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Dantec”

MpaBUNbHbIA ANArHO3 - YCMELIHOE NeYeHne

Jdnekrpomuorpadnbi
cepuu Keypoint
HOBOrO NOKONEHUs

YcTaHOBNEHAa HOBas MNfaHKa KayecTBa pe-
TUCTPUPYEMbIX CUFHAN0B 18 3J1IeKTPOMUO-
rpachos. B npubopax Dantec Keypoint HoBoe
Ka4eCTBO CUrHana v U3ALLHbLIA AN3aNH CoYe-
TalTCA C TPAAWULMOHHON NMPOCTOTON ynpas-
NEHUS 1 HALEXXHOCTbI0 KOHCTPYKLMK. Tenepb
noA MHAMBMAYanbHble TPe6OBaHMA MONb30-
BaTesif MOXET HacTPamBaTbCs Kak NpeacTas-
NeHne MHOPMALMN Ha 3KpaHe MOHMTOPA,
Tak W BMA NeyaTHoOro otyeta. lpu aTom Ha-
CTPOMKWN MOTYT MPOM3BOAUTLCA KaK Camum
Monb30BaTeNiemM, Tak 1 YAaneHHO N0 WUCXO-
OHbIM AaHHbIM Mosib3oBaTens. MporpaMmHoe
o6ecneyeHne NOAHOCTbIO PYCUULMPOBAHO
n pabotaet Ha 6aze WINDOWS 7. Mpun6opbI
BbIMYCKAOTCA Kak B MOPTATUBHOM WCMOJSHE-
HUW, TaK 1 B BUAE paboyen CTaHLuu.
KavecTtBo Bawwmx nccnefoBaHui ¢ Mcnonb3o-
BaHuem anekTpommorpadpos Dantec Keypoint
He BbI30BET COMHEHMI y camoii Tpe6oBaTenb-
HOW ayauTopuu.

lpuuenbHoe BBEEHUE
60TYNOTOKCHHOB

JT0 CTano BO3MOXHbIM 6narofaps OfHO-
pa3oBbIM MOAKOXKHbIM 3NEKTPOAAM-UITIam
Bo-Ject. OHu coBmelatoT B cebe urny ans
VHBEKUMA U MOHOMONAPHbIA WUroNbYaTblii
3/1eKTPOS, YTO MO3BOJSIAET BBOAUTL 6OTY-
NOTOKCUH MOJ KOHTPOJIEM HEMpepbIBHO pe-
rucTpupyemoro curdana 9MI. B kayectse
perncTparopa MOXeT WUCMoJib30BaTbCA ft0-
601 anekTpomuorpad. 3neKTPOAbI-Urbl
BbIMYCKAIOTCA PA3HOM ANWHbI, NPU 3TOM
cTabunbHoCcTb curHana AMI obecneyuaet
BHYTPEHHAS Mailka Kabens u urnbl, Npume-
HsieMas TONbKO B 3neKTpodax-urnax Bo-Ject
nponasoactea Alpine Biomed.

HenpoguarHocTuka

OT BeAyLwero MmpoBoro npon3soanTens

a division of natus.

KoHueHTpuyeckue
UronbyaTtble 3/IeKTPOAbI
3TaNIOHHOr0 Ka4YecTBa

OpHOpa3oBble M MHOropasoBble (aBTOKNaA-
BMPYEMbIE) KOHLEHTPUYECKNE WroJibyatble
anekTpofsl upmbl  Alpine Biomed npo-
[OSDKaKT 0CTaBaTbCs B MUPE «30J10TbIM
cTaHgapTom». GTabunbHO BbICOKOE Kayec-
TBO NPOM3BOACTBA 06ECMEYMBAET NOYTU HY-
NEBOM MPOLEHT OTOPAKOBKM WIJI, a TOHKas
LUNNPOBKA HAKOHEYHWKA U NpUAaHne emy
(hopMbl «Tpoakap» NO3BONAOT BBOAUTD UMY
3N1eKTPO/a NPaKTUYeCcKn 6e3601E3HEHHO Ans
naumeHTa, 6e3 TpaBMUPOBAHNA MbILLILbI, T.K.
MbILLIEYHbIE BOJIOKHA PA3ABMIAKOTCA WIMONA
6e3 noBpeXxxaeHus. H3Knii ypoBeHb Lyma 1
BbICOKas TOYHOCTb PErMcTpuMpyemoro 61omno-
TeHuuana jocturaoTcs 6narogaps UCnosib-
30BaHNI0 CMELWanbHOr0 3anaTeHTOBAHHOIO
CnnaBa B Ka4eCTBE BHYTPEHHEro NPOBOAHMKA
BMECTO TPAANLMOHHON HePXKaBetoLL el cTanu,
a TaKXe 9KPaHWPOBAHHOIO Kabens ¢ agan-
TUBHOW CUCTEMOW KOMMEHcaLMn UMMneaaHca.

Toprosas mapka Dantec xopoLuo n3sectHa B Poccum Kak atanoH Kavectsa B AMI. ViMeHHO noj aTum 6peHaom B POCCHIo Havanu noctynatb Kak ai1eKTpoMmMo-
rpadobl Keypoint nepBbIx NOKOMEHNIA, TaK W UFONbYaTble 3NeKTPOAbl. U Te 1 Apyrue nony4mnn 3acnyXeHHOe NPpU3HaHWe y CneuuanncToB CBOUM Ka4eCTBOM U
Ha[eXXHOCTbI0. B HacTosLLEe BpeMa 3Ta TOProBas Mapka NpuHaanexuT gatckon dupme Alpine Biomed, Ybum npencrasutenem B Poccuu gBiseTcs KOMnaHus
VHdomen-Heinpo. MHoronetHuin onbIT paboThl ¢ npoaykuuel Dantec no3sonser cneunanuctam ViHcomea-Helipo npon3BoAnUTL ONEPaTUBHYHO MOCTABKY W
Ka4eCTBEHHbI CEpPBUC 3TON NPOAYKLMW HA BCEI TeppuTopumn Poccun.
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E]l BHUMAHWIO HEBPOJIOIOB

YHUKanbHbI NpoeKT O6wecTBa cneynanucTos

No HepPBHO-MblILWeYHbIM 60ne3HAM!

K | koHpepeHumn OHMB, kKotopasa coctomtca B MockBe
22-23 HOoAGpsA 2012 r., roTOBUTCA W3[aHWe nepeBefeHHOro
Ha PYCCKUN A3bIK c60pHMKa «KnunHn4Yeckne pekomeHgauuvm
(ctaHgapTbl) EBponeiickon ¢pegepauvi HEBpPOOrMYecKmnx co-
o6wecTB (EFNS)», Tom 1, n npunoxeHns K peKomeHZaumnam —
«KpaTKnii cnpaBoYHUK HeBposora».

MexayHapogHble O6LWeNpUHATbIE PeKOMeHAAUUN OCHOBaHbI Ha
NpYHUMNax AoKa3aTeNlbHOM MeanLMHbl 1 0606 EeHHON MeANLINH-
cKko uHpopmauum 3a 2000-2011 rr. 1 ABAATCA pe3ynbTaToM pa-
60Tbl 3KCMEPTHbIX Fpynn cneumanicToB EFNS.

VM3gaHne PeKkomeHpaumm v KpaTKoro CnpaBoOYHMKa C MepeYHEM COBPEMEHHbIX MPenapaTos 1 No-
Ka3aHMAMM K UX MPYMeHeHMIo (ymoMmnHatloTca B PekomeHgaumax) Ha pycCKOM A3blke AnA LiesieBow
ayanTOpuUN HeBPONOros Poccum ocyulectBnAeTcA Bnepsble 1 genaet JOCTYNHON CUCTEMATU3MPO-
BaHHY!0 MHbOPMaLMIO O JIeKapCTBEHHbIX Npenaparax.

[JaHHble npoBegeHHoro OHMB onpoca AeEMOHCTPUPYIOT 60/bLLYI0 3aMHTEPECOBAHHOCTb HEBPOJIO-
roB PO, ctpaH CHI u BanTun B 3HaHNAX O COBPEMEHHOM COCTOSHUN AMArHOCTUKA U IeYEHNS HEPB-
HbIX 60JIe3HEN.

B c6opHuK «KnuHnueckne pekomeHngaumm EFNS», Tom 1, BorayT 7 aganTMpoBaHHbIX 418 PYCCKOA3bIY-
HbIX Y/TaTeNeN Pa3nesioB Mo OCHOBHbLIM BOMPOCaM ANArHOCTUKM U JleYeHNA HEPBHbIX O0Me3Hel.

C mas 2011 r. OHMB aBnsetca odurLManbHbIM SKCKNIO3MBHbIM 0bnagaTeniem npas Ha NybnvKaumo
nepeBopa PekomeHaaL i Ha pycckom A3bike oT ugatenbctsa Wiley (BennkobputaHus).

PeLieH3upoBaHue 1 pefakTMpoBaHMe POCCUNCKON Bepcun PekomeHdauui ocyllecTBiseTca Be-
AylwMuy cneumanmctamm Poccum B 061acTi HEBPONOFW, HEMPOXMPYPIX, HENPOBU3yanu3auuy,
HEeNPOVIMMYHOJIOT Y, MATOMOPGONOrNN, PEAOMNNTALMK, @ TAKKE BPayaMim 13 CMEXKHbIX 06/1acTel
MeanunHbl. CorfacoBaHHble C M3aaTenemM peaakLOHHbIA COBET U PeLIeH3NOHHDI NOAX0A K nepe-
Boay PekomeHpaumii obecrneyaT MaKCMMasbHYO aganTauuio K 3anpocam POCCUNCKUX crieLuani-
CTOB B 06/1aCTV HEBPONOIM 1 PbIHKA MeAVKAaMEHTO3HbIX MpenapaTos.

MnaHupyembin Tpax — 4 000 3K3emMnNAApPOB.

Ynenbl OHMB nonyuat PekomeHgauum n cnpasouyHuk BECIJIATHO.
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Om pepakuuu

[nybokoysaxcaemvie koaneeu!

MBI pambl TPUBETCTBOBATh BaC CO CTPAHMIL IIEPBOTO
B 2012 romy Homepa kypHana «HepBHO-MBIIIIEUHBIE 00-
JIe3Hn». XOTeJI0Ch OBl BEIPA3UTh OTPOMHYIO TIPU3HATEIb-
HOCTB BCEM aBTOpaM, OJ1aromapst KOTOPBIM XKypHaJI CTaHO-
BUTCSI UHTEPECHBIM 1 pa3HOTILIAHOBEIM.

[MomBomast UTOTH YIIEAIIIETO Tofa, C YIOBICTBOPEHUEM
OTMEYaeM, YTO B MEIMIIMHCKUX KPYTax MOSIBUJICS HETTO -
IeJTbHBIN MHTepec K paboTe OOIIecTBa CICIINAINCTOB 10
HepBHO-MBIIIeYHBIM 00ste3HIM (OHMB), uto oTpaxkaeTcst
B HAITOJTHEHHOCTU U PACIIMPEeHUN TPOodeCcCUOHATBHBIX
IPaHUIl ayIUTOPUN YIYACTHUKOB HAIIUX MEPOIPUSITHIA
1, YTO HEMAJIOBaXKHO, YBEJIMUCHUHY YK CIIA JKEJIAFOIITNX T10-
JIy4aTh XKypHaJ PETyJISIpHO, IO TIOIITHCKE.

B 2011 romy wnenst OHMDB yyacTBOBain B HECKOJIb-
KUX KOH(PEPeHLMSIX, IIPOBOAMBIIMXCS B Toponax Poccum,
OVKHEro U JajibHero 3apyOexbs. B KoHIe aBrycra 1o
npurnameHuto OodmecTsa MOCKBY MOCETHIT KPYITHEMIITITA
CTICIMAINCT B 00JIACT HEPBHO-MBIIICYHON MaTOJIOTUHU
OutoHn Amato (CIIA). OH ¢ O0JIBIINM SHTY3Ma3MOM He
TOJIBKO TIPOUYUTAJT OJIECTSIINE JISKIINHI, HO TaKXKe MPOBEIT
KJIMHUYECKIE Pa300phl, BHI3BABIIKME OOJIBIION MHTEpeC
y aynutopuu. MBI INTAaHUPYEM U JaJibIlle aKTUBHO Pa3BH-
BaTh KOHTAKTHI C 3apyOesKHBIMU KOJIJICTAMMU.

B munyBIIeM romy Moonsie wieHs OOIIecTBa IOJy-
YU YHUKATBHYIO BO3MOXKHOCTD Y9acTBOBaTh B JIeTHel
IIKOJIE TI0 MUOJIOTHH, TIipoxoauBieii B [Tapiwke. Bemyme
eBpOIIeIICKIEe CITeIIMAIMCTHI B TeUCHME 2 HeIeIb IIPOBO-
MW CEMUHAPHl TI0 OCHOBHBIM ITpO0JIeMaM MEePBUYHO-

MBIIIEYHON, CHHAITUYECKOM, HEBPAJIbHOM U HEMPOHAJIb-
HOW T€HETUYECKOW MAaTOJIOTUM C MO3ULUNA KIMHUYECKOM
MPEaCTaBICHHOCTHU, TTaTO(MU3NOJIOTUN M HOBBIX METOMIOB
nrarHocTuku. Ocoboe BHMMaHUE YIEJSIIOCh BOIIPOCAM
MPOTHO3a, COBPEMEHHBIM METOJaM peadbuanuTaliu U UH-
HOBAallMOHHBIM T€paneBTUYECKUM pa3zpadoTKaM. Mbl Oy-
JIeM U JaJibllie pa3BMBaTh MPAKTUKY OOYYEHUSI MOJIOIBIX
CNELMATUCTOB B BEAYIIMX 3apYOEKHbBIX LIEHTPaX.

Cunamu OHMB npoBomutcst 6osbiiag pabora 1o
MOJArOTOBKE K U3IaHHIO MepBOro Toma coopHuka «KnuHu-
yeckue pekoMeHmanuu (cranmaptel) EBporreiickoii dpeme-
paunu HeBpojorndeckux coodmectB (EFNS)» u crierin-
aJIbHOTO MPUJIOXKEHUS K HUM — «KpaTknii cmpaBoYHUK
HeBposiora». OCHOBaHHBIC Ha MPOYHOU JTOKAa3aTeIbHOMU
0asze, aganTUPOBaHHbIE K 3allpocaM POCCUMCKMX Cre-
LIMAJIMCTOB, PEKOMEHIALMU 3HAKOMST ayaIUuTOPUIO C CO-
CTOSIHUEM AMArHOCTUMKM U JICUEHMsI LIUPOKOTO CHeKTpa
3a00JIeBaHUI LICHTPAJIbHOI 1 TTepudeprnIecKoii HEpBHOM
CUCTEMBbI, U MOTYT YCITIEIIIHO MCIIOJIb30BaThCs B €XKETHEB-
HOW KJIMHUYECKOU TPAKTUKE.

C pagocTbio moaTBep:kaaeM, uto 22—23 Hostops 2012 1.
Ha 06aze kimHu4Yeckoit 6ompHUIEI Ne 83 OMBA (1. Mo-
CKBa) OymeT rmpoBoauThes IlepBast YupeaurtenbHass KOH-
depentusgs OHMB, mporpamMmy KOTOpOit MBI IPeICTAaBUM
B CJIEyIOLLIEM HOMEDE.

Pedxonneeus ancypnana « Hepeno-muluieunsie 601e31u»
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Morphological differential diagnosis of the main types of inflammatory myopathies

S.G. Radenska-Lopovok
Research Institute of Rheumatology Russian Academy of Medical Sciences, Moscow

The review provides an update on the diagnosis of the main subtypes of inflammatory myopathies. Proper choice of biopsied muscle and
histological methods of investigation are presented. Histochemical and immunohistochemical characteristic of tissue markers in inflamma-

tory myopathies are given. Some dilemmas, as well as the most common errors of histological diagnostics are discussed.

Key words: idiopathic inflammatory myopathies, histological diagnostics, immunohistochemical markers

K BocnanutesbHbIM MUOMATUSIM OTHOCSIT MOJOCTPhIE,
XPOHUYECKHE, & UHOTIA U OCTPbIE MbILLIEYHbIE O0JIE3HU,
00BbEIMHEHHBIE YMEPEHHON WM TSKEJIOM MBIIIeYHOMI
¢J1a00CThIO U BOCMAJIEHUEM MbIILIEUHOI TKAHU, BbISIBIISIC-
MBIM B OuonraTax [1, 2]. KiimHnyeckast 3HaYUMMOCTh STUX
3a0o0sieBaHUI 00yCIOBeHA 0OJIbIION pacpoOCTpaHEHHO-
CTBIO CPENIM IETEU 1 B3POCIbIX, & TAKXKE XOPOLIUM OTBETOM
Ha Tepanuio [1-7].

OCHOBHBIE TIPOSIBJICHUST MBIIIICYHOI TTaTOJIOTUH, YHU-
KaJIbHbIE€ TATOTEHETUYECKUE MEXaHU3Mbl €€ Pa3BUTHS,
MMMYHOMNATOJIOTMYECKHE, TUCTOJIOTMUECKME U TIPOTHOCTU-
YeCKHe KPUTEPUH JAI0T BO3MOXHOCTh ITPOBOANUTH MOP(O-
JIOTUIECKYIO TUArHOCTUKY W BBIACINTH 4 TOATPYIIIIHL:
MOJMMHUO3UT, IEPMATOMUO3UT, HEKPOTU3UPYIOLIUIA ayTOUM-
MYHHBI MUO3UT U CHOPAINYECKII MUO3UT C BKIIIOYEHUSIMU
[6, 7]. AyrouMMyHHbBIE HapyIIEHNS TTEPBUYHBI M BBI3BAHBI
MO0 LIUTOTOKCUYECKUM JeicTBrUeM T-1uM@poLuToB (Kak
MPU MOJMMUO3UTE U CIOPAANYECKOM MMO3UTE C BKJIIOUE-
HUSIMH), KOMIUIEMEHTHHIYIIMPOBAHHON MMKpPOAHTHO-
matveii (Kak IpY IepMaTOMUO3WTE), JTM00 Makpodaramu
W, BEpOSITHO, aHTUTeJIaMU (KaK TPU HEKPOTU3IMPYIOIIEM
ayToMMMyHHOM Mmo3ute) [1-7]. CriopagnaecKuii MAO3UT
C BKJIIOUEHUSIMU SIBJISIETCSl YHUKAIbHBIM COUETAHUEM ayTO-
MMMYHHOIO BOCHAJEHUSI C JEreHEepaTUBHbIMU HM3MEHEe-
HUSIMU. BBISIBIISIIOTCS BaKyoIM3aius U AENO3UThl aMUIOU 1A
B MBILIEYHBIX BOJIOKHAX, a TakXXe MOJEKY/Ibl aMUJIona
aHaAJIOTMYHbIE TEM, KOTOpPbI€ BCTpEYAlOTCS TMpU 00JIe3HU
Anpureitmepa [8]. Bo Becex ciydasx BOCTIaIUTETBHBIX MUO-

TaTuii B MBIIICYHOW TKAHM BBISIBJICHA BBIPa’KCHHAsI BKC-
TIpeccus TIPOBOCITAIMTEIBHBIX [IUTOKMHOB: (haKTOPhI He-
kpo3a omyxomu (DPHO) — ®HO-B1, PHO-B2, PHO-B3.
DOHO-B1 nokanuzyercss MPeUMYyIIECTBEHHO B MOHOIIM-
TapHBIX KJIETOUHbIX nHOMIbTparax, DHO-B2 BeIsIBISIETCS
B SHIOTC/INM KaIMJUIIPOB U COCYIOB CPETHETO Kaamopa,
a TakKke B MOHOHYyKJeapax. Jlokamm3amusl SKCIpeccuu
D®HO-B3 ananornuna takosoit ®HO-B1, Ho axcmpeccupy-
eTCsl B OKCTpalle/UTIOISIpHOM Matpukce. CremyeT momaaep-
KHYTb, 4TO akcmnpeccusi uHtepneiikunos (MUJI) MJI-1a,
WJI-1p omiunuaercs npu AepMaTOMUO3UTE, MOJIUMUO3UTE
¥ CITIOPAINIECKOM MUO3UTE C BKITIOYCHUSIMH [9].

BuoncuitHas muarHoOCTAKA CYMTACTCS BaXKHBIM Me-
TOAOM NMArHOCTUKU BOCITAJIMTEIBHBIX MUOMATHI, TaK
KaK B MBIIIEYHBIX 00pa3iiax MOXHO OTMETUTb YETKHUE
criennprIeCcKre TUCTOIOTHICCKIE TIPU3HAKY KaXKIOM 13
BOCITAJIMTEIbHBIX MUOTIATHI. B CBSI3M ¢ 3TUM 0COOEHHO
BasXHBI IPUHIIUITEI TTOJYYSHUSI W MCCIICIOBAaHUS MaTe-
puana.

Bvi6op mecma 63samus Guonmama motutypl OTIpEIEIISICTCS
KIMHAYECKN YMEPEHHO BBIPAXKEHHOM CJTa00CTHIO MBIIIIIIEI
¥ TIpeATIoJaraeT JOCTaTOYHYI0 MH()OPMAaTUBHOCTh TUCTOJIO-
TUYECKOTO MCCIIeoBaHMs. MarHuTHO-pe30HaHCHOE WC-
cJIe0BaHME MOXKET ITOMOYb B BEIOOpPE MecTa B3SITHS OMO-
nrata. [IpeamournrebHa OTKPHITAsT OMOIICHS, TaK KaK OHA
TIO3BOJISIET TTOJTYIUTh JOCTATOYHO OOJIBIIION 0Opaser, ToI-
XOISIITNH U 0OHAPYKEHMS pa3HOOOPa3HBIX ITO BRIPasKEH-
HOCTH M XapaKTepy BOCITAJIUTEIbHBIX 09aroB.
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Obpabomka mamepuaaa. KproctatHbie cpe3bl U3 3a-
MOPOXKEHHBIX OMONTATOB Tal0T BO3MOXHOCTh IIPUMEHUTD
TUCTOXMMMYECKOE MCCcaenoBaHe (DepMEHTOB 1 MMMYHO-
TMCTOXMMHUYECKOE OTpeae/ieHne TIaBHOro KOMILIeKca
ructocoBMectumoctu-1 (I'KI'-1) unm komruiemeHTa,
a TaKKe BBIIBUTD cyokmacchl T-muMborntoB. CoBpeMeH-
HbIe HA0OPHI PEAKTUBOB TTO3BOJISTIOT BBISBISATH MapKephl
1 Ha TTapaHOBBIX cpe3ax MaTepuajia, GUKCUpOBaHHOTO
B 3a0ydeperHoM 10 % popMainHe. DIeKTPOHHO-MUKPO-
CKOITMYECKUIT METOI He OTHOCHUTCSI K PYyTUHHBIM, HO J10-
CTaTOYHO TTOJIE3eH B OIPeIeICHHBIX YCIOBUSX I Hayd-
HBIX HWCCICHOBAHUN MW MOXET OBITh PEKOMEHIOBAaH
K IPUMEHEHHIO.

Humepnpemauus mopghoaozuueckux dannwvix. [1pu Ha-
JIMYMU XapaKTePHBIX MOP(OIOTrHnIeCKUX TTPU3HAKOB I10-
JIMMUO3UTa, AePMAaTOMHO3UTA, HEKPOTU3UPYIOIIETO ayTO-
WUMMYHHOTO MMO3HUTa N CIIOPAINIECKOrO MHMO3UTa
C BKJTIOUCHUSIMU TUCTOJIOTIIECCKIE TPYTHOCTA TUAarHOCTH -
KU He BO3HMKAIOT. OMHAKO IPHW OTCYTCTBUU ITATOTHOMO-
HUYHBIX M3MEHEHUI HEOOXOMUMBI KIMHUKO-ITATOJIOTH-
yecKue KOppeasiuuy, KOHCYIbTalMsl dKCIepTa Win Jaxe
ITOBTOPHAST OMOTICHSI.

Jlepmamomuosum siBISICTCS] KOMITJICMEHT3aBUCUMOM
MHMKPOAHTHOTIATHEH, BeAyIIel K pa3pylIcHUIO KaTTJIIsI-
POB, TIOBHIIIICHHON WHGWJIBTPAIIUKA TIJIa3MON M BOCITIa-
JIUTENIPHBIMKA KJIETKaMU B TepUQPaCIUKYIIPHBIX IIPO-
CTpaHCTBaxX. B SHEOTEIMaNbHBIX KJIETKAaX BBISIBIISICTCS
BoIpaxkeHHas skcripeccust MJI-1a. DTOT HIUTOKMH 0OHapy-
JKMBAETCA U B MOHOHYKJIeapax, BXOMSIINX B COCTaB KPYII-
HBIX TIEPUBACKYJISIPHBIX WH(WIBTPATOB TEPpUMU3HA [9].
Bocmanenne — TpeMMYyIIECTBEHHO IIepUBACKYIISIPHOE,
HO MOXKET BBISIBIIIThCS TIepU(aCIUKYISIPHO, COUCTACTCS
¢ TrepudacUKyIIpHON aTpodreil MBIIIIEYHBIX BOJIOKOH
[1-6]. Hanmmuue nepudacumkyisipHOi aTpodun 1axe rmpu
OTCYTCTBUU BOCTIAJICHMSI TIOBBIIIIACT BEPOSTHOCTD HATTNIHST
JIepPMaTOMMO3UTA.

Hexpomusupyrouguii aymoumMyHHbIIE MUO3UM XaPAKTE-
pu3yeTcs IMMOAOCTPOIf MUOIIATHEH ¢ HEKPO30M MBIIIICYHBIX
BOJIOKOH, BBI3BAHHBIM CTATUHEKPOTU3UPYIOIIM ayTOUM-
MYHHBIM MHO3WUTOM, BUPYCHOU MH(MEKIINEH, OITyXOaIMU
WA ayTOMMMYHHBIMH HapyIICHUSIMU. BBISBIISIOTCS MH-
¢unbTpaThl U3 MakKpodaroB Mpu OTCYTCTBUHM T-KIIETOK;
I'KI'-1 skcnpeccupyeTcst HeperyiasipHO, CBEPXIKCIIPECCHst
OITMCaHa MPY HEKPOTU3UPYIOIIEM ayTOMMMYHHOM MMO-
3UTe, BhI3BAHHOM cTaTuHaMM [10]. B HeKOTOpBIX caydasx
B YTOJIIIEHHBIX COCYIMCTHIX CTEHKaX OOHAPYXKMBAIOTCS
JIETIO3UTHI KOMILJIEMEHTA.

[1pu noaumuozume u cnopaduueckom muosume c 6KAr0-
YeHusMu B SHIOMU3UM HAOIIOMAIOTCS MHOXKCCTBEHHBIE
ovaru BocrnaneHusi. B aTux ouarax BeisiBisitorcss CD8+-
T-xneTku, KOTOpbIe ITPOHUKAIOT B HEM3MEHEHHBIC MBI-
LIeYHbIE BOJIOKHA, 3KcIpeccupyoime antureH 'KI-1,
KOTOPHII pacrioaraeTcs Ha ITOBEPXHOCTH OOJIBITMHCTBA
BojiokoH. 'KT'-1/CD8+-komImiekce XxapakTepeH ISl TI0-
JIMMUO3UTA U CITIOPAINIECKOTO MUO3UTA C BKIIFOUCHUSIMH
[2, 4-8]. B MoHOHyKJeapax TakxXKe SKCIPeCCUpyeTcs

WJI-1a. Hapsany ¢ atum WUJI-1B skcnipeccupyeTcs B UH-
uIbTpaTax MepuMU3US M BOKPYT HEKOTOPBIX HEM3ME-
HEHHBIX MBIIIEYHBIX BOJIOKOH, B TO Xe Bpems NJI-1f ot-
CYTCTBYeT B DHIOTEIUAJIBHBIX KJIeTKax [9]. DT KIIeTKH
MIPENMYIIEeCTBEHHO JIOKAIM3YIOTCSI BOKPYT HEKPOTH3H-
POBAaHHBIX MBIIIEYHBIX BOJIOKOH, HO MOTYT BBISIBISITHCS
¥ BOKPYT HEM3MEHEHHBIX BOJIOKOH. Kpome Toro, criopa-
IYECKIIT MMO3UT C BKITIOUCHUSIMU OTJIMYASTCST HATMIEM
BaKyoJIeif ¢ 000KOM 1 HEXXHBIMU JIETTO3UTaMU aMIJIONIA,
OOBIYHO PACITOIOKEHHBIMM BHYTPHU WJIM PSIIOM C BaKyoO-
JISIMHA. AMUJIONI JIETKO BBISIBIISIETCSI OKPACKONM KOHTO
KpPacHBIM WJIM KPUCTANIMYECKUM (HUONETOBBIM |3, 8].
Bakyosi BOTOKHUCTBIX Macc pa3mepoMm 12—16 HMK naeH-
TUYHBI pUOpHILIaM, OOHAPY>KEHHBIM B MO3Te TIpH 00713~
Hu Anblreiimepa [11-14]. TomyboBaTbie TpaHyIbI, BEICTHA-
JIafoIIe BaKyoJIM, COOTBETCTBYIOT MUEIMHOIIOMIOOHBIM
UTOIIIa3MAaTUICCKIM CTPYKTYpaM, BBISIBISIEMBIM IIpU
DJIEKTPOHHOI MUKpockormuu [12]. YacTo BBIABISIOTCS
PBIXJIBIE KpacHbBIC (DMOPWIIISIPHBIC CTPYKTYPHI C OOJIBIITNM
KOJIMYECTBOM MUTOXOHIpuil n orcyrctBuem JJHK, Ha-
psoy ¢ ¢puobpmUTaMu, TUIIEHHBIMUA ITUTOXPOMOKCHUIA3HI
[8, 13]. Ilpu criopammyecKOM MUO3UTE C BKIIOUCHUSIMU
B MBIIICYHBIX BOJOKHAX HAKAILJIUBAIOTCS MOJICKYJIBI
B-amMuonna v ero MpenecTBeHHUKA o-IIUTOTPUTICUHA,
anoymmonporenHa E u ap. [11-14]. D1n BemecTBa HapsLy
C SiIepHBIMM MOJIeKy1amMu, TakuMu Kak TDP-43 u VCP, He
SIBIISTIOTCS CTIEIIM(UIHBIMU TSI CIIOPATNIECKOTO MUO3M -
Ta ¢ BKITIOUCHUSIMU, TaK KaK BCTPEYAIOTCS M MIPU APYTUX
MUOIIATHUSIX C BaKyOJISIMM, HalipuMep TIpU HACJIeACTBEH-
HOM CIIOPaIrIeCKOM MMO3WUTE ¢ BKIIOUCHMSIMU, U JaXe
TIPY HEKOTOPBIX XPOHUUIECKUX HEMPOTEHHBIX COCTOSTHUSIX
[13, 15-24]. CiemyeT OTMETUTD, YTO HET HA OJHOM MOJIe-
KYJIbI, KOTOPYIO MOXHO pacCMaTpuBaTh KaK OMOMapKep
CTIOPATMIECKOTO MUO3HTA C BKIIIOUeHUSIMU. OTMEUCHHAST
nMMyHopeakTuBHOCTE TDP-43 u SMI-31 [23, 24] He-
cnennuIHA IUIST CIIOPAINIEeCKOTO0 MUO3UTA C BKITIOUC-
HusMH. HemaBHO BBHIIBICHHAS MMMYHOPEaKTUBHOCTH
Mapkepa p62 [12] 6onee mHTepecHa U MOXET OBITH OoJee
cnenudunaHa, Hexxenn SMI-31, Ho moka He nu3ydeHa npu
IPYTUX MUAOIIATHUSIX C BAKYOJISIMU. JIMarHOCTUIECKIIT Map-
Kep He TaK HYKeH TIPU CITOPaTNIeCKOM MHUO3UTE C BKITIO-
YEeHUSIMHU, KOTIa UMEIOTCSI TUITUYHBIC THCTOJIOTHYSCKIE
W3MEHEHMsI, HO HeOOXOIMM IIpH BEPOSITHBIX (popmax 3a-
0oJieBaHMS, KOTIa OTCYTCTBYIOT BaKyOJIM M KOHTO-IIOJI0-
KUTEJIbHBIC JTEeTIO3MTHI, a TakkKe IS TuddepeHINann
CTIOPATNIECKOTO MUO3MUTA C BKIIFOUSHUSIMU ¥ HEBOCTIAJIH -
TeJIbHBIX MUOITATUI ¢ BaKyoJrsiMu [25].

CriopHbie BONPOCHI THCTOJIOTHYECKOil TMATHOCTHKH 110~
JIUMHO3UTA U CTIOPAJNYECKOro MHUO3UTA C BKJIIOYEHUSIMH.
CoueTtaHne BOCITAJICHHST SHIOMM3USI C BAKYOJISIMU C 0001~
KOM, ¢ pacrpoctpaHeHHoli skcnpeccueit [KI'-1 ¢ CD8+-
T-xmeTkn, ¢ GeMHBIMUA IUKJIOOKCUTEHA30M BOJIOKHAMU
W KOHTO-TIOJIOKUTEIbHBIMU JIETIO3UTAMU SIBJISIETCS THa-
THOCTMYECKUM IIPU3HAKOM CITOPaINIecKOTO MUO3UTa
¢ BKimoueHusiMu [26, 27]. Anarnos 3arpynaureneH y 15 %
MaIMeHTOB, JaXKe KOTraa MMEIOTCS YeTKHEe KIMHUYECKUE
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CHMIITOMBI CIIOPAINYECKOTO MUO3UTA C BKITIOYCHUSIMH,
OIHAKO OMOIICHST HE BBISIBIISICT BaKyOJIM3alldio, a JIUIIb
BocrtasieHne ¢ akcrpeccueit 'KI'-1 m CD8+-T-kieTok.
B Takux ciydasix FOBOPSIT O «IIOJMMMO3UTE/CIIOpaIAde-
CKOM MHUO3UTE C BKIIOUEHUSIMU» WJIN O «BEPOSITHOM CITO-
pagmIecKoM MUO3UTE ¢ BKIIOUCHUsSIMU». Bo m30exanme
HETIPaBUJIbHOTO IWAaTHO3a ITOJMMMO3UTa HEOOXOTMMO
MoJapoOHOE KIIMHUKO-TIaToJornyeckoe oocyxaeHue. bo-
JIlee BHUMATEJIBHBIN IIEpeCMOTpP TaKUX OMOTICHIA BBISBIISICT
0OJIBIIIOE KOJTMICCTBO MBIIIICYHBIX BOJIOKOH, HE conmepka-
X IUKJIOOKCUTEHA3Y, B COUYCTAaHUH C IIPH3HAKAMU XPO-
HU3AIUM TIpoliecca, a MMEHHO THIepPTpOGUpOBaHHBIC
BOJIOKHA, (h)parMEHTHUPOBaHHBIE BOJIOKHA, a TAKKE HEKPO3
COCTMHUTEIPHOM TKaHU. DTU N3MEHEHMS YKa3bIBAaIOT Ha
HaJIMIKME BEPOSITHOTO CITOPAINIECKOTO MUO3HTA C BKITIO-
yeHusAMU. [ToBTOpHast OMOTICHS C IPYroro ydacTKa Teia
YacTO IMMOMOTaeT B IIOCTAHOBKE AMArHo3a, Tak Kak MOTYT
OBITh OOHApY:KEHBI BAKyOJIM M KOHTO-TIOJIOKUTEIBHBIC
nmerno3uThl. [lepeunciieHHBIE paHee MOJIEKYISIpHBIC Map-
Kephl B TAKUX CIyJasx ITOKa He OBLIN MCCIICTOBAHEL.

Ecnu cpaBHUTH TTPOBOCTIATATEIbHBIN IIMTOKMHOBHIN
PO UITb TTPU BOCTIATUTEIbHBIX MUOTIATUSIX MOXKHO BBISI-
BUTb HEOOJBIINE OTIUYUS IPU ASPMATOMUO3UTE, TIOJIH-
MHMO3HUTE W CIIOPAINICCKOM MUO3UTE C BKITIOUCHUSIMMU.
Bo-nepsrix, skcnpeccus WUJI-1a u WUJI-1B Boigsisercs
B KJIETKAX BOCITAJICHMS CUJTbHEE 1 Yallle IIPU MTOJTUMUO3H -
T€ U CIIOPATNICCKOM MUO3UTE C BKIIIOUCHUSIMU, YeM TIpU
nepmatoMmuosute. Bo-Bropeix, akcnpeccuss DHO-B1 Boi-
paxkeHa B OOJIBIMMHCTBE KJICTOK BOCTIAJICHUS TIPU IepMa-
TOMMO3UTE U TTOJIMMUO3UTE, HO JINIIh B €IMHUIHBIX KJICT-
Kax IIpW CIIOPagWyecKOM MHUO3UTE C BKITIOUCHUSIMU.
B-tperbux, NJI-6 MOXET BBISBIATHCS TIPU JEPMATOMHUO-
3UTE ¥ TTOJIMMHUO3UTE, HO BCET/Ia OTCYTCTBYET IIPH CIIOpa-
JINYECKOM MHUO3UTE ¢ BKIIOUYeHUSIMU [9].

OmmMOKY TPaKTOBKH TUCTOJIOTMUECKUX TAHHBIX MOTYT
MIPUBECTH K HEBEPHOMY TMCTOJIOTMYECKOMY 3aKITIOUCHMIO,
a cJrleoBaTeNIbHO, 1 HeTlpaBIJIBHOMY AuarHosy. Hanbosmee
YacThIe CTyJar OIMMOOK B IMarHOCTHUKE BOCITATUTEIbHBIX
MMOTIATHI CBSI3aHBI C HETOUHOI MHTepIIpeTaueil O1orm-
cnn 1ipu mrddepeHINATBHON TMarHOCTHKE: ) TIOJIMMUO-
3UTa U CITIOPAINYECKOr0 MUO3HTA C BKIIOUCHUSIMH, 0) TI0-
JIMMHUO3UTAa M HEKPOTU3MPYIOIIETO ayTOMMMYHHOTO
MHO3WTa W B) ITOJMMHNO3UTA WJIM HEKPOTU3IUPYIOIIETO
ayTOMMMYHHOTO MMO3MUTa M <«BOCITAJUTEIBHON JUCTPO-
¢um» (MBITIIeTHAs] TUCTPOGUS ¢ BBRIpasKeHHBIM BOCTIAJIC-
HUeM B buonTare) |3, 6-8, 27].

Camas yacTtas OImMOKa IIpH TPAaKTOBKE TUCTOJIOTHYE-
CKMX ITPU3HAKOB CBSI3aHA CO CJIEAYIOLIMMU TPYIHOCTSIMU.

1. HecrmocoOGHOCTb pa3inyuTh HEKPO3 MbIILIEYHBIX BO-
JIOKOH, OOYCJIOBJIEHHBII BHEIPEHUEM LUTOTOKCUYECKUX
JIMMGOIIUTOB (TIPHU TTOTMMUO3UTE U CTIOPATTICCKOM MHO-
3UTE C BKIIIOYCHUSIMH ), OT MTHBA3WHM MaKpodaroB B MbIIIICU-
HOE BOJIOKHO ITPY BOCTTAJIUTEIIEHOM TUCTPOMDIHN 1 HEKPOTH -
3UPYIOIIEM ayTOMMMYHHOM MUO3uTe. [Ipm HEKOTOPHIX
nuctpodusax (muctpodus JroleHHa U Ip.) TaKKe MOXET
HabmonaThest TMMGbOIUTapHAs MHPWIBTPALS SHIOMU3HS,

HO TIpH 3TOM OTcyTCcTBYeT 3Kcmpeccust [ KI'-1/CD8+, uto
XapaKTepHO IS TTOJIMMHMO3UTA U CITOPATMISCKOTO MIO3UTA
C BKITIOYCHUSIMM.

2. 3aTpyoHeHUs B OLIEHKE CTETICHM PacIIpOCTpPaHEH-
Hoctu 9kcrpeccuu ['KI'-1 Ha moBepXHOCTHU OOJIBITMHCTBA
MBIIIIEYHBIX BOJIOKOH KaK OCOOCHHOCTHM ITOJIMMMO3UTA
¥ CITOPaIMIECKOTO MUO3HTA C BKITFOUSHUSIMHU. DTOT (PEHO-
MEH BBISIBIISIETCS TIPU JCPMATOMUO3UTE TOJIBKO B IEPH-
dacumkymsIpHBIX yJacTKax [28, 29]. PacmpocrpanenHas
skcnpeccust 'KI'-1 He BhIsIBIISIETCSI IPU AeTeHEPaTUBHbBIX
3a00JIeBaHUSX, TUCTPODUSIX MU METAOOIMIESCKIX MHUO-
natusx. UCKIToueHne COCTaBIISIIOT PEeTeHEPUPYIOIIIE WITH
WHOUIBTPUPOBaAaHHBIE MakpodaraMu u JTUMQOINTAMU
BosjokHa. Takum o6pazom, 'KI'-1 sgBasieTcs: mosie3HbIM
MUaTHOCTUYECKUM TTPU3HAKOM.

3. HeBO3MOXKHOCTD OIIeHUTh MUHUMAJIBHBIEC TTATOJIO-
TUYECKMEe TIPU3HAKM KaK MPOSIBJICHUS ITOIMMOP(PHOCTH
0YaroBbIX MI3MEHEHNUH. B Takmx ciydasix Heooxommma 1mo-
BTOpHAsI OMOIICHSI, KOTOpasl ITOBBIIIAET BO3MOXHOCTH
BepuduKanmy nruartosa [3, 29].

4. HeBO3MOXKHOCTB OIIPEIETNTh TP (haCIMKY/ISIPHBIC
M3MEHEeHUs KaK IIPOSIBJICHNE IEPMAaTOMMO3UTA, JaXe eCIIH
BOCIIAJIUTEIbHBIC MH(UIBTPAThI OTCYTCTBYIOT. OTCYTCTBHE
BOCTIATUTEIbHO-KJIETOYHBIX MH(WIBTPATOB MOXKET TIPH-
BECTHU K OIIMMOOTHOMY 3aKITIOUCHUIO O «HECITeIIM(DIISCKIX
N3MEHEHUSX».

5. B 6uonratax 15 % GOJIbHBIX C TUITMYHBIMU KJIMHUYE-
CKMMH CHMITTOMaMU CITOPAINIEeCKOTrOo MIO3UTA C BKITIOUE-
HUSIMA UMEIOTCSI BOCTIAJTUTEIbHBIC TIPOSIBJICHNST B MBIIIIIIAX,
YKa3bIBaIOIIe Ha BEPOSITHBIN MOJTMMUO3HUT, 0€3 BaKyoJIi3a-
L1 MBIIIICYHBIX BOJIOKOH M 0€3 IeTTO3UTOB aMuonaa. Ta-
KVM TMMalrieHTaM He0OXOIMMO CTaBUTh TUATHO3 «BEPOSITHBIIN
CITOPaINIEeCKUIT MUO3UT C BKITIOUCHUSIMI» , «ITOJITMMHO3UT/
CITOPAINICCKUIT MUO3UT C BKITIOUCHUSIMI» , «KITMHIYECKUI
CITOPaIMYECKUIA MUO3HUT C BKITIOYEHUSIMU» [26].

6. HeBO3MOKHOCTb KOMIUIEKCHO OLIEHUTh IIATOJIOT IO
COCYIOB B OMorTatax. B Takmx ciydasx 1eecoodpa3Ho
WMCKATh OTJIOXEHUST KOMIUIEMEHTA, YTO HEPEIKO ITOMOTaeT
B IMArHOCTUKE JEPMATOMUO3UTA YT HEKPOTU3IUPYFOIIIE-
T0 ayTOMMMYHHOTO MHO3HTA.

7. HeBO3MOXXHOCTh OIICHWTh HAJIMUME IPYTUX BOC-
TMaJINTENPHBIX KJIIETOK, TIPUBOISINAS K TUATHOCTUICCKUM
omubkaMm. Harpumep, BO3HMKAIOT CI0XKHOCTHU TIpU OOHA-
PYKEHUM TUTAHTCKUX MHOTOSIIEPHBIX KJIIETOK CPEI SITH-
TEJMOUIHBIX KJIETOK, a TaK:Ke MaKpogaroB Wik JTUMQO-
LIUTOB, XapaKTePHBIX IJIS TPaHyJIeMaTO3HOW MUOMATHU.
[Ipeobmaganue 303MHOGWIBHBIX TPAHYIOIIUTOB B MBIIIIIIE
win (pacry MOXeT HaOIIOMaThCs TIPU 203MHODUIEHOM
(acummTe, CUCTEMHOM 303MHO(MUIBHOM CHHIPOME, 00y~
CJIOBJICHHOM TIapa3uTapHOI MH(MEKIMEe, TTpU BaCKyJINUTe
Wi 303MHOGWILHOM Muo3uTe [4]. YacTh malueHTOB
C BPOXXIEHHOI MyTaIrell KaJbITanH-TeHa UMEIOT 303UHO-
(rIBHYI0 THOWIBTPALIMIO MBIIILHI [29].

B 3axmmoueHme ciemyeT Mog4epKHYTh, UTO YCIIeX Ira-
THOCTUKM BOCHAJIMTEIIPHBIX MUOIIATUI 3aJI0KEH B IIpa-
BUJILHOM BBIOOpPE MeCTa B3SITUSI TKAaHEBBIX 00pa3IloB 1 UX
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00paboTKe ¢ TIOCIEAYIOINM KOMIUIEKCOM TUCTOJIOTH-
YeCKUX, TUCTOXUMHUYECKUX M UMMYHOTUCTOXUMUUECKIX
MeTonuK. ITpaBUMJILHBIN METOHOIOTMUYECKUIA TIOIXO,
BKJTIOYAIONINI BaTUAN3ALNI0 UMMYHOTUCTOXUMUYECKON
TeXHUKW MOHOKJIOHAJIbHBIMU aHTHUTEIaMH, OyIeT CIT0-
CcOOCTBOBATH JaJIbHENIIIEMY M3YYEHUIO HE TOJIBKO TaTore-

HETUIECKUX U MOP(POTeHETHICCKIUX MEXaHU3MOB TTOJIH -
MHMO3MTA, JIePMATOMHO3MTA, CIIOPATUICCKOTO MUO3UTA
C BKIIIOUCHUSIMU Y HEKPOTU3UPYIOIIETO ayTOMMMYHHOTO
MHO3WUTa, HO U TIpoBeAcHUIO AuddepeHInaabHON ara-
THOCTHUKH, a CJIEAOBATEIIFHO, YCIICIITHOMY JICUCHHIO 00JTh-
HBIX BOCTIAJIMTEIBHBIMA MUOTIATHASIMH.
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Hacaedcmeennbie 6one3Hu HepeHOLl cucmembl — 00HA U3 HAUOOAee MHOLOMUCACHHBIX 2DYIN MOHOLEHHOLU NAMOA0UU YeA08eKd, XapaKme-
PUBYIOULASICA BBIPAMICCHHOL 2CHEMUMECKOL 2eMEPOLEHHOCbIO U KAUHUMECKUM ROAUMOPPU3IMOM. B cmambe onpedeneHbl 0CHOGHbIC MUNbL
2eHEMUUECKOU 2eMEPORCHHOCMU U HA NPUMEPAX OMOCAbHbIX HO30A02UMECKUX (YOPM IMOLL 2pYRNbL 3a004€8AHULL NPEONOAONCEHbI NPUHUHbL
ee 6ozHuKHoseHuUs. O003HaAUeHbl NPOOAEeMbL, CO30A8ACMble 2CHEMUUECKOL 2eMepO2eHHOCMbI, NPU NPOGEOCHUU MEeOUKO-2eHEMUUECK020
KOHCYAbMUPOBAHUS OMALOUCHHBIX CeMell U NPeOA0NCeHbl CROCODbL UX PeULCHUS.

