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bnok nposedenus — anexmpoghuzuonoeuneckuii (peHoMeH CHUMNCEHUsE aMAAUMYObL UAU NAOWA0U MOMOPHO20 0MEema npu CIMUMyAAyuu
8 NPOKCUMANbHOLL MOYKe OMHOCUmMenbHo ducmanviozo omeema. Ce2o0Hs npodoaxcaemces 00cyscoenue 3HaueHus 610Ka nposedenus 6 ou-
acHocmuKe 0eMUeAuHU3UPYIOUUX U AKCOHANbHBIX Heliponamuil, a makice Kpumepuee OUaeHOCMUKY COCIMOSHULL, NPU KOMOPbIX pecucmpu-
pyemcs 3mom gheHoMeH.

Ileab 0030pa aumepamypot — océemums memy 610Ka nPo6eOeHUs: NO HEPEY KAK INEKMPOPUIU0A02UYECKO20 (YEHOMEHA 8 ceeme KAUHU-
uecKux nposieaenull, 015 onpedeneHust e2o poau 6 duacnocmuke psada 6one3neli nepughepuueckux Hepeos.
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Hell nepughepu1ecKux Hepeos.
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FEvaluation and interpretation of electrophysiological phenomena often plays an important role in the diagnosis of neuromuscular diseases.
Motor nerve conduction block is a reduction of either amplitude or area of the compound motor action potential elicited by proximal to distal
motor nerve stimulation. Today, the value of conduction block in the diagnosis of demyelinating and axonal neuropathies, as well as the di-
agnostic criteria for these disorders, are still under discussion.

Objective of the review of the literature is to highlight the value of conduction block as an electrophysiological phenomenon in the light
of clinical manifestations.

There is no consensus in the literature which motor response parameters should be used as partial conduction block criteria. The diversity
of pathogenic forms in which conduction block can be registered does not allow to consider the phenomenon as a sign of only demyelinating
lesions, and the term conduction block should be considered as a pure electrophysiological phenomenon. Different pathophysiological
mechanisms of conduction block formation should be studied separately within each nosology.

Conduction block detection does not allow to specify a particular diagnosis, however, in conjunction with clinical and anamnestic data,
it may be the main argument in the diagnosis of a number of peripheral nerves diseases.
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Bsepexue

OlLIeHKa ¥ MTHTePIIpeTaIrs 3JIeKTPOMU3N0TOTITICCKIX
(eHOMEHOB YacTO MTPacT BaXXHYIO POJIb B TMAarHOCTHUKE
HepBHO-MEBIIIEYHBIX 00J1e3He#. biok mpoenenmst (BIT) —
3JIEKTPOGHU3NOJIOTUIECKII (PeHOMEH CHYDKCHUST aMILIH -
TYIBI MOTOPHOTO OTBETA IMPH CTUMYJISILIUA B IIPOKCUMAJTb-
HO#1 TOYKE OTHOCHUTEJIPHO IUCTATbHOTO OTBETA — OIMMCAH
elie B TIepBOI IMOJIOBMHE XX B. KaK MPU3HAK KOMITPECCUOH-
Holi Hetiporratuu [1]. Ceromus BIT BkimroueH B aeKTpodu-
3MOJIOTUYECKIE KPUTEPUH AUATHOCTUKY TAKMUX COCTOSTHUM,
KaK XpOHWYeCKasl BOCHAIINTEIIbHAS IEMUCITMHNU3NPYIOIAST
nonuHeliporatust (XBJIT) [2], ocTpast BocmanuTeabHas
IeMueTMHu3npyoas nonmmHeiporratust (OBJIIT), Myib-
tidoKaabHasT MoTopHas Heliponatust (MMH) [3]. OgHako
STH KPUTEPUU HE BCETNIa YIOBIECTBOPSIOT KIMHUILIMCTOB,
u 3HadyeHre BII B gmarHocTvke meMUETUHU3UPYIOIINX
¥ aKCOHAJIBHBIX HENPOITaTHI IIPOI0JIKAET OOCYKIAThCS.
Hampumep, ipemioskeHbI pa3Hble KpUTEPUU THATHOCTH -
KU IeMUCSITMHU3NPYIOIIEH 1 aKCOHATTBHOM (popM CUHIPO-
Ma [nitera—bBappe (CI'B) [4, 5], HO B CBSI3U C HATMYNEM
obpatumbix BII Ha paHHUX CpoKax OCTpOii MOTOpPHOI
akcoHabHOU Helipomatun (OMAH) He Bcerma Bo3MOX-
Ha nuddepennumanbHas guarHoctuka OMAH u OBTI
[6]. Heckonpko BapuMaHTOB KPUTEPUMEB NTUATHOCTUKU
npeajioxeHsl v a1 MMH, 3 KoTophix yailie BCero uc-
ITOJIB3YIOTCS KpuTepuu EBpomneiickoii (hemepaliny HEBpO-
JIOTUYECKHX OOIIeCTB,/00IIecTB eprudepudecKoil HepB-
Hoit cuctembl (European Federation of Neurological
Societies/Peripheral Nervous System, EFNS/PNS)
1 KpUTEPUU AMEPHKAHCKOM acCOIUAIINM 3JIEKTPOIUAr-
HOCTMYeCcKOoi MemmumHBl (American Association of
Electrodiagnostic Medicine, AAEM) [3, 7, 8]. HecmoTpst
Ha BBICOKYIO YYBCTBUTEIIBHOCTD M CITIEIIM(UIHOCTB TIpe-
JIOXXEHHBIX KPUTEPHUEB, B PsAIE CIydaeB IJisl TOCTAHOBKH
nuarHoza MMH cnenyanucTbl BBIHYKAEHbBI ONTUPAThCS
HUCKITIOUMTEIEHO Ha KIIMHUYECKIE PU3HAKM, YTO CBSI3aHO
C OrpaHMYCHUSIMH MeTona 3yeKTpomuorpadum (DMI)
1 OCOOEHHOCTIMU TeueHust Oone3nm [9, 10]. Tak,
IIpY JINTSIFHOM 3a00JIeBaHUU BCJICACTBUE PA3BUTHS
aTpoduy MBI TUCTATbHBIIT MOTOPHBIN OTBET 3HAYM-
TEJIPHO CHIMKEH, YTO HE TTO3BOJISIET MOJIYIUTh JOCTOBEP-
verit BI1 o kxputepusm AAEM u EFNS/PNS. Tem He
MeHee, ONMpPasiCh Ha KITMHUYECKNE TaHHbBIE, 1aXKe B CIIy-
Yasgx HaJW4IMsI JTUITb Bo3MoxHoro BII mmosydeHs! mojio-
XATEJTbHBIC PEe3YJIbTATHI JICYCHUS BBEACHUEM BHYTPUBEH-
HBIX UMMYyHOIIIOOYyInHOB [9]. Taxxke BbIsiBAcHHEe BII
OrpaHUYMBAETCSI B CJydyae HapyIIeHHWs IIPOBEACHUS
10 HEPBY B €T0 IMIPOKCUMAJIBHOM YYaCTKE — BBIIIEC TOUKHU
Dpba, TaK KaK HEOCPEACTBEHHASI CTUMYJISIIAS HEPBOB

Ha y4acTKe OT KOPEIIKOB A0 CIUIETEHUsI HEe MPeaCTaBIIsI-
eTcs Bo3MoxHoit [10].

Ho cux mop BBI3BIBAET CIIOPHI BO3MOXHOCTb M POJIb
BOBJIEUEHUSI CTePXKHSI akcoHa B ¢opmupoBanue BI1. Psin
CIIEIIMAJIUCTOB, OMMPAsCh Ha TIEPBBIC paOOTHI 110 U3yde-
HUIO TIPOBEAECHMSI Ha MOJEJSIX KoMIlpeccuu Hepsa [1],
cuyutatoT BI1 mpr3HaKOM NCKITIOUNTEIBHO JeMUCINHI3A-
uun Hepsa [11—14]. DTu Xe aBTOPHI, paccMaTpUBast 1o~
paXkeHHe OCEBOTO CTePKHS B TICPUO 10 pa3BUTHSI BaJUIe-
POBCKOI1 TeTeHepallii, BBOISAT IIOHSATHE «IICEBIOOJIOKA»
MIPOBEICHMSI, TaK KaK MexaHu3M pazButusi BI1 B atom
ciIyJae He CBsI3aH ¢ IeMueIMHu3aimeit Hepsa [11, 12].

CTOpOHHMKM APYTOi TOYKM 3peHUs He cumTaioT bl
MIPU3HAKOM MCKITIOUNTEIBHO TeMUCIMHN3AIINN, ApTYMEH-
THPYS 3TO TeM, UTO JaxKe IIPU MPEUMYIIIECTBEHHO IeMUE-
JIMHU3UPYIOLIEM TTOPak€HMU HEPBA MOTYT ObITh BOBJIEYE-
HBI OCEBBIE CTEPXKHU OTHAEIbHBIX BOJIOKOH [15].

Kpowme Toro, rcciiemoBaHmS IOCTISIHIX JIeT IOKA3aJIH,
YTO Ha MOJICKYJIIPHOM YPOBHE TIPH JUIMTEILHON KOMITPEC-
CHM HEpBa CTPamaloT IapaHOJaJIbHBIC M IOKCTAIlapaHo-
JIaJbHBIC 00J1ACTH, 2 MUEJIMH MHTEPHOIAIBHBIX 00JIacTei
ocraercd Hem3MeHHBIM [ 16]. TTapaHomaibHbIE U3BMEHEHUST
TaKKe 0OHAPYKUBAIOTCS TIPH PSIAC ayTOMMMYHHBIX HeEil-
ponatuii. Tem He MeHee HE3aBUCHMO OT Mopdorormie-
CKOTO cyOcTpaTa KaK IIpY MUCIMHOITATHSX, TaK U TIPU aK-
coHo- 1 HomomaTtusx BI1 ¢ mo3uimu 3meKTpohu3noa0rum
He oTinyaetcd [17].

Mamodu3uonoruyeckue MexaHusmbl 6noka npoeaeHus

Npu pa3HbIX HO30MOruAX

B MuemmHN3MpOBaHHBIX HEPBHBIX BOJIOKHAX BBIACIISI-
IOT HECKOJIBKO THUCTOJOTUYECKUX 00JIacTeil: HOMATBbHYIO
(trepexBat PaHBbe), TTapaHOTATBHYIO, FOKCTaIapaHOIA T b-
HyI0 M THTepHOIAIbHYI0. B HomanpHOI 00J1acT! akcomeMMa
KOHTaKTHUPYeT ¢ BHEKJICTOYHOM XXMAKOCTBIO, B TTApaHO-
JAJTbHOM — MUEJTMHOBBIE «BBIPOCTHI» MTOAXOIST K aKCOHY,
00pa3ys Tak Ha3bIBaeMbIe TapaHOOAIBHEIC aKCO-TJINATb-
HBbIE COSNMHEHUSI, a MHTePHOOAIbHBIE 00JaCTH aKCOHOB
ITOKPHITEI KOMITAKTHBIM MHEJIMHOM. AKCOJIeMMa HUMEET
BBICOKOYITOPSIOYCHHYIO MOJICKYJIIPHYIO CTPYKTYpY, IIe-
PEYMCIICHHBIC BHIIIE 00JIACTH OTIMIAIOTCS BUTAMM TIPH-
CYTCTBYIOIINX B HUX MOHHBIX KAHAJIOB U TTIOTHOCTBHIO WX
pacnpenenenus [18]. ITepexsaTel PanBbe comepkaT MHOTO
BOJIBTaX3aBUCUMBIX HATPUEBBIX U MEIJICHHBIX KaJIMEBBIX
kaHasoB. IOkcTamapaHogaabHBIE 007aCTH OOTaThl BOJIb-
TaXX3aBUCUMBIMH OBICTPHIMU KaJIMEeBBIMU KaHAJIAMH, KO-
TOpPBIE OTHCICHBI OT HATPHUEBBIX KAHAJIOB ITapaHOMaTbHBIX
YYaCTKOB OCJIKOBBIMM COeIMHEHNSIMH (HetipodaciimHa 155
¢ koHTakTHOM, Caspr u 11p.). [Ipr oTCyTCTBMM ITOTOOHBIX
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«IIePETOPOIOK», KaK ITOKa3aHO Y MBIIIIEiT, KaHAJTBl MEHSIIOT
CBOE PACIIOIOKEHHIE, YTO IIPUBOINT K CHIZKECHHIO TIPOBO-
nuMocTy 1o HepBy [19]. ITo cpaBHeHMIO ¢ MTapaHOTATBHOM
B MHTEPHONAJIBHON 00JaCTH IJIOTHOCTh KaHAJIOB B He-
CKOJIbKO pa3 MEHbIIE, TIPUYEM MPEACTaBIEHHOCTb HATPU-
€BBIX KaHAJIOB OOJIbIIIE, YeM KaIMEBhIX.

IIpu obcyxneHun mexaHusmoB bBII HeoOxomuMo
BCIIOMHUTD (DM3UOJIOTUIO PACTIPOCTPAHEHMS MMITYJIbCA 10
MUEIMHU3NPOBAaHHOMY BOJIOKHY. B mokoe MemOpaHa ak-
coHa 3apskeHa orpunaTenpHo (—70 MB). IIpu yBemmue-
HUM TTOTeHLMaa 10 —55 MB cpabaThiBaeT 3aKOH «BCe WIN
HUYETO», OTKPBHIBAIOTCS OBICTPBIE BOJBTaXK3aBHCHUMBIC
HaTpHeBBIE KaHAJIBI B TIepexBaTax PaHBbe, ITOTOK MOHOB
HaTpHUsI yCTPEMJISIETCS B aKCOH, ¥ TCHEPUPYETCS ITOTCHIIM -
aj meiicTBus. BrICOKas TIJIOTHOCTD OBICTPBIX HATPHUEBBIX
KaHAaJIOB B HOTAIBHOM 00JIaCTH 1 M30JISIIINSI MTHTEPHOIAIb-
HBIX 00J1acTell MUCJIMHOM O0ECITEYMBAIOT BBICOKYIO CKO-
POCTb pacIpoCTpaHeHUS BO3OYKICHUS 110 BOJIOKHY.

B 3aBHCHMMOCTH OT TOTO, B KaKOI M3 BBIIICIICPCUH -
CJIEHHBIX 00JIacTeil MPOUCXOAUT «ITOJOMKa», MEXaHU3M
HapyIIeHUs IMpoBeAcHUs OymeT pa3HbIM. [Ipu cermeHTap-
HOW IeMUeIMHU3AIUY, KOTIa CTPAamaloT W IapaHOdalb-
HbIe, 1 THTePHOIAIBHBIC 00JIACTH, B CBSI3M C TOKOM MOHOB
yepe3 HEM30JIMPOBAHHYIO aKCOJIEMMY B HIDKEpAaCIIOJIO-
JKEHHOM TiepexBaTe PaHBbe IeITOIsIpr3aliist He HaCTYIIaeT,
TaK KaK TOTCHIIMAJ] MeMOpaHBI HE IOCTUTAcT YPOBHSI,
HEeOOXOIMMOTO IIJIST 3aITycKa IPUHIINIIA «BCE YUIM HUYETO».
Haymmame B 1 ygacTke HepBa HECKOJIBKIX BOJIOKOH C Hapy-
IIEHNEM MPOBEIACHUS CO3MAI0TCSI YCIOBUS [IJIST TTOSIBJICHMST
BIl. Takoit mexanusm BII xapakTepeH mIsi TUMUYHBIX
¢opm XBJII. CerogHst M3BECTHO, YTO KITIOUEBYIO POJb
B nopaxeHuu mueanHa npu XBJ/II1 urparot MexaHU3MBbI
KJIETOYHOTO Y TYMOPaJIbHOTO MMMyHUTeTa. OMHAKO ITPH He-
koTopbix popmax XBJIIT oOHapykeHbI aHTUTENA K CTPYK-
TypaM HOIAJIBHBIX M MapaHOHaJIbHBIX y9acTKoB [20, 21],
4TO O0YCJIOB/IMBAET MHOM MexaHu3M popmupoBaHus BII.

[Mpu neMueTMHN3aUY TapaHOIATLHOM 001aCTH Bpe-
MsI, HeoOXOOMMOe IS IETOJISIpU3allid MeMOpaHbl Ha
yJacTKe ¢ HapyIIeHHBIMU U30JISIIIMOHHBIMHA CBOMCTBAMU
aKCOJIEMMBI, YBeIMUMBaeTCs. B cirydae BEIpaXKeHHOTO T10-
BpeXXIeHUS TTapaHOTAIBHOI 00J1aCTH MOTeHIIMAI IECT-
BUS He TeHepupyeTcs. BepositHocTh hopmupoBanus BIT
ITOBBIIIACTCS B CJIydae pPacIpOCTPaAaHEHUSI ITOPaKEeHUS
Ha IOKCTanapaHOOaIbHYI0 00JIaCTh, KOTJIa aKTUBUPYIOTCS
OBICTPBIC BOJIBTAXK3aBUCHMBIE KAIMEBBIC KAHAJIBI, UTO TIPH-
BOIUT K THUTIEPITOISIPU3AIINA MEMOPAHHI eIlle 10 TOCTHXKE-
HUS TTOpora reHepaluuy oTeHnyana aeiicraus [22, 23].

ITpu KOMITPECCHOHHBIX HEMPOITATHSIX TAKXKE CTPATacT
BBICOKOYTIOPSITOYeHHAsI CTPYKTYpa ITapaHOTAIBHOM 1 FOK-
crarmapaHomaabHOM obacteii. [ToBpekoaroTcs aKCo-TIH-
aJIbHBbIe COCAMHEHUsI B IOKCTAIlapaHOOAJIbHOM 00JIacTH,
B CBSI3M C YeM OBICTPBIC KaJIMEBhIe KaHAIBI TIepEeMEIIaioT-
ca K nepexsatam PanBbe [16]. Ilpn 3TOM MUeTMHOBas
000J109Ka M OETKOBBIE COCOWHEHUS WHTECPHOIATHHBIX
YYaCTKOB OCTalOTCSI MHTAaKTHBRIMU. [1oX0X1e N3MeHEHMS
OIMCaHBI Y MAIlUeHTOB C OCTPOM KOMIIpeCcCHell HepBOB

¥ Y TAIMEHTOB C XpPOHNYECKOM B TOKITMHUIECKON CTaquU
[24]. B aTux ciaydasgx MakKpOCTPYKTypa HEPBOB MOXET
OCTaBaThCSI HOPMAJTBHOM, HO IPH 3JICKTPOHHOM MUKPOCKO-
MUY YK€ BBISIBIISICTCST «CMEIICHME» TIepexBaToB PaHBbe.
OcTpast IeMUCITMHU3ALMS XapaKTePU3yeTCs pacIleIIeHN-
€M HOIAJbHBIX 001acTeil ¢ (hOPMHUPOBAHUEM <«ITOIyIIEPE-
XBaTOB» 1 MOSIBJIECHNEM OBICTPBIX KaJTMeBbIX KaHAJIOB [25].

Kak mopaxkeHne akco-INIMaJIbHBIX COCTMHEHUMA, TaK
¥ TT0TepsI (PYHKIIMOHAIBHOMN COCTOSITEITLHOCTH HATPUEBBIX
KaHanoB 00bsICHSIOT oOHapyxeHue bI1 mpu mopaxeHusx
0OCEBOTO CTEePKHS IIPU OTCYTCTBUM 0€3 TIPU3HAKOB IEMM-
emvHM3aumu. [Ipenronaraercs, 9ro TpaH3uTopHbIe BII
B ocTpoii (paze OMAH 00ycoBieHbI KOMILIEMEHTOITOC-
peIOBaHHOIM IecTadMIM3allieil KJIacTepoOB HATPHUEBHIX
KaHaJIOB B riepexsaTax PanBbe [26].

B 2015 ., kpoMe aKCOHAJIbHBIX U TEMUETUHU3UPYIO-
IIUX HeWpomaTuii, TPEIIOKEHO BBIICISATH OTHCIBHYIO
rpynmy Homonatuii [17]. IlaToreHe3 HomomaTUii MOXET
OTJIMYATHCS B 3aBUCUMOCTH OT TUIIA BOBJICYCHHBIX B IIPO-
IeCcC MOHHBIX KaHAJIOB, HO BCeTma IPUBOIUT K yTparte
BO30YIMMOCTH MEMOpPAHBI aKCOHA — B HOTAIBHOM 001aCTH
MeMOpaHa CTaHOBUTCSI HEBO30YyaMMOI. J1J1s1 TaKuX HEMpo-
nmaTtuii XxapakTepHbl TpaH3uTopHble BI1 ¢ mocnemyrormmm
pa3BUTUEM aKCOHaIbHOM AereHepauuu [17]. TunmuaHbiM
npuMepoM Hoporatuii cautarorcss OMAH, a Takske MMH.

IIpu MMH npennonaraercsi HECKOJIbKO BapMaHTOB
naroreHe3a 6one3Hu. Tak, y mauueHToB ¢ MMH o6Hapy-
KWBAIOTCSI aHTUTENa K pa3HBIM CTPYKTypaM IiepexBaTa
PanBbe 1 mapaHOOaTbHBIX OOacTeil (aHTuTena antu-GM 1,
K HeiipodacimHy, mmoMenuHy). Kpome toro, BITipy MMH
MOTYT OBITH OOYCJIOBJICHBI TUIICPIIOJISIpM3aIlieil aKCOHa,
BO3MOXHO, BCJICACTBHE OJIOKA paOOTHI HATPUIA-KAIMEBOTO
Hacoca [27].

B maTorenese HeliponaTiu ¢ TTOABEPKEHHOCTHIO K T1a-
payimIaM OT CHABJICHMS TaKXKe paccMaTpUBAETCs TUTIEP-
MOJISIPU3ALMS AKCOHOB, 4 HE NEMUETIMHU3ALMS, KaK 3TO
cunTanock panbie [28]. dyHmamMeHTaNIbHbIE pabOTHI TTO-
Ka3bIBAalOT MHTAKTHOCTh MUEJIMHOBOI 00OJIOUKM, MOJIC-
KYJSIPHON <«apXUTEKTYPhl» aKCOHA M aKCO-TJIMATbHBIX
coequHeHui B objactu BbisBiAeHUs1 BII. Bo3moxHoO,
oIpeAeIeHHYI0 poJib B hopmupoBannm BIT vnu npenpa-
CMOJIOXKEHHOCTH K HEMY UTpacT YMEHBIICHUE TUaMeTpa
0OCEBOTO CTEPXHS B 00JIACTH KOMITPECCMU HEPBHOTO BO-
sokHa [29]. OcraeTrcs HesICHBIM, KaKUM 00pa3oM ITepBUY-
HasI TUTIePITOJIIpU3aIvsI aKCOHA TIPY HeMPOIaTUH C IO -
BEPKEHHOCTBIO K ITapajindaM OT CHABJICHUS CBsI3aHa
C TIOIBEPKEHHOCTHIO K KOMIIPECCUU M (POPMUPOBAHUEM
BIT [28, 30].

Takum obpaszom, K dopmupoBanuio BIT mpuBogut
HE TOJIPKO TIPOIECC MEeMMEIMHM3AINNA, KaK CUMTAJIOCh
paHee, HO TaKKe HapyllIeHNe aKCO-TIMaJIbHOTO B3aMO-
IEeWCTBUsI, THAKTUBAIIMS MOHHBIX KAaHAJIOB B IIepexBaTax
PanBbe, n3MeHeHNE BO30OYIMMOCTH aKCcOJeMMBI. ClIoX-
HOCTh 00CYXIIaeMOi1 TeMBI CBSI3aHa C TEM, 9TO C ITO3UINU
SIIEKTPO(PU3UOIOTHN 3TU MEXaHW3MBI aHAIM3WUPOBATH
n muddepeHIMPOBaTH HEBO3MOXHO (pHC. 1).
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Puc. 1. Omcymemeue cneyuguunocmu 610k06 nposedenus (cmpeaki) npu pasHbix HO30A02UMECKUX OPMAX Ha NpUMepe UCCAe008aHUS NOKMEBO20 Hepaa.:
a — KOMNpeccUOHHAs Hellponamus Ha ypogHe KyoumanbHo2o Kaaia,; 6 — ocmpas MOMOPHAs AKCOHAAbHAS HeUPONamusi; 8 — XpOHUYecKas 0CNAAUMenbHAs
OdeMueauHu3upyowas NoAUHeluponamusi; e — MyasmuoKanbHas MOMopHAs Hellponamusi

Fig. 1. The examples of lack of specificity of conduction blocks of the ulnar nerve pathology: at the level of the cubital canal; 6 — acute motor axonal neuropathy;
6 — chronic inflammatory demyelinating polyneuropathy; e — multifocal motor neuropathy

NMapamempb! u Kpumepuu 6noka npoBefeHua

B anexrpodmznonoruu rmog bIT moHnMaroT HapyiieHue
MIPOBEICHNS UMITYJIbCa 110 KaKOMY-JTH0O0 yJacTKy HepBa,
YTO MPU CTUMYJISIITMOHHON DMI TIpOsIBIISIETCST CHIDKECHU -
€M aMIUTATYIbI U/ VJIW TUTOIAIY ITPOKCUMAILHOTO OTBETA
OTHOCHTEJIBHO TUCTAITLHOTO. BBIIEISIOT IMOTHBIN 1 9ac-
tuuHbli BII. IlonHeit BII, B oTanyue OT 4aCTUYHOTO,
XapaKTepU3yeTCsI OTCYTCTBUEM IPOKCHMAJIBLHOTO OTBETa
TP HATMINU TUCTAITBHOTO.

B nurepatype HeT enMHOTO MHEHUSI, KaKWe ImapaMme-
TpBI MOTOPHOTO OTBeTa (M-0TBeTa) CIeayeT NCITOIh30BaTh
B KauecTBe KputepueB yactuuHoro BIT [31, 32]. OcHoB-
HBIMU TIapamMeTpamMyd M-OoTBeTa SIBJISIOTCS aMIUIATYIA,
IUTOIIAAL U IIATEIbHOCTh. OOBIMHO M-0TBeT AByx(as-
HBII, COCTOWT M3 HETAaTUBHOTO (BBIIIIC N30JIMHII) 1 TT03H-
TUBHOTO (HITKE W30JIMHUN) TUKOB. OOIIEITPUHSITO OIICHH -
BaTh ITapaMEeTPHI JIMIITb HETAaTUBHOM (ha3bl KPUBOIA (puc. 2).
OCHOBHBIM TTOKa3aTeJIeM YMEHBIICHUS ITPOKCUMAIBHOTO
OTBETa OTHOCUTEILHO TUCTAJIBHOTO SIBJIICTCS aMILIUTYIa
HeratuBHoro nuka M-otrBeta. Kpome BII, mpuunHoii
CHIDKEHMST aMIUTATYIbI IPOKCUMAIBHOTO OTBETa MOXET
obITh M TeMnopanbHast aucnepcus (TH). T/ Bo3HUKaeT
IIpY HepaBHOMEpHOU mnddy3HOI feMUeTMHN3alINT He-
pBa, Korga CKOPOCTh PaCIIPOCTpPaHEHUS BO30YKICHMUS
(CPB) o pa3HBIM BOJIOKHAM OTIMYACTCS, YTO IIPUBOIUT

K U3MeHeHnI0 (popMbl M-0TBeTa M €T0 IJIUTEIBLHOCTH.
Hucnepcust M-oTBeTa NPUBOAUT K CHUXKEHUIO €T0 aMILIU -
TYIbI, HO €0 IUIOMIANh, KaK IMPaBUIO, MEHSIETCS B MEHB-
IIeif cTereHn. B ¢BsI3M ¢ 9TMM [UTST KOHCTATALIMU HAJTMIHST
BII npennoxeHo y4uThIBaTh IUIomagb M-0oTBeTa, KOTO-
past, KaK ToKa3aHo, 001amaeT OOJIbIIei IyBCTBUTEIBHO-
ctoio (71 %) no cpaBHeHuIo ¢ amruiutyaou (60 %) [32].
B cBs131 ¢ OTCYTCTBHEM CTAaTUCTUYECKN 3HAUMMBIX OTJIH-
YU TI0 9TUM ITapaMeTpaM | IJIsT OOJIBIIeit HaIeXKHOCTH
BBIBOJIOB aBTOPHI IIpeUIaraloT NCIIOIh30BaTh 00a mapame-
Tpa OMTHOBPEMEHHO.

Hanuuwne BII B ciyyasix mpucyTcTBus BoipaskeHHOM T/1
TpedyeT 0cO00ro0 BHMMAHUS U OOCYXISHUSI MEXaHU3MOB
(bopMmpoOBaHMS KaXXI0TO U3 HAOII0TAeMBIX Heipor3no-
Jjornyeckux heHoMeHoB. [TokazaHo, uro 3HaunTebHas T/1
TIPUBOINUT K BEIPAKEHHOMY CHIDKEHUIO HE TOJIBKO aMILIH-
TyIbl, HO U TIIoIaau M-otBera nipu orcyrcteum bIT 3a cuer
Tak Ha3biBaeMoro ¢eHoMmeHa «ImoraiieHust ¢as» (phase
cancellation) [33]. DTo sIBICHME MOApa3yMeBaeT B3aMHOE
HUBEJIMPOBAHNE OMHOBPEMEHHO BO3HMKAOIINX ITO3UTHB-
HOTO 1 HETATUBHOT'O TTMKOB KPMBOI BCIICACTBAC N3MEHEHUS
CPB 110 6BICTPONIPOBOISAIIMM BOJIOKHaM HepBa. [TosaTomy
npu Hanmuuu T/I ipemmoxeHo roBoputs o bBIT TonbKo B Tex
CIydJasiX, KOTma, KpoMe CHIKCHUSI aMIUTATYIbI, TMEETCS
yMeHbllIeHKe Tutolaan M-otBeTa Gosblie yem Ha 50 %.
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Puc. 2. Dnexmponeiipomuoepagpus n. medianus nayuenma ¢ XpoHUu4eckoll 0CRAAUMENbHOU OeMUeAUHUZUPYoweil noaureiponamuei: a — (1) u (2) — nop-
ManvHble napamempsi M-omeemog u ckopocms pacnpocmpanenus 6030yic0eHus Ha OUCMalbHom ompeske Hepea; (3) — memnopansras oucnepcust U yee-
Auxerue oaumenvHocmu M-omeema; docmosepHbiil 610K NPOeOeHUs NO Kpumepusm AMepuKanckoll accouuayuu 31eKkmpoouazHOCMU4ecKoi MeOUuyUuHbl
co cHuxcenuem amnaumyost Ha 89 % (kpacnas cmpeaka); (4) — memnopaashas ducnepcus M-omeema, Hecmomps Ha cHudcenue amnaumyost Ha 42 %,
0n0Ka nposedenus Hem (CUHAA CMPeAKa), m. K. OAumenvbHocms omeema yeeauuena Ha >60 %; 6 — mo yce uccaedosanue, mpacwi (1) u (2) npedcmaenenvi
Ha sKpare ¢ uyscmeumenvHocmoio 5 mB/den, mpacwt (3) u (4) — na sxpane ¢ uyscmeumenvrocmoro 1 mB/0en

Fig. 2. Nerve conduction study of n. medianus of a patient with chronic inflammatory demyelinating polyneuropathy: a — (1) and (2) — normal parameters
of M-wave and conduction velocities in the distal segment of the nerve; (3) — temporal dispersion and an increase in the duration of the M-wave;, reliable block
of conduct according to the criteria of the American Association of Electrodiagnostic Medicine with a decrease in amplitude by 89 % (red arrow); (4) — tem-
poral dispersion of the M-wave; despite the 42 % decrease in amplitude, there is no conduction block (blue arrow), because the duration of compound muscle
action potentials increased by >60 %, 6 — the same study, lines (1) and (2) are presented on a screen with a sensitivity of 5 mV/div, lines (3) and (4) are on

a screen with a sensitivity of 1 mV/div

HesHauurtenbHoe cHiKeHUe aMIuinTyabl (Ha 15—20 %)
1 yMeHblleHue Iiomaan (Ha 10 %) mpokcuManabHOTO
OTBeTa 3a cueT (peHOMeHa «IoraiieHus ¢a3» BCTpedaeTcs
U TIpU OTCYTCTBUM MaTosioruu [34]. YUem Gosnblile paccTo-
STHUE MEXIY OHCTAIBPHON M IPOKCUMAJIBHON TOYKAMU
CTUMYJISILIUY HepBa, TeM OOJIbIle OymeT pa3HUIIA MEXIY
aHAIM3UPYEMBIMU ITOKA3aTEIISIMU.

JmrenpHOCTS M-0TBeTa HAPSIIMy C aMIUTATYION U TUTO-
aaplo siBsieTcs: onHUM 13 kputepueB BII. Kak u mis
OCTaJIbHBIX ITapaMETPOB, OILIEHWBAETCS IIMTEIbHOCTH
JIMOO TOJIBKO HEeraTUBHOM (pa3nl, 1mb0 Bcero oTBeTa. Ha-
MpUMep, B eKTpodusnonorndeckux kpurepusx XBJITT
IJTATEILHOCTh M-0TBeTa, Kak auddepeHIMpyonmii ma-
pametp BIT ot T, uamepsiercst oT Hayajia IIepBOro Hera-
THBHOTO ITMKa J0 TOYKHW BO3BpAIeHUS] K U30JIMHUU I10-
CJICTHETO HeTaTUBHOTO MHKa [2].

B 1999 . AAEM pa3paboTaHbl KpUTEPUU YACTUIHO-
ro BIT [35]. ABTOphI BBOASAT MOHSATUS JOCTOBEPHOTO,
u BepositTHoro BII, a Takxke onpenensitor napameTpsl bI1
IIJIST pa3HbIX HepBOB. COTJIaCHO IIpeayiaraeéMbIM KPUTEPH -
sIM, mocToBepHBIi BI1 HEBO3MOXEH TTPU CTUMYJISIIIAN JTy-
YeBOTO HEpPBa HA BCEX YUIACTKAX M CPEIMHHOTO M JIOKTEBOTO
HEPBOB IIPY CTUMYJISIIIAN B TOYKe DpOa. DTO 00YCIOBICHO
METOANYECKUMU OTPAaHNICHUSIMI ¥ aHATOMITIECKIMH OCO-
OCHHOCTSIMM PACIOJIOXKECHUSI ITePEIMCICHHBIX HEPBOB.

BaxHo oTMeTHTB, 9TO B CiIy4ae IaTOJOTUH IJII KOHCTa-
tauymu BIl amMmiuTyma mucTaabHOTO OTBeTa HOJDKHA
ObiThb He MeHblle 20 % OT HUXXHEH T'PAaHULILI HOPMBbI.
[Ipu yBerndeHNU IJIUTEIBHOCTH ITPOKCUMAIBHOTO OT-
Beta Gosbiie yeM Ha 60 % HEKOPPEKTHO TOBOPHUTH
o BII, Tak KaKk B 3TOM cirydae U3MeHEHUS OyIyT CBSI3aHbI
¢ HanuuueM BoeipaxeHHo# TI{. Bce mapameTpsl, B TOM
YUCJe IIUTSIBHOCTh M-0TBeTa, OLICHMBAIOTCS TOJBKO
IS TIEpBOM HeraTuBHOM (pa3bl M-BoaHHI [35].

B nurepatype moxxHo BctpetuTh noHsitue BIT o ceH-
COPHBIM BOJIOKHAM. DTO CIIOPHEII BOIIPOC, TAK KaK B HOP-
Me IIPOKCUMAaJIbHBIC CEHCOPHBIC OTBETHI CHIKEHBI OTHO-
CHUTEJIbHO IHMCTAIBPHBIX B CBSI3W C HEOOJBIINM YHCIIOM
OBICTPONPOBOASIIMX BOJIOKOH B YyBCTBUTEJIbHBIX HEP-
Bax [36].

Ocoboe BHUMaHME CIeAYeT YASIUTh METOMIOIOTIEC-
CKMM OIMOKAaM, IIPUBOASIINM K PeTUCTPALINH JIOXKHOTO
BII. Cpenu mpuymH — HepacIO3HAHHBIC AaHOMAJINU MH-
HEepBalluM B BUJIEC MEXHEBPaJIbHBIX aHACTOMO30B 1 He-
IOCTAaTOYHASI CUJIa CTUMYJIa IIPU MCCIeAOBAaHUM HEPBOB
B IIPOKCUMAJIBHBIX TOUKax. CyIIecTBYeT HECKOJIBKO aHa-
CTOMO30B MEXIy CPEOIMHHBIM U JIOKTEBBIM HEpPBaMU,
caMbIM PacIpOCTPAaHEHHBIM CPeIM KOTOPBIX SIBIISICTCS
a"HacToMo03 MapTtuHa—Ipybepa, Impy KOTOPOM OTMEYaeT-
CsI CHIDKEHHME aMIUTUTYIbl M-0oTBeTa co 2-i1 1 3-if Touek
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CTUMYJISILIMU JIOKTEBOTO HepBa [37]. 3amomo3puTh TaKoit
BapuaHT MHHEPBALIMY MOXHO TP CTUMYJISIIIUN CPEIUH-
HOTO HEpBa Ha YPOBHE JIOKTEBOT'O CTM0a C perucTpalneii
OTBETa C MBI KUCTH, MTHHEPBUPYEMBbIX IOKTEBBIM HEp-
BOM.

(Du3suyeckue Gaxmopbl,

BRUAIOWUE Ha NapaMempbl GnoKa npoBefeHus

Temneparypa. [lpu neMueIMHU3UPYIOLIEH Helpo-
MMaTUX C TUMMMYHBIMA W3MEHEHUSMU I10 TaHHBIM OMI
COOJTIOIEHNE TEMIIEPaTYPHOTO PeXXMMa OCOOEHHO BaxKHO
[38]. [MoHmkeHnEe TEMITEpaTYPhI MCCIIELyeMO KOHEUHOCTH
1, COOTBETCTBEHHO, TKaHEH, OKPYKAIOIINX HEPB, TIPUBO-
mutT K cHikeHnio CPB mo HepBHBEIM BOJIOKHAM Ha BCEM
npoTskeHnn. DMI-uccnenoBaHme BHISIBISET YBEIMUCHHE
T n ymensmienne BIT [39]. Bro o0BsicHSIETCS BIMSTHAEM
TeMIepaTypbl Ha OBICTpBIC HAaTpPHEBBIC KaHAJIbl aKCOHA.
Jemnonsipn3aniusi HOPMaJIBHOTO MHEIMHU3UPOBAHHOTO
HEpBHOTO BOJIOKHA OOYCJIOBJICHa TOKOM HOHOB HaTpPUSI
BHYTPb aKCOHA ¥ OTPAaHNIMBACTCS JUTUTSITBHOCTHIO OTKPHI-
TOT'O COCTOSTHMSI BOJIBTaXK3aBUCHMBIX HATPHEBBIX KAHAJIOB.
CHXeHHe TeMIIepaTyphl YBEININBAET BpeMsl 3aKPBITHS
9THX KaHAJIOB, YTO 3aMEUISICT MPOLIeCC AETIOISIPU3allig,
a MOTeHIIMAJI MeMOpPaHbI aKCOHA TOJITO HEe BOCCTaHABIIM -
Baetcs [40].

CmIIkoM BBICOKasl TeMIIepaTypa TaKKe IPUBOIUT
K HapyIIeHUIO TIPOBeACHUS 110 HepBY. [1py OBHIIIEHNN
Temrtepatypsl >37 °C nepuon BpeMeHU OTKPBITOTO COCTO-
STHMSI HATPUEBBIX KaHAJIOB CTAHOBUTCS MeHbIme [39].
ITokazaHo, 4YTO oONTHUMaIbHAasA TeMIIEpaTypa HEPBOB
IIJTsl ameKBaTHOI ouleHKM npoBeaeHus — 37 °C. I[pu atom
TeMmIepaTypa KOXHM He MOXeT OBITb MapKepoM TeMIlepa-
TypHI HEPBA, TIO3TOMY IIPH OLICHKE ITPOBEICHNS 10 HEPBY
HEo0X0IMMO COOTIOACHIE METOIUKI COTPeBaHMSI KOHEU -
HOCTH Tiepe ITPOBEICHUEM UCCIeI0BAHNS — IIPY IIOMOIIN
BaHHBI, COTPEBAIOIINX MaHXeT MM MHDPaKpacHOI TaM-
el ¢ pukcupoBaHHOI TemrmiepaTypoii 37 °C B cpegHeM
B TeueHue 30 MuH [38].

[Tpu nomo3peHNN Ha TeMUCTMHU3UPYIOIIEe TTopaxKe-
HME HEPBOB WJIN COCTOSTHHSI, XapaKTePU3YIOIIECST HATTIH-
eM BII, pekoMeHIOBaHO ITPOBOANTE MCCICAOBAHME TIOCTE
MIPeaBapUTEIBHOTO COTPeBaHUSI KOHEUYHOCTH JIOJKHBIM
obpasom [23]. U3mepsemast TeMmIiepaTypa KOXH JTOJIKHA
obBITh >32 °C [38].

