieil IIMHHBIX KOCTe ¢ pagrooTUIecKr
XapaKTepHBIMI U3MEHEHMSIMU B MeTadu3ax (HallOMIHACT
6ome3ns [Naiina) ¢ yMepeHHBIM 3aMeIICHIEM TEMITOB POCTa,
CIIOHTAaHHBIMHU TIepeJIoOMaMH KOCTEi, MBIIIICYHOM THIIOTO-
HUEH, HapyIICHUSIMU IbIXaHWS W TJIOTaHUS, TUIICPTECPMM-
YeCKMMM 3MHU301aMM (BO3MOKHA CIIOHTaHHAs 3JI0Kaue-
CTBEHHAsI THUIIEPTEPMMSI), OTCYTCTBMEM KOpPHEaJbHBIX
pedekcoB, peayKuuei CyXOXKUIbHBIX pedieKcoB, Oojee
TSDKEJIBIM TeUeHueM 110 cpaBHeHMIO ¢ X/IM 1A u 1B tunos,
BBICOKOI paHHel cMepTHOCTBIO [18, 19].

OcobenHocmu KNUHUYECKOro meyeHus

Je6rot XJIM B niogassitonieM OOJIbILIMHCTBE CIy4aeB
MIPUXOINUTCS Ha TIePBBIA Ton XKU3HU. M3-3a cma3ma me-
pUOpaTbHOM MYCKYJIATYphl O0JTbHOM peOCHOK MMEeT 3a-
TPYAHEHUS IIPU COCaHUU (HE cpa3y HAaUMHAET COCaTh IIPU
MIPUKJIAAIBAHUY K TPYIU WU K COCKe ). MUOTOHUYECKIE
CITa3Mbl B CKEJIETHOM MYCKYJIaType IPUBOIAT K CHIDKCHUIO
IIBUTATeIbHOM aKTUBHOCTH pebeHKa. Pomurenn yacTo oT-
MEUaIOT, YTO y MaJIBIIIIA CJIOKHO Cpa3y 3a0paTh U3 pydKU
WUTPYIIKY, TOXKY M T. TI. MBIIIeYHast pUTUIHOCTD COXPaHsI-
€TCs BO CHE, a TAKXKE IOCJIe BBEACHUS OCH3001UAa3eUHOB.
[To maHHBIM OMHUX aBTOPOB, MHTEJUIEKT Y TAKMX MAIINCH-

TOB COXpaHEH, IO TaHHBIM JPYTUX — HErpyoo WM yme-
penHo cHkeH [20, 21]. B cpenHeM KOrHUTUBHBIE HAPY-
LIeHUS BbISIBIIsIIOTCS B 25 % ciydaeB XJIM. BoblinHCTBO
OOJIBHBIX YCIIEIITHO OKAHUYMBAIOT CPEIHIOK 00I1Ie00pa3o-
BaTEJIbHYIO IITKOJTY.

ITpu 00BEKTUBHOM OCMOTPE TMArHOCTUPYIOTCST YKOPO-
YeHWe HIKHUX KOHEYHOCTeH, medopmaiids OeapeHHBIX
KOCTe, yMEHBIIICHIE 00beMa TTAaCCUBHBIX M aKTUBHBIX JBH -
JKEHMI B Ta300€IpEeHHBIX, KOJCHHBIX W TOJICHOCTOITHBIX
cycraBax. PasrmbaHue mpearuieynii B TIOJIHOM O0ObeMe He-
BO3MOXHO. [J1y0oKue cyXoxXuiabHble peieKChl YTHETEHbI
I OTCYTCTBYIOT. XapaKTepHBI CITOHTAHHBIC COKPAIICHUS
MBI (MAOTOHMYECKHUE CITa3Mbl) U KpamIi, Hepaz0oop-
yuBas pedb. MOTYT OBITH IICEBIOTUIIEPTPOMUN MBIIIIT KO-
HEYHOCTEe, NX YIDIOTHeHHe. XapaKTepHO (POPpMUPOBAHIE
MBIIIEYHBIX U CYCTaBHBIX KOHTPaKTyp [22, 23]. Kpome Muo-
TOHMYECKOTO CMHApoMa, 111 XJIM xapakTepHbI aHOMaJTAN
Pa3BUTHSI CKEJIETa: OCTEOIICHMSI, HU3KMIT POCT (HIDKE 3-TO
LEeHTWISA), OpaxuaaKTUINS (YKOpOUEHME ITajIbleB), Hapy-
IIeHre OCaHKM (K103, CKOIMO3), TUIATUCTIOHIMINS (paB-
HOMEpHOE CHIDKEHHME BBICOTHI Tejla ITO3BOHKA, COIIPOBO-
JKIaroIreecs yBeTMUYSHNEM €0 pa3Mepa B TOPM30HTAIBHOM
TTOCKOCTH), YCWJICHIE TTOSICHIYHOTO JIOPI03a, KMJICBUIHAST
TpyIHas KJIeTKa («KypUHasi TPYIb» ), BaJIbIyCHAsI WA Bapyc-
Has mepopMaliis KOoCTel rojieHei u/mim oeaep, IUCIIa3usT
Ta300eIPEHHBIX CYCTABOB, KOHTPAKTYPHI CYCTABOB, KOTOPKIC
IPOTPECCUPYIOT TO TOAPOCTKOBOro Bo3pacTa [21, 24].
BcTpeuarorcst maxoBbie M ITYTTOYHBIE TPBIKI, KPUTITOPXU3M,
TUTIOTIIA3YSI STMYEK, C71a00CTh aHATBHOTO C(PMHKTEpa, TpaH-
3UTOPHAS JIAKTO3YPHUSI, TAPCYTU3M.

BonpHBIE MMEIOT XapaKTepHOe MacKooOpa3HOe BbI-
paxkeHue uia (puc. 3): JIUIO TI0CKOE W MAJOTIOABIKHOE
3a CYCT MUOTOHMU JIMIIEBOI MYCKYJIATyphI; TYOBI TUIOTHO
cXaTbl (MaJICHBKUI POT), CHYDKEHA TTOIBYDKHOCTD HIKHEH
YEeTIOCTU. XapaKTepHBI PETPOTHATHSI, ACUMMETPHS JINIIA,

Puc. 3. Xapaxmepnoiii penomun npu cunopome Illeapya—JIncamnena:

a — munuunoe «HenodsusicHoe» svipaxcerue auya [C.H. Kozroea u coasm.,

1996]; 6 — enewnuii 6ud nayuenma (ommeuaiomes 6neapoghumos, HuU3Ko

nocasicentbvle yuIHble paKo8UHbL, XapaKmepHoe abipaxicenue auya, oegopma-

yus 601bUICOEPUOBLIX KOCMell, 8anbeycHas dedopmanus 100bidcex, dedhop-

Mayus cmon, MbluleyHvle eunepmpoghuu, ymeperuas degopmauyus epyoHoil
xaemku) [N.C. Ho et al., 2003]
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Puc. 4. Ipumepvr penmeenosoeuueckux usmeHeHuil Kocmei ckeiema
npu cunopome Lllsapuya—/lncamnena [R.N. Maclean et al., 1983; J. Spranger
etal., 2000]: a — nayuenm 17 aem, meaa nozeonxoe C2 u C3 kaunoobpasno
deghopmuposansvl u cmeueHsl K3a0u (00pcanbHo) ¢ 00paz08anuem aneyasap-
H020 Kughoza u depopmauuu CNUHHOMO3208020 KaHaa; O — nayuenm § iem,
HUdICHUe omdenvl dnugu3za 6e0peHHol Kocmu ¢ A8AeHUAMU NepecmpoiKy
KOCMHOU cmpPYKmypbl, 601buedepy08as Kocms KOPOMKas, co creeka degop-
MUPOBAHHBIM U PACUWUPEHHIM Memau3om, OUCmanvhblil SNUPU3 mMaio-
0epy060Ll KOCMU 3HAYUMENbHO YEeauteH

a TaKKe HU3KWI POCT BOJIOC Y HU3KO TMTOCAXKCHHBIC YIIIH.
AHOMaJINY TJ1a3 BKJIIOYAIOT KOPOTKYIO M Y3KYIO TJIa3HYIO
mes (6redapodrMos), IBYyCTOPOHHUI ITTO3 BEK, HeTIpa-
BUJIbHBII POCT PECHMUI, NBOWHOWM psii pecHUL (IMCTH-
xua3). B psge ciydaeB pasBuBaeTcs TsDKedash MUOIIHS,
IOBeHWJIbHAS KaTtapakTa. CTpaOu3M 1 IMCIIOKAIIUS XpycTa-
JINKa MOTYT OBITh YaCThI0O MUOTOHUHU 3KCTPa- U MHTPAOKY-
JsipHBIX MBI [25]. MHorma y 60abHBIX XJIM BBISIBIISI-
I0TCSI MUKpO(DTAIbM 1 MUKpOKOpHea. JIyHOBeHUe BeTpa
B IUIa3a TIPUBOIUT K TTOSBICHUIO WM YCUIICHUIO YMEPEH-
HOTO OBYCTOpOHHero Ojedapocmasma. BripakeHHOCTD
6edapodrmos3a u MTo3a HapacTalOT B TCUCHUE XU3HU
0O0JIbHOTO.

Juist XM 1A u 1B tTiIoB xapakTepHbl aHOMaJIMU pa3-
BUTHSL CKEJIETa, BKJIIOYAsl PUTMAHBIA ITO3BOHOYHUK C OT-
CYTCTBHEM (PM3MOJIOTMUECKIX M3TMOO0B («IUIOCKUI TTO3BO-
HOYHWK»), MHOTIA cO spina bifidae; KOpoTKue TpyOUaThe
KOCTH C IMUPOKUMH KOHIIAMK; (PparMeHTUPOBAHHBIN 3ITH-
¢u3 6eapa; 6OIBIION SMU(U3 TUCTATLHBIX OTIEIOB MaIo-
0OepLOBO 1 MPOKCMMAJIbHBIX OTAEIOB OOJbIIEOEPIIOBOM
Kocrteit (puc. 4). DT n3MEeHEHYsI HATIOMUHAIOT M3MEHEHMS,
XapakTepHble 111 6one3Hn Kaucra (mucrmasus Kawcra).
INono6HBIE peHTTeHOTrpachIecKue TPU3HAKN HAlIeHBI ITPU
JIMCCEerMeHTaIbHOU auciuiazuu tuna Pomnanga—/lecOyk-
Bolica, TIepBOHAYAIBHO O003HAUCHHOW KaK BBIpasKeHHAs
MH(MAHTWIbHAS MAKPOMEINYECKask XOHAPOIUCIIIA3YSI, Ha-
niomuHaroras 6one3nb Kaucra. K 16—18-etHemy Bo3pacrty
OenpeHHbIe KOCTU 00IbHBIX XJIM 3HaYnTeIbHO 1ehOpMU-
PYIOTCSI, HapacTaeT nmedopmMalivs KOCTel Ta3a 1 IByCTOPOH-
HsIsT mecpopMaliys ek Oepa, 4To IPUBOIUT K 00E3IBH-
KMBAHUIO U HEOOXOAMMOCTU MOCTOSIHHOTO MOCTOPOHHETO
yxoma (puc. 5). [1aneHThI epeHOCAT MOBTOPHBIE OTIepa-
TUBHBIE BMeELIATEIbCTBA [26].

[Tpu nmpenomnepallmiOHHOM KOHCYJIBTUPOBAHUU 0O0JTb-
HBIX X/IM cemyeT y9uThIBaTh BBICOKMIT PUCK aHECTE3MO-
JIOTUYECKUX OCJIOKHEHMI. Bo-TIepBBIX, MUKpOTHATHUS
W PUTHUIHOCTD XeBaTCIbHON MYCKYJIaTypPhl MOTYT BBI3bI-
BaTh MEXaHWYECKHWE TPYTHOCTH BO BpeMsI MHTYOAIUU
Tpaxen. B cBA3M ¢ 3TUM IJIST TOCTIKEHUS HEOOXOTMMOM
penakcalii MBIIII U 00JIeTYeHMS TIpollecca MHTYOAIuy
WHOTIA TpeOyeTCs OOJIbIIAsT 103a MBIIIICYHBIX PEIaKCAHTOB
TUIIA POKYPOHUSI, YTO C BBICOKOM MOJICH BEPOSITHOCTU
CBSI3BIBAIOT C TMOHIDKEHHOW CTETICHBIO Nerpamaliuy are-
TrixonrHa. OCI0KHEHUS BO BPeMsT aHECTE3MOJIOTMYECKO-
TO TIOCOOMST BBI3BIBAIOTCS TAKKE OTPaHMUCHUEM JIbIXaTeIh-
HOHN SKCKYpPCHUM 3a CUET aHOMAJIM pa3BUTHUSI TPYITHOM
KJIETKU ¥ TIO3BOHOYHYMKA. OTIMCaHbI ClTyJan pa3BUTHUS BbI-
pakeHHOTO TacTpocma3Ma Ha (poHe IMpUMEHEHUS POKYpPO-
Husi. Bo-BTOphIX, y 601bHBIX XJIM Haubosee yacTo onu-
CBIBaeTCS TOTEHIIMAIBHO JIETATbHOE OCIIOXKHEHHE OOIIIeH
aHECTe3MM — 3JIOKAYeCTBCHHAs TUIICPTEPMMSI, 9acTOTa
KOTOPO¥ Mpu 3TOM 3abo0sieBaHuM nocTuraet 25 %. Jletanb-
HOCTh IIPY MOJTHUEHOCHOU (hopMe 3TOKAYeCTBEHHOM TH-
nmepTepMun 0e3 MCITOIb30BaHMS TaHTPOJICHA, CICII(pM-
YECKOI'0 aHTUI0TA, JOCTUTAET, 110 Pa3HbIM OLIEHKaM, OT 65
1o 80% |3, 27, 28]. [IpemapaTsbl, CIOCOOHbIE IIPOBOLIPO-
BaTh 37J0KaYeCTBEHHYIO TUTICPTEPMUIO, Ha3bIBAIOTCSI TPUT -
repHbIMa areHTamMu [29]. TpamIuIIMOHHO TPUITEPHBIMU
CUNTAIOTCS IETIOJIIPU3YIONINEe MHOPEIaKCAHThI (CYKIIM-
HUJIXOJINH, BEKYypOHWI, MaHKYPOHUW, IeKaMEeTOHWIA
" Ip.), TaJOoTeHCoaepXKalllie MHTASIIMOHHbIe (TaJoTaH,
nmeciopaH, ceBodopaH, 3HGIOPaH U Ip.) U HEKOTO-
pble BHYTpUBEHHBIE (TIPOITOGhOII, IUTTPUBAH) aHECTETUKM.
Jpyrue mpenapaTsl 11 BHYyTPUBECHHON WHAYKIIUM (IpO-
MepuIoJ, nra3ernaM, MHUIa30IaM, 3TOMUIAT, KeTaMUH),
OITMOUIBI, MAOPETIAaKCAHTHI (aATPaKypUyM, ITUTICKYPOHUYM,
MHMBaKypuyM M JIOKCAKypHMyM); MECTHBIC aHECTCTUKM-
9CTEepHl M OKCHUI a30Ta IPU3HAHBI OC30IMACHBIMM, XOTSI
B ITOCJICTHIE TOIBI 3TOT CITUCOK yTouHsieTcs [3]. st cHsI-
THST OCTATOYHBIX SIBJICHWIT HEPBHO-MBIIIIEYHOTO 0JI0Ka Oe3

Puc. 5. Penmeenoepagus kocmeii maza nayuenma 18 rem ¢ cunopomom

llleapya—JIncamnena [R. Stevenson, 1982; J. Spranger et al., 2000].

Ommeuaromes depopmayus Kocmeii masa u 08YyCmopoHHs degopmauyus
weliiku 6edpa
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BCSIKOTO OITACEHMSI MOXHO MPUMEHSTh aHTUXOJMHICTE-
pasHble IIpernapaTbl, aTpoOlMH U CIMKonuppoar [27].
3j10Ka4YeCcTBeHHAas rumneprepmust y 60abHbIX XM MoxkeT
ObITb CIIPOBOLIMPOBAHA Y TAKUMU He(apMaKOJIOTMYeCKH -
MK pakTopaMu, KakK cTpax Mepei oIlepalueil, cTpecc
U TpaBMa, a Takxe (papMaKoJIOrM4YeCKUMM CpeACTBAMU
(IpreMOM HEMpPOIENTUKOB, AJIKOI0JIsl), MH(MEKIIMOHHBIM
3aboneBanueM [27].

[luarHocmuka

[Ipn GMOXMMUYECKOM HCCIEIOBAHMU B CHIBOPOTKE
KpoBu OonbHBIX XM ypoBHU KpeaTUH(POCHOKMHA3HI
(K®K), nmakrarnerunporenassl (JIII'), acrmraprataMuHoO-
tpaHcdepasbl (ACT) u anbmosa3sl MOTYT OBITH B HOPME,
HE3HAYMTEJIbHO WM YMEPEHHO IIOBBIIICHBI. YPOBEHB
K®K B chIBOpOTKE KPOBU 3HAYMUTEILHO HapacTaeT IpHU
SMM30/1aX CTIOHTAHHOM WM MHIYyIIMPOBAHHOI (HaIpuMep,
o0lelt aHecTe3ueil) 3JI0KAaYeCTBEHHOW TUIEPTEPMUM,
aCCOIIMUPOBAHHOM ¢ PaOIOMUOIN30M CKEJIETHON MYCKY-
JIaTypHL.

M3MeHeHNs, BBISIBJICHHBIC TIPU 3JICKTPOMHOTpadprn
(BMI') y 60mbHbIX XJIM 00HApYKMBAIOTCSI C 6—7-MECSIYHO-
ro Bo3pacta [30]. CtumynsimonHas DMI npu XM He
HCTIONb3yeTcsl (Kak TpaBUIO, CKOPOCTh ITPOBEACHUS BO3-
OY>KIeHMSI TTO CEHCOPHBIM M1 MOTOPHBIM BOJIOKHAM Tieprde-
pUYecKUX HepBOB B HopMe). [1pu TTpoBeneHM UTOIBYATOM
OMI perucTpupyroTcss MUOTOHUIECKIE 1/ T TICEBIOMMO-
TOHUYECKIE Pa3PsIIBI, PEKE MOTOXKUTETbHBIC OCTPHIC BOJTHBI
1/WIK NOTeHLMAbl GUOPUIUISILIMIA (pUC. 6), HATIOMUHAIO-
II1e CITOHTAHHYIO MBIIICYHYIO aKTUBHOCTD ITPY HEPOMIO-
toHuwm (cuHapome Mcaakca) [3].

somv|__

; I

Puc. 6. Heonvuamas IMI npu cuundpome Illeapya—Jncamnena

[L.G. Christova et al., 1999]. [loxa3anst muomonuueckue paspaovi, 3apeau-

cmpuposantvie ¢ m. biceps brachii MOHOROASPHBIM NOBEPXHOCMHbBIM IN€K -

mpoodom npu HebOAbUWIOM CMeUeHUU 31eKmpooa (a) u npu cmeuweHul 1ex-
mpoda npu ueonvuamoii IMTI (6)

JlaHHBIe OMOTICUY MBIIIIT HECTICII(DUIHBL; BBISIBIISIIOT-
CsI TUCTOJIOTMYECKIE M3MEHEHMSI, XapaKTepHBIC UISI MUO-
matun. Yare perucTpupyroTcs BapradeIbHOCTh pa3MepOB

MBIIIEYHBIX BOJIOKOH, JIereHepanuss MUOGUOPMILI, IIeH-
TpaJIbHOE PACMOJOXEHUE SIIEP MUOLIMTOB, 3aMEIIEHUE Mbl-
IIEYHBIX BOJIOKOH XKUPOBOI 1 COeTMHUTETEHOM TKAHBIO.

PeHTtreHonornyeckre METOIbI UCCAEIOBAHUS KOCTEM
KOHEYHOCTE! 1 TyJIOBHUIIA TIO3BOJISIIOT BRIIBUTD IIPU3HAKU
OCTeOXOHApoaucTpodru, Kndo3a Mo3BOHOYHNKA. B mo-
CJIeTHME TOMBI C EeJTbI0 TMAarHOCTHKMY ITOPaKeHUI KOCTHO-
MBILLIEYHOH cUCTeMBbI Y 00bHBIX X/IM ycrneurHo npume-
Bs10T KoMmImbioTepHyo (KT) M MarHUTHO-pe30HAHCHYIO
tomorpacduro (MPT) [31].

I1pu mpoenern MPT 1 KT royioBbI 1 111€1 BBISIBIISI-
FOTCSI MHOXKECTBEHHBIC HapYIICHNUST pa3BUTHS KOCTEH Yepe-
ma: TUIaTuoas3uvsl, 0a3uysipHAs MMIIPECCHSI, TTOBBIIICHHAS
TMTHEBMATH3aIMS COCIIEBUIHBIX OTPOCTKOB, HApyIIICHIE pa3-
BUTHSI BEHO3HBIX CUHYCOB (puc. 7). OmcaHbI crydan KOp-
TUKATBHOM aTpouy MO3ra, KOMITPECCHOHHOM MUeIoIa-
tin. [Ipm HeitpocoHorpadum y HOBOPOXKIEHHBIX ¢ XM
B psIIe CIydaeB BBISIBJISTIOTCS TIPU3HAKY areHe3UHM MO30JIH -
CTOTO TeJIa, aHOMAJIUK Pa3BUTHUS TPETHETO KETyI0UIKa.

Puc. 7. KT uepena nauyuenma 15 nem c cundpomom Illeapya—Jincamnena
[S.S. Samimi, W.S. Lesley, 2003], akxcuanvnoie KT-cpesvt kocmeii: a — 6a-
SUAAPHAA UHBARUHALUSA 3G cHem pocmpanbhoii aokarusayuu C, eunepnies-
Mamu3ayus coOCYe8UOHbIX OMPOCMKO08, HAPYUeHUe PACHOA0NCCHUS Ne6020
CUCMOBUOHO-NONEPeHo20 cunyca (cmpeaka); 6 — eunepnHesMamu3ayus
COCUeBUOHBIX OMPOCMK08, HAPYUIeHUEe PACNOA0NCEHUs NPABO20 NONEPEUHO-
CUeMOBUOHO0 cunyca (cmpeaka); pocmpanbHas A0KAAU3ayUs Ha3opapum-
2€ANbHbIX MAKUX MKaHell (36e3004Ka)

B xauecTBe mpeHaTaIbHON JUATHOCTUKY UCTIONb3YIOT
yIBTpa3BykoBoe ucciaenoBanne (Y3M) mmoma. Orta ckpu-
HUHTOBasI METOIMKA HaIIpaBJIeHa Ha BBISIBJICHHE aHOMa-
JINA CTPOCHMSI CKeJieTa, HapyIIeHUsI COCaTeIbHBIX IBU-
XKeHUi y Tiona, MHoroBoaus. Kpome toro, mpu Y31 Ha
17-19-11 Hemene GepeMeHHOCTH (YK€ B IIpeHATaJIbHOM
nepuoze y rroga ¢ XJIM) MoryT ObITh 0OHAPYKEHBI TIPH -
3HAKH1 BPOXICHHBIX KOHTPAKTYP, YKOPOUSHME WIH edop-
manus oeaep.

DOuddrepenyuanbias guarHocmuxa

HuddepenumanbHas auarHoctuka XM nmpoBoguTcs
C IIeJIbIO MCKITIOUeHMST Oone3Hn KHucra (MeTaTpormae-
CKasl KapJIMKOBOCTh 2 THIIa), bone3nu INaiina, nuccermeH-
TaJbHOM nucriazuu Tuna Ponnanna—/ecOykBoiica, CUH-
IpOMa PUTUIHOTO YeJI0BeKa, KOHTCHUTATIbHBIX MUOIIATHIA,
KOHTeHUTAIBHOMN TUCTPODUIECKO MUOTOHNM | THTIA (MM~
otonunu lllteitnepra—KypimmanHa—barreHa), HelipoMuo-
tonuu (cuHapoma Mcaakca) [3]. st muddepeHImambHOM
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JIMATHOCTUKM Pa3IMYHBIX TUITOB XM Beayllyio poJib
urpaet reHerudyeckass aguarHoctuka — JHK-tunm-
pOBaHME, KOTOPOE yKe CETOMHS BXOAUT B YMCJIO BasKHEIM -
IIMX METOIOB JJA00PaTOPHOM TMArHOCTUKU HACJIEICTBEH-
HBIX HEPBHO-MBIIIEUHBIX 3a00JIeBaHMUII, B TOM 4YHCJIE
B paMKax IpeHaTaJIbHOM JUarHOCTUKH B CEMBSX C OTSITO-
IIEHHBIM HaCJIeACTBEHHBIM aHaMHe30M [32—-34].

Jleyenue

Ha cerogusiiiHuii neHb 3¢p(eKTUBHOIO MAaTOreHETH -
yeckoro JeuyeHus XM He paspabotaHo [35]. PekomeH-
IyeTCsT COOTIONCHNE PAllMOHAIIBHOTO PeXMa JHSI, Orpa-
HU4YeHNe (MCKIIIOUeHNE) IPOBOHUPYIOINX (HaKTOPOB
(B TepByIO oYepenb (DU3MIECKOTO IepPeHATPSIKEHUS ).
PeabunuraliuoHHbIe MEPONPUSITUS TOJKHbBI ObITH 1A -
UMY W WHIWBUAYAIU3UPOBAHHBIMM, TUHAMUYHO ME-
HATHCS B 3aBUCUMOCTH OT CTAIUN PAa3BUTHS TTATOJIOTHIC-
CKOTro TIporecca. 3aHSTUS JiedeOHON (HU3KYIbTYpOit
(JI®K) HeobxommMbl, 0OqHAKO (hM3NIECKNEe HArpy3Ku He
JTOJDKHBI OBITh Ype3MEPHBIMU, HEOOXOIMAa MX MHINBHIY -
aJbHasl JO3MPOBAHHOCTh M PETYISIPHOCTDH ITPOBEACHMSI.
Crenyet n30erath IUAIIEBBIX ITIPOITYKTOB, OOTaThIX COISIMU
Kaus (KapTodesis, n3oMa, Kyparu, 0aHaHoB U 11p.). [1u-
TaHUE 00JIBLHOTO TOJDKHO OBITh pallMOHATIBHBIM, OOTaThIM
BUTaMUHAMU, KJIETIaTKOM. BaskHO coOII0MeHIE TEXHOI0-
YU TIPUTOTOBJICHUSI OJIFOIT, TIOCKOJIBKY M3-3a BEIPAKEHHO-
ro crasMa IepHOopabHOM MHUMWYECKON MYCKYJIaTyphl
1 TpU3Ma KeBaTeJbHBIX MBIIII OOJbHBIE MMEIOT CIIOXK-
HOCTH C TIPMEMOM U TiepekeBeIBaHeM nuti. OpodaprH-
reajbHas nucarus, xapakrepHas 11 XJIM, o0yciaoBiIn-
BacT BBICOKMU PHMCK acluUpalny TMUIIeBOro OoJjoca
B BEpPXHME IBIXaTeJIbHBIC YT U Pa3BUTHUS acIIMPAIIIOH-
Hoit mHeBMOHNU. C 1IeIbI0 MPOPUIAKTUKA HapacTaHMS
BBIPAXKEHHOCTH MMOTOHUYECKOTO CHHIPOMa OOJIHHBIM
XJIM He peKOMeHIyeTCsT KyIaThCsI B XOJIOIHOM BOJIE, €CTh
MOPOXKEHOE 1 ITUTh XOJI0AHbIe HAMMTKH. [IpodumakTnye-
CKME MEPOTIPUSITHS TIO3BOJISTIOT OOJTbHOMY TOJBIIE OCTa-
BaThCS COIIMAJIBHO adallTUPOBAHHBIM.

Hedapmakomornyeckue MeToabl JiedeHust XM
(JI®K, maccaxk u npyrue MeToasl (pU3NOTEpaIii) O9eHb
BaXKHBI, ITOCKOJIBKY MOTYT YCTPaHUTD (VJIM MUHUMU3UPO-
BaTh) HEOOXOMUMOCTh Ha3HAUCHUS JICKAPCTBEHHBIX TIPe-
mapatoB. Llenu ¢usuorepanun npu XM — cHIXeHUe
BBIPAXKEHHOCTU MUOTOHMYECKOTO CMHIPOMA M YBEIMIC-
HHE CHJIBI MBIIIII-pa3rudaresieii KOHEUHOCTEeH, 3aMeie-
HHE TEMITOB IIPOTPECCUPOBAHNS MBIIIIEYHBIX U CKEJIETHBIX
KOHTpPAKTyp. PeKoMeHIyI0TCS TIpeCHBIE, COJISTHBIC M XBOM-
Hble BaHHBI (36—37 °C, mponosskuTeabHoCTh 10—15 MUH,
10—15 BaHH eXXeTHEBHO WJIM Yepe3 AeHb). Bo3aMoxkHO npu-
MEHEHHNE MECTHBIX PYYHBIX M HOXHBIX BAaHHOYEK C TIO-
CTETIEHHBIM TTOBBIIICHUEM TeMIIepaTyphl BOILI OT 37—38
1o 39—-42 °C (10-20 BaHH eXeITHEBHO Ha KypcC JICUCHMST),
mapachMHOBBIX WA 030KEPUTOBBIX allTJIMKAIIUIA TI0 THUITY
«TyJIOK» U «II€PYATOK» (IIPOIOJIKUATEIIBHOCTD BO3IEHCTBUS
20—30 muH, 10—15 miporiemyp exXeTHeBHO WM Yepe3 IeHbD);
Ha3HAYaloTCAa MHMpPaKpacHBIC JIydr Ha OUCTAIBHBIC OT-

Iebl KOHEYHOCTEH (M03a CpeaHeTeruioBast, MpOmIoJIKu-
TeJIbHOCTh Bo3meiicTBusa 15-20 muH, 10—-15 mpomemyp
€XXETHEBHO), JIETKUI (Laasiunii) Maccax MBbIIIL KOHEeY-
HOCTEH.

[Tpu caHaTOpHO-KYPOPTHOM JICUCHUM IIPEAITOYTCHIE
cliefyeT OTIaBaTh CAHATOPHSIM, HAXOMSIIMMCS B TIOI00-
HBIX KJIMMAaTUIeCKUX YCIIOBUSIX (HE TPEOYIOIINX TSDKEIJIOM
amanTalnmn), MOXeT OBITh HECKOJIBKO 00siee MSITKUX (T03K-
HblEe palioHbI Kpasi, 00JacTu, coceaHre pailoHbl). Bos-
MOXHO HampaniieHue 00JibHbIX XM Ha KypopThl KJIMa-
THYECKHE, TIPUMOPCKHE, TPSI3eBhIC, OATbHEOIOTHUYSCKIE
C XJIOPUIHBIMU HATPUEBBIMU, PATOHOBBIMM, YTJICKUCITBIMU
BOJAMH.

JlaHHBIX paHIOMMU3WPOBAHHBIX TUIALICOOKOHTPOJIPYeE-
MBIX UCCIIeTOBaHMI 3((PeKTUBHOCTH JICKAPCTBEHHBIX TIpe-
mapaToB npu XJIM B TOCTYITHOM CIIeIIMATBHOM MEIUIIIH-
CKOM JIUTepaType He HAIeHO, 9YTO MOXET OBITh OOYCIIOBIICHO
HU3KOM YacTOTON BCTPEYAEMOCTH 3TOTO 3a00JICBaHMSI.
C 1enbio YMEHBIICHUST BBIPAKEHHOCTH MHOTOHWYECKOTO
cuHIpoMa ITpu X IM pekoMeHayeTcsl Ha3HauYeHE alleTa30-
JJaMUIa, aHTUAPUTMUIECKIX TIpeTapaToB (IupeHnHa, X1-
HMHA), aHTUKOHBYJILCAHTOB (KapOaMa3eITiHa, BaIbIIPOATOB,
¢eHUTOMHA), MECTHOE BBEIICHIE OOTYITIOTOKCHHA. J1JTsT yoTyd-
IIEeHMS TPOMUKI MBIIIII PEKOMEHIYSTCS TTPUMEHEHNE BH-
tammHa E, TIpenaparoB celleHa, THHKTO OMJIOOBI, TayprHa,
kodepmenTa Q10. OgHAKO ClleMyeT ITOMHUTD, YTO HUA OIWH
W3 YITOMSTHYTBIX BBIIIIE TIPETIapaToB He OM00PEH MMEHHO IS
XJIM.

Anerazomamun (mMakap0) Ha3HAYACTCS TIEPOPATTBHO
o 0,01 Mr/Kr/CyT 4epes IeHb.

KapbamazenuH — MHIMOMTOP HATPUEBBIX KaHAJIOB,
mpenapaT MOXET OKa3bIBaTh MPSMOE BIMSTHAE Ha HEHPO-
TpaCMUTTEPHBIE CUCTEMBI HeiipoHOB. CTapToBasi 103a Ipu
XIIM — 100 mr 2 pa3a B neHb. CpemHsist TeparieBTUIecKast
no3a — 0,6 r/cyT (s B3pocibix) uiau 10—20 Mr/kr/cyTt
(n1st meteit) [19, 36]. B mocienyioilieM n03a Ipernapara
MOXeT OBITh cHIKeHa 10 0,2—-0,4 T/cyT n peKoOMeHIOBaHA
IUIST JUTMTEJIBHOTO TIpreMa B Ka4eCTBe MO PKUBAIOIICH
Tepanuu. YmoOHa Kak isl mpueMa OOJIbHBIM, TaK W IS
ToIep>KaHusl CTaOMJIBHOTO YPOBHS IIperapaTa B CHIBO-
pPOTKe KpPOBM B TeUeHME CYTOK (popMa KapbOamaseImHa
C 3aMeIJICHHBIM BBICBOOOXICHMEM ((PUHIICTICUH peTapi,
terperon LIP).

®eHNTONH (IMIAHTUH) CTAOMIN3UPYeT MHAKTUBUPO-
BaHHBIC (DOPMBI HATPUEBBIX KAHAJIOB M OJIOKUPYET Kajlhb-
IMeBBIe KaHaIbl L-TrIta HEeMpOHOB U CKEJIETHON MYCKY-
natypsl. @eHUTOMH Ha3HavyaeTcs aeTsiM ¢ XJIM B pa3oBoii
mo3e 30 MT TiepopaIbHO OMHOKPATHO, KOTIa peOCHKY Hau-
OoJree «MelIaeT» MBIIIEUHBIN cria3M. [1pemToxkeHo Takke
KypcoBoe JieueHne (hDeHUTOMHOM (IUJTAaHTUHOM) C TTOCTE-
TICHHBIM YBEJIMYCHNEM CYTOUYHOM TO3BI 10 4—8 MT/KT/CyT
B 2 TIpuema.

IMonoxurenbHbI 3 GEKT Ha MUOTOHUIECKUIT CUH-
IIPOM OKa3bIBaeT MU(EHUH, YTHETAIOIINIT HEPBHO-MBITIICY -
Hylo miepemady. Ilpemapar HasHavatoT mo 0,05-0,1 mr
3 paza B neHb (0,15-0,3 Mr/cyT) B TeueHune 3—4 Hel ¢ TI0-
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CIeAYIOIINM CHIDKCHUEM OO0 TIOANepKUBAIONIC TO3BI
(0,05 mr/cyT). Herutoxue pe3yabTaThl OMMKMCAHBI TIPU CO-
BMECTHOM IIPUMEHEHNH TU(EeHNHA C TIIIOKOHATOM KaJTh-
1. [Tocite OTMEHBI ITpenapara ero AeCTBUE IMPOIoJIKa-
ercd B TeyeHue 2—-3 Hen [37, 38].

AHTHApUTMHUYECKHI TIperapaT KBUHUAWH (KBUHUH,
KapaIMOKBMH, KBUHOPA) OJIOKMPYET OTKPHITHIC MU MHAK-
TUBUPOBAaHHBIC HATpPHEBBIC KaHAJbl, Ha3HAYaCTCS IS
CHIDKEHMS Ype3MEePHOI CITIOHTAHHOM MBIIIICYHOI aKTHUB-
HOCTHU Yy 60bHBIX ¢ XJIM B TecToBoii 103e 200 Mr ogHO-
KpaTHO TiepopajibHO. [Ipy OTCYyTCTBMM MOMOCHMHKPA3UU
1 MHBIX TTOOOYHBIX pEeaKIINii Ha3HAYaeTCSI B3POCIIBIM B CY-
TouHOIt 03¢ 200—300 MT TIepopalibHO, Y IeTeil He TIPU-
MeHsercs. KBuauHa cynbdar (hbopmyia Q), onTHIeCKuin
U30Mep KBUHMHA, 110 KJIMHUYeCKOMY 3 (hEKTy HAITOMM-
HaeT KBUHUIWH, Ha3HAYaeTCsT B3POCIBIM 00IbHBIM ¢ XJIM
B CYTOUYHOI1 mo3e He Oosee 300 Mr/cyT, B IIemuaTpum He
nmpuMeHsieTcsl. PekoMeHmyeTcss Ha3HauyeHHWEe KBUHUHA
cynbdata IIpy BEIPaXKeHHON HOYHOW MBIIIICYHON PUTHI-
HoctH. ClreyeT IIOMHUTHL 00 00sI3aTeTbHOM ITMHAMMNYEC-
ckoM DKI-koHTposne Ha ¢oHe mprueMa aHTUAPUTMHUIC-
CKUX TIperapaToB. Bo3MoXHO TakKe TPUMEHEHHE APYTUX
AHTUAPUTMHUYECKMX ITIpEIrapaToB; MpoKamHaMuaa (Ipo-
KaHOMA, IPOHECTWIa), MeKcuneTrHa (MekcuTuia). Cre-
JIyeT TIOMHUTD, 9YTO MIPUMEHEHNE TaHHOM TPYIIITHI JIeKap-
CTBEHHBIX TIPEIIapaToB TPeOyeT TMHAMNYECKOTO KOHTPOJIS
¢ momortnbsio DKI (mmpexmourenen DKI-MOHUTOPUHT 110
XonTepy) U AMCIIAaHCEPHOTO HAOIIONECHUS Y Kapauoaora-
apuTMoJIora (IT0 TTOKa3aHUsSIM).

Flynn (2001) u Vargel (2006) orrcanu OmbIT YCIIELIHO-
TO IpUMEHEeHUs OOTYJIOTOKCHHA Thma A (00TOKca), TIPo-
n3BogHoro Clostridium botulinum, pu 6nedapopumose
y 60obHBIX ¢ XJIM. IIpenapat BBoguics B 1o3e 25—50 E/]
B KpYroBble MbIiiLbI r1a3 1 pa3 B 6 mec. CtapToBas 103a
cocraBmia 25 EJI, pasneneHHbIX Ha 4—6 TTepUOKYISIPHBIX
touex (2,5—10 EJl Ha 1 Touky). [IpemiokeHO MCITOIB30-
BaTh Majble 00bEMBI pacTBOPa BBICOKOI KOHIICHTPAIINH,
YTOOBI M30eKaTh PaCIIPOCTPaHEHMS TIpeIiapaTa Ha IpyTre
MBIIIIIBI JTAIa 1 MUHUMU3UPOBATh ITOOOYHBIC (D (PEKTHI
Teparuu. ABTOPBI OTMETHJIN, YTO BBUIY BEICOKOTO pHCKa
pa3BUTHsI MOOOYHBIX 3(h(heKTOB (ITO3a BEK) JO3UPOBKA
00TyI0TOKCHHA (00TOKCA) TOKHA TTOX0OUPATHCS MHIUBH-
IyaJlbHO U TIIaTeIbHO. Obsg3aTeIbHO 00cIenoBaHne 00Ib-
HBIX Yepe3 7—14 mHeil mociie BBeACHNST HAaYaIbHOM TO3BI
npenapara. Vargel (2006) peKoMeHI0Ba YBEIUUUTD 103y
o 50 EJI, pasneneHHBIX Ha 6 TOYEK, TIPHU ITOCIIELYIOLINX
Kypcax JICUeHHS B CITyJasix HU3KOro 3¢ peKTa Ha BEIpaXKeH-
HOCTh Oedapodrmosa. BaskHO OTMETUTB, YTO MHTEPBAI
MeXIy ITOBTOPHBIMU KYpPCaMU COCTaBJIsIeT 6 MeC ¢ LIe/Ibio
MpOo(PUIAKTUKI BBIPAOOTKM aHTUTET K OOTYJIOTOKCHHY
tina A. st MUHIMA3aIuy 0009HBIX 3ddekToB Flynn
(2001) TIpemIoK1I BBOOUTH IIperiapaT B HIDKHIOIO TIOPIIAIO
KPYTOBBIX MBIIII] [J1a3, YTO ITO3BOJIMIIO JOCTHYh 3HAUMMO-
r0 (PYHKIIMOHAIBPHOTO 1 KOCMETHYECKOTO 2(h(PeKTa 3a CYeT
YBEIMYCHUS aliepPTyphl Ta3HOM IIenn. Y meTeil Mylajiie
12 et mpemnapar UCIOIb3yeTCsl ¢ MTHDOPMUPOBAHHOTO CO-

IJIacysl 3aKOHHBIX MIPeACTaBUTeNei peOeHKa (POanTeei,
OITEKYHOB). Y neTeii cTapiie 12 et 00TYJIOTOKCHH TUTIa A
(60TOKC) BBOAUTCS B 103€ KaK y B3POCIBIX.

Buramun E (600—800 Mr/cyT) u mpemapartbl cejieHa
(ceneHurt, ceneHa cyibbun, ceneH dpopre — 10 1,6 Mr/cyr)
YMEHBIIIAIOT BBIPAXKEHHOCTh MMOTOHMYECKOM pPeaKIInmi
W YIIy4IIaIoT TIPOIIECCHI pelaKCallii MBIIII, HO 3(pdeKT
Teparnuu Ha MOTOPHbIE (DYHKLIMM MUHUMAJIbHBIN U 3HAUM -
MOTO YJIy4YIIIEHHUST MBIIIEYHOI pabOTOCITOCOOHOCTH HE OT-
Mevaetcs. TaypuH (IOMKop), 00IagaroIIii MeMOpaHOCTa-
OWIM3UPYIOIIUM JECTBMEM Ha MUOLIMTBHI, Ha3HAYACTCs
6ompHpIM XM mo 0,1-0,15 mr/Kr/cyT B 2 Tipuema 3a
20 MuH 10 enpl. Bo3aMoxkHO TTpuMeHeHe TIperapaToB TMHK-
ro 6uno6sl (EGb761, TaHakaH, MEMOILIAHT U Ap.) B 03¢
120240 mr/cyT B 2—3 mpuema Kypcamu 1o 1,52 mec [3].

