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Dantec”

[MpaBunbHbIA AMArHO3 - YCMELLUHOe NeYeHune

JnekTpomuorpadbl
cepuun Keypoint
HOBOr0 NMOKOJIEHUS

YcTaHOBNEHa HOBas MNfaHKa KayecTBa pe-
TUCTPUPYEMbIX CUFHANOB )18 3JIEKTPOMMUO-
rpacos. B npubopax Dantec Keypoint HoBoe
Ka4yecTBO CUrHaMa n U3ALLHbIA AN3aiiH coYe-
TAOTCA C TPAAWULMOHHOM MPOCTOTON ynpas-
NEHNS N HAEXKHOCTbIO KOHCTPYKLMKW. Tenepb
nojJ VHAMBWAYanbHble TPe6OBaHMS MONb30-
BaTeNs MOXXET HAaCTPamMBaTbCA Kak npencTaB-
NeHne MHAOpPMaUMM Ha 3KpaHe MOHMTOPA,
TaK 1 BUA NeyaTHoro oryeta. Mpu aTom Ha-
CTPOWKN MOTYT MNPOU3BOANTHLCS KaK CamMUM
MONb30BaTeNieM, TaK 1 YAAneHHO M0 UCXO-
JHbIM aHHbIM NONb30BaTens. [porpammHoe
06€ecreyeHne MosHOCTbI0 PYCUPULMPOBAHO
1 pabotaet Ha 6aze WINDOWS 7. lMpu6opbl
BbIMYCKAOTCA Kak B MOPTATUBHOM WCMOJIHE-
HUW, TaK 1 B BUAE paboyein CTaHLuu.
KayecTBO Balumx nccnenoBannii ¢ Mcnonb30-
BaHMeM anekTpomuorpados Dantec Keypoint
He BbI30BET COMHEHUIA Y camoil TpeboBaTesb-
HON ayanTopuu.

lpuuenbHoe BBEAEHME
00TYNOTOKCHHOB

970 CcTano BO3MOXHbIM 6narofaps 0fHO-
pa3oBbIM MOAKOXHbIM 371EKTPOAAM-Uram
Bo-Ject. OHn coBmewaoT B cebe urny ans
VHBEKUMA U MOHOMONSAPHBIA MrONbYaThIN
3NeKTPOA, 4TO MO3BONSAET BBOAWUTL 6OTY-
NOTOKCUH NOJA KOHTPOSIEM HEMpepbIBHO pe-
ructpupyemoro curdana M. B kayectse
perncTpaTopa MoXeT WCMoSib30BaTbCS JIt0-
6o anekTpomuorpadd. INeKTPOAbI-UrTbl
BbINYCKAIOTCA PA3HOM AMWHLI, NpWU 3TOM
ctabunbHocTb curHana IMI obecneynsaet
BHYTPEHHAS Mahka Kabens u Urnbl, npume-
Hemas TONbKO B anekTpoaax-urnax Bo-Ject
npon3soactea Alpine Biomed.

HelpoanarHocTuka

OT BeAyLiero MMposoro npon3sognTend

a division of natus.

BHumaHwme!

C nmiona 2012 ropa

LieHa Ha KOHLEHTpUYeckmne
UroMb4aThle ANEKTPOLbI
OyaeT CHuKeHa Ha 20%!

KoHueHTpuueckue
Uronibyatble aNeKTpoabl
3TaNOHHOro Ka4yecTBa

OnHOpa3oBble W MHOrOpa3oBble (ABTOKIA-
BNUPYEMble) KOHLEHTPUYECKMe Urofibyatble
anekTpoapl cupmbl  Alpine Biomed npo-
[O/DKAKT 0CTaBaTbCA B MUPE  «30J10TbIM
cTaHgaptom». CTabunbHO BLICOKOE Kayec-
TBO NMPOW3BOACTBA 06ECMNEYMBAET MOYTU HY-
NeBOI NPOLEHT OTOPAKOBKW WrA, a TOHKas
LINNPOBKA HAKOHEYHWUKA W NpupaHue emy
(PopMbI «Tpoakap» No3BOSAOT BBOAUTb Uy
3NeKTpOoaa nNpakTnyeckn 6e3601e3HEHHO Ans
nauueHTa, 63 TpaBMUPOBAHUS MbILULbI, T.K.
MbILLEYHblE BOMOKHA Pa3fBMralTCs Wrmoil
6e3 NoBpexxaeHns. HN3knin ypoBeHb Liyma
BbICOKas TOYHOCTb PErMCTPMPYEmMoro 61omno-
TeHuMana AocTuralTcs 6narofaps UCMosb-
30BaHMI0 CMeuuanbHOro 3anaTeHTOBAHHOMO
Cnnaea B KA4eCTBE BHYTPEHHEr0 NPOBOAHMKA
BMECTO TPAAMLMOHHON HEPXKaBELOLLLe CTanu,
a TaKXXe 9KpaHMpOBaHHOro Kabens ¢ agan-
TWUBHOIA CMCTEMOI KOMMNEHCaLMn MMneaHca.

Toprosas mapka Dantec xopoLuo n3BecTHa B Poccuu kak atanoH kavectsa B AMI. imeHHO nog atum 6peHaom B Poccuio Haqanu noctynarb Kak aNneKkTpomMuo-
rpacpbl Keypoint nepBbIx NOKOIEHWIA, TaK U Urofibyatble aneKTposl. U Te u apyrue nonyy4mnu 3acnyXeHHoe NpusHaHue y CneLmanncTos CBOUM Ka4eCTBOM W
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Ka4eCTBEHHbIl CePBUC 3TON NPOAYKLIMN Ha BCEiA TeppuTOpUmM Poccuu.

000 «MHhomen-Henpo» — aKCKN03MBHBIN AMCTPMObLIOTOP NponyKuun Alpine Biomed B Poccum.
Ten./pakc: +7 495 645 4700, sales@im-neuro.ru
Www.im-neuro.ru




E]l BHUMAHWIO HEBPOJIOTOB

YHUKaNbHbI NpoekT O6wecTBa cneyuanncTtoB

No HepPBHO-MbILWeYHbIM 60ne3HAM!

K | koH¢epeHumn OHMB, Kotopaa coctomtca B MockBe
22-23 HOAGpA 2012 r., rOTOBUTCA UN3faHNEe NepeBeAeHHOro
Ha pycckuit A3biK c6opHMKa «KnuHunuyeckmne peKkomeHpauunmn
(crangapTbl) EBponeiickoit pefiepauum HEBPONOrnyecKkux co-
o6wects (EFNS)», ToM 1, 1 npunoXeHns K peKkomeHgauuam —
«KpaTKnii cnpaBovYHUK HeBpoora».

MexgyHapopaHbie 06LienpyHATbIE peKOMEeHAAL NN OCHOBaHbI
Ha NpPUHUMNAX AOKa3aTeNlbHOW MeguLMHbI 1 0606LEeHHOoN
mMeguUMHCKon nHopmauun 3a 2000-2011 rr. n ABNAIOTCA pe-
3ynbTaToM pa6oTbl 3KCNepTHLIX rpynn cneyunanucros EFNS.

N3paHne PekomeHpauui n KpaTtkoro cnpaBoYHMKa C NepeYHEM COBPEMEHHbIX MpenapaToB v No-
KasaHMAMM K UX NPUMEHeHNIo (YmoMMHaloTcA B PekomeHaauUmaAX) Ha pyCcCKOM A3blKe AN LesieBou
ayanTopumn HeBponoros Poccum ocyllecTBnAeTCA BnepBble 1 Aenaet AOCTYNHOW CMCTeMaTU3npo-
BaHHY0 MHbOPMaLMIO O SleKapCTBEHHBIX Npenaparax.

JaHHble npoBegeHHoro OHMB onpoca AeMOHCTPUPYIOT GONbLUYI0 3aUHTEPECOBaHHOCTb HEBPO-
noroB PO, ctpaH CHI n bantuu B 3HaHUAX O COBPEMEHHOM COCTOAHMUM AUArHOCTUKM U JIeYeHUs
HepBHbIX 6one3Hen.

B c6opHUK «KnnHnyeckne pekomeHgaumm EFNS», Tom 1, BoriayT 7 afanTipOBaHHbIX A1 PYCCKOS3bIY-
HbIX YMTaTENEN Pa3aenos Mo OCHOBHbIM BOMPOCaM ANArHOCTUKM 1 SIeYeHUs HEPBHbIX Gone3Hel.

Cmana 2011 r. OHMb aBnseTcs opuLManbHbIM SKCKNIO3MBHBIM 06/1afaTesiemM Npas Ha NyoanKauuio
nepesopaa PekomeHaaLmin Ha pycckom s3bike oT nspatenbcrea Wiley (BennkobpurtaHus).

PeueH3npoBaH/e 1 pefakTMpOBaHME POCCUNCKON Bepcun PekomeHZaumin ocyliecTBiseTcA Be-
AyWwunMmn cneumanmuctamm Poccum B 06nact HEBPOMOTK, HENPOXMPYPIUKN, HENPOBU3Yann3aLmu,
HenponMMyHonorny, natomopdonoruy, peabunutaumy, a TakxKe BpayaMm U3 CMeXHbIX obnacTei
MegmLUmMHbl. CornacoBaHHble C U3gaTtesiemMm pefakLUOHHbBIN COBET 1 PELIEH3VOHHbIN NOAX0S K nepe-
Boay PekomeHpaLmin obecneyat MakCMMasbHYO aganTaumio K 3anpocam poCCUNCKMX Crieumanmnc-
TOB B 06/1aCTV HEBPOJIOTUUN U PbIHKA MEeAMKAMEHTO3HbIX MPEnapaToB.

[MnaHmpyembin Tpax — 4 000 3K3eMnnApoB.

Ynenbi OHMB nonyuat PekomeHgauum n cnpasouyHuk bECIMJIATHO.
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Om pepakyuu

I nybokoysancaemoie Koaneeu!

Becna u seto 2012 roga oka3aquch HaChIILIEHHBIMUA
COOBITUSIMU B MEAULIMHCKOM MUpPE, B TOM YUCJIE U B He-
Bposioruu. Briepseie B pamkax XII Bcepoccuiickoit KOH-
depennmm «OyHKIIMOHATBHAS IarHocTiKa — 2012» ObLTa
OpraHU30BaHa OTAEbHAS CEKIMS MO AUArHOCTUKE 3a00-
JieBaHUU nepudepruyeckoro HePOMOTOPHOIO arIapara.
B Huxnem HoBropoze ycremrHo mpoiesn 1o0uieiHbIi
X Bcepoccuiickuii che3n HEBpOJIOroB, B IPOrpaMMe KOTO-
pOro 3HAYUTEJIBHOE MECTO OBITIO yIeJIeHO Pa3HbIM acIieK-
TaM MaToJIOTUHY NeprdepruyeckKrx HepBoB U Mbiil. [1apai-
JIEJIbHO CO ChE3[I0M Tpoliuia KoHbepeHus «cnoap3oBa-
HUE METOIOB (DYHKIIMOHAJIbHOW TMaTHOCTUKY B HEBPOJIO-
TUW», OpraHu3oBaHHas kommanueit «Heitpocod1». YseHsl
«O0111ecTBa CMELIMAIUCTOB [0 HEPBHO-MBIIIIEYHBIM 00JIE3-
HSIM» TIPUHSTA aKTUBHOE yJYacTue B paboTe CTOJb Mpe-
CTaBUTENBHBIX (hOpyMOB. BrIcoKas moceiiaeMocTh 3aceaa-
HUI BCEX MEpPONMPUSATHUI, a TaKKe MHOTOUYMCJICHHBIE
BOIPOCHI U TUCKYCCUU TTOKA3aIh, HACKOJBKO aKTyaJIbHbI
BBIOpaHHbBIEC TEMbI JOKJIAJ0B U HACKOJBKO BEJINK UHTEPEC
MPaKTUKYIOUIMX Bpauyeil v CIeMalIiCTOB CaMbIX Pa3HbIX
HanpasJieHUI K TTpobieMamM OoJie3Hel neprudepuyecKux
HEPBOB U MBIIIIII.

KuBoe o0lieHNe ¢ HEBPOJOraMU U Y3KMMU CIlela-
JINCTaMM TI0KA3aJI0, YTO B MEPBYIO OUepeb HEOOXOIUMO
TPEO0JIETh 1e(PUIINT MH(POPMAIIMKU O COBPEMEHHBIX BO3-
MOXHOCTSIX B 00JTaCTH BCEX BUIOB TUAarHOCTUKN HEPBHO-
MBIIIIEYHOH matoiornu. HeodbxomuMo CKOHIIEHTPUPOBaTh
YCWINSI Ha pa3paboTKe U MyOaMKaluy 00pa3oBaTeIbHbIX
TporpaMM, PYKOBOJCTB, CTIEIIMaIbHBIX aTJIacoB U METO-
IUYecKnX pekoMeHmanuii. O01IMe TpUHIUIEL JoKa3a-
TETbHON MEIWITMHBI U TOCYIapCTBEHHAsT KOHIEITIINS He-

MPEPBIBHOTO MEAMIIMHCKOTO 00pa30oBaHUS CETOMHS
TpeOyIOT He TOJBbKO 000OIIAIOIINX ITyOIUKAIUIA, HO U pa3-
pabOTKM eMMHBIX METOTNIECKUX, TUarHOCTUIECKUX CTaH-
JapTOB M HOPMAaTHUBHBIX 0a3.

C GOJBIINM YIOBJIETBOPEHUEM MBI OTMETHIIH, UTO CITe-
IUAJTUCTHI ¥ TTPAKTUKYIOIIE HEBPOJIOTH Pa3HBIX ITOKOJIC-
HUIA 3HAIOT ¥ YNATAIOT XypHal «HepBHO-MBIIIEYHEIEC 00-
JIE3HW», a TAKXKE BBIPAXKAIOT XKeJlaHWe aKTUBHO IPUHUMATh
Y4JacTHE BO BCEX MEPOIIPHUSITUSIX, IIPOBOTUMEIX OOIIIECTBOM.
OueHb BaxkHa paboTa ¢ 00JIbHBIMU, CTPaAAIOIIMMU HEPBHO-
MBIILIEYHBIMU 0OJIE3HSIMU, I TO3TOMY OfHa 13 3amau O6-
IIIeCTBA 3aKJTIOYACTCS B YCTAHOBJICHUH TECHBIX KOHTaKTOB
C VK¢ CYIIECTBYIOIINMHA W aKTUBHO pabOTAIOIINMM Opra-
HU3AIUSIMH TTAIIMEHTOB B pa3HBIX Topomax Poccun.

Bce nmomHsTHIE BOITPOCHI HEBO3MOXHO PEIINATH Oe3 Ba-
IIIETO HETIOCPECTBEHHOTO YIaCTHsI, U TIO3TOMY MBI TTpe/iia-
raeM oocymuTh ux 22—23 Hosi0pst 2012 & Ha | YupenutenbHOM
KoH(pepeHurn OOI1IeCTBA CIEUUATUCTOB MO HEPBHO-MbI-
meyHbIM 0osie3HsM. C TIpenBapuTebHOM TTpOrpaMMOi,
pazocinanHoi wieHam OHMB, MOXXHO MO3HAKOMUTBCST Ha
caiite O061ecTBa www.neuromuscular.ru ¥ Tam Xe TpOUTH
perucTparuio (10 22 oKTsOps — OeCIuUIaTHO).

MBI HageeMcs Ha Ballle aKTUBHOE yJacTHe B padoTe
OO11ecTBa U XXypHaja, XIeM BalluX cTaTeid, Mpeaioxe-
HUI1, 6e3 KOTOPBIX JajbHEHIIee pa3BUTHE W JIBUKCHUE
BHIepe HEBO3MOXHO.

Jlo BcTpeun Ha KOH(epeHLIMM 1 Ha CTpaHuULIaX XypHara!

Peokonneeus acypnana « Hepeno-muiuieutoie bonre3nu»
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Cunapom 6ecnoKoliHbIX HOr:
namoreHe3, JUarHoCMuKa, neyeHue.
0030p numepamypol

M.O. Kosanbuyk, A.JI. Kanuakun
DI'BY «Dedepanvhblii HAYHHO-KAUHUMECKUI UEHMP CREUYUANUUPOBAHHBIX U008 MEOUYUHCKOL NOMOUWU
u meduyunckux mexuonoeui> DMBA Poccuu; Ilenmp meduyunst cna, Mockea

Konmaxmoi: Mapus Onecosna Kogsanvuyk mafkov@mail.ru

CuHdpom 6ecnoKoiiHbIX Hoe 1645eMCsi XPOHUHECKUM CeHCOMOMOPHBIM PACCMPOUCMBOM, KOMOpoe no0pa3ymesaem ceHCOPHbL OUcKomgpopm
6 HO2aX UAU Opy2UX 4acmsax mead, 603HUKAIOWULL UAU YCUAUBAIOUWUIICS 8 NOKOe, 8 8edepHee/HOUHOe 8peMsl, U 8bi3bl8alouUuil NOMpedHOCMb
6 dsudcenuu. Hecmomps na wupokyto pacnpocmpanenrnocms (0koao 5—10% 6 nonyasyuu) u 3Ha4uMoe 8AUsHUE HA KAYECME0 HCU3HU,
épauu obueli NpaKmuKu, CneyuallicCmsl Nepeoeo 36eHa U cami Heepoao2Uu HedoCmamoyHo oceedoMaeHbl 0 OAGHHOM 3a0601e8aHull, 8 C8s3U
C 4eM OHO 4aAcmo ocmaemcsi OWUOOUHO OUACHOCIMUPYEMbIM COCIOSHUEM.

Karoueawie caoea: cunopom 6ecnokolinbix Hoe, nepuoduyeckue 08uxiceHus KoOHeuHocmell, doghamunepeuueckue npenapamot

Restless leg syndrome: pathogenesis, diagnosis and treatment. Literature review

M.O. Kovalchuk, A.L. Kalinkin
Federal Research Clinical Center of Federal Medico- Biological Agency; Center of sleep disorders, Moscow

Restless leg syndrome (RLS) is a chronic sensory-motor disorder characterized by sensory discomfort in legs, appearing or worsening during
rest in the evening or night time, evoking the urge to move. Despite its wide prevalence (around 5—10% in the population) and essential
influence on the quality of life, not all the physicians, specialists of the primary care and even neurologists are common with this disorder.

Because of that RLS stays commonly unrecognized.

Key words: restless leg syndrome, periodic limb movement, iron, dopaminergic medicine

BsepeHue

Cunnpowm 6ecriokoitabix Hor (CBH) — rereporenHoe,
opraHm4YecKoe 3a001eBaHNe, KITIOYEBBIMU IIPOSIBICHUSIMU
KOTOPOTO SIBJISTFOTCA LUPKagWaHHBIE CEHCOMOTOPHBIC
paccrpoiictBa. K wacteim ocnoxneHusM CBbH oTHocsTca
HapyIIeHNUS CHa, TPEBOXKHO-IETIPECCUBHBIC PACCTPOICTBA,
OrpaHMYeHUE COLIMAIBHON M OBITOBOI aKTMBHOCTH, BEy-
e K CHIDKCeHUIO KauecTBa KMU3HM. BEIIESIIoOT mepBrud-
Hyto 1 BropnuHyio ¢opmbel CBH. Tlepsuunast, niam uagno-
maTudeckasi, (popMa XapaKTepu3yeTcsl, KaK IIpaBHUJIO,
0oJiee paHHUM 1€010TOM M TpeOyeT Ha3HauUeHUsI crieludu-
YecKoi mopaMuHepruIecKou Tepann. BropuaHas ¢op-
Ma CBH Bo3HmKaer Ha (poHE pa3TUYHBIX ITATOJIOTHIA,
HamOoJIee YaCTOI N3 KOTOPHIX SIBJISIETCS Ae(UIINT XKeae3a.
Jleuenue Bropmuynoro CbH cocrout B KoppeKLimu 0OCHOB-
Horo 3ab0ojieBaHusl. HecMOTps1 Ha JUIMTEIbHOE U3YYEHUE
CBH, ero maroreHe3 ocraercs HESICHBIM. TeM He MeHee
POCT YKciIa HaydHO-KJIIMHUIECKUX UCCIICIOBaHMIIA B 00J1ac-
TH JAaHHOU MPOOJIeMBbI, IIMPOKNE BO3MOXKHOCTH 3 deK-
THBHOM Tepanmu Ipu 0benx dopmax 3aboieBaHMS BHY-
IIA}0T ONTUMM3M B paMKaxX moHuMaHMsI 1 mporHo3a CbH
1 00YCIIOBJIMBAIOT HEOOXOAMMOCTD B TIOBBIIIICHUH MH(MOP-
MHMPOBAaHHOCTH IMMPOKOTO KPyra CIICIIUAINCTOB 110 JaH-
HOI1 mpobJIeMaTHKe.

Mouck numepamypbi

ITouck auTepaTyphl OCYIIECTBIISUICS IIPYW ITOMOIIN
MEIUILIMHCKOM 0a3bl JaHHBIX PubMed, ¢ ykazaHueM tep-
muHa «Restless leg syndrome» B MeSH (Medical Subject
Headings) u yandex.ru; mHTepBaj IMoMCcKa He ObUT OTpaHU-
4yeH. PaccMaTpuBaiich CTaTby Ha aHTIIMIICKOM, (ppaHITy3-
CKOM 1 PYCCKOM SI3BIKaX.

Wcmopus sonpoca

Bnepsroie ykazanue Ha CBH BcTpeuaeTcs B Tpymax
BBIIAIONIETOCS AHTJIMICKOTO aHaToMa U (pU3HMosora
T. Willis B 1672 1. [1]. JApyruM M3BECTHBIM OITMCAHUEM
apisiercst padora T. Wittmaack (1861 ), B KOTOpoii OH
WCITOJIB30BAJI TIOHATUE <«OECIIOKOHBIC TOJICHW», WU
«anxietas tibiarum» [2]. ITomumo 3Toro 2 (ppaHIly3cKUX
HeBposiora — Boissier de Sauvages (1763) u Gilles
de la Tourette (1898 1.) — ormmcaym CBH, acconmmmpoBaH-
HBI C TIEpUOANICCKAMM NBVDKCHUSIMUA B KOHEUHOCTSIX
¥ HapylIeHUsIMHU cHa [3].

Kimmnanueckoe onucanne CBH, mpunsaToe ceromHs
M TaKKe M3BECTHOE KaK CHHIPOM DKOOMa, CIejaHO
B 1945 . mBenckum HeBposorom K.A. Ekbom [4]. ABTop
onpenemut CBH, kak «HapyIieHre cHa BCJISICTBUE TBU-
raTeJIbHOTO OECITOKOICTBA B pacciIabjeHHOM COCTOSTHUM,
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CBSI3aHHOTO C HENIPUSATHBIMU CEHCOPHBIMU OIIYIICHUSMU
B TOJICHSIX» [4].

B nanpHEeiIIIEM HCCITeIOBaTEIbCKAsI TPYIIIIA IO PYKO-
BoactBoM E. Lugaresi [5] ooHapykxmia y 6onbsHbIX ¢ CBH
IMepuoandYecKrue ABUXKEHUS KOHEYHOCTeil BO CHe,
a S. Akpinar ObUI TIEpBBEIM, KTO IIPEAMPUHSII ITOIBITKY
neuenunss CBH nodpamuuepruyeckumu npenaparamu [6].

B 1990 . AMepuKkaHCcKas akageMus MEIUIIMHBI CHa
(American Academy of Sleep Medicine, AASM) pazpaboraia
¥ BKIIOYMIa B MeXOyHapoImHYIO KiIacCH(HUKAIIMIO pac-
crpoiictB cHa (International Classification of Sleep Disorders,
ICSD) muaraoctryeckue Kpurepu ChbH kak rmommHHOro
paccrpoiictsa cHa [7]. B 1995 . MexnyHapongHas rpyrimna
o m3ydeHuto CBH (International Restless Legs Syndrome
Study Group, IRLSSG) Beinenmmina 4 o0si3aTeIbHBIX U HE-
CKOJIBKO TONACPKUBAIOIINX KPUTEPHUEB MIST TTOCTAHOBKU
muarHo3a CBH [8]. B 2002 r. HaunoHanbHBI MHCTUTYT
3mopoBws (National Institute of Health, NIH) mepecMOTpen
Bce moctymnHble JaHHBIe o CBH m pa3paboran TOYHBIN
aJITOPUTM IUATHOCTUKY TaHHOM MaToioruu [9].

dnupemuonorus

ITo maHHBIM MHOTOYMCJICHHBIX MCCJICIOBaHUI, pac-
npoctpaHeHHocTh CBH B monynsmm 3anagHoii EBpornbr
n CeBepHoil AMepukn Kosebnercss ot 2,5-3 no 15%,
B cpeaHeM 5—10% [10, 11]. B crpaHax A3uu pacrnpocTpa-
"HenHoctb CBH umxe u cocrasnster or 0,1 mo 1,5%
[11, 12]. CbH MoxeT pa3BuBaThcs B 110001 BO3paCTHOM
KaTeropuy, OJHAKO II0 Mepe YBEJIMYCHHUs BO3pacTa €ro
pacIpocTpaHeHHOCTD IToBhImmaercs. B momyssiimm CILA
n Benuko6putanum pacrpocrpaHeHHocTs CBH cocTaB-
nsiet 1,9 % B nerckom Bo3pacte (no 14 ner), 2% — cpeau
noapocTKoB (crapire 14 net) [13, 14]. PacrpocTpaHeH-
HocTh CBH otyeTiimBo HapacTaet ¢ 20 IeTHeTo Bo3pacTa,
mocturast tika B 70—79 net u 3aTem cHinkaetcs [ 15]. KeH-
LIMHBI 00JIEIOT B CpeaHeM B 2 pasa vanie [16].

CreneHb BEIPAXXEHHOCTH CUMIITOMATUKNA BapbUpYyeT
OT SAMHWYHBIX 3IM30[0B 0 KpaifHe TSKEIO0il CTeIeHU
¢ noyiHou yrparoit cHa. Kimmandeckn 3HaunMbiM CBH
CTAaHOBUTCSI HAUMHAS C YMEPEHHOM CTETICHN BBIPAXKEHHOC-
TH, OIpeAe/IIeMON TI0 MEXIYHAPOMHON IIKajie OLCHKU
tsekect CBH — International RLS Severity Scale, IRLSSS.
PacripocTtpaneHHOCTh Takmx (opMm 3a0ojieBaHUS, TIPU
KOTOPBIX CUMIITOMBI BOBHMKAIOT HE peXke 2 pa3 B HEIEIIO
¥ 00yCJIOBIMBAIOT HOTPEOHOCTH OOpAILIEHUST 32 MEAULIMH-
CKOI1 MOMOILBIO, cocTaBisieT 1-3% B momyassudu WIK
o0ko0J10 15 % Bcex ciyuaeB CbH [11, 15, 17].

Kpumepuu guarsocmusu

B onpenenennu CBH, cnemannom K.A. Ekbom, Mox-
HO BBIIEIUTb HECKOJIbKO MPU3HAKOB, YKA3bIBAIOIIUX Ha
OCHOBHBIE MAaTO(PU3NOIOTUYECKME 3BEHbsI 3a00JIeBaHUSs
M UX [JaBHbIe mocieactsus. [leppoe — 3T0 COMHOJIOTH-
yecKas COCTaBJISIolasi, a MMEHHO PacCTPOMCTBO CHa,
2-e — CEHCOpPHBIE PacCTPOICTBA, OOYCIOBIMBAIOLIME Ha-

pyllIeHne CHa, 1 3-¢ — MOTOpHAasi aKTUBHOCTh, OMMHOBPE-
MEHHO CHITKAIOIAasi CEHCOPHBIE CUMIITOMBI, HO TIPH 3TOM
BJIMSIOIIAST HA KAYeCTBO CHA.

Jnarno3 CBH gBasieTcss MCKITIOYUTENTBEHO KITMHUYEC-
kuM. [To3TOMY TSI €T0 ITOCTaHOBKHU TPEOYEeTCSI COOTBETCTBIE
4 KIIMHIYECKMM XapaKTeprCTUKaM. J1oToTHUTE IbHBIC KPH-
TEePUH, COMYTCTBYIOIINE CMITTOMEI, JTAOOPAaTOPHBIC 1 MH-
CTPYMEHTAJIbHBIC METOIBI, MCIOJb3yeMble IJISI WX ITOM-
TBEPXKICHUS, HE 00S3aTeIbHBI, OMHAKO CITyKaT XOPOILIM
ITOICTIOPHEM B CIIydastx HEYETKON CMMITTOMATHKY, a TAaKXKe
niomorariot onpeaenuts Tun CbH.

IMocnenusis MomupUKaLIMSA TUATHOCTUYECKOTO ajro-
put™a ripu CBH m1s B3pocioit monynsiuum, cocTaBieHHast
B 2002 1. B xone kpymioro croia N/H [9], BEITISAUT clie-
NYIOLIUM 00pa3oMm.

OcHosHble Kpumepuu

1. IToTpeObHOCTH ABUTATh HOraMU WJIU APYTUMU YaCTsI-
MM Tejla, BO3HHMKAIOIIAs, KaK MpaBWIO, HAa (hOHE HETIPH-
SITHBIX OIIYIIEHUI B HUX.

2. [ToTpeOHOCTh B IBUKECHUU WJIN HETIPUSTHBIC OIILY-
1LIEHUST BOBHUKAIOT UK YCYTYOJISIIOTCS B TIOKOE.

3. [IoTpeOHOCTP B IBMKEHNY WITA HETIPUSITHBIE OIITyIIIe-
HUSI YaCTUYHO WJIM MOJTHOCTBIO PErPECCUPYIOT B pE3YJIbTaTe
JIBUraTeIbHON aKTUBHOCTU WJIM T10 KpaiiHEN Mepe B TEUEHUE
BCETO BPEMEHU €€ TTOAAEPKaHUSI.

4. IToTpeOHOCTH B ABVKEHUU WA HEIPUSATHBIC OIILY-
LIEHUST YCYTYOISIIOTCS WM BO3HMKAIOT UCKIIOYUTEIBHO
B BeuepHee,/HOUHOE BpeMsl.

1loddeprcusarougue kpumepuu

» Cewmetinniit anamae3 CBbH.

* [TonmoxuTeabHBIN 3P PekT modaMuHEpTrUIecKUX
TpernapaToB.

* Hanmuwne meprnoamyecKrx ABYDKCHUI KOHEYHOCTEH
(ITIK) Bo Bpemst cHa (ITIKc) mm 6oaperBoBanus (IT1K6),
BBISIBIICHHBIC TIPH TIOJIMCOMHOTPahUH WJIN MHBIX UCCIIEIO-
BaHUSIX.

Conymcmeyrougue kpumepuu
+ IIporpeccupyioiiee TeueHre 3a00IeBaHNS.
* PaccrpoiicTBa cHa.
* OTCyTCTBHE MATOJIOTUM B HEBPOJIOTMICCKOM CTaTy-
ce ripu niepBuuHoit popme CBH.
* HckimouyeHre BO3MOXHBIX MpyurH BroprmaHoro ChH.
s neteii 2—12 et pa3paboTaHbl OTIEIbHBIE KPUTEPUU
muarHo3a CBH, Bxmouatoiye 4 ocHoBHBIX Kputepust CbH,
YCTaHOBJICHHBIE TSI B3POCIBIX, a TAKIKE TIOIIEPKITBAOIIINE
KPUTEPUH C YIETOM XapaKTepa OIMCaHUS 3KaJlo0 B IETCKOM
BO3pacTe ¥ BO3MOXXHOTO OTIMYMSI B MaHM(bECTAIIN 32001~
BaHUS B CpaBHEHUU C B3pOcioii popmoii [14].

Mamorenes
HCCMOT]I)H Ha aKTMBHOC M3YYCHUEC M HCIIOJIB30BAHUEC
COBPEMCHHBIX MHCTPYMCHTAJIbHbIX METOOAOB, HaTOCbI/I3I/IO-
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norust CBH octaercs ManononsTHo#i. [Ipenmnonaraior Bo-
BJICUCHHOCTh MHOXKECTBA CTPYKTYP M CHCTEM T'OJIOBHOTO
1 CIIMHHOTO MO3Ta Y CBI3aHHOTO ¢ HUMM TIepr(hepIIeCKOrO
CEHCOMOTOPHOTO amnmapara. BeaymmmMu MoJIeKyIIpHBIMU
Mexanm3mamu ipu CBH asnsiores: 1) maronorust nodaMm-
HEepPruYecKOl CHCTEMBI, KOTOpasl BOBJIEKACT B ITATOTCHE3
ONMMOUIHYIO, HOpaapeHepruyeckyio cucteMbl, GABA-
1 NMDA-penienTopbl Ha HECKOJIBKMX YPOBHSIX; 2) Cel-
¢uyeckre HapylleHWs B OOMEHe 3Kejle3a B LIEHTPaIbHOM
HepBHoU cucteme (LIHC) [18]. JaHHBIC TUIIOTE3HI MOMI-
TBEPXKIAIOTCSI BBICOKOI 3(D(heKTUBHOCTHIO TODaMIHEPIH -
YECKMX, OITMOIHBIX IIPEIIapaToB, a TAKKe aHTUKOHBYJIbCAH-
TOB 1 TIperapaToB Xeje3a B Tepanuu CHbH.

KitoueByio ponb B maroreHeze CBbH 1, Bo3aMoXHO,
I[TJK, urpaeT cerMeHTapHBIN almapaT CIIMHHOTO MO3Ta
¥ OIMH M3 OCHOBHEIX PETYIISITOPOB €TI0 NeSITeIPHOCTU —
nmodamuHOBas cucteMa. Ha aToM ypoBHE TIpearosiaraeTcs
BOBJIEYeHNE | MM 000MX MEXaHM3MOB — ITOBBIIICHHAS
BO30YIMMOCTb CIIMHHOTO MO3Ta WJIM CHIDKEHHOE aKTH-
BUpYIOLIEe BIMSHINE HUCXOASAIINX KOPKOBBIX ITyTei [19].
M cTouHMKOM DaHHBIX U3MEHEHUI BO30OYINMOCTH MOXET
OBITh ITATOJIOTUSI HUCXOISIIUX MOIYJMPYIONINX ITyTei,
HaIlpUMep CIWHAJIBHBIX T0(DaMUHEPTMUECKMX, CBSI3aH-
HBIX, B CBOIO 04epenb, C To(aMIHCOAePXKAIIIei TPyIITon
KJIeTOK 30HbI All, Haxoasieicss BOIM3U cylpaxmua3MaTi-
YeCKOTO SIIpa — OJHOTO M3 OCHOBHBIX PETYISITOPOB M-
KaguaHHBIX pUTMOB [20].

Cpenn CTpYKTyp TOJIOBHOTO MO3Ta KaHAMIATAMHU Ha
yuactre B mmatoreHe3e CBbH saBnsiorcs tanamyc, 0omibiime
KJIETKM KPacHOTO siapa, HIDKHSS OJIMBa M MO3Xe4oK [18].
Tak, OByMsI He3aBUCHMMBIMM TPYIIIIAMU HCCIeIoBaTeseit
B PereHcoOypre 1 MioHXxeHe ¢ TTOMOLIbIO BbICOKOMOJIbHOMN
T1-B3BelIeHHOII MarHUTHO-PE30HAHCHOW ToMorpaduu
(MPT) ¢ ucnonab30BaHMEM BOKCEIBHON MOPHOMETpHUH,
OB TTPOIEMOHCTPHUPOBAHbI 3HAYMMBIC MOP(OJIOTMUECKIIEC
W3MEHEHMSI B TAJIaMUYECKUX CTPYKTYpaX, B TOM YHCIIC
B putamen, y 6ompHBIX ¢ CBH [21]. Yuacte 0a3abHBIX
rannmeB B matoreHese CbH He mokaszaHo u, Oonee Toro,
OTpUIIAeTCS OONBIIMHCTBOM MccienoBaTeniei [18, 22]. Yoe-
IATENIBHBIC TOKA3aTeIbCTBA HEITOCPEACTBEHHOTO YJACTHS
KOpHI Toj10BHOTO Mo3ra B matoreHese CBbH He momy4eHsI.
B wactHOCTH, TIpM TpaHCKpAaHNATLHON MAarHUTHOM CTUMY-
JISIUY He OBUTO BBISIBJICHO IATOJIOTMH KOPTUKOCITMHAIb-
Horo TpakTa y rmanuentoB ¢ CBbH u ITJIK [19].

Hzydyenue oomMeHa modaMrHa B TOJIOBHOM MO3TE BBI-
SIBAJIO, YTO BasKHBIM YIaCTHUKOM 3TOTO IIPOIIecca SIBIISeTCS
Xene3o [23]. Hapyienue ero Merabonmn3Ma MOXET UTPaTh
KIJTFOUEeBYIO poJib B maToreHe3e CBH, Bo3HMKast BCiencTere
M3MEHEHMI Ha HECKOJIbKMX YPOBHSIX: HAapyIIICHUE 3axXBaTa
XKeje3a HeMpOMEJIaHMHOBBIMM KJIETKaMM, OeheKT peryJisi-
LMY TpaHCHEPPUHOBHIX PELIETITOPOB SHAOTEINATBHBIX KIIe-
TOK TeMaTo3HIIe(paTIecKOro 0apbepa, IaToJIOT S JKeJle30-
PETYIUPYIOMMNX OCJIKOB W OMBAJICHTHBIX ITEPEHOCYNKOB
MOHOB METAJUIOB B MHUKPOCOCYIHMCTOM pPYCJI€ TOJIOBHOTO
Mmoa3ra [24, 25]. B MmeTabonmm3Me goaMuHa TaKKe Y9aCcTBYIOT
TOPMOHBI IIIMTOBUIHOM Xene3nl. IlocimemHee IO3BOIMIO

TPEMIOKUTE TUITOTE3Y O MATOIeHETUIECKOM CBSI3M MEXIY
HapyIIeHUEM CTaTyca TUPEOMITHBIX TOPMOHOB I BO3HUKHO-
Bernem CBH [26]. Cienyer oTMeTHTB, 4TO OOMEH Hodamu-
Ha 00jamaeT crielinrIecKOll CYTOUHOM PUTMUYHOCTHIO,
YTO coBMamaeT ¢ xapakTepHbIM 11t CBH 1mmmpKannaHHBIM
KosnebaHneM cMMNTOMOB [ 18, 27].

CencomotopHsle paccrpoiictBa pu CBH, a Takxke
Hepenkas accoruanusg CbH ¢ HeliponaTueii, MO3BOIIN
MIPEIIOI0XUTh HATMINE B3aMMOCBSI3 MEXKIY JaHHBIMU
naTojorusiMu. Tak, OBIJIO YCTAHOBJICHO, YTO PaBHOBECHE
MEXIY HUCXOASIINMU TOPMO3HBIMA W BO30YKIAIOIIMMU
MyTsIMU, ydacTBytommMu B rtatoreHe3e CBH Ha cermeH-
TapHOM YPOBHE CIIMHHOTO MO3Ta, HapyIIaeTcs IOCIIe
noBpexaeHus Hepsa [18]. Ocoboe BHUMaHME yIesIoCh
HEHPOITaTUM TOHKUX BOJIOKOH — A-menbra- 1 C-BOJIO-
KOH. B HECKOJNBKMX MCCIIeIOBaHUSIX ITOATBEPKIATNCH
Helipopu3noaornIecKue 1 MopomMeTpriecKrne Koppe-
JISITHI TOPaXKeHUST BOJIOKOH Maitoro auamerpa npu CBH,
B TOM YHCJIE B TPYIIIE MAllIEHTOB, KOTOpasi paHee paciie-
HUBaJach, Kak uanorarndeckad [18, 19]. HeogHokpaTtHO
00HApYyXMBAJIOCh TOBHIIICHNE ITOPOTa TeMIIepaTypHOI
YYBCTBUTEJIBHOCT! (Ha XOJOMHOE M TEIUIOEe), a TaKXKe
MIpU3HAKU aKCOHAIBHO MereHepalluy U THOeT BOJIOKOH
MKPOHOXHOTO HepBa (IO JaHHBIM Omoricuu). TeM He
MeHee, OMHO3HAYHOM MaTOTCHETUYSCKOM B3aMMOCBSI3U
mexny CBH u HelipomaTueii, B TOM 9Mcjie TOHKUX BOJIO-
KOH, BBISIBUTB He yaasioch [19, 28].

Knaccuturauua CbH

Ilepeuunas (uduonamuueckasn) popma CbH

B 40-60 % nepBuunbix ¢dopm CBH obHapyxkuBaioT
ceMmeltHbIi aHamHe3. [laHHas (opma XapaKTepHU3yeTcs
0oJiee paHHUM J€0I0TOM CUMIITOMAaTUKU: 35,4 B cpaBHe-
Hum ¢ 47,1 roma ipu BropuuHoit popme [29]. ITporpec-
CHpOBaHMe 3a00JIeBaHUS BAPbUPYET: BO3MOXKEH KaK paH-
Humit ne6toT, 1o 30 net, — 50 % ciyyaeB [29], ¢ MeUIeHHBIM
HapacTaHMEM CHUMIITOMATHUKN B TE€YCHHE MHOTHUX JIEeT
¥ OTCYTCTBHEM €XETHEBHBIX CHUMIITTOMOB BILJIOTH IO BO3-
pacta 40—60 ser [30], Tak ¥ MO3mHAS MaHUbeECTALN,
IIpY KOTOPOI HabJomaeTcsa 0ojee OBICTpOE MPOrpecCH-
poBaHme. BapmaHT TeueHmMsT 3aboieBaHUSI IIPEICKa3aTh
3aTPYIHUTEIBHO. Bo3MoxkHa crioHTaHHas peMuccus. Jle-
yeHue npu naHHoi ¢popme CBH McKIIIOYnTETbHO CUMII-
TOMAaTHYeCKOoe.

IIpu paccMoOTpeHNY TeHETHIECKUX (DaKTOPOB TTCPBUI-
Horo CBH B citydae mosiBjieHU Y TTALIMEHTA TIEPBBIX CHMII-
TOMOB 110 45 JIeT POACTBEHHUKM IIEPBOM JTUHUU WMEIOT
6oJtee BeIcOKMIT puck passuTtus CbH, yuem nmpu Mmanudec-
Taluu Iocie 45 jer wid B rpymnme KoHTpojs (23,6;
10 1 3,5 % cootBeTcTBeHHO) [29]. DOPMBI C pAHHKUM €010~
TOM TeHETHUYECKU OTIMYAIOTCS OT (hOpM C OoJjiee TTO3THEN
Maaupecranueit (mocae 30 J1eT), XapaKTepu3yIOTCs ayTo-
COMHO-IOMHWHAHTHBIM TUIIOM HACJICIOBAHMS U OOYCIIOBIIC-
HBI MyTallei B OMHOM oIlpenesieHHoM reHe [31]. [enetu-
YeCKM pUCK pa3BUTHS mamomnatmdeckoir dopmbl CHBH
cBs3ad ¢ jokycamut MEIS1, BTBD9 1 MAP2KP/LBXCORI1
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XpomocoM 2p, 6p u 15q coorBeTcTBeHHO [32]. Hanboobiiee
BIIMSTHUE OKa3biBaeT Jokyc BTBD9 [32], mpencTaBieHHOCTD
KOTOPOTO B MOIYJISAIMU ceBepHOlt EBpormbl BhIIE, 4eM,
Hanpumep, Ha JanpHeM Bocroke (65 % 310poBbBIX MpencTa-
putenei). JJaHHBI TOKyc Takke accommmpoBaH ¢ TTIK,
cuHIpoMoM TypeTra, CHHIPOMOM TUIIEPAKTUBHOCTH M -
duLMTa BHUMAHUS.

Bmopuunasa (cumnmomamuuecxasn) gpopma CbH

Cumnromatnueckast opma CBbH Bo3HuKaer Ha hoHe
OCHOBHOM TAaTOJIOTHUH, OT KOTOPOIl B TOM YHCJIC 3aBUCUT
Bo3pact aeb6iora cumnTomMatnki CbH. Bropnunsiit CBH
XapaKTepU3yeTCsl PEMUTTUPYIOIIUM TEUEHUEM U PETrpec-
COM Ha (poHe KOppeKILIMK OCHOBHOM naTonoruu [11].

B tabs. 1 nepeuncierbl HauboOJEE YaCThIE COCTOSTHMS,
Ha ¢hoHEe KOTOPHEIX MOXeT pa3BUThcs BropuyHblii CHhH.

MpobnemMamuka 3aboneBanus

HecMmoTpst Ha IMpoKyIo pacipoCcTpaHEHHOCTh 1 3Ha-
yumocTh BusgHus CBbH Ha kauectBo xxu3nu [10], naHHOe
3a00JIeBaHME YaCTO OCTACTCS HETIPABIJIBHO TMATHOCTUPY-
eMbIM. TpyIHOCTH B MMOCTAHOBKE AMArHo3a CBsA3aHbl KaK
C HM3KOU OCBEIOMJICHHOCTBIO Bpadei (TepareBTOB 1 He-
BpOJIOTOB), TaK M C HEOOBIYHBIM M B OIIpEIeIeHHOI Mepe
HEIOCTAaTOYHO CITeIIMPUISCKUM XapaKTepoM XKayo0,
BCTpeYaeMbIM MpHU APYrux 3a00JieBaHUSIX, a TaAKXKE TEM
0OCTOSITEIBCTBOM, YTO B OOJIBIIIOM IIPOIICHTE CIyJYacB
BEOYIIMMU KIMHUYECKUMU MpU3HAKAMU SIBJSIOTCS HeE
CEHCOMOTOpPHBIC HAPYIIICHMS, 2 BTOPUIHBIC IIPOSBICHMSI.

Tak, 110 TIOIY/ISIIIMOHHOMY UCCIICIOBAHUIO, TIPOBEICH-
HoMy B [epmanum, cootHoIeHue nruarnoctupyemoro CbH
K He TMarHoctupyeMoMy coctasuio 1:3 [47]. Bo dpaHiy3-
CKOM HCCIIeIOBaHMY TIpoLIeHT MateHToB ¢ CBH, koTopeiM

Ta6mma 1. Cocmosnus, komopsie mocym cmams npuuunoi emopuunoeo CbH

CocrosiHue

Jedbuur xenesa

bepeMeHHOCTD
XITH

Ypemusi

ITHIT

CucrteMHBbIe 3a00JIeBaHUS

TpeBoxXHO-EMpecCUBHbIE
paccTporicTBa

bI1

CrimHaJIbHasI TTaTOJIOT s

CIBT

CrnirHoliepeoesuIsipHast
aTakcus 3-To TUIa

MurpeHb

Onucanue

MoXeT coueTaThCsi C aHeMHE WX CYIIECTBOBATH U30JIMPOBaHHO. OTIEHUBAETCS 110 YPOBHIO (hepPUTHUHA, KOTO-
PHIil He ToykeH ObITh Huke 50 MKr/i [25, 33]. Y 60nbHbIX CBH ObLTO 00HApY>kKeHO CHUXXEHUE YPOBHS (heppuTHHA
u nioBbIIIeHre TpaHcdepprna B LICK mpu HopMaTbHBIX TIOKa3aTeJIsIX Xee3a B ChIBOpoTKe [33]. B Heckombkmx
HcclenoBaHUsIX OblIa Mmoka3zaHa Koppensuus tskect CBbH ¢ ypoBHeM depputuHa [25, 34].

V 20 % xenmun 6epemeHHOCTH couetaercss ¢ CBH [35]. IMpemmonaraercst accomuanus ¢ Ie(GUIMTOM XKee3a
B 2025 % nipm yMepeHHBIX U TSIKEJBIX (hopMmax 1 10 62 % 1ipu GoJiee ierkoM TedeHnn Haomomaetrcss CBH [11]
¥V 20-62 % manueHTOB, HAXOASIIMXCS Ha reMoananuse, ooHapyxusatoT CBH [11]

MoryT OBITh pacCTpOMCTBOM, accoliuupoBaHHbIM ¢ CBH, a Tak)ke UMUTHPOBATH €T0 (CM. HUXe). SIBJIsTIOTCS TIpU-
yuHoit CBH B 5 % cnyuaes [36]. Coueranue CBH 6bU10 06HApyXeHO ¢ akcoHanbHOI hopmoii 6ose3nu Lllapko—
Mapu—Tyra 2-ro tuna, uHeiMu akcoHanbHbiMU [THIT, TTHIT npu kpuorno6ynuHemuu, amunounHoun [MTHIT [37],
HelipornaTueit TOHKUX BOJIOKOH [28], ypemuueckoii HeiiponaTueit [38]

CBH BcrpeuaeTcs ipu peBMaTtougHoM aptpute, 6osne3nn Llerperna — mo 25 % [39]

MoryT 6bITb BropruHbIM MposiBieHrueM CBbH [40] 1 UMUTUPYIOIIMM COCTOSTHUEM (CM. HUXKE)

Bzanmocss3b BIT u CBH o6cyxnaetcs [41]. HecMoTpst Ha cHUXeHue 1o(haMUHEepruieckoit akTHBHOCTHU B CTPU-
aryme npu pyHKimoHanbHoi MPT u acddexTuBHOCTH TohaMUHEPTrMYeCKUX Mpernaparos, BctpeyaeMocth CBH
npu BI1 He ipeBbIIaeT TakoBoi B omyisiuu 1 coctasisieT 0,6—0,98 %, XOTs B eIMHCTBEHHOM HMCCIICJOBAHIH
nanHast mudpa cocraBuia 7,9 % B cpaBHeHUU ¢ KOHTPOJIbHOI rpymmoi (0,8 %) [42]. Ciemyet OTMETHUTS, YTO

npu couetannu CBH ¢ BII, y marieHTOB Habonaimu 6ojiee HU3KKMI YpOBeHb (heppUTHHA, O0Jiee MO3THUI 1eOI0T
CHUMIITOMOB U MEHBIIIYIO BCTPEYaeMOCTb CPEIM POICTBEHHUKOB, YeM Mpu uanomnatudeckoit hopme CBH [43]

PasznnuHbie popMbl, B TOM YKC/IE TPABMATUYECKUE, CTEHO3 TTO3BOHOYHOTO KaHaja [44]

BosmoxHbl paznuuHbie couetanus CBbH u CIIBIT — kaxmnoe u3 3TUX COCTOSIHUI MOXKET ObITh OCHOBHBIM
M acCOLIMUPOBAHHBIM [45]

HanHas ¢opma coueraercs ¢ ITHIT [36]

B 17,3—34 % cnyyaeB naumeHThl ¢ MUrpeHbio crpagator CBH. [pu apyrux BapuaHTax MepBUYHBIX TOJIOBHBIX
Gosteit Takke MoxeT HabmoaaTbest CbH, omHaKo cylecTBeHHO pexxe Py FOJIOBHOM 60T HATIPSDKEHUST —

10 4,6 %; nipu knactepHoit — 10 2 %. I[NatoreHeTnyeckas cBsi3b Mexay CBH 1 MurpeHbio, BO3MOXHO,
3aKJIIOYAETCS B yYACTUN JO(PaMUHEPTUIECKOM CUCTEMBI 30HBI Al1 rmpu 06omx 3a00meBaHusIX [46]

Ilpumenanue. [[CK — yepebpocnunanvras scuokocms; XITH — xponuueckas 6one3ns nouex; ITHIT — noauneiiponamus; BIT — 6oae3us [lapkuncona;
CHBI' — cunopom dehuyuma 6HUMAHUS U 2UNEPAKMUBHOCU.
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OBIT YCTAaHOBJICH NAHHBIA TMArHO3, COCTAaBUJI JIUIIbG 5,3,
Toraa Kak 53 % BBIOOPKU MPEIbsIBISLIA XapaKTepHbIE ISt
JITAHHOTO 3a0osyieBaHMs Xano0bl, a ¥ 60 % OOJBHBIX paHee
ObLT YCTAaHOBJIEH IWArHO3 COCYAMCTOrO 3a00JIEBAHUS HOT,
MPENMYIIECTBEHHO BeHO3HOTO [47]. T1o maHHBIM MeXITyHa-
ponHoro uccinemoBannst REST, mposegennoro B CIIA
1 5 eBpoIeiicKux cTpaHax, u3 64,8 % nalueHToB, IPeabIB-
ssnommx TunmgHbie it CbH xano6sl, nuarno3 CBH obut
ycTaHOBIIeH Juilb 12,9 %. [Ipu 3TOM, 10 MHEHUIO Bpaya
00l1Eel IPaKTUKU, TOJABKO 37,9 % GOJIbHBIX IPEIbsIBIISIIN
Kao0sl, xapakrepHbie 11t CBH, v s 24,9 % rocrasieH
mmarHo3 CBH [16]. Cxoxue pe3ynsrarbl ObUTH TTOTYYEHBI
B MACINTaOHBIX MCCJIEIOBAHMSX, MpoBeneHHBIX B CIIIA,
Benukobpuranuu u Upnanoum.

TpynHoCTH CBA3aHBI HE TOJIBKO C IIOCTAHOBKON qra-
rHO3a, HO ¥ C Ha3HaYeHUEM aJeKBaTHOIO JIeYeHHs. Tak,
o gaHHbIM uccnenoBanusg DESYR, Hanboiiee yacThiMu
JIeKapCTBEeHHBIMU CpencTBaMM, HazHayaeMbiMu ipu CBH,
SIBJISTFOTCSI KaK pa3 Te TperapaThl, KOTOPbIe MOTYT YCYTyO-
JIITh CUMIITOMATHKY [48].

IMokazaremeM HHM3KOI OCBEIOMJICHHOCTH CIICIIHMA-
JINCTOB TIepBMYHOTO 3BeHa B oTHommeHnu CBH Moxker
CITyXKUTbH MOMYJISIIIMOHHOE HCCIIeA0BaHNE, TIPOBEICHHOE
B Benuko6putannu B nepuon ¢ 1994 mo 1998 1. cpenu
MMOJUKIMHWYECKUX TTOApa3ae/ICHN, BRIIBUBIICE KpaiftHe
HU3KYIO0 pacrnpocTpaHeHHocTh — 0,25% u 3abojieBae-
mocTb CBH — 41 na 100 TBIC. yenmoBex [47].

[uarxo3 u gudidepeHyuanbHbiil gUarHo3

Xapaxmep xncaiod

ITlompebrocms dsueams Hoeamu uau OpyeuMu 4acmsamu
mena, 603HUKAIOWAS, KAK NPABUNO, HA (DOHe HenpUSIMHbIX
ougyuieHuil (ceHcopHoeo duckomghopma) 6 Hux. B OOIBIITTHCTBE
CIIy4aeB CEHCOPHBII TMCKOM@OPT BO3HUKAET B HOTax (IIpe-
HWMYIIECTBEHHO B TOJICHSX), HO TAKXKEe OH MOXKET TIPUCYT-
CTBOBATh B pyKax, TyjoBulle u juie [49, 50]. [TammeHTsI
¢ CBbH pocraTtouHo crieliu(pUIHO OMMCHIBAIOT YYyBCTBH-
TebHBIC CMMITOMEI [9]. [ToMUMO ImapecTe3nit, qu3ecTe3uin
W IPYTUX CXOXUX OIMMCAHUM, KaJI00bI MOTYT IIPHOOpPETAThH
CEHeCTONAaTUYECKIi1 OTTEHOK, a 10 50 % ciiydaeB OHM UMEIOT
Oonesoii xapakrep [51].

I[IpuMepamMu omucaHUsI CEHCOPHOTO mMcKoMdopTa
B Horax mpu CBH [9] cayXat ciemyrornue XxapakKTepruCcTH-
KU «<MKPHI OIYIIEHBI B KATISITOK», «ITOJI3aHUE MypaIleK»,
«JIepraHue, HATTUBAHWE XXWJI B HOTaX», «XKEHHE B HO-
rax», «00JIe3HEHHAs TeTUIOTa B HOTaX», «<HaCEKOMBIE TTOJI-
3a10T B UKPAX»,«KPOBb BCKUIIAET B HOTaX» ,«MYUYUTEIbHBIE,
HemnddepeHIMpoBaHHBIE 00JIC3HEHHBIC OIMYIICHUS»,
«IPOXKb B MBILILAX»>, «BBIKPYYMBAHKUE HOI».

BcrpevaroTes cirydam, Korma CEHCOpPHBIC OIIYIICHUS
OTCYTCTBYIOT. B momo6GHOI1 cuTyaliuym MOTyT HaOII0JAThCS
HETIPOM3BOJIbHBIC CIIA3MAaTHYECKUE TIOAEPTUBAHMS (MJIH
«DKEePKI» OT aHTJL. jerks — B3mparnBaHHe, IIONCPTUBAHIE) —
TaK Ha3bIBaeMbIil aBuratebHBI BapruaHT CBH. JlanHbIe
TTOIePTUBaHYsI, TAKXKE Ha3bIBaGMbIC TMCKIHE3UEH B TICPHOT
o6onpcrBoBanys (v ITJIKO), MoryT 3atparmBaTh 1 KoHEd-

HOCTB WJIX BCE TEJIO, TIOSIBJISTIOTCS TAKKE B TIOKOE M MCUe3a-
0T TIpH IBVKeHnH [36].

Tlompebrocmo 6 deudicenuu Uy HenpusmMHsle OULYUeHUs
803HUKarOm uau ycyeybasiomces 6 noxoe. HeodbxommMocTb
B IBIDKCHUY KOHEUYHOCTSIMU WX HETIPUSITHBIC OIIYIICHUS
B HMX BO3HUKAIOT WJIM YCYTYOJISTIOTCS B COCTOSTHUAM TTOKOSI,
cuns i jexa. OTCyTCTBUE NBUXKEHUS U CHIKEHUE aK-
tuBupyomiero Bmussaus LITHC npu aToM UrparoT Imycko-
ByI0 poib [18].

Tlompebrocmo 6 deudicenuu Uy HenpusmHsle OULyuleHUs
YACMUYHO UAU NOAHOCINBIO pecpeccupyrom 6 pesyabmame
deueamenvHoll AKMUBHOCIMU UAU NO KPALIHel Mepe 8 meveHue
8ce20 epemenu ee noddeprcanus. Perpecc CeHCOPHBIX OIIIy-
meHuii npu CBH mpouncxonut Ha (poHE aKTUBAIIUN ITBH-
raTeJIbHOM CHUCTEMEBI, 9YTO OOYCJIOBIICHO ITATOT€HE30M 3a-
6oneBanus [18]. [IBMKeHNEe MOXET coBepIIaThes 1 mmm 2
KOHEYHOCTSIMM Cpa3y, M er0 MHTEHCUBHOCTh 3aBHCHUT OT
craguu 3a0oneBaHms. Tak, Ha JaJIeKO 3alIeAIITNX CTaTAsIX
00J1e3HN ABIDKEHIE KOHEUHOCTSIMH y3Ke MOXKET He IIPUHO-
CcUTb obJieryeHue. MIHoraa Maccax wiu Jito0ast TaKTUJIbHast
CTUMYJISIIIAST KOHEYHOCTEH, B KOTOPHIX BOBHMKAET CEHCOP-
HBII 1ucKOM@OPT, a TAKXKe BOTHBIC MMPOLIETYPHl (BAHHOY-
KU [UIST HOT, IYIII C YepeIOBaHMEM TEIION U MPOXJIaTHOM
BOJIbl) CIIOCOOHBI BbI3bIBATH PErpecc CUMIITOMOB [36].

Tlompebrocmo 6 deudicernuu Uy HenpusmHvle OULyuleHUs
ycyeybasromes 6 eedepHee/HOUHOe 8peMsi UAU BO3HUKAIOM
UCKAHOHUMENbHO 8edepom uau Houvro. JIaHHBIN (peHOMeH
00YCIIOBJICH CBS3bIO TIPOSIBIICHU 3a00JIeBaHMSI C IIMPKa-
IUaHHBIM PUTMOM U B IeOIOTE SBISIETCS O0S3aTeIbHBIM
IUIST TIOCTAaHOBKY AuarHo3a. CUMITTOMEI HapacTaloT Yyepes
1-2 9 mocJe moayHouH, a 3aTeM UAyT Ha crnan [27]. Takag
PUTMHYHOCTH COBIANAET CO CHIDKEHUEM CYTOIHOI OMO-
IOCTYITHOCTH 3KeJie3a, 4TO, B CBOIO OUepeIb, MOXKET IIpe-
NATCTBOBAaTh CUHTe3y modammHa [23]. CuMnTomMaTtnka
MOXET BO3HUKATD U B JHEBHOE BPeMSI CYTOK, KaK ITPaBUIIO,
9TO HaOJogaeTcs Ha IMPOABUHYTHIX CTamusax. B omHoM
n3 uccnenoBanuii cumnroMarnka CbH obHapyxuBanach
B JTHEBHOE BpeMsI CyTOK B bosiee yem 40 % ciryudaes [16].

Conymcmeyrougue nposieaenus

Hepenko tunnunble 11s CBH ceHcoMoTopHBIE pac-
CTpOICTBA HE SBIISIIOTCS TOMMHHUPYIONTAMU B KIIMHIYEC-
KO KapTUHE M, COOTBETCTBEHHO, MaJl0 OTPAXKAIOTCSI
B Xaj100ax MaIeHTa, a Ha TICPBBIi TIJIaH BBIXOMSIT BTOPHUY-
Hble unu accoununpoBaHHblie ¢ CBH paccrpoiicTsa [48].

Hapywenus cna. I1o mTaHHBIM IPOBEIEHHBIX NCCIICIO-
BaHuii 6osee 75 % crpanatominx CBH npenbsBiasioT XoTst
on1 1 xaymoOy Ha paccrpoiictBa cHa [16, 48]. TTocnennue
BKJTIOUAIOT TPYIHOCTH C IIEPBUIHBIM 1 TTIOBTOPHBIM 3aChI-
MaHWeM, TIPEPHIBUCTBIA COH BCJIEACTBHE IBHTATEIHHBIX
(deHOMEHOB B KOHEYHOCTSIX [25].

PaccrpoiictBa cHa mipu CBH 00ycnoBiaeHb! ero mup-
KaguaHHOW PUTMUYHOCTHIO (B BeUepHUE M paHHCHOUHBIC
qackl, 10 2—4 1, cumntomsl CBH mocTturaror nmka), a Tak-
K€ COIMYTCTBYIOIINM CHUHIPOMOM MEePUOINICCKIX IBILKE-
HUI KOHEYHOCTEM BO CHE.
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Dpaemenm noaucomnoepammol. Ha snekmpomuoepaguueckom kauane ¢ npasoii Hoeu onpedeasromes [IJTHK — nepuoduueckue deumicenuss HUNCHUX KOHeY -

Hocmell (8bl0eneHbl 6 Keaopan), KOmMopsle npeocmagasom coboi CMepeomuUnHyo HenPOU3EOAbHYI0 SKCIMEH3UI0 001bUO020 NAALYA CIMONbL U (PAEKCUIO 8 20~

NeHOCMONHOM, KOAEHHOM (UH020a) CYCmasax, acCouUUPOBAHHYIO ¢ INeKMPOMUOSDAPUHECKO aKmUsHoCmbo, daumensHocmoio om 0,5 do 10 ¢, 603HUKar0-

wyro kaxcovte 15—40 ¢ u vacmo accoyuupyemyro ¢ anekmposnuyeanoepaguyeckoii axkmueayueii [13, 52]. Jannoie yenmpa meduyunot cha PIbY ©HKI]
CReYUANU3UPOBAHHBIX 8UO0E MEOUUYUHCKOL noMmowu U meduyurckux mexuonoeuit ®MBA Poccuu

HecMotpst Ha meduuuT cHa, u30bITOYHAS OHEBHAsS
COHJIMBOCTH penko BcTpedaetcs mpu CBH. Tect mHOXecC-
TBEHHOM JIJaTEHTHOCTH KO cHY (MSLT, ot aATi. multiple
sleep latency test) BEISIBIJI yMEPEHHO BBIpaXKeHHYIO M30bI-
TOYHYIO JHEBHYIO COHJIMBOCTD WM €€ OTCYTCTBUE [36].

Cundpom nepuoduueckux OeudceHuil KoHeuHOCmell
(CILIK) 60 cne. B 80—90% cmydaes CBH Bo cHe Ha-
omomaerca CITAK (CITAKCc). [TAK mpencraBisiror codoit
PUTMHUYHYIO HEIPOM3BOJBHYIO (hJIEKCUIO-3KCTEH3UIO
amkHnx (ITJHK), pexe Bepxamx (I1JIBK) xoneuHoC-
Teil, KaK IPaBWIO, ABYCTOPOHHIOK, aCCOIMMPOBAHHYIO
¢ ODHMI -aKTHBHOCTBIO (CM. pHCYHOK). Yalie oH1 BO3HM-
KaroT B 1-i1 n 2-ii cragun NREM-cHa, pexe BO BpeMs
MeJIJIECHHOBOJTHOBOTO CHa M Hanbosee penko B REM-da3zy
CHa, KOTha OHU IIOpOI IIpeACTaBICHBI HEperyIspHBIM
martepHoM. CrerteHb BeipaxkeHHOCTH [1/1K olleHMBaeTCs
KOJIMYECTBOM JTaHHBIX SITM30/I0B B YaC — TaK HAa3bIBACMBIIA
nHaeke ITAK (MITAK). ITatomormyecKuM CUYATAETCS
UITJIK Brimre 5/4. HeogHOKpaTHO OCYIIECTBIISUIMCH ITO-
nbITKM oO0HapyxeHust Koppeasuun MITAK c TsoKecTbio

CBH, onHako ybenuTeIbHBIE JOKa3aTeIbCTBa TaKOM B3a-
MMOCBSI3U OTCYTCTBYIOT.