Mpbieynoe HanpszKeHue. [TocTosTHHBIN HUCXOISTIINIA
IIOTOK MMITYJIBCOB 110 HEPBY IIPW IPOM3BOJBHOM JJIH-
TEeJTbHOM HaIPSKEHUH MBIIIIIE B HOpME IIPUBOINUT K T -
nepnoaspu3aluuy MeMOpaHbl akcoHa [41]. B Hopme
nojaepxaHue cokpaiueHust B reueHne 30—60 ¢ mpakTu-
YeCKH He OTpaxkaeTcs Ha MBIIICYHOM CUJIe M TTapaMeTpax
M-oTBeTa, a B YCIOBUAX ACMHCITMHU3AIMUN TIPUBOIUT
K BO3HMKHOBeHUI0 unu ycyryonenuio BIT [42]. B nmute-
paTtype OaHHOE SIBIICHHWE ITOJIYyYMJIO Ha3BaHUE <«aKTUB-
HocTb-3aBuCUMBIL BIl» (activity-dependent conduction
block). Obcyxnaercst pojib aKTUBHOCTB-3aBUCUMOTO BIT
B Pa3BUTUM IMOBHIIICHHON MBIIIEYHON YTOMIISIEMOCTHU

y naumeHnToB ¢ XBJIIT u MMH [41, 43, 44]. OtcyrcTBUE
eIMHOI TOYKM 3pEHMS Ha POJIb TaHHOTO (DeHOMEHa CBsI3a-
HO C HAJIMYMEM IIPOTUBOITOIOKHBIX JAHHBIX: IIPU IJIUTE/Ib-
HOM MBIIIIEYHOM HaNpspKeHUU yBeanuusaercs T/, uro To-
JKe MPUBOIUT K CHIDKEHMIO ITPOKCUMMAJIBHOIO oTBeTa [43].

3nauenue 6noka npoBeeHusa npu pasHbIX HO30MOrUAX

brok nmpoBeneHus BXOAUT B 2JIEKTPOAUATHOCTUYECKUE
kputepun guarHoctrnku XB/IT, OBIIT u MMH, npuaem
mapameTpsl BIT mpu atix cocTostHUAX oTmuatorces. [1po-
JoJDKaeTess 00CyXKIeHre BO3MOXHOCTH pa3Butust bI1 mpu
akcoHanbHbBIX (popmax CI'b [45—47] u 6o1e3HN MOTOHEI-
poHa [48].

XpoHuyecKas BOCHAJIUTEIbHAS IeMUeTMHI3UPYIomas
noymueiiponatud. EFNS/PNS B 2010 r. onmy6inkosana
PYKOBOJICTBO IO BeAeH!I0 nauueHToB ¢ XBII1, B koTopom
MIPEIUIOKEHBI KIIMHUYECKHE U 3IeKTPOPU3NOIOTUTICCKIEC
KPUTEpUM AMArHOCTUKHU 3aboneBanus [2]. B 2016 . co-
CTaBJIeHbl POCCUIICKUE aITOpUTMBI quarHoctuku XBJIIT
[49]. ITpu momo3pernu Ha XBII mpoBenenne DMI saB-
JISIETCST 00SI3aTeIBHBIM.

ITo pexomenmarmu EFNS/PNS anexrpoduznonoru-
yeckue kputepun XBJII1 pasmeneHbl Ha TOCTOBEPHLIE,
BEpPOSATHBIC ¥ BOSMOXKHBIC.

HocToBepHBIE KPUTEPUH BKIIIOYAIOT HAJTMIME YACTAI-
Horo BII B Bume CHIDKEHMS aMITIATYIBI ITPOKCHUMATLHOTO
M-oTBeTa OTHOCUTEIBHO AUCTANIBHOrO Ha 50 % (ripu am-
IUTATYe DUCTaTbHOTO M-0TBeTa, paBHOM KaK MUHUMYM
20 % oT HUXHEH rpaHULIbl HOPMbI) B 2 HepBax, Uin B 1
HepBe M HAJIMIMEe KaK MUTHUMYM eliie | Tpr3HaKa qeMue-
JIMHU3ALIMU XOTs ObI B 1 APYroMm HepBe.

K BeposiTHBIM KpUTEepUsIM OTHOCUTCS YaCTUYHbIN BI1
CO CHIKEeHMEM aMIuTnuTyabl Ha 30—49 %.

B otmune ot AAEM B kputepusix EFNS/PNS 2010
He YUUTHIBAeTCS TUCIIepcrss M-oTBeTa Ipy pacCMOTPEHUN
BIT [2].

B nutepatype ocoboe BHUMaHUE YAEISIETCS OLIN00Y-
Hoit nnarHoctuke XB/IIT n3-3a HeBepHOI MHTEPIIPEeTALIUN
BJIEKTpOoGU3NONOTHYECKIX JaHHBIX [50, 51]. Yatie Bcero
paccMaTpHUBAIOTCS CIICAYIONINE OIIUOKM: 1) 3HAUMTETbHOE
aKCOHAJIbHOE MOpaXkeHNe IIMHHBIX HEPBOB C YMEPEHHBIM
camxearneM CPB, mpuHrnMaeMoe 3a teMUeTMHN3AIIIo; 2)
MIPEAITOYTUTEIFHBIN BEIOOpP TITYOOKOTO MAaIo0EPIIOBOTO
HepBa TSI AUAaTHOCTUKHU TTOJIMHEBPAIBHOTO TTOPAXKECHUS,
B TO BpeMsI KaK HEKOTOpbIe 0COOEHHOCTH (B YaCTHOCTH,
HaJIM4ue 100aBOYHOTO MaJIo0epPIIOBOTO HepBa M aHATOMU-
YECKMi BapHMaHT PACIIOIOXKECHUST KOPOTKOTO pa3rmbaTest
MBIIIII CTOIThI) MOTYT IIPUBECTH K ITOJYISHHIO JIOKHOTIO-
JIOXUTeTbHBIX pe3yiabraTroB OMI; 3) BII wim nokanbHOE
3aMeUICHHE TIPOBEACHMS B TUITMYHBIX MECTaX KOMITPEC-
CHM HEPBOB, MHTEPIPETUPYEMBIX KaK IIPU3HAKY JEMUEC-
JIMHU3HUPYIOIIEH TIoIMHeponaTun; 4) He3HAUYNTEJIbHOE
camxenne CPB u BeigBnenune BIT mpu 6ose3Hn MOTO-
HelipoHa. [yt 00KOBOTO aMHOTPOMUIECKOTro CKIIepo3a
He xapakTepHo Hanuuue BI1, 6osee Toro, ooHapyxeHue
BIT craBuT nnarHo3 mmon comHenue [52]. Tem He MeHee
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HEKOTOpbI€ MyOIMKALIMU MOTYT YIMBUTb KIMHULIMCTOB:
IeOI0T 00JIE3HN MOTOHEHpOHA MHOTIA MACKUPYETCS IO
XBAII He TONBKO MO KIMHUYECKUM, HO U 1O BJIEKTPO-
dus3momornyeckuM Tipu3Hakam [48, 53, 54], mpuuem
B 3THUX paboTax pedb MIAET He O COUeTaHWU 2 OOJIE3HEi,
a 00 ocobeHHOCTsIX TeueHuss bM.

MyabtdokanbHas MOTOpHAA HeliponaTus. CeronHs
n3BecTHO, yTo MMH — 310 HelipomnaTusi, 00ycI0BIeHHASs
IMopaXkeHrneM HOIAIBHOM 00J1aCTH HEPBOB, UTO, BEPOSITHO,
o0bsicHseT Hanuuue nepcuctupytomux bI1, T/ u akco-
HanbHOM aereHepanmu [17, 55]. PaHee Benuch CIOpHI O TTpU-
pore MMH — neMuenvHu3upylomas Wik akCOHabHas,
a B 2015 1. ipeiI0’KeHO OTHECTHU ee K HomonaTtusiM [17].

Bi1ok mpoBeneHMs — BaXKHBII KPUTEPHIT TUAaTHOCTUKHU
MMH, Ho oH MoxeT coueTaTbesi ¢ T B OMHOM U TOM Xe
HEpBE, MTOITOMY Tak>Ke ObLI0 BBEAEHO MOHSITHE TOCTOBEP-
Horo u BeposiTHoro BIT mpu MMH (puc. 3).

B 2003 . AAEM npemnoxuna kputepun MMH [3],
Ha OCHOBAaHMH KOTOPBIX TMATHO3 CUNTACTCST TOCTOBEPHBIM
npu ooHapyxeHuu TakoBoro bIT (cornmacHo AAEM kiiac-
cudukKannm) B 2 1 6ojiee HEPBaX B MECTaX, HETUITMYHBIX
JIIST KOMITPECCHH, BEPOSITHBIM — TIPY OOHAPYKEHUH JOCTO-
BepHoro BII B 1 HepBe unu BepositHoro BIT — B 2 u 6osee
HepBax. MecTaMy, HETUITMYHBIMU TSI KOMIIPECCUU HEpP-
BOB, CYMTAIOTCS YIACTKM HEPBOB 3a IIpee/iaMi aHATOMIYE-
ckux TyHHeIel. K mpumepy, U1 CpeIMHHOTO HepBa TAKMMU
yJaCTKaMH1 MOTYT OBITh CepearHa IIPEATIIeUbs 1 TIjIeya.

Kputepun MMH, npemioxennsie EFNS/PNS 82006 &
u repecMotpeHHbie B 2010 T., OTIMYaIOTCs OT IPEIbIIy-
IIUX TEM, 94TO 3JIEKTPOPU3NOIOrnIecKre IpU3HaKU, KaK
n mig cinydaeB XBJIIT, paccMaTtpuBaroTcs OTAENLHO [2]
(cM. Tabnmiry). JocroBepasiM BIT cunraercs cHIDKeHHE
aMIUIATyabl Ha 50 % B OTBET HA CTUMYJISILIMIO Ha JIIOOOM
y4acTKe CPEeAMHHOIO, JIOKTEBOTO WM MaJIoOepIIOBOTO
HepBa BHE THIIMYHBIX MECT KOMIIPECCHU, TP YCIOBUU
yBeIMYEHUST JJIMTEIbHOCTY OTBETa He 0osbiie yeM Ha 30 %
1 3HAYCHUY aMIUIMTYIBI IUCTAIbBHOTO OTBETa HE MEHBIIIE
1 mB. Kpurepuu BepositHoro BIT, mpemnoxentbie EFNS/
PNS u AAEM, He omimyatores [7, 35].

Cunpapom I'mitena—Bappe. CI'b o6bennHsIET P OCT-
PBIX COCTOSTHUI, B OCHOBE KOTOPBIX JICXKUT ayTOMMMYHHOE
mopaxeHue reprudepruIecKoil HepBHOM cucteMbl. CaMble
yactele popMbl CI'b — OB/IT, OMAH nu OMCAH, koTo-
pble HEBO3MOXHO ArddepeHIINPOBaTh TOJBKO HA OCHO-
BaHWM KJIMHUYIECKUX MPU3HAKOB, B CBSA3U C YeM OCOOYIO
poutb ripu 3toM urpaet OMI [6]. C 1985 o 1998 rr. pas-
HBIMH aBTOpPaMU pa3pabdaThIBAIMCh 3JICKTPOINATHOCTIIC-
ckne kputepun OBJIIT [6]. Hapsiny ¢ BeIpaxkeHHBIM
camkeHreM CPB, yBenmmueHreM TepMUHAIBHOI JIaTEHT-
Hoctu M-oTBeta 1 HanuuueM T]I B KpuTepun AMarHoCTH-
ku BKirouruii BT, mapaMeTpsl KOTOPOTO CHJIBHO OTJIMYa-
I0TCSI Yy pa3HBIX aBTOpOB. K yalle Bcero MCIob3yeMbIM
kputepussM BIT oTHOCST CHIKeHNE aMITTUTYIbI IIPOKCH-
MaJjibHOro otBeta Ha 50 % u GoJiblile IPY aMIUIMTYIE A1 -
CTaJIbHOTO OTBeTa He MeHblle 20 % OT HUXKHEM rpaHULIbI
HOPMHEI [4].

B snekTpoduznonornaeckre KpUTepur TMarHOCTUKH
OMAH o6napy:xenue BIT ne Bxogut. OgHako B 1998 1. GbLT
BBEIEH TEPMMH «00paTMMOE HapyIIeHHE IIPOBEICHUS»
(reversible conduction failure), o6o3HaYarOIIMiIT HATINE
ObICTpo 0OpaTuMBbIX BIT 1 npyrux 3mekTpodr3noIornyecKmx
MIPU3HAKOB HapYIIEeHUS IIPOBeaecHNS 0e3 (DOPMUPOBAHUS
T npu OMAH [45, 46]. B 2003 1. ortcanbl 2 nalueHTa
¢ OMAH, y xotopsix BeisiBistiuchk bIT Ha 2—5-if Hemenmsax
00JIe3HHU C TTOCICAYIONINM MX PETrPEeCCOM M KITMHNISCKUM
BoccTaHoBjIeHUEM [46]. [IpeanokeHO BbIAEIUTh OCTPYIO
MoTopHy Heiponatuto ¢ BII kak otmenbHyI0 Gopmy
CI'b, omHako Apyrue aBTOPHI CUMTAIOT, YTO 3Ty (hopmy
00JIe3HN HYXXHO paccMaTpWBaTh KaK JICTKUI BapHaHT Te-
yenust OMAH [6]. BeisiBnenune oopatumoro BIT mompasy-
MeBaeT HeOOXOIMMOCTb IIOBTOpHOTO DMI -HcciaenoBaHysl,
YTO YITeHO B KpuTepusix nuarHoctuku CI'b, ipemmoxeH-
HbIX A. Uncini u coast. B 2017 . [47].

Jlo HemaBHero BpeMeH! B onrcaHHBIX crydasx OMAH
BI1 BBISIBASITACH NUILB B KOPOTKUI TIEpUO TeUeHUST 001e3-
HU C TTOCJIEAYIOIINM OBICTPBIM BOCCTAHOBJICHUEM KITMHM-
YecKol M aJieKTpodusnonorndeckoit kKaptuHel. B 2018 .
OITyOJIMKOBAHO COOOIIEHNE O HAOMIOACHNH MIEPEKPECTHOTO
cuHIpoMa [56], B cocTtaB KOTOPOTo, KaK IPaBUJIO, BXOINAT
akcoHanbHas (opma CI'B [57, 58]. OcobeHHOCTHIO citydast
ObUTN MepcucTupylommne B teueHne 4—6 mec bI1, oGHapy-
JKEHHBIE TTOCJIE TIEPHO/IA BAJUIEPOBCKOI ereHepannu [56].

Hacaencrsennass MOTOpPHAS M CEHCOPHAS HEPONATHS.
Boisnenue BIT He xapakTepHO 111 HACJAEACTBEHHO MO-
TopHOI 1 ceHcopHoit Hetiponatiy (HMCH), Tak kak ripy Ha-
CJICICTBEHHBIX HEMPOITATHSIX HEPBBI ITOPAKAIOTCS Ha BCEM
CBOEM MPOTSKeHU paBHOMepHO. MICKITIoUeHEM SIBIISTIOT-
cg HelipomaTuw, OOYCIOBJICHHBIE MYTallUSIMU B TCHE
PMP22, — HMCH 1A tuma u HacjaeaCcTBEHHAs HepoTiaTyst
CO CKJIOHHOCTBIO K mapammyaMm ot coasieHus (HHIIC).
HHIIC xapakrepusyercsi peuANBUPYIOIINM JIOKATHHBIM
HapyIIeHNeM IIPOBEACHYSI 110 pa3HBIM HepBaM MPH UX IT0-
3ULIMOHHOI KOMITPECCUH, KaK IPABIIIO, B TUITNIHBIX Me-
cTax chmaBiieHHWs. TWIIMYHBIE MeCTa KOMIIPECCHH — 3TO
aHAaTOMMYECKME TYHHEI!, B KOTOPBIX Yallle BCETO CIABIIM-
BatoTcs HepBbl. Harpumep, K HIM OTHOCSITCSI KyOUTab-
HBIIT KaHAJ TSI JIOKTeBOTO HepBa, (PUOYISIpHBIN KaHAI
171 MajgooepiioBoro Hepsa. [Ipu DMI Ha ypoBHe aHATO-
MUYECKMX TyHHeJieli MoryT ObITh oOHapyxeHbl BII, TII,
JIOKaJIbHOE 3aMeIJIeHHe IPOBEACHUS, TIPU IJIUTEIHHOM
TeuyeHU 00JIe3HN BO3MOXHA aKCOHAJIbHAS TeTeHEPALIHST
Hepsa [29].

HacaencrseHHasi MOTOpPHAsA ¥ CEHCOPHAs Heiipona-
THaA 1A — camag yacrags HMCH cpenu Bcex HaciencT-
BEHHBIX HEMpPOMATHil, XapaKTepH3yeTCsI ayTOCOMHO-I0-
MWHAHTHBIM THUIIOM HACJIEIOBAaHUSI, CHUMMETPUYHBIM
MOpaXXeHNEM HEPBOB, IPOSIBISIONINMCS HapyIIeHUEM
YyBCTBUTEIBHOCTH, CJIA00CThIO U aTpOodueil B TMCTaTIb-
HbIX otaenax koneuHocrteit. BIT mpy HMCH 1A BuisiBisI-
FOTCSI PEIIKO, B IMTEpaType ONMMCAHO HECKOJIBKO CIIyJaes,
«@TUMWYHBIX» TT0 OOHApyXeHHBIM DMI-u3MeHeHUSIM
U XapakTepy TedeHust 6ose3Hu [59, 60]. IIpeacraBiaeHbl
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Puc. 3. Dnexmponeiipomuocpagdus nayuenma ¢ MOMOPHOL MyabmugokaibHoll Heiponamuei: a — n. ulnaris — 610k nposedenus 64 % npu cmumyasyuu
6 mouke Ipoa, popma M-omeema ne uzmenena (cmpeaxa). Ilo kpumepusm Amepuxkanckoii accoyuauyuu 3nekmpoouazHocmuyeckoii meduyunst (AAEM) —
010K nposedenus eeposmHblii, no kpumepusm Eeponeiickoii pedepayuu negponoeuveckux obujecms,/obuecme nepugepuueckoii HepeHoll cucmemsl — 9o-
cmosepnbiii (EFNS/PNS); 6 — n. medianus — 610k npogedenus 76 % npu cmumyasyuu 6 mouke Bpoa, popma M-omeema uzmenena, ygeauuena oaumens-

HOCmb nepeoeo HeeamugHo2o nuka wa 41 % (cmpeaka)

Fig. 3. Nerve conduction study of a patient with motor multifocal neuropathy: a — n. ulnaris — conduction block 64 % with stimulation at the Erb point, the
Jform of the M-wave is not changed (arrow). According to the criteria of the American Association of Electrodiagnostic Medicine (AAEM) — it is a probable
conduction block, according to the criteria of the European Federation of Neurological Societies/ Peripheral Nervous System (EFNS/PNS) it is a definite
conduction block; 6 — n. medianus — conduction block 76 % at the Erb point, the M-wave form is changed, the duration of the first negative peak is increased

by 41 % (arrow)
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CpasHeHue 31eKkmpopu3u0a0eU1ecKux Kpumepueg 00CmogepHoil MOMOPHOL MyAbMUGOKanbHOl Hellponamuu AMepuKanckoil accoyuayuu 3nekmpoouaz-
Hocmuueckoil meduyunsl u Eeponelickoil ghedepayuu Heeponoeuueckux oouecms/oouecme nepughepuueckoil HepeHoi cucmembl

Comparison of electrophysiological criteria for reliable motor multifocal neuropathy of American Association of Electrodiagnostic Medicine and European

Federation of Neurological Societies/Peripheral Nervous System

Criterion

OO6HapyXeHHEe TOCTOBEPHOTO 0JI0KA ITPOBEICHMS
Detection of conduction block

CootHotrenne amrumatys [1/]]
The ratio P/D M-wave amlitude

Biox mpoBeneHNsT TPy CTUMYJISILIMY B TOUYKE Dpba
Conduction block at Erb point

JlonycTrMoe yBeIMYeHNE ATUTETbHOCTH
M-otseta 1/

Acceptable increase in the P/D M-wave duration

JucTtanbHblii M-0TBET
Distal M-wave

Bosnbiie 20 % oT HUXHE

More than 20 % of the lower limit

B 2 HepBax B 1 Hepse
In 2 nerves In 1 nerve
Bomse 50 % Bonbe 50 %

More than 50 % More than 50 %
He mocroBepHO JlocToBepHO
Not definite Definite
Ho 30 % o 30 %
Up to 30 % Upto 30 %

Bosbiie 20 % OT HUXKHE
TPaHULBI HOPMBI
More than 20 % of the lower limit
of normal

TPaHUIIBI HOPMBI

of normal

Ilpumenanue. I1 — momopnuiii omeem, nosyHeHHbLi NPU CMUMYASUUU 8 NPOKCUMAAbHOU moyKe; [ — MoOmOopHbill oméem, NoAy4eHHblil
npu cmumyaayuu 6 oucmanvho mouke; AAEM — Amepukanckas accoyuayus snekmpoouaznocmutecko meduyunot; EFNS/

PNS — Esponeiickas ghedepayus Heaporoeuueckux obuecma/obuecme nepugepuueckoii HepeHoii cucmembi.

Note. P — proximal M-wave; D — distal M-wave; AAEM — American Association of Electrodiagnostic Medicine; EFNS/PNS — European Federation of

Neurological Societies/Peripheral Nervous System.

HaOJTI0JIeHNS TTAIIMEHTOB C OJJHOBPEMEHHBIM Pa3BUTHEM
HMCH 1A u HHIIC ¢ BIl [61]. OnucaHbl efMHUYHbBIE
ciaydau BoisiBneHuss bIT mpu HMCH, obycnoBieHHBIX
MyTaumsmu B reHax MPZ, LITAFwu GJ1B [59]. B uenom
BIT aBnsiercst muddepeHInanbHO-IMarHOCTUIECKUM TTPU-
3HAKOM, OoJiee XapaKTepPHBIM TSI TU3UMMYHHBIX HEpO-
MaTuu.

Komnpeccuonnble HeiiponaTtun. Kak ckazaHo Bblllie,
MPU PA3HBIX TYHHEJIbHBIX HEWPOMATUSIX BBISBISIIOTCS
Helipodusnonornyeckre MPU3HAKU HECOCTOSATETbHOCTH
npoBeneHus 1o HepBy, B ToM unciie bI1. C yueTtom aHaTo-
MUWYECKMX YPOBHEN PACTIONIOXXEHUS TYHHEJIEU ITPU CUHAPO-
Me KapnajnbHoro KaHaja bIl mpu npoBeneHUn pyTUHHOM
CTUMYIISIIIMOHHON DMI He BBISBISIETCST, HATIPOTUB, TIPU
CUHIIPOME KyOUTaTHHOTO KaHAIa CTUMYJISIIIVSI JIOKTEBOTO
HEpBa HUXE U BBILLIE JIOKTS O3BOJIIET 0OOHApyxuTh BII.
AAEM pazpaborana 371eKTpohU3n0I0ornieckue Kputepun
JMMarHOCTVKY HEWPOTIaTUU JIOKTEBOTO HEpBA HA yPOBHE
JIOKTEBOI'O CyCcTaBa, B KOTopble BKioueH BIT >20 % [62].
7151 OCTaTbHBIX TYHHEJIbHBIX HEMPOIaThii OO IPUHSATBIX
kputepueB bI1 He cyllecTBYeT, peKOMEHIYETCS UCIOJIb-
30BaTh Kpurepunn AAEM [35].

3akniouenue
0030p UTEpaTYpHI MOKA3aJ, 4TO:

1) ceromns mon BIT cinenyer moHMMaTh YMCTO AMEKTPODU-
3MOJIOTMYECKUi (peHOMEH; pa3HOO0pa3Ve MaTOreHETH -

YeCKuX (hopM, TIPH KOTOPBIX MOXHO 00HApYXuTh BII,

HE TTO3BOJISIET pPACCMATPUBATh €r0 KaK MPU3HAK UCKITIO-

YUTETHHO JEMUETMHU3UPYIOIIETO TTOPAXKEHsST HEPBOB;
2) T/I MoXeT 3HAYNUTEILHO 3aTPyIHATH OOHapykeHue BIT,
B CBSI3U C YeM IIpU AuTelbHOCTH M-oTBeta Ha 60 %
OoJTblile BEpXHEW TPAaHUIIBI HOPMBI PETUCTPUPYEMbIE
aMIUTUTYIHBIE U3MEHEHMS HE CJIEyeT PACCMaTPUBaTh
Kak BII;
CETO/IHST HE TPEICTABISIETCS BO3MOXHBIM TPEATIONA-
ratb NMaToU3NOIOTUIECKNE XapaKTEPUCTUKH TTopa-
>KEeHMSI HEPBOB Mo ocobeHHOoCTsIM BIT;
Ho3oyiornueckas HecnetimdnaHocth BIT He 1To3BoISI-
€T CyINTh O INATHO3€e, TEM HE MEHEE B COBOKYITHOCTH
C KJIMHUYECKMMW U aHAaMHECTUYECKUMU TaHHBIMU
obHapyxeHue BIT MoxeT ObITh OCHOBHBIM apTyMEH-
TOM B JUArHOCTUKE psia ayTOMMMYHHBIX OOne3Heit
HEPBOB.
Takum obpaszom, ooHapyxkeHne bI1 mpu anexrpodu-
3UOJIOTUYECKOM MCCIIEOBAHNY, KaK U 3HAYEHUS ero Ia-
paMeTpoB, CTPOTO HE ACCOLIMUPOBAHO C MOP(OJIOTYECKHU-
MU u3MeHeHusiMu. HezaBrucumo ot Hammuust fOKa3aHHOM
MuenuHonatuu unu akcononatuu bI1 ¢ Heitpoduznomno-
TUYECKUX TTO3UITNI HE OTIMYAETCS.

Oo6111e 1 YacTHBIE TTaTODM3NOIOTHICCKIE MEXaH!3-

MbI hopmupoBanmst BIT mpu pa3HBIX HEMPOITATHSIX HEOO0-
XOAMMO PacCMaTpPUBATh OTIEIHHO B paMKaxX KaxKaou HO-
30JIOTUIECKOM (hOPMEL.
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MeHomeH ()OKaNbHOU KOHCMPUKUUU neputhepuyecKoro Hepsa:
0630p numepamypbl
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Konmarxmui: imumpuii Cepeeesuy JApyycunun druzhininds @gmail.com

Ceeo0Hs 6 aumepamype 6ce uauje ecmpeuaemcs: ONUCaHue geHomMeHa PoKaNbHOU KOHCMPUKYUL nepugdepuueckoeo Hepea y NayUeHmos
¢ ocmpoli 6oaegoii MoHoretiponamueil. Mcnonv3oearue makux 00NOAHUMENbHbIX MeMO0008 8U3YAAU3AUUY NepUuhepuUecKUx Hepeoes, KaxK yab-
mpazeyKosoe uccaedosanue U MazHUMHO-Pe30HAHCHAS MOMO2PAQUsl, NO360AUAO Halle 8biA6AMb My namoaoeuto. Hecmomps na éo3poc-
uiee yucae nYGAUKAYULL, IMUON0US U NAMO2eHe3 (POKANbHOL KOHCMPUKYUU nepugeputecKoeo Hepea ocmaromes OUCKymabenbHbiMuU.
Llenvto 0030pa aeasemcs obobwenue unghopmayuu o eromere GokanrvHoll KOHCMpuKyuu nepughepuyeckoeo Hepsa. Hamu nposeden ana-
au3 30 nybauxauuii 6 6aze dannvix Pub Med no meme “Hourglass like constriction of peripheral nerve ”, komopuiii éxkarouaem onucarnue 158
KAUHUMECKUX CAy4aes hoKanbHOU KOHCMPUKYUU nepugepuueckoeo Hepaa.

Karouesnte caoea: geromen poxanvhoil KoHcmpukyuu nepugepuseckozo Hepea, CylceHue Hepea no Muny <necoUHbIX 4acoe», Heepaneu-
ueckas amuompoghus, y1mpazeykogoe CKAHUposaHiue nepugepuseckoeo Hepea

Jlaa yumuposanus: Apyycunun /1. C., Haymosa E.C., Huxumun C.C., Cnupun H. H. @enomen (okanbHol KOHCMpUKyuU nepugepuqe-
cKoeo Hepsa: 0630p aumepamypsl. Hepeno-muiweunsvie bonesnu 2019;9(1):24—31.

DOI: 10.17650/2222-8721-2019-9-1-24-31

The phenomenon of focal peripheral nerve constriction: review of the literature

D.S. Druzhinin’, E.S. Naumova?, S.S. Nikitin’, N.N. Spirin’
"Yaroslavl’ State Medical University, Ministry of Health of Russia; 5 Revolutsionnaya St., Yaroslavl’ 150000, Russia;
2Association of Neuromuscular Disorders Specialists, Medical Center “Practical Neurology”; Build. 2, 17 Krzhizhanovskogo St.,
Moscow 117258, Russia

Today the description of phenomenon of the focal “hourglass-like constriction” of the peripheral nerves in patients with acute pain mono-
neuropathy is often found in literature. The use of additional imaging techniques of peripheral nerves such as high-resolution ultrasound
and magnetic resonance imaging allowed to detect this pathology more often. The purpose of the review is to summarize information about
the phenomenon of the focal “hourglass-like constriction”.
We analyzed 30 publications in PubMed database by key words: “Hourglass like construction of peripheral nerve” with the description
of 158 patients with the focal “hourglass-like constriction”.

Key words: phenomenon of focal peripheral nerve constriction, hourglass-like constriction, neuralgic amyotrophy, high-resolution nerve
ultrasound

For citation: Druzhinin D.S., Naumova E.S., Nikitin S.S., Spirin N.N. The phenomenon of focal peripheral nerve constriction: review
of the literature. Nervno-myshechnye bolezni = Neuromuscular Diseases 2019;9(1):24—31.

Onucanue peHOMeHa (POKaTbHON KOHCTPUKLIMK Tle-  6oseBoil HelponaTtueit [1]. JIumb yepe3 20 yer mocie

pudepryeckoro HepBa (PKITH) y manmmueHTOB ¢ ocTpoii
00JIeBOIT MOHOHEHpOIIaTHEe! CETOMHS BCe Jallle BCTpeda-
eTcs B muTepatype. [lepBbie coobleHUs caenaHbl B 1966
u 1970 rt. xupypramu, Kotopsie ooHapyxwm OKITH kak
CIIyJaifHyI0 HaXOOKy B XOIe HEBPOJIM3a 3aHETO MEXKOCT-
HOTO HepBa (n. interosseus posterior) y IallieHTa C OCTPOI

TIePBBIX ITyOIMKALINI CTAJIA TOSIBIISITECS] € IMHUIHBIC pa-
601wl ¢ omucanneM PKITH, kak paBuiio, 1o 1 ciayyaro.
B manbHetiem ObUTM MpenCTaBIEHbI PE3YIbTaThl 2 KPyTI-
HBIX MHOTOJICTHUX HaOmoneHuit Y. Pan 1 coast. (2014) [2]
u K. Ochi u coasr. (2012) [3] 3a rpynmamu o 44 1 32 ma-
IIEHTa COOTBETCTBEHHO, KOTOPHIEC BEISIBIIM OCOOCHHOCTH



Jlexyuu u 0630pul

HepBHo-mbiweynbie 5OJIE3HH

DOKITH. Ucnonb3oBaHue JOMOJTHUTEIBHBIX METOIOB BU-
3yanm3alny neprudepuIecKx HEepBOB, TaKUX KaK YiIb-
Tpa3ByKoBoe HucciegoBanne (Y3M) m MarHUTHO-pe30-
HaHcHas Tomorpadust (MPT), mo3Bomio yaiie BbISIBIISITD
00CyXIaeMyIo TTaTOJIOTHIO, OMHAKO HE IIPUBEJIO K €IUHO-
My MHEHHIO CIIeIIMAICTOB 00 STHOJIOTMHU U TTaTOTeHE3e
OKITH.

Llenpio 0630pa SABIISIETCST 0000IIeHNE MH(MOPMALINH,
nocBgeHHol peHomeny MKITH mo Tumy «mecoYHBIX
4acoB», B OCHOBY KOTOPOT'O TOJIOXXeH aHamm3 30 myomKa-
uii B 6a3e naHHbIX Pub Med o reme “Hourglass like con-
striction of peripheral nerve” ¢ ormucanuem 158 mamyeHTOB
¢ OKIIH (cMm. Tabmmiry).

Bo3spacTHoi1 quama3oH onmMcaHHBIX TAIIMEHTOB KOJIe-
oercst ot 8 mo 80 J1eT ¢ OOIBINIE YaCTOTOM BCTPEYaeMOCTH
y MyX4uH B cooTHoneHuu 1:2,03 (52 xeHiuuHbl u 106
MyxunH). Pacripocrpanennocts @KITH ceromus ocra-
€TCsI HEM3BECTHOM B CBSI3U C HU3KOI BBISIBIISIEMOCTHIO.

Bonee monoBunnt MKITH BeIABIEHO B pe3yibraTe
OIIepaTUBHOTO BMEIIATEIbCTBA. AHAIN3 OIIMCAHHBIX CIIy-
YaeB MoKa3ajl, YTO B IATOJIOTUICCKUI IIPOIIECC BOBJIEKa-
eTcs vaile jieBast pyka (55 %) nu @KITH oGHapykuBaeTcs
MIPENMYIIIECTBEHHO B BETBSIX JIYIeBOTO HEpBa — IepeaHEM
¥ 3aTHEM MEXKOCTHOM HepBe (CM. PUCYHOK).

Knmunanyeckne xapakrepuctukn @OKIITH. Anamus
nyOauKanuii rmoxkasaj, 4YTo 00J1e3Hb HAaUMHAETCs B 00JIb-
LKHCTBe caydaeB (98,6 %) ¢ BeIpaskeHHOM HeiiporaTuye-
CKOIi 00U ¢ TIPEeUMYIIEeCTBEHHOM JIOKaAu3aluueil B 30He
KOHCTPUKIIMK HepBa Y OMHOBPEMEHHBIM Pa3BUTHEM IIa-
pes3a WM napajidya MbILIL pyku. boab miures ot 1 go 60
CYT C MOCTETICHHBIM YMEHBIICHNEM €€ MHTCHCUBHOCTH.
OrpannyeHne IBIKCHUI B TOPaKeHHOM pyKe YMEeHBIIIa-
eT 00JIEBOM CHHIPOM, UTO 00ECTICUNBACTCS €€ BEIHYKICH-
HbIM nostoxeHueM [29]. B 88 % ciydaeB 60:1b pa3BUBaiach
0e3 BUAMMBIX IIPUYMH, OTHAKO CPEIM IPOBOIIUPYIOIINX

B 3MH /PIN
61 JIH /RN
MMH / AIN
HIH / SSN
W CH/MN
B MKH /MCN
W MH /AN

w B w o)) ~N
o o o (=} o
| | | 1 |

N
o
1

YmMcno onmncaHHbIX cyyaes /
Number of described cases
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Heps/Nerve

Yacmoma ¢hoxanrvHoil KoHCmpuKyuu nepughepuneckoeo Hep8a 8 pasHvix
Hepeax pyk no oanHbim aumepamypot. SMH — 3a0nuii mexckocmublil Heps;
JIH — ayuesoii vepe; [IMH — nepeonuit mexckocmuutii nepe; H/IH — nao-
snonamoynbtii Hepe;, CH — cpedunnsiii nepe; MKH — mbluieurno-kooucHblil
Hepe; [TH — noombiuieynblit Hepe

Frequency of the focal “hourglass-like constriction” of the peripheral nerves
presented in literature. PIN — posterior intercocstal nerve; RN — radial nerve;
AIN— anterior intercostal nerve; SSN — suprascapular nerve; MN — median
nerve; MCN — musculocutaneus nerve; AN — axillar nerve

MOMEHTOB OTMEUEHBI: OepeMeHHOCTD (7 = 2) [2, 10], TpaB-
Ma (n = 6) [2, 26, 30], pectiupaTopHas uHbexuus (n = 2),
TIepeHAIPSLKeHYE MBIIII] PYKW BCICACTBUE YPE3MEPHOM
usmueckoit Harpy3ku (n = 5) [8, 10], ankoronpHas WH-
tokcukamus (n = 1) [2] u 1 ciry4aii mocie yaajxeHust 3710-
KauyeCTBEHHOTO 00pa30oBaHUs SMYHMKA [28].

HnvrenbHOE TIPOCIIEKTUBHOE HAOIIOACHNE 3a Malli-
€HTaMU TI03BOJIMJIO BHIIBUTH PELIMINBEI aHAJIOTUIHOTO
6oseBoro cuaapoMa ¢ pazsurueM OKITH Ha koHTpama-
TepaJIbHOM CTOpOHE B 3 HaOMIOmeHUSIX [2].

Turmmunas kaptnHa ®KITH ¢ pasButmeM ocTporo
00JIEBOTO CHHAPOMA M ITOCJICAYIOIET0 MOTOPHOTO ehbr-
LIMTa HAaIIOMWHAET KJIWHUKY HEBPAJITHMIECKOM aMUOTPO-
¢um [33—37], omHAKO CETOTHSI CBSI3b DTUX COCTOSTHUIA
ocTaeTcsl OUCKyTabelbHOU. B OONbIIMHCTBE CiydyaeB
DOKITH nBuraTenbHbIN 1e(ULIUT pa3BUBAETCI OJTHOBpE-
MEHHO ¢ 00JIEBBIM CUHIPOMOM, TOTIIa KaK IIPX HEBPaJITH-
YECKOU aMUOTPODUU MMEET MECTO OTCPOYCHHOE Pa3BUTHE
Mmape3a yepe3 2—3 Heq oT nogsieHus oomn [2, 8, 10, 12, 13].

Muarnoctnka @KITH. B teuerue 38 jiet co BpemeHun
rrepBbIx ormcannii @KITH BeISIBIISLIACEH TOIBKO TIPH OTIepa-
THBHOM BMeEIIIATEILCTBE, TIOBOIOM K KOTOPOMY OBLIO JINOO
TTOIO3PEHNUE Ha OITyXOJIb, JTM00 KOPPEKIIMSI TBUTATEIbHOTO
JIeUIITa C TTOMOIIBIO pEeKOHCTPYKTUBHOM XUPYPTHU.

Pa3BuTre TakKMX METOIOB BU3yaan3alnu epudepu-
yecKux HepBoB, Kak Y3 u MPT, mo3Boanio BISBISTD
paccMaTpuBaeMblil (peHOMEH 10 XUPYPTMISCKOTO BMeIIa-
tenbeTBa. B 2004 1. BiepBhle 0OHapy>XKeHa KOHCTPUKIIUS
JIy4eBOTO HepBa MO TUITY «IIeCOYHBIX 4acoB» npu Y3U
B pabote D. Rossey-Marec [20], koTopast 6bl1a BIOCHEN-
CTBHMU TTOATBEPKACHA XUPYPIUICCKH.

OpHako mHGOPMATUBHOCT Y3 HEPBHBIX CTBOJIOB
s BeigBiaeHus OKITH cnopnas. Tak, B pa6ote Y. Pan
U COaBT. U3 5 ciiydaeB Hanuuus y 6onpHoro ®KITH mo
JaHHeIM Y3U Tonpko y 1 mammeHTa coHorpadguueckie
W3MEHEHMST OBLIM TOATBEPXKICHBI IPU XUPYPTHAYECKOM
BMEIIIATEIBCTBE, @ B OCTAJIbHBIX CIYJasX — BBISIBJICHO
YMEHBIIICHNE AUaMeTpa HepBa B o0jlacTh MHTepeca [2].
Y. Nakashima u coasr. [27] BerstBunu @KITH go nHTpao-
MepauMoHHON MIeHTU(dUKaAUu ¢ romomipio Y3U B 3
u3 5 ciydaeB. AHAJIOTMYHBIE COTIOCTABICHUS TTPOBEICHBI
u npyrumu aBropamu [20, 28, 30]. B utore uyBCcTBUTENb-
HocTh Y3U mepudeprueckoro HepBa JIjis1 OOHAPYKEeHUS
KOHCTPHKIIMY ompeaeieHa Kak 31 % [28], 4To mocayXuio
TTOBOIOM JIJIST TTOMCKa coHorpadmdeckux KputeprueB @PKITH
C TIOCJICIYIOIIMM ITOATBEPKICHUEM WHTPAOIICPALIMOHHO.
3a cyxkeHVe/KOHCTPUKIMIO TIPUHUMAJICS YIaCTOK HepBa
¢ BHYTpeHHUM auameTpoM MeHbIe 0,3—0,9 MM mipu mipo-
IIOJIBHOM CKaHUPOBAHWH, YTO BIIOCICACTBUY TTOATBEPKIA-
JIOCh BO BpeMsI OTTepalliil HAIMYMEeM BUAMMOI KOHCTPUK-
s HepBHOro cTBojda [27]. Mcronb3yeMble KpUTEpUU
C IIpUMEHEHNEM IaTdnKoB 6—18 MIi1 okaszamich 1ocTaToy-
HO 4yBCTBUTENbHBIMU B obHapyxkeHnn ®KITH Tombko
B 60 % cinyuaes [27].