Karoueevle caosa: nacredcmeentuvle 601e3HU Hepgnoﬁ cucmemol, eceHemu4ecKkas eemepoeeHHoChnlb, KAUHUYeCKUll nOﬂL{MOquLIS’M, Meduko-
ceHemu4ecKoe KoHcyabmupoearnue

Genetic heterogeneity of hereditary diseases of nervous system: problems and solutions

E.L. Dadali, E.K. Ginter, A.B. Polyakov
Research Centre for Medical Genetic of Russian Academy of Medical Sciences, Moscow

A hereditary disorders of the nervous system is one of the largest group of human monogenic disorders with high-grade genetic heterogeneity
and clinical polymorphism. The main types of genetic heterogeneity and their possible causes are explained by giving typical examples
of different nosological forms. The basic problems and feasible solution of medico-genetic counseling and education of high-risk families

in case of genetic heterogeneity are discussed.

Key words: hereditary nervous system disorders, genetic heterogeneity, clinical polymorphism, medico-genetic counseling

AHaM3 NpUYUH TEHETUYECKON TeTepOreHHOCTH Ha-
CJIeACTBEHHBIX O0s1e3Heit HepBHOI cucteMbl (HBHC), nme-
IOINX CXOOHBIC KIIMHWYECKUE TIPOSIBJICHUSI, — OIHA M3
aKTyaJIbHBIX ¥ BMECTE C TeM CIIOXKHBIX TTPOOJIEM KITMHIYEC-
Koit reHeTKH. [lom reHeTMUeCKoi reTeporeHHOCThI0 Ha-
CJIeICTBeHHBIX 00JIC3HEH TTompa3yMeBaoT (heHOMEH, Korma
KIMHUYECKU eAMHOE 3a00IeBaHIE MOXKET OBITh O0YCIIOBIIC-
HO MyTallsIMU B pa3HBIX TeHaX (JIOKYCHAs TeTepOT¢HHOCTb)
WY, HAIIPOTHUB, KOTIa MyTalluX B OMHOM T'eHe OOYCIIOBIIH-
BaIOT Pa3IMYHEIC 110 TSLKECTH KITMHITYIeCKHE (POPMBI OTHOTO
3200J1eBaHMS JIMOO pa3HbIC TT0 KITMHIYECKIM MPOSIBIICHUSIM
3a00JIeBaHMS (aJJIeNIbHAasI TeTepOTreHHOCTh). K HacTosmemy
BpPEMEHU BBISIBJICHA TCHETHUECKAsI TeTEPOreHHOCTD ITPaKTH -
YECKM TS BCEX TPYIIT HACIICACTBEHHOM HEBPOJIOTMUECKOM
maronoruu [1-8]. MaeATnuImpoBaHO HECKOJIBKO IECSIT-
KOB T€HETUIECKIX BApMAHTOB CITACTUIECKUX TTapaIuIeT i,
HACJICICTBEHHBIX MOTOPHO-CEHCOPHBIX TTOJIMHEUPOTIaTHiA,
CITMHOLIEPEOCIUIIPHBIX aTaKCUIA, MOSICHO-KOHEYHOCTHBIX
MPOTPECCUPYIOIINX MBIIIIEUHBIX TUCTPODUIA 1 IPYTUX TPYIIIT
HBHC. Takas BeIpaskeHHast TeHeTU4YeCKast TeTepOreHHOCTh
MpYBeJIa K MEePeCMOTPY CYIIECTBYIOIINX KIIaCCU(PUKAITIIA
HBHC u co3manuio nx HOBOI CUCTeMAaTUKN, OCHOBaHHOM
Ha pa3INIysIX B STHOJIOTUH OTACIEHBIX TCHETMUECKIX BapH-
aHTOB (TaK Ha3bIBAEMbIIf TCHOMHBIN TTPUHIINIT), B KOTOPOI

KaXXIblii BApMAHT MMEET OTACIbHBIN HOMEp IO KaTaJory
OMIM (Online Mendelian Inheritance in Man) u BbIme-
JITeTCST HA OCHOBaHWM KapTUPOBAHMS /W WUACHTU(DU-
KallM TeHa, MyTallMi B KOTOPOM OTBETCTBEHHBI 3a €TO
BO3HUKHOBeHMe. [TosiBIeHME TaKMX KiTaccupUKAITIii TIpe-
BHUIIEJT OCHOBOITOJIOXKHUK OTEYECTBEHHOM HEHPOTeHETUKU
C.H. laBuneHkoB, KoTopsblii emie B 30-e Toabl MPOIIJIOTro
BeKa IMHcaj, 4yTO Oymymue KiaccuWKalluy HaCIeICT-
BEHHBIX 00JjIe3Hel OyayT NpeacTaBIsiTh COOOI He «KaTajaor
(peHOTHUTIOB», a «KaTajor FeHOB» [9].

WnenTnduxamnms JOKyCHOM 1 aJUIeJIbHOM reTeporeH-
Hoctu HBHC no3Bomnuna B psiie cimydaeB oObsICHUTh Me-
XaHW3MBI HaOJTI0JaeMOTO MEKCEMEIHOTO TTOTMMOphr3Ma
KIIMHWYIECKUX TIPOSIBIICHNI OTAETBbHBIX HO30JIOTUICCKUX
dopmMm [10—13]. OnHAaKO MPUYMHBI BHYTPUCEMEITHOTO TT0-
JuMopdu3Ma, XapaKTepHU3YIOIIerocsl pa3IundusIMUA K-
HUYECKUX MPOSBICHUI 32001 BaHMS Y TIOPAXKEHHBIX YJIe-
HOB CeMbU, UMCIOIINX OAHY M Ty K¢ MYyTallli0 B TeHE,
OKOHYATEJIbHO HE BBISICHCHEL.

JIoKycHas reTeporeHHOCTb. AHAITN3 JIOKYCHOM TeHeTHYe-
CKOI1 TeTepOTeHHOCTH TTO3BOJISICT BBISIBJISITH TEHETUIECKIIEC
CETH 1 KOMUPYEeMbIe UMW MOJICKYJISIPHBIC KOMIUIEKCHI, OCY-
IIECTBIISIIONINE 3JIeMEHTapHbIe (hU3UOJIOTIeCKIe (PYHK-
. 3HAYUTETHHOE CXOICTBO KIMHUYECKMX CHMITTOMOB
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Puc. 1. Jlokaausayus 6eax086ix npoOYyKmMoe 2eH08, 0MEeMCmMEeHHbIX 30 603HUKHOBCHUE HACACOCMBEHHbIX 0eMUCAUHUSUPYIOUUX NOAUHEUPONamUl.
EGR2, LITAF, NEFL, PMP22, Po, Cx32-2eHbl, 0meemcmeeHHble 3a 603HUKHOBCHUE PA3NUMHBIX 2eHEMUHECKUX 8aAPUAHIN08 HACAeOCBECHHbIX
MOMOPHO-CEHCOPHBIX demueaurHusupyouux noauneiiponamuti. Ucmounuk: Niemann A., Berger P., Suter U. Pathomechanisms of mutant proteins
in Charcot—Marie—Tooth disease. Neuromolecular Med 2006,8(1-2):217-42, ¢ modugpuxayusmu

TreHEeTUUECKH reTeporeHHbIX Ho3onornueckux opm HBHC
MIpY HAJIMYWKM JIOKYCHOI TETEpPOTEHHOCTH OOBSICHSICTCS
eIMHCTBOM MX ITATOTCHETMUECKIX MeXaHM3MOB. bekoBbie
MIPOIYKTHI TEHOB, MYTallii B KOTOPBIX OTBETCTBCHHEHI 3a
BO3HMKHOBEHME TEHETMUYECKU TE€TePOTeHHOM MaTOJIOTHH,
MOTYT (PYHKIIMOHUPOBATh B OMHMX 1 TeX K¢ TKAHSIX B Kade-
CTBE CTPYKTYPHBIX O€JIKOB, OBITH (pepMEHTaMM, 00eCTIeun-
BaOIIMMU Pa3TMIHBIC STAITHI KaTa00M3Ma OTHUX 1 TEX XKe
CyOCTpaToB, SIBISITBCS TPAHCKPUIIIIMOHHBIMUA (DaKTOpaMu
WM yJacTBOBAaTh B Ka4yeCTBE OTHCIIBHBIX 3BCHBEB ITyTEH
CUTHAJIBHOU TpaHCAyKOuu. [IpuMepoM JIOKYCHOI TeTepo-
TeHHOCTH CJIy>KaT HaCJIeACTBEHHBIC JeMUCITMHU3UPYIOIINE
MOTOPHO-CEHCOPHBIC TOTMHEUPOaTUM — TPyIIIa 3a00-
JIeBaHMi1, 0OYCIIOBJICHHBIX MYTAIlUSIMA B T€HAX, ITPOIYKTHI
KOTOPBIX SBIITIOTCS CTPYKTYPHBIMU OeJIKaMU reprdeprde-
CKUX HEPBOB, (POPMUPYIOIINX UX MUCIMHOBYIO 00OJIOUKY
WM OCeBBIe MWIMHIAPHEL. HapyleHre mim mpekpalieHue
(GYHKIIMM OTHOTO M3 3TUX OCJIKOB — IIPOAYKTOB Pa3HBIX
TeHOB — HEM30eKHO MPUBEICT K BOSHUKHOBCHUIO CITCIIN-
(ryeCcKMX CUMIITOMOB TosnHeponaruii [12, 14-16]. Jlo-
Kaym3alys 0eJIKOB B CTPYKType MepruepruIecKX HEPBOB
1 TeHeTUIECKIE BapUaHThI, BOSHUKAIOIIE TIPY HApyIICHUN
1X (OYHKIIMOHNPOBAHMS, TIPEACTABICHBI Ha puC. 1.
CXOmHBIe TTaTOTeHETUYECKIE MEXaHN3MBbI YCTAHOBJICHBI
IIST TPYIIIBI TIOSICHO-KOHEYHOCTHBIX ITPOTPECCHUPYIONINX
MBIIIEYHBIX TUCTPOGUIA C ayTOCOMHO-PEIICCCUBHBIM TUTIOM

HacienoBanud [6, 10]. ITokazaHo, 4TO pa3jIMYHbBIE TEHETH-
YeCKMe BapMaHTHI 3TOM TPYIIIBI 3a00JIeBaHUI BOSHUKAIOT
MIpY MyTalUsIX B TeHAX, IIPOMYKTHI KOTOPBIX 00eCTIeYNBAIOT
(YHKIIMOHUPOBAHUE CIIOXKHOM IIETIN B3aNMOICICTBHS OeI-
KOB (OT SIepHOM OOOJIOYKH IO COCTUHUTEITPHO-TKAHHBIX
CTPYKTYp TIEPUMU3HST), 00SCIICUNBAFOIINX CHHXPOHM3AIINIO
MIPOIIECCOB COKPAIIIEHMS MBIIIIEYHOTO BOJIOKHA (pHC. 2).
ITokazaHa Takke TeHEeTHIEeCKasl TeTePOTeHHOCTD psia
BapHUaHTOB BPOKIEHHBIX CTPYKTYPHBIX Muoratuii (BCM),
KOTOpBIE UMEIOT HEe TOJIBKO CXOMHBIC KIMHNYECKHE TIPO-
SIBJICHUS, HO Y €IWHBIN MOP(hOIOTUIECKIT 1edeKT, BBI-
SIBJIIEMBII TIpU OMOTICMY MBI, K reHeTudecKn retepo-
reHHBIM BapraHTaM BCM oTHOCHTCS IEHTPOHYKJIeapHast
(MuoTYyOYIsIpHAsT) MUOIIAaTHsI. B OCHOBE BO3HMKHOBEHUS
KIMHIYECKUX TTPU3HAKOB 3a00JICBaHMSI JICKUT HAPYIIICHIE
npoiecca (OPpMUPOBAHUSI MBIIIEYHBIX BOJOKOH B BM-
OpMOHAJIBHOM TIEPUOJIEe, IIPUBOASMIIEE K MOSIBICHUIO TH-
TIOTUTa3UM MBIIIII C IEHTPAIBHO PACITOIOXKEHHBIMH SIIpa-
MM, HAITOMMHAIOIIMMHN MUOTYOYJIbI, XapaKTepHBIC IS
SMOPHUOHAJIBHOTO Tieproaa (OpMUPOBAHUS MBI, TaKou
Mop(OoJIOrYecKuii TedeKT CIYKUT OCHOBHBIM Audde-
PEHIIMATbHO-INAarHOCTUICCKIM KPUTEPHEM 3TOTO HO30-
sormdyeckoro Bapranta BCM. MeHOTHUII 3T0i HO30JI0TUHN
MOKET OBITh 00YCIOBJICH MYTallMSIMU B 3 TeHAX — MUOTY-
oynsgpuHa, aMudU3nHa 1 JUHAMWHA 2-TO TUTIA — 00Y-
CJIOBITMBAOIINX X-CIEIICHHOE PEIIECCUBHOE, ayTOCOMHO-
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Puc. 2. Jlokaausayus 6eaK086i1x npoOyKmoe 2eH08, 0MeemcmeeHHbIX 3a 603HUKHOBEHUE PACNPOCMPAHEHHbIX 6APUAHIMOE
NOSICHO-KOHEUHOCMHBIX NPO2PeCccUpyrouux moiueutsix oucmpoguii. [TKMJ] — noscHo-KoHeuHOCMHAs npoepeccupyouas Molule4Has Oucmpous,;
MU/ MIEB — moiweunas ducmpoghus Arowenna/bexepa; IIAMI — Imepu-Jpeiighyca moiweunas ducmpogpus; Chr. — xpomocoma.
Hcemounuk: http://www.bio.unipd.it/bam/PDF/ 12- 1/02480AngeliniC.pdf ¢ moougpukayusmu

peliecCUBHOE U ayTOCOMHO-JOMWHAHTHOE HacJIeJOBaHUe
3a00y1eBaHNST COOTBETCTBeHHO. [loKa3aHO, 4TO HOKayT
BCEX 3THX T€HOB Y MBIIIIEH BBI3BIBAET HapylIeHne audde-
PEHLIMPOBKU MUOOJIacTOB. TakuM 00Opa3oM, IMOCTaHOBKA
IMarHo3a LEeHTPOHYKJIeapHOil MUOMAaTUM HEJOCTATOYHA
IIJIsT YCTAHOBJIEHUST TEHETUYECKOTO BapraHTa U 00YCIIOB-
JIMBAeT HEOOXOAMMOCTb MPOBEACHUS YTOUHSIOMICH
JAHK-nuarHocTuku.

AJe/TbHASI TeTEPOreHHOCTb. AJUTeTbHASI TETePOTCHHOCTD
HacJIeCTBEHHBIX O0JIe3Heil, 00yCIOBJICHHAsT MYyTalUsIMU
B | reHe, BBIABISET pa3HooOpasue (PyHKIMI 3TOro reHa
U €TO0 MPOIYKTOB BO BPEMEHU 1 MPOCTPAHCTBE U UX y4acThe
B pa3HbIX MeTA0OIMUECKUX CeTsIX. B OOJIbIIMHCTBE ciyyaeB
aJUTeTbHbBIE BAPUAHTHI, 00YCJIOBJIEHHBIE Pa3TMYHBIMI MyTa~
LIMSIMU B OJTHOM U TOM K€ TeHe, XapaKTepHU3yIOTCS pa3indg-
HOI TSDKECTBIO €IMHOTO 10 KIMHUYECKUM TTPOSIBIICHUSIM
3a00seBaHus. [Ipy 5TOM TSKECTh KIIMHUYECKUX TTPOSIBIIC-
HUWIA HACJIEeICTBEHHOTO 3a00JIeBaHMS MOXET 3aBHCETh OT
TUTIA MYTallN WM €€ JIOKAJIN3ALNK B TeHe, 00YCIOBIIBAIO-
LLIMX Pa3IMYHbIe HapyLIeHUs (PYHKIIMN OETKOBOIO MPOAYK-
Ta. MyTanmu, HapyIaoIme aMIHOKHUCIIOTHYIO ITOCTIeI0Ba-
TEJIbHOCTh B 3HAYMMBIX IS (DYHKIMOHUPOBAHUS OesiKa
JIOMEHaXx, JieXXaT B OCHOBE BO3HUKHOBEHMUSI TSDKEJTBIX TPO-

SIBJIEHUIT 3a00JIeBaHMs, B TO BpeMsI KaK MyTalluid B (DyHK-
IIMOHAJIBHO MeHee 3HAYMMbBIX yJacTKaX OeJTKOBOI MOJIEKYITBI
00yC/IOBIMBAIOT OoJiee Jierkoe TedeHue Oosie3Hu. MeHee
M3y4eHBl MEXaHU3MbI aJIJIEIbHOM TeTepOreHHOCTH, XapaK-
TEePU3YIOLIEHCS BOSHUKHOBEHEM Pa3IMUHBIX ITO KITMHUYEC-
KM TIPOSIBJICHUSIM 3a00JIeBaHWI TIPU MYTaLIMSIX B OTHOM
¥ TOM Xe reHe [5, 17].

TMoka3zaHo, 4TO OHA U3 TPUYNH (heHOMEHA aJlIeJIbHOMN
TeTepOreHHOCTH 3aKJTIOYAeTCsT B HAPYIIEHUN TKAHeCTIeI~
(pmaeckoro anBTepHATUBHOTO CIUTAiCMHTA TeHA 1/ WJTH TIPO-
neccuHra 6emka. 1ist o0bsSICHEHMSI 3TOT0 BapraHTa ajljieib-
HOWl TeTepOTeHHOCTHM pPACCMOTPUM  MEXaHU3MBI
BO3HMKHOBEHMSI HEKOTOPBIX JIaMUHOTIATHIA. K HacTogmemy
BpeMeHHU onmcaHo 11 reHeTMYeCKNX BapuaHTOB 3a00JieBa-
HUI, OOYCIIOBJIEHHBIX MYTalMSIMM B TeHe JaMWHa
(LAMIN A/C), xoTopble OTHOCATCSA K 4 TpyIIIaM HacJiel-
CTBEHHBIX 3a00JIEBAHUIA: MPOTPECCUPYIOIINE MBIIIEYHbIE
IucTpodum, HeBpadbHble aMUOTPODUH, JTUTOAUCTPpODUN
¥ TIPOTePOUIHBIE CUHIPOMEI. [eH JIOKaJIM30BaH Ha XPOMO-
come 1g21.2-21.3 u comepxur 12 3k30HOB. OH KOAUPYET
TpejlaMiUH — TPEIIIECTBEHHUK 3pesibiXx JaMuHoB A 1 C.
CospeBaHue JaMrHA A TIPOUCXOIUT B Pe3ysIbTaTe CAOXKHOMN
TMOCTTPAHCISILIMOHHON MonuduKayy npeaamMuHa A. TTo-
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Ka3aHO, YTO IIpeJaMUH COCTOUT U3 664 aMUHOKUCIIOT,
98 M3 KOTOPBHIX (hOPMUPYIOT YHUKAJIbHBIE MOTHBHI Ha
C-KoHIIe 0eJTKOBOM MOJIEKYJTbl. CunTaeTcs, 9To Hanboee
3HauMMBIH 13 HUX MOTHB CAAX (C — 1tuTo3uH, AA — amm-
daTrueckre aMMHOKHUCIIOTHI, X — JII00ast aMITHOKICIIOTA),
KOTOpPBII MCTOJIB3YETCS /IS BHEAPEHUS B SIIEPHYIO MEM-
Opany. [locne 3akperieHUs1 Ha SIIEPHO MeMOpaHe 3TOT
MOTHUB, BMecTe ¢ 14 apyrumu amMmuHokucaoTamu (647—661)
OTIIEIUISIETCS, TAKUM 00pa30M, 3pEIIbIil JaMUH A COCTOUT
n3 646 aMMHOKKCIIOT. AJIBTEpPHATUBHBIN CAiT CIUIaliiCKHTa
Ji1s1 oopaszoBaHus JamMuHOB A 1 C Haxoautes B 10-M 9K30HeE.
B Hauaze npolieccrHra npoucxXoauT 100aBIeHe JAMUIHON
TPYIIITBL K IIUTO3WHY, BXomsieMy B coctaB CAAX-MoTuBa
(puc. 3). ITokazaHo, 9TO Bce MyTallMU B Te¢HE JJaMIHa, 00Y-
CJIOBIIMBAIOIIIE BOSHUKHOBEHME OTHOTO U3 HanboJIee pac-
MMPOCTPAHEHHBIX CHHIPOMOB IIPEKIEBPEMEHHOTO CTape-
HUS — TIporepu M cuHApoMa letumHcona—Iundopna,
HapyIIaioT MPOIIecC CIUTACHHTA B 00JIACTH 3-TO KOHIIA Te-
Ha, YTO IPUBOIUT K M3MEHEHHIO TIPOLIECCUHTA TIpeTaMITHa
1 HaKOTUICHUIO €TO B KJIeTKe. Psit aBTOPOB IpeutararoT Ha-
3bIBaTh 3TOT MYTaHTHBIN IpejaMuH TiporeprHoM [ 18]. Kpo-
Me TOTO, HEOOXOIMMO MMETD B BUILY, UTO JJAMUHBI CTPYKTYP-
HO " (YHKUMOHAJIBHO CBSI3aHBI C NIPYTUMM OeIKamMu
SITEPHOI 000JI0YKM, (DYHKITMY KOTOPBIX eIlle He M3yUCHBI.
DTO CBUIETEIBCTBYET O CIIOXKHOCTH ITPOLIECCOB, IIPOMCXOISI-
IIMX C yYaCTHEM JIJAMIHOB, U TIO3BOJISIET IIPEIIIONIaraTh, YTo
KIMHIYIECKU (DEHOTHUIT 3aBUCUT HE TOJIBKO OT CTPYKTYPBI
MYTaHTHOTO JJaMHA, HO W OT XapaKTepa ero B3anMOICii-
CTBUA ¢ TKaHecnenuduueckumu Oenkamu. OTcioma Bo3-
HHMKaeT HeOOXOMMMOCTh IIOMCKA KOMILTEKCa OSJIKOB, (PYyHK-
IIMOHMPOBAaHME KOTOPHIX HAPYIITAeTCST M3-3a MyTaIllK B TeHE
namuHa. PemieHue 3Toil mpoGiaeMbl CIIOCOOCTBOBANIO Obl
pacimppoBKe TTaToreHe3a 3a00IeBaHMS 1 TIOUCKY 3hheK-
TUBHOM TEPAIN¥ JIJAMAHOITATUI.

Hpyroit MexaHN3M aJJIeJIbHOM TeTePOreHHOCTH peajli-
3yeTcsl TIpU TIPOTPECCUPYIONIE MBIIICYHON IrCTpodun
Omepu—/peiipyca ¢ ayTOCOMHO-TOMUHAHTHBIM THUIIOM
HacrenoBaHMsI. MI3BeCTHO, YTO OCHOBHOE KOJIMIECTBO CJTyda-
€B MPOTrPEeCCUPYIOINICii MBIIIICUHON muCTpodun DMepr—
Hpeiidpyca Hacnmemyercss X-CUEIUIEHHO PELECCUBHO U 00Y-
CJIOBJIEHO MyTallMsSIMU B TeHe aMepuHa. MccaenoBaHus mo-
CIeMHUX JIET TTOKAa3ajli, YTO OCHOBHAsl (DYHKIIMS JIaMIHA
B MBIIIICYHOI TKAHN — 00eCIIeYeHIe TIPaBIIBHOI OpHEeHTa-
LIMM SMEPYHA B SIEPHOM 000I0YKE, C KOTOPBIM OH 00pasyeT
eMUHBII KOMITIEKC. MyTaliy B TOI YacTH T'eHa JJaMIHa, KO-
TOpasi KOOMPYeT aMUHOKHCJIOTHYIO ITOC/ICAOBATEIbHOCTh
OesKa, 00eCIIeUBAIOIIIYIO CBS3b C SMEPUHOM, CITYKIT, TAKAM
00pa30M, OTHOI U3 TIPUIMH AJIICTLHOM TeTepOTeHHOCTH.

CxomHble MeXaHU3Mbl BO3HUKHOBCHUSI TCHETUUCCKOM
TeTepPOreHHOCTY HAOJIOMAIOTCS TIPY AVJIATAIIMOHHOM Kap-
JMMOMUOIIATUH, TIPX KOTOPO# IIPOMCXOIUT HapyIIIeHNE B3a-
HMMOCBSI3U JJaMUHA C aKTHHOM — OCHOBHBIM HapsIy ¢ MUO-
3MHOM O€JIKOM, 00eCTIeUMBAIOIIIM MBIIIICYHOE COKPAIIICHHE.

HaunbGonee M3ydeHBI MaTOreHETUYECKNE MEXaHW3MBI
JIAaMAHOIIATH, COITPOBOXKIAIOIINXCS HapyIIeHeM (hOpMHU-
pOBaHMSI KMPOBON TKaHW (uroauctpoduii). Tak, ObLIO

TI0Ka3aHO, YTO B CTPYKTYpPE JJAMIUHA UMEETCST CTPOTO OIperie-
JICHHBIN YYaCTOK, PACTIOIOKEHHBIN MEXKITy aMITHOKICIIOT-
HBIMU ocTaTKamu 227 n 487, HeodxoauMmbIii 1iis nuddepeH-
LIMPOBKU adUIIOIIMTOB. YCTAHOBJICHO, YTO MIMEHHO B 3TOM
y4JacTKe OeTKOBOM MOJIEKYJIBI TTIPOMCXOIUT B3aUMOICHCTBHE
JmamuHa ¢ 6erkoM SREBPI, gBisioimmmcst TpaHCKPUITLI-
OHHBIM (DakTOpoM Npu Jud@PEPeHIMPOBKE aATUITOLIUTOB.
Ilo maHHBIM psima aBTOPOB, MyTallMM B reHe JamuHa A/C,
HapyIIamIIre aMIHOKHUCIIOTHYIO TIOC/IeI0BAaTeIbHOCTh YKa-
3aHHOTO PETMOHA, HEM30eKHO ITPUBOIST K BOSHIKHOBEHUIO
HACJICIICTBEHHBIX JJAMUHOIIATUI U3 TPYIIIHI JTUITOTUCTPO-
uii [18, 19].

MHTEepecHO OTMETUTB, YTO B HEKOTOPHIX CITyJastx 3aMeHBI
OITHOI1 1 TOM K€ aMUHOKVICIIOTHI B ITOJIATICTITUIHON MOJIEKY-
JIe JTaMMHA Ha pa3Hble aMITHOKMCIIOTHI TIPUBOIMIIO K TTPOSIB-
JICHUIO Pa3HBIX KIMHWYeCKuX (eHoTHIoB. Hampumep,
mucceHe-mytaumst Arg527Pro oOHapykeHa B CiTydae MbI-
1re4Hoit puctpodru Dmepu—/peiidpyca, Arg527Cys — rpo-
repun u cuHapoMa lerumHcona—Indopna, Arg527His —
MaHAuOynoakpajlbHOI auctpoduu. HampoTtus, 3ameHa
aprMHUHA B MOJIOKeHNN 482 Ha aMUHOKMCIIOTBL: TPUNTO(haH
(Argd82Tip), tmyramuH (Argd82Gln), neitmH (Argd82Leu) —
HEM3MEHHO TIPMBOIWIA K 3a00JIEBaHMIO CEMEWHOM JIUITO-
muctpodueir Turma FPLD. Bo3MoOXHO, 4TO TTOHUMaHUIO
MeXaHN3Ma BO3HUKHOBEHUSI TeX WJIM MHBIX BApUAHTOB JIAMU-
HOTIATUI TTOMOKET M3yJdeHNE CBOMCTB OeJIKa TP N3MEHEHUN
3apsiia WM pa3MepoB panyKajia B TOM aMHMHOKMCIIOTE, Ha
KOTOPYIO IPOMCXOIMIIA 3aMeHa IIPY MUCCEHC-MyTaImsx. Tak,
B BBIIIIE IIPUBEICHHOM ITPUMEPE MOJIOXKUATETLHO 3apsDKeHHAST
aMHUHOKWCJIOTa apTMHUH B TTOJIOKEHUM 527 3aMeHsIach He-
TIOJISIPHBIM  TUIPO(OOHBIM TIPOJIMHOM, ITOJIIPHBIM THIPO-
(WIBHBIM LIUCTEMHOM U TIOJOXHUTEIIEHO 3apsDKEHHBIM THC-
TUIWHOM C IUKJIMYECKNM PaIuKajloM, UTO ITPUBOIUIIO
K KapIWHAJIbHOMY M3MEHEHWIO KJIMHUKHU 3a00JI¢BaHUSI.
B npyrom rmpumepe rporcxoaia 3aMeHa aprTiHIHA B TTOJIO-
>keHnn 482 Ha He3apssKeHHbIe aAMIHOKMCIIOTRI, HO C Pa3HBIMU
pamrKaaMiy, ¥ 3TO He U3MEHSUTO BapUAHT ITaTOJIOT .

Takum o0pa3zoMm, 11 MPaKTUKYIOIIETo Bpadya-HEeBpPO-
Jiora KOHCYJIBTUPOBaHME OOJIBHOTO 3a9acTyIO 3aKaHUMBa-
€TCsI Ha 3Talle JMAaTHOCTUKH OIIPEIeICHHOTO HACTEICTBEH-
HOTO 3200JIeBaHMsI, B TO BpeMsI KaK [UIsI Bpadya-TeHeTHUKa
MUaTHOCTUKM OTIPEIeICHHON HO30JIOTUYECKON (POPMBI
3a9acTyI0 ObIBaeT HEIOCTATOYHO, TaK KaK TPeOyeT MIeH-
TUDUKALIMN OTPEIeCHHOTO TeHETHYeCKOTO BapuaHTa
C MICTIOJTB30BaHMEM MOJICKYJIIPHO-TEHETUIECKIX METOIOB.
Wnentudukanys onpeneeHHOTO TeHETUISCKOTO Bapu-
aHTa HeoOxonuMma: 1) s onpeneseHus: 0COOEHHOCTEN
KIMHUYECKUX TIPOSIBICHUI W TedeHUsT 3a00JIeBaHUS;
2) YCTaHOBIJICHUSI THIIA HACJICIOBAHMSI TEHETUUICCKOTO
BapMaHTa U pacyeTa IMOBTOPHOTO pHCKa POXKICHUS 00Jb-
HOTO peOeHKa B OTSTOIIEHHOUN ceMbe; 3) TTIaHMPOBAHMS
MPOMOWIAKTUICCKIX MEPOTIPHUSITUI B OTSTOIIIEHHOI cCeMbe,
HamnpasJIeHHbIX HA PEAOTBPALLEHUE POXACHUS OOJBHOTO
pebeHKa, OCHOBY KOTOPBIX COCTaBJISICT JTOPOIOBasl Mua-
THOCTHKA; 4) pa3pabOTKM METOIOB ITaTOTCHETUYECKOMU
TepaIry U TeHOTepaITnu.
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Cy1iecTBOBaHME JTOKYCHOM TeHETHUECKOM TeTepOreH-
Hoctt HBHC cosmaeT cymiecTBeHHBIE TTPOOJIEMBI TIpU
MMPOBEICHNN THMATHOCTMYECKOTO 3Talla MEAUKO-TCHETH-
YeCKOTO KOHCYJIBTHPOBAHUSI CeME C OTSTOIICHHBIM
aHaAMHE30M M TpeOyeT pa3pabOTKM MUaTHOCTHYECKOTO
aJITOPUTMA, PETIaMEHTHPYIOIIETO 3TaIlbl AMArHOCTHYEC-
CKOTO TTOMCKa ¢ UCcToIb3oBanreM MeTonoB JIHK-anamm3za.
s co3maHusI TAKOTO aiTOpUTMa HEOOXOIUMBI TIPOBEIE-
HUE MCCIeIOBaHMI, HaIlpaBJICHHBIX Ha TTOUCK CIIeII (M-
YECKMX KIMHUYECKUX CHMIITOMOB, XapaKTePHBIX IS
OIIpeIeICHHOTO TeHETMUECKOTO BapraHTa, a TAKXKe aHAIN3
YaCTOT BCTPEYACMOCTH OTICIPHBIX TCHETUUECKIX BapraH-
TOB B TOI IV WHOM TTOITYJISIINHI. 3a9aCTYIO ITOMCK TaKMUX
CHMIITOMOB OKa3bIBaeTCS 0e3pe3yJabTaTHBIM U IIPH TI0-
CTaHOBKE AMArH03a IMIPUXOIUTCS OIepUPOBATH JIMIITH pa3-
JIMYMSIMU B 9aCTOTAX BCTPEUAEMOCTH OTIACTbHBIX TIPU3HA-
KOB TIPY Pa3IMYHBIX TCHETUICCKUX BapUaHTaX.

Ewe onHo# npobseMoii MeIMKO-TEHETUYECKOTO KOH-
cynsrupoBanusg npu HBHC gBasiercs Hanmume HEMOJTHOM
MMEHETPAHTHOCTY MYTAaHTHOTO TeHa, a TakKXke HaJudue
BHYTpPUCEMEITHOTO moInmMophu3Ma — Pa3IMIHBIX IO TsI-
JKECTU KIIMHUYECKUX TTPOSIBJICHU Y TIOPaXKeHHBIX YJICHOB
CeMbH, SBIISIONIMXCS HOCUTEISIMU MYTallMd B OTHOM
1 TOM e TeHe. Jlo HacTosIero BpeMeH! HeT YeTKUX TaH-
HBIX O TIPUYMHAX 3THX (peHOMEHOB. JI0CTaTOYHO XOpoIiee
00bsicHeHME (DEHOMEHY aHTULIMITALIMA YAATOCH MOJyYUTh
TOJBKO y OOJIBHBIX ¢ HAJIMIMEM SKCIIAHCUU TPUHYKIICO-
TUIHBIX ITOBTOPOB B Pa3IMUHBIX TeHaX. Tak, ITOKa3aHo, YTO

TOSIBJICHUE BAPUAHTOB XOper [eHTUHTTOHA 1 MUOTOHUYE-
CKoit mucTpodun 1-ro TMIIA ¢ paHHUM HavyajoM 00YyCIIOB-
JICHO 3HAYMMBIM YBEJIMYCHUEM KOJIMYECTBA TTOBTOPOB
B reHax HTT na xpomocome 4p16.3 u DMPK nHa xpomo-
come 19q13.3 B My*KCKOM M 3KEHCKOM Mei103aX COOTBET-
CTBEHHO.

B xavecTBe OMHOI 13 TUTIOTE3, OOBSICHSIOIINX BO3HUK-
HOBEHNE BHYTPUCEMEITHOTO KIIMHIMYECKOTO TTOJIMMOophr3Ma,
TIPEITONIaTaeTCs BIMSIHIE TEHOB-MOIU(PUKATOPOB, JIOKAJIH -
30BaHHBIX B TOM & XpPOMOCOMHOM PETUOHE, YTO ¥ MyTaHT-
HBIA TeH, WM Ha APYroi XpOMOCOME, a TaKKe BIIMSTHHE
TMOTMMOP(MHBIX aJIJIeJICi TEHOB, OCYIIIECTBIISTIONINX CXOTHBIC
ysKIN. braromaps ncciaemoBaHUSIM ITOCIICIHUX JIET yaa-
JIOCh OOHApPYXWUTh HECKOJIPKO TaKMX TeHOB. B KadecTBe
npuMepa pacCMOTPUM TEHETHMYECKHE MeXaHM3MbI BO3-
HUKHOBEHUST MPOKCUMAJIBHBIX CITMHATBHBIX MBIIICUHBIX
atpocumiit (CMA) 1-3-ro Tnmos. MaeaTnduimposaHo 3 ai-
JICTPHBIX BapUaHTa 3a00JIeBaHMST, MMEIOIINX CXOMHBIC KITH-
HUYECKHUE TIPOSBIICHUSI, HO 3HAUNTETHHO OTIMYAIOIIIECS T10
BO3pacTy HavajIa 1 TSLKECTH TedeHMsI 3a0oneBaHmst. [1epBoIii
BapuaHT — 0oJie3Hb Bepaaura—IlogdmanHa — Bo3HUKaeT
B IepBbIE 6 MEC KM3HU U XapaKTepU3yeTcsl 310Ka4eCTBEH-
HBIM TeUCHHEM, TIPUBOISIIINM K CMEPTH OOJTBHBIX 10 2-J1eT-
Hero Bo3pacrta. BTopoii, mpoMeKyTOYHBII BapUaHT MaHM-
(ectupyer B uHTEepBaie ot 6 10 18 Mec 1 XapakTepu3yeTcst
60oJ1ee MOOPOKAYECTBEHHBIM TEUCHNEM 1 OOJIBIIIEH TTPOIOI-
JKUTEJIbHOCTBIO XU3HU. TpeTuii BapuaHT — 0ose3Hb Kyresb-
O6epra—BenaHnep — BO3HMKaeT B MHTepBajie OT 18 mec
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LleHTpomepa Tenomepa
—|GTF2H2—p44c|—| WNAIP H SMNc H SERF1Ac |—|-|—| SERF1A H SMNt H NAIP H GTF2H2-p44 I—
> > < < £ > < -—

Puc. 4. Pacnonoxcenue eernog na xpomocome 5q 12.2—13.3, enocaugux éxaad 6 moougurayuio
madicecmu nPOKCUMAAbHBIX CRUHANbHBIX amuompoguil 1—3-20 éapuanmog

1o 20 jreT, 00TBHBIC CAMOCTOSATEIBHO TIEPEIBUTAIOTCS U MX
MIPOIOJDKUTEIBHOCTD KMU3HU COCTAaBISICT B CpPEIHEM
3040 nmet. Bce 3 BapmaHTa HacJeIyrOTCSI IO ayTOCOMHO-
PEIECCMBHOMY THUITYy M OOYCJIOBJICHBI MyTallMSIMUA B TEHE
SMNt, kapTupoBaHHOM Ha XpoMmocoMe 5q12.2—13. OcHOB-
HOU TUI MyTalliM — JEeJIelUU 7-TO W/WIN 8-TO 3K30HOB
reHa, 0OHapYKeHNE KOTOPBIX SIBISICTCS HEOOXOMMMBIM U JI0-
CTaTOYHBIM YCJIOBHEM JTMArHOCTUKM BCEX 3 BapMaHTOB 3a-
6oneBanus. [Toka3aHo, YTO Pa3IMUUs TSLKECTH KIIMHMYC-
CKUX TIPOSIBIICHMI aJUTeTbHBIX BAPMAHTOB IPOKCUMATEHOM
CITMHAJIBHOM aMUOTPOGUN 00YCIIOBIICHO BISTHAEM TeHOB-
MOIM(PUKATOPOB, TOKATM30BAHHBIX B TOM XK€ XPOMOCOMHOM
pernoHe, uro u reH SMNt [20, 21]. Dta oby1acThb MpeacTaB-
JIeHa THBEPTUPOBAHHBIM ITOBTOPOM U BKJTFOUAET eIrle 3 TeHa,
MyTaIli1 B KOTOPHIX MOTYT BHOCUTD BKJIAIl B MOTM(DUKAITIIO
TSCKECTU KITMHIYECKIIX TTPOSIBIICHUT CITMHATBHBIX aMUOTPO-
duit (puc. 4). Tak, Oomee yeM y TOJOBUHBI OOJBHBIX CO
CIIMHAJTLHOI aMUOTpodueit 1-To TUITa HapsIIy C AeTeIMSIMU
B reHe SM Nt obHapyxXuBaeTcs Mytauus B reHe NAIP nipu
FOMO3MIOTHOM COCTOSIHMM, a'y 15 —25 % oka3biBaeTcs Aese-
TUPOBAHHBIM ellie U TeH H4F5t. Jleneuyn 3TX TeHOB Y 00JTb-
HBIX cOo 2-M BapuaHtoM CMA 00HapyKMBaIOTCSI TOPa3Io
pexe, a y 0oibHbIX ¢ BapuaHToM KyrenbOepra—Benannep
COBCeM He BcTpeuatorcsl. Ene omanm pakropom, Mogudu-
LMPYIOIINM TSDKECTh TeUSHUs 3a00JIeBaHNs, SIBJISIETCST KO-
JINYECTBO LIEHTPOMEPHBIX Konuii reHa SMNc. Hykneotun-
Hasl TTOCJIEIOBATEIbHOCTh 3TOTO TeHa CXOMHA C TaKOBOM
B reHe SMNt, HO OTJIMYaeTCsI TT0 OMHOMY 9K30HY. Koampye-
MBI 9TUM T€HOM OEJTKOBBIN IIPOIYKT MOXKET 10 HEKOTOPOI
CTEeTICHU 3aMellaTh OTCYTCTBHE TeHa SMNt. I1okazaHo, 4To
y 6071bHBIX ¢ CMA 2-T10 1 0COOEHHO 3-TO THUTIa KOJIMYECTBO
KOTINIA 9TOTO TeHa YBEIMUCHO.

Kpowme Toro, maHHBIC TUTEPATYPHl X COOCTBEHHBIC Ha-
OJIIOIEHUSI CBUIETENIBCTBYIOT O HATMYNK Y 00bHBEIX CMA
POICTBEHHUKOB C HATMUMEM JeJielinn B TeHe SMNf B ToMo-
3UTOTHOM COCTOSTHUY, HO HE MMEIOIINX KITMHUTIECKUX ITPO-
apneHnii [22]. UHaue roBops, 3TO OOJHO M3 HEMHOTMX Ha-
CJIEACTBEHHBIX 3a00JICBaHUII C ayTOCOMHO-PEIICCCUBHBIM
TUTIOM HaCJIeIOBaHUSI, IJISI KOTOPOTO BHISIBJICHA HETIOTHAST
IIeHEeTPAaHTHOCTh TeHa. McciaemoBaHMs, TIpOBEICHHBIC
G.E. Oprea u coaBT. [23], MO3BOIWIN BLISBUTh MEXaHU3MbI
storo siBieHus. C y9eToM TOTO, Y4TO BCE HEIOpakeHHBIC

HOCUTEIM OBLIM JKEHINWHBI, BRICKA3aHO TIPEATIONOXKEHIE
0 HaJIM4IMU TeHa-Momu@uKaTopa Ha XpoMocome X. DTh
TIPENITOIOXEHNS TIOATBEPAMINCH. YCTAaHOBIICHO, YTO TAKM
MoIM(pUKATOPOM SBJIsieTcs TeH PLS3, ToKann30BaHHBINA Ha
XpoMocoMe Xq23 1 9KCIPeCCUPYIOIINIA OSJIOK TIaCTUH 3-TO
trma. IToka3aHo, 4To KOHIIEHTpAIIMs 3TOro 0eIKa y Hero-
paskeHHBIX HOCUTEIBHUII TTOBBIIIeHa. MI3BECTHO, UTO 3TOT
0eJIOK MTpaeT BaXKHYIO POJIb B aKCOHOTEHE3¢ TTOCPEICTBOM
yBeJIMICHUSI MponyKuny F-akThHa. YBenmueHHe ypOBHS
3THX OEJTKOB CIIOCOOHO HUBEMPOBATh ITATOJIOTMIECKIIE TT0-
CJIeACTBYS HapyIIeHUST (DYHKIIMOHMPOBAHNS TIPOMYKTA TeHa
SM Nt iocpencTBOM yBeJTMICHUST JUTMHBI Y CTETICHU BETBIIC-
HUST aKCOHOB MOTOHEHPOHOB CITMHHOTO MO3ra. TaknM 00-
pa3oM, BBISBICEHO HECKOIBKO (PaKTOPOB, OKAa3bIBAFOIIMX
MOIU(UIIPYIOIee BIUSHAE HA TSKECTh KIMHUYCCKUX
nposiBieHnit CMA — IIpOTSTKEHHOCTB JIEJIeIIMI Ha XPOMO-
come 5ql12.2-13.3, ¢ 3axBarom reHOB NAIP n p44, aucio
Kormit TeHoB SMNc¢ 1 MOBBIIIEHEe KOHLIEHTpaLuy OeJika
IJIaCTWHA — MPOIYKTa reHa Ha XxpoMocoMe X. [TomydeHHbIe
pe3yIbTaThl, CBUACTEILCTBYIONINE O MOIU(UIINPYIOIIEM
BIVSIHAM PA3IMYHBIX OEJTKOBBIX ITPOIYKTOB, OTKPHIBAIOT
XOPOIIHE TIEPCIIEKTUBHI TS JISYSHMS OOTBHBIX CITMHATBHOM
aMmoTpodueit, Kak ¢ UCITOIh30BaHNEM TeHOTEpaIii, TaK
¥ HaTlpaBJICHHBIC Ha YBEJTMYCHME SKCTIpeccun TeHOB SMNc
u PLS3.

Takum oOpazomM, OypHOE pa3BUTHE MOJIEKYJISIPHOI Te-
HETUKU B TIOCJICIHEM IECSATUICTAN TIO3BOJUJIO TIOJYINUTh
HOBBIC JJaHHBIE 00 3THOJIOTMM 1M MEXaHM3Max ITaToTeHe3a
3HaunTepbHOrO urciaa HBHC, uto mpuBesno K yBeImIeHIIO
nHbOpMAIN 00 0COOEHHOCTSIX KITMHUIECKUX ITPOSIBIICHUIA,
YTOYHEHUIO TPaHUII KIIMHIYECKOTO ITOIMMOP(U3Ma OTIE/Tb-
HBIX TEHETMUECKIX BAPHAHTOB, CITOCOOCTBOBAJIO COBEPIIICH-
CTBOBAHMIO UX KJTaCCU(PUKAITMOHHOM CTPYKTYPHI, CITOCOOOB
JMUATHOCTUKU 1 MTPOGMIaKTUKA. BEISIBIIEHO CyIliecTBOBaHME
BBIPaKEHHOM TeHEeTUUIECKOM TeTepOTeHHOCTH, KaK alieiTh-
HOIA, Tak 1 JJoKycHOM, Bcex rpyrn HBHC, Hammame Kotopoit
CYIIECTBEHHO 3aTPyIHSIET YTOYHEHHE TMAarHO3a OIpeIesICH-
HOTO TeHETUYECKOTO BapHaHTa, pacuyeTa prcKa pOXKICHUS
00JTbHOTO peOeHKA B OTATOIIECHHBIX CEMbSIX 1 TNIaHUPOBA-
HUS B HUX MTPOGUIAKTUYIECKIX MEPOTIPUSTHIA.