ITpu kpammu TedeHre KOMIUIEKCHOE, HallpaBJIeHHOE
Ha HOpMAaJIM3alliio MeTaboIMIecKnX HapymeHuid. C 3Toi
LIeJIbI0 Ha3HAYAIOT: KBUMHMHA CY/IbdaT B 103e 260 Mr/cyT,
kap6amazerniH 200 mr/cyT, heruTonH 300 MT/CyT, TOKam-
Hua 200-400 mr/cyT, Bepanamm 120 mr/cyt, ButamuH E
400 EII/cyT, pudodmaBun 100 Mr/cyT, nudeHUITAAPAMIH
50 mr/cyt, amutpuntwuinH 25—100 MT/CyT, TIperapatbl
KaJIbLMsl, MarHUA (Hanpumep, Marue B).

JBycTopoHHUi1 Oj1epapocna3m 1 ABYCTOPOHHUI TITO3
TpeOYIOT TIPOBEICHUS ITOBTOPHBIX O(TaTbMOXUPYPIH-
YeCKHUX BMEIIATEIbCTB. B CBSI3M ¢ HapacTaloOMMU JIe-
dbopmanmsiMu KocTeit M (POPMUPOBAHMEM MBIIIICTHBIX
1 CKeJICTHBIX KOHTPAKTyp 00JbHBIe X/IM TepeHOCsT mo-
BTOPHBIC OPTOIEAWYECKHE OIepalliid Ha KOHEYHOCTSIX
U cyxoxuausx. [1py mIaHMpOBaHWM OTIEPAaTUBHBIX BMeE-
LIaTeILCTB BceM 00bHBIM X/IM HeoOxoamma afgeKkBaTHast
TIpeMeIUKAaIIs IS IIPEeayIIPEeXKICHUS BEpOSITHOTO TIpeI-
OITepallIMOHHOTO CTpecca M TMOTCHIIMAIbHO (PETaITBHOTO
OCJIOKHEHMS 00IIIeit aHeCTe3M — 37TI0Ka4eCTBEHHOM TH-
repTepMun. beH3onma3enmmHbI 1 0apOUTYpaThl CANTAIOTCS
HamboJIee YMECTHBIMU TSI 3TOM LIeNn. Y meTeil Tpearno-
YTUTEJICH OPaIbHBIN, MHTPaHA3aIbHBIN WIIM PeKTaIbHBIN
IIyTh BBEACHMS IIpernapatoB. [IpnMeHeHUe DaHTpoJIeHA
C 1IETIBIO TIPeMeINKaIliM B HACTOSIIIee BpeMsI IIPU3HAHO
HEeO0OOCHOBAHHBIM KaK IT0 IIPUYMHE BBIPAKEHHBIX IT000T-
HBIX 3(D(EKTOB, TaK U TIOTOMY, YTO TP aTeKBATHOM MO-
HUTOPHWHTE OyIeT CBOCBPEMEHHBIM €T0 BBEIACHHME ITIPU
TIepBBIX TIPU3HAKAX Pa3BUBAIOIICICS 3JTOKAYeCTBEHHOM
rurieprepmun [39, 40]. HeBpoory BaxkKHO CBOEBPEMEHHO
nH(GOPMUPOBATh aHeCTe3noJIora 0 Hammauu XM y 60J1b-
HOTO Ha CTaJnU MPeAoTIePallMOHHOM TOATOTOBKY U TIjIa-
HUPOBAaHUS OIIEPAaTUBHOTO BMEIIATEIHCTBA M aHECTE3MO-
JIOTUYECKOTO ITOCOOMSI € TIEITbIO0 MCKITIOUCHYSI TIPUMEHEHUST
TPUTTEPHBIX arTeHTOB [41, 42].

Mporxo3 u Bonpochbl MeAUKo-CORUANLHOI

peadunumayuu

TTockonbky X/IM 1A 1 2B TUIIOB B 1LI€JIOM CYILIECTBEHHO
HE COKpallaloT MPOJOJIKUTEILHOCTb XKU3HU, dKCIepTaMu
B 00J1aCTH HACJICICTBEHHBIX HEHPOMBIIIICYHBIX 3200 IeBaHIIA
TTOMIePKMBACTCSI HEOOXOIMMOCTD TECHOTO COTPYTHNIECTBA
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1 TIPEEMCTBEHHOCTH B BEeICHUN MAITUCHTA MEXKIY MEITUIIMH-
CKUM TeHETHKOM, TIeIUaTPOM, HEBPOJIOTOM, KapINOJIOTOM,
opTorenoM 1 aHecre3nosiorom [43—45]. IMoouepkuBaeTcs
BaXKHOCTB ITPOBEICHMSI METUKO-TEHETMUECKOTO KOHCYIIBTH -
POBaHMS B CEMBSIX C OTSATOIICHHBIM HACJICICTBEHHBIM aHAM -
HE30M, ITOCKOJIbKY TeHEeTUUYeCKUi pucK pa3Butus XM
(3ab01eBaHMsI C ayTOCOMHO-PEIICCCUBHBIM TUTIOM HaCJIeI0-
BaHUsI) BBICOKUU (25%), a MPOrHO3 HEeOIaronpUsTHBIA.
Ocoboe BHMMaHIe HEOOXOIMMO YIEISITh OpTraHN3aLINH 00-
pa3oBaTeIbHBIX IITKOJ 1/WJIN MHTEPHET-CATOB IS TTAIlH-
eHTOB, cTpagatoimx XJIM, 1 uieHOB ux ceMbu. [10CKOIbKY
npu XJIM Ha riepBbIii TIJ1aH BBICTYITIA0OT 0OCOOEHHBIE (hU3M-
YecKHe TPOSBICHNS (JTMIIeBast TU3MOpdus, aehopMariis
KOCTel CKeJleTa, MBIIIIeYHbIe KOHTPAKTYPHI 1 Ap.) TIPU CO-
XpaHEHHOM WJTM YaCTUYHO CHIDKEHHOM MHTEIIJICKTE TTaIli-
€HTbI, HECOMHEHHO, HYXXIAIOTCSI B JIOITOJTHUTEILHON TICH-
XOJIOTMUECKOUM M COIMAIbHOM mommep:kke. Kak mpu Bcex

HEMPOMBIIIIEYHbIX 3a00JIEBAHUSIX, COITPOBOXKIAIOLIMXCSI MbI-
LIEYHBIMU CIa3MaMu, Iipu XJIM cyllecTBYeT SITpOreHHast
OIACHOCTb BBU/IY CKJIOHHOCTH K 3JI0YITOTPEOIEHIIO MUOPE-
JIaKCaHTaMU, OCOOEHHO Aua3ernaMoM (pelaHuyMoM, cruba-
30HOM), KOTOPHII K TOMY K€ MMeeT HI3KYI0 3((DEeKTUBHOCTD
IpyY paccMaTpuBaeMoii narojoruu. Ecim mauueHTbl npu-
HMMAaIOT JIeKapCTBEHHbIE Iperaparhbl, KOTOpble 00CYXKaa-
JIMCh B HACTOSIILIEN CTaThe, KAK B MOHOTEPAIIMHM, TAK U B KOM-
OMHALMK C APYTMMM IperapataMy, OHU JOJDKHBI ObITh
MPOMHMOOPMUPOBAHBI O BO3MOXKHbBIX HEKeJIaTeIbHbIX JIEKap-
CTBEHHBIX SIBJIEHUSIX, a TAKKE O HEOOXOAMMOCTH He3aMe/l-
JIUTEJIbHOrO O0OpallieHusI K JIedalleMy Bpady B cliydae pa3-
BUTHSI TIEPBBIX ITPU3HAKOB MOOOYHBIX 3 dekToB. Y 18—-20 %
Jnofeii, crpagaroimx XM, orMedaeTcst 3a1epxKKa yMCTBEH-
HOI'O Y PEUEBOr0O Pa3BUTHUsI, YTO TPEOYET JOIMOJTHUTEIbHBIX
3aHATUIL C COLMATIBbHBIM MEIaroroM M JoromneaoM-aedex-
TOJIOTOM.
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Konmarxmeor: Anexceii JIveosuu Kypenkos alkurenkov@gmail.com

Xpouuueckas eocnarumenshas demueaunusupyrowas noautetiponamus (XB/I1) — 3aboresanue nepugheputeckux Hep8oe aymoummyHHOU
npupoosl, nopaxicarouiee Kak 83pocavix, max u demeii. B ocnogy cmamou nososxcen anaiuz 5 cayuaes XBJII y demeii 6 6o3pacme om 5
0o 17 nem (3 desouxu u 2 manvuuxa) ¢ npoooascumensHocmvro Habawdenus om 3 do 6 sem. [lodpobHo paccmomperv apuanmol KAUHUYE-
CKOU KapmMUHbl U 31eKmpomMuoepagu4eckux usmeHeHuil Ha pasuslx smanax pazeumus 3abonreeanus. Ipocaexcerno meuenue 3a601e6anus Ha
ore mepanuu Kopmukocmepouoami, NPenapamam 6HympUGeHH020 UMMYHO2A00YAUHA Yea08eKa U NpU UCNOAb308aHUU naazmagdepesa.
Pesyromamut cobcmeennvix Haba00eHuil conocmagasiomces ¢ uccaedosanusmu opyeux aemopos. [lpu paccmompenuu ouazHocmuku u 6a-
puanmos aexweruss XBIAII y demeii denaemces akuenm Ha HeoOX00UMOCMU 0053aMenbH020 COONI00eHUs. MeNCOYHAPOOHbIX CIAHOAPMO8 015
MUHUMUBAUUY OUUOOK 8 OUp@epeHyuanvHoll duasHocmuKe, 6e0eHuU makux 60AbHbIX U QOPMUPOBAHUU NPOSHO3A MeYeHUsl 3a001e6aHUSL.

Karouesnie caosa: xpornuueckas gocnarumenvhas 0emMueAuHU3UpyIouas NoOAUHeuponamus, 31eKkmpomuoepaghus, mepanus npenapamamu
BHYMPUBCHHO020 UMMYHO02100Y1UHA Hen08eKad, KOpmuKocmepouost, niazmagepes

Specific features of chronic inflammatory demyelinating polyneuropathy in children

A.L. Kurenkov', S.S. Nikitin?, B.I. Bursagova’, L.M. Kuzenkova’
'Research Center of Child Health, Russian Academy of Medical Sciences;
2Research Institute of General Pathology and Pathophysiology, Russian Academy of Medical Sciences, Moscow

Chronic inflammatory demyelinating polyneuropathy (CIDP) is an autoimmune peripheral neuropathy that affects both adults and chil-
dren. The basis for the paper is the analysis of 5 cases of CIDP in children (3 girls and 2 boys) aged 5 to 17 years, followed up for 3 to 6 years.
The types of its clinical picture and electromyographic changes at different disease stages are considered in detail. The course of the disease
is traced during therapy with corticosteroids and intravenous human immunoglobulin and plasmapheresis. The results of the authors’ obser-
vations are compared with those of investigations conducted by other authors. The consideration of the diagnosis of CIDP and its treatment
options focuses on that the international standards must be necessarily met to minimize errors in its differential diagnosis and management
of these patients, and to make the prognosis for the disease.

Key words: chronic inflammatory demyelinating polyneuropathy, electromyography, intravenous human immunoglobulin therapy, cortico-
steroids, plasmapheresis

XpoHnYecKast BOCHAJIATEIbHAS JeMUCTMHI3UPYIOIIast
nonuHeiponaTus (XB/IT) — 3aboneBanue miepudepude-
CKHUX HEPBOB ayTOMMMYHHOI1 IIPUPOIHI, TTOpakaiolee Kak
B3pOCHbIX, Tak U neteid. PacnpoctpanenHocts XBIII,
OLICHEHHAS 110 JAHHBIM OOJIBIION TTOITYJISIIINY B3POCIBIX,
cocrasnsger 1,0—1,9 Ha 100 TBIC. YenOBeK. B 3101 Xe mo-
nyasiudu yactora ciaydyaeB XBJIIT cpenu nmauueHTOB 10
20 yret ObI1a 3HauUnTeNIbHO MeHbIe — 0,48 Ha 100 ThIC. [1].
[lpn ananmm3e BO3PACTHOTO pacIpeneIcHUsT BCTpedyae-
mocTtb XB/II1 B simoHCKO# TTonyJIsiLiMu OblIa CJIeAyOIIei:
B rpymmne ot 0 go 15 1er — 0,06, B Bo3pacre 15-55 ner —
0,4 u cpenu nmui 55 et u crapime — 0,73 Ha 100 ThIC. [2].
B ymmoMstHyTOM BBIIIIE MCCIIEIOBAHUHI B BO3PACTHOM TPYII-
me 0-9 ner moiydeHBI Oojice BBICOKME LMMPPHI —
0,23 na 100 TBIC., a B Tpyrme 10-19 met — 0,48 [1]. Omm-
CcaHBl ClIydyad KOHTCHUTAIbHOU [3] WM HeoHaTaJbHOU
XBIIT [4]. MpeacraBnennst o XBAII y geteit kak o 3a-
OoJieBaHMM, CXOIMHOM TI0 CBOMM MeXaHM3MaM ¢ (popMamu

Y B3pOCJIbIX, HO BCTPEYaIOLIEMCSI pexXKe, OCHOBaHbI Ha pa-
00Tax, OXBATBHIBAIOIIMX HEOOJBIIOE YMCIIO ITAIlMEHTOB,
M Ja)Ke Ha OMMCaHUsIX OTIAEIbHBIX CIydaeB [5].

B ocHoBy crartbu nojioxkeH aHanu3 5 ciaydyaeB XB/IT
y meTeii (3 meBOUKM 1 2 MalburKa) B BO3pacte oT 5 1o 17 et
C IPOJOJIKUTEIBHOCTBIO HAOI0AeHUST OT 3 10 6 JieT (CM.
Tabmuy). duarao3 XB/II1 yctanaBimmBaics B pa3HBIX K-
HuKax Poccnm, Tam ke TTpOBOIMIIOCH HAYaIbHOE JICUCHUE
B IOCJIEYIONIEM BCE MALMEHThI B pa3HbIE IEPUO/IbI TOCTIN-
TATU3UPOBATIUCH B OTIeIeHNe ricuxoHeBponornt HUU tre-
muatpur HII31 PAMH. ¥V 2 manueHToB Ae010T 001e3HA
TIPUIIICIICST Ha TIEPBOE ACCSATIIICTHE KU3HU (5 J1eT), B OCTalTb-
HBIX 3 citydastx — Ha Bo3pact 10—12 yet.

Hauano 3a0oseBaHNsI HA B OAHOM CJTydae HeJib3sl ObI-
JIO YETKO CBSA3aTh ¢ MHTEPKYPPECHTHBIMU MHGEKIINIMU,
TpaBMaMHM WUIM OTICPaTUBHBIM JiedeHHeM. KimHnueckue
TIPOSIBIICHMST 3a00JIeBaHMSI OBLTH B 1I€JIOM TUITMYHBIMU JIJIST
XBJ/II1. B neGioTe 00bIYHO OTMEUYAIMCh CIa00CTh MBIIIIIL
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IUCTAIBHBIX W ITPOKCUMAIbHBIX OTHEIOB KOHEYHOCTEH,
HapyIIeHNe TTOXOAKH, a TAKXKe YyBCTBUTEIIBHBIC HapyIIIe-
HUS B BUIE OHEMEHUS MHUCTAJIBHBIX OTICIOB PYK M HOL
3aboieBaHNE BO BCEX CIydasx XapaKTepHU30BaJIOCh MEI-
JICHHBIM, TIPOTPEeCCUPYIOIMNM TeueHueM. Y 1 marmeHTa
(B HalueMm cilyyae npuMep 2) 1McTajlbHbIe Mape3bl COMpPo-
BOXKIAJIMChH TJIa30ABUTATEIbHBIMY HapYIICHUSIMU B Ic00-
Te. BOJbIIMHCTBY neTeil ObLI0 MPOBEAEHO Helpodu3no-
JIOTUIecKoe 00cyIeIoBaHNe, aHAIM3 1IePeOPOCITMHATIBHOMN
xunkoctu (LICXK). Knuanyeckue u anekrpoMuorpadu-
yeckne (DMI') xapakKTepuCTUKHM OOCIIeIOBAHHBIX IETEH
MIpeaCTaBICHBI B TAOIUIIE.

AHanm3 Hayaja 3a00JIeBaHMS TTOKa3all, 9YTO Y 4 Talm-
€HTOB OCHOBHBIC KJIMHNYECKIE N3MEHEHNS CTAHOBWINCH
OYECBUIHBIMU YXe B TeUeHUE 4—8 Hel OT MOSIBICHUS TIep-
BBIX CHMIITOMOB, TIpUYEM BO BCEX CIy4asx IPUUMHOU
oOpalleHus K Bpauy ObLIIO HapylIeHHUE TTOXOIKM peOeHKa.

CpOoKH ITOCTaHOBKM OKOHYATETFHOTO TMAarHO3a Baphy-
poBaim ot 3 Mec 1o 1 roma. Y 3 marmeHToB (TIpuMepsI 2, 3, 4)
JIMarHO3 ayTOMMMYHHOTO 3a00JIeBaHUS IMepr(eprIecKIX
HEPBOB ObIJT 3aM0I03peH YxKe Ha 8—12-if Hememsix 001e3Hn
" npoBeneHHbIe DMI-1mcciienoBaHms BEISIBIIN TeHEpaIH-
30BaHHBIC U3MEHEHMS 110 IeMUCIMHUZUPYIOIIEMY TUITY B
BHIE CHIDKCHUSI CKOPOCTH PACIpOCTpaHEHUST BO30YXKIe-
Hust (CPB) Mo MOTOpPHBIM M CEHCOPHBIM BOJIOKHAM. B co-
BOKYITHOCTH C KITMHUYECKMMUI U3MEHEHUSIMI 3TO TIOCITYKH-
JI0O OCHOBaHMEM IIOCTaHOBKM auarHo3a XBJII.
VY 2 marmeHTOB (ipyuMepHI 1 1 5), 9TOOBI TOCTABUTH TUATHO3,
ToTpeboBajIoch Ooblile BpeMeHU (12 1 9 Mec oT Hayana
TIePBBIX CUMITTOMOB COOTBETCTBEHHO).

Bcem OOnBHBIM TIO0 Mepe YCTAHOBIICHHUs IHArHO3a
XBJII1 B kauecTBe CTapTOBOI Tepanny Ha3HAYaIUCh KOP-
tukoctepounasl (KC). Ha pa3HpIX 3Tamax TOMOTHUTEIEHO
Ha3HayYaJI1 IIpernapaTsl BHYyTPUBEHHOTO MMMYHOTJTIO0YITH -
Ha yenoBeka (BBUT') n mnazmadepes (I1D). DdbdekT kak
ot KC, Tak u B ee komounauu ¢ BBUT u I1® ¢ pa3Hoit
CTETICHBIO KOMIICHCAIIMHM HEBPOJIOTMUECKOTO MedeKTa ObLT
OTMEYEH He3aBHCHMO OT TOTO, Ha KaKMX CpOKaxX 00JIe3H!
OBLIO HAYATO JICUCHUE.

Hike mpuBeneHs! 2 KTMHUYECKUX TIPUMepa, B KOTO-
pPhIX HamboJiee ITOJTHO OTPaKeHBI XapaKTEepPHBIC UYCPTHI
teuenust XB/I1 y nereid.

Kaunuueckuii npumep 1. Ianmentka K., 17 net, 6epe-
MEHHOCTb y MaTepH IIpoTeKaja ¢ yrpo30ii MpepbIBaHMS Ha
9-it m 30-if HemensIx, poabl B CPOK, CAaMOCTOSITEIbHBIC.
Macca npu poxxnennu 3100 1, gmuHa 51 cM. C poxkaeHus
HaOJI01a71ach HEBPOJIOTOM T10 MECTY KUTEJIbCTBA C ITHa-
THO30M: TIepMHATAJIBHOE TTOpaXkKeHUE IIEHTPaIbHOM HepB-
Hoii cuctemsl (LIHC), curapom aBUTaTeIPHBIX HapyIIIe-
HUl (HIDKHUI MOHOIape3 cripaBa). B Bospacrte 11 mer
TTOSIBIJIMCH XKaJIOOBI HA OHEMEHE U CHIKEHHNE IyBCTBH-
TEJILHOCTH B JIEBOI CTOIIE, HAPYIIICHUE TTOXOIKHN 1 CJa-
0OCTh TUCTABHBIX MBIIII 00erx HOT. C y9eToM mepuHa-
TaJbHOTO aHaMHe3a HEBPOJIOT TI0 MECTY XHUTEIbCTBA
ITOCTaBWJI TUATHO3: Pe3nayaabHast SHIIe(aTonaTus, HIK-
HUI mapariapes, BeipaskeHHee ciieBa. HasHaueH akToBernH

o 2,0 mur Ne 10, BHyTpuMEBIiedHo. Yepes 4 Hen HAOIIIO-
IIeHUsI OTMEUEHO YIYJIIeHUE COCTOSHUS, M B TEUCHHE
roja rmaieHTKa K HeBpPOJIOTy He oOparanack. B Bo3pacrte
12 neT cHOBa MOSIBUJIMCH XKaJIOOBI HA OHEMEHNE B CTOMAX,
C71a00CTh B NMCTAIBHBIX OTIEIaX HOT, 3aTPyTHEHHUE TIpU
X0Ib0€e M JOTIOJTHUTEILHO PUCOSANHIIACH CUMITTOMATH -
Ka B pyKax B BUJIC CHIKEHMST YYBCTBUTEILHOCTHU B KUCTSIX.
CyMIITOMBI HapacTaIu B TeUeHUE 3 HEJl IO «BOCXOISIIe-
My» TrITy. O0CIIeI0BaHa TI0 MECTY SKUTEJIbCTBA. MarHUTHO-
pesonancHas Tomorpacdusi (MPT) rofoBHOTO ¥ CITMHHOTO
MO3Tra TaTOJIOTUM He BBHISIBMIA. BrepBble TpoBeaeHO
OMTI -uccnenoBanue, BeissBuUBIIee cHIDkeHne CPB 1o
neprudepruIecKUM MOTOPHBIM HepBaM, 1 OBLT ITOCTaBJICH
nuarHo3 XBJII.

3a Bce BpeMsI TTOCTICIYIOIIETO HAOMIONeHUS MallueHT-
Ka 1iepeHeciaa 5 obOocTpeHuii. TeueHue 3abojeBaHUS
U cIoco0bI Tepanuu nauneHTky K. (mpuMep 1) mpuseze-
HBbI Ha puc. 1.

KCT

KCT KCT - KCT (e}

loanepxuBalowan fo3a
MonpepxmBalowan
no03a

||
l‘l‘h

"l'lwl"\lrv

1l 12

17 Topp!
KU3H

I 13 14 I 15 16

BBUI BBUr BBIr

Puc. 1. Cxema meuenus XBJII nayuenmru K. (npumep 1). 3decw u na puc. 4:

— obocmpenus; CP — cnonmannas pemuccus; MP — medukamenmosnas

pemuccus; KCT — kopmukocmepoudnas mepanusi 8 MaKcuManbHoll dose;

IToddepocusaiowas 003a — npedHU3010H per 0S 8 YMEHbUIEHHOU UAU NO0-

depacusaroueii 0oze; [1P — naazmagepes; BBUT — enympueennviii ummy-
H02100YNUH Yen08eKa

Bropoe obocTpeHme KynmpoBaIoch KOPOTKIM KYPCOM
KCT, maBireM 4eTKyIO ITOJIOKUTETbHYIO TMHAMUKY: TIPE/I-
HU30JIOH B 1103¢ | MI/KT Macchl Tella C ITOCIeHyIOIeii
OBICTPOII OTMEHOI TIperapara B TeueHue 3 Hel 110 TOCTH-
KEeHUN KIMHI4YecKoro addekra. CiemyeT OTMETUTD, YTO
MOTOpHBIC (DYHKIIMM Ha (oHE JICUeHUSI CYIIEeCTBEHHO
VIIYYIIWINCH, HO TIOJIHOCTBIO HE BOCCTAHOBMIIMCH, TIPO-
JOJIKUTEIBHOCTD HEITOJIHOM PEMUCCUM COCTaBMIIa 6 MecC.

IIpu 3-m o6octpennu, mnomnmo KCT B Tex ke mo3ax,
JOTTOJIHUTETIbHO ObLT TTpoBeaeH Kype [1M. KCT yxe 6bl1a
0oJiee MPOIOJKUTENLHOM. B pe3ysbrare aeueHust 10CTUT-
HyTa HETTOIHAsT pEMUCCHSI, HO Ha 3TOT pa3 IMPOIOLKUTEIThb-
HOCTBIO B 2 pa3a 6oiblie — 1 rox 2 mec. Jlo3a mpeaHn30-
JIOHa TIOCTETICHHO CHIDKEHA JO TIOJIHON OTMEHBI, YTO
TIPUBEJIO Uepes 2 Hell K 4-My 000CcTpeHno. B 3ToT MOMeHT
BIIEPBBIC B JICUCHUN ObUIA MCIIOJb30BaHA MOHOTEPAITHS
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BBMUI (uATpaTexT) B 103€ 2 I'/KT, UTO TIPUBEJIO K HETION-
HOM peMUCCUN IJTUTEIBHOCTHIO 8 MeC, B TEUCHHME KOTOPHIX
MMaleHTKa He IMojIydaja HUKAKOTO MaTOTeHETHMYECKOTO
JICYCHMUSI.

OuepenHoe, 5-e 000CcTpeHNE OBIJIO CAaMbBIM TSKETbIM
3a BCE BpeMs HAONIONCHUS: MALlMEHTKAa HE MOIJIA CaMO-
CTOSITEJTBHO TIEPEIBUTATHCS M OOXOTUTHCS O3 TTOCTOPOH-
Hell TTOMOIIM M3-3a BBIPAXKEHHOTO BSIJIOTO TeTparapesa.
Tocruramu3uposana B HL3/1 PAMH, rie ¢ yueToMm Tske-
CTU COCTOSIHUSI U 4acTOThl o0ocTpeHuit XBIT O6b11 mipo-
BeneH Kypc I1D ¢ mocaenyromum HazHaueHneM KC B mo-
3¢ 1,5 Mr/Kr maccel Tema, a B CBSI3M C OTCYTCTBUEM
3HAYMMOTO ITOJIOXKUTEIBHO 3 eKTa B TeUeHNE 4 Hell 10-
IMOJTHUTENIBHO TIpoBeneH Kypc BBUI (MHTpaTekT) B 103€
2 r/kT. UHTEeHCUBHAS Tepanus IpU 5-M 000CTPEeHNH 1ajia
0oJtee IIPOIOIDKUTEIBHBIN Pe3y/IbTaT: HEITOTHAS, HO TaKXKe
3HaYMMasi MeIMKaMEHTO3Hasl peMuccus Ha (poHe ITof-
IepKUBalOIe O3Bl MpeaHn30710Ha 10 Mr depe3 meHb
MMpoIoJoKagach moutu 2 roga. Ha maHHOM aTarre ¢ poauTe-
JIIMM IEBOYKM OOCYXIAJICS BOIIPOC O HEOOXOIMMOCTH
noBTOpHBIX KypcoB BBUT nis nommepxaHust JOCTUTHY-
TOTO pe3yJibTaTa, OMHAKO JeUYeHNEe 0Ka3aJI0Ch HEBO3MOXK-
HBIM B CBSI3U C OTCYTCTBHEM (DMHAHCOBBIX BO3MOXKHOCTEIA.
CremyeT OTMETUTh, YTO B 3TON CUTyallMd O€3yCIOBHO
OIIpaBIaHO MpomorkuTeabHOoe JeueHrne KC B MeHbBIIMX
IT03ax ¢ MPUCOCIMHEHUEM TIperapara 2-il JMHUM — a3a-
TronpuHa B mo3¢ 100 Mr/cyT, menecoobpa3HOCTh Ha3HA-
YeHMSI KOTOPOTO ObLTa Y>Ke OUeBHIHA ITOCIe 2-TO MU 3-TO
obocTpeHmsI (Ha (hOoHE Teparuy OCTaBaJICS 3HAUMMBII He-
Bposiormueckuii nepunmt). OmHAKO pOIUTEIN MAIlMEHTKI
OTKa3aJINCh OT Ha3HAUCHMS a3aTUOIIPUHA B CBSI3U C €T0
BO3MOXHBIMHM OTpHIATEIbHBIMU 3(dekTamu. [Ipuem
MpeTHN30JI0HA B ITOAAepKMBatoIIeii mo3e 10 Mr yepe3 IeHb
W HEIOCTAaTOYHO KECTKOE COOIIoIeHNEe Oe3yTiIeBOTHOM
IHUETHI MIPUBEIN K YBEIMUCHUIO MACCHI Tella, TTOSIBIICHUTO
aKHe W CcTpuii Ha Oempax. [lalmmeHTKa CaMOCTOSITEJIEHO
npuHsiia pemerre u otMmeHmta KCT, 9To yepe3 HecKOoIb-
KO HeJieJIb IIPUBEJIO K 0YepeaHoMY, 6-My obocTpeHuio. st
ero KynMpoBaHUs BHOBb ObLJIa Ha3HAUeHA KOMOWMHAIIMST
BBUTI u KC. Ynanoch 100UTbCS 3HAYMMOI, HO HETTOJTHOM
peMuccun. B manmpHeiIIeM ImaneHTKa BhIObUIA W3-TIO.
HaIIlero HaOIIoIeHNS.

Kaunuuecxuii npumep 2. Ianmentka Ko.,11 et 9 mec.
oT 2-i1 6epeMeHHOCTHU (TIepBasi OEPeMEHHOCTb — CBIH,
15 net, 3mopoB), TIpOTEKaBIIEH ¢ OTeKAMM HIDKHUX KOHEU-
Hocreit B III TpuMmecTpe, HOpMaTbHBIE CPOUYHBIC POJIBI.
Macca npu poxaennu 3050 1, mmHa 49 cMm. Pannee ricu-
XOMOTOpHOE pa3BuTue — 0e3 ocodeHHocTel. B anamHese —
BETpsTHasI OcTIa.

B Bo3spacrte 5 et Ha (oHE MOJHOTO OJIATOTOMYYUS
Yy MallMeHTKN Pa3BUBACTCS MUILIONUS C OrpaHUYCHUEM
NIBYDKEHMS JIEBOTO TJIA3HOTO SI0JI0KAa KHAPYXKHM, a B TCUCHHE
MMOCIIEAYIOIINX 3 HEl Pa3BUBAeTCs CIA0OOCTH MBIIIII] HOT
¢ HapyuieHueM noxoaku. MPT rojoBHoOro Mosra oTkJjio-
HEHMI OT HOPMBI He BhIsIBMIIA. [lalmeHTKa ObUTa TOCIIH -
Taau3upoBaHa B KimmHn4IecKyro nH(pEeKIIMOHHYIO O0IBHI-

2 mViD

S5 msiD

] E

[wncTtanbHasa naTeHTHOCTb — 4,6 MC
CPB:
anctanbHas — 15,4 m/c
npokcumanbHaa — 29,7 m/c
Amnautypa M-oTserta:
Tbin cTOnbl — 3,2 MB
ronoska manobepuosoi koct — 1,0 MB
nogkoneHHasa Asmka — 0,5 mB

Puc. 2. Pesyavmamot DMT-uccredosanus nayuenmiu Ka. (npumep 2, de-

oOrom 3a60ne6anus). Cmumyaayus npasoeo mano0epy08020 Hepea 8 3 moukax

(mbla cmonbl, 20108Ka Man00epy080ll KOCMuU, NOOKOAEHHAs IMKA) 8 Debrome

3abo0neeanus. Omeederue ¢ KOpOMKo2o paseubamens naiviyes cmonst. Om-

Meuaemcs gvipaxcertoe cHuxcenue CPB, nesnauumenvHoe ygeauuerue ouc-

manwvholi namenmruocmu M-omeema, chudicenue amnaumyosi ¢ RPOKCUMANb-
HbIX MOYeK CUMYASYUU

1y Ne 1 . MOCKBEI ¢ HallpaBUTEIbHBIM THATHO30M: BSUTBIIA
HIDKHUH Mapariapes. B ¢Bs13u ¢ mogo3peHneM Ha oJIMHe -
poImaTuio ObIIa TpoBemeHa 3JIeKTpoHeMuMorpadus
(DHMY), BEIsSIBUBIIAS TeHEPATM30BaHHOE TEMUCITMHI3H -
pyloliee mopaxkeHue rmepudeprnIecKux HEPBOB C TIPEUMY-
IIIECTBEHHBIM BOBJICYEHNEM HEPBOB HOT (puc. 2 1 3).

ITpu octpom Havasie 3ab601eBaHKMs JeBOYKA OblIa KOH-
CyJIBTHpOBaHa B MeanKo-TeHeTUIeCKOM HaydHOM IIEHTpe
PAMH, uckitoueHa aeMUeIMHU3MPYIOLasl HACIeICTBEH-
Hasi MOTOpPHO-CeHCOpHasi Helipomnatusi (tur 1A) — He
obHapyXeHa IyIUTMKausg Ha xpomocome 17pll.2-pl2.
C y4eToM oCTporo Hayaja 3a00JeBaHUS MMaIlMeHTKE OBLT
ITOCTaBIIeH AuarHo3; cuaapoM litena—bappe (CI'B), Ho
IIpY 3TOM OBLI Ha3HAYeH METHUIIPE B 103€ 8 MT/CYT IIpO-
JIOJKUTETbHOCTRIO TTpreMa 4 Hell ¢ TTOCTeTIeHHBIM CHIKE-
HHMEM BIUIOTH IO OTMEHBI Ha (DOHE YIIYJIIIEHUST COCTOSTHUSI.
HocTturHyToe yirydiieHne ObII0o paclieHeHO KaK BBI3IOPOB-
JIEHWE. YIOBJICTBOPUTEIHLHOE COCTOSTHIIE OTMEYAIOCh B Te-
YeHHe TOCJIEOYIOMMX S JIET, XOTS POIUTEIN OTMETUIIN
CHIDKCHME OOICH IBUTATEbHON aKTMBHOCTH peOCHKA.
IToBropHasg DMI He TpoBOAMIIACE.

B Bospacte 10 jieT BHOBb MOSBMIIACH CJTA0OCTh IMC-
TaJbHBIX OTICJIOB HOT M BIIEPBBIE — JIUCTAITLHOE OHEME-
HHE B pyKax, HOTaX 1 M3MeHeHUs moyepka. KoHCynbTH-
poBaHa B YHUBEPCUTETCKOM MeTCKOI KinHUKe I. Llropuxa
(IIBeitapust), tae MeTogoM DMI ObUIHM BBISIBJICHBI TTPH -
3HAaKW TeHEePaTU30BaHHOW AeMUCTUHU3UPYIOIICH TTOIH-
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[OuncTtanbHaa naTeHTHOCTb — 7,9 MC
CPB — 18,0 m/c
Amnnutyga M-oTseTa:
MeAamnanbHana nogbikka — 0,9 MB
nopKkoneHHasa Amka — 0,4 mB

Puc. 3. Pesyarsmamor IMT-uccaedosanus navuenmru Ka. (npumep 2, de-
6rom 3abonesanust). Cmumyasyus npasozo 601bule6epyo6020 Hepea 6 2 mo4-
Kax (meduanvras 100bidcKa, noOKoAeHHas SMKa). Omeedenue ¢ MolulUbl,
omeoosueli boavuoil nasey cmonst. Ommeyaemces yeeauternue OUCMANbHOU
namernmuocmu M-omeema, evipaxcerroe cHuxcerue CPB, peskoe cHujcenue
amnaumyos. M-omeema, yeeauuenue oaumenvocmu M-omeemos
U U3MeHeHue ux (opmol

HeliponmaTUM C TIOpaXkeHWEeM MOTOPHBIX M CEHCOPHBIX
HEpPBHBIX BOJIOKOH, Ha OCHOBAaHMU 4eTO OB MOCTaBJICH
nuarHo3 XB/II1. [TauueHTKe ObLT IPOBEAECH KypC MYJIbC-
Teparmy MeTUIIpeaoM B go3e 250 Mr Ne4, BHYTpUBEHHO,
3aTeM 110 125 mMr Ne 1 1 80 mr N2 1, ¢ mocie Iy oM Irepo-
paJIbHbIM IIPUEMOM B 03¢ 16 MT B TeueHue 2 aHei, 14 mr
B TEUCHHWE ele 2 THel U C MaJbHCHINNM CHIDKEHUEM
(110 2 Mr 4Yepe3 IeHb) O ITOJHOM OTMEHHI. Takas cxema
KCT mpuBena K KpaTKOBPEMEHHOMY ITOJIOXUTEIBHOMY
3¢ deKTy, HO BOCCTAHOBJICHUE OCTAJIOCh HEIIOJHBIM: ITa-
IIMEHTKA C TPYIOM BCTaBajla Ha IISITKH, OBICTPO yCTaBaJa.

Teuenwne 3a00eBaHNS 1 METOIBI TEPATINHN Y ITAITUCHT-
ku K. (mpuMep 2) mpuBeneHH Ha puc. 4.

Yepe3 4 Mec, HeCMOTpsI Ha IIPOBEICHHOE JICUCHUE,
pa3BUBACTCSI OUYepeaHOe OOOCTPEHME — YBEIWYMBACTCS
C71a00CTh TTPOKCUMATBHBIX M TUCTATBHBIX OTIEJIOB HOT,

KCT KCT

e
ama ECT

[ Termp
hlemmpes

Pesicciza

NI

Kypera BBIT

Puc. 4. Cxema meuenuss XB/I1 y nayuenmxu Ka. (npumep 2)

cnabocth Kucteil. [1pu aTOM, Tak ke Kak U B 1edtote 00-
JIe3HU, U3MEHEHUSI HapacTaaIy OBICTPO M JOCTUIIIN CBOETO
MakcuMyMma B TeueHue 20 JHell oT MOMeHTa HaJaia 000-
ctpeHud. IMaumeHTka Obla KoHcynsTupoBaHa B HII3/I
PAMH. I1pu ocmoTpe: XOAUT C TPYAOM, HE CTOUT Ha HO-
CKax M IISITKaX, BCTAeT CO CTYJIa C ITOMOIIBIO PYK, CYX0O-
KWJIBHBIE peJICKCHI ¢ pyK 1 HOT He BBI3bIBaOTCS. Brrep-
BBbIe OBUTM BBISIBJICHBI HE(DMKCUPOBAHHBIE KOHTPAKTYPHI
TOJICHOCTOITHBIX CYCTaBOB, YTO CBUIETEIHCTBOBAJIO O JUTH -
TEJHHO COXPAHSIOIIEMCS IUCTAaTbHOM Tapese ctor. OMI
BBISIBIJIA TeHEPAIM30BaHHOE NEeMUEIMHU3NPYIOIIee I10-
paXkeHHMe KaK MOTOPHBIX, TaK M CEHCOPHBIX BOJIOKOH IIe-
pudepruIecKIX HEPBOB; PETUCTPUPOBAIMCH OJIOKM TIPO-
BeICHUSI B TIPOKCUMAJIBHBIX CErMEHTaX HEpBOB,
n3MeHeHne (popMbl 1 auctiepcust M-otBeToB (puc. 5-7).
bruta HezamemmutenpbHo Hadyata KCT mpegHM30710HOM
B mo3e 1,5 mr/KT/CcyT B 1 mpueM 10 cxeme uepe3 ACHb.

Ha ¢one KCT uepes 1,5 mec Obl1a OTMeUeHa YeTKas
TOJIOXKUTEIbHAST NUHAMUKA B BHMIE HapacTaHWSI CUJIBI
MBI KOHEYHOCTEI; TTOSIBIJIOCH ThIJIbHOE CTUOAHME CTOIT;
IIeBOYKa CMOTJIa BIIEPBbIC BCTATh HA HOCKM U C KOPTOYEK
0e3 IOIMOJTHUTEIFHOI OIOPBI; CYXOXMJIbHBIC PedIIeKCH
C PYK M HOT TIO-TIpeXXHEeMY He BBI3BIBAIMCH. Yepes 5 mec
Ha (pOHE CHIDKEHUS MO3BI IIPEITHU30JI0HA IO TTOMICPIKI -
Baromeil (20 Mr/cyT) KIIMHUYIECKH TTPOIOJDKAIACh TTOJI0-
KUTEJTbHAsI TMHAMUKA — YBEJIMINBAJIaCh CHJIa MBIIIII PYK
¥ HoT. [To manHbIM DMI: yMEeHBIIMINCH U3MEHEHUST TVC-
TaJbHOM JIATEHTHOCTH M YBEJIMUMJINCH 3HAYCHUST aMILUIH -
Tyasl M-oTBeToB, yBenmumnach CPB no nepudepnuecknm
IBUTATEJIbHBIM 1 YYBCTBUTEILHBIM HepBaM. OIHAKO T10-
SIBIUINCh HaYaJbHBIC TPOSBICHMS cMHIpoMma KymmHra
B BHUJE OKPYIJICHUS JIMIIA, TUTIICPTPUX03a, YTO SIBUJIOCH
MPUINHON CaMOCTOSITEJIBHOTO TIpeKpalleH!sI Tpruema
TIPEeIHN30JI0HA B TTOAIEPKUBATOIIICH T03¢.