B otimune ot Y3 U paspemnaromias criocooHocts MPT
IMo3BoJIMJIa 00Jiee TOUYHO ommcaTh ocodeHHocTrn PKITH

TOM9
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HepBHo-Mblweunbie O JIE3HH

B COITOCTABJICHUM C MHTPAOIIepAalIMOHHOM KapTuHOM [31].
ABTOpBI ONMCHIBAIOT XapaKTepHbie u3mMeHeHuss Ha MPT
B 00JIaCTM KOHCTPMKIIUM II0 TUIMY «SI0JIOYKO MUIIICHM»,
a takxe npuBoadaT kputepun ®KITH kak yMeHblIeHne
JraMeTpa HepBa 0oJibliie yeM Ha 75 % OT HeM3MEHEHHOIO
ygacTtka Ha T2-B3BellleHHBIX N300paxkeHusx [31].

Hapsiny ¢ MeTomamu HelipOBH3yalU3allu XUPYPTU
npemtoxun kKiaccudukanmio @KITH, ocHoBaHHYIO Ha
MaKpOCKOITMYECKOM MHTpaoIepallmoOHHOM KapTuHe [38].
BrigeneHsr 4 Thma, KaXXIbIii 13 KOTOPBIX MTOAPA3IEIIIICS
Ha 3 cTeneHu:

1) T A — HeT BpallleH!sI HepBa W YTOJIIIECHUS B MECTe

KOHCTPUKIINH;

2) Tunm B — yrommeHne HepBa B MecTe KOHCTPUKIIMHU
0¢e3 JTOKaJIbHOTO BpaIlleHUS;
3) tun C — ToKaIbHOE BpallleHNe HepBa 0e3 YTOIIEeHUS

B MeCTe KOHCTPUKIINN;

4) Turt D — nokanpHOE BpallleHHWe 1 YTOJIIIeHNE HepBa

B MeCTe KOHCTPUKIINU.

Topcwio HepBa MpemIarajoch OIICHUBATH IO TOJIOXKE-
HUIO TIPOIOJIBLHO OPHEHTHPOBAHHEBIX IIEPUHEBPATHHBIX
apTepuii Ha JIOCTYITHOM y4yacTKe HepBa. KOHCTpHMKIIMS
rmoapasnensieTcss Ha 3 creneHu: | — cmabast (MCTOHUYCHME
MeHee 1/4 oT ImepBoHAYaIBHOM TOMIWHEIL); 11 — yMepeHHast
(ucronuenue 6omee 1/4, Ho MeHee 3/4 OT ITepBOHAYATBHOMN
tomuuHbl); 11 — cumpHass — ncrondeHue 6oree 3/4 ot mep-
BOHAUYAJIbLHOM TOJIIMHEBI). B Cuiy cBoero rpoMo3mKoro
BMIIA 3Ta KiTacCH(UKAIIs He MOJIydriia paciipoCTpaHEeHHSI.

ITarorene3s @KITH. Ceronnst B mreparype o0cyKaa-
JOTCST HECKOJIBKO Teopuii popmupoBanus KITH. Tomu-
HUpPYET IIpeACTaBIeHNE O JIOKAJTbHOM ayTOMMMYHHOM
BOCTIAJICHUH TKaHE#, OKpYXKaIOIMX HEPB ¢ (hOpMHUPOBaA-
HUEeM (udpo3a B IepHMHEBPUH ITeprdepruIecKoro Hepna.
Hammame «crmaek» B eprMHEBPUM IO BIUSHIEM MeXaHW-
YeCKOU Harpy3K! — CYIMMHAIMS PYKH CO3IaeT YI3BUMYIO
TOYKY B HEPBE, ciocoOcTByIonIei hopmupoBanmnio OKITH
[8, 14, 39—41]. Kpome 3T0T0, MOKa3aHa TOPCHS KaK IEJI0-
To HepBa, TaK M OTAEIbHBIX €r0 My4YKoB [5, 42—45]. Cne-
JIaHHBI BBIBOJ, Oa3MpyeTcs Ha pe3yJIbTaTaX THCTOJIOTYIe-
CKOTO MCCIIeIOBaHMS YIacTKa HEpBa ¢ KOHCTPUKIIAECH.

ITpu MopdoormaeckoM MCCACIOBAaHNM B ITPOKCH-
MaJIbHOM W IHMCTAJIFHOM y4YacTKax HepBa, MPUJIeXKaIIuX
K KOHCTPUKIINU, OOHAPYKMBACTCS OTEK KOJJIAT€HOBBIX
BOJIOKOH C HEMHOTOUMCIICHHBIMU YJ9acTKamMu (puopo3sa,
C HaJTMIreM JTMMGOIIUTAPHON KJIETOYHOM MH(MWIIBTPALINT
CD68-, CD8-, CD20-nosoxurtenbHbix T-1MMEOOLMTOB
BOKPYT MEPUHEBPATIBHBIX U 3HIOHEBPAJIbHBIX COCYIOB,
B CTEHKAaX KOTOPBIX BRIABIISIOTCS HEKPO3Hl [18], 1 HepaB-
HOMepHas IeMUEIMHA3AIINS aKCOHOB TTPEUMYIIECTBEHHO
B IUCTAJIbHOM (pparMeHTe HepBa [2, 25]. Takke oOHaApy-
XWBaeTCs Tposdepanis ITBAHHOBCKUX KJIETOK B OTBET
Ha TToBpeXIeHne akcoHa [2, 46]. B 3oHe camoii ¢poKaib-
HO# KOHCTPHMKIIMK OTMEUYECHO TIpe00iIaTaHme BOJIOKOH COe-
ITUHUTEILHON TKaHM Ha (DOHE YMEHBIIICHMSI KOJMIeCTBa
IIBAaHHOBCKMX KJIETOK M akKCcoHOB [2, 8, 14, 17, 25, 30,
39—-41].

AHaJIOTUIHBIE MOP(OJIOrNYeCKUe N3MEHEHUS BBI-
SBJIEHBI U TIPU HeBpaJTndeckoir ammorpodun [47, 48].
MMeHHO HapylleHHE COCYIMCTO-HEpPBHOro Oaphepa
IIpY ayTOUMMYHHOM BOCITaJICHHE MOXET OOBSICHUTD CIIy-
Yad KOHCTPUKIINU OTACIBHBIX (haCIIMKYJIOB B HEPBE Y Ma-
LIMEHTOB C HeBpaJITU4eCcKoi amuotpodueit [45].

Mexannueckuit dakrtop B dopmuposannu PKITH
MpU HE(PU3NOJIOTUUECKOM ABMXKEHUM PYKU ¢ HecOaTaHCH-
POBAaHHO pabOTOI MBIIIIII TJIeYa 1 TIPUBOISIIEE K HATIPsI-
XeHMI0 (pacuraIbHOTO JIOXKa BIOJAb HEPBHOTO cTBOMA [15],
TTOIBEPTHYT COMHEHMIO TIIABHBIM 00pa30M M3-3a pe3ysIbra-
TOB TMCTOJIOTMYIECKOTO MCCIIeIOBAHMS YIaCTKa HepBa C KOH-
CTPUKIIMEH, a TaKKe OTCYTCTBUS B OOJIBIIIMHCTBE CITydacB
OKITH npemmrectByronieii TpaBMbI (cM. Taom.) [7, 10, 17, 25].

Pons cocymucroro pakropa B pazsutn MKITH obcy-
JKIaeTcsl Ha OCHOBAaHMM OOHAPYKEHMSI TIPY THUCTOJIOTIEC-
KOM HICCIICIOBAHMM M3MEHEHUSI COCYIOB B OOJIACTH KOH-
CTPUKIINK — HAJIMYUS KJICTOYHON MHQWIBTpAIIMA CTEHOK
cocynoB [18], a Takke sKCIIepUMEHTATBHBIX JaHHBIX [49, 50].
IMokazaHo, 4To mIMTEIbHAS JIOKAJIbHAs KOMITpeccHs HepBa
MIPUBOIUT K UIEMUN C MOCICAYIOIMMM (hOPMHPOBAHIEM
y4JacTKa SIrHeBpaabHoro ¢prdposa [49, 50]. B apyrom skc-
TIepUMEHTe TTOKa3aHa POJTb ITOBBIIICHNS MHTPAaHEBPAJIbHOTO
BEHO3HOTO JaBJICHMSI, CTIOCOOCTBYIOIIETO Pa3BUTHIO OTEKa
rrepuHeBpyst [38], 1 pubpo3a [49, 50], KOTOpHIiT, BOSHUKHYB
B OIpeIe/ICHHOM yJ9acTKe HepBa TP ICUCTBUN MEXaHMJe-
cKoro (pakTopa, MOXET IePepacTH B TTOJTHYIO KOHCTPUKITUIO
[8, 14, 39—41]. B paHHUX paboTaXx aKTUBHO OOCYKIanach
POJIb BACKYJIUTA M APYTUX CUCTEMHBIX OOJIE3HEI COCMTHM-
TenbHOI TKaHu B (popmupoBannu MKITH [5, 39, 51], onHa-
KO B TTOCJIEAYIOIIEM 3TO He ObUTO MOATBepKIAeHO [18].

3akniouenue

Cerogns ®KITH gBngercs XupypruuyecKuM IHarHo-
30M, KOTOPBI BepUGMHUIIMPYETCS MPU OCMOTpPE HepBa
B OIIEPAlIMOHHOM IIOJIE.

B GonblimHCTBE pabOT MpU ONMKUCAHUU KaXKI0TO CIIy-
yass aBTOPHI 0Opaliaid BHIMaHNEe Ha Pa3HYIO JIOKAJIN3a-
LIVIO 1 YMCJI0 KOHCTPUKIINIA B 1 HepBe, hopMmy 1 Mopdo-
sormgeckue ocooeHnoct @KITH.

JunarHOoCTUYECKME BO3MOXHOCTH TaKMX TOIIOJTHU-
TeJIBLHBIX METOIOB MccaemoBanus, Kak Y3 u MPT, ocra-
JOTCSI CITOPHBIMHU [25]. YunThIBas pa3Hylo cTeTnieHb BbhIpa-
KEHHOCTH WM3MEHCHHU B HEpBE B pa3HBIC IICPUOIBI
60J1e3HM, 00CYXIAIOT CPOKH ITPOBEACHMS HEOOXOTMMOTO
KCCIIEN0BAaHMSI OT MOSIBJIEHUS O0JIEBOTO CUHIPOMA IS Bbl-
apnennss ®KITH [27].

Hns ouenku spomouny @KITH 1 ee pos B pa3Butnn
KIMHUYIECKUX MIPOSIBJICHUI U YaCTOTHI PeIIUANBOB HE00-
XOIMMO JUTUTEILHOE TTPOCIIEKTUBHOE HAOIIONEHME C OIICH-
KOt COCTOSTHUSI TTALIMEHTOB T10 OOIIETIPUHSITOMY aJITOPUT-
My. OnTHMU3aIUAS WCITOJIb30BAHMST TOTOTHUTEIBHBIX
WHCTPYMEHTAJIbHBIX METOJOB OLIEHKW COCTOSIHUSI MEPU-
(bepruecKrx HEPBOB C YUYETOM CPOKOB ITPOBEACHUS UCCIIe-
IOBaHUS OT IIOSIBJICHWSI OOJIEBOTO CHMHIPOMA ITO3BOJIUT
yate BesIBIsITe GKITH.
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Cee00Hs 6bicOK0003HasA Mepanus UMMYHOA00YAUHAMY Yea08eKa noayuaem ce 6oavuiee pacnpocmpanerue 6 AedeHuu 601e3Hell HepeHoll
cucmembl. IppexmusrHocms u 6€30nacHOCMb UCHONBI0BAHUS UMMYHO2A00YNUHO08 00KA3AHA 8 PAHOOMUBUPOBAHHBIX KOHMPOAUDYEMbIX UC-
C1e008AHUAX Y NAYUEHMOG C XPOHUYECKOU 60CNAAUMEAbHOU OeMueauHu3upyouel noauteiponamueti, cunopomom luitena— bappe, myno-
mughoxanvHoil MOMOPHOI Heliponamueil, YMo ompasiceHo @ cucmemamuyeckux 063opax. Obcyxicoaromes 80npocyl 0 003ax, UHMEPBANax
U NPOOOAICUMENLHOCIU AeHeHUS U He0OX00UMOCIU NOBMOPHBIX UHQY3Uil npu Smux cocmosanusax. Mcnoav3oeanue abicoko003Hoil mepanuu
UMMYHO2A00YAUHAMY A8AAEMCS ONYUell NPU MUACMEHUYECKUX KPU3ax u 000CMpeHusx MUACMeHUU epasuc, CUHOpome puetidHo20 Yenogexa,
a makoice mepanueti 2-ii AUHUU NPU 0epMAMOMUO3UME U 8 HEKOMOPbIX CAYHAAX npu noaumuosume. lIpumenenue uMMyH02100Y1UHO8
NpU paccessHHOM cKAepo3e, MUO3Ume ¢ 8KAIHEHUAMU, Pe3UCMEHMHOU dnuiencuu ocmaemcs He 00 KOHYa 000cHo8aHHol. B 0630pe o6cy-
Jcoaemces 3pgeKmuHOCHb 8biCOKOO03HOU MEPanUU UMMYHOA00YAUHAMU 8 HEBPONOUU HA OCHOBAHUU UHPOPMAMUBHBIX UCCACO08AHUIL,
C Yy4emom OCHOBHbIX Kpumepues gvlbopa npenapama 04 a0eKeamHoll GHYMpUGEHHOU UMMYHOMEPanuu.

Karouesnte caosa: enympusernvie UMMYHOA00YAUHbL, XPOHUMECKASL 60CNAAUMENbHAS OEMUCAUHUUPYIOWAS NOAUHEHPONAmMUsl, CUOPOM
Tuitena— bappe, myasmugokanvhas momopHas Heiponamusi, 0epmMamomuo3um, SNUAencusi, aymouMMyHHble paccmpoiicmea

Jla yumuposanus: Huxumun C.C., bopuckuna JI. M. HmmyHo2a00yaunbsi 6 Heeposoeuueckoil npakmuke: 0030p aumepamypul. Hepero-
motueunvie boaesnu 2019;9(1):32—51.

DOI: 10.17650/2222-8721-2019-9-1-32-51

Immunoglobulins in neurological practice: a review of the literature

S.S. Nikitin?, L. M. Boriskina>’
!Medical Center “Practical Neurology ”; Build. 2, 17 Krzhizhanovskogo St., Moscow 117258, Russia;
2Association of Neuromuscular Disorders Specialists; Build 15, 24 Kashirskoe Shosse, Moscow 117478, Russia;
I “Normodent Center” «Clinic Central» Build 13, 13 Myasnitskaya St., Moscow 101000, Russia

Today intravenous immunoglobulins are used increasingly in the management of patients with neurological conditions. The efficacy and
safety of intravenous immunoglobulins treatment in chronic inflammatory demyelinating polyradiculoneuropathy, Guillain—Barre syn-
drome and multifocal motor neuropathy have been established in randomized controlled trials and declared in systematic reviews. There
are discussions about the dose, timing, duration and necessity of repeated infusions in these disorders. The intravenous immunoglobulins
treatment is an option in myasthenia gravis crisis and exacerbations the disease, stiff-person syndrome, a second-line therapy in dermato-
myositis and some patients with polymyositis. The use of intravenous immunoglobulins in patients with multiple sclerosis, inclusion body
myositis, resistant epilepsy is not finally proved. The review discussed the data of immunoglobulins efficacy in neurological disorders based
on informative studies with an emphasis on the main criteria for choosing a drug for effective high-dose intravenous immunotherapy.

Key words: intravenous immunoglobulin, chronic inflammatory demyelinating polyneuropathy, Guillain—Barre syndrome, multifocal mo-
tor neuropathy, dermatomyositis, multiple sclerosis, epilepsy, autoimmune disorders

For citation: Nikitin S.S., Boriskina L. M. Immunoglobulins in neurological practice: a review of the literature. Nervno-myshechnye bo-
lezni = Neuromuscular Diseases 2019;9(1):32—51.

BeeneHue MBIIIJIEHHBIX MacIITa0ax CeTOMHST IPUMEHSIETCS] YyCOBEP-
[IInpoxoe KIMHUYECKOE IPUMEHEHIE UMMYHOIIOOY-  IIeHCcTBOoBaHHLIN MeTon KoHa [1, 2]. ITepBonauansHo UT
mmHa (M) denmoBeka cTajio BO3MOXKHBIM IIOCJIE TOTO, MCIOJB30BAJIN TOJIBKO ISl BHYTPHUMBIIIEYHOTO BBEICHUS
kak E. Cohn B 1940 1. mpemtoxun MeTon (ppakimoHUPO-  [3], MOCKOJIBKY BCE TTOIBITKM BHYTPUBEHHOTO IIPUMEHEHUS
BaHUSI OCJIKOB II1a3MbI KpoBH. J1i1st momydeHust UT B ipo-  3akaHYMBaMCh HeygadHo. OMHAKO MHBEKIUS B MBIIIIITY
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JTaeT HU3KYI0 CKOPOCTh IOCTYIUICHUS TIperrapara B CHUC-
TEMHBII KPOBOTOK, a TAKXKe TP 3TOM 3HAYNTE/IbHAS YaCTh
aKTUBHOTO BEIeCTBa Pa3pyllaeTcss B MECTe BBEACHMSI.
OCHOBHOI1 TIpO0JIEMOiT TP TIOMBITKE BHYTPUBECHHOTO
IMpUMEHEHMST OBUIO 0OOpa30BaHME arperaToB N3-3a aKTHBA-
v Fe-dparmenTa YT pu mpon3BoACTBe U, KaK CIEACTBIE,
3aIycKa paboThl CUCTeMBI KoMIieMeHTa. Tosbko B 70—80-x
rogax ObLIA pa3paboTaHbl cIOCOObI OOPAOOTKHU MIa3MBbl,
ITO3BOJISTIOIIME M30eXKaTh aKTUBAlMM Fc-dparmeHnTa Mo-
sekynsl T 11 coenats mperapaT 6€30macHbIM 1Tk BHYTPH -
BeHHOTro BBeleHUS [4, 5]. DTO IBUIOCH MOBOPOTHBIM
TEXHOJIOTUICCKMM MOMEHTOM M HadyajoM HOBOTO 3Talla
B ucnonb3oBanuu UI' B Mmenuiinae. OCHOBHBIMU ITOKa3a-
HusMU K HazHadyeHU0 MI cranm mepBUYHBIN M BTOPUY-
HBIIT UMMYHOASDULIMT (TIOC/Ie pagno- W XUMHOTEPAITNU
B OHKOJIOTUM, UMMYHOCYIIPECCUM TIPW TPaHCILIAaHTALINN
TKaHel, morepe OeKOB IIa3MBbI IPW KPOBOTCUYCHUSX,
MAaCCUBHBIX 0XOTaX, HEKOTOPHIX ITapa3suTapHBIX 3a00J1e-
BaHUsX) [2, 6]. B mocneayiomiemM GbLUIN ITPeaTOXKEHbI CXe-
MBI BBICOKOIO3HOI Teparmu BHyTpuBeHHBIMU VT (BBUI)
[7]. Ceromas omy0IMKOBaHBI pe3y/IbTAaTHI IUIAIIc00-KOHT-
pOIVpYyEeMBIX UccaenoBaHuii o adpdektusHocT BBUT
IJIST psima 6oJre3Hel mepudepuaecKoit HepBHOM CHCTEMBI
W MBI, TIpA KoTopbix MI' cTam mpermaparoM Tepammu
repBoit TuHUKM. OIHAKO TSI HEKOTOPBIX PEIKNX ayTOMM-
MYHHBIX TIOpakeHUI HEPBHOU CUCTeMBI 3(h(eKTUBHOCTD
BBUI orpannunBaeTcs KIMHUYECKUMU HAOTIOACHUSIMU,
TaK KakK IUISd OLIEHKW TOCTOBEPHOCTU PE3yJIbraTa JMCiIO
HaO0gaeMbIX MallMeHTOB HegocTaTouHOo. HecmoTpst Ha
3T0, HEBO3MOXHO HEIOOLIEHNBATh BaXKHOCTh OTICITHbHBIX
COOOIIeHNT 1 OTKPHITEIX cchenoBannit BBUT [8].

Llean HacTosIIETO 0030pa — PACCMOTPETH OIIBIT IIPH-
meHeHust BBUT co BpemeHu BHeIpeHUsI METOAA B TIPAKTH-
KY IIPY OCHOBHBIX HEBPOJIOTTIECKIX HO30JIOTHSIX (TaoII. 1),
a TaKKe TIPEeIOCTaBUTh JaHHBIE 00 OCHOBHBIX KPUTEPHSIX,
KOTOpBIE TOJDKEH YIMTHIBATh Bpad IIPY BEIOOpE IIperapara
HT cpemu Bcex cymiecTByommx ¢hopM Ha (papMalieBTHIC-
CKOM DPBIHKE.

B nmpeamaraeMom 0630pe HeCaydaitHO ITPUBOISITCS
WCTOYHUKHM JIUTepaTyphl cTapire 10 j1etT, Tak Kak 3TO ObLIN
eINMHCTBEHHBIC COOOIIEHUS C pe3yabTaTaMU, KOTOPHIE
B ITOCJICAYIOIIEM He IepecMaTPUBaIUCh M HEOMHOKPATHO
LIUTUPOBAJIUCD.

XpoHuueckas BocnanumenbHaa eMuenuHusupyowan

nonuxeiiponamusa

Camoe 060JTBIIIOE YMCIIO UCCIeIOBaHN 110 3P deKTHB-
Hoctu npuMmeHeHust BBUT B HeBpoJiornueckoit mpakTuke
OTHOCHTCS K MCITOJIb30BAaHUIO TIperapaTa Mpu XpOHWYE-
CKOM BOCHAJIUTEILHOU JEMUEIMHU3UPYIOIIEH TTOJMHE -
ponatuu (XBJIT). PacnpoctpanenHocts XBJIT cpeau
B3pocabix coctaBisgeT 1,0—1,9 ma 100 TBIC. YeaoBeK
y B3pocibix [9] 1 0,48 Ha 100 THIC. ¥ meteii [10]. Mccaemo-
BaHMS | ypoOBHSI ITOKAa3aTeIIbHOCTU TONTBEPKIAIOT, UTO
BBUTI sddexktuBHa mist miurenbHOro gedeHust XBIT.
Jlo3a, 9acToTa M TPOMOKUTEIILHOCTD TEPAIlu 3aBUCST

Tabauna 1. Ocrosnbie Hesponoeuueckue 3a601e6anus, 045 Ae4eHUs KO-
MOPbIX NPUMEHACMCS 6HYMPUBEHHAS 8bICOKOOO3HASL MEPAaNnUsi UMMYH02A0-
oyauHamu

Table 1. Main neurological diseases for which treatment intravenous high-
dose immunoglobulin therapy is applied

I'pynna HeBposIOTH-

YecKuX 0oe3Heit Ho3onornueckas popma

* XpOHUYECKAs BOCIIAJIUTEIIbHAS
JEMUCITIMHU3UPYIOLIasd MoJau-
HeWporarus;
chronic inflammatory demyelinating
polyneuropathy;

» cunapowm [uiteHa—bappe
Guillain — Barre syndrome;

— OCTpad BoCHaJIUTC/IbHasa 1EMUC-
JIMHUA3UPYIOIIAS MOJIMHEWPOTIa-
THS;

acute inflammatory demyelinating
polyneuropathy;

— OCTpast MOTOPHAasT aKCOHAJIbHAsI
TMOJUHENpONaTHs;
acute motor axonal polyneuropathy;

— OCTpasd MOTOPHO-CE€HCOpHad aKk-
COHAJIbHAS MMOJIMHEWPOTIATHS
acute motor-sensory axonal
polyneuropathy;

— cuHapoM Muuiepa @uiepa;
Miller Fisher syndrome;

— sHuedanut bukepcradda;
Bickerstaff encephalitis;

* MyIbTH(OKaJTbHAas MOTOPHAs
HEeWporarus;
multifocal motor neuropathy;

* MaparnpoTEMHEMUYECKAsT HEMPO-
naTus, accouuupoBaHHas ¢ IgM
paraproteinemic neuropathy associated
with IgM

IMepudepuueckue
HerporaTun
Peripheral neuropathy

* MUACTEHUA IPaBUC;
myasthenia gravis;

* MUACTEHUYECKUI cuHapoM Jlam-
oepra—HMToHa
myasthenic Lambert—Eaton syndrome

Boe3sHun HepBHO-MBI-
IIeYHOMI rnepeagayunu
Neuromuscular
transmission diseases

I/I,Z[I/IOHaTI/I‘{GCKI/IC : HCpMaTOMHQ??HT;
ARG M dermatomyositis;
i — * [MOJIMMUO3UT;
. .. olymyositis;
Idiopathic inflammatory p ’ .
mvo?a'l thies atory * MUO3UT C TeJbLIAMU BKIIOYEHUIN
yope <

inclusion body myositis

Jpyrue ayTouMMyHHBbIE
MOpaXkeHUs HEPBHOM
CUCTEMBI

Other nervous system
autoimmune disorders

* CUHIPOM PUTHUIHOIO YEJIOBEKA;
stiff-person syndrome;

* PACCEHHBIN CKIEPO3
multiple sclerosis

» cunapom JleHHokca—Iacro,
cuHapoM Becra;
Lennox—Gasto syndrome, West
syndrome;

* 3HIIehamuT PacMycceHa;
Rasmussen encephalitis;

 cunapom Jlannay—KieddHepa
Landau—Kleffner syndrome

Brnuencust
Epilepsy
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OT COCTOSTHUSI TIalleHTa, XapakKTepa TeYeHMSI OOJIe3HU
1 oTBeTa Ha iedeHre. CeromHsI HeIOCTaATOTHO JaHHBIX 10
CpaBHUTEILHOMY aHAIN3y 3(PHEKTUBHOCTH TAKMX U3BECT-
HbIx MmeTonoB eueHust XBII1, kak BBUI, kopTukocrepo-
WIHag Tepanus, ia3Madepes 1 UMMyHoaenpeccaHTsl [11].

B 2 wuccrnemoBanmsax [ ypoBHSI moKa3aTeIbHOCTHU
u B 2 paborax II ypoBus cpaBuuBanu BBUT ¢ mrane6o
nipu tedeHun XB/IIT [12—15]. B mepexpecTHOM UCCIemn0-
BaHuu I ypoBHs 117 nauyeHTOB NoOJydaan Harpy304HYIO
nmo3y 2 1/xT, a 3areM 1 r/kr BBUTI wim mame6o (anb0y-
MMH) Kaxnpie 3 Hex [12]. TTanmeHTOB ITepeBOIMIIN Ha ajTb-
TepHATUBHOE JICUCHNE B CIyJae YXYIIIICHUS COCTOSHMUS
WIN TIPU OTCYTCTBUM YIYUIIICHUS B XONIE MCCICIOBAHMSI.
Y9acTHMKM, KOTOPBIC TTOJTHOCTHIO TIPOIUH 24 HEl Jiede-
HU 1-To TIleproaa UCITBITaHUS, OBITA ITOBTOPHO paciipe-
JIeJIEHBI T10 TpyIIaM AJIsl OMHOKpaTHOM rpoueaypsl BBUT
WY BBeleHUs riane6o. [lepBuyHON KOHEYHOI TOUKOM
ObLIO yyullleHHWe MoKa3aTenst Ha 1 Oamn win Oosee 1o
mxane INCAT (Inflammatory Neuropathy Cause and
Treatment Score). ITo cpaBHeHUIO ¢ IUIANE00 YIydIIeHUE
coctostHust oTMeueHo B rpymre BBUI (21 u 54 % coort-
BerctBeHHO, p = 0,0002). YeThipe marmreHTa BHIOBLIN
n3 uccnenoBanusa. Hexenatenpabie 3¢ dexTs (HD) gamme
Bo3HuKanu B rpynne BBUI, yem mmane6o (55 u 17 %
COOTBETCTBEHHO), OMHAKO IIpeAcTaBIeHHOCT, HD (Ham-
boJtee 4acTo TrojIoBHASI 00JIb, TUTICPTEPMMUSI, TIOBBIIIICHUE
apTepUaIbHOTO MTaBJICHNUS ) ObLIa HEOOJIBIIION 1 OMMHAKO-
BOI1 B 00eux rpyrmax [12].

B npyrom nccinenmoBanum I ypoBHSI 1oKa3aTeIbHOCTH
npuHUManu ydactue 53 nanuenTa ¢ XB/II1, He momydaB-
e paHee JIeYCHMSI, KOTOPBIX TaKKe pPacCIIpeieTUIn
B rpynnsl BBUT vim mane6o. B nepBoii rpyrne BBOAWIU
BBWI B no3e 1 r/kr Ha 1, 2 1 21-it mHm HaOmoaeHwst [13].
[MepBUIHBIM pe3yIbTaTOM OBLIO M3MEHEHME Ha 42-11 1eHb
CpeIHMX TIOKa3aTeJIeii CHIIBI MBIIIII IT0 MOTU(UIIMPOBAHHOM
mKajie orieHKM MbieaHoro aeduimra (MRC, Medical Re-
search Council). ¥ monyyaBmmx BBUI moka3zaress yBe-
Jmaniics Ha 0,63, a B rpyrine miane6o ymeHbinvics Ha 0,1
(p =0,006) OTHOCUTEBHO UCXOAHbBIX JAHHBIX.

B 2 uccnenoBanusx 11 ypoBHst mpu cpaBHeHun BBUT
¢ nmianebo npeumyiectso Tepanuu BBUI comocraBumo
¢ pe3ynbraTaMu uccienoBanuuii I yposus [14, 15]. B nBoii-
HoM ciieniom ucciaenoBanuu Il yposuss BBUT cpaBHuBaniu
C TIepOpaATLHBIM TPUEMOM TIpeqHM3010Ha. st 3Toro 32 ma-
IIMeHTa OBUIM pacIipeiesieHbl Ha TPYIIIBL: ITOJTyJaBIINe
cHauana BBUI, a 3aTteM npeagHU30JI0H, U T€, y KOTOPHIX
Ha3HaYeHMe KOpPTUKOCTepouaa IpeninectBoBaio BBUT
[16]. Jo3a mpeaHu3o/10Ha cocTapisiiia 60 Mr/cyT ¢ mocje-
OYIOIIUM ITOCTENIEHHBIM CHUXXEHHWEM B TeueHue 6 Hel
nmo 10 mr/cyrt, noza BBUI' — 2 r/kr B TeueHne 1—2 cyT.
Y 24 601bHBIX, 3aKOHUYMBIIMX KYPC JICUCHUS B X0 UCCIIe-
IOBaHUS, OTMEUCHO YIYJIICHNE COCTOSTHUSI OTHOCHUTEITb-
HO MCXOIHOTO HE3aBUCUMO OT TOTO, B KaKOI TpYIIIIe OHU
okazanmch. [Ipu mogBeneHNM UTOTOB OTMEUEHO, UTO HC-
ClieIOBaHME HE CTaBUJIO CBOEH IIEIbIO0 OIIEHUTDH PaBHO3-
HAYHOCTb BEIOPAHHBIX CITOCOOOB JICYCHHUSI.

IIpu ncnons3zoBanuum BBUI B kauecTBe Tepanuu
1-i1 muauu npu XBIIT ucnionb3ytorest U pa3HbIX mpon3-
BoauTesieii. B yacTHOCTH, MPOIOJEKAIOTCS aKTUBHEIE HC-
caenoBaHus no 3dgdexkTuBHOCTH 5 % 1 10 % oxrarama
npu 6one3Hsx nepudepndeckux Hepsos [17]. C 2011 .
00s13aTeILHBIM 3TAaIlOM ITPOM3BOJICTBA Mperapara OKTaraM
CTaJIO TIPOBEICHNE XpOMaTOrpachny ¢ yIajaeHUeM aKTUBH-
poBaHHoOTO (hakTopa XI, uTo obGecreunBaeT cHIDKeHe HD.
DT0 OBUIO JOKA3aHO IMOCTPETUCTPAIIMOHHBIM HaI30pOM
3a 6e3omacHocThIo (PASS, Post-Authorization Safety Sur-
veillance) y 2 ThIC. TTAIIMEHTOB, IOJYYUBIINX HE MeHee
20 teIC. 103 5 % wan 10 % okrarama [18]. Okraram mpen-
CTaBJIEH IIWPOKUM CIIEKTPOM JO3UPOBOK, YTO MO3BOJISIET
paloOHAIFHO WCTIOJIB30BaTh IIpenapar 1 ImpemaraTb pas-
HbIe cXeMBI JiedeHus (Tadm. 2). JloctymHocte UI' B KOH-
ueHtpauuu 10 % cHuxaeT B 2 pa3a Harpy3ky o0beMOM
10 CPaBHEHMIO ¢ 5 % pacTBOPOM, YTO MMEET pellaloliee
3HauYCHUE B TEAMATPUICCKOI TPaKTUKE, Y MAllMEHTOB
C CepIEeYHO-COCYINCTHIMU 3a00JIcBaHUSIMHK, OOJIC3HIMU
MTOYEK, PUCKOM TPOMOO3MOOIINH, 66 peMEHHBIX, TTOXKIUIBIX
OOJIBHBIX M B CITyYasX, TPEOYIOIINX OrpaHUICHUSI 00beMa
nHdy3uu [19].

Tabauna 2. Jlekapcmeennvie opmol npenapama okmazam

Table 2. Trading forms of octagam

MJIT 20 50 100 200
Okraram 5 % m
Octagam 5 % I
1 2,5 5 10
g
e 20 50 100 200
Okraram 10 % m
Octagam 10 % T
2 5 10 20

g

CeromHsl B JIUTEepaType MPUBOISATCS Pa3HBIC CXEMBI
HasHadeHnss BBUT mipu XBJ/II1. OcraeTcs akrtyanbHOI
crangaptHas go3a 0,4 r/Kr/cyt, 2—5 mHei (2 T/KT Ha Kypc).
B mocnenmyiomem BBemeHHE ITOBTOPSIIOT B TOW ke
WJIN YMEHBIIEHHOM 103¢, 0OBIYHO 1 I'/KT, ¢ MHTepBaJIOM
B | Mec WM ¢ THAMBUIYaJTbHOM TTepruogndHocThIO [20, 21].
Knuanyeckoe yaydineHne 0OBIYHO HaOIOmaeTCs depes
7—10 gHeit mocie UHGY3UHU, a MPOJOIKUTEITBHOCTD 3~
¢exra He nipeBbilaeT 40 gHE, YTO COBITaJAaeT CO BpeMe-
HeM LupKyasuuu BBeaeHHoro MI' B kposu. I1pu BeiOOpe
J03bI 1 uHTepBaja Tepanuu BBUI eqnHCTBEHHBIM KpK-
TEpUEM SIBJISIETCSI COCTOSIHUE MTallMeHTa. B ciyyasx, korna
npoBeaeHUe HecKoJabKux KypcoB BBUI He maet xenae-
MOTO pe3yiibraTa, PeKOMEHIYETCSI U3MEHUTH CXEMY JieUe-
HUSI WIN TIPEKPATUTh UCTIOJIb30BaHNE TIpeIiapara.

3acIyXWBalOT BHUMAHUS W IPyTHe IIPEIjIOXKECHHBIC
cxembl HazHayeHnst BBUT mpu XB/I1. Harmpumep, 0,8 r/kT
1 pa3 B Hemento win 110 0,4 /KT 1 pa3 B Mecsiii B KOMOM-
HaLIMU C TIPeIBapUTENIbHBIM KypcoM TmasMadepesa [22];
kombuHauuss BBUT u rmokokopTukocteponaoB — 1 Hex,
BBMUI B mose 2 r/Kr MaccHl Tella, 3aTeM 110 1 T/KT MacChl
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HepBHo-Mblweunbie O JIE3HH

Tenau 1,0 r MeTumpesHM3010Ha B TeueHne 18 Hen. Ha one
TIPeIJIOXKEHHOM KOMOMHALIN CITIOCOOOB JICUCHHSI OTMEIAIOCH
OBICTpOE YIydllleHV e U peMUCCHS B TedueHre rofa [21].

IMocnennune nanusle Mo 3ddexkruBHoCcTH 5 % 1 10 %
pacTBopa IIpernapara oKTaraM IpeacTaBIeHbl B UCCIIEI0-
BaHuu S. Wietek, KoTopoe BKJIIOYaJIO Pe3yIbTaThl 4 HEMH-
TePBEHIIMOHHBIX ITOCTPETUCTPAIIMOHHBIX HAOIIOICHUN
PASS B iepyon ¢ nions 2011 & mo mapr 2014 1@ [18]. TIpencras-
JieHbl AaHHble 2397 maumeHToB, M3 KoTophix 260 (11,2 %)
IMOJTyJaIi OKTaraM I10 HEBPOJIOTUYECKUM ITOKAa3aHUSIM,
npuyeM y 58 (22,3 %) u3 Hux auarHoctupoBaHa XBT1T
(cpennuii Bo3pact 64,6 roga, or 18 go 88 net). B xome
nccaegoBanus mauneHTsl ¢ XBTT monyyunu 813 undy-
3 CO CPemHUM MHTEPBAJIOM MeXmy Kypcamu 4,5 Hem.
Cpennsist o3a Ha Kypc coctabisiia 0,8 /KT (cpemHecyTod-
Has no3za 0,3 r/kr). I3 58 manmeHToB OlleHKa COCTOSTHUSI
3a IJIATEJIbHBIN Teproa HaOMomeHUs IpoBedcHa y 41:
B 81,1 % cocrosiHue cTaOMIM3UPOBaIOCh, B 16,6 % mno-
CTUTHYTO KJIMHMYECKOE YJydllleHue U TONbKO Yy 2,3 %
OOJIBHBIX TaxXe Ha (hOHE JICUCHHS COCTOSTHIE TTPOIOJIKAIIO
yxynmatbest. Yactora HD B paccMaTpuBaeMBIX CIydasix
cocrasuna 0,7 % [18].

B psine cirydaeB HECOOTBETCTBHE OCHOBHBIM M TIOIEP-
JKMBAIOLIMM KPUTEPUSIM 3aTpyaHsIeT nuarHoctuky X BITT.
Ha ocHOBaHuu o0cenoBaHus v edeHUs 19 manneHToB
¢ nogo3penneM Ha XB/III, u3 xkotopeix y 13 BBeneHue
BBUI mano momoxuTenbHBIN 3¢ ¢EeKT, BEICKa3aHO MHE-
HHE, YTO BHIOpAHHBINM CIIOCOO TepaIni B IOJOOHBIX CITy-
Yasix SBJISIETCS IMTOTCHIIMAIBLHO OIPaBIAHHOM CTpaTernuei
BbIsIBIeHUs pearupytoiux Ha BBUI 601bHBIX, KOTOPBIM
B KOHEUHOM MTOTe YcTaHaBimBaeTcs nuarao3 XBJIIT [23].

Cunppom luiiena-bappe

JlaHHas TTaToJIOTHS IopakaeT Jallle B3pociioe Hacese-
HUe, MUK 3abojieBaeMOCTH mpuxoautcsa Ha 50—70 Jert.
Knaccudukamms cuaopoma linitena—bappe (CI'B) Bkito-
YaeT HECKOJIBKO OCHOBHBIX ()OPM B 3aBUCMMOCTH OT Xa-
paKTepa MopakKeHUIA: OCTpast BOCIIAIUTEIbHAS JeMUCTHI -
supytomas nomuHeiponaTtus (OBJIT), octpast MoTopHasT
akcoHanbHas Heliporatust (OMAH), ocTpast MOTOpHO-
ceHcopHas akcoHanmbHas Heiiporatust (OMCAH), a Takke
cuHapoM Mwurepa @uirepa (opTaTbMOITICTHS, MO3-
JKeukoBas atakcus u apednekcus). CI'b apngerca camo-
OrpaHMYMBAIOIINMCS 3a00JIeBAaHHEM, KOTOPOE OOBIYHO
nporpeccupyet B TedeHue ot 10 cyr mo 4 Hen. B 40 %
pa3BUBaETCS IbIXaTeJbHAasI HEMOCTaTOYHOCTh M3-3a C1a00-
CTH IBIXaTeIbHON MYCKYJIATYPHI 1 TpeOYeTCsl UICKYCCTBEH-
Has BeHTwsious terkux (MBJT). Yepes 2—4 Hen, Kak Tpa-
BWJIO, HAYMHAETCS CIIOHTaHHOE BoccTaHoBjIeHue, 1 80 %
OOJIBHBIX YK€ Yepe3 3 MeC MOTYT CaMOCTOSITEJIEHO Tiepe-
npuratbes. J1o 20 % B3pOCIbIX UMEIOT OCTATOYHBIA MO-
TOPHBIN M CEHCOPHBIN Aeuiint. CMepTHOCTH IIPU COBpe-
MEHHOH BBICOKOKBAIU(DULIUPOBAHHON MEAMLIMHCKOM
noMouu gocruraer 1—3 %, K rpyiie pucka B IEPBYIO
odepenb OTHOCSTCS TMALIMEHTHI CTapIeii BO3pacTHOM Ka-
Teropuu [11, 24].