OmHIM 13 CTIOCO00B PEIICHUST TOM ITPOOJICMBI SIBJISICT-
CsI CO3IaHNe aJITOPUTMOB TMaTHOCTUKY OTICTHHBIX TEHETH -
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yeckux BapuantoB HBHC Ha ocHOBaHUM aHaM3a 0COOEH-
HOCTe! MX KIMHUYECKUX MPOSIBJICHUI W CIEKTpa MyTallMiA
B Pa3IMYHBIX 3THUUYECKUX TpyIax. B Memuko-reHeTH-
yecKoM HaygHoM 1ieHTpe (MI'HIL) PAMH B Teuenme psima
JIET BEJIMCh PAaOOTHI B 3TOM HAIPaBJICHUH, U'TOTOM KOTOPBIX
CTaJI0 CO3IaHNe AJITOPUTMOB TNATHOCTUKI HACIICICTBEHHBIX
JIEMUACTUHU3UPYIOIINX MOTOPHO-CEHCOPHBIX ITTOIMHEIPO-
TIaTHiA, TIOSICHO-KOHEYHOCTHBIX ITPOT PECCUPYIOITNX MBIIIICU-
HBIX TUCTPOUIL C ayTOCOMHO-PEIIECCUBHBIM THUIIOM Ha-
CJIeIOBaHMST, BPOXKICHHBIX IIPOTPECCUPYIONTNX MBITIICUHBIX
nmuctpodmii 1 CMA. Mcrionb30BaHNe 3THUX aITOPUTMOB T10-
3BOJISIET CYIIIECTBEHHO CHU3UTH SKOHOMMUYECKHE 1 BpEMEH-
HBIE 3aTPaThl Ha TPOBEICHME ITOPOTOCTOSIINX METOIOB
JAHK-ananu3za v onTUMM3UPOBATh MPOLECC MEAUKO-
TeHETUYECKOTO KOHCYJIBTUPOBAHUSI OTATOIIEHHBIX CEMEHA.
PesynbsraThl IpoBeIeHHBIX NCCICAOBAHMIA 1 aHAIN3 TaHHBIX
JINTepaTypbl CBUICTEIBCTBYIOT O ITOCTOSIHHO YBETNYM-
BaroIIeMcsl KojimdecTBe reHeTndeckux BapuantoB HBHC.
TeMm He MeHee OOJIBIMMHCTBO IIPAKTUKYIOIIMX Bpadeii-
HEBPOJIOTOB XOPOIIIO 3HAKOMEI C OCOOCHHOCTSIMU KITMHITIEC-
KUX TIPOSIBJICHWI W TUIIAMM HaCJIeIOBaHUS HECKOJbKUX
necaTkoB ¢opm moHoreHHbIXx HBHC, HecMoTpst Ha To 4TO
WX 9MCII0 HacunThIBaeT 6ostee 500 hopM 1 ¢ KaXKIBIM TOJI0M
9Ta rrdpa Bo3pacTtaeT. B mocite e rombl oImyOJIMKOBaH PSiT
HayJYHBIX CTaTeit 1 MOHOTpaduii IT0 HauboJIee PacIIpocTpa-
HeHHBIM 1 3HauMMbIM Ki1accam HBHC. Onnako 1o HacTos-
IIIETO BPeMEHM OTCYTCTBYET NCTOUHMK, TIO3BOJISTFOIIMI O~
HOBPEMEHHO MOTyYUTh MCYCPITHIBAIOIIYIO MH(pOPpMAITIIO 00
3TUOIIATOTeHEe3e, 0COOEHHOCTSIX KIIMHUYECKUX ITPOSIBIICHUIA,
JMMAarHOCTIIECKUX BOZMOXKHOCTSIX Pa3IMYHBIX TTApaKIMHI -
YeCKMX METOIOB, THITaX HACJEIOBAHUS M CIIOCO0ax ITPO-
PMIaKTUKY 3TUX 3200JIeBaHMIT. DTO CBI3aHO IIPEKIIE BCETO
C TPYITHOCTSIMU TIOJTYUSHUST ¥ aHaJTM3a MH(pOpMAaITIi 00 0CO-
OCHHOCTSIX KITMHIYECKUX ITPOSIBIICHMIA, CTTOCO0AX ITapakiIi-
HUYECKON IMAarHOCTUKM M MEXaHU3MaX 3THOMaTOreHe3a
MICHTUDUIIMPOBAHHBIX TEHETUIECKUX BapraHTOB. OTCyT-
CTBUE TaKO MH(MOPMAINH TIPUBOIUT K HETTPABMIBHON WITH
HeCBOEBPEMEHHOM TMarHOCTHKE 3a00JIeBAaHUI 1 CHIDKEHUIO
3¢ (PEKTUBHOCTH MEIUKO-TEHETUIECKOTO KOHCYJIBTUPOBA-

HUS OTATOIICHHBIX ceMmeil. TakuM o0pa3oM, BO3HHMKAET
pa3pbIB MEXKIY HAyIHBIMU TOCTIDKEHUSIMU M MIX UCIIOTB30-
BaHUEM B TIPAKTUICCKON HEBPOJIOTMH U TCHETUKE.

Penienuto aToil npoGaeMbl MOXET CIOCOOCTBOBATH
CO3IaHNe aBTOMATU3MPOBAHHON MH(MOPMAIIMOHHO-TIO-
WICKOBOI CHCTEMBI, comepsKameil mH(pOopMaInio O K-
HUKOTEHETUICCKUX XapaKTepUCTUKAX OOJBIIOTO YHCIa
HBHC [24]. Ucnonb30BaHMe TaKOI MPOrpaMMBbl B KJIW-
HUYECKOI paboTe Bpaua-HEeBPOJIOTa M TCHETHUKA SIBIISICTCS
HAWJIYYITMM BHIOM ITOMOIIY IIPY TTIOCTAaHOBKE IMAarHO3a
¥ pazpadboTke 3 GEeKTUBHBIX Mep podrnakTuku. Cylie-
CTBYIOIIIIE B HACTOSIIIIEEe BpeMsI 3apyOexKHbIe MHMOpMa-
IMOHHO-INATrHOCTUYECKIE TIPOTPaMMBbI OXBATHIBAIOT IIIH-
POKMIT KpYT HACJIeACTBEHHBIX 3a00JIeBaHUI1, HO IIPH 3TOM
comepkaT HEIOCTAaTOYHO TIOJHBIE ONMMCAHUS KIMHUKO-
reHeTnyecknx xapakrepuctuk HBHC. Henocratkmn nme-
FOIUXCS TIPOTPaMM 3aKJTFOYAIOTCS TaKKe B OTCYTCTBUU
IMHAMUYECKOTO XapaKTepa OIMCAaHUS KIMHUYECKOTO
TOpTpeTa U CIIPaBOYHOTO MaTeprajia IO OTAETbHBIM KJlac-
caM ¥ TpyIIIaM 3a00JIeBaHUIA, YTO CYIIIECTBEHHO CHIKACT
BO3MOXXHOCTh MCITOJTb30BaHUSI JAHHBIX IIPOTPaMM Kak
obOyuarormumx cucteM. KpoMme TOro, aHIJIOSI3BIYHBIE TTPO-
TpaMMBI, IO TIOHATHBIM TIPUYMHAM, HE BCETIa JOCTYITHEI
TSI ITAPOKOTO KpyTa MOJIb30BaTeIeH.

Bce 510 00yCcnoBuIO HEOOXOOMMOCTH pa3pabOTKU
WHOOPMAITMOHHO-IUArHOCTUIECKOM TTOMCKOBOI CHCTEMBI
IUTSI HACTIEICTBEHHBIX 00JIe3HE i HEPBHOI CHCTEMBI, OpHCH-
THPOBAHHOI Ha OTEYECTBEHHOTO ITOJIH30BATEIIsI M BKITIOYAI0-
el BCro MHGOPMAIINIO, HEOOXOIUMYIO [UISI TTOCTAHOBKU
MarHO3a, M3JIOXKEHHYI0 B YOIOOHOW M MpPHEMIIEMON IS
OTeueCcTBEeHHOTO TTonb3oBarens gopme. B MITHLI PAMH
co3maHa MHMOPMAITMOHHO-TTOMCKOBAsK CCTeMa IT0 HacIe-
CTBEeHHBIM HEPBHO-MBIIIICYHBIM 3a00JIEBAHISIM, KOTOpasi He
TOJIbKO TIoMoraeT yrouHeHuto nuarnoza HBHC mo 3aman-
HBIM TT0JTb30BaTe]IeM IPU3HAKaM, HO 1 COIEPXKUT OOJIBIITOE
KOJIMYECTBO CIIPAaBOYHOTO MaTepuaja, BBITIOTHSIOIIETO
(byHKIIMM yIeOHOTO ITOCOOMSI, KOTOPBIA MOXET ITOCTOSTHHO
OOHOBJISITECST TIO Mepe TIOSIBJICHUST HOBBIX JTaHHBIX O KIIH-
HUKE 1 STHOJIOTHH Pa3IMYHBIX HO30JIOTUIECKIX (hOPM.
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YpecKoxHaA BbICOKOYaCMOMmHan celekmuBHas pu3omomMus B mepanuu
mpureMunanbHoii HeBpanruu Npu paccesHHoM CKNepo3e

B.M. Tiopaukos, A.B. Ilepecenosa, A.O. I'yma, U.A. 3aBajumma
DI'BY Hayunoiit uenmp neeponoeuu PAMH, Mockea

Konmarxmeor: Anacmacus Bauecnasoena I[lepecedosa neuro_inf@neurology.ru

Heespaneus mpotinuunoeo nepsa (HTH) seasemcs omuocumenvHo peokum, HO UHBAAUOUIUPYIOUUM CUMNIOMOM NPU DACCESIHHOM CKAePO-
3e (PC). B kauecmee Haubonee wacmoil npu4UuHbl CHUMAemcs Haauyue o4aza oemMuesuruzayuu 6 eapoaueeom mocmy. Ipu oepanuueruu
6o3moxcHocmeil meduxamenmosroil mepanuu HTH npu PC 6 cés3u nobounvimu 3¢hghexmamu paccmampueaemest 603MONCHOCHb PA3AUYHBIX
Memo0os Xupypeuuecko2o Ae4erls, 8 MOM YUCAe NPOSeOeHUe YPECKOICHOU 8blcOKOYacmomHol cenekmueroi pusomomuu (4BCP). Ilpu-
6edenbl rumepamyphbule U coocmeenHbvle oannble oyeHKu 3ghgexmusrnocmu u 6ezonachocmu YBCP npu HTH y 16 60avhvix PC. [Toayuentvie
pesyabmamut n03604uAU 3akaouums, umo 4BCP sensemces 6ezonachvim, NOBMOPIeMbiM U POeKMUSHbIM MEMO00M CUMNMOMAMUYECKO-
20 xupypeuueckoeo aewerus HTH npu PC npu Heaghpexmusnocmu/HenepeHocumocmu MeouKameHmo3Hol mepanuil.

Karoueguvie caoea: paCCéﬂHHblIJ CKAepos, Heepancus mpoﬁnulmoeo Hepeda, YPECKOMNCHAA 8bICOKOHACMOMHAA CeNeKMUBHAs pU30OMOMUA

Percutaneous high-frequency selective rhizotomy in the trigeminal neuralgia therapy in multiple sclerosis

V.M. Tyurnikov, A.V. Peresedova, A.O. Gushcha, 1.A. Zavalishin
Neurology Research Center, Russian Academy of Medical Sciences, Moscow

Trigeminal neuralgia is a rare symptom of multiple sclerosis affecting the disability. Multiple sclerosis related trigeminal neuralgia has been
attributed to a demyelinating lesion in the pons. When the adequate pain drug-relieve therapy is not possible or when the patient becomes
refractory to the treatment or can not continue pharmacological treatment because of the side effects, surgical intervention, including percu-
taneous radiofrequency rhizotomy is being discussed. Literature review and the data upon the efficiency and safety of this neurosurgical
treatment in 16 patients with multiple sclerosis have been analyzed. Percutaneous radiofrequency rhizotomy has been proved to be a safe,
reproducible and effective method of the symptomatic surgical treatment of trigeminal neuralgia in patients with multiple sclerosis in cases

of the intolerance/inefficiency of the pharmacological therapy.

Key words: multiple sclerosis, trigeminal neuralgia, percutaneous radiofrequency rhizotomy

Hespasnrust tpoiinmunoro HepBa (HTH) — otHOCHTE -
HO peIKUiA KITMHIIECKUI CUMITTOM TP PACCESTHHOM CKJIe-
po3se (PC): 1,9-4,9 % ciy4aeB, oqHAKO JaHHOE 3a00/IeBaHIE
xapaktepusyeTcsl 20-KpaTHBIM ITOBBIIIICHMEM pPHCKa pa3-
putust HTH [1]. ITpu aTom PC yacro (B 18 % ciiydaes) cra-
HOBUTCS TTpuanHOi 1BycTopoHHeit HTH [2]. MyuuTenbHble
IMapoOKCU3MaJIbHBIC aTaK! IIPOCTPETMBAIOIINX OOJIei, pa3-
BHMBAIOIINECS CIIOHTAHHO WJIM TIPU BO3ACHCTBUM Ha TPUT-
TePHBIC 30HBI, SIBJISTIOTCST IOCTATOYHO U3HYPSTIOIIMMU 1 MH-
BTMIM3UPYIOIIMUA, 3HAYUTETHHO BIVSTIONIMMEI Ha KAYeCTBO
>KM3HM TIAIIMEHTOB, YTO 1 OIIpeIesIsIeT HEOOXOIMMOCTD aleK-
BaTHOI cumritomatdeckoii tepanv HTH npu PC.

Paszsutne HTH nipu PC B TeueHne 1imMTeIbHOTO Bpe-
MEHU CBSI3BIBAJIA C HAJIMYMEM odYara IeMUEIMHU3AINN
B BapOJIMEBOM MOCTY, OITHAKO B ITOCJICIHEE BPEMSI B CBSI3U
C pa3BUTHEM HEHPOBU3YaTU3AIMMOHHBIX METOIUK OBLIN
BBICKA3aHBI IIPEIITOIOKEHMS O PO HEMPOBACKYISIPHOTO
KOHMJIMKTA MMPY JAaHHO MMaTOJIOTUH, OTHAKO €ro JOCTO-
BEPHOTO MOATBEPKICHUS MOJTyIYeHO He OBLIO.

Tak, 110 MTaHHBIM MarHUTHO-PE30HAHCHOI TOMOTrpadrn
(MPT) y 6 nauuentoB ¢ HTH npu PC ovarn pemuenu-
HU3alUH, JIOKAJIM30BaHHEBIC B CTBOJIC TOJIOBHOTO MO3Ta,

BOBJIEKAJIN B IIPOIIECC BOJIOKHA TPOMHUYHOTO HEPBA, B YacT-
HOCTM B 30HE BXOIa CEHCOPHBIX BOJIOKOH B CTBOJI MO3Ta.
Komrpeccnst TpofHIMYHOTO HepBa COCYIOM HE BBISIBJICHA
B TAHHOM TPYIIIe TTAIIMEHTOB, YTO ITO3BOJIMIIO PacCMaTpH-
BaTh B KayecTBe HermocpeacTBeHHoi mpuunabl HTH npu PC
HaJIM9Iue AeMUCTUHU3UPYIOMIETO ITOPaXKeHMUST BOJIOKOH
TPOMHUIHOTO HEPBA B BApOJIMEBOM MOCTY [3].

15t yTOUHEeHUST IPUYUH U MEXaHN3MOB TPUTEeMUHATb-
Hoit 601 Tipy PC GbUTO TTpOBEIEeHO UCCIIefoBaHNe, BKITIO-
yapiree 130 mamuyeHToB [1]. Beum BbImeNEHBI 3 TPYIIIBI
naumreHTos: ¢ HTH B TeueHue He MeHee 6 TTOCIeIHUX MECS -
neB (n = 50), ¢ IPYyTUMM TPUTEMUHAIBHBIMA CEHCOPHBIMU
HapyleHUSIMU (TIOCTOSTHHBIC 00JIM, TU3ECTe3NH MJIN THTIC-
cre3ust) (n=30) 1 KOHTpPOJbHAS TPyIIa MaMeHTOB 0e3
BOBJICYCHMS TPpOTHUYHOTO HepBa (1 = 50). [Tomumo KimmHuT-
YECKOM OIICHKM, TIPOBOIIIIOCH 3IEKTPO(PU3NOIOTHISCKOE
HCCIeMOBaHNe TPUTEMUHAIBHBIX pediieKcoB (OIMHK-ped-
JIeKC 1 MacceTep-pedirekc), a Takke MPT.

[Tpu aHanmM3e KIMHUISCKUX JAHHBIX B TPYIIIC TAIl-
enToB ¢ HTH 6b110 1OCTOBEpHO MOKa3aHo OoJjiee Mo3aHee
Havano PC, a takke ormeueHo, uto HTH pasBuBamach
3HAYUTEJIBHO MO3XKe NPYTUX HEBPOJOTMISCKUX CHUMIITO-
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MOB. [1p1 3TOM COOTHOIIICHIE TTPAaBOCTOPOHHE! /TIEBOCTO-
ponHeit mokamm3anuu HTH coctaBmito 3/2, 4To cOOTBET-
CTBYeT acuMMeTpuu U npu kiuaccuueckor HTH. Ilpu
HCCIIeAOBAaHUM TPUTEMUHAIBHBIX PeICKCOB Y OOJIBIITNH-
ctBa marmeHToB ¢ HTH (89 %) oTMeueHbI a51eKTpohr310-
JIOTUIEeCKNEe U3MEHEHMS, OTpakarollre 3aMeUIeHIe Jia-
TEHTHOCTM PaHHUX KOMITOHEHTOB OTBETOB. [Ipu sTOM
B TPYIINIE C IPYTUMHM TPUTEeMUHAIBHBIMA CEHCOPHBIMU
HapyIIeHUSIMA OTMEYeHa aHaJIOTMIHAsI 4acToTa M3MEHe-
Huit (85%) B omyimume oT acUMNTOMHOM Tpynibl (7 %).
ITIpu MPT ouaru B cTBosie ronoBHoro mo3ra npu HTH
U IPYTUX TPUTEMHUHATBHBIX CEHCOPHBIX HAPYIIICHUSIX BbI-
SIBJISITUCH 3HAYMTEIIBHO Yallle, YeM B KOHTPOJIBHOM TpYIIIe
(84, 96 1 1% cootBetcTBeHHO). [1pK 3TOM JTOKATMU3ALIUS
ouaroB oTianyanach y nauueHToB ¢ HTH u 6e3 Hee. Tak,
npu HTH c Haubobliieit BEposITHOCTHIO OUaru pacroJa-
TaINCh B BEHTPOJIATEPAIbHBIX OTIAETIaX CPeOHE 4acTu
BapoJMeBa MocTa. B To ke Bpems IIpy IPYTruX TPUTEMHU-
HaJIBHBIX CEHCOPHBIX HAPYIIICHUSIX OYary OB PaCcCEsTHBI
IO BCEMY CTBOJIY TOJIOBHOTO Mo3ra. Kpome artoro, mpu
COITOCTABJICHUM KOHTPOJIBHOM ITOATPYMIIBI C TPYIIION
¢ HTH BrIsIBIICHA BBICOKASI BEPOSITHOCTD ITOPaKeHUsI BEH-
TpoJIaTepaIbHBIX OTIEI0B MOCTa MEXIY 30HOM BXO/Ia KO-
pelrka TPOMHWYHOTO HepBa M €ro siipaMmu, T. €. BIOJb
WHTPAITIOHTUHHOMN YacTU TEPBUYHBIX TPUTEMUHATBHBIX
adpepeHTHBIX ITyTeil. AHAJIOTMYHOE COTIOCTaBIICHUE TIPU
IPYTUX TPUTEMUHAIBHBIX CEHCOPHBIX HAPYIICHUSIX IO
OTHOIICHHIO K KOHTPOJBHOM I'PyTIIe TAKKE BBISIBIIIO BbI-
COKYIO BEPOSITHOCTD JIOKAJIM3AIIMK 0YarOB B BAPOJIMEBOM
MOCTY, OTHAKO 0oJiee KaydaJIbHO, MEIUATIbHO W TOPCATh-
HO, BKJTIOUAasi CITUHATBHBINA TPUTeMUHAIBHBIN KOMITJICKC.

[MomydeHHBIC pe3yIBTaThl TTO3BOJIMIIN CACIATh 3aKITIO-
YeHUe O TOM, U4TO Y OOJIBITMHCTBA 00JbHBIX PC mpuunHoii
HTH sBasttorcst neMueTMHU3UPYIONINE 09ary BIOJb Iep-
BUYHBIX (IIPECHMHANITUYECKNX) TPUTeMUHAIBHBIX adde-
PEHTHBIX ITyTeil B BapoameBoM MocTy. Kpome atoro, 00-
CYXIIaeTCsI TAKKe BO3MOXKHOCTD TIBOMCTBEHHOM TTATOJIOTUN
¢ yuactueM nomuMo PC HeiipoBacKyIsIpHOTO KOH(IMKTA.
OmHako TOCIeAHUIT He SBIISICTCS TEPBUYHON W CIMH-
crBeHHoi pnunHoit HTH npu PC, uto monTBepxknaercs
3HAYUTEIBLHO 00JIee BEICOKOI YacTOTOM M3MEHEHUI TPH-
TeMUHAIBHBIX pedIeKCOB 10 CpaBHEHUIO C TTallMeHTaMU
¢ kiaccuyeckoit HTH, BbI3BaHHOII HEPOBACKYISIPHBIM
KoH(pauKTOM. [Ipy apyrmx Tumax 00JieBOro CHHIpOMa
Han0oJjIee BEPOSITHON MPUUMHOM SIBISICTCS IEMUCTNHN3H -
pyloliee IopaxeHne HeHPOHOB 2-TO TTOPsIIKa.

[Ipu >71eKTPOHHOI MUKPOCKOITMU 00pa3IioB, ITOJY-
YeHHBIX ITpu pusotomun y 6 manuentos ¢ HTH nipu PC,
BO BCEX CJIyYasX BBISIBJICHA JIEMUCIMHU3ALNS B TIPOKCH-
MaJIbHOM (LIeHTpaIbHas HEpBHASI CHCTeMa) YacTH KOpeIll-
Ka HepBa, aCCOLMMPOBAaHHAsI C TIMO30M M Pa3INIHOMN
BBIPAKCHHOCTBIO BOCIAIMTENIPHBIX M3MEHEeHU. Takoke
OTMEUEHBI KJIACTEPhI COIPUKACAIOIIMXCS aKCOHOB 0e3
[JTMAJTBHBIX TTPOMEXYTKOB. [1o MTaHHBIM 3KCTIEpPUMEHTATb-
HBIX MCCIIEIOBAaHMIA, TTOTOOHOE PACITONIOKEHUE TEMUECITH -
HU3UPOBAaHHBIX aKCOHOB MPUBOAUT K CITIOHTAHHOW MM-

MyJAbCHON aKTUBHOCTA U >(aINTHUIYECKOil Tepemade
BO30yxXneHMs. [TonydeHHBIE JaHHBIC TTO3BOJIMIIN aBTOPaAM
cIeaTh 3aKITI0YECHUE O TOM, YTO AEMUCTMHU3AIIMNS U CO-
MIPUKOCHOBEHME (HAIOXKEHIE) aKCOHOB MOTYT OBITh KITFO-
yeBbIM acriekToM nartoreHe3a HTH [4]. [TogobHoe 3aKkiTio-
YeHHE COIIacyeTcsl ¢ MHEHUEM U JIPYTHX aBTOPOB,
COIJTACHO KOTOPOMY IeMUEIMHU3ALINS TIEPBUIHBIX adhde-
PEHTHBIX MyTeil TMIPUBOIUT K YBEJTUUCHUIO YYBCTBUTEIIb-
HOCTY HEPBHBIX BOJIOKOH K SKTOITMYECKOMY BO30YKICHUIO
Y BBICOKOYACTOTHBIM UMMYJbcaM [1, 5].

TepBonavanbHo nipy Bo3HMkHOBeH HTH 1ipnt PC nc-
nonb3yercs (papmakoTepanus. CortacHO peKOMEHIAIMSIM
AAN (AmepukaHckoit akamemuu HeBposnornu) u EFNS
(EBpomeiickoit (pemepaliii HEBPOJIOTMUECKUX OOIIECTB)
(2008) mpu kmaccuaeckoit HTH s dekTrBHBIM JIeKapcTBEH-
HBIM CPEICTBOM SIBJISIETCS KapOaMa3eITiH; BeposiTHasT 3(pek-
TUBHOCTB TTOKA3aHa IS OKCKapOaMa3eImHa, BO3MOXKHAS —
T GakToeHa, JJaMOTPUIDKIHA 1 TTMMO3HU/IA; HeTOCTATOYHO
JAHHBIX IS TIOATBEPKICHISI VA OTIPOBEPKeHUST 3(D(PEKTHUB-
HOCTH KJIOHa3eTama, rabarieHTrHa, (peHUToMHA, TU3aHWIMHA,
TOIMMYECKOIO KarcauiyHa, Bajibiipoara [6].

B T0 ke BpeMs mpu cumnromatyeckoir HTH npu PC
He OBLIO IUIale00-KOHTPOJMPYEMBIX WMCCIICIOBAaHUIA,
a TIPOBOIIINCH TOJIBKO HEOOJIBIIINE OTKPBITHIC MCCIIEI0-
BaHUs. Taxk, B rpymme U3 18 manmeHTOB IToKa3aHa 00JIbIIIasT
3 GEeKTUBHOCTD TAMOTPUIKIHA TT0 CpaBHEHUIO C KapOa-
MazeriiHoM [7]. TIpoBeneHbI 3 MccienqoBaHUs, BKITIOYalO-
mue B obmeM 19 malumeHTOB, CBUIACTEILCTBYIONINE 00
3 GEeKTUBHOCTY TaballeHTUHA B KaUeCTBE MOHOTEpaITy
WIM B KoMOMHamm ¢ KapoamasenuaoM [8—10]. B 1 uc-
clleloBaHMM omncaHa 3GGEeKTUBHOCTh TOIMpaMaTa
y 6 6onbHBIX PC [11]. Takxke B 2 Mccaen0BaHMsIX ITOKa3aHa
3 GEeKTUBHOCTb MU30ITPOCTOIIA (aHAJIOTa TTPOCTATIaH I -
Ha E ) y 25 nauunenros [12, 13].

OmHako BO3MOXHOCTH MEIMKAMEHTO3HOM Teparmu
HTH nipu PC orpanndyeHbI TeM, YTO CTaHIAPTHBIE TeparteB-
TUYECKHE NO3bI Ha3HAYaCMBIX aHTUAIICITHUSCKIX TIpe-
TapaToB He BCeTIa 00eCIIeunBaloT aieKBaTHOS YMEHBIIICHHE
0oJ1€ei, a TAKKe TTPY WX MCTIOIB30BAHMH BO3MOXKHO YXYIIIIe-
HHE HEBPOJIOTMIECKOM CUMIITOMATHKM, YTO IIPUBOJIUT, OCO-
OEHHO B CTapIIIeil BO3pACTHOI TpyIIre, K HeTIepeHOCUMOCTHI
/WA TOKCUIHOCTH 3TUX IperapatoB [14]. [TomoOHBIE
SIBJICHUST 0COOCHHO XapaKTepHBI 15T 3(h(EeKTUBHOTO U I -
POKO MCITOJIb3yeMOro KapOamasemnHa, Ha (hoHe IpreMa
KOTOPOTO MOTYT OTMEYAThCsl YCUJICHWE MBIIICYHOM Clla-
00cTH, HapyIlIeHNe KOOpAMHAIINN, CeIaTUBHOE IEHCTBIE.
IMo maHHBIM psima aBTOPOB, OTMEYEeHA HECKOJIBKO JIydIiast
TiepeHoCuMOCTh bakytodeHa [14].

IMpu HEaDDEKTMBHOCTH/HETIEPEHOCUMOCTH MeIKa-
MEHTO3HOM Tepanmy BCTAeT BOIIPOC O XUPYPIHUECKOM Jie-
yenunt HTH, B Tom uncine n ipu PC. ITo MHeHUIO psina aB-
TOPOB, HEMPOXUPYPTUIECKIE METOINKH TIPY COOTIOICHUN
YETKUX KPUTEPUEB OTOOpA B 3HAUUTEIHPHOM CTETICHU CIIO-
COOCTBYIOT YIydIIeHHI0 cuMITOoMOB Tipu PC mpu HU3KOM
PHUCKE OCJOXHEHMIA, 9TO, CIeIoBaTeIbHO, MOXET 3HAUM-
TEJIbHO YJIYUILIUTb KA4eCTBO 3KU3HU 3TUX MalueHTOoB [ 15].
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Xupyprudeckue rmoaxoibl, ucrnojb3zyembie mpu HTH, -
BKJTIOUAIOT MeprpepUISCKOe XUPYPTUIECKOE BMEIIIATETh- 1-A nopuusa

CTBO, UPECKOXHBIE a0IaTMBHBIC TIPOIICIYPHI, CTePEOTaK-
CHYECKYIO PATUOXUPYPIUI0 1 MUKPOBACKYIISIPHYIO IEKOM-
npeccuio [16].

[Nepudepryeckoe BMEIIATEIBCTBO C UCITOIB30BAaHEM
KpHOTepaItii, HEBPIKTOMUHN, aJTKOTOJTbHOM OJTOKAIBI WJTH
PaIroYacTOTHOTO BO3IEUCTBUS IIPUBOMMUT K TTOBPEXKIC-
HUIO eprudepruIecKnX BeTBeil TpoltHMYHOTO HepBa. [1o-
IIOOHBIC METONMKN HanMeHee MHBAa3MBHBI, HO XapaKTepH -
3yI0TCS Majoil 3((GEeKTUBHOCTBIO M BBICOKOI YaCTOTO
PELIMINBOB.

YpecKoxKHbIEe abJIaTUBHBIC METOIMKI OCHOBAHBI Ha pa3-
pylIeHN HepBa Ha ypoBHe [accepoBa y3/ma ImocpeacTBOM
YPECKOKHOW paanovyacTOTHON TEPMOKOAryJIsiliMu, OalsIoH-
HOM KOMITPECCUU, MHBEKIIMI TIUIIePOJIa MIM X KOMOMHA-
M. DTU HEUPOIECTPYKTUBHBIC TTPOIICIYPHI UMEIOT XOPO-
WA HAYaTbHBIN pe3yJIbTaT, COIMMPOBOXKIAIOTCS MEHBITNMU
PUCKaMM TI0 CPaBHEHUIO ¢ MUKPOBACKYIISIPHOI JEKOMIIpEeC-
CHe, OITHAKO aCCOLMUPYIOTCS C BBICOKMM PHCKOM PELIMIN -
BOB 00J1€BOTO CMHIPOMAa. Bo3MOKHBIE OCITOXKHEHMSI, B 9acT-
HOCTH, BKJTFOUAIOT ITOTEPIO TAKTHJIBHON YYBCTBUTEIBHOCTH,
A3eCTE3NH, BPEMEHHYIO CITa00CTh M. masseter, TIOBPEKIIe-
HHE POTOBUIIBL.

CrepeoTtakcnueckasi XUpyprusi (raMMa-HOXK) BO3ICH-
CTBYeT Ha TPOMHMYHBII HEPB Ha YPOBHE 30HBI BXOIA KOPEIII-
Ka B TOJIOBHOM MO3T C MCITOJIb30BAaHUEM O3Bl OOTyICHUST
70-90 Ip. Dra mporemypa MaJOMHBa3MBHA, HCXOIBI aHAJIO-
TMYHBI TAaKOBBIM TIpM abJIATUBHBIX Iporeaypax. OmHaKo
MOXET HaOMI0AaThCs JIATEHTHBIA TIepUo/ OT 3 10 6 Mec 10
MaKCHMaJIbHOTO YMEHBIIIeHsI 0ofieil. HapyrieHust 9yBcTBH-
TEJIPHOCTH Ha JIUIIE, TAPECTE3NH 1 AN3ECTe3NN — HanuboJee
YacCThIC OCIIOXKHEHUS.

MuKpoBacKyIsIpHast IEKOMIIPECCHUSI COCYI0B, KOM-
IIPEMUPYIOIINX KOPEIIIOK HepBa, SIBISICTCS 3 (PEKTUBHBIM
METOJIOM ¢ HU3Ko# yacToToit peruanBoB HTH. OnHako
OH TpeOyeT KPAHUOTOMUMU B 3aJHEU YEPETTHOM SIMKE U CO-
IIPOBOXIAETCSI PUCKOM pPa3BUTHUs HapYIICHUI clyxa,
aTtakcuu, WH(papKTa CTBOJIAa MO3Ta, TTOBPEXKICHNEM MO3-
JKeuKa M JaKe JICTaTbHBIM MCXOI0M.

ITpu Bropnunom xapaktepe HTH Ha ¢oHe 3a60neBa-
Huii HHC xupypruyeckoe BMeIIaTeIbCTBO JIOJKHO OBITh
MaKCHUMaJIbHO OCTOPOKHBIM M MeHee arpecCUBHBIM. He-
00XOIMMO TaKKe YIMTBIBATh, 4TO B I1esioM Iipu PC ormica-
Ha TeHICHIINS K MEHbIIeH 3 (MEKTUBHOCTA XUPYyprudec-
KOTO JICYCHUS.

XoTtg Bompoc 0 HauboJiee ONTUMAIbHOM CIOCO0e
xupyprudeckoro BmeriateabcTsa npu HTH B o61eit nmo-
MYJISILIMM OCTAeTCSI CTIOPHBIM, IPECKOKHBIC TTPOIIEAYPHI
Haun0oJIee IMMPOKO NCITONB3YIOTCS B KAYeCTBE METO/IA BbI-
6opa ipu HTH y 6onbubix PC [17].

B mutepaType 06cykmanach BO3SMOXHOCTh ITPOBEACHUS
MMKPOBACKYJISIpHOI meKomripeccun ipu HTH y marmmeHTOB
¢ PC. Omnako maHHBIC HCCIeIOBaTeIe IMPOTHBOPCUYMBEL.
ITo coobieHnsIM psiia aBTOPOB, B XOIIE ITPOBEACHHOI OTIe-
pary MUKPOBACKY/ISIPHOM TEKOMIIPECCUH Y 35 MallueHTOB

3-A nopuuAa

Puc. 1. Cxemamuunoe uzobpasicenue noaoxcenus snekmpooa
6 obnacmu lacceposa y3znra

¢ HTH nipu PC BBIpakeHHBII HEeMPOBACKYJISIPHBII KOH-
kT BBISIBIIEH TONBKO Y 46 %. TlokazaHbl MeHee addek-
THUBHBIC PE3yJIBTaThl TIOJOOHOTO XUPYPTUISCKOTO JICUCHUST
10 CPaBHEHUIO C TPYIIION TMALIMEHTOB C MINOTATHUSCKOM
HTH, yto mo3Boimio aBTopaM caejiaTh 3aKII0YeHIE O 3Ha-
YUTEJILHOI POJIM LICHTPATBHBIX MEXaHI3MOB B FeHe3¢e 0oJre-
Boro cuapoma ripu HTH nipu PC [18]. B ¢Bs13u ¢ BeICOKOIT
YacTOTOM peuuauBa 00jeii U PUCKOM OCIOXHEHUIN Mpu
MUKPOBACKYJISIPHOM MEKOMIIPECCUM BBICKa3aHO MHCHHE
0 TOM, UTO TaHHasI TIPOLIeypa He TOJDKHA OBITh PEKOMEHIIO-
BaHa mareHTaM ¢ HTH mipu PC [19]. CornacHo maHHBIM
JIPYTOTO MCCICAOBAHMS IIPU UCIIOTh30BAHUHA MUKPOBACKY-
JIsIpHOIt Jekomripeccun n3 15 mamuenros ¢ HTH mpu PC
MoJjiHOe War 3HauuTesnbHoe ymeHblieHue HTH orMeueHo
B 47% un 27 % COOTBETCTBEHHO. DTO IMO3BOJIMIO aBTOpaM
3aKJIIOYNTH, YTO MPU JAHHOM BHUAEC CHUMIITOMATHUIECKOM
HTH muxpoBackyisipHasi JeKOMIIPEeCCHUsI MOXKET OBbITh pe-
KoMmeHmoBaHa [20].

B c¢Bs1311 ¢ TIPOTUBOPEUYNBOCTHIO PE3YIIBTATOB, 32 MCKITIO-
YEHUEM CJIyJaeB JOCTOBEPHOTO BBISIBIICHUS BAaCKYJISIPHOM
KOMIIpEeCCUU TPOMHMWYHOro Hepsa 110 JaHHbiM MPT, Han-
6osee oommenpuHATeIM pr HTH y 6onbHBIX PC gaBnstiores
TIpOIIeIYPHI, Bo3aeiicTBytomuye Ha [accepos y3en. [1pu atom
METOJIOM TIEPBOTO BEIOOPA CUMTACTCS YPECKOKHAST BBICOKO-
yactoTtHas cesiekTrBHasI pr3otomust (YUBCP). YUBCP cozmaer
KOHTPOJIMPYEMYIO TEPMUYECKYIO IECTPYKIINIO B CTPYKTYPax
TaccepoBa y3ma, KoTopast IPemsITCTBYET Tiepeaade CEHCOp-
HBIX UMITYJILCOB 1 Pa3BUTHUIO OOJIEBBIX TAPOKCU3MOB; TME-
€TCsT BOSMOXKHOCTb KOHTPOJIMPOBATH JIOKAITMIO 3JIEKTPOIa
10 OTHOIICHUIO K MOPIUsIM y3ma. JdonrocpouHast apdek-
TUBHOCTBH TIPH 3TOM IIPOIOPLIMOHAIEHA CTETICHU ITOCIIe-
orepallnoHHOM Tumecte3nn [21]. Cxema pacrioigoxXeHus
aJIeKTpona B obactu [accepoBa y3nma 1 ero n3oopakeHue,
TOJIy9IeHHOE C ITOMOIIBI0 KOMITBIOTEPHOU TOMOTpaduu,
moka3aHbl Ha puc. 1, 2. OcCIOXHEHUsS paarodyacTOTHOMN
PU30TOMUNA MWHHMMAJIbHBI, OTMEUYAIOTCSI KOpHEaTbHBIC
OCITOXKHEHUS (yTpaTa MIIMApHOTO pediekca M KepaTuT);
HapyIIeHUS KeBaHMsI, O0JIe3HEHHBIC TU3ECTC3UN WU He-

21



22

HepBHo-MbileYHbIe
BOJNIE3HH

Jlexyuu u 0630poL

Puc. 2. [Toaoxncenue snekmpoda 6o epems onepayuu 4YBPC no dannoim KT 2006wt 6 pexcume 3D pekoncmpykuuu (a) u 6 akcuanvroii npoexkuyuu (6)

MepPeHOCHMOCTh OHEMEHUS JIULIa OTHOCUTEJIBHO peaku [17].
B 11e;10M maHHas Tiporieaypa mpocTa, 6e301macHa, JIeTKO I10-
BropsieMa 1 apextuBHa y marmentos ¢ HTH npu PC.

Tak, Mo maHHBIM psiTa aBTOPOB, YPECKOKHAS KOHTPO-
JIpyeMasi pairiodacToTHasI pU30TOMUS (25 Tpoliemnyp) BbI-
riomHeHa 17 marmenTam ¢ HTH mipu PC, y 1 n3 Hux nmenach
JIBYCTOPOHHSISI cuMnToMaTuka [14]. o Xupypruyeckoro
JIeYCHMST MeTMKAMEHTO3HasT Tepartisl BKiItoyaia (peHUTOVH,
Kapbama3zeIH, 0akTodeH, KIIoHa3elaM B Ka4eCTBE MOHO-
Tepanuu uian B koMOuHauu. [lepuon HaGoaeHUS B cpe-
HeMm coctaBuia S jeT. [losHoe uzbaBieHue ot 00JIeBOTO
CHUHApPOMA TOCJIe MEPBOM MpOLeAypbl OTMeYeHO B ~71%
HaOJI0IeHN, B 11eIoM — B 82 % ciydaeB. B ocTasbHBIX Ha-
OIIONCHUSIX OTMEUYECH HETOJMHBIN 3(D(MEKT, 3TU MallUCHTHI
TIPOIOJIKIIN MEIUKAMEHTO3HYIO Teparmio. OcCIoXKHEHUH
HEe OTMEYEHO; PaHHUI PEelMINUB 0O0Jeil 3aperncTpUpOBaH
y 2 OOJIBHBIX, B TO BpeMsI KaK OOIIMIA TIPOLICHT PEeLIMINBOB
cocrtaBmi 29 %.

CxomHbIe pe3y/IBTaThl MOJIyYeHBI M IPYTUMU aBTOpaMU
B XOJIe TIPOBEICHMS YPECKOXKHOM panrio9acTOTHOM pU30TO-
muu 13 maumenTtam ¢ HTH nipu PC: monHoe ncue3HoBeHne
00JIeBOrO CMHIpOMa 0€3 TOTTOTHUTEIbHOM MEAUKAMEHTO3-
HoOI Tepanuu orMeueHo y 81% nauuentos [17]. OxHako
3a(bUKCHUpOBaH 00sIee BRICOKMIA TIPOLIEHT PELIUINBOB OO
(50 %) npu cpeaHeM nepuoae HadoaeHUsT 52 Mec. OCI0XkK-
HEHMSI TIPOLICAyPBI HE OTMEYAJTVCh, Pa3BUBAIOIIEECsT OHEME-
HUE JIM1Ia XOPOILIO NEPEHOCUIOCH.

O06cyXmaeTcst BOIPOC U O BO3MOXKHOCTH UCTIONIh30Ba-
HUSI JaHHOW Metoauku Tipu nByctopoHHeir HTH. Tak,
OounarepaibHOe ToBpexkaeHne [accepoBa y3ima MOXKeT IIpH-
BECTHU K BBIPaKeHHBIM HaPYIICHUSIM XeBaHUS 1 TIIOTaHUS
BCIICACTBUE TIapajnda m. masseter ¥ IOTePU TaKTYIILHOMI

YYBCTBUTEJBHOCTH BO PTY. OTHAKO B 000X BHIIIICYKa3aH-
HBIX MCCIENOBaHUSX B ciaydasx ¢ ounarepanbHoit HTH
npu PC ObUIa yCITerHo MCITOJb30BaHa pagruoYacTOTHAS
PU30TOMUSI.

E1e omHOI pa3sHOBUIHOCTHIO YPECKOXKHBIX METOIUK
SIBJISICTCS] PU30TOMUS TIIMIICPOJIOM (MHBEKITNY TIIULIEPOIa),
OIHAKO OHA HE MMeEeT MPEUMYIIECTB IO CPaBHECHUIO
C PamMoYacTOTHOM PU30TOMUEN, TTOCKOJBKY COIPOBOXK-
JaeTcsl HEKOHTPOIMPYeMO M HeTIPeACKa3yeMOI CTETICHBIO
MOBpPeXIeHMST [accepoBa y3/1a 1 MOXeT IIPUBOINUTH K He-
JKeJIaTeJIbHBIM TTOCIeACTBUAM. [1o MHEHUIO psima aBTOPOB,
B CBSI3M ¢ O0JIee HU3KOU 3(P(PeKTMBHOCTHIO0, HEKOHTPOJIH -
pyeMoii 1 HeTipeIcKa3yeMoii IToTepeit 4yBCTBUTEIBHOCTH,
PU30TOMUS TIUIIEPOIOM HE MOXKET OBITh pallOHAIBHOM
aJIbTepHATUBOIN PamTrOYacTOTHON TepMOPU30TOMMU IIpU
HTH npu PC [14]. [IpeumyiiecTBOM pagndodacTOTHOM
PU30TOMUM TIepel OATIOHHOM KOMITPECCUEH TaKKe SIBJIST-
ercsa 0ojiee TOUHBINT KOHTPOJIb JIOKAJTU3AIUNA U CTeTICHU
pa3pyweHus l[acceposa y3na [17].

CornacHo pesynsrataMm Jiedenust HTH npu PC ramma-
HOXOM y 37 Ul TaHHas METOAMKA Takoke Obuta 3 dek-
TUBHOI, MUHAMAJIFHO WHBA3WUBHOM, TIPU 3TOM IIPOIICHT
OCJIOXHEHMH (mapecte3un) coctasui 5,4 % [22].

B ®I'bY HIIH PAMH nipoBonsTcs aHaJIOTMYHBIE OTTe-
paumu. BeinoaHeHo neueHue 16 nmaupeHToB ¢ PC (9 xeH-
IIWH, 7 My>KYWH B Bo3pacTe oT 34 mo 52 JieT), KOTOPBIM 3a
niocrenaue 7 et mpoBomamtack YBCP B cesa3u ¢ HTH. Ipo-
TMOJDKUTEBHOCTh OOJIE3HM COCTaBWJIA OT 5 1Mo 28 JieT.
V 10 mamnyeHTOB 00JEBOM CMHAPOM MMeEJT MECTO CITpaBa,
y 6 — cieBa. PacrpenesieHye malreHTOB 110 BOBJICUEHHBIM
B TIATOJIOTMYECKUI TPOIIECC BETBIM TPOMHMYHOTO HepBa
on10 crenyrontuM: 111 BeTBb — y 9 mManmeHTOB, couyeTaHue
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11 m 111 BeTBU — y 6, TIOpakeHUE Bcex BeTBE — y | GOIBHOIA.
VY 14 mateHTOR cTeneHb BRIPaKEHHOCTH OOJIEBOTO CUHIPO-
Ma cocTaBmia §—9 6aIoB Mo BU3yaIbHO-aHAIOTOBOM 1TKA-
Jie, y 2 6osbHBIX — 6—7 GayuioB. O0s13aTeIbHBIM YCIOBUEM
TPEKPAILEHUsT OTEepaALK ObUIO TTOTyYeHNE BhIPAKEHHOM
TUIMAJITe3ur B COOTBETCTBYIOIIEH MOPaKeHHOMY KOPEIIKY
3oHe. [Tocne 3aBepiiieHust MPOIIEAYPhI JOCTUTHYTO TTOJTHOE
rpekpaiieHre 00JeBOro CMHAPOMA y BCeX MalneHToB. Pe-
LIMAMBBL 0011 HAOIIONAIUCH Y 6 OOJIbHBIX (Y 4 — B TedeHUE
1 roma, y 2 — 4depe3 2 roma nocje orepaimn). [larmmeHtam
¢ peuuaBaMu 0oJieit OblIa TPOBeIeHa TTOBTOPHASI OTIeparivist
¢ xopormM appexrom. Y 2 6onbHbIX 1Tocae YBCP ¢ ogHoit
CTOPOHBI OOJTU MOSIBUIMCH HA CTOPOHE TIPOTUBOTIOIOKHOM
omnepal, UM TakKe TPOBeAeHa TOBTOPHASI Orepars
C IpyToli CTOPOHBI ¢ XoporuM 3¢ dexTom. B mocneornepa-
LIMOHHOM Tiepuofie Y 4 OOJIbHBIX UMENTM MECTO HeTpyoble
OCJIOXHEHUSI B BUIE AN3ECTE3UN PA3HOW CTETIEHU BhIPAKEH-
HOCTU Ha CTOPOHE OTIepaliu, TPeOYIoIINe TOTIOTHUTEIb-
HOTO JICYEHUSI.

B xauecTBe WILTIOCTpally TIPUBOIUM CJIEAYIOIIee Ha-
OmtoneHue mauueHTta ¢ asyctopoHHeir HTH Ha ¢one
BTOPUYHO-TIpOrpearueHTHOrO TeueHus PC.

[Tlayuenm 1., 53 nrem, enepegovie ¢ 1974 . (6 6o3pacme
16 nem) cman npuxpameieame Ha npasyio Hoey. Bechoi
1977 e. nosgunocs 0eoenue npu e3ensde 61ego. OceHvio
1977 2. 603HUKA0 OHeMeHUe N80Tl WeKU, ICUBOMA U KUCMU
A1e60ll pyKU, yMeHbuuguieecs ¢ meuenue 1 mec camocmosi-
menvHo. B ghespane 1978 e. nosisusacs cnabocms 6 Ho2ax, npu
MPT 201061020 M032a Oblau 8bisIGAEHbI O4aAU OeMUCAUHU3A-
yuu. Ha goune neuenus npednuszononom (¢ dozot 80 me ¢ no-
CMeNeHHbIM CHUMNICCHUEM) CUMNIMOMAMUKA NOAHOCMbIO pe-
epeccupogana. B 1950 e. ommeuanoce yxyouwenue 6 guoe
HapyuleHusi 210Manusl, 1e60CMOPOHHE20 eeMunapesa, eune-
cme3uu Ha aulye ¢ HenoAHsIM peepeccoM. B danvueliwem do
1982 2. cocmosinue ocmasanoce OMHOCUMENbHO CIAOUNbHbIM,
nPOBOOUALUCH KYPCbL COCYOUCMO-MemaboAu4ecKoll mepanuu.
C 1982 . cmana nocmenenHo Hapacmams cAa60CMb @ HORAX,
¢ 1984 2. nosisunace wamxocmes npu xo0soe.