B 10 ke Bpems CITAK He gBnsteTcst cienuduyecKum
npu3HakoM CBH 1 MoxeT ObITh KaK M30JIMPOBaHHBIM CO-
CTOSTHHEM, OOYCJIOBJIMBAIOLLIMM HApyLIEHUS CHA, TAK U CUHI-
POMOM, aCCOLIMMPOBAHHBIM C IPYTMMHI HEBPOJIOTUUYECKIMU
W COMaTHIECKMMHU 3a00JIEBAaHUSIMU, a TAaKXKe BCTPEYATHCS
y 6oJiee yeM 58 % nuii crapiie 60 J1eT, He MpeabsIBIISIIOLIX
xkaob [36]. Tak, cunapom IIJITHK (CIIAHK) Bcrpeuaercst
TIpYA HApPKOJICTICHU, TTOBEICHUYECKMX PACCTPOICTBAX, CBSI-
3aHHbIX ¢ REM-(a3oit cHa, cuHApoMe OOCTPYKTMBHOIO
aITHO®/TUTIOMTHO? CHA, CUHAPOME TUTIEPAKTUBHOCTHU U Jig-
(buiiiTa BHUMAHMS M IPYTUX TATOJIOTHSIX.

Tpesoxcro-denpeccugnsie paccmpoiicmea. TpeBOXHO-
IETIPECCUBHBIE PAacCTPOCTBA HEPEIKO BO3HUKAIOT IIPHU
CBH, aBnsisich JOMUHUPYIOIIUMHA B 3XKaJI00ax OOJLHOTO.
Taxke OHM MOTYT OBITh ACCOLIMMPOBAHBI CO CHIDKEHUEM
OBITOBOI M COIMAJIBHOI aKTUBHOCTHU B JTHEBHOE BpeMs,
a TIOpoil M KOTHUTUBHBIMU paccTpoiictBamu [10, 40].
Hx mrostBiieHne Ha (hoHE HAPYIIICHWI CHA 9aCTO HE 0CO3-

13
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Tabmuua 2. Mexcdynapoonas wikanra ouenku msaxcecmu ChbH

1. Kak BbI onieHMBaeTe guckoMdopt, nmpuuuHsiembiiit CBH
B HOTax WJIM B pyKax?

* (4) oueHb TSIKEbIi
* (3) TsoKenblii

* (2) ymepeHHBbII

* (1) cpenHuii

* (0) orcyrcTBYET

2. Kak BbI OlIcHMBaeTe MOTPEOHOCTD B ABMXKEHUU BCIICICTBUE
cumntomoB CBH?

* (4) oueHb BhIpaKeHHast
* (3) BbIpaxxeHHas

* (2) ymepeHHas

* (1) cpenHss

* (0) oTcyrcTBYET

3. HackoJIbKO yMeHbIIaeTcst TMCKOMGbOPT B pyKax MM HOTax,
cBs3anHbll ¢ CBH Ha doHe nBrkeHus?

* (4) oTcyrcTBUE OOJIErYEHUS

* (3) cpenHee obseryeHue

* (2) ymepeHHOe obJieruyeHue

* (1) monHOE WM MOYTH MOJIHOE ycTpaHeHue cumnrtomoB CbH
* (0) cumnrombl CBH otcyTcTBYIOT

4. Kak cuibHO Biusiior cumntombl CBH Ha HapylieHust cHa?

* (4) oueHb CUIBHO

* (3) cunbHO

* (2) ymepeHHO

* (1) B HEOOJIBILION CTENEHU
* (0) He BaMsIIOT

5. HackoabKo BhIpaXkeHa Ballla THEBHAS YCTAIOCTh MIIA COHIMBOCTD
Beaenctsue CBH?

* (4) oueHb BbIpaxkeHHast
* (3) BeIpaxeHHas

* (2) ymepeHHas

* (1) B Ierkoit cTeneHn

* (0) orcyrcTBOBaNA

6. Kak BBl MOXeTe OLIEHHUTH CTeNeHb BeipaxkenHoctn CBH
B LieJIoM?

* (4) oueHb TsKENasA
* (3) Tsxenas

* (2) ymepeHHast

* (1) nerxkas

* (0) oTcyrcTBYET

7. Kak 4acrto y Bac Bo3HuKawT cumntoMbl CBH?

* (4) oueHb vacto (6—7 MHEW B HEIEIIO)
* (3) yacro (45 nHeii B HezeI0)

* (2) mopoit (2—3 THS B HENEIIO)

* (1) smu3onmyecku (1 AeHb B HEACIIO)
* (0) He BO3HMKAIOT

8. Korza y Bac Bo3HuKaoT cumnToMbel CBH, HackosbKo BbIpaXeHbl
OHHU OBIBAIOT?

* (4) oueHb BbIpaXeHHBbIE (> 8 U B CyTKHM)
* (3) BbIpaxkeHHbIe (3—8 4 B CyTKM)

* (2) ymepeHHbie (1-3 4 B cyTKM)

* (1) cpennue (< 19 B cyTKH)

* (0) orcyTcTBYIOT

9. Hackonbko BiusitoT cumntombl CBbH Ha Baliry GbITOBYIO aKTHB-
HOCTb (CeMelHbIe 00513aHHOCTH, yyeba, padoTa 1 rpoy.)?

* (4) oueHb 3HAYMMO
* (3) 3HAaUMMO

* (2) ymepeHHO

* (1) cerka

* (0) He BaIMSIOT

10. Kak cunbHo cumntombl CBH BIusiioT Ha Ballle HAaCTpOeHMeE,
HamnpuMep, BbI3bIBAIOT arpecCcuio, MOAaBIEHHOCTh, TPYCTh,
TPEBOTY, Pa3IpaXUTEIbHOCTD?

* (4) oueHb CWIIBHO

* (3) cunbHO

* (2) yMepeHHO

* (1) B merkoii creneHn
* (0) HMKaK He BIUSIOT

Ilpumenanue. Bce npusedennvie 60npocvt npednonazarom oueHKy cOCMosAHUs 3a NOCAeOHION Hedento. B ckobkax npusedenvt 6ainbl.
Ypoenu oyenku: reckas cmenens (1—10 6annos), cpednss (11-20), maxcenras (21-30), ouenv maxcesasn (31-40).

HaeTcs MallueHTOM. B CcBSI3M ¢ 3TUM Jledaruii Bpad I01-
KeH OBITh 0COOCHHO BHUMATEIBHBIM IIPU PacCIIpoce Ta-
KMX OOJIbHBIX.

ITocranoBka guarHo3a CBH Ttpebyer mckmouyeHUsS
IIIPOKOTO Kpyra 3a00JIeBaHUI, IIPY KOTOPHIX HAOIIOmA-
eTCsl HEIOJIHOE COOTBETCTBHE OCHOBHBIM KPUTEPUSIM
CBH, a takxxxe mumukpupytonmx CbH-cuHapoMoB, Ko-
TOpPBIC TTOJTHOCTBIO OTBEUAIOT JAaHHBIM 4 KPUTEPHUSIM, HO
npu 3ToM He gaBinsttoTcss CBH.

Huddepennmanbasiii psia mpu CBH Bxmowaer [10]:

* COCYIMCTBIC 3aboyieBaHMSI (BapMKO3Hasl 0OJIe3Hb
HIKHMX KOHEUYHOCTE, 00JIUTEpUPYIOIINIA aTePOCKISPO3
COCYIOB HIDKHUX KOHEYHOCTE);

* apTPOIIATHUM, B TOM YMCJIC peBMATOMIHEIN apTPHT;

* pamuKyJIOIATHH;

* TIOJIMHEHPOIIATUIO, B TIEPBYIO OUepeIb NHadeTIIEeC-
KYyI0;

* HEWPOTeHHYIO /COCYIMCTYIO /MUEIOTEHHYIO TIepe-
MEXXaOIIYIOCS XpPOMOTY;

* comaTo(OpMHBIEC, TPEBOXHO-ACTIPECCUBHEBIC pac-
CTpPOMCTBA;

* XpOHWYECKUE 00JIeBBIE CHHIPOMBI B IIICITHOM,/TIO-
SICHIIHO-KPECTIIOBOM OTIEIAX;

* (pubpommanTuio;

* 6one3Hb [lapkuHCcoHa;

* TUITHUYECKHWE B3IparuBaHUSA («IXKEPKU»), WU
B3IparuBaHMSI B MOMEHT 3aChITTaHUS;

* MIpUEM JICKAPCTBEHHBIX CPEICTB, ITPOBOLMPYIOIINX
CBH: anTaroHncTH 10haMIHA; METOKJIOTIPAMUIT, TPAHKBH-
JIM3aTOphl (XJIOPAMA33MOKCU), TUITMYHbIE (PEeHOTUA3KHBI,
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Tabmmua 3. JlabopamopHbie u UHCMPYMeHMANbHble MeMOOUKU, UChOAb3YeMble 045 duazHocmuku emopuuroeo CBH

Hccnenosanne

Onucanne

DepputrH, TpaHchepprH (YPOBEHb MOXET MOBBIIIATHCS ), TPOLIEHT HACHIIIEHUsI TpaHCGhEppUHA XKee-

Buoxumuyeckuii aHanmu3 KpoBU

30M, keJie30 cbiBopoTku, HXKCC, CPB (nipu yBeIMueHUU ero KOHLEHTPAalMK COYETAHHO MOBBIILIAETCS
YpOBeHb (hepPUTHHA, YTO MPEMSITCTBYET UCTUHHOMY OIPENEICHUIO KOHLIEHTPAlMK TTOCIETHET0); TITI0KO-

3a ¥ TJIMKMPOBAHHbIM FeMOINIOOMH; KpEaTUHUH, MOYEBUHA; BUTaMKH B , u dhonuesas kuciora; TTT

OO61Mit aHaIM3 KPOBU
Tect Ha GepeMeHHOCTh
TTonucomHorpadusi, akTurpadust

OHMTI

AKIIEHT Ha YpOBHE reMOorjI001Ha, jeiikouuto, COD

Hnst uckmovenust [MAK v HapyieHni apXUTEKTOHUKY CHA

[pu momo3peHn” Ha TOJTMHENPOTIATUIO

Or aHri1. suggested immobilization test — TecT Ha (pUKcUpoBaHHOE MoJoXeHUe (0e3aeiCTBIE);

MPEeIoaaraeT MoACYeT IBVKEHUI B HOTaX M SMU30bI AUCKOM(DOpPTa B HOTax BO BpeMsl 00e3IBIKEH-
SIT HOTO TOJIOXEHUS B TeueHue 1 4 10 oTxoaa Ko cHY. JIaHHBII TECT UCIOIb3YeTCs ISl BepudrKauuu

CBH, couerannoro ¢ CITIK [53], a Takxe nmpu nopo3peHun Ha CBH, couderarorierocs ¢ 601e3HbI0

IMapkuHcoHa

Ilpumenanue. HXKCC — nenacwiujennas scene3ocessviearouyas cnocobnocme coieopomku, CPb — C-peakmuensiii 6enok, TTI — mupeomponnuiii
2opmon, COD — cxopocme ocedanus spumpoyumos, IHMIT — snexkmponeiipomuocpagus.

IIPOXJIOPIIepa3nH) W aTUITMYHEIC (OJIAH3AIIMH W PUCIICPH-
JIOH) HEHPOJCNTUKN, aHTUIACTIPECCAHTHI (B OCOOCHHOCTH
HOP3MUHE(PUH U CEICKTUBHBIC MHTHOMUTOPHI 0OPaTHOTO
3axBaTa CepPOTOHMHA), HEKOTOPbIe aHTUKOHBYJICAHTHI (30-
HU3aMu, (eHUTOMH, METCYKCUMMUI), aHTUTHCTaAMUHHBIC
penapaTsl (MG EeHTMIPAMUH U JIp.), OIMMOWABL, TuTHii [10].

K nHambosee BaXXHBIM MUMUKPUPYIOIIAM COCTOSI-
HUSIM, T. €. COOTBETCTBYIOIINM BCEM 4 KpUTEPHSIM, HO HE
apistommmces CBH, otHocsares [10]:

* mepudepudyeckas HeiiponaTusi;

* KpaMmIIy;

* TTO3WIIMOHHBIN AUCKOMGODPT;

* aKkaTu3us (B TOM YMCIIe OOYCIIOBJICHHAs IIPUEMOM
HEHPOJIENITUKOB U TUTIOTCH3NBHA);

* TPEBOXXHBIC PACCTPOMCTBA.

HeobxomuMo TTOMHUTB, 9TO ITEPEUYMCIICHHBIC BBIIIIE
COCTOSTHUSI MOTYT C OXHOM cTopoHBI mMuTHpoBaTh CBH,
a ¢ Apyroil — OBITh MpUUMHOM BTOpUYHBIX (popm CBH
(cM. Taba. 1).

IIpu nocranoske auarHo3a CBbH Heobxomnmo ornpe-
IIEJIUTH CTETICHB €r0 BBIPAXKEHHOCTH — JIJIST 3TOTO MCTIOJIb-
3yI0T CYOBEKTUBHYIO OLIEHKY BhIpaxkeHHoctn CBH mpu
oMoty IRLSSS (ta6r. 2), mikains! orteHku Tskectn CBbH
JIxxona XonkuHca [36] 1 ero pa3sHOBUAHOCTD (ITepBUYHAsI/
BTOpUYHAs1 ¢popma), uTo TpeOyeT mpoBeaeHUS psiua 1abo-
paTOPHBIX M WHCTPYMEHTANIbHBIX HcciemoBaHuii [10]
(tabm. 3). CiremyeT OTMETUTD, YTO OCHOBHBIC KIIMHUICCKIE
nposasieHus npu ooenx ¢opmax CbH cxomgHbI.

Jleyenue

TakTuKa JIeyeHUs OIpeaelIsieTCSI BUIOM M CTEIICHBIO
mskect CBH. [lo mocnemHeMy mpu3HAKy IAIIMEHTOB
¢ CBH pasgenstior Ha 3 rpynimsl: 1) MaMeHTH ¢ PeaKo

BO3HUKAIOIIEH CUMIITOMATUKON (MHTEPMUTTUPYIOIIEE
TedyeHue); 2) HalUeHThI C [IOCTOSIHHBIMU (€3KeIHEBHBIMM )
CEHCOMOTOPHBIMU HAPYILIEHUSIMU; 3) MALIMEeHThI, PE3UC-
TEHTHBIE K JieueHUI0 (pedpakTepHOoe TeueHue) [54]. [Ipu
JIETKOI M YMEPEHHOM CTEeIEeHN PEKOMEHIOBAHO HEMEAM -
KaMEHTO3HOE JiIeYeHHe, KOTOPOEe CEeroiHs, OQHAKO, He
OTBeYaeT MPUHIUIIAM J0KA3aTeIbHON MEAULIMHBI.

Hemeodurxamenmosnoe aevenue

» CoOmoneHue TUTMeHkI cHa [54, 55].

* OrpaHmdeHne,/0TKa3 OT KypeHUsI, aIKOToJist, Kode
1 KohemHCOoae pXKAaIIiX ITPOMYKTOB [54].

» BomabIe mmpolierypbl HA HOYb/B BeUepHEE BpeMsT —
KOHTPACTHBIA (HO 06e3 pe3Koro Imepernaga TeMIIepaTyp)
IIYIII, BAHHBI TSI HOT.

* MaMeHeHMEe BpeMEHHOTO pexXMMa COH—OOIPCTBO-
BaHUE.

» Urphl, TpeOyrolne MOBBIIIECHHONW KOHIICHTPAIIUHN
BHUMAaHMS B BeUepHEe BpeMsI.

* 3aHATHUS OTOM.

* Uckimouenne mpemnaparoB, ycyryonsiommux CBH
(cM. BEIIIIR) [54].

Meouxamenmosnoe aeuenue

IMoxazaHO MCKITIOYMTENIBHO B CIydasiX KIMHUYECKU
3HAYMMOTO TeUYEHUsT 3a00JIeBaHUS: CHUXKEHUE KadecTBa
>KW3HU, HAPYIIIEHUE CHA, COLMAIbHAS 1 OBITOBASI Ie3a1ar-
tauusi. C 1ebl0 00JIETYeHUsI MOHUTOPUHTA COCTOSTHUS
6ompHbiIM ¢ CBH pexoMeHmoBaHO BeleHUe THEBHMKA
(Tabm. 4, mOCTYITHO Ha caiiTe).

Cumnmomamuueckoe neverue (NEPBUMHASL U HEKOMOpble
emopuurble gpopmot ChH). C1oXXHOCTB JIeKApCTBEHHOM Tepa-
TV COCTOUT B TOM, UTO Ha3HAYaeMbIe MperapaThl 001aaaloT

15
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Tabmuua 4. /[nesnux nayuenma: npednaznauen 045 onpedenerus gvipaxcennocmu cumnmomos CbH u noobopa adexeammnozo nevenus

1-ii neHp

Y1po JleHb Beuep, HOUB VYrpo

Bpems cyrok
PEMAEYTOR  6.00-12.00) (12.00-18.00)

CuUMIITOMBI

OrtcyTcTBHE
CHMIITOMOB

(18.00-6.00) (6.00—12.00) (12.00-18.00)

2-ii JeHb 3-ii 1eHb

Beuep, HOUB Y1po JleHb
(18.0-06.00) (6.00-12.00) (12.00-18.00)

Beuep, Houb
(18.0-06.00)

JeHb

Ilpumenanue. Ilayuenm camocmosmensro Qukcupyem Hasu4ue CUMRMOMO8 UAU UX omcymcmeue 6 mevenue 7— 14 Oueil, deaas ommemxu 6 coom-

6EMCMBYIOU4UX NYCMbIX 2Paax.

PSIOM 3HAYMMBIX TTO00YHBIX 3 dekToB (I19), He MMeroT
24-9acoBOTO IEUCTBYSI, a X KOPOTKOE BPeMsI IIOJTYBBIBEIC-
HMS TpeOyeT TprueMa 3a KOPOTKHIT TIEPHOL IO TTOSBICHMS
CHMIITOMATUKY (MCKITIOYCHHNE COCTABIIAET IIperapaT pOTH-
TOTHH B BUIE TUIACTHIPS (TOproBoe Ha3BaHue Neupro; B PO
He 3apeTrMCTpUpOBaH), UCIIONIb3yeMblit 1 pa3 B cyT). O6s13a-
TEJIbHbI TPAMOTHOE TUTPOBAHUE TO3bI U OYEPETHOCTD HA3HA-
YEHUSI JICKaPCTBEHHBIX CPEIICTB.

OCHOBHBIC IIPUHIMITE CHMIITTOMATUIECKOTO JICUCHMS
CBH cocrodT B ciienyiomem.

» CraproBas mo3a mpernapaTta JOJDKHA OBITh MHHH-
MaJIBHOI 1 B JaJbHEMIIIEM He TIPEBHIIIAaTh MAKCUMAJIbHO
JOITYCTUMOM.

* TpeOyroTcs peryIsipHbIe OCMOTPHI JICYAIIM BpauoM
IUTST OLIEHKW MHIVWBUIYAIBHOM ITEPEHOCUMOCTH 1 BO3MOXK-
HBIX (DITIOKTYallMii CHMIITOMOB.

* Ilemecoobpa3HOCTh pa3feIeHrs] CYMMapHOI O3Bl
Ha HEeCKOJIPKO MIPHEMOB He I0Ka3aHa; 00JIee TOro, CIeayeT
KaK MOXHO IOJIBIIIE COXPAHSTh PEXUM OTHOKPATHOIO
IIprieMa Iperapara.

* [Ipy WHTEPpMUTTHPYIOLIEM TEYEHUM BO3MOXKHO
BMU30INYECKOE NCTIOB30BaHNE IIPAMUIICKCOJIa, IEBOIO-
ITBI, a TAKXKE CJIA0BIX OIMMOMIOB; TIPU HAPYIICHMUSIX CHA —
kioHasemnam [10].

* B exemHeBHOU Tepanmuy HYXIAIOTCS ITAIIMEHTEHI,
y Kotopbix cumiroMarnka CBbH oka3sbiBaer BimstHUE Ha
Ka4yeCcTBO XM3HU (KaK IIPaBUIIO, 3TO JIMIIA ¢ YMEPEHHOM
U TSIXKEIOM CTeNeHblo 3a00JIeBaHus).

* B ciygae oTMeHBI TIpeltapara TpeOyeTcs TOCTeIeH-
HO€ CHIDKeHMe HO3bl. [Ipr OmMHOBpPEMEHHOM IIEpeXole
¢ TIperapaTta OQHOTO THUIIA ASHCTBUS Ha JPYroit HeoOxo-
MO TIapaJUIeJIbHO CHIDKATh J03Y MEePBOTO, IOCTETICHHO
TTOBBIIIIAST TO3Y BTOPOTO.

* [Ipenaparamu 1-fi JTWMHWU SIBISIIOTCSI arOHUCTBI
JnodamMuHOBBIX perientopoB (IA) [56]. [IpeanoyTurebHbI
He3proTaMuHOBEIE JIA: MpaMUIIEKCOJT (MUpPAIIeKC) U Po-
MMMHUPOJ (PEKBUI MOIYTa0) — B CBSI3M C WX JIYUIIEH I1e-
peHocumocTtbio [54]. [Tpuem JIA criemyer HaYMHATH B Be-
yepHHe Jackl — 3a 2—3 4 mo cHa. Ecim mpucyrcTByer
JTHEeBHAsI CHMIITOMAaTHKa, peKOMEHIOBaHa TpaHCIePMallb-
Has ¢opma JJA — Neupro [10].

» Haubonee 3HaunMbIMK [1D OCHOBHBIX IIpeIapaToB
s nedenuss CBbH sBisitorest ¢eHOMEHBI ayrMEHTAIlUN
W PUKOIIETHOE yCHUJIeHHEe. AyrMeHTanus IIpeACTaBiseT
coboii mporpeccupoBanue cumnTomatnku CBH B Buge
OTCYTCTBMSI HUPKAIMAHHON PUTMHUIHOCTU (CUMIITOMBI
BO3HMKAIOT HE3aBUCHMMO OT BPEMEHHU CYTOK), a TaKXKe
HapacTaHWe WX MHTCHCUBHOCTHA M PAacIIpOCTpaHEHHE Ha
nHble yacty Tena [10]. Kak mpaBuio, oHa pa3BHUBaeTCsd
yepe3 6 Mec nocjie Hayaa repanuu. OCHOBHOIA ITyTh IPO-
(GUIAKTUKM ayTMEHTALlMM — KaK MOXHO 60Jiee JIUTeNb-
HO€ MCITOJIb30BaHWE MITHUMAJIbHOM MO3BI M HETIPEBHIIIIC-
HUE MaKCHMMAaJIPHO JOIYCTUMON MTO3MPOBKHU IIperapara,
a TakKe IPEeArnodYTeHHe CPEACTB ¢ 0ojiee MIMUTEIHbHBIM
MEepUOIOM TOJyBbIBeAeHUS. [1py Mog03peHH Ha ayrMeH-
TaIMIO HeoOXOaMMa 3aMeHa OTHOTO arOHMCTa 10(haMIHO-
BbIX PELIENITOPOB Ha APYToii, ¢ 60Jiee MPOAOKUTETbHBIM
nmeiicTBreM, MO0 Ha HemohaMUHEPIMICCKUMA IIpera-
part [10], ucKJtoYeHre COCTABIISIOT CAyYal ayTMeHTalluu
Ha (hOoHe TpueMa JICBOAOMBI, KOTIa B MEPBYIO O4epelb
cienyeT nepexoauTtb Ha JA.

* [Ipn HemocratouHOU 3(hGEKTUBHOCTH, HEMepe-
HOCMMOCTH, Pa3BUTUU ayrMEHTALIMU WU PUKOILIETHOTO
ycusieHusT Ha poHe mpueMa JIA, a Takxke Tpu pedpak-
TepHOM TEUYCHUM BO3MOXHO Ha3HauYeHWE MHOTO moda-
MHHOMUMMETHKA, 3aMeHa /A Ha mperapar 2-ro psua uin
KOMOMHUPOBaHHOE JIeYeHHWE IIPH COOTBETCTBYIOIIEM
CHIDKEHUHM O3Bl OCHOBHOTO mpemnaparta [54, 55].

+ K mpenapaTtam 2-ro psiga OTHOCSITCSI OITMOUIHBIC
MMPOM3BOMHBIE (KOIEWH, MPOMOKCHU(MEH THIPOXIOPHI,
TUTUAWI, Tpamanon) [54], ogHAaKO WX WCMOJIb30BaHUE
OrpaHMYEHO PHCKOM PAa3BUTHUsSI 3aBUCHMOCTH; aHTUKOH-
BYJbCAHTBI — Ta0alleHTUH, IperadajauH, radarmeHTUH-
sHakaopwi [10, 57]; neBomoria (KOMOMHUPOBAHHBIH TIpe-
mapaT MamoIap) WJIM KapOumorra (HaKoM, CHHEMET),
1eJrecoo0bpa3Ho TakkKe Ha3HAYCHUE TIperapara ¢ 3aMe-
JICHHBIM BBICBOOOXIeHmeM (Hampumep, Manomap I'CC)
WJIN €T0 KOMOMHAIIMS CO CTAHAAPTHBIMU WM TUCIIEPIH-
pyeMBIMHM TabJIeTKaMu JieBoIoIbl (Mamorrap /1) mist 6onee
opicTporo goctkeHus a¢gdekrta [58]. Mcnonbp3oBaHue
IpenapaToB JIEBOAOIBI TAKXKE OTPaHMYCHO PUCKOM pas-
BUTHS ayTMEHTALIMKA ¥ pUKOIIETHOTO YCuJieHus [54].
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* B HamboIree TSDKEMBIX CITydasix ITOKa3aHO Ha3HAYCHIE
MetamoHa — 5—40 mr/cyt (B PD He 3aperncrtpuponan) [47].

* PedpakTepHBIM cuMTaeTCS TeueHME 3a00JICBaHMUS,
IIpY KOTOPOM €KeTHEBHBIC CUMITTOMBI HE OTBEUAIOT Ha Te-
panuio mmperapaTaMu 2 KJIacCOB — OTHUM T0(aMUHEPTH-
YECKHM ¥ BTOPBIM HeTo(haMITHEPTUISCKIM — B aeKBaTHOM
JIO3UPOBKE U C TOCTATOYHOM [UTMTETFHOCTRIO TTpreMa. [laH-
HbIe (POPMBI TPEOYIOT JICUCHMSI B CIIEUATIN3MPOBAHHOM
yupexaenuu [10].

+ CeromHs HeT OOIICTIPUHSITBIX PEKOMEHIALINIA 110 TN~
TEJTLHOCTH JICUSHMSI, HO IMEIOTCST ITOKA3aHWST ST TTpeKpaIiie-
HUSI Teparmu: 1) XelaHve TalreHTa; 2) «JIeKapCTBeHHBIE Ka-
HUKYIIbI» C IEIbI0 OOHAPYKEHUS BO3MOXKHBIX CITIOHTAHHBIX
dmokTyarmii B TeueHrM 605130, OITHAKO TaHHAS METOINKA
He TIprMeH1Ma IS TALIMEHTOB C TSDKeJTbIM TedeHureM [10].

XapaKTepHCTUKN OCHOBHBIX JICKAPCTBEHHBIX CPEACTB
(JIC), ucnonb3yeMbIX IJisi CHMIITOMAaTUIECKOTO JICUEHUS
CBH, npuBeneHs B Tab1. 5.

Bmopuunste gpopmor CEH. Jarnsre popmbl CBH Tpe-
OYIOT JICUeHHUST OCHOBHOM TTATOJIOTUH.

+ JIy1s1 KOppeKIMHK CTaTyca XKejie3a peKOMEHIOBaH ITPHeM
MpeTapaToB Xejie3a: Mpu ypoBHe (epputmHa oT 50 10
35 MKT/1 — TIepopaibHo xene30 100-200 mr/cyr [59]. Cre-
JTyeT TAaKKe YUUTHIBATh BCaChIBAEMOCTB XKeJie3a: IS €€ TIOBbI-
IICHKS IIPUEM TIpertapaTa MOXKHO JOITOTHSITh aCKOPOMHOBOM
KucyoToi (250 MT) WM IMTPYCOBBIM CcOKoM. [Ipm ypoBHe
depputrHa HrzKe 35 MKT/71 i He3(hhEKTUBHOCTH ITepOPaIb-
HBIX (hOPM IOKA3aHO BHYTPMBEHHOE BBEICHIE — TIPSIIIOUTH-
TEJBHBI PACTBOPHI AEKCTpaHA WIM KapOOKCUMATIBTO3BI —
500 mr/cyT, pa3neneHHble Ha 2 IpreMa B TeueHue 5 axeit [60].

* IIpu 6oneBrix popmax CBH, accommmpoBaHHBIX
¢ IMabeTUYEeCKON WM MHOH MOJIMHeponaThei, mokas3a-
Hbl AaHTUKOHBYJBCAHTbl — AHAJOTU Y-aMUHOMACIISIHOU
KHCIIOTHI (IIperabaimH, rabareHTHH); TaKKe BO3MOXHO
WCITOJIb30BaHKE MMpaMUIIeKcoa [56].

* Bo Bpemsi 6epeMeHHOCTH IToKa3aHa UCKITIOUUTEb-
HO 3aMECTUTEJIbHas Tepamnusl penaparamu xeses3a u ho-
JIMEBOU KUCJIOTHI.

* I[Ipu CBH B neTckoM Bo3pacTte HEOOXOIUMBI MC-
kmoueHne CIBI, nepuinra Xene3a, HapylIeHU TUTHE-
Hbl CHa, COOTBETCTBYIOIIAs] KOPPEKIIMS JAaHHBIX COCTOSI-
Huii. [lepBuunbie (opMBI TPEOYIOT MEIUKAMEHTO3HOM
KOPPEKIIMH TT01 KOHTPOJIEM JSTCKOTO criennanncTa [14].

* IIpu orcyrcTBuM mtonoxureabHoli nnHamMuku CbH
Ha (OHE JedeHUsS] OCHOBHOTO 3a00JIeBaHMUSI BO3MOXKHO
Ha3HaYeHHWE CUMITTOMATHYeCKOU Tepanum [43].

3akniouenue

Pannsga guarnoctuka CBH kpaiiHe BaxkHa BBUAY €TO
BBIPaKEHHOTO BJIVSTHYSI HAa KAYeCTBO KMU3HMU.

MakcruMaabHO paHHee Ha3HauYeHMe JISYCHUST 00YCITOB-
JINBAeT XOPOIIWI MpOoTHO3. I OCYIIeCTBICHUS 3TOM
3aJa4M OYEHb BaXKHO 3HAHWE IMMPOKUM KPYTOM CIIeIHa-
JINCTOB OCHOBHBIX KPHUTEPHEB AWATHOCTUKM CHHOpPOMA
OECITOKOIHBIX HOT, ero auddepeHIINaTBHOTO Psiaa U BaX-
HEHUIINX TOAX0A0B K Tepanuu. HeoOxoanm KoJiiernaib-
HBI MEXIUCIUTUIMHAPHBINA TTOAXOM CIELMAJINCTOB Ha
YpPOBHE KaK IIEPBUYHOIO, TaK M BTOPMYHOTO 3BEHBLEB,
a TaKKe TIpUBJICUCHUE Y3KUX CITCIIMAINCTOB IT0 TTOKa3a-
HUSM Ha JirooboMm atamne [10, 43, 55].

Tabauua 5. Xapakmepucmuku 0CHOBHbIX NPenapamos, UChoAb3yemblx o cumnmomamuyeckoo sevenus CbH

CraproBast B
peMsi BOSHUKHOBEHHSI
JIC M MaKCHMAJIbHO o
3¢dexTa neppoii 10361
JIOMyCTAMAs 1032
50 mMr N
JleBomomna 200 C nepBoit 1036l
0,25 mr _
PonmuHupon 4 wir 4-10 cyt
[Tpamunekcon Ul e C nepBoit 1036l
0,54 mr
InacTeipb
Porurotuxn 1 Hen
mno 1-3 mr
25 mMr
[peraGanmmu 300 mr 3-6 cyr
KioHasemam 0,50 mr Ipu 1-it /03¢ MIPEUMYIIIECT-
2,0 Mr BEHHBII 3 dEKT Ha COH
300 mr
labameHTHH 2700 mr 3-6 cyr

Bpems

ITo6ounbie 3(hexThI
NOJTyBbIBE/ICHHST, 4

1,5-2 AyrMeHTalus, pUKOLIETHbIN (heHOMEH

6 TomHoTa, cHkeHre A/l, TOJTOBOKpYKEHUE,
I'b, 3a105)k€HHOCTb HOCa

TourHoTa, cHukeHue AL, TOJIOBOKPYKEHUE,
I'b, 3a10xeHHOCTH HOCA

57 KoxHbli 3y11, TOIIHOTA, CHUXXKeHue AJl, roio-
BokpyxxeHue, I'b, 3a10xeHHOCTh HOCA
CoHJIMBOCTB, roJloBOKpyxeHue, I'b, 3agepxkka
SKUIKOCTH

10

30-40 COHJIMBOCTb, FOJIOBOKPYXKEHUE, YTpeHHsIsl ['b

COHJIMBOCTb, TOJIOBOKPYXEHUE, 3aePKKa
SKUIKOCTH

5-7

Ilpumenanue. JIC — aexapcmeennoe cpedcmeo; ANl — apmepuanvhoe dagaenue; I'b — eonosnas 601v.
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bonesnsv [lomne — KauHuvecKu eemepocenHoe 3a001e6aHuUe, 8 OCHOBE NAMO2EHE3A KOMOPO20 AedCUM U30bIMOUHOE HAKONACHUE 2AUKO02CHA
auzocomamu 6 pesyavmame mymayuu eena GAA u nomepu akmuerHocmu gepmenma Kucaoil a-eaxosudassl. Heonamansnas gopma 3a-
Oonesanusi, NPosSBASIOUAACS cepOeyHOl, ObIXAMeNbHOU U NeUeHOUHOU HeOOCMAmoYHOCIbIO, UMeem HebaazonpusmHblii npoero3. Tlo3oHue,
MeONeHHO npoepeccupyoujiie XporHuueckue opmbl, NPOSBAAOUWUECS 8 03pacme nocie 1 200a HCU3HU ¢ NPeUMYUeCMEeHHbIM HOPANCEHUEM
CKeAemHoll U 0bIXamenbHol MycKyaamypol, umelom 6oaee 6aazonpuamuoe meuenue. [lonumanue u ymounenue moHKocmeii namopusuo-
Ao2uueckux npoyeccos npu obonsesnu Ilomne, a maxyce paspabomka 3amecmumensrou sHzumomepanuu (32T) evi36aiu HOBYH OAHY UH-
mepeca k daunHoii namonoeuu. Ilpu pannux gopmax 39T umeem docmamouno vlCOKYI0 dhhekmuenocmo 6 omauuue om NAyUeHmMos
¢ NO30HUMU hopMaMU, MO 00BACHALMCA YIIce UMEHOUWUMUCS 3HAYUMEAbHbIMU HADYUWEHUAMU KAeMOUYHbIX U MKAHeGbIX QYHKUULL 8 pe3ynb-
mame u30bimouH00 HaKkonaeHus enukoeena. C yeablo YayuuleHus npoeHo3a npu no30HUX opmax 3a604e6anus mpedyemcs KaK MOJNCHO
Oonee pannee nasnavenue 33T, umo 603mM0IACHO MOABKO NPU C80EBPEMEHHOL NOCMAHO8Ke 0uacH03a. OCHOBHbBIM U CAMbIM NPOCHIbIM CRO-
cobom duaeHocmuku b6oaesnu Ilomne aeasemces onpedenernue aKmMUHOCMU epmMeRma no cyxomy KpossHomy namuy. Bonpoc o mom, cae-
dyem au nposodums 39T ecem nayuenmam ¢ nozoreti popmoii 3a601€6aHuUs, 0CMAEMCS OMKPbLMBIM.

Karoueawie caosa: enukoeernos 2-eo muna, 601e3Hb HOMI’!@, muonamus, 1U30COMANbHbIE 60/!63]111, 001€3Hb HAKONAEeHUS 2AUKOeena, aymo-

ghaeocoma, aymogaeus

Bonesns [Momrre, wm rimkoreHo3 2-ro tumna (OMIM:
232300) — penkoe HACAEACTBEHHOE ayTOCOMHO-PEIIeCCHUB-
HOe 3a0oJieBaHMe, BIICPBBIC OMMCAHHOE KaK HEOHATalhb-
Has (opma B 1932 T TommaHACKUM I1aTOJIOTOAHATOMOM
IMomrie, To MMEHN KOTOPOTO 3a00JIeBaHKE TTOIYIMIIO CBOE
Ha3BaHMe. HeoHaTambHast hopma IIposIBIIsSIeTCS KapIHMOMK-
OIaTHEN, COYETAIOLICUCS C IBIXaTeJIbHOM W TIEYEHOYHOMN
HEIOCTaTOYHOCTBIO, KOTOPHIE HEPEIKO IIPUBOIST K JICTAJIb-
HoMy ucxomy. B 1963 r. 6ruoxumMuK DpoM 1mokKasaj, 4Tto B 0C-
HOBe HapylleHusl MeTaboar3Ma npu 6one3Hu Ilomrie je-
KWAT JTU30COMaJTbHAsE (hepMEHTAaTHBHAS HEIOCTaTOYHOCTh
Kucnoi o-rmoko3unasel (GAA, ot aHTII. a-glucosidase acid).
B 1969 1. 6bL10 1OKA3aHO CYLLECTBOBAHUE U ITO3IHEN (DOPMbI
3a00JIEBaHMS, XapaKTEPU3YIOLLIEHCS MEIIEHHO IIPOIPECCH -
PYIOIIMM TEUECHHEM C MPEUMYIIECTBEHHBIM BOBJICUCHUEM
CKEJIETHBIX M IbIXaTeJbHBIX MBIIII. B mociemaue romsel
JMIOCTUTHYTBHI 3HAYUTEIBHBIC YCIIEXH B IOHUMAaHUU I1aTO-
um3moornIecKx MexaHn3MoB 60s1e3Hn [Tomrte, a TakKe
B TIPUMEHEHMH 3aMECTUTENIbHOM 3H3uMoTepanuu (39T).
DddextuBHOCTD 3DT He BBHI3BIBAET COMHEHUS ITPU PAHHUX
¢opMax B OTIIMYKE OT OoJtee TTO3THUX (hOpM OOJIE3HH, HE00-
XOIMMOCTD B TepaIliii KOTOPBIX TpeOYeT YTOUHEHUSI.

bonesnb [Tomrie — reHeTrueckoe 3aboeBaHue C pac-
MPOCTPAaHEHHOCThIO 1 Ha 146 ThIC. HOBOPOXIEHHbIX.
C yueroM Bcex opM 3a00IeBaHUST HE3aBUCUMO OT T10J1a,
STHUYECKON TTPUHAMICKHOCTH U TeorpaduM ero 9acToTa
cocrasiseT 1 Ha 14—300 Toic. [1]. MyTauus, OTBETCTBEH-
Has 3a pa3Buthe 0oe3HU [ToMrie, pacriosaraercst B reHe

GAA, nokanu3zoBaHHOM Ha 17q25.2-25 xpomocome. OHa
obi1a pactudposana B 1989 1. u coctout u3 20 5K30HOB,
KOIUPYIOIINX ITOCIEeAOBATEIBHOCTD M3 952 aMWHOKWC-
Jot [2]. benoxk-npenmectBeHHUK Maccoit 110 KJla cuH-
TE3UPYETCS B SHIOIIIa3MAaTUICCKOM PEeTUKYIIyMe (puc. 1)
¥ PEIUIMIMPYETCS MO KOHTPOJIeM OeIKOB-IIaIlepOHOB.
IToce 3aBepiieHs Mporecca NIMKO3WINPOBAHUS B all-
napare [0abIKM TTPOMEXKYTOUHBIN OEJIOK ITepEeHOCUTCS
B JIM30COMBI, TJI¢ IIPOMCXOIUT €TO pacIio3HaBaHUE C yJac-
THEM KaTUOHHE3aBUCUMBIX PELIENITOPOB MaHHO30-6-(oc-
dara (CI-MPR) 1 B KOHeYHOM HTOTre MIPOTEOIM3 Ha
2 uzodopmel Maccoii 76 u 90 KJ1a. @yukius 6enka GAA
COCTOUT B pacHICIUICHUN B KUCJIOH cpele TIUKO3UITHBIX
cBsi3eit a-1,4 u 1,6 mMKoreHa ¢ 00pa30BaHUEM IIIOKO3bI,
KOTOpAast 3aTeM aKTMBHO TPaHCIIOPTUPYETCS yepe3 MeMO-
paHy JTM30COMBI IIOCPEICTBOM CHEIIN(UIECKOTO IIEPeHOC-
ypka. MyrtaHTHbIe 6enku GAA pa3pyialorcs B IMTO30J1€,
B pe3yJIbTaTe 4ero HapyllaeTcss METa0OJM3M TJIMKOTeHa
¥ TIPOMCXOIUT €ro HaKOIICHHE B Tn3ocoMax. KimmHngec-
K€ TIPOSIBJIICHUSI B OCHOBHOM OIIPEICISTIOTCST TTATOJIOTH -
YeCKMM HaKOIJICHNEM TJIMKOTeHa, XOTS IaToreHes 3a00-
JIEBaHMS 3TUM He McUepITbiBaeTcs [3].

TpyaHocmu RUarHocmuku Gone3xu Momne

PeTpocniekTuBHBIIT aHanM3 Oojiee YeM ITOJJOBUHBI
caydaeB 0ojie3Hu Ilomre y B3pOCHbBIX, BBISIBIIEHHBIX BO
®pannum 3a nocnennue 10 jiet, mokasayi, 4TO IMArHO3
YCTaHABIIMBAJICS B CPETHEM C 3aIepXKoit 10 7,9 roma oT
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MOMEHTa oOpallleH!s K Bpady (HeOmyOJIMKOBaHHBIE TaH-
Hble DpaHIIy3CKOro MUOJOrn4eckoro oouiectsa — SFM,
2011 ). HemoorieHka pacrpocTpaHeHHOCTH 3a00JIeBaHNSI
CITYKUT YaCTOM MPUIMHON HEIIPAaBIILHOTO TUarHO3a WiIn
ero orcyrctBus [4]. [To3nHss popma, unu 6oe3Hb [Tomre
¢ mo3mauM aebtoroM (BIIII/I), monro cunrTazack OTHOCH-
TEJILHO TOOPOKAYECTBEHHOM, OMHAKO B ITOCICIHEE BPEMS
MOKa3aHo, YTO JaXK€ OHA MOXET UMETh TSKEJI0€ TeYEHUE
¢ ObICTpOli MHBaIMAM3ALMEN MauueHTa. B aTux ciyvasx
CpPemHUIA BO3PACT JICTAIBHOTO MCXOJa COCTABIISIET 55 JeT
IIpY CpeaHEM BO3pACTe YCTAHOBIICHMS qarHo3a 38 jer [5].
CpenHss MponoKUTEIbHOCTD XXK13HU nauyenTa ¢ BITIT/T
TSDKEJIOTO TeUEHMST OT MOMEHTA YCTaHOBJICHUSI OMarHo3a
cocrasisier 17 ner.

JluarHoctnueckuii anroputMm Oose3nu [lomme 6aszu-
pyeTcss Ha OMOXMMMYECKOM aHajm3e aKTUBHOCTH GAA,
C YYETOM KIIMHUYECKUX U TMapaKIMHUICCKUX NTaHHBIX.
Ilo aHamormm ¢ mMarHOCTWYECKMM TecToM [ioTpu mpu
(EHIIKETOHYPUY C ILIEJbI0 TOBBIIMICHUS BBISIBISIEMOCTH
6omne3nu Ilomrire Ha TIepBOM roay KM3HU (T. €. IeOI0TOM
1o 12 Mec nocite poxaeHuss — 6one3Hb [lomrte ¢ paHHUM
nme6iotom, BITP/) B psme cTpaH BHEApEeHBI ITPOTPaMMBI
CHUCTEMATUYECKOT0 CKPUHMHIA HOBOPOXAEHHBIX [6]. Tem
He MeHee, OTCYTCTBUE €AMHOIO CTaHaapTa B MPOoUIaKTUKE
JIN30COMANTbHBIX 00JIE3HEN MPUBOAUT K HEAOCTATOUHOM Tra-
rHoctuke BITIT, acuMIITOMHO MPOTEKAOIIMX Y HOBOPOX-
nIeHHBIX. JlaHHbBIN (DakT TpebyeT 00CyKIeHNST M CKOPENIIIETO
BHEIPEHNST CBOEBPEMEHHBIX TUAaTHOCTUYECKIX TECTOB [7].

AnuvkanbHas
MembpaHa

BasoanukanbHas
mMembpaHa

|

MepBuryHan 6asanbHas
3HAOCOMA

Appo

Cumnmombl Gonesuu Momne ¢ no3axuM gediomom

I1epsbie cummitombl BITIT MOTyT NOSIBIISITHCSI IIOCTIE
MEepBOro roja XKU3HU, BO B3POCJIIOM U AaXe MOXKUIOM BO3-
pacre [8]. PazgeneHue 3ab60yieBaHNS Ha TTOATHUITLI B 3aBU-
CHMOCTH OT BO3pacTa MaHH(ecTallny IPU3HAHO HelleIe-
coobpa3ubM [1, 9, 10], Tak KaK B OOJIBITMHCTBE CTyIacB
TILIATEJbHbIN COOp aHAMHE3a Y B3POCJIbIX U JIULIL TTOKUIO-
ro Bo3pacTa MOoATBEPXKAAET HATM4KMe Xanob U CUMIITOMOB
yKe B IETCKOM U IToapocTKoBoM Bo3pacrte. BITIT xapak-
TEpPU3YeTCs MEIJIEHHO MNPOrpecCUpPYIOLIMM TeYeHHEM
C MIPEUMYIIECTBEHHbIM MOPAXKEHUEM CKEJIETHBIX MBbIIIILI.
VY nereit u nogpoctkoB ¢ BIII/l Takke yacTto HaGm0IA-
I0TCSI HApYLLIEHUSI CO CTOPOHBI Cepalla 1 TreveHu. Jpixa-
TeJIbHasi HEAOCTATOUHOCTD SIBJISIETCS] BaXKHOM COCTaBJISIIO-
LIEeH TUMMMYHOU KIIMHWYECKOU KapTUHBI 3a001€BaHMUSI.

st B3pOC/bIX XapaKTepHO HaJMuue caabocTu Mmpo-
KCHMAaJIbHBIX MBI KOHEYHOCTEH W/WJIM BOBJICUCHUE
MMapacIMHAIBHBIX MBI ¢ KM(DO30M U CTA00CTBIO aKCH-
aJbHBIX MBI (puc. 2). 3abojeBaHUE IIPOTPECCHpPYET
MeaaeHHo. [leproa, 3a KOTOpbIii CUMOTOMBI Pa3BUBAIOTCS
HAaCTOJIbKO, YTO 3aCTaBJISIIOT OOpaTUTLCS K Bpady, 4acTo
ObIBa€T BeCbMa MPOJOKUTEIbHBIM, UTO OMpPEAEIISIET 3a-
JIEpXKKY B YCTAHOBJIEHUH IMarHo3a Ha MHOro JieT. Hepeako
B aHaMHe3e OOHapyXXMBAlOTCSl yKa3aHus Ha cj1aboCTb
1 TIJIOXYIO TIEPEHOCUMOCTD Harpy30K, HU3KME CIIOPTHUBHBIE
pe3yJbTaThl, 601 B OSCHUYHBIX MbILILIAX, KpaMIIU U 60-
JIeBbI€ OLYILIEHMS B MbllILax. Hanuuue u creneHb nBura-
TEJBLHOTO Ae(UIINTA BaXKHBI IJISI OLICHKU ITPOOJIKUTEhb-

AyTodarus

MNepBunyHana annkanbHas
T+ 3HAOCOMA

03[HAA SHOOCOMa

AyTodarocoma
CITNTI;E‘ JInzocoma
\

)
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Cuctema TpaHc-Tonbaxum

MpomexyTouyHan coopka annapata flonbaxu/dP

¥k
Benok GAA ﬁm 3P — 5HAOMNA3MATUYECKMIT PETUKYYM

]

M cop| -E'"': KnatpuH

2 copl O KaBeonvH

Puc. 1. Cxema namoghusuonoeuueckux mexanuzmos npu 6oaesnu Iomne. B Hopme kodupyemoiii eenom GAA 6eaok GAA cunmesupyemcs 6 sHdonaazmamu-

YecKoM pemukyiyme, e2o KoHeuHas coopka 3asepuiaemcs 6 annapame loavoxcu, 3amem nymem eHympukiemouro2o mparcnopma nocpeocmeéom CI-MPR

benok neperocumes  auzocomy. Juchynxuus gepmenma GAA ecredcmeue mymauyuu eena GAA npusooum Kk HAKONACHUI 2AUKO2EHA 8 AU30COME, NOSBACHUID
aymogazocom, oanee K HaApYWeHUI0 COKPAMUMEAbHOU CHOCOOHOCIU MbIUEHHO20 80A0KHA U 8 KOHEYHOM Umoze K 2ubea Kaemxu
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Puc. 2. Kaunuueckue nposénenus BITIII: a — acummempuunblii nmo3; 6 — AKCUANbHAS 2UNOMOKUS C MeHOeHYUel K CIOUKOMY COXPAHEHUI0 Heecmecm -
BEHHO20 NOAOJICEHUSL MYA08UL4A (N0 MUNY KAMAMOKOPMULL), 2DYOHOU KUO3 U cmamu1eckas KOMReHCcayus 6 8ude no02UGAHUS KOAeH; 8 — MOMOOEHCUMO-
mempusi, OeMOHCIMPUPYIOULAS. 3HAYUMENLHYIO (PUOPOZHO-JICUPOBYIO OeeeHepayUuto RAPACNUHANbHBIX MOMOANbHBIX MblUUY,

HOCTH 3a00JIeBaHMS HE3aBHCHMMO OT BO3pPAcTa MallMEHTA.
I[MoMyMoO BBIIIETIEPEYMCICHHBIX Xajlo0, Bpada IOJIKHBI
HaCTOPOXUTH CIICAYIOIIE PaHHIE IIPU3HAKH TbIXaTeIbHBIX
HapyIIEHW: ONBIIIKA IIPY HATPy3Ke WIIK OPTOITHO3, Hapy-
IIeHMEe OTbIXaHUsI BO CHe (aITHO® BO BpeMs CHaA), YTpeHHHUE
medanaruu, YacThle JIETOYHBIC MH(MEKIIMOHHBIE 3a001eBa-
HUsI, THEBHAsI COHJIMBOCTD. J1eOI0T 3a00JieBaHUSI C bIXa-
TeJMbHBIX HapylueHuii HaoOmomzaerca B 30% ciydaes [1].
CabocTh CKeJIETHOI MYCKYJIaTyphl M ObIXaTeIbHEIC Hapy-
IICHHSI Jallle BCEro He CBsSI3aHbI. Tak, aMOyIaTOpHBIE ITalM-
€HTBI MOTYT HYXXIAaTbCsl B HOYHOM IbIXaTeJbHOU ITOMIC-
pXKe, TOrna Kak 0OJIbHBIC, TIPUKOBAHHBIC K MHBAIMITHOMY
Kpeciry, UMEIOT HOPMaJbHYIO IBIXaTeJIbHYIO (DYHKIIHIO.
[pyrue posiBICHUST MOTYT OBITh COITYTCTBYIOIIMMU, W MX
4acTo TPYIHO acCOLIMMPOBATH ¢ Ooiye3Hbio Ilomrre, ecnu
CHMIITOMBI OCTAIOTCSI M30JIMPOBAHHBIMU, HAIIPUMED, TITO3
(cM. puc. 2), CHIDKEHHUE ClIyXxa, CIyJaifHO oOHapyKeHHast
runepK®Kemus (kpeatnHbochokmHaza — KDK) [11].
YacTo BcTpeuaeTcs dKTa3us LepedpalbHBIX apTepuii [12].
IMpu mo3mHMX dopmax mepedpadbHasl aHeBpU3Ma, MaK-
POTJIOCCHS I TeITaTOMETAIIHSI C TIOBBIIIICHUEM TPaHCaMU-
Ha3 BcTpedaroTcs peako. OmrcaHbl XKeTyI0YHO-KAIIICYHBIC
paccTpoiicTBa B BUIE XPOHUUYECKOM AUAPEU, PBOTHI 1 TTOCT-
MIpaHaaIbHBIC A0MOMUHAIBHBIE OOJIH.

V cambix mosoapix mauueHToB ¢ BITIJL HabnogaoT
KapTHHY MBIIIEYHOU TUCTPOMHH ¢ HApacTAIOIINM MOTOP-
HBIM JIeDUIIMTOM, 3aIepXXKOM XOObOBI MU PErpeccoM
MMPHOOPETEHHBIX HABBIKOB, IICEBIOTHIIEPTPOGUN MKPO-
HOXHBIX MBI [13]. ¥ moapocTKOB OCHOBHBIMM TIPOSIB-
JICHUSIMU SIBJISIIOTCSI, KaK IIPaBIIIO, ITPOTPECCHPYIONIas
MMOTIATHSI TOSICHASI C MBIIIEYHOM CIa00CThIO, OTCTaBa-
HHEM JIOITATOK /WM CKOJIMO30M. BO3MOXHO Hammuue
TUIIepTPOUIECKON KapauoMuonaTun. M3MeHeHHUs co
CTOPOHBI Cepilia PeAKO ObIBAIOT MEPBLIMUA CUMIITOMAMU,
HO YCYTYOJISIIOT IBIXaTeIbHYIO HEIOCTATOYHOCTD. [emaTo-
MeTaus 1/WIv TOBBIIICHNE TpaHCAMUHA3 B MCKITIOUM-
TEIBHBIX CITy4asiXx MOTYT OBITh € IMHCTBEHHBIM ITPU3HAKOM,
00HapyXKeHHBIM IPU 0OBIYHOM ocMOTpe. OIMMCaHBI CIIy-
Yad TUII0AKy3WUM, OOBITYHO CBS3BIBAEMOI C CEHCOPHOM

TYTOYXOCTBIO WJIM PETPOKOXJICAPHBIM YPOBHEM IOpake-
HUs. DTO TO3BOJISIET 3aII0A03PUTh BOBJICUCHUE IIECHTPAThb-
Hoit HepBHOI cuctembl (LIHC) Ttakke B pe3yibrare Ha-
KOIUTEHUS TIMKoreHa npu 6oe3nu [Tomme [14].

Hnddepenmmanbheiii nuarao3 BITTT/ BkmrogaeT: MbI-
IIeYHbIe TUCTPOGUM, BPOKICHHBIE MUOIATUN, OOJIe3Hb
JlaHOHA, MeTabOIMIeCKIe MUOTIAaTUH (M30BITOK JIMITHAIOB,
IJIMKOTCHA MJIM MATOXOHIPHUOIIATUN), CITMHAIBHYIO aMUO-
TpoHIO, TTOTUMUO3UT M MUO3UT C BKIIIOYCHUSIMU (OCO-
OCHHO Y JIUII CTApIIIETO BO3pacTa).

buoxumuyeckoe uccnenoBaHue akmusHocmu GAA —

0CHoBa guarHocmuku 6onesnu Momne

B ximmHMYIecKoit MpaKTHKe OCHOBHAS 3a/1a9a — BBISIB-
JIEHEe CUMIITOMOB, TIO3BOJISTIOIIIX CBOSBPEMEHHO 3aIT0I03-
puth 6071e3Hb [Tommie. JlocTarouHast ”HOOPMUPOBAHHOCTD
¥ HAaCTOPOKEHHOCTh Bpaya B OTHOIIICHNH Ooe3H [Tomrte,
IPYA COBOKYITHOCTH BBIIICONTMCAHHBIX CUMIITOMOB OOJIeT-
YaeT MUAarHOCTUKY. Hammare n301mpoBaHHBIX CIMITTOMOB
3HAYMTEIIBHO OCJIOXHSIET AMATHOCTUYECKNA TIONCK.

Cmandapmnuboie uccaedosanus

Hwu omHO 13 cTaHmapTHBIX KIIMHUYECKMIX MCCIICIOBAHMIA,
HCTIOJIb3YeMBIX B IMAarHOCTUKE HEPBHO-MBIIIICYHBIX 001€3-
Hel, He SIBJIsieTCsl a0COMIOTHRLIM MpU 0oJie3Hu [lome: a1ek-
Tpomuorpadus (DMI') uronpIaTeIMU 3IEKTPOTAMM B JTyd-
IIeM CJIydae BBISIBISIET TIPU3HAKU TIEPBUYHO-MBIIICYHOTO
ypoBHS TTopaxkeHus1; ypoBeHb KMK 00bIYHO TTOBBIIIAETCS
B 2—5 pa3, HO MOXeT ObITh M1 HOpMaIbHBIM. OOHapyKeHne
Ha 31ekTpokapauorpamMme (DKI') yBeImIeHNST aMIUTUTYIbI
QRS, ykopoueHne nHtepBana P—Q 3acTaBisieT mpeamnoino-
XKUATh HAJTMINE KapIUOMHOTIATUI;, SXOKaparorpadust BbI-
SIBJISICT pacIIMpeHHe JICBOTO Kelrymouyka. Kak m mpm Bcex
IPYTX MUOMATHSIX, CHIDKeHHNE (POPCUPOBAHHON KM3HEH -
Hoit emKocTH JieTkux (P2KEJT) mpu criipoMeTpun, a TakKe
ciibl auadparMel, OIeHMBaeMOI 0ojiee TOHKUMHM METO-
JTaMH, YKa3bIBaeT Ha PECTPUKTUBHYIO THIXaTeIIBHYIO HEIO-
cratouHocTh. [1pm aTom mtokazarean O2XKEJI B monoxeHN
JIexa XyXe, 9eM B TTOJIOKCHU CHIS.
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MarautHO-pe3onaHcHas Tomorpacus (MPT)

CKEJIETHBIX MBIIIIY

HocratouHo nH()OPMATUBHBIM METOIOM UCCIIEIOBAHUS
pu 6051e3u1 [Tomme siBisiercst MPT mpn. TomoneHCHTO-
meTpus wiu MPT B T1-pexume MO3BOJISIOT JIETKO OLIEHUTD
TPO(UKY MBI U BBISIBUTH crielindruaeckure o0macTu, riue
MBIIIIIA TIOABEPTHYTa (DMOPO3HO-KUPOBOI IETeHEPALNN,
YTO XapaKTepHO TSI MBIIIIEYHbIX auctpodwuii. Mccnenona-
Hue R.Y. Carlier 1 coaBt. [15] moka3zaio, 4To 1pu momospe-
Hum Ha 60s1e3Hb [Tomme mokazana MPT Bcero Tena, Tak Kak
3TO CYIIECTBEHHO 00JIerdaeT MMarHOCTUKY, BBISIBIISISI XapaK-
TEPHBIV MMATTEPH MBILIEYHBIX HAPYLIEHU, BKJIIOYAs ITopa-
JKEHUE SI3bIKA Y aKCUATBHOM MYCKYJIATYpPhI, @ TAKXKE MBIIIILI,
YIAEPXKUBAIOMINX JIOTATKY, U 3yOUaThIX MBI, KPYITHBIX
TIPUBOASIIIIAX MBI Oefiep U ATONMIHBIX Mbiiil. [TomydeH-
HbIE JAHHBIE TIOMOTAIOT OIIEHUTh CTETICHb TSKECTU MBIIIIeY-
HBIX HAPYIIEHWIA, a TPV Ha3HAYEHUU TEPAITUKA MOTYT ObITh
HCIIOJIb30BaHbBI B OIIEHKE €€ 3(D(HeKTUBHOCTH.

Haxkonenne rmmkoreHa B MBIIIIIaX OBLIO MCCIIEIOBA-
HO TIPY CITEKTPOCKOTUY SIIEPHOTO MATHUTHOTO PE30HAH-

ca C13 [16], xoTopas Takxke Jajia 0GHaAeKUBAIOIINe pe-
3y/IBTATHI B OLIEHKE TUHAMUKHN COCTOSTHUSI TTALIMEHTOB HA
(one Tepanuu.

Kak v npu apyrux 001e3HsIX HAKOIUIEHUS [JIMKOTeHA,
WCTIOJIb30BAaHNE PEKOMOWHAHTHOTO (PEPMEHTATUBHOTO
aHasora, meaeHHoro F18 B PetScan, mmo3BossieT n3ydarthb
KWHETUKY pacrpeneeHns] JeKapCcTBEHHBIX TIperapa-
ToB [17]. [IBE MOCTIeMHME METOINKM HE BKITIOYCHEI B CTaH-
JApT TUATHOCTUKY U SIBIISIIOTCST SKCTIEPUMEHTATbHBIMU.

buoncus mouuy

WccnenoBaHue MblLIEYHOro OWonTara mpu 0oJie3HU
ITomme monroe BpeMst CYNTAIOCh OCHOBHBIM METOIOM JIHMa-
THOCTUKHU. broncust oOHapyX1BaeT BaKyoJIbHYIO MUOTIATUIO
JIN30COMAIBHOM TIPUPOABI IIPH ONpPeAeICHUN aKTUBHOCTH
kucnoi pocarazel ipu TMCTODEPMEHTATUBHOM UCCIIENO-
BaHUU, a TAKXKe HAKOIUICHHE TJIMKOTeHA, TIOATBEPXKIACMOE
TOJIOXUTETbHOI PAS-peakiueii (puc. 3).

ITpu 31eKTPOHHOM MUKPOCKOITMH B BAKYOJISIX BBISIBIISI -
JOTCSI TUIOTHBIE TeNblla, IIATOIIAa3MAaTUIECKHE OCKOJIKHU

Puc. 3. [lamomopgponocuueckue usmenenus 6 buonmame muluuybl npu 6ose3nu [lomne: a — 6aKyoIU3aAYUs MbIULEUHBIX B0N0OKOH, OKPACKA 2eMAMOKCUAUHOM

U 203UHOM; 6 — npeobaadanue eaKyoneil  80410KHaAx 1-20 muna npu eucmoxumuueckom munuposanuu no NADH; ¢ — HakonaeHue 2AuKo2ena 6 6aKyonsx

npu PAS-peakuyuu; e — eakyonu, yseauteHHble 8 pasmepax, noomeepicoaroujiie hepmeHmamusHyro aKkmueHocms Kucaoi ghocpamasvr. O6pausaem Ha ceos
GHUMAHUE NOKANLHOCHb NOBPENCOCHUSl, HA NPEOCMABACHHbIX CPE3AX USMEHEHUs BUOHbI 8 HECKOAbKUX B0N0KOHAX
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1 MyJIBTJIaMEJISIPHBIC CTPYKTYPBI. Takske 00HAPYKBAIOTCS
CKOITICHNST ayTo(harnpOBaHHOTO MaTepHraia THIa JIATTodyc-
LIMHa, TIpoJdepatiys armapaTa [0k Mt aHOMaJTbHAasT
sKcnpeccHs KaBeoanHa [ 18]. [ncTomornmyeckme n3MeHeHUS
B IIOPaKEHHBIX MBIIIIIIAX HE BCETIa COOTBETCTBYIOT TSLKECTHU
3aboseBaHusI. B CBSI3M ¢ 0CO00M UyBCTBUTEILHOCTHIO HEKO-
TOPBIX MBI K aepuunty GAA, mocieqHre MOTYT OBITh
CYIIECTBEHHO YMEHBIIIEHBI B 00beMe WM TaKe TTOJTHOCTHIO
arpoUpOBaHHI.

JocTtaTodHO YacThle Cydau JIOXKHOOTPHUIIATEIHHBIX
pe3yabTaTOB NMMOHWU3WJIU AUArHOCTUYECKUI PEUTUHT TUC-
TOJIOTUYECKOTO UCCIICIOBAaHNS, HO IIPH 3TOM OHO COXpa-
HSIET CBOIO aKTyaJIbHOCTh B paMKax nuddepeHIINaIbHOTO
JIarHO3a.

Buoxumuuecrkoe uccaedosanue akmusnocmu GAA npu

o0oae3nu Ilomne

B ocHOBe OnoxuMmnyecKoi [rnarHoctTuky oosae3nu [Tom-
TIe JIEKUT MCCIIeIOBaHNe aKTUBHOCTH (pepmeHTa GAA TIpH
TIOMOIIM €CTeCTBEHHBIX MM CUHTETUIECKUX CyOCTpPaToOB
B xucnoit cpene [1]. Ceromnst i poOBeaeHUST peakiuu
MMPaKTHYECKN HE MCIOIB3YIOTCA KYJIbTypa (pruOpodIacToB
KOXM, TOMOTEHAT MBIIIEYHOTO OMOIITaTa M OYWIIECHHBIC
JeiikouuTel. B3anmoneiictBue 6enka GAA ¢ npyrumu dep-
MeHTaM# (HaIlprMep, MaJIbTa3oi IoKoammia3oin — MTA),
MIPYICYTCTBYIOIINX B HEUTPO(DIMIAX, MOXKET CTaTh IPUIMHOMN
JIOXKHOOTPHIIATESILHBIX Pe3yJILraToB. [103TOMY mIsl mrarHoc-
TUKW OEpyT OYMIICHHBIC JTUMQOLIUTEI, a B MUCCICAYEMYIO
cpeny nobasisitor mHrnoutopsl MIA (akap6osy) [19]. Pe-
3yJIBTATHI TTOITEXAT 00S13aTeIEHOMY CPaBHEHHIO C OHOBPE-
MEHHO TOJIyYeHHbIMU JAHHBIMU KOHTPOJIbHOM TPYIIIIbI.
[pu cobmoneHnN 00sI13aTeILHBIX METOMOJIOTUIECKIX YCITO-
BUit pepMeHTaTHBHAS aKTUBHOCTh GAA y pebeHKa, cTpana-
fomero 6ose3Heio ITomre, gomkHa ObITh HIke 1%. Kak
MIpaBUJIO, CTETICHb CHIDKeHUS aKTUBHOCT GAA MeHee BBI-
pakeHa y TIOIPOCTKOB U B3POCIIBIX, CTPATAIOIINX 00Ie3HBIO
IMomme. Ciemyer OTMETUTD, YTO KOPPEJSILIMI MeXIy (ep-
MEHTATUBHOI aKTUBHOCTBIO M BEIPAXKEHHOCTBIO CUIMITTOMOB
He oOHapyXeHO.