Ho HemaBHETO BpeMEHM OCHOBHBIM CITOCOOOM Jieue-
nus CI'b 6601 ma3madepes. Ha ocHoBaHMM psiga oOmmp-
HBIX IUTA11e00-KOHTPOJIMPYEMBIX UCCIICTOBAHMIA ITOKA3aHO,
4TO T1a3Madepe3 coKpalaeT BpeMs 10 MOSIBJICHUS Tiep-
BBIX IIPM3HAKOB BOCCTAHOBIICHMST, BPEMST BOCCTAHOBIICHMUS
Xoab0bl 0e3 moadaepKK1 U BpeMst HaxoxaeHust Ha MBJI
[25-28].

I1o mepe BHeapeHus B npakTuky BBUI kmnHnueckue
HaONIOACHNS W TWIOTHBIE HMCCIICIOBAaHUs ITOKAa3aju,
yto paHHee Ha3HayeHe BBUT addexkTBHO mpu jteue-
Hun Tsekeabix opM CI'b. Ha ocHoBaHMU TIepBBIX PE3yIib-
TaTOB PaHIOMU3NPOBAHHBIX IIPOCIIEKTUBHBIX NCCIICIOBAHIIA
1o cpaBHeHMI0 aszmadepesa u BBUI, onybGinkoBaHHBIX
B 1992 1., BBIOIBMHYTO IIPEIIIOJIOXEHNE O OOJBIION 3h-
dextnBHOCTM BBUTI. HeobxoguMo OTMETUTD, YTO OT 25
10 34 % naimeHTOB B 00euX IpyIiax pearnpoBaiy Ha Te-
panuio HegoctaTouHo [29]. Uepes 2—3 Hen MmocJie JIedeHMS
10 10 % nmanueHTOB MepeHeCIN PELUAUB C IOJ0XUTETb-
HBIM OTBETOM Ha BO30OHOBJICHUE TEPaITUM, YTO CIIYKUT
noxasarenbcTBoM 3 dekTuBHOocT BBUT mipu coxpansi-
fotieiics aktuBHOCTH mpotiecca [30]. HeGmaronpusTHeIMMI
nporHoctuyeckumu ¢dakropamu npu CI'b aengiorcs
MIPEIICCTBYIONMIAS KEIYTIOUYHO-KUIIIEYHAsT WJIM ITUTOME-
raJJoBUpYCcHasI MH(EKIIMsI, Bo3pacT crapire 50 JieT, a TakKe
orreHKa MeHee 40 6aytos 1o mKkajne MRC B Hauaze jgede-
Hug [25-28, 31].

Oco060r0 BHUMAHUS 3aCIYKMBACT MEXIYHAPOTHOE
MHOTOLICHTPOBOE HUCCJIeIOBaHNE, B KOTOPOM ITPUHSIIA
yuyactue 6onee 300 6ombpHBIX ¢ TsKenmoi gopmoii CI'b.
[MammeHTHI OBUIM pa3aeeHbl Ha 3 TPYMIIBL: MOJTyYaBIINe
wra3madepe3, BBUT nam koMOmHaALIMIO 000MX METONOB.
KpuBbie BocCTaHOBJICHMS BO BCeX 3 TPYyIIIax OKa3allCh
MMPaKTUYEeCKN WICHTUYHBI. JOMONHUTEIbHBIN 3(hGhEeKT
OT TIOCJIEIOBATEILHOTO IPUMEHEHMST O0OMX METOIOB JIe-
yeHUs OblT He3HauuTeNbHBIM [32, 33]. IIpoBemeHHOE
B 2016 . conocrasiieHre 3¢ PEeKTUBHOCTH TIa3zmMadepesa
n BBUT y maumenToB ¢ CI'b ipu ananuse 14 nccinegona-
HU, YIOBIIETBOPSIOIINX KPUTEPUSIM HH(POPMATUBHOCTH,
JIOCTOBEPHBIX pas3nnuuii He BhIIBUIIO [34]. Haobopor,
B HEOOJBIIIOM PaHAOMHU3MPOBAHHOM OIHOIIEHTPOBOM
HCCIIeIOBaHNU 3 TPyl U3 45 MalMeHTOB OOHApYKEHO,
910 3¢ (PEKTUBHOCTH IIPUMEHEHUS] KOMOMHAIINY TIa3Ma-
depesza u BBUTI nmpeBocxoauT mpuMeHeHNE 3TUX METOIOB
1o oTaenbHOCTH [35].

HecMoTpst Ha eqMHYIO TOYKY 3PEHMS IO OTCYTCTBHUIO
3G GEKTUBHOCTH KOPTUKOCTEPOHIIOB 1, COOTBETCTBEHHO,
HexXenaTeIbHOCTH X HazHaueHus npu CI'b, mpoBeneHO
MYJIETULIEHTPOBOE PAaHAOMMU3NPOBAHHOE TBOITHOE CIIETIOE
IUTa1Ie00-KOHTPOIMPYEMOe NCCIIeIOBaHNE, HE BEISIBUBIIICE
yBemmueHust a¢pdexkra BBUT nipu ogHOBpeMeHHOM BBe-
IEHUU BBICOKUX 03 KOPTUKOCTEPOUAOB (5 CEaHCOB IO
500 mr) y 112 GosbHBIX [36].

Ocraercsl OTKPBITBIM BOIIPOC O 1I€JIECO00Pa3HOCTH
noBTopHoro npumeHenuss BBUI npu orcyrcrBun yiyd-
IICHUST WIN TIPEATIOYTUTETEHOTO UCITOIh30BaHMS TIa3Ma-
(epe3a B KauecTBe aJbTepHATUBHOTO METONIA JICUCHUS.
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B oTmenbHOM MccieqOBaHUY MIPOAHATM3NUPOBAIN COIEP-
XKaHue obiero ceiBopoTouHoro MI kmacca G (IgG) mo
n yepe3 2 Hep rtociie nHy3nuu BBUT, a Takke comocraBu-
Jm nioBeiieHne IgG ¢ TeparneBTMaecKuM 3(pPeKTOM OT Te-
panuu yepe3 6 Hel. Ha ocHoBaHUY pe3y/IbTaToB, MOJIyYeH -
HBIX ¥ 174 malimeHTOB, TOKa3aHO, 9YTO N3MEHEHME ODIIEro
CBIBOpOTOYHOTO IgG CHMIIBHO BaphUpYyeT, M YeM MEHBIIe
€ro KOHIIEHTPAIIWS OCIIe JICUeHHSI, TeM XyKe nucxon [37].
JanHoe HaOmIOmeHWE YKa3bIBacT Ha BO3MOXKHYIO pOJIb
cepuiiHbix M3Mepenuii IgG g1 o6ocHOBaHUS BBEIOOpaA
1036l BBUI' mpu noBTOpHOM BBEACHUU.

[IpencraBieHbl TaHHBIC 3 TALIMEHTOB C AKCOHAIBHOM
dopmoii CI'b (2c OMAH u 1 c OMCAH), koTophie yepes
4 Hen mocne riepBoro Kypca BBUT, mpoBeneHHOTO Ha paH-
HUX CpoKax 00J1e3HU, Mo-npexkHeMy Hyxxnaauch B UBJT [38].
IMoBTopHsIit Kypc BBUT uepe3 5—7,3 Hen mocie mocTy-
IUTCHUSI TIPUBEJT K YIAYUIIICHUIO COCTOSTHUSA, M YXKe depes
3—5 mHel TTocie mocieaHe it HGY3UW NallueHTH CMOTIIN
IBIIATH CAMOCTOSITEIFHO, a TAaKXKe 3HAYUTEIIBHO YMEHB-
IIJIACh BRIPAXKEHHOCTh BETeTATUBHBIX CUMIITOMOB. [laH-
Hoe HaOIIoeHKEe OTpaBAbIBaeT MOBTOPHBIE Kypchl BBUT
npu Tskenbix popMax CI'b. B Hacrosmii MomeHT B Hu-
IepiaaHgaxX MpoaoJrKaeTcs McclieoBaHue Mo 3P deKTuB-
HOCTH U 11€J1eCO00Pa3HOCTU MOBTOPHBLIX KypcoB BBUT
y mateHTOB ¢ TsokeasiMu (popmamu CI'B (SID-GBS trial,
Nederlands Trial Register NTR2224), y KOTOpBIX IepBbIit
kit BBUT B mo3e 2 1/KT He mait XKeraeMbIX pe3yJisraTos [39].

B uenom KokpaHoBckuii 0630p moATBEpAMI PaBHO-
nenHocts BBUT n mna3madepesa, HO mpy 3TOM, COTJiac-
HO JAHHBIM psiIa HCCIIeqoBaHUi, 3(pDEeKTMBHOCTH BBI-
OpaHHOTO CIT0CcO0a JISYCHHST BCE K€ MOXET BapbUPOBATh
y nauueHToB ¢ pa3HbiMu popmamu CI'B [40].

KoHTpommpyemoe wmcciemoBaHre II0 OIPEAEICHUIO
no3el BBUT nponemMoHCTprUpoBaio, YTO Ha3HAUYEHUE Kyp-
ca B go3e 0,4 r/Kr Macchl Tesa B TedeHue 6 cyt (2,4 r/kr
Ha KypcC) YIIy4IIiIo coctostHue rmanueHToB Ha MBJI B oT-
Jmare oT Kypca 1mo 0,4 r/kr B TeyeHme 3 cyt (1,2 r/Kr
Ha Kypc) [27]. B npyrom ucciaenoBaHUM IIEPUOI BpeMEHU
BOCCTAHOBJICHMSI XOIBOBI C OTIOPOiA B Ha (poHE T03BI 2,4 T/KT
COCTaBUJI OKOJIO 86 CYT, B TO BpeMsi Kak rpu mipueme 1,2 r/kr
3TOT Iepuof cocTaBui 10 152 cyt [76]. B atux 2 uccneno-
BaHUSX, BKTouaBImmx 24 mammenTa ¢ CI'b (cepomo3utus-
HbIX TT0 aHTU-GMI- anTuTe1aM), Te, KTo nmonydan BBUT
(n = 10), BRI3mOpaBIMBAIN OBICTPEE IO CPABHEHUIO C Te-
MM, KOMY IIpoBoauiu masmadepes (n = 14) [41]. Perpo-
CIIEKTUBHBIC TaHHBIE 54 MAIlMEeHTOB ITOKA3aJIM, YTO YaCTO-
Ta peuuauBoB Tiocie BBUI He Bbimie, yem mocie
miasMadepesa [42]. HO, cesazanusimu ¢ BBUT, aBnstiores
aJuTeprudecKue peaKkinu, ToJI0BHas 00JIb, pBOTA, KOXHAS
CHITTb, TIPOTCUHYPUSI, a B OTACIBHBIX CIIyJasiX — WHCYIIET,
nH}apKT MUOKapa, CepaeTHast HeIOCTaTOYHOCTh, 3M00-
JINST JITOYHOM apTepuu U He(POTUUECKHI CHUHOPOM.
[penBapuTenbHas Tepanus CTEPOMIAMA HE YIydImaeT I1e-
peHocumoctb BBUT mpu CT'B [43].

TakuMm o6pazom, mokazanus kK sedyeHuo BBUI B3po-
cabix marmeHToB ¢ CI'B, HecmoCOOHBIX CaMOCTOSITEITEHO

XOIWUTh, TIOATBEPXKIAIOTCS TaHHBIMK | ypOBHS TOKa3aTelb-
Hoctu. Borpoc o Tom, cinenyer nu HazHayaTh BBUI ma-
OUEeHTaM C JISTKUMM HapyIIeHUSMH, KOTOPHIE MOTYT
TepenBUraTbesl 0e3 IMOCTOPOHHEH IOMOIIM, OCTaeTCs
HEIOCTaTOYHO OCBEIICHHBIM JaHHBIMA HaydHO OOOCHO-
BaHHBIX MCCICIOBAaHMI. Y IAaIIMEHTOB, HE OTBEYAIOIINX
Ha JIeYeHHE, ¢ He3HAYMTEIPHBIM YBEJIMUCHUEM OOIIETro
ceiBopoTtouHoro IgG Ha ¢doHe Tepanmuy MOXET OBITh Ha-
3Ha4YeH MOBTOPHBIN Kypc BBUT.

OtenbHOro paccMoTpeHus TpedyeT npuMeHeHe BBUT
y aeteii ¢ CI'b. IlepBble coobuieHus o mpuMmeHenuu UT
y ieTeli MOSIBUJIMCH MOYTH OTHOBPEMEHHO C COODILIEHUSIMUA
0 JIeUeHUU B3pOoCibiX [44, 45]. CeromHs MMEIOTCS MHOTO-
YUCJICHHBIC OTHCIIBHBIC MCCIICIOBAHMS 1 CEpUH HAOJTIOE -
HUIA, TOCBSAIICHHBIC JICUCHUIO ACTeH C MCIOJIb30BaHNUEM
BBMUI, ogHako BbIBOALI OTHOCUTEIBHO TEPATIEBTUYECKOTO
addekTa ObUTH ITO OOJIBIIEH YaCTH ITOJTYISHBI M3 UCTOPH-
YeCKOTO CpaBHEHUs ¢ 0ojiee paHHUMM MallMeHTAMM WA
JaHHBIMK JIUTEpaTyphl [46, 47]. J. Yata u coaBT. mpoBen
OTKpBITOE TMpocrnekTuBHOe uccienoBanue BBUT Ha oc-
HOBaHUY BaJIMIW3MPOBAHHOTO OajUia I0 ImKaje Xbio3a
y 11 gereit. CpemHee BpeMst A0 yaydllIeHMs XOTS ObI Ha 1 6ajut
cocrtaBwio 10 mHeit ot Havasa tededus. [1ociae BBUT co-
crosiHre 72 u 81 % mauueHTOB YJIydIIMIMCh Ha 1 Gajn
B TeueHue 2 u 4 Hex cooTBeTcTBEHHO; y 30 1 64 % yinyd-
IIIeHVe OTMEYeHO KaK MMHUMYM Ha 2 6aJiia yepe3 2 11 4 HeJl
COOTBETCTBEHHO [48]. DTH maHHBIC MPAKTUICCKU HUICH-
TAYHBI pe3yIbTaTaM IPYTOro MCCICIOBAaHUS C yIaCTHUEM
51 pebenka [8], 1 OHM OKa3aJaIUCh HAMHOTO JydYllle, YeM
y B3pocibix [49]. [IpeacTaBaeHO TOJBKO OTHO KOHTPOJIH-
pyeMoe McciieoBaHNe, B KOTOPOM MOATBepKIeHa 3 deK-
tuBHOCTh BBUI y 9 meTeit, moayduBINMX ITOJTHBIA Kypc
JIeYeHUsI, TI0 CPABHEHUIO ¢ 9, He TIOMYyYaBIIMMU JAaHHYIO
tepanuio [50]. B apyrom mcciemoBaHuU AeTH, TTOTy4aB-
mue BBUI, Be3mopaBiauBanu ObICTpee, YeM Te, KOMY
MpOBOIWIN TUTa3Madepe3. JledeHne Ha3HAYAIN BEOYIIIHC
CIIEIIMAJTUCTEl B COOTBETCTBMU C OIBITOM W JIMYHBIMU
TIPEAITOYTEHUSIMH, YTO TIPUBOIMIIO, BO3MOXHO, K pacIipe-
IeJICHUIO O0JIee TSDKEIBIX CIydaeB B TpyIIITy Tuta3Madepe-
3a [51]. B peTpocneKTUBHBIX UCCIEAOBAHUSIX AETEH C ca-
MBIMU TSDKEJIBIMA HEBPOJIOTMYECKUMU TIPOSBICHUSMU,
MpU3HAKAMHM aKCOHAJBHOTO ITOBPEXKICHUS M ITOTPEOHO-
cthio B UBJI yacTo He oOHapyXUBaIu OXUIAEMOTO (-
dexra or BBUT unu mmasmadepesa [52—54].

IIpu neuennu getreit ¢ CI'b HekoTOpBIE aBTOPHI BBO-
numu BBUT e B cranmaptHoit nose (0,1 T/ KT B TeueHUE
5 mHEit), peKOMEHIOBAaHHOM TSI IPYTUX UMMYHOJIOTHYE-
CKHUX 3a00JIeBaHUIA y ImeTel U B3POCIBIX, a B 03¢ 1 T/KT
B TeueHMe 2 THEU 1 2 T/KT B TeueHne 1 THS. DT OTKPBITHIC
HaOJIIOIEHUsI YKAa3bIBAIOT HA YAWBUTEIBHO OBICTPYIO pe-
TPECCHIO CUMITTOMOB, TIOATBEPKAAsl IIPEUMYIIIECTBO TAKO-
ro pexuma no3upoBaHus [55—57]. JlaHHbIe pe3yJibTaThl
OBUIM TIPOBEPEHEI B MIPOCIIEKTUBHOM PaHIOMMW3MPOBAH-
HOM HCCIIeIOBAaHNM, KOTOPOE, OMHAKO, HE BBISIBIJIO pa3-
JIMYWI B CKOPOCTHY BBI3IOPOBJICHMS Y ACTEH, OJTyIaBIINX
cyMMapHy0 o3y 2 T/Kr maccel Tea BBUT B TeueHue
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2 nm 6oiiee 5 mHei. JJOMOJHUTENIBHBIM BEIBOJOM OBLIO
TO, 9TO JETH, 9be JICUCHHUE IIPOXOAMIO B TeUeHHE Oolee
KOPOTKOTO MepUoJa, Yaille CTpaaaivi KpaTKOBPEMEHHbBIMU
peuunuBamu. PanHee HazHayueHue BBUTI y nereit, Koto-
pble MOTJIA XOOUTh O€3 ITOCTOPOHHEH ITOMOIIHN, TIPUBEIIO
K HECKOJIBKO 00Jiee OBICTPpOMY YIIyUIIICHHIO, HO HE YMEHbB-
IIJIO TSKECTh 3a0oneBanus [49]. Tem He MeHee y AeTeid,
KOTOPBIM I'PO3HT YTpaTa CIIOCOOHOCTH XOIUTh, OTIPABIAHO
nposeneane BBUT B mo3e 2 r/Kr B TeueHne 2—5 qHEi.

Mynbmuchokanbhas MOmopHaa Heiiponamus

MynbsrudokanbHasg MoTopHas Heiporatus (MMH)
OTHOCHUTCS K ayTOMMMYHHBIM TTOPaskeHUSIM TTeprdeprude-
CKMX HEPBOB M XapaKTepHM3yeTCs IPOTPECCUPYIOIINMM,
aCCUMETPUYHBIMU Nape3aMu AUCTAIBHBIX OTAEJIOB KOHEY-
HocTell (dame pyk). Ilpu oOciiemoBaHWMU BBISIBIISTIOTCST
MHOXECTBEHHBIC OJIOKU IIPOBEACHUS T10 IBUTATCIIHHBIM
BOJIOKHAM TIPH OTCYTCTBUY KIIMHWYECKUX U HEMPOoPH31o-
JIOTUIECKUX CEHCOPHBIX HapylieHni. Hammame anTuren
k ranrnuosny GM1 tuna UT kmacca M (IgM) He oTHO-
CHUTCSI K KPUTEPHUSIM ITOCTAHOBKU AMAarHO3a, HO SIBIISICTCST
IIOTIOJTHUTENIBHBIM TUATHOCTUICCKUM MpU3HAKOM y 30—
80 % mnauuentoB. MMH BcTpeuaercs B 10 pa3 pexe
XBIII. Tepanust rmoKOKOPTUKOUAAMM U TimazMadepes
Hea(pDEKTUBHBI U TaKe MOTYT IIPUBECTU K YXYIIIICHUIO.
Db dextuBHOCTL HUKIOGOChamuaa Habmomanach y 70 %
HCCIIEIOBAaHHBIX MAIIMEHTOB, HO IIpernapar o0jIamzaeT BbI-
pakeHHO TOKCUYHOCTHIO [58].

B MHOTOUYMCIIEHHBIX HEKOHTPOJIMPYEMBIX UCCIIEI0BA-
Husix nipu BBegeHun BBUT y naruenToB ¢ MMH c¢ ayto-
anturenamu IgG u IgM k ranrmuosnny GM1 nokasaHo,
yto 10 80 % MaLMeHTOB UMEIX BPEMEHHOE yaydIleHue
1 0K0j10 60 % mnaLKMeHTOB IMOJIydaiu HOJIOBPEMEHHbBII
3G dEKT ¢ yBEIMISHUEM CHIIBI MBIIII B OTBET Ha ITOBTOP-
HbIe, 00BIYHO exeMecssuHbie nHGYy3uu BBUI. BonbimmH-
CTBO MCCJICTOBAHUI TTPOIEMOHCTPUPOBATIN KIIMHUIYECKIE
3¢ deKTH B TeUeHNE HECKOIBKIUX THEH YKe TTOCIe TIepBOM
nH@y3un. DddekT coxpaHsicsa 4—6 Hem, a y HEKOTOPBIX
MMAIMeHTOB IaXe 0 HeCKOJIbKUX MecsaneB. MMeroTces co-
00IIIeHNST 00 OTHEIBHBIX CITydasX IMMOJTHOTO BBI3IOPOBJIC-
HUS TI0CJIE OMHOTO WJIM HECKOJbKUX IIMKJIOB Teparmu. He
TOJYYEHO TAHHBIX O KOPPEJISILUU BBIPAXKEHHOCTU U JJIU-
TEJIBHOCTH TepaIleBTUIECKOro 3¢h¢eKTa ¢ ypOBHEM aHTH -
TeJI 10 Y Ha (DOHE JIeYEHMST ¢ UCXOHBIM [59, 60], a Takxke
C BO3pacToM e010Ta 1 MPOoa0JLKUTeIbHOCThio MMH.

B parmoMu3npoBaHHOM KOHTPOJIMPYEMOM HCCIIEIO0-
Banuu 11 yposus [61] 19 natmenroB ¢ MMH 6bu1u pacripe-
IeaeHbl Ha rpynimsl moiaydeHuss BBUT B nose 0,5 r/kr/cyT
B TeYEeHUE 5 mHEN nian riatebo B TeyeHue 3 Mmec. [lanu-
€HTBI, HE OTBEYABIIIME HA JiIcYeHWE B OOHOW M3 TPYIII,
TepeBOAMIIVCH Ha aJIbTepHATUBHOE JICUCHHE eIlle Ha 3 MeC
C OKOHYATEILHOI OLIEHKOM pe3y/ibrara Iociie BCero Kypca.
IlepBUYHOI KOHEYHOI TOYKOI OBLIO YJIydllleHe MOKa3a-
teneit mo mkaige MRC uyepe3 4 mec. M3 9 maumeHTOB,
noay4yaBimimx BBUI, 7 orBeTnnu Ha geyeHUe MO cpaBHE-
HUIO C 2 OOJIbHBIMU C YIIYYIIEHUEM COCTOSIHUS B TPYIIIIC

rane6o u3 9 yenosexk (p = 0,03). Jlerkue HD obHapyxe-
HbI TobKO B rpynne BBUI. Ananu3 B moarpynmnax noka-
3aJ1 00J1ee BBICOKYIO 3()(heKTUBHOCTD Y ITAIIMEHTOB, KOTO-
pblie B mpouioM nonydaau BBUI, o cpaBHeHUIO € TeMU,
KOTOpHble HUKoraa He monydanu UIT mo Havaa ucciemno-
BaHU (8 M3 9 MALIMEHTOB C IIPEIICCTBYIOIINM JICUCHIUEM
BBUT otBeTmsIN Ha JieueHUE TT0 CpaBHEHUIO ¢ 5 U3 9 6e3
MIPeIICCTBYIONICH Tepanun). B mepekpecTHOM HUcciieno-
Banuu 11 ypoBH# ObIIO 3aperncTpupoBaHo 16 malneHToBs,
KOTOpPBHIM BBOAMIM maneb6o wiu WMI BHYyTpUBEHHO IO
0,4 r/xr B TeueHue 5 cyT. [lepBuaHBIi 3(DGHEKT OT JTeUeHUS
OLICHUBAJIM TI0 U3MEHEHUIO CUJIBI MBIIIIL Yepe3 28 CyT I10
MonudummpoBanHoi mkaire NDS (Neurologic disability
scale), a BTOpHUHYIO KOHEUHYIO TOUKY OITPEAEIISIIN IO CH-
JIe CKaTHSI KWCTU, U3MEHEHUIO OJIOKA MPOBEICHUS IIPH
HepopU3NOIOTMIECKOM UCCIICAOBAHNN 1 CYOBEKTUBHOM
OLICHKE COCTOSTHMSI TTalleHTa. Bee marmeHTsl 3aBepIiin
ucciaenosanue, 13 u3 16 umenu nerkue HD. [Nokasarenun
o mwkaye NDS yayummmmcs Ha 6,7 £ 3,3 6ayuia y mannueH-
ToB, TToymyyaBimx BBUT, u yxynummics Ha 2,1 £ 3,0 6amta
y mony4yaBmmx 1iaie6o (p = 0,038). Bce BropuuHble 110-
KazaTeJad MCcXoaa Tepanuu yiaydiniuch B rpyrmne BBUTL
11 u3 16 manreHTOB COOOIIMIIN 00 YIYYIIEHNN M HU OHO-
r'o COOOIIEHM He OBUTO B TpyIIe ruianedo [62].

B HebGonbioMm nepekpectHoM uccinenoBanuu Il ypos-
HA 5 manmeHToB mnoixyyas BBUI B moze 0,4 r/kr/cyT
WIN TUIaie6o B TedeHue 5 cyT. [lepBHYHBIM KpUTEpUEM
OLICHKU pe3yJIbTaTa JedeHUs ObIJI0 HapacTaHMe CYUTBI Ye-
pe3 28 mHeii B 2 Mbiiiax o ikaie MRC (p <0,05) [63].

J. Leger u coaBT. ony0aMKOBaAu IJ1ae00-KOHTPO-
JIMpyeMoe TBOMHOE CJIeTIOe TTIePEeKPECTHOE NCCIICIOBAHME
¢ yaactreM 19 nmaneHToB; n3 9 momy4asix BBUT 7 ma-
LIMEHTOB OTBETIUIM Ha T€PaIIMIO, TOTIa KaK B TPYIIIIe TUIa-
11e00 yaydIIeHNe OTMEUYCHO JIUIG B 2 U3 9 HaOMIOIeHIIA
(p=0,03). ODddextrnBHOCTE BBUI 0TMEUYEHA TOIBKO TIPH
eXeTHEeBHOI OLICHKE IBUTATEILHOM aKTUBHOCTH, OTHAKO
HE OTpa3wjiach Ha pe3yIbraTaXx TeCTUPOBAHMS T10 IITKaJIe
MRC, 3neKkTpodU3NOIOrnYecKNX ITapaMeTpax WK Ha TH-
tpe IgM antn-GMI1 [61]. Jdpyrue 3 miane60-KOHTPOIH-
PYEeMBIX MCCIIEIOBAaHUSI TakKKe ITPOISMOHCTPHUPOBAIM 3HA-
yurebHyIo 3¢ dexkrnBHocTs BBUTy 60—100 % nanmeHTOB
¢ MMH [62—-64].

B paHmoMm3npoBaHHOM ABOITHOM CJICTIOM ITIEPEKPECT-
HoM ucciaemposanum III ¢aswl, KoTopoe mniaochk Goiee
15 mec, 44 nanyenta ¢ MMH nonyyanu cTaHZapTHYIO
mo3y 2 r/kr BBUI kaxmeie 2—4 Hem. MccnemoBaHme
BKJTIOYAJI0 5 KypcoB 3a 12 Hen: 3 Kypca Oblmu muiatie0o-
HEKOHTPOJIMPYeMbIMU ¢ HazHaueHneM BBUT, 2 — cienbivu
KOHTPOJIMPYEeMBIMH C pacIipeic/icHUEM TTAaIlMeHTOB Ha TPyII-
el BBUT vnm mnane6o. [ManmenTts Ha (poHe mpriema BBUT
ITOKAa3aJIM 3HAUNTETbHOE YBETMICHNE CHJTBI CXKATHSI KUCTH.
HccnenoBanne mommepXaio TEKYIIYIO PeKOMEHIAIIMIO
o npumeHeHun BBUTI B kauecTBe Tepanuu repBoi TMHUN
s MMH [65], a Takke €710 B OCHOBY JUIST PEKOMEH -
Ianuii YIpaBlIeHMEM IO CAaHWTApHOMY HAI30py 3a Ka-
YeCTBOM ITHINEBBIX MPOAYKTOB U MeaukaMeHTOB (FDA,
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Food and Drug Administration) mo neyenmio MMH
B 2013 1. [66].

Honrocpounsrii addekT Tepann BBUT takke nsyya-
JIN B HECKOJbKUX HCCICAOBAHMAX B TEUCHHE psma JieT.
B pesynbrare BBISIBICHO OYEBHMOHOE HapacTaHME CHIIBI
TECTUPYEMBIX MBIIII ITOCJIC BBeIEHMS 2 T/KT MacCHI Tella
B TeueHue 5 qHeit. TeM He MeHee B nociieayoonine 4—8 et
HeTIpephIBHOI Tepanuu B 103¢ 7—48 T/KT/Hen HabIoIaaoch
MpOrpeccupylolliee NOBpeXAeHNEe aKCOHOB BOBJIEYEHHBIX
HEPBOB M KIIMHWYECKOE yXyameHue [67—69]. BausHue
BBMUI Ha cocTossHre NCXOTHO M3MEHEHHBIX ITeprdeprde-
CKHX HEPBOB OBLIO ITOKA3aHO B MCCIIEIOBAHUM, IIIe Ha Go-
He MPOBEIeHUS 5 KypCOB Tepalliu B 103€ 2 T'/KT OBIJIO OT-
MEUEHO YMEHBIICHNUE TUIOMIAAM ITOIEPEYHOTO CEUCHMUS
10 TaHHBIM YJIBTPa3ByKOBOTO uccaenoBaHus [70].

B To 3xe BpeMms S. Vucic u coaBT. 3aI0KyMeHTUPOBaIN
KIMHUYECKOE M JJIEKTPODU3NOIOTNICCKOE YIydIIeHUE
y ITAlIMEHTOB, KOTOphIe mociie KypcoB BBUT B mo3e 2 r/kr
B TEUCHME 5 THEU exXKeMeCSTIHO 3 MeC B HaJIbHEHIIeM 1o-
JIyJaJTi OIS P>KUBAOIIIYIO TepaIliio B TeueHne 3,5—12 et
€O cpelHeii moaaepKuBarolieii no3oii 1,63 r/kr/mec [71].
ABTOpPHI BBICKA3aJIM MHEHUE, YTO JIYUIIHNI pe3yIbTaTr 3a-
BHCHUT OT 3HAYNUTEIFHO 00JIee€ BEICOKOM MOIIEPXKIUBAIOIIECIA
no3el BBUI. B HepaBHUX HEOOJBIIMX IPOCIEKTUBHBIX
HUccaea0BaHUsIX MokazaHo, yTo BBUI' MoXHO 3aMeHUTH
MoAKOXHBIM BBeneHueM MI. Y 6 u3 7 malineHTOB 1pu CH-
CTEMaTUIECKOM YBEJIMYCHUH 03Bl ITOIKOXHOTO BBEICHUS
HUI'c0,1-1,1 g0 1,2 r/xr u 2 r/Kr/mec 3a 6 mec HabI0ga-
JIOCh yiny4ineHnue [72].

CormacHo pekomeHmanussm EBpomnetickoit (pemeparin
HeBpostornyeckux odiiects,/O01ecTBa nieprepruIecKoit
maTosoru HepBHOM cuctembl (European Federation
of Neurological Societies and the Peripheral Nerve Society,
EFNS/PNS) 1o nedenuro mo MMH BBUIT — Tepanus
IIepBOTO BHIOOPA Y IMMALIMEHTOB C TSLKEIBIMU HAPYIICHUSIMU,
pekoMeHayeMas 1o3a 2 T/KT B TedeHue 2—5 mHeli. Eciu
HavanbHas1 Teparist BBUT a¢pdexktnBHa, cnemyet paccMo-
TpeTh NOBTOpHOE MpoBeaeHue tepanuu BBUI. Yacrora
BBEICHUS MOJDKHA OBITH amalTUPOBaHA K MHIUBUAYAThb-
HBIM TTOTPEOHOCTSIM MallMeHTa, OOBIYHO 1 T/KT KaXIble
2—4 Henm wu 2 T/KT Kaxnbeie 4—8 Hen. B cimydyae HemocTa-
TouHoit addektnBHOcTM BBUI crnemyer paccMmorperh
BO3MOKHOCTb IIPUMEHEHUSI TMMYHOCYITPECCAHTOB, TAaKNX
Kak 1uKiodochamMun, ITMKIOCIIOPUH, a3aTUOIPUH, UH-
TepdepoH Oeta-1a unu purykcumab [73].

Takum ob6pazom, BBUI moxkeT ObITh peKOMEHI0BaHA
B KaueCcTBe OCHOBHOI U JOJrocpouyHoil tepanuu MMH
Ha OCHOBaHUU CepHH PaHIOMU3NPOBAHHBIX KOHTPOJIMPY-
€MBIX MCCIIeIOBaHUI ¢ yuacTreM 78 mammeHToB. OIHAKO
cJeayeT MOMHUTh, 4TO 30 % 00IbHBIX MOIYT HE OTBEYaTh
Ha Tepanuio. B ciayyasx Hea(hHEeKTUBHOCTH JIeUeHUSI T10-
Ka3aHO IMPUMEHEHNE MMMYHOIETIPECCAaHTOB, BO3MOXKHO,
B kombuHamu ¢ BBUT. Lluknodochamua takke apdek-
THBEH JIJIST 3TOTO 3a00JIeBaHMsI, OMHAKO Mperapar CIeayeT
HCITOJTB30BATh C OOJIBIION OCTOPOXKHOCTHIO U3-32 €T0 T10-
TeHIINMAJIFHO Cephe3HOT0 HAKONUTEILHOTO 3 deKTa.

MapanpomeuHemuYecKkas Heiiponamus,

cBA3aHHad ¢ IgM, u MoHoOKNIOHaNbHAA raMManamus

Takme cocTosTHUSI, KaK MaparpoTeMHeMUs U MOHO-
KJIOHAJTbHAsI TAMMAIaTHsI, MOTYT IIPUBOIUTS K ITOSIBJICHUIO
XPOHNYECKUX CUMIITOMOB M3-3a IPOLYKIINN aHTUHEHUPO-
HaJIBHBIX aHTUTEJI, KOTOPHIE TPYIHO OTJIIMYMUTH OT IIPOSIB-
nenuit XB/1I1, akcoHanbHOI CEHCOMOTOPHO MTOJIMHENPO-
MMaTUM WJIA YUCTO CEHCOPHOM HeliponaTnu. KimHmaeckast
KapTHHA OOBITHO HE KOPPETUPYET C TUTIOM BBISIBIISICMBIX
aHTuTeln. Yaire Bcero omnpenensunch antuTena IgM mpo-
THB MUEJIMHACCOLIMUPOBAHHOTO TIMKOIpoTernHa MAG,
HO TaKXX€e U MPOTUB CyabdaTtuaos [67].

Pesynbratsl onieHKM 1u1a3Macdepesa Ipy IMOJTUHEHUPO-
MMaTUX ¢ MOHOKJIOHAILHOM raMMaraTreit ObUTa pa3odapo-
BBIBAIOIIMHU, OIHAKO CJIEAYyeT OTOBOPUTBCS, UTO TIPOHOI-
JKUATEJIBHOCTD TePAITH, BEPOSITHO, OBLIA CITAIITKOM KOPOTKOM
[8]. HemocraTtouHo gaHHBIX Juist olieHKM poni BBUT B jte-
YeHWH MaparpoTeMHEMUYECKOI HelipoaTui, CBSI3aHHOM
¢ IgM (yposens V) [11].

B 1996 . M. Dalakas 1 coaBT. BIIepBbI€ OITyOJIMKOBAIN
PE3YIIBTaThI IBOMHOTO CJIETIOTO MTEPEKPECTHOTO UCCIIEI0-
BaHUS | ypOBHS TOKa3aTeIbHOCTHU C BKITIOYCHEM TaHHBIX
22 MaIMeHTOB ¢ MmaparpoTeMHEMIUISCKO HelipoIaTreii,
cBs13aHHOM ¢ IgM, KOTOpHIe OB PAHIOMM3NPOBAHBI JIJIST
ronyaerust 1u6o0 BBUT B mo3e 2 r/kT, 6o 1ate6o [74].
B mepBrYHO#T KOHEYHOI TOYKE 4Yepe3 2 Hem MO IIKaje
INCAT He 6bUIO BBISIBJIEHO JOCTOBEPHBIX Pa3ININIA MEXK-
ny rpynnamu. B uccnemoBanuu I ypoBHSI oLieHUBaIu
naHHble 11 6onbHBIX [75], KoTophie noayyanu BBUT B no-
3e 2 T/Kr wiu 1ianebo B reueHue 3 mec. [To mkane MRC
W IPYTUM TT0Ka3aTeJIsIM MCXOa 3a TIEPHOI JICUCHUS He ObI-
JIO BBISIBJICHO CYIIIECTBEHHBIX PA3JIMUMil MEXKITY TPYITITAMHU.
Takum o6pa3zoM, ocHOBBIBasICh Ha 1 ucciemoBanuu I ypoBHst
u 1 uccnepgoanuu 11 ypoBHSI, MOXXHO MPEATIONOXHUTh, YTO
BBUTI HeadhdekTrBeH M1 JeueHUsT HeMponaTi, CBSI3aH-
Hoi1 ¢ mapanporernHoM IgM. JI1st BBIHECEHMST OMHO3HAYHOTO
CYXIeHUs HEOOXOMMMBI IOIIOTHUTEIbHBIC MCCICIOBAHMS
C yJactrieM OOJIBIIETO YMCIIa TAaMeHToB. B npyroM riane6o-
KOHTpOJIMpyeMOoM uccienoBannu 10 n3 22 maImeHTOB OTBe-
TUJIM B TeUEHNE KOPOTKOTO rieprona BpemMeHn Ha BBUT [74].
X. Mariette 1 coaBT. BBIIOJHWINA PaHAOMU3UPOBAHHOE UC-
cJleZ0BaHNE M HE BBISIBIIIA YOSTUTEIHHBIX IPU3HAKOB (-
dexruBHOCTH BBUI (ycmex ObUT OTMEUYeH TOJBKO y 1 U3
10 maumeHTOB); ¥ HA000pOT, 8 13 10 MALIMEHTOB XOPOIIO
OTBETWJIM Ha AJIBTePHATUBHYIO Tepalliio MHTEPHEPOHOM
anbga [76]. OmHAKO 3TH aBTOPhI HE CMOIJIM BOCIIPOMU3BECTU
TOT X€ TTOJIOKUTEIIBHBIN pe3yJIbTaT CITYCTS HECKOJIbKO JIET
B IPYTOM ITIaIe00-KOHTPOJIMPYeMOM HcciienoBaHny. Cerom-
HsI cTaHmapToM JiedeHnsT MAG-accoMmpoBaHHBIX TIOIH-
HEeWpOmaTHii CIUTACTCS Tepas PUTYKCIMAOOM.