C 1984 e. ommeuan HTH 6 30ne 11, [1] gemeu nepuodu-
yecku mo ¢ 00HOU, mo ¢ dpyeoil cmopoHsl. [Ipunuman 0o
6 mabaemok kapbamasenuna 8 Cymku ¢ HOAONCUMENbHbIM
aghghexmom. B 3asucumocmu om ewvipasxcennocmu 601e6020
cundpoma 0o3a npenapama 8apbupos8aLach 8NA0Ms 00 NOA-
Hoti ommensl. O0HaKo npu npueme KapbamazenuHa ommeuan
cnabocme 8 HO2aX, GbIPANCEHHOCHb KOMOPOU MEHANACH, YMO
modice 8AUsN0 HA KOPPEKYUI 003bl OAHHO20 NeKAPCMBEHH020
npenapama. Bo eépems yxyowenuii (na gpone nocmenennozo
YXyouleHusi CUMRMOMO8 5nU300bl HAPACMAHUS CcAab0Cmu
6 H02aX, He CB53AHHble C NPUEMOM KapOama3enuna) é mapme
2000 é. nposodunace nyasc-mepanus MemuinpeoHu3040HOM
¢ nocaedyrowum nepexodom Ha Kypc madaemupogaHHo2o
npedHuzonona, 6 mae 2002 2. nyavc-mepanus nposedeHa no-
8MOPHO.

Heeponoeuueckuii cmamyc na urons 2000 e.: deuiceHus
21a3HbIX 010K oepanutersl (He 0oeodum OD enpaso do Ha-
pyoucuoil cnaiiku Ha 3 mm, OS — MUHUMANbHBIE 08UNCCHUS

8npago); npu 83eas0e 6NMPago KPYNHOAMNAUMYOHbLI 20PU30H-
manbubLil MOHOKYAAPHbLI HUcmaem 3a cuem OD, npu 83eas0e
61€60 — KPYNHOAMNAUMYOHbLI HUCMaeM, 0oablue 3a cuem
OS, cpedneamnaumyOHblil 6epMUKANbHBLI HUCMA2M,; Ne2KUU
nepugepuyeckuil napes AULE8020 Hepea cea,; npu GoHayuu
Xyoice Hanpseaemcs 1eas NOA0BUHA MA2K020 Heba, eiomoY-
HbLIl peghnec CHUJICeH,; S13bIK NPU BbICOGbIBAHUU — NO CPEOHell
AUHUU; NeeKas duzapmpusi, nepuodudecku oducghaeus; cuna
CHUdIceHa 00 4 6an106 6 1e6oll pyKe, NPeuMyuecmeeHHo NPoK-
CUMAanbHble OMAenbl, BbIPANCEHHbIL NAPe3 8 HO2AX, MblUleUHbL
MOHYC NOGbIULEH NO CRACMUYECKOMY MUNY 8 NPOHAMOPAX npeo-
naeubs creea, @ Ho2ax — eUNOMOHUSL; CYXOICUNbHbIE U NePUO-
cmanvHble peghaekcul nogoviuiersl; peghaexc baburckoeo, ananoe
pegaexca Poccoaumo, KaoHyc cmonsl ¢ 2 CHOPOH; CHUMICEH
HUICHUT OprowHolL peghnexc caesa, dpyeue OprouiHble pegaex -
Cbl OMCYymcmeyom,; OucmMempusi npU 8bINOAHEHUU NANbYEHO-
€0801i NPoObL, BbINOAHEHUE NAMOYHO-KOAEHHOU 3aMPYOHEHO
u3-3a napesa; wamkocms 8 npobe Pombepea; noxodka
napemuuecKu-amakmuyecKas, Xooum c¢ onopoil 8 npedenax
nasamol; paccmpoicmed YyecmeumenbHOCMU He 8blsi8AeHbL;
pedKue UMNepamueHsle N03bl8bl HA MOYEUCNYCKAHUE.

C urons 2000 2. no urons 2002 . npoxodua Kypc mepanuu
KONAKCOHOM, HA (POHe KOmOopoeo OMMeuanucy Kak odujue
NOCMUHBEKUUOHHblE, MAK U MeCHble PeaKyuu.

C uronsa 2002 e. nposoduncs Kypc mepanuu unmepgepo-
Hom bGema-1b (bemachepon, sxcmasua), omme4aiucy epun-
nonodoOHble, MeCMHble PeaKyull, a MAaKice He3HauumenbHoe
nogvluleHue neueHouHvlx epmenmos. Takce nposoduncs
Kypc dempy3umona.

B aneape 2007 . emecmo kapbamazenuna 0bin HA3HAYeH
monupamam, 00HAKO 8 C83U C BbIPANCCHHBIM 201080KPYICEe-
Huem OaHHblil npenapam Obla OMMeHeH U NPO0oANCeH KYPC
Kapbama3zenuna.

IIpu yxyowernuu cocmosinus ¢ Hapacmanuem HTH npe-
umyuecmeenno caesa 6 mae 2010 e. nposedena onepauyus
YBCP caesa. Habarodancs noroxcumenvuolii sghghpexm 6 guode
NOAHO2O peepecca Hespaeuveckux 0oeil, omme4eHo OHe-
menue wexku. Ilpu yxyowenuu e eude Hapacmauus 6oneil
6 npaesoil noaogure auya ¢ mae 2011 e. nposedena YBCP
Cnpasga makoice ¢ NOAOICUMENbHBIM IPpexmom & sude noa-
HO20 peepecca Hegpaneuueckux 6oneil.

Takum obpazom, 8 daHHOM HabAOOeHUU Yy NAUUEHMA
uepe3 10.1em om nayana PC noseunace dsycmoponnss HTH,
Komopas Hocuaa CMoUKUil XxapaKkmep, 0mcymcmaeosan noi-
Hblll KOHMPOAb 601€6020 CUHOPOMA HA (hOHe NpUeMa YKa3aH-
HbIX 1eKAPCMBEHHBIX CpedCma, Npu SMomM OMMeHanuch no-
bounvle 3¢pghexmor mepanuu. IIposedennas 08ycmMopoHHsIs
YBCP nossoauna docmueHyms nOAHO20 3Pghekma ¢ peepec-
com bonegoeo cunopoma. Hecmomps na deycmoponnee éme-
Wamenbemeo, 0CA0NCHEHUSI OMMeUeHbl He ObLaU.

INpuBeneHHblE TaHHBIE TTO3BOJIWIN CAEIATh 3AKITIO-
yenue, uro YBCP aBaseTcs 6e3omacHbIM, 3 (GEKTUBHBIM,
C BO3MOXKHOCTBIO TOBTOPHOTO MPUMEHEHUST METOIOM CUMIT-
TOMAaTUYECKOTO0 Helipoxupyprudeckoro seueHuss HTH ripu
PC 1 MmoxeT OBITh peKOMeHIOBaHa TP HeAD(HEKTUBHOCTH/
HETIEPeHOCUMOCTH MENMKAMEHTO3HOM Teparuiu.
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PacnpocmpaxeHHocmb U (hakmopbl pUcka passumus
fuaéemuyeckKoii NoNUHEBpONaMuU y CMayuoHapHbIX GONbHBIX
caxapsbiM guaéemom 1-ro muna

H.A. Crpokos!, I'.A. Meabunuenko?, 2K.C. AnnoekoBa’, A.B. 3unos?, JI.T. AxmemkaHoBa'
!Kagpedpa nepenoix bonesneii Ilepeoco MIMY um. U.M. Ceuenosa;
’kaghedpa sndoxpunonoeuu Ilepeoeo MITMY um. U.M. Ceuenosa

Konmarxmoi: Heops Anexceesuu Cmpokog strigoral @mail.ru

Y neuuswuxcs 6 cmayuonape 60abHbIX caxapHvim duabemom 1-eo muna (n = 120) nposedena duasHocmuka OUCManbHOU CUMMEMPUHHOL
CEHCOPHO-MOMOPHOI NoAUHe8ponamuu ¢ ucnoavzoganuem wkans NISLL u 7 anekmpogusuonoeuveckux mecmog. Buvisenena evicokas
Yacmoma CUMRMOMHOU Uau cyOKauHu1eckoi noauresponamuu (68,3 %). Ilokazano, 4mo 0CHOBHOE 8AUAHUEC HA BLIPANCCHHOCHb NOAUHEE~
ponamuu 'y 60AbHbIX OAHHOLL 2PYNNbL 0KA3bI6Aem OAUMENbHOCMb HAPYUleHUl Memaboau3Ma, Ho He KPamKospemeHHble K0AeOaHus enukemuu
no noxkazamenio HbA lc. Jlonoanumenvrvimu ghakmopamu pucka pazeumus NOAUHeBPONamuuy A6A4AAUCh Haau4ue pemuHonamuu, KypeHue
u eunepaunudemusi.

Karoueevie caosa: caxapuoiii duabem 1-eo muna, duabemuyeckas noAuHe8ponamus, paKmopvl pucka, Kpumepuu OuaeHOCMuKy

The prevalence and risk factors of diabetic polyneuropathy in inpatients with type 1 diabetes

ILA. Strokov’, G.A. Melnichenko?, Zh.S. Albekova?, A.V. Zilov?, L.T. Akhmedzhanova'
!Department of Nervous Diseases, 1.1. Sechenov First Moscow State Medical University;
2Department of Endocrinology, I.1. Sechenov First Moscow State Medical University

The NISLL scale and 7 electrophysiological tests were used to diagnose distal symmetric sensorimotor polyneuropathy in 120 inpatients
with type 1 diabetes mellitus. The high rate (68.3%) of symptomatic or subclinical polyneuropathy was found. The duration of metabolic
disturbances rather than short-term fluctuations in glycemia in terms of HbA Ic levels was shown to mainly affect the degree of polyneuropa-

thy in the patients of this group. The additional risk factors of polyneuropathy were retinopathy, smoking or hyperlipidemia.

Key words: type 1 diabetes mellitus, diabetic polyneuropathy, risk factors, diagnostic criteria

Yucao 6onpHBIX caxapHbIM nuaderoM (CJ1) Bo BceM
Mupe cTpemutesibHo yBeamunBaeTcs. B 2000 1. B Mupe CJI,
ctpaganu okojio 170 MiH 4denoBek, a K 2030 . mpenBu-
IUTCS YBEJIWYCHHE pacmpocTpaHeHHOCTH B mmupe CJI
1o 366 mutH yenosek [1]. Ilpu 3TOM cienyeT yduThIBaTh,
YTO MMeeTcs1 Oosbloe 4ncino 6ombHbIX CJI 2-ro THIa
C HEYCTaHOBJICHHBIM TMarHO30M. B OTHOIIIeHNY TuarHoc-
TUKH, KOHTposA U yedeHus CI B mociemHue TOIbI 10-
CTUTHYTHI OOJIBIITNE YCTIEXU, OMHAKO TUArHOCTUKA U JIeUe-
HHE OCHOBHBIX MO3MHMX oclioxkHeHU CJI, B TOM 4mcIe
IMadeTMYEeCKNX HEeBPOMATHIA, OCTACTCS CEPhe3HOM Mpo-
01eMOiA.

CaMBIM 9acCTHIM BapHaHTOM IHA0ETHMIECKON HEBPO-
MMaTUM, WMEIOIIMM HauOOoJIbIlee MEINKO-COIINATbHOE
1 MEANKO-3KOHOMMYECKOE 3HAUCHNE, SIBIIICTCS TUCTAThb-
Hasi CMMMETPHUYHAsI CEHCOPHO-MOTOPHAs TIOJIMHEBPOITa-
st — nuabetnyeckas nommHeBpomratus (JIITH) [2]. Co-
[JIACHO OTIPENEICHHUIO, MIPUHITOMY Ha COTVIACUTEIHHOMI
koHpepeHuu B Can-Antonuo, JAIMH — sTo nokasyemas
ITaTOJIOTHSI, KIIMHUYECKH BhIpasKeHHAsI WJIN CYOKITMHIIEC-
cKasl, Kotopast BbIstBisieTcsa Tipu Hamumunu CI m oTcyT-
CTBUM APYTUX MPUYMH HEBPONATUU W TIPOSIBIISICTCS TI0-

paxkeHHeM COMaTUYECKOTO 1/MI aBTOHOMHOTO OTIEJIOB
HepBHOI cucteMbl [3]. Pacnpoctpanennocts JITH mm-
POKO BapbUpyeT B Pa3IMYHBIX CTpaHaX M STHUIECKUX
TPYIIIIax, 9YTO MOXKET OIPEACISIThCS pa3TnIrueM 00CIeno-
BaHHBIX KOTOPT OOJILHBIX (aMOYJIaTOPHBIC WJIU CTAIlIOHAP-
HBIC) ¥ pa3HOOOpPA3NEeM HMCIIOJb3YeMbIX KPUTCPHUEB IHa-
rHoctuku JIITH (3kano0bl 1 HEBPOIOTUUECKIE CUMITTOMBI,
TOTIOJTHUTEIIEHOE BKITIOUeHHE 31eKTpomMuorpaduu (OMI)
WIN KOJMYECTBEHHOTO aBTOHOMHOTO TECTHUPOBAHUS).
BMecte ¢ TeM UMeEIOTCST TaHHBIE TEHETUIECKUX MCCIIEIO-
BaHMI1, KOTOPHIE TTO3BOJISIOT TIPEAIIOIaraTh BIUSHHUE T10-
JMMopdr3Ma pa3IMIHBIX TEHOB Ha CPOKH Pa3BUTHSI U pac-
npoctpaneHHocTh JIITH B paznnunHbIx ctpaHax [4, 5].

Huarnoctuka JITH B anmaeMroornyeckux uccaeao-
BaHMSIX TOJDKHA OCHOBBIBAThCS HA CTAHAAPTHBIX KPUTEPUSIX,
YTO TTO3BOJIUT COIOCTABJISITH pacrpocTpaHeHHOCTh JIITH
B Pa3MMYHBIX PETMOHAX, CTpaHAX M STHUYCCKUX TPYIIIAX.
Hawub6onee TouHo o uucie 6oabHbIX ¢ AITH cpeau namuyeH-
ToB ¢ CJI TTO3BOJISIET CYIUTD TaK Ha3bIBACMBII KOMITO3UIIH -
onHbIi cueT — NISLL (Neuropathy Impairment Score Low
Limb — cueT HeBpomaTWMYeCKMX CHUMIITOMOB B HOTax) +
7 351eKTpOo(DU3NO0IOrMYECKUX TECTOB [6].
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Taomuua 1. llkasra NISLL

CrubaHnue 6enpa

Pazrubanue 6eapa

CrubaHue KojieHa

Pazrubanue KojeHa

ThulbHOE CTUOAHUE CTOTIBI
TTonomBeHHOE CrubaHue CTOIbI
Pasru6anue GoJbIIOrO Majbla
CrubaHue 60JIbLIOTO Majiblia

Pedaekcobr Ouenka (02 6a110B)

KoseHHblit
AXuUII0B

YyBCTBUTEIBHOCTD Ouenka (02 6a110B)

TakTuibHas
bonesas
BubpaimoHHas

MbI]l[C‘{HO—CyCTaBHoe YYBCTBO

Ob6wuii cvem: Ilpasas cmopona + Jlesas cmopona = Cymma
|

B Poccuu He poBoaMIoch KOTOPTHBIX MCCICIOBAHUIA
pacmipoctpaneHHocTr JIITH ¢ mcrmonb30BaHreM COBpEMEH-
HBIX METOIIOB TUArHOCTUKHU. B CBSA3M ¢ 3TUM TIpOBEIeHO
obcemoBaHue ¢ ucnoiib3oBaHreM mKaiubl NISLL, sekTpo-
muorpadun (OMI') U KOIMIECTBEHHOTO aBTOHOMHOTO
TecTupoBaHus 00MbHBIX CJI 1-T0 TUTIA, TOCIUTATM3UPOBAH-
HBIX B OTACJICHUE TMA0CTOIOTMH 1 OOIIEe SHIOKPUHOIOTAN
YauBepcuteTckoir kamHHKA Ne2 Ilepporo MI'MY
M. .M. Ceuenosa B riepuroz ¢ 2009 mo 2010 .

Ilenu uccaenoBanusi — onpeaesieHue pacnpocTpaHeH-
Hoctu JITTH B o0111eii rpyrine, 3aBUCMMOCTH YKC/ia 00JIbHBIX
¢ pazmmuHoii BeipaxkeHHocThIo JIITH ot mmutensHocTn CJI,
1 BBISIBJIEHVE OCHOBHBIX (DaKTOPOB prcka pa3sutus JITTH.

Mamepuanb! u Memopbi

B rpynny wmsyudeHuss pacrnpoctpaHeHHoctu JIITH
U OTIPEIEJICHNST ¢ BBIPAKEHHOCTH BKITIOYAIA BCEX TOCITM-
TaIM3UpoBaHHBIX NareHToB ¢ CJI 1-To ThIa He3aBUCUMO
OT HaJIMYMS W OTCYTCTBHSI ITO3UTUBHOM HEBPOIIATIIECKOM
cumritomatku. Beero oocnenoBano 120 manmenTtoB ¢ CJI,
1-ro tuma (62 MyXX4uHbI 1 58 XKeHILKH) B Bo3pacTe oT 18
10 67 ner (cpemnnumii Bozpact 31,5 & 10,7 roaa), pu JUIMTEb-
Hoctu CJI OT BIlepBBIC BBHISIBICHHOTO 1O 43 JIeT (CpemHsist

mmrtenbHOCTh TeueHust CI 12,5 + 10,1 roma). ¥ Bcex manm-
€HTOB JI0 BKJTIOUCHMSI B MCCIICIOBAHME TTPOBOIMIIN UCKITIO-
YeHWE OPYTUX IIPUIUH Pa3BUTHUS TIOJTMHEBPOTIATUM: XPOHH-
YEeCKOr0 BOCIAJIUTEIBHOTO AEeMUEINHU3UPYIOIIETO
Tpoliecca, HelpocTaTka BUTaMUHa B, Turmotrpeosa, ype-
MWH, TaparipoOTeMHEMUN.

[Mo3uTnBHYIO HEBPOITATUYECKYIO CUMITTOMATUKY (Ka-
JIOOBI OONBHBIX) omneHuBanu 1o 1mkajge TSS (Total
Symptom Score), ITo KOTOPOit OIIpeAesIsSTIOT YaCTOTy 1 MH-
TEHCHUBHOCTb CTPEJISIIONICe 00N, XCOKeHUS, OHEMCEHMUS
¥ mapecTte3uii 3a mocuennue 24 9 7, 8].

JI71sT OlLIeHKY BBIPAXKEHHOCTHU HETaTUBHOM HEBPOIIATH-
YeCKON CHMIITOMATUKK (HEBPOJIOTUIECKOTO IeduIInTa)
npumMeHstiach mkaiga NISLL (ta6m. 1). TectupoBaam 4yB-
CTBUTEIBHOCTh PA3TMYHBIX MONAIbHOCTEN (OoJeBast, Tak-
TUJIbHASI, BUOpAIIMOHHAS Y MBIIIIEYHO-CyCTaBHasT). boseByto
YYBCTBUTEIIEHOCTD OIPEICIISUIA C TTIOMOIIBIO YKOJIA TYITOM
WTJION, TAKTHJIBHYIO — C TIOMOIIBIO 10-rpaMMOBOTO MOHO-
duIamMeHTa, BUOPAIIMOHHYIO — C TIOMOIIIBIO TPaIylpOBaH-
Horo kamepTtoHa (128 Iir), MBIIIIeYHO-CyCTaBHOE UyBCTBO —
orpezesicHeM Y OOJTbHBIX HAITPABJICHUS IBVKCHIST KOHIIC-
BOI (haJlaHTH OOJIBIIIOTO TTAIbIIa CTOMBI. MBITIICUHYIO CHITY
OIpeNeIsUIN TIPU TIPOBeACHUM (PYHKIIMOHAJIBHBIX IIPOO
(BcTaBaHME Ha HOCKHM U IISITKM, TJIyOOKOE ITPUCEIAHMNE)
M TTyTeM OIICHKHU Bpa4yOM MaKCHUMAJIbHON MBIIIIEYHOM CHJIBI
TIPY COKPAIIIEHUH OIPEICICHHBIX MBIIIIII.

MBIIIeYHYIO CHTY OLIEHMBAIN CIICAYIOIINM 00pa3oM:
0 — HopMaJbHas MBIIIeYHAsI CHJjIa, | — cula CHIDKeHa He
0oJjiee yeMm Ha 25 %, 2 — cuiia CHUXKeHa He GoJiee, YeM Ha
50 %, 3 — cua cHKeHa 6oJee, yeM Ha 50 %, 4 — akTUB-
HBIC IBIDKEHUST OTCYTCTBYIOT, ITapaind. Pedekchl olieHn-
Bauu 110 mkaje: 0 — HopMma, 1| — CHIDKEH, 2 — OTCYTCTBY-
et. [lIxana yyBcTBUTENBHOCTH: ) — HOpMa, 1 — CHIDKeHa,
2 — orcyrcrByerT. [1pu MccmenoBaHNM YyBCTBUTEIBHOCTHI
MaIlMeHT HaXOIMJICS B ITOJIOXKEHUM JieXKa Ha CITMHE B CITIO-
KOIHOM M pacciabJIeHHOM COCTOSTHUU C 3aKPBITHIMU TJIa-
3aMU, T UCKJTIOYeHUSI BO3MOXKHOCTH OTpeIeICHYSI BUIA
pasmpaxkeHMS 3peHUEM.

HccnenoBanne (GyHKIIMOHATIHLHOTO COCTOSTHUS TTeprdhe-
PUYECKUX HEPBOB METOIOM CTUMYJISILIMOHHON DMI mpo-
BeJieHO Ha npubdope «Dnekrtpomuorpad-01» ¢upmer MBH
(Poccust) B kmHMKe HEepBHBIX OoJe3Heit [Tepsoro MI'MY
M. U.M. Ceuenona. [IpoBomunach CTUMYJISILIAS IBUTA-
TeTBHBIX HEPBOB (n. peroneus, n. tibialis) ¢ perucTpaiyein
aMIUIMTYObl aBUTaTelbHOro (M) oTBeTa, CKOPOCTH pac-
npoctpaHeHnsT Bo30yxmenus (CPB) m pesmmyanbHOU
JateHImu. 711 MccliemoBaHMST COCTOSTHUSI 9yBCTBUTEIBHOTO
Hepsa (n. suralis) IPUMEHSUTA aHTUAPOMHYIO CTUMYJISIITAIO
C ompeIeIeHreM aMITIUTYIBI ceHcopHOro (S) otBeta 1 CPB.
ITpu aHaIM3¢ TTOTYYEHHBIX PE3YIIBTaTOB B KAUECTBE BEIMINH
HOPMBI UCITONIB30Ban gaHHble J. Kimura [9].

KomryecTBeHHOE aBBTOHOMHOE TECTHPOBAHME OCYIIIECT-
s Ha armrapate CASE IV (CILA). ITo R-R-unHTepBanmam
OTIpeIeIIsUTA BapruabeTbHOCTh CEPACUHOIO PUTMA B TTOKOE
U 1pu mpode ¢ rrydookum apixanuem. [Ipubop aBromarnye-
CKU TIPOBOIJ CpaBHEHNE TTOTYYCHHBIX PE3YIIBTATOB C JaH-

12°
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HBIMM OOCJIEIOBAaHMST KOTOPTHI 3MOPOBBIX JIFOICH TOTO Xe
Bo3pacTa. JIJ1si IMarHoCTUKY HaJIMIMsI aBTOHOMHOM Kapau-
AJIbHOI HEBPOIATUH UCIIOIb30BAIN 5 % JIMMUThI STAJIOHHBIX
3HAYECHUU B MEPLECHTUIISX.

Cranuu JIITH onpenensiu o PJ. Dyck [10]. ITaum-
entel 6e3 JITH o6o3navamuch kak JIITH-0. BoabHbie,
WMEBIINE TTOJMHEBPOIATUIO (110 maHHBIM DMI 1 Komm-
YeCTBEHHOMY aBTOHOMHOMY TE€CTHPOBAHUIO, TOITYCTUMO
2—4 6amna mo mkane NISLL), HO He TpembIBIsSBIINE
KaKUX-JIM0O HeBPOITATUICCKIX JKaJI00, OTHOCWINCEH K CTa-
mun JAITH-1. K cragum JITH-2 oTHocuIM OOJBHBIX
¢ JITTH, y KOTOpBIX BBISIBJISUIA U3MEHEHUSI ITPU OO BEKTUB-
HOM OOCJIeIOBaHUM, HEBPOJOTUYCCKMIT HEPUIIUAT IIO0
mkase NISLL > 2 6a/IioB ¥ TUIMMYHYIO TO3UTUBHYIO HEB-
ponaTtuyecKylo cuMmIiromaruky. B tom ciyuae, ecnu JATTH
BBI3BIBAJIa HapyIICHWE COLMAIBbHON W/WUIW TPYTOBOU
ajanTauuny, yctaHaBiavuBanach cragus JITTH-3.

Bbuoxumuyeckne mcciemoBaHUs YIJIEBOTHOTO (Ypo-
BeHb INIMKoremoriioonHa — HbAlc, TomakoBast 1 TTocT-
MMpaHaInaIbHas TIUKEMUS) U JTUTTUIHOTO 0OMeHa (XOoJe-
CTepWH, JIMIIOMPOTEMHBI BBICOKOM, HMU3KOW M OYEHbB
HU3KOH TUIOTHOCTH, TPUTJIMLIEPUIBI), a TAKKE OMpeaese-
HUE MHUKPOAJTbOYMUHYPHUH TIPOBOAMIN B KIMHUYECKOU
J1abopaTopuy YHUBEPCUTETCKOM KimHUKU Ne 2 [TepBoro
MI'MY uMm. U.M. CeueHona.

J11st 06paboTKM JaHHBIX MCTOJIb30BaH MaKeT MPUKJIaa-
HBIX cTratrcThdeckux mporpamMm (PASW Statistics, Bep-
cus 18, st OC Windows, SPSS Inc.). MHTEepBaNbHBIE TTO-
KazaTeJiv TIpeICTaBIIeHbI B BUJIE «CpeJHee + cTaHmapTHOe
oTKJIoHeHMe». [IpoBepKa Ha HOpMAaTBHOCTh pacIipeneIeHIUST
ocylecTBIeHa ¢ moMolnsio Kputepust [lampo—Yuika.
B ciygae HOpMalbHOTO pacripene/IeHusT IUIsl CpaBHEHUS
TPYIIIT MCITOJIb30BaH Kputepuit CThIOMEHTA, B IPYTUX CIIy-
yasix — Kputepuiit MaHHa— YutHu. YacToTHbIe moKa3aTesn
CPaBHUBAJIY C TTOMOIIIBIO TOYHOTO KpuTepus Puiirepa (HO-
MMHAJIBHBIN TTOKA3aTeNIb MMEJT 2 CTETICHM ), TIPH HEBO3MOXK-
HOCTH TIpUMEHEHMST KpuTepust Puiiiepa NCTIOIb30BaH KPH-
Tepuit xu-kBampat (yx2). st orpeneneHusT B3aUMOCBSI3U
JIBYyX TIEpEMEHHBIX MCITOJIb30BATNCH KOA((PUIIMEHTHI KOp-
PEIIAIIY TI0 CMEIITaHHBIM MOMeHTaM [1rpcoHa miam paHTo-
Bast Kopperstiusa CrimpMeHa. 3HAaYMMBIMA BO BCEX CITyJasix
cunTanrch pasmmans mpu p < 0,05.

Pesynbmambi

Hamane JITTH (cMMIITOMHOM MTH CYOKITMHIUIECKOT)
ycTaHoBJieHO Y 82 (68,3 %) u3 120 6os1bHbIx C/I, 1-r0 THIA,
HaXOAMBILIMXCS Ha JiedeHUU B KinHUKe. Cpeay 00JIbHBIX
¢ [IITH 48,8 % cocTtaBuin MyX4uHbI 1 51,2 % — XeHIIu-
HBI, CO cpeIHUM Bo3pactoM 32,7 £ 11,0 roma u InuTeb-
Hocthio CJI 14,3 = 11,0 roma. AITH He BBIIBIEHa y 38
(31,7 %) GonbHbIX (57,9% MykuuH 1 42,1 % KeHIIWH),
yeil cpeaHuii Bo3pacT coctaBui 28,8 £ 9,7 roga, ipu mn-
teapHoctn CJI 8,8 + 6.4 roga. Takum obpaszom, JTTH-0
ormeueHa y 38 (31,7 %) nauueHToB, y 55 (45,8 %) — cra-
nust AMH-1, y 21 nauuenTa (17,5 %) — AITH-2 u TonbKo
y 6 (5%) — cragust JITTH-3 (puc. 1).

5%

31,7 %

45,8 %

®m AMNH-0 = AnH-1

ANH-2 = AMH-3

Puc. 1. Pacnpocmpanennocms JITH no cmadusim

B 3aBucumocTu ot mmurenbHoctH TedeHMst CJI Bce
o0creoBaHHbIC OBLTM pa3lIesIeHbI Ha 3 TPYIIIIBL

1-a rpyma (n = 33) — 6ombHBIE ¢ MTeIbHOCTRIO CJI,
OT BIIEPBBIC BBISIBJICHHOTO OO 5 JIET BKIIOYUTEIHHO
(24 My>XaurHBI, 9 KEHIIWH), CPEIHSIS POIOKUTEILHOCTD
CJ13,0£1,6rona;

2-s rpyma (n = 34) — OoNbHBIE C ITATETHbHOCTHIO CJ1
5-10 net (13 myx4yuH, 21 KeHIINHA), CPEIHSIS TIUTEIb-
Hoctb CJ1 8,4 + 1,3 rona;

3-sg rpymma (7 = 53) — 6oJbHBIE ¢ IIUTeIbHOCTHI0 CJI
6omee 10 met (25 myXumH, 28 KEHIIWH), CPEIHSIS T~
tenbHOCTh CI1 21,1 = 9,3 rona.

ComnoctaBnenue craguit JAIMH n pmurensHoctn CJI
(puc. 2) moKa3pIBaeT, 9YTO C YBEJIMUYCHUEM IINTEIBHOCTH
3a00J1eBaHUSI IIPOUCXOIUT TIepepacipeaeacHe OOJTbHBIX:
nepexon u3 rpynmsl JITH-0 B rpynmer ATTH-1, JIITH-2
n AITH-3. ITpu nnurenbHocTi CJI MeHee 5 JIeT CUMITTOM-
Hast JITTH Bo3HuKaeT ToJbKO y 6 % 0OIbHBIX, B TO BpeMst
Kak 1ipu niponoskuteabHoctr CJI 6oee 10 €T cMMITTOM-
Hag AITH (cragum AITH-2, JTTH-3) BBISBISCTCS yXe
mout y 40 % GONbHBIX.

70

N2-3
60

57,6-N
>0 44,1%
- N1 .
41,2%

36,4%

39,6 %
40 -
37,8%

\ 22,6%

30

20
14,7 %

PacnpocTtpaHeHHocTb [AMH, %

10 NO

6,0%
0 x x

AnvrenbHocTb rpynna 1

aa

lpynna 2 lpynna 3

0—5 net >5—10 net >10 net

Puc. 2. Pacnpedenenue no cmadusm JITH 6 3aséucumocmu
om daumenviocmu C/. NO — cmaous JJITH-0, N1 — cmadus JITH-1,
N2-3 — emaouu JITH-2 u JJITH-3
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Puc. 4. 3asucumocmo noxazameneit IMT om dnumenvnocmu 3a60neéanus: a — M-omeem, 6 — S-omeem

He BbIsIBIEHO B3aMMOCBSI3M MEXIY IJIMTEIbHOCTDHIO
teueHust CJ1 1 BbIpAXKEHHOCTbIO MO3UTUBHOI HEBPOIATH-
4yecKoi cuMnroMaTyku 1o mkaie TSS. [Tpu minteabHOCTI
CJI meHee 5 neT cpenHuii 6ayn no mkane TSS cocTaBmsin
1,3+ 0,6 Gamwra, npu maareabHocTH 5—10 mer —
3,0 £ 1,6 6auta, a ipu mmureasHocty CJ1 6onee 10 et —
2,2+ 1,3 6amna. KoppelnsimoHHBI aHaJI3 MOKa3all, 4To
BBIPAXXEHHOCTb HErATUBHOI HEBPONATUYECKO CUMITTOMA-
TUKU (HEBPOJOTUUECKUIA MeUIINT) JOCTOBEPHO 3aBHCEIa
ot wmreabHocty CJ1 1 He Obu1a 00YCIOBIEHA COCTOSTHUEM
komrieHcanmu CJ1 B MoMeHT obcienoBanus (puc. 3).

OOBbeKTUBHbIE ITOKA3aTeIN (PYHKLIMOHATIBHOIO COCTOSI-
HUSI Majl00epLOBOro (IBUraTeJIbHOT0) M MKPOHOXKHOIO
(CEHCOPHOI0) HEPBOB JOCTOBEPHO MOATBEPAWIN HATUYKE
00paTHOI CBS3M aMILIMTYAbI M- 1 S-OTBETOB U IJIUTEIb-
Hoctu CJI (p <0,01) (puc. 4).

Texymme 3nauenust KomneHcaruu CI (HbAlc) mo-
CTOBEPHO HE OTJIMYAJIUCH B IPYIINax OOJbHBIX C OTCYTCT-

BUEM WU pa3nnuHoil BeipaxkeHHocThIo AITH. Tak, y ma-
muenToB ¢ JITTH-0 yposens HbAlc cocrasmsn 7,8 £ 1,4 %,
¢ AINH-1 — 8,7%£23%, ¢ AINIH-2 — 8,2+ 1,4%,
¢ AIMMH-3 — 8,3+ 1,1%. He BbIsIBIEHO TaKXe B3aUMO-
CcBS3U Mexnay 3HaueHusiMu HbAlc M BeIpaXkeHHOCTBIO
TTO3UTHUBHOI HEBPOIIATMYECKOM CMMITTOMATUKU: TIPH 3HA-
yeHnsix HbAlc <7 % cymma 6ajutoB 1o mikajie TSS co-
crasisina 1,1 £0,2, anmpun HbAlc > 7,5% — 2,1 = 1,2 6an-
ma (p > 0,05).

J171s1 BBISIBJIEHUST BO3SMOXHBIX TeHACPHBIX BIVSHUN Ha
pazsutyre JIITH npoaHamm3npoBaHa 3aBUCIMOCTD PacIIpo-
crpadneHHocTH JIITH oT mosa: pa3amamii 4acTOTHI BBISIBIIC-
Hus AITH wau Oomblieil mpeacTtaBleHHOCTU KaKUX-JT100
craguit [ITTH He oGHapyXeHo.

Poct 00MpHBIX HEe OKa3bIBaJI BIMSTHUS HAa BEPOSITHOCTh
pazsutug JAIMTH nipu CI0 1-ro tuma. Y manmneHToB ¢ Ha-
mmuriem JIITH cpennwit poct cocraBun 170,1 = 15,7 cm,
anipu orcyrctBuu JAITH — 174,1 £ 8,5 cm.
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He oOHapyxeHOo pa3nmuuunii MexX Iy TpyrnIamMu O0IbHbBIX
o0e3 JAINH u ¢ JAIIH B 3aBUCMMOCTHM OT MacChl Tejia
(72,1 £ 17,8 xr npotus 70,8 £ 13,1 k1, p = 0,962; nuHgexc
Maccel Tena 23,7 £ 3,4 kr/m? npotusB 23,3 £ 3,3 kr/m?,
p=0,61).

I1pu ananu3e cBA3M He3aBUCUMBIX (pakTopoB ¢ JITTH
(Tabi. 2) obHapyXeHa BBICOKOIOCTOBEpHAsT aCCOIIMAIINS
pasButus JAITH ¢ HanuuueM peTuHONATUN.

Tabmua 2. Accoyuayus Hezasucumvix paxmopog ¢ Haruvuem JITH
(MHORODAKMOPHDBLIL aHAAU3)

HbAlc 0,625 0,791 0,309-2,024
Perunonarus 0,001 5,730 1,965-16,712
Hedpomarus 0,671 0,806 0,298-2,177
AprepuanbHoe nasienue 0,686 0,771 0,291-2,715
Mukpoans0yMuHypust 0,681 1,295 0,377-4,441

W3 BpemHBIX TIPUBBIUEK (KypeHHUE, TIPUEM CITUPTHBIX
HanuTKOoB) Ha pa3suture JITTH Biusiio Tonbko KypeHue (y2,
p<0,002).

[Ipu conocTaBneHNN IMoKa3aTesieit TUITIIHOTO OOMeHa
y O0JIBHBIX ¢ HanureM u otcyrcteuem ATTH BhIsiBIIEHO 10-
CTOBEpPHOE pa3Indre MKy TpyIiaMu. B rpyrime 00IbHBIX
¢ HamuueM [IITTH Obl1 0CTOBEPHO BhIIIE YPOBEHb XOJIECTE-
puna (214,6 = 56,1 mr/mn npotus 200,6 £ 54,5 mr/m,
p<0,01), TpurmunepunoB (120,4 + 74,0 Mr/mn TIpoTUB
84,7 = 40, 1mr/mn, p < 0,01) 1 TATTOTIPOTEMHOB OYCHb HU3-
Ko riotHoctH (24,3 % 14,8 mr/mi ipotuB 16,9 = 7,9 mr/m,
p <0,01) o cpaBHEHUIO ¢ TpyIITONi 60abHBIX C/I 1-TO THITA
oe3 JIITH.

Hapy1mieHne aBTOHOMHOTO KOHTPOJIS JESITeTbHOCTH
cepilia mpu npooe ¢ ryboKUM AbIXaHUEM B OOLIEN IpyIi-
e BbissBIeHO y 24,2 % GoabHbiX. [IpoBeaeH aHanu3 3a-
BUCHMOCTH BBISIBIICHUSI KapAuaJdbHOW aBTOHOMHOM He-
Bporaruu ot BeipaxkeHHoct JIITH (puc. 5).

90,0
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70,0
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83,3 %

80,0 %

20,0%

PacnpocTtpaHeHHOCTb, %

ANH-3

AMH-1 AMNH-2
Craguma AMNH
[ Hopma B Hwxe HopMmbl

Puc. 5. Pacnpocmparenrnocms KapouanbHoi asmoHOMHOU Heeponamuu
6 3asucumocmu om cmaduu JITH; *p < 0,05

IMpu JITH-0 He BBIABIEHO M3MEHEHMSI aBTOHOMHOI
KapaIMOMHHEPBALIMK U CpeIHee 3HaUeHNe BapraOeTbHOCTH
YACTOTHI CepAEUHBIX COKpAIIeHNI cocTaBisuio 59,4 + 21,3
nepuenTwis. [Tpu ITTH-1 meauana cocrasisina 45,6 £ 25,5
TIepLIEHTUISI, U3MEHEHNSI aBTOHOMHOW WHHEPBAIIUN BBI-
sBieHbl y 11 (20 %) Gonbubix. B rpynne AITH-2 meauana
cocrasisiia 28,5 £ 36,1 nepueHTHIsA, HapyIIEHUsT OOHAPY-
keHbly 13 (61,9 %) G6onbHbix. [Tpu JITTH-3 ormeuyeHa camast
HU3Kasg MeauaHa — 2,4 £ 2,4 meplueHTUIS U U3MEeHEHUS
BaprabeIbHOCTH CEPACYHOrO PUTMA BhISIBIIEHBI Y 5 (83,3 %)
OonbHbIX. [Ipu craTucTMYEecKOit 00pabOTKE MOIyYeHHBIX
pPEe3YJIBTaTOB BBISIBIICHBI TOCTOBEPHBIC PA3IUIUS MEXKIY
CYMMOM TIEPIEHTHIIICH TTPY KOIMYECTBEHHOM aBTOHOMHOM
TectupoBannm Mexny rpynnamu JIMTH-1 u JIITH-3
(» <0,0001), rpyrmmamu JITH-1 u AITH-2 (p < 0,05). Pe-
3YJIBTAThI MICCIICIOBAHNS BApHaOSIIbHOCTH CEpIeIHOTO PUT-
Ma TOKa3bIBaIOT, YTO BOBJICUYCHNUE B TTATOJIOTUIECKUIA TIPO-
ecc aBTOHOMHBIX KapIMaJdbHBIX HEPBHBIX BOJOKOH
MpOTeKaeT MapauieIbHO ¢ (POPMUPOBAHUEM TTOPAKCHMUS
COMATHYECKUX HEPBOB.

06cy:xpeHue

DNUIEeMHUOJIOTHST OTIMCHIBACT YAaCTOTY BCTPEUACMOCTH
3a00JIeBaHMS 1 OIpenessieT (paKTophl prCKa, aCCOLIMMPO-
BaHHBIC ¢ HUM. [IJ1sT ompemeseHUsT pacpOoCTpaHEHHOCTH
00J1e3H1 KpaifHe BaXKHO MCTIOIB30BATh CTAHIAPTHEIC, BAIM-
IU3UPOBAHHBIE KPUTEPUU TUATHOCTUKU, YTO ITO3BOJIHUT
CPaBHUTH WIN OOBCIMHUTH P METaaHAIN3e Pe3y/IbTaThl
WCCICMOBAHUIA, TIPOBEICHHBIX C BKIIIOUCHUEM Pa3TUIHBIX
nornyJsiuuii 00JbHBIX [11]. AHaMU3 pe3yabTaTOB U3yUeHUS
pacripoctpanenHocT JATTH B momnyssiiym 6onbHBIX CI, i
CpeIy TOCITUTAIN3NPOBaHHBIX TTalieHToB ¢ CJ1 moaTBepXk-
JAeT BaXKHOCTHh BBIOOpPA METONUK OMpeAeCHUS HATMIUS
nomuHeBponiatuu. [Tpu quarnoctuke AITH y 6onmpabIX CJI
1-To THIa B TIOMYJISIIIMOHHBIX MCCIICAOBAHMSX €€ PacIIpo-
CTPaHEHHOCTb KoJieheTcss oT 8 % MpU KUCMOJIb30BAHUM
B Ka4eCTBE AMATHOCTMUYECKOTO KPUTEPHUS CHIDKCHUST UyB-
CTBUTEJBHOCTHA TIPA yKoOJIe Tyroui umion [12] mo 54 %
TP OTHOBPEMEHHOM TeCTUPOBAHWM ITO3UTUBHOM M Hera-
TUBHOI HEBPOTIATUYECKON CUMITTOMATUKH, KOJIMYECTBEHHOM
OIICHKE UyBCTBUTEIbHOCTH, DMI 1 mMcciaenoBaHnM Bapra-
6esbHOCTHU cepreyHoro putma [13]. Ipu obenenoBanum 350
aMmOynatopHbix nauueHToB ¢ CJI 1-ro THMMma ¢ MOMOIIBIO
mkaimsl MINSI (Michigan Neuropathy Screening Instrument),
OIICHUBAIOIIICH TTO3UTUBHYIO HEBPOITATUUECKYIO CIMITTOMA-
TUKY 1 HeBposiornueckuit nepuumt, auartos JITH ycranos-
JieH 'y 16 % 6osbHBIX [ 14]. Y rocnuTann3upoBaHHbIX OOIbHBIX
pacnpoctpaHeHHocTh ITTH komnebGercs mpu TecTupoBaHUM
TIO3UTUBHOM M HETaTUBHOI HEBPOMATHMUYECKON CHMMITTOMA-
TUKK OT 13 10 23 % [15, 16]. I1pu ucnonb3oBaHUM LIS AUa-
rHocTKM DMI-uccienoBanus y 73 roCIUTAIM3UPOBAHHBIX
nmereii 1 moapoctkoB ¢ CJI 1-ro tuma JAITH BeIgBIEHA
y 57% [17]. B apyrom uccienoBaHuu, BKodaniieM 80 ma-
LMEHTOB B Bo3pacte oT 7 10 22 niet ¢ CJI 1-ro Thmna mjmreib-
HOCThIO Oostee 3 net, DMI -uccnenosanue BuisiBiiio JITH
B 59 % ciydaes [18].
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IIpocras cKpPHIMHTOBAsT TUATHOCTUKA C OTIPeACIICHN -
€M COCTOSIHMSI TTOBEPXHOCTHOM UyBCTBUTEIBHOCTH WJIU
peduiekcoB BoisiBisieT JITH B HeO0ab111OM TIPOLIEHTE CITy-
yaeB. boiree yyBCTBUTEIbHAS IMAarHOCTHUKA C (DUKCAIIM-
el TTO3UTUBHOM HEBPOITATUIECKON CUMITTOMATUKHI 1 HEB-
POJIOTUIECKOTO Ae(UIINTA YBEININBACT YMCIO OOJIBHBIX,
y KoTopbIx nuarHoctupyercs JITH. Cnenyer yauThIBaTh,
YTO IIPU 3TOM HE TUATHOCTUPYETCS CYOKIMHUYECKas CTa-
nus JITTH, xoTs, kak ciaeayet u3 gaHHbIX PouecTtepckoro
nccienoBanus [13] 1 06cyKmaeMoro ucciaeToBaHus, 00Ib-
Hble ¢ | cragmeit cocTaBISIOT OOIBITMHCTBO BCeX OOTBHBIX
¢ AITH. ITpu mo6aBiaeHnu K obociaenoBannio DMI 60b-
masa yacth mauveHToB ¢ JITH Bkiouaercs B rpyminy
¢ nuarHoctupoBaHHoii JIITH. BmecTte ¢ Tem yacth 60J1b-
HBIX, MMEIOIIMX TOJbKO HapyIIeHUs BapHaOeIbHOCTU
CepIEeYHOTO PUTMA, B IMAarHOCTUKY HE BKJIIOYAIOTCSI.

B mccnemoBaHuM, TIpOBEACHHOM B KIWHUKE MD3iio
(CIHA), mpu UCTIONIb30BAaHUM JISI TUATHOCTUKU aHAIO-
TUIHON MPUMEHEHHO HAMW METOINKHN, YaCTOTA BBISIBIIC-
nus AITH cocrasuna 54 %. B Hacrosiem mncciie1oBaHum
JIITH Oblnna nuarHocTipoBaHa y HEOOBIYHO BBICOKOTIO TIPO-
meHTa 00bHBIX ¢ C/1 1-ro Tnma — 68,3 %. CToJib BBICOKMIA
npoueHT nauueHToB ¢ JAIIH B Hamem uccienoBaHuu,
BO3MOXHO, CBSI3aH C TeM, UYTO KOTOPTHBIN aHAJIN3 TIPOBO-
IIAJICSI TOJIBKO Y 00JIee TSKEIbIX TOCITUTAIM3UPOBAHHBIX
OOJIBHBIX, UMEBIINX BBICOKYIO CPEIHIOI IJIATEIHLHOCTD
C/I, B TO BpeMs KaK B KIIMHAKEe M 3110 McciieqoBaHue IIpo-
BOIWJIN Y aMOYJIaTOPHBIX OOJTBHBIX.