B mocnemHee BpeMst IpenMYIIeCTBEHHO UCTIONB3YeTCS
dryopoMeTprUIECKIA METOMI, KOTOPBII IMO3BOJISIET C BhI-
COKO¥1 JOCTOBEPHOCTHIO HEMHBA3BHO OIICHUBATH OMOXM-
MUYeCKyIo akTUBHOCTh GAA [20, 21]. AHanM3y MOIIEXUT
mpoba KpoBM, HAHECEHHAsT Ha IIPOMOKATEIbHYIO OyMary
B BUC KaIlIM TUaMeTPoM 3 MM (TaK Ha3bIBaeMbIil METOI
CYXOTro KpOBSHOTO TsATHa, oT aHrl. dot blood sample,
DBS) ¢ nocrexyommum GIyopoMeTpUIeCKUM aHATU30M.
IMpenmymectBo DBS coctonT B TOM, 4TO OOpa3ibl He
TPeOYIOT CIEIUAIBHBIX YCIOBUI MPU TPAaHCIIOPTUPOBKE
(X MOXHO TIepeciaTh IT0 TI0YTe) ¥ XpaHeHUHU (MOTYT Xpa-
HUTbCS TIPU KOMHATHOM TeMmepaTrype 0e3 M3MEHCHMS
aKTUBHOCTH aHaIM3upyemoro pepmerTa). OmHO U3 yCIo-
BUI TIpU OILIEHKE PE3YJIBTaTOB — 00s13aTeIbHOE YUUTHIBA-
HHE TpaHUI peepeHTHBIX 3HAYCHUI TSI COITOCTABIICHMS
JMIAHHBIX, TTOJIYICHHBIX M3 pa3HbBIX JJabopaTopuii. Pe3yib-
TaTHl, TTOTy9eHHBIe TIpU (piryoMeTpum DBS, BeIpaxkaroTcst

B COMHMIAX TMOJIb/4. OOs3aTeIbHBIM SIBISIETCS] TTOM-
TBEpXKIEHME OAHHBIX MPU MCCIEAOBAHUM OYUILIEHHBIX
JIMMGOILIMTOB.

Ilouck zenemuueckux mymauuii

Jlist pa3BuTrsl (PEHOTUNMUYECKUX M3MEHEHUI HE00X0-
MO, 9TOOBI 00¢ ayute GAA ObUTM HOCUTEIISIMU TTaTOT¢H-
HOM MyTaumu. I1aTOreHHOCTh OOJIBIIIMHCTBA OIMMCAHHBIX
MYyTalldii YCTAaHOBJICHA Ha KJICTOYHBIX MOIEIISIX M 00YCIIOB-
JIeHa aHOMAaJIMeH cpallliBaHUs WM HapylIeHUIEeM OMOCHH-
Te3a OenkoB BeiencTsue HecradwisHocT PHK Meccen-
mxepoB (PHKwm). CoBpeMeHHBIE METOIBI MOJICKYJISIPHOM
OMOJIOTHY MO3BOJISIIOT IPEICKA3aTh CTETICHB TSDKECTH 00J1e3-
HH, KOTOpast KOPPEIMPYET C OCTATOYHBIM YPOBHEM aKTHB-
Hoctn (epmenTa [22]. Hampumep, vyacto HabmomaeMble
B TOJUTAHIACKOW nomyssiuyn myrauun p.G176Ax45 u gene-
st B 9k30He 18 (p.G828-A882-del, ¢.282-246del) coorBerc-
TBYIOT TSDKEJIOMY TeUeHUIO 60J1e3HN. KimmHmaeckyto retepo-
TEHHOCTb 3a00JIeBaHUS MOTYT OIIPEHENISITE W JpYyTHe
(akTOPHI, YTO WLTIOCTPUPYET CYIIECTBOBAHUE MTAIMEHTOB-
Hocutenelr Myrarmu c.-32-13T>G/null (null mmsa mro0oi
myTtaumn GAA BemeT K IOJTHOM yrpaTe (pepMEeHTaTUBHOM
AaKTUBHOCTH), HOCUTEJIEM KOTOPOIi SIBJIsiIOTCs OT 42 10 68 %
6onbHbIX BITT/I. HekoTopble MyTauiny oOHapyKeHBbI JIUILb
y nmauueHToB ¢ BIIP/l, npyrue — WMCKIIOYUTENIBHO MNpU
BIIII/I [23]. [ToMrMO MpUYMHHOTO F'eHa Ha Te4eHUe U KITA-
HUYECKYIO KapTUHY 00s1e3H1 [1oMrie MOryT BAUSITh U APyTre
reHeTndeckue akropsl. HampruMep, m3BecTHO, YTO TeHE-
TUYECKUI TTOTMMOPGU3M aHTHOTCH3MHIIPEBPAIIAIOIICTO
depmenTa (AIID) BimsieT Ha CBOMCTBA MBIIICYHON TKAHU.
C y4eToM pa3Inurii B KIMMHITIECKUX TIPOSIBJICHUSIX CO CTO-
poHbI cKesleTHbIX MbliL Tipu BITPI 1 BITI/I 66110 11I0Ka-
3aHO, 4Tr0 DD-reHoTMnn AII® accoummpyercss ¢ paHHUM
HauayioM 6os1e3Hu (p = 0,041), Beicokumu 1mdpavm KOK
(p = 0,024), HaymmameM MBIIIeYHBIX Oosteit (p = 0,014), 6oree
TSDKEJTBIM 1 OBICTPO ITPOTPECCUPYIOITUM TeUeHEM 00JIe3HI
(p =0,037) [24]. Psim aBTOpOB ITOMYEPKUBACT CEJICKTUB-
HOCTB ITOpaKaeMbIX OPTaHOB: 9YaCTO BCTpeyacMast MyTaIlusT
c.-32-13T>G accoummpoBaHa ¢ Kapauomatueur [25].
CerogHs uaeHTU(UIMpoBaHO Oojee 150 Myramumii reHa
GAA (peructp CCHMC-Human mutation Database, Pagon
et al., www.ncbi.nlm.nih.gov/). OmnmcaHo ciemyroIee 3T-
HU4YeCcKoe pacrpeneiaeHue: myrarnum c552del-p.G309r,
p.M539T-p.G219R, p.G828-N882del u p.E176-fsX4 o6Ha-
PYXEHBI B €BpOIIeiCcKOi momyisiuu; Mmytauus p.D64E
XapaKTepHa IJTs a3MaTCKOM MOy IIuu, a MyTtaums p.R854X
MPEeNMYIIECTBEHHO BCTpedaeTcsT y ahpuKaHCKIX HAPOIHO-
creit (Database Erasmus University, www.pompecenter.nl).

Tepaneemuueckue 603moxcrHocmu

Eiie coBceM HemaBHO Teparnust 0ose3Hu [Tomrie orpa-
HUYMBAIACh CUMITOMAaTHYECKIAM JiedeHHEM U PO HITaK-
TUKOM OCJIOXXHEeHU. B psime cTpaH onmyOo/IMKOBaHbI Iepe-
CMOTpPEHHBIE PEKOMEHIALIMA IO BEAECHUIO ITallIEHTOB
¢ 6omne3nbio [Tomme: B CIIIA — ACMG Practice Guidelines
[9] u pexkomenmarun AANEM (AmepukaHcKast Accolma-
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LIVSI TI0 HEPBHO-MBIIIEYHBIM OOJIE3HSIM 1 3JIEKTPOaUAar-
HocTUYecKoi Meauuvte) [26], B bpasuauu — Bpasuiib-
ckuii Koncencyc [27], a Takxe B Utanmuu [10] u benbrun
(National Guidelines, 2011).

CormnacHO MeXXAyHapOIHOMY KOHCEHCYCY aBTOPHI Tiepe-
YUCJIEHHBIX BBIIIE PEKOMEHAALMI CTaBWIM Tiepel, coOoit
3a/1a4y YCTAHOBJICHUSI KPUTEPUEB TUArHOCTUKM OOJIEe3HU
ITomrte, ¢ y4eTOM KapAMOJIOTMUECKUX, JIETOUHBIX CUMIITO-
MOB, CKeJIETHO-MBIIIEUYHBIX ITPOSBIEHUI, 0COOEHHOCTEM
MUTaHUsI, a TAaKXKe KOMITJIEKca UCCIIeJOBaHU, HEOOXO0I1~
MbBIX 11 ipoBeneHus 3DT. O0g3aTeTbHBIM TaKKe SIBIISI-
€TCs BKITIOYEHHE KaXKIOTO BBISIBJIEHHOTO CITydasi B MEXITy-
HapomHbIii peructp Ilomme (Www.pomperegistry.com),
C pPeryIsIpHBIM OTYETOM O COCTOSTHMU TTalIMeHTa, ITOJTyIMB-
IIIETO JICYEHHE.

C pasputuem 39T u3MeHMIICS B3I Ha MCITOJIB30-
BaHWE B peaOWINTALIMU MAUUEHTOB ¢ Oosie3Hblo [lomrie
KMHE3NOJIOTUYECKMX METOAUK, MOBBILIAIOMINX (DapMaKo-
Jlorm4eckylo nrddy3uio npemnapaTa B MBIIILE ¥ YMEHbIIIA-
IOIMX MOTOPHBIN neduimt. KoMOMHALINS qreToTepaIiH,
¢usngeckoit Harpy3ku u 39T mokasana cBoio 3(pdPeKTUB-
HOCTb B XOJie TIPOAOJIKUTENIbHBIX uccaenoBanmii [28]. s
MPOoPUIAKTUKY XPYITKOCTH KOCTEM B pe3yabTaTe JeMUHE-
panu3ainy AeTIM HEOOXOIUMO NOITOJTHUTEIbHOE Ha3Ha-
yeHUe Kajbliusl. B cBeTe COBpeMeHHBIX IpeaCcTaBIeHUIA
0 MexXaHM3Max 3a00JIeBaHUSI CETOIHSI OCHOBHOI YITOp Jie-
JIaeTCs Ha BO3MOXHOCTHM IMaTOTeHEeTUYeCcKoi (apMako-
Teparnuu.

Mamodhusuonoruyecrue oCHOBbI 3aMecmumenbHoii

JH3umMomepanuu

Kak ToipKo citoxkuiaach HaydHast KOHIIEITIINS 00J1e3-
Hell HaKoIUIeHNUs, (DaKT OTJIOXKEHMS TJIMKOreHa TIpu 60-
ne3nn IloMme Kak mpuyrMHA HapyIIEHWS HOPMAaJIbHOM
KU3HEAESITeIbHOCTH KJIIETOK pa3HbIX TKAHEH 1 MBIIIICYHBIX
BOJIOKOH B YaCTHOCTU HM Y KOTO HE BBI3BIBACT COMHEHMSI.
Kak ykassiBanocs paHee, ripu BITII MbllieuHble CUMII-
TOMBI SIBJISTFOTCSI BEIYIIIMMU, YTO TIPOSIBIISIETCS C1a00CTHIO
n atpodueit mpi. C Mop@oa0rniyecKoi TOUKH 3peHus,
KaK TOJIbKO YPOBEHb aKTMBHOCTH 0O-TJTIOKO3MIA3bl (B 3a-
BUCHMOCTH OT BHIa TKAHM) TafgacT HIKe KPUTUIECKOTO,
OTJIOXKEHMSI TIIMKOTEHA CTAHOBSITCSI arpeCCUBHBIMM [IJIST
CTPYKTYp KiIeTKU. Ha skcriepuMeHTaIbHO MOIEIIN JIETY -
yeil Ml GAA-KO Oblna mpociiexXeHa IocieqoBaTellb-
HOCTB ITaTOJIOTUIECKUX U3MEHEHWI B MBIIIICYHON TKaHU
1o Mepe mporpeccupoBanus 6one3nu [29, 30]. BoisBieH-
HBbIe N3MEHEHMS TaKKe OBLIM ITOATBEPXICHBI Y YeJIOBEKa
C WCIOJb30BaHUEM (IyopeclieHTHONW KOH(MOKambHO
MMKPOCKOIINH, TTO3BOJISTIONICH A depeHIMpoBaTh JIN30-
COMBI 1 ayTo(harocoMsl IIpu 00pabOTKe MaTepraia aHTH-
teamu aHTU-LAMP2 u antu-LC3. Tak, Ha HaYaJabHOM
CTanH TIOSIBIISTIOTCST HEOOJIBIIINE TM30COMAJIbHBIC BAKYO-
JIM, HaTPy>KE€HHBIC TTMKOT€HOM, KOTOPBIEC PACIIOIATaIOTCS
B Pa3HBIX OTAENIaX MBIIIECYHOro BojoKHa. [To Mepe mpo-
rpeccupoBaHMs 3a00JIEBaHMS IM30COMBI CTAHOBSITCS BCE
bosee OOBEMHBIMM, ITOSIBIISTIOTCS ayTO(aroCOMBI, 4TO

TIPUBOIUT K CTPYKTYPHOM peopraHm3aliny KJIeTKH. Jloiaroe
BpEMSI CUATAJIOCH, YTO PA3PhIB JIU30COM, ITePEIIOTHEHHBIX
TJIMKOT€HOM, CJTY>KAT OCHOBHOI MPUYMHOM HaTOJIOTIIEC-
KHX U3MEHEHUI MBIIIICYHBIX BOJIOKOH IIpH 0oe3Hu [Tom-
ne. CeromHsT aKTUBHO 00OCY:KIaeTCsl yJ4acTHe B IIATOTCHE3e
6osie3Hn ayrodarun. Ayrodarust — Iporecc Aerpagain
TIOJITO KUBYIIINX OCJIKOB U TTOBPEKICHHBIX OpraHeT KiIeT-
ku. Paznmuuaror 3 OCHOBHBIX THITIA ayTOo(harud — MUKPO-
ayrodarnio, MakpoayToharuio M IIarnepoOH3aBUCUMYIO
ayrocaruto. B cBeTe paccMaTpmBaeMBIX ITPOIIECCOB OCHOB-
HOe 3HAYeHME MMEIOT ITepBhIe 2 THTIA ayToharuu, IIpudeM
npu 6osne3nu [lomne gaxke B Oonbliieil CTENEHN MaKpO-
aytodarus. [Ipn MuKpoayTodaruu, SIBISIONMIEICS HOP-
MaJIbHBIM (PH3MOJIOTHYECKHAM ITPOIIECCOM, JIM30COMa He-
n30MpaTeIbHO 3aXBAaTHIBACT MAKPOMOJIEKYJIB M OOJIOMKHU
KJICTOYHBIX MeMOpaH, IIPOMCXOAUT UX IepeBaprMBaHUE.
DTOT Ipoliecc 0COOEHHO aKTyaJIeH TIPY HEXBaTKE B KIIETKE
SHEPTUM WX CTPOUTETLHOTO MaTeprajia (Halpumep, IIpu
TOJIOMAHUM).

ITpu Makpoayrodarny y9acToK UTOIUIA3MbI (4acTO
cofepXalluii OTAEIbHbIE OPraHOMIbI) OKPYXKAETCSI MEM-
OpaHHBIM KOMITAPTMEHTOM, HATIOMUHAIOIINM IIHUCTEPHY
SHIOIUIA3MaTUIECKOM CETH; B IIOCIEAYIOIIEM 3TO 00pa30-
BaHME OTIEJISIETCS OT OCTAIBbHOM IUTOIUIA3MBI 2 MeMOpa-
Hamu. OnrcaHHbIe 2 MeMOpaHHBIX 00pa30BaHUs, COIEP-
JKallle yaajasieMble OpTaHeIUIbl ¥ [IATOILIA3MY, HOTyI TN
Ha3zBaHME ayTodDarocoMbl. AyTo(parocoMbl COeTUHSIOTCS
C TM30COMaMM, 00pa3ys ayTo(aroJn30COMbI, B KOTOPBIX
OpraHeJuUIbl U OCTAJIbHOE COAEPXKUMOE ayTo(arocom rnepe-
pabartsIBatoTCs. Pe3yabTaTel 3KCIIepUMEHTATBHBIX U KITH-
HUYECKUX HCCaeAoBaHUM Tmokasanu, uyto npu BITTI
OCHOBHYIO pOJIb B IATOTEHE3¢ UTPaeT He CTOJIPKO HAKOII-
JIeHUE TJIMKOTeHa B IM30COMAaX C ITOCIICAYIONINM UX pa3-
pYyIIeHIEM, CKOJIBKO CYIIIECTBEHHOE HapyIIeHHe TIpoliecca
ayrogaronuTosa [31]. Ha skcniepruMeHTaIbHBIX MOJEISAX
ToKa3aHa 0OJIBIIIast BOBJICYCHHOCTh MBIIIICYHBIX BOJIOKOH
2-to Thma (OBICTPBIC BOJIOKHA). [laHHas M30MpaTeIbHOCTD
MeHee OYeBMIHA y 4esloBeKa. BumomsmeHeHUe ayroda-
TOCOM M IIPOTrpeccrpoBaHUe ayTo(harommTos3a yCyryosser
MBIIIEYHYT0 aTpoduio. CanuTaeTcst, 9T0 YMEHbBIIICHUE MbI-
IIEYHOTO 0OBEeMa 1 aTPOdUST BCIICACTBHE BBIIICOITMCAHHOM
JIECTPYKIIMY MBIIIIEYHBIX BOJIOKOH BHOCSIT CYIIIECTBEHHBI
BKJIaJ B CHIDKCHHE (DYHKIIMOHAIBHBIX M JIBUTATEIbHBIX
Bo3MoxkHocTel (10 60 %). Kak TonbKo hepMeHTaTUBHbII
IepULIMT CTAHOBUTCS aOCOTIOTHBIM, BCE KIICTKH M TKaHU
OKa3bIBAIOTCSI BOBJIICYCHHBIMU B IIPOIIECC M3OBITOYHOIO
HaKOIUICHUs INIMKOoreHa. JlaHHast MOMIesIb SIBIISICTCST Kpae-
YTOJBLHOM IIJTsI IOHMMAaHWS TPAaHMIL peTeHepaTOPHEIX BO3-
MOXHOCTEl TI0 Mepe TmporpeccupoBaHus 6one3Hu [32].
Ho kak onpenenTh ji1 KOHKPETHOTO MallieHTa CTaIuio
3a00JIeBaHUSI Ha KJIIETOYHOM YpPOBHE, M YTO MBI 3HaeM
0 pereHepaToOPHOM ITOTEHIIMAIEe MBIIIIIB Ha pa3BEPHYTHIX
craguax 0oJe3Hm?

INokazaHo, 4To ayTO(haronTo3, TP 3HAYNTEITb-
HYIO poJjib IIpu TTo3aHUX opMax 6one3nu [Mommne, mpakTu-
YeCcKM He BCTpedaeTcs NP HeoHaTalbHBIX opMmax [33].

25



26

HepBHo-MbileYHbIe
BOJNIE3HH

Jlexyuu u 0630puL

Bornee Toro, okazanoch, 4To y JeTeit ayTodarolnTos mposiB-
sisteTcst yepes 6 Mec ot Havasia 3D T. Beraer Borpoc o ponn
39T B 3amycke ayTodaronuTo3a Mp1 aKTUBHOM CHYDKEHUM
colepKaHMSI B TKaHSIX TIMKOreHa. JIOJKHBI JT MBI pa3BU-
BaTh TEOPUIO O TOM, UYTO HEOHATaJIbHbBIE M (DOPMBI «I10CTIE
roga» MMEIOT pa3Hble IAaTOreHeTMYEeCKUe MeXaHW3MBI?
CeromHsl HET MaHHBIX, MOATBEPKIAIOIINX JAHHOE TIpes-
TOJIOKEHHE, HO TTPY 3TOM HeJTb3sT UICKITIOYMTD TOTO, UTO TIPH
BIIP/l BoccraHoBIeHMEe OOMeHA TJIMKOTeHa C IOMOIIbIO
39T BKIIIOYAET TPAH3UTOPHBIN MEXaHU3M ayTo(aronnuTosa.

Ha MonekynsgpHOM ypoBHe HapylleHue (HyHKIIMO-
HaJIbHOTO COCTOSTHUS KJIETKU OTPakaeTcsl MHOTOUMCIIEH-
HBIMU CTPYKTYPHBIMU M3MeHeHUSIMU. [1prcyTCcTBUE MYJTh-
TUBE3UKYJISIPHBIX Tejell B KyJIbTypax (puopobi1acToB
MalKMeHTOB ¢ 00J1e3HbI0 [ToMITe CBUIETETLCTBYET O pa3py-
meHnu B anmapate [onbmku. JJaHHbIe U3BMEHEHUS acCco-
LIMAPOBAHBI ¢ MOTU(UKALIUSIMU B pacIIpee/IeHUN peliern-
topoB CI-MPR [34], cocenctByromero ¢ mapkepoMm LC3
ayrodarocoM. DTo yKa3bIBaeT Ha OpraHU3aOHHBIE TIe-
PECTPOMKYN TPAHCIIOPTHOM CUCTEMBI amrapara [onbmKu
U pacripeieJIeHUsI TU30COM, IepPeTPYKEHHBIX TTMKOTEHOM.
IMocnegHee HeobxomuMo yuuThiBaTh npu 39T, Tak Kak
3(HEeKTUBHOCTL BBOOAMMOTO (epMeHTa ompenesseTcs
CIIOCOOHOCTBIO PeLENITOpa MHTETPHUPOBATh €T0 B JIM30CO-
Mbl. Uto cnenyer oxugath ot 39T B ciiydae, eclii perer-
TOPHI OTCYTCTBYIOT?

B xone nsyyenust matoreHesa 6ose3nu [lomre u, cie-
JIOBaTeIbHO, TOHMMAaHWS TAKTUKY TepaIri, BCTAET LIEJIBIIA
psiI BOIpocoB. [1epBocTernneHHBIM SIBISIETCS] BOIIPOC O TOM,
HACKOJIbKO 0one3Hb ITomriie ogHOpogHOe 3abojieBaHME.
He MeHee BaxXHBI 11 IpyTHE BOIIPOCH: K KAKUM MeTab0 -
YeCKMM TMOCJEACTBUSIM NPUBOIUT ayTo(darolmTo3; Ha-
CKOJILKO O0OpaTuMBbI IaTOJIOTUYECKHE TPOLECCH IpU
MpoTrpeccupyonieM ayTodarouTose; UMEIOTCS JIM U Ha-
CKOJIBKO 3((EeKTUBHBI pereHepaTOpHbIE BO3MOXHOCTHU
MBIIIEYHBIX BOJIOKOH B cirydae 39T, CyIIeCTBYIOT JI UHBIE
TepaneBTUYECKNE TTOAXOAbI, OCHOBAaHHBIE Ha PETYJIsSINN
BHYTPUKJIETOYHOTO TPAHCIIOPTA U YCTPaHEHWSI aHOMAJIHIA,
COMPSIKEHHBIX ¢ TIpolieccoM ayrodaroumTo3a? He3aBucn-
MO OT BaXKHOCTH TePEYNCIIEHHBIX TTPOOJIEM TSI TOHNMa-
HUS TIaToreHe3a OoJie3Hn [lomIte KIMHMLMCT IOJIKEH
TBEPAO 3HATh, YTO 3aJIOTOM yCIieXa JeUeHUsI CIyKaT paH-
HHue auarHoctuka m Hadaiao 39T (mo Toro, Kak paso-
BBIOTCSI CTPYKTYPHBIC KJICTOUHBIC HAPYIICHMST).

TepaneBTrnyecKre BO3MOXKHOCTH Npu 00J1e30u [Tomne

Cerogus 39T pekoMOMHAHTHBIM (pepmMeHTOM GAA
(rhGAA) siBisIeTCSI eTMHCTBEHHBIM TOCTYITHBIM CIIOCOOOM
JICYCHHUST, OMOOPEHHBIM MEXIYHAPOTHBIMUA METUIIMHCKY -
Mmu coobmectsamu CIIA (FDA, 2006) u Esporniet (EMA,
2006). Iponprxennio 39T crocoGCTBOBAIA IEMOHCTPA-
LIST aICOPOIINH «JICYCOHOTO TIIMKOIIPOTENHA» pelieITopa-
MM KJIETOYHOIT MeMOpaHBI, OTBETCTBEHHBIMU 3a 3HIIOLIM-
T03. PepMeHT, 10OABICHHBIN B KYJILTypy (pHOpOOIACTOB
IMAIIMEHTOB, CITOCOOCTBYET OUMIICHUIO KIIETOK OT HaKOII-
JreHHoro rukoreHa. [puaum 39T cocTonT B 3aMeIlieHUN

in situ HemocTarIero (pepMeHTa TIIMKOIIPOTEUHOM, CO-
3IIaHHBIM TIpY ITOMOIIN TeHHOM MHXXKeHepUH. BBemeHHBIN
BHYTPUBEHHO 3aMECTUTEIIBHBIN TJIMKOIIPOTEHH COCIMHSI-
ercd ¢ peuentopoM CI-MPR, koTopbIit obecrieunBaeT ero
BHeIpeHue B Iu3ocomy. Jist mtonydeHus hepMeHTa OBLIO
MpeaIoXeHo 2 crnocoda: 1-if — cMHTe3 peKOMOMHAHTHOTO
GAA dbepMeHTa HAUMHAETCST TTOCITE BKITIOYSHUS JOTIOTHM-
TEJILHOTO TeHa YeJIOBeKa, OTBETCTBEHHOTO 3a BHIPAOOTKY
Kucoi a-rmoko3nnassl (GAA) B KIETKU SIMIHUKOB KH-
taiickoro xomstuka (CHO) [35]; 2-i1 — ImyTeM 3KCIIpeccuu
¢depMeHTAaTUBHOI aKTUBHOCTH (-TJIFOKO3MIA3EI B MOJIOKE
TpaHCTEHHBIX KPOJIMKOB (tgGAA) ¢ TTOCIe YoM BhIIe-
JIeHreM 13 Hero 1 ounctkoil rhGAA [36]. TectupoBaHHBIE
Ha MOJIEJISIX XKMBOTHBIX TTOJTydeHHBIC (DePMEHTHI ITOKA3aJIN
OIMHAKOBYIO IIPOHMKAOIIYIO CITOCOOHOCTD, B aIeKBaTHBIX
J03aX YMEHBIIIAs N30BITOK IIMKOTeHA B JIM30COMaX CEepIlia,
CKEJICTHONM U TJIAIKOW MYCKYJIATyphl, a TAKXKe B IICYCHHU.
[Tpu ncnionp3oBaHN hepMeHTA IS JICYSHMS MOIETbHBIX
MBIIIEH OBUIO ITOKA3aHO, YTO B 3aBUCUMOCTH OT BBOIUMOM
03Bl 3DGMEKT aerpamaiy TJIMKOTeHa OBLUT pa3HBIM IS
MBIIIIBI cepalla, MeYeHn U cKeJIeTHbIX Mbit [37]. TTpu
BBegeHUn GAA-/- MomenbHbIM MbIIaM rhGAA 1Mo
20 MT/KT/Hen B T€UeHHE 5 MeC TTOKa3aHO, YTO CKeJIeTHAs
MBIIIIIIA YCBaMBaeT 3HAYMTEJBHO MEHbBIE (hepMeHTa IO
CpaBHEHUIO C cepalieM U nedeHpro. Comep:kaHue TIIMKOTe-
Ha Tajajio MeHble 4YeM Ha 50 % Wi He MEeHSUIOCh BOBCE.
Yeemmuenue 1036l 10 100 MT/Kr/HeI TPUBOANT K KIIMPEH-
Cy TJIMKOTeHA M3 CKEJICTHBIX MBI TPUOIM3UTEILHO Ha
75 %, a B TKaHSIX Cep/lia [IMKOTeH MPaKTUYECKHU He OIpe-
NeISIeTCSI. YUMTBIBAsI, YTO Ha JAJIEKO 3allleAIINX CTATUsIX
00JIe3HN TPAKTUYSCKU OTCYTCTBYIOT BHYTPUKIICTOUHBIC
CHCTEMBI IIPEIN30COMAIBHOTO TPAHCIIOPTa M TPAHCIIOPTa
B armmapare [onpmku (puc. 4) o6cyKmaeTcst BOIpoc 0 01o-
nJoctyrmHocTH perientopoB CI-MPR, onpenenstroniyx mpo-
HuUKHOBeHUe ThGAA B Tu3ocomy.

IIpu ncnonp30BaHUM y YeioBeKa O6osiee 3(hGheKTUB-
HBIM OKa3aJIcs (DepMEHT, TTOJIYICHHBIH TP CHHTE3¢ STUd-
HUKaMU XOMSTIKOB [38] M UMEHHO 3TOT peKOMOMHAHTHBIA
depMeHT (0-TTI0K03MIa3a) ObIT PEKOMEHIOBAH TS KIIH -
HUYECKOTO MCITOIb30BaHMS. B KOHEUHOM HUTOTe TaHHBIC
WCCIIEIOBAHWI Ha XKWBOTHBIX ITO3BOJIMJIN OIPEICTUTD
OITHMAJIbHYIO JO3MPOBKY ITIperrapara IJjIs JejloBeKa —
20 MT/KT BHYTpUBEHHO, 1 pa3 B 2 Heq.

AddextuBHocTs 39T npu BITP/ yXe m3BecTHa He-
CKONBKO JieT. Pesynbrarhl teuennst 39T npu BITI ctamm
npoctyrHbl HaunHas ¢ 2010 . TTokaszaH gpamMaTUIHBIN 3d-
¢eKT y MaMeHTOB ¢ TMIePTPOPUIECKOl KapanoMuoIa-
Trei [39]. B OonpIIMHCTBE CiTydaeB B TeUeHME HECKOIBKIX
HeJeJIb HaOIIoIaeTCsl HOpMaIM3aus padoThI JKeTyI0YKOB
cepalia ¥ yMEeHbBIIeHNE X 00beMa 10 JaHHBIM 3X0rpaduu.
BeokmBaeMocTh — INIaBHBINM MOKa3aTellb 3((OEKTUBHOCTH
nedyeHus mauueHToB. [1pu ectectBeHHOM TeueHun BITP/]
CMepTh OOBIYHO HACTYITAeT B TEUCHHUE TOIa, B TO BpEeMS
Kak Tpy HazHauyeHn” 3D T Bce MaIMeHTHI 3a TOT XKe CPOK
HaOJIOAEHNST OCTATUCh KUBHI [40]. BOIBIIMHCTBO IOHBIX
MMaIlIEHTOB B Pe3yJIbTaTe JICUCHMST OTMETWIN YIydIleHUe



Jlexyuu u 0630pu!

HepBHo-MblweYHbie
BOJNIE3HH

I IT II1 v v
PaHHue Pa3sepHyTble QOuHanbHas
cTagun cTagun cTagma

Puc. 4. Ilpoyecc usmenenus pasmepos Au30coM ¢ NHOCAOYIOWUM paspylie-
HUeM KAeMOYHbIX CIPYKMYD MbleUHO20 8010KHA NO MePe NPOZPeccuposa-
Hus 6oae3nu [lomne (cxema no Raben u coaem., 2007). Ha pannux (I u I1)
cmaousix 8bl0eAsSIOMCs BAKYONU C 2AUKOZEHOM, 3ameM YeaueHHble 6 00semMe
AUB0COMBL KOMPPUMUDYIOM COKpamumensHbie cmpykmypul. Ha pazeeprymoii
(111 u IV) cmaduu 6one3nu Hapywaemcsi HOpMAAbHASL APXUMEKMOHUKA
KAeMKU, HAPYUWAIOMCsl COKPAMUMenbHble CIMPYKMYypbl U CUCIeMd GHYMpPU-
KAEMOYHO20 MPAHCNOPMA BCAe0CmBUe NOSGAeHUS AYMOpAazocom U pazeumusi
aymoghacoyumo3sa. Ha gunanvroii (V) cmaduu ucuezarom éce Kaemoumvie
CMPYKMYypbl, He 0CMAAsIsl WAHCO8 05l RPOUECCa peeeHepayuu KAemKu

MOTOPHBIX (DYHKIINIA, He TPeOOBAIN BEHTIIISIIMOHHOM O~
IEeP>KKA U CMOTJIM OCBOWTH HaBBIKW CHUICHUS, CTOSIHUS,
a TaKke XombObl. Bee nccnemoBaTe eMMHOMYIIIHBL B TOM,
YTO YeM paHbIIIe HAYaTO JICUCHNE, TEM BBIIIIE ero 3(PheKTHB-
HocThb [1]. OgHaKo Jajaeko He Bce IeTH OAMHAKOBO OTKIIM-
katotcst Ha 39T, B psize cirygaeB ormicaHbl HApYIIIEHUS peui
W CHIDKEHME CIIyXa. BBISBICHBI MAIlMEHTH YCTOWYWBBIC
K Teparmu, 9TO MOXET OBITh CBSI3aHO C TTOSIBJICHIEM aHTUTET
IIPOTUB PeKOMOMHAHTHOTO (pepMeHTa (CTaTyC Pe3UCTEHT-
HOCTH 3a CUEeT MEePEeKPECTHON MMMYHOJIOTUIECKON peak-
i) [41]. [Ipu HeoHaTaNBHBIX (hopMax BO3MOXKHO IIO-
Bpexnenne IIHC, cBa3aHHOE ¢ TeM, 4TO HE3aBUCUMO OT
mpomeHus XXu3Hu 1pu 39T BBomMMbIi (hepMEHT HE TIPO-
HHUKaeT Yepe3 reMaTosHIIe(aInIecKuii bapbep.

RnuHu4ecKue uccneaoBaHusa o-rnoKo3uaasnol

npu no3anei thopme Gonesuu Momne

Ienecoobpasznocts ncnonb3oBanusg 3DT npu BITIT]
OYeBUIHA, HO OICHKA ee 3(PDEeKTUBHOCTH ellle TpeOyeT
TIOTIOJIHUTENIPHBIX HMcclIenoBaHuid. JIOCTYITHBI OaHHBIE
KJIIMHUYEeCKMX ucciienoBanuii mo aeyeHuro BITII/ ¢ uc-
IMOJIb30BaHMEM pa3HbIX 103 30T (a-IIIFOKO3Uaa3kl), IPo-
BoauBIiauxcyg ¢ 2010 &

Uccnenosanne LOTS

OcCHOBHBIE pe3yJIBTaThl TTOJYYEHBI B XOIe MeXIyHa-
POTHOTO KIIMHMYECKOTO MYJBTUIIEHTPOBOIO IuIaled0-
KoHTposmpyeMoro ucciaegoanuss LOTS, mpoBeaeHHOTO
B CIIIA n EBpone, mponomkasierocst 78 Hen. B nccnemo-
BaHUM ydyacTBoBasn 90 ManMeHTOB B BO3pacTe cTapiie
8 J1eT, He yTpaTUBIINX HABLIKOB CAMOCTOSTEIILHOTO TTepe-

IBIDKeHUS (X0ombba Ha paccTossHUe He MeHee 40 M B Teue-
Hue 6 muH), nokazateau MKEJ] y KoTOpbIX B ITOIOXEHUT
cuas coctaBnsiv ot 30 1o 80 % OT HOPMBI U CHYKAJIMCh
Ha 10 % u GoJiee B MOIOXEeHNUHM jexa [42].

OCHOBHBIMU MapaMeTpaMU oleHKU 3ddekra 3DT
ObLIM: TecT Xoap0bl Ha 40 M B TeueHue 6 muH (6MWT)
n ®XKEJI B nonoxennu cuas. JJomoaHUTEIbHbIE KPUTE-
PUH BKITIOYAJIN OLICHKY CHJIBI CKEJICTHBIX MBIIIIII, TBUTA-
TEeJBHBIX (DYHKIIWI TP XOAbOE IT0 JIECTHUIIC YOJITOHA;
HCCIeTOBaHNEe OMOXMMUYECKHNX ITapaMeTpoB (YpOBEHB
K®K u ypoens anturen mpotuB rhGAA), OIleHKY Kadec-
TBa XXU3HU. Pe3yabTaTel MOKa3ajalu CTaTUCTUYECKHU TOCTO-
BEepHOE YIIy4YIIIeHe OCHOBHBIX ImapamMeTpoB. Ciemayer oT-
METUTb, 4TO yiy4diieHue Tecta 6MWT oTMedeHO B IiepBbie
26 HeJ Tepanuu, IpUYeM B IIOCIIEAYIOIIMe 52 Hell aHAJIU -
3UpyeMble TOKa3aTesd yAep>KUBaJIMCh HAa JOCTUTHYTOM
YPOBHE.

B rpymrre miamne6o v rpymme narrueHTOB, MOTyJIaBIINX
JIledeHue, Mo0oYHbIe 3 (MEKTH HAOMIOOAINCH TTPUMEPHO
C OMWHAKOBOM YacCTOTON M OBLIM B OCHOBHOM CBSI3aHBI
¢ miporieaypoit epdysuu (23 % B rpyrre iale6o MpoTHB
20% nony4aBiuux jedeHue). B obeux rpymmax y 5—8 %
MaIEHTOB TaK:Ke OTMEYAIVICh TOJIOBHBIC OOJM, MECTHBIC
KaTapaJbHbIC pEaKLMU CO CTOPOHBI HOCOBOW IOJIOCTHU
¥ IJIOTKH. B OTHEIBHBIX CITydasx HaOIOMAICh KparTMBHULIA,
MOKpacHEeHUE JIN1IA, TUTIEPTUAPO3, OIIYIIEHNE «CTCCHEHUS
B IpyA¥», pPBOTA, TIOBHIIIICHUE WJIM CHIDKEHIE apTepHATbHO-
ro nasneHust. Y 3 (5 %) nauueHToB Ha (DOHE Teparuu pa3Bu-
JIach TsDKeMast aHabrIakTiaIeckast peakiyst. OmuH TallAeHT,
C paHee BBISIBJICHHOI apTepuo-0a3uIsIpHON aHEeBPU3MOM,
TIOTy4YaBIINI JISYCHIE, YMEP BCIICACTBIEC HAPYIICHUS MO3-
TOBOT'O KPOBOOOpAIIICHUSI.

Jlo eyeHNs HU y OMHOTO TAIleHTa He OBLIO BBHISIB-
JIeHO crienmduueckux aHTtuTes mpotuB depmenTta (IgG
anti-GAA). Ha ¢one medeHnst Bo Bcex ciayvasix oOHapy-
XKWBAJIUCh aHTUTEeNIa. BpeMsl pa3sBUTHS CepOKOHBEPCUU
B CPEITHEM COCTABJISLIO 4 Hell, BpeMsI JOCTYDKCHUSI MaKCH -
MaJIbHOTO WHAWBHUAYAJbHOTO YPOBHSI TUTpPa aHTUTEI
B cpemHeM ObUTO 12 Hem; cpemHU YPOBEHD MOBHIIIICHUS
tiTpa aHTuTen cocrasuia 1:6400 pu pasopoce ot 1:200
1o 1:819 200. He BuISIBIIEHO CBSI3U MEXKIY TUTPOM aHTUTEN
U IBUTaTeIbHBIMU BO3MOXHOCTSIMU 110 TecTy 6MWT unu
noka3zatesiMu O2KEJL.

OTKpbITBIE 00CEPBANIOHHBIE HCCIIEIOBAHUS

OcrasibHBIC PE3YNIBTAaThl 110 OLIEHKe 3(h(PeKTUBHOCTH
39T mosy4eHsI B X0 OTKPHITBIX 00CEePBAIIIOHHBIX UCCIIE-
moBaHuii. ¥ 44 maumenrtoB, ctpamatommx BITITO pa3s-
HOU CTETTeHM TSDKEeCTH, HAaOJTIOMaBIIMXCS B TeUeHHUe 12 Mec,
OTMEUEHO 3HauYMTeJIbHOEe yiydineHne 1o TecTy IoBepca,
ypoBHio K®K un tectry 6MWT [43]. JIpyrre nokasareinu,
HCIIOIB30BaHHBIC TakKe B uccinenoBannu LOTS, He n3me-
Hsutch. B HabmogeHun 36 mauyeHToB Ha (poHe Teparuu
B TeUCHHUE 3 JIET OTMEUCHO 3HAYNTEILHOE YIyUIlICHIEe TBH-
raTejibHbIX BO3MOXHOCTEH 110 TecTy 6MWT 1 nmokasateisim
®XKEJI B mepBble 12 Mec, crabwim3aumst rokasartelieit
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K 24-My MecsILy 1 YXy/IIIeHUEe TTOKa3aTesei K 36-My MecsIiLy
HabmoneHus [44]. IMepeHOCMMOCTD JieueHUsT OblJla XOPO-
e, OTMEYAINCh He3HAYUTEIbHBIE HecCIenu(uIecKue
TPaH3UTOPHBIC TTOOOUHBIE 3 (PeKThI. TUTp aHTUTET BapbH-
poBan ot 1/1600 mo 1/12 800, 1 TOIBKO Yy 2 MHaLIMEHTOB
OH OKazaJIicsl 4pe3MepHO IMOBBIIIEHHBIM — 1/204 800
u 1/809 200. /IBa mamieHTa BBIOBLIN M3 MCCIICIOBAHMS —
1-i1 B cBsI3M ¢ OTCyTCTBHEM 3h(PeKTa, 2-i1 — B CBA3M C Upe3-
MEPHBIM TTOBHIIIICHAEM TUTPa aHTUTE]L.

B npyrom mccienoBaHuuU JUIMTEIbHOCTBIO 36 MeC 10/
HaOJIoIeHNEeM Haxoauinch 24 marenTa (7 IMOIpOCTKOB
1 17 B3pOCIIBIX), Y KOTOPHIX ITOTY4EHBI CXOXKIE Pe3yIBTaThI
tectoB 6MWT u nectHuiibl YOATOHA, a TAKXKe OTMEYeHa
CTa0MIM3aLMSI bIXaTeIPHBIX ITOKa3aTeleli, ITOATBePIB-
Iasi JTaHHBIE TIPEIBIIYIIUX UCCenoBaHmit [45].

B npomorckasmiemcst 3 roma OTKPHITOM HCCISIOBAHNT
5 TaIMeHTOB B Bo3pacTe oT 5,9 mo 15,2 roma ¢ mpenmyIiec-
TBEHHBIM BOBJICUCHMEM CKEJICTHBIX MBIIIII BEISIBJICHBI CTa-
OMIM3alIns TbIXaTeIbHON (DYHKIINY, YBEIMICHNE MBIIIICY-
HOU CHJTBI IIPYA OTCYTCTBUM ITOOOYHBIX PEAKIINA, CBSI3aHHBIX
¢ nepdysueii [46]. Tonbko y 2 matmeHToB TMTp anTuTen IgG
MPOTUB PEKOMOMHAHTHOIO (hepMeHTa ObL1 Bhile 1/6000,
a B OCTIBHBIX CITyJasix He mipeBbimait 1/1000.

Taxke TIpoBOAMIICS KOPPEISIIIMOHHBII aHAIN3 CHIDKE-
HUST CWJIBI MBIIII] C TTOKa3aTe MU (DyHKITMOHAIEHOTO CO-
CTOSTHUSI M BBIPAXKEHHOCTBIO XKMPOBOM WH(MUIBTpALINT
MbI 1o JaHHBIM M PT 1o v mocie neueHus. HaGmoneHnne
3a 11 maumenTamu ¢ BITIT B Bo3pacTte 11,2—54,2 roma mipo-
JTOJDKAJIOCh 2 TONIA ¥ IIOATBEPAMIIO VIydIleHIEe TTOKa3aTeeit
6MWT (Ha 11% B nepBbie 6 Mec 1 Ha 8 % B moC/IenyIOLINE
MecsIbl HabmoneHns) [47]. BeisgBieHa IOMOXUTEIBHAS
KOPPEJISIIINS MEXKIY CHITOI 1 00BEMOM MBIIIIII TS TIEPESTHIX
MBI Oeapa v rojeHu. [IpoTuB oxumaHuss 00beM XXHUPOBOI
TKaHU B TECTUPYEMBIX MBIIIIIAX B IIEJIOM YBEIMIMJICS 3a
BpeMsT HaOJTIONEeHNST, HECMOTPST Ha IIPUPOCT CHJIBL.

MexayHapoaublii peructp 0ose3nun Ilomne

Ilo manHbIM MexXnyHapogHOTO perucrpa 00Je3HU
IMommre B 2004—-2009 IT. B perncTp OBUTM BHECEHBI 742
nanueHTa, npuaeM 520 (70 %) uz Hux umenu BITIA; 39T
Obl1a HazHaueHa 578 (78 %) GonbHbix [48]. B mpencras-
JIEHHOI1 0a3e JaHHBIX HET CBeAeHUI 00 3(p(PeKTUBHOCTU
1 TIEpEHOCMMOCTH JICUCHUSI, a TAKKE TeUCHNUU OOJIC3HM.

HoBble mepanesmuyeckue paspabomxu

[NpuBeneHHBIC BEIIIE Pe3YJIBTaThI ITOATBEPKIAIOT 3¢-
(EeKTUBHOCTD 0-TJTI0K03uAa3bl y 60abHbIX ¢ BITIT/ B Bume
VIIyJIIEHUs] JBUTATEIbHON M JBIXaTeNbHON (DYHKIIUIA.
[TosryyeHHBIX pe3yabTaTOB HEAOCTATOYHO IS OKOHYa-
TEJILHOTO CYXIEeHUS O TOM, HacKoabko 39T ocTtaHaBmm-
BaeT MPOrpeccCUpoBaHue OOJE3HU WU TA€T JIMIIb BpEMEH-
HO€ yJIy4IllIeHUE COCTOSTHUSI.

CnemyeT MOMHUTD, uTO ipy 30T B eIMHUYHBIX CJTy4ya-
SIX MOXKET pa3BUBAThCS TaKasl TsKeJ1ast MoOOYHast peakiius,
KakK aHa(pUIaKTUISCKUIA IIOK.

[MaumeHTaM, He MMEIOIMNM KIMHUYIESCKUX TIPOSIBIIC-
HUI, HO KOTOPBIM IIPU CKPUHMHTE OBLT ITOCTaBJICH IHa-
rHo3 Oojye3nn [lomIte B paMKax ceMeHOTro ciaydasi, He
pekomeHmyeTcs: mpoBegeHre 3DT. TakmM mammeHTaM
crenyet peryaspHo oueHuBath MKEJI B mojioskeHUM cr-
I 1 jiexa. [1pyr mepBbIX CUMIITOMAaX U CBOCBPEMEHHOM
nrarHocTuke 6ose3Hu [lomire peKoMeHIyeTCsT HAYMHATh
33T Kak MOXHO cKopee. JleueHIe HEOOXOAMMO TTPOBO-
JIWTH TI0J, HabmoneHueM Bpadya. OcHOBHOM 3amaueit 39T
SIBJIICTCS COXpaHeHNEe (DYHKIIMOHATBHBIX BO3MOXKHOCTEIH
manyeHTa W MpodUIaKTUKa IOBPEXKICHU OCHOBHBIX
MEXaHM3MOB MeTa00IM3Ma KIICTKU.

HepemeHHBIM OCTaeTCsI BOIPOC B OTHOIIICHNH TTAITUCH-
TOB C TPYOBIMU ABUTATETLHBIMU U TSLKETBIMU JbIXaTCTHHBI-
MM HapyIneHusIMA. CeromIHsT OCTYITHBI pe3yJIBTaThl TOJTBKO
1 OTKpBITOTO WMCCIICOOBAHMSI, BBISIBUBIIETO TCHICHIIMIO
K YIYYIICHUO,/ CTAOMIN3AIINI COCTOSTHUS Y 5 MHBAIMIN3H -
POBAaHHBIX TAIIMEHTOB, IEPEABUTAIOIINXCS B KOJISICKE
¥ MEIOIINX TsDKEJIbIe ObIXaTeNIbHBIC HapyIIeHYsI, HaOIr0-
JaBimxcs B TeyeHue roga [49]. Hecmotps Ha To, 4TO 3TO
WCCIIeMOBaHIE HE TTO3BOJISIET 1aTh OMHO3HAYHBIX PEKOMEH-
JAINiA, He0OXOIMMO MH(MOPMIPOBATH ITAIIMEHTA O CYIIECT-
BYIOIIIX TEPANIEBTUYICCKUX ITOIXOMAX M IIPEIJIOKUTh eMy
TpOBeNeHNe TTPOOHOTO JICYCHUSI B TeUCHUE ToIa C Pery-
JIIPHOM KOpPpEKIIMe Tepanmud M KOHTPOJEM COCTOSTHUS
(OLIEHKOM IBIXaTeIbHON (DYHKIMHM W IBUTATEIBHBIX BO3-
MOXHOCTel). JledeHre CllemyeT TPOIOKUTH TOJIBKO TTOCIIe
OOBEKTUBHOTO TIOATBEP>KICHISI YITyIIIIEHISI COCTOSTHIST VTH
10 KpaiiHei Mepe ero cTabuIn3alu.

39T — OTHOCUTEILHO HOBHIN METOI JICUeHHS O0JIe3-
Hu [Tomrte. B cBsI3u ¢ 3TM BOTIPOC O IIMTEIIBHOCTH JIeUe-
HUS CTOUT CETOIHS TTepel KaXKIbIM ITallueHTOM, IToIyJa-
oMM Tepanuoo. He mmocaenHion poirb B pellleHUH 3TOTO
BOIIPOCA WTPAET COOTHOIIECHHE CTOMMOCTh/3(h(PEKTUB-
Hoctb 39T nipm BITII/I,.

7151 cBOEBpEMEHHOTIO TPEAOTBPAIIECHUS BO3MOXKHOM
aHadmwIakTHIecKoit peaknuu 39T ciemyeT IMPOBOIUTH
C COOIOIEHNEM MaKCHMAJIBbHBIX MEp ITPEAOCTOPOKHOCTH.
HauanbHast ckopocTs BBemeHUSI — 1 MI/KT/4, C TOCIe-
IYIOIIUM YBeJIWYeHHEeM Ha 2 MT/KT/4 Kaxmble 30 MUH,
0 MaKCUMAaJIbHO [IOIYCTUMON CKOPOCTH BBEICHMUS
7 mr/kr/4. Bo @paHnuy nepen JiedeHEeM 00s13aTeTbHBIM
CUMTAeTCs BHECEHHE TTAlIMeHTA B PETUCTP C ITOCICAYIOITNM
MpeaoCTaBIeHUEM Kax ible 6 MeC JaHHBIX O €0 COCTOSIHUM.

B03MOiKHbI IU aNbMepHAMUBHbIE NOAXO0AbI

B neyeHuu 6onesnu Momne?

HOBblllleHPIe J103bl 3AMECTUTEJ/IBHOT'O d)epmeHTa

CIIOC06CTByeT YBECIMYCHHUIO CHJIbI CKEJIETHBIX Mblll.lll?

Borpoc o ToM, HacKoIbKO 3¢ (GeKTUBHBI OBBIIIIEHHBIE
JO3bI 0-IJTIOKO3NAa3bl OTHOCUTEJIBbHO O6].L[€1'[pI/IHHTbIX BJIE-
YCHUM IIAalIMCHTOB C pPa3HbIMH CbOpMaMI/I M Ha pas3HbIX
cTagusax o0osie3nu [1Tomrie ¢ 1 ECJIbIO YBEJIMYCHUA CHUJIbI CKE-
JICTHBIX MBI, CETOAHA OCTACTCA OTKPBLITBIM. HOKa3aHO,
YTO y INIAaTMEHTOB C I/IHdI)aHTI/IJ'IbeIMI/I d)OpMaMI/I BBEACHUE
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10 Mr/Kr/Hen o-IIOKO3UIAa3bl TOCTATOYHO 3(DGhEKTUBHO
YMEHBIIIaeT JeTo ITMKOreHa, 0COOCHHO B MBIIIICYHBIX BO-
JIOKHax 1-ro timna. MakcnManbHO paHHee Ha3HAYeHHe TIpe-
ImapaTa B YKa3aHHOM [103¢ CTIIOCOOCTBYET IIPEeIOTBPAIICHIIO
KJIETOYHOM mecTpykKumu nipu aedpunnrte pepmenta GAA.
OmHaKo ceromHs B MeauaTpUISCKON MPaKTUKE Yalle MC-
MMOMB3YIOT O03y 20 Mr/KT/Hem, HecCMOTpS Ha TO, YTO HET
CPaBHUTEIBHBIX TAHHBIX 10 MICTIONB30BAaHUIO Pa3HBIX 103 HI
npu BITPI, vy ipu mo3oHux popmax. J1Jist BBIpabOTKM 00-
X peKOMEHIAITNIT HeOOXOMUMBI TOTIOTHUTEIBHBIC MCCITe-
JIOBAHUSI C pa3HBIMM JI03aMH (-TTTIOKO3MIA3HL.

HackoJbko BaKHO paHHee Ha3HAYEeHHe JIeYeHUs

€ MOMEHTA BbISIBJIEHHS IEPBbIX CUMIITOMOB?

MHeHMe 0 TOM, YTO TIPH HATMYUY CUMITTOMOB TEPAITIO
cJeayeT HauMHATh KaK MOXKHO PaHbIIle, BRICKA3bIBACTCS BO
Bcex myOnukamusx. B ¢Bs3m ¢ atMM HeobOxoauMMo paspa-
00TaTh YETKUIA 1 TIPOCTOM aJITOPUTM PaHHEH TMAarHOCTUKI
6ose3nu [Tomme. Ocoboro BHMMaHMS TpeOyeT pa3padboTKa
KPUTEPHEB IUATHOCTUKH U JICUCHUS MEIUICHHO ITPOrPECCH-
pytorux ¢opm BITII. 11t 5TOoro He06XOIMMO ITPOBEACHNE
JTOJITOCPOYHBIX CPAaBHUTEILHBIX MCCIICIOBAHMI C OIICHKOM
€CTeCTBEHHOTO TeUeHMSI 0OJIe3HM, OCOOCHHO C YIETOM e
(eHOTUIIIECKOI TeTepOTeHHOCTH.

Wcnoab3oBath Jiv JONOJIHUTEIbHbIE METObI,

o0Jervyaronue nponnkHosenne rhGAA

B JIM30COMBI?

Ja obneryeHus nmpoHnkHoBeHUsI ThGAA B TnM30c0-
MBI KJIETKH HCCIIETYCTCSI BO3MOXHOCTD MCITOJIb30BaHMS
MoJieKyJ 6enkoB-1anepoHoB [50]. [TomoxkuTeTbHO BIUSIS
Ha BHYTPHMKJICTOYHBII TPAHCTIOPT, IIATIePOHBI CITOCOOCT-
BYIOT BOCCTaHOBJICHMIO 3(D(EKTUBHOCTH (DepMEHTATHB-
HOI1 aKTUBHOCTH, YTO TTOATBEPAMUIIOCH IIPU OOHAPYKEHUN
nx cuHeprudeckoro addexra ¢ 39T in vitro u in vivo Tipu
KOMOMHUPOBaHHOM uctoyib3oBanny ¢ 30T [51]. Knuau-
yeckoe uccienoBanue 11 ¢a3sr 6610 HAYATO, HO, K COXKa-
JICHUIO, TIPEKPAaIIeHO Yepe3 HECKOJIBKO MECSIICB.

Cpenu TpoYnX MOIXOHOB JICUCHUS JTU30COMATbHBIX
0osie3Heil HakoruieHUs1 U 6oje3Hu [lomrie B 4aCTHOCTHU
3aCTy’KMBaeT YIIOMUHAHUS pa3pabaTeIiBacMasi TIepOpaIb-
Hasl Tepamnusi, HampaBjJIeHHasI Ha YMEHBIIIeHHEe o0beMma
IMaTOJIOTMYECKOI0 CcyOcTpaTa M ITOJIYJIMBIIAs Ha3BaHUE
CcyOCTpaTpenyKIIMOHHON Tepanuu (OT aHTJ. substrate-
reduction therapy, SRT). B ocHoBe SRT jeXuT cHIkKeHIe
CHHTE3a ITaTOJIOTMYECKOTO CyOCcTpaTa, ¢ BOCCTAHOBJICHEM
bananca cuaTes/nerpamamnus [52]. Ceromas SRT yxe nc-
nosab3yercst npu 6ose3nu lome 1-ro Tuna.

IlepecmaTpuBaTh Jin METOAMKY CO3AAHUS

PeKOMOMHAHTHOTO (hepmenTa?

Pa6oThI 110 cHTE3y HOBBIX (hOpM (PepPMEHTOB IS Jie-
yeHus 60J1e3HM [Tomrte akTMBHO npomosrkatoTcst. Ceromast
armpoOUpPYIOTCS HOBBIE MOJICKYJIBI IS MCIIOJb30BaHMS
B KIIMHUYECKON ITPaKTHUKE.

flenaemca nu 33T eAUHCMBEHHLIM MEMOAOM NeYeHua?

B mociremHee BpeMsT aKTUBHO BEAYTCS JOKITMHITICCKIES
WCCIIEIOBAaHMS Pa3HBIX BEKTOPOB — CPEICTB ITOCTaBKU
TpaHCTeHOB B KJIETKY [53, 54]. Bexropnl THIia AAV 1 JleHTH-
BHpYyca IPOIEeMOHCTPHPOBAJIN XOPOIIIYIO CITIOCOOHOCTB BOC-
CTaHABIIMBATh aKTUBHOCTH (hepMeHTa. [lapaiiebHo ¢ 3TuM
Ha MOJIEIBHBIX JIeTydnX Mblax GAA-KO mokaszaHa elre
6odbI1ag 3GdHeKTHBHOCTL BeKTopa AAV1 B BOCCTAHOBIIEHUU
HApPYLIEHHOW JbIXaTeNbHOU (YyHKIMU, MPUYEM Naxe Ha
JAJICKO 3aIIeIIINX CTaausIx 6oe3Hn. KimmAandaeckue rccie-
JIOBaHMST JAHHOTO BEKTOPa HAXOMSTCS B CTAIUN TUTAHUPOBA-
Hust. CrieyeT ITIOMHUTB, YTO LIEJIBIO JII000M TeHHO Teparin
SIBJISICTCSI BOCCTAHOBJICHME (DYHKIIMM O€JIKa, B TO BpeMsI Kak
KOPPEKIINS y2Ke UMEIOITIXCSI TIOCICICTBHII METAOOTMIECKITX
HapyIIICHWIA B MBIIIICYHOM TKaHH IIPEACTARIISICTCS elie Ooiee
CJIOXKHOM 3a/maveil, TakKe, KaK 1 00bEeKTUBU3AIINAS JTOCTUT -

HYTOTO YITy4IICHUS.

3arniouenue

MHOTOJIETHHIA OITHIT pabOTHI C MAIIMEHTaMU C OOJIE3HBIO
[Tomrie TTO3BOJISIET ClieTaTh BBIBOM: HE3aBUCHMO OT (DeHO-
TUTTMYECKON TeTePOreHHOCTH 3a00JIeBaHNE UMEET CaIMHBIIA
reHe3. Ha ocHOBaHMM KIIMHUYECKOTO CTaTyca pa3Indalor:
HeoHaTtanbHYI0O (popmy, i BITPH — 6one3nn IMomme
C paHHUM Ae010ToM, U TTo3aHI0K0 popmy win BITIT — 60-
ne3Hsb [lomrie ¢ mo3nHUM aebroToM. JlaHHbIe (DOpMEBI pa3-
JIMYAIOTCS TTOIMOPTaHHOCTBIO TTOPasKeHMUsI, BKITIOUast CKe-
JIETHBIE MBILILBI, Ooyiee TspkenbiM TedeHuem Iipu BITP]
U TIPEUMYIIECTBEHHBIM ITTOPasKeHUEM MBI ¥ MEIJICHHO
nporpeccupyoimuM TedeHuem npu BITI/I. KiroueBbiM
METOIOM AUATHOCTUKM 0ojie3HM [TomIie siBiIsieTcsI orpene-
JieHne aktuBHOCTH (pepmeHTa GAA MO0 Mertomuke DBS.
[eHeTHIECKOE MCCITeoOBaHME HE SIBISICTCS 00sI3aTeIbHBIM
IUTSI TMaTHOCTUKW, HO HEOOXOIMMO IJIST BBISIBIICHHUSI HOCH -
TEJIST M MEIUKO-TeHETUIECKOTO KOHCYIBTUPOBAHUS (PHC. 5).
[MonygeHHBIe B IMOCIEeAHEE BpeMsl TaHHBIC O TATO(PU3HO-
JIOTMIECKUX MEXaHM3Max 3a00JIeBaHIST TIOATBEPXKIAIOT, UTO
HaKOIUICHNE TIIMKOTeHA B JIM30COMAX BCIISACTBIE OMAaJUICITb-
HO MyTariu B TeHe GAA IpUBOINT K LIEJIOMY KacKamy CO-
OBITHUIA: YBEIMICHUIO B 00beMe («pa3ayBaHUIO») U Pa3pHIBY
JIM30COM, I€30PpTaHU3aMI BHYTPUKIIETOYHOTO TPAHCIIOPTA
1 MeXXMeMOpaHHBIX B3aNMOICHCTBHIA. 3aIycKaeTcsI IIpoIiece
ayToharommTo3a, MPONCXOINT IIEPEHACHIIIICHNE KIETKU
YOUXWMHWHOBEIMU O€JIKaMi M B KOHEYHOM WTOTe KIJIETKA
MOrnuodaer.

®opma BITTTI iposBasieTcs MpeMyIeCTBEHHO CUMIT-
TOMaMHM CO CTOPOHBI CKEJICTHOI MYCKY/IaTypPhl, HO TIPH 3TOM
He ciIeayeT 3a0bIBaTh O HAKOIICHUHY TJIMKOTeHA U B IPYTHX
TKaHSIX, HAIIPUMEP B CEPACYHON MBIIIILIE, YTO TAKKE BHOCHT
BKJ1a B peHOTUMN 00s1€3HU. KITMHUIIMCTBI JOKHBI TOMHUTD
0 BO3MOXXHOM CYIIIECTBOBAaHWH MHBIX, €IIle HE OIMCAHHBIX
denorunos. Tak, mopaxenue LIHC He xapaktepHO Mt
BIIII/. ITpu 3ToM B MbIHOM Monean GAA-KO 6one3nn
ITomrie 1M30BITOUHOE HAKOIUIEHME TJIMKOT€Ha OOHApYXU-
Baercst u B HeiipoHax LTHC (Mo3zkeuke, CITMHHOM MO3Te
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BOSpaCT nanueHTa

/

< 1roma (dbopma BITPI)

T~

Hannmyne cumnTomoB 601e3HA
ITomrte

T~

Onpenenenue aktTuBHoCcTH GAA

T~

T~

> 1 roma (cdbopma BITIIJI)

/

Hanuune cuMnToMoB, ceMeHbIi
aHaMHe3 0os1e3Hu [Tomme

/

buoricus ¢ onpeneieHueM
akTuBHOCTU GAA

/

/

Muonarus

/

Hedpnmur GAA

/

Ha

/

IIpoBeneHMEe BTOPUYHOTO TECTA
JUUISL IOATBEPKACHUS JUArHO3a

VY nauueHra Her
6osie3nu Ilomre

Puc. 5. Aneopumm ckpunurnea 6oaesnu Ilomne

W YYBCTBUTENIBHBIX TaHTIMAX) [55]. ¥V yemoBeka cxoxkue
U3MEHEHYSI OOHAPYKEHBI B ICHHOM YTOIIIIEHUH CITMHHOTO
MO3Ta, YTO MOKET OKAa3bIBaTh BIMSHUC Ha IbIXaTCIIBHBIC
(yHKIIMH 1 OTIpeAesIsiTh HOBBIE, €Il He OIMCaHHbIC (DOPMBI
3a00eBaHms1. [1OBBIIICHIE BHLKUBAEMOCTH TIpW MHMaH-
TWIBHBIX (popmax Ha oHe 3DT crmocoOCTBYeT IeTaTbHOMY
M3YYCHUIO TIOBEACHUYCCKIX Y TBUTATEIIBHBIX (DYHKIIMOHAITB-
HBIX HAPYILLIEHU B paMKaX JaHHOU MaTOJIOTUH.