Mo 3axmouennio EFNS/PNS ncronszoBanue BBUT
B KaueCTBE CTaHIapTHOM Tepanuu IgM-napanpotenHemMu-
YeCKUX IeMUETNHU3NPYIOIINX HeiiponaTHii He peKOMEH-
IyeTcs, a TP ITOJIMHEHPOIATHUSIX, aCCOIMMUPOBAHHBIX
¢ MOHOKJIOHAJIbHOM ramMmmanarueit IgM, ero ciemyer pac-
CMaTpHUBaTh ¢ OOJIBIION OCTOPOXHOCTBIO [73].
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Muactenusd rpasuc (MT') nposiBnseTcss TuHamMuye-
CKOW MAaTOJIOTUYECKOW MBIIIEYHOU YTOMIISIEMOCTHIO,
[JIA30BUTATECIbHBIMU, OYJIbOAPHBIMU U TBIXaTSTbHBIMU
HapyIIeHUSMHA B OTBET Ha BBeICHNE aHTUXOJIMHICTEPa3-
HBIX ITpenapaToB. B ocHoBe maToreHe3a MI 1exxuT moka-
3aHHas POJIb AaHTUTE K alleTUIXOJIMHOBBIM pelleTITOpaM
(ALLX-penerrropam). CHIDKeHE KOHIIEHTPALIMU aHTUTET
K KpOJMYbMM MOHOKJIOHAJBbHBEIM aHTHUTeJaM (rabbit
monoclonal antibody, PAX) mocJe mpoBeneHUs TIj1a3Ma-
depesa WIm UMMYHOCYIIPECCUHY TIPUBOINT K YIYUIIICHUIO
cocTostHud [8].

OCHOBBIBAasICh Ha M3BECTHBIX TTATOTCHETUICCKUX ME-
xaHuzMax passutust MI, nonbsitku neuenust BBUI nenanu
eme 80-x romax XX B. A. Fateh-Moghadam u coaBT. Jleun-
M 3 MalKMeHTOB ¢ reHepann3oBaHHONW MI' ¢ moMoIbo
BBMUI, conepxammx UI" u3 mogkiacca 7S, v 1 maumeHTa —
¢ nomombio BBUT, comepxamux UI' u3 moakimacca 5S.
DhGhHEeKTUBHOCTD OIICHUBAIN IT0 CHIDKCHUIO YPOBHS aH-
tiTen K ALLX-peLientopaM M yMEHbLIEHUIO KIIMHUYECKUX
MIPOSIBJICHUI. YIydIlIeHHe OTMEUYEHO TOJIBKO Y IOJIydaB-
mmx Tepanuo 7S-BBUT [77]. UccnemoBanue G. Ippoliti
M COAaBT. TOKAa3aJI0 yiIydyllleHne Ha 1—3 Oaja 1o ImKae
Oosterhuis y 6 13 7 naueHTOB C YMEPEHHBIMU MIPOSIBIIC-
HussMA MI' 1 04eBUTHBIMHA CUMITTOMAMH B TIOKOE, OITHAKO
KOHIIeHTpalus aHTuTeNn K ALIX-pemrentopam He M3MEHM -
Jjack. Y 3TUX MALMEHTOB He ObLIO yaydileHUi Ha (oHe
mpuema azatronpuHa (100—175 Mr) win ImpeaTHn30I0Ha
(50—125 wmr) [78]. 3MeHeHNe KOHIEHTPALIMN aHTUTE
K ALLX-peuenropaM Takxke ObLIO HE3HAYUTEILHBIM B 1C-
cnenoBanugx E. Arsura u coast. 1 FE Balzereit u coast.
B 1986 . OgHako 11 u3 12 mauueHToB ¢ TSXKEJI0i 0CTPOil
reHepaan3oBaHHON MI oTMeTHUIIN yIydIIeHE B TEUCHUE
HECKOJIBKMX AHel mocie nHoy3un BBUI Ha 2—4 6amna
no kimHndeckoii mkane Qosterhuis [79, 80]. Mexny Tem
P. Gajdos u1 coaBT. [81] mponeunnu 21 manneHTa, U3 KOTO-
pbix y 10 ObUTO yXyAIIeHHE COCTOSTHUSI. Pe3ynsraTel Tepa-
MU OBUTM WHTEPIIPETHPOBAHBI KaK ITOJIOKUTEIbHBIC
BO BCEX OCTAJIbHBIX CTyJasIX, TaK KaK CHJIa MBIIIII YBEJIH-
YyrBajach Kak MUHUMYM Ha 20 TyHKTOB 110 100-0a/1bHOIM
IIKaJje B TedeHUe 15 mHel i MOXHO OBUIO ITPEeKPaTUTh
WBIJI. V. Cosi 1 coaBr. mociie Kypca BBUTI y 37 manimeHTOB
¢ MT B mo3e 0,4 r/Kr/cyT B TedeHUE 5 mHEW OTMedYaan
VIIy4dIlieHre COCTOSTHMSI TIPU OLICHKE TSDKeCTH MUACTEHUN
mo 1mKkaie Ossermann, KylIMpoBaHHE OyIbO0apHBIX Hapy-
IIeHUI WX ¥ TO U Ipyroe 4yepe3 12 mHei mocie Hadaja
Teparmuu. JI100ble U3 BBIMICTICPSUNCICHHBIX VIyUIICHUN
Haomoganmuch y 70,3 % u coxpaHsuiuch no 60 aHeit
y 58,7 % GonbHBIX. YiydllleHue Ha 2 IPYIIbl BBEPX 110
kinaccudukamuu Ossermann OBUIO 3apeTUCTPUPOBAHO
y 54,1 % nauueHTOB uepe3 12 nHei u coxpaHsuioch 10 60
nHeit y 37,8 %. I1poLeHT MalKueHTOB C YIydlleHUEeM 10~
CTOBEpPHO HE pa3iInyajicsl MeXIy OOJbHBIMU, MOCTYITB-
UMY Ha JICYCHNE B IUTUTEJBHO TEKYIIEM, PEe3UCTEHTHOM
K JIEKAPCTBEHHOI TepaItiu, CTAOUIBHOM COCTOSIHUU (1= 206),

U auueHTaMu, Kotopble Hadyanu ieueHue BBUI B cocto-
SHUU pe3Koro yxymmenus MIT (n = 11). Hu B omHOM
13 HaOOeHWI He ObII0 oTMeueHo HD mpu nipoBeneHUM
BBMUT [82]. O. Hilkevich 1 coaBT. HabM0xaIM OYEBUIHYIO
CTAOMIM3ALMIO COCTOSHUSI M CHIKEHHME ITOTPEOHOCTH
B KOPTUKOCTEPOMIAX ¥ TUPUAOCTUTMIUHE Y 11 ITaiueHToB,
MOJIyYyaBLIMX AJIUTENbHOE exemecssyHoe JedyeHue BBUT
(B cpemrem Oombire 20,3 mec) [83]. OtcyrcTBHe 3 dekTa
ot BBUT y 6 mammenTos ¢ MI' o pesyasraram M. Uchi-
yama M COaBT. CJIeAyeT pacCMaTpuBaThb C YIETOM TOTO,
YTO TALMEHTHI TOJyJYalIr Topas3mo 0ojiee HUBKYIO O3y
BBUTI, yem B npyrux uccienoBanusx [84]. C. Huang u co-
aBT. ucrtonb3oBaay BBUT y 6 maumeHTOB Tepes mpoBee-
HUEM THM3KTOMUM C TIOJIOKUTEIbHBIM 3(DEHEKTOM yxKe
yepe3 3,3 THS 1 MAKCUMAJTBHBIM TTOJIOXKUTETLHBIM PE3yTb-
TatoMm yepes 6,5 nHa [85].

I1pu conocrasnenun miazmadepesa 1 BBUI B uccne-
nmoBanuu J. Ronager 1 coaBT. y 12 60IBHBIX CO CTAOMIBLHO
Tsokesroit MI' moka3aHO OmMHAKOBOE YIIYUIICHUE COCTOSI -
HUd yepe3 1—4 Hen, mpudeM Tpu 1aazMadepese apdekr
HacTymaja HeMHoro osictpee [86]. J. Liu u coaBT. pacrpe-
ey 40 TTalMeHToB ¢ MO3THUM HadajioM M1 B TpyIimst
TMOJTy4YaBIIVX I1a3Madepe3, MMMyHoabcopoimio i BBUTL
VYpoBens antuten K ALLX-peuentopam 3HaYUTETLHO CHU-
JKaJicsl BO BceX 3 rpyIimax, HO MEHbIIIE BCETO MOCIIe TIpH-
meHennst BBUT [87]. ViyumieHue, olieHMBaeMoe 1o n3-
MEHEHUIO CWIbl MBI Ipu MI, ObUI0 BHILIE B TpyIIe
wrasmMadepe3a 1 MUMMYHOAOCOPOIIUM II0 CPaBHEHUIO
¢ BBUT. B 2016 . Ha ocHOBaHuM aHaim3a 10 ucciienosa-
HUI, YIOBJICTBOPSIOMNX KPUTEPUSIM, OBLIO ITOKa3aHO
OTCYTCTBHE JOCTOBEPHBIX pasinuuii B 3G (GEeKTUBHOCTH
mwra3madepe3a 1 BBUT y maumnentos ¢ MI [34].

CornacHO JaHHBIM TUIAIIe00KOHTPOIMPYEMOTO ABOI -
HOTO cJiernoro ucciaenoBaHus L. Zinman v coaBT. yiyullie-
Hre MI HacTyrmio uepe3 14 u 28 mHelt mocite mprMeHEeHMS
BBHUT u G110 3HAUMTENBHO BHILIE, YeM B KOHTPOJILHOM
rpynmne, mpu oboctpeHun MI' y maiueHTOB ¢ 00Jiee BbI-
COKMM HMCXOIHBIM ITOKa3aTeJIeM IT0 IITKaJIe OIIEHKM TsKe-
ctu muacteHnu (QMGS, Quantitative Myasthenia Gravis
score) [88].

Muactenus rpaBuc y aeteid. [Ipumenenue BBUT
B uccaenoBanum T. Sakano 1 coaBT. IS JIeYeHUS TIa3HOM
dopmer MI' y meBouku 8 jetT, KoTopas IepecTaia OTBe-
YaTh Ha TepaInuio KOPTUKOCTEPOUIaMU, TTOKA3aa0 Bpe-
MEHHBIN 3¢ (eKT: gepe3 7 Mec Teparuy CHOBA ITOSIBIIIOCH
JIBOeHUE, pa3Buics nto3 [89]. CUMITOMBI HE yMEHbIIIa-
nuch nocie ypeandeHust n1o3sl BBUI. D.N. Herrmann
OTMETWJIN KPaTKOBPEMEHHOE YITYJIIICHIE COCTOSHUS Y 3 Ie-
Tel B Bo3pacte ot 2 1o 13 et mocie 2 kypcoB BBUT [90].
ITpocrekTuBHOE OTKpBITOE MccnenoBanue 10 geteit ¢ MTT
ITOKAa3aJI0 JOCTOBEPHOE YIIyUIIIeHe CUMIITTOMOB Ha (poHe
BBMUTI y 8, omHako y 2 neteit 3 heKT COXpaHUTh HE yaa-
nock [91]. Jleduenne TpaH3MTOPHOM HeoHaTadbHOU MI
¢ nomoibsio BBUT He mokazajno yay4ileHUsI COCTOSTHUS
OTHOCUTEJbHO HAOMIOJEHUS 3a CTIOHTAHHBIM T€UEHUEM
cocrostHusA [92, 93].
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Tepanus BHympuBeHHbIMU BbICOKOAO03HbIMU

UMMYyHOrno6ynuHaMu npu neyexHuu o6ocmpeHus

MUacmeHuu u MuacmeHu4yecrux Kpu3os

HUcnonszoBanne BBUI nns kynupoBaHust o6ocTpe-
HUSI MMACTeHUUM U MUacTeHu4eckux KpuzoB (MK) mano
IMPOTUBOPEUNBBIC PE3YJIBTATHL. YIyUIIeHNE COCTOSHMUS
npu BBeaeHnM BBUI ormeueno y 9 m3 10 maumeHTOB
¢ MK mpu OTCYTCTBHHM KOPPEISIIUN MEXIY CTCIICHBIO
VIIY4IIeHUS W BO3pacTOM ITallueHTa, IJIUTeIbHOCThIO 00-
sge3Hn u ypoBHeM aHTuTen K ALlX-peuernropam [60].
IMombiTka KynupoBanust MK y 4 malineHTOB OJHOKPATHBI-
mu Kypcamu BBUT B moze 0,2—0,4 r/kr B TeueHune 3—5
ITHe# He yBeHYAJIaCh YCIIEXOM, BITPOYEM, TaK e KaK 1 Ha-
3HAaYCHNEM KOPTUKOCTPOUIOB [94]. YMeHbIIIeHNE BhIpa-
KEHHOCTH OyTh0apHBIX CUMITTOMOB HAOJIIOIAI0Ch TOJIBKO
mocie 4—8 mpouenyp miasMadepesa. Heodxommmo otMe-
TUTh, 9YTO B IIUTUPYEMOM MCCJIEIOBaHUM InIazMadepes
Havanu 4epe3 48 4 mocine BBUI, uto morio mpuBectu
K cHmkeHU10 3¢ dekra BBenennst MUI. B orkpeiToM mpo-
CIIEKTUBHOM HccienoBaHum y 10 MmMareHTOB ¢ TsoKeTon
reHepanm3oBaHHoir MI, He oTBewaloleii Ha BBICOKHUE
JT03BI KOPTUKOCTEPOUIOB, IIUKJIOCIIOPHUH U a3aTHOIIPHH,
yepe3 6 2 aus mociie BBUI B nose 0,4 r/xr/cyt B Teue-
HHUeE 5 THEH ¢ TIocIenyIolIeii ToAaepKUBAIOIICH Tepanuei
0,4 r/xr Kaxnaple 6 HeJl yIaaoCh He TOJIBKO TOOUTHCS yIyd-
IICHUs COCTOSHMS, HO M €T0 MOAICPXaHUS B TCUCHUE
ITATETLHOTO BpeMeHU. TsKecTh 00JIe3HN YMEHBIIIACH
Ha 2,5 + 0,8 6aura mo mkane Osserman B TedeHHUE roja
(p <0,001) [95]. B MHOTOLIECHTPOBOM IBOMHOM CJIETIOM
1ane60-KoHTpoapyeMoM uccienoBanum P. Gajdos 1 co-
aBT. moka3anu, 4yto npu oboctpeHun MI mo3st BBUT
2 r/kr u 1 r/Kr oKazanuch O0MHAKOBO 3(deKTUBHbIMHU [96].

B 3 mccnepoBanusx cpasHuBanu >¢ddexktel BBUT
¥ miasMagepesa y nanueHTos ¢ MK. B nmpocnektuBHOM
nccaenoBanum P. Gajdos 1 coaBT. 00cienoBaHbl 87 mamu-
€HTOB ¢ obocTpeHreM MI, KoTopoe IposIBISIIOCHh OMHUM
W3 KIWHWYECKUX IIPU3HAKOB: 3aTpyoHEHUE IJIOTAHUS,
OCTpasi IbIXaTeJIbHas HeMOCTaTOYHOCTh WIIM TeHepaIn30-
BaHHAasI MbIIIeYHasT c1abocThb [97]. CpaBHUBAIM TPYIIITY
nonyudaBiinx BBUI B moze 0,4 r/kr/cyt (n = 46, rae
23 maupeHTa moayJaay nHGY3UM B TedeHne 3 THel 1 23 —
B T€UCHME 5 AHEH) C TeMu, KOMY IpOBOMIIM 3 Kypca
razmacdepesa (n = 41). I1pu 3TOM edeHNe a3aTUOIIPH-
HOM WJIM CTEPOUIAMU MIPOAOIKAIOCH CO 2-i HEAeIH 110~
CcJie TIPOBEACHMSI TIPOIIEAYP B TOM T03€, KOTOPYIO ITallieH-
Tl moay4yaau g0 oboctpeHusi. Ha 15-i1 geHb pe3ynbrar
JIEUeHUS TP OlleHKe MBIIIIeYHOM cTBI 110 mKaie QMGS
OBbUT IPUMEPHO OMMHAKOBBEIM B 00emx Tpyrmax. [Ipuaem
HD nabmomanu B rpymne ria3Madepesa yaiie, 4eM cpen
noaydaBmnx BBUI (20 u 2 % coorBercTBeHHO) [97].
B perpocrieKTUBHOM MHOTOIIEHTPOBOM WCCJICIOBAaHNHI
A. Qureshi 1 coaBT. moKa3aHO ITPeUMYIIECTBO IU1a3Made-
pe3a 1o cpaBHeHuo ¢ BBUI, yTo obecrieunBano KJIMHU-
YecKoe yIIydIlieHre, BO3MOXHOCTD 00Jjiee paHHUX CPOKOB
cusatusa ¢ MUBJI u oOliue ToJoXUTeNabHbIe Pe3yabTaThl
yepe3 1 mec [98]. OmHaKo y MHOTHX ITAIlEHTOB Ha (hOHE

mwia3madepesa oTMeueHbl Tskenbie HD (0b110 6 ciiyyaeB
MHOEKLIMOHHOTO MOPaXeHus, 6 — cepaeuHO-COCYAUCTOMI
HeIoCcTaTOYHOCTH U 1 — koarymomnatum). [1pu nccienona-
HUHU 84 MaIMeHTOB CO CPeaHEH U TSLKEIOM cTereHbio MI,
nonydaBimx jedenrne BBUT wnu mrasmadepes, He BbI-
SIBICHO JTOCTOBEPHBIX PA3INYM MEXOY BBIOpaHHBIMU
criocobamu Tepamnuu [99].

ITo pe3ynsratam KokpaHoBckoro o63opa [100] nzyua-
1 3pdektuBHOCT, BBUI m1s1 KynmupoBaHUST TSKEbIX
oboctpeHnit MI' uim nedyeHus XpOHUYECKOTO TEUYEHUS
60se3Hu. [1o JaHHBIM 6 paHIOMU3UPOBAHHBIX KOHTPOJIM-
PYeMBIX HCCIeAOBaHMI, B KOTOPHIX OBLIA TPUBEICHBI
pe3yabTaThl OIlpefesieHNs KpaTKOCpodyHOro 3ddekra
ot BBUI, cnenansl cneayoliyie BEIBOABI: MPU 000CTPEHUN
MT 1o cpaBHeHUIO ¢ T1ae00 y 66 OOJIBHBIX BBISBIEHO
npeumyiectso BBUT: ripu corocraBnennuu miasmadepe-
3a 1 BBUI y 99 maumenToB ¢ MI gepe3 2—4 Hen mociie
MPOBeICHNUS Kypca JeUeHUs He BEISIBICHO TOCTOBEPHOM
pa3HUIIHI 110 3P (PEKTUBHOCTHU MCIIOIb30BAHHBIX METOIOB
teparnuu; Tepanusi BBUI He oOHapyXuia nmpenmyIecTB
0 CpPaBHEHUIO C Ha3HAUYCHMEM KOPTHUKOCTCPOUIOB
y 33 6ombHBIX MI conocrasienne apdpexkra BBUT 1o cxeme
1 r/kr Kypcamu 1o 1 wu 2 nHSA y 173 maumeHToB ¢ MIT
HE BBISIBIJIO IOCTOBEPHBIX Pa3JIMUMIA.

TakuMm 00pa3oM, CerogHs HET €IMHOIO aJfOpHTMa
JieyeHust MI. bonbiive 1036l KOPTUKOCTEPOUIOB U UMMY-
HOCYIPECCAHTHI OCTAIOTCSI OCHOBHBIMU PEKOMEHIyeMbBIMU
npenapatamu. Mcnons3oBanue BBUI gnst neuenus MIT
TOKa3aHo:

— y nauueHToB ¢ MK ¢ prckom pa3Butust Oy1L0apHOro
napajavdya Wiu JblXaTeJIbHOW HEAOCTATOYHOCTH

— 0opHBIX ¢ Tskenoit MIT (Beime 1Ib cragum mo mka-
se Ossermann);

— IS TIpeaornepaliOHHOM MOATOTOBKHA K THUM3KTOMUM
MaIMeHTOoB ¢ Tskenoil MIT (KoTopast ToyKHa IIpoBO-
IUATHCS TOJBKO TTOC/Ie CTAOMIM3AIINY COCTOSTHUS TTa-
IIMEeHTA);

— Yy TAIIMEHTOB, PE3UCTEHTHBIX K KOPTUKOCTEpOMIaM
WIA UMEIOILINX Cepbe3Hble MOOOYHbIE 3(p¢eKTh Ha
¢doHe ux nmpuemMa;

— B TEUCHME MEPBBIX 3 MeC B CAyJasIX HEOOXOMMMOCTH
Tepanyy a3aTHOIIPUHOM WM MUKO(PEHOIATOM IO T10-
SIBJICHUS TIEPBBIX TepaIleBTUICCKUX 3(PDEKTOB;

— Y ITaIIMEeHTOB C XpoHM4YecKoit MI, y KOTOpBIX OTBET Ha
MMMYHOCYIIPECCHUIO HEIOCTATOIHBIN VI OTCYTCTBY-
eT [8].

Beeaenue MT' Takke MOXET MPOBOAUTHCS MOAKOXHO
(ypoBeHb nokaszareiabHOocTH V) [101].

HeobxoanMo OTMETHTB, YTO B MOCIECIHKE TOIBI BCE
yamte s jgedeHuss MIT paccMarpuBaioTcs IIpernaparhbl
Ha OCHOBE MOHOKJIOHAJIbHBIX aHTHUTE]T (3KYIU3UMad, pu-
TykcmMmab u ap.) [102].

Muacmenuveckuii cuapom Jlam6epma-Hmona
B ocHoOBe maroreHe3a MMacTEHWYECKOIO CHMHIpOMa
JlambGepra—MTOHA JeXUT TIOSIBJIEHUE ayTOAHTUTEI
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K IOTeHIIMAI3aBUCUMBIM KaJIbIIMEBBIM KaHajaM P/Q-1u-
ma (VGCC). AuchyHKUMS WIM YMEHBIICHNE YHMCIa STUX
KaHAJIOB TOPMO3HT IIPECUHANITUICCKOE BHICBOOOXKICHUE
aleTWIXOJMHA, YTO IMPUBOIWT K HApPYIICHUIO HEPBHO-
MBILLIEYHON Mepenadyr U MBILIeYHO! ciabocTtu. Y 00Jib-
IIMHCTBA MAIIMEHTOB CUMITTOMBI 3aMETHO YMEHBIIIAIOTCST
IIpH Teparuy KOPTUKOCTepONAaAMU 1 a3aTUOTIPUHOM. 171t
OLIEHKU MOJIOXXUTENBHBIX 3 dekToB BBUT mipu cunapome
Jlambepra—MTOHA OBUIO MPOBEAEHO PAaHIOMU3UPOBAHHOE
IUIa1e00-KOHTPOJUPYEMOE TBOMHOE ITePEKPECTHOE MC-
cJIemoBaHME C yJ9acTHEM 9 TTAIMEHTOB, JEMOHCTPHPYIOIIIEe
3HAYUTEJbHOE YIIYYIICHNE MBIIMICYHON CWIBI Ha (pOHE
JICYSHUS TI0 CPaBHEHUIO C TUIAIe00: MaKCUMAaITbHBIN 3(-
(beKT ObIT TOCTUTHYT Yepe3 2—4 HeJl M POI0JDKaJCs 10 8 He
[103—106]. BBUI mokasaHa 1151 KpaTKOBPEMEHHOTO JIE-
YyeHUs MTalueHTOB ¢ cuHapoMoM JlamGepra—WMToHa mipu
VXYIOIIEHUU COCTOSTHHUS, Y KOTOPBIX MMMYHOIEIIPECCAHTBI
He JaiM ageKBaTHOTo 3(deKTa Min y KOTOphIX HabIIoma-
JINCH yrpoxkamwlnue moboyHbie 3¢ @deKTh Ha (OHE allb-
TepHATUBHOTO JieueHUS. DPPEKTUBHOCTD JOJITOCPOTHOM
tepanuu BBUT nipu cunapome Jlambepra—MTOHA He no-
KazaHa.

OrmmicaH 1 cirydail cepoHeraTMBHOTO cMHApoMa Jlam-
o6epra—MToHa ¢ orcyrcTBUeM aHTHTENI K P/Q-VGCC-Ka-
HajiaM ¢ TTOJIOXHUTeTbHBIM 3¢dexktom BBUT B no3e 2 r/kr
MIPONOJIKUTEILHOCTRIO 10 4 MeC M YIIyYIIIEHNEM COCTOSI-
HUS TTociie 2-To Kypca B Toii ke no3e [107].

JlepmamomMuo3um u noAUMUO3UM y B3pOCAbIX

EnmHcTBeHHOE T11a11€00-KOHTPOJIUPYEMOE UCCIIeI0-
BaHue apdexkTuBHOocTM BBUT v 15 mammeHToB ¢ nepmMa-
ToMHrO3uTOM (JIM) IIpOIeMOHCTPHPOBAJIO 3HAYNTETHLHBIIA
3¢ deKT B BUIe HapacTaHWS MBIIICYHOUN CUibl. IlepBbie
MMPU3HAKN YIYJIICHUS] TIPOSIBUJINCH depe3 2 Hel MOCIe
Hadajia Tepaliii, HO OYeBUIHOE VIIyYIlIeHNEe CUJTBI OTME-
yeHo nocite 2-1o uiu 3-ro kypca BBUT [108]. B mumotHOM
nccienoBaHMn JaHHBIX 20 mammeHToB ¢ JAM wim monm-
muosntoM (ITM) nipu nedeHnu pasHeIMU go3amMu BBUT
B TeUeHME 4 MeC OTMEUEHO YIydIlleHNe y 15 malmeHToB
(75 %), HavyasbHbIe 3((HeKThbl HAOTIONAIUCH YXKe ITOCIE IIep-
BbIX 2 KypcoB BBUT. MakcuManbHBIN TepaneBTUYECKU
3 dexT ObIT 3apUKCUPOBAH MOCHE 4-TO BIMBAHUS, KTV~
HUYECKOe YIYIIIeHIE COXPaHSUIOCh B CPETHEM B TCUCHUE
1 roma [109] 1 6BUTO TTOATBEPKACHO B ITOCICAYIOIINX COO0-
menugx [110]. ITpu Betbope BBUT B kauecTBe Tepanuu
nepBoii tuHUK y 11 manmuenTtos ¢ [TM vnu JIM TosbKO y 3
M3 HUX HAOJIIOAAI0Ch YBEJIMYEHUE MbIILIeUHOM cuiibl [111].
B npyrom uccnenoBanum y 35 naumeHToB ¢ [1M, pe3uc-
TEHTHBIX K UIMMYHOCYIIPECCUBHOM Tepanuu (TJIFOKOKOp-
TUKOWIBI, a3aTUOIPUH M LUKIOGOCchaMUI), Teparmus
BBUT npoBoaunacsk 4—6 mec B 1o3e 1 r/Kr 2 IHS HOIPSI
1 pa3 B MecsIIl, OTMEYEHO YBEJIMYCHINE MBIIICYHON CHITBI
[112]. U3 30 mamuenToB ¢ [IM/AM ¢ HemOCTaTOYHBIM
OTBETOM Ha KOPTUKOCTEPOUABI M MMMYHOCYIIPECCOPHI
B 77 % ciy4yaeB noka3saH 3¢ @eKT Mpoao/KUTEIbHOM Te-
parmuu BBUT B ctanpapTHOI ncxonnoii mo3e [113]. ABTo-

PHl PEKOMEHIYIOT pacCMaTpMBaTh MalleHTa KaK pe3u-
cteHTHOoro k Tepanuu BBMWMI, a Takke mnepeBomuThb
Ha Gosiee HmM3kme 1036l MI' He paHee 4yem uepe3 6 mec
nociie perynspHbix nHoy3uit UT. CrnegyeT o6paTUTh BHU-
MaHHe Ha TO, YTO IPOIOKUTEIIFHOCTD JIedeHUs y 19 u 8
IMAIIeHTOB COCTAaBMIIA OT 2 10 5 JIET COOTBETCTBEHHO.

IMonBoxasg UTOT, MOXKHO CKa3aTh, 4YTO Y 66 % MmalueHToB
¢ IM /TIM Habmromasics IoIOXKNTEIbHBIN 3(P(EeKT B OTBET
Ha BBUI B Bume HapacTaHMsI MBIIIEUHOW CUJIBI, XOTS
O0BEKTUBHO PE3Yy/IbTaT OLIEHKN CUJIBI IIPOBOAMIICS HE BO
Bcex MccienoBaHusax. Kak u B ciydae ¢ MI, pe3yabraTsl
uccienosannsa sdpdexktuBHocti BBUI y maumeHToB
C BOCITAJIUTEIbHOM MHOTIATHEH TPYIHO CpaBHUBATH, IO-
CKOJTBKY TS OIICHKM 3(h(eKTa He NCIIOIb30BaIach ¢IMHAST
CHCTeMa OLICHKMU.

B cBeTe BhILIEYTOMSIHYTBIX AaHHBIX Tepanus BBUT
MOXKET IIPUMEHSIThCS Y manmeHToB ¢ JIM /TIM B ciemyro-
mmx ciayvasax [108—114]:

— HEAOCTaTOYHBIN 3P (PEKT OT IIpUMEHEHUS TIFOKOKOP-

TUKOWIOB ¥ UMMYHOCYIIPECCAHTOB;

— MIOBTOPHOE YXYAIICHHE COCTOSIHUsI, HECMOTpPSI Ha
aJeKBaTHBIC T03bI IMMYHOIEIIPECCAHTOB;
— HEMepeHOCUMOCTh UMMYHOIEIIPECCAHTOB.

A Takke y neTeil u moapoCTKOB UcIojib3oBaHue BBUT
00cyXmaeTcst B CBeTe MTHUMAJTbHBIX ITOOOYHBIX 3 (HEKTOB
TT0 CPABHEHUIO C MCITOIb30BAHMEM IINTOCTATUKOB, OCOOCH-
HO ¢ y9eTOM HEOOXOIUMOCTH JOJTOCPOYHOTO ITPUMEHEHUS.

Muo3sum ¢ menbyamMu BRAOYEHUI

[Mpu nomeiTke neyeHust 19 MaMEHTOB C MUO3UTOM
¢ Tenbliamu BKirodeHuit (MTB) Ha ¢oHe ncmob30BaHMS
BBUTI B HEKOHTpOJIMPYEMOM HCCIIeTOBAaHUN Y 4 HaOIIIO-
JTAJIOCh BpeMEHHOE CYOBEKTUBHOE YBEJIMICHIE MBILICTHOMN
cwitel [115]. B 2 KOHTponupyeMbIX UcclienoBaHMSIX aPpdeK-
tuBHoctu BBUI y mamumentoB ¢ MTB He nHaGmonanu
00BEKTUBHOTO HapaCTaHUSI CYJIBI, CYOBEKTUBHO ITaIlCH-
THI YyBCTBOBaJIM ceOs1 Jiydie mocie teparmvu [116, 117].
Taxxxe He BBISIBIEHO AOCTOBepHOTro BiausHusi BBUI
Ha TeueHHWe OOJIe3HM, HO OTMEUYeHa BpeMeHHas CTaOu-
Jm3anus GYHKUIWU TJIOTaHUS B psAme ciaydaeB. CXOTHBIC
PE3YJIBTATHI MPEICTABICHBI B JBOMHOM CIIETIOM TUTale00-
KOHTPOJIMPYEMOM TIePEKPECTHOM HUCClIeqoBaHNU 3P deK-
tuBHoctu BBUI mpu MTB [117].

IpencraBieHHbIE B IUTEpAType JaHHbIE HE MTO3BOJIS -
0T pEKOMEHI0BaTh ucrojb3oBanue BBUI y mauueHToB
¢ MTB B kauectBe cTaHmapTHoOii Teparuu [113, 114].
B cirygasix HapyIeHUSI TJIOTaHUS TIpeIjiaraeTcs IIpoBee-
Hue 1 xkypca BBUI B mo3e 2 r/kr ¢ oueHkoit acdekra
yepes 2—4 Hen. Borpoc o 11es1eco00pa3HOCTH ITOBTOPHBIX
WHQY3UI 0CTaeTCS OTKPHITBIM.

AymouMmyHHbIe 3aGonesaHus ueHmpanbHoil

HepBHOil cucmeMbl

PaccesiHHbIii CK1€pO3

Paccestne1in ckiiepo3 (PC) sBistercst Hanbosee pacIpo-
CTpaHEeHHBIM BOCIIAIUTE/IbHBIM 3a00JIeBAHUEM LIEHTPAIbHOM
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Opueunanbhble Uccaedosanus

HEPBHOU CHCTEMBI Y MOJIOIBIX JIOACH. DTUOIOTUST HEN3-
BECTHA, HO MHOTOYMCJICHHBIC HAXOIKN YKa3bIBAIOT Ha ay-
TOMMMYHHBII TTaTOoreHe3. 3abojieBaHUE XapaKTePH3YeTCsI
ITOBTOPHBEIMU HEBPOJIOTUIECKMMHU PEIANBAMU, KOTOPBIC
OOBIYHO TIEPEXOAST B ITOJTHYIO PEMHUCCHIO B TeUCHHE HE-
CKOJIbKUX JHEH MM Helle/Ib Ha HadaibHOM cTamui. QOOBIYHO
rocye 10 et pa3BUTHS 00JIe3HM TIPY OTCYTCTBUM JICUCHUST
PEMUTTHUpPYIOIIEE TEUYCHHE IEPEXOAUT B XPOHUYECKOE
BTOPUYHO-TIpOTpeCCHUpyIoliee TeUeHNEe 0e3 KaKnX-JIM00
SIBHBIX 000CTPEHUI TIPUMEPHO Y TOJIOBUHBI MAlIIEHTOB;
KEHIIUHBI CTpamaloT B 3 pasa yaile. Bricokas yacroTa
SMU30I0B, HETIOJTHAS PETPECCHSI CUMIITOMOB I MHOXKECT-
BeHHBIC ovarm aemMuenuHu3auuu npu MPT ykassiBaior
Ha TIJIOXOi1 TIPOTHO3 YK€ B Havaje 3aboieBaHms. Pa3Hble
MMMYHOMOIYJIUPYIOIINE BEIIeCTBA UCITONIB3YIOTCS IS JIe-
yenus PC, mipecienys 3 menm: COKpalleHue IPOIOIKI-
TETbHOCTH 3IM30I0B, YMEHBIIICHNE X YACTOTHI, 3aMeIIe-
HHE TIPOTPECCUPOBAHUS OOJE3HU, KOTOpAsT IPUBOIUT
K HeOoOpaTUMBIM M3MEHECHUSM B LIEHTPAJIbHON HEpBHOM
CUCTEME U CTOUKOW MHBAJIMIHOCTH.

CaMbie mociegHNe U YOCOUTEIbHBIC PE3yJIBTaThI
KIMHAYECKUX UCTIBITAHNI ITOKA3BIBAIOT, YTO IIPEITapaThl
nHTepdEepoHa, rIaTupamepa aleTata U HEKOTOPbIE HOBBIE
IepopalibHBIC JIEKAPCTBEHHBIE CPEICTBA MOTYT YMEHbB-
IIaTh YaCTOTY PELIMANBOB 1 3aIeP>KUBATH IIPOTPECCHPO-
BaHMe 3a00JIeBaHNSI, €CIIM JIeUCHNEe HAUMHAIOT y3Ke TIOCIIe
nepsoro snu3ona. Mcnonwzosanue BBUT npu PC ¢ mo-
3ULUN TIEPEINCICHHBIX TePaIleBTUIECKUX IIejieil ObUIO
HU3Y9IeHO TOJTHKO B HEOOJIBIITNX M/ MM OTKPHITHIX U OTHEITb-
HBIX KOHTPOJIMPYEMBIX UCCIICTOBAHUSIX.

I[Mpumenenne BBUT B moze 0,5 r/Kr y 22 maliMeHTOB
BO BpeMsI pelIMaMBa IT0Ka3aJI0 KpaTKOBPEMEHHOE YITydlIie-
Hue y 15 n3 22 nauueHToB B TeueHue 2 Hex [119]. B o1-
KPBITBIX TIPOCIICKTUBHBIX HAONIONECHUSIX Y TMAIllEeHTOB
C HEBPUTOM 3PUTEIILHOTO HEpBa, PE3UCTEHTHBHIX K CTe-
pounam, HazHaueHre BBUI npuBoguio K yaydieHUIo
o(drasbMOJIOrMYeCKUX ITapaMeTpoB B 78 % caydaes [120].

B npyrom nccirenoBannm cpaBHUBAIN 3O MEKTUBHOCTD
rmociienoBaTebHOr0 HazHaueHuss BBUT B nose 0,4 /T
B TeueHUe 5 nHel (n = 12) m 1000 MT MEeTHITIpE THU30-
JIOHA BHYTPUBEHHO B TeueHUe 3 mHeit (n = 5). [TokazaHo
HEOOCTOBEPHOE HE3HAUYMTENBbHOE YIYYIIeHHE IO pe-
gynbrataM MPT y nonyyaBmiux BBUI 1 B koHeuHOM
UTOTe HUKAKUX pa3InInii IIpu olleHKe 1o mKane EDSS
[121]. B 2 paHmoMu3MpOBaHHBIX MCCIETOBAHUIX AL~
€HTOB, MOJIYYaBIINX BBICOKME JO3BI METHIIIPEIHN30I0-
Ha, He moKa3aHo JonojHuTenabsHoro agpgexkra BBUI kak
TP OLICHKE KIIMHUYECKMX ITPOSIBJICHUI, TaK W 110 TaH-
HeIM MPT [122, 123].

B mmanie60-koHTpompyeMoM ucciienoBanuy D. Pohlau
" coaBT. ¢ Ha3HayeHneM BBUTI B mo3ze 0,4 r/kr/Mec B Te-
yeHue 24 Mec OB BKITIOUEHBI 34 TTaleHTa ¢ IepBUYHO-
1 BToprmdHO-TIporpeccupyomumM PC. I1pu olieHKe pe3yiib-
TaTta Tepanuu Oe3 pasdecHMS ITallMeHTOB Ha TPYIIIIBI
MIepBUIHO- 1 BTOpMYHO-TIporpeccupyiomiero PC mokaza-
Ho, yTo nocjie BBUI ouepenHoe yxyniieHre COCTOSIHUS

ObUTO Yepe3 74 Mec, a y TOJlydaBIINX IUTalebo — yepes
62 mec (p=0,04) [124].

B psime perpe3eHTaTUBHBIX NCCIIETOBAHUIT KOHCTATH -
poBaHo oTcyTcTBUE 3(ppekTa BBUI ¢ coxpaneHmnem croii-
KOTO HEBPOJOTHYECKOro aeduiinTa y manueHToB ¢ PC
[125—127].

Takum o6pa3om, cerogHsi HET JoKa3aTeJbHOI 0a3bl
OTHOCUTEJIbHO I1Ianebdo, 4yToObl pekomeHaoBaTb BBUT
C IICJIBIO CHMKEHMST YaCTOTHI PEIIUANBOB U IIPEeIOTBPAIIe-
HUSI pa3BUTHSI HOBBIX 04aroB 1o jaHHbiM M PT. ITockonbKy
s dexr BBUT nipu neuenun PC gBHO xyXe, 9yeM a(pdekT
TaKMX IMMYHOMOIYJIMPYIOIINX BEIIECTB, KaK MHTEP(PEPOH
U TJIaTMpaMepa aleTaT, JaHHBIA BUA Tepanu HE pEKOMEH-
IIyeTCs B KAYECTBE TepaIliuy IIepBOM JTMHUU TIPU AeMUCII -
HU3UPYIOLIKX 3200JI€BAHUSIX TOJIOBHOTO Mo3ra. Mcnosb3o-
Banue BBUI MmoxHO paccMaTpuBaTh TOJIBKO y TTALIMEHTOB
¢ PC, xoropele He MEepPeHOCAT OPYTHe METOMBI JICUCHMS
C MCIIOJIb30BaHNEM NMMYHOMOIYIUPYIOIINX ITPEIIapaToB
1 y OOJBHBIX C PEHUANBHUPYIONINM TeUeHUEM OOJIE3HU
B mo3e 0,2 mr/kr/mec (10—15 r/mec). Teparmus BBUT
TaKkKe MOXET OBITh PEeKOMEHIOBaHAa B IOCTHATAJIHLHOM
MepUoAe KOPMSILIUM MAaTEePSIM, 1aXe HECMOTPS Ha TO, YTO
53¢ GEeKTUBHOCTD JICYCHHS TOKA3aHa TOJBKO B OTKPBITHIX
uccienoBanusax. Haznauenune BBUI He pekomeHnayeTcst
MalyeHTaM, CTpaJaloliuM NEPBUYHO- UM BTOPUYHO-TIPO-
rpeccrupyommnmM xpoamdeckum PC.