OcHOBHBIM (hakTOpoM pucka passutus JITTH saBiserca
IUTUTETbHOCTD HapYIICHUI YTJIEBOMHOTO OOMEHa (IUTUTEThb-
HocTh CJ1), 9TO MOATBEPKICHO MPAKTUISCKN BCEMU SITHIC-
MMOJIOTUIECKUMM HccienoBaHusMu. B padore PJ. Dyck
1 coaBT. 6obHbIe C/I pa3aesiich o TPYIIaM C IUTUTEIb-
Hoctbio CII menee 10 geT, ot 10 mo 20 et u ot 20 u 6o7ee
net. [TokazaHo, uro yactoTa BeisiiaeHust JAITH yBeanunsa-
eTcs B 3aBUcUMOCTH oT mmiteabHoct C0 [13]. B Hamrem
nccaenoBaHny mpu amuteabHocTr CII 10 5 J1eT BKITIoUM-
TesbHO vacTtoTa BoisiBieHust JAITH cocraBuna 40,4 % (ripu
II-11I crapuu — 6 %), npu autensHoct C ot 5 no 10 et
BKIIIOUMTENBHO — 55,9 % (nput 1I-111 ctamuu — 14,7 %), ipu
mmrenbHoctu CJI 6onee 10 stet — 60,4 % (npu 11-111 cra-
qun — 37,8 %). I1o mepe yBenuuenus purenbHoctu C/ no
10 71eT mPOMCXOMUT MepeXo OOIBHBIX U3 TPYITITHI HE MMEB-
wx AITH B rpynmst ¢ [ u II-111 cragueit ITTH, a npu -
teapHOCcTH CJI 6ostee 10 et — B rpymy [I-111 ctagnm n3
rpyrnt AITH-0 u ITTH-1. TMonydyeHHbIe B HACTOSIIIIEM KC-
CJIeIOBAaHUY PE3Y/IBTaThl OATBEPAMIIN, UYTO ITUTEILHOCTD
CJI cunbHO BiaMseT Ha yacToTy BeisiBlieHust JIITH, npuuem
OCHOBHOE BJIMSTHUE ITUTEILHOCTD HAPYIIIEHMI YTJIEBOTHO-
ro oOMeHa OKa3bIiBaeT Ha (POPMHUPOBAHUE CHUMIITOMHOM
AIMH (AMH-2 u AMH-3 cragun) — ot 6 % B TIepBoIE 5 JIET
6one3nu no 37,8 % npu murensHoctu CII Gomnee 10 et
MoxHO cmenaTh 3akiodeHue: JuteabHocth CI 6onee
10 jeT sBISIETCSI OCHOBHBIM (DAKTOPOM PHMCKA Pa3BUTHS
cumnTomHom AITH.

INo3utrBHasI HeBponaTUJdecKast CHMITTOMATHKA He Me-
€T KOPPEIIAIIH ¢ IUTeTbHOCTRI0 CJ1, 9TO IMO3BOJISIET CUM-
TaTh, YTO MCTIOIb30BaHNE TOJIBKO IITKAJT VTS OIICHKH KaJI00
OOJIBLHBIX HEIIEIeCO00Pa3HO TIPU U3YICHUH PACTIPOCTPaHH-
Hoctu JIITH. Ponb nnurenbHBIX HapylLIeHU MeTaboIn3Ma
TTIOKO3bI TIOATBEPXKIACTCS BBICOKOIOCTOBEPHOI OTpHIIa-
TeBHOU Koppersiiumeit muteabHoctr CII M aMIUTATY I CeH-
COPHOTO ¥ MOTOPHOTO OTBETOB ITput DMI -rccaenoBaHmN.

B 2005 . B BentuHrckoii tekuym M. bpayHim BKITIOUMT
B yncio (akTopoB, BIusiomnx Ha ¢opmuposanue IITH,
JUTUTETbHBIC N3MEHEHUS METa00JI3Ma TTIOKO3BI 1 OT/ICITb-
HO pa3oBbIe OCTpPBIC KOJIeOAHMSI YPOBHS IJTIOKO3BI B KPOBU
[19]. B mccnemoBanusax DCCT (Diabetes Control and
Complications Trial) u DCCT/EDIC (EDIC — Epidemio-
logy of Diabetes Interventions and Complications) ooHapy-
JKEHO, YTO XOPOIIIT KOHTPOJIb YPOBHS TTIMKEMUH Y OOJIBHBIX
CJ1 1-ro Thma yMeHbIIaeT BeposITHOCTh passutus JIITH
[20, 21]. D10 MOATBEPKIACT POJIH IUTUTSIBHBIX U3MEHEHUI
MeTaboIM3Ma B BOSHUKHOBCHUN THAOCTHUCCKUX TTOPake-
HU TTeprdepruIecKIX HEPBOB M OOBSICHSICTCS] MEXaH3MOM
«MeTaboIMIecKOot maMsITu» [19].

B Hamrem vccreoBaHNM M3y9eHO BIIMSTHIE HAPYIICHUS
komrieHcatmy CJI B KOHKPETHBIIT MOMEHT Ha COCTOSTHHE
nepudepruecKrx HepBoB. He oTMeueHO 3aBUCMIMOCTH MEXK-
ny coctostHrueM KommeHcarmu CI (o BemmunHe HbAlC)
B MOMEHT 00CJIeZIOBaHUSI OOJIGHBIX M HEBPOJIOTMYCCKUM
nedurmToM (Tiokasatess Tsokectr JITTH). B nccenoBanum,
nposBeneHHOM B 2142 ropomax CIIA (GOAL Alc Study)
TakxKe He OOHapy>KeHO B3aMMOCBSI3U Mexkny ypoBHeM HbAIc
un JAITH y 7892 6ompabIX ¢ C/I 2-r0 Trma [22]. Kimmandyecku
OITMCBIBACTCS TOJIBKO TaK Ha3bIBacMasi TUTICPITTMKEMUIECKAST
HEBpOTATHsI, KOTJa pa3TNIHbIC CEHCOPHBIC CUMITTOMBI (T1a-
pecTe3un, 00JTh) BOSHMKAIOT B AMCTAIBHBIX OTIEIAaX HOT TIPU
BBICOKOM YPOBHE TJIFOKO3bl. HopManm3aiysi yrieBogHOTO
00OMeHa ITPUBOIUT K MICYE3HOBEHIIO CCHCOPHBIX OLITYIIICHMIA.
Y 00nBHEBIX ¢ meKoMITeHcpoBaHHBIM CJ1 MOKET CHITKAThCST
CPB no Hepsam, ipuyem CPB ObicTpo yBeTMumnBaeTcs mpu
KOppeKLMu rutepriamkemMun [23]. B akcniepuMeHTe ¢ 3H10-
TeIVATbHBIMU KJICTKAaMU apTepUii YeJI0oBeKa MOKa3aHo, UYTo
6- 1 12-4acoBble TPAH3UTOPHbBIE TUIIEPITIMKEMUU MOTYT Bbl-
3bIBaTh JOJIromIsAmecs (1o 6 aHei) aKTUBUPYIOLIUE W3-
MeHeHMsI B IIpoMoyTepe cyobeauHulibl p65 NF kB (saepHblit
dakTop Karma B) [24]. Bo3aMoXHO, 3TO MMeeT OTHOIIIEHUE
K BIMSTHUIO KPaTKOBPEMEHHBIX, HO 3HAYMTEIHHBIX TTIOBBI-
IIEHUIA YPOBHSI TJIMKEMHH Ha COCTOSTHUE TIepr(epIIecKIX
HepBOB. BMecTe ¢ TeM yOenMTeTbHBIX JaHHBIX, TTONTBEPK-
JAFOIINX, YTO KPAaTKOBPEMEHHBIEC KOJICOAHMST YPOBHSI TITFOKO-
3bI MOTYT OKa3bIBaTh OBICTPOE BIMSIHME HAa KIMHUYECKYIO
kaptuHy JAITH, B HacTosiee BpeMst HeT. HamMu He BBISIBIIEHO
B3aMMOCBSI3M TIO3UTHBHOI HEBPOITATUIECKOM CHMIITOMA-
TKY 1 ypoBHST HbA1c B MOMEHT 00ciiemoBaHNST OOTBHBIX.

W3 npyrux pakTopos pucka passutust JIITH paccma-
TPUBAIOTCST BO3PACT OOJIBHBIX, POCT, Macca Tesla, KypeHue,
YIOTpeOJICHNE aTKOTOJIsI, TUTICPIUTIUACMUSI, apTepraIb-
Hasl TUTIIEPTEeH3UsI, Apyrre mo3aHue ocinoxHeHust CJI (He-
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dponatus u petnHonatus) [25]. [Ipu o6cnemoBanuu 120
mareHToB ¢ CJI 1-ro ThITa HaMM BBISIBJICHO JOCTOBEPHOE
pimstHue Ha pa3putie JIITH takux ¢pakTopoB, Kak TUIIep-
JIMTTAAEMASI, HAJTMIMEe PeTHHOIIAaTHU U KypeHue. CBs3b
HEBPOIIATUH C peTUHOIATHEH, HO He ¢ HedpporaTheit moI-
TBEPXKIACTCS U APYTUMU UCCIeI0BaHUSAMU [26].

He okasbiBanu BausiHus Ha yactoty BoisiBneHus: JTTH
IO ¥ POCT OOJIBHBIX, Macca Tejla U MHIEKC MacChl Tela,
YPOBEHb apTepHATLHOTO TaBICHUSI, MUKPOATEOYMIHYPHST
U TIpreM ajKorosisi. HekoTopeie ncciiemoBaTes OTMEYAloT,
yto y 60mbHBIX CJI, 1-ro TMma JITTH variie pa3BuBaeTcs y il
MyzKCKoro Toj1a [27]. Poib apTepraabHOM TUTIEPTEH3MH KaK
dakropa pucka pazsutusi JIITH BeisieneHa B xone [TutrcOyr-
cKkoro ucciegoaHust 60mpHBIX CJI 1-T0 THITa, KOTOpOE TT0-

Ka3aJio, 4To MPU HATMINH apTepUaTbHOMN TUTICPTEH3NN PUCK
passutust JIITH B Teuenne rocenyrommx 6 JieT ObIT BBILLE
B4 pa3a [28], HO B IpyTruX UCCIEIOBAaHUSIX 3Ta 3aBUCUMOCTD
TMoATBepXKaanach He Bceraa [27].

IIpoBeneHHOE MCCIemOBaHNME TOKA3aJI0 3HAYCHME TT10-
CTOSTHHOTO KOHTPOJIST 3a 60bHBIMH C/I 1-r0 THMIA C 1IeJTBIO
panHero BoisiBieHus1 JIITH, ocoGeHHO npu 1IMTEIbHOCTH
CJ1 6onee 10 net. [TonTBep:KaeHa poJib JIMTEIBHBIX Ha-
PYIIIEHUI TKaHEBOTO MeTaboIm3Ma B (QOPMUPOBAHNH Ta-
Koro mo3ngHero ocioxHeHus CI 1-ro tuma, xkak JIITH.
OnTUMaIbHBIE KOHTPOJb TIMKEMUM HEOOXOOWUM IS
yMeHblleHus BeposiTHocTu pa3Butus I ITH. UckinroueHue
IPYruX (DaKTOPOB PHCKa MOIIOTHSIET aITOPUTM KIIMHAYE-
cKoro BeaeHus 60abHBIX ¢ CI0 1-ro Tnma.

nurtTEPATYPA

1. Wild S., Roglic G., Green A. et al. Global
prevalence of diabetes: estimates for the year
2000 and projections for 2030. Diabetes Care
2004;27:1047-53.

2. Kotos C.B., Kanunun A.I1.,

Pynakosa U.TI. lnabetnyeckas Helipo-
matusi. M.: MUA, 2011. 438 c.

3. Consensus statement. Report and
recommendation of the San Antonio
conference on diabetic neuropathy.
Diabetes 1988;11:592-7.

4. 3oroBa E.B., CaBoctbsiHoB K.B.,
Yuctsaxkos JI.A. u ap. [Touck accormammum
MOIMMOP(MHBIX MAPKEPOB F€HOB, KOAUPYIO-
X (hepMEeHTHl aHTUOKCHUAAHTHOM 3aLUThI
¢ nMabeTnyecKoi mojauHelponaTueit

y OOJIbHBIX CaXapHbIM 11abeToM Tuma 1.
Mo 6uon 2004;2:244-9.

5. Nikitin A.G., Chudakova D.A.,

Strokov I.A. et al. Leu54Phe and Val762Ala
polymorphisms in the poly(ADP-ribose)
polymerase-1 gene are associated with
diabetic polyneuropathy in Russian type 1
diabetic patients. Diabetes Res Clin Pract
2008;79 (3):446-52.

6. Dyck PJ.,Davis J.L., Litchy W.J. et al.
Longitudinal assessment of diaberic
polyneuropathy using a composite score in
the Rochester Diabetic Neuropathy Study
cohort. Neurology 1997;49:229-39.

7. CrpokoB U.A., HoBocanosa M.B.,
Bapunos A.H. u np. KnuHuueckue MeToabl
OLICHKH TSKECTH AMa0eTUUECKON MOTMHEeB-
pornatiu. Hespos xxypn 2000;5:14-9.

8. Ziegler D., Hanefeld M., Ruhnau K.J.

et al. Treatment of symptomatic diabetic
peripheral neuropathy with the anti-oxidant
alpha-lipoic acid. A 3-week multicenter
randomized controlled trial (ALADIN
Study). Diabetologia 1995;38:1425-33.

9. Kimura J. Electrodiagnosis in diseases of
nerve and muscle: principles and practices.
2-nd Ed, Philadelphia, FA. Davis, 1989.

10. Dyck PJ.B., Dyck PJ. Diabetic
polyneuropathy. In: Diabetic polyneuropathy.

PJ. Dyck, PK. Thomas ed. 2nd eds.,
Philadelphia, Pa: W.B. Saunders 1999:255-78.
11. Boulton A.J.M., Vinik A.I., Arezzo J.C.
et al. Diabetic neuropathy. A statement

by the American Diabetes Association.
Diabetes Care 2005; 28:956—62.

12. Knuiman M.W., Welborn TA.,
McCann V.J. et al. Prevalence of diabetic
complications in relation to risk factors.
Diabetes 1986;35:1332-9.

13. Dyck PJ., Kratz K.M., Karnes J.L. et al.
The prevalence by stages severity of various
types of diabetic neuropathy, retinopathy,
and nephropathy in population-based
cohort: the Rochester Diabetic Neuropathy
Study. Neurology 1993;43:817-24.

14. Késtenbauer T., Irsigler P., Sauseng S.
et al. The prevalence of symptoms of
sensorimotor and autonomic neuropathy

in Type 1 and Type 2 diabetic subjects.

J Diab Compl 2004;18:27-31.

15. Gabezas-Cerrato J. The prevalence of
clinical diabetic polyneuropathy in Spain:

a study in primary care and hospital clinic
groupe. Neuropathy Spanish Study Groupe
of the Spanish Diabetes Society (SDS).
Diabetologia 1998;41:1263-9.

16. Young M.J., Boulton A.J., MacLeod A.FE
et al. A multicentre study of the prevalence
of diabetic peripheral neuropathy in the
United Kingdom hospital clinic population.
Diabetologia 1993;36:150—4.

17. Nelson D., Mah J.K., Adams C. et al.
Comparison of conventional and
non-invasive techniques for the early
identification of diabetic neuropathy

in children and alolescents with type 1
diabetes. Pediatr Diabetes 2006;

7:305-10.

18. Nordwall M., Hyllienmark L.,
Ludvigsson J. Early diabetic complications
in a population of young patients with

type 1 diabetes mellitus despite intensive
treatment. J Pediatr Endocrinol Metab
2006;19:45-54.

19. Brownlee M. The pathobiology

of diabetic complications. A unifying
mechanism. Diabetes 2005;54:1615-25.

20. Albers J.W., Herman W.H., Pop-Busui R.
et al. Effect of prior intensive insulin
treatment during the DCCT on peripheral
neuropathy in type 1 diabetes during the
Epidemiology of Diabetes Interventions and
Complications (EDIC) Study. Diabetes Care
2010;33:1090-6.

21. DCCT Group. The effect of intensive
treatment of diabetes on the development
and progression of long-term complications
in insulin-dependent diabetes mellitus.

N Engl J Med 1993;329:977-86.

22. Herman W.H., Kennedy L. Under-
diagnosis of peripheral neuropathy in type 2
diabetes. Diabetes Care 2005; 28:1480—1.
23. Thomas P.K. Classification of diabetic
neuropathy. Textbook of diabetic neuropathy.
2003:175-7.

24. El-Osta A., Brasacchio D., Yao D. et al.
Transient high glucose causes persistent
epigenetic changes and altered gene
expression. J Exp Med 2008;205:2409—-17.
25. Shaw J.E., Zimmer P.Z., Greis FA.,
Ziegler D. Epidemiology of diabetic
neuropathy. In: Textbook of Diabetic
Neuropathy. New York: Thieme, 2002,

p. 64—82.

26. Happich M., Breitscheidel L.,
Meisinger C. et al. Cross-sectional analysis
of adult diabetes type 1 and type 2 patients
with diabetic microvascular complications
from a German retrospective observational
study. Curr Med Res Opin 2007;23:1367-74.
27. De Block C.E.M., De Leeuv I.H., Van
Gaal L.F. Impact of overweight on chronic
microvascular complications in type 1
diabetic patients. Diabetes Care 2005;
28:1649-55.

28. Forrest K.Y., Maser R.E., Pambianco G.
et al. Hypertension as a risk factor for
diabetic neuropathy: a prospective study.
Diabetes 1997;46:665-70.

31



32

HepBHo-MbileYHbIe

BONE3HH Kaunuueckue uccaedosanus

BecmubynapHbie MUOreHHbie U CNyXoBbie CMBONOBbIE BbI3BAHHbIE
nomeHuyuanbl B HEBPONOru4ecKoil npakmuxe

0.C. Kopenmna, H.C. Anekceesa, B.B. Ine3munkmuii
DI'BY Hayunoviit uenmp neeponoeuu PAMH, Mockea

Konmaxmeor: Buxmop Bacunvesuy [he3duuicuii gnezdvy@mail.ru

Hapsdy ¢ obcaedosanuem cayxo8blx KOPKOBbIX U CMBON0BbIX 8bI36aHHbIX nomenyuanos (BII) e nesponoeuueckoil, omoHesposo2u4ecKoil
U ayouon02uHeckoll npaKkmuKe 6 nocieonee 6pems HAUUHAom UCNOAb308aMb MAK HA3bIGAEMbIE 6eCMUOYASAPHbIC MUOCHHbIC GbI36AHHbIC NO-
menyuanst (BMBII). [Tokazarno, ymo npu cmumyasyuu yxa 2pOMKUM 36VKOM U 3aNUCU COKPAUCHUSL 2DYOUHHO-KAOUUMHO-COCUCBUOHOU MbIULLb
MOICHO OUEHUMb (DYHKIUUIO HUICHE20 8eCMUOYAAPHO20 HEPEA U 6eCMUOYA0CNUHANbHO20 MPAKMA, CAKKYA0-UelHbLI pedaekc.

B cmamve o6cyxcoaromes Hekomopbie Memoouueckue u KAUHUYecKue 60npocsl npumererus smux éudoe BII. Couemannoe uccredosanue
akycmuueckux cmeonogvix BII u BMBII nossonsem noomeepoums nopajcenue cAyxo8oix u 6eCmuOyasapHbiX nymeil Ha ypoeHe cmeod.
Dmom 6uod 06caedoeanus 6axiceH 015 8blAGACHUS OeMUCAUHUZAUUY U NOPAXICEHUS 8 8eCMUOYA0CNUHANBHOM MPaKme, HepedKo HabAdaembix
NpU paccessHHoM cKaepo3se u opyaux 3a001e6aHuUsX.

Karoueawie caosa: secmubynapHoie MUO2EeHHbIE bI36AHHbIE NOMEHUUAAbL, AKYCMUYECKUE CINBO0N08ble GbI36AHHbIE NOMEHUUANbL, YUeHMPANb-
Hblll 6eCmMUOYAAPHbILIL CUHOPOM, KOXAe08eCMUOYAAPHbLIL CUHOPOM, PACCESHHbLI CKAePO3

Vestibular myogenic and acoustical brainstem evoked potentials in neurological practice

0.S. Korepina , N.S. Alekseeva , V.V. Gnezditskiy
Research Centre of Neurology Russian Academy of Medical Sciences, Moscow

Along with the inspection of acoustical cortex and brainstem EP in neurologic, otoneurologic and audiologic practice recently start to use
so-called vestibular evoked myogenic potentials (VEMP). It is shown, that at ear stimulation by a loud sound and record of sterno-cleido-
mastoid contraction is possible to estimate function of the inferior vestibular nerve and vestibulospinal pathways, a sacculo-cervical reflex.
In article some methodical and clinical questions of application of these kinds are presented. Combine research acoustic brainstem EP and
VEMP allows to confirm effectively lesions of acoustical and vestibular ways at brainstem. The conclusion becomes, that this kind of inspec-
tion is important for revealing demielinisation and defeats in vestibulospinal tract, that quite often happens at MS, and at estimation
of efficiency of treatment.

Key words: vestibular-myogenic evoked potential, acoustic brainstem evoked potential, central vestibular syndrome, cochleo-vestibular
syndrome, multiple sclerosis

BeeneHue
Hap;my ¢ o0cenoBaHUEM CJIYXOBBIX KOPKOBBIX 1 CTBO-
JIOBBIX BBI3BBAHHBIX ITIOTCHIIMAIOB (BH) B OTOHEBPOJIOrM4e-

CpenHee yxo  BHyTpeHHee yxo CrBON MO3ra

YTpukynapHaa

CKOW W ayIMOJIOTUYECKOW MPAKTUKE B MOCJIEIHEE BPEMS MaKYIa e,
CTaJI UCTOJIb30BaTh TAK Ha3bIBAEMbIE BECTUOYJISIPHBIE MU~ |
T e ——

OTeHHEBIC BbI3BaHHBIC ToTeHIIMasl (BMBIT) [1-5]. M3BecT-
HO, 9TO BBI3BaHHBIC TOCPEICTBOM 3BYKOBBIX <«IIEITIKOB»
MMOTEHHBIC ITOTEHIIMAJIBI MOTYT OBITh MCITOJIb30BaHBI
B KaueCTBe KIMHWYIECKOTO TECTa BECTHOYIOCITMHAIBHOTO
(BectuoOyoleiiHoro) pedriekca |2, 3, 6—9] — tecta BMBI1
(vestibular myogenic evoked potential). [Tyr BMBII Bxitto-
YaIOT: PELENITOPHI CAKKYJISIPHOM MaKyJIbl BHYTPEHHETO yXa,
HIDKHUI BeCTUOYJISIPHBIN HEPB, BECTUOYIISIPHOE SIPO, Be-
CTUOYJIOCTIMHAJIBHBIN TPaKT U m. sternocleidomastoideus
[7, 10]. Ha puc. 1 moka3aHbl ITyTH MPOBEAEHUS HEPBHBIX
HWMITYJIBCOB TIPY MCCIICIOBAHUM BECTHOYIOLIEPBUKATIBHOTO
pedirekca meronom BMBIT Ha ypoBHe cpeaHero yxa, BHy-
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TPEHHETO yXa W Ha YPOBHE CTBOJIA MO3ra. IPOMKMil 3ByK
BBI3BIBACT IBIDKCHUE CTpPEMEUKa, CMEIIeHNe SHIOTUMOBI
AKTUBUPYET PEICNTOPHI B TTOMJICKAIIEH CaKKYJIIpHOU Ma-
Kyine, acddepeHTaIs 1o HIDKHEMY BeCTUOYISIPHOMY HEPBY

Puc. 1. ITymu nposedenus HepeHbIX UMRYAbCO8 NPU UCCACO08AHUU
secmuby0uepeuKanbHoeo pegaexca memodom BMBIT
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HaIpaBJIsSIeTCsl K BECTUOYISIPHOMY sIIpY, 3aTeM pehieKTop-
Hasl Jiyra TIPOXOAUT 4Yepe3 BeCTUOYTOCTTMHAIBHBIN TPAaKT,
AKTUBUPYET MOTOHEMPOHHI sipa J0OABOYHOTO HEPBA, UTO
BBI3BIBAET COKPAITEHNE TPYTUHHO-KITIOUMIHO-COCIIEBUATHOM
MBIIIIIIBI.

Taxum 00pazom, IPU CTUMYJISIIIIM yXa TPOMKUM 3BYKOM
1 3aITUCU TOHUYECKOTO COKPAIIIEHNS TPYIUHHO-KITIOYMYHO-
COCLIEBUTHOI MBIIIIIIBI MOXKHO OLIEHUTD (DYHKIIMIO HIXKHETO
BECTHOYJIIPHOTO HEPBAa M BeCTUOYIOCTTMHAIILHOTO TPAKTa,
CakKyJo-1IeiHbIi pediekce [1, 2, 7, 10].

Lleab nccnenoBannss — olieHKa Bo3moxkHocTeit BM BIT
JTOTIOJTHUTENIbHO K 00CIeIOBAHUIO aKyCTUIECKUX (CITyX0-
BBIX) CTBOJIOBBIX BBI3BaHHBIX IToTeHIINaI0B (ACBIT) B He-
BPOJIOTUYECKO TIPAKTUKE JUTST TUATHOCTUKY LIEHTPATHHO-
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Iro BCCTI/Iﬁy.T[H]I)HOI‘O CHMHIApOMA 1M €T0 IMHAMMKHM Ha (I)OHC
JICYCHUA.

Mamepuanbl U Memofbl

Metonom BMBIT 1 ACBIT o6cnenoBanbl 20 3M0pOBBIX
WCIBITYeMbIX 1 23 TIalleHTa ¢ SHIIe(aTOMUETUTOM 1 pac-
cesstHHBIM ckiepo3oM (PC) ¢ pa3nmnuHOil CTEIIEHBIO BBI-
paXkeHHOCTH IIEHTPAIbHOM BeCTUOYISIPHON TUCHYHKITNM.

Perucrpamus BMBIT nu ACBII mpoBoamiachk Ha Heli-
poycpenuutene Heitpo-MBII-4 (HeitpocodTt, UBaHOBO).
Mg ACBIT ucnonb3oBanmuch CTaHAAPTHBIE YCIIOBUS PETH-
crtpauu [4, 10, 11].

Ocobennocmu pecucmpayuu BMBII. J1na perucTpainu
BMBII ucnonb3ytoTcsi cTaHaapTHbIE HEWpOycpemHUTe-
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Puc. 2. llanenw sxpana Heiipo-MBII 6 pexcume ycpeonenus npu pecucmpauuu BMBII: a — kpusbie nocie okonuanus ycpeonernuss BMBII:
BepXHUEe KpUGble NOAYHEHbl NPU CMUMYAAUUL 18020 YXA U PeUCMPayull Ha UNCU- U KOHMPAAAmepaivHoll cmopone (cynepnosupogans. 2 omeema,
8bl0eneHHble @ OMOCNbHBIX CePUsIX); HUIce OMeem Ha UNCU- U KOHMpAaAamepaivHoli Cmopore, @bl0eAeH bl NPU CIMUMYASAYUL NPABO20 YXd,

0 — omeembl 6 npoyecce ycpeOHeHUs. nPU NOGMOPHOU CMUMYAAYUU NPABO20 YXA; 8 — KOHMPOAb HANPAICCHUS MbLUULbL, HE0OX0OUMDbLLL 0151 X0pouLeeo
goloenenuss BMBII na uncusamepanvroii cmopoue npu cumyasyuu npagoeo yxa
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mm — npubopsl mist peructpauuu BII. [ToBepxHocTHast
BJIeKTpoMHUOTrpadIecKast aKTUBHOCTbD M. sternocleidomas-
toideus peTUCTPUPYETCS C TTIOMOIIIBIO YaIlIeYKOBHBIX XJIOPO-
CepeOPSHBIX BJICKTPOIOB. AKTUBHBIC SJIEKTPOJIBI YCTaHAB-
JINBAIOTCS C 00EMX CTOPOH Ha BEPXHIOIO TPETh MBIIIIIHI,
pedepeHTHBIEC pacIiojiaraloT Ha BepXHE YacTU TPYIUHEI.
[Tpu ycTaHOBKE 31€KTPOIOB CIeIyeT 00OpaTUTh BHUMAaHUE
Ha CUMMETPUIHOCTD MX PACIIOJIOXKECHMS, a TAKXKE YIECTh
BO3MOXKHOCTb CMEIIECHUS KOXM IIPH TTOBOPOTAX TOJIOBHI.
DiekTpoMuorpacMIeCKIit CUTHAJI OT MBIIIIIIBI Ha UTICH-
JIaTepaibHOM CTOPOHE CTUMYJISIINN YCUIMBACTCS 1 (DHITh-
tpyetcst (10—-2000 Iix). CTUMYISLINS TTPOU3BOIUTCS Yepes
CTaHIAPTHBIC HAYIITHUKK. YPOBEHb MHTCHCUBHOCTH 3ByKa
cocraniseT 120140 nb. Yacrorta ctumyssunm 3111, amoxa
anaimm3a 50 Mc, KoJIM4ecTBO ycpeaHeHuii — 1o 70120
B 2—3 cepusiX ¢ TIOCIEAYIONIeH CynepIIo3nITIAeii T OIIeH-
K1 BOCITPOM3BOAMMOCTH OTBETOB. [1p1 ITOBTOPHBIX ycpemd-
HEHUSIX HEOOXOIMMO TOOMBATHCS XOPOIIE BOCTIPOM3BO-
TUMOCTH KOMIIOHEHTOB OTBeTa. JIJIs aHaM3a YMCICHHBIX
ImapaMeTPOB OTBETa MOXKET OBITh NCITOJIH30BaHA YCPETHEH-
Hast KpuBas. JOTOIHUTEIRHO I YCTPAaHEHUSI BEICOKO-
YaCTOTHBIX apTe(haKTOB MCIIOJB3YeTCS (DUIBTpALIMS IO
500—1000 Iir.

BectubynonepsukanbHbIil pediaekc mpu BMBIT peru-
CTpUpYeTCs TPU TTOCTOSTHHOM TOHWYECKOM HaIpsKeHUN
UCCIenyeMO MbIIIbL. AMITIATYIa peructpupyemoro BIT
3aBUCUT OT CTEIIEHW COKpAIleHUs MBIIIIEL. B mutepatype
OITMCHIBAIOTCS 2 BO3MOKHBIX CIIOCO0a HAPSDKEHMST MBIIII-
IIbI — TIOBOPOT TOJIOBEI B CTOPOHY ITPOTUBOIIOJOXHYIO
CTOPOHE CTUMYJISILIUM 1 TIOIBEM TOJIOBBI BBEPX U3 ITOJIOXKE-
HMS JIeka Ha criiHe. BTopoii crioco0 nMeeT mpenMyIecTBo,
ITO3BOJISIIONIEE YMEHBIIUTD ITOTPEITHOCTh B M3MEPECHUU
acumMetpur BMBII, Tak Kak BbI3bIBaeT 00jiee CUMMETPUY-
HOE COKpaIlleHre MBIIIII ¢ 2 cTopoH. OmHAaKo, KaK IToKa3al
HAaIIl OITBIT, aMIIUTYa OTBETOB IPU 3TOM CIIOCO0e BCerma
HIDKE, YeM TIPH TTOBOPOTAX TOJIOBHI (pHC. 2).

OTBeTHI PETUCTPUPYIOTCS 00JIee CTAOMITBHO TTPU MaK-
CUMaJIbHOM HATPSIKEHUU UCCIIeayeMOii MbIIIbL. CTerneHb
1 CUMMETPUYHOCTh 3TOTO HATIPSDKEHUS ClIeAyeT KOHTPO-
JIMPOBaTh B Te€UCHME Bcell perucTparmu. Ha puc. 2 moka-
3aH npouecc peructpauuu BMBII ¢ konTponeMm 3a crerne-
HBIO HAMIPSIKEHUST MBITIIIIHL.

Pesynbmambi

WccnenoBanue ciyxoBbix cTBojoBbiX BIT 1 BMBII
ITO3BOJISIET BBISIBUTH HAPYIICHHMSI B CTBOJIE Ha pa3sHOM
ypoBHe. [TapaMeTphI ci1yxoBBIX CTBOIOBBIX BIT mocTaTou-
HO xopouro u3ydeHsl [4, 5, 10, 11]. IIpuBenem nmpumep
perucTpanmu KopotrkonareHTHbIX ACBIT B HopMme (puc. 3,
Tabm. 1).

OcHoBHBIME KoMITOHeHTaMu BMBII siBisttorcest 11o-
noxurenbHas (P13) m orpuiiatenbHas (N23) BOJHEIL
Ha puc. 4 nokazan npumMep peructpan BMBII B Hopme
y ucnbityeMoir K., 26 jer, mpu CTUMYJISILUU JIEBOTO
u ipaBoro yxa. Cymneprio3aupoBaHbl OTBETHI, 3apeTUCTPH-
pOBaHHBIC Ha MIICHJIATePATbHOM CTOPOHE B 2 HE3aBUCH-

MbIX BpeMeHHBbIX cepusix. [lokazaHa uaeHTUOUKALMS
KOMITOHeHTOB oTBeTa P13 m N23. B Tabm. 2 npuBeneHb
rapaMeTphl JaTEHTHOCTE MUKOB ¥ MEXITMKOBbIE aMILIM-
Tyasl. [lpu uccnenoBanun BMBII MuoreHHbIe OTBETHI
PETUCTPUPYIOTCS C 00EUX CTOPOH, JJATEHTHOCTHU UX B IIpe-
nmenax HopMmbl (10,3 m 10,2 MC), aMITUTyga TOCTUTAET
112 MmxB cneBa n 100 MxB cmipaBa.

Cpennue 3HayeHus 11 20 00ce10BaHHBIX 3T0POBBIX
JIMLI CO CPpeIHMM BO3pacToM 36 (29—68) sieT, 1o HaIlKM JaH-
HBIM, cocTaBwin: JateHTHocts P13 10,8 £ 0,6 mc; mareHT-
Hocth N23 18,0 £ 2,0 mc; P/N ammutyna 147 = 66 MxB.

. T - S
1mc 0,2 mefi

\ o/ eeoe 100,25 (pa.) 190 e
mopar 30 :

" npamos 10045 (pasp.) 100 we
nopar 30

3]

Puc. 3. ACBII 6 nopme (ucneimyemas I., 41 cooa).
Hncunamepanvhvie omeedenus npu cmuMyaAsyuu 1€6020 U NPagoeo
yXa c uraocmpayueii 0CHO8HbIX hokazameneil. O603Ha4eHUs NUK08:
1 — cayxoeoii neps; 11 — npokcumanshas uacms cayxo6020 Hepea
u Koxneapnule adpa; 11 — komnaexc oaue (yposerns mocma);
1V — 6okosas nemas u V — nudicrue Oyepbl yemeepoxoimus (Me3sHuye-
anvrelii omden cmeona); VI — meduanvroe koarenuamoe 0po

Ta6muua 1. OcHosHble nokazamenu uNCUAAMEPANbHBIX OMEEOCHULL
npU CMUMYAAUUU 1€6020 U NPABO20 YXa

I 1,58 1,51

£l s

11 2,81 2,48
JlaTeHTHOCTb M1Ka, MC 111 3,74 3,53
v 5,04 4,72
\% 5,69 5,58
I-111 2,16 2,02
MeXMIUKOBBII UHTEPBaJI, MC 1-v 1,94 2,05
-V 4,1 4,07
OTHOILICHNE aMTUTATY/T V-Va/I-la 2,27 2

Ilpumenanue. 30ecy u 6 nocredyrouux mabauyax: Sin — caesa; Dex — cnpasa.
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5 10 15 20 25 30 35 40 45 50 55 60 65 70 75
N23 5mc20 MK B

nesoe 127 ab (pa3p.) 100 Mkc

npaBoe 127 ab (pa3p.) 100 MKc

P13

Puc. 4. ITpumep BMBII 6 nopme (ucnoimyemas K.,26 rem)
¢ udenmudghukayueii KOMNOHEHMO8 U OCHOBHLIMU NAPAMEMPamu omeema
npu cmumyasyuu epomkum weaukom (130 0b) aeeoeo u npasoeo yxa
(napamempbol AGMEHMHOCMU U AMIAUMYObl OMBEMO8 YKa3aHsl 6 mabauye).
Yepeonenus no 100 cmumynos, 2 cepuu cynepno3uposambl.
Iloxazana 6ocnpouseodumocms 0meenos u 0003Ha4eHbvl OCHOBHbIE
Komnonenmul P13 u N23 na uncunamepanvhoii cmopore
(omeem Ha KOHMPANAMeEPANbHOU CMOPOHe OMCYMCmayem,)

Ta6muna 2. Yucrosvie nokazamenu 1amenmnocmeti NUKO6

P13 10,3

bl

AS 112
N23 15,5
P13 10,2

AD 100
N23 14,0

Ilpumenanue. 30ecy u nocaedyiouux madauyax: AS — cmumyasiyus creea;
AD — cmumynsyus cnpasa.

Paszopoc marentHoctn P13 komebancs or 9,9 mo 12,2 mc,
aN23 or 15 1o 23,2 Mc. ACUMMETpHUS JTATEHTHOCTHU He TIpe-
BbILIaIa 1 MC. ACUMMETpHSI aMILIUTY/IbI He rpeBbiiiaa 27 %.

HaubGonee pacnpoctpaneHo ucnojb3oBanne BMBII
IIJIST ICCIIEAOBAHMS COCTOSTHUSI BECTUOYISIPHOM (PYHKITUHN
IIpU TTIOPaKEHUM aHAIM3aTopa Ha IeprdepuIecKOM YPOB-
He MpHU TaKuX 3a00JIeBaHUsIX, Kak 00Je3Hb MeHbepa, Be-
CcTHOYNISIpHAsT IIIBaHHOMA, BECTUOYISIPHBIM HEHPOHMUT,
ducTyma mosyKpy:KHOTO KaHana u 1p. OqHaKo TTopaskeHIe
CTPYKTYp, OOECITEeUMBAIOIINX BECTHOYIOIIEPBUKAIBHBIN
pediekc Ha IIEeHTpaIbHOM YPOBHE, TaKXKe OTpakaeTcs Ha
n3MeHeHuu rokaszaresieit BMBII. [Tpruem oco6eHHOCTBIO
BOBJICUCHHOCTH BECTUOYIOCITMHAIBHOTO TPAKTa SIBJISICTCS,
10 TAaHHBIM JINTEPATyphl, U3MEHEHNE BPEMEHHBIX Iapa-
METPOB OTBeTa [3, 5]. YBenmueHue 1aTeHTHOCTA MUOTE€H-

HOTO OTBETa MOXET HAaOIIOHaThCS TPH HIIEMHUYECKOM
TOpakeHUHU CTBOJIA, TEMUEINHU3UPYIOIINX 3a00IeBaHM -
SIX, YePETTHO-MO3TOBOM TpaBME U JIp.

B xagecTBe Momes M ST OIICHKY BO3MOXKHOCTE MeTona
MBI PaCCMOTPEJIN ITOPaKeHNE CTBOJIOBBIX CTPYKTYP, COTIPO-
BOXKIAIOIIEeCs KOXJICOBECTUOY/ISIPHBIM CHHIPOMOM Y OOJTb-
HeIX PC. Y 6ombimHceTBa manyieHToB ¢ PC ObIn yBeTMueHb!
JIATEeHTHOCTY MMKOB P13 ¢ 0HO#T CTOPOHBI M OMjIaTepatb-
HO. OTMEUaIOCh TAKKe CHIDKEHHE aMIUTATYIBI OTBETOB WA
ACUMMETPHSI aMITTUTYIBI IIPU CTUMYJISILIMY CITpaBa 1 CJIeBa.
B HEKOTOPBIX CITydasix OTBETHI OTCYTCTBOBAJIM.

Hawnb6oiee uyBcTBUTENBHBIMU TTapameTpamMu ACBII
B 3TOU TpymIie 3a00JeBaHI 0Ka3aJIMCh MEKITMKOBBIC MH-
TepBaJibl, B Oosblleii creneHu nHTepsai [-V. B 3aBucumo-
CTH OT YPOBHSI IOpaKeHMST MOIJIN YBEJIMIMBAThHCS M30Mpa-
TesibHO nHTepBabl =111 nmu 11—V, peayunpoBanuce nuku,
OTpaXkaroIlre aKTUBALIMIO COOTBETCTBYIOIINX M CTPYKTYP.

IIpencraBisieT mHTEpPeC TOT (HAKT, YTO ITOMUMO TeX
ciy4yaeB, Korna usMeHenue napametpos BMBIT u ACBIT
WMEJIN MECTO Yy OJHOTO M TOTO K€ OOJbHOTO W MMEJIUCH
KOPPEISIIINY YBEIMICHUS JJATCHTHOCTH MMOTEHHBIX OT-
BETOB 1, HaIIpUMep, MEXMMKOBLIX MHTepBajioB ACBII,
Y HEKOTOPHIX MTAIIMEHTOB TaKOW KOPPEISIIMY He OTMeUa-
Jock. HapyieHns BBISIBIISTTACH TOJIBKO T10 JAaHHBIM OTHO-
TO 13 METOIOB WJIN OIPEIEIISUINCH Ha IIPOTUBOTIOIOKHBIX
CTOpOHAX. DTO KaxXyIleecsT IPOTUBOPeUne TPy OJIMKaii-
IIeM PacCMOTPEHUHM, OKa3bIBACTCS, TIOBHIIIACT TIPEUMY-
IIIECTBA METOIOB M AEMOHCTPHUPYET BOBMOKHOCTD UCTIOJb-
30BaHUS UMX KaK B3aMMOIOIIOJHSIONINX B OIIEHKE
COCTOSTHUSI CTBOJIOBOTO ypoBHs TtopaxeHus. 1o cpaBHe-
Huto ¢ ACBIT BMBII, 3apernctpupoBaHHBIE C MBIIIIII
IIe, OTPaXKaloT B OONBIINCH cTeeHN (DYHKIIMOHAIBHOE
COCTOSTHUE CTPYKTYpP KaydaJTbHBIX OTIACIIOB CTBOJIA TOJIOB-
Horo Mo3ra. [ToaToMy BBISIBIEHNE HapyIICHUI TTPOBEIC-
HUS Ha pa3JIMIHBIX YPOBHSX BECTUOYIISIPHOTO U CITyXOBO-
0 aHAJIM3aTOPOB HAeT AOTOJHUTEIBHYIO MH(MOPMAIIIIO
B nmnarHocTtuke PC, moaTBepkmasi IMCCEMUHAITNIO TTaTO-
Jorruyeckoro mpoiiecca [4, 5, 10].

Hekoropble HaGa0aeHUS, BBIINOJHEHHbIE B Hallei
J1abopaTopum, IPUBOIUM HITKE.

Habarodenue 1. ACBIT u BMBII y 6onmsHoTO C., 33 1€,
¢ nuarHo3oM PC B ctaguu oboctpeHust (puc. 5,6, Tadi. 3,4).
Ha puc. 5 nmokazansl nameHennst ACBIT y 6onbpHoro C.
B cTaguu oboctpeHus. OtMedaeTcst aehopMaIus U CHITKE-
HUe aMIuiuTyaHoro ypoHs 111 nuka, yBearueHre MexXI-
koBoro uHrepBana I-1II, I-V npu ctumynsimum crpasa.
ITpu3Haky HapyIIeHWsST BHYTPHUCTBOJIOBOTO ITPOBEICHNS Ha
MEIyJUIOTIOHTUHHOM YPOBHE CITpaBa. YMCIIOBBIE TTOKAa3aTe-
JIA TIPUBEIICHEI B Ta0I. 3.

Ha puc. 6 nokasansl namenenss BMBII y Toro xe
nanueHTa C. BeIsBiasgeTcs 3amep:kKa MPOBEIeHUS 10 Be-
CTUOYJIOCTIMHATIBHOMY IIyTH CJIeBa B BHIE YBEIWUCHMUS
nmareHTHOCTH BMBII ripu ctumynsitiiu ciieBa (Tad:. 4).

AHaIM3 pe3yJNBTaTOB COBMECTHOTO WCCIICIOBAHMS
CITYXOBBIX 1 BeCTUOYISIpHBIX BIT 1T03BOJISIET OLICHUTH KakK
pacIpoCcTpaHeHHOCTh MTATOJIOTMUECKOTO TIPOoIIecca B CTBO-
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1mc 0,5 MK

1K,5: nesoe 105 B (pa3p.) 140 mkc

nesoe 105 ab (pa3p.) 140 mxc

.npasoe 105 46 (pa3p.) 140 mxc

Va / -Npasoe 10.5q5(pa3p.).140 MKC

llia

Puc. 5. Cayxogoie kopomkxosamenmuvie BII (6oavroil C., 33 nem, ¢ duaeHo-
3om PC 6 cmaduu o6ocmpenus). ACBIT npu cmumyasyuu npagoeo u 16020
yxa. Snavumvie usMeHeHUs HYMPUCME0108020 NPOGeOeHUs CNPaA8a
(mexncnuxoswlii unmepesan 1-V caresa — 3,9 mc, cnpasa — 4,4 mc,
yeeauuerue ramenmuocmu I11 u V nuxoe makice cnpasa)

Taomuua 3. Yucrosvie noxazamenu kopomroaamenmuvix ACBIT y 6oavhoeo C.

1 1,6 1,4

El s

11 2,63 2,27

JlaTreHTHOCTH TTMKa, MC 111 3,48 3,88
v 4,53 5,13

v 5,53 5,8

I-111 1,88 2,48

MeXNMKOBBII MHTEPBAJ, MC 1=V 2,05 1,93
-v 3,93 4.4

OTHOIIIEHNE aMITTUTY]T V-Va/I-la 2,05 1,0

Jie, TaK U CTETEeHb €ro BHIPAXKEHHOCTU HA 0oJiee TTO3THUX
cragusax 3aboneanus [4, 10].

Habarodenue 2. Tlpusenem nanusie ACBIT u BMBII
y 6oxpHoro I1., 32 jIeT, O BTOpMYHO-IIPOTPaTieHTHBIM
teueHueMm PC (puc. 7, 8, Tabim. 5, 6).

C ob6enx ctopoH peructpupyrores =111 muku, V ik
penyuupoBaH. YBennyeHsbl JateHTHoctu 111, IV, V nukos
u MexxTkoBeIe mHTepBanbl =111, I-V ¢ o6enx cropoH. OT-
MEUaeTcsi OTHOCUTENIbHOE YBEINIeHNE JIATEHTHOCTY TIepy -
(epuueckoro | muka crnesa. Takum oOpazom, MO TaHHBIM
ACBII BbIsIBISICTCS HapyIIeHNe BHYTPUCTBOJIOBOTO IIPO-
BEJCHUsI HAa MEMYJIJIO-TIOHTO-Me3eHIeaTbHOM YPOBHE

¢ 00enx cTopoH. Bo3aMoxkHO Herpyooe yxyaireHne (hyHKITIN
CJTyXOBOTO aHa/IM3aTopa Ha reprdepruueckoM ypoBHE cJieBa.

OT™MeuaeTcst 3HAUUTETbHOE HAPYIIEHNE BBIPOKEHHOCTH,
CHWXKEHME aMIUTUTY/IbI V TUKOB ¢ 00EUX CTOPOH, YBEINYE-
HHE MEXITMKOBBIX MHTEPBAJIOB (CM. puc. 7). 3aMemieHIe
TIPOBENICHUSI CITYXOBOI aphepeHTaIINY BISIBIISIETCST HA BCEM
MPOTSKEHUU UCCIIETyeMOTro MyTH, 0osiee rpydoe HapylleHe
(pyHKIMM HCCeTyeMbIX CTPYKTYp OTMEUAeTCsT Ha MEe3eHIIe-
¢abHOM ypoBHE. BBISIBISIETCST TakKe 3HAYMTENIbHAS 3a-
JIep3KKa MPOBEICHUST UIMITYJTbCOB IO BECTUOYTOCTTMHAIIBHO-
My TyTH C 00E€UX CTOPOH B BUZIE YBEMUECHUST JJATEHTHOCTE I
MMOTeHHBIX 0TBeToB Ha BMBIT (cM. puc. 8).