B teuenue 1 roga u 1 Mmec oT MOMeHTa KynMpOBaHUS
3-10 000CTpEeHNSI CYOBEKTUBHO COCTOSTHIE OBLIO YIOBICT-
BOPUTEIbHBIM, HO MPU 3TOM POAUTEIN OTMEYau, YTO
001IIasT ABUTATEIbHASI AaKTUBHOCTD PeOeHKA 3HAYNTEILHO
CHU3WIACH: HE YYACTBYET B OOLIMX UTPAX C APYTUMU ACTh-
MU M3-32 CHIDKCHMS TOJICPAHTHOCTH K (PU3MUECKUM Ha-
Tpy3KaM, a TaKKe HaJW4us ITape30B U KOHTPAKTYp ToJIe-
HOCTOITHBIX cycTaBoB. B Bo3pacTte 11 j1eT 5 Mmec oTMeueHo
ouepenHoe (4-¢) obocTtpenme. locrmranm3mpoBaHa
B HLI31 PAMH. I1pu ocMoTpe: 00beM aKTUBHBIX IBMKE-
HUI orpaHMYeH (ILUIOXO XODUT Ha HOCKAaxX, He CTOWT Ha
MSITKaX, He BCTAaeT CO CTyja 0e3 ITOMOIIM PYK), KOHTpaK-
TYPHI TOJICHOCTOITHBIX cycTaBoB. [lanimeHTKe OBLT Ha3HA-
yeH S-nHeBHbIN Kypc BBUT (mnTparext) B nose 2,0 r/xr
macchl Tena. [TomoxkuTebHas IMHAMUKA Ha JICUeHUE ObI-
JIa HeIOCTaTOYHOM, ITO3TOMY Uepe3 1 Mec Imocyie BBEICHUS
BBUTI Gbuto perreHo Ha3HAYUTh MPETHU30JI0OH 10 60 MT
(1,5 Mr/KT/CyT) €XEmMHEBHO per 0S, OMHOKPATHO YTPOM.
[MapasienbHO ¢ 3TUM C UHTEpPBajIaMu B 6 Hel ObLIU 10-
TIOJIHUTEIBHO TIpoBeneHbl 2 Kypca BBUI (mHTpaTekT)
B cyMMapHOU mo3e 2,0 I/KT Macchl TeJla ¢ YeTKUM I10J10-
KUATETBHBIM 3¢dekTom. Jlo3a mpeTHMN3010HA ITOCTETICHHO
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OpueuranbHble Uccaedo8anus BOJNIE3HH
5 mViD 5 msiD 5 mviD 5 msiD
44.13mA : .
S57mA

N mem

MpaBbili cpeANHHDBIN HEPB
[OuncTtanbHaa naTeHTHOCTb — 2,5 Mmc
CPB:

anctanbHaa — 10,1 m/c
AmnnuTtyga M-oTeerta:

3anAacTtbe — 5,7 MB

nokotb — 1,5 mB

JleBbili CpeAVHHDbIN HEPB
[ncTanbHas naTeHTHOCTb — 2,4 MC
CPB:

aucTanbHas — 12,4 m/c
Amnnutyga M-oTBerta:

3anAacTbe — 6,3 MB

nokotb — 1,3 MB

Puc. 5. Pesyavmamor DM T-uccredosanus nayuenmru Ka. (cayuai 2, obocmpenue 3). Cmumyasayus cpedunHo20 Hepea 6 2 moukax (3anscmoe, 10K0mb)
¢ obeux cmopon. Omeedenue ¢ mviuiyvl, omeodsawels I narey kucmu. Ommeuaemes 3Ha4UMeNbHOE YEeaudeHue OUCMAnbHOl AAMEHMHOCMU, bIPANCEHHOE
crudcenue CPB u naauuue 610K06 nposedenus UMRYAbCA

2 mvID 5 ms /D

31.95mA

— 51.57mA
*\\\d(\ig—\_a\_/_.-hﬂ_.-f—d‘-—"

I - :

[OunctanbHaA naTeHTHOCTb — 2,5 MC
CPB:
ancTtanbHas — 33,9 m/c
HWXe NTOKTA — Bblle NOKTA — 7,4 M/C
npokcMmanbHaa — 22,2 m/c
AmnnuTtyga M-oTseta:
oucTtanbHas — 1,8 mB
HWxe nokta — 1,0 MB
Bbille nokTa — 0,7 MB
nogmbliweyHan aAmKka — 0,5 mB

Puc. 6. Pezysomamot IMT-uccaedosanus nayuenmru Ka. (cayuaii 2, 060-
cmperue 3). Cmumyasyus npagoeo 10Kmeeoeo Hepea é 4 moukax (3anscmeoe,
Hudice 10Kmsl, blule N0KMs, nooMbluleunas amka). Omeedenue ¢ Muluybl,
omeoosweti V nanrey kucmu. Ommeuaromes peskoe chuxcerue CPB u uc-
Kaxcenue gopmovl M-omeemog, umo c643aHO ¢ NOGbIUEHHOU 8PEeMEHHOU
ducnepcueil npu CMUMyAAYUYU 8 0041acmu A0KMs U NOOMbIUEHHOU AMKU

8 msiD

1 mvViD

49.17TmA

T
— %\’!J‘NM”WQ

[uncTtanbHaa naTeHTHOCTb — 3,9 MC
CPB — 22,3 m/c
AmnauTtypa M-oTseta:
MeamnanbHasa nogbixka — 0,8 MB
noaKoneHHana Amka — 0,4 mB

Puc. 7. Pezyaomamor IMT-uccaedosanus nauyuenmru Ka. (cayuaii 2, 060-

cmpenue 3). Cmumyasyus npasoeo 601vuie6epy080e0 Hepea 6 2 moukax

(meduanbras 100bixcKa, NOOKoAeHHAs AMKa). OmeedeHue ¢ Mblulljbl, 0Me0-

daweit I nanrey cmonst. Ommeuaemcs epyooe crhudxcenue CPB, peskoe cHu-

Jcerue amnaumyos M-omeema, ygeauuenue orumenshocmu M-omeemos

U usmeHerue e2o (hopmol (epyoas nceedo- u noaugazus M-omeema), yeeau-
YeHHas epemenHas ducnepcus M-omeemos.

CHMXKaJach 10 momaaep:kuBaioieir — 30 Mr yepe3 IeHb.
Ha ¢poHe KoMOMHMPOBAHHOIO JIeYeHUsI OTMEUAIOCh 3HA-
YUTEJIbHOE YJIyYllleHUe ABUraTebHbIX QyHKUUi. B Ha-
crosimee Bpemst (Mmait 2012 1) meBoYKa ITPOIOJIKAET T0-
JIy4aTh MOAAEPXKUBAIOLIYIO 103y IpeaHn30J0Ha — 30 MT
yepe3 aeHb. Ha (oHe eyeHnss oTMedaeTcsi OTCYTCTBUE
YYBCTBUTEIbHBIX CUMIITOMOB, CHJIa B MBIIILAX PYK — IO
5 Gaj10B, COXpaHsIETCs AUCTAIbHbIN ITape3 pa3rubaTeieii
crombl (3—4 6amna). CyXxoXwIbHBIE peIeKChl ¢ KOHEU-
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HOCTEI OTCYTCTBYIOT. [1poBOAMMBIE PEry/IsipHbIE 3aHSITHS
C METOAMCTOM I10 JieOeuHOil (PU3KYIBTYpe IpUBEIN
K YMEHBIIEHUIO BbIPAXKEHHOCTU KOHTPAKTYP TOJIEHOCTOII -
HBIX cycTaBoOB. COOIOMACT KECTKYIO O€3yTJICBOTHYIO TACTY.
W3 no6ounbix acppexkroB KCT ormMevaeTcst He3HAYUTEb-
HbILIA TUpCYTU3M. B Gimkaiiiiiee Bpemsi IJIaHUPYETCsT FOC-
NUTaIn3aLus pedbeHKa i IPOBEAeHUsT KOHTPOJIbHOIO
00cjIe10BaHMsI U KOPPEKLIUU TePaIiH.

06cy:xneHue

[Mo manubM nuteparypsbl, y 20 % GoabHbix ¢ XBJIIT
MepBbLIE CUMIITOMBI OoJIe3HM oTMedanuch 10 20 jer [6],
B TO BpeMsI KaK P pacCMOTPEHUHN TPYIIIIHI 13 92 maim-
eHToB y 10 mmarHo3 OBIT YCTaHOBJIEH B BO3pacTe O
10 net [7]. TouHoe Hayajio OOJIE3HU YACTO YCTAHOBUTH
TPyAHO, TeM OoJjiee y peOeHKa, ITOCKOIbKY HadaJbHbIC
CHMIITOMBI MUHUMAJIBHBI B TIPOSIBIICHUSIX M, KaK ITPABUIIO,
HapacTalT KpaiiHe MemjeHHO. [lpuBeneHHbIE NaHHbIE
JmTepatyphl [8, 9] m Hamm cOOCTBEHHBIC HAOIOICHUS
MoKas3ajii, 4YTo B OOJbIIMHCTBE ciiydyaeB AeOroT XBJIIIT
MIPUXOINUTCS Ha Bo3pacT mo 10 jeT. YcraHOoBIeHUE mua-
raHo3a XBJIII Bcerma npeacraBiseT 3HaUUTEIbHbIE TPY/I-
HOCTH Y B3POCIIBIX, TEM 00Jiee Y ACTe.

Hauano XB/IIT yacTo cBSI3bIBalOT C UHTEPKYPPEHTHBI-
MM MHOEKLUIMA WIA ¢ AMMYyHU3aLuei, tak y 33—-57 %
JeTel pa3BUTHE OOJIE3HN OTMEYAJIOCh B TCUCHHUE MecsIa
rocJjie mepeHeceHHOM NH(GEKLMY WM BakiHauuu [8, 10].
Omucan ne6iot XBTT uepe3 HECKOIBKO THEM MW HEAETb
rmocjie MH(PEKIINi BepXHUX ObIXaTeIbHBIX ITyTeit [11, 12],
nHbeknum KKT, TpaBM M XUpPypTHYECKUX BMella-
teabeTB [13]. CremyeT OTMETUTh, YTO Y IETEU C OCTPOU
BOCHAJIUTEJIBHOU NEMUEIMHU3UPYIOLICH MOINHEeNpona-
teit (OB/AIT) nHGeKIMOHHBIE COOBITUS TIPEAIICCTBYIOT
GoJie3HM B OoJIbLIIEM YyHcie caydaeB — 10 60—80 % ciayya-
eB [14]. B ciydasix, oka3aBIIMXCS B 30HE HAIIIETO BHUMAa-
Hust, XB/1I1 pazBuBanace 6e3 Kakux-a100 IpealiecTByO-
IIUX UH(PEKILIMIA WK UHBIX COOBITUIA.

Teuenue XBJII1 moxeT ObITH pa3HbIM: B Ae0IOTEe 3a-
OoJIeBaHME MOXKET ITPOTeKaTh OECCUMIITOMHO B TCUCHUE
HECKOJIBKMX MECSIIEB WM, HA00OPOT, Pa3BUTHE CUMIITO-
MOB MOXET OBITh OBICTPBIM C MOBTOPHBIMU OCTPBIMU
sn3onamu [15]. CaMbIMU pacTripocTpaHEeHHBIMHU Kai00a-
MU, ¢ KoTopbiMu aetu ¢ XBJIIT npuxoast Kk Bpauy, siBjsi-
FOTCSI HAPYIICHUS TTOXOIKHM U YaCThIe TTaAeHMS. DTO CBSI-
3aHO C HapyIIeHWEM IPEeUMYIIEeCTBEHHO IBUTATCIHLHOMU
WHHEPBAILINY ITPOKCUMAIBHBIX M JUCTATBHBIX MBIIIIT HIK-
HUX KOHEYHOCTEI, YTO TTPOCIICKMBAIOCH U B HAIIICH TPyTI-
T1e TTAalIMeHTOB (CM. TabJINILY), a TAKXKE C TEM, YTO UyBCTBH -
TeJIbHBbIC PacCTPOICTBA y nmeTell MeHee odeBUIHBI. Cra-
0OCTb MBIIIII BEPXHUX KOHEYHOCTE, TPEMOP PYK, aTaKCHST
Takke HaOIIomaioTcsa y psaa mamrueHToB. CyXOKUIIbHBIC
pediieKchbl BCerna CHIDKEHbI MM OTCYTCTBYIOT [ 14, 16, 17].
ITo kpaitae mepe 1/3 meteit ¢ XBJIIT nmeeT paccTpoiicTBa
YYBCTBUTEIBHOCTH — TApPeCTe3UH, TN3eCTe3UH, Hapyle-
HUS TIyOOKOI 4yBCTBUTENIBHOCTY U Ap. [12,14, 15, 17, 18].
IMopaxxeHre yepermHbIX HEPBOB, CIA00OCTDH ABIXaTeIBHOM

MYCKYJIaTypbI, TUC(PYHKIIMS BETCTAaTUBHO HEPBHOM CHC-
TEMBI HE SIBJISIOTCS TUTTMIHBIMU TIPOSIBICHUSIMU Y IeTEHt,
OITHAKO B JIaXKe B HEOOJIBIIION Cepry HAIITUX HAOTIOICHUIA
B 20% cnyyaeB (1 GonbHOI U3 5) B nebroTe GoJe3HU
OTMEUaJIOCh BOBJICUYCHUE TIJIA30JBUTATCIbHBIX HEPBOB
(cM. TabuILy).

CormocTaBjIieHre CUMITTOMOB 1 0COOCHHOCTE TCUCHUS
XBJIT B3pocbIx 1 AeTel MPOBOAUIOCH HECKOILKUMU KO-
nmexktrBamu [8, 15, 19-21]. B 1iemoM aBTOpHI CXOmSITCS BO
MHEHUM, 4TO HeKoTophle orinunst XBII1 y nereit orHoCcH-
TEJIFHO B3POCIIBIX BCE XK€ CYIIIECTBYIOT: 1) HaYaIbHBIC CHIM-
TITOMBI TIPOSIBIISTIOTCSI O0JIee SIPKO 1 Pa3BUBAIOTCS OBICTpEE;
2) yairie Bcero 3a00JIeBaHKe MPOSIBIISICTCS] HAPYIIIEHUEM T10-
XONKM; 3) mepBbIe HEBPOJIOTUYCCKIE TIPOSIBIICHUS Y deTei
0ojice BBIpAXKEHBI, YeM Y B3POCIbBIX; 4) pEeMUTTHPYIOIIIEe
TeYeHWe BCTpedaeTcs y HeTeil dJallle, YeM Y B3POCIBIX;
5) y neteti 3a00IeBaHe MMEET OoJIee OJIarOIPUSITHBIN ITPO-
THO3. B mpencTaBiIeHHBIX 5 ciIydasx 3TO HaXOAWUT CBOE IO~
TBEP:KIIEHNE TOJIBKO IS TIEPBBIX YeThIpeX IMyHKTOB. CyxKie-
HIE OTHOCUTEILHO OoJiee OaronpusitHoro nporHosa XBITT
y IIeTeli HaIll OITBIT TTOATBEPAUTD HE MOXKET, ITOCKOJIBKY ITPO-
TTOJDKUTEIbHOCTh HAOMIONEeHs OblJTa HEOOJBIIION, a TI0/I-
XOJIBI K JICYCHUIO (CM. HIKE) HE COOTBETCTBOBAIM MEXKIY-
HapOIHBIM CTaHIAPTaM.

Hecmotps Ha To, UTO, TaK 3Ke KaK 'y B3POCIIBIX, Y IeTei
MIMEETCSI OTHOCUTETHbHO MEIJICHHOE pa3BUTHE 3a00JICBaHMS,
B 16 % ciyuaeB 3a00/ieBaHIE MOXKET UMETh OCTPOE HAYaJI0
(t. 5. XBJIT ¢ octpbiM HavaioMm), He oTamanmoe ot CI'b
(OBJIT) [19], 9TO M TIPOIEMOHCTPUPOBAHO B MpUMeEpe 2.
Pasrpanmuenne XB/IT u CI'b B o101 cutyalinu siBsieTcst
JOCTAaTOYHO TPYIHBIM, €CJIM BOOOIIIEe BO3MOXKHBIM. HekoTo-
pBIC aBTOPBI CUMTAIOT, YTO YTOUYHEHIE aHaMHe3a C BbISIBJIC-
HUEM CJ1a00CTH JIMLIEBBIX MBILLILL W IbIXaTeJIbHON MYCKYyJIa-
TYpbI, O0JIEBLIX pACCTPOICTB, MUCHYHKIINI BEreTaTUBHOM
HEpPBHOI CHCTEMBI B O0JIbIIIEH cTerieH! yKa3biBaeT Ha OBJITT
[14, 16]. OmnmmuurenbHOM ocodeHHocThI0O XBJIIT 110 cpas-
Henuto ¢ CI'b aBnsercsa oruemmBeiil apdext KCT, koTopas
npu OBJIIT He TonbKO He ap(eKTUBHA, HO TAaKXKe YUTMHSIET
TIPOIIeCC BOCCTAHOBJICHMS 1 CITOCOOCTBYIOT (hOPMUPOBAHIIO
CTOMKOTO JBUTATeIBbHOTO AecuimTta. B mpumepe 2, ObLT
ycraHoBiieH muarHo3 CI'b m ommbouyHO Ha3HaYeH MeETH-
rpen. B cooTBeTCTBHE ¢ MEXKIyHAPOIHBIMU PEKOMEHIAIINSI-
Mu HazHadeHHe KCT B 3TOM cirydae SIBIsIeTCSI HEKOPPEKT-
HBIM B CBSI3U He3((DEKTUBHOCTHIO JTAHHOTO BUIA TEPAIT
npu 210l maronoruu [22]. TToaoXUTeTbHBIIM U OBICTPBII
a¢pdexT KCT Tem Oosee T0omKeH ObLI HACTOPOXKUTEL Bpadya
B TI0JTb3Y MHOTO THTIA 3200JICBaHNST, 2 UMCHHO XPOHUICCKOM
ayrouMMyHHoM narojorun — XBJII1, Bo3MOXHO ¢ OCTpbhIM
HayaioM [19].

B npumepe 1 Hauyano 6one3HU, ¢ y4ETOM aHAMHeE3a,
OBLTO pacIieHEHO KaK IIPOSIBJICHNE PE3UIyaIbHBIX U3Me-
HEHUI, a Ha3HAYeHNe Mpernapara (AKTOBETHH ), He BIIUSIO-
IIETO ITaTOTeHeTUIECKIE MEXaHU3MbI TAKOTO 3a00JIeBaHUS
kak XBJIII, coBmano co CrOHTaHHOI peMuccueil, 4To
TOYTU HAa TOX OTCTPOYMJIO YCTAHOBJICHUE IPABWIHLHOTO
nmuarfosa. KimmHmdaeckuit aHaam3 CUMITTOMOB, BBIXOISIIITINX
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3a paMKM PEe3UIyaIbHbIX U3MEHEHMI, JOJKeH OBLT Ha-
CTOPOXWTH Bpaya B TUIaHE MMOPaKECHUS MepUdepruIecKux
HEpBOB, M TAIlMEHTa CJICMIOBAJIO HAmpaBUTh Ha DMI -
HCCIIeI0BaHNE.

CunTaeTcs, YTO CeTOmHSI TPU METOIa MOTYT IIOMOYb
B IMArHOCTHKe Kitaccndeckux hopm XB/IT: DMI, ananu3
LHCX n MPT c¢ Busyanmusamueil KOpemkoB CITMHHOTO
mo3ra [10]. buoncust HepBa MpUMeHsIeTCS TOJIBKO B CIIOXK-
HBIX TMaTHOCTUIECKMX CIyJasiX U He SIBJITeTCsI 00s13aTe b
HOW a1t yctaHOBKU auarHo3a XB/IIL. ¥V mereit 6Guoricust
HCTIONB3YeTCS MCKIIIOUUTENIFHO B CIIydasiX, KOTrJaa WHBIC
IMATHOCTHMYECKHE TTIOAXOIbI OKa3aJIlCh 0€3Pe3yIBTaTHHI-
mu [16]. Tem He MeHee n3BecTHO, uto rpu XBIT ayronm-
MYHHBIE BOCTIAJIUTEIbHBIC TIPOIIECCHI OITOCPEIOBAaHBI Ha-
PYILIEHUSIMHU KaK Ha KJIETOYHOM, TaK M Ha TYMOpPaJIbHOM
3BeHe MMMYHHOI1 cricTeMbl. [1posiBiieHrs neMueIMHn3a-
LM MOTYT HAOII0JaThCsl Ha 11000M OTpe3Ke Tepudepu-
YeCKOro HepBa OT CIIMHHOMO3TOBBIX KOPEIIKOB O €ro
MACTATbHBIX y4acTKOB. [ToMMMO neMueTmHU3aIu B OMO-
IITaTax MKPOHOXHOTO HEPBa OBLIN BBISIBICHBI BOCITAIH-
TeJbHbIe MH(MWIBTPATEI M OTEK MOI000JIOYEUHOTO TIPO-
CTpaHCTBa HepBa. XPOHMIECKOE TeUeHNE 00JIE3HN MOXET
acCcoIMUPOBAThCS ¢ (OPMUPOBAHNEM «IYKOBUIHOMN TO-
JIOBKH», 9TO CBsSI3aHO ¢ mponndepanueii [IIBaHHOBCKMX
KJIETOK TIPY TTOBTOPSIIOIIMXCS TIPOIIeccax NeMUeTNHI3A-
WY ¥ pemuennau3annu [8, 15, 16, 23].

Mopdomorndeckre n3MeHeHUs TIeprupepuIecKIX He-
PBOB HaXOMISIT CBOE OTPAXKEHHE B pe3yIbTaTax Helpodusno-
JIOTMIECKUX MCCIIeIOBAHNI, KOTOPHIC OTIMYIAIOTCS 3HAYM-
TeJIbHBIM MHOTOOOpasuem. [Tpu DMI -uccriemoBannm y neteit
¢ XB/IIT onpenensitorcst Bce NpU3HAKU AeMUETUHU3UPYIO-
el TTOJIMHEBPOIIaTUN ¢ HepaBHOMEPHBIM TOpaXKeHUEM
Pa3HbIX HEPBOB U TaXKe C HEOMMHAKOBBIM CTPaIaHNEM OTHO-
MMEHHBIX HEPBOB MPaBOil 1 JICBO KOHEYHOCTH. JlemMuernu-
Husupyonmii marrepH rpu XB/IT sxmoyaer [10, 16,24]:

* YBeJIMUYCHUE AMCTAJbHOM JIaTeHTHOCTH M-OTBeTa
1 JJaTEHTHOCTH CEHCOPHOTO OTBETa HEPBa;

* 3HaunTeabHOe cHIDkeHne CPB 1o mBuratebHBIM
1 YYBCTBUTEILHBIM BOJIOKHAM Tlepru(pepUISCKIX HEPBOB;

* u3MeHeHne Gopmbl M-0TBeTa ¢ MOSIBIICHUEM TI0-
na3HbIX U/WTU TICEBAOTONN(MA3HBIX OTBETOB;

* 3HAYUTEJIFHOE YBEIMUEHHE [UTUTEIbHOCTA M -0TBeTa
3a CYeT MOBBIIICHYS IUCTICPCUN TIPOBEICHNS UMITYJIbCA IO
JIBUTATEJILHBIM BOJIOKHAM Pa3HOTO IMaMETpa, YTO OCOOCHHO
SIPKO TIPOSIBJISIETCST TSI OTBETOB HAa CTUMYJISIIIAIO TTPOKCH -
MaJIbHBIX TOUYEK MeprhepIIecKOro HepBa;

* HaJImuue 0JI0Ka IMMPOBEICHMSI MMITYJIbCa, OLICHBAC-
MOTO II0 TIaJcHUIO aMIUIMTYOBI M IUlomamzu M-oTBera
B MPOKCUMAJIbHOW TOYKE CTUMYJISIIIUUA IO OTHOIICHUIO
K IMCTAJIbHOM;

* BBIpaKCHHBIC OTJIMYMS IIOKa3aTeneil M-oTBeToB
u crerreHu cHmkeHns: CPB Ha pa3HBIX HepBax WiIM Ha
pa3HbIX yUacTKax OHOTO HEPBA;

* BBIpaXKEHHOE YBEJIMUCHME JIATCHTHOCTH F-BoH min
X OTCYTCTBHE B pe3yJIbTaTe 0JIOKA ITPOBEACHMS Ha TIPOK-
CHMaJbHOM OTpPEe3Ke WIM KOpEIIKe HepBa.

ITpu anamm3e LICXK y neteit ¢ XB/IIT 0ObI9HO BBISIBIIS-
eTcsl OeJTKOBO-KJIETOUHAsI TMCCOLMALINS, KOTOpasi oIpee-
JISTeTCsT yBeJTMIEHMEM KOHIICHTpaIK Oesika 6ojiee ueM 35 Mr/
IUT U HAUTMYMeM yuciia ieiikouutos meree 10 B 1 mv3. B He-
ckoJibkrx HabmoaeHusx y aereit ¢ XBIIT cpenHuii ypoBeHb
6eska B LICXK nHaxomuicsa B npeaenax 194—197 mr/nn [14,
18, 21]. Omnako He Bce aetn ¢ XB/IIT nMeloT MoBbILIEHNE
ypoBH¢ 6enka B LICK 1 Hannure 6e1KOBO-KIIETOYHOM A1C-
COLMaIN He SBIgeTcs crienduaHbM Hu it XBJITT, v
quts cuaapoma OBJIIT [16]. B mipociieskeHHBbIX HAaMU CiTyda-
ax (3 m3 5) TakKe OBUIO BBISIBJICHO ITOBBIIICHHUE YPOBHS
6esika B LIC2K 1 Haymume 6e/1K0BO-KJIETOYHOM AUCCOLIMALIAN.
Ecmm B aHanmm3e mMeeTcsl 3HAUUTENBHBINA IIICOIIMTO3, TO
nuarHo3 XBJII1 BbI3biBaeT COMHEHUSI 1 HEOOXOAMMO pac-
CMaTpUBATh APYTUE TIPUIMHBI 3200JICBaHUSI.

IIpu nposenenun MPT cnuHHOro Mosra y aerteit
¢ XBIIT moxer OBITH OOHaApyXkeH OTeK (YTOJIIECHUE)
CITMHHOMO3TOBBIX KOpelKoB [25]. Takoe n3aMeHeHue pa3-
Mepa CITMHHOMO3TOBBIX KOPEIIKOB, BEPOSITHO, CBSI3aHO
C HapylIeHMEeM MPOHULIAEMOCTU reMaToaHILe(aTnIecKo-
ro 6apbepa BCJIeACTBME BOCIAIMTEIBHOTO Mpolecca, YTo
JTOTIOJIHUTEIbHO COMPOBOXIAETCS HAKOILJIEHEM KOHTpa-
cra [16, 18].

¥V B3pocabix nmauueHToB ¢ XB/IT mis nuarHocTuKu
MOXET WMETh 3HAYeHHE OIIpeAesIeHNe CBIBOPOTOTHBIX
ayTOoaHTUTE (HalpuMep, aHTUTAHTIMO3UIHBIX aHTUTEN,
AHTHUTEJI K OCHOBHOMY O€JIKY MHUEJIMHA U Ap.), OMHAKO IS
JeTe UMEIOTCS TOJIBKO OTIEIbHBIC ITyOJTUKAIINN 110 JaH-
HOI TipoOJieMe [5] ¥ 3TOT TecT IoKa He CTajl PYTUHHON
npouenypoii [15].

B cnywyae MeajeHHO TpPOrpecCUpPYIONIEro TEYEHUS
XB/II, >xano0bl pebeHKa Ha yYTOMJISIEMOCTb, IIOSIBJICHUE
HecITe(UIHBIX CUMITTOMOB B BUIIe HAPYIIICHNUS IIOXOIKH,
ICTAJIGHOM CJTA00CTH C HATTMIMEM YMEPEHHBIX CEHCOPHBIX
HapylIlIeHUH B IEPBYIO OUYepeIh HACTOPaKMBaeT B TUTAHE Ha-
ciencTBeHHOM matosiorny. CeMeHBIN aHaMHEe3 C OCMOTPOM
OMVKaMIIMX POICTBEHHUKOB YacTO MO3BOJISIET M30€XaTh
OLIMOKM 1 Ha3HAUYeHUsI TTPETHU30/I0HAa MALMEHTY ¢ HaCJIe-
cTBeHHOI maTtosorueii [17]. IuddepeHIManbHbIN TMarHo3
XBIITy nereii mpoBOaUTCS ¢ HACTASACTBEHHBIMU (popMaMu
MOTOPHO-CEHCOPHOI ToiuHelponatuu tumna 1A, 1B, X,
00YCIOBJIEHHBIMU MyTalusiMu B reHax PM P22, PO v KOH-
HekcrHe-32. B ciyJasx 1momo3peHus] Ha HaJIM4Iue y TOd-
pPOCTKa HACJIEACTBEHHON HEMPOITaTUH C TIPEAPACITOIOXKEH-
HOCTBIO K MapaJndaM OT CHABJICHMUSI OOHApYy:KMUBACTCS
MyTais B TeHe PMP22, komupytoiieM crHTe3 iepudepn-
YECKOTO MUEIMHA, YTO OOBSICHSICT 3MU30IbI BHE3AITHO
BO3HHUKAOIIEH c1abocTi (0OBIMHO B 30HE WHHEPBAIINU
1—2 HepBOB), OMMMOOYHO paccMaTpuBaeMble Kak XB/III.
B ipumepe 2 cpasy OBUTO TIPOBEIEHO TEHETUIECKOE MCCIIe-
JOBaHUE, CKITIOYMBIIICEe HACICACTBEHHYIO ITaTOJIOTUIO, XO-
TSI OBICTPOTA PA3BUTHUSI CUMIITOMOB U IX CUMMETPUIHOCTD
ONHO3HAUYHBIX  OCHOBAHWUW  [JsI  MNPOBEACHUS
HHK-nccaenoBanwmit He gaBajo. [1pu muddepeHImaTbHOM
IMarHO3e ¢ IPYTUM HACIeACTBEHHBIM ITPOTPECCUPYIOITM
3a00JIeBAaHNEM, TIPOSIBIISIIOIIMMCST MBIIIICYHOM CI1ab0-
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CTBbIO, — CIIMHAIBHOM aMUOTpodHeil — He CemyeT moja-
TaThCS TOJIBKO Ha Pe3yJIBTaThl MCCIICIOBAHUIA MBIIIIT UTOJTb-
YaTBIMU 3JIEKTPOIAMHM, KOTOPBIC Ha OIPEICIICHHOM CTaTun
00JIe3HN OBIBACT CJIOKHO OTJIWYUTH OT M3MEHEHHUI IIpU
XBJ/IIIT, ocobeHHO B ciaydasix MpoTeKalolux Oojiee roaa.
CremyeT 00s13aTeIbHO TIPOBECTH CTUMYJ/ISILIMOHHOE MCCIIe-
noBaHMe Tepudepudeckx HepBoB. dnddepeHImaibLHO-
MMarHOCTUIECKUM KpuTepueM siBisieTcs n3meHeHue CPB:
3HauuTeabHoe cHikeHuss CPB xapakrepno mist XBJIT,
HOpPMaJIbHBIE TTOKA3aTe I — IS CIIMHATBHON aMHOTPOhUN.
Baxnbim aprymeHToM B 1107163y XB/IIT siBisieTCs1 MOBBILIE-
Hue 6enka B LIC2K (Hopma < 35 MT/mwt), He XapaKTepHOE JIJIsT
CITMHAJIBHOM aMHUOTPO(UH.

OCHOBHBIMI KJIIMHUYIECKMMH TIPU3HAKAMM, OTJIMIAI0-
M XBJIIT ot HacieacTBEHHbIX 3a001€BaHU, SIBISIIOTCS
PEMUTTUPYIOIINIA XapaKTep TeUeHMs OOJIC3HH C PEMUCCHUCH,
HETIOCPEICTBEHHO CBSI3aHHOM ¢ Tepamnmeil, eclii TaKoBas
IMpOBOIMIIACh. Takasi 0COOEHHOCTh TeUCHMS 3a00JIeBaHMS
TOBOPUT O HEOOXOIMMOCTH TTIOBTOPHOTO OCMOTpa peOeHKa
B IMHAMMKE, MHOTA C TIpoBeeHEM TTOBTOpHBIX DHMI -
HCCIIeIOBAHNIA, TeM 00JIee YTO PsII aBTOPOB ITOMICPKIBAIOT
BO3MOXKHOCTb CYIIIECTBOBAaHMSI CYOKIMHUYCCKUX (hOpPM
XBIIT [10].

Habmromenne 3a pa3BUTHEM OCTPBIX M XPOHUYECKUX
BOCHAJIUTETbHBIX IEMUCTMHU3UPYIOIINX TTOPaKECHUI TTIepH-
depuyecknx HEpBOB MPUBEIO K CMEHE IIpEICTaBICHUN
0 TOM, UTO CUNTATh IIEpUOIOM XpOoHM3aLMK. CeromHsI yXyI-
IIICHIE COCTOSTHYS TTAlIeHTa B TeUeHUE 2 MeC 1 00Jiee CIm-
TaeTCcsl JOCTATOYHBIM IJISI TOTO, YTOOBI OTHECTH IIPOIIECC
K KaTeropuu XpoHU4ecKuXx [8, 26, 27]. DTOT KpuTepuii Kpaii-
He BaxkeH npu auddepeHnmanbHoil auarHoctnke OBJITT
n XBIIT ¢ octpeim HavanoMm. Tak, mig OBJIIT xapaktepHo
OBICTpOE HapaCTaHWE CUMITTOMATHKM, HO TIPA 3TOM TeUCHHE
0oJ1e3HM Yalle MOHO(Ma3HOE M UMEET OTHOCUTETLHO 0J1aro-
npusTHBIA nporHo3. B To Bpems kak npu XBJ/III, yamie
BCETO I10 UCTeYeHUU 4—6 Hell HAOMIOAeHUSI, HE OTMEYaeTC st
XapaKTepPHOTO CaMOOTpaHUUYCHUSI TIporpecca 00JIe3HH, WITH
MPU HATUYUU YITyJLIEHUST HAOIOAAIOTCS KONEOAHNS U YXYI-
meHne cocrostaus [6, 8, 12]. Tlpu HeoOGxommMocTH Tepe-
cmotpa auartosa OB/IIT va XB/ITT onpeneneHHYIO TOMOIIb
MOXET OKazaTb MCCJEIOBAHWE MBI MPOKCUMAIbHbBIX
W IVCTAJTbHBIX OTHEJIOB PYK U HOT UTOJTBYATBIMU SJIEKTPO-
JIaMU: PETUCTpaLIMs IeHEPBALMOHHON aKTUBHOCTH B 00JIb-
IIeH CTETIEHN XapaKTepHa IJISI XPOHUIECKOT0, a HE OCTPOTO
mporiecca [28, 29]. B 0cob0 CrTopHBIX CITyJasix peKOMEHIO0-
BaHO ITPOBeACHIE OMOIICUI HepBa C 00HAPYKEHIEM TUTTII-
HBIX IPU3HAKOB BOCTIAJICHUSI I IEMUCIIMHNU3AIINN HEPBHBIX
BOJIOKOH. BhIsSIBIICHIE B OMOTITaTe aMIJTOMIHBIX CKOTICHUH,
MMPU3HAKOB BACKy/IMTa M HAKOIUICHWSI aTUIIMYHOTO MaTe-
puaina B [1IBAHHOBCKIMX KJIETKaX — BCE 3TO TPEOYIOT UCKITIO-
venust XB/II1 u mpoBeaeHust gaabHERIero quarHocTuye-
CKOTO TTOMCKA.

IIpu mposeneHuun nuddepeHInaIbHOTO AUarHo3a
XBJIT y nereii 00s13aTeIbHBIMA KPUTEPUSIMU UCKITIOUE-
HUS SBISIOTCS Aedopmaiiis KUCTelt W CTOI, HaJudue
pPETUHUTA, TTMTMEHTHBIX TISITeH, UXTHO03a, IIPHUEM TOKCH-

YeCKHUX JICKAPCTBEHHBIX TIPEIIapaTOB B aHAMHE3¢ TN BO3-
MOXHBIN KOHTaKT ¢ TOKCMHAMHU, CITOCOOHBIMHM BBI3BATh
nonauHeiponaTrio. K pe3yiasrataM 1abopaTopHBIX UCCTIC-
moBaHuii, uckiawovaromux XBIAII, oTHocsITCS HU3KMUIA
YPOBEHbB XoecTeprHa (IIpH YCTOBUM Ha3HAUYCHUS B3pOC-
JIBIM 1 IETSIM CTaTUHOB), OOHapykKeHNe M30bITKa TTOphO-
OMIMHOTEHAa B MOYE, ITOBBIIICHUE COACPXKAHUS OOIIMX
MopdUPUHOB M UX TPEANIeCTBEHHMKOB B MOYe U KaJie,
CHIDKEHWE COIEpXaHWs BUTaMUHa B, n oOHapyxeHune
CJICIOB TSDKEJTBIX METAJIJIOB.

JleyeHue

ITarorenernueckoe neuenne XB/I1 y neteit pekomeH-
IyeTCsT HAYMHATh KaK MOXKHO paHbIIe, T. €. KaK TOJIbKO
MaTHO3 TTOCTABJICH WJIM MMEIOTCS TTOIO3PEHMS Ha HaJIH -
yue XBI1 mpu oTCyTCTBUM MHBIX AMAaTHOCTUYECKUX CO-
oOpaxeHuii. B cBeTe ayTouMMyHHOI TIpupoabl 3a00JieBa-
HUSI TeparleBTUIECKIMU MEPOIIPUSITUSIMU TIEPBOM TUHUU
CUNTACTCS BHYTPUBECHHASI UMMYHOTEPAITHSI C IPUMEHEHM -
€M CTaHIapTHOTO MMMYHOTJIOOYJIMHA ¢ cofepkanneM IgG
>95% (BBUI'), HazHaueHWe OOIBIINX 103 KOPTUKOCTE-
ponnoB (TIPeIHM30JI0H, METUTIPE) Win ITpoBeaeHue [1D.
Ha 2-10 ntrHMIO BEIXOAUT Ha3HAYEHUE IPYTUX UMMYHOCY -
MIPEecCcCOpoB — IIUKJIOCIIOPMHA, a3aTUOIPUHA, METaTPEK-
cata u ap. XBJ/III sasnsiercst penkum 3a0ojieBaHUEM, UTO
OIIpeeIIsIeT OTCYTCTBHE CBEIEHUIA 10 TIPOBEACHUIO CPaB-
HUTEJIBHBIX T1alle00KOHTPOIUPYEMBIX PAHIOMU3MPOBaH-
HBIX UCCIIeIOBaHN 2((PEKTUBHOCTHA N3BECTHBIX CIIOCOO0OB
Tepanuu y AeTeil. B aToit cBsI3m peKoMeHallnu 10 JIeue-
Huto XBJII1 y B3pocabix IpuHSTHL U 1715 aeTeii. B panmo-
MU3UPOBAHHBIX KOHTPOJMPYEMBIX HCCACHOBAHMSIX I10-
kazaHa 3(pheKTUBHOCTD KaX10ro U3 3 BULOB Tepanuu 1-ii
JymHny [30—-32]. CpaBHUTENBHBIN aHaIN3 3 (GEKTUBHOCTA
TepaIruy NepBOi TMHUM He BBISIBUJ CYIIECTBEHHBIX pa3-
It Mmexxny Humu |14, 33, 34].

I1pu paccmorpennu Beioopa aeuenust X BT okazanocs,
gyTto 10 2000 T. IPEeUMYIIECTBEHHO TIPUMEHSUTNCH KOPIMUKO-
cmepoudst (TpeiHU30H, rpeaHn3osioH) u [1d. Mcnonb3oBa-
JIVChH CIICAYIOIINE CXEMBI JICUCHUS: 2 MT/KT/CYT B TeUCHHE
4—6 Hen, ¢ MOCJECOYIOLIMM CHUXKEHHEM [03bl B TeYeHUE
4—6 Hen w1 Mr/Kr/cyT B TedeHue 4—6 Hejl ¢ IOC/IeayIOLIIM
IMOCTENIEHHBIM CHIDKEHUEM B TeueHue 3—6 Mec, BO3MOXHO
IO TTOJTHOM OTMeHBI [6]. BricTpoe cHikenme no3b1 KC mpu-
BOJINT, KaK IIPAaBUJIO0, K OBICTPOMY OOOCTPEHIIO CUMIITOMOB.
PexomeHmoBaHHAST CKOPOCTh CHIDKCHUST TIPEIHN30JI0HA —
5 Mr kaxmpie 2 Hen. OmmcaHa cxeMa JIeUYeHUs ¢ TIPUEeMOM
TepOPaTEHOTO TIPETHM30JI0HA B 103¢ 2 MT/KT/CyT B TeUCHHIE
3-8 mHeit kaxnple 4 Hen [21]. P aBTOpOB MCITONB30BaAIA
cxeMy IIprieMa MpeTHN30JI0Ha OMHOKPATHO Yepe3 ICHb B J10-
3e 2 Mr/KT [19]. 3acoyxuBaeT BHUMAaHMSI YHUKATBHBIN CITy-
Yaii 3(hheKTUBHOTO JIeueHUsI TIPETHU30JIOHOM HOBOPOKIIEH-
Horo ¢ aokazaHHou XB/IIT mo exenHeBHOI cxeme B 103€
0,1-0,5 mr/kT [20].

O6bryHO Ha poHe KCT ormevaeTcd yaydiieHUe CO-
CTOSTHUSI B TeUEHHE TIEPBOTO Mecslia Tepalluy, HO TIpU
stoM B 30-40% cnyuaeB pa3BuBaeTcss OOOCTpEHHE Ha
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¢oHe oTMeHBI ipenapaTos [6, 15]. B atux ciaydasx oObry-
HO PEKOMEHIYEeTCSI BEPHYTHCS K MCXOTHOM 03¢ Ha IepH-
o1 4 Hell ¢ TOCIeAYIOINM CHIUKEHHMEM 10 TOI Ke CXeMe.
HekoTtopble aBTOpBI pEKOMEHIYIOT MTepe Ha4aloM NIEPOo-
paJIbHOTO TIpHeMa TIPEIHU30JI0HA TIPOBOAUTH KPaTKUU
KYPC ITyJIbC-TePATMy METHIIIIPETHNU30JI0HOM 110 15—20 M1/
Kr/cyT B TeueHue 3 aHeii [13, 35, 36]. JlaHHas cxeMa Jieue-
HUS TpeOyeT MOATBEePKIACHUS TIPU TIPOBEICHUN KOHTPO-
JINPYEMBIX UCCIICIOBAHMIA.