Braromapst BHeIpeHUI0O B KIMHUYECKYIO TPAKTUKY
39T, 3¢dpPeKTUBHOCTh KOTOPOI CErOIHSI OYEBUIHA, OCO-
O0cHHO TIpU MH(MAHTUIBHBIX (DOpMax, KayecTBO KU3HU
MMAlIMEeHTOB ¢ 00JIe3HBI0 [ToMITe 3HAUNTEIBHO YIIYJIIAIOCH.
OcrTarotcst mpobJIeMbI ¢ 00beKTUBHU3ALIEH 3 (PEKTUBHOCTH
39T, 0cobeHHO MPU MEMJIEHHOM MPOTPECCUPOBAHUN 00-
ne3Hu. CrnoxuBLLIasics cuTyalus TpeOyeT o0LLei nepeoLeH-
K1 BO3MOXKHOCTEH TepaIlii HEPBHO-MBIIIICIHBIX OOJIC3HEI.
CrremyeT KOHKPETHO OIPEIeISITh 3amadn JedeHns. Bormpoc
O TOM, JIOJDKHBI JIM MBI YIOBJIETBOPSITBCS TOJIBKO CTAOWIIH-
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JnexmpodhusuonoruyecKue Kpumepuu nNporLo3a
npu cuxsgpome luiiena-bappe
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DI'BY «Hayunviii yenmp neeponoeuu> PAMH, Mockea

Konmarxmor: Jlapes Anexcandposna [puwuna DGrishina§2@gmail.com

TIposedenvr pempocneKkmueHbLil aHaAu3 NPOMOK0A08 Inekmpomuoepapuueckoeo (DMT) obcaedosanus om ocmpoeo nepuoda (nepswie 2 Hed
om Hauana 3a0604e6anUs), a MaKice OYeHKa 0CIMAmo4HOI He8poaoU1ecKol cumnmomamukyu y 50 nayuenmos, nepeHecuiux cunopom
Tuiiena—Bappe om 3 mec do 15 aem nazao. Ilapamemput uccaedosarnus n. n. medianus, ulnaris, peroneus u tibialis conocmaensauce ¢ ax-
mopamu HebAa2onPUSMHO20 MeHeHUs. OCIPO20 Nepuo0a U 860CCMAHOBACHUS. YCMAaH08AeHO, YMO OUCMANbHble AAMEHMHOCIU MOMOPHbIX
omeemoe (0M-omeemog) u ckopocmu pacnpocmpanenusi 8030y1coeHuss N0 MOMOPHLIM B0AOKHAM NPOSHOCMUYECKOU 3HAYUMOCMbIO He
obaadarom. C ucnoavzosaruem ROC-ananuza evisienervl NOPO208ble 3HAYCHUS CHUNCEHUS amnaumydst 0 M-omeemoes 0as ecex 4 Hepsos,
00CMOBEPHO C8:A3AHHbIE C PA3GUMUEM 3A001€8AHUSL MANCEAOL CIeNeHU, YeeauteHUeM nepuooos niamo > 2 Hed U 60CCMAHOBAEHUsL 00 803~
MONCHOCIU X00b0bL ¢ onopoti > 1 mec, HedocmamouHbiM 0OMEemoM Ha NAMO2EHEMUHECKYI0 MePanuio, a MaKice ¢ COXPaHeHUeM GbiPaANCeH-
HO020 pe3udyanbHoeo deueamenbHo2o depuyuma 6 omoaieHHOM nepuode 3a604e8anus, mpebyueo 8 0moeabHbIX CAYHAsX NOCIMOPOHHE
nomowu. Iloxkazaro, umo DM seasemes uHgpopmamuenvim MemooomM UCCAe008aHUs, NO3GONAIOUUM 6 DAHHUE CPOKU NPOSHO3ZUPOBAMDb
meuenue ocmpozo nepuooa u ucxod y nayuermos ¢ cunopomom lutiena—bappe.

Karouesnie caosa: snekmpomuoepagus, cunopom luiiena—bappe, npoeno3, ocmamoutvie senenus

Electrophysiological criteria for the prognosis of the Guillain-Barré syndrome

D.A. Grishina, N.A. Suponeva, M.A. Piradov, D.V. Sergeev
Research Center of Neurology, Russian Academy of Medical Sciences, Moscow

The protocols for electromyography (EMG) examination from the acute period of the disease (within the first 2 weeks after its onset) were
retrospectively analyzed and residual neurological symptoms were evaluated in 50 patients who had sustained the Guillain- Barré syndrome
3 months to 15 years before. The EMG results of n. n. medianus, ulnaris, peroneus, and tibialis examinations were compared with the factors
of a poor acute period and recovery. The distal latencies of M-responses (dM-responses) and motor conduction velocities were found to be
of no prognostic value. ROC analysis revealed the dM-response amplitude decrement thresholds that were significantly associated with the
development of severe form of the disease, an increase in the periods of plateau > 2 weeks and recovery capability to walk with the support
of more than for > 1 month, an insuffient effect to pathogenetic therapy, and preserved noticeable residual motor deficit in the late disease
period requiring help from other people in some instances. EMG was shown to be an informative study that can predict the course of the
acute period and outcome in patients with the Guillain- Barré syndrome.

Key words: electromyography, Guillain- Barré syndrome, prognosis, residual symptoms

Bsepexue

Cunnpom Iuitena—bappe (CI'b) — ocrtpas ayroum-
MyHHasI TIOJIMPAIUKYJIOHEeiponaTsi, B paMKaX KOTOPOU
BBIICIISTIOT OCTPYIO BOCTIAIUTEIBHYIO IeMUCTMHU3UPYIO-
myro dopmy (OBII), BcTpeuatomnnyiocss HandoJjee 9acTo
(mo 80 %) u akcoHabHbIE (POPMBI — OCTPYIO MOTOPHYIO
(OMAH) un MotopHo-ceHcopHyio (OMCAH) akcoHamb-
Hble HeliponaThu, fuarHoctupyemsoie B 10—15 % cinyyaes.
Hpyrue dopmsel (cmaapoM Muiepa Puirepa, epBUKO-
dapuHTO-OpaxmanbHasi, OCTpast CECHCOpHasI, OCTpasi TTaH-
nu3aBTOHOMUS, SHIedannT bukkepcradda) Bcrpevaror-
csl KpaitHe peako (oo 3 %).

Knnnnueckue nposiBnenust CI'b: iporpeccupyronmii
CUMMETPUYHBIN BSUIBIA TeTpariape3, OTCYTCTBHE CYXO-
XKWJIBHBIX PehIeKCOB, HApYIIIEHNE TIOBEPXHOCTHBIX U TJTY-
OOKMX BUIOB YYBCTBUTEIBHOCTH I10 TTOJTMHEBPUTUIECKO-
My THUITY, a TaKXKe HelponaTuyecKuii 00JeBOii CUHIPOM.

OOBIYHO 3aboJieBaHME XapaKTepH3yeTcsl MOHOMa3HBIM
TeYeHUEM: TICPHO HapaCTaHMSI CUMITTOMATUKH (10 4 Hem)
CMEHSIETCS TTIEPUOIOM CTAOMIN3AIINH COCTOSTHUST — IJIaTO
(mo 4 Hem), TocIIe Yero HabIIomaeTCs IIOCTEIICHHBIN per-
pecc HEBPOJIOTUYECKOTO MeUITITA.

CT'b otnmuaeTtcs 6J1aronpusTHBIM TPOTHO30M. boJb-
IIMHCTBO MAaIlMeHTOB, KaK IPAaBUJIO, TIOJTHOCTHIO BOCCTA-
HaBJIMBAIOTCA M BO3BPAIIAIOTCS K IPEXKHEMY POMY Ie-
ateabHocTd [1-4]. OgHako y 10—20 % nauueHTOB TeYeHue
00JIe3HN MMEET 3aTSKHOM XapaKTep ¢ MPOIOJIKUTETbHBIM
TIePHOIOM BOCCTAHOBJICHUST HEBPOJIOTHUYECKOTO OePUIIm-
Ta ¥/WIW STTIU30I0M ITOBTOPHOTO YXYIIICHNUS, pe3UCTEHT-
HOCTBIO K ITAaTOreHETUYECKOM Tepanuu [5—6].

CI'b nopaxkaeTt, Kak IpaBUJIO, JUII TPYIZOCIIOCOOHOTO
BO3pacTa, ¥ BOIIPOCH! PAaHHETO BEISIBIICHMS (DAKTOPOB HebJ1a-
TOIIPUSITHOTO TIPOTHO3a TCUCHMST M ICX0IIa 3a00JICBaHMST CO-
MAJIbHO M 9KOHOMMYECKHM 3HAYMMBI. OTIpeeicHre Tal-
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€HTOB, HaXOMSIINUXCS B TPYIIE prcKa HeOIaronpusITHOTO
TeaeHus1 octporo Tnieprioga CI'b, HammpaBieHO Ha cBOeBpe-
MEHHOE TIPOBEICHNE HEOOXOOUMBIX pPeaHNMAIlMOHHBIX
MEPOTIPUSITHIA, BEIOODP ONTHMAILHOTO BIIA K 0ObEMA ITaTo-
TeHETUUYSCKOM Tepalmy, a TakKe OPraHW3allii0 PaHHETO
KOMILIEKCHOTO BOCCTAaHOBHUTEIBHOTO JiedeHNs. Pa3paboTka
KpuTepueB HebmaronpusaTHoro nporHo3a CI'b Heobxoguma
TaKKe C IIEJTBIO BBIIEICHIS TPYIIITHI TTAIIMCHTOB IS OYIYIIIX
HCCIIeIOBAHMIA, HAIIPAaBICHHBIX Ha TTOMCK HOBBIX TePAIIeBTH-
YECKHX ITOIXOIOB, CHIDKAIOIINX PUCK 3aTSDKHOTO TEUCHUS
00J1e3H1 1, COOTBETCTBEHHO, TIOJIOKUTEILHO BIIMSIIOIINX Ha
HCXOMI 3200JICBAaHIST 1 TTOCIICIYIOIIEe KA9eCTBO KI3HU.

B Hacrosimiee BpeMst B MApe aKTUBHO M3YJaeTCsl 3HAUM -
MOCTb KIIMHIYECKUX, IMMYHOJIOTUECKIX, OMOXUMITIECKIIX
" Helipoduanoaornuecknx Kpurepues mporao3a rmpu CI'b.

BoAbIMHCTBO OOLIENMPUHSTHIX KIMHUYECKUX (PaKTO-
POB IIPOTHO3a, UCKIII0Yast (popMy 3aboJieBaHUSI, 110 JaH-
HBIM pPa3HBIX aBTOPOB M COOCTBEHHOTO OITBITa, HE BCETa
YIOBJICTBOPSIOT IIOCTABJICHHOM 3a1ade.

* HecMmoTps Ha TO, 9TO MHOTHE aBTOPHI CXOISITCST BO
MHEHHU O OoJjiee TSDKEJIOM TEUCHUM M HEIOCTaTOYHOM
crerteHr BocctaHoBieHus rmpu CI'b y nmir crapiero Bo3-
pacTa, 3HaU€HHME 3TOTO BO3PACTHOT'O KPUTEPUS BapbUpPYeT
B IOCTATOYHO IIMPOKUX Tpenenaax — ot 40 1o 60 ner u 60-
nee [3, 4, 7-10].

* He BBI3bIBaCT COMHEHMST ACCOLIMALIMS TTPEIIIECTBYIO-
et auapeu, BeizBaHHOM Campylobacter (C.) jejuni, ¢ pa3Bu-
THeM akcoHaNBHBIX (hopM CI'b 1 HemoTHBIM BOCCTaHOBITE-
HUeM IBUTaTtelbHBIX QyHkimii [4, 10]. OgHako auapes
B npemopouaHoM nepuone CI'b MoxeT ObITh 00yCI0BIIEHA
W OpyruMu TIpumauHaMm (potaBupyc, E. coli, Salmonella,
Shigella, mprieM NeKapCTBEHHBIX IIPEIIAPaTOB, JaKTa3HasI
HEI0CTaTOYHOCTH M JIP.), B CBSI3M C UYeM 0e3 TabopaTopHOTO
MMOATBEPXKICHUSI OCTPOTO KAMITIIIOOAKTepro3a (HaJIMdue
aaturen IgA x C. jejuni) cHIDKaeTcsl e IMPOrHOCTUIeCKasT
JIOCTOBEPHOCTb.

» Tsoxenmoe 1 KpaifHe TSKEJIOe COCTOSHHE TTalleHTa
B OCTPOM TIepHOIe He Bceraa ObIBaeT CBSI3aHO C HEOIaro-
MIPUSITHBIM IIPOTHO30M BOCCTaHOBJICHUS.

+ [lepBoHauanbHasl IOJOXUTEIbHAS peakIus Ha
ia3mMadepes He BO BCeX CIIydasiX CBHIETEIBCTBYET O ObIC-
TPOM ITOCJICIYIOIIEM BOCCTAHOBIICHUH.

HMMMyHOIOTHYECKHE M OMOXMMUYECKHE TTPOTHOCTH -
yeckne kpurepunm npu CI'B, Takme Kak ormpeneneHue
YPOBHEiT aHTUTEJI K TAHTJIMO3UAAM TTepruepuIecKX Hep-
BOB, INIMOGMUOPWIIIIPHOTO KHCJIOTO 0eIKa B CHIBOPOTKE
KPOBH, Tay-TIPOTEWHA 1 HeipodmIaMeHTa B LIepeOpOCITH-
HaJbHOM xXuakoctu [11-15], B HacTosiIee BpeMsl JOKa3bl-
BalOT CBOIO IICHHOCTH MOKA JINIIb B paMKaX MCCIIeIOBa-
TeTBCKUX paboT. KpoMe Toro, HEKOTOPBIE M3 3TUX METOIUK
JMOCTATOYHO JTOPOTOCTOSIIIIHN.

Yro KacaeTcst Hepo(pU3HOIOTUN, SAMHCTBEHHBIM TIPH -
3HAHHBIM 3JeKTpoMuorpadmdeckum (BMI) xkpureprem
HeOJIaroIpusITHOTO IMPOrHo3a BocctaHoBIeHUs rociie CI'b
SIBJISIETCSI CHVDKEHUE AMIUIATYABI TACTAIBHOrO M-OTBeTa
(mM-otBeta) < 1 MB, omnpenensemoe wis n. medianus B OCT-

poM nieproze 3adoneBanus [16—18]. OnHako M3BECTHO, YTO
CPEIVMHHBIN HEPB TOCTATOYHO YaCTO IMOABEPKEH KOMITIPEC-
CHUM B O0JIACTH 3aIISICTHOTO KaHajla, YTO B OTCYTCTBUE MH-
dopMalm 0 3HAYEHUSIX aMIUIMTYIBI 10 OOJIE3HW MOXKET
CYIIIECTBEHHO BJIMSITh Ha aHAIM3upyeMbIii DMI -mapameTp:
BO3MOXEH JIOXKHOMOJOXUTEIbHBIN pesyiasraT npu CI'B.
B cBsI3m ¢ 3TMM BO3HMKAET HEOOXOMUMOCTH ITOIPOOHOTO
aHaJIM3a IIPOTHOCTUYIECKOTO 3HAYCHUST aMITUIUTY 1 IPYTUX
mapameTpoB DMI -uccienoBaHmst BceX HEpBOB, BKITIOUCH-
HBIX B CTaHIAPTHBINA MpoTokon obcnenoBanusa npu CI'b
(JTOKTEBOTO, MAJIOOEPIIOBOTO 1 OOMIBIIIEOepIIOBOTO). BEICO-
KIe TeMIThI MOIEPHU3AILINK OTEUYECTBEHHOTO 3PaBOOXPaHE-
HMS ¥ OCHAIIICHMS KITMHUK MEAVIIMHCKIM 000pYIOBaHUEM
MIPYBEJIN K TOMY, 9TO Helipodhm3noIornaeckoe oocaeaoBa-
HME CTAaHOBHTCSI Bce 00JjIee TOCTYITHBIM, a MCIIOIh30BaHIE
OMI -kpuTepreB IporHo3a — MPOCTHIM 1 He CTOJIb 3aTpaT-
HBIM METOJIOM.

Iesn ucciienoBaHUs — YTOUHEHKWE 3HAUMMOCTU CTaH-
nJapTHeIX DMI -TTapaMeTpoB B OTHOIIEHUH ITPOTHO3a Te-
yeHHs ocTporo rmepuoaa u ncxoma CI'b.

Mamepuanbi u Memopbl

B ®I'bY HIIH PAMH 065111 06¢cieqoBanbl 75 nmaim-
eHTOB, mepeHecinx pa3nuyHble popmbl CI'b ot 3 mec
110 36 et Haszaz.

Kpurepun BKITIOUEHMST B UCCIEI0BAHUE: KEHITMHBI
1 MYXUYMHBI B Bo3pacTte oT 14 go 80 JieT ¢ THMUYHBIMU
dopmamu CI'b (OBIIT, OMAH u OMCAH), nnarHoctu-
POBAaHHOI'O B COOTBETCTBUU ¢ Kputepusimu BO3 (1993)
1 Helipodpusnonorndeckumu Kputepusmu R. Hadden
(1998), mepeHecime 3abojieBaHNE OT 3 MeC Ha3a 1 boJiee,
MMOAIHCaBIINEe MTHGOPMUPOBAHHOE COTIache Ha IIPOBeIe-
HHE WCCJICIOBAHUS, Y KOTOPBIX MMEINCH BBIITUCKU M3
UCTOPUM 0O0JIe3HU M TIPOTOKOIBI DMI-ob6ciemoBaHms,
BBITIOJITHEHHOTO B OCTPOM TIepHroe 3a00IeBaHN.

Kputepun uckimodyenus: atunuuHas ¢opma CI'b,
OTCYTCTBHE Pe3yJIBTaTOB IepBUIHOTO0 DMI -00cIenoBaHms
B OCTPOM IIepUOIE, HECOOTBETCTBHUE HEMPOGU3NOIOTH-
yecknM KpurepusMm R. Hadden, xpornueckast comatnaec-
Kas IaTOJIOTUSl B CTaOuM JeKOMIICHCAIIMM Ha MOMEHT
KaTaMHECTUIECKOTO MCCIICIOBAHMUS.

TakuM oO6pa3oM, B aHAJIM3UPYEMYIO BbIOOPKY BOILLIIN
50 (67 %) naueHToB (Tabm. 1).

Bcem 6ombHBIM ITPOBOMMIICS KATAMHECTHIECKII HEBPO-
JIOTUYECKHIA OCMOTP € OIICHKOM BHIPAXKEHHOCTH OCTAaTOUHBIX
HEBPOJIOTMYECKHX HApYIICHUI, BKITIOYAsl OLICHKY IT0 CeBe-
PO-aMEepUKAHCKON IKaJIe TSLKECTH ABUTATEILHOTO Iedu-
mmta R. Hughes (CAIL) [4] 1 Neuropathy impairment score
(NIS), a Takke aHaNMM3 CTeTICHN MHBAIMIN3ALIMH IT0 TITKaJIe
INCAT (Overall disability sum score) [19]. Kpome Toro,
CTETICHb BBIPAXKEHHOCTH ITape30B KOHEYHOCTEH OIICHUBA-
JIach IO CTaHIAPTHOI 5-0aymnbHoI mKane Medical Research
Council (MRC), rme 5 0a/uIOB COOTBETCTBYIOT HOpPME,
a 0 6ayutoB — mapanuay [19].

PerpocniekTBHO M3y4eHBI BHIITUCKA M3 UCTOPHIL 00-
JIE3HW C YTOYHEHHMEeM (POpMBI M TSDKECTH 3a00JIeBaHUS,
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Tabmua 1. Kaunuko-demoepapuueckas xapakmepucmuka Kar4eHHbix 8 uccaedosanue 50 nayuenmos, nepenecuiux CI'b
XapakTepucTHKa ITosyyeHHbIE JaHHBIE
Yuco naiueHToB, abce. (%) 50 (67)
Yucito xeHIuH, abe. (%) 25 (50)
Yucno myxuuH, abc. (%) 25 (50)

Bospact Ha MOMEHT KaTaMHECTUYECKOTO OCMOTPa, JieT, M = SD, (MUHUMYM; MaKCMyM)

Cpok gaBHocTH 3a60eBanust, Me [LQ; UQ]

TlepenecenHast hopma CI'b, KoMuecTBO MalMEHTOB,
a6e. (%)

PesunyaspHblil HEBPOIIOTHYECKMIA TeDUIINT,
KOJIMYECTBO MALMEHTOB, abc. (%)

44 + 15 (16-75)

2,5 et |3 mec; 3 rona]

OBAIT 37 (74)
AaKCOHAJIbHbIE 12 (24)

cuHapom Musuiepa @uiiiepa 1(2)
JIBUTATEJbHbIN 24 (48)
YyBCTBUTEIbHBIN 16 (32)
HopMa 10 (20)

OCOOCHHOCTEH TeYeHUS MEepHUOIOB IIATO M BOCCTAHOBJIC-
HUSI, OTBETa Ha MAaTOTeHETHIeCKylo Tepanuto. [Ipoanamm-
3MPOBaHBI POTOKOJIBI DMI-00cIenoBaHMsI B OCTPOM Tie-
puone (TepBbIe 2 Hel OT Hadajia), KOTOPOe MPOBOIMIIOCH
B YCJIOBUSIX JTADOPAaTOPUY KIIMHUIECKOU HEMPODU3NOIOTHI
®dI'bY HIHH PAMH 1mo cTaHmapTHOM MeTOOWKe OLEHKHN
(GYHKIIMOHAJIBHOTO COCTOSTHUSI TlepupeprIecKux He-
pBoB [20]. Bo Bcex cityyasix oLleHUBAJIMCh Pe3yIbTaThl MC-
cienoBaHus n. medianus (oTBeneHue ¢ m. abductor pollicis
brevis), n. ulnaris (m. abductor digiti minimi), n. peroneus
(m. extensor digitorum brevis) v n. tibialis (m. abductor hallucis)
C OTHOM CTOPOHBI: TEPMUHAJIbHAS JIATCHTHOCTD, aMIUTATYIA
HeraTUBHON (a3bl 1M-0TBETOB, CKOPOCTb PacIIpOCTpaHe-
HMST BO30YKIEHUSI 10 MOTOPHBIM BojiokHaM (CPBwm) B mmc-
TaJIBHBIX ¥ IIPOKCUMAJTBHBIX OT/EIIaX.

IMoxkazaTtenu aHanu3npyeMbix DMI-mapameTpoB corto-
CTaBJISUTACH ¢ KIIMHUISCKMMH (DaKTOpaMU HEOIarompusIT-
HOT'O TeYECHMSI OCTPOTO TTeproaa 1 BocctaHoBieHusT CI'b:

* TsDKeIToi crenieHblo 3abomeBanyst (IV cramus o CALLL);

* HEOOXOOWMOCTBIO B MPOBEICHUU MCKYCCTBEHHOM
BeHTHIISIIMHN JeTkux (MBJI) (V cragus mo CAILI);

* Pa3BUTHEM BETeTAaTUBHBIX Y OYIE0aPHBIX HAPYILICHUIA;

* [UTUTEIFHOCTHIO TIEpUOIa TUIaTo > 2 Hel;

* JJIATEJIBHOCTBIO Mepronaa BocctaHoBieHus Ao 11 cra-
muu o CAII > 1 Mmec;

* HEJIOCTAaTOYHBEIM OTBETOM Ha ITaTOTCHETUYECKYIO
Teparuio B BUIE IIUTSIbHOM CTAOMIM3AIINN COCTOSIHMS
(> 2 Hem) MM TIOBTOPHOTO YXYIIIICHMUS,

* COXpaHEHHMEM B KaTaMHE3¢ pe3UayaJbHOTO IBUTA-
teapHOro Aecunmta < 3 6amia (I cragust mo CALLI);

* HaJIMYMeM B KaTaMHe3¢ HEOOXOIMMOCTH B ITOCTOPOH-
Heil moMomy (> 3 0ajuta B pyKax W/WIM HOTax IO IIKaJe
INCAT).

Matematrueckyto o6paboTKy pe3yIbTaToB IMPOBOAMIIN
¢ TIOMOILIBIO TTaKeTa nporpamm Statistica 6.0 (Statsoft Inc.,
CIIIA). JaHHbIE TIpeICTaBICHBI B BUIE CPEOHUX aprMETH-
YeCKMX 3HAYCHWI W CTaHOApTHBIX OTKIOHeHU (M £ SD),
a0COJIIOTHBIX M OTHOCUTEJIbHBIX 3HaUeHU (B %) it Tipu-
3HAKOB C OTJIMYHBIMUA OT HOPMAJIBHOTO pacrpeneIeHUsT —
B Buze MemuaH (Me) 1 BepxHero (UQ) 1 HIDKHETO KBapTHJIe
(LQ). AHaym3 mporHocTdeckoit 3HaammMoct DMI-mapa-
METPOB OCYIIECTBIISIICS ¢ HcIonb3oBaHneM ROC-ananmsa
maketa rmporpamm MedCalc 12.2.1 (MedCalc Software, benb-
rvst). OLIeHWBAIMCh BeJIMIMHBI Tutomaneit mogx ROC-kpu-
BoIMU (AUROC), 3HaYeHUs] YyBCTBUTEIBHOCTA M CIIELINA-
(runocTy. YunreiBanucek Mmonenu ¢ xoporieit (mpu AUROC
0,7-0,8) 1 ogens xoporueii (mp AUROC > 0,8) mpemckasza-
TEJIBHOM CITOCOOHOCTHIO ITPY ONTUMAJTBHBIX YPOBHSIX YYBCT-
BUTEIBHOCTH 1 CTICLIM(UIHOCTH.

Pe3ynbmambi

Ilpoenocmuueckas snavumocmo aamenmuocmeil

0M-omeemoe u CPBm

B xome nccrenoBaHus ObUIO YCTAaHOBJICHO, UTO TaKHE
HelipodM3noIorniecKe mapaMmeTphl, Kak TepMUHATbHBIC
JateHTHOocT 1M-0TBeTOoB 1 CPBM, mosy4eHHBIE B OCT-
poM miepuroe 3a00IeBaHNS TP UCCIICIOBAHNY BCEX aHA-
JIN3UPYEMBIX HEPBOB, IPOTHOCTUYECKON 3HAYMMOCTHU
B OTHOIIICHWU T€UEHMS oCTporo Iepuona n ucxoma CI'b
He uMeroT. Ha puc. 1 mpencraBieH mpuMep, OTPaskKatoImmit
YPOBEHB CBSI3M pasHBIX DMI-mapaMeTpoB ¢ HaIUIMEM
B OTIAJICHHOM Ileproe 3a00JIeBaHNS OCTATOTHOTO TTape-
3a BBIPAXXEHHOCTHIO < 3 Oajia.

TepmuHanbHbIe MateHTHOCTH 1M-0TBeTOB 1 CPBM 110
maHHbIM ROC-aHanm3a obamany HeyIoBIeTBOPUTEIBHOM
M cpeHeli TipeicKasaTebHoiM criocooHocThio (AUROC <0,7).
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3HauyuMBlil ypoBeHB > 0,7

Hesnaunmbiit ypoBeHs < 0,7

0,1

N. medianus N. ulnaris

—_——

N. peroneus

N. tibialis

3navenust AUROC, mosy4eHHbIE IIPY aHAIM3E CBSI3M JIATEHTHOCTEM M OCTaTOYHOTO Iape3a
3nayenust AUROC, nonydyeHHbIe pu aHanu3e cBs3u nuctanbHbIXCPBM 1 ocTaTouHoro napesa

3nauyeHust AUROC, nosydeHHbIe ITPU aHAIM3e CBSI3U aMILIUTY 1M -0TBETOB U OCTaTOYHOTO Mape3a

Puc. 1. Cpasnumensras oyenxa eeauuurn AUROC, noayuennsix 6 pesyrsmame ROC-ananuza npoeHocmu4eckoil 3Ha4UMOCmu mepMUHANbHbIX AAMeHMHOC-
meit, ducmanvhoix CPBm u amnaumyo o M-omeemog 6 omuouleHuU coOXpaHeHus: Cmoiko2o ocmamo4roz2o napesa < 3 6aanoé 6 omoanserntom nepuode CI'b.
Tloka3zana uckarouumensHas npoeHOCMuUYeCcKas 3HauuMocms amnaumyos: 0 M-omeemos

Amnaumydot 0M-omeemoe u npoernos meyenus CI'b

6 ocmpom nepuode

PaszButue Tskesoit creneHu 3aboneBanus (IV cra-
nust mo CALIl) oka3zanock 1OCTOBEpPHO CBSI3aHO CO 3HA-
YEHUSIMU aMIUIUTYN OTM-OTBETOB, TMOJyYEHHBIX TPU
WCCIEeNOBAHUN BCEX AHAIM3UPYEMBIX IBUTATEIBHBIX
HEPBOB B MepBbie 2 Hep 3aboneBanust. [Ipu aTom Mope-
JISIMU, 00JIaaI0NIMMU OY€Hb XOPOIIIei TpeacKa3aTeib-
HOU CIOCOOHOCTHIO, OKA3aJIUCh 3HAUYCHUS] AMIUIUTY

100

80 ...

60

40

YyBCTBUTENBHOCTD, %

20

0 20 40 60 80 100
CneynounuHocTb, %
m—  N.Mmedianus  sssss N. peroneus
w=w= s N. ulnaris weuws N, tibialis

Puc. 2. ROC-kpusbie, noayuenHoie 8 pe3yavmame aHai3a npeockasamenvHoi
cnocobHocmu 3Havenuil amnaumyo dM-omeemog 6 OmHOUWeHUU pa38umus
1V ecmaduu CI'b no CALLl
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aM-otBeToB < 3,2 1 < 1,4 MB, mosydeHHbBIE TIpU MCCITE-
IOBAaHUM COOTBETCTBEHHO JIOKTEBOTO M 0OIbIIEOEpPIIO-
BOTO HEpBOB (puc. 2, TaOII. 2).

B xone nccienoBaHus ycTaHOBJIEHA 3HAYMMast KOppe-
Jistiyst Mexxmy passutueM V craguu o CALL u 3HaueHneM
amIuuTynsl 1M-otBeta < 0,7 MB, TTOIy9eHHBIM TIpH HC-
CJIeIOBaHUHM JIOKTEBOTO HepBa. JlaHHAsI TPOTHOCTUYECKAST
MOJIeJTb TT0Ka3ajia XOPOIIyIo TIpeacKa3aTeIbHYIO CITOC00-
HOCTB (puc. 3, Tabim. 3).

Ta6nuua 2. Pesynsmamel ROC-aHanusa npedckasamesbHol cnocobHoCMu 3HaqeHut
amnaumyo OM-omeemog 8 omHoweHuu pazgumus IV cmaouu CI'6 no CALL

3HauumbIn

iz Mnowaab e YyectBu- | Cneum-
. noa Tenb- duy-
TenbHbIN " P amnnmygbl
Hepe KpuBon e e HOCTb, HOCTb,
(AUROC) % %
(mB)
N. medianus 0,781 < 0,0001 <28 77.8 71,4
N. ulnaris 0,830 <0,0001 <3,2 77,3 71,4
N. peroneus 0,744 0,0009 <17 78,6 72,7
N. tibialis 0,891 <0,0001 <14 82,6 94,7

MpumeyaHue. 30ece U 8 0cManbHbIx MAabAUYAX KUPHLIM WPUPHMOM 8bldesieHb!

modenu ¢ Haubosnbel npedckazamesbHol CNOCOBGHOCMbIO.
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100 Ta6nuua 3. Pesyibmamel ROC-aHanu3sa npedckazamesnbHol cnocobHocmu 3HaveHut
amnnumyd dM-omeemoe 8 omHowieHuU pazeumus Heobxodumocmu e UBJ1
80 —
X 3HauMMbli
5 Mnowaab YyectBu- = Cneum-
= ABura- nopor
9] . nop Tenb- bunu-
o 60 TeNbHbIN . p amnauTyabl
i Heps KpUBOIA aM-oreera HOCTb, HOCTb,
5 (AUROC) % %
= (MB)
> 40
g
2
2 N. medianus 0,711 0,04 <03 42,9 92,7
20
N. ulnaris 0,734 0,07 <0,7 60 81,6
T T T T
0 20 40 60 80 100
CneunduyHocTb, % N. peroneus 0,671 0,1 <03 57,1 81,4
Puc. 3. ROC-kpugbie, nonyuenHvie 6 pe3yabmame aHANU3A NPEOCKA3AMENbHOU o
cnocobHocmu 3Ha4eHuii amnaumyo oM-omeemoe n. ulnaris ¢ omHoweHuu N. tibialis 0,705 0,08 <0 40 9.9
paszeumusi Heooxodumocmu 6 MUBJT

Ilpu oueHke B3aMMOCBSA3EH 3HAYEHUU aMILIUTY.
IM-0TBETOB C pa3BUTHEM OYJILOAPHBIX U TSDKEJIBIX BereTa-
TUBHBIX HAPYLIEHU, 3HAUUMBIX KOPPEJISILIAIA HE BBISIBICHO.

YCTaHOBIIEHO, UTO OYEHb XOPOLIEH MpeacKa3aTeIbHON
CITIOCOOHOCTHIO B OTHOIIEHUUW YBEJUYEHUS TTPOIOJIKM-
TETBHOCTH TIepUOfa TUIaTo > 2 Hel O0JIafaoT 3HAYEHUS
amruiuTyd 1M-otBeToB < 0,7 1 < 0,9 MB, nonyyeHHbIe IpU
WCCIIeNOBAHNY COOTBETCTBEHHO JIOKTEBOTO U 0OJIbIIIE0ep-
1I0BOTO HEPBOB. DTH K€ 3HAYEHUST aMIUTATY M -0TBETOB
TPY UCCIETOBAHUY JIOKTEBOTO U OOJBIIIEOePIIOBOTO He-
PBOB, a TakKXX€ HEBO30YyAMMOCTb MajoOEepLIOBOTO HEpBa

(T. €. oTcyTcTBUME IM-0OTBETa), OKA3AJINCh CBSI3aHBI U C YBE-
JINYEHWEM TIPOJOJIKUTEbHOCTH TIePUOIa BOCCTAHOBJIE-
Hud 1o 111 craguu mo CAILL > 1 mec. B MeHblLueii crerneHn
MMPOTHOCTUYECKOE 3HAYEHWE B OTHOIIEHUU TEYCHUS TIe-
pUONOB TUIATO U BOCCTAHOBJIEHUS] WMMEET aMILUIATyda
nM-oTBeTa cpeMHHOTO HepBa (Tao. 4).

J1OMOTHUTETBHO B X0/ UCC/IEA0BAHMSI ObUIO BBISIBJICHO,
YTO 3HAYCHMSI aMITIUTYI 1M -01BeToB < 1,1 MB cpemnHHOTO
u < 0,7 MB JTOKTEBOTO HEPBOB SIBJISIIOTCST XOPOILITUMU MOJIE-
JISIMM B OTHOIIIEHWM TPOTHO3a PAa3BUTUS PE3UCTEHTHOCTHU
K MaToreHeTYeCcKoi Tepanuu (puc. 4, Tadm. 5).

Ta6muma 4. Pesyasmamsr ROC-ananuza npedckasamensHoil cnocobHocmu 3Haverui amnaumyd 0M-omeemoe 6 omHouleHUU ygeauUeHus OAUmeabHocmu
nepuoda naamo > 2 ned u goccmarogaenus 0o 111 cmaduu CAII > 1 mec

Tlepuon miato > 2 Hex

N. medianus 0,791 0,04 <1,1 80 76,7
N. ulnaris 0,805 0,05 <0,7 80 84,2
N. peroneus 0,718 0,1 <0 60 91,1
N. tibialis 0,893 <0,0001 <0,9 100 74,4
Ilepuon BoccTaHoBNeHUS > 1 Mec

N. medianus 0,751 0,009 <1,3 77,8 74,4
N. ulnaris 0,884 <0,0001 <0,7 87,5 91,4
N. peroneus 0,827 0,0007 <0 66,7 97,6
N. tibialis 0,884 <0,0001 <0,9 85,7 80
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Puc. 4. ROC-kpusvie, noayuenHslie 6 pe3yabmame aHAAU3a NPeoCcKa3amenbHoil CnocooHocmu 3navenuil amnaumyd o M-omeemoes n. medianus u n. ulnaris
6 OMHOUIeHUU PA36UMUS HEOOCIAMOUYHO20 OMEEeMA HA KYPC NAMO2EHeMUUeCKOol mepanuu

Amnaumydot 0M-omeemoe u npozros

eoccmanoeaenus npu CI'b

BrisBiieHa mocToBepHasl CBSI3b 3HAUYCHUM aMIUTUTYII
IM-0TBETOB, TTOJYYCHHBIX IIPU UCCIICIOBAHUN IBUTATEITb-
HBIX HEPBOB, C COXpaHCHHMEM pE3MIyaJbHOIO ITape3a
< 3 6ay10B B KaTamHe3e (puc. 5, Tab. 6).

ITpu 3TOM 3HaUeHUS aMIUTUTYH AM-0TBeTOB < 2,5 MB
JokteBoro u < 1,0 mB 6osb11e6ep110BOrO HEPBOB OKa3a-
JINCh MOIEISIMU C OYEHb XOPOIIEH IIpemcKa3aTeIbHOMN
CIIOCOOHOCTRIO. B MeHbIIeil creneHn ¢ BBIpaXXKeHHBIMU
OCTaTOYHBIMHM JBUTATEIbHBIMU HApYIICHUSIMA 0Ka3aJI1Ch
CBSI3aHBI 3HAYCHNE aMIUIMTYIBI TM-0TBeTa CpeaIMHHOTO
1 HEBO30YIMMOCTh MaJI00epIIOBOTO HEPBOB.

Kpowme Toro, ycTaHOBJICHO, YTO 3HAYCHUE aMITIATYIbI
nM-otBeToB < 0,7 MB 110 7. ulnaris, monydeHHOe B TIepBbIE
2 Hen 3a00J1eBaHUSI, CYXKUT IIPOTHOCTUYECKOM MOIETBIO

100

80—

60 —

40

YyBCTBUTENBHOCTD, %

]

-
.
.
.
.
-

T ! I
40 60 80 100

CneymndunuHocTb, %

. medianus
N. ulnaris

N. peroneus
p— wu = N. tibialis

Puc. 5. ROC-kpusbie, nonyuennvie 6 pezysbmame aHaau3a npeocKkasamens-
HOIl CNOCOOHOCMU 3HAYeHUil amnaumyd OM-omeemos 6 omHoueHuU coxpa-

HeHUsl BbIPANCEHHO20 OCMAMOYHO20 08UeamenbHo2o degpuyuma < 3 baira
(11 cmadus no CAILL)

Ta6nuua 5. Pesynsmamel ROC-aHanusa npedckazamesbHol cnocobHOCMU 3Ha4eHut
amnaumyo OM-omeemos 8 OmHoWeHUU pa3gumus HedoCmamo4yHo2o0 omeema
Ha Kypc namozeHemuyeckol mepanuu

3HaunmbIn

Tenras Mnowapab nopor YyscTBU- Cneun-
@ nop Tenb- bnu-
TenbHbIN . p amMnAnTyAbl
N KpuBOWN aM-oTeera HOCTb, HOCTb,
(AUROC) % %
(mB)
N. medianus 0,731 0,1 <11 75 75,9
N. ulnaris 0,714 0,1 <0,7 75 88,5
N. peroneus 0,673 0,2 <03 50 86,7
N. tibialis 0,679 0,2 <13 83,3 65,4

Ta6bnuua 6. Pe3yibmamel ROC-aHanu3a npedckazamesnbHol cnocobHOCMU 3HayeHul
amniumyo oM-omeemos 8 OMHOWEHUU COXPAHEHUS 8bIpaXeHH020 0CMAMOYHO20
0suzamesbHo20 Oepuyuma < 3 6anna (Il cmadus no CALLI)

3HauuMbIi

T Mnowaab e YyectBu- = Cneuu-

. nog Tenb- duu-

TeNbHbIN N p aMnAuTyAbl
-~ KpuBOMN T HOCTb, HOCTb,
(AUROC) % %
(mB)

N. medianus 0,760 0,0015 <13 75,00 77,78
N. ulnaris 0,885 < 0,0001 <2,5 80,00 93,94

N. peroneus 0,749 0,005 <0 50,00 97,4
N. tibialis 0,850 <0,0001 <1,0 100,00 66,67
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Pucy. 6. ROC-kpusbie, noayuerHoie 6 pezyavmame aHaAl3a NPeocKa3amenbHoll
cnoco6Hocmu 3HaveHull amnaumyo oM-omeemos 6 omHoueHUU COXPAHEHUS.
HeoOX00UMoCmu 6 NOCMOPOHHEL NOMOULU

C OYEeHb XOpOllel TpencKa3aTesIbHON CITOCOOHOCTHIO
B OTHOIIIEHUM COXpaHEHUs HEOOXOAVMOCTH B ITIOCTOPOH-
Hell momoin B otgajieHHoM nepuoge CI'b. B MeHbIeit
CTEIEeHU C OTPAaHMYECHUEM JBUTATEIbHBIX BO3MOXKXHOCTEM
B KaTaMHe3e OKa3aJlUCh CBSI3aHBI 3HAYEHUS aMIUIUTY/L
IM-0TBETOB CPEeIMHHOTO U OONbIIeOEepLIOBOIO HEPBOB
(puc. 6, Tabi. 7).

B uroroBoii Tab. 8 mpeacraBiaeHbl JOCTOBEPHEBIE TT0-
pOTOBBIE 3HAUYEHUS aMITJIUTYL AM-0TBETOB, MMOJIydeHHbIE
B pe3yJIbTaTe HACTOSIIETO MCCIIeTOBaHMs, KOTOPbIE MOX-

Ta6nuua 7. Pesynemamel ROC-aHanusa npedckazamesbHol cnocobHocmu
3HayeHul amnaumyo OM-omeemos 8 OMHoWeHUU COXPaHeHuUs
Heobxo0uUMoCmu 8 NOCMOopoHHel noMowu

3HaunmbIn

e Mnowaab e YysctBu- | Cneum-
. nop Tenb- duy-
TeNnbHbIN " P amnnvn'ygbl
e KpuBomn aM-otsera HOCTb, HOCTb,
(AUROC) % %
(mB)
N. medianus 0,748 0,03 <13 83,3 714
N. ulnaris 0,809 0,02 <0,7 83,3 86,5
N. peroneus 0,708 0,1 <0 50 90,9
N. tibialis 0,766 0,003 <10 75 711

HO paccMaTpHBaTh B KauecTBe DMI -KputepueB HebIaro-
TPHUSATHOTO IIPOTHO3a TEUSHMST OCTPOTO TIepHUOoaa 1 MCXOIa
CrI'b.

IlpoBeneHHbIN aHaAAW3 MPOAEMOHCTPUPOBAI, YTO
ONITHMAJIBHBIM KPUTEPHUEM, OKA3aBIINMCS CBSI3aHHBIM CO
BceMU (DaKTopaMM HeOJIarOPHUSITHOTO TSYCHUS M ICXO/1a
CI'b m moka3zaBIIMM HAaMOOJIBIINI YPOBEHD TIpeacKa3a-
TEJIBbHOM CITOCOOHOCTH, SIBIISICTCSI 3HAYCHUE aMILIUTYIBI
IM-oTBeTa, MOJYyIYeHHOE IPU MCCIeIOBAaHNH JIOKTEBOTO
HepBa. UMEHHO 3TOT MoKa3areib, 110 HallleMy MHEHHUIO,

Ta6muua 8. [Topozcosvie snavenus amnaumyo 0 M-omeemog, obradarougue npoeHOCMUYeCKol 3HAYUMOCIbIO 8 OMHOUEHUU HeOAa2oNPUAMHO20 MeUeHUs!

ocmpoeo nepuoda u ucxooa CI'b (mB)

Xapakrepuctuku CI'b

TedeHKE OCTPOTO U PAHHETO BOCCTAHOBUTEILHOTO MEPHOIOB

Taxects (IV cragust mo CALLL)
Heoo6xomumocts B mpoeacHuu MBJI (V cragus mo CALLI)

[MpomoKUTEeTLHOCTD NIEPUO/A IJIaTo > 2 Hel,

IMponomkureabHOCTD Tieprona BocctaHoBieHus a0 I11 craguu mo CAILLL > 1 mec

Pe3ucTeHTHOCTD K IMaTOreHeTUYEeCKOM TEpannuunu

OrtnaneHHbIe MOCAEACTBUS

CTOliKMIii OCTaTOYHBIH Mapes3 < 3 6ajuia B KaTaMHe3e

Heob6xoaumocTh B MOCTOPOHHEH MOMOIIM B KAaTaMHeE3e

N. medianus N. ulnaris N. peroneus N. tibialis
<28 <32 <1,7 <1,4
- <0,7 - -
<11 <0,7 - <0,9
<1,3 <0,7 <0 <0,9
<Ll <0,7 = —
<1,3 <25 <0 <10
<13 <0,7 — <10

Ilpumenanue. 2Kupnvim wpugpmom videnervt modeau ¢ Hauboavuieil npedckazamenvholi cnocoorHocmoio (AUROC > 0,8); ocmanvHeie ykaszanHble 3Ha-
uenus 164a10mces xopowumu npoerocmuyeckumu mooeasimu (AUROC 0,7—0,8); «—» omcymcemaue npedckazamenvHo ChocooHocmu.
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Hanbojee MHPOPMATUBHBIN 1 YIOOHBIN IJISI UCITOJIH30Ba-
HUS B KaYECTBE IMPOTHOCTUUECKOTO KPUTEPHUSI.

06cy:xneHue

BolinosHeHHOE UCCleI0BaHWE MTPOrHOCTUYECKOM 3Ha-
YUMOCTH pa3HbIXx DMI -TTapamMeTpoB moKasajio, 4To Tep-
MMHAJIbHBIC JJaTeHTHOCTU 1 BeTmdnHbel CPBM He cBA3aHbBI
¢ HeOJIaronpusITHLIM TEUEHMEM OCTPOTO ITepUoIa U UCX0-
oM ripu CT'B. O1uieHKa 3THX mapaMeTpoB OcTaeTcs 00si3a-
TEJIbHOM Ha 3Tare onpeneacHus GopMbl 3a00IeBaHUS.

Hartre nccnegoBaHue ycTaHOBUIIO, YTO BEAYLIYIO POJIb
B niporHo3e CI'b mmeer Takoii HelipopU3NOIOTUIECKUI
rokasaTelib, Kak aMIuinuTyaa 1M-oTBeTa U CTENEeHb €€ CHU-
JKEeHUS TP UCCIICIOBAHNH A. 1. medianus, ulnaris, peroneus
u tibialis. Tlpyn 3TOM TIEPBOCTENIEHHOE MCITOJb30BaHUE
aMILTUTYA AM-0TBETOB HEPBOB PYK B KAU€CTBE MPOTHOC-
TUYECKOTO KPUTEPUS OOBSICHSIETCS OCOOEHHOCTDIO MaTO-
JIOTUYECKOTO Tpolecca, MPOTEKAIOLIETO B TUMTMYHBIX CITy-
yasx mpu CI'b mo BocxomsiieMy THITY: C TTepBOHAYATbHBIM
BOBJICUEHUEM HEPBOB HMIKHUX, 3aT€M BEPXHUX KOHEYHOC-
Tell ¥ B MOCJIEIHIO0 OUepeb — aKCUAIbHOM W IbIXaTeJb-
HOIt MycKyyatypbl. TakuM 00pa3oM, CT€NeHb MaaeHUs
aMILIUTyaA AM-OTBETOB MPU TECTUPOBAHUU HEPBOB PYK
mpu CI'b oTpaxaeT He TOJIBKO reHepaJIM3aInio IIporecca,
HO M CJIYXUT ITOKa3aTejieM TSKECTU 3a00J1€BaHMSI.

PesynbraTebl HACTOSIILIETO UCCIEI0BAHUS TTOATBEPXKIAET
MHEHHE 3apyOeXKHBIX ABTOPOB O POJIM 3HAYEHUS aMILTATY bl
IM-oTBeTa CpeIMHHOTO HepBa B ITPOTHO3€ BOCCTAHOBJIEHUS
IBATATENbHBIX HapylueHuit [16—18]. OgHako mpu paciim-
PEHHOM aHAJIM3¢ TTPOTHOCTUIECKOM 3HaYMMOCcT DM -110-
KazaTeJieil, TIOJIyIeHHBIX OT 2 HEPBOB PyK M 2 HEPBOB HOT,
0Ka3aJIoCh, YTO OOJIbILIEH MTpeacKa3aTeIbHOM CTOCOOHOCTHIO
Kak B OTHOILLIEHUU HEOJAronpusTHOIO TEUEHUsI OCTPOro
neproa, Tak 1 HermoHoro BocctaHoBneHus npu CI'b 06-
JIaJAIoT 3HAaYeHUs aMIUTUTY 1M -0TBETOB MpU UCCIIeI0Ba-
HUM JIOKTEBOTO 1 00JblIe0eplioBOro HepBoB. [Ipu 3ToM
YCTAHOBJIEHO, YTO 3HAYEHMS aMIUIMTY bl AM-0TBeTa, MOJy-
YeHHBIE TIPU UCCIICIOBAHNH A. ulnaris, ¢ BBICOKOM TOCTOBEP-
HOCTBIO CBSI3aHbI CO BCEMM KJIMHUYECKMMU KPUTEPUSIMU
IJTOXOTO MPOTHO3a, YTO ITO3BOJISIET CIMTATh JaHHBII DMI -
ImapamMeTp Hanbosee MH(POPMATUBHBIM.

B xayecTBe 1eMOHCTpaLMK MPOrHOCTUYECKMX BO3MOXK-
HOCTE MpeasaraeMoro HamMy KpUTEpUsS — aMIUIATYIbI
nM-oT1BeTa a. ulnaris — TIpencTaBIsieM HECKOJIbKO KIIMHU -
YECKHX CJIy4aeB.

B 1a6:1. 9 oTpaxkeHBI OCHOBHBIC XapaKTEPUCTUKH OCT-
poro nepuona n ucxoma CI'b y 4 manmeHTOB ¢ pa3HBIMU
3HAUYEHUSIMU aMIUIUTYAbl AM-0TBeTa, MOJy4eHHBIMU MPU
HCCIIeIOBAaHNHN JIOKTEBOTO HEpBa B IepBbIC 2 HENl OT Ha-
yaJjia 3a00JIeBaHUsI.

IIpeacraBieHHblE KIMHUYECKUE TTPUMEPbI JEMOHC-
TPUPYIOT, YTO YEM HUXKE 3HAUCHUE aMILIUTYAbl 1M -0TBe-
Ta n. ulnaris, TeM XyXe IPOTHO3 TeUCHUs 3a00JICBaHUS
B OCTPOM TEPUOJIE U XyKE BOCCTAHOBJIEHUE NIBUTATEJIbHBIX
dyukuuii. Ilpu comocTaBieHUU 3HAYEHUN aMIUIUTYI
IM-0TBETOB, MOJYYECHHBIX IIPU UCCACIOBAHUM A. ulnaris

MMaIleHTOB, C TIOPOTOBBIMU 3HAYCHUSIMH, ITOKA3aBITNMU
BBICOKYIO ITPOTHOCTMYECKYIO 3HAYMMOCTh (CM. TaOII. §),
cemyeT OTMETHTh, YTO Y BCeX OOJBHBIX YK€ B IIEpPBBIC
2 He 3a00J1eBaHMSI MOXKHO OBUIO TIPEATIONOXUTD JaTbHEH -
ILIME €ro OCOOEHHOCTU TeUeHUsI U ucxona. Tak, y 60Jb-
veIx J. (ammumryma nM-otBeta #. ulnaris 3,2 MB) u @.
(amrmumtyma iM-otBeTa a. ulnaris 2,5 MB) TsKecTb COOT-
BerctBoBaa IV cragum o CAIL, Ho ocTpslii tepuon CI'b
poTeKai oaronpusatHo. [1pu aToM y manmenTta @. otMme-
YeHO HEITOJIHOE BOCCTAHOBJICHUE IBUTATEIbHBIX HAPYIIIE-
Huii. Y 6oabHbIX K. (ammumrtyna nM-otBeta . ulnaris
0,7 MB) u C. (n. ulnaris HeBo30ynmM) 3a00JI€BaHNE IIPOTE-
KaJIo TSKEJI0, C HeTOCTaTOYHBIM OTBETOM Ha ITaTOTEHETH -
YECKYIO TepaITNIO U B UTOTE C HETIOJTHBIM BOCCTAHOBJICHM -
€M JIOKOMOTOPHBIX (DYHKIINIA.

[To maHHBIM IMTEPATYPHI, B OCHOBE CHIKCHUS aMII-
JUTYIBI AM-0TBeTa MPH TTOBPEXICHUSX JII000I STHOJIO-
YU JICXKUT HECKOIBKO MaTO(MU3NOJIOTTISCKIX MEXaHM3-
MoB [21]:

1) HemocpenCTBEHHOE MOBPEXICHNE aKCOHAJIBHOTO
CTePXKHSI;

2) GJIOK TIpOBeACHUS Ha TUCTAIBHOM OTpe3Ke HepBa
(HMXe 2-1 TOYKW CTUMYJISILINN);

3) XpoHOIMCITEPCHS, CBSI3aHHAS ¢ HapyIIeHNeM CHH-
XpOHU3ALIMU TIPOBEACHMSI BO30YXKIECHHUS II0 HEPBHBIM
BOJIOKHAM, (DOPMUPYIOIINM UCCIIeTyeMBII HEPB.

2-51 1 3-s1 IPUYMHBI OTHOCSITCS K TTaTO(PM3NOTIOTIIEeC-
KUM XapaKTepHCTUKaM IeMUCIMHU3NPYIOIIETO Mpollecca,
KOTOPBIH SIBJISIETCS TIOJTHOCTBIO 00paTMBIM. B oTimiaume ot
Hero, TTOBPEXKIeHIe aKCOHA HepBa 1 eT0 TepMUHAJICH, pa3-
BHBIIIeECs TICPBUYHO B pe3yJIbIaTe OCTPOI ayTOMMMYHHOM
aTaKy MO0 BTOPUIHO BCIICACTBHE BHEIITHETO BO3ACHCTBHS
Ha HETo TUITepTpOohUPOBAaHHBIMHU IITBAHHOBCKMM KJIeTKA-
MM, COAEPXKAIMMU TIPOAYKTHI paciiaga MuenuHa [19, 22],
MIPUBOINT K AeHEePBAIIMK YaCTH MBIIIEYHBIX BOJIOKOH U BbI-
MMaICHUIO UX W3 COKpAIeHNsT MBIIIIIEL. [1pr aKCOHATBHBIX
dopmax CI'b 310 TIposiBIIsieTcs pernucTpauueir tM-oTBeTa
HM3KOM aMIUTATYIBI 0e3 M3MEHEHUsI (hOPMBI 1 IUTUTEILHO-
CTH €T0 HEeTaTUBHOI (pa3bl, TIPH 3TOM CKOPOCTHBIC XapaKTe-
puctuku (CPBM, mucranpHast TaTeHTHOCTB) OT HOPMEI CY-
IIECTBEHHO He OTaWYaloTcs. B OCHOBe »3eKTpHYecKoi
HeBo30ymmMmocTr HepBoB IIpu CI'b, korma M-oTBeT 3ape-
TMCTPUPOBATh HE YIAETCSI, MOXET JICXKATh KaK JNUCTaTbHBIN
100 % 610K IpOBeAeHNS, TAK ¥ aKCOHAIbHAS JeT€HEPALIMsL.

Kak mokazaiio mpoBeaeHHOe HaMU HCCIICIOBaHUE,
B OIIpeneicHNH MporHo3a TeueHus u ucxomga CI'b ompe-
JIEJISTIOIIYIO POJIb WTPAeT BHIPAXXEHHOCTh aKCOHAJIBHOTO
TIOBPEXICHMS, TIPM 3TOM, IO HallleMy MHEHHUIO, 0COO0TO
3HAYCHMS He mMeeT (hopMa 3a00JIeBaHNs, B paMKaX KOTO-
poii OHO pa3BMBAETCA — MEPBUYHO IEMUCTUHU3UPYIO-
masi Win akcoHanbHas1. OueBumHO, 9To popmer OMAH
1 OMCAH no omnpeneneHNIO XapaKTepu3yloTcs 00JbIIeit
CTEIeHBI0 aKCOHAIBHBIX HApYIIeHWI, OTHAKO Ha MpaK-
THKe He peaKo BcTpevatoTcs v namueHTs ¢ OB, y ko-
TOPBIX Pa3BUBACTCS BTOPUIHOE aKCOHAJIBHOE TTOBPEXKIE-
HHE, OTIpeneIsIonIee HeOIaronprusITHOE TEYCHIE B OCTPOM
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Tabmua 9. Cpasnumenvras xapakmepucmuka meueHus 0Cmpo2o nepuoda u ucxooa y navuernmos ¢ CI'b ¢ pazHoimu 3HaueHUsMU
amnaumyos OM-omeema, noay4eHH020 nPU UCCAe008AHUU NOKMEB020 Hepaa 8 nepable 2 Hed 3a00.1e6aHUS
IManuent I.  Ilanmuent ®@.  ITamment K. ITamuenrt C.
Bospact Ha MOMEHT 3a00JIeBaHUSI, JIET 16 32 49 22
®opma CI'b OBAIT aKCOHaJIbHAasl aKCOHaJIbHAasl ~aKCOHaJIbHAsI
Cpok nposeneHuss SMI B ocTpoM nepuoze, cyT (0T Hayasia 3a00JieBaHMs ) 10 7 7 7
Awmrutyna 1M-0TBeTa n. ulnaris B iepBbie 2 Hell 3a0oneBaHust (MB) 3,1 2,5 0,7 0
TsxecThb 3a001€BaHUS B OCTpOM niepuone, craaus mo CALLL v v v A%
MBI — _ _ +
[aToreHeTHIecKas IMnasmadepes (MJ1/Kr/Kypc) - 120 120 140
AL BHYTpUBEeHHBIIT IMMYHOTJIO0YTMH (T/KT/KypC) 2 — 2 —
HeaddextnBHOCT TAaTOreHETUIECKOU TEPATTAN — — I <+
[MpomoKuTeIbHOCTh MEPUOIA IJIATO > 2 Hell — — + +
[IponosxurenbHOCTh neproaa BoccraHoBaeHust 1o I ctaguu mo CAILLL > 1 mec = = + +
Cpox KaTaMHECTHYECKOTro 00CIe10BaHusI 1 ron 9 mec 2 roga 8 ner

TsxecTh ABUTATEIBHOTO HeduiinTa B KataMHe3e, ctanus mo CAIL

Ieproie M HEIOJIHOE BOCCTAHOBJICHHWE IBUTATEIHHBIX
byuxuwmit. [Ipu DMI-uccrenoBaHun B TaKUX CiIydasx
Hapsioy ¢ TUIMMYHBIMM TIPU3HAKAMU IeMUCITMHU3AINN
TIOTIOJTHUTEIIPHO PETUCTPUPYIOTCS SIBICHUS BTOPUYHOM
akconomnatuu. CiemyeT OTMETUTD, YTO TOCTOBEPHO CYIUTh
0 BOBJICYCHHH B ITATOJIOTUICCKUI IIPOIIECC aKCOHATTLHOTO
CTep>KHSI MOXKHO TOJIBKO IO pe3yJIkTaTaM aHaJIn3a CIIOH-
TaHHOW aKTUBHOCTH IIPY IIPOBEACHUM UTOIbIaTO DMI.
Onnako ipu CI'b maHHbBII METO HA pAHHUX CPOKAX OCT-
POTO HEBPAJIBHOTO TOBPEXIACHUS MaJOWMH(pOPMATHUBEH,
IMOCKOJIbKY TIPU3HAKM IeHepBaUMU (ITOTEHIIUAIBI (hro-
PUJUISIIUY M TIOJIOXKUTEIbHBIE OCTPBIE BOJHBI) B TAaHHOM
cIyJae MOTYT TTOSIBUTBCS TOJIBKO CITYCTsI 3 Hel OT Hadaja
3aboneBanus [23]. Takum obpa3oM, Ha paHHEN CcTaguun
CI'b, B ipeaenax 2 Hem OT Havyaja 3a00JieBaHUSI, CIIeIa-
JINCTBI MOTYT OITMPAThCS TOJIBKO Ha Pe3y/IbTaThl CTUMYJIS -
mrnoHHO OMI.

C 1enbio IeMOHCTPALINHY BEAYIIIe pPoJii aKCOHAIBHO-
IO TTIOBpEXXAeHUS (TIEPBUYHOTO WJIM BTOPUIHOTO) B OTIpE-
JIeJICHUU TIPOTHO3a TEYCHUSI OCTPOTo Ieproaa M ucxoma
npu CI'b He3aBrucuMO OT (popMBI 3a001€BaHUS TOTTOJTHY-
TEeJIbHO IIPUBOINM CPaBHUTEJIBHYIO XapaKTePUCTUKY
2 GOJNILHBIX ¢ aKCOHAJTBHBIMU (popMmamu 1 2 — ¢ OBJIII.
B xaxmoit mape ciaydaeB y OMHOTO MAllMEHTAa B OCTPOM
Teproie OBIIIO BBISIBJICHO 3HAYNTEILHOE CHIDKCHUE aMII-
JUTyOel AM-OoTBeTa TIpU WCCICIOBAHWU A. ulnaris
(<0,7MB), y npyroro — 3Ha4eHUsI 3TOTO ITapaMeTpa ObLIO
B IIpeenax HopMbl (Taor. 10).

CrnenyeT OTMEeTUTh, 4TO akcoHanbHast gopma CI'b
y nauuenTa I1., HecMOTpsl Ha HOpMaJIbHOE 3HAYECHHE aM-
IUIATYOBl AM-0TBeTa K. ulnaris, 6bIa TMATHOCTHPOBAaHA
C YYETOM HAJTNIMSI HEBO30YIMMOCTH HEPBOB HOT M OTCYTC-
TBUSI MPU3HAKOB JEMUCIMHU3ALNN TP HUCCICI0BAHUU
HepBoB pyK. OB/II1 y matimeHTa A., HECMOTpSI Ha HU3KHE
aMIUIMTYIBl 1M -0TBETOB, OblJIa yCTaHOBJIEHa HA OCHOBa-
HUY IIpeodagaHus IPU3HAKOB IeMUETMHU3AIIAN IT0 BCEM
WCCIIeIOBAaHHBIM HepBaM (YBEJIWUYCHUE TUCTATBbHBIX Jia-
TEHTHOCTe TM-0TBeTOB, OJIOKM MPOBEICHUS, 3aMeIIc-
aue CPBm).

IManumentsr b. (akconanbHast popma) u A. (OBIT)
C HU3KMMHM 3HAYCHUSIMH aMIUIUTYI IM-OTBETOB, IOy~
YeHHBIX IIPU UCCIICIOBAHNM M. ulnaris B IepBEIe 2 Hel 3a-
GoseBaHust (HeBO30yauMbIii HepB 1 0,6 MB coOTBETCTBEH-
HO), OTVIMYAJINCH 00JIee TSLKEIBIM TeYCHUEM, 3aTSDKHBIMU
nepuojaMu IUIaTo U BoccTaHoByieHUs1 a0 III crapum
mo CAIII, a Takke XyIIIMM BOCCTAaHOBJICHHUEM JIOKOMO-
TOPHBIX (DYHKIIUIA.

BoccranobieHMe TpoBeaeHNST BO30YXKICHUS T10 TIePH-
(bepryeckM HepBaM IIOC/IE OCTPOTO AKCOHATBHOTO TIO-
BpEeXICHUsI, 110 JaHHBIM JINTEPATYPHI, OCYIIECTBIISICTCS 3a
CYeT BKIIIOUECHUS IIPOIICCCOB peMHHEPBaIIN (KOJUIaTepaib-
HBIA ¥ TEepPMUHATBHBIN CIIPAyTUHT aKCOHOB), a TAaKXKe Per-
pecca (pyHKLMOHAIbHBIX OJIOKOB IIPOBEISHMST BO30YKICHMSI.
CrelreHb BOCCTAaHOBJICHHSI IBUTATEIBHBIX (DYHKIIIA B OTHA-
JIECHHOM Tiepro/ie 3a00JIeBaHMS TIPM 3TOM 3aBHCHUT TIPEXKIC
BCETO OT PACIIPOCTPAHEHHOCTH 1 BEIPAXKEHHOCTH aKCOHAITb-
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Taomuua 10. Cpasrumenvras xapakmepucmuka meveHus 0cmpozo nepuoda u ucxooa pasuuix gopm CI'b npu usmeHeHHbIX U HOPMAAbHBIX 3HAUEHUSIX
amnaumyos: 0 M-omeema, noayueHHo20 npu UCCAe008aHUU NOKMEB020 Hepaa 6 nepavle 2 Hed 3a001e6aHUS

AkconasbHbie (opMBI OBIII
ITauunent B. IManuenr I1. ITauuent A. IManuent K.

BospacT Ha MOMEHT 3a00J1eBaHUs, JEeT 33 26 19 52
Cpox npoBenennst DMTI B ocTpoM mepuoze, CyT OT Havasa 3a00IeBaHUsT 7 14 5 8
Awmruutyna tM-oTBeTa a. ulnaris (MB) (HopMma > 6 MB) 0 7,9 0,6 5,9
TsxecTb 3a001eBaHUS B OCTpOM niepuone, craaust mo CALLL \Y 111 v v
MBI e = — —
aToreHeTiecKas TTnasmadepes (MJ1/Kr/Kypc) 100 120 120 120
TeparH BHYTpUBEHHBIIT IMMYHOTJIOOYTWH (T/KT/Kypc) — — — —
HeaddekTuBHOCTD TaTOreHeTUYECKOM Tepanuu aF - - -
[MponomxureTbHOCTS IEPHOA TUIATO > 2 HEN A — — —
TTpomoxuTenbHOCTD Teproaa BocctaHoBieHus 1o 111 cramguu + _ + _
mo CALLL > 1 mec

CpoK 1aBHOCTHU 3a00J1€BaHMsI, MEC 10 6 3 3
TspxecTb ABUraTebHOrO NeduuuTa B KaramHese, ctagust mo CALLL 11 11 111 1
TsoxecTh ocTaTouHOTO AedunmTa B KatamHe3e 1o mkane NIS (Hopma 0) 152,5 45 89 26

HOTO ITOBPEXKACHNS, a TAKXKE OT 3(P(OEKTUBHOCTH peMHHEP-
BallMOHHBIX TTpo1ieccoB [22, 24]. B ciyyae pa3Butust Baie-
POBCKOM JIeTreHepallii aKCOHOB OTHCIbHBIX HEPBHBIX
BOJIOKOH BOCCTAaHOBJICHHE MPOBEICHMSI BO30OYXICHUS IIO
HUM HE IPOMCXOIUT, YTO, BEPOSITHO, M JICKHUT B OCHOBE
CTOMKMX OcTaTOUHBIX siByieHnit ipu CI'b.