Ocob6oe 3HaYeHME TIproopeTaeT HabmoneHne ACBII
1 BMBII B nuHamuke, KOTOpOE IO3BOJISIET HE TOJbKO
BBISIBUTh OTKJIOHEHUE OT HOPMATUBHBIX ITapaMETPOB Ha
JIMarHOCTUYECKOM 3Tarle, HO TaKXe MPOCIeIUTh U3MEHe-
HUSI UX TIPU TIEpexXofie M3 ONHOM craguu 3abosieBaHUs
B JIPYTyl0, OOBEKTUBHO, B TOM YHCJI€ KOJIMYECTBEHHO,
OLIEHUTh CTETIEHb BOCCTAHOBJIEHUSI HAPYIIEHHOU (hyHK-
ud 1 3P (PEKTUBHOCTD JICICHUSI.

5 10 5 20 25 30 35 40 45 50 5 60 65 70 75
N23.

5 mc 50 MK

1K,2

1K,1 nesoe 127 gb (pa3p.) 200 mxc

K4

2%,3
.npasée 12f)15 (péap.) 200 MK

Puc. 6. BMBII npu cmumyasyuu 1€8020 u npagoeo yxa
(6oavnoil C., 33 aem, ¢ duaenozom PC 6 cmaduu obocmpenus,).
3adepicka nposederusi npu CMUMYASUUU CAe8A NAMEHMHOCMU

nuka P13 yseauuena do 14,8 mc (cnpasa do 12 mc)

Taomua 4. Yucaosvie nokazameau BMBII y 6oavrozo C.

P13 14,8

>

AS 279
N23 22,1
P13 12,0

AD 367
N23 19,8
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(1203 4 5 6 7 8 910 T 1213 s

1mc0,2MmK B

\J1esoe 110 ab (pa3p.) 140 mkc

nesoe 110 ab (pa3p.) 140 mKc

{~npaBoe 110 b (pa3p.) 140 MKc
»A\.npasoe 110 ab (pa3p.) 140 mMkc

Puc. 7. Jlannvie o6cnedosanus ACBII y 6oavhoeo I1., 32 aem, ¢ duaenoszom
PC co 6mopuuno-npoepaduenmusim mevenuem, npu CUMyAayuu npagoeo
U 1e6020 yxa

Ta6muna 5. Yucnosvie noxazameau ACBII y 6oavnoco 11.

1 1,98 1,5

E] s

1T 3,3 3,0
JlaTeHTHOCTh M1Ka, MC 11T 4,53 3,98
v - 4,93
v 6,72 6,23
I-111 2,55 2,48
MeXnMKOBbBII MHTEPBAJI, MC 111-V 2,2 2,25
-V 4,75 4,72
OTHOIILICHIE aMTUTUTYT V-Va/I-la 0,64 0,39

Habawoenue 3. ACBIT u BMBII y GonbHoit B.,
41 roma, ¢ mmarHozoM PC B mmHamuke (puc. 9, 10,
tabsn. 7-10).

IlepBoe uccienoBaHue BBIMOJHEHO B CTaaiuu 000-
CTPEeHUsI, KOTOPOE COIMPOBOXAATOCh CHUXKEHUEM CITyXa
u wymMoM B JieBoM yxe. Ha MPT BbIsiBiAeHBI pu3HaKku
JEMUAETMHU3ALNU B TIPOEKIIMM BapoJiieBa MOCTa U KO-
pelka JIeBOro CIyXOoBOTO HepBa (cM. puc. 9a, Tab6m. 7).
BonbHast mpoiiia Kypc JiedeHUsl COTy-MeApPOJIOM B CTa-
uvoHape. [ToBTopHOE MccienoBaHue BBITIOTHEHO Yepe3
1,5 Mec B cTannu pemuccuu (cM. puc. 96, Tad. 8).

Ha ACBII yBennueHbI JIATEHTHOCTH BCEX MUKOB, Ha-
ynHas ¢ nepudepuueckoro | muka, 1 MEXITUKOBbIE NH-
TepBaJIbl TIPU UCCIeN0BaHUM JIeBOTO yxa. CripaBa Bce ma-
paMeTphl B Ipeaeaax HOPMBI.

Ha BMBII — otuetryimBas 1oJioKuTeabHas JMHAMUKA
CO 3HAUUTEJIbHBIM CHIKEHUEM JIATEHTHOCTEN W MOBBILIE-
HUEM aMIUIUTY[ TUKOB CJIEBA ITPU MOBTOPHOM UCCJIEIOBA-
Huu. BMBII B cranuu 0o60cTpeHUsT HApYLIEHBI, HECTAOWITb-
HBI C 00€MX CTOPOH, HECKOJIBKO JIy4IIle UAEHTU(DUIINPYIOTCS
cripasa. [Ipy MOBTOPHOM MCCJIENOBAHUM TOJIOXUTENbHAS
JMHAMMKA ¢ BOCCTAHOBJICHUEM MapaMeTPOB 10 HOPMAaTUB-
HBIX 3HAYECHUA.

Ipu uccnenoBarnnu ACBIT (cm. puc. 9) ripu cTumyJIsiLian
JIEBOTO yXa TOBBILLIEH CYOBEKTUBHbBIN CIIyXOBO MOPOT, yBe-
JIMYeHa JIATEHTHOCTh BCEX TTMKOB, HAYMHAsI ¢ Tiepudepuye-
CKMX KOMIIOHEHTOB. YBEJIMYEHbI MEXITMKOBBIE UHTEPBAJIbI
[-I1I1, I-V. OtMeuaeTcst Takke OTHOCUTEILHOE TI0 CPABHEHUIO
C TpaBoOii CTOPOHONM CHWXEHUE aMILIUTyAbl oTBeTa. [lpu
CTUMYJISILIAY cripaBa rmapaMeTpbl ACBIT B mipemenax HOPMBLL

55 60 65 70 75
o 5 Mc 20 Mk

 nesoe 127 hE (paép.) 100 MKC
nesoe 127 gb (pa3p.) 100 mkc

nesoe 127 gb (pa3p.) 100 mkc
YCpenHeHHan Kpnsas -

npasoe 127 ab (pa3p.) 100 MKc

npasoe 127 ab (pa3p.) 100 MKc
YCpeHeHHanA KpuBas

P13

Puc. 8. Jlannsie o6caedosanus BMBII y 6oavnoeo 1., 32 nem, ¢ duaeno-
30m PC co emoputno-npozpadueHmuvim meueHuem, npu CumMyAsyuu
16020 U npasoeo yxa. Jlamenmuocms nuxka P13 yeeauuena caesa
do 17,9 mc, cnpasa 0o 19,4 mc. Amnaumyodsi omeemos coxpaHeHsl,
0e3 3HaMUMOU acuMMempuu

Taodmua 6. Yucaosvie noxasameau BMBII y 6oavn020 I1.

P13

17,9

AS 113
N23 34,6
P13 19,4

AD 123
N23 32,6
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Taomuua 7. Yucaoswie noxaszamenau ACBITy 6oavroti B. 6 cmaduu o6ocmpenus

nm 12 13 14 15

1Mc0,5MKkB

neBoe

npasoe

0 1M 12 13 14 15

i MC 0;5 MK B
nesoe 115 b (pa3p.) 140 mkc

npasoe 110 gb (pa3p.) 140 MKc

Puc. 9. Jlannvie ACBII y 6oavHoti B., 41 200a, ¢ duaenozom PC 6 cmaduu obocmpenus (a) u é cmaduu pemuccuu (6)

11

JlaTeHTHOCTD MUKa, MC 11T

MeXITMKOBBI MHTEPBA, MC

OTHOIIeHUE aMIUTUATY]T

1k,8

2K,7 A

2k,6

v

\%

I-111

-v

1%

V-Va/I-Ia

tl £}

4,0 2,53
4,83 3,53
5.8 4,53
6,68 5,42
2,53 2,23
1,85 1,9

4,38 4,13
1,97 1,31

50 55 60 65 70 75
5mc20mK B

. nesoe 127 b (pa3p.) 100 mKc

_npasoe 127 gb (pa3p.) 100 mkc

Taomaua 8. Yucrosvie noxazameau ACBIT y 6oavhoi B. 6 cmaduu pemuccuu

I 2,3 1,3 1 1,73 1,28

£} s

11 2,9 2,58
JlaTeHTHOCTb M1Ka, MC TI1 3,73 3,5
v 5,08 4,6
v 5,78 5,47
I-111 2,23 2,0
MeXIUKOBBII MHTEPBAJI, MC 1I-V 1,98 2,05
1Y% 4,2 4,05
OTHOIIIEHVE aMILTUTYJT V-Va/I-la 1,87 1,2
35 40 45 50 55 60 65 70 75

2K,5
2K,8
2K,2

1k,3
k4

_5Mc20mK B

npasoe 127 ab (pa3p.) 200 MKc

yCpeAHeHHas KpuBas

" nesoe 127 46 (paép.) 200 Mkc
yCpeaHeHHas KpuBas

Puc. 10. annvie BMBIT y 6oavHoii B., 41 200a, ¢ duaernozom PC 6 cmaduu obocmpenus (a) u é cmaduu pemuccuu (6)
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Taommua 9. Yucrosvie noxasameau BMBIT y 6oavhoi B. 6 cmaduu obocmpenus

El

TIpasoe yxo, 127 n1b N23

P13-N23 = 47,8

Taomuua 10. Yucaosvie noxazamenu BMBII y 6oabhoil B. 6 cmaduu
pemuccuu

E]

IIpaBoe yxo, 127 n1b —

N23 20,9
P13 11,4
JleBoe yxo, 127 nb =
N23 21,4
IIpaBoe yxo, 127 1b P13-N23 — 118
JleBoe yxo, 127 nb P13-N23 — 132

Taxum o6pazom, 1o maHHBIM ACBI1 BEISIBIISIETCST OTIETIIBOE
HapylIeHre TTapaMeTPOB OTBETA 10 TieprhepUIecKOMY THUITY,
3aMeTIeHHe IpoBeneHYs addepeHTaIy Ha MHTepBaJie CITy-
XOBOM HEPB — SJIpa MOCTA CJIEBA.

BMBIT y 5T011 60/1bHOM B CTa11 000CTPEHNST HAPYILIEHbI
(cm. puc. 10@), cHUXeHbI MO aMIUTATY/E, HECTAOWIbHBI
C 00erx CTOPOH, HECKOJIbKO JIydllle MAECHTU(MDUIIMPYIOTCS
cripaBa. [Ipy MOBTOpHOM WMCCIENOBAaHUM OTMEYAETCS] OT-
YEeTIMBAsI TTOJIOKUTETbHASI IMHAMUKA C BOCCTAHOBJICHUEM
IapaMeTpOB 0 HOPMATMBHBIX 3HAYEHUI C HE3HAYUTEIbHON
acuMMeTpueit ctopoH (cM. puc. 106).

0GcyHnenue

T. Murofushi u coaBT. B paboTe, TTOCBSIIIEHHON TUarHO-
CTUYECKOW LIEHHOCTH TTPOJIOHTMPOBAHHOM JIATEHTHOCTY -
koB BMBII, nokazanu, 4To HauOoJIbLIyI0 3HAUUMOCTb YBE-
JmueHue ateHTHocT! ko P13 n N23 umeer mist PC [3].
M3 48 GonbHbIX ¢ pa3HOil HO30mMOTHEl (00ne3Hh, MeHbepa,
BECTUOY/ISIPHBIC HEBPUTHI, aKyCTUIeCKe HeBpUHOMBI, PC)
TOJBKO Y 00mbHBIX ¢ PC ObUM yIUIMHEHHBIE JIATEHTHOCTH,
ocobeHHo 11t mrka P13. HampammBaeTcst BBIBOIL O TOM, 9TO
9TOT BUJI OOCIIEIOBAHNST BXKEH IS BBISIBICHUST TIOPAKEHMSI
B BECTHOYJIOCTIMHATIBHOM TPaKTe, YTo HepenKo ObiaeT ripu PC.
IMocsenHee noaTBepaAMIOCH U B APYruX pabotax [4, 5, 9, 14].

Metonuka BMBII oTHOCUTEIbHO HOBA, OMBIT €€ K-
HUYECKOTO MPUMEHEHUSI IOKa HeGoJIbILoM [2,6]. ViMeroTcs
BOIIPOCHl B MHTEPTIPETALIMU PE3YIBTATOB, 0003HAUYECHUN
KOMITOHEHTOB [2,8,13,14 ]. B cBsI31 ¢ 3TMM TIpuBeieM Cpe/l-
HUE 3HAYECHUS JIATEHTHOCTU OCHOBHBIX NMKOB BMBIT npu
pasnuuHbIX 3a0o0neBaHusIX U3 padbotsl T. Murofushi u co-
aBT. [3]. Haubonbiiee yBennyeHue JTaTeHTHOCTEW MUKOB
BBISIBJISIETCSI TIPY HATMIWY IEMUETMHU3UPYIOIINX U3MEHE-
HUI B BecTuOynocnmHaibHOM Tpakte ripu PC (Ta6s. 11).

Hekoropble HaGa0aeHUS, BBINOJHEHHbIE B Hallei
JTabopaTopuU U MPUBEIEHHbBIE BBIIIIE, TTOATBEPXKAAIOT 3TH

Taomuna 11. Cpedusis aamenmuocme P13 u N23 BMBII npu paznuunbix
3aboneéanusx [3]

KontposbHas 11,8 +0,86 20,8 £2,2
BM 28 11,9+ 1,1 20,6 £ 1,5
BH 14 12,0 £ 0,81 21,2+ 1,8
AH 23 12,4£1,3 21,8 +£2,9
PC 9 17,3+2,6 25,1%£2,6

Ilpumenanue. M — Gone3us Menvepa, BH — secmubyaspruolii
nespum, AH — akycmuueckas HespuHoma.

NIaHHbIE, KaK HOpMaTMBHbIe, TaK U udMeHeHuss BMBII
y 6ospHBIX ¢ PC.

3aknioyexue

Hcnonb3oBanue BMBII B 0TOHEBPOIOTMYECKO 1 HE-
BPOJIOTMYECKOI MPAKTUKE OTKPHIBAET MEPCIIEKTURY PaHHE-
TO BBISIBJIEHUS OWJIaTepaIbHOV BECTUOYJISIPHOM IIIBAHHOMBI
(HettpombpomMaTo3 2-ro TUIIA), OCOOCHHO B CIIyJasiX Tep-
BUYHOTO TTOPAXXEHUSI OIMyXOJIbI0O HUXHEW BETBU BECTHU-
oynsipHoro Hepsa [12]. CoueranHoe uccnenosanue ACBIT
1 BMBIT no3BosnsieT 2¢hheKTUBHO MOATBEPANTH TIOPAXKEHNE
Ha ypoBHe MocTa [4, 10]. [Tpr mopaskeHUsIX TIPOIOJITOBATOTO
MO3ra y OOJbHBIX C KPOBOUIIMSIHUEM, CUHIPOMOM Bai-
nenbepra—3axapueHko peructpainms BMBII obecrieunia
TOYHYIO TOIMYECKYIO NTUArHOCTUKY YPOBHSI TMOPaKEHUSI
CTBOJNA MO3ra, B T0 BpeMst Kak ACBIT Obutn HopMasbHbIe [4].
Hcnonv3oBanne BMBII B HeBposiornuyeckoi MpakTUKe
OTKPBIBAET BO3MOXHOCTh PAHHETO BBISIBICHUST 1IEHTPAITb-
HOTO BECTUOYJISIPHOTO CUHAPOMA JIEMUETUHU3UPYIOIIETO
reHe3a. M3 BbILIEYKA3aHHOTO CJIEAYET, YTO 3TOT BUI O0-
CIeMOBaHMST BaXKeH [UIS1 BBISIBICHUST NEMUETUHU3AIUN
U TIOPaXXEeHUST B BECTUOYIOCTMHATBHOM TPAKTE, HEPEAKO
Habmomaroruxcs rmpu PC, a Takke s olieHKA 3¢ (eKTHB-
HOCTH JICYCHUSI.
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Kaunuueckue uccaedosanus BONNE3HH

Onbim opraHusayuu guarHocmuyeckoil U Meuko-coyuanbHoil
nomouu 6onbHbLIM ¢ HacNeAcMBEHHOl Heliponamueil
Lllapko-Mapu-Tyma B KpacHoAapCcKoOM Kpae

E.B. I'nymenxko', H.A. IInaiinep', E.A. Kantumuposa', E.A. Ko3yauna!,
M.I. Boesoaa?, B.H. Makcumos?, A.A. Ajiaxsepsin’
Kpacnospckuit TMY um. npogh. B.®D. Boiino-Aceneuxoeo Munzopascoupazeumus Poccuu, kagedpa meduuunckoi eenemurxu
U KAUHU4ecKOll Hetipoghusuonoeuu HHcmumyma nocaeduniomHozo o6pasosanus, Kpacrnospck;
2HUHU mepanuu Cubupckoeo omdeaenuss PAMH, Hosocubupck

Konmaxmor: Hamanes Anexceesna Illnaiioep NASchnaider@yandex.ru

Hacnedcmeennas netiponamus Illapko—Mapu— Tyma (HHIIIMT) — naubonee pacnpocmpanenHas (popma HacaeodcmeeHHbIX NOAUHEeponamuil.
Ileav uccaedosanus — pazpabomra Hay4Ho 0O0CHOBAHHBIX AN2OPUMMOB AeueOHO-OuazHocmuueckoil nomouwu 6oavhoim HHIIIMT (na npu-
Mmepe Kpachosipckoeo kpas).

Mamepuaavt u memoovt. Obcaedosarno 324 auya (npobandsl u ux podcmeennuxu I1-i u 2-it aunuu poocmea). [lpoanasusuposaro
125 (38,5%) u3z 324 kaunuueckux caynaee HHIIMT, u3z nux 0as nocaedyoujeeo cmamucmu4ecko20 aHaiusa 6 6bl00pKYy 6KAHUEHO
64 (51,2 %) cayuas (npobarosl u uieHsl ux po0OCI08HbIX, NpouLedulle 8ec KOMNACKC KAUHUYECKUX U A1A00PAMOPHbIX UCCACO08AHUIL CO-
2/1aCHO NPOMOKONY Hacmosuwe2o uccaedosarus). Bozpacm omoobpanuvix 64 auy eéapvuposanr om 6 do 81 eoda: meduana éospacma —
30,5 200a, 6 mom uucae 24 (37,5 %) acenuwunnt, meduana éozpacma 33,5 200a; 40 (62,5 %) myxucuun, meduana eospacma 28,5 2oda.
Memodul duaeHocmuKuy: KAUHUKO-2eHemu4ecKuil, KAUHUYeCKUll He8poA02U4eCKUll, Helpopu3uonoeuueckuil, MONCKYAIPHO-2eHeMU4ecKui,
OUEHKA Kauecmaa JcU3HU, OUeHKa MPegoICHOCMU U denpeccuu.

Pesyavmamot. Omseowennoiii cemetinviii anamues no HHIIMT ommeuen ¢ 53 (93,0 %) uz 57 cayuaee ¢ npeobradanuem aymocomHo-
OdomMuHanmHo2o muna Hacredoganus — 52 (91,2 %) cayuas. B pezynvmame JITHK-mecmuposanus dynaukayuu eena beaxa nepugepuue-
ckoeo mueauna (PMP22) na 17-ii xpomocome, npogedennoeo y 34 obcaedyemoix, dannas mymauus obnapyxcena y 17 (50,0 %) 6oavHbix.
Moduguuyuposannas memoouxa KOMRbIOMEPHOL NANNECME3UOMEMPUL C UCNOAb308AHUEM OMEUeCMBeHHO20 OUACHOCMUYECK020 000pY00-
sanus «Bubpomecmep-Mb H» BT-02- 1 s61semcs uyscmeumenvHvim Memooom OUazHOCMUKY 2eHemu4ecKu 0emepMUHUpO8aHHoi demue-
aunuzayuu npu HHIIMT na pannux cmadusx pazeumus 3a601e8aHus U Modcem 0bimb peKoMeH008aHa K 60aee WUPOKOMY UCHONb308AHUIO
6 dpyeux peeuonax Poccuiickoit Dedepayuu.

Karoueewie caosa: nacnedcmeennas netiponamus lllapko—Mapu—Tyma, kaunuka, eenemuka, OuazHoCmuKa

Organization experience of diagnostic and medicosocial services for patients
with Charcot—Marie—Tooth disease in Krasnoyarsk region

E.V. Glushchenko', N.A. Shnayder', E.A. Kantimirova', E.A. Kozulina', M.I. Voevoda?, V.N. Maksimov?, A.A. Allakhverdyan’
!Krasnoyarsk State Medical University named after prof. V.F. Voyno- Yasenetsky, Krasnoyarsk;
2Scientific Research Institute of Therapy of Siberian Department of Russian Academy of Medical Science, Novosibirsk

Hereditary neuropathy Charcot-Marie-Tooth (CMT) is the most common form of hereditary polyneuropathies. Goal of the study was the
development of evidence-based diagnostic and treatment algorithms using patients with CMT (for example, in Krasnoyarsk Territory).
Materials and methods: A total of 324 people. (probands and their relatives 1 and 2 lines of kinship). We analyzed 125 (38,5 %) clinical
cases of CMT, 64/125 (51,2 %) clinical cases were include to statistical analysis (probands and their family trees, past the full range
of clinical and laboratory findings according to the protocol this study). Age ranged from 6 to 81 years, median age — 30,5 years, including
women 24 (37,5 %), median age — 33,5 years; males 40 (62,5 %), median age — 28,5 years. Methods of diagnosis: clinical, genetic,
neurophysiological, molecular genetic, assessment of quality of life assessment of anxiety and depression.

Results: The family history of CMT noted in 53/57 (93,0 %) cases, with a predominance of autosomal dominant type of inheritance —
52 (91,2 %) cases. As a result of DNA testing duplication of peripheral myelin protein gene (RMR22) on chromosome 17, held 34 survey,
this mutation was found in 17 (50,0 %) patients. Modified method of computer esthesiometry for CMT diagnosis using domestic diagnostic
equipment “Vibrotester-MBN” BT-02-1 has a high sensitivity in the early stages of the disease and can be recommended for more wide-
spread adoption of on par with other subjects of the Russian Federation.

Key words: hereditary neuropathy Charcot—Marie—Tooth, clinical, genetic, diagnostics
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HacnenactBennas Heiipornatust Lllapko—Mapu—Tyra
(HHILMT) — namnbonee pacrpocTpaHeHHasT KIMHUYC-
cKkasl hopMa HacJeACTBEHHBIX MoyjvHelponaTuii [1-3].
Cpennsis yactora Berpedaemoct HHIIIMT B monymstiin
cocrasiseT 1 Ha 3 Teic. HaceneHus [4—6]. [Tpumepno 20 %
BceX OOJIBHBIX C KIIMHUKOI HeMPOMBIIIIEYHOTO 3a00JIeBa-
Hust 1 10 60 % OOJIBHBIX C XPOHUYECKOI ITeprudeprudecKoi
noymHelpomnaTtueit umeror HHIIIMT 1-ro tumna. OgHako
obuiee yucio 0onbHbIX, cTpanaroux HHIIMT, o nan-
HBIM Pa3TNIHBIX ICTOYHUKOB, CYIIIECTBEHHO pa3IMJaeTCsT
[2, 7]. DTO 0OYCIOBIECHO TPYAHOCTIMM paHHEN KITMHAYE-
CKOM NIMAarHOCTUKU 3a00JeBaHUs, CBSI3aHHBIMU C €rO
KIIMHUYECKUAM TTOIMMOP(MU3MOM 1 TCHETUYECKOI reTepo-
TeHHOCThIO [8—11].

HHILMT nopaxkaet Bce pachl M HAllMOHAJIBHOCTU 0e3
BO3PACTHBIX U TEHACPHBIX Pa3IMUMil, HO Yallle CTpagaoT
JIIOII MOJIOIOTO, TpyHococooHoro Bo3pacTa (20—30 ner).
[MporpenneHTHOE TeUeHME 3a00IEBaHMUS C OBICTPHIM pa3-
BUTHEM OCJIOXKHEHUI U OTCYTCTBHEM 3 (PEKTUBHOTO JIe-
yeHus y 6oabHbIXx ¢ HHIIIMT npuBoauT K CHUXEHUIO
KauecTBa XW3HW W paHHeW WHBanuausanuu [12-17].
Onnako HHIIIMT He Bausger Ha ¢GepTHILHOCTD U TIPO-
JIOJDKUTEIIBHOCTD KM3HU OOJBHBIX, YTO OOYCIIOBIIUBACT
UX 3HAYWTEIbHOE Pa3BUTHE B CEMbSIX M B ITOMYJISIINU
B 11es1oM [2, 18]. B cembsix, orsromeHHbx mo HHIIIMT,
mpoduakTrKa 3a00J1eBaHNSI OCHOBBIBACTCS HA MEINKO-
TCHETUYECKOM KOHCYJABTUPOBAHUM W IIpPeHaTaJIbHOMI
JHK-mguarnocrtuke [10, 19-21].

Paznuunbie renetndeckue Tunsbl HHIIMT knnHuue-
CKM MOTYT HE pa3InJaThCs B CBSI3M C HAJTWYMEM 3HAUM-
TEJIBHOTO MEX- W BHYTPHUCEMEHOro ImojumMopdusma
u nuddepeHIMPYIOTCS JTUIIH Ha MOJIEKYJISIPHOM YPOBHE.
B HacTtosiee BpeMst KapTupoBaHO 0Kojio 30 reHoB, OT-
BeTCcTBeHHBIX 3a pa3Butue HHIIIMT, nocrossHHO Tipo-
JIOJKaeTCsl TIONCK HOBBIX JIOKYCOB M TeHOB-KaHIUIATOB
[22—-25]. Ho B cBs13u ¢ Tem, uto JJHK-nguarHocTka — no-
POTOCTOSIIIMIT METOM, KIIMHUYECKN TMOCTaBICHHBIN I1a-
THO3 PEIKO MTOATBEPKIACTCS MOJICKY/ISIPHO -TeHETIIECKIM
TECTUPOBAaHUEM.

HecMmoTpst Ha TO, 9YTO B TIOC/IETHME TOIBI TOCTVKECHMST
HEHPOTeHETUKY TTO3BOJIMIIN TaJIeKO TTPOIBUHYTHCS B TT0-
HuUMaHUU MexaHn3MoB pa3putust HHILIMT u cymectBeH-
HO PaCIIMPUTHh BO3MOXHOCTH €€ TMarHOCTUKU, BBISBIIC-
HHE 3TOTO 3aboJieBaHMWS BpadyaMHW TICPBUYHOTO 3BeHA
3IpaBOOXPaHEHMST 3a4aCTYIO OBIBAeT YK€ Ha MO3THUX CTa-
IHSIX Pa3BUTHS MMATOJOTHUYECKOTO Tpollecca, Koraa 3¢-
(PeKTUBHOCTDL JICUEOHBIX M PEaOMIUTALIMOHHBIX MEpO-
nmpusaTHii Hu3Kas. I1osToMy BaXXHYIO pPOJIb B paHHEH
nuarHoctuke HHIIIMT wurpaiooT mMexXaucuuIInHapHbIN
ITOIXOM ¥ HACTOPOXKEHHOCTh B OTHOIIICHWY ITAaHHOTO 3a-
0osieBaHMS Y MPAKTUKYIOLIMX Bpadyell (HEBPOJIOTOB, Te-
IUaTpOB, Bpauei ootmeit mpaktuku) [11, 13, 19].

B psine pa3BUTHIX 3apyOeKHBIX CTpaH (PYHKIIMOHUPY-
0T accoluannum, ob6ImecTBa WM (hOHIBI IO OKa3aHMIO
MEINKO-connaibHOMi rmoMolu 60abHeIM ¢ HHILIMT 1 nx
CEeMbsIM. DTH OpTraHM3aIlM BeAyT aKTUBHYIO MCCIICIOBa-

TEJIbCKYIO PaboTy IO MOMCKY HOBBIX T€HOB-KAHINIATOB,
10 pa3paboTKe METOIOB paHHE TMAarHOCTUKU 1 JICUCHUST
IAHHOTO 3a00JIeBaHMS, OOJBIIOC 3HAYCHME YHCIISICTCS
MEPOIIPUSATHASIM TI0 COIIMATIbHO-MEINITMHCKON peadyim-
tauuu 6onbHbIXx ¢ HHIIIMT [16, 24-26]. K coxaneHuio,
B HaIllel CTpaHe TaAKMX OPTaHM3AINA HET, XOTSI UCCIIeI0-
BaTeJIbCKME pPaOOTHl MO KIMHMYECKUM, TCHETHICCKUM
W SMAICMUOIOTMYECKIM OCOOCHHOCTSIM Pa3IMIHBIX (POpM
HHILIMT B psine pernonos (Pecrryoimka bamkoprocras,
KpacHogpck, HoBokysnenk, Camapckasi, BopoHexckas,
CapatoBckas obiactu, ToMck n ToMcKast 001acTh 1 1Ip.)
MPOBOAATCS JocTaTouyHO akTuBHO [27-30]. OcobeHHO
3HAYMMBIX Pe3YJITaTOB B aHAIN3¢ KIIMHUKO-TEHETUIECKIX
XapaKTePUCTUK OTOEIBbHBIX TeHETHMYECKHUX BapHUaHTOB
aKCOHAJIBHBIX 1 IEMHUEIMHU3UPYIONINX ITOJTMHEporaTrii
yIajoch IOOUTBHCI B MeEOMKO-TEHETHYSCKOM IICHTpE
PAMH (MockBsa), BBISIBJICHBI OCOOCHHOCTH KIIMHUYIECKIX
MpPOSIBJICHUI 1 HAJIMYKE MaxKOPHBIX MyTauuii mpu 1A, 1B,
1X, 2A, 2E, 4A n apyrux reHeTUYECKMX BapraHTaX 3TOi
rpymmbl 3a0oaeBanuii [25, 31-33].

OmHaKo MEXIMCIUTUIMHAPHBINA TTOAXO0I K OpraHu3a-
MY TUATHOCTUIECKON M MEeIMKO-COIMAIBHON TTOMOIIN
6oabHbIM ¢ HHIIIMT B TakoM 3KOHOMUYECKHU U TePPU-
TOpPHAJbHO 3HAaYNMOM pernoHe Cubupu, Kak KpacHosip-
CKMIT Kpaii, OB BIIEPBBIC pealln30BaH HAMM B IICPHUOI
¢ 2009 mo 2011 r., BKITIOYAs ONTUMU3ALMIO paHHEH (I0-
KJIMHUYECKOIT) TMarHOCTUKY 3a00JICBAHUS B CEMbSIX, OTSI-
romeHHbpIXx o HHIIMT.

Ienb uccnenoBanus — pa3padoOTKa HaAyYHO OOOCHOBAH-
HBIX aJTOPUTMOB JIeYCOHO-TMATHOCTUYECKOM ITOMOIIN
6ompHEIM ¢ HHIIIMT (Ha ipumepe KpacHosipckoro Kpast).

Mamepuanbl U Memopbl

CoOCTBeHHBIE KITMHUKO-JIA00paTOPHBIC NCCIICIOBAHNS
MPOBOIMJINCH Ha 6asze Kadeaphl MEAWIIMHCKON TeHETUKU
¥ KIMHUIEeCKO# Heiipodusnoaornu MHCTUTYTA TTOCTean-
wtomHoro oopazoBanust (MI10) n Ha 6a3e HeBpomormuec-
KOTO IEHTpa SMUJICITOJIOTNH, HEUPOTCHETUKH M MCCIICIO-
BaHUS MO3Ta YHMBEPCUTETCKON KIMHUKY KpacHOSpCKOro
I'MY um. npod. B.®D. BoitHo-SIceHenikoro, a Takxke Ha
KIMHUYEeCKNX 0a3zax Kadeapbl MEIUIIMHCKON TeHETUKU
n kmmHIYeckoit Hetipodmamoorun MITO: IT'b Ne 5 (Kpac-
HosTpcK), ToymkmmHuKY Kb No 51 (2KemresHoropck, KpacHo-
SIpCKMii Kpait), B mepuon ¢ 2008 mo 2010 . B paMKax KOMII-
JIEKCHBIX MCCIIEIOBAHMIA TT0 TeMe «DIMMISMUOIOTTICCKIE,
TeHeTUIeCKIe 1 HeHPO(PM3NOIOTMIeCKIe aCTIeKThI 3a001e-
BaHWIT HEPBHO CUCTEMBI (IICHTPAIbHOM, TTeprdepUIeCKOM
¥ BETETAaTUBHOI ) 1 IIPEBEHTUBHAST MEIUIIMHAY .

OOBEKTOM MCCIICIOBAaHNS BRIOpaHa TPYIIIa OOJbHBIX
HHIIMT u 4ieHOB MX poaOCI0OBHOM (aCUMITTOMHBIX WJIN
MaJIOCUMIITOMHBIX HOCHTENIe NPUIMHHOW MYyTalluM),
MPOXMBAIOIINX Ha TeppuTopuu KpacHosipckoro Kpas.

Bce obcnemyemble TIPOXOMMIIN TIATSIBHBIN TTpEIBa-
PUTEIbHBIM aHAMHECTUYECKUI Y KIMHUYECKUI oTOOp,
KOTOPBII OCYIIECTBIISIICS METOJIOM CTPATU(DUIIMPOBAHHOM
paHIOMHU3ALIMHU C MCIIOJB30BaHNEM KPUTEPHEB BKIIFOUC-
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HUS ¥ WCKIIOYEHUs, pa3pabOTaHHBIX B COOTBETCTBUU
C 1IeJIBIO W 3a1a4aMy HACTOSIIIIETo MccaenoBanust. Kpure-
pumn BKmoueHus: Hammume HHIIIMT, acummrTomHoe/
MaJIOCUMITTOMHOE TeTepO- ¥ TOMO3UTOTHOE HOCUTETHCTBO
MMPUYMHHON TeHHON MyTalliK, PETUCTPAIs MeCcTa XKH-
TeIbCcTBA Ha TeppuTopru KpacHosipckoro Kpast. Kpurepuu
WCKITIOUCHUSI: HaJIMIre HefipomaTHii Ipyroro reHesa, pe-
TUCTpAIIAsl MeCTa XUTEJIbCTBA BHE TeppuTopum KpacHo-
SIPCKOTO Kpas.

Bcero obcnenoBano 324 numa (mpobaHIbl U UX POI-
CTBeHHUMKU -1 1 2-if TuHUM poncTBa). M3 manHbIX 324
MaLUeHTOB MpoaHaau3upoBaHo 125 (38,5%) kiuHuue-
ckux ciayyaeB HHILIMT, u3 Hux mist IOCHEAYIOLIETO
CTATUCTUYECKOIO aHaju3a B MOABBIOOPKY BKJIIOUEHO 64
(51,2%) cnyuas (mpoGaHAbl U WIEHBI UX POAOCIOBHBIX,
MIPOIIEAIINE BeCh KOMITIEKC KIIMHUYECKNX U JTabopaTop-
HBIX MCCJICIOBAHUI COTJIACHO IIPOTOKOJY HACTOSIIIETO
WCCIIeI0BaHMsI ). BB MCKITIOUEHBI M3 CTaTUCTUYECKOTO
aHajM3a BBHUIY HHU3KOI KOMIIJIACHTHOCTU IIpOOAHIOB
¥ 9JICHOB UX POIOCIOBHBIX M OTKA30M OT BBITIOJTHCHMS
IIPOTOKOJIA HacTosiero ucciaenopanust 61 (48,8 %) kiu-
HUYECKMI CITydai.

TakuM oOpa3oM, oO1ast BIOOpKa cocraBuiaa 64 ye-
JIOBEKA, BO3pacT KOTOPBIX BapbUpoBai ot 6 10 81 roma: mMe-
JauaHa Bospacta 30,5 roga (21-48 ner), B Tom uucie 24 (37,5%)
JKEHIIMHBI, MeauaHa Bo3pacta 33,5 (24,5— 52,5) rona;
40 (62,5%) wmyxuuH, MeauaHa Bo3pacta 28,5 roga
(20,5-47 net). Bo3pact My>K4MH 1 KCHIITUH CTATUCTIYCCKH
3HaYMMO He paziuyaics (p = 0,3546). B coorBeTcTBIM C 11E-
JIBIO U 3aa4aMU HACTOSIIIIETO UCCIICIOBAHNS BCe aHATN3U-
pyeMble KITMHUYECKIE CITydar ObUTH pa3aeIeHbl Ha 2 TPYITITHL.

Kpumepuu exnouenus 6 1-ro epynny: MyXXIYUHBI 1 XKEH-
muHBL, Bo3pacT oT 0 mo 90 jer; xxurenmu KpacHospcKoro
Kpasi (MMEIoIINe TTOCTOSTHHYIO MJIM BPEMEHHYIO TIPOITHCKY
B pETMOHe); IPOOAHIBI, COCTOSIIINE Ha AUCTIAHCEPHOM yUe-
Te y HeBposiora ¢ HHIIIMT, nmpoGaHas! ¢ BriepBble YCTAHOB-
seHHbIM auarHozom HHIIMT. Kpumepuu uckarouenus:
HaJImIre HeHpoImaTuii Ipyroro reHes3a (ImapaHeoIIacThde-
CKUe, TUCMeTabOIMUeCKIe, BOCITAIUTEIbHBIC, IPYTUe Ha-
CJIeACTBEHHBIC HEMPOIaTN); HAPKOTHUECKAST, aJTKOTOJTbHAST
U JICKapCTBEHHAsI 3aBUCHMOCTD; TTpoheCCUOHATBHBIC WH-
TOKCUKALINN; KTMTHUYECKA CUMITTOMHEBIC (OOJTHHBIC) M aCM-
MITOMHBIE (HOCHUTEIM MYTaHTHOTO TeHa) POACTBCHHUKU
6osbHBIX ¢ HHILIMT 1-i1 1 2-i1 cTenieHu poncTBa.

Kpumepuu exarouenus 6o 2-10 epynny: My>KIMHBI 1 XKEH-
muHBL, Bo3pacT oT 0 mo 90 jer; xxurenmu KpacHospckoro
Kpasi (MMEIoIINe MTOCTOSTHHYIO TN BPEMEHHYIO TIPOITHCKY
B PETHMOHE); KIMHUYECKN CUMIITOMHEBIC (OOJBHBIC) POI-
ctBeHHMKU 001bHBIX ¢ HHIIIMT 1-if u 2-i1 cTeneHu poa-
CTBa, Y KOTOPBIX 10 HEWPOGDU3NOIOTTICCKAM UJIN TCHETH -
YeCKUM MCCieIoBaHUSIM BbisiBlieHbI npu3Haku HHILIMT,
KIMHITYECKH aCUMITTOMHBIE/MaJIOCUMITTOMHBIE POJICTBEH-
Hukn 6ombHBIX ¢ HHILIMT 1-if u 2-if cTeneHn poacTBa
(HOCHTE I MyTAaHTHOTO TeHA), Y KOTOPBIX IO Heiipodu3no-
JIOTUIECKUM WJIA TeHETUIECKIM MCCIICIOBAHMSIM BBISIBIICHBI
npuzHaku HHIIIMT, kmuHudecku u reHeTU4eCKU 310PO-

BbIe poacTBeHHUKM 00mbHbIX ¢ HHILIMT 1-it n 2-i1 cremne-
HU poncTBa. Kpumepuu uckaro4erus: HATAINE HEHPOITaTHiA
IPYTOTo TeHe3a (TTapaHeoIIaCTUISCKIE, BOCTIATUTEIbHEIE,
IICMEeTa0O0IMIecKIe, IpyTrue HaclaeACTBEeHHbIC Heipolia-
THN); HAPKOTUIECKasI, aJIKOTOJIbHAsI U JIeKapCTBEHHAS 3a-
BHCHMOCTb; TTPO(DeCCUOHATBHBIC THTOKCUKAIIVH, POICTBEH-
Huku OonbHbix HHIIIMT, He Xenaroliue NpUHUMATH
y4JacTHe B MCCIICTOBAaHUM.

Tpynnbl HabaOAEHUST OBUIM COTIOCTABMMBI MO MOJIO-
BO3PACTHBIM M KOJMYECTBEHHBIM XapaKTepHCTUKaM
(p > 0,05). B 1-10 rpynny Bouwiu 26 (40,6 %) nuii: rnpo-
6annbl, 6onbHele HHIIIMT, B Bo3pacte ot 7 g0 70 ner,
meauaHa Bospacta 40,5 roma, B Tom uucie 20 (77,0 %)
MYK4YMH, MeauaHa Bo3pacta 39,5 roma, 6 (23,0 %) xeH-
IIWH, MearaHa Bo3pacTa 47 jet. CTaTUCTUIeCKU 3HAUM -
MBIX Pa3JIMUMii OOJTBHBIX 110 TIOJIYy ¥ BO3PACTy HE OTMEUYCHO
(» = 0,5629). Bo 2-10 rpynmny BkitoueHbl 38 (59,%) Ha-
OJTI0HAEMBIX: POACTBEHHUKH ITPOOAHIOB 1-ii 1 2-i1 TMHUN
poACTBa, B Bo3pacTe oT 6 g0 81 roga, MeauaHa Bo3pacTa
30,5 roma, B Tom uucne 20 (52,6 %) MyX4uH, MeauaHa
Bo3pacra 25,5 rona; 18 (47,4 %) XeHIUH, MeaIlaHa BO3-
pacta 30 seT. CTaTUCTUYECKM 3HAYNMBIX Pa3TUUNil 00JIb-
HBIX I10 [IOJIy U BO3pacTy He oTMedeHo (p = 0,2665).

ConnanbHO-TUTUCHNYECKHE U KIIMHUKO-TUArHOCTH -
YeCcKHe y4YeTHBIC IMPHU3HAKW UIST SAVMHMIL HaOTIOICHMS
OB TIOJTy4eHBI M3 BIEpBbIe co3maHHOTO B KpacHosip-
ckoM Kpae peructpa 6onbHbIXx HHILIMT 1 mytem BbIKO-
MMPOBKU JAaHHBIX U3 CTaTUCTUIeCKUX opMm. KamHmde-
CKHe€ TaHHBIC TTOJIyYEeHBI B TIPOIIeCCe HEITOCPEICTBEHHOTO
o0cJieqoBaHNs OOJBHBIX.

ComaTtnuecKkoe MCCIeAOBaHNEe BKIIIOYAIO M3MEpPEHHE
apTeprajiibHoro masieHusT (Al), WcciemoBaHMe ITyiIbca,
AyCKYJIBTALINIO JIETKMX, TTAJIBITAIINIO 1 TIEPKYCCHIO XXKUBOTA,
M3MEpeHNne Beca M pocTa, U3MEpeHe 00XBaTa TaJluu, Jua-
MeTpa BEPXHUX M HIDKHUX KOHEYHOCTEH (C TIOMOIIBIO CaH-
TUMETPOBOIA JICHTHI). BBISICHSIOCH HATMIME CEMEHOM OTSI-
romeHHocT 1o HHIIMT, yrouHsiics TUI HacieAoBaHUsI,
TIPOBOIMJICST pacyeT TeHeTHUecKoro prucka. CraHmapTHOE
HEBPOJIOTMUECKOE 00CIIeIOBaHIE BKITIOYAJIO MCCIICIOBAHIE
YepeITHO-MO3TOBBIX HEPBOB, IBUTATEIBHOM Chephl (MBIIIICU-
HOTO TOHYCa, MBIIIICYHOM CHJIBI, BKITIOYAsT CTOMKY U XOIB0Yy
Ha HOCKaX M TSITKAX, CyXOXKWJIBHBIX pe(IIeKCOB), YYBCTBH-
TEJIbHOM chephl (McceaoBaHre O0IeBOI UyBCTBUTEIIEHOCTHI
C TIOMOIIIbIO HEBPOJOTUIECKOTO BaJMKa, TAKTWJIBHOM —
¢ nomounbio MmoHodmmamenTa Thio-Feel 10 1, Viatris, Iepma-
HUsI, TEMIEPATypHOI — C MOMOILbIO TUM-TepMa Viartris,
IepmaHmst, BUOPAIIMOHHOM — C TTOMOIIBIO TPaTyrpOBaH-
Horo KamepToHa 128 Ii1, [epManus, cycTaBHO-MBIIIIEIHOTO
YYBCTBAa), KOOPAMHATOPHOI Cephbl.

O0BeM HeHPODU3NOTOTIUECKOTO 00CTICI0BAHIS BKITIO-
YaJI CTUMYJISIIIMOHHYIO W UTOJTHUATYIO SJIEKTPOMHUOTPADUIO
(KOMITBIOTEpHBII 31eKTpoHelipomuorpad «Heitpo-MBIT»,
Heiipocodt, MBaHoBo). C 11e/IbI0 ONTUMU3ALNKN paHHEH
MMATHOCTUKY TeHeTUIECKH IeTePMUHUPOBAHHOM IEMUEITH-
HU3aLMH TTeprudeprnIecKnx HEPBOB HAMU BIICPBBIC YCOBEP-
IIIEHCTBOBAHA, aIallTUpOBaHa 1 BHEAPEHA B KIIMHUIECKYIO
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Puc. 1. Memoouka uccaedosanus ubpayuoHHoil uyecmeumensHocmu ¢ nomouiio « Buopomecmep-MBH» y 6onvhvix ¢ HHIIIMT: a — na ducmanshbix
omaoenax 6epxHux (UUA08UOHbIe OMPOCIKY) KOHeUHOCMel; 6 — Ha OUCMANbHbIX OMOeAax HUNCHUX (HAPYICHbIe N00bINCKU) KOHEHHOCIEl

MMPaKTUKy METOANKA KOMITBIOTEPHOM TaJIeCTe3NOMETPUN
Ha OTEYECTBEHHOM OMArHOCTMYECKOM OO0OpPYIOBaHUU
«Bubporecrep-MBH» BT-02-1 (MBH, Mockga) ¢ ncronb-
30BaHMEM OPUTUHAIBHOTO YCTPOMCTBA IS KPETICHMUS
ngarynka «Bubporecrep-MBH» BT-02-1 (marent Ne 83906
ot 27.06.2009 1) (puc. 1).

MoJeKyIsIpHO-TeHETUIECKOE NCCIIeI0BaHNE TTPOBO-
IIJIOCH COBMECTHO C COTPYIHUKAMM JIaOOPaTOPUM MOJIe-
KyJIsIpHO-TeHeTu4YecKux ucciaegopanuin HWUM tepanuu
CO PAMH: Beigenenne JIHK m3 cBexxeii KpoBM OCyIIECT-
BJISUIOCH COPOITMOHHBIM METOIOM, MCITOJIb3YsI KOMIUICKT
pearenToB «JIHK-cop0-B», nerekuus nyruimkalny reHa
nepudepraeckoro 6enka MuennHa (PMP22) Ha xpomo-
come 17p11.2-12 mpoBoamiIach ¢ MCHONIL30BAaHUEM pea-
reHToB (hupMmeHHOT0 Habopa «CMT-dup».