OcHoBHbIMU TTOO0OYHBIMU 3D dekTamu KCT y nereit
B IIEPBYIO OUYEPEb SIBIISIIOTCS 3aIepKKa pOCTa U OCTEOTIO-
po3, a Takke mpubaBKa B Macce Tejia, aKHE, B PEIKHUX
CIIyJasiX TUIIEPTeH3UsI, TUTICPIIIMKEMUSI, CTCPOMITHAS MU -
omnaTus M 1axe KarapakTa [14].

IID sBasiercss MHBA3UBHBIM U TPEOYIOIIMM OTHOCH-
TEJbHO UIMTEIIFHOTO BPEMEHU METOIOM JICUCHUS, TIpU
KOTOPOM BO3MOXKHBI HeXKeJIaTeJIbHbIE OCIIOXKHEHMST, 1 T10-
9TOMY €ro He PEeKOMEHIYeTCS MCITOIb30BaTh y HeTei
¢ XBI1, ecnu HeT xkU3HEHHBIX TToKa3aHU. [1ooxkuTenb-
HBII KpaTKOBpeMeHHBbI 3¢ dekT ormeueH B 50—100 %
ciydaes [8, 21, 27, 32, 37]. Ang neteit ormvcaHbl Cleayio-
mue cxembl [1®D: 3 mpouenypsr 1 pa3 B Henemo [27, 37],
Kypc 13 5 ceaHcoB ¢ uHTepBajiamu B 10—14 gHeit. D dekr
Teparuy MpoaorkaeTcs B cpemHeM 7—14 mHeit. T1poBo-
nTcst moBTOpHBIE poneaypsl [1M ¢ nATepBaioM 2—4 Hex
B TeueHue | roma [8, 27]; BO3MOXHO MpoBeJAeHNE Kypca
[1® 1o cxeme yepe3 A1eHb B KOMOMHAIIUM C TTOCTICTYIOIINM
BeenenreM BBUT [33]. Y manmeHTOB, He OTBEYAIOIINX Ha
Teparnuio uMmMmyHocynpeccopamu i BBUI, nnorna yna-
eTcd TIPeoaoNIeETh Pe3UCTEHTHOCTh nociie Kypca ITMd [34].

Tepanua BBHI. B GosbLLIMHCTBE IyOJIMKALMK TOCHe
2000 . otmaetcsa nipeanouteHue Teparm BBUT [8, 27, 33],
KOTOpasi OOBITHO XOPOIIIO IEPEHOCUTCS IETHEMHU, TIPUBOIUT
K yinyuieHuio B 50-88 % ciyyaeB 1 apdeKT KOTOpOii Co-
xpansietcst ot 2 1o 12 Hen. Teparmst BBUT otHocuTCes K MH-
Ba3sMBHBIM METOIAM JICUCHUS M Y JIETeil Jalle BCero Tpe-
oyer rocmuranu3anuu. CTaHIAPTHOM CUMTaeTCs H03a
0,4 r/xT/cyT, BBOmMMasi SXKeIHEBHO B TeUeHUE 5 MHEH (Kak
B HaIIMX TpuMepax 1 1 2 ¢ UCIOIb30BaHNEM MHTPATEKTa,
C CyMMapHOI KypcoBoit mo30i1 2 1/Kr). B mocnemyromiem
pekoMeHayeTcs:i moBTopHoe BBeaeHue BBUI kaxnbie
3—4 nen B TeueHue 6 mec [14, 17, 19, 30, 37-39]. He o6s13a-
TeJIbHO pa3aejieHue OOIell KypCOBOM I03bl Ha 5 OHEH.
Nmerorca coobmieHnsa o 6e3omacHoM BBedeHnu BBUT
B cyMMapHoii mo3e 2 r/kr3a 2 [17, 40] v 3 mas [34]. Taxke
npemioxkeHa cxema BBeneHuss BBUI 0,4 r/kr yepe3 neHb
B KOMOWHAILINHM C TIpeABapuTeIbHBIM KypcoM [1M, cxema: o
0,8 r/xr B Hememo [41] nwu mo 0,4 1/Kr 1 pa3 B MecsIl
[19, 37]. CnemyeT OTMETUTD, YTO B CJTy4asiX JOCTVKEHUS TI0-
JIOXKUTENTbHOTO 3 heKTa BOSMOXKHO CHIDKeHMe 1036 BBUT
Io 1T/Kr Tpy TIOBTOPHBIX BBEICHUSX C MHTEpBaJaMU
B 1 mec. Tepanus XBJ/IIT ¢ npumenenuem BBUI moxker
MPOIOJIKAThCI HECKOJIBKO MecsleB Uiy naxke JietT [1, 3, 14,
17, 21, 30, 42], HO Ip¥ 3TOM MHTEPBAJILI BBEACHMS TIpeTia-
patoB BBUI MoryT BapbupoBaTh B 3aBUCUMOCTH OT XapaK-
Tepa TeYeHUS 3a00JIeBaHMsI U COCTOSTHUS 6obHOTO. [Tarm-

€HTBI MOTYT OTMEYATh KOJICOAHMS COCTOSTHHS B CBOOOTHBIIA
OT JICYCHUS TICPHOI.

[Mo6ourbMM 3heKTaM BHYTPUBEHHON NMMYHOTEpa-
MK, TaKKe KaK W y B3POCIIBIX, SIBJISIETCS] TOJIOBHAsI 0OJIb,
TOIITHOTA, TTOIBEM TeMITEPATYPhI BO BpeMst mHDy3un. CHU-
JKeHMe CKOPOCTH MH(GY3UU TperapaTa, Kak IMpaBUiIo, I0-
3BOJIIET YMEHBIIUTh VI HUBEIMPOBATH 3T CHUMIITOMBL.
C nenbio TpoUIaKTUKHY TIepe HauajaoM WHOY3UHT MOXKeT
OBITH HA3HAYCH BHYTPHUBEHHO ITaparieTaMoJI M PEOTTOJIUATITIO-
KUH (mmm uHbyKo). TpoMO03MOOIMI, OTMEYAIOITNEeCsT
y B3pOCJIbIX, Y IeTell BCTpedaroTcs KpaiiHe peako [31, 42].
V nereit ¢ XBJIT npu cBoeBpemeHHo# Tepanun KC wim
BBUI B 80—-100% ciy4yasix oTMe4aeTcsl MOJ0KUTEIbHbIIA
a¢deKT pa3HOIi CTENEHN, BIUIOTH JI0 TTOJTHOTO BOCCTAHOB-
JICHUSI, B psIIe CITy9aeB HAOTIOMACTCSI YKe B TCUCHHE HeIe TN
OT MOMeHTa Havasa ieueHus [14, 17, 21, 40]. Heobxomumo
OTMETUTb, YTO UMEIOTCS COOOLLUEHNS O CIOHTAHHOW PEMUC-
cum XBJIIT [3, 43], uro Habmogamoch M HaMu (IIpuMep 2).
CeromHsI HET MMPUHSTHIX PEKOMEHIAIINI 110 BEIOOPY BHUIA
JICYeHUSI, 103aM 1 MHTepBaJlaM I10 BBEICHUIO TTPETapaToB,
ucnojibdyeMbIx pu XBJIIT kak y neteii, Tak 1 y B3pOCJIbIX.
Br100p J1eueHNST 3aBUCHUT UCKITIOYNTETBHO OT MHIVBUIYaIb-
HBIX OCOOCHHOCTEH TalleHTa 1 OTIbITA Bpayva.

Tepanus 2-ii auruu OOBIIHO TIPOBOIAMUTCS B TEX CIIyJasix,
Korma Tepanus 1-if TMHUM oKa3bIBaeTCsT Hea(PHeKTUBHOM
WY TpeOyeTCs CHIDKEHUE J03BI TTPEIHU30JI0HA TT0 TEM MU
WHBIM TIPUYMHAM, a TAKXKE €CJTM HET BOBMOXKHOCTHU BBEICHUST
BBUI. CeromHs cpeny MMMYHOCYIIPECCOPOB 2-i1 TMHUN
tepaniuu XBJII1 y B3pOCibIX MCIIOIB3YIOTCSI a3aTUOIIPUH,
nukinodochamMu, UUKIOCHOPUH A, MUKO(EHOIaTa MO-
deTun, MeToTpeKkcar, TaKpoJauMyc, WHTephepoH anbha
n Oera-la, putykcnuma6, daemrysymad [44—46]. detam u3
MepeYNCIICHHBIX TIperapaToB B OCHOBHOM Ha3HAYaIOTCS
a3aTUONPHH, INKJIOCTIOPMH A 1 MeToTpekcar. Jlo3a a3aTtro-
mprHa OO0BIYHO Kojyebsercss ot 1 [10] mo 2—3 mr/Kr/cyT
[14, 15]. O6BIMHO a3aTMONPUH HA3HAYAIOT B HAYAJILHOIM J10-
3¢ 1 Mr/Kr B 1 i 2 TiprieMa ¢ TIOCTIeAYIOIINM YBETMUeHIEM
1mo3bI Ha (0,5 MT/KT Kaxaeie 4 Hell 10 TOCTYDKEHMST MaKCH-
MaJIbHOM HO3BI B 2,5 MT/KT/CyT. [1pomo/KuTe IbHOCTD TIPH -
eMa — 710 3 et u 6onee [3, 12, 23, 34, 37], MmakcuManbHast
Oe30I1acHasI MPOIOJIKUTEIbHOCTD IIpHUeMa, OTTMCaHHAs B JTN-
Teparype, — 10 12 siet [46]. [ToGouHble 3(deKThl a3aTro-
MPYHA CBSI3aHbI C ICMKOIICHUEN, TOLITHOTOU Y PBOTOM, TOK-
CHYECKHMM TeaTUTOM M IMaHKPEaTUTOM, TPEOYIOIINMU
ITOCTOSTHHOTO MOHUTOPHMHTA JIAOOPAaTOPHBIX ITOKa3aTeJIeit.
Ponurenmn neBodek MOKHBI OBITH MH(POPMUPOBAHBI O BO3-
MOXHOM TepaTOoreHHOM 3(h¢eKTe MIMTEIBHOTO IprueMa
a3aTHUOIIPMHA, a TaKKe BCE NOJDKHBI TIPEIYIIPEKIATHCS 00
acCOILMAINK TaHHOTO BUIA TepaITiy ¢ MaJIUTHU3aImei [12].
[Ipu 3TOM CllemyeT y4ecTh, 9TO B PETPOCIIEKTUBHOM KOTOPT-
HOM MCCJICTIOBAHWHN Y B3POCIIBIX HE BBISIBJICHO TOCTOBEPHOM
3¢hdeKTUBHOCTH KOMOMHMpoBaHHOTO JeueHus XBJIIT KC
n azatrornpuHoM [10]. Manast mpono/KUTE TbHOCTh HA0JTI0-
JIeHUS (Bcero 9 Mec) He TIO3BOJISIET OMHO3HAYHO YTBEPXKAATh,
YTO KOMOMHUPOBAHHASI Tepallisl HE UMEET TOJDKHOTO (-
(dexra, XOTsI OBbI IOTOMY, YTO PEaKIIMS OpraHM3Ma Ha IIPHUMe
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aszaTuorpuHa GopMupyeTcs Mo3aHO (He paHee 6 Mec OT Ha-
yayia Tepanumn). 3Ha4uTeIbHO pexke B Tepanuu XBJIT wmc-
TTOJTB3YeTCsT IIMKJIOCTIOPHH A C IIeJICBOI TepareBTUIECKOM
KOHIIEHTpaIueit B KpoBu 150 HT/MJ1, Jalrie BCero B KOMOM-
Hauuu ¢ BBUT n koptukocreponnamu. [pounie nu3BecTHbIe
MMMYHOCYTIPECCOPHI MCIIOIh30BAIMCh HECUCTEMHO U, KaK
npaBuiio, B komouHaimu ¢ BBUT.

3akniouenue

AHanm3 TIpeacTaBICHHBIX B HallleM HaOIIOACHUU
5 ciyuaeB XBJII1 y nereit 1103BOMMII BBISIBUTH CJIEAYIOLINIE
HETOYHOCTH BeJeHUS IMAIllIeHTOB.

* Ha stame nmarHOCTUKM B 2 cITydasix He TIPOBOIMIICS
aHamm3 LIC2K, KOTOpBIN SBISIETCS TOMICPXKUBAIOIINM
kputepuem XBJIII. [Tpy Hanmumum c1aboCTH MBIIIILL TIPOK-
CHMAaJIbHBIX U TUCTAJTBHBIX OTHEIOB HEOOXOANMO HEMEI -
neHHoe DMI -tectupoBaHue nepudepruIecKnXx HEPBOB
W MBIIIIII.

* Ha sTare Ha3HauYeHUs TepaIlMy COTJIACHO MEXKIy-
HaponHbM pekomeHpasaM BBUT 1 KCT He otimyaior-
¢ 110 3(pHeKTMBHOCTH 1 BEIOOP KOHKPETHOTO BHIA JIeUe-
HUS 3aBUCHUT OT MPEIIToIaraeéMbIX OCIOKHEHWI 1 OIThITa
Bpaya, a B Poccum — oT (pmHAHCOBBIX BO3MOXHOCTEHA.
Bo Bcex paccMOTpeHHBIX CITydasx IMpeaIToYTeHre OTaaBa-
nock KC, mpu 3TOM He coOJTI0IaInch CTaHIapTHBIE PEKO-
MEHIAIIUM 110 aJeKBaTHOI 03¢ IIperapara, IPOIOJIKI-
TEJBHOCTH TIpMEMa W IJINTEIbHOCTH TIEPUOIa OTMEHHBI.
Tak, HavyanbHbIe 10361 KC B OOIBIIMHCTBE CIy4aeB ObLIN
HIKe pekoMeHmyeMbIx 1,0—2,0 Mr/Kr Macchl Tejia peOeH-
Ka. Bo Bcex ciayvasix mo moctickeHUn 3 dekra pemreHue
O CHIDKEHMU JO03BI, TIEPEX0.l Ha MOIIEeP>KUBAIOIIYIO 103y
WIX OTMEHa TperapaTa OCYIIeCTBIISIIIACH CIUIIKOM ObI-
ctpo. CrenyeT MOMHUTD, 4To Tipu Jedenun XBJII ¢ mo-
Mompio KC olleHKa oTBeTa Ha JIeueHHe MOJDKHA TIPOBO-
INTBCS HE paHee 4eM depe3 12 Hem OT Hayaja Iprema
Iperapara B CTapTOBOM (MaKCHMMaIIbHOM) mo3e. CHIDKEHME

TTO3HI 10 TIOIEPXKUBAIOIIEH, a TAKKEe TIPOIOKUTEILHOCTh
npumeHeHus KC B Majioit 103¢ MHOTIA 3aHUMAET MECSIIIBI
¥ maxe rofbl. JlekcaMeTa3oH He ClieayeT peKOMEHI0BAaTh
B repanuu XBI1 y gereii, MOCKOJbKY OH HE YIIOMUHAET-
Cs1 HU B OTHOM M3 0030poB 110 JeueHuto XB/II1 B nerckom
Bo3pacte. HazHauenue koporkoro kypca KC ¢ 6wicTpoit
U TIOJIHOW OTMeHoI TipenHu3onoHa rpu XBJIIT moxer
CIOCOOCTBOBATH 00JIEEe YACThIM OOOCTPEHMUSIM.

* B cnyuae npumenenust BBUI Heobxonumo mom-
HUTH, 9YTO JaHHOE IMaTOTeHETUYECKOe BBICOKO3(heK-
THUBHOE CPEIICTBO TepaIuu, 001agass HECCOMHEHHO MEHb-
muMu 1ob6ouyHbBIMU 3ddekramu, yem KC, Takxke
clIeyeT NCXOMHO Ha3HAvYaTh B aleKBaTHBIX 103aX (2 T/KT
Ha KypcC), 4TO U OBLJIO CIeJIaHO B OIMCAaHHBIX HAMHU CIIY-
yagx. OgHako jeuenne BBUT npoBoauTcss MHOTOKpaT-
HO, TIpM 3TOM HMHTEPBAJIbl MEXOY MOCICAYIOIUMU
KypcaMHu ¥ 03Bl MperapaTa MmoaomparoTcs MHINBUIY -
aJbHO, HO TIepBbIe 2—3 pa3a pa3pbiB MEXIYy KypcaMu He
JOJKeH IpeBbiiaTh 6 Hen. [1pu ¢popMupoBaHUM CTOM-
Koro a3(ddekTta MHTEepBal MEXIy BBEACHUSIMU MOXKET
VUHIMBUAYAJIbHO yBeJIUYUBaThCs, a 1o3a BBUI ymeHb-
mratbes Ha 50 % u gaxe oosblire. McmonpzoBanue BBUT
He MCKJIIo9aeT KoMOnHupoBaHHO# Tepanuu ¢ KC, 4aTo
0COO0EHHO akKTyaJibHO mpu TskejaoM tedyeHuu XBJIIT
C YaCTBIMH OOOCTPEHUSIMU.

* Henocratounas s¢pdpexkruBHocTs BBUT, KC nimm
koMmbuHaumy BBUT + KC, pa3Butie mo6ouHbIX 3(PdHeKToB
KC (cungpom KymmHra, nmabeT u 1p.) TpeOyIoT CBOeBpe-
MEHHOTO Ha3HAYeHUS IIPEeTIapaToB 2-i IMHUH, 9TO He OBLIO
clIeJIaHO HU B OMHOM U3 TIPEACTABIICHHBIX CTy4acB.

Heobxomumo erme pa3 OTMETUTh, YTO OTMATHOCTHKA
u neueHue gereit ¢ XB I npencTaBiisitoT co00ii CIIOXKHYIO
3amavy. JIJIst MUHIMM3aLUY OIMMOOK B IMarHOCTUKE U Jie-
YEHUM 3TOM TPYIIIIHI ITALIMEHTOB HEOOXOMMMO COOTIOICHIEe
MEXAYHAPOAHBIX TPEOOBAHUI AUATHOCTUKU U CTAHIAPTOB
sneuenus [10—12].
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VnbmpacmpykmypHble U3MEHeHUs B CKenemHubiX Mbilyax
U HePBHO-MbIWEYHbIX CUHANCAX NPU NOAUMUO3UMeE

JI.JI. Ba6akosa, O.M. Ilo3aHgK0B
OI'RY HUHU o6weit namonoeuu u namogusuonoeuu PAMH, Mockea

Konmaxmeot: Onee Muxaiinosuu Ilozonsxoe opozdnyakov@rambler.ru

Yavmpacmpykmyproe uccredosanue 6uonmamos OAUHHOU AAOOHHOU U 0eAbMOBUOHOU Mbliul, 7 OOAbHBIX ¢ KAUHUUECKUM OUACHO30M NO-
AUMUO3UMA BbIABUNO 0eCMPYKMUBHO-02eHEePAMUBHbIE USMEHEHUsl 8 MbLUEUHbIX B0A0KHAX U UX CUHanmuueckom annapame. Ilokazano,
Umo HapyuleHue HepeHO-MblUEHHbIX KOHMAKMO8 U NOCACOVIOUAsk OeHEPBAUS MbIUEHHbIX B0N0KOH HAMUHAIOMCS C NOBPENCOCHUs CYOCU -
Hanmuyeckux cmpykmyp. Hapsdy ¢ decmpyKmugHbIMU 8bIsS6ASI0MCS U pe2eHepamueHble NPU3HAKU.

Karoueeuvie caosa: noaumuosum, yrompacmpykmypa, CKeaemnas mvlilya, HepGHO-Mblme’tHbllj cuHanc

Ultrastructural muscle and neuro-muscular junction alterations in polymyositis

L.L. Babakova, O.M. Pozdnyakov
The Institute of General Pathology and Pathophysiology, Russian Academy of Medical Sciences, Moscow

Ultrastructural analysis of 7 biopsies from m.palmaris longus and m.deltoideus in patients with confirmed polymyositis revealed alteration
and degeneration of muscle fibers and anomalies of neuro-muscular junction (NMJ). The NMJ abnormalities and following denervation of
muscle fibers in polymyositis start with subsynaptic damages. The occurance of regeneration features in muscle fibers at any stage is charac-

teristic for PM.

Key words: polymyositis, skeletal muscle ultrastacture, neuro-muscular junction

BocrammrenbHbIe MAOTIATH COCTABIISIIOT TETEPOTCHHYIO
TPYIITY ITOIOCTPBIX, XPOHUIECKUX, a B PSIAC CIyJacB OCTPHIX
MMPUOOPETEHHBIX MBIIIICYHBIX 3a00JICBAHMIA, KOTOPBIC KIIH-
HUYECKH XapaKTePU3YIOTCSI MBIIIICUHOU CJTA00CTHIO pa3HOI
CTETICH! BBIPAXKEHHOCTU 1 OOHAPYKUBAIOTCS B MBIIIICUHOM
OuonTare BOCHAIUTCIIBHBIMA M3MEHEHUSIMHU. [10CKOIBKY
5TH 3a00JIeBaHUST TIPEACTABIISIIOT CaMyI0 OOJBIIYIO TPYIIITY
MMPHUOOPETEHHBIX 1 TTOTCHIINAIEHO M3JICYNMBIX WITH TT0 Kpaii-
Hel Mepe KOHTPOJIMPYEMBIX 3a00JIeBAHIIA MBITIIIT CPEIH JIALT
JI000TO BO3pacTa, MX paHHEe paclo3HAaBaHME BaXKHO IS
KITMHUKMX.

Ha ocHOBe KIMHNYECKUX, UMMYHOTIATOJIOTUICCKIX,
TUCTOJIOTMIECKMX M IIPOTHOCTUIECKUX KPUTEPHEB, a TaK-
XK€ B 3aBUCUMMOCTM OT peaklLMM Ha MaTOT€HETUYECKYIO
TepaIiio BCTPEUAOIINECS B KITMHNIECKOM TTPaKTUKE BOC-
MMaJINTEJIbHbIE MUOITATUM MOTYT OBITH TTOApa3Ae/ieHbl Ha
4 ocHOBHBIC TTOATPYIIIBL: ouMuo3ut (ITM), nepmaTo-
Muo3uT (JIM), HeKpOTU3MPYIOIIask ayTOMMMYHHasI MHO-
matust (HAM) u criopaniaecKuii MUO3HT C BKITIOUCHUSIMU
(inclusion body myositis — IBM). Bce obcyxxmaembie
GOpMBI TTaTOJIOTUM WMMEIOT TEPBUYHO ayTOMMMYHHYIO
MPUPOLY M OIOCPEAYIOTCS WIAW LUTOTOKCUYECKUMMU
T-xnerkamu, HanpuMep Kak npu [IM u IBM, nnun kom-
IUIEMEHTCBSI3aHHO MHWKpOaHTHOIIaTHel, Kak mpu M,
WIN Xe MakpodaraMu M, BO3MOXHO, ayTOAHTUTEJIAMM,
Kak ipyu HAM [1].

HauGonee yacto BcTpeyaemasi (popMa BOCIIAIUTEIIb-
Hoit Muonatuu — [1M, KoTopsIit XxapakTepusyercst Tud-

(by3HBIM BOCTIAJIEHUEM MBIIIIII, TIPOSBISIETCS HapacTalo-
meit cmabocTbi0 M OOJIE3HEHHOCTHIO MYCKYIATypBI
TUIEYEBOTO 1 TA30BOTO TTOSICOB, IIPOKCUMAIIBHBIX OTIEIOB
KOHeuHocTe# 1 mer. OH MOXKET COYeTaThCs C IPYTUMU
ayTOMMMYHHBIMU 3a00JICBaHUSIMA WJIM pa3BUBAThCS Ha
(oHe 3710KaUeCTBEHHOT0 HOBOOOpa3oBaHMs. B TsoKembIx
CIIyJasix BO3MOKEH JIeTaJIbHBIN ncxon. 3a00oeBaHIe MO-
JKEeT HadaTbCs B JIIOOOM BO3pacTe, HO 4Yallle BCETO
B 50—70 setT. Okos10 70 % GOJBHBIX — KEHIINHBL. B mmaro-
reHe3e 3a00JIeBaHMS y4acTBYIOT IUTOoTOKCHMYeckue CDS§
T-muMbOLMUTBI, KOTOPBIC TTOBPEXIAIOT MBIIIICYHEBIE BO-
JiokHa [2]. Anarno3 I[IM ctaBUTCSI HA OCHOBaHMU XapaK-
TEPHOI KIIMHNYECKOI KAPTUHBI, TIOBBIIICHNUS] AKTUBHOCTH
KpeaTuH(GOCHOKMHA3HI 1 aTbI0JIa3kl B CHIBOPOTKE KPOBH,
pe3yabTaTOB UTOJbYATON 31eKTpoMmorpacduu (DMI)
¥ OMOTICHY MBI, B pyTMHHOI TTpaKTHUKe B IMarHOCTHKE
IIM umcnonp3yeTcst CBeTOBasi MUKPOCKOITHS C OIIpeeie-
HUEM UMMYHOTUCTOXMMUYECKIX MapKepPOB.

OcHOBHBIC 1 HEMHOTOUMCIICHHBIC YIBTPACTPYKTYP-
HBIC MCCIICAOBAHUS BOCTAJIUTEIBHBIX MUOMATUIA OBLIN
cIenaHbl Bo 2-1 mojoBuHE XX B., YaCTh M3 HUX HE TTOTE-
psiia akTyaJbHOCTDB U ceronHs [3—7]. ITapannenbHoO po-
BOAWJICS NETalbHBINA Helpodusnosorndeckuii DMI -
aHaJIM3 COCTOSTHUST MBIIICUHBIX BOJIOKOH U TIePECTPONKHU
IBUTATEILHBIX AMHUII B OCTPOIt (pase 3a00eBaHUS 1 HA
¢oHe MPOBOAMMOI1 Tepanin, a TaKXKe 00CYKIaJICS BOIIPOC
0 XapaKTepe BO3MOKHOTO BOBJICUCHHS CTPYKTYP HEPBHO-
MBIIIIEYHOM mepenadn pu pa3Hbeix ¢popmax [IM [8—13],
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OTHAKO M3YYEHUE YIBTPACTPYKTYPHI HEPBHO-MBITIICYHBIX
CHHAIICOB HE TIPOBOIMIIOCH.

Ilean uccnenoBannsa — M3ydeHUE KOMITIEKCA YIbTpa-
CTPYKTYPHBIX M3MEHEHMI B CKEJEeTHBIX MBIIIIIaX
1 HEPBHO-MBIIIICIHBIX CHHATICAX TIPU TTOJIMMHUO3HTE.

Mamepuanbl U MEMofibl

WccnenoBan ouorncuiiHbiii MaTepua 7 O0JbHbBIX C IO -
TBEPKACHHBIM KIMHUYECKUM auarHo3om [IM. Tsokectb
3a00J1eBaHMST B KaXKIOM ciiydae Obuia pa3Hoit. MparMeHThI
MBIIIILI, TTOJTy4eHHbIE BO BpeMsI AUarHOCTUYECKOI OMOTCcuun
W3 IJIMHHOW JTATOHHOMN WX AEJIBTOBUAHONM MBIIIILI, TTOCJIE-
JIOBaTeIbHO (UKCUpOBaIM B (OpMoOJI-caxapo3e U 4Ye-
Thipexokucu ocmust (1 % pactBop), 3aJMBaIv B apayavT.
Cpe3bl KOHTPACTUPOBAIM YpaHWI-alleTaTOM U IIUTPaTOM

CBUHIIA, TTPOCMATPUBAIN B 3JIEKTPOHHOM MUKPOCKOTIE
JEM-100S (JEOL, Slmonus).

Pesynbmambl u o6cyKaeHue

[Tpu 371eKTPOHHO-MUKPOCKOITMIECKOM MCCIeI0BAHNI
B MBIIIEYHBIX BOJIOKHAX OBLIM OOHApY:KEHBI MO3aWIHO
pacIToJIoXXeHHBIE 3HAYUTEIbHBIC HECTPYKTMBHO-PETeHE-
paTUBHBIC U3MEHECHMSI, KacaloIINecsT BCEX CTPYKTYPHBIX
3JIEMEHTOB: MHUOGHUOPUIII, CApKOITIIa3MaTUIECKOTO PETH -
KyJIyMa, MUTOXOHIIPHIA, siIep, CApKOTUIa3Mbl, CAPKOJIEM-
MbI. Hanbogee pacrpocTpaHeHHBIMU SIBIISUTMCH UCTOHYE-
HHE TruaMeTpa MIODUOPpMIUT 6e3 HapyIIeHUST OpraHU3aIliN
CapKOMEpPOB M pacIIMpeHNe TTPOMEKYTKOB MEXITy HUMU
(puc. 1).

BMmecTte ¢ TeM BO MHOTHMX MBIIICYHBIX BOJIOKHAX Ha-
omoaanu aTpoduio MUOGUOPUIII C TTIOSIBJIEHUEM TaK Ha-
3BIBAEMBIX PaCcUCCaHHBIX BOJIOKOH, JIOKAJIBHBIN pacran
MHOGUOPIILT ¢ 00pa30BaHUEM 3ePHUCTOI Macchl. IHOTma
JIeCTPYKILIMU TTOABEPTaIiCh YIaCTKHM CAapKOMEPOB, BCIICI-
CTBUE UYETO TOSBIISUIUCH OOJIBIINE TTPOCTPAHCTBA CAPKO-
IUIa3MBbI C BKITIOUSHHEM (pparMeHTOB MeMOpaH, BaKyoJIei,
MMETMHOIIONOOHBIX CTPYKTYP, a TAKKE BOMIOKOTIOIOOHBIX
o0pa3oBaHMii. B yaacTkax HeKpo3a MBIIIEYHOTO BOJIOKHA
BBISIBIISUTH JINTIMIHBIC KATLIN, TIIMKOTeH 1 TaK Ha3bIBacMbIe
ayToarnyecKkre BaKyoIH (ayTOJIU30COMBI).

YacTo B mpemnapaTtax BCTpeYaaIrCh MBIIIICYHBIC BOJIOKHA,
B KOTOPBIX HapyIIIEeHHE CTPYKTYPHOM OpraHM3ami capKo-
MEPOB CBSI3aHO C Ae3arperanueit Muo(puopHuUT 1 aHOMaJIH-
eil Z-nmuHun. HaGmonanock uaMeHeHue LIeHTpabHOI YacTu
MBIIIEYHOTO BOJIOKHA IT0 THUITY «LIEHTPAJIBLHOIO CTEPXKHS»
(BosmokHa-MuIIeHn). [1pr 3TOM CTpyKTypa capKOMepoB
B LIEHTPE MBIIIICYHOTO BOJIOKHA ObIIa HapyIlieHa, Z-JIMHUS
MMesa HeTPpaBUIBHYIO, 3UT3arooopasHyio (hopMy, MUTOXOH-
JIPUH OTCYTCTBOBAIU. B TO ke Bpems mieprdepryecKast 30Ha
MBIIIIEYHBIX BOJIOKOH COXPaHsIa HOPMAJIBHYIO CTPYKTYDY.
Hapsiny ¢ HeGOMbIMMI OYakKaMU «Pa3MbITBIX» Z-THHUI
B OTIICTHHBIX BOJIOKHAX BBISIBISUTMCH aHOMAJIBHBIC TTOJIOCHI,
HaloOMMHAIOIIME KapTUHY, Ha0/II01aeMyto MpyU HEMaJIMHO-
BOI MUOIATUU: B AETEHEPUPYIOLIUX MBILLLIAX OOHAPYXKUBa-
JINCh HUTEBUIHBIC 1 MAJIOYKOBUIHBIC BKITFOUCHMS, TIPEII-
CTaBJISTIOIINE COOOM TUTOTHBIE arperaThbl (PMOPUILIT, JIeKaIIHe

BHYTPY MBIIIIEYHOTO BOJIOKHA MapaJijIeJIbHO €ro JUIMHHOMN
OCH C TYCTO1 MOTNepevHOoi McYepueHHOCThI0. CUMTAIOT, YTO
3TH arperaThl COCTOSIT U3 MaTepuaia Z-1onocok. B murepa-
Type TUITMYHbBIE HEMAJTMHOBEIE TeJTbLIA ITPU YIIBTPACTPYKTYP-
HOM MCCJIEZIOBAHUM OBLUTM OMUCAaHBI Yy 1 00abHOI 66 jer
¢ nmoaTBepxXaeHHBIM [1M, oTBeUaroImmmM Ha TepaItiio Kop-
TUKOCTepOMIaMM, W OBUIM paclieHeHBl KaK JIrdeHo-
MeH [14].

WU3MeHeHNsT capKOIJIa3MaTUYeCKOro peTUKYyJIyMa
(T-cucTeMbl, KOHLIEBBIX IUCTEPH ITPOIOILHOM CUCTEMBI)
MPOSIBJISITIACH B pACIIMPEHNH €ro DJIEMEHTOB U 00pa3oBa-
HUM BaKyoJIei, a THOTJIA CTPYKTYP, HATTOMWHAIOIINX COTHI,
a TaKxXe CBOEOOPA3HOTO BUAA TPYOUATHIX BKIIOUYEHUIA,
KOTOpBIE Ha MOTEPEYHOM CEeUeHMU MMEJIN TPaBUIHHYIO
reKCaroHaJIbHYIO YITaKOBKY.

Paspyirenve MuoGuOpMIUT IPUBOINIIO K OTHOCUTEITb-
HOMY YBEJIMYEHMIO CapKOILJIa3Mbl C 0Opa3oBaHUEM Cy0-
capKoJIeMMaJIbHBIX HAaTeKOB, HApYLIEHUIO €€ TOMOTeH-
HOCTHU, YBEJIWYEHUIO YMCJIa OOBIYHBIX WJIU ITOSIBIEHUIO
HEOOBIYHBIX BKJIIOYEHWIA. 3HAYMUTEJbHBIM M3MEHEHUSIM
MOJBEPTAJICI M MUTOXOHIPHUATLHBIN anmapaT MbIIIEYHBIX
BOJIOKOH.

Oco060ro BHMMaHMS 3aCTy>KMBAaIOT MHOTOYHCIIEHHBIE
JIMMOIIUTBI, KOTOPBIE BBISBIISUIMCH MEXKIY MBIIIIEUHBIMU
BOJIOKHAMM, a TaKXKe B TECHOI CBSI3M C HUMU U J1aKe BHY-
TPU MBIIIEYHBIX BOJOKOH. Kak yke yKa3bnIBajioch, 3TO
CDS8 T-num@ouuThl, 00yCIOBIMBAIOIINE TTOBPEXICHNIE
MBIIIIEYHBIX BOJIOKOH (pHC. 2).

WN3MeHeHUs capKoJIeMMbI pacIpOCTPaHSIMCh Ha Oa-
3aJIbHBIN CI0M, MPWIEXKAILMI CHAPYKM K IIa3MaTUIECKOM
MeMOpaHe MBIIIIEYHOTO BOJIOKHA, KOTOPBII pacIIupsIics,
MeCTaMM HaOJIIoJaIoCh HapylIeHUe €ro TOMOTEHHOCTH.
PsioM BBISIBIISITIOCH OOJIBIIIOE KOJTMUECTBO KOJIJIAaT€ HOBBIX
GubpumI.

Bo MHOruMx MblllIeUHBIX BOJIOKHAX Obljla OOHapykeHa
MUTpaLn saep ¢ neprudeprun B LEHTP, YTO XapaKTEPHO JUTS
JIeHepBUPOBAHHBIX BOJIOKOH. B ocTaTbHOM M3MEHEeHMS Ka-
CaJlCh BEJIMYMHBI, (DOPMBI, pacIipelieJieHUsT XpoMaTHHa,
BEJIMYMHBI M KOJIMYECTBA SIPHIIEK. B HEKOTOPBIX ciaydasx
HaOJTIONAINCH CEKBECTPALIMS sIep U 00pa3oBaHMe KIIETOK-
careunToB. YacTo BCTpevyallnch KJIIeTKU-CATEeIIIUThI, B TOM
YUCJIEe U OTILIETUIEHHbIE. B HOpMe KJIeTKM-CcaTeJIIUThI CIly-
YalfHBI, UX YBEJIMUEHUE CBUIIETENIBCTBYET O TOM, YTO HapsIIy
C IeCTPYKTUBHBIMM MPOLIECCAMU UIIYT U pereHepaTUBHEIE.

B cunantnyeckom anmapate 1ipy [1M Takske BbISIBJIEHBI
3HAUYMTENIbHBIC M3MeHeHUs (puc. 3). Hapsimy ¢ oTHocuTe b-
HO MaJjI0 MU3MEHEHHBIMU IBUTATETbHBIMYA KOHIIEBLIMU T1JIa-
CTUHKAaMU UMEJINCH 1 IeHEPBUPOBaHHBIE. IX MOXXHO OBLITO
MISHTU(MULIMPOBATD TTO HATMYMIO CTPYKTYPHBIX MU3MEHEHUI
KaK B IIPECMHANTUYECKOM, TaK ¥ TOCTCUHATITUYECKOI 00~
nactax. [IpecnHanTrnyeckue 00JIaCTH OTIETLHBIX CHHATICOB
MPAKTUYECKH TTOJIHOCTBIO OTCYTCTBOBaIM. Ha MecTe cyiie-
CTBOBAaBIIIMX TePMUHAJICH aKCOHOB OOHAPYKUBAJIMCh MHO-
TOYMCJIEHHBIE TSXKU, COCTOSLIME U3 OCHOBHOIO BELIECTBA
1LIEJM U CKIanoK. B TepMuHAIsIX aKCOHOB HEKOTOPBIX CU-
HATICOB BBISIBJIEHBI CTPYKTYPHBIE M3BMEHEHMST UX OpTaHell,
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Puc. 1. Usmenenue yrompacmpykmypor MoluieuHbIX 8010KOH Y O0NbHbIX HOAUMUOZUMOM: A — NPOAUGEPaUls FNeMeHMO8 CapKomyOyaapHO20 PeMUKYAyMa
¢ obpazosanuem mpyouamoix azpeecamog (cmpenxa), x 19 300; 6 — ucmonuenue muogpubpunn, muepayus sdep ¢ nepugpepuu é yenmp, x 3 000; 6 — pacnad
MbIUIEYHOR0 B0NOKHA C A6AeHUuaMU HeKpo3a, * 3 200; ¢ — N0KanbHbllL Y4aACMOK HAPYUEeHUs CMPYKMYPHOU 0PAHU3AUUU CAPKOMEPO8, CMPUMUHE Z-AUHUIL,
x 13 000; 0 — KpoeeHoCHbIll KAnUAAAP ¢ PACUUPEHHOU U MHOLOCAOUHOU 0a3anvHoil memopanoi, * 8§00; e — kaemka-camenium (cmpeaka), omuenis-
rowascs om mviuteuroeo goaokna, x 10 000. Yeaosnvie 0003navenus: msa — Mbiuieunoe 10po, Mgy — muogpuopuiivl, Om — b6azarvhas memopana
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Puc. 2. Pazauunvie cmaouu ungpuabmpayuu Molule4HblX 6010KOH MUMPOUUMAMU Y OONbHBIX ROAUMUOZUMOM: @ — C80OOOHBLI AUMPOUUM 8 MENCKACIMOUHOM
npocmpancmee, x 3 500; 6 — pa3pyuienue nepugepuueckoil 4acmu Molue4Hoeo 80A0KHA aumgoyumamu (cmpeaka), x 9 800; 6cmaska: eupyconododnvie
yacmuysl (cmpeaka) Ha nosepxHocmu mulieunol kiemku, x 20 000; 6 — eHedpenue aumpoyuma 8 mvluleyHoe 6040KkH0, x 3 500; ¢ — unpurbmpayus
AUMPOUUMAMU 8 HEKPOMUUPOBAHHYIO 30HY MblULeYHO20 8040KHA, % 3 200; 0 — HauanbHble NPU3HAKU (CMPeaKa) NPOHUKHOBEHUS NUMPOUUMA 8 MblUUeHHOe
6010kHO; % 20 000; e — 10K aAbHbLIL YHACIMOK He0OPamumo0 pa3pyuleHus Molule4Hoeo 0a0kHa, < 11 500.

Yenosnuie obo3nauenus: agh — aumpoyum, M — MbluieuHoe 80A0KHO, M — MbluieuHoe 10po
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Puc. 3. Yaempacmpykmypa nepeno-moiuieuHbix CUHANCO8 Y OONbHBIX NOAUMUOSUMOM: d, 6 — HEPBHO-MblUleYHble CUHANCHL C HAPYUWEHUSMU CIMPYKMYPHOUL

opeanuzayuu 8 npe- U NOCMCcUHanmuveckux oonacmsx, x 16 700; 6 — decenepupyrowas mepmuHany aKkcona, pacnad nocmcunanmuueckoil 3oust, < 20 000;

2, 0 — Heobpamumoe paspyuierue HepeHO-MblueHH020 KOHMAKmMa, 0eHep8ayus mvluieuno2o 8oaokua, < 7 000 (e), x 10 600 (0); e, ¥c — eHympumbiueunbie

HepeHble 8ON0KHA ¢ NPUSHAKAMU HADPYWIEHUs: CMPYKMYPHOU opeanusayuu (cmpeaxa), < 18 000 (e), x 7 600 (xc). Yenosnvie 0603nauenusn: ma — mepmuHanb
aKcoua, cc — cuHanmuueckue ckaaoku, wik — lleannosckas kaemika, mMé — mbluievHoe 80N0KHO, OY — 0CeBOU YUAUHOD
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B YaCTHOCTH MHUTOXOHIpuii. Maronmrosa moBpeXKIeHHBIX
TepMuHaieit orpoctkamu IIIBaHHOBCKMX KJIETOK He Ha-
OJIIOIAJIOCH.

[MapamneabHO ¢ U3MEHEHUSIMU B TIPECUHATITUYECKOM
00s1acTH HAaOMI0JATIMCh U3MEHEHMS B «I1OJIOILIBE» HEPBHO-
MBIIIEYHBIX coeanHeHmit. [Ipexme Bcero 3To Kacajoch
CHHAIITUIECKNX CKIIAIOK, KOTOPbIE PACIIMPSUINCH, MTHOTIA
CJIMBAJICH APYT C APYTOM, YTO IIPUBOIMIIO K PACIITMPEHUIO
CUHAITUYECKON 111eJIM U B Pe3yJbTaTe K HapyLIEHUIO CH-
HanTrueckoir mepemaun. CosmaeTcsl BIeYaTJICHUE, UTO
MTOBPEXICHNE ITOCTCUHAIITHYECKUX CTPYKTYpP IIpEedIe-
CTBYET IIPECUHATITUYECKIM.