Onuiencus

B 1977 r. nosiBUI10CH COOOIIIEHUE O CHUKEHUU YaCTO-
THI TIPUCTYIIOB y AeTei, TTomydaBmmx U BHyTpUMEIIIIEIHO
10 TIOBOMY peluauBUpylomnx nHdekmii [128]. Bormpoc
00 acpdextnuBHOCTM BBUT 11pM sanmnenicuu odbcykaaeTcs
¢ 90-x romoB niporutoro croserus [129, 130]. IMonoxuresns-
HBII TepareBTHIeCKUii 3(PheKT ObLT IMPOIeMOHCTPUPOBAH
y 174 3 373 mereii ¢ yCTOMUMBOI K (hapMaKOJIOTHIECKOMY
JICYCHUTO SMUJICTICHEH, BKITIOUYCHHBIX B 29 MccIem0BaHMIA.
[MoaHas peMuccust Cyaopor B cpenHeMm oTMedeHa y 23 %
MaLMEHTOB, a YIy4lleHre KOHCTaTUPOBaHO y 63 % 60Jib-
HBIX; IO JAHHBIM 3JIEKTpOodHLIEDaTOrpadhuecKoro nccie-
JIOBAaHMS yiIydllleHre oTMeueHo B 45 % ciaydaeB. Hecmo-
TPSI Ha TIPEACTaBICHHBIC PE3yJIbTaThl, aBTOPHl HE COUIU
BO3MOXHBIM yTBepKaath, uto BBUI siBnsieTcst moctoBep-
HO 3(p@EKTUBHBIM CITOCOOOM JIEUEHUSI SMUIECTICUU 10
CpaBHEHMIO ¢ PYTMHHOM Tepamnueii. B moibs3y Hemoka3aH-
HocTi 3ddexkTuBHOCTH BBUT T1pM CymopoKHBIX COCTOSI-
HMSIX TaKKe CBUACTEILCTBYET OOHOBJICHHBIM 0030p MM-
MYHOJIOTUYECKUX OCHOB SITMJIEIICUM U BO3MOXHBIX
s¢pdexroB UT [131]. OCHOBHBIM apryMeHTOM, OTpaHNYM-
BaOIIVIM BEIHECEHME CcykneHus 06 apdektnBHOCT BBUT
TIPY SITIJICTICUH, SIBJIIETCS HEIOCTATOTHOE YMCIIO MHGPOP-
MAaTHBHBIX MCCIICIOBAHMIA.

EmmHcTBeHHOE TBOMHOE CIEeTIOE TTAe00-KOHTPOIM -
pyemoe ucciegoBanue 1o 3gdexktusHoctu BBUI mipu
SMWIENICUM BKJII0Yano 61 moapocTka U MOJIOABIX JIIOAeH
¢ (boxanbHOI, YCTOMUYMBOI K TEpaITMy SMUIETICUEN, KO-
TOpbIE TOJyYaiv B 00111l ciiockHOCTH 7 uHDYy3uii BBUT
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B TeyeHne 6 Mec; 18 mammeHTOB oay4anu ranebo, 14 —
BBHUTI B moze 100 mr/kT, 14 — B mo3e 250 mr/kr 1 15 —
B mo3e 400 mr/xr 3a 1 undysuio. Crycts 6 Mec y 5 mauu-
€HTOB 13 IrpyInsl rianeoo u 7 u3 40, monyyaBmmx BBUT,
OTMEYaJIOCh CHIKEHME cyfopor oosblie yeM Ha 50 % [132].

OcHoBaHnwue 151 HazHayeHuss BBUT nipu pe3ucrteHT-
HBIX SIWICTICUSIX B pPaHHEM MIETCTBE ITOATBEPKIACTCS
IIpeaIToaaraeMbIMI UMMYHOTIATOTEHETHIECKUMHU (haKTO-
paMM TaToreHe3a CyaOopOXHBIX coctostHUI [133]. OcTphle
BUPYCHbIE U OaKTepuaibHbIe SHIIE(DATONATUA HE TOJHKO
BBI3BIBAIOT CYIOPOXKHBIC COCTOSIHUS, HO MOTYT IIPUBOINTD
K TTOCTICAYIOIIEMY Pa3BUTHIO SIMIETICHI, KOTOPast OCOOEHHO
TpyIHO TrommaeTcs JiedeHnto. [lomocTpast sHIIe(hanomaTus
(cuampom PacMycceHa) 1 ayTOMMMYHHO-COCYIMCTEIE pac-
CTPOMCTBA YaCTO TIPOSIBIISIIOTCS] OYarOBBIMU M TCHEPATTN30-
BaHHBIMM SIMIJICITUYCCKIMU IIPUTTATKAMA. ATPEHOKOPTH-
KOTPOITHBIM TOPMOH M KOPTUKOCTEPOUIBI B PsIIe CIIyIacB
00J1agaroT BEICOKOM 3(P(PeKTUBHOCTHIO, OCOOEHHO MPU TSI~
KEJTOM SMMJICTICUH B paHHEM JICTCTBE; TTOKA3aTe/I PEMICCUN
npocruraior 70 % y nauueHToB ¢ cuHAapoMoM Becra.

CoobmeHus no ucroiab3oBannio BBUI B ocHoBHOM
KacaroTcs JIeTeil ¢ (hapMaKOpe3UCTEHTHON SITMICTICHEIH,
HanpuMmep Tipu cuHapoMe Becrta wiau JlenHokca—Iacro.
HeonHo3HAYHOCTD pe3yJNBTaTOB II0 MCIIOJIH30BAHUIO
BBUI onpenensiercss pa3nuuussMu B OTOOpE IMMallMEHTOB
B HCCIICAOBAHME, TSKECTU KIMHUYECKUX TIPOSBICHUIA,
HCIIOIb3YeMOM CXeMe JICUCHUST U KPUTEPHUSIX OLIEHKU 3(P-
(EKTUBHOCTH TepaIu. DTO MPUBOAUT K TOMY, UTO ITOJIO-
KATEJbHBIN pe3yibTar JICUeHUS BapbUpPYeT B AUAIIa30HE
25—50 % u ero cieayer MHTEPIPETUPOBATh C OOJIbILIONM
OCTOPOKHOCTHIO. [10 MaHHBIM JIUTEPaTYPhI, MCITOIB30Ba-
Hue BBUT Heckobko 6oJiee MHOroo0OeIaolee y namm-
€HTOB C MOCT3HIIe(DAIMTHON SMUJIEIICHEN ¢ JJabopaTop-
HBIMU TIPU3HAKAMM BOCHAIMTEIFHON aKTWUBHOCTH [134,
135]. 3acnyxuBaloT BHUMaHUSI HECKOIBKO HAOIIOAECHUI
cungpoma Jlangay—KneddHepa, B KOTOPBIX 00BEKTUBY-
3UPOBAHO NooxuTeabHoe Bausinue BBUI Ha Helipornicu-
XoJijornueckue Hapyuenus [136—140].

HecMoTpst Ha nMerommecs: COOOIIEHUSI O TTOJIOXM-
tebHOM 3(ppekte BBUT, B ieioM maHHBIN BUI Teparun
HE MOXET ObITh PEKOMEHIOBAH MJISI CJIy4aeB SMUJIETICUU
0¢e3 IMMPU3HAKOB BOCIIAJIUTEILHOM STHOOTHH.

CHHIIPOM PUTHIHOTO YeJI0BEKa

Cunnpom purngHoro denoBeka (CPY) mposBisieTcst
IIPOTPECCUPYIOIIEH MBIIIIEYHOU PUTUIHOCTBIO, 00JIe3HEH-
HBIMU CTIa3MaMU aKCHUATbHBIX W MBI IIPOKCUMAaTbHBIX
OTIEJIOB KOHETHOCTEI. AyTOMMMYHHasI IIprupoa 3a00J1e-
BaHUsI OCHOBBIBAETCSI Ha oOHapyxxeHnu B 60 % ciyyaes
B CBIBOPOTKE KPOBM aHTHTEJI K pelerTopaM K IIyramarT-
nmekapookcuiaze — (pepMEeHTY, KaTaIM3UPYIOIIeMy CUHTE3
ramMmMa-aMuHoMacIssHoi kuciotel (TAMK) u3 rimyramm-
HOBOIT KMCJIOTHI M KOHIICHTPUPYIOIIEMYCSI B OKOHIAHUSIX
TAMKepruueckux HeiipoHoB. I[Ipu couetanuu CPY co
3JI0KaYeCTBEHHBIMI HOBOOOPA30BaHUSIMM MOTYT OOHapy-
XKWBaThCA aHTUTeNa K aMbUOU3NHY, PETyIUPYIOIIre

wioTHOCTh TAMKepruueckux peLentopoB Ha MeMOpaHe
aKCOHOB. AHTHTeJa K aM(pUGbU3NHY OTPULIATSILHO BIUSI-
10T Ha 3kcnpeccuto TAMK-peuenropos, mpuBoas K no-
BBIIIICHUIO BO30YIMMOCTH HEMPOHOB.

B uccrnenosanuu E. Karlson 1 coaBT. onrcans! 3 mna-
nuenTta ¢ CPY, y xoropeix tepanust BBUIT oka3zamach
3G GEeKTUBHON TOCe Oe3YCHEITHBIX MOIBITOK JICUCHMS
azMacdepe3oM 1 KoptTukoctepongamu [141, 142]. Otme-
4aJIoCh YJIYYIlIEHUE XOAbObl U BO3MOXKHOCTb B TTOCJIEMTYIOILIEM
TIepeIBUTATHCS C IOCTOPOHHEH ITOMOIIBLIO. B panmoMm3n-
POBAaHHOM JIBOMHOM CJICIIOM MEPEeKPECTHOM MCCIIeIOBa-
HuM y 16 naupenTos, nony4dasiuimx BBUI B nose 2 r/kr/mec
B TeUeHME 3 MeC ITOKa3aHO CHUKEHNE PUTUIHOCTH, KOTO-
poe coxpaHstock ot 6 Hed 10 1 roga [143]. YuutsiBas or-
paHnuyeHus criocooos aeueHnss CPY, mpoBenenme nHy3mit
BBUI moxeT ObITh peKOMEHAOBAHO KaK pallOHAIbHBIN
TTOAXOJ K JISUCHUTO, 3P (PEKTUBHOCTh KOTOPOTO CYTy0O0 MH-
IUBHUIyaJIbHA.

BbiGop npenapama Ana npoBefeHus BHYMPUBEHHOI

BbICOKO/I03HO{ mepanuu uMMyHornoGynuHamu

CormnacHo 16-My IepecMOTpY IepedHsl KM3HEHHO
BaXKHBIX JIEKAPCTBEHHBIX CpeacTB BceMupHol opraHuzaluu
3npaBooxpaHeHus oT MapTa 2009 1., «cocTaB IIperapaToB
pPa3HBIX TPOM3BOINTEIICH pa3IMIaeTCs 1 JICKAPCTBEHHBIC
CpelcTBa HE MOTYT pacCMaTpUBAaThCsS KaK SKBUBAJICHT-
Hble». [Ipenapatsl yemoBedeckoro U I Takcke He SIBIISTIOTCS
OIMHAKOBBIMM U OTJIMYAIOTCS IO CITOCOO0Y ITPOM3BOICTBA,
cocTaBy, coaepxaHMio pasHbix moarpynn MIT (kmacca
A (IgA), IgM, IgG), a Takke Mo croco0y 1 KOJIMIECTBY
CTagnii IMMUHAIINY M MHAKTUBAIIMN BUPYCOB.

I1pu BBIOOpE TIpenapaTa HEOOXOAMMO YYUTHIBATh Ka-
YeCTBO CaMOTO MperiapaTa W HaaWyhde I0Ka3aTeIbHBIX
HCCIICIOBAaHUI TI0 €T0 IPUMEHEHHIO, a TAKXKe BOBMOKHBIC
(akTOpHI prIcKa Y MAIlMeHTOB, HYXKIAIOIINXCS B TIPOBEIC-
Huu BBUT (Bo3pacT, conyTcTByloliue 3a00eBaHUs 9HA0-
KPUHHOM, CepIeIHO-COCYINCTOM, CBEPTHIBAIOIICH CHCTEM,
(YHKIIMIO MOYEK, TSKECTh COCTOSIHUS M IIJIATEIBLHOCTD
OCHOBHOTO 3a00JIeBaHUS U T. 1.). Tak, y NallUeHTOB C Cep-
JIEYHO-COCYIUCTBIMU 3a00JIeBAHUSIMM, ITOXWIIBIX JIUIT
1 IeTell BaXXKHO MaKCHUMAaJIbHO CHU3UTH HArpy3Ky 00be-
MOM, HEOOXOIMMO BBHIOpATh PAacTBOP COOTBETCTBYIOIICH
koHueHTpauuu (10 %), 4T0 0COGEHHO BaXXHO ISl IJIM-
TeabHOM Teparmmu BBUT (Tab6m. 3).

Brui6panHsin mis nedeHnst npenapaT I momkeH oT-
BeuaTh TpeOoBaHMSIM PocCCHIICKOTO 3aKOHOIATEIHCTBA
1 UMETh pa3pelleHre K IPUMEHEHHIIO Y B3POCIIBIX U IETEH.
Tak, HampuMep, TIpermapar oKTaraM pa3pellcH K IIpuMe-
HEHUIO KaK Y B3pOCIIBIX, TaK U Yy meTel ¢ 0 JieT.

s TTaliMeHTOB ¢ BRICOKMMHU PUCKAMM HapyIICHMS
(GyHKIIMM TTO9eK BaXKeH THUII CTaOMIM3aTOpa, TapaHTHPY-
IO CHIDKEHWE PUCKOB CO CTOPOHBI BBIICITUTECIHHOMN
CHCTeMBl. B MHOTOUMCIIEHHBIX MCCIIEIOBAHUSIX IIOKA3aHO,
YTO pa3BUTHE HEXEIATEeIbHBIX SIBJICHUM HAIIPSIMYIO 3aBH-
cuT ot crabuimsaTtopa [145—151]. HyxxHO y4uTHIBaTh,
yTo puckin HD MOryr moBBIIATHCS TIpU Ha3HAYCHUU
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Tab6auua 3. OcrosHbie xapakmepucmuku u 603MoXNCHbIe aKMopbl pucka Hexceaamenviwlx 3¢gexmos [ 143, ¢ usmenenusmu]

Table 3. Main characteristics and possible risk factors for undesirable effects [ 143, with changes]

Main characteristics of the drug IVIG

Patient risk factors
High sugar content

IToyeuHast HEHOCTaTOYHOCTD
Renal impairment

Bonesnu cepaedHo-cocynucToit
CUCTEMBI
Cardiovascular disease

TpomO0sMOOIMYECKIC HAPYIIIEHUS
Thromboembolic disorders

OxwupeHne
Obesity

O0e31BUXXEHHOCTD MalleHTa
Immobility of patient

TToxwuioit Bo3pact
Older age

CaxapHbIll TuaGeT 1 TTOBBIIIICHHAS
TOJIEPAHTHOCTB K IVTIOKO3€
(Pre) diabetes mellitus

JleTckuii Bo3pact
Pediatric age

Heduuut IgA ¢ Hamuurem aHTU-1gA
AHTUTEI
IgA deficiency with anti-IgA antibodies

Concent-
ration

of IgA

High
sodium
content

High
osmalality-
osmolarity

ITlpumenanue. Ileemom videnervi cumyayuu, 8 KOMOPbIX COCMAS NPENApama 0As 6HYMPUBEHHOI 8bICOKOOO3HOU MEPANUU UMMYHO-
enobyaunamu (BBHT) moxcem npueodums K nexcesamenvhuim sgpgpexmam. IgA — ummynoerobyaun kaacca A.
Note. Color highlighted the situations in which the composition of the drug for treatment intravenous high-dose immunoglobulin therapy can lead to

undesirable effects. IgA — type A of immunoglobulin.

OTJIEJIBHBIX TPYIIII IIPENapaToB (TMIOTEeH3UBHBIX, aHTUOM-
OTHUKOB, JWYPETHKOB, LIMTOCTAaTUKOB W Ap.), a TaKXke
y OOJIBIIMHCTBA OOJIbHBIX CTaplie 45 JIET, UMEIOIINX XPO-
HUYECKYI0 TTOUYEYHYIO TIATOJIOTHIO VI BTOPUIHOE TTOpa-
XKEeHUEe TToYeK (XPOHWYECKUM THETOHEe(PPUT, TTOUYCTHYIO
HEI0CTaTOYHOCTh, AMIJIONI03, CAXapHBIi Aa0eT, TuTep-
TOHMYECKYIo 001e3Hb 1 Ap.) [152]. B psime nccienmoBanmii
IokazaHo, 4to mpenaparsl BBUI, cTradmimmsmpoBaHHBIC
MaJIBTO301, UMEIOT 3HAYNTEIbHO MEHBINME pucku [153].
HccnenoBanust o IepeHOCMMOCTH M 0€30ITaCHOCTH TIpe-
mapara OKTaraMm, CONEpXalllero Majbro3y, COOOIIAIOT,
yT0 cpeau 114698 npoBeaeHHbIX MHGY3UIA IPOLIEHT pa3-
BuTust HO 0bu1 MuHMMAasIbHBIA U cocTaBua 0,35 % [154].

ITpu BbIOOpPE TIperapara BaXKHOW SIBJISIETCSI BUPYCHAST
0e30ITacHOCTb IIIa3MBI, U3 KOTOPOI OH M3roToBIEH. [1ep-
BUYHBII KOHTPOJIb JOJIKEH MTPOBOJIUTHCS YKe Ha YPOBHE
3a00pa JOHOPCKOII KpoBU. B TIpoliecce mpom3BOmCTBa
TIPOBOIUTCS 2-i4 3Tal BUPYCHOM OUMCTKHU ITyTeM (hpakiim-
oHMpoBaHUs 3TaHosoM o KoHy, MeTomamMu ¢humsTpamm
u ynsrpadmisTpanyu. [logHast 6e30MacHOCTh Mpernapara

obecrieynBaeTCs MHAKTUBALIMEH BUPYCOB, KOTOPAsk MOXET
MPOBOAUTHLCSI HECKOJLKMMU METOIAMU: COJIbBEHT/IeTep-
TeHTHBIM, MHKyOamueit ¢ Hu3kuM pH, odbpaboTkoii beTa-
MPOTIMOJIAKTOHOM WJIX OKTaHOBOU kuciotoit. [Tpu mpous-
BOJICTBE JIOJKHO OBITh MCITOJIB30BAHO HE MeHee 2 METOJIOB
WHAKTUBAILMA U 0CO00e BHUMAHUE YIEIEHO TapaHTUPO-
BaHHOI aMMMUHALIUK TTapBoBupyca B19 B cBs13u ¢ prickom
Ppa3BUTHS XKU3HEyrpoxaoinx nHbekunii. Undopmanms
00 3Tanax OYMCTKY MPENapaToB OT BUPYCOB, BKITIOYAIOIIAs
WHAKTUBaIMIO napBoBupyca B19, momkHa ObITh 00si3a-
TEJIBHO YKa3aHa B MHCTPYKIIUY TIO UCTIOIb30BAHUIO TIpe-
rapara.

Db bheKTUBHOCTh AEUCTBUS TIpemapaTa 3aBUCHUT
ot KoHueHTpaun IgG, KoTopast DokHa OBITh HE MEHeEe
95 %. B MHCTPYKIINY IO TPUMEHEHMIO TaKXKe YKa3bIBaeT-
cs pacnpenenenre monkinaccoB IgG, koTopoe MOKHO
MaKCUMaJIbHO COOTBETCTBOBATh PACIpeleIeHUI0 B HOP-
MasbHOM Tmasme: IgG1l ~66 %, 1gG2 ~23 %, 1gG3 ~7 %,
I1gG4 ~4 %. Dty KpUTEepUU SIBISIIOTCS OMHUM U3 YCIIOBUIA
ONTUMAJILHOTO TepaneBTuieckoro acddexra UI [17].
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Tao6auua 4. Ilapamempoi, onpedensiousue 6b160p npenapama 04 6HyMpPUEEHHOL bICOKOO03HOIU MePani UMMYHOA00YAUHAMU

Table 4. Main parameters for the choice of drug for intravenous high-dose therapy with immunoglobulins

TOM9

Characteristics that potentially affect to effectiveness of drug for intravenous high-dose therapy with immunoglobulins

— oobuee conepxanue IgG >95 %;
Conepxatne IgG B npenapare, _ the total IgG content is >95 %;

pacrpejiesieHre TIOIKIIACCOB _ . _ _ _
The content of IeG in the drug, & C(}pfingn%mqecme pacnpenenenue moakiaaccos IgG: IgG1 — 66 %, 18G2 — 23 %, 1gG3 -7 %,

L — physiological distribution of IgG subclasses: IgG1 — 66 %, 1eG2 — 23 %, 1gG3 —7 %, 1gG4 —4 %

XapaKkTepUCTHKH, IOTEHIMAJIBLHO BJIMAIONME HA 0€30MaCHOCTH Mpenapara
ISl BHYTPHBEHHOI BBICOKOIO3HOM TEPANTHY MMMYHOTJI00Y THHAMHA

MPEANOYTUTEIFHOE MCIIOIb30BaHUE TOTOBBIX 5—10 % pacTBOpOB
preferred use of ready-made 5—10 % solutions

®opwma BeITTycKa
Presentation

coziep>kaHue TMMepoB M MOHOMePOB IgG noymkHO ObITh He MeHee 90 % obiiero conepxkanus IgG;
the content of dimers and monomers of IgG must be at least 90 % of the total content of IgG;
coJiep>kaHue MOJMMEPOB U arperatoB He 6osiee 3 % oT obiuero coaepxanus IgG;
KoHueHTpalust BHYyTpUBEHHBIX — the content of polymers and aggregates is not more than 3 % of the total IgG content;

MMMYHOIJIOOYJIMHOB — anturena K HBsAg — e menee 0,5 ME nHa 1 r umMmyHOTITO0Y TMHA;

Concentration of intravenous — antibodies to HBsAg — not less than 0.5 IU per 1 g of immunoglobulin

immunoglobulins — MuHUMYM 2 Trtia aHTuTen (1 BupycHoe u 1 6aKTepralibHOE ), IS KOTOPBIX UMEIOTCST MEXKITY -
HapoAHbIe 3TAJIOHBI, KOHIIEHTPAIIMs aHTUTEN B 3 pa3a BbIllI€, YeM B UICXOJHOM ITyJI€ MIa3Mbl
— at least 2 types of antibodies (1 viral and 1 bacterial), for which there are international standards, the
concentration of antibodies is 3 times higher than in the original plasma pool

ConepxxaHue HaTpUs — OCMOJISUTBHOCTh He MeHee 240 MOcMoIb /KT

Concentration of sodium osmolality not less than 240 mOsmol/kg

YKa3aHO COACpKaHUEC IgA 1 HE IPEBLIIATH 3a4BJICHHYIO KOHLICHTPALIUIO
IgA content indicated and do not exceed the declared concentration

Conepxanue IgA
Concentration of IgA

mpenaparbl, CoAepKalllie MaabTo3y, MMEIOT 3HAUUTEIbHO 00Jiee HU3KUIA PUCK OCTPOTO
TMOBPEXICHUS MTOYEK;
Cra6umusatop,/yposenn pH : %rﬁgz c(())gt;nzl.ng maltose have a significantly lower risk of acute kidney damage;
111 9 s '
e — cradbuwibHOCTh BBUT nomkHa ObITh JOKa3aHA COOTBETCTBYIOLIMMU MCCIEA0OBAHUSIMU
BO BpeMsI pa3pabOTKH MpernapaTa
— stability must be proven by appropriate research during drug development

— METOJI ITPOM3BOACTBA JOKEH BKIIIOUATh CTAAWN YIAJICHUS W,/ MTHAKTUBAIIUA U3BECTHBIX
BO30yauTe el MHMEKIINI ¢ LEIbl0 00ecIeueH st 0€30IacHOCTHU MpernapaTa B OTHOILIEHUN
nepenavyn MHQEKIINN;

— the production method should include the steps of removing and/or inactivating known pathogens to
ensure the safety of the drug in relation to transmission;

— Ha 3Tarne (ppakuMOHUPOBaHMSI, HA (PMHATLHOM CTaAUM IIPUTOTOBJICHUS paCTBOPA B IIPOLIEC-
ce TIPOM3BOJICTBA HE J0OABIISIOTCS aHTUMUKPOOHBIE KOHCEPBAHTHI

— at the stage of fractionation, at the final stage of solution preparation, antimicrobial preservatives are not
added during the production process

OuncTKa mpemnapara
Drug cleaning

TUTpPbI U30TEMArTIIOTUHUHOB ~ — TUTP aHTH-A / B-M30reMarniioTMHUHOB MeHbIe 1:64
Isohemagglutinin titer — anti-A/B titer of isohemagglutinins less than 1:64

— M3TOTOBJICH M3 TU1a3Mbl 6osbire 1000 1oHOPOB;

— made from plasma more than 1000 donors;

— aKTUBAaTOp MpeKaJUTMKpenHa He 6obine 35 ME /mir;

— prekallikrein activator no more than 35 IU/ml;

— AHTHUKOMIUICMEHTApHAada aKTUBHOCTb: CBA3bIBAHUEC KOMIIJIECMECHTA HE 6oubire 50 %

(I remonuTnyeckas exuunna CH, Ha 1 Mr UMMyHOTIOOYIMHA);
JIomoIHUTENBHO — anticomplementary activity: complement binding is not more than 50 % (1 hemolytic unit CH
Additionally of immunoglobulin);

— MMeeT (YHKIMOHAJIBEHO HEeMOBpeXXAeHHbIN Fc-(parmMenT;

— has a functionally intact Fc-fragment;

— o0JamaeT Xopolleil MepeHOCUMOCThIO;

— well tolerated;

— He obJj1amaeT TPOMOOTeHHOM (ITPOKOATrYJISTHTHOM) aKTHBHOCTBIO

— does not possess thrombogenic (procoagulant) activity

per 1 mg

50

Ilpumenanue. HBsAg — nosepxrnocmmuviii anmuzer supyca 2enamuma B; IgA — ummyroenobyaun knacca A; IgG — ummyrnoanobyaun kaacca G.
Note. HBsAg — hepatitis B virus surface antigen; IgA — type A of immunoglobulin; IgG — type G of immunoglobulin.

_____________________________________________________________________________________________________________________|
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OcHOBHBIE 00513aTeIbHbIE KPUTEPUU, KOTOPBIM JT10JI-
JKeH COOTBETCTBOBATH MpenapaT Ipy BEIOOpeE IS JIeYeHN S,
MpeCcTaBIeHBI B Ta0. 4.

3akniouenue

IIpumenenue BBUI oTKpbLIO HOBYIO 3MOXY B Jieue-
HUU 00JIe3HE pa3HOTo TeHe3a M MPOoIoJIKaeT Iproodpe-
TaTh BCe OOJBIIE TTOKa3aHMi B MeaumuHe. o cux mop
cnektp 3¢ dexruBHOocT BBUTI 10 KOHIIa HE ycTaHOBIIEH,
YTO OIpenessieT HeOOXOMMMOCTh TOMTOTHUTETbHBIX KOHT-
POJIMPYEMBIX MHOTOIICHTPOBBIX KIIMHUIECKIX UCCIICIOBa-
Huii. JlokazaHa noctoBepHas apdektuBHocTh BBUT 11pn
pasubix (popmax CI'b (OBIT, OMAH, OMCAH u np.),
XBIII, MMH u IM. Ucnons3oBanue BBUI mensier
IIPOTHO3 MUACTCHNYECKIX KPU30B U TSKEJIOTO TCUCHHUS
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HepBHo-Mbiweykbie BOJNTE3HU
Opueunanbhble Uccaedosanus

Xapakmepucmuka KOpoOmKoNameHmHbIX CNYX0BbIX
BbI3BaHHBIX NOMEeHUuanos y Aemeii ¢ uepeépanbHbIM napanuyiom

B.B. JIymsneB, T.A. Cmocapb

DIIIO PI'BOY BO «Tsepckoii eocydapcmeerntblil meduyuHckui ynugepcumem» Mumnzopasa Poccuu;
Poccus, 170100 Tseps, yar. Cosemckas, 0. 4

Konmaxmui: Bumanuii Bumanvesuu Jlyavree mouzer09@gmail.com

Beedenue. Boicokuii puck pazeumust KOZHUMUGHbIX HAPYULeHUN Y demell ¢ 4epeOpanbHbiM NAPAAUHOM C8A3AH C CCHCOPHOU Oe3URmMezpayu-
ell — 3a0epiCcKoil 3pUMenbH020 U CAYX08020 80CHPUIMUL.

Ileav uccaedosanusn — oyenka 6peMeHHbIX U AMRAUMYOHBIX XAPAKMEPUCIUK AKYCIUYECKUX CME0A0BbIX 8bI36AHHbIX NOMEHUUAN08 Y Oe-
meli ¢ yepeGpanbHbIM NAPAAUHOM.

Mamepuaavt u memoowt. Obcredosaro 60 demeii (30 300posbix u 30 nayuenmos ¢ uepebpanbHbim napasuuom) 6 eospacme om 4 0o 17 nem
(cpednuii eozpacm 11,80 = 0,56 eoda). Bcem nayuenmam nposedena 2-KaHAAbHAS pe2Uucmpayus aKyCcmu4eckux cmeoi08blX 6bi36AHHbIX
NOMEHYUAN08 NPU CIMUMYASYUU 188020 U NPABO2O YXA C HOCACOYIOUWUM AHANUZ0M OMBEMO08, d MAKICce PempPOCHeKMUEHbLI AHAAU3 CHUMKO8
MAHUMHO-PE30HAHCHOU MOMOPapUU 20106H020 MO32A.

Peszyavmamot. Bospacmnas dunamuka napamempos aKkycmu4eckux cmeoa08bix 6bl36AHHbIX NOMEHUUAN08 Y Oemeli ¢ UepeOpanbHbiM na-
DAAUMOM XAPAKMEPU3Yemcs OMCymcmeuem Cmamucmu4ecKy 3Ha4umMo20 UsMeHeHUs AameHmHOCMell GHYMPUCMBOA08bIX KOMNOHEHMO08
N0 CPasHeHUI0 ¢ KOHMPOAbHOIUL epynnoil. Beiseaeno cmamucmuuecku 3nauumoe yorunerue samenmuocmu 11—V nukoeé akycmuueckux
CMB0/N08bIX BbI3GAHHBIX NOMEHUUAN08, a MaKdice YOAUHeHUe Medcnukosvix aamenmuocmeti I—I11 u [-V 6e3 kaunuuecku evipasicenHoeo
HapyweHus cayxa. JlamenmHocms omoensHbiX NUK08 CIAMUCIMUYECKU 3HAYUMO PA3AU4anacs y demeil ¢ yHu- u OUAamepatbHbiMu cnac-
muueckumu ghopmamu yepebparbHo20 Napatu4a, HapyweHHoU U HOPMAAbHOU peublo. Y NayUueHmog ¢ nepuseHmMpUKYAIPHOL Aelikonamuei
(N0 OQHHbIM MACHUMHO-PE30HAHCHOU MOMO2paAUL) BbIA6ACHO 3HAUUMOe YoruHeHUe I—V nuKoé akycmuvecKux cmeonoebix 6bI36aHHbIX
NOMEHUUAN08 C COXPAHEHUEM MeNCNUK08bIX AamenmHocmeil. TlonyuenHble OanHble YKA3bi6alom Ha Henpoepeccupyloujee Hapyuerue aKy-
cmuteckoll aghgepenmayuu y demeii ¢ yepeOparbHbIM NAPANUHOM.

Sakarouenue. Hapyuwierue 603pacmnozo popmuposanus axycmu4eckux cmeoa08bix 6bi36aAHHbIX NOMEHUUAN08 U UX OMAUUUS APU PAZAUY -
HbIX KAUHUHECKUX NPOSIBACHUSX UepeOpatbH020 Napatu4a 0eaarm memoouxy NOMeHUUaIbHo NPUMEHUMOI 8 00¢Ae008aHuu Oemeli ¢ SMmum
3a601e6anueM 8 Kavecmee Memooa panteil OUAeHOCMUKU CEHCOPHbIX HAPYUleHUl.

Karouesnte caoea: yepebpanvrblii napaiut, aKkycmu4ecKue Cmeos0eble 8bi36aHHbIe NOMEHUUANb

Jlaa yumupoeanus: Jyavnes B. B., Carocape T.A. Xapakmepucmuka KopomxoaamenmubiX CAYX08biX 6bI36aAHHbIX NOMEHUUAN08 Y Oemell
¢ yepebpanvhvim naparuvom. Hepeno-mouueunvie 6oneznu 2019;9(1):52—60.

DOI: 10.17650/2222-8721-2019-9-1-52-60

Characteristics of short-patent auditory evoked potentials in children with cerebral palsy

V.V. Dulnev, T.A. Slyusar’
Tver State Medical University, Ministry of Health of Russia; 4 Sovetskaya St., Tver 170100, Russia

Background. In children with cerebral palsy, high risk of cognitive impairments connected with sensory disintegration — delayed visual and
auditory perception.

The objective — assessment of temporary and amplitude characteristics brainstem auditory evoked potentials of children with cerebral palsy.
Materials and methods. Neurological examination, retrospective analysis of magnetic resonance imaging data of brain and 2-channel
brainstem auditory evoked potentials registration with left- and right-ear stimulation and analysis was performed for 60 children aged
4—17 years, with mean age 11.80 * 0.56 years.

Results. There are no significant difference in brainstem auditory evoked potentials latencies of children’s with cerebral palsy age sub-
groups. A significantly increasing of 11—V peak latencies of brainstem auditory evoked potentials and also I—111 and I-V interpeak laten-
cies was observed in children with cerebral palsy in comparison of control group. Latencies of different brainstem auditory evoked potentials
peaks were significantly higher in children with uni- and bilateral form of cerebral palsy and speech impairment. Group with periventricular
leucomalation (on magnetic resonance imaging) is characterized by significantly increased brainstem auditory evoked potentials latencies
and normal interpeak intervals. These abnormalities may be linked fo non-progressive impairment of brainstem acoustic afferentation.
Conclusion. Impairment of brainstem auditory evoked potentials maturation and it’s difference in various cerebral palsy forms may be po-
tentially clinical applicable for assessment of the children and early detection of sensory impairment.
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Bsepexue

Lepeopanpueiii napamma (L[IT) — 310 rpymma 3a60-
JIeBaHMI, KOTOPYIO XapaKTePU3YIOT CTOMKOe M3MEHEHHE
MBIIIIEYHOTO TOHYCA M CTaTUKO-MOTOPHBIC HapYIICHUS,
00YyCIIOBJIEHHBIE HETIPOTPECCUPYIOIINM MOPaKeHUEM TO-
JIOBHOTO MO3Ta B aHTE- WJIM IIepUHATaIbHOM Ttepuone [1].
¥V nmauuenTos ¢ L{I1, noMuMo 00s13aTeIbHOTO ABUTATE b~
HOTO Ie(hUITNATA, BBIBIISICTCS] IMAPOKUI CIIEKTP KOTHUTUBHBIX
HapyIIeHWI: pacCTPOMCTBA PeUM, CHUKCHME KOHIICHT-
pai BHUMaHUsI 1 00beMa MaMsITH, HapyIIeHUST SMOITNO0-
HaJIbHO-BOJIEBOI1 c(eprl. B coBpeMeHHOM NMOHMMaHUU
BaXXHYIO POJIb B TTATOT€HE3€ MTOTOOHBIX OCIIOKHEHW WT-
paeT MyJIBTUCEHCOPHAsI AIe3MHTErpaIls, T. €. 3aMeUICHIE
00paboTKM MH(pOPMALIMH, ITIOCTYITAIONICH OT 3pUTEILHOTO,
CIIyXOBOTO aHAJIM3aTOPOB U IIPOIIPHOLIEITUBHOTO ariapa-
Ta [2]. C omHOI CTOPOHBI, OHA MOXET OBITh OOYCIOBIEHA
HapyIIeHEeM 3TallI0B OHTOTCHETUYECKOTO TICUXOMOTOPHOTO
pasBUTHS M 3aMeICHNEM 00pa30BaHUs MEXKHEHPOHHBIX
CBsI3el BO BTOPUYHBIX I TPETHYHBIX KOPKOBBIX 30HaX aHa-
sm3atopoB. C Ipyroit CTOpOHBI, HapyleHUEe (hOPMUPO-
BaHUS JaHHBIX 30H, OOYCIIOBIIEHHOE IepeOpaTbHOM TH-
ITOKCHEH ¥ TTOCTEAYIONTM CUCTEMHBIM BOCTIATUTEIbHBIM
OTBETOM, MOXET MMETh MECTO eIll¢ B JOKIMHUICCKOM
nepuone [3].

PaccTpoiicTBa ciIyxOBOro aHajanM3aToOpa OKAa3bIBalOT
npsIMoe BIIUSTHUE Ha pa3BuThe peun y geteii ¢ LIIT [4, 5].
daxropaMu prCcKa SIBIISIIOTCS BHYTPUYTPOOHBIC M HEOHA-
TaJIbHbIe MH(PEKLINHN, TUNIEPOMIMPYOMHEMUS M HU3KAsI MacC-
ca tena nipu poxnennu [5]. IIpeacraBieHHOCTD epude-
PUYECKUX HApYIICHWIT ClIyXa, IO JaHHBIM 3apyOeKHBIX
HccaenoBaHuii, cocrtapisieT 8—13 % (HOBbBILLIEHKE CIIyXO-
Boro mopora 10 40 n1Bb), Mo oTedyecTBeHHBIM TaHHBIM —
10—23 %, npu 3TOM TsKeble HapylleHus (IIOBBIILIEHUE
ciyxoBoro nopora no 70 1b) u mmoHas TIIyxoTa BCTpeva-
JOTCSl CpaBHUTEJIBHO peako — B 2—4 % caydaes [2, 5, 6].
JedeKThl ciIyxa TOCTOBEPHO Yallle BCTPEYaroTCs Y AeTeil
C BBICOKMM YPOBHEM MOTOPHOTO ne(HIINTa MO IIKae
oonpmmx MoTopHBIX (yHKuMit (Gross Motor Function
Classification Scale, GMFCS), a Takxxe mmpu TurepKruHe-
tnyeckoi ¢popme LIIT [3, 7, 8].

AKycTHUYeCKIE BRI3BAaHHBIC IIOTCHITNAITBI TIPEICTABIISTIOT
c000if HeMHBAa3MBHYIO METOAMKY MCCIICTOBAHUS CIIyXOBOM
addepeHTalINT — CKOPOCTH O0OpPabOTKM aKyCTHUUECKOU
nHpopmamu. CymecTByeT 3 pa3HOBUIHOCTH aKyCTHYE-
CKMX BBbI3BAaHHBIX MOTEHLMAJIOB: JVIMHHO- U CpeaHesa-
TEHTHBIE, OTpaKalolre 00pabOTKY CIIyXOBOI MHGpOPMALIUKA
Ha KOPKOBOM YPOBHE, M KOPOTKOJIATCHTHBIC, BOSHUKAO-
IIMe TIPY BO30YKICHUH CTPYKTYP CIYyXOBOTO HEpBa M IPO-
BOISIINX ITyTei Ha ypOBHE CTBOJIA TOJIOBHOTO MO3Ta.
B ximmHMYecKOl MpaKTUKe HaOOJIBIIYIO PACIIPOCTpaHEH-

HOCTb MOJYYMJIO UCCENOBAHUE aKYCTUUECKUX CTBOJIOBBIX
BBI3BaHHBIX moTeHIManoB (ACBII) m3-3a ycroiumBoit
BOCIIPOM3BOJUMOCTM W HM3KONH MEXWHAWBUIYAIbHOU
BapuabenbHOCTH 0TBeTOB [9]. KpmBass ACBII xapakrepu-
3yeTCs CIIOKHO# (hOPMOIi, B KOTOPOI1 BEIAEIISIOT 5 TTOCIIe-
JIOBaTEIbHBIX HETATUBHBIX ITMKOB (CM. PUCYHOK).

I u Il nuku oTpaxkaroT Bo30yXIeHNE HEHPOHOB CIIy-
xoBoro Hepna, III muk — HEHPOHOB MPOIOJITOBATOIO
mo3ra, IV nmuk — HelipoHOB JIaTepaibHOM MeTIn, V MUK —
HEepoHOB Me33HIledaTbHOTO YPOoBHS. TakmM o0Opazom,
a"anu3 ACBII no3BoJisieT BHISIBUTh HAPYIIEHUST CITYXOBOM
addepeHTanmm Ha reprudeprUIecKoM U BHYTPUCTBOJIOBOM
YPOBHSIX MPOBOAHUKOBOI YacTH aHaiu3aTopa. HecMoTps
Ha pa3HooOpa3ue paboT, IMOCBSILIEHHBIX WU3MEHEHUSIM
ACBII npu neMUeTMHU3NPYIOMINX 3a001eBaHNSIX LIEHT-
pabHOM HEPBHOM cUCTeMBI, Yncio ucciemoBanniit ACBIT
MPUY OPraHUYECKUX MOPAKEHUSIX TOJJOBHOTO MO3ra, B 4acT-
Hoctu npu LI, ocraercsi orpaHMYeHHbIM. BrisiBIeHUE
U3MEeHEeHUI ciayxoBoil addepeHtauum y gereir ¢ LIIT
10 CPAaBHEHMIO CO 310POBLIMU MOXET OObEKTUBU3NPOBATH
TEOPUIO CEHCOPHOM HEe3MHTErpallid M CIIOCOOCTBOBATh
pa3zpaboTKe METOAWK PAHHETO BBISIBIECHUS CEHCOPHBIX
HapyllIeHUA Ha JOKIMHUYECKOM YPOBHE.