BoisiBiIeHIE BO3BMOXKHBIX MPUYMH MO3MHEW AUarHoC-
ik HHIIIMT B ceMbsIX, OTSITOLLIEHHBIX IO JAHHOMY
3a00JiIeBaHUIO0, U TPOOJIeM IO OKa3aHUIo JieueOHO-ara-
THOCTHYECKOM TTOMOIIIN 3TOI KaTeropru OOJIBHBIX OCYIIIECT-
BT METOIOM aHalli3a JaHHBIX CTaTUCTUUYSCKMX (hopM
Ne 003 /y, Ne 025/y-87, No 027 /y, Ne 112/y, Bo3pacTa nedrora
KIMHIYECKUX CUMIITOMOB, BO3pacTa IepBUYHON TMATHOC-
THUKY 3a005reBaHms. OlieHKa KauecTBa XXIU3HU O0CIIeTyeMbIX
ITPOBOIMIIACH C MICTIONB30BAHMEM OITPOCHUKOB M IIIKAJT, TIPH-
HSTBIX B KIIMHAYECKOI HEBPOJIOTMUYECKOM TIPAKTHKE KaK 3a
pyoexkom Tak 1 B Poccmiickoii Menepalinm: rocrmraabHasT
1kasa tpeBoru u aenpeccun (HADS, 1993), EBporneiickuii
OITPOCHMK KauecTBa XU3HU — 5 HampapineHuii (EuroQ —
5D, 1998), mkama Perkuna (1992), Pann-6atapest TecToB
dyuKIIMoHANBHBIX orpanmyeHuit (2000) 1 pe3yasTaThl 00b-
€KTMBHOTO KIIMHUYIECKOTO 00CIeIOBAHMSI.

PesynbraTsl ncciaemoBaHus BHOCUINCH B «KapTty 06-
cjaea0BaHKs 00JILHOIO», pa3paboOTaHHYIO B COOTBETCTBUM
C 1IEJIbIO 1 3aJa4aMU HACTOSIIIETO MCCIICIOBAHMSI.

OrmicaTeTbHAs CTATUCTHKA JIJIST KAUECTBEHHBIX YIETHBIX
MMPU3HAKOB TIPEACTaBIcHA B BIIE a0COMOTHBIX 3HAYCHMIA,
MPOIICHTHBIX A0Jeil. JlaHHbBIe I BapuMallMOHHBIX PSIIOB

C HeTlapaMeTPUIECKUM pacIipeic/IeHeM OIMCaHbI B BUIE
MeIuaHbl W TIeplieHTWIeH. Bum pacnpeneneHus orpene-
J1s17Cs ¢ TioMoltbio Kputepus Hlanupo—Yuikca. B kauectBe
XapaKTePUCTUKM TPaHUILI OKMIAeMbIX OTKJIOHECHUI pacCcum-
ThiBajIcs 95 % moBepuTebHbIA MHTEpBa. st cpaBHEHMsI
MapaMeTpUIECKNX (KOJTMIECTBO HOPMAIBHO pacrpeneIcH-
HBIX MIPU3HAKOB) TAHHBIX B TPYIIIIaX HAOMIOOCHUS TIPUME-
HsH t-KpuTepuii CThIOIEHTA C YIETOM IapaMeTpa paBeH-
cTBa gucriepcuii. MexXTpyImoBoe CpaBHEHIE 3HAYMMOCTH
TIpY HeTIapaMeTPUIECKOM PACIIpeeSICHUN CBSI3aHHBIX KITH-
HUYECKNX W TApaKJIMHUYECKUX ITapaMeTPOB IPOBOMIIIN
C TIOMOIITBIO TTAPHOTO KPUTEPHsI YIIIKOKCOHA, a IIPY HECBSI-
3aHHBIX BBIOOpKaxX — Kputepust ManHa—YurHu. Kputuyec-
KU ypPOBeHBb 3HAYMMOCTH TeCTOB orpeneseH mpu p < 0,05.
Cratuctryeckas o06pabOTKa pe3yabTaToB MPOBOIMIIACH
C TIOMOIIIBIO MMAKeTOB MPUKJIAIHBIX IIporpaMm Statistica 7.0
(StatSoft, USA). [1pu mpoBeneHNM CTaTUCTUUECKOM 0Opa-
OOTKM TaHHBIX ¥ MHTEPITPETAIIAN MOTYYCHHBIX PE3yJIbTaTOB
YUNATHIBAIM COBPEMEHHBIC MEXIyHApOIHBIE TPeOOBAHUS
K TIPEICTABICHUIO PE3YJIBTATOB CTATUCTUYECKOTO aHAIM3a
B CTaTBSIX M AUCCEPTAINSIX HA COMCKAHME YICHOM CTeTICHN.

Pe3ynbmambl u 06cyxaeHue

Kaunurxo-eenemuueckaa xapaxmepucmuxa HHIIIMT.
HHIIIMT Ob11a nuarHoctTupoBaHa HaMu y 57 OOJIbHBIX:
21 (36,8 %) xeHiuuHbl, 36 (63,%) myxuuH. Bozpact 60J1b-
HbIX BapbupoBal OoT 6 g0 81 roma, MeauMaHa Bo3pacTa
32 roga: y skeHIIMH 45 Jjiet, y Mmy>k4uurH 27 jieT. Cratuctiye-
CKM 3HAYMMBIX Pa3IM4Inii Bo3pacTa OOJBHBIX OT IT0JIa He
BbIsiBJIEHO (p = 0,1396). [1pu KIMHUKO-TeHeaTOorn4eCKOM
aHaJI3¢ POIOCIOBHBIX OTSTOIICHHBIN CEMEHBIN aHAMHE3
no HHIIMT ormeuen B 53 (93,0 %) ciyyaeB, ¢ mpeo0-
JIagaHueM ayTOCOMHO-TOMWHAHTHOTO THTIA HACIeIOBAHNS
B 52 (91,2 %) cnyuasx. B pesyasrare JJHK-TectupoBanusi,
MpoBeAeHHOTO Y 34 00cemyeMbIX (OCTaIbHBIC OTKA3aJIUCh
OT MOJICKYJISIPHO-TEHETUYECKOTO 00CICIOBAHMST), TyTUTH -
Kanuu reHa 0eka nepudepnyeckoro mueanaa (PMP22)
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Ha 17-i1 xpomocome obHapyxeHa y 17 (50,0 %) GONbHbIX,
4TO Mo3BoaMI0 HaMm auarHoctupoBatb HHILIMT 1A tuna;
B 6,0 % ciiyyaeB Ha OCHOBAaHUU '€HETUYECKOTO MCCIIEN0-
BaHWS IMArHO3 OB BBHICTABJICH BIICPBbIC HA TOKIMHNYC-
CKOU CTaany pa3BUTHUS 3a00JIeBaHUS.

B ximuanyeckoii cumnroMmaruke aedrora HHIIIMT mpe-
00J1a1a71 CHHAPOM ABUTATEIBHBIX (CTATUKO-JIOKOMOTOPHBIX)
HapyIIeHU B BUIE C1a00CTH CKEJIETHBIX MBIIII, TTPEHMY-
IIECTBEHHO NMCTATBHBIX OTIEJIOB HIDKHUX KOHEYHOCTEU
C TIOCTICIYIOIITM TIPUCOSAMHEHIEM HaPYIIICHUI XOIbObI —
43 (75,4 %) cnyuasi. B 00beKTUBHOI HEBPOJIOIMYECKOMI CUM-
MITOMAaTHKe Ha MOMEHT OOCJIeIOBaHMS TIPEO0IIaTaaIn Hapy-
IICHUST BCEX BUIOB YYBCTBUTEILHOCTH. [1p1 3TOM Ha paHHUX
CTaIvsX B TIEPBYIO OYepeb CTpaaaga BUOpallMOHHAS YyB-
CTBUTENIBHOCTD (85,7 % city4aeB). JlBurarejibHble Hapyliie-
HUS TIPOSIBJISIMCH B BHUIEC YTHETCHUS (DM3MOJIOTMUECKUX
CYXOXWJIBHBIX M TIEPUOCTATTBLHBIX peICKCOB, TIPEUMYIIIE-
CTBEHHO axuuioBa pediekca — 52 (91,2 %) ciydast, BTopyd-
HbIX nedopmarnii cron — 40 (70,2 %), HapylleHHi XOnb-
661 — 49 (85,9 %) cnydaes.

B meom mpm olieHKe pe3yiabraToB KOMITJIEKCHOTO
obcnenoBanust 6oiabHbix ¢ HHILIMT B 54 (94,7 %) u3 57
cIyJaeB OTMEUEHO TIpeodiagaHre MOTOPHO-CEHCOPHOTO
Tina Heviporratnu. CeHcopHasl HelipomnaTus ObUTa JIua-
rHoctupoBaHa B 2 (3,5%), moropHast — B 1 (1,8 %) ciyuae.

Xapaxmepucmurxa cocmosinus euGpauuonHoli 1yecmeu-
meavrocmu y 6oavnoix HHITIMT. T1o maHHBIM K1acCrUIec-
KOTO HMcCiIenoBaHusI (TIPOOBI ¢ KaMEPTOHOM) HapyIICHUST
BUOpPAIIMOHHON YYBCTBUTCIIBHOCTA Ha paHHE cTagmu
pa3BuTUsI 3ab0jeBaHusI ObLIM 3aduKkcupoBaHbl Y 64,3 %
oonpHbIx HHILIMT. B TO ke Bpemsi o pe3yasratam OITH-
MM3UPOBAHHOW HAMU METOINKN KOMITBIOTEPHOM TTaJliecTe-
3MOMETPUU C MCIOJIb30BaHUEM OPUTMHAIBLHON MOTUMU-
Kallu¥ PacCcTPOMCTBa BUOPAIIMOHHON UyBCTBUTECIIBHOCTH,
CBUIETEIIECTBYIOIIME O IMOPAKCHNN MUCTMTHOBOM 000K
nepudeprIecKUX HEPBOB, BBHIABIEHHI V 85,7 % OOJBHBIX
HHILMT, Bxitoyass MaJOCUMIITOMHBIX HOCUTEJICH Mpu-
YMHHOI reHHOI MmyTauuu. [1py KIIMHUYECKOi MHTepIIpeTa-
MY Pe3yabTaTOB KOMITBIOTEPHON IMaJlJICCTE3MOMETPUN
y 60obHbIX ¢ HHIIIMT 1 4jieHOB UX pOIOCIOBHBIX B Kade-
CTBE KOHTPOJILHBIX TTOKA3aTeIeli BHOPAIIMOHHON YyBCTBH-
TEJPHOCTU Ha TUCTAIbHBIX OTHEIaX HIDKHUX KOHEUHOCTEH
HaMH HCITOJTb30BaH pedepeHCHBIN KOPUIOP TS OTEUECTBEH-
HOTO MTHMAaTrHOCTUYECKOTo obopymoBaHUs «Bubportectep-
MBH» BT-02-1, pa3pabotaHHbIif Ha 06a3e Kadeapbl Meay-
LIMHCKOM Te€HETUKM U KIMHUYECKON Herpodu3nonoruu
UTIIO Kpacnosipckoro 'MY um. nipod. B.®D. Boitno-fIce-
HeLKoro [26, 27, 34] (cMm. Tabi. 1, puc. 2a).

Hamu Oblma BBIZBMHYTA TUIIOTE3a: ITOCKOIBKY IIPU
HHIIMT napyuieHre BUOpaLMOHHOM YyBCTBUTEIbHOCTU
IIPOMCXOIUT 3a CUET MOPAKECHUS TOJICTHIX MUCTUHU3UPO-
BaHHBIX BOJIOKOH A-THITa TieprdeprniecKux HEpBOB, a He
TOHKHX CJIA00OMUETMHU3UPOBAHHBIX BOJIOKOH, PaCIIOJO-
JKEHHBIX B KOHIIEBBIX (ajlaHTax ITajblieB, WACATbHOMU
TOYKOI MCCIIeAOBaHNSI BUOPAIIMOHHOMN YyBCTBUTEIIBHOCTH
C IUCTAIBHBIX OTIACIOB BEPXHUX KOHEUHOCTEH SIBIISICTCS

IIMJIOBUIHBIN OTPOCTOK JIOKTEBOI KOCTU. DTa TOUKA pac-
TIOJIOKEHMST TaTIYMKA BUOPOTECTPA BIIEPBHIC TIPEITIOXKEHA
HaMM TIPU TIPOBEACHNHN KOMITBIOTEPHOI TaJIIeCTe3MOME-
TPUH C UCIIOIB30BAaHUEM JUATHOCTUIECKOTO 000PYyIOBa-
Hus «Bubporecrep-MBH» BT-02-1 kak nonojiHUTe IbHAS
aKTHMBHAs TOYKAa TMAaTHOCTUKY HapyIIeHWI BUOpAIIMOH-
Hoil uyBcTBUTeNbHOCTU Tpu HHIIIMT, nomumo panee
TIPeIIOKEHHBIX TOUEK Ha KOHIICBOM (pajaHTe yKa3aTe b-
HOTO TTaJibIla Ha BEPXHMX KOHEYHOCTSIX U HAPYKHBIX JIO-
IbDKeK Ha HIDKHUX KOHEYHOCTSX. DTO TOOYIMIIO Hac
K pa3paboTke pehepeHCHBIX KOPUIOPOB BUOPAIIMOHHOM
YYBCTBUTEILHOCTHU MIJISI KOMITBIOTEPHOM TMaJIIeCTe3MOME-
TPUM C IIMIOBUIHBIX OTPOCTKOB JIOKTEBBIX KOCTEH IS
MAHHOTO 000pYIOBaHMS (CM. TabJI. 2, puc. 26).

I pertieHUs 3TOU 3amayi HaMU TIPOBEICHO MCCIIe-
IOBaHME COCTOSIHMSI BUOPAIIMOHHOI UYBCTBUTEIHLHOCTU
C TIPEAJIOKEHHOM JOMOJTHUTEIbHOM TOUKU (LIMJIOBUIHbBIN
OTPOCTOK) y 47 MOOPOBOJIBIIEB (KOHTPOJIbHAS TPYIINA), He
MMEIOIINX TaTOJIOTUH Tiepru(epruIeCKOil HEPBHOI CUCTE-
MBI (TI0 TaHHBIM aHaMHe3a W HEBPOJIOTMIECKOTO OCMO-
Tpa), oboero moia, B Bo3pacte oT 21 mo 50 set, cpemHuii
Bo3pact 26,96 £ 6,32 roga (palMOHAIM3aTOPCKOE IIpe/-
noxeHne «Crocod OLIeHKW HapyIIeHWsST BUOPAIIMOHHOM
YYBCTBUTEILHOCTH HA BEPXHMX KOHEYHOCTSIX Y OOJTBHBIX
¢ HacjeacTBeHHoi Hewponartueid Illapko—Mapu—TyTa»
Ne2502 or 14.12.2010 ). TMokazatenu BUOpPAILIMOHHOM
YYBCTBUTEJIBHOCTA Ha IUCTAJIbHBIX OTHEIaX HUKHUX
(cm. Tabi. 1) m BepxHMX (CM. TabJ1. 2) KOHEYHOCTEI B KOH-
TPOJIBHOM TPYIIIIe CTATUCTUICCKU 3HAYNMO OTINYAIUCH
OT TaKOBBIX B IpymIie cpaBHeHUs (y 60abpHbIXx ¢ HHIIIMT
¥ WICHOB POIOCIOBHOM IMTPOOAHIOB — MaJIOCUMIITOMHBIX
HOCHUTEIIe TIPUYMHHON MYTallMK TeHa TIepru(epruIecKoro
Oenka MuennHa) (cM. puc. 2, 3).

C mToMOIIEI0 MOTU(PUIIMPOBAHHON METOIVKH KOMITHIO-
TEPHOI MAJIJIECTe3MOMETPUN C MCITOJIB30BAaHUEM OTeUe-
CTBEHHOTO AMATHOCTHYECKOTO 0bopymoBaHMs «Bubporec-
tep-MBbH» BT-02-1 Ha paHHeil cTaguu pa3BUTUS
3a00JIeBaHNST KIIMHUIECKN 3HAYMMEBIC HapyIICHUs BHOpa-
IIMOHHOI YyBCTBUTEJILHOCTH Ha IMCTAIBHBIX OTICIaX HITK-
HMX KOHEUHOCTEN (JIOAbIKKM) BhISIBISUIMCH Ha 21,4 % vaiiie
TI0 CPAaBHEHMIO C KJIACCUIECKIM KaMEPTOHATBHBIM METOIOM
(p < 0,05), a HA OUCTATBHBIX OTIE/Ia BEPXHUX KOHEYHO-
creit — Ha 23,2 % uamie (p < 0,05) (palMoHanIM3aTOPCKIE
npemnoxeHns: «O1eHKa HapyIIeHUs] BUOPAIIMOHHOM IyB-
CTBUTEJIbHOCTH Ha HIDKHUX KOHEYHOCTSIX Y OOJTBHBIX C Ha-
ciencTBeHHoM Heviporatueit [lapko—Mapu—Tyra» Ne 2491
ot 14.05.2010 . 1 «Cr1oco6 oLieHKM HapyIIeHWs] BUOpaim-
OHHOM YyBCTBUTEIBHOCTH Ha BEPXHNX KOHEUHOCTSIX Y 00JTh-
HBIX C HAcJeACTBeHHOM HeliponaTueii [llapko—Mapu-Tyra»
Ne 2502 ot 14.12.2010 ). Hamu mpomeMoHCTprpoOBaHa 10-
CTaTOYHO BBICOKASI IyBCTBUTEIBHOCTb METOIA TTPY TNAaTHO-
CTUKE HapylIeHWI BUOPAIIMOHHON YyBCTBUTEIHHOCTHU
y 6osbHBIX HHILIMT yzke Ha HauaIbHBIX CTAAUSIX PA3BUTUSI
3a0071eBaHMS (CM. pHC. 3), 9TO TIOOYIMIIO HAC Ha €TO BHEIpE-
HHE Ha YpOBHE aMOyIaTOPHO-TIONMMKIMHUYECKOTO 3BCHA
3npaBooxpaHeHUsT KpacHosIpckoro Kpas.
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Puc. 2. Pegepenchvie kopudopuvt noxazameneii 6UOPAUUOHHOU HYECMEUMENbHOCHU ¢ OUCMAALHBIX 0MOEA08 BEPXHUX U HUNICHUX KOHEUHOCMEll Y 300P06bIX
006posoavyes omuocumenvho maxogwix y 6oavhvix ¢ HHIIMT (045 «Bubpomecmepa-MBH» BT-02-1): a — ducmanvhvie omoenvl HUICHUX KOHEHHOC-
meii (100bicKU); 6 — OUCmanvHvie omoesbl 6ePXHUX KOHEUHOCMel (WUA08UOHbIe OMPOCMKU); NYHKMUPHbIE AUHUU — pepepeHcHble KOPUOOpbI
nokazameneii 8UOPAUUOHHOU HYECMEUMENbHOCMU; CHAOUIHbIE AUHUU — BUOPAYUOHHAS HYy8CMEUmenbHocmy y 6oavHoix ¢ HHIITMT

Tadmuua 1. Ipanuypr 6ubpayuoHHol 4y8cmaumenbHOCMU Ha OUCHANbHBIX OMOeAAX HUNCHUX KOHeHHOCTell 6 KOHMPOAbHOU U CONOCMABUMOL 2pYNnax
(«Bubpomecmep-MBH» BT-02-1)

8 —2 =94 15

11; 24 <0,01
16 =3 —10;0 24 9;24 <0,01
32 -1 —6;4 22 6; 30 <0,01
64 —3 =94 30 12; 30 <0,01
128 —1,5 —7;3.,5 20 9; 30 <0,01
250 0 —7;6 24 8;24 <0,01
500 7 —2;15,5 24 13;24 <0,05

Tabmuua 2. [panuybl 6uOPayUOHHOU HY8CMEUMEAbHOCMU HA OUCMAAbHBIX OMOEAaX 6EPXHUX KOHEHHOCMEN 8 KOHMPOAbHOU ePYRNe U ePYnne CPAGHEHUs
(«Bubpomecmep-MBH» BT-02-1)

8 —1 —4;7 5

—3;14,5 <0,01
16 0 -7;6 6 —2;17 <0,01
32 0 —4;8 5,5 -2;21 <0,01
64 5 —4; 12 14 —1;22 <0,01
128 1 -3;7 10,5 1;21 <0,01
250 6 —9; 12 14,5 3;24 <0,01
500 9 4;18 16 3;24 <0,05
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Puc. 3. Yyecmeumenvhocmo memoouxu (KamepmoHanbHoil npoobl
U KOMNbIOMEPHOIl nAAAeCme3uoMempuu) Ha Ha4aAbHbIX CIAaoUsx
HHIIMT:; * p < 0,01 (napustii kpumepuii Yuikokcona)

Takum o6pa3oMm, MMpUMeHEHHEe MOIU(PUIIMPOBAHHOMN
METOIUKI KOMITHIOTEPHOU MAIECTE3MOMETPHH C MCTIONB30-
BaHMEM JOITOJTHUTETBHBIX TOYEK MCCIICIOBAHNS HA VCTaTb-
HBIX OTeJIaX BEPXHUX M HIDKHUX KOHEUHOCTEH TTO3BOJIMIIO
HaM IMarHOCTHPOBATh TEHETHMUECKU IETePMUHUPOBAHHYIO
MUETMHOIIATHIO Ha PAaHHMX CTaIMSIX €€ PA3BUTHS 1 BBIICIIUTD
MMALIMEHTOB, TOUTEXKAIINX ITOCCAYIOIIEMY MOJICKYIISIPHO-
reHetTudyeckoMy tectupoBanuio — JHK-gmarnoctnke
(p<0,05) [17, 35].

Anaau3 npuuun nosounei ouaenocmuxu HHIIIMT.
Ilpn aHamm3e 0a3bl MaHHBIX pPETMCTpa ITOKAa3aHO, YTO
B 33,3% cnyuaeB auarno3 HHIIIMT Obul ycTaHOB/IEH
HaMHU BITEPBBIC B XO[¢ aKTUBHOTO OOCJIeIOBAaHUS Majo-
CHMIITOMHBIX POJICTBEHHUKOB — HOCHUTEJIC MyTaHTHOTO
reHa Oeyka repudepruIecKoro MuennHa. MennaHa Bo3-
pacTa mebroTa CMMIITOMOB cocTaBuia 14,4 romga (10-25 ner.
Menuana Bo3pacTa OOJBHBIX HA MOMEHT ITOCTAHOBKH
nauartosa 26 (15— 42) ner. CTaTucTUYECKY 3HAYMMBIX pa3-
JMYUil Bo3pacTa OOJBHBIX OT TI0JIa HE BBISIBJICHO
(p = 0,1396). Takum o6Gpa3oM, MearaHa BPEMEHU OT MO-
MEHTa TIOSIBJICHUSI TIEPBBIX CHUMIITOMOB O ITOCTAHOBKU
KJIMHUYECKOro auMarHo3a cocraBuia 7 (4—16) jer, 4ro
obycnoBuiio niepBruuHyto nuarHoctuky HHIIIMT Ha ypoB-
He aMOyJ1aTOPHO-ITOJUKIMHNIECKOTO 3B€HA 3paBOOXpa-
HeHnst KpacHoOsSIpcKOro Kpast Ha TO3MHMX CTAaOusIX pas-
BUTHSI 3a00JICBaHMSI, OCIIOXXKHEHHBIX BBIPAXKCHHBIMU
W3MEHEHUSIMM KOHEUHOCTEH (KOHTPaKTYphl CYCTaBOB,
BBIpaXKEHHBIC aMUOTPO(DUH, HAPYIIICHUS TIePEIBUKCHMST
U 1p.), KOTIa peadMINTAIIMOHHbBIC MEPOTIPUSITUS HaMe-
Hee 3P DeKTUBHBL. DTO MOXKET OBITH 00YCITOBICHO HU3KOM
HACTOPOXKEHHOCTBIO Bpadeil MMepBUYHOIO 3BEHA 3APaBO-
OXpaHEHUS B OTHOIIICHUU TUaTHOCTUKY HACJIeACTBEHHOM
HEpBHO-MbIIIEYHOI TaTonorun B ueaom u HHUIMT
B yactHocTu: 40 (75 %) OONBbHBIX, UMEIOIIMX OTSATOLIEH-
HbI cemeitHbiii aHamHe3 o HHILIMT, panee He Obuin
aKTHUBHO 00CJIeIOBAHbI C IIEJIbIO CBOEBPEMEHHOM TUArHO-
CTUKM JAaHHOTO HACJIEICTBEHHOTO 3a00JIeBaHNSI.

MBI oOpaTwiii BHUMaHME Ha OTCYTCTBHE MEXKIMCIIN-
IUTMHAPHOTO TTOIX0a B AMATHOCTUKE U BEICHUN OOJIBHBIX

¢ HHILIMT: B 54 (94,0 %) ciy4yasix malyeHTbl He HarpaBJisi-
JIMCh Ha KOHCYJIBTALIMIO K HEIPOreHETUKY YHUBEPCUTETCKOM
KJIMHKUKU, MEIULIMHCKOMY T€HETUKY U/ WIN HEUPOI€HETUKY
KpacHosIpcKOro KpaeBoro KOHCY/I5TaTUBHO-AMArHOCTUYEC-
KOTO IIEHTpa MEIMIIMHCKOI TeHETHKM, a TakKKe K Y3KUM
crieruaaucTaM (opTorieLy, moaosory). Ilpu aTom oTtMeueHO
HexXeJ1aHue 00JIbHBIX (IPOGAHI0B) M ACUMIITOMHBIX/MaJ1o-
CUMIITOMHBIX YJIEHOB UX POJOCIOBHBIX K COTPYAHUYECTBY
C BpauOM-HEBPOJIOTOM ¥ HEHPOreHETUKOM (MEAMLIMHCKUM
reHeTukoMm): 61 (48,8 %) u3 125 KIMHUYECKUX CTy4aeB ObLI
MCKJIIOYEH U3 CTATUCTUYECKOIO aHaIn3a B CBSI3U C OTKA30M
OCMOTPEHHBIX HAMM MHIMBUAYYMOB OT IIOCJIEAYIOLIETO
AKTHBHOI'O KOMIUIEKCHOro ob0cienoBanus. HecMmotpst Ha
JOCTYITHOCTb B HAllleM PerOHe MOJIEKY/ISIPHO-T€HETUYEC-
KOT0 TECTMPOBAHMSI Ha BbISIBIEHHUE MPUYMHHON TeHHOM
mytau HHIIMT 1A, 30 (47 %) u3 64 naLueHToB OTKa3a-
JIMCH OT IPOBeIeHUsI 00C/IeI0BaHMS U3 OOSI3HU J1ab0PaTOP-
HOI'O IMOATBEPXKACHMS HaIUuMsl Y ceOsl WIKM YJIEHOB CBOEH
CeMbM, BKJIIOUAsI A€Tei M BHYKOB, JAHHOW HAC/IEACTBEHHOM
MaTOJIOrMK. DTO MOXKET ObITh CBSI3aHO C COLIMAIbHOM CTUT -
MaTU3alueil JIofei ¢ HacAeACTBEHHBIMU 3a00/IEBAaHUSIMM,
B ToM uuciie crpagarommx HHIIMT, u ux HexenaHuem
aduILIMPpoBaTh (haKT HATMYMS [IPOTPECCUPYIOILIEro HACIE/I -
CTBEHHOIO 3a00JIeBaHUSsI, MPOCIEKUBAIOILEIOCS B CEMbE.
B aGcosmorHoM GonbiunHeTBe ciiydaeB — 50 (89,1 %) us 57
MaIMEHTOB — JIJISI OCMOTpa M OOCIICIOBAaHMS OBLTM HAMU
BbI3BaHbI. Tosbko 7 (10,9 %) GoabHBIX 00CIEIOBAHBI TIO X
vHULMaTiBe. Bee MauyeHThl MOCTaBIeHbl HAMM Ha JMC-
MaHCepHbIii ydeT B HeBposiornueckom LeHTpe SIMIEHITOIIO0-
MU, HEIPOTeHETUKU 1 UCCIIeA0BAHMSI MO3ra YHUBEPCUTET-
CKOM KITMHUKM, U3 HUX 17 (29,8 %) maiiieHToB He SBJISUTUCH
Ha 09YepeTHOM TUCITaHCEPHBIN OCMOTP, HECMOTPS Ha aKTHB-
HOE 1 HACTOMYMBOE MpUIJIalleHHUE.

C yueroMm Bo3pacta nediota HHILIMT, mporpenyieHT-
HOTO THUTIA TEUCHUSI, TIPUBOMISIIETO K MHBATUIN3AIINN JIALT
MOJIOZOrO TPYIOCIIOCOOHOIO BO3pacTa, AMATHOCTUKM 3a-
0oJieBaHMsI HA TIO3MHUX CTAAMUSIX PA3BUTHS ITATOIOIMYECKO-
IO IIPOLIECCA OTMEYAJICS BLICOKMIA YPOBEHD MHBATMAN3ALII
GonbHbIX: 23 (40,4 %) ciayuas. [lpu aHanu3se pe3y/ibTaTOB
OLIEHKU KauecTBa xu3Hu 00JibHbIX ¢ HHIIIMT, conocraB-
JICHUU Pe3yJILTaTOB 00bEKTUBHOIO KJIIMHUYECKOIO OCMOTpa
U OIPOCHUKOB, 3aITOJIHSIEMbIX MALMEHTAMU, Mbl BBISIBUIN
3HAUMTEIbHBIE pacxoxaeHus. Hanpumep, npu oOGbeKTHUB-
HoM ocMoTpe Y 48 (85,9 %) 13 57 GONbHbBIX ObLUIN BBISIBIEHbI
BBIpaXKEHHbIE IApe3bl CTON M KUCTEH, aMMOTpOGhUN AKC-
TaJIbHBIX OTAEJIOB HIDKHUX (MIPEUMYILIECTBEHHO) U BEPXHUX
KOHEYHOCTE, Hapylluaome QyHKINIO XOAb0bl U CIIyXKa-
LIMX MPOTMBOMOKA3aHMEM K YIPABICHUIO aBTOMOOMIIEM.
O[HaKo Mpy aHKETUPOBaHUM JIUIIb 38 (66,8 %) GOMbHBIX,
MMEIOLIMX JAaHHble WHBAIMAU3UPYIOLIME OCIOXHEHUS
HHIIIMT, otmeTrii (ITpU3HAIN) CYILIECTBYIOIINE HapyIie-
HMS QYHKIMK TIEPEABIKEHUS U CAMOOOCITYKMBAHUSL, TOJIb-
Ko 12 (21,1 %) GONbHBIX OTKA3aIUCh OT YIIPaBICHUSI aBTO-
mobuiiem. Tpoe (4,7 %) GOJIbHBIX, UMEIOLLIMX MEAULIMHCKIE
MPOTUBOMNOKA3AHUS K YIIPABICHUIO aBTOMOOWIEM, TEM HE
MeHee YIIPaBJISLI TPAHCIIOPTHBIM CPEICTBOM, UMES! BbICO-
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HepBHo-Mbiweynbie
BOJNIE3HH

Kaunuueckue uccaedosanus

Tadmua 3. CpasHumenvras oyeHKa Kavecmea Hcu3Hu 601bHbIX
¢ HHIIMT u dannbix o6sekmugHo2o 06c1e008anus

Xoap0a, MoabeM I0 JIECTHULE 85,9% 66,8
3aHsITUSI CTIOPTOM, aKTUBHbBIE 34,0 36,8
usnyeckue Harpy3Ku

CamoobciyxuBaHue (oneBa-

HUE, 3aCTETMBAaHUE MTYyTOBULL 24,0 21,1
U 3aMKOB, OpUTHE)

Benez{ne JOMAIITHETO 11,0% 28.1
XO3SIICTBA

VYrpasjieHue aBTOMOOUIEM 84,2%* 21,1

Ilpumenanue. Kpumepuii cmamucmu4eckot 3HAHUMOCMU PA3AUMUL MeHCOY
CyOBeKMUBHOLL OUEHKOIL C80e20 COCMOSHUSL NAUUEHMO8 U Pe3yibmamamu
006eKMUBHO20 KOMUACKCHO20 He8poaoeU1eck020 obcaedosanus; * p < 0,05,
p **<0,01.

Kuii puck u peanbHbie nocnenctsus A TI1 B anamHese. Tem
He MeHee IMalMeHThI OTMEUaJIH, YTO HEBPOJIOTaMU JIe4eOHO-
MPOMWIAKTIYESCKIX YIPSKICHUIA MM TTPOICBATIMCH MEIH -
LIMHCKWE CIIPABKU TIPU TIPOXOKICHUN TPAHCIIOPTHOM KO-
muccuu. [lomydeHHBIE pe3yabTaThl CBUICTEIBCTBYIOT
0 HEIOCTAaTOYHO KPUTHUIECKOM OTHOIICHWU OOJBHBIX
HHILIMT K cBOEMY COCTOSIHUIO 300POBbSI, a TAKXKE yKa3bl-
BalOT Ha HapyIICHMWS TPU MEIUIIMHCKOM OCBHUIETEIIHCT-
BOBaHUM TIALIMCHTOB C HACJIEACTBEHHBIMU HEPBHO-MBbI-
IIEYHBIMU 3a00JIeBaHUSAMU. J[eMpecCUBHBI CUHIPOM
OoTMeueH nanueHTamu Juiib B 3 (5,0 %) u3 57 ciydaes, of-
HAaKO IpU JONOJHUTEIbHOM TectupoBaHuu y 42 (73,6 %)
OOJTLHBIX HAMM BBISIBJICHBI TPEBOXKHO-ICIIPECCUBHEIC pac-
CTPOMCTBA ¢ KIIMHUYIECKN 3HAYMMBIM TTOBBIIIICHHBIM YPOB-
HEM TPEBOTH (B TOM YHCJIE 32 COCTOSTHHME CBOETO 3M0POBBSI
1 3I0POBBsSI CBOMX JHeTeil). Ha HeBO3MOXHOCTD 3aHSITHS
JIIOOVMMBIM JIEJIOM U PabOTHI 10 IPOeCcCUr B CBSI3U C TIPO-
rpeccupoBanreM HHIIIMT ykazanu 38 (66,7 %) OOJbHBIX,
a 16 (28,1 %) oTMeTHIM CYLLECTBEHHbIE OrPAHMYEHUSI CIIO-
COOHOCTH BBITIOJHATH PabOTy MO ITOMAITHEMY XO3SHCTBY
(Tabn. 3), 4To coryacyeTcs ¢ TOCTYITHBIMY JAHHBIMU JINTE-
patypsl [16, 36, 37].

[To maHHBIM TTPOBEICHHOTO TECTUPOBAHUSI C UCITOJIB30-
BaHMEM IIIKaJI U OIIPOCHUKOB, TIPUHSTHIX B KIIMHUYECKOM
HEBPOJIOTMYECKOI MPAKTUKE KaK 3a pydexkoM, Tak 1 B Poc-
cuiickoit Denmepanniy, Ka4ecTBO KM3HU OOCICIyeMbIX Ha
pa3BepHYTOI cTanny 3a00sieBaHus ObLIO cHIKeHOo B 100 %
ciaydaeB. HecMoTpst Ha 3TO, TIpM aHAIM3e aMOYIaTOPHBIX
kapT 60bHBIX HHILIMT B mmane neyebHoO-TIpodmnakTi-
YEeCKMX MEPOIPUSATUI HAMM HE HAWOECHO PEKOMEHIALIA
0 TIPOBEICHUN KOMITIEKCa (hU3NOTepariu, JIe4eOHOM hi3-
KYJIBTYPBI, UCIIOJIb30BAHMH OPTE30B, OOJLHBIM HE TIPOBO-
IIAJIach TICMXOTEpaIrleBTUIEeCKast IIOMOIIb. B MHIMBUIyab-
HbIX MporpaMMax peabwiuTauuy uHBaauaoB B 100 %

CJIy4aeB OTCYTCTBOBAIM PEKOMEHIAITNH TT0 UCITOJIb30BaHIIO
opte30B. Beem 6ombHBIM (100 %) Hamu BriepBbie ObLITN TaHbI
PEKOMEHIAINHY TI0 TUeTe, aKTUBHOMY 00pa3y KM3HM, BbI-
Oopy cItopTa, IIPOBEICHO O0YICHNEe KOMIUIEKCY YITpaXKHEe-
HUI JIEYeOHON TUMHACTHUKM, PEKOMEHIOBAH KOMIUIEKC
¢usmonpolenyp U caHaTOPHO-KYPOPTHOE JICUCHHE, CITO-
COOCTBYIOIIINE CHIKCHUIO TEMITOB ITPOrPECCUPOBAHMS 3a-
6oneBanust. OnHako Toabko B 10 (18,0%) ciyyasx u3 57
OOTBHBIMHU (TIPEUMYITICCTBEHHO JIETHMU TP XOPOIIIEi KOM-
IUTACHTHOCTA POIMTENICiT) 3TU PEeKOMEHIAIINN ObUIA BBI-
nojaHeHbl. Hamu BIiepBble ObUIM MHAMBUAYAIbHO ITOIO-
Opanbl opTe3bl — 20,0 % OOJIbHBIM B CBSI3U C UMEIOLLIMUCS
HapyIICHUSIMA JIOKOMOTOPHBIX (DYHKIIMI M3-3a TPYOBIX
Mape30B CTOM (CTeraxka), HO M3-3a CHIDKCHHON KPUTHUKU
TSDKECTU CBOETO COCTOSIHMS b 52,0 % 13 HUX CTaI UC-
TIOJIH30BaTh ITOI00PAHHBIC OPTE3bI, OTMETUB TTOJIOKUTEITb-
HBII pe3y/IBTaT B BUIIE 3HAUNTETHHOTO YITYIIIIEHHSI JIOKOMO-
TOPHBIX (PYHKIIHIA, O0JIee YBEpEHHOM MOXOIKI, YMEHBIIICHUST
4KCJIa NAJACHU.

Jnst ymydimeHnsT MeIUKO-COITMAIBHOM TTOMOIIN OTSI-
rouieHHbIM o HHIIIMT cembsiM Hamu OIyOJIMKOBaHO Me-
Toauueckoe rocodue mist 6oabHbix HHIIMT, akTtuBHO
TIPOBOIUTCS TUCTAHIIMOHHOE KOHCYIFTUPOBAHIE Ha MHTEP-
HeT-niopTanax «MemuimHa KpacHOSIpCKOTO Kpast» (WWW.
krasmedic.ru), «CuOMpCcKmiAi MEAMIIMHCKAA TOPTaD» (WWW.
sibmedport.ru), opuIMaTEHOM caiiTe YHUBEPCUTETCKOM KITH-
Huku KpacHospckoro 'MY um. npod. B.dD. BoiiHo-
SAcenenxoro (www.klinika.krasgmu.ru). Pa3zpaboran Kypc
MYJIBTUMEINUHBIX cTaTeit mist 6oabHbIX HHILIMT 1 uieHoB
MX CEMbU, KOTOPbII pa3MelLIeH 1 aKTUBHO JAOTOJTHSIETCS] HAMU
B paznene «Craten: HeliporeHeTrika» Ha MHTEPHET-TIOPTAJIC
«MemnumHa KpacHosipckoro kpast». B centsope 2011 1. Briep-
Bble B Poccuiickoit Menepatiiin HaMu ObUT pa3paboTaH v Ipo-
Be/IeH KOMIUIEKC MEPOIIPUATHIL B paMKax BcemMupHOTO mHS
MOBBILLIEHUS OCBEAOMJIEHHOCTU 0 6osie3Hu [llapko—Mapu—
Tyra B TecHoM corpynHuuecTse ¢ Accormanueii [llapko—Ma-
pu—Tyra (CIIA). Hamra nHMImmaTiBa ObLUIa TTOAIEp:KaHa
OO011IeCTBOM CITEIIMAIMICTOB ITO HEBPO-MBIIIICYHBIM OOJIC3HSIM
(Mocksa).

TakuMm 00pa3oM, TOJTBKO KOMITICKCHBIN TTOIXOMI K pe-
LLIEHUIO TTPO0JIeMBbI TTOMOILLM JIULaM, cTpagaroiM HHIIIMT,
¥ CBOEBPEMEHHOE TTPOBEICHIE JIeUeOHO-TNAaTHOCTUIECKIX
W MEIUKO-COITMATIBHBIX MEPOIPHUSITHIT MOTYT YMEHBIIINTD
TPYIOBBIE TTIOTEPU TIYTeM CHIDKEHUS YPOBHS MHBAIAIN3A-
LIVH JTIOZIE MOJIOIOTO TPYIOCTIOCOOHOTO BO3pacTa ¢ JaHHOM
HO30JIOTUEN.

Paspabomrxa arcopummoe ouacnocmurxu HHIIIMT.
C 1167110 TTOBHITIICHUSI TH(OPMUPOBAHHOCTH Bpadeii 0 Me-
TOmax paHHEH TMAarHOCTUKY 3a00JIeBaHNS ¥ OIITUMU3AIIAN
JIeYeOHO-TMAaTHOCTUYECKOM ITOMOIIM N3y4aeMOi KaTero-
pun OOJBHBIX (MPOOAHAOB) U WiEHAM MX CEMbU HaMU
OBLTH pa3pabOTaHBI M BHEAPEHBI B ITPAKTUIECKOE 3APaBO-
oxpaHeHne KpacHoSIpcKoro Kpast ailrOpUTMBI TUATHOCTH -
ku HHIIMT (puc. 4, 5). Ha 6aze T1O KpacHosipckoro
I'MY um. npod. B.®D. BoiiHo-fceHenkoro mpoBeaeHbI
IIUKJTBI TEMATUIECKOTO YCOBEPIIIEHCTBOBAHUS Bpadeii 1Mo
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(OI'IPED,eJ'IEHI/Ie TWNa HadJleqoBaHUA, pacyeT reHeTu4eCcKoro pI/ICKa)
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HeBponornyecknin ocMoTp ¢ NoMMOoganbHbIM NCCefoBaHEM NMOBEPXHOCTHbIX U Fy6OKMX BUAOB
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KomnbloTepHas nannecteanomeTpusa AUCTaNbHbIX OTAEN0B BEPXHUX N HUPKHUX KOHEYHOCTEN
(BbIABNIEHVE HapYyLUEHU BUOPALIMOHHON YyBCTBUTESIbHOCTI)
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CrumynauroHHasa SHMI HepBOB BEPXHMX M HKHUX KOHeuyHocTer (CPBm, CPBc)
(Mpr3HaKy akCOHaNbHOM W/ AeMUENHU3NPYIOLLEN, MOTOPHOW /U CEHCOPHON HenmponaTum)

]4_
i}

Nronbyatasa DMl noTeHLManbHO NOpPaXKeHHbIX
MbILLL, KOHEYHOCTEN
(HeBpanbHbIV ypOBEHb MOPaXKEHNSA)

[pynna pucka no passutuio HHWMT

[ncnaHcepHoe HabnoaeHne P OnddepeHuymanbHas gruarHoCcTUKa
HelporeHeTrKa E C ApPYrUMn NOSIMHENPONATAAMMN

Puc. 4. Aneopumm nepsuunoii duaenocmuxu HHIIMT [H.A. HInaiidep, E.B. [nywenko, 2011]. DHMT — aaexmponeiipomuocpagus, CPBu — cko-
pocms pacnpocmpanenus 8030yxucoerus no Mmomophsim eonokham, CPBc — ckopocms pacnpocmpanenus 6036yicoeHus O CeHCOPHbIM 80N10KHAM
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KnnHuKo-reHeanornyeckmimi aHanms

. .

HacneacrtBeHHOCTb oTAroweHa (A, AP,

HacnencrBeHHOCTb He OTAroweHa \
A u X-cuenneHHbIN TUMNbI HacNIe[0BaHNA

UcknioueHmne gpyrnx BO3MOXKHbIX
NPUYMNH Pa3BUTUA NONIMHeNponaTum
- OnpepeneHne cogepxaHunsa
rMOKO3bl B KPOBU
- WiccnepoBaHme KpoBM Ha UMMYHHBIN
cTaTyc
- BoifABneHne ¢pakToB BO34EeNCTBUA
HelPOTOKCUYECKNX BELLECTB
(ankoronb, CBUHeL, renTun,
O®OC u gp.) Ha Npou3BOACTBE
1 B ObITY
- XpoHunuecKas nyyeBas Tepanua
- XviMnoTepanua npu
OHKOJIOTMYECKMX 3a60/1eBaHUNAX
— TpaBmbl KOHEYHOCTEN,
Xpypruyeckue onepauumm

i VicknioueHue Apyrnx HacneacTBeHHbIX :
! HeMpoMbIWeYHbIX 3a60n1eBaHN |
- MNposepeHune ctumynaunonHon SHMI
(Hopma unu gemmenuHM3npyoLwan
HelponaTuA NPy NPEXoaALNX
napannyax u/unm 4yBCTBUTENbHbIX
paccTponcTBax B pesynbTate
MHageKBaTHOW KomMpeccum)
- MpoBeageHne nronbyaton SMI
(HeMpOoHanNbHbIN, MblLLEYHbIN YPOBEHb
nopax}eHus)
- ViccnepoBaHue B KPOBM YPOBHA
bepmeHTOB KOK-MM, N1ATI-5
(NpeBbllLEHE HOPMbI B COTHY,
TbICAYN pa3)
- MiccnepoBaHme KOOPAMHATOPHbIX
Ha KOHEeYHOCTAX, KoMmpeccum HapyLUeHWUN (BblpaXeHHas
HepBOB MO3XeUKoBas aTakcus)

BbisaBneHb! gpyrue He BbisiBNEHbI
MPUYUHDbI Apyrvie npuvnHbl AOA HET
nonvHenponaTuv nonviHenponaTun
P P Apyroe P
Opyrasn : ¢ Cnopaanuyeckmin : : HacnefCcTBeHHoe : HHLLIMT
nonuvHenponatna i i cayvan HHWMT? i : HelpombiweyHoe i
P i i 3aboneBaHue

+ v + v

NMONNHEWPONATNA CMEWAHHOIO TEHE3A

Puc. 5. Anecopumm ouppepenyuansroii ouacnocmuxu HHIIMT [H.A. Hlnaiidep, E.B. Tnywenko, 2011]. Al — aymocomuo-domunanmmbiii mun
Hacnedosanus, AP — aymocomuo-peueccusnotii mun Hacredosanus, POC — pocghopopeanuueckue coedunenus, KOK — kpeamungocgoxuraza;
JUIT — aakmamoezudpoeenasa



Kaunuueckue uccaedosanus

HepBHo-MblweYHbie
BOJNIE3HH

MmenunmHcKol reHetnke (KpacHosipck, ZKemesHoropcek,
Pecnybnuka TeiBa, KuI3bUI), B paMKaxXx KOTOPBIX
B 2010-2011 . B memarormyeckoM Iipoliecce ObLIM MC-
TTOJTB30BaHBI YUeOHBIE TTOCOOMS TS Bpaueit « HacnmencTBeH-
Has Heliporiatus [Hlapko—Mapu—Tyta», «HacnencrseHHast
HelipomnaTusl ¢ TeHAEHUMWEeN K mapajiuyaM OT COABJICHUS»
U «Anroputmsbl nuarHoctuku HHIIIMT».

B pesymsraTe nipoBeneHHBIX HAMI MEPOTIPHSITHI BpadaMi
TIePBUYHOTO 3BeHA 3IpaBooxpaHeHnsT KpacHospckoro Kpast
B 2011 I. Ha KOHCYJIBTALINIO K HEHPOTEHETHKY IUTS TTPOBEICHUST
KOMIIJICKCHOTO TMAarHOCTIIECKOTO O0C/ICIOBAHNST, BKITIOUAST
KOMIIBIOTEPHYIO TTAJIECTE3MOMETPUIO, OBUIM aKTUBHO Ha-
npasieHbl 7 (10,9%) u3 64 mauueHToB C MMOAO3PEHMEM Ha
HHUIMT, yTo mo3BOMIO AMArHOCTUPOBATh 3a00JIeBaHUE
Ha paHHUX CTaAVsIX Pa3BUTHSI TTATOJIOTMUECKOTO IpoIiecca.