Hapsay ¢ nectpykiimeid TepMUHaIeii akCOHOB UMEJIO
MeCTO 1 X HOBOOOpa3oBaHUe, T. €. pereHeparus. [ToMrmo
paCTyIIMX TOUEK aKCOHOB, ObLIM OOHAPYKEeHbI 1 BHOBb 00-
pa3oBaHHBIC (PYHKIIMOHMPYIOIIE TEPMUHAIMN, B KOTOPBIX
OIPEICIISTACHh CUHANITUYECKIE BEe3UKYJIbI, MATOXOHIPHH,
HelipodriaMeHTHI 1 qaxke X-CTpyKTypbl. OHI MMEH Y3KYIO,
PaBHOMEPHYIO CHHANITUYECKYIO IIeIh 1 MHOTOYMCIICHHBIC
3a4aToyHble cKiaaku. Kak mpaBuiio, pereHepauus mpomc-
XOIMJIa B 30HE CTapOil KOHIIEBOI ITACTMHKM, HE Pacipo-
CTPaHSISICh 32 e¢ TIPEIEIIbI, KaK 3TO NMeeT MECTO, HaIlpruMep,
mpy MuacTeHnu. KoHIieBble BETOUKM aKCOHOB TTPOpaCTaIn
Ha MecTe pa3pylIeHHBIX, 0 YeM MOXXHO CYIUTh 10 COXPaHNB-
IIMCSI MHOTOCIOMHBIM OCTaTKaM 0a3aJIbHOTO CITOST.

B XpoBeHOCHBIX MUKPOCOCYIAX OTMEIAIOCh HapyIIIe-
HHE CTPYKTYPBI S9HIOTESIIMOLIMTOB M PACIIMPEHUE I MHOTO-
CJIOHOCTb UX 0a3aIbHOI MEMOpPaHBI.

06cyxpeHue

BonpmmHCTBO TTyOIMKALIMI TTOCBSIIICHO M3YyYEHUIO
VIBTPACTPYKTYPHBIX OCOOCHHOCTEH BOCITAIUTEIBHBIX
1 HACJICACTBEHHBIX MuonaTuii. CpaBHUTEIbHAS KOJTMYE-
CTBEHHAsI M KayeCTBEHHAs OIICHKA YJIbTPACTPYKTYPHBIX
W3MEHEHUH TIPU ITPOTPECCUPYIOINICH MBIIIEUHON TUCTPO-
¢um Hromena (ITMIJI) u IIM mokazaina, 9To pereHepa-
TUBHBIC TIPOSIBJICHNS Ha BCEX CTaIMSIX TeUCHUS 3a0071eBa-
HUI TOCTOBEPHO 00JIee BBIPaXKEHBI IIPY BOCTIAIMTEIFHOM
IMOpakKeHUH MBIIIIIBI, YeM IIPU TeHETUIECKH 00YCIOBICH-
HoM 3a0oneBaHuu [15]. B otnnuune ot IIM nipu IIMI
Yale OTMEUYaINCh IeTeHepaTUBHBIC N3MEHEHUSI OCHOBHOM
MeMOpaHbI M1 MHBA3MsI BOJIOKOH KOJIJIAT¢HA B CapKOILIa3-
MaTUYECKUI PETUKYIYM B OTHACIIbHBIX TUTIEPKOHTPAKTHBIX
BOJIOKHAX, aTUITMIHBIC PeTeHepaTOPHbIC IIPU3HAKA B BUJIC
MMOIIMTOB Ha CTAINK MOHOHYKJIEAPHBIX MUOOJIACTOB MJIN
MMPUMUTHBHBIX MBIIIEYHBIX TPYOOUEK C IereHepalmeid
MUOMUOPUIIT U UTOIJIa3MaTUYeCKuUX opraHesi. Ha ga-
seko 3amenamux cragusx [IMJIJ] B otimune ot 1M pere-
HepaTOpHBIC TIPOSIBICHUS OBLIM enBa pa3nuauMbl. [lo-
IIBITKM OOHAPY:KEHUST YIBTPACTPYKTYPHBIX pa3Iddmid
TIMJIJ v TIM npennpuHUMaIMCh U ¢ TIOMOILBIO OTpe/ie-
JICHUs pa3IMIuii B pa3Mepe SAep MBIIICYHBIX BOJOKOH
U siiep KJIETOK-CaTe/UIUTOB [ 16]. 3HaunTeIbHbIE pa3Iuyums
Kacajich TOJbKO YMEHBIIECHUS Pa3MepoB SiAep KIECTOK-
caresutoB nipu [IMI/1, Hapsioy ¢ yBeJTMYEHHUEM UX YUC-
na. [1pu 00cyXaeHUM pereHepaTOPHOTO KOMITOHEHTA ITPH

IIMI/ v IIM no gaHHBIM yIBTPACTPYKTYPHOTO aHaIn3a
OBLIO TIOKA3aHO, YTO KOJTMICCTBEHHOE COACPXKAHIE MHO-
(ubpMIUT B 000MX CITydastX MOKET OCTaBaThCsl OMMHAKO-
BBIM, HO TIPH 3TOM CTETICHb 1 BHIPaXKEHHOCTb M3MEHECHUI
6onee xapakrepHa ast [IMJIJI [17]. ITpu IIM/J/I Takxke
OTMEYEHO YBeJIMUECHNE COACPKaHMUS TJIMKOTeHA M PaCIIn-
peHMe capIia3MaTUIeCcKOTO peTHKyiayma. PaciimpeHue
CapKOILIa3MaTUIECKOTO PETUKYIyMa 3HAUMTEIHLHO Yallle
BCTpeYyaeTcs B TPEHEKPOTHMIECKON (haze mercHepamuu
MBbILIEeYHBIX BOJIOKOH rpu [IMJI/1 u paccmatpuBaeTcst Kak
HavaJIbHOE TIPOSIBICHNE YIBTPACTPYKTYPHBIX ITPU3HAKOB
aTOJIOTMYECKOTO TIpoliecca.

O0cy:kmast TMaTHOCTUKY BOCTIAIMTEIBHBIX MUOTIATHIA
HEJIb3sI He YIIOMSHYTh M TaKoe 3a00ieBaHue, Kak (propo-
MUaJITHS, TOCTaTOYHO YacTo Tpedytolee auddepeHim-
anbHoro auarHosa ¢ [IM. HecmoTpst Ha oTcyTCTBUE 10~
CTOBEPHBIX M3MEHEHWI IIPU CBETOBOM MUKPOCKOIINH,
YIBETPacCTPYKTypHOE HCCIIeI0OBaHNE OOHAPYXKUJIO JIU3MC
MHOGUOPWILI, YIACTKI CKOTUICHUS TIIMKOTeHAa 1 MUTOXOH-
NpUajibHble KOHIJIOMEPAaThl BO BCeX ciydyasix. MIaMeHeHus1
MUTOXOHAPHI TaKKe KacalnCh HapyIIeHUS UX PaCIIOjo-
XKeHusI, GOPMBI M pa3Mepa, a B psAe CiaydacB MMEJNCh
KpuUcTauimyeckue BkiaoyeHus. B ornuuue ot IIM npu
(pmubpoMHUaNT UMEIOCh pacIIMpeHNe CapKOILIa3MaTh-
4eCcKoro petukyayma (B 83 % ciyyaeB) U HAIMYME MUEJIM-
HOBbIX Teutell (B 75 % ciy4aeB). BoisiBiieHHbIe mipu (prOpo-
MUAJITUM U3MEHEHMSI CITyKaT JOKa3aTeIIbCTBOM HATMIUST
CTPYKTYPHBIX MI3MEHECHU, 00HAPYKUTHh KOTOPHIC HEBO3-
MOXHO WHBIM CITOCOOOM, W KOTOPBIE OTBOIST JaHHOMY
3a00JIeBaHUIO 0CO00E MECTO, OTIMYas €T0 OT BOCIIAJIM-
TEJbHOUW WJIM HACIEeACTBEHHOIN MATOJIOTMU MBI, [1pu
¢GuOpoMHUaANTUN TaKKe OTMedYaeTcsl BhIpakeHHasl (par-
meHTanust JAHK, npuyeM 3t ndmMeHeHUsI HE SIBJISIIOTCSI
npu3HakKamu aronTo3sa [17].

Takum o6pa3om, KaK IToKa3ajao Hallle UCCIeI0BaHNe,
npu [1M oGHapyxuBaeTcst 00Jiblliasi BApuadbeTbHOCTh U3-
MEHEHMI, KaK B MBIIIICYHBIX BOJIOKHAX, TAK 1 B CHHAIITH -
YeCKOM amriapare. BBISIBIIEHNE B MBIIIEUYHBIX BOJOKHAX
KJICTOK-CATeJUINTOB, @ B HEPBHO-MBIIICUHBIX CHHAIICAX
BHOBB 00pa3yIOIINXCS TepMUHAIe aKCOHOB CBUIIETEThb-
CTBYET O TOM, UYTO B MBIIIIAX HAPSIAy C IIpolieccaMu Jie-
CTPYKIIUM UIOYT M PETeHEePaTOPHBIC IIPOIIECCHI. DTOT (haKT
SIBJISIETCSl BaXXHBIM IS OOBSICHEHUSI PEMUTTUPYIOIIETO
teueHus: 3aboneBanus. [Ipu 1M nepBuYHO TOBpexIa-
FOTCSI MBIIIIEYHBIC BOJIOKHA. BMecTe ¢ TeM, Kak yxke OT-
MeUajoch paHee, IBUTATebHASI CAMHMIIA SBIISICTCST CIM-
HBIM OOpa3oBaHMEM, U €€ IOBPEXKICHHE Ha JI000M
YPOBHE BJICUET 3a COOOI M3MEHEHMSI BO BCEX OCTATBHBIX
3BeHbsIX. [1o3TOMY HEM30EeXKHBI U3MEHEHMS I B CTHATITH -
YeCKOM aIrapaTe MBIIIIIL 1, BEpOSTHO, B MOTOHEIpOHAaX.
Heob6xonuMo Takxke MOAYEPKHYThb, YTO CTPYKTYpHbIE
COBUTY B HEPBHO-MBIIIEYHBIX cMHarcax rpu [IM otnu-
YalOTCS OT TAaKOBBIX MPU MMACTCHWH U IPYTMX HEPBHO-
MBIIIIEYHBIX 3200JICBAHUSIX.

HecoMHeHHBIIT MHTepeC TPencTaBiIseT OOHAPYKEHIE
BUPYCOIOAOOHBIX CTPYKTYP B Mbliax 00abHbIX [IM. XoTst
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MMAarHOCTHKA METOIOM ITOJIMMEPA3HOM IICTTHOM peaKIInr
TTOBTOPHO He 0OHApYKMBajia IIPUCYTCTBUE BUPYCOB B MBIIII-
11aX OOJTBHBIX BOCITAIUTEILHBIMI MUOIIATHSIMU, 3TOT BOITPOC
octaetrcst oTKpHITEIM [18, 19]. Tak, [IM 06bI1 0OHapyXeH,
HarnpuMep, y BUY-unbumpoBaHHbIX 600ibHBIX. [Tpraem
cummToMbl [1M mipemniiecTBOBaM pa3BUTHIO KAPTUHBI UM-
MyHonedummTa [20].

[MpencraBiaeHHBIE YIBTPACTPYKTYPHBIC W3MEHCHUS
B pa3HBIX 3JIEMEHTaX MBIIIII B aHAIM3UPYEMBIX B TaHHOM
nccienoBaHuu ciydasx [1TM BcTpedaroTest U TIpy IPYTUX
HEPBHO-MBIIIICYHBIX 1 MBIIIEYHBIX 3a00JIEBaHUSIX, OMHAKO
UMEIOTCS OIIPEIeICHHBIC Pa3Iilsi, OCOOCHHO €CIIN IIPH-
HATH BO BHHUMAaHME YacTOTYy, pa3HOOOpa3We M CTEeIeHb
pacmpocTpaHeHUS 3TUX U3MEHEHUIA.

3aknioyeHue

9J'[eKTp0HHO—MI/IKpOCKOHI/I‘IeCKOC HNCCIIEAOBAHUE CKE-
JICTHBIX MBILIL B HACTOALICE BpPEMA IMPOBOAUTCA HE TaK
4aCToO, KaK BCCIro €1Ie 2 JECATUIIETUA Ha3ad, 4YTO B IICPBYIO
o4yepeab CBA3aHO CO CTPEMUTEIIbHBIM Pa3BUTUEM MOJICKY-
JIHpHOfl T€HCTUKU 1 UMMYHOI'MCTOXMMMWU, 3aHABILIMX ITEPE-
JOBBIC ITO3ULIMU B IMATHOCTUKE HACIIEACTBEHHbIX U HpI/IOﬁ—
PETCHHDLIX MBIIIIECYHbIX 3a001€BaHUIA. O,Z[HaKO CLIl“paBH.[I/Iﬁ
CBOIO HCOLICHMUMYIO POJIb B OIIPEACICHU N MHOI'MX ITaTOJIO-
TMYECKUX YIBTPACTPYKTYPHBIX U3MEHEHUIA JIBUTATEILHOM
CAWHUIIBI, ,E[aHHbeI METO CETOAHA IMMO-IMPEXKHEMY OCTACTCA
OAHUM N3 HEMHOTIOYUCIIEHHbBIX CHOCOﬁOB, PaCKpbIBAIOIIMX
JC€TaJIM I1aTOr€HE3a CaMbIX Pa3HbIX HEPBHO-MbIILICYHbBIX
0oJie3HEN YeJloBeKa.
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HumpaonepauuonHaa oyeHKa BOCCMaHOBAEGHUA npoBefeHud
umMnynbca no ChUHHOMY MO3ry Y hauueHmos ¢ weliHou
CNOHAuUNOrexHHol Muenonamueil

M.A. Xurs!, E.M. Tpoummna', C.C. Hukurun?, A.O. I'yma?
'OI'BY HUH netipoxupypeuu um. akao. H.H. Bypoenxo, PAMH;
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Konmaxmor: Mapus Anexcanoposna Xume mhitmd @gmail.com

B aumepamype kpaiine mano ecmpeuaemcs UHPOPMAUUU OMHOCUMEALHO OCCMAHOBACHUS. NPOBLOCHUS UMNYAbCA NO CHUHHOMY MO32Y
6 aghepermuom u 3hdhepeHmHOM HANPAGAEHUSX 8 OMEEM HA DEKOMAPECCUID 6 PENCUME PeaNbHO0 8DEMEHU, YMO U NOCAYICUAO OCHOBA-
Huem 015 npogederus 0anHou pabomot. MHmMpaonepayuoHHoMy Helpopu3u0a02UMecKoMy MOHUMOpUHeY nodeéepenocs 11 nayuenmog (6 mync-
uuH u 5 oceruyuH, cpeonuil eospacm 59,3 £ 9,2 200a) ¢ noomeepicoeHHbiM CMEHO30M NO360HOUHO20 KAHAAQ NO OAHHbIM MACHUMHO-
pe3oHancHoll momoepagpuu. Cmeners 60CCMAHO8ACHUS NPOGEOCHUS. NO KOPMUKOCHUHAALHOMY MPAKMY U NPOBOOHUKAM COMAMUYECKOU
aghgepenmayuy OUEHUBANU C NOMOULBIO PELUCMPALUY 8bI36AHHBIX MOMOPHbIX 0omeemog (BMO) npu mpancKpanHuanbHol 51eKmpocmumy-
ASYUY U 3aNUCU COMAMOCEHCOPHBIX 8b136aHHbIX homenyuanos (CCBII) npu 6uramepansHoil cmumyasiyuu cpedunHo2o Hepea. Pecucmpayuro
BMO u CCBII nposodunu do dexomnpeccuu u yepe3 10—15 mun nocae nee. Iloayuennvie dannble ompaxcarom He3ameorumenbHoe usMeHe-
Hue nposedeHUs UMRYAbCA 68 adepeHmHOM u/uiu 3P@epeHmHOM HANPAGACHUSX U KOPPEeAUPYIOM ¢ HeBPON0LUMECKUM CIAMYCOM 8 NO-
CeONEePAUUOHHOM nepuode.

Karoueewie caosa: weiinas cnonounoeenHnas muenonamus, MHmpllOI’lepab;LlOHHbllZ MOHUMOPUHZ

Intraoperative assesment of spinal cord conduction during surgical decompression in patients
with cervical spondylotic myelopathy

M.A. Hit’", E.M. Troshina’, S.S. Nikitin?, A.O. Gushcha’
!Acad. N.N. Burdenko Neurosurgery Research Institute, Russian Academy of Medical Sciences;
2Research Institute of General Pathology and Pathophysiology, Russian Academy of Medical Sciences;
IResearch Center of Neurology, Russian Academy of Medical Sciences, Moscow

The previous studies have data concerning surgery and diagnostic methods of cervical spondylotic myelopathy (CSM). The aim of this case
was to study the on-line assessment of the functions of corticospinal and somatosensory pathways changed due to surgical decompression of
cervical spinal cord. Our study included 11 patients (6 men and 5 women, mean age 59,3 = 9,2 years old) with MRI-confirmed cervical
spine stenosis (CSS). All of them had intraoperative neurophysiological monitoring standing for transcranial electric stimulation (TES) and
recording of the median nerve somatosensory evoked potentials (SEP). Investigations were performed before and 10— 15 minutes after sur-
gical spinal cord decompression. The obtained data provides additional information about the spinal cord pathways functional status and it
is a reliable predictor of neurological outcome.

Key words: cervical spondylotic myelopathy, intraoperative monitoring

BseneHue

BoccraHoBneHne um coxpaHeHue (PYHKIIMOHAIBLHOTO
cocTostHUS adpepeHTHBIX U 3(PhEPEHTHBIX CTPYKTYP CITUH-
HOTO MO3Ta SIBJISIETCSI OCHOBHOM 3amadeii XMpyprudecKoi
JIEKOMITPECCHUH TIPH IIEHHOM CIIOHIMIOTCHHOM MUEJIOTIaTHH
(LLICM) [1-4]. B cBs31 ¢ 3TIM 0c000€ BHUMAHME YICIISICT-
CsI BO3MOXKHOCTSIM OLICHKM CTETICHU HapYIIICHUI TTPOBEIC-
HUS IO CTPYKTYpPaM CIIMHHOTO MO3Ta C MCIIOIh30BaHUEM
HepoDU3NOIOTMYECKIX METOIOB, CPEIN KOTOPHIX OCHOB-
HYIO POJIb OTBOIST MHTPAOIEPALMOHHONW DPErucTpaLuu
COMAaTOCEHCOPHBIX BbI3BaHHBIX MoTeHIManoB (CCBII)
W TpaHCKPaHUAJIBHOM BJICKTPUICCKOU CTUMYJISIINU

(TOC) [5]. NnuTpaonepammonnsiit moruTopuHr CCBIT
1 TOC B OCHOBHOM HCITONIB3YeTCS TSI MUHUMU3ALIMH CeT-
MEHTapHBIX 1 TTPOBOTHUKOBBIX HEBPOJIOTMUECKIX OCIIOXK-
HEHU B OTBET Ha XUPYPTUUCCKYIO IEKOMIIPECCHUIO TIPHU
ILIICM [6]. B auTteparype OCHOBHOE BHUMAHHKE YIEISIETCS
PacCMOTPEHMIO MMaTO(U3NOIOTIISCKIX MEXaHM3MOB YBeE-
JIMYEHUS BPEMEHM IICHTPAThHOTO MOTOPHOTO TTPOBEACHUS
(BLIMII) [7, 8], HO TIpM 3TOM IPaKTUIESCKU He 00CYKIAaeTCsI
BOITPOC O HETTOCPEICTBEHHOM PEaKIIMK IIPOBOISIINX CTPYK-
TYp Ha XUPYPIAIECKOE YCTPaHEHE KOMITPECCHUM.

Ieab uccienoBannss — U3ydeHNE N3MEHEHUS (DYyHK-
LIMOHAJIBHOTO COCTOSTHUASI MOTOPHBIX M CEHCOPHBIX TTPO-
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BOISIIINX MyTeil CIIMHHOTO MO3Ta B PEXXMME PEabHOTO
BpPEMEHU B OTBET Ha ITEPEIHIO0 WM 3aTHIOI0 JTEKOMITPECCHIO.

Mamepuanbl U Memofbl

B uccrnenoBaHue BKIOYeHO 11 MalueHToB, 6 MyXUMH
1 5 KeHIIMH, CpeIHMi Bo3pacT 59,3 + 9,2 roma, ¢ mmarHo3oM
LICM. JlnarHo3 MOATBEpKIEH pe3yabTaTaMy KIMHUKO-
Helpo(hU3NOIOTNUeCcKOro 00C/IeJOBAHMSI, A TAKKE TAHHBIMU
MarHUTHO-pe3oHaHCHOU Tomorpaduu (MPT). B crartyce
y BCEX MallMeHTOB BBISIBJIEHO HAPYIIIEHNE MEJIKON MOTOPUKH
B KUCT$IX, HAJTMUME MATOJIOTMUECKUX CTOITHBIX 3HAKOB U CTa-
CTUYECKUE HAPYIIIEHNST TIOXOIKHY; 3 TIAllMeHTa He MOTJIA CaMO-
CTOSITENTLHO TIEPEIBUTAThCSI U3-32 BHICOKOTO MBIIIIEYHOTO
TOHYCA B HIDKHUX KOHEUHOCTSIX.

HHTpaonepainoHHO TTPOBOAUIOCH MOHUTOPUPOBAHKE
CTPYKTYP CITIMHHOTO MO3Ta IO CIIEIYIONIEi CXeMe: IS OLEHKHN
(ynxmonanbHOTO coctosiHust 3hdEepeHTHBIX TyTeil Tpu-
MeHs TOC. CTUMyIMpyIole UTOMbYaThle SIEKTPOIIbI
pacrionarajanch MoakoxHo B mpoekiuu C3—C4 mMoTopHOit
Kopbl. LT perucTpaiii BbI3BAaHHOTO MOTOPHOTO OTBETA
(BMO) wuronbuatbie 37€KTpOabl BBOAWIU B mm. abductor
pollicis brevis et abductor hallucis. CTuMynsiiyist IpOBOANIIACH
ONIMHOYHBIM CUYETBEPEHHBIM UMITYJIbCOM JJTUTETbHOCTHIO
1 mc cuoii 100 MA 1o mexkomripeccur U depe3 10—15 mun
TocyIe IEKOMITPECCUM CITMHHOTO MO3Ta Ha IIeITHOM ypOBHE.
BMO perucrpuposanuch Ha anektpomuorpagde Viking Select
(Nicolet,CILIA). B 3aBucHMOCTH OT XUPyPTHUECKOTO TOCTYIIA
JUIST OLIEHKM (hYyHKIIMOHATIBHOTO COCTOSTHUS adepeHTHBIX
TTyTel UCTIOB30BAIN CTAHIAPTHBIE TIPOrpaMMBL. J17ist iepe-
HETO I0CTYyMa (KOPIMOPIKTOMUM ) UCTIONB30BAIN 2-KaHATBHYIO

CUCTEMY PETUCTPALIAY CO CIIEMYIOLINM PACTIONOXEHUEM TTEeK-
Tponos: 1-it kaHan C3(C4)-Fz, 2-it kanan C7-Fz; nns 3amHe-
TO IOCTyMa (JIAMUHIKTOMUS) — |-KaHaJIbHYIO TTPOrpamMmy
C pacroJIOXEeHUEM OTBOJSIIIETO 3JIEKTPOAa B TMPOCKIIUKN
C3(C4)-Fz (orBenenue ¢ yposHsi C7-Fz 6110 HEBO3ZMOXKHO,
TaK Kak ypoBeHb C7 OKa3bIBAICS B 30HE «XUPYPrUUECKOTO
nHTepeca»). CTUMyIMpOBIN 1. medianus Ha ypOBHE 3aTISICThsI
TOCJIEAOBATENTHHO C 00EUX CTOPOH TP YaCTOTE CTUMYJISIIIUH
4,7 I1; cua cTuMysia oaoMpaiach MHANBUIYAILHO BEIIIIE
roporoBoii Ha 20% u coctaBnsia B cpenHeM 10+ 2 MA;
yepenusii 700 OTBETOB.

Pesynsmamsi u o6cyHaeHue

IIpenonepaiimoHHOe 00Cae10BaHE METOAOM TPAaHCKpa-
HUaTbHOM MarHUTHOM cTumyJsiimu (TMC) BeISIBUIIO y Beex
OonbHbIX yBenmueHre BLIMIT Ha mieftHoM ypoBHeE, Koppemnu-
pyrol1ee ¢ MPOTSHKEHHOCTHIO KOMITPECCUH U BBIPASKEHHOCTHIO
CTeHO3a CITMHHOMO3TOBOTO KaHAJIa; Y 3 TIAIIMEeHTOB BhISIBIICH
OJIOK TIpOBeIeHNST UMITYJIbca K Horam. Kopkoseiii BMO ripu
OTBeICHNM TIOTeHIIMAIA ¢ M. abductor pollicis brevis ObIT CHU-
KeH TI0 aMIUTATYIE, YBEJINYEH T10 [UTUTETbHOCTU U UMEJT TT0-
mmdaznyio dopmy. C nomoisio MPT y Bcex maieHTOB
BBISIBJICHBI JeTeHePaTUBHO-TUCTPOGUIECKIE M3MEHEHUS
IIeHOTO OTIeNa MO3BOHOYHWKA. Bce marueHTsl mojaBep-
TJTCh XMPYPTUUECKOMY JIEUSHUIO C BBITTOTHEHNEM B 3 ciyda-
SIX JTAMUHOTIIACTUKY U § — KopriopakTtomuit. Ha 1-m aTamne
OLICHUBAJIN TTAPAMETPHI TTOJTYYEHHBIX PE3YJIBTATOB (XapaKTe-
puctuku BMO u CCBIT) HenmocpeacTBeHHO I0 TeKOMITpeC-
cuu, Ha 2-M — depe3 15—20 MUH mocie Xupyprudeckoi ne-
KoMripeccud (Taon. 1, 2).

Ta6muua 1. Ilapamempor BMO npu TOC 0o u nocae xupypeuueckoii dekomnpeccuu 'y nayuenmos ¢ ILIICM (n = 9)

22,43 + 12,06 22,65+ 12,56 39 +20,98 35,94 £ 20,99

JlaTeHTHOCTh, MC

Awmmuiryna, MkB 98 £79,9 205,0 * 160,64* 73 + 64,64 99 £ 100**

*p=0,017;*p=0,37.

Ta6miua 2. Oyenka komnonenmog N13, N20 npu pecucmpauyuu CCBII do u nocae xupypeuueckoii dekomnpeccuu 'y nayuenmos ¢ LLICM (n = 9)

JlaTeHTHOCTB, MC 72+7,7 7,45 £ 7,98* 16,72 + 10,63 16,9 £ 10,73**

Awmmuiryna, MkB 0,93 £1,01 0,96 + 1,06 1,66 + 1,30 1,56 = 1,11%** = =

*p=0,14; ** p = 0,59; *** p = 0,46.
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TakuMm 006pa3oM, CYIIECTBYeT HEITOCPEICTBEHHBIN (-
(bexT mexommnpeccun, CBSI3aHHBIN C TEM, YTO B KOMILIEKCE
CHHIPOMAa MUEJIONATUU TMPUCYTCTBYET OOPATUMBIN OJI0K
TPOBENIEHNS, a He ero MOP(OJIOrMYecKrue U3MeHEeHUsI. DTO
TMOATBEpKIaeTcs yBemmdeHneM amiumtyn BMO mipu ote-
JIEHUY C MBI PyK, TTPA 9TOM CTATUCTUIECKU TOCTOBEPHO-
IO YMEHBIIIeHNUS JaTeHTHOCTY BM O He IporcXomuT B OTBET
Ha XUPYPrUYECKOe JICUeHUE HU TTPU OTBEICHUU C MBIIIIIL PYK,
HU TIPY OTBEACHUU C MBI HOT.

[MpoBeneHne XMPypruvyecKoit IeKOMIPECCUU CITMHHOTO
MO3Ta Ha IeifHoM ypoBHe mareHTam ¢ [IICM BeIsiBIISIET
TaKkue Helipo(u3noaornieckre N3MEeHeHUsT, KaK:

Tadmua 3. Pezyasmamost DHMIT-uccredosanus cepeduntozo Hepea cnpa-
sa/caesa. Omcymemeue 00CMOBEPHO20 OMKAOHEHUS. OM HOPMbL AHAAU3U-
DPYeMbiX napamempos

JlucranbHas JaTeHTHOCTh M-0TBeTa, MC 43 4
Awmruutyna M-oTBeTa 13,1 9
JmutensHocTh M-0TBETa, MC 5,7 5,7
CKOpOCTb pacrpocTpaHeHUsT BO3OYKIECHUST, M/C 53 51

Ta6muna 4. Pesyrsmamor TMC-uccaedosanus nayuenma H., nosicnenue —
6 mekcme

JlatenTHOCTE KBMO, MC 25,5 23,5
JlarenTHOCTHL CBMO, MC 15,5 14,5
Awvmmatyna kBMO/cBMO, mB 0,5/1,5 2/7
BIIMII, mc 10,5 9,0
[nurensHocts KBMO, Mc 12,9 12,8
®opma kBMO/cBMO noaudasHas Tom(asHas/

HC N3MCHCHAa
I ——

Ta6muna 5. Pezyasmamor CCBII uccaedosanus nayuenma H.

* MOSIBJICHUE HEYCTOMYMBBIX TI0 JJATEHTHOCTU Y aMIUIN -
Tyne BMO B orBeT Ha TOC HemocpeacTBEHHO TOCITe JEKOM-
TIPECCUU TIPU OTCYTCTBUM TAKOBBIX JI0 IEKOMITPECCHUH;

* TIpupoCT aMIuiTynsl BMO;

* OTCYTCTBUE YMEHBIIIEHUSI TaTeHTHOCTH Kak BMO, Tak
¥ BBI3BAHHBIX TIOTEHIIMAIOB HETIOCPENCTBEHHO TOCTe Je-
KOMITPECCHU.

Kaunuueckuii npumep. [layuenm U., 48aem. Ilocmynun
¢ Jcanobamu Ha 604U 6 ulee, CHUdICEHUE CUbL 6 1€6OlL pyKe, He-
JN08KOCMb 08UXICEHULl 68 nanvax pyk. B anamnese: mpasmol
wetiHo20 omaena NO360HOMHUKA, CEA3AHHbIE ¢ NPOpeccUoHanb-
Holm 3aHsmuem Kkapama. Ha momenm ocmompa: ampoguii nae-
4e6020 NOSICA U MblUUY, BEPXHUX KOHEYHOCIELl He BblIGAEHO, Mbl-
weuHas cuna 6 pykax — 0o 46a1108, 6 Hoeax — 56an108.
B neeponoeuueckom cmamyce: nupamuonas Hedocmamo4HoCHb
6 8ude noaoxcumensvroeo cumnmoma babunckoeo, knonyca cmo-
Nbl U HAOKOAEHHUKA; CYXOMNCUNbHBIE PEHACKCbL C BEPXHUX U HUIC-
HUX KOHeMHOCMeLl CUMMemMPUYHO NoBbluleHbl. Boisensemcs eune-
cme3uss 6 obeux pykax ¢ yposHs C5. ObseKmueHo: Ha
npedcmasnenHoll MazHUMHO-Pe30HAHCHOL MOMOpaMMe — Npo-
msiicennsili cmeno3z C3—C6 be3 muenonamuveckoeo ouaza
(puc. 1).

Pesyavmamot neiipoghusuoaoeuneckoeo oocredosanus. Ana-
AU3 npoeodsell hyHKyuU nepughepusecKux Hepeoe npu cmu-
MYAsayuoHHoU snekmponetipomuoepaguu (DHMI) He evissun
NPU3HAKOB8 NOPAdICEHUs NepUeputecKUx Hep8os BepXHUX KOHeY-
Hocmeti Ha ypoeue C5—C6 (maba. 3). Ananuz F-eonn npu cmu-
MyAsyul 8 OUCmanbHoil mouke cpeduntoeo Hepsa (C5—C6—C8)
€1€6a,/cnpasa 8biA6UA HAAUUUE NOGMOPSIOUUXCS. NO3OHUX OM-
6emoe, npedcmaesieHHocmy 6041 caesa/cnpasa 75 %/ 81% npu
COXPAHHOU MUHUMANBHOU U MAKCUMANLHOU AAMEHMHOCMAX.

IIpu TMC svisienenvt uameHeHUst, XapaKmepHble 045 Mueao-
padukynonamuu 6 ude yeeauuerust BIIMII, cnuicenus amnau-
my0bt kopkoeoeo BMO (k BMO) u ceamenmaproeo BMO (cBMO),
a makdice HaAuMusi OUAAMEPANbHOL NOAUPDAZUL KOPKOBbIX OM-
8eMo6 U 08YCIMOPOHHE20 YeeauUeHls: OaumenvrHocmu (maon. 4).

IIpu pecucmpauyuu CCBII ommeuero buramepanvroe om-
cymemeue N13, N20, a maksice yHUAamepansHoe CHUMICEHUe
amnaumyowst komnonenma N9 cnpasa. [lonyuennvie oannvie
C8UAeMenbCMBYIOM 0 3HAYUMENbHOM HAPYUIeHUU coMamute-
cKoll aggpepenmayuu na yposHe uieiiHoeo omoena CNUHHOZ0
Mozea (maba. 5).

HaHHHe nmanueHTa

dextra 9,2 1
sinistra 8,9 5,5
PedepeHcHble 3HaUEHUST 13,4 £0,3 1,9+0,3
Interside differences 0,43—1,52 0,16—1,28

13,4+0,3

0,43-1,52

1,9£0,3 19,2+ 1,1 0,6+0,2

0,16—1,28 0,72-3,10 0,19-1,81
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Puc. 1. MPT nayuenma U. Cacummanvhulii (a) u akcuanvhblii (6) cpesoi:
npomsixcennviti cmeno3 C3—C6 be3 ouaza muesonamuu

boavHomy Ovina evinoaneHa nepeoHsiss OeKomnpeccusi
CNUHHORO MO032a Ha wielinom yposHe (kopnopaxmomusi C5;
annocnonounodes u guxcayus C4-C6 naacmunoii Atlantis).
Humpaonepayuonnoe nogpesicderue meepaioii Mo32080ii 060-
JN04YKU NOBACKAO 3a cO00U Cha3m nepeoHeil CNUHAAbHOU apme-
pul, 4mo, & c8ok ouepedsb, 8bI36AA0 3HAHUMENbHbLI MOMOPHBLI
depuyum 6 nocaeonepayuonHom nepuode. Humpaonepa-
YUOHHBLI MOHUMOPUHe 8bisieun nadeue amnaumyd BMO
npu omeedenuu NOMEHUUANA KAK C MblUlly-MUUIeHel pYK

IOM MEP -4 ch

[swich:  NR[avg:  Off
TDLELY 1Pairt NonRecurent Lev:
TOZEL2 1:Pairt i Lev:
1
dext

m.. abd. pollici

o =

= — .

OpueurnanvHble uccaedo8aHus

sin

~ /
. hallucis -
sin : e
A L . o 44
Swich:  NRjAg:  Off

.7 ms | Train S500Hz, 3 | Delay:
500Hz 4

sin
Swich: NR[Avy.  Off
TOHELY 1Pairt NonRecurrent Lev.
Ti L2 1Par NonRecurrent
dext

TDLELT 1Pairt NorRecurent  |Lev. BT AmA
TDZELZ 1Pan NonRecurrnt A 1
T

= M

[

Puc. 3. Humpaonepayuonnas pecucmpayus BMO: 1 — pesyaomam TOC do dekomnpeccuu. Buzyaruszupyromes BMO cnpaea ¢ m. abd. pollicis brevis —

5 mpacca u ¢ m. abd. hallucis — 7 mpacca; 2 — pesyasmam TOC uepes 10 mun nocae nepeoneii dexomnpeccuu — BMO omcymemeyem; 3, 4 — nokazaro

nocmenentnoe occmarosnerue BMO uepes 50 mun, o0nako BMO umerom ygeauueHHyr0 AameHmMHOCHb U HUSKYH aMAAUMYOY, 4mo noomeepicoaem Ha-
pyuienue npogedenus N0 KOPMUKOCHUHANbHOMY MPAKmy
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C7Fz : : C7-F
Ni3 | | £ N3 |

qu WW W"wﬁ"’%

C4-Fz C4'FZ . N20

. \/q- g 30 N e Ll L . A~ TR N —

aFz g, P C7Fz  NI13 |
W M“E WW.“M

C3-Fz ' : C3-Fz

w-..-ﬂ'*"““--...m p— .“M--p;'!z‘II-;:
P34 - |

Puc. 4. Humpaonepayuonnas pecucmpayus CCBII: cresa — CCBII do dexomnpeccuu. [lokazans buramepanrvio chudicennvie komnonenmot N 13 u ynusa-
mepanvroe omcymemeue N20 npu cmumyasyuu cpeduntoeo nepea npasa. Pazeepmica 5 mc/ ImiB/Jl. Cnpasa — CCBII nocae dexomnpeccuu. Ommeueno
crudcenue komnonenmos N13, N20, a makace ucuesnosenue komnonenma P24. Pazeepmia 5 mc/ ImiB/J]

'Switch: _N-R, vg: off

[ TDT:EL1 1:FPair1 | NonRecurrent | Lev: 250 mA | Dur 1 ms | Train S00Hz, 3 | Delay: O ms

TOZELZ 1:Pairl MonRecurrent Lev: 0.0 mA | Dur 0.2 ms | Train S500Hz, 4 Delay: O ms

dext 3 1:‘.6;, | dext 5 1'1.(.39 !
ms b P ms.

= ST T e L ~Zo oV =
Amp 1 . - . Amp 1

m. abd. pollicis brevis

o s Ume o8I0 T
e e L 7
= MV‘E\ENM N 10div -
: Amp 2 A A - P2
dext . . . dext . .
1j|" ¥ 4 1}’(‘:?
4 ms ms
Sakeas STEouvE l"' WMMM‘V{‘
Amp 3 - . Amp 3
m. abd. hallucis
sin
sin Trg Trig
MW/\/\»M%W WMW\;MA
Amp 4 Amp 4

Switch: N-R|Avg: Off|
[ TO1:ELT 1:Pair1 MonRecurrent TLev: 250 mA | Dur: 1 m=s | Train S00HzZ, 3 T Delay: oms
| TDZELZ | | MonRecurrent Lev: 0.0 mA_| Dur: 0.3 ms | Ti _ 500Hz, 4 | Delay: 0 ms
dext dext ,
Trig
1 10 ms ¥ \
U uv
ArnD 1 | . ArnD 1
i m. abd. pollicis brevis ’
sin P 5
Trig Trig
10ms WLVMWW%
- - 20 UV
Amp2 | . : . E 5 Amp 2
Trh | dext : Tri
“ » WA 4 1 ms F
10 uv '8 | ¥V ¥ = =60 uv =

sin . : Trig

Puc. 5. ITpumep unmpaonepayuonroeo soccmarosnerus BMO npu TOC c omeederuem nomenyuana om muiuiy, eepxrux (m. abd. pollicis brevis) u nuxcrux (m. abd.
hallucis) korneunocmeii. Caesa: 1-4 mpaccot — omcymemeue BMO npu TOC do dekomnpeccuu; 5—6 mpaccel creéa u 1—8 mpaccwt cnpasa 0emMoHCmpupyom no-
CMeNneHHoe 60CCIMAHOBACHUE NPOBEOCHUS UMNYAbCA NO KOPMUKOCHUHAALHOMY mpakmy u nosienenue BMO 6 omeem na nepednioto dekomnpeccuro
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OpueurnanvHble uccaedo8aHus

Rate: 4.7 Hz Level:13.8 mA|Dur:
Set: 4 [ - Sy !

0.2 ms |Single

1 i : - Na2o
stim.

n. medianus
sin

N
—
'l

1

\

.
a.
F
\
Qv |

=~ 4

NE

<

1]

—

4 ams re quv s

i Ams P= Auv -
- CT Fz

4 ams re TuV -

{4 N T

stim.
2 ' n. medianus
dext

O R~ i

| St SO Rate: 4.7 Hz  Level: 124 mA Dur: 0.2 ms  Single
| Average:Off  Set: 1 | o,
Set Side
CdFz
- N 20 4 ams Fv TuV = P
f.,......_,_.._. aemeat e DI
: - stim.
4 Aams v TuV e 1 ‘. medianus
N 13 C4Fz sin
= e NN, i i AR 2 N
4 4 ams »- UV -
: N 20 C3Fz
L] « Ams rw AuVv al
stim.
L 4 ama r= TuV = 2 n. medianus
, N 13 C7Fz dext
7| T Ams v AUV -

Puc. 6. Pesyabmam unmpaonepauuonnoii pecucmpayuu CCBII do dexomnpeccuu (a) u uepe3 10 mur nocae dexomnpeccuu (6). Omcymemeue ompuyamens-
HOU QUHaMUKU (CHUMNCEHUS AMNAUMYObl KOMHNOHEHMO8 U/uiu yseauverus ramenmuocmu) komnonenmos CCBII 6 omeem nHa nepeduiorn dexomnpeccuro

(m. abd. pollicis brevis), max u ¢ moiuy Hoe (m. abd. hallucis)
6nA0Mb 00 NOAHO20 UCHE3HOBEHUS, C NOCACOYIOUUM 80CCMA-
Hoenenuem BMO ynuramepanvro uepes 50 mun. Oouako ara-
menmuocms BMO cnpasa, 015 Mbliuy, pyK U c1eea, yeeauuuacs
00 4045 mc. Takice b6b110 omMmeueHo buramepatbHoe CHuce-
Hue amnaumyost komnonenma N20. [lonyuennvie Heiipoghu-
3uUo0n02uMecKUe U3MeHeHUsl A8UAUCH CA1edCMBUeM 8a30CNa3mMa
nepeoHeil CNUHAALHOLL apmepuu 8 0meem Ha mpasmamu4eckoe
nospesicoerue meepooii Mo320801 000A0YKU.