3akniouenue

Pe3ynbraThl HACTOSILETO MCCIIENOBaHUSI BIEPBBIE
JIEMOHCTPUPYIOT IMMPOTHOCTUYECKHNE BO3MOXKXHOCTH DMT
B otHomeHuM TedeHuss CI'b B octpoM, paHHeM BoccTa-
HOBUTEJIBHOM U OTHAJICHHOM Itepmonax. Omupasich Ha
MoJIydeHHbIe HAMU JaHHbIE, Pa3BUTHE AbIXaTeIbHBIX Ha-
PYILLIEHUW, SIBJISIOIIMXCS ONHOM M3 BEAYLIMX TPUYMH Jie-
TanbHOTo ncxona mpu CI'b, MOXXHO CITpOrHO3MPOBATh y3Ke
Ha 3Tare ITOCTaHOBKM AMarHo3a — B npouecce DMI-00-
clenoBaHUSI B TEPBbIE 2 HEJ OT Hauyanta 3a0oyieBaHUs.
Ha stoMm Xe 3Tane Ha ocHOBaHWM 3Ha4YeHUit DMI -napa-
METPOB MOSIBJISIETCS BO3MOXHOCTD ITPEAITOI0XUTh M PUCK

pa3BUTHS Y JAHHOTO O0JILHOTO PE3UCTEHTHOCTH K MaTOre-
HETUIECKOU Tepanmnu, a TaKKe IIPOTHO3UPOBATh CTEIICHb
BOCCTAaHOBJICHMSI IBUTATEIIBHBIX HAPYIIICHMIT. DTH 3HAHUS
MO3BOJISIT JIeYallleMy Bpady B paHHIE CPOKHU 3200/ IeBaHUS
OIIpeAeISITE ONTUMANIBHYIO TAKTUKY BEeICHUS MalllMeHTa,
TP HEOOXOMUMOCTH IIEPEBECTH €TO B CITCIIMAIM3UPOBaH-
HOE MEIWIIMHCKOE yUpeXIeHHNe, NUMEIOIIee peaHnMally-
OHHOE OTIEJICHHE, IIPUHSITH MAKCUMYM YCHJIUI IIJIST Opra-
HU3AIUKW U TIPOBEICHUSI IMATOTCHETMYECKON Teparmu
B ITOJTHOM O0BEME, a TAKKE 00ECIIEINTD IT0-BO3MOKHOCTH
TIOJTHBIN KOMIUIEKC peaOMINTAIIMOHHBIX MEPOIPUSITHIA.
Takoii moaxo, B CBOIO 04epeb, IPUBEACT K YIIy4IICHUIO
KauecTBa OKasbIBaeMoit moMomu mnammeHTaM ¢ CI'b
¥ YMEHBIICHUIO BEPOSATHOCTU HETATUBHBIX ITOCJICICTBUIA.

ITonyyeHHBIE B HACTOSIIEM MCCIESOOBAHUM NTaHHBIE
TPEOYIOT YTOUYHEHUS: HEOOXOIMMO MPOBEICHNE MTaTbHEe-
LLIUX UCCIeA0BaHWI Ha OOJIbLLEH rpyIine 00AbHbIX, C 0051~
3aTeJIBHBIM YYETOM JUINTETBHOCTA 1M -0TBETOB (HATMIHS
IUCTIEpCUH) U (POPMBI 3a00JIeBaHNS.
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loToBuTCA K u3gaHuio kuura «XXPOHUYECKASl MUTPEHb» n

PervioHanbHaA o6LlecTBEHHas oOpraHusauvs
«O6LecTBO CneLyunanncToB MO HEPBHO-MbILLEY-
HbIMm 6one3HAM» (Www.neuromuscular.ru) coB-
mecTHO ¢ Uspatenbckum pomom «ABB-npecc»
(www.abvpress.ru) roroBuT K BbinycKy B HoA6pe
2012r. KHury A.P. AptemeHko un A.J1. KypeHKoBa
«XpOoHNYecKasa MUrpeHb».

MnaHnpyembin TMpax — 2000 ak3emnnAapos. KHura
Oy[eT akTMBHO PacnpPOCTPAHATLCA HA MEAULIMHCKIX
NPOPUIbHLIX MEPOMPUATUAX, Yepe3 crneLmannsu-
[POBaHHbIe 1 MHTEPHET-Mara3uHbl, a Tak»Ke No npea-
BapUTENbHOW NOAMMCKE C afpeCHON OCTaBKOMN.

MoHorpadua noceaALLeHa XPOHUUYECKON MUTpeHN, KoTopasa odurLmanbHO Obina Brepsble BbiaeneHa
KaK oTtaenbHasa GpopmMa ronoBHoM 60nm ToNbKo B 2004 I. 1 OTHECEHA K OC/TOKHEHUSIM MUTPEHM.

B o6weii nonynaumm Ha LOS0 NALMEHTOB C XPOHUYECKOW MUTPEHbBI0 NPUXoAUTCs Ao 3 %, NPy 3TOM
HanbosbLLAA PACNPOCTPAHEHHOCTb 3a00EBAHMA OTMEYAETCA CPEAU NTULL MOJIOAOIO TPYAOCMNOCO0-
HOro Bo3pacTa.

B cnewumanv3npoBaHHbIX KIMHUKaX U LIeHTpax rofloBHOM 60K y Hac B CTpaHe 1 3a pybexxom nauu-
€HTbl C XPOHNYECKNMM exkeJHEBHbIMU rofoBHbIMK 6onsAMU cocTaBnsAtoT o 80 % Bcex obpalleHui,
cpean HUX Ha JOJ0 XPOHUYECKON MUrpeHn npmuxogutca ao 78 %.

B KHUre obCyAaloTcs BOMPOCHI KNNHWKKW, AMArHOCTUKN U anddepeHLmanbHOro anarHo3a xpo-
Huyeckon murpenu. lNpu onpegeneHnn pucka pasBUTUA XPOHNYECKON MUTPEHN aHaNN3npyeTca
ponb Aenpeccuu, TPeBOTH, 310ynoTpebeHna nekapCcTBeHHbIMY NpenapaTamuy Ana KynupoBaHua
NPUCTYNOB FONIOBHOM 6051, AUCYHKLMM NepUKPaHManbHbIX MbilL 1 apyrue dpaktopbl. OTAeNbHO
06cy>KaaloTca NaToreHeTNYeCkne MexaHn3mMbl XPOHUYECKON MUTPEHN, Cpean KOTOPbIX ANCOYH-
Kuma aHTMHouMUEenTMBHbIX cnctem LIHC, n3meHeHne BO36yAMMOCTI KOpbl FOIOBHOFO MO3ra, nepu-
bepuryeckasn n UeHTpanbHasa ceHCUTU3aLNA.

B MoHorpadumn npuseseHbl camble COBPEMEHHbBIE AaHHbIE NUTEPATYPbl M COOCTBEHHDIN OMbIT aB-
TOPOB MO BOMPOCaM Tepanuy XPOHUYECKON MUMPEHN — OCOBEHHOCTAM KyMnMpOBaHWSA OCTPOro
MPUCTYa rofoBHON 605K, MeToaaM NPOGUNAKTUYECKOTO fiedeHnsa 1 Ux 3GPeKTUBHOCTU B CBETe
[OKa3aTesIbHOW MeAWLMHBI, MOAPOOHO PAacCMOTPEHbl HEMEAVKAMEHTO3HbIE METOAbl JleUeHus,
a TaKKe cieNaH akLEeHT Ha Tepanuy KOMOPOVAHBIX HAPYLUEHWIA.

KHura nmeeT nNpakT1yecKyto HanpaeieHHOCTb 1 MpeaHa3HayeHa Aia Bpayel pasHbix crneymasb-
HOCTel: HEBPOJIOrOB, NCUMXMATPOB, NCUXOTEPANEBTOB, TEPANEBTOB, Bpayel o6LLe NPaKTUKM 1 BCeX
WHTepecyoLWmxca npobnemamm XpoHUYecKon 6051 B LIENOM 1 FOIOBHOW 60/ B YaCTHOCTU.

UneHbl PernoHanbHoI 06L1ecTBEHHOI OpraHn3auum «O61ecTBO CneLyancToB No HEPBHO-
MbILLIEYHbIM 60/1e3HAM» CMOTYT NPUOGPECTN KHUTY MO CneulunanbHO CHIKEHHON LieHe.



HepBHO-MbllieYHbIE
OpueuHnanbHble UCCAed08aHUs BOJNIE3HH

Onbim npuMeHeHus pumykcuma0ta B neyeHuu nonuMuo3uma
¢ aHmucuimema3xibiM CUHAPOMOM

C.I. ITampmmna', C.C. Hukutun?, B.M. Bacuabes!
'QI'BY «HUU peemamonoeuu PAMH»;
2DIbY «HUHU obweis namonoeuu u namogusuonoeuu PAMH», Mockea

Konmaxmeo: Cepeeii Cepeeesuy Huxumun nikitin-s@bk.ru

Jlano nepeoe 6 Poccuu demanvhoe onucanue npumeHeHus pumykcumada 6 neveHuu nayueHmKy ¢ GHMUCUHMemAasHsiM CUHOPOMOM U NO-
AUMUOZUMOM. YUUmbleds: ocmpoe Ha4ano 3a604e6anus ¢ ObICMPONPOPeCcCUPyIOUUM UHMEPCMULUANLHBIM ROPANCEHUEM Ne2KUX, HeB03-
MOJNCHOCMU CIAHOAPMHOU Mepaniu 8bicCOKUMU 003AMU 2AIOKOKOPMUKOCMEPOUO08 U3-3a CONYMCMEYoueli Namoao2ul ¢ 8blCOKUMU 003a-
Mu yuknogocpana, k nevenuro 6vi1 nodkaiover pumykcumao (mabmepa). Ha gpone mepanuu y 6046HOl ommevena npaKmuvecku noaHas
HOPMAAU3AUUS UBSMEHEHUL] 8 Ne2KUX, HOPMAAU3AYUUsL MbIUEHHOL CUAbL, a makice bonee uem 4-Kpamuoe cHUMCceHue yposHs aHmu-Jo- 1-anmu-
mean. Jleuenue pumykcumabom npouino 6e3 ocaoxcHeHui u nobouHwix 3pgpexmos. Ilpedcmasnennulii cayuaii conocmaeéner ¢ OQHHbIMU AU~
mepamypul U 0eMOHCIMPUPYem NOAOICUMENbHBLIL IPPeKm npUMEeHeHUs pUMYKCUMada 6 KOMOUHAUUU C 8bICOKUMU 003aMuU YuKaopochana
6 1eueHUU 0CMP020 AHMUCUHMEMAa3H020 cuHOpoma. Onvim UcnoAb308aHUS PUMYKCUMAOA CONOCMABASIEMCS ¢ OAHHbIMU AUMEPAMypbl.

Karouesvte croea: anmucurnmemasoiii CLIHapOM, 80CHANUMENbHAS UOUONAMUHECKAS muonamus, NOAUMUO3IUM, 0epMam0MLto3um, pblmleCllMaﬁ

Experience of polymyositis and antisynthetase syndrome treatment with rituximab

S.G. Palshina’, S.S. Nikitin’, V.I. Vasilyev'
!Research Institute of Rheumatology of Russian Academy of Medical Sciences;
2The Institute of General Pathology and Pathophysiology of Russian Academy of Medical Sciences, Moscow

The patient with polymyositis and antisynthetase syndrome treated with rituximab (Mabtera) is described. Rituximab was added to the
high-dose cyclophosphamide therapy due to an acute onset of the disease with a highly progressive interstitial lung disease and inability
of the high-dose corticosteroids therapy because of comorbidity. There was almost complete normalization of pulmonary and muscular
pathological changes with more than 4-fold decrease of anti-Jo- I antibodies on the treatment. No complications and no side effects during
rituximab therapy were noted. This case report demonstrates the positive effect of rituximab in combination with high-dose cyclophospha-
mide in the treatment of acute AS syndrome. The results published in literature are discussed.

Key words: antisynthetase syndrome, idiopathic inflammatory myopathy, polymyositis, dermatomyositis, rituximab

BocnamurenbHble MOMONAaTUYeCKMe 3a0ojieBaHUs  Tabmmua 1. Ocrosnbie kaunuueckue nposenenus ACC,
MBILLIL] COCTABIISIIOT TPYIIITY TETEPOreHHbIX AyTOMMMYHHBIX /10 0ty aumepamypet [1, 3, 4]
COCTOSTHMI HEM3BECTHOM 3TUOJIOTUH, CPEIN KOTOPHIX OC-

HOBHO€ MecTO 3aHuMaloT noaumuo3ut (IIM) u nepmaro- Kaunnueckue nposisiienus
muo3ut (JIM). Exxeronto BoisiBisieTcs 2—10 HOBBIX ClTyJacB
IIM/IM Ha 1 MJIH, B TO BpeMs KaK M3 BCeil MOMYIISLINT

PacnpocrpanenHocTs
nposiBJIeHnii, %

BocnanurenbHoe TIOPpaXK€HUE CKEJIETHBIX

o >90
BBISIBJICHHBIX caydaeB [IM//IM aHTUCHHTETa3HBIA CMHO-  MbILIL (MUO3KT) ?
poMm (ACC) obHapyxuBaetcs y 20—30 % nauueHToB. 3a60-
JIeBaHUE TI0PAaXaeT B OCHOBHOM B3POCJIbIX, XXECHIIWHBI WnrepcTuimanbHoe 3a00/IeBaHUE JISTKHX <60
6onerot vame myx4yuH (2—3:1 coorBerctBeHHO). ACC —
<

DPEJIKOE XPOHUUECKOE ayTOMMMYHHOE 3a60/eBaHue, Takke ~ *PTPUT =
HEYCTAaHOBJICHHOM STHOJIOTUM, SIBIISIONICECS OTHUM W3 )

. CuHapom PeitHo <40
TSDKEJTBIX BAPMAHTOB TEUCHUS BOCTIAINTETHON MUOIIATUN
(ITM u pexe JIM). ACC xapakTepu3yeTcs HUTMIUEM aHTH - e ore <20
ten K amuHoam-TPHK -cuHTeTa3am (B mepBylo odepenb
antu-Jo-1) [1-5] ¥ KIMHUYECKON KAPTUHOM CUCTEMHOTO  (Pyka MeXaHHKa» — IIe/yIeHUE <30

mopaxenus. [1o TaHHBIM JIUTEPATYPHI, IPEACTABICHHOCTh 1 TPELMHBI KOXM KOHYMKOB NAIBLEB PyK
pa3HbIX MPOSIBJICHUI 3a00JIeBaHMS 10 OpraHaM U CUCTe-

MaM BapbupyerT (Ta6u. 1) [1, 3, 4], uto onpenensier mupo-  OCTPOE Haao Goestn <80
Kuii criektp auddepeHIaIbHOro IMarHo3a, YacTo 3aTpy/-
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HSIS ¥ yBenmumBas cpok BeIsiBJIeHNST ACC 1, COOTBETCT-
BEHHO, Ha3HAYCHUSI COOTBETCTBYIOIIEH CICIIM(UICCKOM
TepaImmu.

B 2011 r. J. Solomon 1 coaBT. [3] mpemIoKUIN TIpe-
BaputesnbHbIe KpuTepun ACC, yIUTHIBaOIINE HaIUINe
antures Kk ammHoauuia-TPHK-cuHTeTazam B couetaHuu
¢ 2 0ONBIIMMHU WK 1 GOJIBIIMM U 2 MaJIBIMU KPUTEPUSIMU.

bBoavwue kpumepuu

1. MHTepcTuimanbHoe TopaxkeHue JIeTKuX (He CBSI-
3aHHOE C BJIMSIHUEM OKPYXarollieil cpeasl, mpodeccuo-
HaJIbHO AESITeTbHOCTHIO, IPUEMOM JIEKAPCTB MU IPYTUX
3a00J1eBaHNIA).

2. [TonMMuUO3NUT UMK JePMATOMUO3UT IO KPUTEPUSIM
Bohan u Peter [1].

Maavie kpumepuu

1. ApTpurt.

2. ®enomeH PeitHo.

3. «Pyka MexaHUKa».

Aytoaaturena mpu ACC OTHOCSTCSI K MUO3UTCIICIIM -
(GUIHBIM aHTUTENIaM, IEHCTBYIOIINM ITPEUMYIIIECTBEHHO
npoTuB aMrMHoauua-TPHK-cruHTeTas — nuroriamaruyec-
KX (DepMEHTOB, YYACTBYIOIIINX B CHHTe3¢ Ociika B (hase
TPaHCIISILIAN, KOTOPBIE KaTaIM3UPYIOT 00pa30BaHIE aMIHO-
amna-TPHK-koMmiekca m3 ornpeaeieHHOM aMUHOKUCIOTHI
u cootBeTcTByIomei et TPHK. Omanmu 3 Hamnboee n3y-
YEHHBIX U PACIIPOCTPaHEeHHbIX aHTUTEN (10 75 % Bcex ciy-
yaeB aHTUCHUHTETA3HBIX aHTHUTEN) SIBISIOTCS aHTH-Jo-1,
AHTUTEHOM 11 KOTOPBIX CIYXXUT rtuctuanmi-TPHK-cunTeTa-
3a. Ix oOHapyxeHue y 00JbHBIX UANONAaTUIECKUMUI BOCIIA-
JrerbHeIMI Muoriatusivu (ITM/JIM) paccMaTprBaroOT Kak
MPEIVKTOP Pa3BUTUS UHTEPCTULMAIBHOTO MTOPAXKEHUS JIeT-
kux. OTIcaHHbIC aHTUTE 1A OBUIM OTKPHITHI TIEPBBIMHU, U CE-
TOIHS B OOJBIIMHCTBE JTA00PATOPHii UMEHHO WX BBISIBIISTIOT
CTaHIAPTHBIMM MeTOaMKaMi (MMMyHOMEPMEHTHBI aHa-
m3 — U®A). CymiecTByIOT U Opyrue, MeHee M3yIeHHBIC
aHTHCHUHTETa3HBIC aHTWTENIA, KaK, HampuMmep, aHTH-PL-7
(x Tpeonmn-TPHK-cunTeTase) wm aatu-PL-12 (x ama-
Hui-TPHK-cuHTeTaze) u ap. M3BecTHO, 4TO y MalIMEHTOB
¢ aHTu-PL-7-aATHTEIaAMI penKo BCTpedaeTcsT ITOpaskeHe
MBIIIII, TIPA TOM YTO TOCTATOYHO YAaCTO OTMEYAETCS] CUMMET-
PWYHBIN MIOJTMAPTPUT, a TIPU HaTMImu aHTu-PL-12-anTuTen
YacTO OOHAPYKMBAIOTCS JISTOYHAST TUTIEPTEH3MS, TTOpaXe-
HMe TieBoaa u cuHapoM Peiino [1, 3, 6].

Hecmotpst Ha 1O, uro ACC 06BUT BIEepBbIE OIMMCAH
y 6osbHBIX [IM 1 JIM, y O0JbIIMHCTBA MTALIMEHTOB 3200-
JIeBaHME IEOIOTUPYET HE C MBIIIICYHBIX CUMITTOMOB, a C MH-
TEPCTUIIMATILHOTO TTOPaXKEHMSI JIETKIUX, KOTOPOE B IOJIO-
BHMHE CJTy4aeB TOPIHUIHO K «30JIOTOMY CTAHIAPTY» TeParun
IIM/IM BBICOKMMH I0O3aMU TTIOKOKOPTHKOCTEPOUIOB
(I'KC). B psne ciryuaeB ymaetcst moonthest pemuccu ACC
MOHO- WJIM KOMOMHUPOBAHHOM Tepamnueil MMTOCTaThKAa-
MM, B TIEPBYIO o4depenb HNKIodpocdaHoM, pexke a3aTHOII-
PUHOM, IIUKJIOCIIOPMHOM, TAKPOJIUMYCOM, a TaKKe BHYT-
PUBEHHBIM MMMYHoTJoOyanHOM [1,4]. HecmoTpst Ha

MPOBOAMMYIO Tepanuio y 9—-25 % malreHTOB OTMevaeTCs
PE3UCTEHTHOCTh WM HE3HAYUTETbHBIN 3 DexT neueHus,
C TIPEUMYIIECTBEHHBIM TPOTPECCUPOBAHUEM JIETOUHOM
MaTOJIOTUY Y PA3BUTHEM JbIXaTeJIbHON HEJOCTATOYHOCTH,
SIBJISTIONIIENICST OMHOM M3 OCHOBHBIX MPUYUH CMEPTU TIPU
maHHOM 3aboseBaHuu [4, 7]. K HacTosmeMy BpeMeHU
B MHpPE WMEETCSI TOJIOXKUTENbHBIA OMBIT MPUMEHEHUSI
putykcnmaba (MabTepa) — OMOJIOTMIECKOTO areHTa W3
MOHOKJIOHAJTbHBIX XUMepHbIX aHnTtuten K CD20+-anTture-
Hy B-muMdonuToB, — B JIe4eHUN TaKNX PEBMATUIECKHIX
3a001eBaHMI, KaK PeBMATOWTHBIN apTPUT, CUCTEMHAasi
KpacHast BOJIYaHKA, BACKYJUTHI U UAMOMATUYECKUE BOC-
MMaJTMTeJIbHBIE MUOTIATAN, 1 OCOOEHHO B CITydyasix ¢ HeOJia-
TONPUATHBIM TIporHo3oM. Yxke B 2005—2006 rr. Oblin
TPEATIPUHSTHI TIEPBBIE TTOTIBITKYA UCTIONb30BaHUS TIperia-
pata ripu ACC [8—10]. YuurtsIiBasg BaXKHOCTb HAKOTIIEHUS
omnbiTa JedyeHnst ACC ¢ UCToNib30BaHNEM PUTyKcuMaoa,
KaXIblii ciydaii TpeOyeT OTHETbHOTO PAacCMOTPEHWUS.
Hwxe mpuBonutcst onmmcaHue yCIEITHOTO TTPUMEHEHUS
puTyKcumaba B KayecTBe KOMOWHWPOBAHHOW Tepanuu
¢ nuknodocdanom y 6onpHoi ACC.

Ilayuenmxa C., 38 nem, obpamunace 6 2012 2. 6 OI'BY
«HUH peemamonoeuu» PAMH c scarobamu va ymepeHuyo
caabocmo moiuy, 6edep, mpyonocmu npu nodseme no Aecm-
HUuye u npucedaHuu, a Maxdice YMpPeHHIOW CKOBAHHOCHb
8 Kucmsix.

Sabonena 6 dexabpe 2011 e., kKoeda énepavie NOABUNUCH
0016 U NPUNYXAOCIb MEAKUX CYCMAB08 Kucmell ¢ ympeHHell
CKOBAHHOCMbIO OAUMEAbHOCMbIO O0Aee Haca, CyXocmby U mpe-
WUHBI HA KOoXce OUCMANbHLIX (harane Kucmeil, 00biuiKa.
C 6 ansaps 2012 e. npucoedununace auxopadxa do 39 °C.
19.01.2012 60abHas Obina 2ochumanu3upoeana 8 CMayuoHap
2. Mockebl 6 cesa3u ¢ 60aamu U NPUNYXA0CMBIO CYCMABO8
Kucmeit, (peOpunbHO AUXOPAOKOIL, 00bIUKOLU NPU YMEPEHHOU
guzuueckoil Haepyske, cepoyebueruem, caAadboCmoio NPOKCU-
ManbHuIX Mbluy 6edep (He mo2na NOOHUMAMbC NO AeCH-
nuye). IIpu ocmompe: cocmosinue cpedneii msaxjcecmu, mem-
nepamypa meaa — 37,8 °C, apmpumoel MeAKux cycmasos
Kucmeil, ny4e3ansicmHuix cycmasos, cunopom Peiino. Ocra6-
JNeHHOe 8e3UKYASIPHOe ObIXAHUE C KPenUMUPYIOUWUMU XPUNAMU
cnpasa, wacmoma dvixamenvuuix osuxceruil (411) 18/mun.
Cepdeurbie moHbl npUAYUEHbL, DUMMUYHbLE, 4ACIOMA cep-
deunvix coxpawenuit (4CC) 100/mun, apmepuanvroe das-
aenue (AN]) 130/90 mm pm. cm. Ilo ocmanshbim cucmemam —
0e3 namosnoeuu. JlanHsie 1a60paAmMopHbIX UCCAE008AHULL NPU
nocmynaenuu: netikoyumos (17,7-21,7 moic/mMKa) co cosu-
20M 61e60 (nanrouxosideproie aeiikoyumst — 10 %, ceemenmo-
sa0eprvie — 80 %), yckoperue cKopocmu 0Cceo0anust 3pumpo-
yumoe (COB) do 26 mm/4, nosvluerue C-peakmugroeo beaka
(CPE) 0o 52,6-36,1 me/a (N 0o 5,0), nosviuierue mparncamu-
Ha3z (aranunamunompancgepasza 56,6 Ed/a (N oo 40), acnap-
mamamunompancgepaza 96,3 Ed/a (N do 40), entokozet —
7,8 mmons/n (N do 6,4), nosviuienue ecex 2100yAUHOBbIX
@paxyuii 6eaxa ol — 4,2% (N 1,0-2,0), o2 — 12,8%
(N 50-80), pl — 7,9% (N 4,0-6,0), p2 — 5,5%
(N 1,0~4,0), y-enobyaunoe — 15,5 % (N 6,0~12,0). Peema-
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[Munamuxa usmernenus 6 aeckux y nayuenmiu ¢ ACC no dannvim KT opeanog epyoroii kaemku: a — 0o aeueHus; 6 — uepe3 I mec nocae neverus

moudHnwtii pakmop (PD), aumucmpenmonuzur O u aHMuHyK -
aeapuviit pakmop (AHD), yposers 2opmor08 uwjumosuoHol
Jceneszol U MUPeoOmponHblil 2OpMOH — 8 npedenax HOpMbl.
Ananuzet va HBsAg u aumu-HCV ompuyamenvroie. bakme-
puosouMecKuil noceg Kpogu, mMouu, omaoensemozo u3 3eéa
pocma mukpogaopsr ne daar. Ha penmeenoepamme opearnos
2pyOHOIl KaemKu — 0002aueHue 1e204H020 PUCYHKA 34 cHem
UHMEPCMULUANLHOR0 KOMNOHEHMA 8 HUMICHUX Omdenax nee-
KUX, Cnpasa Heav3s UCKAYUMb eOUHUUHbIE 04a208ble MEeHU.
Tlpu nocaedyrouem npogederuu MyabmucnUpatbHOU KOMNbIO-
meproit momoepaguu (MCKT) 6bira 6visénena xapmuua
UHMePCMULUANbHO20 NHeeMoHuma (puc. a, maéba. 2). Jlanuvie
anekmpokapouoepaghuu: maxuxapous 110/mun u ncenydou-
K08asi 2Kcmpacucmonus; IxXxokapouozpaguu: npoaanc mum-

panvhoeo Kaanana I cmenenu, npusHakoe necouHoll eunep-
men3uu Hem. Yavmpaseykosoe uccredosanue (Y3H) opearnos
OPIOWHOL NOAOCMU U MAN020 MA3A: YMePeHHAs cenamomead-
Aus (3a cuem npagoil 0oau neuenu); KarbKyne3Hvlil Xoreylc-
mum ene obocmpenus. Hccaedosanue yposreil kpeamutgpoc-
gokunazel (KOK) u rakmamoeeudpoeenasvt (JLII) evisisuno
3HauUmMenvHoe nogulileHue nokazamenei (maoa. 3). Bnepsvie
makoice 6bin 8bis6AeH caxapHblii duabem 2-eo muna é ¢hase
cyOKoMneHcayuu, 8 c6éa3U ¢ ueM ObiLla HA3HAYEHA caxapo-
CHudIcarowas mepanus: ouabemon 30 me/cym u UHCYAUH
Kopomkoeo deiicmeus ¢ Hopmaau3ayueil ypoeHs caxapa
kposu. Ilepsonauanvro, do onpedenernus yposus KOK u JUIT,
a makice ompuyamensbHoix pe3yibmamos baKmepuosoeuyec-
KUX nocegos, 6bii npednonodicer OuazHo3 NHeGMOHUU, 8 C853U

Tadmuna 2. JJunamuka uncmpymeHmanbHuix noKasamenell Ha Qone Aeuenus pumyKcumadom u YuKAopocehanom

Mertoxa oo Yepes 1 mec nociie Kypca puTykcumaoa

HCCJIeIOBAHUS u muKiaodochana
HepaBHOMepHOE CHUXEHUE MTPO3PaYHOCTH JIETOYHOM TKAHU, IPEUMY-  3HAYMTeIbHAsI TIOJOXUTEIbHAS IMHAMUKA,
IIECTBEHHO HUXHUX J0JIEH JISTKUX U CPEIHEN JI0JIU MPABOTO JIETKOTO COXPaHSIIOTCS JIMIIb HEGOJIBIINE HEXHBIE

MCKT OTK C HATMUUEM YUACTKOB MOHIXCHMUs PO3PATHOCTH 11O THITY «MATOBOTO  YIACTKH MOHIKEHIs IPO3PATHOCTH JIETOYHOIA
CTeKJIa», YCUJIEHUE NHTEPCTUIIMAILHOTO JISTOYHOTO PUCYHKA B YKa3aH-  TKaHU MPEUMYIIECTBEHHO B HUXKHE 10J1e
HBIX JIOJISIX, B GOJIbILEN CTEMEHHM 3a CYET HEPABHOMEPHOTO YTOJIIEHUSI  JIEBOTO JIETKOTO.
MEXIOJILKOBBIX ITEPETOPOIOK
KEJ 81,3 % 2N SR 5
ODB, 91,6 % ORete, S8

OB/T 120 DXKEIT 93,8 %

®XKEI 83,0 % DLCO-
DLCO 49.7 % HCCIIeI0BaHNE HE MPOBOIMIOCH

[pokcuMasbHbIE MBIIIIIBI PYK M HOT: CHUXEHUE CPEIHEN JTUTE b
Hoctu ¥ ammatyabl [TE, ysennuenue yncia nonudasHbix [IAE no
20-45%; cniontanHast aktuBHOCTH (1D u [TOB cpenHeit 1 Maoi BbI-
paxeHHoctu, CPBY). U3MeHeHUsT COOTBETCTBYIOT CTEIIEHM CHUXKEHUS

Hronpuaras DMIT

CUJIBI UCCIICAOBAHHBIX MBIIIILL

10 TEXHUYECKUM IMMPpUYNHaAM

3HaYMMO€ YBEJIUUEHUE CPENHEN ITUTETbHOCTH
u amruiutyasl [TE (10 HopMbI); moiudasus
ITIE 30—45 %. CrioHTaHHOM aKTUBHOCTH HET.
M3MeHeHMsI COOTBETCTBYIOT BOCCTAHOBJICHUIO
MBIIIEYHOM CHIIBI IO CYOBEKTUBHOM HOPMBI

Ilpumenanue. OI'K — opeannt epyonoii knemku; DB — ¢hynkyus enewireeo ovixanus; XEJI — xcusnennas emxocms neekux; ODPB — o6sem ghopcuposar-
Ho20 6bix00a 3a nepsyio cekyndy; ODXKEJI — gopcuposannas scuznennas emxocms aeekux; DLCO — dugpgy3uonnas cnocooHocmy aeeKux no MOHOOKCUOY
yenepoda (CO); DMT — snexmpomuoepaghus; [P — nomenyuanst puopusnsyuii;, [IOB — nomernyuanst ocmpuix 6oan; CPBY — «cmpanHbie» pazpsost

BbICOKOIL HaCMOmbl.
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Tadmuua 3. Junamuxa rabopamopHsix nokaszameneii Ha QoHe neueHus

ITokasarenn 18.01 9.02 22.02
JIAT (N 135-225 En/n) 1198,0 806,0 350,3
K®K (N 24—195 Ex/n) 585,0 14987 18660
CPB (N 0,0—5,0 mr/x) 52,6 36,1 14,0
AnTi-Jo-1 (N 0,0—25,0 Ex/mm) — — >200,0
CANCA (N 0,0—5,0 En/min) — - 30,7
18G (N 8—17 r/m)
IgA (N 0,85—4,5 r/n)
1gM (N 0,6—3,7 r/m) 1,9
CDI19+ (N 6,0—-19,0 %)
Merwurpen, Mr/cyr 16

Luknodocdan, Mr
MabTtepa

* [locae ggedenus 1000 me pumykcumaba

¢ uem boabHas npowina Kypc anmubuomukomepanuu yegpo-
makcumom 6 doze 2 e/cym 8 meuerue 5 cym 6e3 s¢pgpexma.
3amem naznauenvt ' KC — memunped 6 doze 16 me/cym c He-
KOMOPbIM NOA0JICUMENbHBIM P pexmom (HopMaiu3oearacs
memnepamypa meaa, yMeHbUUAUC NPOABAEHUs APMPUMA).
Bo epemsa cmayuonapHoeo nevenus nayueHmea 6viaa amoy-
saamopHo npokoncyasmuposana 6 OIbY « HUH peemamono-
euuw» PAMH, 20e 6b110 6bickazano npednonodcerue o debrome
pesmamuueckoeo 3aboneganus — IIM uau 6 pamkax nepe-
KpecmHoeo cundpoma (cucmemuas ckaepodepmus + IIM?),
unu xce ACC, ecau yuecms Haauuue y nayueHmxu NPU3HAK08
IIM u 6sicmponpoepeccupyroujeco nopaxdcenus AeeKux no
Muny UHmMepCcmuylaibHo20 nHegMonuma. Jlnsa ymouHeHus
duaero3a u uccnedo8anus UMMYHON0UHECKUX NOKA3ameneil,
a makxice nodbopa mepanuu eocnumanusuposana 6 HUHU
pesemamonoeuu PAMH.

IlIpu nocmynaenuu ¢ HHUHU peemamonoeuu PAMH
(21.02.12): cocmosnue omHocumenvHo y006.1emeopument-
Hoe. Temnepamypa meaa 36,6 °C. Koxcrovle nokpogut u euou-
Mble causucmeole uucmole, 00biuHol okpacku. Tlepugepuuec-
Kue cycmagvl GU3YAAbHO He U3MEeHeHbl, NpU NaAbnayu
be3bone3HenHble, 00BeM 08UNCEHUsL 8 HUX NOAHOCMbIO COXPa-
HeH. CumMempuyHoe CHUJCEHUe CUAbL Mbll, NO CHMeneHU
nape3sa 6 4emolpexenasoii, N008300WHO-HOACHUMHOL MbLUYAX
00 3/5 6ann06 u deavmosudnoil muiuiye 0o 4/5 6annos. B aee-
KUX ObIXaHue JcecmKoe ¢ Kpenumupyowumy xpunamu, 601b-
we 8obipadceHHbiMU 6 bazanvHbix omadeaax. Co cmoponsl cep-

13.03 27.03 9.04 11.05 25.05 25.06
204,0 — 201,7 271,3 — 218,0
244.,0 88,1 - 31,8 47,9 88,0
5,4 2,4 — 21,7 23,6 1,9
>200,0 >200,0 - - 65,9 52,0
- 13,0 = = - 4,2
13,9 9,4 7,2 7,5
23 1,7 1,7 1,8
1,4 0,9 1,0
0*
8 7
1000 mr kaxmsie 5 Hem No 6 200 mr/Hem

500 mr kaxzsie 2 Hex Ne 6

deuro-cocyducmoil cucmemst namoaoeuu He gviséaero (4CC
75 6 mun, AJ 110/80 mm pm. cm.). [leuens y kpas pebepHoll
dyeu. Jlumgpamuueckue y31ol u cene3eHKa He NANLNUPYIOMCSL.
B obwem awnanuze kposu: aeiikoyumos (12,3 moic/mkn)
C HOpMAAbHOU AelikouyumapHoi ¢opmyaoi. B 6uoxumu-
ueckom awnanuze Kpoeu: nogviuienue KOK — 1866 Ed/a
(N 24-195 Ed/a) u JUIT — 350,3 Ed/a (N 135-225 Ed/a) npu
HOPMANbHBIX 3HAYEHUSX NeYeHOUHbIX hepMenmos, Ouiupyou-
Ha, 6enKo08bIX paKyull, YpoeHs 2A0K03bl, MOYEBUHbL, Kpea-
mununa. HmmyHonoeuveckoe uccredosanue Kpogu 8bisigUN0
Haauyue anmumen k Jo-1 > 200 Ed/ma (N < 25,0 Ed/mn)
u Kk cANCA (anmu-PR3) — 30,7 Ed/mn (N < 5,0 Ed/mn),
a makce noswluleHue @vicokouyscmeumenvioeo CPB do
14 me/n (N 0o 5,0 me/n); mecmot na PO, AH®, aumu-Ro/
SS-A, anmu-La/SS-B, pANCA, anmu-Scl-70, aumu-RNP-70,
anmu-Centr. B — ompuyamensusie; ypoeuu C3- u C4-ghpak-
yuii Komnaemenma 6 Hopme (cm. maoa. 3).
Dnekmponetipomuoepaguueckoe uccredosanue npogede-
HUsl ho nepugepuuecKum Hepeam pyK U Hoe He 8biA8UAO0 NPU-
3HAKOB CEHCOPHOLL U MOMOPHOI Hellponamuu; 21eKmpomMuo-
epaguueckoe (OMI) uccaedosanue ckensemHvix Mbluly,
ueonvuamuiMu Inekmpooamu (cm. maba. 3) 6612610 NPU3HA-
KU meKyuje2o eeHepaiu308aHH020 npoyecca, ¢ npeumyujecm-
BEHHbIM B08ACYEHUEM NPOKCUMAAbHBIX MblULY, NAEUe8020
nosica u bedep 6 eude CHuUMCeHUS cpedHell daumenvbHoCmu
Oonvute yem Ha 12 % omHocumenvHo HOpMbL, CHUNCEHUS Cpeo-
Hell amnaumyoOsl NOMEHYUAN08 08UeAMeNbHbIX eOUHUY
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Tadmmua 4. Pezyasmamoet IMT-uccaedosanus nayuenmru ¢ ACC do u nocae KOMOUHUPOBAHHO20 NeHeHUs

l'lapame'rpm MOTEHIHAIOB ABUTATEIbHBIX €IUHUIL U BBIPA2KEHHOCTH CIIOHTAHHO# AKTHBHOCTH MbIIIEYHBIX BOJIOKOH

J10/T0C1e JeYeHust
Hccnenosannas
MBIIIIA
Cpennss aMniuTyaa, MKB, CpenHssi JTUTETBHOCTD, MC; Tonudasus, %; P u I10B,

[N =500—-1000] [N] [N =10%] 0aJLIBI

d:3/0
Vastus lateralis dextra 450/1280 7,7/12,4[12,0 £ 1,4] 20 /30 ITOB: 3/0
CPBUY: 1

. nao: 3/0
Deltoideus dextra 400/685 8,8/10,4[11,4+1,3] 45 /45 TOB: 2/0
o . no: 1/0
Tibialis anterior dextra 540/1097 9,3/11,3[11,9 £ 1,4] 35/45 TIOB: 0/0

Ilpumeuanue. bannvt sviparcennocmu cnonmarnnol akmuenocmu: 0 — wem; 1 — pedkue; 2 — manas; 3 — cpeoHss

(ILIE), yseauuenus uucaa noaugasHvix NOMeHyuaios, Ha-
AUMUSL CHOHMAHHOU AKMUBHOCMU CPedHell 8blpadiceHHOCmU
(8 0CHO8HOM NOMEHYUAN08 PUOPUANAUULL U NONOHCUMENbHBIX
ocmpuix 604H). Boisgnennvle Helipogusuonoeuveckue uzme-
HeHUsi COOMEemcmaeo8al NepeuUHHO-MblULeHHOMY YVDOBHIO
nopadicenuss U He NPOMUBOPEUUNU KAUHUYECKOMY OUACHO3Y
IIM (cm. maba. 3, 4). Ilpu eucmonoeuueckom uccaedo8aHuu
buonmama wemoipexenasoil Mvluilbl 6edpa viseaeHa Mopgho-
A02U4ecKas Kapmuha, XapaKkmephas 04s 60CHAAUMENbHO2O0
nopaxcerus motuy (IIM): eapuabenvrocms pazmepos moi-
WeUHbIX B0N0KOH, HEKPO3bl, B0CHAAUMENbHbIE UHDUALMPAMbL
6 nepemMu3uL NPeUMyueCmeeHHo U3 Makpopazos, aumepoyu-
MO8 U 2UCIUOUUMO8, pe2eHepamopHble NPUHAKU 8 8ude
yenouex s0ep npoaugepupyrOuUx 6010KOH 8004b CAPKO-
nemmot. Cnupoepaus eviseuna cHuxceHue Oup@dy3uoHHol
CHOCOOHOCMU Ne2KUX CPeOHell CMEeNneHU CO CHUNCEHUEM HCU3-
HenHoll emxkocmu neekux (XKEJI) (cm. maba. 2).

Ha ocroeanuu nosyueHHvix pe3yabmamog 0bia OuazHoc-
mupoean T[IM ¢ anmucunmemasHbviM CUHOPOMOM, OCHPO2O
meuenus. Y nayuenmxu 6viau visienenvt aumu-Jo- I-anmu-
meaa, ece 6oavuue u manvie kpumepuu ACC no J. Solomon
u coasm. (cm. maoéa. 1) [3, 5]. Iloaumuozum obin duaerocmu-
poean coenacHo kpumepusim [ 1] na ochoéanuu kaunuueckoi
Kapmunbl (c1a00Cmb NPOKCUMAAbHBIX 0MOeA08 MbLULY, MA30-
6020 nosica), nosviuternusi KOK (1866 Ed/n), munuunoit IMT-
Kapmuusl U XapakmepHsviX MOP@OA0eUHecKUX U3MeHeHUIl.
Humepcmuyuanvroe nopasicerue ne2kux — no pe3yasmamam
KT opearoe epyonoii knemku. Huaernoz ACC noomeepicdancs
Haauyuem Mansix Kpumepues: apmpumsl U apmpaneuu, «pyka
Mexanuka», cundopom Peiino, a makace naruuuem auxopadxu
(6 anamHmese) u nopaxceruem cepouya (JceaydouKosas IKCmpa-
cucmonus, maxukapous) [3, 5]. Yuumoieas neeozmoacrnocmo
Oaumenvroeo npuema 6oavHoll evicokux 003 I'KC usz-3a caxap-
Hoeo duabema Il muna, a maxaice msxcenoe u GbiICMpo nPo-
epeccupyroujee nopasjceHue 1eekux, Obi1o peueHo NoOCMeneHHo
cHuzumo dozy I'KC (memunped ¢ 16 me/cym npu nocmyniexnuu
do 7 me/cym K KOHUY Habato0eHus yepe3 4 mec) u Ha3Ha4umo
KoMOUHUposanuyio mepanuio yuxaiogocganom (8/6 1000 me

Kaxcovie 2 Hed, No 6 ¢ nocaedyrouum nepexodom na 200 me
1 pa3 6 nedenio 6/m) u mabmepoit (pumykcumao, 6/6 no 500 me
Kaxcovie 2 ned, No 4). Jlunamuka 1a60pamopubix nokasame-
Jeil Ha hoHe npogedeHHOi KOMOUHUPOBAHHOU mepanuu npu-
eedena 6 maoba. 3.

Ha ¢one npuema memepopmuna (earokogaixc) é dose
1700 me/cym u chudicenus nepopanbHo2o Memunpeda ypogeHs
caxapa Kposu 0cmagaics HOpMAanbHbiM, HECMOMPsL HA 88ede-
Hue 6 Kauecmee npemedurayuu 250-500 me memuanpeoru-
3040Ha (cony-medpon) neped Kaxcooli ungysueit madbmepoi
u neped esedenuem yukasogocpana. Yuce nocre egedenus
nepevix 2000 me uyuknogocpana y boavHOU ommeuanracs
Hopmanuzauus ypoeus KOK, JUITI' u CPh. Iloanas denneyus
CD19+-knemox (0% npu N 6—19%) 6vira docmuenyma
nocae npogederus 2 ungpysuii mabmepst no 500 me. Yepes
1 mec nocae nocaednezo esederus mabmepot (Ha ghoxe npuema
7 me/cym memunpeda u 200 me/ned yuxaogocana 6/m)
yposenb anmumen k Jo- 1 cnusuics 6 4 pasa, a maxaice Hop-
manuzosanuce 3Havenus cANCA (cm. maba. 2). Hesnauu-
menvHoe nosovtuterue yposus JIJAT u CPB na ¢pone mepanuu,
BEPOSIMHO, CA3AHO C OMHOCUMENbHO Oblcmpbim (8 meyenue
1 mec) cuuxcenuem 0o3vt memunpeda nepopanvHo (¢ 16
0o 7 me/cym). B danvHeliuem smu nokazamenu HOpMaiu3o-
eanuce 6e3 donoanumensHoeo nevenus. Yepesz 1 mec nocae
Kypca KoMOUHUpo8anHoi mepanuu npu noemopruix OBJI-
u OMT-uccaedosanusx Ovina vis61eHa 00CMOBEPHAS NOAO-
JcumenvHas OuHamuka: yaywwuauce nokazameau DBJ]
(noémopHoe uccaedosanue DLCO He npoeodunocs no mexmu-
uecKUM NPUMUHAM), YBEAUYUAUCH 3HAYEHUsl CPeOHell amMnau-
myout u dnumenvrocmu I E, ucuezna cnoumannas akmue-
HOCH1b, YO CONPOBONHCOANOCH CYOBEKMUBHBIM U 00B6EKMUBHBIM
B0CCIMAHOBACHUEM CUAbL MblUY PYK U HOZ 00 5/5 6anrnr06
(cm. maba. 2). [loemoproe KT-uccaedosanue vis6uno noaxoe
80cCMaHoBAeHUe KAPMUHBL 1€204H020 PUCYHKA (cM. puc. 0,
maba. 2). I[lpu smom ommeueHo He3HAUUMENbHOE CHUICEHUE
ypoeus IgG — ¢ 13,900 7,5 /2 (N 8,0-17,0), e conpososic-
daguieecsi npucoeouHeHueM 8MOPUYHBIX UHDEKYUOHHBIX OC-
JAONCHEHU.
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Tabmuua 5. Mupoeoii onsim ucnoavsoganus pumykcumaba (PH) y nayuenmoe anmucunmemastoim cunopomom [§—-10, 12—18]

AsTop

J.E. Gottenberg
M COaBT. [8]

0. Lambotte
U coasrT. [9]
L. Brulhart

u coasr. [10]

E. Vandenbroucke
M coaBrT. [12]

E Frikha u coaBT.
[13]

M. Sem u coaBT.
[14]

E.M.A. Ball
M coasr. [15]

I. Marie u coaBT.
[16]

V. Limaye
U coasr. [17]

H.S. Kulkarni
¥ coasr. [18]

Yucao
0O0JIbHBIX,
noJ (Bo3pacr,
JIeT)

2
13K (55)

13K (53)

13K (52)

13K (57)

1 M (47)

13X (51)

13K (19)

11

4M
(cpenHuii
BO3pacT 52)

7X

1M (37)

7

4M
(cpenHuit
BO3pact 57)
32K
(cpenHmiA
BO3pacTt 47)

13X (32)

1 M (59)

Kinanueckue
nposiBiennss ACC

IIM + my3bipuaTKa

M

MM (MC 9/10), U3J1 (DLCO 93 %)

JAM, apTpuT, KOXHBIE BbICBITAHUS,
N3J1 (DLCO 72 %), aRo+

M, U3J1 CKEJI 2,7 1, O®B, 2,3 1), (+)
aRo, AH®, ALILIIT

IIM (mm. psoas et deltoideus CM 3/5),
MOJINAPTPAIITUS

TIM (mm. psoas et deltoideus CM 3/5),
noauaptpanrusi, U3J1 («<MaTtoBoe cCTeKI0»
nipu KT)

N3J1y 100 %;

MMM y 4 u3 10 (40 %),

JIM y 6 u3 10 (60 %);

MbIlIeYHas ciaaboctby 6 u3 11 (55 %);
cycTaBHOI cuHApoM y 7 u3 11 (64 %);
cunapom Peitto y 5 uz 11 (45 %);
«pyka MexaHuka» y 3us 11 (27 %);

8 u3 11 (73 %) nmenu aRo+

[IM (CM 3/5 B crubarensx 6enpa), U3J1

¥V Bcex U3J1 mo nanHbiM KT

(Me ®XKEJI 66 (35-76) %,

Me DLCO 39 (20-57) %;
[IM—y6,IM —yl

(Me MC 57,5 (45—73) 6a1oB u3 88);
apTpajiruu/ apTpuTsl — y S u3 7;
cuHapom Peiitno — 3 u3 7;

«pyKa MexaHuKa» — y 4 u3 7

JIM, «pyka MexaHHKa»,
M3JI (DLCO 34 %)

M3J1 (OAH Ha dhone UBJI; mo naHHBIM
KT nporpeccupyiomuii Gudpo3, mo BceM
JIETOYHBIM TIOJISIM «MaTOBOE CTEKIIO»,
yBenmueHue JIY cpenocteHust, Tsokenast
JIeroyHasi runepreHsust), antu-EJ (+),
JINXOpajKa, «pyKa MEXaHUKa»

JIMTeIbHOCTD
Ha0/ToneHns
1o Tepanuu PU

19 net

6 et

5 et

10 mec

3 mec

29 mec

4 mec

Me 24
(1,5-156)
MeC

7 net

Me 12 (8-60)
Mec

18 mec

3 roga

Tepanus,
npemmuectsyomas PU

I'XJ1, BBUT, MTX

MTX, A3A, BBUT'

I13, MTX, A3A, BBUT'

13, MTX

I3, O

I13, A3A, BBUT, MM®

M3, MM®

N3 (r=11), H® (n=7),
A3A (n=4), ICA (n=4),
BBUT (n=1), TAK (n = 2),
6e3 IIUTOCTaTUKOB (1 = 3)

I13, A3A, MTX, MM, LICA,
BBUT, ®HO-o-610KaTOPbI
(mHGIMKCcMab, araTumMyMa)

M3 (=7,
LD (n=5),
A3A (n="17),
BBUT (n=>5),
MM® (n = 3)

I13, A3A, BBUT, LICA,

s, 0o

Cxema
Beenenns PN

375 mr/m? Ne 4
375 mr/m? Ne 4

375 mr/m? Ne 4

1000 mr Ne2

1000 mr Ne 2

1) 1000 mr Ne 2 +
1000 mr Ne 1
(uepe3 6 Mec)

2) 1000 mr Ne2

1000 mr Ne 2
(n=218)

700 mr Ne 2
(n=1)

375 mr/m?>Ne 4
(n=2)

500 mr Ne 6

1000 Mr Ne 2 +
gepes 6 Mec
1000 mr Ne 1

500 mr Ne 4

1000 Mr Ne [ +
LD 500 mr Ne 1

Ilpumenanue. A3A — azamuonpun; ALILIIT — anmumena k yuxauveckomy yumpyatunoeomy nenmudy;, BBUI — 6/6 ummynoeio00yaun;
TXJT — eudpokcuxnopoxun; 2K — wcenugunvt; UBJI — uckyccmeennas eenmunayus aeekux, KOK — kpeamungocgoxunasza; J1Y — aum-
gamuueckuti yzen; M — myxcuunvi; Me — meduana; MM®P — muropenorama mogpemun; MTX — memompercam; HI[ — nem danmvix;
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o PU KO®K, Ea/n Turp To3za Jennenus o6 5 Chox
( flld:fchT;B:;;f:m o) no/mocae PU Anru-Jo-1 per os B CYTKd CD19+-kne- 3:;) q:): ;:’: om:)cc;;p;rﬁm
AT Th ’ (aopma < 150) no/mociae PU no/nocae P TOK Mmec :
YactuuHslii oTBET (4) 252/119 S as 2(05/ Lig;r 4
HJ Her
[TonHeIit oTBeT, HOpManu3auus CM (4) 1364/93 A (2]?/713;\5 Her
3HaYMTENbHOE YaydllleHHE Ha 4-i1 Mec 1360,/ HopMa +/+ 25/8 Mr HII Her Her
(MC 2/10, DLCO 93%) P (uepes 12 mec)
TTonnbrit otBet (Hopmauzauus CM, CPB, 214/113 Nudexuus
MPT-KapTUHBI MBILILL, JIETKUX 110 JaHHBbIM KT, 6 ii?é })iié‘lepe;a) (HopMa ?g aMg _/ ﬁ7 ’;é\g 82/+ MOUYEBBIX 8
aRo 200/113 Ex/n) Kyp <20 Em) nyTeit
Yactuunslii otBeT (M3J1: yMeHbIIeHUE
nmotpedHOCTH B Kuciopose, mpu KT «mato- 30/10 mr
BOTIO CTEKJIa», cTabmin3aius Gpudposa, 450/150 S ah (K 3 Mec) HA Hert Her
XKEJI 3,56 1, ODB, 2,7 i1; yBenuueHue CM;
HopManuzauusi CPb, COD, JIAT)
o 10, mocne
ITonnebrit orBeT (HopManu3auust CM, >
e mpmE ) 3296/HopMa 60/10 mr 3-roH11341;e;le-
+/HI HIO Her
o 14, mocne
Yactuunelit otBeT (CM B HOpME, YMEHbIIIE- 60 mr/7 mMr >
HUE «MaTOBOro cTekiia» mpu KT 3051/Hopma (k9 mec) 3-roH113/[1;eﬂe-
1 mamm-
Viyamrerne (6): €HT yMep
1) Mo naunbiv KT perpecenst «MaToBoro HJl/Gonee ~ OF PHCO-
Gt gL e Bt IS IS [ oo g in /e n(3+1)1§ }E) (ol—\gg)zgr/ 90% P Jirovectt: 6.y 1 nam-
y 1 ymeHbIreHue mocine 2-ro Kypca (11 %) Y CHYDKEHUE . > Y
y3u35(60%) y2wu3 10 Me 11,25 y 1 uHby- eHTa
2) Yeenuuenure ODB, > 10% y 6 u3 10 (60 %), (20%) (0-40) wmr CD19+ e A
DLCO> 15% y 3139 (33%); v/ peaKims
3) Veenuuenrie CM y 2 13 3 GOJIbHBIX B BUIE
SPUTEMBI
20 mr/HJ
YacTuuHbIN OTBET Mociie 1 Kypca (HopMaiu- 5600/1800/N (rociie 2-ro
samus CM), (HOpMa uepe3 6 Hex +/HI Kypca — ToJ- HJI Her 6
TOJTHBIA OTBET — TOCTIe 2-TO Kypca mocJe 2-To Kypca) Hast OTMEHa
I13)
YactuuHblii OTBET Yepe3 12 mec
1) U3J1: ysenmuenne DXKEJ 74 (57-108) % vV 100%
u DLCO 59 (49-72) %; yny4iieHue o JaH- () Me 4012 Me 20
HbiM KTy Su3 7,y 2 u3 7 — 6e3 orpuna- Me 907 (149-21460) . O
(77-479) (7-30) mr/ HI/(+)
TeJIbHOM ANHAMUKY; En/n/Me 196 Ex/mn/Me Me 9 100 % Her Her
2) yBenmmaerne CM 10 79/88 (66—88) 6aiu1os; (35-711) Ex/n 87ﬂ(5 4316) (3-15) mr y v
y BCEX UCYE3NTU KOXHbBIE MU3MEHEHVST;
# En/Mn
3) KynupoBaJicsi CycTaBHOU CUHAPOM y 1 u3 5,
yaydmwics y 4 us 5
YacTUYHBIN OTBET 12000/N (n%%rerélie D~
£2L§a25526£%{§f > (aepe3 3—6 mec +/HI COB — TI0JI- A Her 10
P L > rmocJie Kypca) Hast OTMEHa
HMCYE3HOBEHUE «PYKU MEXAHUKA») M3)
[TonoxutenbHasi AMHaMuKa yepes 1 Hen
(MCUE3HOBEHUE «MaTOBOTO CTEKJIa», BOCCTa- —/— —/— HO/HO HI Her Her

HOBJICHUE CAaMOCTOSATEIbHOI'O HI)IXaHI/ISI)

O/TH — ocmpas dvixamenvhas Hedocmamourocms; [13 — npednusonon; CM — cuna mouuy; TAK — maxpoaumyc; 1ICA — yuxaocnopun A;

1D — yuxnogocgan; aRo — anmumena k Ro/SS-A; DLCO — dughghyzuonnas cnocobHocms ae2Kux no MOHOOKCUOY yenepood.
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06cy:xneHue

ACC oTHOCHUTCS K peIKUM COCTOSTHUSIM M BCTpEJaeT-
cs B cpenHeM y 12—-19 % Goabhbix IIM/IM [3, 5], uto
00YCIIOBITMBAET OTCYTCTBHE EIMHBIX PEKOMEHIOBAHHBIX
cxeM ero jedeHus. Ilpemnu3onoH (B mo3e 1 Mr/Kr/cyT)
ocTaeTcs IpenapaToM 1-i TMHWY B JIeUeHUU JAHHOTO 3a-
0oJieBaHMs, 00eCTIEYNBAIOIIM PEMUCCHIO B 25—68 % ciy-
yaeB, OMHAKO 000CTpeHMsI 60JIe3HN oTMedaroTes y 6—43 %
nauneHToB [1, 2]. Hukiodocdamma oObIYHO Ha3HAYAIOT
B BUJIE IyJIbC-Tepanuu B/B 1o 1 r/m? tena 1 pa3 B Mecsll,
TaKKe HMCHOJIB3YIOT a3aTUONpPHUH (2,5 MT/KT/cyT), Me-
totpekcar (0,3 MIr/Kr/cyT) U TMKIOCTIOPUH (3 MT/KT/CyT).
ClremyeT OTMETHTD, YTO B JINTEPATYpe HET JaHHBIX ITO KOHT-
POJIMPYEMBIM HCCIIeIOBAaHUSIM 3(POEKTUBHOCTH MOHO-
WM KOMOMHUPOBAHHON Tepaluy IePeUYNCICHHBIX TIpe-
ImapaToB.

M3BectHO, uTo ipu [1M B MblllIeYHOM OMOMNTATE TIpE-
obnamator CD8+-T-nmumMdbonuTtsl 1 Makpodaru, OTCyTCT-
BYIOT IIPM3HAKI TMMYHOKOMIIJIEKCHOTO BaCKyJIUTa, Ooiee
xapaktepHoro mist IM [1, 9, 11, 19]. Hanuuue BoicOKMX
TUTPOB crneuududeckux aHTU-Jo-l-aHTUTEN, rumep-y-
[JIOOYJIMHEMUH, a TaKKe TTOBBIIICHHBI YPOBEeHb B-Kite-
TOYHOTO akTUBHpYIoliero akropa (BAFF) y maumeHToB
¢ ACC B oimumie OT OOJIBHBIX C MAMONATHYECKUMU (Dop-
Mamu [IM/IIM 0e3 aHTUCUHTETa3HBIX aHTUTE]T CBUICTEITb-
CTBYET O TUIIepaKTUBAIMN B-KIIeTOUHOTO 3BeHa UMMYHH-
TeTa, YTO SIBJISICTCSI TOYKOM TIPUIIOXKEHUs PUTYKCHMMa0a,
yeM U JoKa3bIBaeTcs ero 3pdeKTuBHOCTE [19, 20].

Ha cerogusmramii 1eHb, 110 JaHHBIM MUPOBOM JIUTE-
patypbel, UMeeTcs1 onucaHue Bcero 28 mauneHToB ACC
(Tabm. 5), Koropsle Toxydany putykcumao [8—10, 12—-18].
Bce matmeHThI, OJMYIMBIINE PUTYKCHUMA0, MMEJIN JOCTa-
TOYHO JUTUTEIBHBIN aHaMHe3 3a00JIeBaHMS, Y OOIBIITHC-
TBa OTMEYaJIM WHTEPCTULIMAIbHOE TIOPaXXCHUE JIETKUX,
a TakKe pe3nucTeHTHOCTH K Tepanuu [’ KC, murocratnkamu
i KoMomHupoBaHHoMmy JiedeHuo (I'KC m murocra-
TUKH + BHYTPUBEHHBIN MMMYHOTJIOOYJIMH), B HEKOTOPBIX
CIIyJasix HaOJIIOIaarch 000CTpeHUS Ha (pOHE CHUKCHMS
no3bl iepopaibHbix 'KC.

CxeMBbI BBeIeHUST pUTYKCMMa0a ObUIM CTaHIAPTHBIMU
(rro 1000 mr kaxmere 2 Hem Ne 2 win 1o 500 MT Kaxkmyio
Hexemo Ne 4). ¥V 7 (70 %) u3 10 maumenToB ¢ ACC, mosy-
yaBIIMX puTyKcumabo [8—10, 12, 13, 15, 17, 18] 66u10 OT-
MEUeHO YMEHBIICHNE BEIPAXXEHHOCTH MBIIIEYHOTO, CYC-
TaBHOTO CHHIPOMA, a TAaKKe JICTOUYHBIX IIPOSBICHUIA,
HaOJogaBIIecs yepe3 3—6 Mec Tepanuu. Y Bcex HalueH-
TOB ymaBajoch CHU3UTH no3y ['KC mo MMHMMaIbHOTO
ypoBHST (5—10 mMr/cyt). [lo maHHBIM TPOCMEKTUBHOTO
ucciaemoanusi 1. Marie u coaBr. [16], y 7 mauueHTOB
¢ ACC otMmeuasnach ITOJIOKUTEIbHAS TMTHAMHUKA CO CTOPO-
HBI Jerkux (ynyumeHne KT-kapTwHBI OTMEYeHO y 5
13 7 OOJILHBIX), a TAKIKE TTOJTHOE BOCCTAHOBJICHUE MBITIICY-
HOW cWIBI Y 2 3 HUX (CM. Ta0II. 5).

BonbpImIMHCTBO aBTOPOB YKa3BIBAIOT HA TO, YTO HeE-
CMOTpPS Ha TIOJIOXUTENBHBIN 3(P(PeKT TedeHrs] ypOBeHb
anTu-Jo-1-aHtuTen ocraBayicst BeicokuM [8—10, 12, 13].

CHixeHue TuTpa antu-Jo-1 Gonblile yeM B 4 pa3a oTMe-
yeHo JInIIb B padorte I. Marie u coast. [16], a ux mojiHOe
HMCYE3HOBEHME TTOKa3aHOo B MccieamoBaHn M. Sem u co-
aBT. [14] y 20 % 6onbHbIx. L. Brulhart u coast. [10] Bbicka-
3aJIM TIPEATIOJIOKEHIE O BO3MOXHON KOPPEIISIIINN MEXITY
xopoteil apdekTnBHOCTRIO putykKcumaba mpu ACC co
CHIDKEHNEM aHTU-JO-1-aHTHUTE U JOCTUKECHUEM AeTIIe-
mun B-muMbonuToB B mepudeprueckoii KpoBU, UTO
TpeOyeT B JaIbHEHIIIEM YITyOJICHHOTO N3YYSHUS U CTATHC-
THYECKOTO ITOATBEPXKICHNA.

B 7 u3 10 uccnegoBanuii B cpenHeM depe3 Moyroaa
(o1 4 no 14 mec) TToCIe TTOCIeTHETO BBEACHMS PUTYKCHUMA-
6a Ha pone cHmkeHus ['KC mo HU3KMX 103 HaOIIOOaICs
pennanuB 3a00J1eBaHUsI, KOTOPHIM XOPOIIO KYITHMPOBAJICS
MOBTOPHBIM KypcoM putTykcuMaba. F. Frikha w coaBT.
u 1. Marie u coasr. [13, 16] He3aBUCMMO OT TOTO, pa3BU-
BaJIMCh JIX OOOCTPEHMS Y TIALIMEHTOB MJIN HET, BBOIWIA UM
moaiepXKUBalomme 1036l purykcmmaoda (1000 mr, Ne 1)
yepe3 6 Mec, 4TO JaBajio WK CToKui apdexT [16], unmn
OTOABUTAJIO CPOKU pa3BUTUSA obocTpeHus Ha 10—14 mec
OTHOCHUTEJIbHO mocieaHero Kypcea [13]. B ciygasx Hemo-
cratogHOoro 3¢ dekTa mocire 1 Kypcea Teparuy pu IpoBe-
JIEHNH TTOBTOPHBIX KypcoB (110 2000 MT) WX B HOIIEPKM -
Batomux mo3ax (500—-1000 Mr) ymaBasioCh IOCTUYH
noJyiHoro oteera [14, 15].

B nipeacraBieHHOM HaMM CiTydae IIpUMEHEHNUE CTaH-
IapTHOI Teparmu BeIcoOKuMU no3amu 'K C 6bu10 orpanu-
YEeHO BBICOKMM PUCKOM JICKOMITCHCALIMY CaXapHOTO A1a-
Oera. [IpyHMMas BoO BHUMaHME OCTpOe Havajio 0OJIe3HHU,
OBICTPOIIpOTrpeCcCUpYIOIIee MOPaXKEeHNE JIETKUX, JaCTYIO
ToprgHocTh ACC Kk KomouHupoBaHHo# Teparmuu ['KC
¥ LIMTOCTaTUKAMM, BEICOKUI PHUCK 000CTPEHMS OCHOBHO-
o 3a00JieBaHMS Ha (hOHE BEIHYKIEHHOTO CHYDKCHUS TO3BI
METHIIpeIa, MBI IIPUHSUIA PEIeHNE MCIIOIb30BaTh PUTYK-
cuMab B KOMOMHALIMU C BBICOKUMM 103aMM LIUKI0o(pocha-
Ha. [TocnenHuit ObLT BEIOpaH B KaueCcTBe 0A3MCHOTO TIpe-
MmapaTa, TaK KaKk U3BECTHA eT0 aHTU(PHOPO3HAasI aKTHBHOCTh
B OTHOIIICHNY MHTEPCTULINATHLHOTO 3a00JICBaHUS JIETKUX,
a TakKKe CIIOCOOHOCTBH BIMSATH KaK Ha KIIETOYHBIN, TaK
¥ HA TYMOPaJbHBIN UMMYHUTET [22].