Iemb HacTosI1IErO KCCIENOBAHMS — OLIEHKA JIATEHTHOCTH
W aMIUTATYIbI OCHOBHBIX KoMIToHeHTOB ACBIT y neteii ¢ LITT.

Mamepuanbl u Memopbl

HccrnenoBanue mpoBeneHO Ha 0a3e IMTOMMKINMHIIECKO-
TO OTHEJICHUSI U OTHCICHUS MEIUIIMHCKON peaO I TaIINI
LlenTpa meTcKoit HEBPOJIOTUM M MEIUIIMHCKON peaduIn-
Tauuu KimmHudeckoii netckoil 6onbHULbL Ne2. O6ciaeno-
BaHo 60 nmereit B Bospacte or 4 no 17 ner. B ocHOBHYIO
rpymiry Bouniu 30 geTeil ¢ COXpaHHBIM CITYXOM (COTJIAaCHO
JAHHBIM KIIMHUIECKOTO OCMOTpa ¥ HEOHATAJIEHOTO ayIHO-
CKpUHMHTA), nrarHo3oM LII1, ycTaHOBIeHHBIM B COOTBET-
CTBUM C KPUTEPUSIMU MeXIyHapoIHOro KOHCEHcyca
o LIIT (2006), nerkum MOTOpHbBIM AeduLmrToM (YpOBEHb
1—2 o mkane GMFCS), npoxonsimmx CTaHIapTHBIA Kypc
MEIUIIMHCKON peadbmiauTanuu. KoHTponbHas rpymia
obu1a TipeacTanieHa 30 3MopoBLIMU IeThMU 0€3 00 BEKTUB-
HOI HEBPOJIOTMYECKON cuMnTOMaTukKu. Kpurepmsmu
WCKITIOUCHUS M3 MCCIICIOBAHUS SIBIISUTUCH 3a(DMKCUPOBAH-
Hasl Ha 3JIeKTpo3HIIedarorpaMmMe mapoKCHu3MaibHasl ak-
THUBHOCTh, KIMHUYECKH 3apETUCTPUPOBAHHOE CHIDKCHIUE
ciyxXa, He 00yCIOBICHHOE MIEPBUYHOM HEBPOJIOTUICCKOM
TaToJIoTHel (XpOHMYECKIE BOCITAIMTETbHEBIC 3200 IeBaHNS
CPEIHETO yXa, TPaBMBI, TOKCMIECKOE ITOpaKeHUE 1 1. ).

Peructpamuio ACBIT ocyiiecTBistiii Ha anmapaTHO-
nporpammHoM Komruiekce MBN SMI-BI14 (HM® «MBN»,
Poccuss, MockBa). MoHTaxX 3J1eKTpOIOB IIPOBOIMIIN T10
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2 cepyu: YETHLIH + HEYETHBIA
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A2-C} -
0.2 MKB/n :

2000(p)

! . ] o .Ll.leanK; paspsaxkeHune, Meanap: 1060 My, y3£l,: 100 16, 10,5 'y, N (+,-)

LLlym: Y3[1: 50 b, N1 (=,-)

TTayuenm X., 71em. Qopma u KomMnoHeHmMHbLL COCMAE HOPMANLHO20 AKYCIUYECKO20 CMBOA0B020 8bI36AHHO0 NOMEHYUANA NPU MOHOAYPANLHOU CIMUMYASAUUU
Patient H., 7y.0. The shape and the component composition of brainstem auditory evoked potentials with monaural stimulation

cxeMe «10—20». AKTHBHBIE 3JICKTPOIBI pacIToiarajy B Ma-
CTOMIANBHBIX TOUKax M| u M,, pedepeHTHbIi — B TOUKE
C,, zasemusiommii — B Touke Fp . MoHoaypasibHylo CTH-
MYJISILIAIO TIPOBOIWJIM AKyCTHYECKMM CHUTHAJIOM THIIA
«IIeTY0K» MHTeHCUBHOCTRIO 100 1B, KOTOpHIi IMpon3Bo-
IAJICS TIyTeM pa3pekeHMsI MeMOpaHBI TOJIOBHBIX Testeo-
HOB M30JIMPYIOIIETO THIIA, YacToTa cTUMYJsimn — 10,5 i1,
C 1epio IyMOTIONaBICHUS MCITOIb30BAIM CUCTEMY aHa-
JIOTOBO-11(hPOBOIT (GUIBTPALINH C TTOJIOCOI TTPOITYCKAHUS
200—3000 Iix. Yucmo ycpemaenmit — 1000, smoxa aHaIM-
3a — 10 mc. JIj1s1 KOHTPOJISI BOCIIPOM3BOANMOCTH OTBETOB
MMPOBOAMJIN 2 TIOC/IEIOBATEIbHBIC CEPUM CTUMYJISIIAM,
C TIOCJIEAYIOIINM CpaBHeHUEM (DOPMEI OTBETOB. AHATN3H-
poBa c(HOPMHUPOBAHHOCTh M JIATEHTHOCTb OCHOBHBIX
koMnoHeHToB ACBII — HeratuBHbiX nukoB N —N,, 3Ha-
YEHMST MEXTIMKOBBIX JJaTeHTHOCTe# N, —N,, N.—N. u N —N,,
a taxke amratynsl I, 111 u V mukoB. 3HaueHMe TaTeHT-
HOCTH 1 aMIUTUTYIbl PACCUYMTHIBAIM KaK CpeaHee 3Have-
HHE OTBETOB C JIEBOTO U IIPABOT0 yXa TP Pa3HULIC JIATCHT-
HocTteli meHee 0,4 mc.

CTaTuCTIYECKYI0 00pabOTKY ITOJYYSCHHBIX MTaHHBIX
IIPOBOIMIIN C UCTIOJIb30BAaHUEM ITPOTPAMMHOTO 0becIiede-
Husg IBM SPSS Statistics 22. M3-3a HeHOpMaJIbHOTO pac-
IIpeneieHNsT JaHHBIX B TTOJIy4eHHBIX BEIOOpKaX B KA4eCTBE
WHCTPYMEHTOB MCITOJIb30BaIN KOPPEISIIIMOHHBINA aHAIN3

o kputepuio p (Criupmena), kpureputo U (ManHa—Yut-
HI1) 1 Kpurepuio H (Kpackena—Yosumica). Pazmamst mipu-
HUMAJIMCh CTAaTUCTUYIECKU 3HAYMMBIMHU T1pH p <0,05.

Pesynbmambl

ITonoBo3pacTHOI cocTaB OCHOBHOM M KOHTPOJIbHOM
TpYMII IpeacTaBlieH B Tabauie 1.

®opmupoBanne ocHoBHBIX (I, 111, V) mmkoB ACBII
3aBepILAETCs YK€ K 6 MeC >KU3HU, TOrga Kak 3HaYeHMUsI
MUKOBBIX JIATEHTHOCTEH y JeTeil JOCTUTAIOT B3POCIIBIX
pedepeHcHBIX moka3aTeneil K 3 romam [10]. Ipeobmama-
HIE B BRIOOPKE JIETei IIKOIBHOTO BO3pacTa OOBSICHSIIIOCH
HEYCHITYMBOCTBIO M OOJIBITICH SMOIIMOHAILHOM JIAOMITHHO-
CTBHIO MJIAMIINX JAETEH, YTO 3aTPYIHSIIO TTOydeHIE YCTOM -
YUBBIX BOCIIPOM3BOAMMBIX OTBETOB. JJOMWHUMPYIOIIMMU
¢dopmamu LIIT B 0CHOBHOI1 rpyIIIe SIBISIACH CIACTUYC-
ckue (90 % naumenTtoB). CpeiHUil reCTallMOHHBIA BO3-
pact meteit ¢ LITT ObuT MEHBIIIE HOPMATHUBHOTO TTOKA3aTeIsT
npu goHoieHHocTH (37 Hem).

IToka3aTey TUKOBBIX X MEXKITUKOBBIX JJATCHTHOCTEI
kommoHeHTOB ACBII, a Takke aMIUIMTYIHBIE XapaKTepu-
ctuku y gereit ¢ LI B pa3aTmaHBIX BO3PACTHBIX TPYIMIIAX
OTpaXXeHbI B TaOIMIIE 2.

B xone ananm3a MegMaHHBIX 3HAYeHUIT KOMITIOHEHTOB
ACBII B BO3pacTHBIX ITOATPYIIIAX KOHTPOJBHOI TPYIIITHI
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HepBHo-Mblweunbie 5O JIE3HH

Tadmma 1. Xapaxmepucmuka yuwacmuuxos uccaedosanus

Table 1. Characteristics of study participants

OcnoBHasi ~ KoHTposs-
IIpusnak Tpymna Has rpyma
n=230 n=230
IIoa, abc (%)
Myxckoit
e 17 (56,7) 16 (53,3)
KeHckuit
Fernale 13 (43,3) 14 (46,7)
Cpeonuii éo3pacm, nem
11,80 £0,91 12,30+ 0,89
Tecmauuonnuiii 6o3pacm, neo
36,10 £ 0,82 38,90 £0,35
Dopma uepebpaavrozo napaauna, aoe (%)
ITemunapes
Hemiparesis 15(50,0) -
Jlumnerus
Diplegia 9(30,0) a
Terpamerust
Tetraplegia 3(10,0) a
Hecnactnyeckue ¢popMbl 3(10,0) _

Non spastic forms

BBISIBIJIM CTATUCTUYECKY 3HAYMMOE Pa3IMIMe B JIATCHTHO-
cru mukoB N, (H = 6,53; p <0,05), N, (H=7,91; p <0,05)
u N, (H = 8,64; p <0,05), MEXNMKOBBIX JIATEHTHOCTSX
N —N, (H=11,24; p<0,01) u N —N, (H=9,20; p <0,05),
a Takke B amrumryne nuka Ny (H = 7,32; p <0,05).
ITpu cpaBHEHNM aHAJIOTUIHBIX TTOKA3aTesIei B IO PYIITIaxX
neteii ¢ LI craTucTUyecKy 3HAYMMBIX pa3Induii He 00-
Hapyxwi. Hanbonbinee pasnuune nokasateneii ACBIT
B OCHOBHO Y KOHTPOJIbHOM IPYyIIIaX BBISIBIIIM B IIOATPYII-
e 4—6 net. B nanbHeileM faHHbIE Pa3IudKs HUBEIUPY-
IOTCSI, YTO MOXET OBITH OOYCIIOBJICHO ITPOIIECCOM KOMITEH-
caumm. HecMoTpsI Ha pasimarie B BO3PACTHBIX IOATPYIIIIaX,
npsMmoit Koppensauny napameTpoB ACBIT ¢ Bo3pactom
pebeHKa He YCTaHOBJICHO KaK B OCHOBHOM, TaK M B KOHT-
POJILHOIA IPYIIIe, 32 MCKJIIOYEHUEM JIATEHTHOCTH NKa N
(pg=—0,41; p<0,05u p,=—0,45; p <0,05 cooTBETCTBEH-
HO) (Tabu. 3).

B ocHOBHOI1 TpyTITie BRISIBIIM CTATUCTUYECKI 3HAYM -
Moe yBeTndeHue JJaTeHTHOCTe# MKoB N,, N, 1 N, a Takxke
yBEJIMYEHNE MEXITUKOBBIX TaTeHTHOCTEN N, —N, 1 N —N;
10 CPaBHEHUIO C TPYIIIIOi KOHTPOJISL. JlaHHBIEe TTOKa3aTe
ITO3BOJISTIOT TIPEATIOI0XUTE, 9TO Y meteit ¢ LITT He ToimbpKo
3aMeUIeHa BHYTPUCTBOJIOBas addepeHTaus aKyCcTuIe-
cKoli mHGpOopMaLIMM, HO M HapylleHa mnepudepudaeckast

penerys. HeobxoguMo Takke OTMETHUTh, YTO 3HAYCHUS
JaTeHTHOCTe#H MUKoB N, 1 N, npeBbiliagn HOPMaTUBHbIE
3HayeHus y 17,6 % neteit KOHTPOJIbHOM IPYIINbI, TOLAA
kak y gereii ¢ LII1 maHHOE TIpeBBINIEHNE PETUCTPUPOBA-
J10Ch B 36,8 % ciyyaeB. AMIUIUTYIHBII aHAIU3 HE BBISIBUAI
CTATUCTUICCKU 3HAYMMOTO Pa3IMIMS TMKOBBIX AMIUTUTY]I
mukoB N, N, 1 N, B OCHOBHOM M KOHTPOJIbHOM IpyTIIax.

M3-3a HEBO3MOXHOCTU TTOJTHOIICHHOTO ITPOITYKTHB-
HOTO KOHTaKTa WM BBIMOJHEHMS WHCTPYKIIMKA y OeTeit
CO CpEeOHMM W BBICOKMM YPOBHEM IBHMTATEIHLHOTO meu-
nuta o mkajxe GMFCS ananus mapaMeTpoB CIIyXOBOit
addepeHTalINU IPOBOIUIICS TOJIBKO Y MAIIMEHTOB C JIeT-
KM MOTOPHBIM neduruToM (YpoBeHb 1—2 IO IIKaje
GMEFCS) (tabm. 4). B HacTosIIIIeM 1 IOCIIEAYIOMINX CPaB-
HEHUSIX CPEIHUN BO3PACT MALMEHTOB B OLIEHWBAEMBIX
TIOATPYIIIAaX OCHOBHOM TPYIIIIBI CTATUCTUYECKY 3HAYMMO
He pa3ImJaics.

BeIgBUIM CTAaTUCTMYECKW 3HAYMMOE pasindue Ja-
TeHTHOCTH MUKOB N, N, 1 N, a Tak)Xe aMIUTUTYIbI ITMKa
N, 4TO MOXET CBUIETEIHCTBOBATD O 3aAMELIEHUY CITyXO-
TIPOBEICHMS Y IeTeit ¢ 6oJiee BRIPasKeHHBIM IBUTATeTHEHBIM
JIeUIUTOM.

Xapaxkrtepuctuka napameTpoB ACBII y gereii co cra-
CTUYECKHUM TeMU- U Tapaliape3oM IIpuBeacHa B TaOIHIIe
5.V nereii ¢ mapanape3oM HaOIIOAAIOCh CTATUCTAYECKU
3HAYNMOE VITMHEHNE JJATCHTHOCTH Y CHIDKEHWE aMILUIH -
Tyabl mvka N,. CTaTUCTMYECKHE JaHHBIE TI0 TTapaMeTpam
ACBI1 y geTteii ¢ TeTparierueii 1 HecnacTUIeCKUMHM hop-
mamu LT He mony4yeHbI BBUAY €eAMHUYHBIX HAOTIOACHUIA.

PedeBnie HapyleHus1, BeIsIBIeHHBIE Y 16 nereit ¢ LITT
(54,5 % nauueHTOB OCHOBHOI I'PYIIIbI), OBUIN IIPEACTAB-
JIEHBI TICEeBIOOYIb0apHO nn3apTpueii (9 nereii), cMeIIaH-
HOW Au3apTpueil (6 mereil) U KIOHMYECKHUM 3auKaHHEM
(1 pedbeHoK). JlaHHBIC CPaBHUTEJBHOTO aHAJIM3a ITapaMe-
TpoB ACBII y neTeii ¢ peyeBLIMM HapyLIEHUSIMUA U HOP-
MaJIbHO C(HOPMUPOBAHHOM PEYbIO ITPUBEAEHDI B TAOIMLIE 6.

HerlipoBusyanuzaunoHHble Haxoaku y aeteit ¢ LIIT
OBLTY TIPEICTABIICHBI IICPUBEHTPUKYIISIPHOM JIeiiKonaThe it
(IIBJI, n = 10), oxanpHBIM (7 = 5) 1 ndDEOY3HBIM KOp-
TUKAJIBHBIM ITOBPEXAcHNEM (1 = 1), TOPOKAMM pa3BUTHS
TOJIOBHOTO Mo3ra (n = 3), TIOBpeXXIeHUEM CTPYKTYp MO3-
XKeuka (n = 3) wim Mo30JucToro Tena (n = 8), a TakxKe
HapyXHO WM BHyTpeHHe# ruaponedanueitr (n = 10).
IMockonsky I1BJI saBasiercst caeacTBUeM CUCTEMHOM TH-
TTOKCHH, B X0 KOTOpOIt HanboJiee paHHee ITOBPEKICHIE
MPOUCXOOUT B onuroaeHapouunTax [11], Bo3aMoxHa CBSI3b
mexnay I1BJI u mapameTrpamu ciayxoBoii addepeHTaluu
B KaTaMHe3e. [lanHble aHamm3a KommoHeHToB ACBIT y ne-
teii ¢ [1BJI nmpencraBieHs! B Tabnuie 7.

BhIsIBIIIM cTaTUCTHYECKY 3HAYMMOE YBEJIMUCHUE JIa-
teHTHOCTH KoMItoHeHTOB ACBII y mereii ¢ I1BJI, omHako
TTOKAa3aTeJIM MEXIMKOBBIX JIATCHTHOCTEH B ITOATPYIIIAX
MMPaKTUYECKA HE OTIWYAJIMCh, ITO3TOMY BOIIPOC O B3aM-
MOCBSI3U CIIyXOBOI addepeHTallu M CTPYKTYPHOM IIie-
JIOCTHOCTH LIEHTpaIbHOI HepBHOI crcTeMsl y aeteii ¢ LITT
OCTaeTCST OTKPBITHIM.
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TaﬁJmua 2. Bospacmﬂa;z OUHAMUKA OCHOBHbIX KOMNOHEHMO08 AKyCcmu4ecKux cmeon06blx 6bl36AHHbIX NOMEHYUAN06

Table 2. The age dynamics of the main components of the brainstem auditory evoked potentials

& b o R

Parameter

HerucIIII  KonTpouas

Jderuc IIIT  Kourpoms Jeruc IIII  Koutpoun

n=10 n=10 n=10 n=13 n=10 n=17
TN, Me 2584029 2,01 £0,05 2,15£0,05 1,98+004 2,1240,09 2,06+ 0,04
.
TIIN,, Mc 3354037 3,00 £0,04 3,06£0,05 2,98+0,06 3,11£0,08 3,00 0,05
,, ms
TN, Mc 4554033 4112008 4,18£0,09 3,93+£0,07 4,11£0,08 3,87 £0,07
,» ms
N, mc 560+0,39 541+0,07 529+0,09 517008 537013 5,11%0,08
,» S
TN, Me 6,48+023 6,04+0,06 6,08+0,10 591+0,03 6,12+0,16 5,78 +0,05
,, ms
Mexmiikosa JaTeHTHOCTE =Ny, MC 5 09 £0,04  2,08£0,07 210£0,11  1,95+0,07 2,02£0,09 1,73+0,06
nter-peak latency N, —N,, ms
Mexritkopa TaTeHTHOCT: N=N, MC 1 98 40,13 1,94£0,06 1,98+0,08 198+0,07 193£0,09 1,97:+0,07
nter-peak latency N,—N., ms
Mexrmitkosast TaTeHTHOCT: N =Ny, MC 4 00 £0,08 4,01 £0,08 4,02+0,11 3934004 394+0,13  3,69+0,07
nter-peak latency N —N, ms
AN, kB 0,I5+0,01 0,18+0,02 0,29+0,05 024+0,02 0144006 0,18+ 0,03
1V
AIN,, MxB 0,25+0,09 0,18+0,04 0,34+0,05 0,20+0,03 0,17+0,04 0,23 +0,03
3 IV
?,PNNSR/{KB 0,49+£0,18 0,43+£0,03 0,60+£0,08 0,56+0,04 043+0,07 0,46+ 0,07
;

Ilpumeuarnue. 30eco u ¢ maon. 3—7: III1 — yepebpanvuoiii napasuy; JIIT — aamenmuocms nuka; AIT — amnaumyoa nuxa.
Note. Here and in tab. 3—7: BAEP — brainstem auditory evoked potentials;, CP — cerebral palsy; PL — peak latency; PA — peak amplitude.

0Gcyxnenue

AOCOTIOTHOE OOJIBITMHCTBO UCCICIOBAHUIN Pa3BUTHS
CIIyxoBolt ahdepeHTaIIN BKITIOUAET €€ OLIEHKY Y HEOHO-
IIEHHBIX IeTeil. B TnHaMuyeckoM nccieqoBaHNN TOpora
capimmMoctr 1o naHHBIM ACBIT y 70 mereit B TeueHUe
1 Toma XW3HM 3aMeIJICHHE CIIyXOBOM addepeHTaumu 10
JIOCTMXKEHUST 3-MeCSIMHOTO BO3pacTa MOKa3aHo KakK B TPYTI-
T1€ TOHOIIIEHHBIX JIETei, TaK U Y HEJIOHOIIEHHBIX MMaIlUeH -
ToB [12]. B Xx0me MeTaaHam3a UCCIeIOBaHMI TapaMeTPOB
ACBII y HemOHOIIEHHBIX EeTell ¢ HOPMATbHBIM CIyXOM
BBISIBJICHO 3HAYMMOE YBEJIMUEHUE MEXITUKOBBIX JIATEHT-
HOCTEN MO CPaBHEHUIO C JOHOIIEHHBIMU CBEPCTHUKAMU
[13]. ABTOpBI TPOCTIEKTUBHOTO CPAaBHUTEIHLHOTO UCCIIe-
nmoBaHUs mapameTpoB ACBII yka3pIBaloT Ha 3aMeIJICHHIE
CHIVDKEHUST JJATEHTHOCTE OCHOBHBIX NMUKOB Y TOHOIIEH-
HBIX JETeil ¢ HU3KUM reCTallMOHHBIM BecoM (n = 49)
B BO3PAaCTHOM NPOMeEXyTKe 3—6 Mec, Torna Kak B KOHT-

ponbHOI Tpymmie (n = 47) momoOHOe CHUXXEHUE ObLIO
paBHOMepHBIM B BodpacTe 1—6 mec [14]. Ha ocHoBaHUM
OMMCAHHBIX HAMU JJAHHBIX MOXKHO TPEAOIOXKUTH TEHICH-
LIWIO K 3aIEPXKKE BO3PACTHOTO COKPAIIIEHUST JATEHTHOCTH
BHYTPUCTBOJIOBBIX KOoMImoHeHTOB LII1, Habmiomaemoro
y 3IOPOBBIX NETeH, yXe ¢ 3-To Mecsla XKU3HU, OJHAKO
JIaHHAsI TUTIOTe3a TPeOyeT MOATBEPKIECHUS B MCCIIEA0BA-
HUSX C OOJIBLIEHN BEIOOPKOA.

Pe3ynbraThl HACTOSIIIETO UCCIEIOBAHUS B LIEJIOM CO-
TJIACYIOTCS C PSIIOM TIPEABIAYIINX PadOT MO M3YYEHUIO
ACBII. Tak, npu o6cnenoBaHum 162 60JbHBIX B BO3pacTe
13—45 ner ¢ mo3gHelt pe3nmyanbHoi cragueti LI ananmm3
B TIOMITPYTITIAX BBISIBUJI IOCTOBEPHOE YBEIMUEHUE JTATEHT-
HOCTM BHYTPUCTBOJIOBBIX KOMIIOHEHTOB (muku N.—N)
110 CPABHEHUIO CO 3MOPOBBIMU UCTIBITYEMBIMU TIPY OOJTb-
mmHceTBe hopm LITT. TTprzHaku moHTUHHO-Me33HIIEDATh-
Holl nu3addepeHTannu (yBenuueHWE MEXITUKOBOM
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Taomaua 3. OcrosHbie nokazameau aKycmuueckux chgoa08bix Gbl36aH- Okonuanue maba. 4
HbIX NOMeHYyuanos y demeli ¢ yepedparvhoim napanuvom (M + m) End of the tab. 4

Table 3. The main indicators of brainstem auditory evoked potentials in

o
=
children with cerebral palsy (M + m) 1=

57

Parameter P 8

MeXnMKOBast JTATeHT-
Core group Control HocTh N, —N,, MC
Parameter group Inter—peall< latesncy NN, 2,05+0,07 2,07 £0,12 53 0,43
ms
n=30 n=30
MeXnuKoBast JJaTeHT-
HocTb N,—N_, Mc
JE-’I]{_[NNIQII;{C 2,15+£0,08 1,97 £0,03 0,06 lnter—peaf( latesncy N,—N,, 1,93+0,04 2,06 40,17 63 0,84
L ms
JI}{[NNZI’;:IC 3,11+£0,09 2,95£0,06 0,48 MeXIiKoBasi JTaTeHT-
22 Hocth N —N., Mc 3,95+ 0,08 4,07 £0,17 58,5 0,64
Inter-peak N,—N
TN, Mc 41940,10 386006 002 o CRHEEIR
AN A, kB 0,25+0,04025+0,05 62 0,79
PLN e 530%0,11 4,99+0,06 0,04 2
N s KB 0,27 40,04 0,2240,05 56,5 0,56
LN Se 6,14£0,12 581£0,04 0,03 i
2 AITN,, MmxB
> 0,58 £ 0 +0,07 0,04
MeXIUKOBas JIATCHT- PAN, pv S e
LEOS NN, Y9 2,11+£0,08 1,84+0,06 0,01 IIpumenanue. GMFCS — wikana 60avuux MOMOPHbIX GYHKYUIL

L ycal s ey (Gross Motor Function Classification Scale). 3deco u 6 maba. 5—7:

N, —N,, ms .

R U — kpumepuii Manna—Yummuu.
MeXITMKOBAaY JIaTEHT- Note. GMFCS — Gross Motor Function Classification Scale. Here and in
Hoctb N,—N,, Mmc 1,91+0,06 1,99+0,07 0,38 tabl. 5—7: U— Mann—Whitney U-test.
Inter-peak latency N,—N,, ms
MexmnukoBasi JIaTeHT-
Hoctb N —N._, Mc Tabauna 5. Xapaxmepucmuka aKycmuueckux cmeon06biX 6bl36 AHHbIX
- peall< latesncy 4,04 £0,09 3,81£0,05 0,04 nomeHyuanog y demeii c 2eMunape3om u ounieeuei
N, —N;, ms Table 5. Characteristics of brainstem auditory evoked potentials in children
ATIN.. MxB with hemiparesis and diplegia

o Npl;lv 0,28 0,04 0,21 £0,03 0,39 --
AIl N B Hemiparesis| Diplegia
N N331R/[/K 0,22+0,04 0,21 £0,03 0,87 Parameter

n=15 n=9

AIT N_, mxB
PANS,SL,IV 0,51 £0,07 0,46 £0,05 0,68 JII N, mc 2,07 40,06 2,26+ 0,06 4,25
PLN,, ms 0,0
JITT N, Mmc
Tabmuua 4. Xapakmepucmuka aKycmu4ecKux cmeon08biX GbI36AHHbIX PL N ’zms 2,99£0,06 3,11+0,07 1,95 0,16
nomeHuuanos y demeii ¢ pazAu4HbIM ypoOGHeM 08UAMENbHO20 Deuyuma ’
Table 4. Characteristics of brainstem auditory evoked potentials in children JI;III:INNS’ LiLe 4,10+ 0,08 4,22 +0,08 0,49 0,48
with different levels of motor def cit » NS
JITT N, Mmc
l. PLN, s 520+0,10 541+0,13 1,86 0,17
Parameter
"—22 oML N 28 6,09+ 0,11 6,08+0,11 0,05 0,82
PL NS, ms b 9 b 9 9 9
TN, Me 2,13£0,05241 20,18 35 0,07  MexuKopas JaTeHT-
= Hocth N, —N,, Mc 2,08+0,09 1,99 +0,11 0,96 0,33
TN, M 3,0240,04 3,40 £0,18 26,5 0,02 | Merpeaklaency NN ms
- MeXIMKOoBasl JIATEHT-
JIIT N, mc HocTb N,—N_, Mc
— N3,3ms 4,14 +0,07 4,41 £0,19 43,5 0,18 Imer—peaf& latesncy 2,03+0,09 1,86+0,06 2,29 0,13
N N,—N,, ms
, MC
PL N4,4ms 5,25+0,08 5,69 £0,19 33 0,05 MexXnuKoBasi JaTeHT-
21651 =N, 1 4,0540,10 3,85+0,10 3,19 0,07
TN, Mc 5,98+ 0,06 6,63+ 0,18 17,5 0,004  Inter-peaklatency R e R
5 MS N,—N,, ms
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OkoHuanue maba. 5
End of the tab. 5

n=15 n=9

Parameter

AIl N , MxB
oA Nl,luV 0,37 £0,05 0,17 £0,03 7,26 0,007
AIT N,, MmxB
o N;;SHV 0,34+ 0,04 0,22+0,06 3,15 0,08
AII N_, MmxB
o NS,SHV 0,54+ 0,08 0,52+ 0,09 0,01 0,92

Tab6auna 6. Iapamempu akycmuueckux cmeoa08bix 6bi36AHHbIX NOMEH-
yuano8 'y demeii c peueabiMu HapyueHusI MU

Table 6. Parameters of brainstem auditory evoked potentials in children
with speech disorders

Normal
Parameter speech

JIIIN,, Mmc
PLN , ms

disorders

2,11+0,07 2,23 +0,12 51,00

JITIIN,, Mmc

PLN,, ms 3,04 £ 0,05 3,16 £ 0,13

52,50

JITI N, mc
PL N;, ms

JM N, mc
PLN,, ms

3,99 + 0,08 4,36 + 0,12 23,50

5,22+0,10 5,44+ 0,15 43,00

JII N, Mc

PL N,, ms 5,92 £0,09 6,21 £0,12

34,50

MexnukoBast
JIATEHTHOCTDH
N,—N,, Mc
Inter-peak latency
N —N,, ms

1,93 £0,08 2,18 £ 0,11 31,00

MexmnukoBast
JIATEHTHOCTh

N,—N,, Mmc

Inter-peak latency N,—N,
ms

1,93+ 0,03 1,88 + 0,05 48,00 0,41

MexmmkoBast
JIATEHTHOCThH

N,—N,, mc

Inter peak latency N =N,
ms

AITN , MxB
PAN,, pV

AITN,, MmxB
PA N3, pV

ATl N, MxB
PANS. 1V 0,66 % 0,09 0,44 0,08 32,50

3,84 0,09 4,06 £0,10 37,00

0,27 £0,06 0,25 £ 0,05 57,50

0,35%0,06 0,18 = 0,04 24,50

Tabauna 7. Xapaxmepucmuku aKycmuueckux cmeoa06biX 6bl36 AHHbIX
nomeHyuanos8 y demeil ¢ nepueHMpPUKYAAPHOILL Aelikonamuei no OGHHbIM
MacHUMHO-PE30HAHCHOI momozpaghuu

Table 7. Characteristics of akycmuueckux cmeonoevix 6bl36aHHbIX NHOMEH-
yuanos in children with periventricular leukopathy according to magnetic
resonance imaging

Presence
I I

JII N, mc
PLN, ms

JI N, mc
PL N,, ms

JIT N, mc
PLN,, ms

JITI N, Mc
PLN,, ms

JIIT N, mc
PLN,, ms

2,39 £0,13 2,09 + 0,05 0,0

3,28+0,15 3,03£0,05 41 0,09

4,45+0,14 4,06 £0,07 28 0,01

5,71+ 0,13 5,16+0,08 16 0,001

6,44 £0,16 5,91 %0,06 20,5 0,004
MexnukoBas
JIATEHTHOCTb
N,—N,, Mmc
Inter-peak latency
N,—N,, ms

2,08 +0,12 2,00+ 0,07 60,5 0,57

MexmnkoBas
JIATEHTHOCTH
N,—N,, Mmc
Inter-peak latency
N,—N,, ms

2,00£0,09 1,87 +£0,04 51 0,26

MexnukoBast
JIATEHTHOCTh
N,—N;, Mc
Inter-peak latency
N,—N;, ms

AIIN,, MmxB
PAN , pV

AIIN,, MxB
PAN,, uV

AIT N_, MmxB
PA NS,SIJV 0,40 £ 0,06 0,60+ 0,08 41 0,1

4,08 +0,13 3,86 0,08 49,5 0,23

0,19 +0,03 0,29+0,05 55,5 0,4

0,21 £0,05 0,29£0,05 51 0,29

JateHTHOCTH N,—N,) oT™Meuanu y 60IbHBIX CO CrIacTUye-
CKOW muIUierneil M atoHmdeckou ¢opmoit LI, Torma
KakK HapylieHue nepudepuyeckoro mpoBeaeHus (yBeau-
yeHre MexTnmkoBoii tateHTHocTu [—I11) peructprposanu
MPU CIIACTUYeCKOi TeTparuieruu [15]. ABTopsI pe3tomu-
pOBaIM OTCYTCTBHE CTIeM(pUIecKNX U3MEHEHU, XapaK-
TEPHBIX T Kaxaoi koHkpeTHoit (popmar LITT. Mccreno-
BaHMe ¢ ydactuem 126 neteit B Bo3dpacte 1—18 jer co
cractuyeckumu opmamu LIT BeISIBUIIO cTaTUCTHYECKH
3HAYMMOE YBEJIMUEHME JATEHTHOCTH TepudeprunIecKnx
¥ BHYTPUCTBOJIOBBIX KOMIIOHEHTOB U YBETMUEHUE aMTLITN -
TyIbI TMKa N, 3a9BICHHOE KaK KOMIIeHcaTopHoe. Mame-
HeHne mapameTpoB ACBIIT oTMedaeTcst maxke mpu OTCYT-
CTBUY KJIMHUYECKW 3HAYMMOTO CHIKEHUSI ciryxa [16].
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3apyOexXHbIe MCCIeIOBAaHNS UMEIOT HEOTHO3HAYHbBIC
BBIBOIIBI OTHOCUTETHHO ITPUPOJIEI CTBOJIOBOI TUCHOYHKITAN
y neteii ¢ LIIT. ITpn onenke ACBIT y 80 mereit B Bo3pacTe
3—12 JeT B psAme ciaydaeB perucTPUpPOBAIOCh BRITTAICHIE
OTJIEIBHBIX TTMKOB, YIUTMHEHIE MEXITUKOBOM JJATEHTHOCTH
NI—N5 W peayKLusl BEICOTBI N5 MUKa y AETei C TSKEeIon
acuKcuell B aHaMHe3¢e, YTO B COBOKYITHOCTH OTpakaeT
nu3addepeHTano TTPEUMYIIIECTBEHHO 3a CYET MEXb-
SIIEPHOM IeCMHXPOHMU3ALINKM Ha YPOBHE CTBOJIA TOJIOBHOTO
MO3ra IIpY COXPaHHON MHUEIMHU3AINN ITPOBOTHUKOBOTO
oTaeNla aHaim3aTtopa y OosblunHCTBA MauueHToB ¢ LT
[17]. B To e Bpems ananu3 mapametpoB ACBIT y 50 neteii
B Bo3pacte oT 4 Mec 10 10 j1eT BEIIBUJI COYETAHHOE CTaTH -
CTUYECKM 3HAUMMOE YBEIMUEHME KaK JJATCHTHOCTH OCHOB-
HBIX ITMKOB, TaK X MEXITUKOBBIX JIATCHTHOCTEH 110 CpaB-
HEHHUIO C TI0Ka3aTeJIsIMA KOHTPOJBHOW TPYIIIBI, YTO
TOBOPUT O CMEIIAaHHOM IIaTOTeHe3¢ HapYIICHMST aKyCTH -
yeckoit apdepenTaumu [18].

Takum o6pa3oM, IOJydeHHBIC HAMU TaHHBIC CBUIE-
TEIBCTBYIOT O HECTICIIM(PNISCKOM CYOKITMHUIESCKOM 3aMe]-
JICHNH 00pabOTKM aKyCTUUECKOM MH(MOPMALINH, BEPOSITHO,
00YCIIOBJICHHOM HETIPOTPECCUPYIOIINM ITOPaskeHUEM B aH-
Te- WJIM TepUHATATBHOM TIepHoJie, Y HapyIIeHUeM CHH-
XpOHU3AIINY HEHPOHOB CIIyXOBOTO aHA/IM3aTopa Ha BHY-
TPUCTBOJIOBOM YpoBHE. OTCYTCTBHE 3HAUMMBIX Pa3TUINIA
10 aMIUTUTYIHBIM XapaKTePUCTUKAM MOXHO OOBSICHUTH
KaK pa3ndreM B YCIOBUSIX CTUMYJISILINM, TaK U BEIpaXKeH-
HOMl MEXWHIWBUIYATbHON BapruabeIbHOCTBHIO TAaHHBIX
ITOKa3aTeJIeil U OTCYTCTBHEM YETKMX HOPMATUBHBIX KPH-
tepues [19].

00630p TOCTYITHOM JIMTepaTyphl HEe BBEIIBUI padoT, 110~
CBSIICHHBIX OIICHKE CIIYXOBOW addepeHTalluM y meTeid
C pasTUYHBIMH (GopMaMM IiepeOpalbHOrO ITapajamda
u Koppessiiun mapaMeTpoB ACBII ¢ BbIpaskeHHOCTBIO €r0
KIMHUYECKUX TIPOSBICHNI (YPOBEHb MOTOPHOTO neu-
LIMTa, YPOBEHb PAa3BUTHUS Pedd U T.A.). I MOHUMaHMS
KIIMHMYecKoi 3HaunMocTtu aHanm3a ACBIT y gereii ¢ LITT
OIMMCaHHBIC HAMH PA3INIMs TIPY TeMH- 1 TUTIICTHYECKOMN
dopmax LT, a takkxe namenenust ACBII y nereii ¢ peue-
BBIMM HApPYIICHUSIMU JOJKHBI OBITh BOCIIPOU3BEICHBI
B MOBTOPHBIX MCCAEAOBAHMUSIX, BKIIOUAIOIIMX OOJIblliee
YHCJIO AlMeHTOB. MccmenoBaHmst, HAIIpsSIMYIO OLICHUBA-
fo1me B3auMocBs3b napameTpoB ACBII u cTpyKTypHBIX
U3MEHEHUN MO3la, B HACTOSILLUUIA MOMEHT OTCYTCTBYIOT,
OJIHAKO BIMSIHUE AEMUEJIMHU3UPYIOLLIETO Mpollecca Ha 3a-
MeUTeHIE BOCIIPUSITUS PEUCBBIX CTUMYJIOB ITIOKa3aHO TIpU
OIIeHKE MAHHBIX (PYHKIIMOHAIBHON MarHUTHO-PE30HAHC-
HOI ToMOoTrpadhrH Y HeIOHOIIIEHHBIX HOBOPOXKIEHHBIX [20].

BbiBoAbI

AKYCTUUYECKHE CTBOJIOBBIE BhI3BAHHbBIE TTOTEHIIATBI
y IeTel ¢ 1epeOpaabHBIM MTapaJIudoM XapaKTepu3yIoTCs
CTaTUCTUUYECKU 3HAYNMBIM 3aMeIJICHUEM aKyCTUIEeCKOM
addepeHTAlINM Ha NepudepruIecKOM U BHYTPHUCTBOJIO-
BOM YPOBHE, CHXKEHHOI TMHAMUKOI BO3PAaCTHOTO CO-
KpalleHUs JJaTeHTHOCTeil oTBeToB. M3meHeHnust ACBII
B 3aBUCMMOCTHU OT KJIMHM4Yeckux npossiaeHnii LIIT mo-
TeHIIMAJTbHO MOTYT OBITh UCITOJIL30BaHbI B paHHEN Heli-
podU3NOJIOTUYECKON TUATHOCTUKE, YTO TpeOyeT Hdajib-
HEWIIero u3ydeHus.
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aKmueauuu nyaa MOMoHeUpoH08 nepeoHlUX P0208 CNUHHO20 M032d. B cocmosnuu cnunaivhnoeo woka, 0aumensHocms KOmMopo2o eapua-
benvna, F-eonnvl ne pecucmpupyromes. Peeucmpayus F-60an ¢ 604buebepuyoebix Hepeos ceudemenscmeyem o 3agepuleHul CRUHAAbHO20
WOKA U 80CCIMAHOBACHUU 31eKMPOBO30YOUMOCU MOMOHEUPOH08 nepeOHUX P0e08 ChUHHo20 Mo3ea. Tloseaenue F-60an cayscum mapkepom
0415 nposedenus OUAeHOCMUUECKOl MPAHCKPAHUANLHOU MACHUMHOU CIUMYASUUU C UeAbI0 OUEHKU COCIOSMEeAbHOCMU KOPMUKOCHUHANb-
H020 MPAKmMa Ha PAHHUX CPOKAX HO360HOUHO-CHUHHOMO32080i MPAGMb.

Ileav uccaedosanus — npoanaruzupogame 60cnpou300UMocms F-60an y nayuenmos ¢ NO360HOUHO-CRUHHOMO320801l MPAeMOli 6 3a6U-
CUMOCIU OM YPOBHSL, 00B8eMA U CPOKO8 NOPANICEHUS.