B paunnem nocaeonepayuonnom hepuode y nauyuenma
Pa36uACs 8blpaAdCeHHbII dgueamenvrulil deguyum 0o napa-
nae2uu, KOMopblil peepeccuposan Ha ghoHe npogedeHus: KoH-
cepeamusHoil cocyoucmoii mepanuu.

[MTomy4yeHHbIE pe3yabTaThl CBUIETETBCTBYIOT O TOM, UTO
HETOCPEICTBEHHbIN 2(h(DEKT OT AEKOMITPECCUN CITUHHOTO
Mo3ra rpu xupyprideckom jedeHnu LLHICM Hezamemurenb-
HO OTpakaeTcsl Ha MPOBEACHUM Kak 1o ach(epeHTHbIM, TaK
u 110 3 epeHTHHIM TyTsIM. [IprMep BoccTaHOBIEHUST TTPO-
BE/IEHUsI UMITYJIbCA TI0 CITMHHOMY MO3Ty (B 3(hdepeHTHOM

n acdepeHTHOM HAITPABJICHUSIX) B OTBET Ha JCKOMITPECCHUIO
Ha 1reitHoM ypoBHe. Ha puc. 1—4 1moka3aHo BOCCTaHOBJICHHE
BMO (MpIIIIbI pyK) ¥ HapacTaHue aMIDIuTyasl BMO mipu
OTBEIICHUM C MBIIII] HOT B OTBET Ha TpaHCKPAaHWAIBHOU
MAarHUTHYIO CTUMYJISILIAIO.

Ha puc. 5 oTpaxeHa mmHaMMKa oKa3aTesaeit KOMITO-
HEHTOB, XapaKTEPHU3YIOIINX COCTOSHUE COMAaTHUYECKOM
addepeHTaIINN B OTBET Ha AeKoMIpeccrio. Kak BUmHO n3
pUCYHKA, TTOC/Ie TIepeaHel TeKOMIIPECCUU TTPOBOIHUKU
IIyOOKOI YYBCTBUTEILHOCTHA HE OTPEAarMpOBaIM CHIKE-
HueM aMIunTya KoMmnoHeHToB N 13u/umm N20, Takke He
M3MEHWJIACh U JIATEHTHOCTH KOMITOHEHTOB.

CremyeT mMOMYEpPKHYTh, YTO MHTPAOIICPAITMOHHBII MO-
HUTOPHUHT TIPU XUPYPTAIECKON TEKOMITPECCUH CITMHHOTO
MO3ra Ha IIEfHOM YpOBHe Y O0JIbHBIX, cTpanatommx [HICM,
OoTpaXkaeT He3aMeITUTEeIbHOe M3MEHEHIE TIPOBEICHMST M-
myJbca B adpdepeHTHOM 1/ 3¢ dOepeHTHOM HaIIpaBlICHU-
SIX, a TIOJTy9eHHBIe TaHHBIC KOPPEIMPYIOT C HEBPOJIOTHYIC-
CKMM CTaTyCOM B ITOCJICOTICPAIIMIOHHOM ITePHO/IE.
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Peyuausupyrowas Hesponamus mano6epuosbiXx HEpBOB Yy NOAPOCMKA:
KNUHUYecKoe HabnoaeHue

B.A. Bynaunosa!, JI.C. /Ipyxunun'?
'TBOY BIIO Apocnasckas eocydapcmeenas MeOUyUHCKAs aKaoemust;
2I'hY3 A0 Obaacmuas demckas Kaunuueckas 6oavHuya, Spocraens

Konmaxmoi: Bepa Anexcandposna bynranoea vabulanova@mail.ru

TIpedcmaesnero onucarnue KAUHUYECKO0RO CAYHAS HACACOCHBEHHOL HEBPONAMUL CO CKAOHHOCMbIO K hapanudam om coaenenus (HHIIC), noomeepoc-
denroeo pesynsmamamu JIHK-0uaenocmuku. [Ipoananrusuposansi Kaunuueckue u snekmpogusuonoeuyeckue ocodenrnocmu meverus HHCIT
y nodpocmrka. O6¢ysncoersr 60npocyl Ougp@depeHyUanbHoOU OUAHOCMUKU PA3NUYHBIX 3A001e6aHULL, NPOABATIOWUXCS NAPe30M paseubameneii Cmonbi.

Karoueswie caosa: nacredcmeennas Hesponamus co CKAOHHOCMbH K hapaiu4am om CallgﬂeHuﬂ, MYHHE/NbHblE CLlHapOMbl, napes pa3eu6a-

meaneti cmonbl

Recurrent peroneal neuropathy in adolescent: clinical case

V.A. Bulanova’, D.S. Druzhinin'?
"Yaroslavl State Medical Academy,
2Regional Children’s Hospital, Yaroslavl

The clinical case of hereditary neuropathy with liability to pressure palsies (HNPP) confirmed the results of DNA diagnostics is described. Clinical and
electrophysiological features of the course of HN PP in adolescent is analyzed. Many various illnesses require exclusion in case of the foot extensor paresis.

Key words: hereditary neuropathy with liability to pressure palsies, tunnel syndromes, drop foot

Bsepexue

PacnipoctpaneHHOCTD 3a001eBaHNI IIeprhepuIecKOoit
HepBHoOM cuctemsl (ITHC) y geTeit u moapocTKoB B BO3-
pactre g0 14 netr B Poccuu coctaBiser 140 ciydaeB Ha
100 TeIC. HaceleHMsI, TEepBUYHAS 3a00JIEBACMOCTh —
64 na 100 Teic. [1]. CBeneHuii 0 yacToTEe HETPAaBMAaTHYE-
CKMX MOHOHEBPONATUIl B JaHHOI BO3pPACTHOW IpyIIie
B JIOCTYIIHOU JIMTepaType HE BCTPETWIOCH. Y B3POCIBIX
cpeny HeTpaBMaTUIeCKUX MOHOHEBPOITATHIA TTPe00IamaioT
TYHHEJIbHbIE CUHAPOMBI, cocTaniistioriue 10 30—40 % Bcex
3a0omeBanuii [THC [2], mpuyem okoso 2,5% Bcex TyH-
HEJIbHBIX HEBPOIIATUI — 3TO KOMIIPECCHS MaJIoOepIIOBO-
ro HepBa Ha ypoBHe (puoOyIsapHoro kaHana [3].

IIpoGnema mapesa pasrudaTesieil CTOMbI, TUTIMYHOIO
MPOSIBJICHUST TIOpaXkKeHUs MaJloOepIIoBOrO HepBa, NP
KaXYIIEeWCs TPOCTOTe KIMHUYECKOW ITMArHOCTUKU CO-
CTOMT B HEOOXOOMMOCTH YTOYHEHHS 3THOJOTMYECKOTO
(hakropa, CKITIOYEH NS TTpeapacTIONaralolnx «(pOHOBBIX»
cocTOSTHUM 1 auddepeHIInaIbHON THarTHOCTUKI HEBPO-
IMaTUX MajI00ePIIOBOTO HepBa 1 IMMOPaXKeHUI HEUPOMOTOP-
HOTO amrapaTa Ha IPYTuX YPOBHSIX.

Knunuyeckoe Habniopenue

[Mauuent A., 1996 roma poxkaeHusl, BIIepBbie 00paTILI-
cs K HeBpoJsory B mekabpe 2008 . (B Bo3pacte 12 mer)
¢ XajobaMHM Ha OTrpaHWYCHHE aKTMBHOTO pPa3TrMOaHMS
MIPaBOil CTOMBI, a TAKXKE MEPUOINIECKOe OHEMEHUE PYK
B T€UCHNE HECKOJBKMX MUHYT IIOCJIe HOYHOTO cHa. To4-
HYIO JaTy TOSIBJICHUSI CJIa00CTH B pa3rvOaTesissX CTOITBI

YCTaHOBUTH HE YIAJIOCh, IPUMEPHO 3a 3 Hel 10 oOpalle-
HUS TALMEHT 3aMETUJI, YTO CTaJI0 «HEymOOHO OeraTh Ha
ypoxax (pU3KyJIBTYphI B IIIKOJIe». B OmikaiiiieM aHaMHe3e
yKa3zaHU Ha (pakT KOMIIpecCUM KOHEYHOCTU He OBLIO,
omHako B ceHTs10pe 2008 . mMesa MecTo TpaBMma (YIIH-
OJIeHHasl paHa MSTKMX TKaHE Hapy>KHOU ITOBEPXHOCTHU
TIpaBoro Oeapa B CpeaHEel TPETH), TTAlIMEHT OCMAaTPUBAJICS
TPaBMAaTOJIOTOM, paHa ObljIa yIImTa (CO CJIOB MaTepH IO -
POCTKA: BUIMMBIX TIPU3HAKOB TeMaTOMBI He 0b110). OHe-
MEHHE PYK IT0 yTpaM OTMeuaeTcs B TeueHue romaa. M3 me-
pEHECeHHBIX 3a00JIeBaHWI B aHAMHe3e: BETpsHas OCIia
¥ CKapJaThHa (B JOIIKOJILHOM BO3pPAacTe), OCTPHIC PECITH -
paTopHble MHpeKIMn 3—4 pa3a B Toi, pecrMpaTOPHBII
aJuIepro3 10 TUITYy PUHOTPaXeOOPOHXUTA C CE30HHBIMU
000CTPEHUSIMU.

VY orma mamnueHTa B Bo3pacTe 18 Jet, mocie mpemiie-
CTBYIOIIIEH MHOTOYaCOBOI (hM3MIEeCKON HATPY3KU (MasIsip-
HBIC pabOTHI C MCTIOJIH30BAHNEM IIPUCTABHOM JIECTHUIIBI)
pa3BUJICS TTape3 pa3rudaTesieil mpaBoii CTOIIBI, ITpaKTHUIe-
CKH 06e3 TIOCNIeAYIONIeTO perpecca, ¢ BhIpakeHHBIM Hapy-
LIEHWEM TIOXOIKM IO THUITy «CTelmax». B Hacrosiee
BpeMsI OTEIl OTMEYaeT eKeIHEBHBIC ITPEXOASIINIE OIIyIIe-
HUSI OHEMEHUSI KOXM HIKHMX KOHEYHOCTEH IOCiIe CHa
¥ CUICHMS Ha cTyJie. B poIocioBHOM 1O IMHUM OTIIA €CTh
YIIOMMHAHUS O 4 pOICTBEHHUKAX, MPEIbSIBIISIOMINX 3Ka-
JIOOBI Ha HApPYIICHUS] YYBCTBUTEILHOCTA B KOHEYHOCTSIX
(cM. pucyHOK). Y mpobaHaa (TmaureHT A.) IMEIOTCST TBOIO-
pPOIHBIE CMOCHI (IEBOYKM B Bo3pacTe 5 1 14 neT), mocTo-
BEPHBIX CBEICHUI O COCTOSTHUM MX 3M0POBbSI HET.
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ITpu HeBpoJiormyeckoM ocMoTpe B aekadope 2008 .
y ImareHTa A. BbISIBJICHBI IIPU3HAKN HEBPOITATUH IIPaBO-
ro OOIero Mayo0epIIOBOrO HEpBa B BUIE YMEPEHHOTO
Imape3a MBI pa3rudartesicii CTOMbI 1 MaiblieB (IIPUA CO-
XpaHEHHON aMITTATYIe TIIyOOKNX pedIeKCOB), TUIAITe-
3UH1 KO HApY>KHOM ITOBEPXHOCTH TOJICHU 1 ThUIA CTOITBI.
BnexrponHeiipomuorpadus (DHMI) BeisiBUIA TeMue-
HU3UPYIOIIYI0 HEBPOIIATUIO IPABOTO Maj00EPIIOBOTO
HepBa, a TAKKe MATOJIOTHICCKOE YIUIMHEHNE TUCTATbHOM
JIATEHTHOCTH U CHIDKEHUE aMIUTATYIbIl MOTOPHOTO OTBETa
IIPY TeCTUPOBAHNH KIMHUYECKH aCUMIITOMHOTO JIEBOTO
MajaobepoBoro Hepsa (cM. Tabauiy). McciaemoBaHue
CBIBOPOTOYHOTO YPOBHSI INTIOKO3BI, KpeaTHH(OCHOKIMHA3HI
(K®K) n nakratoerunaporeHa3bl OTKJIOHEHU OT HOPMBI
He BbISIBIIIO. OT rocnyTaaIn3aly IOAPOCTKA CEMbS OT-
Kazanachk. I[lauueHT neynics aMOyaaTopHO: OblIa TIpel-
JIOXKeHa TepopaibHas Tepalivsi, BKIIOYaBIIast o-TUIIOEBYIO
kucnory (300 Mr/cyr B TedyeHHE 2 MecC), UNUOAKPUH
(25 mr/cyT B TeueHne 1 Mec), 3aTeM BUTAMUHBI TPYMITEL B
(B,, By, B,,) B BbICOKHMX 03ax. 3a 3 MEC OTMEYEH IMOJHbIH
perpecc mapesa, 3Ha9YMTEeIBHBIN perpecc IyBCTBUTEIbHBIX
HapyIIeHN# (COXpaHSICS HeOOBIIIOH IO TUIOIIAANA yIa-
CTOK TUTAJITe3MH KOXU B 00JIaCTH Hapy>KHO TTOBEPXHO-
CTH TIPaBoi ToeHN ). MarHUTHO-Pe30HAHCHAsI TOMOTpa-
duss (MPT) mosIcHUYHO-KPECTIIOBOTO M HIDKHETPYIHOTO
OTIIEJIOB TO3BOHOUYHMKA OOHApyXXWJIa HadaJbHBIC TIPH-
3HAK1 XOHIIPo3a (HEpaBHOMEPHOCTH BHICOTHI MEKITO3BOH-
KOBbIX 1MCKOB Th,, — S,), MPT rosioBHoro mosra — npu-
3HAKW TUIMOIIA3WM Trurodusa. B cBI3m ¢ mociaemHei
HaXOIKOM MaIlMeHT OCMOTPEeH SHIOKprHOoJI0ToM. Mcce-
JIOBaHWE TOPMOHAJIBLHOTO CTaTyca, BKJIIOYasl TPOITHBIC
TOPMOHBI TUTIO(hU3a, TUPEOUIHbIE, TIOJOBbIE, a TaKXkKe
MMOCTIIPAHANATBHYIO TIMKEMUIO, OTKJIOHEHU OT HOPMBI
He BeIsIBIITO. [Ipm yibsTpa3ByKOBO# mormruieporpaduu
OpaxuoliebaTbHBIX apTePUA TATOJIOTHHN HEe 0OHAPYKEHO.
B mapte 2009 1. y maumeHTa OBLT 3TTU30/1 apTPaIThii B KO-
JICHHBIX CycTaBax, JaHHbIe Y3U m peHTreHorpadum Ko-
JICHHBIX CYCTaBOB, ypoBHU C-peakKTUBHOTO Oe/IKa M PEeB-
MaTOMIHOTO (haKTOpa OKa3alrlcCh B HOpME.

C yuetoMm aHaMHe3a 1 JaHHBIX DHMI, ykaseBatommx
Ha BOBJICUCHME HE TOJBKO KIMHWUYECKU CHUMITTOMHOTO,
HO U <«MHTAaKTHOTO» HEpBa, CeMbe OBLIa TpeTOXKeHa
JAHK-nuarnocTuka ajist ICKJIF0OUeHMST HaC/IeICTBEHHOI He-

(@
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0 00

[eneanoeuueckoe dpeso nayuenma A.: cmpenxoil ykasax npooano,
uepHble ueypvl — YAeHbl CeMbl ¢ CUMRMOMAMU HeBPONAMuUlL,
KpecmuKkom ommeyeH ymepuiui

BpOMATUM CO CKJIOHHOCTBIO K TIapajudyaM OT CHABJICHUS
(HHIIC). MonekymsipHO-TeHeTHIeCKOe MCCIIeIOBAHNE, BbI-
nomHeHHoe B Mae 2009 1. B madoparopuu JIH K -mmarHocTiky
MTI'HII PAMH (3aB. mabopatopueii mpod. A.B. TTomsakoB)
nonTeepawio Hanmmuue aeneumu 17pll.2-pl2 y nmpobanga
M €TO OTIIA.

3a 3 roma TocIeyoIIero HaOIOIeHNS Y TIPOOaH/Ia MMET
MECTO PeLIINB HEBPOITATUH MAJIOOEPIIOBOTO HEpBa Ha CTOPOHE
«1e0roTa». [lauyeHT K Bpauy He oOpariiajics, IpuHUMAa JieKap-
CTBEHHBIC TIperaparhl 0 TMPEeKHEH cxeMe, B TeUeHUe 2 Mec
cmabocTh perpeccuponaina. B susape 2010 . — smm3om HeBpo-
TIaTUM MaJIO0EPIIOBOTO HepBa Ha IPYroif KOHEUHOCTH, TIPHIEM
B COYCTAHMM C HAPYIICHUSIMH YyBCTBUTEIEHOCTH B 30HE MH-
HepBaIK HApY:KHOTO KOXKHOTO HepBa IPaBoro oempa. SIBHbIX
MIPOBOLIMPYIOIIMX (hakTopoB He oTMmedeHo. [Ipm DHMI
B 2010 . BBISIBJIEHBI TIPU3HAKK KOMITPECCUH JIEBOTO Majiodep-
IIOBOTO HEpBa HAa YPOBHE TOJIOBKM MAaJIOOSPIIOBOM KOCTHU
(cM. Tabmty). [armeHT ObIT TOCTIMTAIM3UPOBAaH B HEBPOJIO-
TWYECKOE OTIEICHNE, B TepaITii NCITOIb30BaHbl BHYTPHBCHHBIC
MHQY3UH 0~JTUTIOCBOI KMCIIOTHI, TTepOPaTbHBIIN TTPHeM WA~
KpPUHA, 3JICKTPOCTUMYJISILINS TTAPSTUIHBIX MBIIIII JIEBOI TOJTe-
HU. Tporiecc MOTHOrO BOCCTAHOBJICHUST CHJIBI pa3rroareseid
JIeBO#A cTOITHI 3aHsUT 3 Mec. [1pn mpodrIakTHIecKoM OCMOTpe
B Mae 2010 . oprorenom BBISIBJIEH cKOMo3 I crereHu, moa-
TBEPXKIECHHBIN JAHHBIMA CITOHIVIIOTpahU.

C 2011 . (B Bo3pacrte 15 y1eT) mayeHT OTMETIIT TIOSIBITEe -
HHE CIIeAYIOIINX OIIYIICHUIA: TIOCTOSTHHOE YYBCTBO OHEME-
HUST KOXXH Hapy>KHOI TIOBEPXHOCTH TIPABOT0 Oepa; Tepro-
OIUYeCKW BO3HMKAIOIIee OHEMEHUE KOXM HapyKHOM
TIOBEPXHOCTH 00X TOJICHEH 1 JIeBOro Oempa, IMpomoKI-
TEJIBHOCTHIO OT HECKOJIBKHX YacoB 10 | CYT, IPOBOLIPYeMOe
JUTMTETBHBIM (0oJice 2 9) CUACHUEM Ha CTyJle, YCUIUBaIO-
1eecst TIPY OXJTaKICHNH; IyBCTBO OHEMEHUS U TTOKAJTbIBa-
HUS B pyKax ITOCJIe CHa B TeUeHNUE 2—3 MIUH; OHEMEHIE KOXI
TIpaBOIi IIEKM MOCJIe CHA, COXPaHSIOIIeeCsT OKOJIo 1 U; exke-
THEBHBIC 00JIE3HEHHBIC MBIIIICUHBIC CITA3MBI B CTOIIAX TN -
TeJbHOCThIO 30—60 ¢, mpoBoLMpYeMble AKTUBHBIM I10IO-
IIBEHHBIM CTHOAHWEM CTOII.

ITpu ocmotpe HeBpoJiora B Hostope 2011 1. TaToioruu co
CTOPOHBI YePEITHBIX HEPBOB HE BEISIBIICHO. OTMEUEHBI JIeT-
KIe TUITOTPOMUI MBIIIII IJICYEBOTO TI0sIca, JieTKast medop-
MalIMsI TPYAMHBI IT0 TUITY «<BOPOHKOOOPa3HO». MBIIIICUHBIIA
TOHYC yMepeHHO 1D GY3HO CHIDKEH, KOHTPAKTYP CYCTaBOB
HeT. OTYeTVIMBBIX TTAPE30B HET, OHAKO MAIIUEHT COOOIIIAET,
YTO MOXET TIOATSHYThCS Ha IepeKIamTlHe TOJBKO OTHO-
KpPaTHO, MMEFOTCST CITa00ITONIOKUTETbHBIC CUMITTOMBI «KOJTh-
1a» JlaBumeHKoBa 1 cuMITToM BeHaepoBruya ¢ 00erx CTOPOH.
OTMEUEHO OTCYTCTBHE KOJIEHHOTO M aXMJUTOBa pehIeKCOB
cJieBa, KapriopaaruadbHBIN 1 KOJICHHBIN pedIIeKCH CIipaBa,
a TakXe OWIIMMUTAIBHBIA ¢ 00CMX CTOPOH CHIDKCHBI,
oCTaJIbHBIE TITyOOKEe pethIeKCh UMEIOT CPETHIO aMILIH-
Tymy, OpIOIITHBIe pedIeKChl KMUBBIC, paBHBIC, TTOMOIIBEH-
HBIE — OTCYTCTBYIOT, MATOJOTUYECKUX petICKCOB HET.
Koopmunamus He HapyieHa. CHIDKeHa 00J1eBast YyBCTBU -
TEBPHOCTh KOXHU 3amHEeMEIUAIbHON TTOBEpXHOCTU IIIcUa
¥ TIPEATUICYbsI, HApy>KHO ITOBEPXHOCTH Oe/ipa, TOJICH!, Ha-
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PY>KHOTO OTJeJIa ThIJIa CTOIIBI ¢ 00enX CTOpOH. CHUMITTOMBI
HaTsoKeHMST OTpULIaTeNIbHBL. CyCTaBHO-MBIIIEYHOE YYBCTBO
COXpaHEHO, BUOPALIMOHHAST YYBCTBUTEIIEHOCTD B IUCTAITb-
HBIX OTAEJaX HOT — Ha HIDKHEW IpaHWIle HOPMHBL. Peub
W Opyrve BBICIINE KOPKOBBIE (DYHKIIMU HE PacCTPOCHEI,
YUUTCS B 001Ie00pa30BaTEIHbHOM IITKOJIE.

OHMI Bemonssack Tprkasl (2008, 2010, 2011 ).
K coxxaneHnuto, o00beM nepBbIX UCCASA0BAaHUI ObLIT Orpa-
HUYCH TECTMPOBAaHMEM HEPBOB HIDKHUX KOHEYHOCTEH.
TeM He MeHee B IMHAMUKE BBISIBIICHA YCTOMIMBasI TCHICH-

Munamuxa DHMT-nokaszameneii nayuenma A.

LMS K TIOSIBJICHUIO JTMOO HapacTaHUIO MATOJIOTMYeCKOTO
YBEJIMUEHUS TUCTATBHOM JJATEHTHOCTH, (PITYKTYaIusi CKO-
POCTHBIX TIOKa3aTeJiell — KakK MOBBIIIEHKE TT0CjIe BOCCTa-
HOBJICHUSI IBUTATEJILHON (DYHKITUU MOPakeHHOTO HEPBa,
TaK ¥ CHWXKEHME MPU OTCYTCTBUH Tape3a COOTBETCTBYIO-
X MbIi (cM. Tabauiy). MccnemoBanue CeHCOPHBIX
BOJIOKOH B 2011 . (B epuo MOSIBJIEHUsT TEPMaHEHTHBIX
W YCUJICHUST TIPEXOJISIINX YYBCTBUTEIBHBIX HAPYILICHMI)
BBISIBUJIO OTUETJIMBYIO CEHCOPHYIO TOJUMHEBPOIATHIO
(cM. TabuILy).

n. peroneus dext. KiMHIYecKHn «CHMITOMHBII» KinHn4yeckn MHTAKTHBII
Al, MB 4,36 1,94 2,10
T, mc 5,7 6,3 6,3
CPB, m/c 35,4 41,3 36,1
CPBoub.xaH., M/c 38,7 44,4 30,2
n. peroneus sin. KinMHnYeCKH MHTAKTHBII KimHnyecKku «CHMINTOMHBII» KiMHuYecKu HHTAKTHBIA
Al, MB 2,52 4,12 1,54
T, mc 4,9 5,8 6,15
CPB, m/c 42,2 41,4 Bi/A9)
CPBowub.xaH., M/c 53,8 20,4 39,6
n. tibialis sin. KimHn4eckn MHTAKTHBII
Al, MB H/I 7,75 6,76
JUI, mc H/I 6,1 6,4
CPB, m/c H/IL 36,7 41,4
n. medianus dext. Knnnanyeckn MHTAKTHBIIH
Al, MB H/IL H/I 4,84
AT, me H/1 H/IL 4,2
CPB, m/c H/IT H/I 47,5
AceHc., MKB H/I H/I 7,61
CPBcenc., m/c H/IL H/1L 41,7
n. suralis dext.et sin.
AceHc., MKB H/I H/I He perucrpupyercs

Ilpumenanue. Ycnosnvie coxkpawenus: Al — amnaumyoa neeamuenoii gpazor M-omeema npu cmumyrayuu Hepga 6 oucmanvhol mouie (MB);

JUI — ducmanvnas aamenmuocms;, CPB — ckopocme pacnpocmparenus: 6030yiucoeHus no MomopHoim eosokram Hepea; CPBgub.kan. — ckopocmp
pacnpocmpanenus 6030yicoenus no MOMopHuIM 6010KHAM HA yHacmKe PuoyaapHoeo Kanaia; AcenHc. — amnaumyoa 4y8cmeumenbHo20 NomeHyuaid;
CPBcenc. — ckopocmb pacnpocmparerust 8030YHcoeHUs O CEHCOPHBIM 80A0KHAM HA AA00HHO-3ANACMHOM ceeMerme (045 cpeOUHHO20 Hepea);

H/0 — «Hem OaHHbIX» (NOKa3amend He Uccaed0osancs). Kupnvim wpugmom evioenenvl usmeHenHble noKazamenu.

67



68

HepBHo-MbileYHbIe
BOJNIE3HH

Kaunuueckuii cayuaii

06cy:xneHue

Takum obpa3oM, mpu IepBOM OOpallleHUM NallueHTa
KJIMHUYECKN TMAarHOCTUPOBAH CUHIPOM IOPaXXKEHUSsT 00-
1Ier0 MajJo0eplLoBOTO HEpBa, TEMM Pa3BUTUSI KOTOPOTO
TPYAHO OAHO3HAYHO OLIEHUTb U3-3a HEUETKUX aHAMHECTU-
yeckux cBefeHuit. [lonoxurenbHbI CEMEMHBIN aHAMHE3,
COOTBETCTBYIOLIUIA AayTOCOMHO-AOMMHAHTHOMY TUITYy Ha-
ClIeIOBaHUsI, MHOXECTBEHHbIN (BBIXOMSIIMIA 32 paMKU
KJIMHUYECKH TTOPaXKeHHOTO HEPBa) XapaKTep N3MEHEHUIA,
BoIsiBIeHHBIX ipu DHMI, u nannsie JIHK-auarnoctuku
MO3BOJIMJIM OTHOCUTEIBHO OBICTPO YCTAHOBUTh ATUOJIOTUIO
HEBpOMATHUM YXKe TMPU MEPBOM 3IMU30/€e napainya. Bpsa
JI MOXKHO CYMTATh KIIMHUYECKN 3HAUMMBIM (haKT TPaBMBbI
MSTKHMX TKaHeU ImpaBoro Oemapa 3a 3 Mec 10 pa3BUTHS ITa-
pesa pasrubareseii ctornbl. MHTepecHO, 4TO U B IOCJIe-
JyIolleM He ObUIO YKa3aHWI Ha «ITO3UILIMOHHBIN (haKTop»
rnepen pa3BUTUEM MApe30B, TOTAA KaK MPEXOAsIIUe CEH-
COpHbIE HApYIIEHUs], HAMPUMEP CUMIITOMbI CO CTOPOHBI
TPOMHUYHOTO HEPBA, YETKO ObLIM CBS3aHbl C BHELIHEMH
KoMIipeccueil. Bo3pacTt «1ebroTa» mapainda y JaHHOTO
MMaIeHTa HIKe «CPeIHEeCTaTUCTUIeCKIX» 23 et [4] 1 Ha
6 JleT MeHbllle, yeM y ero otua. He mpoTuBopeunT aua-
roozy HHITIC wm mocnenyroniee TeuyeHue 3a00JieBaHUS
y mpobaHIa ¢ HaTMuueM 3 3ITU3010B 0e300JIeBBIX HEBPO-
maTuit MajJo0epIIOBEIX HEPBOB 3a 14 Mec (C TTOTHBIM OT-
CPOYEHHBIM PETPECCOM Iape30B) U MOSIBIICHUEM IIepMa-
HEHTHBIX HapYIICHU IyBCTBUTEILHOCTH. ApedIieKcus He
CUMUTAETCS OOJMraTHLIM MPU3HAKOM M OMMCaHA TOJbKO
y 12 % 6onbHbix ¢ HHIIC [4], B HaleM HaGI0A€HUY JIUILb
YacTh TITyOOKMX pedIIeKCOB BBIMANa CITYCTS Ooyiee yeM
1 roa oT nepBoro anu3o0/1a napaivya. MameHeHus rnoxkasa-
teneit DHMI y maneHTa A. (0COOEHHO 3apeTUCTPUPOBAH-
Hble B Bo3pacTe 157eT) B BUAE 3aMelIeHUs] MOTOPHOM
U CEHCOPHOM MPOBOIMMOCTU TI0 CPEIMHHOMY HEPBY Ha
y4acTKe 3aIsICThsl U aHOMAJIM MOTOPHOM MPOBOAUMOCTH
Mo Majao0eplOBbIM HEPBAM JOCTATOYHO TUIIMYHBI LIS
obcyxnaemoir opmbl HeBporatnu [4—6]. [TonyyeHHbIE
npu noBTOpHBIX DHMI -rccenoBaHusIx 1aHHbBIE TO3BO-
JISIIOT TOBOPUTD O MPOrPeCcCUPOBAHUN JEMUETUHUZUPYIO-
11Iero TMpoliecca, HECMOTPST Ha KJIIMHUYECKYIO Bapuabelib-
HOCTh cuMNITOMATUKHU. C yI4eTOM CHIKCHUSI aMITIUATYIbI
MOTOPHOTO OTBETa KOPOTKOTO pa3rudaresisi NajibLeB MpU
CTUMYJIILAU MAJIOOEPLIOBbIX HEPBOB HE UCKITIOYAETCS MPU-
COEIMHEHME aKCOHAJIbHOTO KOMITOHEHTA; MOJ0OHOE OMNK-
cano B nuteparype npu HHITC nMmeHHO 191 HEpBOB, BO-
BJICUEHHBIX B KOMIIpeccuio [7].

B HacTosiee BpeMs HeT JaHHBIX 00 3(h(PeKTUBHOCTU
MeIKaMeHTO3HOI Tepanuu rapannyeii mpu HHITC 3a nc-
KJII0YEHUEM €IMHUYHbBIX COOOILIEHUI O MOJIb3e CTEPOUIOB
MPU TUTETbHOM JIMOO HEMOJTHOM CIIOHTAHHOM BOCCTAHOB-
JleHn [8]. YUuThIBas MOTHBIN perpecc Mmape3oB y HaIeTo
MMalMeHTa B CPOKH 10 3 MeC, CTEPOMIBI He IIPUMEHSUIH, BbI-
0Op JIEKapCTBEHHbBIX CPEACTB OINPENEISICS YHUBEPCATbHbI-
MM MPEACTaBICHUSIMU O MAaTOr€HETUYECKON Tepanuu He-
Bporatuii. Cymuth 00 3(P(HEeKTUBHOCTA HPUMEHSIEMOTO
JIeYEHUS 3aTPpyTHUTEbHO, TaK Kak it HHIIC xapakTepen

CIIOHTaHHBIN perpecc mape3oB. OCHOBHOM MPOMIIaKTHYE -
CKOI1 Mepoii OblJ1a peKoMeHaalust u30eraTb CUTyaluii, Cro-
COOCTBYIOLLIMX KOMITPECCUU HEPBHBIX CTBOJIOB.
TUNMYHOCT aHAMHECTUYECKUX, KITUHUYECKUX, DIEK-
TpOo(PU3MOIOTMISCKUX TaHHBIX y HAIIleTo IalreHTa 00-
Jieryuaa HO30J0rnyeckyro nuarHoctuky. IloapoGHoe
U3y4eHUE UHAVMBUIYAJIBHOTO U CEMEMHOro aHaMHe3a —
BaXKHbI 3TaIl IMarHOCTUKH, TaK KaK y MalieHTOB C pely-
JTUBUPYIOIIMMU 0€300JIeBBIMU KOMIOPECCUOHHBIMU He-
BpPOMNATUSIMU TIPU OTSTOLLEHHOM CEMEMHOM aHaMHe3e
W HAJIMYUM pacnpocTpaHeHHbIx DHMI -HapymeHuii no-
BOJILHO YacTO BBISIBJISIETCST Aenenus Jiokyca 17pl1.2-12,
otBeTcTBeHHas 3a passutue HHIIC [9, 10]. Haubonee
4acTou MPUYMHON HETpaBMaTUUECKUX HEBPOITATUIA MaJlo-
OeplioBoro HepBa maxe y jaull, He ctpanatomux HHIIC,
SIBJISIETCSI TYHHEJIBHBIN CUHAPOM Ha YPOBHE (hHOYIISIPHOTO
KaHaJia, pa3BUTHIO KOTOPOTO CIOCOOCTBYET MO3ULIMOHHbII
dakTop (CHIeHNe «Ha KOPTOUKaX», IMOJIOXKEHNE «HOTa Ha
HOTY» M T. I1.). Y KaXXI0ro 00JIbHOTO C TYHHETbHBIMH CUH-
IpoMaMM HEOOXOIMMO UCKITIOUCHHE «(POHOBBIX» COCTOSI-
HUI, IIpeapacIioaraolinx K KOMIIPECCHU HEPBOB. DTO,
BO-TIEPBbIX, PHAOKPUHHbIE 3a00Ji€BaHUSI, B YaCTHOCTH
TUTIOTUPEO3, CaXapHBI AuabeT u akpoMeramus [11, 12].
VY npencraBaeHHOro nNaluueHTa ¢ y4eToM OOHapy>KeHHOM
npu MPT ronoBHoro mo3sra rumnornia3uu rurnodusa obL10
MPOBEAEHO HCCENOBaHME TOPMOHAJIBHOIO CTaryca, He
BbISIBUBILIEE OTKJIOHEHUIA. BO-BTOPBIX, K BOBHUKHOBEHUIO
TYHHEJbHbIX HEBPOMNATUI TIpeapacnoiaraloT CUCTEMHbIE
peBMaThuecKre 3a00aeBaHMsI, OCOOEHHO COMPOBOXKIAAI0-
1IMecs CyCTaBHbIM cUHIpoMoM. KpoMe Toro, JJokajbHbIe
MaTOJOTUYECKHE TTPOLIECCHI B 00J1aCTU KOJEHHOTO CyCTaBa,
B YaCTHOCTHM apTPOTeHHBIC KUCTBI, OCTEO(MUTHI TOJOBKHU
Mano0eploBOil KOCTU, MHOIJA MOTYT COMPOBOXKAATHCS
pa3BUTHEM KOMIIPECCUOHHOI HeBponaTuu [13]. Y mamu-
€HTa A. UMeJl MECTO 3MMU30], apTPAITUIA B KOJIEHHBIX Cy-
cTaBax, HO MPEINPUHSITbIE YABTPAa3BYKOBOE, PEHTI€HOJI0-
TMYECKOE U OMOXUMUYECKHE UCCIIETOBAHMS MAaTOJOTUU He
oOHapyxwuin. JIpyrast peakast «J10oKajJbHas» MPUIMHA CHUH-
JpoMa Majo0eplLoBOro HepBa — IIBAaHHOMA MOCJEA-
Hero [14]. Bo3amoxkHa 1 60Jiee TTpoKCcUMaIbHas JIOKAI3a-
IS MAaTOJIOTMYECKOTO IIpoliecca y MalleHTOB C TTape3oM
pazrubartesieii CTOMbl, HAMpUMEpP, HEBPOMNATHUU CEAAIMIL-
HOTO HEPBA, B YACTHOCTU MOCTUHBEKLIMOHHBIE, UTO OCO-
OEHHO aKTyaJIbHO B paHHEM JeTCKOM Bo3pacTte [15]. Pagu-
Kynomnatusi LS Takxke MOXET MPUBOAWUTL K Iape3y
pazrubartesieil CTOIbl B COUETAHUM C YYBCTBUTEIbHBIMU
paccTpoicTBaMM U, Kak MpaBUJIo, C 00JEBbIM CUHAPOMOM,
nostomy MPT nmosichmaHo-kpecrmosoro otaena (I1IKO)
noKa3zaHa HEKOTOPbIM MalueHTam. McKilloueHre mpoKcu-
MaJIbHOTO YPOBHSI ITOPaXeHUsI OCOOEHHO BaXKHO y 00Jb-
HbIX, KOTOPBIM IJTAHUPYETCS XMPYPIrMUYECKOE BMELLIATE b~
CTBO C LIEJIbIO IEKOMITPECCUM UJIM MUKPOXUPYPTrUUeCKOn
peKOHCTpyKIMY ManobepiioBoro Hepsa. MPT ITKO y ma-
1MeHTa A. BbISIBWIA MUHUMaJIbHbIE AUCTPpOMUYECKUE
M3MEHEHMS MEXITO3BOHKOBbIX IMCKOB, HE COMPOBOXIAI0-
1Mecs MpoTPy3UsIMU JIMOO TpblXKaMU, HE ObLJIO OOHapy-
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KEHO Y KaKMX-JIN0O MHBIX MPUYNH BO3MOXKHO KOMITpEC-
cuY KOpelkoB. TeM He MeHee, YIUTHIBas pacIipeaeacHue
YYBCTBUTEJIbHBIX HapylI€HWUH, BKJAd «KOPEIIKOBOIO»
KOMITOHEHTA He MOXeT ObITh oTBepruyT Ha 100 %. ITopa-
JKEeHME TICPeTHUX POTOB MOSICHUYHOTO YTOJIIECHUS (HATIPH -
Mep, TIPU TTOJTMOMUEINTE) — MaJIOBEpOSITHASI MPUYMHA
OJHOCTOPOHHETO M30JIMPOBAHHOTO Mape3a pasrubdareneit
CTOMBI, OAHAKO BCE XKE& 3aCIyXKMBAmIIasd BKIIOYECHUS
B muddepeHINaTbHO-IMaTHOCTUICCKUI psim (0COOCHHO
y JeTeif) B cIydae OCTPOrO BSUIOTO Tapayiya IpU OTCYT-
CTBUHU YYBCTBUTEJIbHBIX HAPYIIEHUIA.

KiauHunucram Xopo1o u3BeCTeH «CUMHIPOM MCeBIO-
repoHeyca» Mpu MopaxKeHUH BEPXHETO OTeIa MOTOPHOM
KOpBI KOHTpajaTepajbHON J00HOM momu. IlpucyrcTtBue
cumnitomMa BaOMHCKOrO WM JIpYyTUX ITaTOJIOTUYECKUX
CTOITHBIX 3HAKOB Ha CTOPOHE T1ape3a, HECOOTBETCTBHE BbI-
pakeHHBIX IBUTATEJIbHBIX HAPYIIEHWIT HOPMaJIbHBIM WJIN
CUMMETPUYHO HE3HAYUTEeIbHO M3MeHeHHbIM DHMI -
nmapaMeTpaM MajloOepILIOBLIX HEPBOB JIOJIKHBLI CITY>KUTh
noBoioM 1St BeintojiHeHust MPT rojsoBHoro moa3ra.

Ecnu roBopuTh 0 TEpBUYHO-MBIIIIEYHBIX 3a001€BaHN~
X Kak IMPUYMHE OJHOCTOPOHHETO Tape3a pa3ruodarenei

CTOITBI 0€3 UyBCTBUTEJIBHBIX HApYIICHW, 3aCIyXHUBaeT
YIIOMWHAHMS JIULIE-TONAaTOYHO-KOHEUHOCTHAST MBIIIICYHAST
nuctpodus (JIJIKMI) ¢ BO3BMOXHOI acCUMMETpHUEH TI0-
paXXeHMs Ha CTaaIuM BOBJICYCHMS HOBBIX MBIIICYHBIX
TPYIIII, B YaCTHOCTU TIePEIHEHAPYKHBIX MBIIIIII TOJICHEH,
TOopaXaloIInXCcs MIpU TIporpeccupoBaHnm 6one3nu. Co-
MYTCTBYIOIIAsT CIa00CTh MUMMWYECKUX MBIIII YW MBIIIIIT
TUIEYEBOTO TT0sICAa B COYETAHUH C TTOBBIIIEHHBIM YPOBHEM
K®K cayxar 10BOJBHO HAmeXKHBIMUA MPU3HAKAMM IS
nuarHoctuku JIJIKMJI, aGcoioTHBIM MTOATBEPKASHUEM
KOTOPOU SIBJSIETCS] MOJIEKYISIPHO-TEHETUISCKUI aHAIH3.