3HaUNTEIbHOE YAy4IleHHe (TIPaKTUISCKH ITOJTHAS
peMuccus) y MalMeHTKU ObUIO JOCTUTHYTO yXKe depes
1 Mec mocie IMmpoBeaeHNsT KOMOMHUPOBAHHOUW TepaItmu
C IpUMEHEHNEM PUTYKCHMa0a, 9ToO TIPOSIBIISLIOCH 4-KpaT-
HBIM CHIDKEHHEM YPOBHS aHTH-JO- 1 -aHTHUTE N, TIpaKTH4eC-
KU TIOJIHBIM MCUYE3HOBEHWEM WHTEPCTUIIMATBHBIX U3ME-
HeHUi o gaHHbIM noBTopHOit MCKT, Hopmanu3anueit
noka3zateneit @B/, ypoBueit KOK, JIAT, CPB, Boccra-
HOBJICHHEM MBIIICYHOM CHMJIBI U HOpMaauU3allMeil mapa-
metpoB I1J1E ¢ ncue3HoBeHMEM CITOHTAHHOM aKTUBHOCTHU
M0 JaHHBEIM urorbuaToii OMI (cMm. Tadm. 2, 4; pUCYHOK).
B mpencraBnenHoM caydae nmeruienmss CD19+-kmeTok
ObLTa JOCTUTHYTA yXe mocie BBeaeHus 1000 MT putTyKcu-
Maba (Mabtepsr). KomomHamms mukinogocdaHa 1 puTyK-
crMaba, 1o JaHHBIM JIMTepaTyphl, MOXET OBITh JOCTATOYHO
a¢pdexkTBHOM. Tak, y 60pHOTO ¢ ACC M TSIKETBIM UHTEP-
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CTUIMAJILHBIM ITTOPaXXEHUEM JIETKUX, OCJIOKHHMBIIAMCST
pa3BUTHEM OCTPOU JBIXaTeTbHOM HEAOCTATOIHOCTH M Ha-
xoauBmuMcst Ha UBJI, ata komOMHaLMs, 1aXe C peayLm-
poBaHHOI 10301 muKiIodocdana, yxxe yepes 1 Hex mociie
HavaJia Tepalliy IIprBejia K 3aMEeTHOMY YITYUIIIeHUIO C BOC-
CTaHOBJICHUEM CaMOCTOSITEJIbHOTO AbIXaHUS 1 ICUE3HOBE-
HueM 110 1aHHBIM KT y9acTKOB MOHMKEHHO TUIOTHOCTH
JIETKUX 10 TUTTY «MaToBoro crekia» mpu KT [18].

VY manmeHTKy B HallleM HaOJMIOICHUH eIIIe IO JICUCHUS
OBLTM BBISBIICHBI ITOBHIIIICHHBIC aHTUTENIA K TIPOTeMHAa3e-3
(cANCA) meromom MDA, kotopbie Ha (pOoHE JIeUSHHS TIPH -
[TV B pAMKH HOPMAJIBHBIX 3HAaUeHUI (cM. TaoJ1. 2). B mmre-
patype UMEIOTCSI OTIMCaHMS ClTydaeB OOHApPYKCHUST aHTUTET
K mmrorutazme HerirpodmioB (ANCA) mpu IM/TIM [23],
ocobeHHo 310 Kacaetcss pANCA [24]. Aututena kK PR-3
cuuTaloTcs BhicokocnenmdmaabpMu 11t ANCA-accolmm-
POBaHHBIX BACKYJIMTOB, B IIEPBYIO OYepeIb IpaHyIeMaTo3a
Berenepa [25], ogHako u3penka (10 3 %) MoryT oOHapysKu-
BaThbCs U MPU IPYTUX 3a00eBaHUsAX [23].

VY onmmcaHHOI HAMU MMAIlMeHTKHN B KOHIIE Kypca KOM-
OMHMPOBAHHOTIO JICUCHUs HAOIIOMAJICS He3HAYNTETbHBIN
nmedumT nommkioHaasHoro IgG (cM. Tabir. 2), coxpaHsIB-
muiics B TEUYCHUE Mecslla ITOCIe OKOHYAHUS TepaItiu.
HyXH0 0TMETHTB, YTO KaK PUTYKCHMA0, TaK 1 UKIO(OoCc-
¢aH MOTYT BEI3BIBaTh OOPATUMBIN ACDUILIMT MTMMYHOTJIO-
oynuHOB [21, 25], KOTOphINi B AAHHOW CUTyauuu OBIT

00YCIIOBJICH CMHEPTU3MOM X IEUCTBUS. YUUTHIBAsS OT-
CYTCTBHE Y OOJTBHOM TTPU3HAKOB MPHCOCTUHEHUSI BTOPHI-
HOU MH(bEKIUY Y TEeHIEHIINIO0 K HOPMaIU3AllUN YPOBHS
IgG, HEOOXOOMMOCTH 3aMECTUTEIFHOM Tepanuy Iperia-
paTaMM BHYTPMBEHHOTO WMMMYHOIJIOOYJIMHA HE OBLIO.
B uccnemoBanusax L. Brulhart u coast. [10] 1 M. Sem
1 coaBT. [14] moka3aHo, 4TO PUTYKCHMa0 B KaueCTBE MO-
HOTepaIly He BIVSUT Ha ypoBeHb IgG B TeueHUE BCETO
nepuonaa HabmoaeHus (ot 6 1o 12 mec).

[lepeHOCHMOCTE TEpany pUTYKCUMA0OM Y OOJTBbHBIX
ACC 00BIYHO YHOBJIETBOPUTENbHASA. 3a MCKIIOYEHUEM
1 metagbHOTO MCXoda 4Yepe3 3 Mec MOociie MOHOTEpaITir
PUTYKCHMMAOOM BCIICACTBHE TTPUCOCINHEHMST BTOPUIHOM
nHpeKIInn y 0015HOT0 ¢ ocTpeiM TedeHneM ACC [14],
JIAIIG Y 1 60IBHOTO BCTPEeYaInCh HEOCIOXXKHEHHAsI MH(DEK-
L1 MOUYeBBIX TTyTeit 1 cuHycuT [10]. TsokenbIX TOOOYHBIX
peakiInii B TUTepaType OOJIbIIE OIMMCAHO He OBLIO.

Takum o6pa3oM, MpeACTaBICHHBIM HAMU CIydail yc-
rrerrHO# Teparu ACC B COBOKYITHOCTH C OITBITOM 3apy-
OEKHBIX MCCIIeOBaTe et JEMOHCTPUPYIOT 3(PHEKTUBHOCTD
PUTYKCMMa0a B TePaITMU 3TOTO TSKEJIOT0 ayTOMMMYHHOTO
3a0oseBaHusA. OMHAKO CXEMBI JICUCHHSI, HEOOXOIUMOCTD
B KOMOMHAIINY C IPYTUMH IIUTOCTAaTUKAMU IIpHU 000CTpe-
HUSX, TONACPXHMBAIOIINE TO3BI IIperapara, OCOOCHHO
B CJIydae MOHOTeparunu, TpeOYIOT YTOUHEHUS.
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KnuHuko-anexmpomuorpacuueckue Kpumepuu guariocmuxu
Hac/NeACMBEHHbIX MUOMOHUYECKUX CUHAPOMOB

B.I1. ®enoros!, C.A. Kypoaros', E.A. sanosa’?, H.M. I'aneesa?, A.B. ITonakos?
!Boponexcckas meduko-eenemuyeckas koncyabmayus, bY3 BO «Bopounexcckas obaacmuas kaunuveckas ooavhuya No I»;
2PI'bY «Meduko-eenemuueckuii Hayunoiii yenmp» PAMH, Mockea

Konmarxmui: Banepuii I[lasnrosuy Pedomos fed val@list.ru

Hacaedcmeennvie muomonuueckue cunopomvt (HMC) — epynna eeHemuuecku eemepo2eHHbix 3a004e8aHULL UOHHBIX KAHAN08 XA0PA U HAMPUs
(kanaronamuu), ¢ GbIPANCCHHBIM KAUHUMECKUM NOAUMOPGUIMOM U 8bICOKOU PACRPOCMPAHEHHOCMbIO 6 nonyaayuu. ugpdepenyuanshas
ouaenocmurxa HMC 6 panneii cmaduu 0o Hacmosuwe2o epemeruy cocmaegasiem npooiemy 045 KAuHuyucmos. B pabome npeonpunama no-
NbIMKA HA OCHO8E KAUHUKO-2NCKMPOMU0ZPAPUHECK020 UCCAe008aHUs 2 2pynn 00AbHbIX ¢ 8poxcOeHHol muomonuel Tomcena u Bexkepa
(n =45) u c ducmpogpuueckoii muomonueii 1-eo muna (n = 39), eepugpuyuposannvix JIHK-anaruzom eenoe CLCN1u DMPK, évipabomamp
ungpopmamusrwie dupgepenyupyrougue kpumepuu. Hapsdy ¢ KauHuHeckumuy CUMRMOMAMU MAK08bIMU MO2YM GbICIYNAMb 8EAUMUHA Oe-
Kpemenma amnaumyost M-omeema npu pummu4eckoil CumMyAsSyuu . ulnaris u 01umensbHoCHbs MUOMOHUMECKUX PA3PA008 NPU U20AbYAMOU
anekmpomuoepaguu m. tibialis anterior.

Karoueevie caosa: epoxcoennas muomonus Tomcena/bexkepa, ducmpopuueckas muomonus 1-eo muna, cmuMyaayUoOHHAS U U0ALYAMAS
21eKmpoMuoepapus, MUOMoOHUHecKUe pa3psobl, dekpemerm amnaumyos. M-omeema, duaeHocmuka, duggepenyuarvHas duaeHocmuka,
mymayuu eenog CLCNI1u DMPK

Clinical and electromyographic criteria for the diagnosis of hereditary myotonic syndromes

V.P. Fedotov', S.A. Kurbatov', E.A. Ivanova?, N.M. Galeeva®, A.V. Polyakov’
Voronezh Medical Genetic Counseling Center, Voronezh Regional Clinical Hospital One;
2Medical Genetics Research Center, Russian Academy of Medical Sciences, Moscow

Hereditary myotonic syndromes (HMS) are a group of genetically heterogeneous diseases of the chlorine and sodium ion channels (chan-
nelopathies) with evident clinical polymorphism and high prevalence in the population. The differential diagnosis of early-stage NMS poses
a challenge to clinicians to this day. The investigation has attempted to elaborate informative differentiating criteria on the basis of a clinical
and electromyographic study of 2 groups of patients with hereditary Thomsen or Becker myotonia (n = 45) and myotonic dystrophy type 1
(n = 39) verified by DNA analysis of the CLCN 1 and DM PK genes. Along with the clinical symptoms, there may be the value of M-response
amplitude decrement in rhythmic stimulation of the n. ulnaris and the duration of myotonic discharges at pin electromyography of the m.
tibialis anterior.

Key words: congenital Thomsen/Becker myotonia, myotonic dystrophy type 1, stimulation and pin electromyography, myotonic discharges,
M-response amplitude decrement, diagnosis, differential diagnosis, mutations in the CLCNI and DM PK genes

Bsepexue

Hacnencreernsle MuoToHmdeckue cuaapoMbl (HMC) —
TpyIIra TeHeTUYECKY TeTePOreHHbIX 3a00/IeBaHIIT MOHHBIX
KaHaJIOB XJIOpa ¥ HaTpysl (KaHAJIOIIATHM ), XapaKTePH3yI0-
IIHecs TMOBBIIICHHOM BO30YIMMOCTBIO MEMOPAHBI MbIIIICU-
HBIX BOJIOKOH, TIPOSIBIISIIOIINECS] MUOTOHMYECKUMU (PEHO-
MEHaMM C ITOCTOSTHHOM WJIM TPaH3UTOPHOM CIa0OCTHIO
CKeJIETHOM MYCKyJaTyphl. B coBpeMeHHOIT Kitaccrpuka-
i HMC npencraBieHbl pa3TMIHBIMU T€HETUICCKIMU
dopmamu mucrpodudeckux (JIM) m HeauCcTPOPUISCKIX
muoronmit (HAM) (puc. 1).

Camast pacnipoctpaHeHHas dopma HAM — Bpox-
nmeHHass muotoHnsi (BM), KoTopast BKiIIo4aeT MHUOTOHUU
Tomcena n bekkepa ¢ pacipoctpaHeHHOCTbIO oT 0,2 10 7,3
Ha 100 TeIc. Hacenenus [1]. IIpouncxoxaeHre MUOTOHUU
Tomcena u bekkepa 00ycoBIeHO MyTaLIMSIMU B T€HE XJIOP-
Horo KaHanma CLCNI (yiokyc 7q35) [2]. BM xmHUYecKA

TIPOSIBJISTIOTCSI TeHEPATM30BaHHBIMIA MUOTOHUYECKIMH he-
HOMEHAMU, TUTIEPTPODHE CKeIeTHOM MYCKYJIaTyphI, TPaH-
3UTOPHOM CJTa0OCTHIO, ICOI0TOM B paHHEM BO3pAaCTe, CTallv-
OHApHBIM TeUEHUEM U OJIArONPUSATHBIM ITporHo3om [3—10].
Anamm3 reHa CLCN] BbIIBIISIET pa3Hble TUIThI MYTaLIWiA
(MuUCcceHe, HOHCEHC, eIeli, MHCePLNH 1 Ap.), KOTOPHIE
y OOJIBHBIX ¢ MUOTOHHUEH ToMceHa TIpeICcTaBIeHEI B TeTEPO-
3UTOTHOM COCTOSIHUM (ayTOCOMHO-TOMWHAHTHBIN THUII Ha-
caemoaHusi — AJl), a y GoJIbHBIX ¢ MUOTOHMEN bekkepa
B KOMITayHI-T€TePO3UTOTHOM MJIM B TOMO3UTOTHOM (ayTO-
coMHO-penieccuBHBIT T — AP) [2, 11-18]. BonbHbIe
¢ muoToHnsiMA TomceHa 1 bekkepa MMeOT OMHOTUITHBIC
KIMHUIECKHE TIPOSIBIICHUS, Pa3INIasiCh JIUIIT CTETICHBIO X
BBIPAXKEHHOCTH, XOTH €LIE B «IOr€ HOMHBII [TEPUO/I» HEBPO-
JIoTaMH OHH YK€ TPHM3HABAJIMCh KaK CaMOCTOSITCIBHBIC
Ho3o1ornaeckre popMel. B To ke BpeMsT ApyTuMuy aBTOpaMu
JIJTATEJIbHOE BpeMs 00CYKIaJiCcsl BOIPOC, SIBNISIOTCS 11 BM
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M1

JIM2

JIM3

Jductpoduueckue MUOTOHUN

MuoToHHYECKHE CUHIAPOMBI

Henucrpoduueckre MUOTOHUU

Kananonatuu ¢ MyTaluuAaAMHnu
réHa XJIOpHOIo KaHajia

a. MuoroHunga
Tomcena

0. MuoTtoHus
bekxkepa

Kananomnarumu c MyTallUAMH
I'€Ha HAaTpMEBOI'O KaHajla

KanuiizaBucMble MUOTOHUU:

— MUOTOHMUSI BOJTHOOOpa3Hast
— MUOTOHMS ITOCTOSTHHASI
— MUOTOHMSI AMaKapO3aBUCHMasT

BposkneHHas mapaMuOTOHUS

TunepkanvemMuyecKuit
NEepUOANYECKUIA Tapainy
C MUOTOHUEN

Puc. 1. Knaccugurayus nacaedcmeennvix muomonuyeckux cunopomos [ Mankodi A. Review Article: Myotonic disorders.
Neurology India 2008:56, 298—304 (¢ modugpukayueir)]

Tomcena u JIM pa3HbIMU 3a00/IeBAHUSIMU WA CTagUSIMU
omHoro 1 Toro ke crpamanws [19]. Co BpeMeHH yCTaHOBJIE-
HUST MOJIEKYJIIpHO-TeHeTiYecKoit ipupoasl HMC, kapti-
POBaHMS Y KIIOHWUPOBAHUS IIPUIMHHBIX TCHOB TI0JIEMHKA 110
STUM BOIIPOCaM TIPeKpPaTWIach, IIepeiasl B IPAKTUIECKYIO
mtockocTh goctynHocTi JJHK-auarnoctrku. OmHako orn-
TUMU3aLMs noucka u mnposeneHue JIHK-ananuza reHoB
B KaXXIIOM KOHKPETHOM CJTydae — HEIIpoCTas 3amada, Tpeoy-
OIIIasT BRIPAOOTKM YETKHMX KIIMHUKO-3JICKTPOHEHPOMKOTpa-
¢dumueckux kpurepues 1t HMC, ocobeHHO B 1e0IOTHOI
cTamyu 3a00JIeBaHYs.

M Illretinepra—barrena—Poccommo (JIM 1-ro tuta,
IM1) — camas pacrnpocTtpaHeHHast ¢opma cpenn HMC
c yacrotoii ot 2,1 no 14,3 Ha 100 TeIC. HaceneHus u AJIL-Tn-
oM HaciemoBaHus [20—22]. IM1 obycnoBiieHa JUHAMU-
YeCKOI MyTallreil B reHe MUOTOHUHIIPOTeMHKHA3bl DMPK
(ymokyc 19q13) B Bume SKCITAHCUM TPUHYKICOTUIHBIX TIO-
BropoB (CTG) [23], ¢ yBemMIeHNEM YKCIIa KOTOPBIX B PSITY
IIOKOJICHUI B CceMbe 3a0ojieBaHME IeOIOTUPYEeT B Oolee
paHHeM Bo3pacTe ((peHOMEH aHTUIIMITALIVN), MHOTA Jaxe

¢ poxxaeHus (BpoxaeHHast opma — CTG-1oBTOpOB OoJIce
1000), 9acTO C YMCTBEHHOI OTCTAJIOCTBIO M TICUXITYSCKIMU
HapymieHusMu [24]. IM1 oTHOCUTCS K TIOJTMCUCTEMHBIM
3200JIEBAaHMSIM, XapaKTEPHU3YIOIIMMCS BBIPAXKEHHBIM KITH-
HUYECKIM ITOTMMOP(HHU3MOM, TeOI0TOM ITPEUMYIIICCTBEHHO
Ha 2—3-M IeCATIICTUN, HEYKIIOHHBIM MEUTCHHBIM ITPOrpec-
CHpOBaHMEM 1 HEeOIaronpusiTHbIM ucxogaom [7, 20, 21, 25].

3HaunTeIbHO Oosiee penkas dopma — JIM 2-ro
THIIA, WUIM TIPOKCUMAaJIbHASI MUOTOHWYECKAss MUOIIATHS
(PROMM) — Takxke 0OyCIOBJICHHAs ITWHAMUYECKOMN
myTaiueit B Bume skcnaHcuu CTG-TIOBTOPOB B TIeHe
Zinc finger protein 9 (ZNF9) B nokyce 3q21 ¢ AJl-Tunom
HacjemoBaHUs. 3a0ojieBaHME XapaKTepU3YeTCsSI MHaI-
TUSIMU, CTA00CTHIO M MOCIICAYIONINM Pa3BUTHEM aTpOoduii
MPEeNMYIIEeCTBEHHO B IPOKCHUMAIBHBIX TPYMIIaX MBIIIIIT
HIDKHMX KOHEYHOCTEH, 1e0I0TOM Ha 3—4-M IeCATIICTHH,
pa3HOOOpa3HOM BHEMBIIIEUHOM MATOJIOTUel, HO Ooee
0JIaronpUSITHBIM ITIPOrHO30M IT0 cpaBHeHMIo ¢ JIM1 [26].

Knuanuecku JIM1 mposiBaseTcsi Kak MbIIIEUHBIMU
HapyIIeHUSIMU (TIPOTPECCUPYIOIIAs CTa00CTh M aTpodun
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KpaHUaJIbHOU MYCKYJIaTYPBI, CJIA00CTH MBIIIIII ITICH, BSITbIC
IHUCTAJIBHBIC TTape3bl PYK M HOT, a TAKXKe MIOTOHMYECKHE
¢deHOMEHBI ¢ IIpeobaJaHneM B MBIIIIAX JTUCTATbHBIX
OTIIEJIOB PYK), TaK M BHEMBIIIICYHOM ITATOJIOTHEI: paHHSIS
KaTapakTa, SHIOKPUHHEIE IIPOSBICHUS B BUAE O€CTUIOMMS
¥ a300CTIIEPMUM Y MYXKUMH, HapyIIeHNEe MEHCTPYaJTbHOTO
LIMKJIa ¥ HeBBIHAIITMBAHNE O€PEMEHHOCTH, BETeTATHBHBIC
paccTpoiicTBa, HapyIICHUSI CepACIHOIO PUTMA U IIPOBO-
IUMOCTH, KapIMOMMOIIaTUsI, M3MEHEHUS JIMIHOCTH,
a TakKe SMOIIMOHAILHO-BOJIEBOI c(pephl (amaTust, 0e3bI-
HULIMATUBHOCTB), peke CHIKeHMe MHTeJeKTa [3—7, 20,
21, 25, 27].

B pazBepHyTOIi cTanuuy 3a00ieBaHusI C IOJIHBIM HA0O-
POM CHMMIITOMOB IMarHocThka JIM1 He mpeacTaBisieT 3a-
TpynmHeHHui. OmHAKO B Ie0IOTe, KOTAa eIle OTCYTCTBYIOT
SIBHBIE aTpO(hUI MBIIIILT ¥ BHEMBIIIIEYHBIC CUMITTOMBI, a KITH-
HUYecKasl KapTUHA OTPaHNYHMBAETCST TOJIBKO MUOTOHMYEC-
KVMHM 33epXXKKaMM, a TaKKe Y aCHMIITOMHBIX HOCHUTEIIEH
myTtammii DMPK B ceMbsIx OOJIBHBIX, I BepudUKaLIN
TarHO3a He0OXOIMMO ITPOBEICHIE SJIEKTPOHEPOMIOTpa-
¢uu (DHMT), BKiIrFOUasT METOIBI MUTOJIBIATON M CTUMYJISIIIN -
oHHOI 3nmekTpoMuorpadpun (BMI'). Tonpko uroIbUATAs
OMI no3BonsgeT 3apUKCUPOBATh MATOJIOTMYECKYIO BO30Y-
MMOCTh MEMOPAHBI MBIIIIEYHBIX BOJIOKOH B BUIE XapaKTep-
HBIX MUOTOHMYECKUX pa3psimoB (MP) BBICOKOI YacTOTHI
(20—150 Iir) ¢ mameHMeM aMILTATYIBI M YACTOTBI COCTABJIS-
IOLIMX pa3psi moTeHuuranos [5]. MP saBnsitorcst o0MraTHbIM
nrarHoctideckuM npusHakoM HMC u obHapyxuBaioTcs
Iaxe y KIMHUYECKN MHTAKTHBIX HOCHUTEICH MPUIMHHOMN
T€HHOI MyTalluH.

Jnst HIM He xapakTepHO pa3BUTHE TTape30B KOHEU-
HOCTE#l W MBIIICYHBIX aTpoduil B OTIWYNE OT OOJTBHBIX
¢ JIM1, y KOTOPBIX BSUTbIE TUCTAIbHBIC TTAPE3bl PYK M HOT
CITy>XaT INIABHOW IIPpWMYMHON MHBaTUAN3aInu. TeM He Me-
Hee, y 6oimbpHBIX ¢ HAM (dopma Tomcena, bekkepa) cre-
IU(PUISCKUMU CUMIITOMAMU MOTYT BBICTYyHaTh MCXOIHAST
HEJIOBKOCTh W MBIIIEYHAST CJIa00CTh B KHUCTSIX, OOYCIOB-
JICHHAsT TATUIHBIMA MUOTOHUYIECKIMU 3aIeP>KKaMU 1 VIC-
Yye3aroIias ocyIe HeCKOJIBKUX ITOBTOPHBIX ITPON3BOJIBHBIX
cokpateHuit MpItiil. CUMIITOM HOJyIrI HAMMEHOBaHUE
«TpaH3UTOpHAs CI1a00CTh», a YMEHBIIIEHNE BEIPAKEHHOCTH
MHOTOHHUY IIPY TIOBTOPHBIX MBIIICYHBIX COKPAIICHUSIX —
«(peHOMEH BpabaThIBaHUSI». TpaH3UTOpHAS CI1a00CTh OT-
cyTcTBYeT y 00JbHBIX ¢ JIM 1, a c1aboCTh B MBILIIAX KUCTU
OCTaeTCsl HEU3MEHHOM axke MOCjae YMEHbILIEHUSI MUOTO-
HUYECKUX MposiBieHni. Hammame TpaH3UTOPHOM ¢cl1abo-
ctu 'y 6onbHbIX ¢ HIM cBs3biBanu ¢ nedrorom IM1, uto
3aTpyIHsI0 uddepeHINaNTbHYI0 TUAaTHOCTUKY, TTPUBO-
IO K HEBEpPHBIM HO30JIOTHYECKUM TPaKTOBKAM M Hea-
NIeKBaTHBIM TeHETUYECKHM IIPOTHO3aM B CEMbSIX ITPOOaH-
1oB [19]. Bce 310 TTOCTy>KMJIO TTOBOJOM K HEOOXOIUMOCTHU
BBIPAOOTKN OOBEKTUBHBIX KPUTEPHECB HAIMIMS WU OT-
CYTCTBHUS TpaH3UTOpHOI crmaboctu. [IpoBemeHme Tecrta
¢ purtmundeckoi crumyinsiuueii (PC) ¢ yactoroit 10—60 Iix
y 601bHBIX ¢ HMC BBIIBUIIO TeKpeMeHT M-0TBeTa ¢ BOC-
CTAaHOBJICHHEM €T0 aMIUTUTYIHI ITocie TeTann3ann. Kpo-

Me Toro, npu npoBegeHUn PC y 6oabHbIXx ¢ HMC Ha
MIpUMEPE MBIIII KUCTH, MHHEPBUPYEMBIX JIOKTEBBIM HE-
PBOM, BBISIBIISIETCSI 3aBUCHMOCTh MEXIY BETMUMHOM Je-
KpeMEHTa aMIUTUTYIbl M-OTBETOB M BBIPAKEHHOCTHIO
TpaH3UTOpHOI ciaboctu [28—30]. BuisiBiIeHHBINH meKpe-
MeHT M-otBeta ipu PC B reHOTUNMPOBAHHOW TpYIIIIe
6onbHBIX ¢ HIM o006bsicHSIeTCS HapylleHueM (QYHKIIUU
XJIOPHBIX KaHAJI0B. TakKM 00pa3oM, IeKpEMEHT aMITIUTY-
bl M-O0TBETOB MOXeT OBITh MH(MOPMATUBHBIM ITOKa3aTe-
JIeM B ajJITOPUTME TUATHOCTMYECKOIO IOMCKA MYTaIlWii
B TeHe XJIOpPHOTO KaHaia y mauueHtos ¢ HMC [31].

[To maHHBIM IUTEPaTypHl, pe3yasTaThl PC y 00IbHBIX
¢ HMC nmeror HeOTHOPOIHBIN W pa3HOHAIIpaBICHHBIN
XapakTep, 9YTO, CKOpee BCETro, CBSI3aHO C pa3HOPOIHOCTHIO
W MaJIOYMCIEHHBIM COCTaBOM HWCCJICIOBAaHHBIX TPYIIIT
nmauueHToB [28—31]. BuipaxkeHHBIN BHYTpUCEMENHBIN
KIMHUYIECKUH TTOIMMOPDU3M U HEPEIKO «IIePEeKPHIBAI0-
muecs» GeHoTursl 60abHBIX ¢ HMC 3aTpyaHSIIOT TTOMCK
MyTaIii B IPUYUHHBIX TeHaX. [TOBITKY Co3maHms ajiro-
pPUTMa HO30JOTMYECKOM M TeHETHYECKON TMarHOCTUKU
HMC npennpuHnmannch HEOTHOKpATHO [8, 25, 26, 30].
B mocTymHOI1 0TeYecTBEHHOM TUTEpaType MBI HE 0OHApY-
KVJTA VICCIICIOBAHUIA 1 OTIMCAHUSI CITydaeB KIIMHUTIECKOTO
ncrionb3oBaHust DHMI ¢ tecramu PC B reHoTUIIMpOBaH-
HBIX Tpynitax 6oabHEIX ¢ HMC.

Iean nccaemoBannss — MMONCK KIMHUKO-3JICKTPOMM--
orpaduuecKrx KpuTepreB Wit 1 depeHINaTbHOM a1a-
THOCTHMKH pa3HBIX (DOPM MUOTOHNH, BepU(PULIMPOBAHHBIX
MOJICKYISIPHO-TeHETUIECKUMM METOIAMM TUAaTHOCTUKH.

Mamepuanbl u Memogbi

OO0BeKTOM HCCIeAOBaHUS TOCIYyXuIu 123 cemMbu
(155 6ompHBIXx ¢ HMC) U3 permcrpa HacleACTBEHHBIX
HEepPBHO-MBIIICYHBIX 3a00J1¢BaHMi BOpOHEKCKOI METUKO-
TeHEeTUYECKOM KOHCyabTarn. Habop 00IBHBIX IpOBeacH
Ha 6aze Boponexckoit OKb Ne 1 B mepuwom c¢ 1982
mo 2012 1. O0beM TMATHOCTUKU: CTAaHIApPTU3MPOBAHHOE
HEBPOJIOTMIECKOE 00C/IeqOBaHNe, KIMHNKO-TeHEaTOTH-
YeCKU aHAJIN3 POIOCIOBHOM, MOJIEKYISIPHO-TeHETUIEC-
KOE TeCTMPOBaHME NMPUUYMHHBIX T€HHBIX MyTaluii (Ipu
CEMEIHBIX CllydassX — C 00CjIemoBaHUEM OOJUTaTHBIX
1 BEPOSITHBIX HOCUTEJIE MyTaHTHBIX ayesneit). CtaHmap-
tHags OHMI-nuarHoctuka mpoBeAeHa 155 OONbHBIM
¢ pa3ubeiMu popmamu HMC.

MoJeKyIsIpHO-TeHETUIECKOE MCCIICIOBaHNE TTPOBE-
neHo 84 6onbHbIM ¢ HMC Ha 6a3e JlabopaTtopun JHK-
muarHoctuku @BI'Y MT'HII PAMH c ncnionbp3oBaHueM
MeToa MPSIMOTO CEKBEHNPOBAHMS TeHOB XJIOPHOTO M Ha-
TPHUEBOTO KaHAJIOB, a TakxKe ompeneiacHus yncia CTG-
noBTopoB B reHe DM PK. I1o pe3ynsraram [IHK-guarnoc-
THKY OOJIbHBIE OBLIN pa3nesieHbl Ha 2 OCHOBHBIE TPYIIIIH:
BMu IM1.

Y 45 (54 %) 60nbHBIX ¢ BM BBISIBIIEHBI MyTallMKM B TeHAX
XJIOPHOTO M HaTPUEBOTO KAHAJIOB B T€TePO- ¥ TOMO3UTOT-
HOM cOCTOsTHUH, a Y 39 (46 %) 6onbHbIX ¢ /IM1 BBIsIBIeHA
sKcImaHcus TpuHyKiIeoTunHeIx CTG-moBTOpOB (6osee 50)
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BreHe DM PK. MonekynsipHO-TeHETUIECKIE UCCTIeIOBAHUS
JAHK 6ompHBIX ¢ HMC 1103BOSIMIN YCTAHOBUTH T€HOTHUITBI
U BepU@PULIMPOBATh TUIIbl HACIEIOBAHUS B CLIOPAANIYECKUX
CIIy4asix, 9TO BaxKHO IUTSI MEAMKO-TEHETHYECKOTO KOHCYITh-
TUPOBAHUS B CEMBSIX TTO TIPOTHO3Y 3I0POBbSI ITOTOMCTBA.

B rpyrme BM 26 (74 %) nipo6aHaoB ObUIM €IMHCTBEH-
HBIMH TIOPaXXEHHBIMH YICHAMM CeMbU (CITOpaIMIecKUe
ciydan). I1o maHHBIM KIIMHUKO-TEHEAJIOTUISCKOTO aHAIM3a
AJl-Tin Hac/ieqOBaHMsI yCTAHOBJIEH TOJILKO B 2 (6 %) ciydya-
sx muoToHun TomceHa, AP-tun HacnegoBanust —y 7 (20 %)
MMaIMeHTOB C MUOTOHMEH bekkepa, 13 KOTOPBIX 4 OOJIBHBIX
nmMeu myTtanyu reHa CLCN I B TOMO3UTOTHOM COCTOSTHHM,
a 3 OBLTM KOMITAYHA-TE€TePO3UTOTHBIMU HOCUTEISIMUA MyTa-
muii. AHaim3 reHa CLCN1 B ciopagudeckux ciydyasx BM
TO3BOJIVJI BBISIBUTH MYTALIMK Y 3 OOJIGHBIX B TETEPO3UTOTHOM
COCTOSIHUU, ¥ 6 — B TOMO3UIOTHOM, y 17 — B KOMIIayH/I-
TeTePO3UTOTHOM COCTOSIHUM, UTO TI03BOJISAET 3aKITFOUNTh, YTO
AP-dopma mruotoHumn bekkepa rpeobiamaer Kak B ceMeii-
HbIX, TaK ¥ criopaanyeckux ciaydasx BM. B nenom Ha Hee
nipuxonutcst 87 % GobHbIX ¢ BM.

B rpymme 6onbpHBIX JIM1 y Bcex 39 mpo6GaHI0B BEISIB-
neHa skcnancust CTG-1oBTopoB B reHe DM PK B retepo-
3UTOTHOM COCTOSTHUM, Kak B 14 (70 %) ceMelHBIX clydyasix
(n=133), Tak u B 6 (30 %) ciopagu4yecKux Ciaydasx.

Knunnuko-DHMI -uccnenoBanus mpoBeAeHbI B COOT-
BETCTBMU C MPOTOKOJIOM 84 60abHEIM ¢ HMC ¢ Bepudu-
LIMPOBAHHBIM MOJIEKYISIPHO-TEHETUICCKIMI METOIaMU
IWarHO30M. MBIIIeYHasT CHiia B CTUOATEISAX KUCTEi uc-
cienoBaiach KUCTeBbIM qruHaMoMeTpoM JIPTT-90 ¢ nuarma-
3oHO0M m3MepeHus 10—90 xkr u JIPII-30 ¢ mmama3oHoM
n3mepenuns 5—30 kr. CHUXKeHMe CWIIbI YCTaHABIMBAIOCH
mpu BeamumHax < 30 KT mrst MyxxauH 1 < 20 KT U1 SKeH-
myH. Hanmane TpaH3UTOPHOM CI1ab0CTH OLIEHMBAJIOCH 10
HapacTaHUIO cvIkl Ha 10 KT 1 060J1ee 0 CpaBHEHMIO C pe-
3yJIBTATOM TIepBOHAYAIBHO MpoOkl. Yepe3 10 MUH OTIbI-
Xa TOoCJIe OIpeaeSIeHUs NCXOMHOM CHJIBI TTALIMEHT TIPOM3-
BOOMJI (DOPCHMPOBAHHOE CXXATWEe KWCTU B KylakK, 4YTO
ITO3BOJISIJIO OIIPEACINTD CTETICHD YBEJTMUSHMS CHITHL.

MmuortoHndeckrie (peHOMEHBI (aKTUBHASI MUOTOHMS)
OIICHUBAJIVICH TT0 BBIPAXKEHHOCTH MEXaHWMUYECKOM M aKTHUB-
HOM MUOTOHUHM («MBIIIEYHBIN BAJIMK» MPH TIEPKYCCUU Ie-
JIBTOBUIHOM MBIIIIIIBI, 3aepKKa OTKpPhIBAaHUS a3, pTa,
pas3kuMaHMs KUCTe pyK mocie (OpcHpoOBaHHOTO OTHO-
KPaTHOTO MPOM3BOJILHOTO COKpaleHus ). «PeHoMeH Bpa-
OaTbIBaHMS» OLICHUBAJICS IT0 MCYC3HOBEHUIO WIIA PE3KOMY
YMEHBIIICHUIO BRIPAXKEHHOCTH MUOTOHHWU TIPY TIOBTOPHBIX
MBIIIICYHBIX COKPAIICHHUSIX.

OHMI -uccnenoBanue MpOBOAMIIOCH HA 3JEKTPOHE -
pomuorpade «MBII-mMukpo» («Heiipocodt», PD). IIpu
uroiabdaToii OMI ¢ WCIIOAB30BaHMEM CTaHIAPTHOTO
MultiMUP-ananu3a y Kaxxaoro 00JbHOT0 UCCJIeI0Balach
TepeaHsIss OoJblIeOepIioBasl MBIIIIA. PaccumThIBaInCh
CpemHUE IIUTSIILHOCTD U aMIUIATYIA ITOTEHIINAIOB IBH-
rarenbHoO# enuHUNEI (ITJE), nciao momudasusix [11E,
BEJIMYMHBI OTKJIOHCHU C MCITOJIb30BAaHNEM BCTPOSHHBIX
HOpMATUBHBIX Taoymil. [Ipw permcrpaiiuy CIOHTAaHHOM

AKTUBHOCTHU MBIIIIEYHBIX BOJOKOH B Buae MP olieHuBa-
JIaCh MX YaCTOTa U JUIUTEIbHOCTh B MUJUIMCEKYHIAX (MC).

C LieJIbIO BbISIBJIEHUSI I€eKPEMEHTA aMILTUTYAbl M-0T-
BETa M YCTAHOBJICHUS BO3MOXKHOMI KOPPEJISLIMU €r0 BeJIv-
YMHBI ¢ (PEHOMEHOM TPAH3UTOPHOM U IMOCTOSIHHOM Ci1a-
60octu 34 60pHEIM ¢ BM 1 25 ¢ JIM 1 6b11a ipoBeaeHa PC
¢ n. ulnaris (m. abductor digiti minimi) o cTaHOZapTHOMY
BCTPOEHHOMY IIPOTOKOJIY UCCJIeIOBAHMS HEPBHO-MbILLIEY -
HOI1 TIepegaum ¢ Ipo0Ooii TeTaHM3alNK. JIeKpeMeHT aMII-
JUTYAbl M-OTBeTa MpU BBICOKOYACTOTHOI CTUMYJISILIMA
(50 Iix, 200 cTMMYJI0B) PaCCUMTHIBAJICS B IIPOLIEHTaX, KaK
OTHOIIIEHUE HEeraTUBHOM (ha3bl MEPBOr0 M IOCIEIHETO
noreHuuranoB M-orBera B cepun. C LIEIbIO BBISICHEHUS
CTa0UJIbHOCTU BBISIBISIEMOIO JEKPEMEHTa Yy OOJIbHBIX
¢ HMC B auHaMuike (C MUHTEPBAJIOM OT HECKOJIbKMX He-
[IeJIb 10 HECKOJIbKHX MECSLIEB) MPOBOAMIOCH IIOBTOPHOE
00cJieIoBaHuE 110 TOM Xe CXEME.

Pe3ynbmambl u 06cyxaeHue

KmHnaeckast xapakTeprCcTHKa 3a00JIeBaHUST B CCIIC-
NIOBaHHBIX Ipynax 6oabHbIX ¢ BM u JIM1 npeacraBieHa
B Tabj1. 1. boabHbBIE My>XCKOT0 1oJja mpeodagaid B 00enx
TpyImIIax, CPeIHUI BO3pacT HAa MOMEHT OOCJICIOBaHUS HE
pazmuuaics. CpemHuii Bo3pacT meOroTa 3a00eBaHUS
y 60sibHBIX ¢ BM cocrasui 8,8 & 6,3 roga u craTuctuyec-
KM 3HAYMMO OTJIMYAJICS OT TaKoBOro B rpyrmie JIM1 —
24,2 + 10,0 roma, Koraa nepBble CUMITTOMBI ITPOSIBIISIINCH
Ha 3—4-M HOeCATWICTHMU XW3HHU ITallMeHTOB (TOJIBKO
y 7 6onpHBIX [IM 1 nebrotuposana padee 20 iret) (p < 0,05).
V Bcex 6onbpHBIX ¢ BM 3abosieBaHrie MaHU(pECTUPOBAIIO
B paHHEM BO3PACTe C MBIIICYHBIX 3aIePKEK, B TO BPEMSI
Kak 6oibHbIe ¢ JIM 1 nmepBoHaYaabHO MPEAbSIBIISLIN XKaIO-
OBI Ha c1a00CTh B HOTaX M pyKax M TOJIBKO 3aTeM Ha 3a-
TpyAHEHUE pacciaabaeHUsI MBI B KACTIX PYK, IPU 3TOM
MBIIIIEYHAsT CJa00CTh ObLIA IOCTOSSHHOI M C TeUYECHUEM
3a00s1eBaHMs HapacTaia. [[pyrre MbIIIedyHbIe IPOSBICHUS
(TumoTpoduM KpaHUATBHBIX MBI U JUCTAITBHBIX OT/Ie-
JIOB PYK ¥ HOT) MEHbIIIE OeCITOKOMIN OOIBHBIX ¢ JIM 1.

IIpu HeBpojornueckoM ocmorpe y 36 (80%) us
45 6onpHBIX ¢ BM oT™Meuanach rurieptpodust Bceit cKeneT-
HOM MYCKYJATyphl, C IIpeobjagaHueM THUIIePTPODUU
MbllIL Oenep U roneHeir y 14 (39%) u3 Hux (puc. 2).
Hu y ogHOro 60715HOTO HE BBISIBJICHA TUITOTPOGUS 1/ MUIN
Cc71abOCTh KpaHMAJIbHBIX MBI, Hampotws, rpynmHO-
KJIIOUMYHO-COCLEBUAHbBIE MbIlILLI B rpynne BM Obuin
M30BITOYHO Pa3BUTHI B OTJIMYKE OT O0bHBIX ¢ JIM1, y KO-
TOPBIX TE K€ MBIIIIIH UMEJIN BBIPAKEHHYIO CUMMETPUY-
Hy1o aTpoduio U ciadbocTb. BripaxkeHHast TUIIOTPOdUs
MBI KUCTEW, MpeArieunii, TojieHel BhIsIBiIeHa y 27
(69 %) 60nbHBIX ¢ JIM1 (puc. 3), HapyllIeH1e ITOXOAKH 10
TUIY CTeIMaXxa OTMeJalIoch Y OOJMBbHBIX cTapiie 40 yer.
Tonbko y 6 (17 %) GonbHbix ¢ M1, nperMyleCTBEHHO
JKEHIIMH (4/6), OTMEUYEHBI IICEBAOTrUIIEPTPOGUU TOJIEHE.

bonbHbie ¢ BM He npeabsBisiiy xkanobd Ha c1aboCTb
B pyKax ¥ HOTaX, M3MEHEHNE TTOXOIKH, HO OTMEYaIu 3a-
TPYIHEHUS TIpU Hayaje IBVXKEHUS T10CJie MAaCCUBHOIO
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Puc 2. Tunuynsie penHomunuueckue nposigaenus (eunepmpo@us ckeaemnoii MycKyaamypul 6e3 nopasceHus MUMUYECKUX U HCe8amenbHulX Mbliuy,) y 601b-
Hoeo /., 23 aem, ¢ BM bexkepa (mymayus eena CLCNI Ivs1+3A>T 6 eomosueomuom cocmosnuu). 3deco u na puc. 3: 0603Ha4eHus poooca08Hou:
uepHble gueypbl — 00bHbIE YACHBL POOOCAOBHOI; beavle Gueypbl — 300p0gble UaeHbl POOOCAOBHOU; «+» — 2eHOMUNUPOBAHHbIE YAeHbl POOOCAOBHOI

Ta6mmua 1. Cpaeﬂumeﬂbﬂaﬂ KAUHUYecKas xapakmepucmuxka eeHomunupoeanHsblx 001bHbIX C HACACOCBEHHBIMU MUOMOHUMECKUMU cum)pomaMu

IToka3arenn

Bcero reHoTMnMpoBaHO GOIBHBIX
[Momn, Mmyx/keH
Bospacrt nedrora, et (M + m)
Bospact npu ocmotpe, et (M = m)
Tunorpodust u/unm ciabocTb KpaHUATBHOM MYCKYJIaTypsl, 7 (%)
TumoTpodust TUCTATBHBIX MBI, 72 (%)
[lape3 mucTanrbHOM MyCKyIaTypsl, 7 (%)
Tuneprpodust MbI Geaep u/umu rojaexeit, n (%)
DKcTpamblleyHasi narojorus, n (%)
AXTUBHAsI MUOTOHHSI:

B KPYTOBBIX MBILIIAX 13, # (%)

B XKeBaTeJIbHBIX MbIIILAX, # (%)

B MBILLIAX KUCTeH PyK, 7 (%)
TlepkyTopHbIe MUOTOHUYECKKE (heHOMEHHI, 7 (%)
DeHoMeH «BpabaTEIBAaHU>, 11 (%)
TpanHsuTopHas c1adbocTb, 7 (%)

*p < 0,05.

BpoxneHHass MMOTOHHUS Jucrpoduyeckast MUOTOHUS
45 39
35/10 23/16
8,816,3 24,2 £ 10,0
31,0+ 11,8 38,1+ 11,6
0 (0)* 37 (95)*

0 (0)* 27 (69)*
4 (9)* 29 (74)*
36 (80)* 6 (17)*
2 (4,5)* 29 (74)*
26 (53) 2(5)
33 (74) 17 (43)
43 (96) 38 (97)
44 (98) 8(23)
41 (91)* 3(8)*
12 (27) 0(0)
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1II:3

Iv:a

Puc. 3. Tunuunvie penomunuueckue nposenenus IM-1 u podocaosnas 2 6oavHbix 6pamues, 30 u 32 sem (nmo3, eunompoghuu m. temporalis, m. masseter,
m. sternocleidomastoideus, Moy kKucmeii u npednieuuil, 100Hoe ooavicerue). lenomunuposannsie 6oavrvie 11:3; I11:1; 111:3 ¢ sxcnancuell mpurykaeomuo-
Hoix noemopog (CTG n > 50) 6 eene DMPK, y IV:1 6 eene DM PK CTG-nogmopos n < 50.

OTIBIXa, KOTOPBIEC MCUYE3aJIN TTOCIe TIOBTOPHBIX ABIKEHUIA
(dbeHOMEH «BpabaThIBaHUsI»). TeM He MeHee ITPY KUCTEBOM
IUHAMOMETPUU y 3 My>XXunH ¢ BM cuja B Kuctsx Obu1a
<30kr, ay 1 6onapHOI < 8 KI. TpaH3uTOpHas ciiabocTh
(Hapactraaue cuiabl Ha 10 Kr 1 Oojee mocie (peHOMeHa
«BpabaTtbIBaHUsI») BbisiBIeHa y 12 (27 %) u3 45 GONbHBIX
¢ BM. Hu y ogHoro 6onsHoro ¢ [IM1 HapacTaHus CUJIbI
B KHMCTSIX ITOCJIE TIOBTOPHBIX COKPAIICHUI HE 3apeTUCTPH-
pOBaHO, a (heHOMEH «BpaOaThIBAHUS» YCTAHOBJICH TOJIBKO
y 3 malumeHToB.

MuoTtoHn4eckre (heHOMEHBI (AKTUBHASI M MEXaHIIEeC-
Kasi MAOTOHMSI B CKEJIETHBIX MEIIIIIAX) BBISIBJICHA Y BCEX
6obHBIX ¢ BM, nipu aToM B 39 (87 %) ciydasix oHa HOCHIa
TeHepaJIM30BaHHBIN XapaKTep, BKIIIOYash IIPOKCUMAJTbHEIE,
JIACTAJIbHBIC TPYIITHI MBIIIIT KOHEYHOCTEH, a TaKKe 1 Kpa-
HMaJIbHble MBI Tonbko 6 (13 %) GonbHbIX ¢ BM He
WMeJTI MUOTOHUYECKHX 3aIepKeK B MUMHYECKIX 1 JKeBa-
TeJbHBIX MBIIIIAX, ¥ 5 (11%) nalunueHToB MMOTOHUS ObLTa
dmroxTyHpyIoIIei (T. €. He ObljIa IIOCTOSTHHOIA).

B rpynmnie IM 1 y Bcex O0JIbHBIX OTMEYEHBI BhIPAXKEH-
HbIE IIPU3HAKN MUOTOHNYECKIX (DeHOMEHOB IIPEUMYIIeC-
TBEHHO B IWCTAJIIBPHBIX OTHENaX PYK, JIETKON aKTUBHOMU
MHOTOHUHM Yy 2 OOJIBHBIX B KPYTOBBIX MBIIIIIAX Ta3 1y §
(23 %) n3 39 BBIsIBJIeHa MeXaHW4YeCKasi MUOTOHMSI B TIPOK-
CHMaJIBHBIX TPYIIIaX MBI KOHeYHOCcTel. ClemyeT oTMe-
TUTh, YTO CTEIIEHb MUOTOHNH Y HAOTIOOAeMBIX OOJTBHBIX
JIMT1 He 3aBucesa OT 00beMa MBILILBI WX CJ1a00CTH, CO-
XpaHSJIach TAKKE M B TUITOTPOMDUIHBIX MbIIIIax. [MIToT-
podus rpyIMHO-KITIOUNYHO-COCLHEBUIHBIX U XKeBaTEIb-

HBIX MBIIIII, a TaK Xe IT03, CIa00CTh KPYTOBBIX MBIIIIIT
I71a3, pTa, crudareseii Men U TUCTAIPHON MYCKYIaTyphl
ycraHoBjeHbl Y 37 (95 %) 60abHbIX ¢ JIM1.
BHembllieuHast matosorusi BeisisieHa y 2 (4,5 %) na-
nueHToB ¢ BM B Buze caxapHoro auatdera (CI) 1-ro Tura
y 1 00IbHOTO M HAPYIIIEHMS CEpICYHOTO pUTMA C MMITIaH-
Talue MCKYCCTBEHHOTO BOMUTENISI PUTMA Yy OPYTOro.
B rpynmne 6onbHbiXx ¢ JIM1 BHeMBbIlLIeUHbIE HAPYLICHUS
BbisiBIIeHbL Y 29 (74 %) GonbHbIX: Katapakta y 9 (23 %)
nauueHToB, C/I 2-ro tuna — y 2 (5 %), 100HbIi TUII 06-
nbicerHust — y 11 (48 %) u3 23 myxuuH, Gecriogue — y 5
(13%), B Tom uucie azoocrepmus y 3 (13%) Myx4yuH
W HeBBIHAIIMBaHWE OCpEeMEHHOCTH (BBIKUIBIIN) y 2
(12,5%) xenmuH, anatusi — y 29 (74 %), coueraHHOe
1 M30JIMPOBAaHHOE CHIDKeHUE uHTeliekTa — y 8 (20,5 %)
nanueHToB. Y mauueHToB ¢ JAM1 ¢ paHHuUM neGroToM
OIMMCaHHBIC HAPYIICHMS OBLIN 00JIee BEIPAXKCHHBIMMU.
DOMTI-uccnemoBaHne MIrOJBUYATBIMU 3JIEKTPOIAMU
(Tabi1. 2) BBISIBUWIO CIIOHTAaHHYIO aKTUBHOCTH MBIIICYHBIX
BOJIOKOH B Buze MP y Bcex 84 6ombHbIM ¢ HMC B 60b-
IIMHCTBE MCCIeA0BAHHBIX MBI, CTelleHb BEIPAXKeHHOCTH
un yactota MP cyliecTBeHHO pa3inyaiach B rpyrmnax 00Jb-
Hbeix ¢ BM u JIM 1. I1pu 3T0M He ObLJI0 YCTAHOBIEHO TIPSIMOiA
KOPPEJISIIINN MEXITY BHIPAXKCHHOCTBIO KIIMHUIECKIX MHO-
TOHMYECKMX (peHOMEHOB M YacToToii MP B MccienoBaHHBIX
rpymmax. [Ipu reHepanm3oBaHHONM MUOTOHUM Y OOJIBHBIX
¢ BM MP perucrpupoBanuch Kak B MPOKCUMAJIbHBIX, TaK
1 B IVCTAJIBHBIX OTHEIaX pyK 1 HOL. MP Bcerma peructpu-
poBanuch y 60onbHbIX ¢ BM 1 JIM 1 Kak CHOHTaHHO B TTIOKOE,
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TaK 1 TIPY CMEIIEHNN UTOIBYATOTO SJIEKTPOAA B MBIIIILIE, HO
v 4 (10 %) acumritoMHbIX Hocutenei JIM 1 enmHrnaHbBIe MP
yIABAJIOCh BEISIBUTH TOJIBKO TIPH CMEIIIEHUH 3JIEKTPOIA.

J1715T O1IEHKY pa3iInunii B CIIOHTAaHHOM aKTUBHOCTH ObI-
JIM TIpOaHAIM3UPOBAHBI TT0 ITUTENbHOCTH 241 MP B rpyrime
BM u 154 MP B rpyrimie IM 1. Y 6onbHbIx ¢ BM B 87 % ciy-
yaeB JuIuTeIbHOCT, M P Obuta MeHee 1 ¢ U B cpelHeEM cocTa-
Bwia 654 + 462 mc, B To Bpemst Kak ripu JIM1 95 % npoana-
JIM3UPOBaHHBIX MP uMenu aautenbHOCTb OoJibliie 1 ¢
(mo 8280 mc), a cpemHssI IMTEIBHOCTH COCTaBHMJA
2772 % 1628 Mc. D11 moKasaTev pacCMaTpUBAEMBIX TPYIIIT
IOCTOBEPHO Pa3INJaInch (M. Tabj. 2, puc. 4), 94To coria-
CyeTCsI C JaHHBIMU JIUTEpaTyphI [32].

JucTpodudaecKuii xapakTep N3MEHEHUI MBITIIEYHBIX
BOJIOKOH oneHuBaucs npu MultiMUP-ananu3se mapa-

MeTpoB I1JIE. 3HaunTenbHbIE OTKIOHEHUS B CpeaHeit
mmutenbHocTy [TJE B cTOpoHY UX yKOpOUYeHUS B Cpefl-
HeM Ha 28,4 = 10,1 % oT Bo3pacTHOI HOPMBbI ObLIM I10-
JIydeHbl B rpynmne O0oJibHbIX M1, rmaBHbBIM 0O0pa3om
B MBIIIIIIAX TUCTAJIbHBIX OTAEIOB PYK X HOT (CM. TaOII. 2,
puc. 5) [3], 94TO XOPOIIO COTIIACOBAIIOCH C BHIPaXKeHHO-
CTBIO KIIMHUYECKU BBISIBIICHHBIX MBIIICYHBIX aTpOduii,
U TOJBKO y 2 aCUMITOMHBIX Hocuteneit M1 mnu-
teabHOCTb [IJE He oTanyanacs or HopMmbl. HampoTtus,
B rpymmne 0oiabHbIX ¢ BM, XoTa u Oblia ycTaHOBJIeHA
TeHACHIINS K CMEIIEHWIO TUCTOIPAaMMBI PaCIIpeIe/ICHUS
mnutenabHocTel [1/1E B cTopoHy MajbIX BEJIMUKMH, TTOJIY-
yaeMble 3HAUYCHMSI HaXOIWJINCh B TIpenesiax HOpMaTHUB-
HbIX rpaHull. Yuciao momudasubix [TJE Ha 1 uccnemo-
BaHHYIO MBIIILY B cpeaHeM cocrtasuiio 34,3+ 18,1 %

Tabmuna 2. Pesyrsmamol ueonvuamoii u cmumyasyuonnoit IJHMTy eenomunuposanHbix 601bHbIX ¢ HACAEOCMEEHHBIMU MUOMOHUYECKUMU CUHOPOMAMU

IToka3arenb

BpoxneHHasi MMOTOHUS Jucrpodmyeckast MUOTOHUS

HWronbuarass OMI m. tibialis ant.

Ywucno uccaeqoBaHHbBIX OOJIBHBIX
Bo3pact Ha MOMEHT MpoBeeHUs UccllefoBaHus, JieT (M £ m)
HmurensHocth MP, Mmc (M + m)

Yucno npoaHanuzupoBaHHbIX MP (abc.)

OtkiioHeHue cpeaneii mmreabHocty [T11E ot Bo3pacTtHo# HOpMBI, % (M £ m)

Cpennsasg ammuutyna [MJE, mxB (M £+ m)

Yucno nonudaszusix [TIAE, (M £ m)

45 39
30,4 + 13,3 37,2+ 11,9
654 + 462* 2772 + 1628*
241 154
—8,3 £ 10,3%* —28,4+10,1%*
710 + 260 718 + 355
8,2+7,1 %* 34,3+ 18,1%*

Bricokouacrornas PC (50 Iix, 200 ctumynos) #. ulnaris (m. abductor digiti minimi)

Yucio uccaeaoBaHHbIX O0JIBHBIX

BospacT Ha MOMEHT MpOBeIeHUS UcCliefoBaHus, JieT (M £ m)
[TaumeHTsI ¢ IeKpeMEHTOM aMIUTUTYAbl M-oTBeTa, 1 (%)
Amruiityaa nepsoro M-orseta B cepuu, MB (Mtm)

Benmnuuna nekpemenTa (M + m)

CrumynsuuonHass SHMT

CIIWNM n. ulnaris (m/c)

CIIWM n. peroneus (M/c)

34 25
31,0+ 11,8 38,1 £ 11,6
34 (100) 15 (60)
13,1 £5,1 9,6+3,9
70,0 + 17,8% * 32,7 £ 13,5% *
54,0 = 4,7 52,2+4,9
46,7 %42 41,6 +3,1

Ilpumenanue. CITHmM — ckopocmb npogedenuss umMnyavco8 no 08UeamenbHbiM 6010KHaM nepugeputeckux nepeos; *p < 0,05.
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10

KonunuecTso, WT.

Puc. 5. Tucmoepamma pacnpedenerus orumensrocmeii ILIE npu DMT-uccaedosanuu m. tibialis anterior y 6oavHoeo B., 18 nem, ¢ JIM-1: ymenvuwena

Puc. 4. Ipaghuxu MP npu uccaedosanuu cnoHmanHoi aKmueHoCmu Moy, Memooom ueoavuamoi IMI'y 6oavhoix ¢ HMC:
a — MP daumenvrocmoio menee 1 ¢y 6oavroeo P., 17 aem, ¢ BM (mymayus c.2680C > T (Arg894Stop) 6 eene CLCN1);
6 — MP oaumenvrocmuio 6oaee 1 ¢ y 6oavnoeo A., 46 aem, ¢ JIM-1

—— Hopma
| MNonundasHole

JlmarensHocts ITTE Mot s
' Cpennsisi, MC Hopma, mc OT1KaI., % IR, 65
7,76 10,1 —-23,2 60,0

2 4 6 8 0 12 14 16 18 20

OnntenbHOCTb, MC

cpeousis dnumenvrocms [LJIE u yseauueno uucao noaugasnoix I1J1E, eucmoepamma cmeujena 160 om HOpMAnbHO20 pacnpedenenus



HepBHO-MbllieYHbIE
OpueurnanvHble UCCcAed08aHUs BOJNIE3HH

2,5mc 5mB
+

0o
i

4

A
N ""
o
\‘\\\‘M‘Q‘ ‘

¢
R
)

OO ROLRATK
e
I 0000 009000:00005 e 090
s
XXARRELEE=

+ + + + +
1: neB., Abductor digiti minimi, Ulnaris, C8 T1

0 2,5mc 5mB

+ + + + + + + + + + + + + + +

N

e

* \::"":‘:‘:’:::;"’;”‘&:’é\“
/)v,wwm;@»

O

Y,

gav

+ + //);0;;’"

SR B e
A XAV SR KTCAEREARA0
R
mm.‘ i i oY e i

, 2,5mc 5mB
RRRRRIRRS RIS I LITIKIRS RIS RIS RKKXKRA K KX
* /’/»MWWM. U

= SN

2,5mc 5mB

A0
\’ "" U 0Kk
L

R oooso0s
\\A‘A ";Q"‘ e 4 ”.0""l’O‘o""'o'o"‘:""’,""}??‘\'v?w'v\v'wv T

+ + + +
1: neB., Abductor digiti minimi, Ulnaris, C8 T1

Puc. 6. Ipaguxu dexpemenma M-omeemos npu vicokouacmomuoii PC (50 Iy, 200 cmumynos, n. ulnaris, m. abductor digiti minimi) y 60avnbix ¢ HMC:
a — dexpemenm M-omeema 96 % y 6oavnoeo K., 31 e., ¢ BM (mymayus c¢.2680C>T (Arg894Stop) 6 eene CLCN 1 6 como3ueomHom cocmosnuu);
6 — dexpemenm M-omeema 80 % y 6oavroeo P., 17 aem, ¢ BM (mymayus c.2680C>T (Arg894Stop) 6 eene CLCN 1 6 cemeposucomHom cocmosinuu);
6 — omcymcmaue oekpemernma M-omeema y 6oavHoeo HU., 32 aem, ¢ JIM-1;
e — dexpemenm M-omeema 41 % y 6oavnoeo K, 33 nem, ¢ IM-1
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HacnepcTBeHHble MMOTOHMYECKNE CUHAPOMbI

Puc. 7. Juaepamma pacnpedenenus eesuqur dekpemenma M-omeema

6 epynnax 6oavubix ¢ HMC

npu JIM1, a'y 6ospHBIX ¢ BM He nipesbiano 8,2 £7,1%
(p <0,05).

ITpu BeIcoKOUYacToTHOI PC I0OKTEBOTO HEpBa U OTBE-
nIeHuu ¢ m. abductor digiti minimi ObUT BBISIBJICH IEKPEMEHT
aMILIMTYabl M-oTBeTa y Bcex obcaenoBaHHbIX 34 (100 %)
60spHBIX ¢ BM, BemmumHa KOTOPOTo B CpeAHEM COCTaBH-
na 70 £17,8%. B rpymnne GoabHbix ¢ JIM1 gekpeMeHT
aMIuuTyasl M-otBeta ipu PC OBLT BBISIBJICH TOJIBKO Y 15
(60%) u3 25 obcaenoBaHHBIX M €r0 cpeaHee 3HaueHUe
cocraBuio 32,7 £ 13,5% (p < 0,05) (cm. Taba. 2, puc. 6).
ITpu 5TOM HM y ogHOTO M3 60JBbHBIX ¢ HMC ¢ ycTraHoBIeH-
HBIM IeKpeMeHTOM M-0TBeTa KIIMHUYECKH He OBLIO Xa-
pPaKTepHBIX IJISI MUACTEHUU CUMIITOMOB ITaTOJIOTHYECKOM
MBIIIICYHOMN YTOMJIIEMOCTH.

IMposeneane PC B mmHamuke y 11 0onpHBEIX ¢ BM
BBISIBIJIO KOJieOaHMWSI BEIWYMH IeKpeMeHTa M-oTBeTa
B npeaeiax 12 % v Tonbko y 2 natueHToB 10 25 %. Cyiiec-
TBEHHO MEHBIIASA CTaOMIbHOCTh 3HAUCHMIT IeKpeMeHTa
M-oT1BeTa OblJIa BeIsIBIEHA Y 8 001bHBIX JIM 1, y KOTOpBIX
pazinyue BeIMYUH AeKpeMeHTa qocturaio 40 % 1 ToIbKO
y 2 GOJIbHbBIX He IpeBbiiano 16 %. Jlekpement M-oTBeTta
He yIaJIOCh COOTHECTH C TSKECThIO IposiieHnii BM. Tak,
y 601bHBIX ¢ BM ¢ BhIpaxkeHHBIMUA KJIMHUYECKUMU IIPO-
SIBICHUSIMU MUOTOHMU (IUTUTEIFHBIM (DeHOMEHOM <«Bpa-
OaThIBaHUS», TCHEPATN30BAHHOU TMUITePTPOGhHEit MBIIIIIT)
IeKpeMeHT M-0TBeTa Koie0ascs B IMMPOKMX IIpeaeiax —
o1 37 10 98 %, B TO XXe BpeMsl y MaLIMEHTOB C YMEPEHHBIMU
W JISTKUMY CUMITTOMaMHM MUOTOHHUY pa30poc IeKpeMeHTa
OBLI B TAKOM K€ THaIa30He.

JlekpemeHT M-oTBeta nnpu JIM1 He ynanoch COOTHeC-
TH TaKKE C TSDKECTHIO KITMHUYECKUX TIPOSIBICHUI. Y 00JTb-
HBIX C BBIPaXKCHHBIMM CUMITTOMAaM1 MUOTOHUM B KHCTSIX,
IHUCTAJBHBIM ITApe30M M TUITOTPOGHE MBI JeKPEMEHT
M-oTBeTa HaxomWIICs B IIpeaesiax oT 25 1o 54 %, ay 3 ma-
LIMEHTOB BOBCE OTCYTCTBOBaI. ¥ OoJsibHbIX JIM1 ¢ HOp-

MaJIbHOM CWJIOM B KHUCTSIX U OTCYTCTBUEM TUIIOTPOdUit
pa30poc 3HAYCHMIT ITeKpeMeHTa Kojiebayicsl B mpemesiax
17-51%, a'y 7 maLineHTOB AEKPEMEHT TAKXKe OTCYTCTBOBAJ
(puc. 7).