BbiBoabl

OraroiueHHbIn ceMeitHblii aHamHae3 mo HHUIMT or-
MeueH B 93,0% ciydaeB, ayTOCOMHO-JIOMUHAHTHBINA THUII
HacefnoBaHust mpocnexusajics B 91,2 % ciydaes. B 94,7 %
cJIydaeB Tpeo0sianaa MOTOPHO-CEHCOPHBIN TUIT Helipora-
Thu, B 3,5 % ciaydaeB — ceHCOpHOI Tuil, B 1,8 % cityyaeB —
MOTOPHBIN THIT HEMPOITATUH. YCTaHOBJICHHBIMI HAMU TIPH-
yuHamMu no3gHeit auarHoctuku HHIIIMT B cembsx,
OTSTOIIEHHBIX IT0 TaHHOMY 3a00jeBaHMIO (Ha IIpUMEpe
KpacHostpckoro Kpast) ObUTH: HeXKeTaHNe OOTBHBIX 1 WICHOB
HX CEMEl COTPYIHMYECTBA C BpauoM-HeBposiorom: 48,8 %
KIMHUYECKUX CIIy4aeB MCKITIOYEHBI M3 CTAaTUCTUYECKOTO
aHaJIM3a B CBSI3M C OTKA30M OT aKTUBHOTO KOMILJICKCHOTO
obcnenosanust, B 47,0 % ciydaeB GOJIbHbIE M ACUMITTOMHbIE,/
MaJIOCUMIITOMHBIC WICHBI MX CEMei, MMEIOIITNE BhIpaXKeH-
HBbIC HapyIIeHUs BUOPAIIMOHHON YYBCTBUTEIBHOCTU IIO
pe3yiIsTaTaM KOMITBIOTEpHOU MaJUIeCTe3MOMETPHHN, OTKa3a-
JINCH OT MOJICKYJISIPHO-TEHETUUECKOTO MCCIIeA0OBAHMS; HI3-
Kast HAaCTOPOXXEHHOCTh Bpaveil IIepBMYHOTO 3BeHA 3IpaBO-
OXpaHEHUS HAIlETO PeTMOHA B OTHOIICHUM TWMATHOCTUKU:
HHIIMT — 75,0% cnyyaeB (aCMMITTOMHBIE/MaJIOCUM-
MITOMHEBIC OOJBHBIC, UMEIOIINE OTSTOIICHHBIN CeMEHHBIN

aHamHe3 1o HHILIMT, He ObUiM aKTMBHO 0OCJI€I0BaHBI
C LIEJIbIO PaHHEH TUATHOCTUKY TaHHOTO HACJICICTBEHHOTO
3200JIeBaHNs); OTCYTCTBHE MEKIUCIIMIUTMHAPHOTO TIOAX0/1a
B IMarHocTuke u BeaeHnr 0onpHbIX ¢ HHILIMT — 94,0 %
ciydyaeB (TIAIIMEHTH He HAMpPaBJISUIMCh HAa KOHCYJIBTAITUIO
K MEIUIIMHCKOMY TeHETHKY, HeMPOTEHETHKY, OPTOIICAY).
MomuduimpoBaHHasT METOIMKA KOMITLIOTEPHOM ITaji-
JIECTe3MOMETPUH C MCTIOIB30BaHUEM OTEYeCTBEHHOTO THa-
THOCTHUYecKoro obopynoBaHusi «Bubporecrep-MBbH»
BT-02-1 wmMmeeT CTaTMCTUYECKHA 3HAYMMYIO OOJIBIIIYIO
YYBCTBUTEIHLHOCTB IO CPABHEHUIO C KJIACCUIECKIIM KaMep-
TOHAJTBHBIM METOIOM Ha paHHEM CTaauy pa3BUTHS 3a00I1e-
BaHust: 85,7 % npotuB 64,3 % — Ha HIKHUX KOHEYHOCTSIX,
35,7 % npotus 14,3 % ciaydaeB — Ha BEPXHUX KOHEUHOCTSIX
COOTBETCTBeHHO. Pa3paboTaHHBIC 1 BHEIPEHHBIC B ITPAKTH-
YecKoe 3IpaBOOXpaHEHHME Ha ypOBHE aMOyIaTOpHO-
TOJMKIIMHIIECKOTo 3BeHa KpacHosIpcKoro Kpast JuarHo-
CTUYECKIE aJITOPUTMBI U YIeOHO-METOIMIECKIE TTOCOOMS
CITOCOOCTBOBAJIN TTOBBIIICHNIO MH(GOPMHPOBAHHOCTHU Bpa-
4eit 0 MeTomax panHeii muarHoctuku HHILIMT (3a mepuon
Hactosiero uccnenoanust 10,9 % manueHToB ¢ Togo3pe-
Huem Ha HHIIMT Obli akTMBHO HampabJieHbl Bpauamu
TIEpPBUYHOTO 3BEHA 3IPaBOOXPAHCHUSI HAa KOHCYJIBTAIUIO
K HEPOTEHETHKY IJIST TIPOBEACHNST KOMITJICKCHOTO 00CIIe-
MOBaHUS M KOMITBIOTEPHON TajiecTe3noMeTpun). Momu-
(purmpoBaHHasI METOMMKA KOMITHIOTEPHOM MAJICCTE3MOME-
Tpuu npu HHIIMT ¢ ucrnonb3oBaHreM OTEUeCTBEHHOIO
JIMarHoCTUYecKoro obopynoBaHusi «Bubporecrep-MBH»
BT-02-1, a Takxe pa3paboTaHHbIE TMATHOCTUYECKIE aJIr0-
PUTMBI U Y4eOHO-METOINYECKIE ITOCOOUSI, MOTYT OBITh pe-
KOMEHJIOBaHBI TSI 00JIee IITMPOKOro BHEAPEHMS Ha YPOBHE
Ipyrux cyobpekToB Poccuiickoit Mdeneparym.
KomriekcHBI# TToaXo K perieHITo Ipo0IeMbl TIOMOII
Jymuawm, crpagatromM HHIIIMT u cBoeBpeMeHHOe mpoBe-
JIEHUE JICUeOHO-TMarHOCTUICCKIX M MEIMKO-COIIMATBHBIX
MEPOTPUATHIT MOTYT YMEHBIIIUTD TPYIOBbIC TIOTEPH TTyTeM
CHIDKEHMS YPOBHSI MHBAIMIN3AIIAN JTFOIEH MOJIOIIOTO TPY-
JIOCTIOCOOHOTO BO3pacTa ¢ JaHHOW HO30JIOTHEH.
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Bmopoi o6pa3oBamenbHblil cemunap OHMb:
NEeKUYuu N0 HepBHO-MbIWEYHOU namonoruu npotheccopa HEBPONOruy
SHTOHU AMATO

(FapBapAckaqa MeauluHCcKad wkona, bocmon)

B KoHue dBrycta 2011 r. no npurnaieHno ObuecTBa cnewnanicTos no HEPBHO-MbILLEYHbIM bonesHAm MOCKBy
noceTnn oAuH K3 BeAyLWKX cneunanncTtoB Mipa B obnactu 3aboneBanuii I'IGpVI(I)EpVIHECKOVI HEpBHOI7I cucTembl

N MbILIEYHON NATONOrMK IHTOHU AMATo, PyKOBOAMTENb HEBPONOrMYeCKon KAMHUKK, npodeccop fapBapackoi

MeanLMHcKoil wkonbl (CLUA).

Hensmu mpuesna npodeccopa lapsapackoit meau-
IIMHCKOM IIKOJIBI DHTOHW AMATO OBIIA YTCHME JICKITUIA
U TIPOBEJICHME 1TUKJIa CEMUHAPOB TI0 MpodemMam AUarHo-
CTUKU ¥ JIeueHUs 3a00JieBaHUI TiepudeprnIecKoro Hel-
POMOTOPHOTO arrapara, a TakKe yCTaHOBJICHWE KOHTAKTa
CcO crnenuajaucTaMu B 3Toit obsactu B Poccuu. Jleknuu
U CeMUHapPhl MPOBOIUINCH B TE€UCHUE ABYX THEI Ha 0a3e
HHWMU neiipoxupypruu um. H.H. bypnenko PAMH.

MepomnpusiTue BbI3BAJIO OTPOMHBIN MHTEPEC y CIie-
LMAJIMUCTOB M3 pa3HbIX ropojgoB Poccuu, pabortarommx
B o0yiacTi HEPBHO-MbIIEUHOU matosorun. [Ipodeccop
AMaTto ¢ yauBiIeHHWEM OOpaTWi BHUMaHHWE Ha TO, 4TO
OCHOBHYIO ay[IUTOPUIO COCTAaBJISIM Bpauu HE cTapiie
35 5ieT, 4TO BCEJIUIIO TIOTMHHBIN SHTY3Ma3M B aMEpPUKaH-
CKOTO TOCTsI, U B PE3yJIbTaTe OH CYIIECTBEHHO PaCIIUpUI
TePBOHAYAILHYIO ITPOTPpaMMY, HAauUMHast JieKIuu B 11 qacoB

yTpa M 3aKaHUMBas pabouuii 1eHb B 8 Beuepa. Heobxo-
MO OTMETUTh, UTO ayUTOPUS OCTABAIACH 3aTTOTHEHHOM
JI0 OKOHUYAHWSI CEeMUHapa.

CBoe BBICTYIUIEHHE D. AMaTo Havajl C OCBEIIECHUS 00-
IIIMX BOTIPOCOB KIIMHWYECKOW OLIEHKH MAlMeHTa C O0JIe3HsI-
MU TieprceprIeckoro HelPOMOTOPHOTO ammapaTa. b
TOIPOOHO PACCMOTPEHbI OCHOBHBIE MOMEHTHI TTOKA3aHUIA
K HEOOXOIMMBIM 1 TOCTATOYHBIM UCCIIEOBAHUSIM JIJIST yCTa-
HoBJIeHus nuarHosa. Ocoboe BHUMaHUe Ipocdeccop AMaro
YOI PaCCMOTPEHUIO XapaKTepa MBIIIEYHON caboCTH,
BaKHOCTH BO3pacTa fe0rota 00JIe3HU U €€ TeUeHUsT, TPUIVH,
TTO3BOJISTIONINX TIPEITIONIOXUTh BPOXKICHHBIN WU TIPUOO-
PETEeHHBI TUTT TIATOJIOTUU, A TAKXKE POJIM B TUATHOCTUKE
COTYTCTBYIOIINX CUMITTOMOB CO CTOPOHBI IPYTX OPTaHOB 1
cucteM. I[logoOHBIN MOAXOH TO3BOJMII OXBATUTH CaMbIE
pa3HbIe BUIBI TATOJIOTUH, CBSI3aHHOM C TTIOPAXKEHNEM KOp-
TUKOCITMHAIBHOTO TPAaKTa, MOTOHEPOHOB MEPETHUX POTOB
CIIMHHOTO MO3Ta, TeprudeprnIecKnX HEPBOB (MOTOPHBIX,
CEHCOPHBIX M aBTOHOMHBIX BOJIOKOH), a TaKXe C HapyIe-
HUSIMU HEPBHO-MBIIIIEYHON Tepenayu (Ipe- U MoCTCUHAI-
TUYECKNX BapMaHTOB HApYyIICHWI) M (DYHKIIWIA MBIIIII.
Oco0oe BHMMaHUE OBLIO 00palIeHO Ha (haKT BO3MOKHOTO
MPOSIBJICHUST HACIEACTBEHHON TATOJIOTUM HE TOJbKO
B TPYTHOM, paHHEM JIETCKOM U TTOIPOCTKOBOM BO3pacTe,
HO M 'y B3POCTIBIX U JaKe TOXWIIBIX JTUII.

Bbutu ipenocTaBieHb! ATOpUTMBL AnbhepeHTnaTb-
HOI TMarHOCTUKM, a TAKXKE PACCMOTPEHA poJib HEHpohu-
3UOJIOTUYECKUX METO/IOB OOC/Ie0BAHNSI, KOTOPhIE OCTa-
I0TCSI aKTyaJTbHBIMU U CETOMHSI, HECMOTPS Ha aKTMBHOE
pa3BUTHE OMOIIOTUIECKUX, OMOXUMUYECKUX M UMMYHOJIO-
TUYECKUX METOMOB nuarHocTuku. [Ipodeccop obpatmn
BHUMaHME Ha AUATHOCTUYECKYIO 3HAYMMOCTD MTOBBIIIIEHUS
YPOBHSI TaKuX IMOKa3areneii, kak anturtena K GM1 y ma-
IIMEHTOB C MYJIbTU(OKAIBHOI MOTOPHOI Helipomarueit
u cuHapomMoM IuiteHa—bappe, 1 ux OTCyTCTBUE MPU reHe-
PaJIM30BaHHBIX CEHCOPHBIX HEWPOMaTUsIX; OOHApYKEeHUE
anTu-MAG-aHTUTEN PU TUCTATBHBIX HEMNPOTIATUSIX TOJ-
CTBIX BOJIOKOH U aHTU-Hu-aHTuTeNn npu napaHeoriacTu-
YECKUX CEHCOPHBIX TAaHTIMOHOMNATUSIX (AeOI0T C yTpaThl
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TOJICTBIX BOJIOKOH M CEHCOpPHOIT aTakcynn). [Toka3zaHa HIA3-
Kasg OMArHOCTHYeCKas 3HAUMMOCTb U CIEHUMUIHOCTH
AHTUCYIb(DATUIHBIX AHTUTE.

OTtmenbHas JIEKLMS ObLIa TTOCBSIIIEHA COBPEMEHHBIM
MPEACTaBICHUSIM O TeHETUICCKOI IpUpome W maTodpu-
3MOJIOTUA HamboJiee pPaCIpPOCTPAaHEHHBIX MBIIICUYHBIX
IUCTpOdUii ¢ pacCCMOTPEHUEM COCTOSTHUI ¢ HECTaHIapT-
HbIM (peHOTUNOM (HAJIWYKUe MUAITUI, MUOTJIOOMHYPUH,
M30JJMPOBAHHON KapAWOMUOMNATHU C aCHMIITOMHBIM
1 WANOIIAaTUYECKUM TIOBBIIICEHNEM KpeaTuH(poc(hOoKHA-
3p1). [IpemcraBieHBI pe3yabTaThl TCHETUICCKUX, SITHIC-
muonorndeckux u JHK-uccinemoBaHuii TepBUYHO-
MBIIIIEUHBIX OOJIe3HEN C OLIEHKOW WX TmonuMopdusma.
JlaHa olieHKa poJiv U MeCTa UCTOJIb30BaHUS TAKUX METO-
IIOB, KaK BeCTEPH-0JIOTTHHT, a TAKXKe UMMYHOTHCTOXMMU-
YecKoe MCClIe0BaHNEe MBIIIEYHBIX OnonTaTtoB. Paccmo-
TPEHBI MOMBITKY JICUCHUs] HACICACTBEHHBIX MBIIICYHBIX
3a00J1eBaHNI C TIPUMEHEHNEM KOPTUKOCTEPOUIOB (IIpem-
HHM30JI0HA ¥ AedIa3aKopTa) ¢ IeJIbI0 3aMEITUTh IIPOrpece
3a0oeBaHus. [laHa OlleHKA PUCKOB Pa3BUTHUS B 3TOM
cJIyJae TTOOOYHBIX SIBICHUH (3a7epKKa pocTa, apTepraib-
Hasl TUIIePTeH3MsI, KaTapaKTa, CHIKEHIE TOJIEPaHTHOCTH
K TJTIOKO3€, YBEJIMICHNE MACChI TeJla, OCTEOIIOPO3).

OcBemrast TTpoOJIeMBl MBIIIICYHON TIATOJIOTHU, TIPO-
deccop AMaTo 00IbIIIOe BHUMAHHE YASTUI TUaTHOCTUKE
n nuddepeHIINaTbHON AUAarHOCTUKE BOCTIATUTEIHHBIX
Oosie3Helr MBI (TTOJTMMUO3UT, AEPMATOMHO3HT), MX
MOP(HOIOTUISCKUM 1 UMMYHOTUCTOXUMITYIECKIM OCOOCH-
HOCTSIM, BOIIPOCAM TepaItvy 1 OOIINM IPUHITATIAM BefIe-
HHS TTallMeHTOB. B pamMKkax oOCyXmeHUsT ayTOMMMYHHBIX
OoJre3Heil MBIIII OTAEIbHAS JICKIUs ObLIa ITOCBSIIEeHA
TaKOM OTHOCHUTEIBHO PEIKOIl MATOJOTMH, KaK MHO3UT
¢ BKITIOUCHUSIMU. BaxkKHOCTP ITpaBUILHOM 1 CBOEBPEMEH-
HOI DMArHOCTUKU MAHHOTO 3a0oJieBaHMSI OOYCIOBJICHA
0OJIBIIMM YKUCJIOM AUATHOCTUYECKUX OIIMOOK U Heobo-
CHOBAHHOTO Ha3HAYCHMS CYUIbHOMEHUCTBYIOIINX ITpeTapa-
TOB, ITOJABJISIONINX UMMYHHYIO CHCTeMY YeoBeKa. [1po-
deccop AMaro TIpenocTeper OT YBICUCHMS IIePeCMOTPOM
MU CO3JaHMEM HOBBIX KJIACCH(UKAIINIT BOCTIATUTEIIHBHBIX
00JIe3HE MBI, TTPOUJUTIOCTPUPOBAB BBICTYIIJICHUE BBI-
JIep>KKaM1 U3 OCTPOYMHOM CTaTbU MO Ha3BaHUeM «JIpa-

KOHBI, €IMHOPOTH U IPYTHe MU(POTOTUICCKIE JKTBOTHBIC»
(A.A. Amato, R.C. Griggs. Neurology 2003;61;285-90).

B nexiinm, mocBSIIIeHHO JIeYeHUTO TTepr(epIIeCKIX
HeliponaTuii, Ha KOHKPETHBIX KIMHUYECKUX MpUMEpax
C OLIEHKOI 0COOEHHOCTEN IMAarHOCTUKM, ObLIM MOKa3aHbl
COBpPEMEHHBIC BO3MOXHOCTA 3(MDMEKTUBHON Teparmu
OCTPBIX U XPOHMUYECKUX BOCHAIUTEJIbHBIX HEHpOMNaTHid,
HeliponaThii Ha (pOHE CHUCTEMHBIX PEBMATOJIOTUIECKIX
3a00J1eBaHMI1, MHOXXECTBEHHOI MYJIETU(OKAIBLHO MOHO-
HelipoIaTn, MyJIETH(GOKATBLHOMN MPUOOPETEHHOM TeMiie-
JIMHU3UPYIOLIEN CEHCOPHOM W MOTOPHOM HEMpPOMAaTHIA.
ITonpoOHO paccMOTpeHBI JOKa3aTeIbCTBA 3(PHEKTUBHO-
CTU BHYTPUBEHHOTO KUMMYHOIJIOOY/IMHA YesloBeKa , OCHO-
BaHHbIE Ha pe3yJibTaTaX MHOTOYMCIEHHbIX UCCIEIOBAHUMA,
BKJIIOYAsl NIBOMHOE CJernoe, I1aled00KOHTPOJIUMPYEMOE;
MOAYEPKUBAIOCH 00s13aTEIbHOE COOMIOAEHUE OOLIenpyr-
HSITOW JO3UPOBKMU M PEXMMOB BHYTPUBEHHOU MMMYHO-
Teparuy, 000CHOBaHNE Ha3HAUYCHUS IPYTHX MMMYHOCY-
mpeccopoB (Hampumep, LUKIodochamMuaa, KOTOPHIN
MOXET YIIMHSITh UHTEPBAI MEXIYy HEOOXOIUMbIMU J10-
3aMU BHYTPUBEHHOTO UMMYHOTIJIO0YIMHA).

O0cyXIeHBI BOIPOCHI TePAITH CCHCOPHBIX HEHPOTaTHIA
TOHKHX BOJIOKOH, YOGIWTEIIHHO TTOKa3aHa BICOKAsT MHMOP-
MAaTHMBHOCTb MPU 3TOM MATOJIOTMM OUOTICUN KOXHU C UCCEI0-
BaHUEM UHTPANUIEPMAIbHBIX HEPBHBIX BOJIOKOH KOXKHOTO
HepBa. DTO cOO0IIEHNE OCOOEHHO aKTyaIbHO, TAK KaK 00Tb-
LLIMHCTBO CHELUATIMCTOB IMArHOCTUPYIOT HEHPOIATHIO TOH-
KHX BOJIOKOH Ha OCHOBAaHMM aHaMHe3a, KITMHUKU U 3JIEKTPO-
HeliporpaIecKiX UCCIeNOBAaHII. DTO OOBSICHSICTCS TEM,
YTO 6ONMBIIMHCTBY 1IeHTPOB B CILIA HeIOCTYITHBI CITeIaIN-
3UPOBAHHbIE METOMKM TECTUPOBAHUSI CEHCOPHOM CUCTEMBI,
el11e MEeHbILI€ OHU JIOCTYIHbI B APYTUX CTPaHaX.

B nepepbiBax MexXy JEKLIMSIMU YYaCTHUKU CEMUHApa
MMEJIM BOBMOXHOCTb B HEMOCPEACTBEHHOI 0OCTAaHOBKE MO-
001IaThCs ¢ mpodeccopoM, KOTOPBI pearpoBall Ha TAKYIO
WHULIMATHBY C OOJIBIIMM UHTepecoM. JIekimu mpodeccopa
AMaro oTIM4aaIrich 60raTCTBOM MJUTIOCTPATUBHOIO KJIMHU-
YeCKOro, MOP(OJIOTHIecKOro 1 HelpoPrU3MOIOrNIeCcKOro
Marepraia. C To0e3HOro pa3perieHnsT aBTopa 3T! JICKITAN
ObLIM MPENOCTABIEHbI yYaCTHUKAM CEMUHApA.

ITo oxoHYaHUM JeKIMi Tpodeccop AMaTO TIPUHSIT
ydacTve B KIIMHWYECKUX pazdopax. [1aimeHTbl Obuiu npe-
crapjieHbl JI.B. BpblieBbIM, K.M.H., HQyYHbIM COTPYIHUKOM
Hayunoro nientpa HeBposiornu PAMH, n O.B. [i1pBaHOBOIA,
COTPYAHUKOM MOCKOBCKOT0 MMACTEHWYECKOIO LIEHTpA.
OcoO0bIiT MHTEpEC Y ayIUTOPUU BBI3BAJIA TIPEICTABICHHAS
npencenareseM OOIIecTBa CIIEIIMATNCTOB 110 HEPBHO-
MbIIIeYHbIM Oosie3HsaM npodeccopom C.C. HUKUTUHBIM
MalyeHTKa ¢ UCTEPUEN, KOTopasi B TeYEHUE HECKOJIbKUX JIET
MPOXOAUIIA JIEUEHUE Y OTEYECTBEHHbIX U 3apyOEKHBIX CIle-
LIMAJIMCTOB I10 TTOBOIY MbILIEYHOI MATOJOTHM.

Ha npomanue npogeccop AmMaTo nobiarogapuil co-
OpaBIIMXCSl 3a TPOSIBJIEHHBIA MHTEPEC K €ro JIeKUUSIM
M TIOKeJIaJI BceM MpoheCCUOHATBHBIX YCITEXOB.

Mamepuan nodeomosusa Mapus Kosaavuyx



HepBHo-MblweYHbie
BOJNIE3HH

Hudhopmauua ona asmopos

YBamaemble konneru!

Mpu opopmnenun crateii, HanpaBnaembix B }ypHan «HepBHo-
MbiLLeyHble 60n1e3H», CNepyeT PyKOBOACTBOBATLCA CNeAYILUMY Npa-
BUNaMu:

1. (ratba JomKHa ObITb NPefCTaBNeHa B 31eKTPOHHOM BuAe (KOMNaKT-
JNCK UNN BUCKeTa) ¢ pacneyarkoii Ha bymare popmata A4 B ABYyX 3k3emnnApax
(Tabnuubl, rpaduKky, pUCYHKI, MOANMCH K PUCYHKAM, CICOK UTepaTypbl, pe-
3l0Me — Ha OTZeNbHbIX NUCTaX).

LWpu¢t — Times New Roman, 14 nyHkToB, uepe3 1,5 uHtepsana. Bce
CTPaHULLbI JOMKHbI BbITb NPOHYMEPOBAHbI.

2. Ha nepBoii CTpaHuLie JOMKHO ObITb YKa3aHO: Ha3BaHIe CTaTbl, MHILIA-
anbl 1 GaMuAUN BCeX aBTOPOB, MOJTHOE Ha3BaHMe YUpeXxAeHNA (yupexaeHnii),
B KOTOPOM (KOTOpbIX) BbINONHEHA paboTa, ropoa.

06a3aTenbHO yka3blBaeTca, B KaKOM yupex feHiu paboTaeT Kax ablii 13
aBTOPOB.

(taTbAl [OMKHA ObiTb MOAMMCAHA BCeMU aBTOpamiu. B KoHue cTaTbu
LOMKHbI ObITb 0643aTeNbHO yKa3aHbl KOHTAKTHble TenedoHbl, paboumii
appec ¢ ykaszaHuem HAeKca, Gakc, aapec 3NeKTPOHHON NouTbl U da-
MUKUA, UMA, 0TYECTBO NONHOCTBIO, 3aHMMaeMas AO/MKHOCTb, yueHas
(TeneHb, yyeHoe 3BaHue aBTOpa (aBTOPOB), C KOTOPbIM pedakLua byner
BeCTM Nepenncky.

3. 06bem cTaTeii: opuriHanbHaa ctaTba — He Gonee 12 cTpaHiALL; onnca-
HUe OTAENbHbIX HAbNIOAEHNIA, 3aMETKM U3 NPaKTUKN — He onee 5 CTpaHuL;
0030p nuTepaTypbl — He 6onee 20 CTpaHuL; KpaTKuMe CO0OLLIEHNA 1 NUCbMa
B pefakLio — 3 cTpaHuupl.

CTpyKTYypa OpUrnHanbHoONM CTaTby: BBEJEHNE, MaTepuanbl ! METOfbI,
pe3ynbTaTbl UCCef0BaHNA 1 UX 06CyKaeHNe, 3aKNoueHNe (BbIBOAI).

K cTatbam pomkHo ObiTb MPUNOXeHo pe3iome Ha PYCCKoM A3blke, OT-
paxkaroLiee cofepkaHue paboTbl, C Ha3BaHUEM CTaTbil, GaMUANAMY U UHN-
LManamv aBTopoB, Ha3BaHueM yupexaeHuii. 06bem pestome — He bonee 1/3
MALLMHONWMCHOI CTPAHMLbI C YKa3aHNeM KIHOUEBbIX C10B.

4. linniocTpaTBHbINA MaTepuan:
« Qotorpadum JOMKHDBI 6bITb KOHTPACTHBIMU; PUCYHKN, TPaduKN 1 Auarpam-
Mbl — YETKUMMU.
- DoTorpadum NpeACTaBAAIOTCA B OPUTHANBbHOM Gopmare.
« [paduKi, Cxembl 1 PUCYHKI JOMKHBI ObITb NpefcTaBneHbl B dopmate EPS
Adobe Illustrator 7.0-10.0. Mpu HeBO3MOXHOCT NpeAcTaBieHna ¢aiinoB
B laHHOM (hopmaTe HeobXOANMO (BA3ATHCA € pefiakLuei.
« Bce pucyHKI LOMKHBI 6bITb NPOHYMEPOBaHbI 1 CHAGMKeHbI NOAPUCYHOUHBIMU
nognucamu. Moanucn K pucyHKam AaloTea Ha oTAenbHOM ucte. Ha pucyHke
YKa3blBAKTCA «BePX» U «HU3»; GParMeHTbl PUCYHKA 0603HAYAKTCA CTPOYHDI-
Mu GyKBamI pycckoro andasuta — «av, «0» u 1. . Bce cokpallenus 1 0603Ha-
UYeHNA, UCNoNb30BaHHbIE Ha PUCYHKE, AOMKHDI ObITb pacLuMdpoBaHbl B NOAPU-
CYHOUHOI NOANMCH.
« Bce Tabnuuibl ZomkHbI ObITH MPOHYMepOBaHbI, MeTb Ha3BaHue. Bce cokpa-
LLieH!A pacLUnPpoBbIBAIOTCA B NPUMeEYaHuN K Tabnuue.

« CCbIKIA Ha TAbMMALbI, PUCYHKI 1 APYTIA€ UIIKOCTPATUBHbIE MaTepuabl NpHBo-
BATCA B HAANEXALLMX MECTaX MO TEKCTY CTaTby B KPYIbIX CKOOKax, a ux pac-
NONIOXeHIE YKa3bIBAETCA aBTOPOM B BYE KBajpaTa Ha NofAX CTaTbil CleBa.

5. EanHuubl n3mepeHuii gatotca 8 CU.

Bce cokpalLeHuna (ab6peBuatypbl) B TeKCTe CTaTby JOMKHBI ObITb MONHO-
CTblo paclumdpoBaHbl Npu nepeom ynotpebnequm. Micnonb3oBanue Heobue-
MPUHATBIX COKpaLLLeHMiT He 0MyCKAeTCA.

Ha3BaHue reHoB nuLIeTCA KYpcuBOM, Ha3BaHue 6enkoB — 00bIYHbIM
wpugtom.

6. K cTaTbe fomkeH ObITb NPUNOXEH CMICOK LTUPYEMOIA UTEPaTYpb,
odopmneHHblii cnepyrowwum 0bpazom:
« CnCOK CCbINOK NpUBOAUTCA B MOPAAZKE LMTUPOBAHUA. Bce 1CTOUHMKM
LOMKHDI ObITb MPOHYMEPOBaHDI, @ UX HyMepaLya — CTPOro CO0TBETCTBOBATb
Hymepauun B TekcTe cTatbi. CCbUKM Ha Heony6auKkoBaHHble paboTbl He fo-
nycKatTCA.
« [InA KaX[,Oro NCTOYHIMKa HeO6X0AMMO YKa3aTb: GaMUAMN 11 UHULMANbI aBTO-
poB (ecnu aBTOpoB bonee 4, yka3blBaoTCA NepBble 3 aBTOPa, 3aTeM CTaBUTCA
< Ap.» B pyCCKOM uan «et al.» — B aHTANICKOM TeKcTe).
« [pu cCbinke Ha cmameu U3 XypHAN08 YKa3biBaT Takxe Ha3BaHWe (TaTby;
Ha3BaHue XypHana, rof, ToM, HOMep BbIMycka, CTPaHMLIb.
« Mpn ccbinke Ha MOHO2pAhUL YKa3bIBAIOT TaKKe MONHOE Ha3BaHMe KHUTK,
MeCTO M3[aHWs, Ha3BaHMe U34aTeNbCTBa, F04 U3JaHuA.
« Mpn ccoinke Ha asmopeghbepamol [yccepTaumil yKasblBaloT TaKkKe NONHOe
Ha3BaHue paboTbl, LOKTOPCKAA AN KaHANAATCKAA, TOf U MeCTO U3[jaHuA.
« [lpu ccbinKe Ha daHHble, nosyyeHHble U3 HMepHemd, yka3biBaloT ek-
TPOHHbIIi aApec LUTUPYeMOro NCTOYHMKA.
« Bce cCbinKu Ha uTepaTypHble MCTOYHMKN NeYaTaloTca apabckumu Lundpamu
B KBaZpaTHbIX ckobkax (Hanpumep, [5]).
« Konnuectso uutupyembix paboT: B OpUriMHanbHbIX CTaTbAX xenaTenbHo He 6o-
nee 20—25 MCTOYHNKOB, B 0630pax nuTepatypbl — He bonee 60.

7. NMpepcTaBnexue B pefakiumio paHee ony6MKOBaHHbIX CTaTeii He fi0-
nycKaeTc.

8. Bce cTaTby, B TOM Uncsie NOATOTOBNEHHbIE aCnupaHTaMm 1 conckatena-
Mun yquon (TeNeHN KaHAKnAaTa Hayk no pesynbratam C06CTBEHHbIX Mccneso-
BaHWil, NPUHUMAIOTCA K NeyaTu becnnatHo.

(raTbu, He COOTBETCTBYIOLNE
K PacCMOTPEHMI0 He NPUHUMAIOTCA.

Bce noctynaiowue cratbu peneHsupyrotca. MpucnaHHbie mare-
puanbl o6paTHo He Bo3BpaLawTcA. Pepakuua ocraBnaet 3a co6oii
npaBo Ha peflaKTpOBaHKe CTaTeil, NpeAcTaBNeHHbIX K ny6nukaumm.

ABToOpbI MOryT NpUCbINATL CBOU MaTepuanbl no appecy: 115478,
MockBa, Kawmpckoe wocce, 24, ctp. 15 nu60o no 3neKTpoHHOII NoyTe Ha
appec pepakuum: info@neuromuscular.ru c 06s3aTenbHbIM yKazaHuem
Ha3BaHWA XKypHana.

JaHHbIM  Tpe6oBaHMAM,
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loToBuTCA K u3aaHuio kKuura «XXPOHUYECKASl MUTPEHb» E

PernoHanbHas o6LWecTBeHHas oOpraHusauus
«O6LecTBO CnewuuanncToB No HePBHO-MbILLEY-
HbiM 6ones3HaAM» (Www.neuromuscular.ru) cos-
mecTHO ¢ Uspatenbckum pomom «AbB-npecc»
(www.abvpress.ru) rotoBuT K BbiNycKy B HOA6pe
2012r. kHury A.P. AptemeHko un A.Jl. KypeHKoBa
«XpOoHNYecKasa MUrpPeHb».

MnaHnpyembin TMpax — 2000 sk3emnnApos. KHura
6y[eT akTYBHO PacnpOCTPAHATLCA HA MEAULIMHCKIX
NPOGUNBbHBIX MEPONPUATUAX, Yepe3 crneumanvsu-
[POBaHHbIE 1 MHTEPHET-MarasvHbl, a Tak»Ke Mo npea-
BapUTENbHOW MOAMMCKE C afpPeCHON fOCTaBKOMN.
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MoHorpadusa nocBaALLeHa XPOHNYECKO MUMPeHN, KoTopas odurumanbHo Gbina BnepBble BblaeneHa
Kak otzenbHas ¢popma rofioBHOM 605 TonbKo B 2004 I. 1 OTHECEHA K OCIIOMKHEHUAM MUTPEHM.

B 06Lweit nonynaummn Ha 4O NaLMEHTOB C XPOHNYECKON MUTPEHbIO MPUXoANTCA A0 3 %, NPy 3TOM
HanbonbLIasA PacNpPOCTPAHEHHOCTb 3a60IEBaHIS OTMEUYAETCA CPeAM ML, MOSIOAOrO TPYAOCMNOCO6-
HOro Bo3pacTa.

B cnevumanv3npoBaHHbIX KIMHUKaX U LLleHTpaXx ronoBHON 6011 y Hac B CTpaHe 1 3a pybexxom nauu-
€HTbl C XPOHNYECKNMU eXXeJHEBHBIMU FONIOBHbIMM 6onAaMM cocTanAoT Ao 80 % Bcex obpalleHni,
cpean HX Ha JOJ0 XPOHNYECKON MUTpeHn npuxoantca ao 78 %.

B KHUre 06CyAaloTca BOMPOCHI KINHWIKK, AMArHOCTUKM 1 anddepeHLmanbHOro anarHosa xpo-
HuYeckor MurpeHu. MNpy onpegeneHMn prcka Pas3BUTUSA XPOHNYECKON MUFPEHN aHANM3npyeTca
ponb genpeccun, TPEBOrK, 3110ynoTpebneHna nekapCcTBEHHbIMU NpenapaTaMu Ana KynyMpoBaHUs
MPWCTYMNOB roNoBHON 601K, AMCOYHKLUM NEPUKPAHUANbHbIX MbilwL, 1 apyrie daktopbl. OTaenb-
HO OOCY>KOAlOTCA MaTOreHeTUYeCKne MexaHU3Mbl XPOHUYECKON MUFPEHN, CPean KOTOPbIX AMC-
dYyHKUMA aHTMHOUMLENTUBHBIX cucTem LIHC, n3ameHeHne BO36yAMMOCTY KOpbl FONOBHOMO MO3ra,
nepudepryeckas 1 LLeHTpasibHaa CeHCUTM3ALMS.

B moHorpacdum npriBefieHbl Camble COBPEMEHHbIE AlaHHbIE NIUTEPATYPbl M COOCTBEHHDIN OMbIT aB-
TOPOB MO BOMPOCaM Tepanuy XPOHUYECKON MUFPEHN — OCOBEHHOCTAM KyMMpOBaHWSA OCTPOro
NPUCTYNa rofloBHoM 6051, MeTofam NPodUIaKTUYECKOrO fleueHunst U Ux 3GHEKTUBHOCTM B CBETE
Jl0Ka3aTe/IbHON MeauLMHbI, NMOAPOOHO PACCMOTPEHbI HEMEAMKAMEHTO3HbIE METObl NeUeHus,
a TakXKe cenaH akLeHT Ha Tepanum KOMoOpPOVAHbIX HapyLUEHNIA.

KHura umeeT NpakTnyecKyto HamnpaBieHHOCTb 1 NpejHa3HaueHa A4f1a Bpayel pasHbix cneumanb-
HOCTel: HEBPOJIOrOB, NMCUXMATPOB, MCUXOTEPANEBTOB, TEPANEBTOB, Bpayel 06LLei NPaKTUKM 1 BCEX
VHTEPECYIOLLMNXCA MPOoGIemMamu XPOHYECKON 60NN B LLENIOM 1 FONIOBHOM 60/ B YaCTHOCTY.

UneHbl PernoHanbHo 06LecTBEHHOI opraHnsauvn «O6LecTBO CnewnanncToB No HepPBHO-
MbILLIEYHbIM 60/1€3HAM» CMOTYT NPUOGPECTN KHUTY MO CreLnanbHO CHIKEHHON LieHe.



Heunpo-Ayauno
npmnbop Oss nposeaeHns
06BbEKTUBHOM ayamMoMeTpumn

Y B3POC/IbIX U AEeTen C nepBbIX
OHEW XXU3HU

KopoTkonaTeHTHbIe C/TyXOBble BbI3BAHHbIE MOTEHLUADI
mMosra (KCBIM/ABR) (Bo34yLIHAs M KOCTHAs MPOBOAMMOCTD)
CnyxoBble CTaLMOHAPHbIe MOTeHLMabl MO3ra

(CCI/ASSR) c 04HOBPEMEHHOM CTUMYAALMEN

Ha YeTblpex YacToTax An1a Kaxkaoro yxa (multi-ASSR)
CpefHe- 1 AIMHHONATEHTHbIE C/TYXOBbIE BbI3BAHHbIE
noTeHumanbl mo3sra (CCBIM n ACBM/AEP: MLR, LLR)
3apepykaHHas Bbi3BaHHAas 0TOaKyCTUYecKas

ammccma (3BOAD/TEOAE)

OToaKkyCTnyeckas sMMCCUs Ha YacToTe

npoaykTa nckaxeHus (MMOAD/DPOAE)

CnoHTaHHas otoakycTuyeckas ammccms (COAD/SOAE)
ToHanbHas ayanometpus (TA/PTA)

(BO34yLIHAsA M KOCTHAs MPOBOAMMOCTD)
SnekTpokoxneorpadus (SKoxI/ECochG)

BecTnbynsapHble MUOreHHbIe BbiI3BaHHbIE

noTeHumansl mosra (BMBI/VEMP)

KOrHUTMBHbIE BbI3BaHHbIe MOTeHUManbl Mo3ra (P30o, MMN)
MHAMKaLmMa nMmnegaHca Ha nepefHen naHenn npyubopa

OcHoBaHa B 1992

00O «HewnpocodpT»
Poccus, 153032, I. IBaHOBO, y/1. BOpOHUMHA, 4. 5

Poccus, 153000, I. MIBaHOBO, [NaBno4YtamT, a/a 10
TenedoH: +7 4932 24-04-34 PaKC: +7 4932 24-04-35
E-mail: com@neurosoft.ru  Internet: www.neurosoft.ru

BecTubynsipHblie MUOreHHble
BbI3BaHHble NOTEeHLUabl
mosra (BMBI/VEMP)

BMBI — 3T0 yCpeAHEeHHbIN MbILLEYHbIN OTBET, BO3HUKAIOLLUIA

B pe3ynbTarte BO3AENCTBMS FPOMKOro CTUMY/IA HA BECTUBYSIPHbIN
annapar YesnoBeKka. OTBET MOXET 6bITb MOy4EH C MCMONb30BaHNEM
AKYCTMYECKOro CTUMY/Ia BbICOKOV MHTEHCMBHOCTM: LLeNYKa Uan
HM3KOYACTOTHOW TOHA/IbHOW MOChINKW. DNeKTPOoAbl A8 3anncu
oTBeTa 06bI4HO PACMONAralT HA FPYANHO-KNOYUYHO-
COCLEBMAHOM MblLe Wwen (CVEMP — cervical VEMP)

nnn nog rnazamm (oVEMP — ocular VEMP).

Mporpamma «Henpo-Ayano.NET» N03BO/ISET 3aNMCbIBATb
ob6a BapuaHTa BMBI1: c VEMP 11 oVEMP. B cOBOKYMHOCTU
OHV MPUMEHSIOTCA ANS HanboJiee TOYHOrO onpeaesieHns
JloKkasin3alm HapyLieHU BecTubynspHoro annapara.

Bo Bpems 3anuncu cVEMP noaaep)xmBaetcs 6uonoruyeckas
ob6paTHas cBfA3b C MALMEHTOM. Ha BTOPOM MOHUTOPE (418
naLyeHTa) U B OKHE perncTpaumm (418 KOHTPOS Bpaya)

B peasibHOM BPEMEHM 0TOHPAKAETCS YPOBEHb HAMPSKEHMS MbILLLLbI
Wwewn. B HacTponkax 3agaeTcs AManasoH OMYCTUMbIX 3HAYEHUN.
Mpu 3anuncK Bce KpUBble, He NonagatoLLme B ANanas3oH,
0THpPaACHIBAIOTCS, & OCTA/IbHbLIE YYUTLIBAIOTCS B UTOrOBOM
ycpefHeHHOM oTBeTe.

TakvmM 06pa3om, Cyww,ecTBeHHO NOBbILLALTCS

TOYHOCTb U3MEPEeHUN, MOTOMY YTO AaBTOMATUYECKM
obecne4vmBaeTCa 0ANHAKOBLIV YPOBEHb HAMPSKEHUS

MbILLL, LWer 418 06emx CTOPOH CTUMYISLLUN.

Mporpamma aBToMaTn4ecky paccimTbIBaeT KO3GdULMEHT

VEMP ratio (acMMMeTpus aMnanTyA NMUKOB MeXAy
NpaBOW 1 IEBOW CTOPOHAMU CTUMYAALMMK), KOTOPbIV
MCNOb3yeTca 418 NOCTaHOBKM AnarHosa.
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AHTUIrMNOKCAHT U AaHTUOKCUAAHT, NPUMEHSAIOLLUNCA B KOMIMJIEKCHOW Tepanun
HEeBPOJIOrN4YecKnx, MeTabonnm4yecknx n Xmpypru4yeckux saboneBsaHumn, a Takxe
NX OCNOXXHEeHUN

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

o HOvabeTnyeckana nonuHeBponaTus.
o MNMepudepunyeckue cocyauctbie, metabonmyeckne HapyLweHUA U NX NOCNEACTBUA.

. 3axxusneHue paH (Tpoduryeckne HapyLLeHUA KOXXU, A3Bbl, CUHAPOM ANabeTUYecKon
CTOMbI, NPOJIeXXHU, 0OMOpPOXKEeHUA).

CoueTaeTcA ¢ rnpumeHeHnem HapyxxHbix ¢opm AktosermHa: 20% resnb, 5% kpem, 5% masb.

Kparkaa nHdopmauusa no meauLIMHCKOMY NpYMMEHEeHMIO npenaparta AKTOBErvH:

PerucrpaumoHHblie Homepa: NN 14635/01 ot 26.02.08; NN 014635/01 ot 19.11.10; NN 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
KPOBU TENAT.

®opMbl BbINyCKa: PacTBop A/ MHbeKuMi — 40 mr/ma, amnyabl no 2 ma, 5 ma, 10 ma; pacteop gas uHoysuin — 4 mr/ma u 8 mr/mn B pactesope Hatpusa xnopuaa 0,9%
250 mn; 4 mr/mn B pactBope AeKcTposbl 250 mi. MoKasaHuA: meTabonnyeckne U COCyamUCTbie HaPYLWIEHWUA FTONOBHOMO MO3ra (B TOM YUC/E ULIEMUYECKUIA UHCYAbT, YepenHo-
MO3roBas TPaBMa, pas/inyHble GOPMbl HEAOCTAaTOUHOCTU MO3TOBOTO KPOBOOBPALLLEHNA, AeMeHLMA); Nnepudepuyeckme (apTepuanbHble U BEHO3HbIE) COCYAUCTbIE HAPYLIEHUA
M UX NOCNeACTBUA (apTepuanbHas aHrvonatus, TpopuUeckue N3Bbl); 3aKMBIEHME paH (A3Bbl PA3NUYHOMN 3TUONOTMM, TPODUYECKME HAPYLIEHWUs, MNPONEKHMU, OXKOrK,
HapyLeHMA NPOLECCOB 3a)KMBAEHUA PaH); NPOPUAAKTMKA U NeYeHUe NyYeBbIX MOPANKEHUIM KOXM M CAU3UCTbIX 0BonoYeK Npu aydeBoi Tepanuu. MPOTUBOMNOKa3aHUA:
rMNepyyBCTBUTENbHOCTb K NpenapaTy AKTOBErMH WM aHa/NOTMYHbIM MpenapaTtam, AeKOMNEeHCMPOBaHHaA cepAeyYHan HegoCTaTOuHOCTb, OTEK NETKMX, ONUTYPUA, 3a4epKKa
JKUAKOCTM B opraHuame. C OCTOPOKHOCTBIO: TUNepxaopemus, runepHatTpuemus. lobouHoe AeicTBUE: annepruyeckmne peakumm (KoKHas Cbifb, TMNEPEMUnA KOXKM, rnnepTepmms)
BM/I0Tb A0 aHadUNAKTUHECKOTO LIOKA. B CBA3M C BOSMOXKHOCTbIO BO3HUKHOBEHWA aHAaGUNAKTUYECKON PeaKLyMn PEKOMEHAYETCA MPOBOAUTb TECT — 2 M 0 Ha4aNa MHBEKLMM,
MHOY3MKU. CNocob NpUMeHeHMa U A03bl: 0 5 M1 BO3MOMKHO BHYTpMMbILeYHoe BBeaeHue, oT 200 go 2000 mr (250-500 mn) BBOAAT BHYTPMBEHHO KamnesbHO MealeHHO
(2 mn/muH). B Tabnetkax — no 1-2 TabneTku 3 pasa B CyTKu nepes, eaoi. [03bl 3aBUCAT OT CTEMEHM TAXKECTM U BbIPAXKEHHOCTM CUMIMTOMOB KaXXA,0ro KOHKPETHOro 3a6o/1eBaHus.
MpPoAOMKUTENBHOCTb IEYEHUA 3aBUCUT OT MHAWMBUAYANbHOTO HasHaYyeHuA. MonHaa nHbopmauma No NpenapaTy COAEPMKUTCA B UHCTPYKLMM NO MEAULMHCKOMY NMPUMEHEHUIO.

WHdopmauma ana cneumanmictoB 3apaBooXpaHEHNA.
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.