Takum obpa3oM, mape3 pazrudareiieil CTOIbI — CHU-
Tyamusi, TpeOyIoIasi OT KIMHUIIMCTA IIpOoBeaeHUs Trudde-
PEHIIMATLHON TUaTHOCTUKY CPEIU JOBOJHHO OOJIBIIOTO
crnekTpa 3aboneBanuii. Pacimmpennoe DHMI-uccnemno-
BaHUE HE TOJbKO MaJoOEPLIOBbIX, HO U KIMHUYECKU UH-
TaKTHBIX HEPBOB MOXKET CYIIECTBEHHO ITOMOYb B Iuch-
(bepeHIIMaTbHO-IMaTHOCTUYECKOM IIOMCKE M IT03TOMY
PEKOMEHIYEeTCST BCEM IMallieHTaM C JTaHHOM MaTOJIOTHEA.
Br160p Ipyrux 10MOTHATEILHBIX METOIOB MCCIICIOBAHUS
OIpeeIIsIeTCSI OCOOCHHOCTSIMI KIMHUIECKON KapTUHBI
W aHAMHEe3a.
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Macmep-knacc
«TqKenbie nonuHesponamuu»

29 HoA6pa 2011 . B pamkax Il HaumoHanbHoro KoHrpecca «HeoTnoXxHble COCTOAHNA B HEBPOOriN», OPraHN30BaH-
HOro Npu yyacTuu Poccniickoi akagemun MeLULMHCKIX HayK 1 HayuHoro LeHTpa Heponorun PAMH, nog npence-

[aTenbcTBOM uneHa-kopp. PAMH, 3amectutens gupektopa OTbY HLIH PAMH, pykoBoauTens otaeneHus peaHumawum
1 uHTeHcuBHou Tepanum (OPUT), npod. M.A. lupagosa bbin npoBeaeH MacTep-Knacc «Taxenble NOAMHEBPONATUMY.

[Mepsbiii nokmnan «OcTpbie TSKeTbIe TTOTMHEBPOIATUH:
TIOJIXO/IbI K AMArHOCTUKE» ObLIT ITPEICTABIICH TIpe/iceaTesieM
O01mecTBa CHEIMANIMCTOB TI0 HEPBHO-MBIIICYHBIM 00J1e3-
Hsm (OHMB), npod. C.C. HukutuneiM. B noxnane 6ni1a
MpoaHaTM3UPOBaHA CTPYKTYPa OCHOBHBIX MPUYUMH TSIXKEJBIX
OCTpPBIX TIOJIMHEBPOTIATH, OTIEIbHOE BHUMAHUE YIEIEHO
kaccuduKanmy 1 naroreHesy cunapoma lnitena—bappe
(CI'b), kak HanboJIee YaCTOM ITPUUMHE OCTPHIX Meprdepu-
YECKUX Mape30B U Mapanyieit, a TakxKe NCCIIeI0BAHUIO YPOB-
HsI ayTOAHTUTEN K TAHTTMO3UIaM iepuhepuIecKrX HEPBOB,
BOLIEAIIEMY B OOJIBILIMHCTBE BEMYIIMX 3apYOeXKHBIX KIIMHUK
B IepeyeHb 00s13aTeJIbHBIX METOJ0B 00C/EI0BAHUSI TIPU MO~
nmo3pernu Ha CI'b. beio momyepkHyTO, 9T0 MOeHTHdMKA-
1IMsI AaHTUTAHTJIMO3UIHBIX ayTOAHTUTEN TIOTEHIIUAIBHO MO-
JKET SIBJISIThCSI KIMIOUOM K Iu(PepeHIIMpPOBKE pazTMIHbIX
dopm atoro 3adoneBanust. Kpome toro, mpod. C.C. Hukutux
ITOIPOOHO OCBETHJI OCHOBHEIE TTOIXOIBI K Mr(hepeHITaTb-
HOI TMAarHOCTUKE OCTPBIX MOJIMHEBPOITATUiA (B TOM UMCIIe
QJIKOTOJIBHOM, TIPU OTPaBJICHUU TAIMEM, TOphUpUITHOM
Y Ip.) HA OCHOBAHWY TAHHBIX aHAMHE3a, KIIMHUYECKOM Kap-
TUHBI, PE3y/IBTaTOB UCCIIENOBAHNS JINKBOPA U 3JIEKTPOMUO-
rpacum.

Jlokyaza, moCBsILEHHbI 0COOEHHOCTSIM BeIeHUsI 00JIb-
HBIX ¢ cuHApoMoM [uiieHa—bappe, Obul mpencTaBieH
cTapmM HaydHeIM coTpymHukom OPUT HIIH PAMH,
K.M.H. B.H. ITuporosbiM. JIOK1amI4MK OCTAHOBUJICS HA BaX-
HeWIMX acrekTax Hecrermduaeckoit Teparmu CI'b, B act-
HOCTU Ha OCOOEHHOCTSIX MOHUTOPUHTA JTbIXaHUSI, TTOKa3a-
HUSIX K TIEPEBOTY MAIIMEHTA HAa UCKYCCTBEHHYIO BEHTUISIIIVIO
nerkux (MBJI) n camocrosiTennbHOE AbIXaHUE, BapUaHTaX
pecMpaToOpHO MOMAEPKKY, OCTIOXKHEHUSIX TPAXEOCTOMUH
1 UX TipodunakTuke. beuto yneneHo BHUMaHUE U IPYyTUM
3HAYUMBIM KOMITOHEHTAM CHUMITTOMATUYECKOTO JICUCHUS:
CaHaIMU TPaXeOOPOHXMATBLHOTO JIEPeBa, KOHTPOJIO 32 CO-
CTOSIHMEM KHUIIIEYHUKA ¥ MOYEBOTO ITy3bIpsi, aHTUOMOTHUKO-
Tepanuu, IpodIIAKTIKE TPOMOO3IMOOINH JIETOYHOI apTe-
pum u 1p. B noknane Takxe ObLIM OCBELLIEHbI BO3MOXKHOCTH
COBPEMEHHOM arnmaparTypsbl, IeMCTBUE KOTOPOU HAITPaBJIEHO
Ha MPO(UIAKTUKY U JIeUeHNe OPOHXOJIETOUHBIX OCIOXHE-
Huii (The Vest Airway Clearance System), mpoduIakTuKy
TPOMOO30B TJyOOKMX BE€H U PAHHIOK PEadUIUTALIUIO
(MOTOmed Letto). BazxkHo 0TMETUTB, UTO BCE TTPUHITUIIBI
BeaeHus 6ombHBIX CI'B, po3ByuaBIvie B TOKIIAIe, B IO~

HOI Mepe OTHOCSITCS 1 K ITAIlMEHTaM C APYTUMU TSTKEITBIMU
TIOJTMHEBPOITATHSIMMU.

3aBepimia MacTep-Kiiacc CTapiiinii HaydYHbII COTPY/I-
auk OPUT HIIH PAMH, yuensiii cekpetapp OHMB,
k.M.H. H.A. CynoHeBa qOKIa10M, IIOCBSIIIICHHBIM OCOOCH-
HOCTSIM TIaTOTEHETUIECKOM Tepary TSKETBIX TTOJTMHEB-
ponatuii. Ocoboe BHUMaHnue obuto yaeneHo CI'b u mop-
GUPUITHOI TTOJTMHEBPOIATUN B CBSI3M C TEM, UTO IIPOTHO3
MpU 9TUX 3a00J€BaHUSIX 3aBUCUT IOpasio B 00JbllIel cTe-
MEeHU, 9eM IIpU IPYTUX IMOJUHEBPOIATHUSIX, OT CBOEBPE-
MEHHOCTH M aJIeKBATHOCTU ITPOBOIMMOI ITaTOTeHETUYC-
ckoii Teparmu. MHDOpMUPOBAHHOCTH TPAKTUKYIOIIUX
Bpaueil B 3TOM BOIIPOCE OCOOCHHO aKTyalbHa, YIUTHIBAST
TOT (haKT, uTo B ceHTsI0pe 2011 . B Poccum ObLT BIiepBBIC
o(HUIIMaIbHO 3apeTUCTPHUPOBAH TIpeIiapaT apruHaTa rema,
TIPUMEHSIEMBIN I JIeYCHUST TTOPp(PUPUHN U €€ OCTIOXHE-
Huit. Yo ke kacaercsa CI'B, To mocie neTaJbHOTO OCBe-
IIEHUST METOOWKM M CXEMBI JICYCHMSI C IPUMEHEHUEM
MIPOrPaMMHOTO BBICOKOOOBEMHOTO TTa3Macdepesa 1 BHY-
TPUBEHHOM MMMYHOTEepaIuu, Kak momdepkHymra H.A. Cy-
TIOHEBA, TOJIPKO COUYETAaHNE CBOCBPEMEHHOI ITaTOTCHETH -
YeCKOW Tepamuu € COOJNIOAEHUEM OOIIMX TMPUHLUIIOB
BEICHUS ITallMeHTOB C TSDKEIBIMU TTOJIMHEBPOIIATUSIMU
SIBJISICTCS 3aJIOTOM YCIICIITHOTO JICUCHUS TaKUX OOJIbHBIX.
CrymaTesissM TakskKe HAaITOMHIJIH, UTO TepaIiys CTepourmIa-
MU He d(dexTuBHA U, OoJiee TOTO, YXYIIIAET MPOTHO3
npu CI'b.

B pamkax nokiiaga ObUd O3BYYEHBI PE3YJIBTAThI UC-
cnenoBaHus, ipoeaeHHoro HIIH PAMH u mocBsimeH-
HOTO M3YyYCHMIO BO3MOXKHOCTEH OTeUeCTBEHHBIX KIIMHUK
B oKazaHuM rmomoIiu 6oasHbeM ¢ CI'B. DToT Bompoc mpe-
CTaBIISICTCSI TeM 00JIee BaXKHBIM BBUIY TOTO, YTO aIeKBaT-
HOE JieueHre B O0JIbIIMHCTBE CJIy4yaeB MOXKET CIIOCOOCTBO-
BaTh IOJTHOMY BBI3IOPOBIICHIIO OOJIBHBIX 1 BO3BPAIIICHUIO
UX K 00BIYHOI TTpoheccoHanbHOI esiTeIbHOCTU. B pam-
Kax MccieaoBaHus 010 00padoraro S50 aHkeT u3 27 1o-
ponoB u obsacteit Poccun. Pe3ynbraThl aHaaM3a JaHHbBIX
nokasaiu, 4To B iedeHnr CI'b B oTeuecTBeHHBIX KIIMHM -
Kax MPUOPUTETHI OTHAIOTCS IU1a3Macdepesy, OOHAKO B 60-
Jiee 4eM TIOJIOBMHE M3 HMX IIPUMEHSIETCS TUCKPETHBIN
MeTO/1, 0OecrnieurBaloLIuii yiajeHe HeOOIbIINX 00bEMOB
mna3mbl (o 1 713a 1 ceanc), uro HeaHEKTUBHO Y B3pOC-
JIBIX MAIIMEHTOB ¢ TaHHOU maTtojorueii. B monoBuHe me-
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IUIIAHCKUX YIPEKICHWI WMEETCS OMBIT IPUMEHCHUS
BHYTpuBeHHOU nMMyHoTeparuu ipu CI'b, omHako B Kaxk-
IIOM 2-M ClIlydyae B KayeCTBE MCITOJIb3yeMBIX IIperiapaToB
YKa3bIBaJINCh CTAHIAPTHBIC TMOJIMKIOHATbHBIE NMMYHO-
r1o0yanHbI, Head@eKTUBHBIE TIPU JTaHHOM 3a00JIeBaHUN
u3-3a Hu3Koro comepxkanus IgG (<95 %). C coxaneHuem
OBLIO OTMEYEHO, YTO IO CUX ITOP KOPTUKOCTEPOUIBI IIIH-
poko npumensitorcs B jgedenun CI'b: B 7% kKnMHUK — B
KauyeCcTBe TepaIliy IIepBOro Bbioopa, B 45 % KIMHUK — IIPU
3aTPYIHEHUSIX B IIPOBEICHUN TI1a3Madepesa WK ero He-
s dexkTuBHOCTH. OpraHU3aTOPHI UCCIICIOBAHNS TTPUIILIN
K CJICAYIOIINM BEIBOIAM:

* B KaXXJIOM ropoe 1 0071aCTu J0JXKHA ObITh XOTS Obl
1 KIMHMKa, CIIOCOOHAs OKa3bIBaTh ITOJHOILICHHYIO IIO-
Morb 60bHBIM CI'B 1100011 cTeneHN TSKeCTH;

* HEOOXOOMMO BHIPAOOTATh aJITOPUTM TOCTIMTAIN3A-
LIUY ¥ TTO3TAITHOM TToMolu rmarueHTam ¢ CI'b;

* cJIemyeT MPUHSTH MEphl, HAIpaBICHHBIC HA TIOBBI-
IIeHNE JOCTYITHOCTHU TIpeTriapaToB HOPMaJIbHOTO MMMYHO-

r100y/1MHa yestoBeka (¢ comepxkaHuem IgG He MeHee 95 %)
s rpaxkaaH Poceun, ctpamarommx CI'b.

TTpoBeneHHOE MCCIIeIOBaHKE TIOMOIJIO TIOJTYYUTh O0I1Iee
MpeACTaBJIEHUE U OLIEHUTh COCTOSTHME BOIIPOCA OKa3aHUs
MeIUIMHCKOM nomotu 6oabHbIM CI'Bb B pa3nuuHbIX pe-
ruoHax Poccun, a scHoe moHMMaHUe TTPOOIEMbI — ITOJI0-
BMHA ycIiexa B ee pellleHUM.

TIpencraBieHHbIe TOKJIAIbl BEI3BAJIM XKMBOI MHTEPEC
Yy YYaCTHUKOB KOHTpecca, ITOCETHBIIMX MacTep-Kiacc.
IIpencraBuTe M pa3HbIX PETMOHOB CTPaHbI M OJIMDKHETO
3apy0eXbsl BBICKA3aJIM CJIOBa 0J1aroJapHOCTH JTOKJIaTdr-
KaM, aKTUBHO OCYLLECTBJISIOLIMM KOHCYJIBTATUBHYIO T10-
MOIIIb C MPUMEHEHUEM BO3MOXHOCTEHN TeJleMeOUIINHEI.
AynuTopus ¢ yIOBOJILCTBUEM TTOIepKaia UASI0 IPOI0-
JKeHUSI TIPAKTUKU TIPOBEACHUS] MacTep-KJIACCOB, TTOCBSI-
IIEHHBIX IIpobjeMaM 3abosieBaHMil TIepudeprudecKoro
HeMpOMOTOPHOTO arnrapara.

Martepuan noaroroBuia Examepuna Heanosa

71



72

HepBHo-MblllEYHbIE
BOJNIE3HK

Konghepenuuu, cumnosuymol, cogeuanus

Jlemnuaa wkona no muonoruu B fMapuxe
(uronb 2011 1.)

bnarogapa ycunuam 06wectsa, Monoable poccuiickine CneLuanincTbl Noayumam BO3MOXHOCTb Y4aCTBOBATb B €Xe-
rogHoii JleTHeii WwKone no muonoriu, npoxoausLueil B Mapuxe. [aHHblit 06pa3oBaTebHbIi Kype Obin yupexaeH

B 1997 . UHCTUTYTOM MUMONOrM — HeKOMMepYecKoii OpraHu3aLuei, CO3AAHHOIA rpynnoli akTUBMCTOB Bpayel
1 NaLMeHTOB 1 ABNAIOLLeIACA noapa3aeneHrem GpaHLy3ckoil Accourauun npotus Muonatui (Association Francaise
contre les Myopathies — AFM).

OcHoBHBIMU 3aa4aMu JIETHEH 1IKOJIBI TT0 MUOJIOTUH
B TeUEHUE TIOCTENHUX 14 JIeT SIBASIOTCS pa3BUTHE MEXITY-
HapOJHOTO COTPYAHMUYECTBA B 00IACTU MUOJIOTUU, B TOM
yucye co3naHue 0a3 MaHHBIX MALMEeHTOB, OpraHM3aIs
SKCMEPTHBIX TPYIII, COCTaBICHUE PEKOMEHIALNUHI MO I1a-
THOCTHUKE U BEIEHUIO TAKUX OOJIbHBIX, a TAKXKE 00yueHUe
WHOCTPAHHBIX KOJUIET C MPEIOCTaBJIEHUEM B OyayLIeM
BO3MOXHOCTU HANIMCAHUS HAYYHOW PaOOThI WU MPOXOXK-
JIEHUsI IPaKTUKU Ha 6a3e MHCcTUTyTA.

B 2011 r. [lIxona mpoBoauIachk ycuiussMu 34 BBICOKO-
KBUTU(UIIMPOBAHHBIX CIIELUATUCTOB U3 YHUBEPCUTETOB
®panuyu, [epmanuun, MUcnanun, Mtaauu, a ux ciaylaressi-
MU (M TIOPOii OTITTOHEHTaMM) ObLTN CTYAEHTHI U3 33 CTpaH.
B Teuenue 9 mHell Ha aHITIMIICKOM SI3BIKE MPOBOIMIINCH
JIEKIIUU Y KIIMHUYECKUE CEMUHAPBI IO BOITPOCAM F€HETUKH,
HEBPOJIOTUH, HEWPOhU3NOIOTUH, TATOJOTUUECKON aHa-
TOMUU, HOBBIM TMarHOCTUYECKMM U JIEYEOHBIM MTOIXOaM,
a takxke micuxonoruu. CTyoeHTbl WMEIN BO3MOXHOCTh
CJTylIaTh W BECTU HAyIHbIE Oeceibl C TAKUMU KopudesMu
B obOimactu Mwuojoruu, kak M. @appo, XK.-M. Jlexo,
A. ¥ptuzoepea, H. Pomepo, C. Bebep-Kapcrenc, C. Lmy-
nep, 2K. bon, T. Boiit, OmuBa, b. Ditmap-AnTaii, C. Buxap,
JIIx. Maomna, A. Jlom0 1 ApyriMuy He MeHee BBITAFOIITIMUCS
crienranvMcTaMu. BTopoii ron moapsii mikosa MpoXOAuia
B COTPYIHUYECTBE C OEPIMHCKUMHU KOJIJIETAMU U3 TOCTIUTA-
a5 LlapuTa B pamkax coBMecTHOro rpoekrta MyoGrad.

Jlexuuuy yepenoBaJINCh ¢ KIMHUYECKUMU pa3dopamu
B CJIe/Iytolieii (hopme: MpenocTaBIIsics KpaTKuii aHaMHE3
U1 HEKOTOpbIE TaHHbIE 00CIeI0BaHMSsI, HAIIpUMep OMOMNTaT
MBIIIIIB, B5IeKTpoHeiipomuorpadust (DHMI'), maruutHO-
pe3oHaHcHast Tomorpadust (MPT) mprm. CtyneHTH pas-
OMBAJIUCh HA TPYMIIbI, U TOCJIE HEMPOAOKUTETBHOIO
COBECILIAHUS OOWH W3 YYACTHUKOB KOMAHABI COOOLIAJT
0 CBOEU Bepcuu, KPaTKo ee apryMeHTupys. beutu ciydau,
KOT/Ia CTY[IEHTaM y/IaBaJloCh yoenuTh mpoceccopoB B He-
JIOCTATOYHOI 00OCHOBAHHOCTH TTIOCTAaBJIIEHHOM 3a1a4un.

OCHOBHOI TEMaTUKOW IIKOJbl OblIa MEePBUYHO-
MBIIIIEYHAs] MATONOTUsI (B TOM YMC/IEe KapaAuOMMOJIOTHS),
OTIEJIbHBIE JIEKIIMU OCBELIAIA MTPOOJIEMBI AU3UMMYHHBIX
HerponaTui, MAOIIATAI U TTOJIMHEUPOIIATAN KPUTUUECKUX
COCTOSTHUM, aKCOHaJIbHBbIX HEWUPOIaTUid, MaTOJOTUIO
HEepPBHO-MBIIIICYHON Tiepenaayn, 00Jie3He ABUTATeTbHOTO

HelipoHa. bosbilioe BHUMaHME yensioch maToMopdhoori-
YECKUM U TEHETUIECKUM acIieKTaM, POJI OJIM3KOPOJICTBEH-
HbIX OPAKOB U TEHETUYECKUX U30JIATOB. JIEKTOpbI HEOTHO-
KpPaTHO MOAYEPKUBATIM HEOOXOAUMOCTb C OCTOPOKHOCTHIO
uHTeprperupoBath naHHble JIHK-ananusa B cBsi3u ¢ reHe-
TUYECKUM <«ITepeKpPecTOM» (TaK Ha3bIBaeMbIi genetic
overlapping, KOTOPBIf MOXKET, B YaCTHOCTU, OOYCJIOBJINBATh
cocyliecTBoBaHue 2 1 00JIee TUTIOB MOSICHO-KOHEUHOCTHOM
MbIegHou auctpoduu (LGMD) B reHeTUIECKIX M30JISI-
Tax), a TAKXKe Pe3yIbTaTbl UMMYHOJIOTUYECKUX UCCIIENOBa-
Huii (Hanpumep, nipy 30 % neduimre KajbnanHa western-
blot-aHann3 He 0OHAPYXMUBAET MATOJIOTHH).

Muiiens @apno, yenoBeK-jiereHaa B 00J1aCTU COBpe-
MEHHOU MMOJIOTMHU, TTOBEIAJ 3aXBaThIBAIOIIYIO UCTOPUIO
U3y4YeHUsT MBIIIEYHBIX 3a00I€BaHUI, OMHUM U3 OCHOBO-
TMOJIOKHUKOB KOTOPO# ObUT BhIHAIOIIMIACS (DpaHITy3CKUiA
yueHblil [JromieH ne byaoHsb.

IIpodeccop AnmoHM YpTm3Oepea OCTAaHOBWIICS Ha
TPYIHOCTSIX KIMHUYECKON ¥ TeHETUUECKOM TMarHOCTUKHI
MOSICHO-KOHEYHOCTHBIX MBIIIEYHBIX AucTpoduii. Briep-
Bble onucaHHas B 1884 . Y. Dpbom u 3HaYUTENBHO pac-
IIMPEHHAs K HACTOSIIIIEMY BpEMEHHU, 3Ta (hopMa MbIIIIey-
HBIX TUCTPODUIA 10 CUX TIOp HE MMEET CIeHMMUISCKUX
4epT, 1 ee KiaccubuKaiys MOCTOSTHHO MOAUMDUIINPYETCS;
Ha CEeromHsI HACUMUTHIBAeTCS yXe 14 OCHOBHBIX TPYIII,
B CBOIO OYepe/b MMOIpa3aeisieMbIX Ha TIOITHUIIBI B 3aBUCH -
MOCTU OT 00JIaCTU PACTIPOCTPAHEHUST U XPOMOCOMHOI
aHOMAaJINU.

B nexuuu mo danuockaryaoryMepaibHbIM TUCTPO-
¢usm (FSHD, Jlanmy3u-Jlexxeprna) A. Yptuzoepea Hapsimy
C TUMWYHBIM (PEHOTUTIOM OMMCAT TakXKe BHEMBIIIICUHbIE
TIPOSIBIICHUST OOJIE3HU: COCYIUCTOE TOPAaXKEHUE CETYATKHU
(J4acTo acCMMIITOMHOE), TIOTEPIO CITyXa y 2/3 TTallieHTOB (TIpU
5TOM XaJIOObI MPEABSIBISIOT MeHee 1%), opToneanyeckue
HapyIeHus (pectus excavatum, yMepeHHBIE KOHTPAKTYPHI,
TsDKeNbIN Kuockonos). OTMEUEHO, UTO XOTSI IbIXaTeIbHAsT
HEIOCTAaTOYHOCTh, TICEBAOTUMNEPTPODUS MUKPOHOXHBIX
MBIIIILL ¥ 33[IePXKKa YMCTBEHHOTO Pa3BUTHS HE XapaKTePHbI
IUIST 9TOM MATOJIOTMM, MX HAaJIW4ue HE MCKIII0YAeT JAaHHOM
¢opmbl MbiieuHo# nuctpoduun. OTnenbHO ObLTH paccMO-
TPEHBbI MOJIEKYJISIPHO-TEHETUYECKNE ACTIEKThI: CEeTOTHS
v 95-98 % GOBHBIX BBISIBIISIETCS CLIETUICHHOCTb C XPOMOCO-
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MoIi 4q, OTHAKO OTBETCTBEHHDIN TeH ellle He HalineH. Bmecte
C TeM M3BECTHO, YTO pa3Mep neheKTHOro hparmMeHTa (1o-
BropsiembIii yuacTok JITHK D4Z4) onpenensieT BeIpaxkeH-
HOCTh TATOJIOTUU (KOpPESAIUs TeHOTUIT — (DEHOTHII).
B mrocieqHMe TOMBI B IMTEpaType TOSIBIUINCH YKa3aHUS Ha
BO3MOXHBIN TeH-KaHIWUAAT, OOHAPYKEHHBIN B TTIOBTOPSTIO-
muxcst pparmeHTax D474 — DUX4, KomupyroInii akT-
BaTop TpaHckpunuuu PITX1, kpaiiHe TOKCUYHBIN B OIpe-
JIeJICHHOM COCTOSTHMH XpOoMOCOMBI 4 (padothl V. Kowaljow
U coaBT., M. Dixit 1 coaBT. 1 0COOEHHO MOCAEAHUE YOI~
Kallud KOMaHIBl YYCHBIX M3 JIeimeHCKOTro YHUBEpCH-
TETCKOTO MEIUIIMHCKOTO IIEHTpa II0A PYKOBOACTBOM
R.J.L.E Lemmers). Borpoc reHeTnyeckoro KOHCYJIETUPO-
BaHus mpy FSHD ocTaetcst crtopHBIM, €T0 IIpOBeICHNE IO
CHJTY TOJIBKO OITBITHBIM BBICOKOKBATM(DUIIMPOBAHHBIM KJTH-
HUYECKUM TeHETHKaM, ITOCKOJIBKY IPU MOJICKYJISIPHO-
TeHETUYCCKOM 0O0CJIeMOBaHNM BO3MOXKHO BBISIBJICHUE
yJacTKa AeJIelIMM, HO He caMOro TeHa, a IpeHaTaJbHas
JMarHOCTHKA 9aCTO HEIOCTYITHA.

XKuzens BoH, MOJIEKYISIPHBIN TeHETUK U3 TOCITUTAIIS
I[Muree Canbnerpuep (PpanHius), caemanra 0030p IO
OCHOBHBIM BOIIpOCaM T'€HETUYECKOM ITMAarHOCTUKU
HEPBHO-MBIIIIEYHON TTaTOJIOTHUM, a TAKXKE FOPUINICCKIM
BOIIPOCaM, CBSI3aHHBIM C 3a00pOM M TPaHCIIOPTUPOBKOM
OuomaTepuaa.

B nexkumu mno ©Oonesnu Ilapko—Mapu—Tyra
(Charcot—Marie—Tooth) cpenn mpoynx ObLIa OTMEUEHA
X-cuerenHas popma — CMT 1F/ CMT2E, reH Kotopoii
TepBOHAYAIHHO OBLT BHISIBJICH B OOJIBIIION PYCCKOM CEMbE
(Mersiyanova et al., Am J Hum Genet, 2000). JlanHBIi TATT
XapaKTepu3yeTcsl BapuaOelbHBIM Ne0I0TOM (HauMHas
C JETCKOTO BO3pacTa, 3aKaHUYMBas 5-M IECITUIICTHUEM
KW3HW) U MEIJICHHO TTPOTPECCUPYIONINM TeueHreM. [1a-
TOTE€HE3 CBsI3aH C reHoM, kKomupyroimuMm oeinok NF-L,
COOTBETCTBYIOIINIA JISTKUM IICTISIM HeipodrIaMeHTa.

I1pu oOcykaeHn HelipOHAIbHBIX 00JIE3HEeH, TAKMX KaK
CIIMHAJIbHBIE MBIIIeUHbIe atpodun (tipod. . Menku,
Tocrurans bucetp, [Tapik) n 60KoBOI aMHOTpODIIeCKIit
cknepos (D. Canama, LleHTp 60KOBOro aMruoTpopuIecKoro
ckitepo3sa, [lapick), B OCHOBHOM paccMaTpUBaIMCh COBPE-
MEHHBIE TEOPUU PA3BUTHUST 3TUX COCTOSTHUM. JlOKIIamanKku
o0paTI BHMMaHWE Ha HAJIMYME CXOXero medekTa Ipu
000MX TUIIAX TTATOJIOTUU — HapyleHust Metadoam3ma PHK
BCJICIICTBIE COOTBETCTBYIOIIMX TeHHBIX aHOMaJnit. M30m-
paTebHasT YSI3BUMOCTh MOTOHEHMPOHOB IIPU 3TOM MOXKET
OBITH OOBSICHEHA TU3PETY/ISILINEH TPAHCKPHUIITOB, SKCITPEC-
CHPYEeMBIX WY TOKCUYHBIX UCKJTIOUYNTENIEHO B HUX, a TAKXKE
HapyIIeHUEM CIUTACIHTA.

JI>x. Menku pacckasajia O JOCTHKCHUSIX B M3yUYeHUU
6enka SMN — mpoayKTa COOTBETCTBYIOIIETO T'eHa, 00Ha-
PYXKMBAeMOT0O B pa3HbIX y4acTKax MOTOHEUPOHOB (sIpe,
LIMTOTUIa3Me M aKCOHAJIBHBIX arperatax). B 3aBucumMocTtu
OT (pOPMBI CITMHATIEHOM MBITIIeuHOM aTpodun (CMA) Ha-
OromaeTcsl pa3Hasi cTerneHb ero neduimra. CerogHs Be-
IyTCSl MHTCHCUBHBIC TTOMCKM JICKAPCTBEHHON Teparmuu

npu CMA-II, HatipaBiIeHHOM HA MOIYJISILINIO IIPOMOYTE-
POB M CIUTAMICHHTA U CTAOMIM3AIINIO CaMOTo OejTKa.

B cBoeM moxiage @. Caramra mpeactaBuI OOJIBIIIOE
YUCJIO HOBBIX ITATOTCHETUYECKUX MOAeieili OOKOBOIO
aMHOTpo(UIECKOro cKiiepo3a. B 3akmoueHMe JIeKTOp OT-
METWJI, YTO COBPEMEHHBIE JaHHBIE O TEHETMYECKOM pa3-
HOpPOMHOCTHU, a TaKXe BapHaOeIbHOCTH KIMHUYCCKOM
KapTUHBI B €Ill¢ OOJIbIIEH CTeTICHW ITO3BOJISIIOT CETOMHS
YTBEPKIATh O TOM, YTO OOKOBOM aMUOTPO(PUIECKIIT CKITe-
PO3 SIBIISICTCSI TETEPOTeHHBIM CUHAPOMOM.

HNHdbopmaTtnBHBIE 0030pbI OBUIM MpPENCTaBISHLI Ha
TeMBI caTeJTUTHBIX KJ1eToK (I batnep-bpaynn, MactutyT
Muosioruu, [1apisk) — B3pOCIIBIX CTBOJIOBBIX KJIIETOK, KO-
TOPBIC ABISAIOTCS OOBEKTOM M3YyUEHUS C LIETbIO MX JIeueO-
HOTO TIPUMEHEHMS TIPU MBIIICYHBIX TrCcTpodmsx (romre-
Ha, OKYyJIO-(hapuHTeaIbHON, BPOXIECHHBIX MBIIICTHBIX
IUCTpOo(USIX); KICTOUHON Tepanuu B muojorum (XKaH-
Toma Bunbksan, CNRS-INSERM-UPMC-AIM, IMapux);
KIMHUYECKNX UCCIIeAOBAaHNIT HEPBHO-MBIIIICUHBIX 00JI€3-
Heit (T. Boiit, CNRS-INSERM-UPMC-IM, Ilapux);
renHoi tepanuu (MB ®pom, CNRS-INSERM-UPMC-
IM, IMTapwx); MuOCTaTUHA 1 POCTOBBIX (PaKTOPOB (A. DITb-
ke, Tocrmurans Hekep, Ilapmxk). CTOUT OTMETUTH, YTO
WB ®pom Havar cBoii JoKyaa caoBaMu: « Hukorma He 3a-
OBIBaliTe, YTO €CJIM BHI MpEIioaraeTe Kakoi-1mbdo reHe-
TUYECKMIT TIpernapaT JieueOHBIM, UMMYHHAsI CUCTEMa TaK
He qymaeT!».

Brictynnenue npod. Hopma Pomepo u3 MHcTtutyTa
P. ITyankaps (ITapuk) ObU10 MOCBSIILIEHO BCEM OCHOBHBIM
(opmaM BpOKIEHHBIX MBIIIIEUHBIX TUCTPODUIL, C aKIIeH-
TOM Ha UCKITIOUUTENIPHYIO BapUa0eTbHOCTD KITMHUYIECKIX
(op™M pu TaHHO TTaTOJIOTHH.

Kiraccuaeckue 1 HOBBIE IIPEACTABICHUS O TU3UMMYH-
HBIX HelpomaTtusx TmpenctaBuia mpod. XK.-M. Jlexos
(Toctutans Canprnietpuep, Ilapmx). B wacTtHOCTH, yITO-
MuHas o teyeHun CI'b 1 mpomosmkaroriemcs crope o 1ie-
JIeCO00pPa3HOCTH MPUMEHEHUSI CTEPOMIOB, OH BBIPA3WII
COJMMIAPHOCTh C MHEHHMEM pPOTTEPIAMCKUX YYCHBIX
(van Koningsveld et al., Lancet, 2004 Jan 17) u ipu 3TOM
TIpUBeJI PeKOMEHIAIIMA AMEPHKAHCKOW aKaJIeMUM He-
BpOJIOTHH, B KOTOPBIX cTepousl ipu CI'b He pekomeHmo-
BaHbl. K.-M. Jlexxs mpoaeMOHCTpUPOBaAJl JUATHOCTUYE-
CKHE KPUTCPUU TUITWYHBIX U aTUIMMIHBIX XPOHUIECKUX
BOCITAJINTENIHBIX AeMUCTMHU3UPYIOMNX TOJIMHEHpOoIia-
it (XBJIIT), paspaboTanHbie padoueit rpymmoii EBpo-
Meiickoil emepaliii HEBPOJOTHUYCCKUX COOOIIECTB
B 2010 1., maj KpaTK1ii 0630p O CpaBHUTETHLHOMY UCCIIe-
MIOBAaHUIO CTEPOMIHON Teparnuu, B XOIe KOTOPOTO Iepo-
pabHBIN TIPUEM BBICOKMX 03 JeKcameTa3oHa (40 Mr/cyT
B TeueHue 4 THei ¢ TocienyonmM 24-1HeBHBIM I1Tane0o0-
[IEpUOIOM — OOllee YKMCIO LUKIOB PaBHSUIOCH 6) ObLI
CPaBHMM CO CTaHIapTHBIM TIEPOPaAIbHBIM IIPUEMOM IIpeI-
HM30J10Ha (60 MI/CYT C IOCTENEHHOI OTMEHOI B TeYeHME
32 mem) (Lancet Neurol 2010; 9), a Takcke TIpeacTaBuI pe-
3yJIBTaThI UCCIeA0BaHUS 3(PDEKTUBHOCTH BHYTPUBEHHOTO
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MMMYHOIJIOOYJIMHA, BHYTPUMBIIIEYHOTO MHTEephepoHa
B-1a u metotpekcara mpu XB/I1.

AKTYaJTbHOCTh M3YYCHHUSI W OINTHMM3ALNM JIeIeOHBIX
MEPOIPUSTUIA (B TOM YUCIIE PAaHHEN MOOMIM3aLMK OOJIbHBIX)
TIPY MUOTIATUHN U TTOJIMHEPOTIATIH KPUTUIECKIX COCTOSTHII
6n1a ocBetieHa pod. Crecanom Bedep-Kapcrerncom (Io-
cnutanb lllapurs, bepnun). B yacTHocTM OH pacckaszan
0 TEHETHYECKOM KOppeJIsiTe aTpodri MBIIIIEYHBIX BOJIOKOH
2-1o Trma (3kcnpeccusi reHoB MuRF1 u arporun-1), HeBo3-
OyIMMOCTH MBIIIICYHOI MEMOpaHbI B pAaHHEM KPUTUIESCKOM
COCTOSTHMM, YXYOIICHWW HEPBHO-MBIIICUYHOM IIepemnadn
1 COCTOSTHUSI LICHTPaJIbHOM HEPBHOM CHCTeMBI Ha (pOHE Me-
JMMKaMEHTO3HOM celalliil, COOTHOIIICHIE CICTEMHOTO OOMe-
Ha MHCYJIMHA Y MeTa0O0IM3Ma MBI, MAJIOTHBIX JTaHHBIX
0 TIOJIOXKUTETBFHOM 3(heKTe Kypca JIEKTPHISCKOI MUOCTH-
MYJISILIMA, HA OCHOBaHWHM pe3yJIbTaToB onoricuu u DHMI

PykoBomuTe b HEBPOJIOTUIECKOTO OTACICHUS B YHI -
Bepcutere MusnaHa JI)kuoBaHHU MeoJia B JIEKIIMU O MUO-
TOHUYECKUX TUCTPO(UIX BbICKA3all OMHY M3 TTOCICTHUX
TUIIOTE3 B OTHOIICHWM Te€He3a TaHHOTO 3a00JIeBaHUS,
a UIMEHHO — €T0 LIeHTPaJIbHOM IPOUCXOKAECHUH.

OcBemanmch MpoodIeMbl IEHTPOHYKIICAPHBIX U MUO-
3uHOBBIX MmomnaTtuii (A. byx beiio, I[eneron, IMapuxk;
A. Onadopc, Tocnurans Hlaputs, bepnun); Mmuoduopumi-
nsapHbIX Muonatuii (M. OmuBs, Tocnurtans JIpoOpurar,
Bapcenona); mbrnmeuynbix ramkoreHosoB (IT. Jladopo,
[Mapux); MuTOXOHIPUATBHBIX Muomatuii (A. Jlomo, NH-
cruryt Koman, ITapmx); 3a6oieBaHMi1, acCOIMMUPOBaH-
veIx ¢ FHL-1 (K. bon, Tociurans [Mutee CambpnieTpuep,
[Mapwmx); mbrmeyHbix HOHHBIX KaHamoB (C. Bukap, Toc-
mmtaib [Tutee CanbnieTpuep, [1apiok); MuacTeHUM TpaBUC
(C. bepu-AxkuuMm, Tocrmurans Ilutbe CanbrieTpuep,
[Mapmx); BpPOXIEHHBIX MHACTEHHMYECKUX CHHIPOMOB
(b. Ditmap, Tocmurans IMutebe Canbrerpuep, Ilapux;
ITOJTHBIN TeKCT cM. B Nel xypHana «HepBHO-MBbIIIeYHBIC
o6omesnn» 3a 2011r); CMA ¢ aucrpecc-CUHIPOMOM
nn 1 — SMARDI1 (M. Lyneke, Tocrmmatans Llaputa,
BepmH); mprnoOpeTeHHBIX BOCITAIMTEIBHBIX MUOIATHI
(0. bensenucrt, [ocrurans [Tutee Canpnerpuep, I1apik);
RYR1-accouuupoBanHsie 6one3nu (Ix. JlyHapau, YHu-
BEPCHUTETCKUIT TOCTIMTANIb, [peHOO).

7151 Bcex MOKJIAmoB ObUIa XapaKTepHAa MpaKTHIeCcKast
HampaBJICHHOCTh HCIIOIb30BAHUS TTOTYUYCHHBIX HAyUHBIX
IAHHBIX — C IIeJIbI0 Ooylee TOHKOW muddepeHIaim
HEePBHO-MBIIICYHOI TTATOJIOTMH, BHEAPSHNS TIPEHATAIbHOMN
JMMATHOCTUKM, JICUSHMS HA PAHHUX U TIPOIBUHYTHIX CTAIMSIX
6osie3Hu. Takke momyepkuBagach HEOOXOIMMOCTb MEXKITY-
HapOIHOTO COTPYIHMYECTBA 1 paOOTHI KOMAHIIbI CITCIIAAIH -
CTOB TSI ONTUMU3AIMN TIOMOIIN OOJIBHBIM M HAyIHOTO
00BSICHEHMS MTaTOTeHE3a JAaHHbBIX 3a001eBAaHUIA.

IMocne oKOHYAHMS IITKOJIBI TTIPOBOIMIICS TBYXTHEBHBIM
ceMHrHap MIJ1T HeOO IO TPYIIITEI CTYICHTOB IO HEMHBA -
3UBHBIM METOIAM HUCCIICTOBAHMS IIPY HEPBHO-MBIIIICYHBIX
3a00JIeBaHUSIX, OPTaHM30BAHHBIN TUPEKTOPOM Jlabopa-
topun RMN-AIM-CEA (MaCcTUTYT MHOJIOTMH, [Tapmx)

Ilpenodasamenu u cmydenmot 14-ii Jlemueii wikonvt no muonoeuu, utons 2011 2.