IMpu ctumynsumonHoit DHMI Obl10 BBISBIIEHO yMe-
pPEeHHOE CHIDKEHHME CKOPOCTU IIPOBEACHUS MMITYJIbCa TIO
MOTOpHBIM BosiokHaM (CITHM) y 14 (36 %) u3 39 GobHBIX
¢ JIM1. 3nauenus CITUM 110 ». ulnaris y 12 3 14 maiyieHTOB
(45,9 £ 2,7m/c), ¢ n. peroneus — y 4 uz 14 (37 £ 1,7 m/c),
YTO OBUIO ITOKA3aHO U APYTMMM MCCIICIOBATEISIMA M pac-
LIEHUBAJIOCh KaK aKCOHAJIbHBIN TUIT HapymeHuit [21, 27].
U Tonbko y 4 u3 45 6ombHBIX ¢ BM yeranoenena CITHM
110 7. ulnaris B ipenenax 43,7—48 m/c. Ilpu atom cpemHue
3nayeHns1 CITYM o nccnemoBaHHBIM HEpBaM He pa3jinda-
JIICh MEXITy TPyHIaMU 1 HaXOIWJINCH B Ipenesax JOIyCTH-
MBIX TpaHUI] HOPMBI (CM. TaOII. 2).

BoiBoAbl

IIpoBenenHoe kmHuKo-DHMI -uccnenosanue 2 rpynm
6o0spHBIX HMC ¢ quarno3zom, BepuUIIMPOBAHHEIM MOJIe-
KYJISIPHO-TEHETUIECKMMUI METOIAMM, a TAKKEe aHaJIN3 TaH-
HBIX JINTePATyPhI ITIO3BOJISTIOT BBIAEIUTH OCHOBHBIE M de-
PEeHIIMATTEHO-TUATHOCTUICCKIEC KPUTEPHUH HA00JIee YaCThIX
(opM y OOJTBHBIX ¢ MUIOTOHUIECKUMHU CTHIPOMAaMHU, BKITIO-
Yasi ¥ criopaindeckue cirydau (Taom. 3).

B ximuAMYecKOi KapTUHE OCHOBHBIMU OGP epeHIIN-
PYIOIIMMH CUMIITOMAMM SIBJISTIOTCSI COCTOSTHIE TPODUKU
MBIIIIII, pacIIpeaecHe aTpohuiil, TUITMIHOE TSI OOJTBHBIX
JAMI1. Ecniu y 6onbHBIX ¢ BM Ha nmepBoe MeCTO BBICTyIaeT
TUIIePTPOGUS CKEJICTHOM MYCKYJATyphl Iaxke B IOHOM
Bo3pacte, To misi JIM1 xapakTepHbl HapacTaloliue I1Uc-
TaJbHBIE aTPOGUH, IIPH 3TOM CIeIIN(MUIHBI paHHUE aTPO-
¢dum m mape3 rpyIMHO-KIIOUMIHO-COCIICBUIHBIX, BU-
COYHBIX MBIIIII, XEBaTeJbHBIX MBIII. MHOTOHNYECKIE
(beHOMEHBHI SIBIISIIOTCS TeHEePaTN30BaHHBIMU B rpymiie BM
M 9YaIlle OrpaHUYMBAIOTCS TUCTAJBHBIMU OTIAEIaAMU PYK
y 6ombHBIX ¢ JIM1. dDeHOMEH «BpabaThIBaHUS» 4Yallle
BcTpevaetcs npyu BM u ciabo BeipakeH y 00JibHBIX ¢ JIM 1
(4TO CBSI3aHO ¢ HAIMYMEM IMCTAIBHBIX Tape3oB) [3, 20,
25, 30, 31].

B mipoBeneHHOM HAMM MCCIEIOBAaHUH TTOKA3aHO, YTO
OMI -kputepuem pasrpanndeHus 6oiabHBIX HMC moxeT
BBICTYNATh IJIUTeAbHOCTE MP mpu wucciemoBaHuu
m. tibialis anterior, KOTOpas oKa3ajach JOCTOBEPHO BHIIIIE
y OonbHBIX ¢ JIM1. AHanu3 mapamerpoB I1JIE 3Toii ke
JUCTAILHOM MBIIILBLI HOTU Yy 00JbHBIX ¢ JIM1 BbIsIBUI
yMeHblIeHUe cpenHeil nutenbHoctu 28,4 + 10,1 %, uro
KOCBEHHO CBUICTEIICTBYET 00 YMEHBIICHMH TUIOIIAIN
IBUTATEJILHBIX €IMHMII 32 CICT YTPAThI MBITIICYHBIX BOJIO-
KOH, YTO HexapaKTepHO 1151 00JbHbIX ¢ BM.

BaxupiM n mHpopMaTuBHBIM DMI -nokaszareiem
y 6ombHBIX ¢ HMC okasancg AeKpeMeHT aMIUIATYIbI
M-oTBeTa TIpY BBICOKOYACTOTHOM CTUMYJISILINM A. ulnaris.
I1o cpaBHeHMIO ¢ manmeHtamu ¢ JIM1 nekpemeHT M-oTBeTa
0Ka3aJICsS He TOJIBKO 3HAYMMO OOJIbIIIe B TPYIIIE OOJBHBIX
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Tabmua 3. Kaunuxo-2HMT-kpumepuu ouggeperyuarvHoii OuazHoCMuKy HacaedcmeeHHbIX MUOMOHUYECKUX CUHOPOMO8

IToka3arenb

Bpoxnennasi MuoTonus Jucrpoduyeckas MUOTOHUS

KnuHnyeckas KapTuHa

Tunorpodus u/mmm cinaboctb KpaHUATBHON MYCKYJIaTypPhl — S
[unorpodust TUCTATBHOI MYCKYJIaTyphl — =FaFaF
ITape3 gucTaJbHBIX TPYIIIT MBI KOHEYHOCTEH —/+ +++
Tuneprpodru cKeaeTHOM MYCKYJIaTypbl S +/—
BHewmbllIeyHas maTonorus —/+ +++
AKTUBHasi MUOTOHMSI:
B KPYTOBBIX MBIIIIIAX TJ1a3 TaF —/+
B 2K€BaTEJIbHBIX MBILILAX ++ ++
B KUCTSX PYK +++ +++
DeHOMEH «BpabaThIBAHUST» AraFF —/+
TpaH3utopHas ci1adbocTh S —
OHMTI
MP mnurensHoCTBIO (m. tibialis anterior) < 1 cex +++ —/+
MP purensHOCThIO (m. tibialis anterior) > 1 cex +/— AFAFaF
YKOpoueHUE IUINTETbHOCTH U yBeInYeHUe yncia noavdasubix [TIE — aF
(m. tibialis anterior)
BenmmunHa nexkpemenTa aMIumatyasl M-otseta > 60 % (n. ulnaris, m.abductor 4F —

digiti minimi, 50 Ti1, 200 ©UMITYJICOB)

¢ BM, HoO Takxe BeTMUMHA €T0 TP TTIOBTOPHOM OOCIIEIOBA-
HHUU CYIIECTBEHHO HE M3MEHSUIACh (T. €. OTJIMYaiach CTa-
OMJIBHOCTBIO). DTO TTO3BOJISIET MCIIOJIB30BATh JAHHBIN MOKa-
3aTenb B OudGepeHIINATbHON TUATHOCTHKE TaHHBIX
Hozosoruii. HaMu He ObUIa ycTaHOBJIEHA KOPPEIISIINS MEXK-
Ty BEIPasKEHHOCTBIO TTape3a M MBIIIeYHBIX aTpoGrii y 00IIb-
HBIX ¢ JIM1, a Takske MUOTOHUYECKIX (DEHOMEHOB U BeJI-
YUHOM JeKpeMeHTa B rpyrine 60JbHbIX BM.

Cienyet OTMETUTD, YTO NAaTO(MU3UOIOTMICSCKII MeXa-
HU3M pa3BUTHSI IEKpeMEHTa aMIUIMTyIbsl M-OTBeTa He
CBSI3aH C OJIOKOM IIPOBEIeHNS B HEPBHO-MBIIIICYHBIX CH-
Harcax, a 00yCJIOBIIEH HapylieHreM (PYHKIIWI MOHHBIX
KaHaJIOB B MeMOpaHe MBIIIIEYHBIX BOJIOKOH, IIPEXKIE BCETO
XJIOPHOTO KaHaja, KOTJa HapyIIaeTcsl BRIBEACHEC NOHOB
XJIopa M 3aMemjIsIeTcsl pernoysipu3alus MemMOpaHbl [9].
I1aToreHes TpaH3uTOpPHOM ciaabocTu y 6oabHbBIX ¢ BM o
HACTOSIIIIETO BPEMEHHM 10 KOHIIAa He U3y4YeH U, BEPOSTHO,
CBSI3aH ¢ KOMIICHCATOPHBIM BKITIOUCHHUEM JPYTUX HOHHBIX
KaHaJIOB, YYaCTBYIOIINX B (pOpMUPOBAHNN MEMOPAHHOTO

MOTEHIIMAJIAa MBIIIICYHBIX BOJIOKOH. JlapHeitIee n3ydeHmne
¥ BBISICHEHHE BO3MOXHOI 3aBUCHMOCTHU BBIPAXKEHHOCTH
MHOTOHWYECKUX (PEHOMEHOB M TPAaH3UTOPHOMU CIIad0CTH
OT TUIAa MYyTallMii COOTBETCTBYIOLIUX MPUUYMHHBIX TEHOB
HMC notpeOyeT npoBeaeHNS aHaIM3a B 00J1ee MHOTOYMC-
JIEHHO rpyrire 60abHbIX ¢ BM.

IIpencraBneHHble B Halleil paboTe KIMHUKO-OMI -
npuzHaky 2 rpynn HMC, u mpexnae Bcero Takue ImoKasa-
TeJIM, KaK BeJIMIMHA IeKPeMeHTa aMIUTATYIbI M -0TBeTa Ipu
BbIcokouacToTHO# PC n. ulnaris n nmurensHocts MP ipn
urosibyaToit DMI m. tibialis anterior, MOTYT OBITb MCITOJIb-
30BaHBI B Ka4eCTBe KpUTepreB U bepeHIINATBHON ara-
rHocTuKU Mexkny BM 1 JIM 1, a Takke CITy>KUTb OPUEHTAPOM
IUTSI TIOMICKA MYTaIliii IPMIMHHEBIX TeHOB. BHempeHne aTnx
IOCTYITHBIX M TIPOCTBIX TSI BBITOJIHEHUST METOIUK HECO-
MHEHHO MOXET ChITpaTh ITO3UTUBHYIO POJIb KaK B paHHEH
IMATHOCTHKE U OTIpeeSIeHUH IIPOorHo3a y 60abHbIX ¢ HMC,
Tak ¥ B BOIpoce MPoGUIaKTAKI TaHHOM MAaTOJIOTUN TIpU
TIPOTHO3¢ TIOTOMCTBA B CEMBSIX IIPOOAHIIOB.
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Cnyyaii quarHocmuku NPOKcUManbHoll ChUHanbHoli amuompoduu
C BpOKACHHLIMU Nepenomamu

E.JI. Tamamm, W1.B. Illapkosa, JI.A. Becconosa, B.B. 3a6nenkoBa, A.B. [Toxsakos
DI'RY «Meduko-eenemuueckuit Hayunoiii uenmp» PAMH, Mockea

Konmaxmeot: Hnna Basenmunosna Illapkosa sharkova-inna@rambler.ru

Cnunanvhuie moiueurivie ampoghuu (CMA) — epynna eenemuuecku eemepo2eHHbIX HACAeOCMBEHHbIX 3a004e6aHUll, 00YCA068/AEHHbIX OeceHe-
pauuell MOMOHEPOHO8 NepeoHlUX PO208 CNUHHO20 Mo32d. Boavuurncmeo unganmunvrbix eapuanmos npokcumanvibix CMA nacaedyemes
aymocomHo-peyeccusro. Mot npedcmasasiem onucatue desouxu ¢ msaxceavim gapuanmom CMA 6 couemanuu ¢ 6podicoeHHbIMU nepeaoma-
mu. Tlpedcmaeaennwiii Hamu cay4aii noomeepicdaem npeonosolceHue 0 03MOICHOCIU AYMOCOMHO-PEUECCUBH020 MUNA HACAe008AHUS
2moeo pedkoeo eapuanma CMA.

Karouesnle caosa: cnunanvhas moluievHas ampousi, 8posicoeHHble nepeaomsl kocmeil, een SMNt, ocmeokaacmot

A case of diagnosis of proximal spinal amyotrophy with congenital fractures

E.L. Dadali, 1.V. Sharkova, L.A. Bessonova, V.V. Zabnenkova, A.V. Polyakov
Medical Genetics Research Center, Russian Academy of Medical Sciences, Moscow

Spinal muscular atrophy (SMA) is a heterogeneous group of disorders characterised by the loss of motor neurons in spinal cord. Autosomal
recessive infantile proximal SMA is the most common forms of the disease. We report on a female with a severe form of spinal muscular
atrophy and congenital bone fractures. We presented the case suggests the possibility of AR type of inheritance of this rare variant of SMA.

Key words: spinal muscular atrophy, bone fractures, SMN protein, osteoclasts

Bsepexue

CrnuHanbHas MblmedHast atpodust (CMA) — rpyrma
TeHEeTUYECKH TeTepOTeHHBIX HACIeACTBCHHBIX 3200JICBaHIIA,
00YCITOBJICHHBIX IeTeHePALIeld 0-MOTOHEHPOHOB ITePEITHIX
POTOB CITMHHOTO MOo3ra. KiImHMYecKre CMMIITOMBI Xapak-
TEPU3YIOTCS HapacTamlleil c1aboCThI0 MPOKCUMATBHBIX
W/VIIA IUCTAJILHBIX TPYITIT MBI, TUITOTpOMUEe 1 yraca-
HHEM CYXOXWIbHBIX pediekcoB. K HacTosiieMy BpeMeH!
MICHTUDHUIIMPOBAHO O0KOJI0 20 TeHEeTMYECKUX BapHaHTOB
CMA, xapaKTepU3yIOIINXCS pa3TUIHBIM BO3PaCTOM MaHH-
decTalu MU TSKECTU KIMHUYECKUX MposiBieHuit [1].
Hawnbosee 3mo0kauecTBEeHHOE TEUCHUE OTMEUAETCS y 00Ib-
HbIX BapraHtaMu CMA, MaHN(DECTUPYIOIINX C POXKICHUS
(CMA 0 Tmia) v B TiepBbIe Mecsibl Xu3Hu (CMA 1 Tuma).
OnucaHbl 5 Ho30morn4ecknx (popm MHPaHTUILHBEIX CMA,
TSI KOTOPBIX YCTAHOBIICHBI TUITHI HACJICIOBAaHMS M OIIpe-
neneHbl 3tuonorudeckue dakropsl [1]. IlokazaHo, uTto
HanOOJIbIIIee KOJIMIECTBO TEHETUIECKIX BAPMAHTOB HacCIe-
JIyeTcsl ayTocoMHO-pereccuBHO (AP). Okoso 95 % 3aboe-
BaHUIT 3TOM TPYIIIHI IIPEICTaBIeHO 00e3HbI0 Bepmaura—
Topdomanra (OMIM: 253300), 00yCIOBICHHON MYyTALIUSIMU
B reHe SMNt (reH BBDKMBAacMOCT MOTOHEMPOHOB) [2—5].
JBa apyrux AP BapmnanTta — BpoxaeHHass CMA ¢ TTIOHTO-
uepebesuisipHoii runoruiasueit (OMIM: 697596) u CMA
¢ mapainudoM auadparmel (OMIM: 604320), oOycioBiIeH-
Hble MyTaLsiMu B reHe VRKI v IGHMBP2 cooTBETCTBEHHO,
BCTpevaroTcs KpaiiHe penko. OmmcaHbl TakKe X-CIeTUIeH-
HBII pelieccuBHBIN BapraHT CMA ¢ BpOXIECHHBIM apTpo-

rpuro3oM (OMIM: 301830), TpruIMHOM KOTOPOTO SIBJISTIOT-
cg Mytauuu B TeHe UBEI, m ayTOCOMHO-JOMWHAHTHBII
BapHaHT Hemporpeccupyforieir CMA ¢ TIpernMyIiieCTBeHHBIM
MopaxeHrueM HIXKHUX KoHeuHocteir (OMIM: 600175),
00yCIIOBICHHBIN MyTalsIMA B TeHe 7RPV. Dtronorus ere
3 BpoxxmeHHBIX BapraHToB CMA: ¢ BpOXXKIEeHHBIMHM TIEpesIo-
Mamu (OMIM: 271225), mukpotedamueit (OMIM: 271110)
¥ YMCTBeHHOI1 oTcTanocTeio (OMIM: 271109) — no HacTo-
SIIIIETO BpEMEHU HEW3BECTHA, YTO CBSI3aHO C OIMCAaHHUEM
JINIIh IUHWYHBIX CeME ¢ HaIMYueM OOJIbHBIX C STUMM
ocnoxxHeHHbIMU hopmamun CMA. B ¢BSI13U ¢ 3TUM TIpeIcTaB-
JITIOT MHTEPEC COODIIEHMS O KaXXIIOM HOBOM CJTydae 3TOU
PEIKOI ITaTOJIOTUN, KOTOPEIE MOTYT CIIY>KUTb IIOATBEPKIC-
HHEM ee HO30JIOTUIECKOI CAMOCTOATETFHOCTH! 1 TIO3BOJIST
YTOYHUTH THII HaCJICIOBAHNS.

OnucaHue KNUKHUYECKOro cny4as u obcyxueHue

IMox HamumM HabGMONEHUEM HAXOAMUJIACh S-MecsauHast
MaleHTKa ¢ COYeTaHWEeM CHMIITOMOB ITPOKCHMATbHOM
CMA, MHOXECTBEeHHBIX BPOKICHHBIX IIEPEJIOMOB, apTPO-
TpUITo3a M aMHUOTUYECKUX TepeTsikeK. JleBouka pomm-
JIach Y MOJIOIBIX, 3MOPOBBIX POMMUTENICH, HEe CBSI3aHHBIX
KPOBHBIM POIICTBOM, OT IEPBOM, (PM3MOIOTUIECKHU TIPO-
TeKaBIlleit 0epeMEHHOCTH, B CPOK. PoIbI B Ta30BOM mIpe/-
JIeXaHuu, cTpeMurtenbHble. Bec mpu poxnenum 3170 T,
mmmHa 53 cMm. OtueHka 1o Arrap 7/8 6aioB, 3akpudana
cpagy. C poxaeHust y pedeHKa 00HapyKeHbI AeopMan
danaHr 00enx KUCTEl 1 CTOIT B pe3y/IbTaTe aMHUOTHIEC-

67



68

HepBHo-MbileYHbIe
BOJNIE3HH

Knaunuueckuit pazoop

Puc. 1. Buewnuii 6ud 6oavhoil 6 éozpacme 5 mec ¢ npokcumansioit CMA
€ 8POJNCOCHHBIMU NEePeNoMaAMU

KUX TIepeTsDKeK, BapycHas aedopMaiims CTOI, a TakKKe
KOHTPaKTYPBI BCEX KPYITHBIX CYCTaBOB, UTO paclleHMBa-
JIOCh KakK TIposBiieHHe apTporpuiosa (puc. 1). Kpome
3TOTO, B IIEPBBIC CYTKU KU3HM Y peOCHKA BBISIBJICHBI II¢-
PEJIOMEI JIEBO OeAPEHHOI KOCTH CO CMEIIICHUEM 1 3aKPhl-
THII TIepeIoM O0EHX IUICYEBBIX KOCTEH, IO ITOBOAY Yero
pebeHOK M3 pomIoMa MOCTYIIIII B OTIAEICHNE XUPYPIUU
HoBopoxaeHHBIX JITKB No 13 . MockBbl. C poxXaeHMS
y I€BOYKH OTCYTCTBOBAJI aKTUBHBIC ABIKCHUS B KOHEU -
HOCTSIX, a COCaTeJIbHBIN U TJI0TaTEIbHBIN pethIeKChI OBLIN
3HAYNUTEJIBHO OCJA0JIeHBI, YTO ITOTPeOOBaJIO IIepeBOIa
pebeHKa Ha 30HAOBOe KopmieHue. [1pu HeiipocoHOTpa-
¢um B Bo3pacte 2 THEW CTPYKTYPHOI ¥ 0YarOBOI MAaTOI0-
Uy He BEISIBIIeHO. [1o mJaHHBIM KOMITBIOTEPHOI TOMOTpa-
¢um (KT) Kocteii ckeneta B Bo3pacTe 2 THEI BBISIBICH
IepesIoM 00eHX IJICYeBBIX KOCTEH ¢ YIJIOBOM HechopMalin-
eii, TIepesIoM JIEBOro Oelpa B CpeaHE TPEeTH ¢ IoIeped-
HBIM CMEIEHHEM Ha TOJIIMHY KOCTH C 3aXOXICHHEM
oriioMkoB Ha 0,7 cM (puc. 2). Ha peHTreHOrpaMmax Tpyo-
YaThIX KOCTel B Bo3pacTe 1 Mec 11 mHeit ompenessTroTcs
IIepHOCTAIbHBIC HACIIOCHUS BIOJIb Tahn30B OeIpeHHOM
KOCTH CITpaBa 1 OOJIBIIICOEPIIOBBIX KOCTEH ¢ 00eMX CTOPOH,
MMPU3HAKN CPOCIIErocs IepejioMa B OO0JacTU CpemHei
TPETH IIPaBOTO Oelpa M CpedHe TPeTH IUICYEeBO KOCTU
¢ obeux cropoH. [1pu rIpoBeneHNY CIMHAIBHOM HEMPOCO-
Horpaduu B Bo3pacte 1 Mec 15 gHeit oTMEUeHO, YTO ypo-
BEHb KOHyCa CIIMHHOI'O MO3ra MMeeT OOBIYHBIN TUII pac-
ITOJIOKEHUSI, CTPYKTYPhI KOHCKOTO XBOCTa CIIMHHOTO
MO3ra IJOCTAaTOYHO XOpoIno auddepeHINPOBaHbEI, HE
¢uxcupoBansl. LleHTpanbHBIN CITMHHOMO3TOBOM KaHAI
He pacimmpeH. [pyaHoit oTmes To3BOHOYHMKA 6e3 0COOeH-
Hoctei. [IlelHbIi OToeNn CITMHHOTO MO3Ta He 00CiIe10Bal-
¢sI BBUIY BEIHYKICHHOTO TTOJIOKEHMS peOCHKa.

[Ipm HEBPOJIOTUYECKOM OCMOTpPE B BO3pacTe 5 Mec
BBISIBJICHBI OHGdy3HAST MEBIIIEYHAs] TUIIOTOHUS, CYXO-
KWIbHasI apedIeKcus ¢ pyK U HOT. PebeHOK Haxomuyics
B CITEIIM(PUICCKOM «I103€ JISTYIIKI» 1 UMeJT KOHTPAKTYPhI
B Ta300€IPEHHBIX, KOJICHHBIX, JOKTEBBIX M TOJICHOCTOII-
HBIX cycTaBaX. Ilpm TIpoBemeHUM 3JIeKTpoMUOrpaduu
(BDMT') obHapyXeHbl TPU3HAKK T€HEePATN30BaHHOTO I10-

paxkeHrs MOTOHEMPOHOB CIIMHHOIO Mo3ra. PeGeHKy rnpo-
BegeHa JHK-guarHoctuka, B pe3yabraTe KOTOPOH HeE
obHapyXeHo aenennit 7 u 8 3k30HOB reHa SMNt, oTBeT-
CTBEHHBIX 3a Bo3HUKHOBeHMe CMA Bepmuura—Todd-
maHnHa. [Touck myramum B reHe UBFE1, OTBETCTBEHHOM 3a
BO3HMKHOBeHHE BpoxkaeHHO CMA ¢ apTporpurio3om,
MpU3HaH Heleaecoodpa3HbIM, TaK KaK TUM HAClIe10BaHUS
3TOM MAaTOJIOTUM — X-CLEIUIEHHBIN pelieCCUBHbIN. Takum
00pa3oM, TaHHbIE KIMHUYECKOTO OCMOTpPA 1 pe3yJIbTaThl
nposeaeHnsT DMI Mo3BOJMIN AMATHOCTUPOBATH Y peOeH-
Ka peAKUil BapuaHT HACJEeICTBEHHOU CIIMHAJIBHOW aMu-
OTpOGHH C BPOKICHHBIMH IIEPEIIOMAMMU.

Puc. 2. Penmeenoepamma kocmeii 60abH020 pebenka 6 6o3pacme 2 OHell

K HacrosiieMy BpeMeHH B JIUTEPAType UMEIOTCS OITH -
CaHUs JIMIIb HECKOJIbKUX IMarueHToB ¢ CMA ¢ BpoXIeH-
HBIMU TIepejioMaMn KoHeuHocTel. IlepBoe ommcanue
0OJILHOTO C TAKUM COYETAaHUEM CUMITTOMOB OBLIO CIEJIaHO
B 1991 . Z. Borochowitz m coaBT., KOTOpBIE COOOIIMIIN
0 2 OpaThsiX, pOXIEHHBIX B KPOBHO-POICTBEHHOM Opa-
ke [6]. T.E. Kelly u coaBt. B 1999 . Takxxe HabGoganun
MaJIbuMKa, MMEBIIETO BBIPAXKCHHYIO MBIIICYHYIO Cia-
00CTbh, TUTIOTOHHIO, MHOXECTBEHHBIC KOHTPAKTYPBI KPYII-
HBIX CYCTaBOB, OCTEOIICHUIO U BPOXICHHBIC TIEPEIOMBI.
[Tpu n3ydeHMM OGMOIITATOB MBIIIIIL M NKPOHOXHOTO HEPBa
3TOro OOJBEHOTO OBUIM OOHAPYKEHBI U3MEHEHMUSI, XapaK-
TepHBble IS CIWHaJIbHON amuorpodum [7]. B 2002 r.
U. Felderhoff-Mueser 1 coaBT. onrcain MaJIb9lKa ¢ MbI-
IIEYHOM TUITOTOHMEH M IBIXaTeIbHOM HeAOCTaTOYHOCTBIO,
CHIDKEHWEM MBIIICYHOTO TOHYCA, BPOXKICHHBIMU IIePesIo-
MaMU U TSDKeJIol ocTeoneHueil. KOHTpakTyp cycTaBOB He
BBIsIBJIeHO. [Ipu mcciemoBaHmMm OwmomTaTa MBI OBLIA
oOHapyXeHa BeIpaskeHHAs aTPO(QUS MBIIICYHBIX BOJIOKOH
1-ro 1 2-rO TUIIOB, a MPU MOCMEPTHOM HCCIICAOBAHUU
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OTMEYECHBI TeHepaJM30BaHHASI MBIIIICYHAS aTPODUSI, UC-
TOHUYCHUE, aTpODUSI U aCTPOITNO3HBIC U3MEHEHHUS TIepe-
ITHUX OTIEIOB CIIMHHOTO MO3Ta M THCTOJOTUYECKHA HOp-
MaJIbHble KOCTHBIE CTPYKTYphl [8]. B ToM Xe romy
R. Van Toorn u coaBT. COOOIIWIN O MAJTBYUKE C TSKETON
MBIIIEYHON THITOTOHMEH, BPOXICHHBIMU IIEpeIOMaMU
OeIpeHHBIX 1 TUICYEBBIX KOCTEH, 1 CTUTMAMU TU33MOpH-
oreHesa (apaxHOMAKTWIINSI, apKOBUIHOE HEOO, BOPOHKO-
ob0pa3Hast mecopManus IPyIHOM KIIETKH, MCKPUBJICHUE
HIDKHUX KOHEYHOCTEH T10 TUITY «CTOITa-KadanakKar). [1pu
ITaTOJIOT0-aHATOMWYECKOM MCCIICIOBAHNM BBISIBIICHA TH-
MTOTUTA3MsT CKEJICTHBIX MBIIIIL, BEIpaXXeHHAsT aTpous TIe-
PETHUX POTOB CITMHHOTO MO3Ta M HOpMaJlbHash KOCTHasI
crpyktypa [9]. B cBsi3u ¢ TeM, 4TO BCe ONMMCaHHBIE 00JIb-
Hble ObUTM MaJbuMKU, JUTUTEILHOE BPEMS TUIT HAaCJIeI0Ba~
HUS 3TO# PeIKO MaTOJOTHHM CUUTAJICS X-CIEIUICHHBIM
peLeccUBHBIM [6—9].

Onnako B 2002 . mosgBmitack cratbg W. Courtens u co-
aBT., B KOTOPOI OHM COOOIIAJIA O IeBOYKE, POAMBIICICS
OT KPOBHO-POICTBEHHOTO Opaka, ¢ TeHepaJn30BaHHOMU
MBIIICYHOI TUTIOTOHMEH, TUTTOpeIIeKCHei, OTCYTCTBUEM
CIIOHTAHHOM IBHWTATEIbHOW aKTUBHOCTH, IBIXaTeIbHOMU
HEIOCTaTOYHOCTBIO, TPEOYIOIIeil MCKyCCTBEHHOM BEHTH -
sstuyn Jerkux (MBJI), B coueTannu ¢ mepeoMaMu Oe-
PEHHBIX U IJICYEBBIX KOCTEH, OOYCIIOBICHHBIX TSDKEIOMN
OCTEOIIeHUE M OMHOCTOPOHHUM BBIBUXOM Oedpa. bumo-
TICHST MBIIIII] ¥ HEPBOB BBISIBIJIA U3MEHEHMS, XapaKTePHBIC
IUTSI TSDKETBIX (hOPM CITMHAIBHOM aMHOTPOMUH. YUUTHIBAST
JKEHCKUH TT0JI peOeHKa, aBTOPHI BRICKA3aJIM IPEIITOI0XKe-
HHE 0 Bo3MoxXHocTu AP-tuna HacinemoBaHust 3a0oJieBa-
Hug [10]. OnmcaHHBIN HaMU CiTydaii 3a001eBaHus y 60JIb-
HO# XEHCKOTO IT0JIa MOXET CIYXHUTb B II0JIb3y 3TOTO
TIPEIITOI0XKECHYS.

B xauectBe 00bsicHeHUsA coueTanust CMA ¢ ocTeore-
HHUElW, IPUBOMSIIEH K BPOXICHHBIM IIepeioMaM, PsSIOM
aBTOPOB IIPeIJIarajioch CHIDKCHIE BHYTPUYTPOOHO IBH-
raTeJIbHOM aKTUBHOCTH ILJIONIA, IIPUBOSIIEE K HapyIlIe-
HHUIO KOCTHOTO PEMOIETUPOBAHUS, NICTOHICHUIO KOPKO-
BOTO CJIOS KOCTH M ocTeornoposy [6—8, 10—12]. Ognako
M. Kinali moka3air, 4To MUHepaJIbHasI TIJIOTHOCTH KOCTHOM
TKaHU y JeTeil MJIaAIIero Bo3pacta CO CIIMHAIBLHOM MBI-
1IeyHoi atpodueit He n3ameHeHa [13]. s oObsIcHeHUS
ImaToreHe3a 3a0oJIeBaHMSI PSIOM aBTOPOB OBLIM IIPOBE-
IIEHBI KCIIEpUMEHTAJIbHBIC MCCIeIOBaHMSI, HallpaBJICH-
HBbIE Ha BBIIBICHHE BO3MOXHOCTH YJaCTHSI OEIIKOBOTO
mponykTa reHa SMNt, OTBETCTBEHHOTO 32 BOSHUKHOBEHHE
caMoro pacripoctpaHeHHoro Bapuanta CMA — 0ose3Hu
Bepauura—ITodpdmanna — B (opMUpOBaAaHUM KOCTHOM
tkaHu. N. Kurihara u coast. B 2001 I. TT0Ka3am HaJIu4Ine
BKCIPECCUN MPOAYKTOB KaK HOPMAJIBHOTO, TaK M MyTaH-
THoOTO TeHa SMNt B octeokiacTtax yenoBeka [14]. ITomy-
YeHHBIC PE3YJIBTAaThl OBIIN MOATBEPKACHBI SKCIICPUMEH -
TaMu, TpoBedeHHBIMM S. Shanmugarajan u coaBT. [15]
B 2007 T., KOTOpHIE BBHIIBUJIM HaJIM4le B3aMOIEHCTBUS
0eKOBOro TpoayKTa reHa SMNt ¢ npyrumu OenKaMu,
YYaCTBYIOIIUMU B IYTSIX CUTHAJIBHOM TPAaHCAYKLIMU IIPU
dopMHpOBaHMUNM OCTEOKIACTOB. JlalbHEHIIIE UCCIIen0-
BaHUSI, TTOCBSIIICHHBIC aHAIN3Y B3aUMOICHCTBHS OCIIKOB,
YYacTBYIOIINX B (DOpMHUPOBAHUU CKeJleTa KOCTHOTO pe-
MOICIMPOBAHMS ¢ OeIKaMU, KOTOPBIE SKCITPECCUPYIOTCS
B MOTOHEpOHAX CIIMHHOTO MO3Ta, MOTYT OOBSICHUTD CO-
yeTaHre cMMIITOMOB CMA U TSDKeJIOM OCTeOIIeHU!, TIPH -
BOISIIIIEH K BPOXICHHBIM IIepeioMaM. BBISIBICHME 3THX
0EJIKOB MO3BOJINT TaKXKe ONITUMU3UPOBATH ITPOIIECC TIOMC-
Ka TeHa, OTBETCTBEHHOTO 32 BO3HMKHOBEHUE 3TOTO pel-
koro BapuaHta CMA.

1. http://neuromuscular.wustl.edu/

2. Russman B.S. Spinal muscular atrophy:
clinical classification and disease hetero-
geneity. J Child Neurology 2007;
22(8):946-51.

3. Jones H.R. Jr, De Vivo D.C., Darras B.T.,
eds. Neuromuscular disorders of infancy,
childhood, and adolescence: a clinician’s
approach. Burlington, Mass, Butterworth-
Heinemann 2002; chpt. 8: 145-66.

4. Jedrzejowska M. Spinal muscular atrophy:

SMN protein deficiency. Neurol Neurochir
Pol 2001;35(2):289-97.

5. Wirth B. An update of the mutation
spectrum of the survival motor neuron gene
(SMN1) in autosomal recessive spinal
muscular atrophy (SMA). Hut Mutat 2000;
15:228-37.

6. Borochowitz Z., Glick B., Blazer S.
Infantili spinal muscular atrofi (SMA) and
multiple congevital bone fractures in sibs:

a lethal new syndrome. Journal med Genet
1991;28(5):345-8.

7. Kelly T.E., Amoroso K., Ferre M. et al.
Spinal muscular atrophy variant with
congenital fractures. Am J Med Genet
1999;87(1):65-8.

8. Felderhoff-Mueser U., Grohmann K.,
Harder A. et al. Severe spinal muscular atrophy
variant associated with congenital bone
fractures. Child Neurol 2002;17(9):718-21.

9. Van Toorn R., Davies J., Wilmshurst J.M.
Spinal muscular atrophy with congenital
fractures: postmortem analysis. J Child
Neurol. 2002 Sep;17(9):721-3.

10. Courtens W., Johansson A.B., Danchy B.

et al. Infantile spinal muscular atrophy
variant with congenital fractures in

a neonate: evidence for autosomal recessive
inheritance. J Med Genet 2002;39:74-7.
11. Khawaja K., Houlsby W.T., Watson S.
et al. Hypercalcaemia in infancy:

a presenting feature of spinal muscular
atrophy. Arch Dis Child 2004;89(4):384—5.
12. Jiang S.D., Jiang L.S., Dai L.Y.
Mechanisms of osteoporosis in spinal

cord injury. Clin Endocrinol (Oxf) 2006;
65(5):555—65.

13. Kinali M., Banks L.M., Mercuri E. et al.

Bone mineral density in a paediatric

spinal muscular atrophy population.
Neuropediatrics 2004;35(6):325-8.

14. Kurihara N., Menaa C., Maeda H. et al.
Osteoclast-stimulating factor interacts with
the spinal muscular atrophy gene product to
stimulate osteoclast formation. J Biol Chem
2001;276(44):41035-9.

15. Shanmugarajan S., Swoboda K.J.,
Iannaccone S.T. et al. Congenital Bone
Fractures in Spinal Muscular Atrophy:
Functional Role for SMN Protein

in Bone Remodeling. J Child Neurol 2007;
22(8):967—173.

69



70

HepBHo-MblllEYHbIE
BOJNIE3HK

Konghepenuyuu, cumnosuymoi, cogeuanus

Omuem o nposefeHuu Gesepo-3anaaHoli KoHhepeHWuu ¢ MexayHapoaHbIM
yyacmuem 06beuHeHud Bpayei-anunenmosnoros U nayueHmos
«Goapyxecmso Bpaya u nayuenma, cmpagarouero anunencueil»,
nocBAweHHol namamu JleoHupa PocmucnaBoBu4a 3eHKoBa

CaHkT-lNeTepbypr, 8-9 nioHa 2012 .
HUTMHW nim. B.M. bexTepeBa

8—9 mioHa 2012 r. B (aHKT-leTepbyprckom HayyHo-ncCnea0BaTeNbCKOM MCUXOHEBPONOrNYECKOM MHCTUTYTE
um. B.M. bextepeBa coctoanacb Ceepo-3anagHaa KoHQepeHUUA ¢ MexJyHapoaHbIM yyactuem O6beanHeHus
Bpayei-3nunenTonoroB u nauneHTos «CoapyxecTBo Bpaya 1 NaumneHTa, CTpajatoLuero snunencueit». OpraHusatopbl
MOCBATUAN KOHdEPeHLI0 NAMATI BbIAILLET0CA POCCUACKOTo yueHoro JleoHnaa PoctucnaBoBuya 3eHKoBa, HeO[HO-

KpaTHO BbICTYNABLUEr0 C APKIUMU HayYHbIMU JOKNaZAaMI B CTEHAX 3TOTO UCTOpUYECKoro Komniekca. Meponpuatue
NpUBAEKN0 00/bLLIOe BHUMAHME CMEeLNANINCTOB 1 YYeHbIX-HEBPOJIOTOB, SMUENTONOr0B, NCUXMaTpoB. B pabote npu-
HAnM yyacTue bonee 160 generatos u3 17 ropogos Poccum 1 4 ctpaH ganbHero n 6amxHero 3apyoexbs.

Koundepenuuio orkpsin pod. H.I. Heznanos, nu-
pektop HAITHU wum. B.M. bexrtepesa, mpeacenaTesb
Poccuiickoro mncuxuaTpuyeckoro oO1IecTBa, IJIaBHBIN
nicuxuarp-sKenept Poc3npaBHanzopa. 3atem mocaenoBain
BUIEO-TIPE3CHTAIMS W BBICTYTIJICHUS] KOJUIET C BOCIIOMU-
HAHUSMU O BBIJAIOIIEMCS] YUEHOM, 3aMeYaTeTbHOM K-
HULMCTe M Helipodusnonore Jleonnne PocticiaBoBuue
3eHKoBe.

YrpeHHee 3acenaHne HA4aIoCh C BBICTYTIICHUS TJIABHO-
ro aetckoro HeBpostora PD, pesunenra Hekommepueckoro
naptHepcTBa (HIT) «O0benHeHre Bpaveii-3MmuenToIoroB
u armeHToB», mpod. A.C. Terpyxuna. Ero moxian ocseran
TPOOJIEMBbI AMUJIETITONIOTUY B Pocciy 1 OCHOBHBIE ITyTH K UX
petenuto. [Ipodeccop momuepkHy B CBOEM BBICTYIICHUN
6ecCropHYI0 HEOOXOUMOCTb NATBHENIIIETO PA3BUTUS CTPYK-
TYpbI, CIIOCOOCTBYIOIIEH PEIICHNIO 33a4, HATIPABIEHHbIX
Ha yJTydllleHWe Ka4eCTBa XKWU3HU OOJIbHBIX C SIUJIETICHE.
A.C. IetpyxuH yKa3an Ha Ype3BblUYATHYIO BAXKHOCTb pa3pa-
0OTKU 3aKOHOAATEIbHBIX ITPOEKTOB, 00ECIIEUMBAIOILIMX CTAH-
JAPTU3ALMIO OKA3aHUST TIOMOIIM OOJIBHBIM C MUJIECTICUEH,
HETIPEPBIBHOCTh TOCTYIUIEHUSI U JOCTYITHOCTh JIbITOTHBIX
npenaparoB. Ocoboe BHUMaHWE ObUIO YAeIeHO HeOOX0u-
MOCTH CO3IaHWsI M BHEIPEHMSI 00pa30BaTeNIbHBIX ¥ MH(MOP-
MalMOHHO-TIPOCBETUTENTLCKUX TTPOTPaMM, HATIPABIEHHBIX
KaK Ha MEIWIMHCKYIO ayIWTOPUIO, TaK M Ha TAIMEHTOB
¥ X POJICTBEHHMKOB, IIPOTPaMM, KOTOpbIe ITOTPeOYIOT pea-
JIM3AIMY HA HECKOJIBKMX YPOBHSIX, BKITIOUAST OpPraHbl UCTION -
HHUTETbHON BhacTu cyobekToB P®D. Jlnsi pa3BUTHS 3TOTO
HamnpasneHust A.C. [letpyxuH Bbiaenut o0s13aTeIbHOE Tpe-
0OBaHNEe — aKTUBHOE PETMOHAIBHOE M MEXTyHapOIHOE
COTPYIHUYECTBO, IPUMEPOM KOTOPOTO MOXET CITY>KUTh CO-
3MaHNE PETMOHABHBIX IPENCTaBUTENBCTB OOBeIMHEHMS

O0dua u3 nocaednux gomoepaghuit npogeccopa Jleonuoa Pocmucrasosuua
3eHK06a ¢ KOANe2aMU-INUNENINO0N02aAMU

U TJIOIOTBOPHBIE CBSI3U C YHUBEPCUTETCKUMHU TOCTTUTATISIMU
®panuyu (Tocrurans Hakep, [Mapwx; INMED, Mapceinb).

JlokJia r1aBHOTO HAyYHOTO COTPYAHUKA, PYKOBOIM-
TEJISl OTIEICHUST PeadUIUTAIIMN TICUXOHEBPOJIIOTUYECKIX
6onpHbIx HUTTHU uMm. B.M. bextepesa B.A. MuxaiinoBa
OBUT ITOCBSIIIEH BaXKHOM COLIMAIBHOM ITPO0JIeMe OOTbHBIX
C 9MWJIETICUE — WX CTPagaHUsIM OT CTUTMATU3AIUH, CBSI-
3aHHOMU C MPenB3sIThIM OTHOLIEHKEM O0I1IeCTBa K TaHHOM
KaTeropuu 0oJbHBIX. B.A. MuxaiijioB mpuBes JaHHBIE U3
CBOEH MTPAKTUKHM, & TAKKE UCTOPUIECKIE PUMEPHI, CBSI-
3aHHBIE C OTPAHUYEHUEM COIMATTbHOI aKTUBHOCTH OOJTb-
HBIX SIUJIETICUEH, B YACTHOCTU TOCYIaPCTBEHHBIE 3aITPEThI
Ha TIOCEIIeHNE TAKMMU MMAlIMeHTaMU OOIIIECTBEHHBIX MECT,
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neiicteyroniye B CIIA Brutots 1o 80-x romoB XX B. B 3Ha-
YUTEJIbHOU Mepe AaHHas mpobJieMa OCTaeTCsl aKTyalbHOM
M CETOMHSI, TaK KaK B TIOIABJISIOIIEM OOJIBIIITHCTBE OO0IIIe-
CTBEHHOCTh OTHOCHUTCSI K NAHHOMY 3a00JIEBAHMIO KakK
K HEM3JICYMMOMY. DTO MPUBOAUT K TOMY, YTO 3HAUUTEITb-
Hasl 4acThb OOJIBHBIX SIMWICTICHEH TIPEAIIOYNTACT CKPBIBATh
CBOI1 TMAarHO3, a TaKXKe IMOIBEPracTCcs CaMOCTUTMaTH3a-
. JlokJ1aquuK Noa4epKHYJI, 4YTO MPOLIECC UX AECTUTMa-
TU3aLUMK JTOJKEH BKJIOYATh KOMIUIEKC MEAULIMHCKHUX,
COLIMATbHBIX ¥ TOCYIaPCTBEHHBIX MEpOTIPUSTHIA. BaxkHeit-
IIei COCTABIISIONICH SIBISIETCS afleKBaTHAST TEPAITHST SITH -
JIETICUM; OBUIO MOMYEPKHYTO, 4YTO TIpU 3(PDEeKTMBHOM
KOHTpOJIe IIPUCTYIIOB, KOTOPbIi nocturaercs B 80 % ciy-
YyaeB, MAaIMEeHTHI MOTYT UMETh XOpOIllee Ka4eCTBO XU3HU
¥ TIOJTHOLICHHO BHITIOJTHSITH CBOM COITMATbHBIC (DYHKITUN —
VUHUTBCS, CO3MAaBaTh CEMbH, PabOTATh.

CTONT OTMETHUTH, YTO 00CYKIaeMast Ha KOH(EePeHIINN
mpobyieMa COLUMAIbHON amalTalid M CTUTMAaTH3au—
JIECTUTMATU3alMM TAaKXKe aKTyabHa U 1J151 00JbHBIX C He-
PBHO-MBIIIEYHOW MATOJIOTUEH.

PykoBomurenb oTaena sMMISTICUNA U HEMPOGhU3UOJIO-
rua YHuBepcuteTcKoro rocrmmtanst Cesroit Auaw (Ia-
prx) bepHap IereH pacckasai 0 TaKOM COLIMATIBHOM ac-
MMeKTe TAIMEeHTOB C SIIICIICHEel, KaK OIlpelccHIe
TPYAOCIIOCOOHOCTH 1 BHIOOD TTpohecCry B IIOAPOCTKOBOM
Bo3pacTe. B mokimame mompoOHO paccMaTpUBAINCh TPYI-
HOCTH TICUXOJIOTMYECKOM pabOTHI ¢ JAaHHOI KaTeTopuei
OOJIBHBIX, HEOOXOIUMOCTb B I€TAJIbHON MH(POPMUPOBAH-
HOCTU NMallMEHTOB 00 0COOEHHOCTSIX X 3a00J1€BaHNS U TEX
TICUXOJIOTUYECKUX TIPEIATCTBUSX, KOTOPBIE BO3HHKAIOT
MPY OCO3HAHMU MMM CBOEM «HecTaHmapTHocTh». [Ipod.
[ereH momyepKHy/I, 9YTO OYeHb BaXXHO YYMTh HAIIMEHTA
IIPUHUMATh CBOIO 00JIe3Hb, (POPMUPOBATH B HEM Tpedye-
MYIO CaMOOIIEHKY, a TaKXe OTMETHJ HEOOXOIMMOCTH
paHHEero BbIOOpa CHELMATBbHOCTU C YYETOM OCHOBHBIX
OrpaHNYCHUI, KaCAIOIINXCS HAJTMINS KOTHUTUBHBIX pac-
CTPOMCTB.

Breictymenue npod. M.A. Kuccnna, pykoBogurtes
CankTt-IleTepOypcKOro ropoaCcKOro 3IIICHTOJIOTHYeC-
KOTO IIEHTpa OBUIO ITOCBSIIIIEHO OpTraHM3allMOHHBEIM BO-
ImpocaM, KacaloInMCsI TTIOMOIIY OOJTEHBIM C STTHJICTICUEH
B Cankr-IletepOypre. JokIaguuK MoapoOHO paccKasai
0 TIPEONoChIIKaX K CO3MaHUIO, 3aJadyax, IIPUHINIIAX pa-
0OTHI, HOCTVKEHUSIX 1 TTepCITeKTBaX [0poacKoro smmern-
TOJOTUYECKOTO IIEHTpa, HAYaBIIETO CBOIO NESTEIbHOCTh
6onee 40 net Hasan. M.A. KuccuH npogeMoHCcTprpoBai
ayauTOpUn OeccropHyo 3(p¢heKTUBHOCTh O0bEAMHEHUS
Pa3IMIHBIX CIICIIUAIMCTOB IS peaIi3alliy TAKON BasKHOM
COLIMAILHOM TTPOOJIEMBI, KaK OKa3aHHeE JIeYeOHO-TIPOh M-
JIAKTHYECKOM TTOMOIIM OOJIBbHBIM 3ITHJICTICHEH.

B BEICTYIIIIEHIY TIPOPEKTOPA M 3aBEAYIONIETO Kade -
poit HepBHBIX Oosie3Helt MHCTUTYTA 3KCIIEPTU3EI TPYIO-
criocooHoctu nHBanuaoB 1pod. B.I. [TomHukoBa ocBe-
IIAJINCH ITPOOJIEMBI BEICOKOTO YPOBHS 0€3paOOTHIIBI Cpean
MMAIIEHTOB C SMUJICTICHEH (TIPY COOTBETCTBYIOIIEM BEICO-
KOM ypOBHE MHBAJIUIHOCTH), TPYOTHOCTU C TIOIydeHUEM

00pa3oBaHus 1 TPYIOYCTPONCTBOM MHBATUAN3UPOBAHHBIX
OOJTLHBIX (TSI CpaBHEHYsI OBbLIN IIPUBEACHBI JaHHBIC O BbI-
COKOM TToKa3aTeJie TpynoyctpoeHHocTH 60bHBIX B CCCP,
B OTAeJIbHbIE roabl gocturaoiiero 80—-89 %).

Coobimenure pykoBomurteass MHCTUTYTa JeTCKOM He-
Bposiorun M snumiericun uM. CBgrutenst JIyku mpod.
K.}O. MyxuHa ObIJ10 ITOCBSILIEHO JUATHOCTUKE U JICUEHUIO
SMUJIENTUYECKUX TIPUCTYIIOB C TUIIEPMOTOPHBIMU aBTO-
Matu3mamu. [Ipodeccop mpoaeMOHCTPpUPOBA BUIE03a-
MUCHU TUIIMYHBIX, KpaliHe crieliu(pUIeCKUX, HHTEPECHBIX
C 3BOJIIOLIMOHHOM TOYKM 3pE€HUS IBUTaTEIbHBIX aBTOMa-
TU3MOB.

JIHeBHOE 3acefaHne ObLIO MOCBIIIEHO YaCTHBIM KJIM-
Hu4yeckuM TpoonemaM. Ero otkpwun uieH-kopp. PAMH,
3aCITy’KeHHBIN AesTeb HaykKu P®, MOYeTHBINM IPe3UIeHT
OO0BemMHEHNST Bpadeli-3IICIITO/IOTOB U TTAlIMEHTOB TTPod.
MI'MCY B.A. KapnoB, BBICTYIIMB ¢ OCHOBOIIOJIAraloIIM
nmoxiamoM «[lompITKa KimaccruuKaIm MapiiaIbHbBIX 311 -
JIEITUYECKUX SHIIeamonaTuii». OH MOTYEPKHYN aKTyalb-
HOCTb MPOOJIEMbl SMUIENITUYECKUX HEMAPOKCU3MAIbHBIX
COCTOSTHUI, KOoTOpyIo Bhiaeasti JI.P. 3eHKoB.

3aciyxeHHbIH AesaTenb Hayku PO nipod. C.A. [pomos
npencraBui GyHaameHTanibHoe coobuieHue «I[lapokens-
MaJibHbIM MO3T. [lepronbl anuaenTU3alu U KOMITIEHCa-
LIMWU B TIPOLIECCE JICUEHUSI».

Hasiee mpo3BydYaau JIEKLIUU O CKPBITBIX IpodiemMax
CTPYKTYpPHOIO 0JIaronojiyuyusi mpu KpUOTOTEHHOUN SMHU-
nencuu 'y B3pocibix (K. M. H. C.H. basmresunu, BMA
M. C.M. Kuposa), hapmMaKope3nCTeHTHOCTH TP SITH-
JIETICHM M BO3MOXHOCTSIX €€ JIeUeHUSI (PYKOBOIUTEIb
oTaeneHus JiedeHusa OoibHBIX snwiencueiir HUITHU
nMm. B.M. bextepena, a. m. H. JI.B. JIummaroBa, Cankr-Ile-
TepOypr), HEOTHO3ZHAYHOCTH TOHSATHS TOOPOKAYEeCTBEH-
HOCTU (DOKAJIBHBIX SITWJIETICUI (TIIaBHBIM JETCKUI HEBPO-
Jor Boponexckoit obmacth, 1. M. H. H.A. EpMosieHko).

OueHb MO3HABATEILHOM M BaXXHOW C MPaKTHYECKOM
TOYKM 3pEHHUS CTajla JICKIIUS 3aBeAyloliero Kadempoii
HeBposiorun ®YB PHUMY um. H.U. TTuporosa, mipod.
A.. ®ennHa, pacCMOTPEBIIETO0 BOIPOC O OeCCya0pOXK-
HOM SIUJIENTUYECKOM CTaTyce C AEMOHCTpaluMe aua-
THOCTUYECKM CJIOXKHOTO KIMHUYECKOTO IpUuMepa.

JIHeBHOE 3acefaHue 3aBEPIIMIOCH OJECTIIUM 3aKITI0-
yuTeNbHBIM clioBoM TIpod. B.A. KapioBa, yrmoMsiHyBIIIETO
B UICTOPUYECKON CChUIKE YHUKATIbHbIE JIS1 CBOETO BpEMEHU
nnen Beimatomerocst Hepposyora C.H. JlaBuneHkoBa, BIiep-
BbI€ KJIaCCU(PULIMPOBABLIETO SMUJETICHIO HA 1BA OCHOBHBIX
TUMA — DK30T€HHYIO U 9HAOTE€HHYIO, TEHETUYECKU MPEao-
MpeeIeHHYIO.

Bue-npesunent HIT «O6beqHeHMEe Bpayeii-3Iiern-
TOJIOTOB 1 manueHToB» nipod. PHUMY um. H.U. IMTuporosa
K.B. Boponkosa nipeacraBuia nokian «/HHOBaLMK B Jie-
yeHUH sriernicu B Poccnmy» . JIoKIIagumK akiieHTUpoBajia
BHUMAaHME ayTIUTOPUM Ha OCHOBHBIX HAMPAaBJIEHUSIX B IOUC-
K€ BO3MOKHOCTEH MOBBIIIECHUS 3P OEKTUBHOCTH aHTHUAITH -
JIETITUYECKUX MPenapaToB U COBPEMEHHbBIX METO/IAX pelle-
HUsI MPo0JIeMbl TOOOYHBIX PEAKIIMI 3TOM Teparu.
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IMapasienbHO ¢ ITHEBHBIM 3aCeIaHMEM TTPOXOIUI «KpPYT-
JIBIA CTOJI» IUTS Bpadeid, TAllMeHTOB M MX POACTBEHHUKOB,
32 KOTOPBIM OOCYKIAJIMCh aKTyaTbHBIC IIPAKTHUSCKIE BOTI-
pochl Ttof, npeacenareabctsoM B.A. Muxaitnosa. Ha stom
COBEPIIIEHHO HOBOM MEPOIIPUATHAM TTAIIMEHTH CMOIJIN 3a-
JIaTh caMble pa3HbIC BOJHYIOIINE MX BOIIPOCHI BpayaM, Ha
00CyXIIeHe KOTOPBIX Ha TIpreMe He BCETIa OCTaeTCs Bpe-
MEHH, TTOJTYIMJTA BO3MOXKHOCTD YCIIBIIIIATE «BTOPOE HE3aBH -
cuMoe TIpoecCOHATbHOE MHEHUE», a TakKKe OOCYIMIN
CBOM MPOOJIEMBI C APYTUMU HallueHTaMu. B cBoro ouepens,
BpaYX MOy BasKHYIO TOTIOJTHUTEIBHYIO MH(MOPMAITIIO
0 TIEpPEeXXMBAHUSX W ITOTPEOHOCTSIX CBOMX MAIIMECHTOB, YTO
HECOMHEHHO YIIIyOJIsSIeT COCTpaaHe K HUM, a TIPEICTaBH-
TEJIA APYTUX CIIEIUATBHOCTEN TOICTIVIINCH ITOJIe3HOM TIpOo-
deccroHanbHOM nHpopMalyeir. B paMkax «Kpyrioro crona»
JIOKTOPOM (MITOCOBCKMX HayK npod. E.I1. MuxamoBcka-
KapmoBoii ObUT TIpencTaBiicH JOKJIaI O TapTHEPCKUX OTHO-
IICHMUSIX Bpava Y TAlMeHTa B 3TUKE TeParuy SIAJICTICU.
ITpod. K.B. BopoHkoBa ocTaHOBMIaCch Ha BOITpOcax, Kaca-
IOIINXCs 00pa3a KU3HU MPH SIJICTICHH, a TAKKE aJITOPUT-
MBI TTOMOIIY TTPY ITJICHITHYIECKOM IIPUCTYIIE. 3aBemylomast
KaOMHETOM HeBPOJIOrMU U Buaeo-DD-MouuTopunra MH-
crtutyta Mo3ra yenoBeka PAH H.}O. Koponesa npencraBu-
J1a coobnienne «Mudnl B arnenTonoruny». [1cuxomor PAH-
Xul'C T.B. Tuxona3 mpoBeJia TPEHUHT Il TTALIMEHTOB T10
KYJIBType yIpaBieHus: aMmonusiMu. CiiemyeT OTMETUTD, UTO
B 1LIEJIOM MPOBEAEHUE MEPOIPUSITUIA TOJOOHOro (hopmata
(BCTpeur MaIlMEeHTOB C BpadyaMU-HEBPOJIOTaMH U TIPEICTa-
BUTEJISIMU IPYTHX CIICIIMATBHOCTEI) Ype3BBIUAHO TIep-
CITEKTHIBHO 1 IMEET OOJIBIIIOE COITMATBHOE M ITPAKTUIESCKOE
3HaueHre. [1o uroram 3T0r0 COOpaHMsI ObLIA IPUHSITA PE30-
JIIOLMSI, comepsKaliasi peKOMEHIAIIMN, HalpaBJIeHHbBIC Ha
00pBOY C MPUIMHAMHA ¥ HETATUBHBIMU MOCJICICTBUSIMH CO-
IMATBHOM CTUTMATU3aIK OOJIbHBIX ¢ SImiericreit B CaHKT-
[1etepOypre.

Ha BeuepHeM 3acemaHnm OBIIO ITPOIOIKEHO PACCMOT-
pPEHME YaCTHBIX BOIIPOCOB JIMIIeNTojIOrNu. Tak, mpod.
Toctiurans Hakep (ITapmx) OnuBbe [romak mpencTaBuil
YHUKAJIbHBIC TaHHBIE 110 (DeOPUITBHBIM CyI0pOTraM, CH/I -
pomy [IpaBe 1 cxoxXuM cruHApoMaM. Upe3BbI9aitHO MHTE-
pecHbIM ObUTO BhICcTyIUieHMe C.X. [aTtayaiamHol, KOTO-
past BeeT paOOTHI 10 M3YICHUIO TUTIOTIMKEMUM Y JeTei
U aCCOLIMMPOBAHHBIX CyTOPOXKHBIX cMHAPpOoMOB B INMED
B Mapcere.

ITpod. A.C. INeTpyxuH crnenan cooOIIeHNE O pe3uc-
TEHTHBIX SIMICTICUSIX B IETCKOM BO3pacTe M KOHIICIIIINT
CHMITTOMATHYECKHX SITUJICTICUIA.

Ha xoHbepeHImr TakKe IMpo3ByJaIv JOKJIaabl Ha Cle-
Iyiomye TeMbl: okaimbHas smwrericust (tpod. Tocymap-
CTBEHHOI MEOWIIMHCKON IIeAMaTpUIecKOil aKaaeMuu
B.WN. Iy3eBa, Cankr-IletepOypr); mpakTHUeCKUe acleKThI
Tepanuu SHIehaIoNMaTHIeCKIX IMUICTICUI y AeTeit (3aBe-
nIyromias 2-M rcuxoHeBposorndeckuM otaeneHueM PIIKB,
K. M. H. E.C. inprHa, MOCKBa); pe3y/IsTaThl HCITOIb30BAHNS
HOBBIX METOIOB XHPYPTUUECKOTO JICUYCHUS SIUJICIICHU

B HUITHHM M. B.M. bextepena (A.B. BropoB); ncnomis3o-
BaHUE JICYCOHON METOIMKU CTUMYJISIIIMU OJTyKIAIOIIIeTo
HepBa rpu snmiencuu (1pod. Terb-ABUBCKOTO YHUBEPCH-
teta M. BaiiMaH); poJib CTPO€HMSI TUIIIIOKAMIIa B MUJIEM-
toreHese (P.B. PerkoBa, oTneseHre KIMHUKO-IUaTHOCTH -
yeckux uccaenoBanuii HUITHUW um. B.M. Bbextepena,
Cankr-IleTepOypr); codeTaHuWe CUHIpoOMa IeUIINTa
BHMMaHUSl U TUIIEPAKTUBHOCTU y NI€TE€ ¢ amujiencuei
(P.®. Tacanos, c.H.c. HUITHU uMm. B.M. bexrtepesa,
Cankr-IlerepOypr); mcciaemoBaHuE MO HEWpoTeparuu
npu smuierncun (K. M. H. AJL Topenuk, 3aBemyrommii
KabuHeToM (PyHKLMOHanbHOW auarHoctuku HUITHU
nM. B.M. Bexrepesa, Cankrt-IleTepOypr).

[IpakTraeckn Kaxkmoe COOOIIeHNE COIPOBOXIAIOCH
OUCKyCCHEH M KOMMEHTApHMSIMH ayIuTOpPUH U YJICHOB
npe3uguyma.

Bropoii neHs KoHpepeHINN ObLI MOCBSIIEeH KIUHU-
yeckuM paszbopaMm. BoceMb AOKJIaTUMKOB MpeacTaBUIv
0YeHb MHTEPECHYIO MH(POPMAIIUIO O HECTAaHAAPTHBIX CITY-
Yasgx U3 COOCTBEHHOM KIIMHWYECKO# mpakTuku. CooO1ie-
HUS KacaJIMCh He TOJIbKO aTUITMIHBIX (popM 3a00IeBaHUS,
HO Takke pobiaeM (popMUpOBaHUS PE3UCTCHTHON 3ITH-
JISTICUM BCJICACTBHE OTCYTCTBHSI IIEPBUYHOM BepU(DUKAIIAN
THUIIA STUAJICTICMN W, COOTBETCTBEHHO, MOCIIEAYIOIIeH He-
pallMOHAIPHOM Tepany M HeaaeKBaTHBIX 103 Iperapara
(H.}O. KopoieBa) u 0TCyTCTBYSI BO3MOXKHOCTH HEOOXOIH-
MO TeHeTHYECKOM TUarHOCTUKN HEKOTOPHBIX (hOPM BITH-
nericuu B PO (K.B. BopoHKoBa). Aynutopus IOIyqIriIa
VHUKAJIBHBIA IIAHC ITOAPOOHO OOCYIWTh TaKHWE PEIKHUE
CHHAPOMEI, KakK 00sie3Hbh CeraBbl U TIyTapoBasi alliaypHsT
I Tuma (C.X. IaraymmuHa); snujencus ¢ mo3gHel (hopMoit
nHpaHTWIBHBIX cna3MoB (K. M. H. M.JI. Jlememko, 1IKB
PAMH); cuanpom 20-it xpomocomsl (K.B. BopoHKOBa),
BTOPUYHASI STUJICTICHS Ha (pOHE CMHIPOMA OOCTPYKTHB-
Horo anHo3—runonHo3 cHa (I1.B. ITyiiHoi, 3aBeayomui
Llentpa Buaeo-D3I'-monutopuHra B HeBposiorun JIJILI
MUBC um. C.M. bepesuna); «1n303mmiencun» (mpod.
W.H. Bakymna, rmaBHbIi ncuxuatp KpacHomapckoro kpast).
0. Ironak npeacTaBu BHUMAHHMIO COOPABIIIMXCST HECKOIb-
KO KJIMHNYECKMX 3a/1a4.

ITo oxoHyaHMM KOH(PEPEHLINHY BCe TIPUCYTCTBYIOIINE
TIOJTYIVUIH CePTU(HUKATHI y4aCTHUKOB. [1o mToram koHpe-
PEHIINM TIPUHSTO pelIeHre 0 HEOOXOAMMOCTH CO3TaHMS
IIpencraButenpcTBa O0BeIMHEHNS Bpadeii-3IIIICIITOI0-
roB 1 nanreHToB B CeBepo-3amamHOM perroHe IO pyKO-
BOACTBOM IJIaBHOTO Hay4yHoro corpymHumka HUITHH
uM. B.M. bexrepena 1. M. H. B.A. MuxaiinoBa ajisi TIpo-
IOJDKEHUSI pabOTHI ¢ TaleHTaMu 1 Bpadamu. CooOIIeHIe
npod. K.B. BopoHKOBOI1 0 IJIaHNPYeMBIX HOBBIX BCTpeUYax
nox srupoit HIT «O6bennHeHne Bpaueii-3MmuienToIoroB
¥ TIAIIMEHTOB» OBLIO BCTPEUCHO ayaIUTOPUEH C OOIBIITNM
BOOJYILIEBJIEHUEM.

Mamepuan nodeomosuia
Mapus Kosarvuyx



Konghepenuyuu, cumnosuymot, cogeuanus

HepBHo-MblleyHble
BOJNIE3HK

Omuem o Xl Bcepocculickoli KoHhepeHyuu
«(DyHKYUOHaNbHaA guarHocmuxa — 2012»

31 mas 2012 . B pamkax XlI Bcepoccuiickoii KoHdepeHwn «QyHKLMOHANbHAA AnarHocTka — 2012», exerogHo
npoBoauMoi Poccniickoit accoumanmeit CneLnanicToB GyHKLMOHaNbHOI AMarHoCTUKK, BnepBble Obina npoBeaeHa

CeKuua, nocBALLEHHaA Bonpocam 3aboneaHuit nepm¢epmueCKoro HEI7Ip0MOT0pHOI'0 dfnapata, 0praHn30BaHHaA

COBMECTHO C

Ha Konepeniuu ¢ nokyiagamu BBICTYTTUIN COTPYI-
HUKHU BeAyIIuX yupexneHuii . Mocksbel. KoHdepeHmmio
otkpsut ipencenaresb OHMB npod. C.C. Hukutun.

IlepBolil qoKIaM, MOCBIIIEHHbBIM MPUHLIMITAM HEUPO-
(buzmonornyeckoii AMarHoCTUKM 3aboneBaHuil nepude-
pUYECKOTO HEHPOMOTOPHOTO armapara, ObUT IPeACTaBIeH
a.M.H. AJI. KyperkoBeiM (OBI'Y «Hay4Hblii LieHTp 300-
poBbs neteit» PAMH). ABropom Obuta qaHa Kparkas xa-
pakTeprcTiKa MeTonoB DMI 1 0OCHOBHEBIE ITOKa3aHUS K X
MPUMEHEHUIO, YEIeHO 0cO00e BHUMAaHUE MPOOieMe OT-
CYTCTBHSI CTaHAAPTOB MPOBEICHUS HccieqoBaHuit SMI
B 3aBUCMMOCTH OT Ho3ostorndeckux (popm. K obcyxnennio
ObUIM TIpeacTaBIeHBI METOABI 00paboTK DMI -curHana
(Bbimenenue otnenbHbix [1JIE 13 unTepdepeHmonHoro
MaTTepHA, TYPH-aMIUIMTYIHBIA aHaIu3, CIIEKTPaJIbHbIA
aHanu3, moncyet yncia dyHkimonupytommx JE) u yrou-
HEHBbl METOIMYECKHUE TTOMXOMAbI TIPU BBHITIOJIHEHUU ITUX
HUCCAEA0BaHUM, a TakxKe 00cCyxaaaach HEOOXOAUMOCTb
KOMOWHAIUK Helipodun3nonornyeckux meronos (OMI +
TMC) npu obcienoBaHUM OTIPEETICHHBIX TPYTITI MaleH-
TOB. B 3aKiTIoueHME aBTOP OCBETUJI OCOOEHHOCTH MUAOTpa-
(huu B mequaTpuueckoil MpakTUKe W OTMETW BaXXHOCTh
TPOBENEHUST MCCJIEAOBAHUS TIPU HAJIWYMUA TIOKa3aHUI
HE3aBUCUMO OT BO3pacTa MalMeHTa, YTO OOYCIOBIEHO
BBICOKOU MH(OPMATUBHOCTHIO 3TOTO MeToa. BricTyrue-
HME HOCUJIO TIPOOJIEMHBII XapaKTep U BbI3BAJIO aKTUBHOE
0o0cy>xIeHne cpey MPrUCyTCTBOBABIINX KOJLIET.

Bo 2-Mm mokinane k.m.H. H.I. CaBuukas (PI'bY HIIH
PAMH, Mocksa), caemaia akileHT Ha HEOOXOIMMOCTHU
CO3IaHUs eIUHBIX TTPOoTOK0JI0B DHMI — mccnenoBaHms
ISl MALIMEHTOB C HEPBHO-MBbIIIIEYHOM MaToJIoruen. bl
00prCcOBaHbI KaK KPAaTKOCPOUHBIE, TaK W JOJITOCPOYHBIE
TEePCIEKTUBBI TPUMEHEHUST YHUDUIIMPOBAHHBIX MPOTO-
KOJIOB, KOTOpBIE TO3BOJSAT MUHUMU3UPOBATH OLINOKU
B BeIOOpe DMI-MeTommnK u oobeMa ucciaenoBanuii. Oco-
0oc BHMMaHHE OBLIO OOpalleHO Ha BaXHOCTh B3aMMO-
JIEMCTBUSI KJIMHUIIMCTA U Helipodusnonora B BOMpPoOcax
oTpeieIeHusT TIOKa3aHUi K TMPOBENEHUIO UCCIENOBAHUS
Y MHTEPIIPETALIUY TTOyYEHHBIX Pe3yIbTaToB. JloKIamank
0o0paTwi1 BHUMaHWE ayIUTOPUM HAa HEAOCTATOYHYIO WH-
(bopMHPOBAHHOCTH OTEUECTBEHHBIX HEBPOJIOTOB O BO3-
MOXHOCTSIX MeTo1oB DHMTI, HeTOUHOCTH M OIITMOOYHOCTH
WHTEPIIPETAllM PEe3YJbTaTOB WCCIENOBAHUSI BpadyaMu-

LLIeCTBOM CMELMANMCTOB N0 HePBHO-MbileyHbIM 6one3HAm (OHMB).

KJIMHULIMCTAMHU, a TAKXE Ha OTCYTCTBUE €IUHOU Hempe-
PBIBHOI cuCTeMbl 00pa3oBaHusI B 001acTu Helipodusno-
JIOTUU.

Cotpynaukom ®BI'Y HIIH PAMH x.m.H. H.A. Cy-
MOHEBOM ObUIM OCBeElLEeHbI BO3MOXXHOCTH DHMI-MeTon0B
uccienoBanus B ycaoBusix OPUT. Metoger DMI moryt
LIKMPOKO MCHOJIb30BAThCH Y PEAHUMALIMOHHBIX OOJTBHBIX
KaK C HEBPOJIOTMYECKMMU HO30JIOTUIECKUMU (hopMamMu,
omnpenensiiomumu ux npedbiBanne B OPUT (cunmpom
Tuitena—bappe u npyrue Tsekenbie GopMbl TOIMHEpoTIa-
TUIi, MUACTEHUYECKUH KPU3, TIOJTMMUO3UT), TaK U Yy TalM-
€HTOB CO BTOPUYHON MAaTOJIOTHEN TieprudepruyecKoii He-
pPBHOI cuCTeMBbI (ITOJTWHEHPOMUOIATUSI KPUTUUECKUX
COCTOSIHUM, TOKCUYECKHUE JIEKAPCTBEHHBIE U TPOYUE TTO-
paxeHwus1). ABTOpOM OblTa OTMEUYeHa BaXXHOCTh OCHAIIIEe-
HUS OTOEJEHUN peaHUMMalWu U UHTEHCUBHOM Tepanuu
TMOPTaTUBHBIM HEWPODU3NOTIOTUUECKUM 000PYIOBAHUEM
W PaCIIMPEHUE MOKA3AHU U151 €T0 UCTIONb30BAHUS Y JaH-
HOW KaTeropuu MalyeHTOoB.

B noxnane J.A. Ipuiuunoii (GI'BY HIIH PAMH,
MockBa) ObUTH TIPEICTABIEHBI PE3YJIBTaThl OPUTUHATBHO-
TO UCCIIEMOBAHUS TT0 YTOYHEHUIO TTPOTHOCTUYECKUX BO3-
moxHocteirt DHMT nipu cunnpome lnitena—bappe. Beuto
noka3aHo, 4To DHMI MoXeT ycIenrHo IpUMeHSThCS He
TOJIBKO C LIEJTbIO TUATHOCTUKU Y YTOUHEHUS (DOPMBI TaH-
HOTO 3200J1€BaHus, HO U IJIs1 OLIEHKU MTPOTHO3a TEYEHUS
U ucxoaa cuHapomMa IuiteHa—bappe yxe Ha paHHUX cTa-
nusix bonesnu. [1o pe3ynbratam uccienoBaHusI TOATBEPXK-
JIeHa pOJib CTENMEHMW MAafeHUs aMIUTUTYAbl AUCTaTIbHOTO
M-otBeta n. medianus B OTHOIIIEHUY TTPOTHO3a BOCCTAHOB-
JIEHWs1, OJHAKO BIEPBbIE TTOKA3aHO, YTO Hanbomnee nHMOop-
MAaTHWBHO UCCJIEIOBAHUE APYTOTO HEPBA PYKU — A. ulnaris.
IIpennaraemple aBTOpaMu TOKJIa1a MMOPOTOBbIE 3HAYEHUS
aMIUTATyIbl M-0TBEeTa TTO3BOJISIIOT yKe B TIEPBBIE 2 HEl OT
Hayasa 3a00JIeBaHUS MTPEATIONO0XUTh BO3MOXHbBIE OCOOEH-
HOCTU TeyeHusl cuHiapoma IuiteHa—bappe, 4yTO, B CBOIO
odepeib, CIIOCOOCTBYET ONMTUMU3ALINKT TUATHOCTUYECKOM
U JIe4eOHOM TaKTUKU, OCOOEHHO B MMPOTHOCTUYECKU He-
OJIArONMPUSATHBIX CIIy4dasix.

IMocnemnme Tpu COOOIIEHNST OBUIH TTOCBSIIIEHBI aKTy-
aTbHBIM BOTIPOCaM Helipodusronornueckoit 1 Y3-auarnoc-
TUKWA KOMIIPECCUOHHBIX HelpormnaTtuii. BeicTynawomuymu
OBLTM TIpencTaBIeHBI MpoToKoibl DHMI-uccrenoBanmit
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MMAIMEHTOB C CMHIPOMOM 3aIlSICTHOTO KaHala, a TaKKe Ha
00CyXIeHIe BEIHECEH BOITPOC O 11e71eCO00Pa3HOCTH BBEIC-
HMS B CTAaHIAPTHOE 00CJIeIOBaHTE ITAIIMEHTOB C TTOI03pe-
HUEM Ha CUHIpoM 3arsictTHoro KaHana Y3U. IMo gaHHBIM
qmreparypbl, DMI-ucciemoBaHue SIBISIETCS <«30J0THIM
CTaHIAPTOM» TMATHOCTHUKH KOMITPECCHOHHBIX HEMPOIIaTHIA.
I1o pe3ynsratam codcTBeHHOrO KMccaenoBanusi, A.A. Macnak
(®I'B JIITY <«JleuebHO-03m0poBUTENbHEBIN HIeHTp MU
Poccum», Mocksa) rmponeMoHCTprpoBai, uto DMI 6ornee
WHOOPMATUBHO TI0 CpaBHEHUIO ¢ Y3U mpu mepBUYHOM
MUAarHOCTUKE MAHHOTO CHMHAPOMA, ITOCKOJBKY ITO3BOJISICT
BBISIBUTH paHHHE HapYIICHUS IIPOBEICHUSI 10 CEHCOPHBIM
BOJIOKHAM CPEIMHHOTO HepBa, IIEPBBIMI BOBJICKAIOIITMUCST
B TaToyiormdeckuii mpomecc. [1oaTomMy mcIionp3oBaHUE
VY3-1marHoCTUKY CHHIPOMA 3aIsICTHOTO KaHajla B KAUueCTBe
CKPUHMHIOBOTO METOAA HELIEECO0OPa3HO BCJIENCTBUE HU3-
KO 9yBCTBUTEILHOCT! ¥ CIICITU(MUIHOCTH JAHHOTO METOIA
Ha paHHUX 3Tanax. [1lo MHeHHIIO TOKIamInKa, aKTUBHO 00-
CyXXIIaeMbIii BOITPOC KOMOMHUPOBAHHOTO ITpuMeHeHns Y31
n DHMI Tpebyer maibpHENIIIEr0 aHANIM3a U OOCYXKICHMSI.
C y4eToM MUPOBOTO OITBITa ceromHst Y3 He MOXeT OBITh
PEKOMEHIOBAaHO KaK 00SI3aTeIBHBIA METOI MMArHOCTUKU
1 TeM OoJiee KaK HCCeI0BaHNE, 3aMeHSTIoNIee HeHpohr3m-
OJIOTMYECKOE TECTUPOBAHUE, YTO CBSI3aHO C OTCYTCTBHEM
BBIICJICHHBIX TTATOTHOMOHWYHBIX KPUTEPHEB COHOTpadm-
YeCKOU IMAarHOCTUKY CHHIPOMA 3aIISICTHOTO KaHaJa.
HezaBucumoe wuccinegoBanme corpynHuka POIBY
GOHKII ®MBA Poccun M. A. CanbHUKOBOM MOATBEPINIIO
JaHHBIC TIPEIBIAYIIETO TOKIAIIMNKa U TT0KA3aJI0, YTO JIUIIh
y 41 % GOJIbHBIX C HAPYILIEHUEM ITPOBEICHUSI 10 MOTOPHBIM
W CEHCOPHBIM BOJIOKHAM OBLIM BBISBIICHBI Y3-TIPM3HAKU
KOMITPECCHH CPEIMHHOIO HepBa Ha YPOBHE KapIaJbHOTO
KaHaa. [Ipy 3ToM B TpymIe 60JbHBIX ¢ HAPYIIEHUEM IIPO-
BEICHUST TOJBKO IT0 CEHCOPHBIM BOJIOKHAM MOP(OJIOTH-
YeCKMX M3MEHEHUI CPpeIMHHOTO HepBa 10 ITaHHBIM Y3U
He 00HapyXeHo. Ha ocHOBaHMM pe3y/IbTaToB UCCIICIOBAHMS
cieiaH BBIBOI O ToM, 4To Y3U mHpopMaTHBHO Ha OoJee
MMO3THUX CPOKaX Pa3BUTHSI CUHIPOMA 3aIISICTHOTO KaHasa
U TIproOpeTacT HAMOOJBIIYI0 3HAYMMOCTDb IIPA BBIOOpPE

TaKTUKA KOHCEPBATUBHOIO MJIM OIIEPATHBHOTO JICUCHMS,
BBISIBJISII aHATOMUYECKIE OCOOCHHOCTH KapIaTbHOTO KaHa-
JIa ¥ CpeAMTHHOT'O HepBa.

B nociennem coobmiennn K.M.H. H.B. Byiimuk (PI'BY
HIIH PAMH) OplM mpencTaBieHbl YHHKAJIBHBIC KITH-
HUYECKUe CIIy9ar, IEMOHCTPUPYIOIINE TUAarHOCTUIECKYIO
eHHOCTh Y3 y maleHTOB ¢ KOMITPECCMOHHBIMUI HEeMpo-
natusiMi, y Kotopbix OHMI He BuIsIBUIIa HApyIIeHUI TTPO-
BeaeHUA. Y3U maer mH(MOPMAIINIO O COCTOSHUU TKaHEH,
OKPYKaIOIINX HEPB, BBISIBISIECT SKCTPaHEBpAJIbHBIC TTPH-
YUHBI TTOBPEXKIECHNS HepBa (OCTeO(MUTHI, KMCTO3HBIC pa3-
pacTaHMsI CyCTaBHOIM CyMKH, TeMaToOMa, aHeBpHU3Ma U JIp.),
a TaKXe IaTOJIOTMYeCKUEe M3MEHEHMSI CTPYKTYyphl HepBa
BCJICIICTBIE HEBPUMHOMBI, Helipodudpomarosa 1 1p., 9TO
B PSIZIE CTy4aeB MMEET PELLAIOLLIECe 3HAYEHME B OTNIPELACIIEHUN
TIPUYUHBI HEBPOJIOTUIECKON cMMIITOMAaTUKU. Y3U Takke
BBICOKOMH(OPMATUBHO B KaueCTBe KOHTPOIBLHOTO METOIA
TI0C/Ie XUPYPIUUECKOM TEKOMIIPECCHUM, KOT/IA BBITIOTHEHIE
OMI 3aTpyTHUTETTHLHO.

Takum 06pa3zoM, 3acemaHne CeKIIMY HATJISITHO TIPOoJIe-
MOHCTPHUPOBAJIO aKTYaJIbHOCTh BOITPOCOB CTaHIAPTU3AIINN
HEHPpOoDU3NOIOTHIECKIX METOIOB MCCICIOBAHMS TICPH-
¢epruuecKoro HeMpPOMOTOPHOTIO aImapara, IepPCITeKTUB-
HOCTh KOMOMHAIINKM Pa3HBIX METOIOB, OOCYXICHHE KO-
TOPBIX IIO3BOJIMT VJIYYIIUTh ITUATHOCTHUKY, JICUCHUE
¥ IPOTHO3MPOBaHMe TedeHUs 3aboseBanmii. Ha 3acena-
HUM CEKIIMHU ObIJIa TTOMYEPKHYTa HEOOXOTMMOCTD CO3/a-
HUS YHUGUIIMPOBAHHBIX 00pa30BaTEbHBIX IIPOrpaMM
B JaHHOI obmacTu. B 3axkmouenne npod. C.C. Hukutun
MIPEUIOXIII CYMMUPOBATh MOJydeHHBIE TIPU UCCIIEeI0Ba-
HUW CUHIPOMA 3aISICTHOTO KaHaJIa pe3y/IbTaThl B IMHOM
MHOTOLICHTPOBOM MCCJICIOBAHNH, Yallle IIPOBOIUTD IIIKO-
JIBI 1 CEMUHAPBI TI0 0OMEHY OITBITOM M TeM CaMBIM CITO-
c00CcTBOBaTH MHOOPMUPOBAHHOCTH IIIMPOKOTO KpyTa K-
HUIIMCTOB M Bpadeil (yHKIMOHAIBHOW AMArHOCTHUKU
0 COBPEMEHHBIX BO3MOXKHOCTSIX HEMPO(PU3NOIOTHH.

Mamepuan nodeomoguna
Mapuanna Tunzboepe
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Bcnomunasa bopuca MouceeBu4a lexma

Sasrycra 20121 mcnoaHmnock Obl 85 et akagemuky PAEH, akamemuky PAMTH, mpodeccopy

bopucy MounceeBuuy Iexrty, HaleMy yuuTesio B MEIUIIMHE U XKU3HU, BbIIAIOIIEMYCSI Bpadyy-HEeBPOJIOTY,

ClicajaInucCTy B obylactn HCPBHO-MbIIIICYHBIX 3a001eBaHUl M KIMHUYECKOMN HCﬁpOd)PIBHOJTOFI/IH,

TaAJIAHTJIIMBOMY II€AAIrOory 1 OpraHmM3aTopy 34paBOOXpPaHCHMA.

B 1952t Bopuc MouceeBuu I[exT okoHumn 2-i
MOJITMHU mm. H.A. TIuporosa (HeiHe — Poccuiickuit Ha-
LIMOHAJTbHBIN MCCIICIOBATEILCKII MEIUITMHCKII YHUBEP-
curet uM. H. M. [Muporosa). 1o pacnpenencHmio padboTai
BpadoM B KazaxcraHe, B . YnMKeHTe, ¥ IIperogaBajl OCHOBBI
HEBPOJIOTUH B MECTHOM MeINITMHCKOM yuwmmiie. O0 3ToM
BpEeMEHHU OH BCITOMUHAJI C OOJIBIION TEIJIOTOM 1 IOMOPOM,
paccKasbiBasi yIMBUTEIbHbIC CITydan 13 TTpakTuku. Hampu-
Mep, KaK K HeMY Ha IIpreM MPUBE3IN OOJIBHYIO XKESHIIMHY
B OOUKE C BOIOI, ITpUYEeM KOIIa €¢ BRIHMMAJIA M3 BOIEI,
Yy Hee HAUMHAJIMCh KeCTOYAWINMe CyIOpOTd. AyIUTOPUU
MIpeIarajJoch MOCTABUTH MAITMEHTKE TTPEIITOIOXKATSIEHBIIA
nmrarHo3. Co cMeXOM paccKas3bIBal, KaK, BEUICTEB IT0 BEI3OBY
CaHWTapHOM aBMAIIMH B OTHAJICHHOE CeJIeHNe, Ha 00paTHOM
ITyTH TaK KPEIKO 3aCHYJI OT YCTAJIOCTH, YTO IIPOCITAJ yKac-
HBII yparaH, B KOTOPBIi MOITal HECYACTHBIN «CaMOJIET-KYy-
KYPY3HHK», YyIOM M30eKaBIITNI KATaCTPO(HI.

Bepnysiuiics B8 MockBy, bopuc MouceeBuu cHadana
OKOHYMJI OPIMHATYpPY, a 3aTeM acIMpPaHTYpY, YCITCIIHO
3aIIUTUB B 1962 I KaHAMAATCKYIO AMCCEPTALIMIO Ha Kade-
pe HepBHBIX 00J1e3Hel LIeHTpaTbHOTO MHCTUTYTA YCOBEP-
meHctBoBaHus Bpaueit M3 CCCP. B To Bpems kadenapoit
PYKOBOJMIT U3BECTHHIIN HeBpoJior, akaneMnk AMH CCCP
n wieH-kopp. AH CCCP H.U. IpaieHkoB, BCTpeya ¢ KO-
TOPBIM OTIpeAesnia Bech nanbHeimmii mytb b.M. [exra.
B To Bpemsa H.H. IpaiienkoB cobpan Ha Kadeape MHOTUX
TaJJaHTIIMBBIX MOJIOIBIX JIIOAEH, MMeHa KOTOPBIX BITOC/ICI -
CTBMH BOILIM B MCTOPUIO OTEYECTBEHHOU HEBPOJIOTHU.
Ha xadenpe padoramm A.M. Beiin, b.M. Text, JI.I1. JlaTam,
E.A. Konomenckas, JI.b. Ilepenbman. B panbHeiimem
H.W. IpameHKOBBIM ObLIa cO34aHa OTAEbHAs HaydHasl
JT1abopaTopus, 3aHMMABIIASICSI Pa3HBIMU HEBPOJIOTHMYEC-
KHAMU IIpo0IeMaMi — CHOM, BETeTaTUBHBIMU HAPYIIICHM -
SIMM 1 HEpBHO-MBIIIIEYHOM TTATOJIOTHEHA.

ITocne Bue3arHoM KoHunHbl H.U. Ipamenkosa B 1964 1.
jaboparopuio Bo3rmaBui akageMuk AMH B.B. IMapun,
YHMCJIEHHOCTb COTPYAHMKOB yBeanuuiaach, u b.M. Iexr cran
yUeHBIM cekpeTapeM Jabopatopun. B 1970 . b.M. Iexr 3a-
IIATHJI TOKTOPCKYIO MHCCEPTALNIO Ha TeMy «MmuacTeHUs
" npyrie (pOpMBI ITATOJIOTUIECKOI MBIIIICUHOM YTOMIISIC-
MOCTH». DTO OBUIO TIEPBOE, CETOMHS CTaBIIlce KIIaCCHUEC-
kM, pyHgameHtanbHoe rccaenoBanmue B CCCP mo mano-
U3ydeHHOI TpoOyieMe OoJie3HEeld HEPBHO-MbIIIEUHOMN
repenavn y dyenoBeka. MoHorpadus, oImyoIMKOBaHHAS 110
MaTtepuayaM qucceprainy «CUHIPOMBI ITaTOJIOIMYECKOI
MBIIIEYHOI yToMiIsieMocTH» (1974), maxe ¢ y4eTOM CTpeMu-

b.M. [exm ¢ compyonukamu 6 denv ceoeeo 60-remus 5 ageycma 1987 e.
Cneea nanpaeo 6 1-m psady (cudam): I.D Yaymbekosa, E.D. Henamosa,
B.M. Iexm, J1.D. Kacamkuna, U.H. Anopeesa;

60 2-m psdy (cmosim): C.C. Inadeimes, C.C. Huxumun, M.A. Bywcursnckuil.
Domoepaghus cdeaana b.U. 3anko

TEJIBHOTO Pa3BUTHSI COBPEMEHHOM METWIIMHCKON HayKuU
rnopaxaeT MacIITaOHOCTBhIO KIIMHWICCKMX HAOIIONEHMIA,
JIeTaTbHOM TPOpadOTKO KiaccuPUKaMyu MHUACTCHUM
1 TOYHOCTBIO (popmynmpoBok. Mccnemosanmnst b.M. [exta
TPEIBOCXATUIN MHOTHE OTKPHITHIE B TIOCTICAYIOIIEM TIaTo-
(uznonornyeckure (heHOMEHBI, JIEXKAIe B OCHOBE «CHHATII-
TUYECKUX» O0JIe3Hel yenoBeka. Jlo KoHua xu3au b.M. [ext
OCTaBaJICs OHMM M3 MUPOBBIX JILIEPOB B UBYyUYEHUU MEXa-
HU3MOB CMHAIITUYECKUX HAPYIIICHUA Y YeI0BeKa U X Jie-
yenns. OmHAKO Hemoiras Oe3001auyHasi HayIHasT >KU3Hb
BHOBb oMpadmiack: B 1971 r. ymep akagemuk B.B. INapuH,
M KOJUIEKTUB Jaboparopuu 661 paccopmupoBaH. b.M. [ext
C TPYNIIO padoTaBIIMX ¢ HUM Bpadyeii-HEBPOJIOTOB —
E.A. Konomenckoii, M.U. Camoitnoseim, 0. M. Illaramom,
JI.B. IlepenbmanoM, UM.A. CTpOKOBBIM U OHMOJOTOM
JI.®D. KacatkuHoit — nepemen B HUU o6mieit maronorun
u maropusunonornu AMH CCCP.

B 1977 &. B.M. Iexty npucBonian 3BaHue mmpodeccopa,
¥ 4epe3 HEKOTOPOe BpeMsI OH BO3IVIABUJI CO3MAHHBIN T10
ero naunmaruse B HNUU otnen HepBHO-MBIIIIEYHOI TTaTO-
JIOTWIY YeJI0BeKa ¢ KIIMHUKOM M IMOJUKINHIISCKIAM OT/Ie-
neHueM Ha 6a3ze LIKBb Ne 3 MuHmcTepcTBa myTeit coo0-
mwenng CCCP. Ornmen Ha moiruve roabl CTaj BU3WUTHOMN
kapToukoii HU u 6onbHULIBL.
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Cnpasa Haneso: U.A. Cmpokos, C. C. Inaovuues, b.M. lexm, M.HU. Camoiinos, J1.D. Kacamkuna, U.U. Andpeesa, A.M. Bepouuxuii, E.E. Ilonvikosckas,
E.A. Konomenckas, M.A. bacunsnckuil, na 3adnem naane A.I. Canaose. Anpens 1985 e. @omoepagus cdenana C.C. Hukumunoim

O06iramast SCHBIM OCO3HAHUEM IIePCIIEKTUB JaIbHEei -
IIETO PEIIeHUS MEIUIIMHCKUX IIPOOJIEM «CHHAIITUIECKOM»
IMaTOJIOTUX 4eJIOBeKa, OTPOMHBIM JIMYHBIM OOasHHEM
W YMEHHMEM JOHECTHA CBOW MBICIM IO BJIACTh MMYIINX,
mpodeccop b.M. Iext B 1983 . cymen Ha 6a3e oTmesa co-
3naTth Bcecoro3Hnlit Muactenmyeckuii neHtp M3 CCCP.
CosnaHmne 1IeHTpa SIBIJIOCHh aKTOM TIPU3HAHMS BaXKHOCTH
IMpo0OJIeMBI CHHANITUIECKIX O0JIE3HEH YeI0BeKa, KOTOPhI-
MM YCIIEITHO 3aHUMAJICA KOJUIEKTHB II0J PYKOBOICTBOM
b.M. Iexta. lleHTp paboTan B TECHOM KOHTAaKTe C peruo-
HAJIBHBIMHA U PECITyOIMKAHCKUMM TTOAPA3ICICHUSIMH T10
IWATHOCTHKE U JICYUSHUIO MUACTCHUM, OKa3bIBaJl METOIM -
YeCKyI0, HayIHYI0 ¥ KOHCYJIFTaTUBHYIO ITOMOIIb. Bpaun
W3 PETUOHOB IpHe3Kaay B MOCKBY Ha CIeIIMaIM3UPOBaH-
HOe 00y4eHNe, MMeJIN BO3MOXHOCTb ITPH JIIOOBIX 3aTPYI-
HEHUSIX B TUATHOCTUKE U JICUCHUU HAIIPaBUTh OOJBHBIX
B MOCKOBCKYIO KITMHUKY. Bpaun LleHTpa 9acTo BBIe3KaIu
10 IMTHUYM CAHWUTApHOU aBUAIIMM B Apyrue ropona. beiia
rmoctpoeHa 3¢ @GeKTUBHAS BepPTHKAIh MEIUIIMHCKON 10~
MOIIM B KOHKPETHOM objactu HeBposiorun. [1pu co3ma-
Hun lleHTpa M TOCTPOCHUM IIPUHIIMIIOB €TI0 PabOTHI
B TIOJIHOM Mepe nposiBuiics TanaHT b.M. [exTa kak opra-
HHU3aTOpa MEIUIIMHEL.

Vnensiss BHUMaHWE TCOPETUUECCKUM U TIPAKTUISCKAM
BOIIPOCAM HapyIIeHUsS HEPBHO-MBIIICYHONU IIepemaadm,
b.M. IexT akTUBHO pa3BUBaJl IIPOOJIEMbl ATOJIOTUN TIe-
prudeprIecKoro HeHPOMOTOPHOTO allrapara B IIEJIOM.
OCHOBHBIM TIEPEIOBBIM METOIOM HMCCJICIOBAaHUS OOJIe3HEH

HEPBOB M MBIIII B KIMHUYECKUX YCIOBUSX B TO BPEMS
onuta 3nexkrpoMuorpadus (OMI), u b.M. [exT 6BICTpO
BOIIIE]I B TIEPBHIC PSIIBI MUPOBBIX JTUACPOB B KITMHUIECKOM
OMI. HayuHblit KoiaekTuB Bo TaBe ¢ b.M. [exTtom He
TOJIBKO BHEAPSUT B KIIMHUIECKYIO ITPAKTUKY COBPEMEHHBIC
MeTonsl DMI, HO 1 y4acTBOBaJI B pa3pabOTKe HOBOM OTe-
yecTBeHHOI DMI -anmaparypbl COBMECTHO C OTIEIOM IO
pykoBoactBoM mnpodeccopa B.I1. [ynmapoBa MHcTUTyTa
MeauImHcKoro nmpuoopoctpoenus M3 CCCP.

B MuacteHnyecKkoM LIEHTpE M3y4allUCh MPOOIEMBI
HaIIeXKHOCTY HEPBHO-MBIIIIEYHOM TIepeIadn, P pa3HBIX
YPOBHSIX TTOPAXKEHMST M HO30JIOTMIECKUX (PopMax HEPBHO-
MBIIIICYHBIX 00JIe3HEH MCCIeI0BAINCh OCOOCHHOCTH pac-
TIpenesIcHUSI MBITIICUHBIX BOJIOKOH B IBUTATCIIBHOM STMHM -
11, aHAJTM3UPOBAINCH (DEHOMEHBI «IDKATTEPa», N3YJaIucCh
MeXaHW3MBl BOCCTAHOBJICHMS ITepU(hepUIeCKOT0 HEMpOo-
MoTtopHoro armapara. b.M. Iext cdopMynmrpoBan 1 06oc-
HOBAJI CTAIMITHOCTh JeHEPBAIIMOHHO-PEMHHEPBAIIOHHBIX
W3MEHEHUI TIPY TTATOJIOTUHM TTepr(eprUIecKOro HepoMo-
TOPHOTO amIiapaTa, OImmcajl Psa 0COOCHHOCTEHM (DYHKIIM-
OHAJIBHO-CTPYKTYPHBIX U3MEHEHWIT HEPBHO-MBIIIICYHOM
nepenavyy Mpu IMpe- U MOCTCUHATITUYECKUX YPOBHSX T10-
paxeHusi. MccnegoBanuss b.M. [exta u cOTpymHUKOB
TO0Ka3ajur, YTO MPU CUHANITUYECKUX U JTeHEePBALIMOHHBIX
00J1e3HSIX MBI (DEHOMEH ITaTOJIOTMIECKOI YTOMIISIEMOC-
TH onpenesgeTcs (PyHKIMOHATBHON HECOCTOSTETbHOCTRIO
BCEX 3B€HbEB IeprdepuIecKoil HEPBHOM CUCTEMBI — MO-
TOHelipoHa, HEPBHO-MBIIICYHON IIepeaayrl U COKpaTH-
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TeJIbHOTO arnmnaparta Mbililbl. Ha ocHOoBe aHanu3a cocTo-
SIHASI BEreTaTUBHBIX XOJIWHEPTHUYSCKUX CHHAIICOB
b.M. IexT BnepBblie OIMy0IMKOBaa JaHHbIE 00 UX Y4aCTUU
B (GopMHpOBaHMM BeTeTaTUBHO-TPODUUECKUX pac-
CTPOMCTB IPY CUHANITUYECKUX 00JIe3HSIX Mbli. b.M. Iexr
TaKKe aKTUBHO M YCIICIITHO BEJI CAMOCTOSITeJIbHBIEC UCCTIe-
IIOBaHUS IO MOPGOJIOTUM M TUCTOXMMHUU M3MEHEHUIA
HEpBOB W MBI, YTO ITO3BOJIMJIO €My BHECTH BKJIAI
W B BOIIPOCHI M3yYEHUS BOCIAIMTEIBHBIX MHNOIIATHIA,
a Takke monmHepornatuit. LIeHTp akTUBHO COTpyIHIIAI
¢ MopdoJioraMu IMoja pyKOBOACTBOM uiieHa-Kopp. AMH
CCCP O.M. ITo3nHAKOBa, UMMYHOJIOTAMU U CIIELIMATNC-
TaMU IPYTUX MEAUIIMHCKNX CIICIIMAIBHOCTEIA.

OrpomHoe BHUMaHue b.M. Iext ynensan pa3paboTke
3G GEKTUBHOTO JICYCHUST OOJIBHBIX ¢ HEPBHO-MBITIICYHOM
natosiorueit. UM Oblia co3maHa cucTeMa MO3TamHOro Jie-
YeHMSI AIIMeHTOB C MMACTeHUE, BKITIOYAIOIIAsT XUPYPIH-
YyecKoe JieueHue — TUMAKTOMUIO, KoTopyio b.M. Iext
coBMecTHO ¢ akagemMukoMm AMH CCCP M.U. Ky3uHbim
BIIEpBbIe BHeApWa B Hameil crpaHe. imenHo b.M. Iexr
cTaJj yCIeIIHO IMPUMEHSITh TP MUACTEHUU IPE3THEBHYIO
TepaImio KOPTUKOCTEPOUIHBIMIU TOPMOHAMU, KOTOpas
ITO3BOJISIET MUHUMU3UPOBATh MOOOYHBIE 3(P(MEKTHI MK~
TEJIbHOW TOPMOHOTEpAIMU. DTOT METOI B IaJbHEHIIeM
pacIIpoCTpaHIIIN 1 Ha JIeYeHNE BOCIAIMTEIFHBIX 00J1e3-
Helt MBI (TTOJIMMHO3UTOB U IEPMAaTOMUO3HUTOB).

B xoHeYHOM UTOTE BCE 3TO MPUBEIIO K 3HAYUTEILHBIM
ycrnexaM B OKa3aHUMM MEIMLMHCKON MOMOIIM MallueH-
TaM C HEPBHO-MBIIIEYHBIMU 3ab0oneBaHusIMu. B 1987 1.
b.M. Iexty 6bU10 TIPUCBOEGHO 3BaHUE 3aCIYKEHHOTIO JIesiTe-
1151 Hayku PCOCP, B 1992 1. oH n30paH neiiCTBUTEIEHBIM
yneHoM Poccuiickoif akageMuu MeIUMKO-TEXHUYECKUX
HayK 3a 3aCJIyTH B pa3paboTKe, arpodaiy 1 BHEIPEHUN
3JIEKTPOGMHU3NOJIOTMIECKON aIrmapaTypsl B IPaKTUKY He-
BpOJIOTHH B HAIIIei cTpaHe, a 3a 3aCIYTH B 00JIaCTU MEIM-
KO-OMOJIOTMYECKUX UCCIIeHOBAaHMI ObLT M30paH AeHCTBH-
TEJIbHBIM WIeHOM Poccuiickoit akanmeMny eCTeCTBEHHBIX
Hayk. B.M. Iext 6611 wieHoM Ilpe3sunauyma Beepoccuiic-
KOT0 HayYHOTO OOIIIeCTBA HEBPOJIOTOB, WwiecHOM [1pe3nmm-
yma OOIIecTBa Mo KIMHUYECKOH (PU3M0I0TUN 1 (DYHKITU -
OHaJIPHOI auarHoctuke Poccuu, awieHOM DKCITEpTHOTO
coeta AMH CCCP (aetne PAMH), unenom Komuccuu
1o xpoHooumonoruu u xpoHomenuimie AMH CCCP, ipen-
cemareneM KoMuccnu mo KIIMHAYECKOM TTaTOGU3UOIOTHI
n pyHKUIMOHAIbHOM nnarHoctuke PAMH, yienom CoBe-
Ta o obuieit nmarosorun PAMH, ynenom Komuccuu 1o
HEPBHO-MBIIIIEYHBIM 3a00JIeBaHUSIM MeXIyHapOTHOM
accoumaiy HeBpoJjioroB. HeomHOKpaTHO OBUTI YiICHOM
U TIpeICenaTeIeM OPTKOMUTETOB Pa3IMYHBIX BCECOIO3HBIX,
POCCHUIMCKIX M MEXIYHApPOIHBIX KOHIPECCOB, CBHE3IOB
1 CUMITO3MYMOB.

3aHMMasiCh CaMUMU Pa3HBIMU HayIHBIMHU IIpoOIeMa-
MU U OpraHu3alMoOHHON paboToii, bopuc MouceeBuu Hu
Ha OIWH IeHb HE MpeKpaliajl BpaueOHOM AesITeTbHOCTH.
Hauunag cBoif pabounii JeHb B 8 yTpa, K 00s3aTeJIbHOM
«J1a00paTOPHOU MATUMHUHYTKE», KOTOpas HadYMHajIach

B 9.00, OH yXe ycIieBaj IIPOKOHCYJIBTUPOBATH CIIOKHOTO
MaIeHTa, IIOCETUTH 0CO00 TSKEIOTO OOJIEHOTO B OTHEIC-
HuK. ToIPKO KOMaHAMPOBKA WIM 00JIE3HH MOTJIM 3acTa-
BUTH Npodeccopa b.M. [exta oT/IOXUTH exXKeHeaeIbHBIN
00X0I WX MepeHeCTH JTabopaTOPHBINA pa30op CIIOXHBIX
ciaydaeB. KimmHmdeckue pa30oophl 1o ITpenceaaTeIbcTBOM
b.M. IexTa BBIXOAMIM 32 paMKU IPOCTOTO OOCYKICHMS
HEBPOJIOTMIECKUX CHHIPOMOB ¥ CUMIITOMOB, IIpeBpalia-
SICh B IUCKYCCHIO M aHAJIN3 TTATO(PU3NOIOTHICCKIX MeXa -
HU3MOB 00JIE3HH, M1 UIMEHHO 3TO TaK ITPUBIIEKAJIO MOJIO-
IIeXb WM COTPYIHUKOB APYTMX JIAOOpaTOpWii MHCTUTYTa
U OTHCJICHU OOJbHUIIBI, CAMTABIINX 32 OOJIBIIYIO yaady
IIOTIACTh HA <«TEeXTOBCKUI pa30op». OTININTETbHOU
0COOEHHOCTBIO 3TUX pa300pOB ObLJIa HE TOJIBKO UX IMCKYC-
CHOHHOCTb U HAyYHOCTh, HO 1 00s13aTeIbHOE BHICTYIIICHIC
MOJIOABIX COTPYOIHUKOB OTIOEa M Bpayel OTHCICHUS
OOJIBHUIIBI, YTO OBLIO TSI HAX HACTOSIIEH IITKOJION aKa-
IeMudeckoil HeBpojoruu. Ocobo ciemyer OTMETHUTH
KOpPPEKTHOCTb, ¢ KoTopoii b.M. Iext Gpan Ha cebst BCio
OTBETCTBEHHOCTh 32 OKOHYATEIbHBIN nrarHo3. Hezasucu-
MO HHM OT Yero, Ha IIepBOM ITIaHe JJISI HEBPOJIOTa-KIMHH-
uucra b.M. Iexra Bcerna 6bu1 mauueHT. bopuc MouceeBuy
MOT IIPOCTUTh MHOTOE, KpOMe HEOPEXKHOTO OTHOIICHMS
K OOJIBHOMY, ¥ IIPOBUMHUBIIUICS OPIMHATOP HAMOJTO 3a-
TTOMMHAJI Oeceny ONMH Ha OOUH ¢ TIPohecCcopoM.

[legarormyeckre ¥ OpraHM3aTOPCKUE TaJlaHTHI
b.M. IexTa sapko TpOSIBWINCH B MPOBEIAEHUU B OTHEE,
a 3ateM LleHTpe, peTyIsIpHBIX KYPCOB 00YUIESHUS MOJIOIBIX
cneunanucToB u3 apyrux ropogos CCCP, MHOTHE U3 KO-
TOPBIX BIIOCJCACTBUM 3aIIUINAIN AUCCEPTALIMU TIOM €rO
PYKOBOJICTBOM 1 CTAHOBUJIMCh €T0 MTOCAEA0BATEISIMU.

Bb.M. IexT nogaep:KuBa CBSI3U € 3apyOeKHBIMU CIIELIN-
aJucTaMi B OOJIACTH KJIIMHMYECKOW HeWpopU3noIornu
1 TIATOJIOTHHU TeprhepUIECKOro HEHPOMOTOPHOTIO alla-
pata. B mpoBoaumbix ¢ ydyactuem b.M. Iexta ceMuHapax
Y CUMITO3MyMaX 10 €0 IIPHUIVIAIICHUIO YYaCTBOBAJIN TaKe
M3BECTHBIC MUPOBBIC CielMamncThl, Kak M. [aycmanoBa-
IMetpycesny, b. Omepuk, B. Cronbepr, B. Tposioopr u MHO-
THe IpyTHe.

TpeGoBatenbHbINM, a MOPOK Jaxe xecTkuii, bopruc Mou-
CeeBUY IIPEeBpAIaICS B YUACTIMBOIO 4eJIOBEKa, €CIIU €ro
COTPYJHMK TTIOTafaa B CIOXHYIO cuTyaluto. HeBo3aMoxHO
He BCIIOMHUTb, HACKOJIBKO TIPOCTO ¢ HUM OBLIO B KOMaHIM-
POBKax, KaK AEJIMKATHO OH OOXOIUJ «OCTPbIE YIJIbI» ObITO-
BBIX 1 PMHAHCOBBIX ITP0o0JIeM Toro BpemeHu. [IpuaepxuBa-
SIChb TBEPABIX MPAaBWI IMCUUTUIMHBI B BO3IJIABISIEMOM UM
KOJUIEKTHUBE, OH IIPUHUMAJI CaMOe aKTUBHOE YJACTHE B IO~
TOTOBKE Y IIPOBEICHNH JIFOOOTO IIPAa3MHNKA U OTKPHITO TOP-
JIAJICST yCIIeXaMU CBOMX COTPYITHMKOB Ha ITOITYJIIPHBIX B TO
BpeMsI HOBOrogHuX npeacrasieHusx KBH.

HeymonmMoe Bpems paccTaBisieT aKIEHTHI B JTI000
cynpbe. CerogHs nMms npodeccopa boprca MouceeBnya
[exTa HaBcerga BIMCAaHO B MCTOPHUIO OTEYSCTBEHHOM He-
BpOJIOTHH KaK SIPKOTO, TAIAHTIMBOTO 1 UIMYIIETO UCTUHY
Y4EHOTO.

C.C. Hukumun, H.A. Cmpokxog
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22-23 HoAGpA 2012 T.

QenepanbHblii HAyYHO-KINHNUYECKUI LIEHTP CNELMAN3NPOBaHHbIX BUAOB MeAULIMHCKOM MOMOLLN
1 MeanLUMHCKuX TexHonornm @MBA Poccum

r. MockBa, OpexoBbiii OynbBap, 4. 28 (cT. M. KpacHorBapgenckas)

POO «O6L1ecTBO CNeLmancToB No HEPBHO-MbILLEYHbIM 60/IE3HAM»

QepepanbHbli HAyYHO-KINHNYECKUI LEHTP CNELMAN3UPOBaHHbIX BUAOB MeAULIMHCKOM MOMOLLN
1 MeauLMHCKUX TexHonornm ®MBA Poccum

00O «AreHTcTBO ABB-3KCMO»

000 «M3patenbckuin aom «ABB-npecc»

Bl reructeaumsa

Ona pernctpauum Ha KoHdepeHLuio HeobXxoaUMO 3aMoHUTb aHKETY Ha caliTe www.neuromuscular.ru
1 ONNaTUTb PErMCTPALIMOHHBIN B3HOC.

Kateropus PaHHAA pernctpaums Mo3gHAs pervcTpaums
B3HOCA 00 22.10.2012 23.10.12-22.11.12
YneHbl HMb 6ecnnaTtHo 500 py®6.
He uneHbl HMB 6ecrinatHo 1000 py6.

B nvsaukaumsa TeEsucos

Cpok nogaun Te3ncos — ¢ 01.03.2012 no 01.10.2012r.
Te3ucbl npuHMMatoTcsa no e-mail: tezis@neuromuscular.ru

Tpe6oBaHusa K opopmneHuio:
«  He 6onee 2 nevatHbix cTpaHuy, wpundt Times New Roman, pasmep 12, MeXXaycTpouHbIii MHTEpPBas

1,5 cTpoKky;
«  CTpYKTypa: Ha3BaHue, VO aBTOPOB, CTpaHa, ropog, yupexaeHue, e-mail.
Mocne peueH3UpoBAHUA HAYYHbIM KOMUMEMOM KOHGepeHyuU me3ucsl Mo2ym 6bime npedcmassieHsl 8 guoe
ycmHoeo 00k1ada, nocmepa usu nedamuoti pabomel. COOpHUK MAMepuanos KoHpepeHyuu Noayyum Kaxoell
3apea2ucmpupOBaHHbIU y4aCMHUK.

I OPTAHU3ALUOHHDbIE BOMPOCHI

Mo BcemM opraHM3aUrOHHbIM Bonpocam obpatlaritech K cotpyaHukam OO0 «AreHTcTBO «ABB-3KCno»:
Ten./dakc: +7 (495) 988-89-92

Mo6. Ten.: +7 (962) 954-01-19

E-mail: info@neuromuscular.ru, info@abvexpo.ru

www.neuromuscular.ru, www.abvexpo.ru




Ilepsaa YapeoumenvHas KoH@pepeHyus

POO «OFIIECTBO CIHELIMAAMCTOB I10 HEPBHO MFBIIIIEYHBIM FEOAE3HAM» 22-23 HOAGpA 2012T.

22 HoA6pa

fipeaBapumennHas nporpaMma

09.00-09.10

OT1KpbiTne KoHpepeHuun

BcTynuTtenbHoe cnoBo

O6LLecTBO CNeumanncToB N0 HEPBHO-MbILLEYHbIM 60E3HAM: aKTyanbHOCTb CO3faHNA,
UTory paboTbl U NepPCreKTUBbLI Pa3BUTUA

C.C. HukumuH (Mocksa)

3acep,aHV|e «COBpeMeHHOE COCTOAHNE I'IpOGﬂeMbI HEePBHO-MbILWEYHbIX 6onesHen

09.10-11.30
B Poccun un 3a py6exkom» (qoknapabl no 20 MyH)
Mpeacepatenu: C.C. HukumuH (Mockea), C.H. UnnapuowkuH (Mockea), N.A. Cmpokos (Mockea)
MwuToxoHapuanbHble 6onesHu
C.H. UnnapuowkuH (Mockea)
CoBpeMeHHOE COCTOAHME NPOBNEMbI CUHANTUYECKNX 6ONIE3HEN N OCOBEHHOCTM UX AUAFHOCTUKN
A.Il. Canaosze (Mockaa)
[nabeTnyeckme NONMHeNPoONaTMm: COCTOAHME NPobnembl, NePCNeKTUBDI
N.A. Cmpokos (Mocksa)
bonesHn gBuratenbHoro HempoHa B XXI Beke
C.C. HukumuH (Mockea)
BO3MOXHOCTU 1 NepCcneKTrBbI UCMONb30BaHNA MOMEKYIAPHOWN ANAarHOCTUKM NPU HAaCNeACTBEHHbIX
HepPBHO-MbILLEYHbIX 60NE3HAX
A.B. lNonskoe (Mockea)
Mpo6nemMbl NALMEHTOB C HEPBHO-MbILIEYHbIMY 3a601€eBaHMAMM
H.J1. Tepacumosa (Mockea)
Mcrxonornyeckre acnekTbl B3aUMOLENCTBUA Bpaya 1 NaLMEHTa C HEPBHO-MbILLIEYHOV NaTONOrnen
T.B. Tuxonas (Mockea)

11.30-12.00 | Kode-6bpenk

00 00 3acepaHue «Mopdonornyeckme meToabl ANArHOCTUKN HEPBHO-MbILLEYHbIX GonesHeln»

(moknagbl no 15 MuH)
Mpeacepatenu: B.C. Cyxopykos (Mockea), C.I. PadeHcka-/lonogok (Mocksa)
YnbTpacTpyKTYpPHbIN aHanv3 HePBHO-MbILLEYHOW Nepeaayn Npyv MMacTeHUn u cnHapome Jlambepta—MToHa
O.M. Mo30Hsakos (Mockea), J1.J1. babakosa (Mockea)
Mopdonornueckne metoapl NCCNIeAOBaHUS ANArHOCTMKM HAaCNEACTBEHHbBIX HEPBHO-MbILEYHbIX 60e3Heln
Ha COBPeMeHHOM 3Tane
B.C. Cyxopykos (Mockea)
Mopdonornyeckne metoapl NCCIeAOBaHNA ANArHOCTMKM BOCHAIMTENbHBIX MMONaTWI
C.I. PadeHcka-/lonosok (Mockea)
Mopdonornyeckas grMarHocTviKa askorosibHON MMonaTum
3uHosbesa O.E. (Mockea)

13.00-14.00 | O6ep

4.00 6.00

3acepgaHue «OpurnHanbHble oTeyecTBEHHbIE nccnefoBaHnA. IHHoBaLn B fnarHocTuke
HepBHO-MbILeYHbIX 6051e3Heln B Poccun» (Boknagbl no 20 MuH)

Mpeacepatenu: H.A. LHalodep (KpacHospck), C.H. UnnapuowkuH (Mocksa), C.C. HukumuH (Mockea)

CUHAPOM HEPBHO-MbILLEYHbIX HAPYLLEHUIN NPU KPUTUYECKUX COCTOAHMAX B HEBPOSIOTA
A.M. Anawees (EkamepuH6ype)

MapaHeonnacTuyeckne HEBPOSIOrMYECKNE CUHAPOMbI
.M. Mepkynosa (Mocksa)




[lepsag Yupeoumenvras koHpepeHyus
POO «OEIIECTBO CITELIMAAMCTOB I1O HEPBHO MBIIIEYHBIM FOAE3HSIM» 22-23 HOA6pA 2012T.

Cunpgpom MmiieHa—bappe B Poccnn: guarHoctuyeckre 1 tepaneBTMUYeCKe BO3MOXHOCTY
MOCKOBCKUX U PErmoHanbHbIX KIMHUK
H.A. CynoHesa (Mockea)

CoBpemMeHHble BO3MOXHOCTY IMMYHOSIOTMYECKMX UCCNIEA0BAHNIA B IUArHOCTHKE
HEePBHO-MbILLEYHbIX bone3Hen
C.B. Jlanux (CaHkm-Temepb6ype)

MPT B gnarHocTvke 3aboneBaHNin HEPBOB U MblLLIL,
O.B. Kptoukosa (Mockea)

Bo3moxxHocTn Y3W B guarHoctike 3abonesaHuii nepudepunyeckort HepBHON CUCTEMbI
C.I. lpunucHosa (Mockea)

16.00-16.30 | Kode-6peik

Cumnosunym «bonesHb Momne» (goknagbl No 15 MyH)

Bone3Hb Momne: coBpemeHHbIN B3rnsAg Ha npobnemy
C.C. HukumuH (Mockea)

JlabopaTopHana anarHocTuka 6onesxu Momne
E.lO. 3axapoea (Mockea)

bonesHb MNomne: cobCcTBEHHDbIE HabnoaeHA
H.I. Komnykosa (Mockea)

Anckyccna

18.00-19.30 | Oypuwer

23 HoAbpAa

3acepaHue «Henpodusnonornyeckne metoabl NCCnefoBaHUA B AUArHOCTNKE HEPBHO-MbILLEYHbIX
6onesHel» (qgoknaabl no 20 MuH)

09.00-11.20

MNpepcepgarenn: C.C. HukumuH (Mockea), C.A. Manembepez (Mockea), A.J1. KypeHkos (Mockea)

Anroputmbl aneKkTpommorpaduyeckoro nccnefoBaHyA NPY PasinyHbIX YPOBHAX NOpaXKeHWA
nepudeprnyeckoro HEMPOMOTOPHOro annapara
H.I. Casuykas (Mocksa)

Bo3pacTHble acnekTbl Morpaduueckmx NccnefoBaHmnin pu HEPBHO-MbILLEYHO NaToNornm
B €TCKOW NpaKTnKe
AJl. Kyperkoe (Mocksa)

CnHppom Banoro pebeHka. [lnarHocTnKa
C.A. Manem6epa (Mockea)

[urarHocTtnka pagmkynonatumn
C.I. Hukonaee (Bnadumup)

MHTpaonepaumnoHHbIi MOHUTOPWHT MPY NATONOrN Nneprudeprnyeckon HePBHOM CUCTEMDI
M.A. Xume (Mockea)

OueHKa CTPYKTYPHOro 1 GpYHKLMOHAIbHOTO COCTOAHUA HEPBA NPU CUHAPOME KapnanbHOro KaHana
A.A. Macnak (Mockea)

Bo3moxxHocTn HaBuraumnoHHo TMC npu 60ne3HN ABUraTENBHOIO HEMPOHa
A.B. Yepesakoes (Mocksa)

11.20-11.40 | Kode-6peiik




Ilepsaa YapeoumenvHas KoH@pepeHyus

POO «OFIIECTBO CIHELIMAAMCTOB I10 HEPBHO MFBIIIIEYHBIM FEOAE3HAM» 22-23 HOA6GpPA 2012 T.

11.40-13.00

3acepaHue «HacneacTBeHHble HePBHO-MbiLEeYHble 60ne3HU» ([oKnagbl No 20 MYH)

Mpepaceparenu: E£.J1. [Jadanu (Mockea), H.A. LLIHatidep (KpacHosapck)

ANropuUTMbI INArHOCTUKN FeHETUYECKU reTePOreHHbIX HEPBHO-MbILIEYHbIX 60one3Heln
E.J1. fladanu (Mockea)

XoHApoancTpodpuyeckass MUOTOHUS
H.A. LLIHatidep (KpacHospck)

HacnepctBeHHble MOTOPHO-CEHCOPHbIE HENPOMATHN: KIIMHNKO-MONEKYIAPHO-TEeHETUYECKIE acneKTbl
B.I1. ®edomoe (BopoHex)

MoTeHOBbIE HEPBHO-MbILLIEYHbIE CUHAPOMbI
C.B. KonuwuHckas (HuxHul Hogzaopoo)

13.00-14.00

4.00 0

O6ep

3acefaHue «MIHHOBaLMM B leYeHN HEPBHO-MbILLEYHbIX 60s1Ie3Hen» (AoKnaabl No 20 MUH)

Mpepcepatenu: A.l. Canadsze (Mocksa), H.A. lLIHatidoep (KpacHospck), C.H. UnnapuowkuH (Mocksa)

JleueHune xpoHuyeckoit 6011 Npwu 3aboneBaHnax nepudepryeckoin HePBHOM cucTeMbl
A.P. ApmemeHko (Mockea)

XemopneHepBauuA Kak MeTof nevyeHnsa 3a6oneBaHuUi C NOBbILEHNEM MbILLIEYHOTO TOHYCa
N HEMPOUW3BOJIbHLIMY ABUKEHUAMMN
AJ1. Kyperkos (Mockea)

[bIxaTenbHble HapyLWEeHUA NPU HEPBHO-MbILLEYHbIX 6ONE3HAX U X KOPPEKLUA
AJl. KanuHkuH (Mockea)

HeBponoruyeckne 3ab6oneBaHna C HEPBHO-MbILIEYHO NATONOrMEN U SNUNencuen.
Oco6eHHOCTU aHTU3NUENTUYECKON Tepanun
K.B. Bopoxkosa (Mocksa)

15.20-15.40

40 6.40

Kode-6peiik

Cnmnosuym «XpoHn4yeckas BocnanutenbHaa feMneInHN3vpyioLwas nonvHenponaTna»
(moknagpl no 15 MuH)

[lmarHocTrka XpoHMYEeCKOWN BOCMaNNTENbHOW AeMUeNHU3MPYIoLel MOTMHenponaTim
C.C. Hukumun (Mockea)

JleueHrie XxpoHUYECKOW BOCManUTeNbHOW AeMUENVIHU3MPYIOLLEN NOIMHeRponaTun
H.A. CynoHesa (Mockea)

XpoHunueckas BocnanutenbHas AeMrennHU3npytowwan NonnHenponaTua y aeten
AJ1. Kyperkos (Mockea), b.W. bypcazosa (Mockea), J1.M. Ky3eHkosa (Mockea)

Anckyccna

I LW ER AV [MonBeneHne UToros. 3aKpbiTrie KoHbepeHL K




dnekTpoHeupomuorpadbl
Npon3BOACTBA KOMMNAaHUMU
«HenpocodT» ansa Henpo-
dusmonornyeckmnx
MccepoBaHUN

SneKTpoHenpomMmorpaduma (MOTopHast U CeEHCOpHas
CKOPOCTb NpoBefeHus, F-BonHa, H-pednekc

(B TOM Ymcne Npm NapHOW CTUMYAALMK), MOTOPHbIV
N CEHCOPHbIV MHYWNHT, TPEMOP, KOJIIN3MS MOTOPHOIO
NpOBeAEHMS, KONIM3USI CEHCOPHOIO NPOBEeLEHNS)

SnekTpoMmorpadms (CNoOHTaHHas
AKTUBHOCTb, MHTepdepeHLNOHHAs KprBas,
noTeHLManbl ABUraTeIbHbIX e ANHULL)

HepBHO-MbILeYHas nepeaada (pUTMmyeckas
cTumynsaums, pxutTep (single fiber EMG))

OueHKa KOmM4ecTBa ABUratesibHbIX e AUHNL,

JlononHuTenbHble SMI-MeTOANKN (MUTrATENbHbLIN
pedekc, cakpanbHbIn pedekc, bynb6oKaBepHO3HbIN
pednekc, T-pednekc, BbI3BaHHbIE KOXHbIE
CMMMAaTUYecKme NoTeHLMaNbI)

COMaTOCEHCOprIe BbI3BaHHbIE€ MOTEHLMa/Ibl MO3ra
3puTesnibHble BbI3BaHHbIE MOTeHLMa bl MO3ra
C}'IyXOBbIe BbI3BaHHbI€ MOTEHLIMA/Ibl MO3ra
Becm6ynﬂpr|e MWOreHHble BblI3BaHHbIe NMoTeHUMabl

KOrHUTUBHbIE BbI3BaHHbIE MOTEHLMASbI
mo3ra (P300, MMN, CNV)

TpaHCKpaHMabHas MarHUTHas CTUMyAALNS
MHTpaonepaumoHHbIN MOHUTOPUHT
BapunabensHOCTb pUTMa cepaLa
OToakyCcTM4eckas smmccus

SneKkTpopeTuHorpadus

dnekTpookynorpapus

OcCHOoBaHa B 1992
00O «HewnpocopT»

Poccus, 153032, 1. IBaHOBO, y/1. BOpOHUHA, 4. 5

Poccus, 153000, I. IBaHOBO, [aBnoyTamT, a/a 10
TenedoH: +7 4932 24-04-34 PaKC: +7 4932 24-04-35
E-mail: com@neurosoft.ru  Internet: www.neurosoft.ru

Komnanunsa «HenpocodT» npeAcTaBiseT WNPOKUA MOLESb-
HbI psg 060pyAOBaHNS ANs PELLEHNSI Pa3HOOBPa3HbIX
KJMHMYECKMX 334a4: OT 31eMeHTapHbIX (permcrpaums
M-0TBeTa) 40 CaMbIX CIOXKHbIX (HEMPOPU3INONOTUYECKNI
WHTPaoNepaLMOHHbI MOHUTOPUHT).

«Henpo-3MI-Mukpo» — 2-KaHa/ibHbIN 31EKTPOHEeNpoMuorpad

«Henpo-MBI-Mukpo (Bepcus 2009)» — 2-KaHa/bHbIN
NMOPTATMBHbIN KOMMbLIOTEPHbIN 3/1eKTpOHepoMmmnorpad co
BCTPOEHHOM MUHNATIOPHOM DYHKLMOHANbHOW KNaBUATYpOn

«Henpo-MBI-8/4» — 8- 1 4-KaHANbHbIE 31EKTPOHENPO-
Muorpadsl ¢ GyHKLMAMU UccnefoBaHns Bl mo3sra

«CKan60oKC» — 5-KaHa/IbHbIN 31eKTpoHenpomMmorpad
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bOJIE3HDb [TOMIIE

MAANCCN0E; BpoPeccupyomyee, 4acmo Pamaivroe
3a00nesanie, NOPANArOULEE NPEUMYULECTILBEHHO
MBLULEHSHY 10 KAHD.

Cumnmomot mo2ym nos8umscs 8 41000m 803pacme —
om maadeneckozo 0o 3perozo. Panwee Hauano
34004€6aHUSL CBA3AHO € 00.1€€ A2PECCUBHBIM MELEHUEM,

nPUBOOIUUM K AETNANLHOMY UCXO0DY

[xeH3anm, komnaHua rpynnol CaHodwn, 125009, MockBa, yn. Teepckas, 22. Ten.: (495) 721-1400. Qakc: (495) 502-1298. www.genzyme.ru




®
Nycomed: a Takeda Company

SHEPINA XU3HN

AHTUIrMNOKCAHT U AaHTUOKCUAAHT, NPUMEHAIOLLUNCA B KOMIMJIEKCHOW Tepanun
HEeBPOJIOrN4YecKux, MeTabonn4yecknx n Xmpypru4yeckux sabonesaHumn, a Takxe
NX OCNOXXHEeHUN

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

o HOvabeTnyeckana nonuHeBponaTus.
o MNMepudepunyeckme cocyauctbie, metabonmyeckne HapyLweHNA U NX NOCNEACTBUA.

. 3axxuBneHue paH (Tpoduryeckne HapyLLeHUA KOXXU, A3Bbl, CUHAPOM AnabeTU4ecKon
CTOMbI, NPOJIeXXHU, 0OMOpPOXKEeHUA).

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

Kparkaa nHdopmauusa no meauLIMHCKOMY NpMMEHEeHMIO npenaparta AKTOBErvH:

PerucrpaumoHHblie Homepa: NN 14635/01 ot 26.02.08; NN 014635/01 ot 19.11.10; MN 014635/04 ot 19.12.07; MN 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 A/ MHbeKuMn — 40 mr/ma, amnyabl no 2 ma, 5 ma, 10 ma; pacteop s uHoysun — 4 mr/ma u 8 mr/mn B pacteope Hatpusa xnopuaa 0,9%
250 mn; 4 mr/mn B pactBope AeKcTposbl 250 mi. MoKasaHuA: meTabonnyeckne U COCyAUCTble HAPYLIEHWUA FTONOBHOMO MO3ra (B TOM YUC/IE ULIEMUYECKUIA UHCYAbT, YepenHo-
MO3roBas TPaBMa, pas/inyHble GOPMbl HEAOCTaTOUHOCTU MO3TOBOrO KPOBOOBPALLLEHNA, AeMeHLMA); Nepudepuyeckme (apTepunanbHble U BEHO3HbIE) COCYANCTbIE HAPYLIEHUA
M UX NOCNeACTBUA (apTepuanbHas aHrvonatus, TPopuUeckue N3Bbl); 3aKMBIEHME paH (A3Bbl PA3NUYHOMN 3TUONOTMM, TPODUYECKME HAPYLIEHWUs, MNPONEKHMU, OXKOrK,
HapyLEeHMA NPOLECCOB 3a)KMBAEHUA PaH); NMPOPUAAKTMKA U NeYeHUe NyYeBbIX MOPANKEHUIM KOXU M CAU3UCTbIX 06onoYeKk Npu aydeBoi Tepanuu. MPOTUBOMOKa3aHUA:
rMNepyyBCTBUTENbHOCTb K NpenapaTy AKTOBErMH WM aHaNOTMYHbIM MpenapaTtam, AeKOMNeHCMPOBaHHaA cepAeyHan HegoCTaTOuHOCTb, OTEK NETKMX, ONUTYPUA, 3a4epKKa
JKUAKOCTMU B opraHuame. C OCTOPOKHOCTbIO: TMNepPXI0pemus, runepHatTpuemus. lobouHoe AeicTBUE: annepruyeckne peakumm (KOKHas Cbifb, TMNEPEMUs KOXKM, rmnepTepmms)
BM/IOTb A0 aHadUNAKTUHECKOTO LIOKA. B CBA3M C BO3MOXKHOCTbIO BO3HUKHOBEHWA aHAaGUNAKTUYECKON PeaKLMn PEKOMEHAYETCA MPOBOAUTb TECT — 2 M [0 Ha4ana MHBEKLMM,
MHOY3MKU. CNocob NpUMeHeHMa U A03bl: 0 5 M1 BO3MOMKHO BHYTpMMbIeYHoe BBeseHue, oT 200 go 2000 mr (250-500 mn) BBOAAT BHYTPUBEHHO KamnesabHO MealeHHO
(2 mn/muH). B Tabnetkax — no 1-2 TabneTku 3 pasa B CyTKu nepes, eaoi. [103bl 3aBUCAT OT CTEMEHM TAXKECTM U BbIPAXKEHHOCTM CUMIMTOMOB KaXXA,0ro KOHKPETHOro 3a60o/1eBaHus.
MpPOoAOAKUTENBHOCTb IEUEHWA 3aBUCUT OT MHAMBUAYA/IBHOTO HasHaveHuA. MonHaa MHPopMaLLMA NO NpenapaTy COAEPMHKUTCA B UHCTPYKLIMM NO MEAVLIMHCKOMY MPUMEHEHMUIO.

WHdopmauma ana cneumanmctoB 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.