IIsepom Kapinbe. IlepBast yacth ObLia IOCBSIILIEHA pac-
CMOTPEHUIO HOBBIX JIWAaTHOCTUYECKUX METOIOB IS
OLIEHKM ABUrartesbHoi dyHKumuu, uHxeHep 2K.-M. Erpenb
(Toctiurane Ilutee Cambrierpuep, Ilapmk) pacckaszan
0 HOBEMIIMX aIaparax, MCITOJIb3yeMbIX B TaHHOM 001acTH
(Locometrix-2, ELIT, VICON systems). Bo BTopoii vactn
Ilbep Kapnbe geranbHO pacckaszan o meroauke MPT
MBIIII] ¢ MATEMATUICCKUX 1 (DM3MIECKHX ITO3UIIHIA; O He-
MOCTAaTOYHOM MoKa3aTtenpHOCTH Y3W I yTOUYHEHUS
MBIIIIEYHOM TTAaTOJIOTUH B CBSI3U CO CIOXHOCTBIO Tudde-
PEHILIMPOBAHUS OTIACITHHBIX MBIIIIII, MAJIOH IJTyOMHOM TTpo-
HUKHOBEHMSI CHUTHAJIa, HEBO3MOXHOCTBHIO ITPOBEIACHMS
V3U MbIIILL BCero Tena; 0 MpeuMYyIIecTBax MIpuMeHeHUS
MPT nepen KT, B yacTHOCTU OTCYTCTBUU PEHTTEHOBCKO-
TO OOJTyYEHMSI, CTIOCOOHOCTH BRISIBICHUS (hMOpO3a, Hea-
BUCHUMOCTH MP-uccnenoBaHmMsT OT HaIW4Us OTE€Ka WU
BOCTIAJICHUS B TKAHU, €T0 CITIOCOOHOCTH M hepeHIINPO-
BaTh TKaHU, a TaKXKe TaKWe JTOTOJHUTEIbHBIC CBOMCTBA
MPT, kak ¢yHKIMoHaIbHOe MP-uccienoBanue u Bo3-
MOXHOCTh OITpeneieHnsT MeTaboiau3Ma MbIil. [Ibep
Kapibpe 0003HaYMIT OCHOBHEBIC 3a1a41 ¥ TPYTHOCTH B LN~
poxkom nipuMeHeHur MPT mbiii. Tak, oH paccuuThIBaeT
Ha ucronb3oBanre MPT c 11e1b10 JOTTOTHUATETFHOTO (0CO-
OCHHO B TeX Clydyasx, KOrma SMIIMPUYECKH W3BECTHO,
YTO TIOpAKACTCsI OIpeIeIeHHAsI IPYIIa MBIIIII, HalIpUMep
acMMMeTpUYHAsT 3aMHTEPECOBAHHOCTD MBI Oeapa Tpu
dammocKamnyJoryMepalbHO AUCTPO(GUN) ITHATHOCTH-
YECKOTO METOMa MPUW MBIIICYHOM ITaTOJOTUM B paMKax
YCTAHOBJICHUS €€ KOHKPETHOTO BUIA 1 CTaanH (IT0 XapaK-
Tepy M3MEHEHUI B MBIIIIAX — TPO(PUIECCKOMY CTaTyCy
¥ IeTeHepaTUBHBIM U3MEHEHMSIM (rpamamus 1—4), a B Oy-
OyIIeM — JUII MOHMTOpHWHTa 3((GEKTUBHOCTA TEHHOMU
tepanuu (pyHkumoHanbHas MPT). [1aBHpIMM orpaHmMye-
HUSIMU TSI LLUPOKOTO ucnoib3oBaHus MPT, nomumo ee
CTOMMOCTH, SIBJISIETCSI OTCYTCTBME METOIMKU TIO BBIIETIC-
HUIO0 KOHKPETHOM MBI (B YACTHOCTH, M3-3a HE3HAHUS
TIPUYMHBI CeJICKTUBHOTO BOBJICYCHUSI MBIIII), ¥ (PU3UKO-
MaTeMaTUIECKHUX CIIOKHOCTSIX MpH ee pa3padborke. [Trep
Kapisibe oTMeTn1 Takke Apyrue 0COOEHHOCTH, 3aTPYIHSI-
romue npumeHeHrue MPT mbiii: Tak, 00J1acTh Mpearlie-
Ybs SIBJISIETCSI CaMOI CIIOKHOM IJIST MCClIeNOBaHMST 13-3a
TPYAHOAOCTYITHOCTA W HAJIMIHUS KOHTPAKTYp (B CBSI3U
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C 9THUM UTAJIbsIHCKAsl KOMITaHUST pa3pabaTbiBaeT crelua-
JIM3UPOBAHHBIE allIapaThl I OTACTbHBIX KOHEUHOCTEI);
JIPYTUE CJIOXKHOCTU CBSI3aHblI C HECOBEPLIEHCTBOM IIPO-
TPaMMHOTO 00eCIIeYeHUSI, HETOCTATOYHBIM TUDhEpeHIIN -
pPOBaHKEM BOCHAIUTEILHOIO MTPOLIECCA, FETEPOTeHHOCThIO
MbILIEYHOrO curHana. Hanm Bcemu aTumu mnpobjiemMaMu
pabotaet komaHzaa [1bepa Kapnibe.

B oauH u3 BeuyepoB cocTosiiach YHUKaJIbHAs BCTpeya
JIOKTOPOB, TIAIIMEHTOB 1 X pOICTBEHHMKOB B [1apke dPio-
panb B Buacen — Cemeiinblii meHb AFM, TIOCBSIIICHHBII
MMPaKTUYECKUM BOIIPOCaM MUOJIOTUHM (peadrIiTaIliuy, TICH-
XOJIOTMUECKOM TOMIEPKKE, COLMATN3ALINY OOTbHBIX).

bosblioe BrieyaTieHe Ha BCeX MPOM3BEN TOKYMEHTAIb-
HBIN (DUITBM O CYIIPY>KECKOI ITape, B KOTOPOI XKeHa CTpagaeT
CMA (tun V), npyuHrMaroIiieit perieHre o 3a9aTiui peoeHKa.
B ¢mipMe mmokaszaH Bech mepron 6epeMEeHHOCTH, a TaKKe
ponpl, 0003HAYEHBI «IIPO» M «KOHTPa»-apryMEHTHI TAKOIO
perreHyst. GUIBM BbI3BAJI HEOMHO3HAYHYIO PEAKIIMIO 3aa,
OIHAKO OOJIBIIMHCTBO 3puUTeJiell (COCTOSIILMX MpPEeuMylle-
CTBEHHO W3 MALIMEHTOB C HEPBHO-MBIIIIEYHOM TTATOJIOTHECH)
BbIPA3WJIM CBOE UCKPEHHEE YYaCTUE U COUYBCTBUE CYMpPYXKe-
cKoit mape. Bce repou 3T0ro J0KyMEHTaJIbHOTO KMHO, B TOM
YHCJIe U CaMblii MaJIEHbKUIA, TPUCYTCTBOBAJIN HA CLIEHE.

Bbruta oprann3oBaHa BBICTaBKa IMPAKTUICCKUX M30-
OpeTeHuUit Wil oberyeHus: ObiTa MAMEHTOB C HEPBHO-
MBIIIIEYHOM ITaToorueii. Beuep corpoBoxkmascs urpamu,
IIap>kaM#, KOHKYPCaMM M TaHIIAMU C Y9aCTHEM BCEX Ke-
Jarorux. Beyep 3aBepImiacst yKMHOM, TIe CaMble aKTHB-
HBbIC YYaCTHUKHU TPEICTABIIM KyJIMHApHBIC M3BICKU M3
Bcex pernoHoB PpaHINN.

CrnemyeT OTMETHTh, YTO CPEICTBA Ha OpPraHM3aIUIO
JMAHHOTO MEPOIPUSTHS OBUTM COOpaHBI TIPY ITOMOIIM OJIa-
TOTBOPUTENIbHOIT SMS-cucTeMBl, B KOTOPOW MPUHSIIN
ydJacTHe MPOCThie TpaxnaHne O paHIInu.

ITo oxonuanuM JleTHE IIKOJIBI CTYIEHTHI TTOIYYIIA
cepTU(dUKATH YUaCTHUKOB, a TAKIKE JICKIIUU BCEX TOKIIAI-
YUKOB B 3JICKTPOHHOM (hopMaTe M OTHEeIbHBIC ITeYaTHBIC
W3IAHMS.

YuacTHMKY IIKOJIBI BRIpaXKaroT OOJIbIIYIO OJjlarogap-
HocTh M TipusHareabHocTh OHMB 3a mpenocraBieHue
YHHUKAJIPHOI BO3MOXKHOCTHA OOYYCHMS Yy BEAYIIUX €BpPO-
MEMCKUX CIELUATIUCTOB.

Jlonoanumenvnas unghopmayus — na caiime www.institut-myologie.org

Martepuain noarorosuia Mapus Kosaavuyk
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Hekponoe

Jleonup PocmucnaBoBuUY 3eHKOB

26 deBpaisg 2012 . Ha 74-M romy yilen U3 XU3HU
Jleonun PocTrciiaBoBu4 3€eHKOB, BBIIAIOIINIACS

YYEHBI B 00J1aCTU KIIMHNYECKON Hepohr3no-
JIOTUX W BIIUJIENTOJOTHAM.

Jleonun PoctucnaBoBuy pommica 10 centsops 1938t
B CEMbe MOCKOBCKUX MHTeJMreHToB. Oten, Poctrcnas Jleo-
HUIOBWY, ObIT mpodeccopoM Bcecoro3Horo 3a04HOroO 1o-
JIMTeXHUYEeCKOro nHeTutyTa. Marb, Ekateprna Bnanumupos-
Ha, paboTajia BpauoM-xupyprom. OKOHUMB CPETHIONO IITKOIY,
Jleonun PoctucnaBoBuu noctyrmul B I MockoBckuii Meau-
myHekui nHeTuTyT M. .M. CedeHoBa, 3aTeM B KIIMHIYE-
CKyI0 opauHaTypy B KiIMHUKY HepBHbIX 00je3Heil. Tam co-
CTOSIZIOCH €r0 3HAKOMCTBO C 3aBEIYIOLINM JIabopaTopueit
(byHKIIMOHATBHOI TMarHOCTHKY M.A. POHKIHBIM, BO30YIMB-
ILIMM B CBOEM yYeHUKE OIPOMHBII MHTEpeC K Hepohr3no-
sorun. C 1965 . Bes xusHb Jleonnna PoctrciaBoBitya Obuta

CBsI3aHa ¢ TabopaTopreil — cHavyajla B Ka4eCTBE 3aBeIyIOIIIe-
ro KaOWMHETOM, 3aTeM B JOJDKHOCTM MIIAMIIETO, CTapIlero,
BeyIIero, a ¢ 1991 . — rmaBHOrO HayYHOTO COTPYIHMUKA.

Kannunarckas aucceprauust Jleonnga PoctuciaBo-
BHUYa ObIJIa ITOCBSIIEHA NCIIOIb30BaHUIO 3JICKTPO3HIIE(Da-
norpadpum (BBI) B HEHUPOXMPYPIUIECCKON IIPAKTHUKE.
OH mepBBIM B Hallle#t cTpaHe Havajl SKCIIepUMEHTaTbHbBIS
paboTHI IO BHEAPEHUIO B HEBPOJOTMUYECKYIO ITPAKTUKY
METO/Ia BBI3BAaHHBIX ITOTCHITNAIOB MO3Ta. Pe3ymbraTer 3Tnx
paboT JIersIM B OCHOBY €ro MOKTOPCKOW IHCCEepTaIuy
«leHTpanpHBIe MeXaHU3MBbI acdGepeHTAINN Y YeT0OBeKa
B HOpPME ¥ TIPY HEBPOJIOTUYECKOM ITaTOJIOTUM», YCIICIITHO
3amuineHHo B 1977 ., u MoHOTpaduu ¢ TaKUM XKe Ha-
3BaHMEM, HalmMCaHHOM B coaBTopcTBe ¢ TIpod. I1.B. Menb-
HuaykoM. B 1982 1. Jleonun PoctucimaBoBud, B coaBTOP-
ctBe ¢ npod. M.A. POHKUHBIM, OTMyOJMKOBa IEpBOE
MOJIHOE PYKOBOJCTBO IJIsI Bpadel IO KIIMHUYECKOI HEM-
podusnonornn «OyHKIIMOHATBHAS TMAaTHOCTHKA HEPB-
HBIX 00JIe3HEl», KOTOPOE BBIIEPKAI0 HECKOJIBKO U3MaHUI
W He TIOTePSI0 CBOCH aKTyaJbHOCTH M IO CEi JCHb.
Ha mpotstkennu moutu 50 JieT aKTUBHOM IESITEIBHOCTH
JI.P. 3eHKOBa WHTepecoBaJlld CaMble pa3HbIC ACIICKTHI
(YHKIIMOHMPOBAHYSI MO3Ta, HO TIOCTICTHIE 2 MECATUICTHS
OH yHmelisul 0oco00o¢ BHMMaHME IIpoOJieMaM ITaToreHesa,
MUaTHOCTUKY U JICICHUST STTMIICTICHM.

B cBoeit HayyHOI1 M TpakTUyeckoil padote JleoHus,
PoctrcnaBoBuu 3aHmMMAasCsT pa3pabOTKOIl M BHEIPEHUEM
B MPAKTUKY HOBBIX HEMPOMU3NOIOTUISCKIX METOIOB WC-
caenoBanmst. OH aBTOP COTEH HayYHBIX padoT, B TOM YHCIIe
8 monHorpaduii, 11 n3odpeTeHMit, pa3pabOTIMK KOMITbIO-
TepU3UPOBAHHBIX TIPOrPaMM U TTpHO0POB st DD, BRI3BAHHBIX
MOTEeHILINAJIOB, 3JieKTpoMuorpapunm un DDI-Bumeo-
MoHuTOprHTA. JIeoHnn PocTrciaBoBid n3BecTeH (pyHIaMeH-
TaJIbHBIMU WICCIICIOBAaHUSIMUI B 00J1aCTH (hapMaKOPE3UCTCHT-
HOM SIWICTICUM, HEMAapOKCU3MAIbHBIX STMICIITIICCKAX
PaCCTPONCTB U AIMIESNITIIECKUX 3HIIehanonaTyii. OH SBIIsUT-
CS1 ICCTBUTETEHBIM WIEHOM AKAIeMUN MEIMKO-TEXHIYESCKIX
Hayk P®, Hoto-Mopkckoii akaneMun Hayk, EBporneiickoit
akagemun srwtericud (EUREPA), uwieHoM tipesummyma Ac-
COMAIIY KITMHIUYECKIX HelipodranonoroB Poccnn, wieHOM
bropo Poccuiickoit mpoTHBO3MUIETITUMECKO JINTH, SKCIEep-
ToM EBpomeiickoit KOMICCHH TIO SIJICTITOIOTHH, KITMHITIe-
CKOI HeMpOo(U3NOIOTUN 1 SKCIICPTHBIM CHCTEMaM, SKCIep-
toM Kommccrm Cosera EBpombl mo MccnemoBanusiM u
TEXHOJIOTMYECKOMY Pa3BUTHIO, WICHOM PEIKOJUICTHMH He-
CKOJTbKIMX HEBPOJIOTMUIECKIX SKYPHAJIOB.

Heonennm niemarormyeckuii Taimadt Jleonnma Poctic-
JaBoBMYA. [1peBOCXOMHBII JIEKTOP, aBTOP OOIIMPHOM IUIaK-
TAYECKON JTUTEPaTyPhl, OPTaHMU3aTOP XKETOMHBIX MEKITyHa-
POMHBIX, BCEPOCCUICKIX 1 PETMOHATTBHBIX IITIKOJI-CEMIUHAPOB
1 KoH(epeHIINi Mo (QYHKIMOHAIBHOW IMAarHOCTUKE
W SIAJICTITOJIOTHH, OH IIeIPO JapUJI CBOM 3HAHUS JIIOISIM.
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WM ObUIM TTONTOTOBJIEHBI COTHU CIIELMATMCTOB TT0 KJTA-
HUYECKOI Helipodusnonornu u aruienrtonoruu. Ilom ero
PYKOBOJCTBOM OBUIO 3alIUIIEHO 11 KaHIMIATCKUX U 2 TOK~
TOpCKUE Tuccepraunu. Ero BBICTYTUIEHUS U JIEKLIWH, C KO-
TOPBIMU OH OOBE3IWI TTOJIMUPA, HEU3MEHHO OTJINYAIUCH
SIPKOCTBIO 1 HehOpMaJIbHBIM IMOIXOIOM K TEME.

Kaxk onbrTHbI Bpau-snuinenTosnor Jleonun Poctucna-
BOBUY TTOMOT ThICSTYaM OOJIBHBIX, K HEMY Ha KOHCYJIbTa-
LIMIO HAMPaBJISIA B HanboJiee CIOXKHBIX cirydasx. [TepBbiM
B Hallleil cTpaHe OH MPUMEHUJT KETOTeHHYIO TUETY IS
JiedeHnsT papMaKOPEe3MCTEHTHOM SMUJIETICUMN.

Jleonun PoctucinaBoBuY oTiMyaicss HEOOBIKHOBEH-
HBIM XU3HeT00ueM, camorpoHueil. OH Bianesl HeCKOJIb-
KUMUM WHOCTPAHHBIMU 3bIKaMM, 00Jiajajl IIUPOKUM
KPYroM MHTEPECOB ¥ aKTUBHO UCITOJIb30BaJl KAXKAYI0 MU~
HYTY CBOETO CBOOOIHOTO BpeMEeHH JJIS OOILIEHUS C KOJIe-
raMu 1 Ipy3bsiMu. Te, KOMY ITOCYACTIIMBUIOCH C HUM 00-

maThcs, TOpaXaauch €ro OCTPOMY YMY M IITUPOKON
SPYAULINY IO CAMBIM Pa3HBIM BOIIPOCAM — OT UCKYCCTBO-
BeIEHUST 1 UKOHOTpaduu 10 PU3NKU 1 MaTEMATUKU.

Kunyuasi nesitensHocTh JleoHuma PoctucinaBoBuua
obopBajach HEOXMIAHHO, 3aCTaB BPACIUIOX €ro OJIM3KHUX,
npy3eit u Kojuier. HaMm Bcem OyeT He XBaTaTh 3aMedaTellb-
HOTO YYEHOTO, YUUTEINIS Y IpyTra, CKPOMHOTO 1 0JIaropoji-
HOTO YeJIOBeKa.

OO1IeCTBO CMEUMATNCTOB TI0 HEPBHO-MBIIIEYHBIM
00Je3HsIM, peakosuierus xypHaia «HepBHO-MblllIeYHbIS
00JIe3HN» BBIpAXKaIOT IIyOOKME COO0IE3HOBAHMS POTHBIM,
Ipy3bsaM 1 KoJieram Jleonuaa PoctuciiaBoBrya 3eHKOBA.

brazooapum 3a npedocmasnentvie
mamepuanst Koanee JI. P. 3enkosa
I.T. Toponuny, K. B. Boponkosy u H.A. Illnaiidep
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Huhopmauua onda asmopos

YBakaemble konneru!

Mpn opopmneHun crateii, HanpaBnAembix B xypHan «HepBsHo-
MbiLLeyHble GonesHu», cnepyeT pyKoBOACTBOBATLCA CeAYOLMMU Npa-
BUNamu:

1. (ratbA JOMKHA ObITb NPefiCTaBNEHa B INEKTPOHHOM BUZe (KOMMaKT-
ANCK WK ANCKeTa) € pacneyaTkoii Ha 6ymare popmata A4 B fiByx 3K3emnnApax
(Tabnuubl, rpaduky, pUCyHKN, NOANMCH K PUCYHKAM, CIMCOK NTepaTypbl, pe-
310Me — Ha OTAENbHbIX IUCTax).

Wpupt — Times New Roman, 14 nyxkToB, yepe3 1,5 uxtepana. Bee
CTPaHULbI AOMKHBI ObITb NPOHYMEPOBaHbI.

2. Ha nepBolii CTpaHuLie AOMKHO ObITb yKa3aHO: Ha3BaHWe CTaTbi, MHULY-
anbl 1 Gamunu BCex aBTOPOB, MONHOE Ha3BaH e yupexaeHus (yupexaeHui),
B KOTOPOM (KOTOPbIX) BbINMONHEHa paboTa, ropoa.

0653aTeNbHO YKa3bIBAETCA, B KAKOM yupex/eHun paboTaeT Kaxablil n3
aBTOPOB.

(ratba fomkHa ObITb MOAMMCAHA Bcemyu aBTOpamu. B Koue cTaTbu
JOMKHbI 6bITb 0043aTeNbHO YKka3aHbl KOHTAKTHbIe TeneoHbl, pabounii
aApec ¢ ykasaHnem uHAeKca, Gakc, aapec 3NeKTPOHHON NoUTbI U (a-
MUKUA, UMA, 0TYECTBO NONHOCTBIO, 3aHUMaeMas JOMKHOCTD, yueHas
cTeneHb, yyeHoe 3BaHue aBTopa (aBTOPOB), C KOTOPbIM pefaKuna byaet
BeCTI nepenmncky.

3. 06bem cTaTell: opurMHanbHas CTaTbs — He Gonee 12 cTpaHuL; onnca-
Hue 0TAeNbHbIX HabIofeHN, 3AMETKN U3 NpaKTMKIN — He bonee 5 cTpanmL;
0630p nuUTEpaTypbl — He Honee 20 CTpaHULL; KpaTKMe COOOLLEHNA 1 NcbMa
B pedaKLiio — 3 CTpaHuLbl.

CTpyKTypa OpurnHanbHo CTaTby: BBeAeHNe, MaTepuanbl  METOfbl,
pe3ynbTaTbl MCCIER0BAHNA U X 00CYXeHNe, 3aKNtoueHNe (BbIBOADI).

K cTatbAm JomkHO 6bITb MPUNOXKEHO pe3toMe Ha pyCcckom A3blke, OT-
paxatoliee cofepkaHne pabotbl, C Ha3BaHWEM CTaTbu, GaMUANAMU 1 UHU-
LManamu aBTopoB, Ha3BaHueM yupexieHuii. 06bem pesiome — He bonee 1/3
MALLUHONMCHON CTPaHMLbI C YKa3aHNeM KIHYeBbIX C10B.

4. innocTpaTBHbIN MaTepuan:
« Qotorpadum JOMKHDI 6bITb KOHTPACTHBIMU; PUCYHKN, TpaduKn 1 Auarpam-
Mbl — YeTKUMN.
« QoTorpadum NpeACTaBAAITCA B OPUTIHANBHOM dopmare.
« [paduKi, Cxembl 1 PUCYHKI JOMKHBI ObITb NpefcTaBneHbl B dopmate EPS
Adobe Illustrator 7.0-10.0. Mpu HeBO3MOXHOCTU NpeacTaBaeHna ¢aiinoB
B JaHHOM dopmaTe He0bX0AUMO (BA3ATHCA € pefaKLmeil.
« Bce pucyHKI LOMKHBI 6bITb NPOHYMEPOBaHbI 11 CHABXeHbI MOAPUCYHOUHBIMU
nognucami. MoAnUcK K pUCyHKam JaloTCA Ha OTAeNbHOM aucTe. Ha pucynke
yKa3blBAKTCA «BepX» U «HU3»; GParMeHTbl PUCYHKA 0603HAYAKTCA CTPOUHDI-
MV GyKBaMu pycckoro andaButa — «av, «6» U T. 1. Bce cokpatLenms 1 0603Ha-
UYeHuA, NCNob30BaHHbIE Ha PUCYHKE, AOMKHbI ObITb paclMdpoBaHbl B NOAPU-
CYHOYHOI NoANUCH.
« Bce Tabnuuibl AomKHbI ObITH MPOHYMepOBaHbI, METb Ha3BaHue. Bce cokpa-
LLieHMA paclunGpoBLIBAOTCA B NpUMeEYaHNI K TabnuLe.

« (CbINKM Ha TabMLLbI, PUCYHKIA W IPYTUe UANIOCTPATUBHbIE MaTepHasbl NPUBO-
BATCA B HAANEXaLLUX MeCTax No TeKCTY CTaTbyt B KPYMIbIX CKoBKaX, a ux pac-
NONOXeHMe YKa3bIBAETCA aBTOPOM B BYfE KBAAPATa Ha NOAX CTaTbyl CeBa.

5. EgnHuubl namepennii satorca g CU.

Bce cokpatueHna (abbpeBuatypbl) B TeKcTe CTaTbil JOKHBI ObITb NOAHO-
(Tblo pacumdpoBaHbl Npu Nepeom ynotpebnenun. cnonb3osaHue HeobLue-
MPUHATBIX COKPALLIEHNIA He OMYCKAETCA.

Ha3BaHue reHoB MULIETCA KypCMBOM, Ha3BaHUe HENKOB — 0ObIYHbIM
wpugtom.

6. K cTatbe fomxkeH ObITb NPUNOXEH CMUCOK LATUPYEMOIl UTepaTypbl,
0pOpMIEHHbIN CnefyloLum 06pazom:
« CNMCOK CCbINOK MPUBOAMTCA B MOpAAKe LUTUPOBaAHUA. Bce nCTOUHMKN
JOMXHbI ObITb IPOHYMEPOBaHbI, @ UX HyMepaLya — CTPOro CO0TBETCTBOBATb
HymepaLmu B TekcTe cTaTbit. CCbUKKM Ha Heony6auKkoBaHHble paboTbl He fo-
nycKatTCA.
« [InA KaXa0ro NCTOUHMKA HEOOXOAMMO YKa3aTb: GaMunuI U MHALMANbI aBTO-
poB (ecnu aBTopoB Gonee 4, yka3blBaloTCA NepBble 3 aBTOPa, 3aTeM CTaBUTCA
«iA ip.» B PyCCkom unu «et al.» — B aHIMIACKOM TeKCTe).
+ [pu CcoinKe Ha cmambu U3 XyYpHAN08 YKa3biBalOT TakxKe Ha3BaHWe CTaTby;
Ha3BaHwe XypHana, rofi, ToM, HOMep BbiMycka, CTPAHMLbI.
« lpn ccoinke Ha MOHO2pAdbuU YKa3bIBAKT TaKxKe NONHOE Ha3BaHue KHUMY,
MECTO M3[aHNs, Ha3BaHMe M3[aTeNbCTBa, rod N3jaHuA.
« Mpn ccoinke Ha asmopegbepamel AyccepTaLyil yKkasblBakT TakKe NOMHOE
Ha3BaHue paboTbl, JOKTOPCKaA UK KaHAMAATCKaA, TOf U MeCTo U3[aHuA.
« [lpu ccoinke Ha daHHble, nonyyeHHble u3 iHMepHema, yka3blBaloT dnekK-
TPOHHbII apec LMTMPYEMOro UCTOUHNKA.
« Bce ccoinku Ha nuTepaTypHble MCTOUHNKIA NeyaTaloTca apabckumin wuppamn
B KBaf\paTHbIX ckobKax (Hanpumep, [5]).
« KonnuecTo LuTipyembix paboT: B OpUriHaNbHBIX CTaTbAX XenatenbHo He 60-
nee 20—25 UCTOYHMKOB, B 0630pax uTepaTypbl — He bonee 60.

7. NpepcTanenue B pefakuumio paHee onyoNMKOBaHHbIX CTaTeii He f10-
nycKaeTcs.

8. Bce cTaTby, B TOM uncne NOArOTOBNEHHblE acnupaHTaMu 1 conckatena-
Mn yquoﬁ CTeNeHN KaHanaaTa Hayk no pesynbratam C06CTBEHHbIX Mccneso-
BaHWUit, NMPUHUMAIOTCA K neyatu becnnatHo.

(raTb¥, He COOTBETCTBYHLYUE
K PacCMOTPEHMIO He NPUHUMAIOTCA.

Bce noctynaiowme cratbu peueHsupytotca. lpucnanHHble mare-
puanbl o6paTHO He Bo3BpawawTcA. Pepakuua ocraBnaer 3a co6oii
npaBo Ha pelaKTMpOBaHKe cTaTel, NpeficTaBNeHHbIX K ny6nukaumn.

ABTOpbI MOFYT NpUCbINATL CBOM MaTepuanbl no appecy: 115478,
MockBa, Kawmpckoe wocce, 24, ctp. 15 nu60 no 3neKTpoHHoIi NouTe Ha
appec pepakuum: info@neuromuscular.ru c 06:A3aTeNbHbIM yKa3aHuem
Ha3BaHWA XypHana.

aHHbIM  Tpe6oBaHMAM,



foToBuTCA K u3gaHuto kuura «XXPOHUYECKASl MUTPEHb» n

PervioHanbHaA o6LWecTBeHHas OpraHusauus
«O6uecTBO cneynancToB No HePBHO-MbILLEY-
HbIM 60ne3HAM» (Www.neuromuscular.ru) cos-
MecTHO ¢ Uspatenbckum gomom «ABB-npecc»
(www.abvpress.ru) rotoBuT K BbinycKy B HOA6pe
2012 r. KHury A.P. AptemeHko u A.J1. KypeHkoBa
«XpoHnyeckas MUrpeHb».

MnaHupyembin TMpax — 2000 sk3emnnApoB. KHura
6yneT akTVBHO PacnpOCTPaHATLCA Ha MeQULIMHCKIX
NPOPUIbHBIX MEPOMPUATUAX, Yepe3 cnewuunanniu-
[POBaHHble 1 MHTEPHET-Mara3uHbl, @ Tak»ke Nno npepg-
BapUTENbHOM NOANMCKE C afPeCHON AOCTaBKOW.
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MoHorpadua nocaaALeHa XPOHNYECKON MUFPeHN, KoTopas odpuLmanbHO Oblnia BiepBble BblaeneHa
KaK oTaenbHas ¢opmMa ronoBHom 601 Tosibko B 2004 . 1 OTHECEHA K OCNIOMKHEHUSIM MUTPEHM.

B o6wieit nonynaummn Ha LOMI0 NALMEHTOB C XPOHUYECKOW MUTPEHbBI0 NPUXoamnTcs Ao 3 %, Npu 3Tom
HanboNbLLasA PacnpPOCTPaHEHHOCTb 3a601eBaHNS OTMEYAETCA Cpeam UL MOMIOAOTO TPYAOCNOCo6-
HOro Bo3pacTa.

B cnevuuanmsnpoBaHHbIX KIMHUKaX U LLleHTpax rofloBHONM 60K Yy Hac B CTPaHe 1 3a pybexkom nauu-
€HTbl C XPOHUYECKUMU exkeJHEBHbIMM rofTIOBHbIMIK 6051AMM cocTaBnAlT Ao 80 % Bcex obpalleHui,
cpeam HUX Ha JOMN0 XPOHNYECKON MUTPeH NpmuxoauTca o 78 %.

B KHUre 06CyAaloTca BOMPOChI KNNHWKK, AMArHOCTUKM U anddepeHLManbHOro AnarHosa Xpo-
Hnuueckon murpeHu. MNpun onpegeneHnn prcka pasBUTUA XPOHNYECKON MUTPEHN aHanm3npyeTca
poJb Aenpeccum, TPEBOTY, 310yNnoTpebeHna nekapCcTBeHHbIMY NpenapaTamy AnA KynupoBaHuA
MPUCTYNOB rofloBHOM 601K, ANCOYHKLMN NepuKpaHranbHbIX Mbilil v apyrie daktopbl. Otgens-
HO OOCYXKOAlOTCS MaTOreHeTUYECKNEe MeXaHU3Mbl XPOHUYECKON MUFPEHW, CPean KOTOPbIX AMC-
byHKUMA aHTUHOUMLEeNTMBHbIX cuctem LIHC, nameHeHve Bo36yanMocCT KOpbl rOIOBHOFO MO3ra,
nepudepryeckan 1 LeHTpasibHaA CEHCUTU3aLUA.

B MoHorpadum nprBefeHbl camble COBPEMEHHbIE AaHHble NMUTePaTypPbl U COOCTBEHHDBIV OMbIT aB-
TOPOB MO BOMPOCAM Tepanun XPOHNUYECKO MUMPEHN — OCOBEHHOCTAM KynMpOBaHWs OCTPOro
NPUCTyna ronoBHON 601K, metToaamM NPOGUNAKTUYECKOTO fledeHnsa U Ux 3GPeKTUBHOCTA B CBETE
[OKa3aTesibHOV MeAuLUHbI, MOAPOOHO PAacCMOTPEHbl HEMeAVKAMEHTO3HblE METOAbl JIeUeHus,
a TaKXKe cAenaH akLEeHT Ha Tepanumn KOMOPOVAHBIX HAPYLLEHNIA.

KHura nmeeT npakTnyeckyto HanpaeieHHOCTb 1 MpefHa3HayeHa 1A Bpayel pasHblx cneumvasb-
HOCTel: HEBPOJIOroB, NMCUXMATPOB, MCUXOTEPANEBTOB, TEPANEBTOB, Bpayel obLLel NPaKTUKM 1 BCEX
NHTEpeCyoLWUXca Npobaemamm XpOHUYeCKor 6011 B LLIENOM 1 FONIOBHOW 60N B YaCTHOCTU.

YneHbi PernoHanbHoM 061eCcTBEHHOI OpraHn3auum «O61ecTBO CneyanicToB No HepPBHO-
MbILLIEYHbIM 60/1e3HAM» CMOTYT NPMOGPECT KHUTY MO CreLiaibHON CHUYKEHHO LieHe.



Heunpo-Ayauno

npnbop Ansa nposeaeHus
06beKTVUBHOW ayaMoMeTpum
V B3pOC/IbIX U AeTen C NepBbIX
OHEW XXN3HU

KOpOoTKOJIaTeHTHbIE C/TyXOBble BbI3BAHHbLIE MOTEHLMAbI
mo3ra (KCBIM/ABR) (Bo3ayLUHast 1 KOCTHAs NPOBOAMMOCTD)
CnyxoBble CTaLMOHapHbIe MOTEHLMabl MO3ra

(CCI/ASSR) c 0o4HOBPEMEHHOM CTUMYASALMEN

Ha YeTblpex 4acToTax Aas Kakaoro yxa (multi-ASSR)
CpefHe- 1 ANNHHONATEHTHbIE C/TYXOBbIE BbI3BAHHbIE
noteHumanbl mosra (CCBIM n 4CBM/AEP: MLR, LLR)
3aAepykaHHas Bbl3BaHHAs O0TOAKyCTMYecKas

amuccmsa (3BOAD/TEOAE)

OToakyCTn4eckas IMMCCMS Ha YacToTe

nNpoAyKTa nckaxeHus (MMOAS/DPOAE)

CnoHTaHHas oTtoakycTmyeckas ammuccmns (COAS/SOAE)
ToHanbHas ayanometpus (TA/PTA)

(BO3AYLIHAS M KOCTHAs MPOBOAMMOCTD)
SnekTpokoxneorpadus (AKoxr/ECochG)

BecTnbynapHble MMOreHHbIe BbI3BaHHbIE

noTeHumansl mosra (BMBIM/VEMP)

KOrHUTMBHbIE Bbi3BaHHbIE MNOTeHLMaAbl Mo3ra (P300, MMN)
NHAavKaumsa mneaaHca Ha nepefHen naHenn npubopa

OcHOBaHa B 1992

OO0 «Hewnpocodpm»
Poccusa, 153032, I. MIBaHOBO, y/1. BOPOHUHA, 4. 5

Poccus, 153000, T. MIBaHOBO, [NaBno4yTamT, a/s 10
TenedoH: +7 4932 24-04-34 PaKC: +7 4932 24-04-35
E-mail: com@neurosoft.ru  Internet: www.neurosoft.ru

BecTubynsipHbie MUOTeHHble
BbI3BaHHbIe NOTEHLUA/IbI
mosra (BMBI/VEMP)

BMBI — 3T0 yCpeAHEeHHbIN MbILLEYHbIN OTBET, BO3HUKAKOLLUN

B pe3ynbTaTe BO3AENCTBUS FPOMKOro CTMMY/1a HA BECTUBYISIPHbIN
annapar yesnoeka. OTBET MOXET 6bITb MOJIy4EH C UCMO/b30BAHMEM
AKYCTUYECKOro CTUMYJIA BbICOKOW MHTEHCUBHOCTW: LLIENYKA UK
HW3KOYACTOTHOM TOHA/IbHOW MOChLIIKW. DIEKTPOAbI A8 3anncu
oTBeTa 06bIYHO PacnosaralT Ha FPYAMHO-KIIOYUYHO-
cocueBmaHon MbiwLe wen (CVEMP — cervical VEMP)

nnu nog rnazamm (oVEMP — ocular VEMP).

Mporpamma «Henpo-Ayano.NET» N03B0/ISIE€T 3aNMCbiBaThb
oba BapraHTa BMBI1: c VEMP 11 oVEMP. B COBOKYMHOCTK
OHV MPUMEHSIOTCA A/ HamboJ/iee TOYHOrO onpeaesieHus
NoKanu3auum HapylieHU BeCTUbyisipHoro annapara.

Bo Bpems 3anucu cVEMP noaaep>xrBaeTcs 6umonoruyeckas
ob6paTHas cBSi3b C MALMEHTOM. Ha BTOPOM MOHUTOPE (414
naLueHTa) 1 B OKHE perncTpaumm (418 KOHTPOS Bpaya)

B peasibHOM BpeMEHM 0TO6PaXKAETCS YPOBEHb HAMPSIXKEHNS MbILLLLbI
Lewn. B HacTponKax 3aaeTcs AMana3oH A0NYCTUMbIX 3HAYEHUN.
Mpu 3anncK Bce KpUBble, He NonagatoLLme B ANanasoH,
0THpPACHIBAIOTCS, & OCTA/IbHbIE YHNTLIBAKOTCS B UTOFOBOM
ycpeAHeHHOM oTBeTe.

TakvM 06pa3om, CyL,ecTBeHHO NOBbIWALTCS

TOYHOCTb U3SMEPEHMUM, MOTOMY YTO ABTOMATUYECKMN
obecne4ymBaeTCcs OAMHAKOBBIV YPOBEHb HAMPSAXKEHMS

MbILLLL LEen 415 06erx CTOPOH CTUMYASLNN.

Mporpamma aBToMaTUYeCKM paccymTbIBAET KO3PPULIMEHT
VEMP ratio (acMMMeTpusi aMnanTya NMKOB MeXXAY
NpaBoW W 1eBON CTOPOHAMU CTUMYAALMN), KOTOPbIV
MCMOb3YeTCs A8 NOCTAaHOBKW AMArHo3a.

MHANKALUS YPOBHS HAMPAXKEHNS MbILULbI LLEN
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AHTUIrMNOKCAHT U AaHTUOKCUAAHT, NPUMEHSAIOLLUNCA B KOMIMJIEKCHOW Tepanun
HEeBPOJIOrN4YecKnx, MeTabonn4yecknx n Xmpypru4yeckux saboneBsaHumn, a Takxe
NX OCNOXXHEeHUN

o Meta6onuyeckue n cocyguctbie 3a6oneBaHnA roJIOBHOro Mo3ra (MHCynbT,
YepenHo-mMo3roBas TpaBma, pa3nnyHbie (P OPMbl HEAOCTAaTOYHOCTV MO3rOBOIO
KpOBOOOpaLleHus, AeMeHLA).

o HOvnabeTnyeckana nonuHeBponaTus.
o MNMepudepunyeckue cocyauctbie, metabonmyeckne HapyLweHUA U X NOCNEACTBUA.

. 3axxusneHue paH (Tpoduryeckne HapyLLeHUA KOXXU, A3Bbl, CUHAPOM ANabeTU4ecKon
CTOMbI, NPOJIEXXHU, 0OMOpPOXKEeHUA).

CoueTaeTcA ¢ rnpumeHeHnem HapyxHbix ¢opm AktosermnHa: 20% resnb, 5% kpem, 5% masb.

Kparkaa nHdopmauua no meguuMHCKOMY NpUMEHEHUIo npenapaTta AKTOBErvH:

PerucrpaumoHHblie Homepa: NN 14635/01 ot 26.02.08; NN 014635/01 ot 19.11.10; NN 014635/04 ot 19.12.07; NN 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 BeLLEeCTBO: AEMNPOTENHU3MPOBAHHbIN remoaepusat
KPOBM TENAT.

®opMbl BbINyCKa: pacTBop A1 UHbeKUMin — 40 mr/ma, amnyibl no 2 ma, 5 ma, 10 ma; pacteop ansa uHdysuit — 4 mr/mn n 8 mr/mn B pactsope Hatpua xnopuga 0,9%
250 mn; 4 mr/mn B pactBope AeKcTposbl 250 mi. MoKasaHuA: meTabonnyeckne U COCyAUCTbie HAPYLIEHWUSA FTONOBHOMO MO3ra (B TOM YUC/E ULIEMUYECKUI UHCYAbT, YepenHo-
MO3roBas TPaBMa, pas/inyHble GOPMbl HEAOCTaTOUHOCTU MO3TOBOTO KPOBOOBPALLLEHNA, AeMeHLMA); Nepudepuyeckme (apTepunanbHble U BEHO3HbIE) COCYAUCTbIE HAPYLUEHUA
M UX NOCNeACTBUA (apTepuanbHas aHrvonatus, TPopuUeckue N3Bbl); 3aKMBIEHME paH (A3Bbl PA3NUYHOMN 3TUONOTMM, TPODUYECKME HAPYLIEHWUs, MNPONEKHM, OXKOrK,
HapyLIeHMA NPOLECCOB 3aXKMBAEHUA PaH); NPOPUNAKTMKA U NIeYeHUe NyYeBbIX MOPANKEHUIM KOXMU M CAM3UCTbIX 06oN0oYeK Npu nydeBoi Tepanuu. MPOTUBOMOKA3aHUA:
rMNep4yBCTBUTENbHOCTb K NpenapaTy AKTOBErMH WM aHa/NOTMYHbIM MpenapaTtam, AeKOMNEeHCMPOBaHHaA cepAeyHan HeaoCTaTOuHOCTb, OTEK NETKWX, ONUTYPUA, 3a4epKKa
JKMAKOCTM B opraHuame. C OCTOPOKHOCTBIO: TUNepXaopemus, runepHatTpuemus. lobouHoe AeicTBUE: annepruyeckne peakumm (KoKHas Cbifb, TMNEPEeMUs KOXKM, rnnepTepmms)
BM/I0Tb A0 aHadUNAKTUHECKOTO LIOKA. B cBA3M C BOSMOXKHOCTbIO BO3HUKHOBEHWA aHAaGUNAKTUYECKON PeaKLMn PEKOMEHAYETCA MPOBOAUTb TECT — 2 M [0 Ha4ana MHBEKLMU,
MHOY3MKU. CNocob NpUMeHeHMA U A03bl: 0 5 M BO3MOMKHO BHYTpMMbIeYHoe BBeaeHue, oT 200 go 2000 mr (250-500 mn) BBOAAT BHYTPUBEHHO KamnesbHO MealeHHO
(2 mn/muH). B Tabnetkax — no 1-2 TabneTku 3 pasa B CyTKu nepes, eaol. [03bl 3aBUCAT OT CTEMEHM TAXKECTM U BbIPAXKEHHOCTM CUMIMTOMOB KaXXA,0r0o KOHKPETHOro 3a60/1eBaHus.
MpPOAOMKNTENBHOCTb IEUEHWA 3aBUCUT OT MHAMBUAYA/IBHOTO HasHaYeHuWA. MoaHaa MHPopMaLLMA NO NpenapaTy COAEPMHKUTCA B UHCTPYKLIMM MO MEAMLIMHCKOMY MPUMEHEHMUIO.

WHdopmauma ana cneumannuctoB 3apaBooXpaHeEHNA.
000 «Hukomep OuctpubblowH CeHTa»: 119048, . Mockea, yn. Ycayesa, gom 2, ctp. 1. www.actovegin.ru
TenedoH: +7 (495) 933 55 11, Dakc: + 7 (495) 502 16 25 www.nycomed.ru

[aTa BbInycKa peknambl: HoAbpb 2011.