Mamepuaavt u memoost. B uccaedosanue exaiouerst 15 nayuenmos ¢ nocae0Cmeusmu N0360HOUHO-CRUHHOMO320601 MPAsMbl HA YPOGHe
C4—C7 ceemenmog cnunno2o mosea 6 o3pacme om 19 do 29 aem, obcaedosannsie na 6aze HMXI] um. H. H. [lupoeosa é nepuod ¢ 2014
no 2016 e. Bcem obcredyemovim nposoounacs, CMumMyASyUOHHAs INeKmpoHelipomMuoepagdus: pecucmpauiisi 8bI36aHHbIX MOMOPHBIX, CEHCOPHBIX
omeemoes, F-604n npu cmumyasyuu cpeOuHHbIX, 10KMEBbIX, MAA00epL08biX U 001bULEOEPUOBbIX HEPEOE ¢ 00eUX CIMOPOH.

Pezyavmamut. Y 5 nayuenmos, uz komopowix 3 naxoduauce ¢ ocmpom, 1 — 6 parnnem u 1 — 6 nozonem nepuooe n0360HOUHO-CRUHHOMO320~
601 MPABMbL, KAUHUYECKU OUASHOCMUPOBAH CRUHANbHbLI WOK: 2AeKmpPOoHelipomuoepaghus evisieura omcymemesue F-60an 015 6cex mecmu-
Dpyembix Hepsos. Y 4 nayuenmoe 6 panHem nepuode N0360HOYHO-CRUHHOMO320801 mpasmbl F-6oanbi 3apecucmpuposansi moavko c n. tibia-
lis, KauHUYeCKU OMMEUanucs nepevie CHOHMAaHHbLe OBUICEHUS 8 KOHEHHOCMSX. Y 6 nayuenmos 6 npoMeNcymouHoM u No30HeM nepuooax
HO0360HOYHO-CHUHHOMO3208011 mpaembl F-601Hbl 3apecucmpuposarsi co 6cex uccaedyemvix Hepeos ¢ Heu3MeHHOU ramenmHocmoto. Kiunu-
YecKu 8epuPUUUPOBANOCH OKOHYAHUE CNUHANBHO20 UWIOKA ¢ MUHUMAALHBIM 006eMOM 08UNCEHULI U 60CCIAHOBACHUEM HYECMEUMENbHOCHIU
6 OMOeNbHbIX CeeMeHmax.

Sararouenue. Pecucmpayus F-60anbl 00%CHA Obimb 0033aMeAbHbIM KOMROHEHMOM CIUMYAAUUOHHOU SAKMPOHEUpOMUOSpapuu npu ee-
puuKayuy cocmosiHus CHUHANbHO20 WOKA, OAUMEAbHOCHb KOMOPO20 He Koppeaupyem ¢ nepuo0amu N0360HOUHO-CRUHHOMO320801 Mpae-
mot. Hanuuue F-60an sieasiemcesi OuaeHOCMUYeCKUM MapKepom 045 nposedeHus: MmpaHCKPAHUAAbHOU MACHUMHOU CIUMYAAUUU C Ueablo
OUEHKU COCMOSMENbHOCMU KOPMUKOCNUHAABHO20 MPAKmd.

Karouesnte caoea: nozeonouno-cnunnomos2oeas mpaema, F-604mbl, CHUHANbHbLI WOK

Jla yumupoeanus: Kanvwuna /1. C., Kysneuos A.H., Hukoaaee C.I. u dp. Bapuabenvocmo npedcmasnennocmu u aamenmuocmu F-eonmot
Y nayuenmos é pazHvlx Nepuodax no360HOUHO-CHUHHOMO0320801 mpaembl. Hepero-muiuweunsie 6one3nu 2019;9(1):61—6.
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The variability of representation and latency of the F-wave in patients at different periods of spinal cord injury

D.S. Kan’shina, A. N. Kuznetsov, S. G. Nikolaev, O.1. Vinogradov, D.V. Yakovleva
Federal state budgetary institution “National Medical and Surgical Center named after N.1. Pirogov” of the Ministry of Healthcare
of the Russia; 70 Pervomayskaya St., Moscow 105203, Russia

Introduction. Neurophysiological examination in patients with spinal cord injury is advisable to determine the end of the period of spinal
shock. F-wave is a late electromyographic phenomenon realized by activating a pool of motor neurons of the anterior horns of the spinal
cord. In the state of spinal shock, the duration of which is variable, F-waves are not recorded. The presence of F-waves from the tibial
nerves indicates the completion of spinal shock and restoration of electrical excitability of motor neurons of the anterior horn of the spinal
cord. The appearance of F-waves is a marker for diagnostic transcranial magnetic stimulation to assess the viability of the cortical-spinal
tract in the early stages of spinal shock.

Study aim. To analyze the representation of F-waves in patients in different periods of spinal shock, depending on the level, volume and
duration of the lesion.

Materials and methods. There were a total of 15 patients with spinal trauma in age from 19 to 29 years enrolled. All patients affected were
localized in segments C4—C7. The examination included stimulation electroneuromyography: registration of motor responses, sensory re-
sponses and F-waves from the median, ulnar, fibular and tibial nerves on both sides.
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Results. In 5 patients: 3 in acute, 1 in early and 1 in late periods of spinal cord injury, spinal shock was clinically diagnosed: electromyo-
graphic revealed the absence of F-waves for all tested nerves. In 4 patients in the early period of spinal cord injury F-waves were registered
only with n. tibialis, the first spontaneous movements in the limbs were clinically observed; in 6 patients in the intermediate and late periods
of spinal cord injury f-waves were recorded from all the nerves under study with constant latency. The end of spinal shock was clinically
verified, with the presence of a minimum volume of movements and restoration of sensitivity in individual segments.

Conclusion. Registration of F-wave should be a mandatory component of stimulation electromyographic in the verification of spinal shock,
the duration of which is not correlated with the periods of spinal cord injury. The presence of f-waves is a diagnostic marker for transcranial
magnetic stimulation to assess the viability of the cortical-spinal tract.

Key words: spinal cord injury, F-wave, spinal shock
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BsepeHue

F-BoHBI hopMUPYIOTCS B pe3yiibTaTe aKTUBAIIAN ITyJTa
CEerMEHTapHBIX MOTOHEMPOHOB B OTBET Ha aHTUIPOMHOE
pacIpocTpaHeHUE 3JIEKTPUIECKOTO CTUMYJIA ITO0 aKCOHAM
nepudepndecKnx HepBoB [1—4]. ¥ manmeHToB ¢ M03BO-
HOYHO-cITMHHOMO3r0oBOM TpaBMoil (IITCMT) B octpoMm
1 paHHEM IIeproJaX BO3MOXHO BhITIaneHe F-BoTH HIke
YPOBHS TTOPaXeHUsI, KITMHUIISCKIA COOTBETCTBYIOIIEE CO-
CTOSTHUIO CITMHAJIBHOTO IITOKa — (heHOMEHA, TTPOSIBIISIIONIC-
rocst (GM3MOIOTUIECKIM MJIM aHATOMUIECKIM TTOBPEXIC-
HHMEM CIIMHHOTO MO3Ta C pe3KNM ITafcHUEeM BO30YIUMOCTHI
W YTHETCHHEM ACSATEIbHOCTH BCeX peIeKTOPHBIX IIEHT-
POB CITMHHOTO MO3Ta, PaCITOJIOKEHHBIX HITKE MEeCTa Tiepe-
pe3ku (TpaBmbl) |5, 6]. [IpomoKUTeIbHOCTD CITMHAIBHO-
IO IIIOKA BapbHPYeT OT HECKOJIBKUX JHEU J0 HECKOIBKIX
HeIeJdb W 3aBHUCHUT OT 00BbeMa, XapaKTepa IMOBPEXICHMS
(KOHTY3UHU, UIIIEMUH, PA3MO3KCHHST).

Ha ceromHsimmHmMit 1eHb CYIIECTBYET IIPOTHBOpPEYNE
B PYCCKOM U aHIJIOSI3BIYHOM JINTEPAType B OIMMCAHUU CTa-
Wi CIMHAJIBHOTO IIIOKa. B oTeuecTBeHHOM KiTaccupuka-
UM OMpeIeCHNEe CTaAuKd OCHOBBIBACTCS HAa UTUTEIIb-
HOCTH 3a00JIeBaHMS: OCTPHIN MEPUOI — TIepBBIe 2—3 CYT,
paHHUI — TocienyooIlme 2—3 Hell, MPOMEXYTOUYHBIA —
o 3—4 Mmec, mo3gHUI — OT 3—4 Mec M HeolpeaesIeHHO
noJiro [7]. B MupoBoii IpakTHKe, B YaCTHOCTH 110 JaHHBIM
AMepHKaHCKOI accolMaly CIMHAIBHOM TpaBMbI (Amer-
ican Spinal Injury Assosiation, ASIA), cramum cniHAIb-
HOTO IIIOKa KOPPEIUPYIOT ¢ HJAaHHBIMUA KJIMHUYECKOTO
OCMOTpa, HaUYMHAS C TTOTEPU MOTOPHOM M CEHCOPHOU
(GYHKIIUM HIDKE YPOBHSI ITOpPaXkKeHMS B TIEPBBIC THU U 3a-
KaH4YMBasl TUTIeppedIeKCreii ¥ MTOBBIIICHUEM CITACTUIHO-
¢ty B mepuon ot 1 1o 12 Mec mocie tpaBMbl [8]. B cBs3m
C 3TUM aKTyaJIbHBIM CTAHOBUTCSI HEHPODHU3NOIOTHIECKOE
MMOATBEPKACHIE COCTOSIHHSI CITMHAIBHOTO IITOKA U BpeMe-
HU €TO0 3aBepIIcHUS.

B mpoBemeHHBIX paHee MCCIeIOBaHUSIX ITOKa3aHO,
YTO TIPH peTUcTpanuu F-BojH, B TOM YHMCJIe y 300POBBIX
JIMII, CeTMEHTapHBIE MOTOHEIPOHEI, CITOCOOHBIC TEHEPH -
POBaTh OTBETHBIN MMITYJIEC, (DOPMUPYIOT €r0 HEPETYIIPHO
[9, 10]. B ycrmoBHSIX TTaTOIOTUM U3MEHEHUS ITapaMeTPOB
F-BonHBI KacaroTcs B TIEPBYIO 04epenb ee IMpeacTaBIcH-
HOCTH, TIOSIBJICHUSI TTOBTOPHBIX OTBETOB, YBEIMYCHMUS

JIATEHTHOCTHU, U3MEHEHUST (POPMBI ¥ aMIUIMTYIBI TTOTCH-
uumanos [11, 12].

B ximuaMUeckoit mpakTuke aHanu3 F-BoitH gatie Bce-
IO WCITOJB3YIOT KaK JOMOJHUTEIBHBIA METON OLIEHKU
(PYHKIIMOHAIPHOTO COCTOSTHUSI TIPOKCUMATBHOTO OTIesa
reprepruIeCKNX HEPBOB M CTMHHOMO3TOBBIX KOPEIIIKOB
HapsiIy ¢ OCHOBHBIMH ITOKA3aTeIIMU CTUMYJISTIIMOHHOM
U UTOJIbYaTOi 3eKTpoHelipomuorpadhnu (DHMI) (cko-
POCTBIO pacIpOCTpaHeHUsI BO3OYXKIECHUS I10 HEPBY, aM-
IUTATYI0 BBRI3BAHHBIX MOTOPHBIX OTBETOB, aMILIUTYIOM
U IJTATEIbHOCTHIO IIOTEHIINAIOB IBUTATECIbHBIX CIMHMIIT).
[MpoBommrck paboTHI ¢ NCTIOBb30BaHNEM F-BOJTH B OlIeH-
K€ COCTOSTHHSI CETMEHTAPHBIX MOTOHEHPOHOB Y JIII C TPaB-
MaTHUYECKIM TTOBPEXKICHNEM CITMHHOTO Mo3ra |5, 13]. [pu-
cyrctBre F-BonH y manmenTtoB ¢ [ICMT 3aBucur ot dasbl
pPa3BUTHS TpaBMAaTUYECKOI 0OJIe3HM, a OTCYTCTBHE MaH-
Horo (heHOMEHa SIBJIsIeTCs MTHMOPMATUBHBIM Helipou3u-
OJIOTMYECKUM TT0Ka3aTejieM MHIMOMPOBAaHMS CeTMEHTap-
HoTO anb(a-MOTOHEHpOHa B ocTpeiimeM repuone [13].

[Ipu paccMOTpeHNN YYBCTBUTEIBHOCTH METOIOB Pe-
ructpanuy F-BoiH mo cpaBHeHMIO ¢ peructpammeir H-
pedirekca BO3BMOXHOCTh TECTUPOBAHMS Pa3HBIX YPOBHEH
10 BCEH JUIMHE CIIMHHOIO MO3Ta, a He TOJIBKO Ha YPOBHE
TTOSICHIYHOTO YTOJIIICHUS JIeJIaeT IMPHOPUTECTHBIM aHAI3
F-BoaHBI 111 OLIEHKM BO30YAMMOCTH CIIMHAJIbHBIX MOTO-
HEHPOHOB M TIPOIIECCOB TOPMOKEHUSI CETMEHTAapHBIX
anb(ha-MOTOHEPOHOB BO BpeMsl CIIMHAJBHOIO IITOKa
B pe3yJIbTaTe MPEeCHHANTUICCKUX U3MEHEHUII B KOPTH-
KOCITMHAJIbHOM TpaKTe M CaMUX alb(ha-MOTOHEHpPOHaX
[14].

B sxcniepyMeHTaNbHbBIX MUCCEA0OBAHUSX MOCIEIHUX
JIET TOKa3aHo, YTO AUATHOCTUYECKast 3HAYNMOCTh TPaHC-
KpaHHAIbHONM MAarHUTHOM CTUMYJISIIIUM B OLIEHKE COCTO-
SATEJTBHOCTH KOPTUKOCTUHAJIBbHOTO TpakTa mpu [TCMT
HamboJree 00beKTUBHA ITOC/IC 3aBEPIICHNS IIepPHOIa CITH-
HaJIbHOTO 110Ka [15].

OmHako pe3yJBTaThl HEMHOTOUMCIICHHBIX UCCIIeI0BA-
HUI HE MaJli OMHO3HAYHOTO OTBETa O BapMaOECIHbHOCTHU
HEeNPO(U3NOIOrTICCKIX TTapaMETPOB CTUMYJISTIIMOHHOM
OHMT y nauuenToB ¢ [ICMT, yTo nemaer aKTyaJbHBIM
JaJbHEHNIIe MCCIIeOBAaHUS CIydacB TpPaBMaTHUYECKOMU
00JIe3HN CTMHHOTO MO3Ta.
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Ilesp Hcclien0BaHUSA — ITPOAHAIU3UPOBATH IIPEACTAB-
JICHHOCTh F-BOJIH y IMariMeHToB BO BpeMs CIIMHAJIBHOTO
IIIOKa, a TaKXKe IO €T0 3aBePIICHUHN B Pa3HbIC MEPUOIBI
TICMT B 3aBUCUMOCTHU OT YPOBHSI, 00beMa U XapaKTepa
TTOBPEKICHMS.

Mamepuanbl U Memofbl

B uccnenoBanue BxirroueHs! 15 mammenros ¢ [ICMT:
12 My>X4nH M 3 XeHIIMHBI B Bo3pacTe oT 19 mo 29 jer
(cpennuii Bospact 24,0 £ 3,6 roga), o6cie10BaHHBIX Ha 6a-
3e HMXIL nm. H.W. TTuporosa 3a nepnox 2014—2016 rr.
M3 aux B octpom nepuonme [ICMT 6buto 3 mammeHTa,
B paHHEM — 6, B IIPOMEXYTOYHOM — 4 U 2 mauueHTa
B MMO3OHEM mepuone. Y BceX 00caeT0BaHHBIX TTOPaXKeHUE
JIOKaaM30Baiaoch B cerMeHTax C4—C7 CIMHHOTO MoO3ra
U OBLJIO COMOCTAaBUMO 10 00beMy. B 11 ciyuasix moBpexue-
HHUE CIIMHHOTO MO3ra OOYCJIOBJICHO TUIIMYHOM TpaBMOU
HBIPSUTBIIIUKOB, B 2 — MTAICHUEM C BBICOTHI I B 2 — OBITO-
BOM TpaBMOIA.

Ha MmoMeHT ocMmoTpa y 5 manmeHToB (2 B OCTPOM TIe-
puone IICMT, 2 — B paHHeM 1 | — B IIPOMEXYTOTHOM)
KOHCTaTHPOBaH BapraHT A CIIMHAJILHOTO IITOKA 10 MEXIY-
HapogHoi 1mkaime ASIA, TposSBISIOIIMIACS aTOHUEH,
apedekcueil m aHecTe3uel HIKe YPOBHS IIOBPEXKICHMS
[16]. Y 10 nauuenToB (1 — B octpom nepuogae [ICMT, 4 —
B paHHEM, 3 — B IIPOMEXYTOYHOM U 2 — B IIO3MHEM) OTME-
YaJI0Ch YaCTMIHOE BOCCTAHORJICHNE PehICKTOPHBIX (DYHKITHIA
HIKe ypoBHS TTopaxeHus (BapuanTel B u C), nBuraTeib-
Hast GyHKIIMA OblIa COXpaHeHa, HO B 00JIee YeM ITOJIOBIHE
KJTIOUEBBIX MBIIIIL CUIa ObIJIa MeHee 3 0aJuIoB I10 IIKasie
KOJIMYECTBEHHON OLIeHKM MbliieyHo cuibl (Medical
Research Council Weakness Scale, MRC).

BceMm manmeHTaM IIpOBOIMIIOCH KOMILIEKCHOE 00CIe-
JIOBaHUE C 1IeJIbI0 BepU(pUKAIIMK YPOBHS 1 00beMa ITopa-
KEHMS: HepoBU3yaIn3alys (MarHUTHATHO-PE30HAHCHAST
¥ KOMITbIOTepHas Tomorpadus) u DHMI.

Heiipodusnonornueckoe obciaegoBaHue IPOBOAU-
JIOCH TIO CTAHIAPTHOMY ITPOTOKOJIY 1 BKITIOUAJIO PETUCTPA-
LIMFO MOTOPHOTO OTBeTa (M-0TBeTa) ¢ MBIIIII KICTH, MTHHEP-
BUPYEMbIX CPEIMHHBIM (1. medianus), TOKTeBBIM (1. ulnaris)
HepBaMM, a TAKKE C MBIIIIII CTOITBI, MTHHEPBUPYEMBbIX OOJThb-
1me0epoBbIM (7. tibialis) 1 ManoOepLIOBBIM (1. peroneus)
HepBamu. CeHCOpHAsI TOPIIMSI HEPBOB PYK OIICHMBAJIACh
10 HAJIMYWIO TTOTEHIMAJIA ACHCTBUS TP aHTUAPOMHOM
CTUMYJISIIUY TIEPEYNCIICHHBIX HEPBOB; Ha HOTaxX IOTEH-
IIMaJI ICCTBUS pETUCTPUPOBAIN B OTBET HA CTUMYJISIITIIO
IIyOOKO BETBU M. peroneus WA WKPOHOXHOTO HEpBa
(n. suralis). F-BOJHBI perucTprUpOBAINCh IJISI BCEX BBI-
OpaHHBIX MOTOPHBIX HEPBOB PYK M HOT C OIpene/icHueM
WX HAJIMIKS B OTBET Ha 20 ITOCIeI0BaTeIbHBIX CTUMYJIOB,
a TaKKe OIIEHKOM X MUHMUMAJILHOM JIATEHTHOCTH C 00EMX
CTOPOH.

Peaynbmambi
Vs NannueHTOB, B MOMCHT MCCJICAOBAHUA HAXOOUB-
HINXCA B COCTOSAHUU CITMHAJIBHOTO IIOKA Ha BCEX CTaAUAX

ITCMT, F-BosHBI HE PETUCTPUPOBANIUCE. Y 3 TTAIlUEeHTOB
OTMEYAJIOCh CHIKEHHME aMIUIATYIbl M-0TBeTa ¢ MBIIIIIT
KHCTEM, y 2 — aMIITATYAbI OTBETOB OBLIN B IIpeeIax HOp-
MBI TIpA HEM3MEHEHHBIX aMIUTUTYIHBIX XapaKTePUCTUKAX
M-o1BeTOB ¢ MBIl cTor. CKOPOCTh MPOBEICHUS NM-
MyJbca 0 MOTOPHBIM M CEHCOPHBIM BOJIOKHAM HEPBOB
PYK ¥ HOT COOTBETCTBOBajJa HOPMATUBHBIM 3HAUCHUSIM.
Y 10 maumeHTOB, KJIMHWYESCKU BBHIMICAIINX M3 CTAguU
CIIMHAJILHOTO III0KA, OTMeYajIoch Hammuue F-BosrH, omHa-
KOy 2 F-BOJIHBI peTUCTPUPOBAIMCH TOJBKO C K. tibialis —
KIIMHUYIECKN OTMEYAINCh CITOHTAHHBIC IBUKCHUS B KO-
HEIHOCTSIX (puc. 1).

VY 8 marmeHnTOB F-BOJIHBI perucTprupoOBaIiCh CO BCEX
TEeCTUPYEeMBIX HepBOB. CKOPOCTH IIPOBEACHMS TI0O MOTOP-
HBIM 1 CEHCOPHBIM BOJIOKHAM HEPBOB PYK M HOT OCTaBa-
Jach Hem3sMeHeHHo#. OOpammano Ha cebss BHMMaHUE
CHIDKEHHE aMIUTATYIBI M-0TBeTa C MBIIIII] KUCTEH y 000MX
MMaIIeHTOB C BhIMABIINMU F-BoJTHaMU ¢ HEPBOB PYK, HO
UMeBIIMX F-BOJNHBI ¢ HEM3MEHEHHON JAaTEHTHOCTHIO
¢ n. tibialis, a Takke y 2 MalMEHTOB ¢ HammyueM F-BoiH
CO BCEX TECTUPYEMBIX HEPBOB, C YBeJIMUeHHOM! Ha 20—25 %
MUHHAMAJIBHOM JJATCHTHOCTBIO F-BOJIH ¢ HEpBOB pyK (CM. Tab-
Juiy).

Ipu Hammunm F-BonH otmevanack ux 100 % npen-
CTaBJICHHOCTH B 0TBeT Ha 20 IToc/ienoBaTeIbHBIX CTUMYJIOB
CO BCEX HMCCJICMyeMBIX HEPBOB. AMIUIUTYIBI CEHCOPHBIX
TTOTEHIINAJIOB OCTAaBAJICh B IIpeaeIax HOPMAaTUBHBIX 3Ha-
yeHMi y Bcex 15 mamueHToB. Y 7 00JBbHBIX CO CHUXKEHUEM
M-oTBeTa ¢ MBIIII KUCTe KaK B IIEPHOJ CITMHAJIBHOTO
IIIOKa, TaK U TOCJIE eT0 3aBepIICHUS] OTMEYAIOCh paHHEee
pa3BUTHE TUMOTPODUICCKUX M3MEHEHUN B TMCTAIBHBIX
oTIesax pykK.

a 5ms 4uv
200 pv

6 7,5ms 750 pv
‘ o 50pv

nes, Abductor halluciq Tibialis, 4 £551 -

Puc. 1. Cmumyasyuonnas snexmpomuoepaus, peeucmpayus F-6oan: a —
omcymcemeue F-eonn ¢ m. abductor pollicis brevis 6 omeem Ha cmumyaayuio
n. medianus caeea; 6 — F-6oanol ¢ m. abductor hallucis 6 omeem na cmumy-
aayuro n. tibialis cneea. Munumanvras aamenmuocme 42 mc (N = 43,2 =
3,2 mc); npeocmaenennocmo — 100 %

Fig. 1. Stimulation electromyography, registration of F-waves: a — the
absence of F-waves with m. abductor pollicis brevis, in response to stimulation
of n. medianus on the left; 6 — F-waves with m. abductor hallucis, in response
to stimulation of n. tibialis on the left. The minimum latency is 42 ms (N =
43.2 + 3.2 ms), representation of 100 %
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3asucumocms 3/telcmp0Muozpa¢ultecxux nokasamesneil U KAUHUHECKO20 nposeneHusd om Ha/tuuuﬂ/omcymcmeuﬂ CHUHA/NbHOC0 WOKA U ec0 nepuoda

Dependence of electromyographic parameters and clinical on the presence/absence and period of spinal shock
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*CPB ycpeonennas — 6 Hopme; **F-eoana peeucmpupoganace moavko c n. tibialis; ***F-eoana peeucmpupoganacs ¢ ygeauueHHoil

AamMeNmHOCMbIO ¢ nepughepuuecKux Hepeos pyx.

*Averaged NCV — normal; **F-wave was recorded only from n. tibialis; ***F-wave recorded with increased latency from peripheral hand nerves.
Ilpumenanue. Ilepuoo no3eonouno-cnunHomo32060i mpasmoi: O — ocmpotii, P — pannuii, ITP — npomexcymounwtii, IT — no3onuil,
CPB — cxopocmb pacnpocmpanenus 6030yxucoenus, ASIA — Amepuxanckas accoyuauus cnunaivHoii mpasmul, N — Hopma.

Note. The period of spinal cord injury: A — acute, E — early, IM — intermediate, L — late, NCV — nerve conduction velocity, ASIA — American Spinal

Injury Assosiation, N — normal.

ITpu nmpoBeneHNM HEHPOBU3yATU3aAUN OOBEMBI TIO-
paXeHust ObLIM COTIOCTAaBUMbBI M OMHOTUITHHI (puC. 2).

Takum o6pazom, npu oueHke F-BOJH y mauueHToOB
¢ ocioxxaHeHHO# [TICMT BBISIBJICHBI CIIEIYIOIINE 3aKOHO-
MEPHOCTH:

1) B mepmon criuHaIBHOTO 110Ka F-BOTHBI MOTYT HeE pe-
TUCTPUPOBATHCS B OTBET HA CTUMYJISIIIUIO BCEX aHATU -
3UPYEMBIX HEPBOB;

2) MpU3HAKW CIIMHAJIBHOTO aBTOMAaTHU3Ma COTIPOBOXK/IA-
I0TCSI TIOSIBJIEHUEM F-BOJTH HOpMaJTbHOI TATEeHTHOCTH
¥ TOJIBKO C A. tibialis;

3) cHIXeHUe aMITTUTYIbl M-0TBeTa C MUOTOMOB KUCTEH
SIBJISIETCS] HEOJIATOMPUSITHBIM MTPOTHOCTUYECKUM KpPH-
tepueM pazsutusi [ICMT u niposiBnsieTcst pa3BUTHEM
TUTIOTPOMUY MBIIII KUCTEI;

4) IIUTENHPHOCTh CINWHAJIBHOTO II0KAa BapuabenbHa,
He KoppeJupyeT co cpokamu riepuonoB [ICMT;

5) peructpauusi F-BonH ¢ n. tibialis — BpemeHHOM
MapKep IJIs1 MPOBEACHUST TMaTHOCTUIECKOM TpaHC-
KPaHWAJIbHOU MArHUTHOU CTUMYJISLIAA C LEJIbIO
OLIEHKM COCTOSITEIbHOCTU KOPTUKOCTIMHAJIBHOTO
TpakTa.
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Puc. 2. IHayuenm C., 26 nem. MaeHumHo-pe3oHancHas momoepagpus
¢ mpakmoepaghuell weliHo2o omoena NO360HOHHUKA: KOMAPECCUOHHO-0CKONb-
uamolii nepeaom C6—C7

Fig. 2. Patient S., 26 y. 0. Magnetic resonance imaging with tractography
of the cervical spine: compression-comminuted fracture of C6—C7

06cyxnenue

Pesynbrathl Halero HaOGOAEHUS MOATBEPAUIN Bbl-
naaeHue F-BoaH Bo BpeMsl CIIMHAJIBLHOTO 110Ka, OMMCaH-
HOE paHee B JIUTepaType y MallMeHTOB B OCTPOM MEPUOIE
TICMT [5]. Cpenu npuynH, OOBICHSIOIINX OTCYTCTBUE
F-BoJIH npu CNIMHAJILHOM 1IOKE, B MIEPBYIO OYEPEAD pac-
CMaTpUBAIOTCST HapyIIeHUST MOPMOGYHKIIMOHATEHBIX CBSI-
3¢l MPOBOIAIINX MyTeil cmuHHOTrO Mo3ra [13, 14]. Bro
MOATBEPXKIAETCS MOBBILIEHUEM IMOpOra runeprosisipusa-
LIMM MeMOpaHbl CErMEHTAapHbIX HEHPOHOB HE3aBUCUMO
OT UX YIAJIEHHOCTH OT MecTa TpaBMbl. [laxe B ciiyyae Jio-
KaJIM3alliu MOBPEXAEHUS Ha 1IeAHOM ypOBHE Habo1a~
ercs oTcyrcTBUe F-BOH c n. tibialis m n. peroneus, 6epy-
IIUX CBOE HAYaJIoO OT KJIETOK MepeaHUX POTOB CIMHHOTO
MO3ra Ha ypoBHe MosiCHUYHOro yronueHus. [1pu cynpa-
MaKCUMaJIbHOM 3JEKTPUUYECKON CTUMYJISILIMU, 10CTaTOU-
HOM IJI1 aKTMBallMU MyJa MOTOHEUPOHOB, CITOCOOHBIX
reHepupoBatb F-BoHBI B HOpME, peTUCTpalMi JaHHOTO
¢deHomeHa He rpoucxogut [17].

OmHako aHaJIM3 JTaHHBIX JIMTEPATyphl ITOKa3aJI, 9TO 00-
HapyXeHHast 0COOEHHOCTb — MosIBIeHUE F-BOJIH B MepBy1O
ouepensb C n. tibialis — ocTaeTcs HESICHOM ¢ TTO3UIINT Heli-
POoPU3NOIIOTUN.

MoXHO NpeAroaoXnThb, YTO BOCCTAHOBJIEHUE AETO-
JISIpU3allii MeMOpaHbl Myja MOTOHEMPOHOB, COOTBETCT-
BYIOIIMX IIPOEKIINM A. tibialis B CTMTHHOM MO3Te, TIPOMCX0-
JIUT paHbllie TPYNMH MOTOHEUPOHOB, COOTBETCTBYIOLIMUX
MPOEKLUMU CPEAMHHOTO W JIOKTEBOTO HepBa BCJAEACTBUE
pPa3MO3XEHHNS U KOHTY3MU BO BPEMS TpaBMbl B OOJIbllIEeH

CTEMEHU TEepeaHUX POroB CIIMHHOTO MO3ra Ha YpPOBHE
LLIEITHOTO YTOIIIEHUS, YeM KOPTUKOCHMHAIBbHOTO TPaKTa.
CremoBaTeIbHO, MIMEHHO 3TOT ITyJI MOTOHEHPOHOB B TIep-
BYIO ouepellb BOCCTAaHABIMBAETCS MOCJE BKIIOUEHUST Me-
XaHU3MOB aJanTaluu.

CHIDKeHIE aMIUTATYIbI BBI3BAaHHBIX M -OTBETOB C MHO-
TOMOB KHUCTel B paHHUX cpokax [ICMT u nocnenyromast
KOPPEJISAIIUN 3TOro (heHOMEHA ¢ Pa3BUTHEM paHHUX TH-
moTpoduii, B TOM UYKCJIC y MAIMEHTOB C YBEJIWMYECHHOM
JIATEHTHOCTbIO F-BOJIH ¢ HEPBOB pPYK, IOATBEPXIAIOT
TpaBMaTUYECKUI XapaKTep NOBPEXACHUS HE TOJBKO KOp-
TUKOCITMHAJIbHOTO TPaKTa, HO U MOTOHEHPOHAJILHOTO all-
rnaparta repeaHrX poroB IEeHHOTO YTOAIIEHWSI CTMHHOTO
Mo3ra.

OOBEKTUBU3ALINST TTOBPEKICHUS KOPTUKOCTIMHAIBHO-
ro TpakTa MocpeaCTBOM NUArHOCTUYECKOW TpaHCKpaHU-
aJTbHOM MAarHUTHOM CTUMYISIIUM y TTanueHToB ¢ [ICMT
BO3MOXHA IO 3aBEPLIEHUM CHMHAIBHOIO I110Ka, W, KakK
TTOKa3bIBaeT Hallle HaOMoIeHIEe, HeMPO(hU3NOIOTMIECKIM
BpEMEHHBIM MapKepOM IUISI 3TOTO SIBJISICTCST TIOSIBIICHUE
F-BonH ¢ n. tibialis.

I[Mpunasaras B Poccum xmaccmpukanmss meproaoB
TTCMT, xax rmoka3sbIBaeT aHaJIN3 JINTePATyphl 1 COOCTBEH-
Hble JaHHbIE, YTpaTUa CBOIO aKTyaJlbHOCTb C MO3WULUU
HEMPOGU3NOTOTUIECKON U KIMHUYECKOM KOPPEISIIAM.
JUTeNbHOCTh CMTMHAJIBHOTO 1110Ka, 00beM MOBPEXAECHUS,
Te€YEeHUEe TpaBMaTuuyeckoi ©O0Jie3HM BapuadOeabHbI
U HE MMEIOT YETKMX BPEMEHHBIX TpaHUIl, B CBSI3U
C 4YeM OMpaBJaHO MCIIOJIb30BAHUE TEPMUHOB «OCTpas
n xpoanueckast [ICMT», a TakKe «ITOTHBIN 1 HETIOTHbBIN
aHATOMUYECKUI ITepephIB» CIIMHHOTO MO3Ta, UCIIOIb3ye-
MBIX B aHIVIOSA3BIYHOM TuTepaType [16].

3akniouenue

Peructpaius F-BosHbBI 10KHA ObITH 00s13aTEIbHBIM
KOMIOHEHTOM CTUMYJSILIMOHHON JMarHOCTUYECKOM
OHMI B cyyae BeprdUKaIUM COCTOSTHUAS CITMHAIBHOTO
moka. JlaHHBII (DeHOMEH MMO3BOJISIeT HeMpOhU3NOIOTH-
YeCKU BepUPUIIMPOBATh OKOHYAHKE CITMHAJIBLHOTO IIIOKA
1 KOCBEHHO (ITO BpEMEHM €T0 BOCCTAaHOBJICHUSI C #1. tibialis)
CYIUTb O COXPAHHOCTU HUXXHErO0 MOTOHEWpPOHA B 30HE
noBpexnaeHus. [IpoBeaeHune TpaHCKpaHUAIbHON MarHUT-
HOU CTUMYJISIIIUY C LIETbIO OLIEHKU MPOBOSIIEH DyHKIIMHT
KOPTUKOCIIMHAJILHOTO TpaKTa 1eJeco00pa3Ho y MaluueH-
toB ¢ mocienctBusiMu [ICMT TonbKO TTOCIe OKOHYAHMS
rnepuoaa CMMHAIbHOTO 1I0Ka, MOATBEPXKIAIOIIErOCs pe-
ructpaumeit F-BomH ¢ n. tibialis. [lepuongsr [ICMT He xop-
PEMPYIOT CO BpEMEHEM OKOHYAHUSI CIIMHAJILHOTO 1110Ka,
JUTUTETEHOCTh KOTOPOTO BaprabebHa. CHIDKEHNE aMIIIN -
Tyabl M-OTBETOB C MBbIIIIL KUCTEH SBJISIETCS HEOIaronpu-
SITHBIM TIPOTHOCTMYECKMM KpurtepueM teueHus [ICMT
B CBSI3U C TIOJHOWM WJIM YaCTUYHOM yTpaToil (yHKIIUU
MOTOHEMPOHOB CIIMHHOTO MO3ra Ha YPOBHE IIEHHOTO
YTOJILLIEHUS.
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HepBHo-Mblweunbie 5O JIE3HH
OpueuHanbhble uccaedosanus

NapeHua y KomopouaHbIX NaWUeHmMoB cmap4yecKoro Bo3pacma
npu couemaHHoM NpUMEeHEeHUU NCUXOMPONHLIX
U Kapauoioru4yeckKux nNexapcmseHHbliX GpeAcmB

TOM9

E.C. Unbunal, B.A. Illaasmrun!, JI. B. MBamenko!, M.U. CasenbeBa!, I.W. Cunununal, E.I1. CemeHoBal,
C.B. I'opoarenkoBa?, C.H. IIy3un!, O.T. boroa!, /I.A. Cbruen’

!@IrbOY 110 «Poccuiickas meOuyuHckas aKkademus HenpepbieHo20 NPoghecCUoHanbHozo oopasosanus» Munzdpasa Poccuu;
Poccus, 125993 Mockea, ya. bappukaonas, 2/1, cmp. I;
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Koumaxmot: Examepuna Cepeeesna Hnvuna katelina@mail.ru

B cmamue paccmompenuv acnexkmul 1ekapcmeeHHO-UHOYYUPOBAHHBIX NAOeHULL Y KOMOPOUOHBIX NAUUEHMO8 CIAP4ecK020 803paAcma Ha (hoHe
noaunpazmasui, a maKice OyeHeHa poab COHeMaHH020 NPUMEHEHUs 1eKaPCMBEeHHbIX CPeOCmE, OMHECeHHbIX K GbICOKOONACHbIM N0 PUCKY
nadenus. Ilpogeden nexapcmeentblil ayoum 06a3vi OGHHBIX NOAYHAEMOU hapmaKomepanuu y nayueHmos cmapuie 75 1em ¢ KomMopouoHoi
namonoeueii Ha npeomem Gui6AeHUS NeKaAPCMBEHHbIX CPeOCME, OMHECEHHbIX K 8bICOKOONACHBIM NO DUCKY NAOeHUsl, PAHICUPOBAHHBIX
N0 cmeneHu 3Mmoeo pUcKa co2AacHo c6emopOopHOIl KAacCUuGuUKauuu, u ux 3Ha4umsvlx e3aumodeiicmeauii. Illpedcmaenenvt danHbie N0 AHAAUZY
uccned08anus 6KAA0a NCUXOMPONHLIX, KAPOUOAOSUMECKUX NeKAPCMBEHHbIX CPedcme U UX COMemauus Ha PUCK pazeumusi nadeHus
6 cmayuoHape y KomopoUuOHbIX NAYUEHMOE8 CMApP4YecK020 803pACMA HA YOHe NOAUNPALMA3UU.

Karouesnte caosa: eepuampuuvecKue nayueHmeol, cmapltec;cuﬁ eospacm, KOM0p6uaHble hauuernmel, na&eﬁuﬂ, ncuxomponHole 1eKapcneeHHsvle
cpe@cmea, nosesliiaruiue pucK nadenus lcapdumoeultecrcue JAeKapcmeeHHole cpe()cmea, ﬂeicapcmeefmo—uHayuupoeaHHbte nadeuus
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Falls in elderly patients with comorbidity, which were prescribed combined application of psychotropic
and cardiovascular medicines

E.S. Ilina" V. A. Shalygin’, D.V. Ivashchenko’, M. I. Savelieva’, I.I. Sinitsina’, E. P. Semenova’,
S. V. Gorbatenkova®, S.N. Puzin', O.T. Bogova’, D.A. Sychev’
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Moscow 125993, Russia;
2State Budgetary Health Institution “Hospital for War Veterans No. 2 of the Moscow Health Department”
of the Ministry of Health of Russia; 168 Volgogradsky prospect, Moscow 109472, Russia

The article discusses aspects of drug-induced falls in elderly comorbid patients against the background of polypragmasy and also assesses
the role of drug interactions that are highly dangerous according to the risk of falling. A drug audit of the obtained pharmacotherapy data-
base was performed in patients with comorbid pathology older than 75 years, in order to identify fall-risk-increasing drugs, ranked accord-
ing to the degree of risk of falling, their significant interactions and with using the traffic light classification. The data on the analysis of the
contribution of psychotropic, cardiological drugs and their combination on the risk of developing a fall in the hospital in comorbid patients
of old age against polypragmasy are presented.

Key words: geriatric patients, old age, comorbid patients, falls, psychotropic drugs, drugs that increase the risk of falling, drug-induced falls
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BseneHue

ViydiieHne pe3ysibpTaToB JieYeHUs, 0e30ITaCHOCTh
" obecrieyeHne Hanbojee 0JaronpuATHBIX NCXOMIOB IS
MMaIlMEHTOB — OTHA M3 IIPUOPUTETHHIX 3a1a4 COBPEMEHHOM
MeIUIMHBIL. MHOXECTBO IPUHNMAEMBIX JIEKAPCTBEHHBIX
cpenct (JIC), cBsi3aHHOE ¢ OOJTBIINM YMCJIOM HAKOTUICH-
HBIX TTaTOJIOTHI y TepUaTPUIECKUX MMAIlUeHTOB, CIIOCO0-
CTBYET IMOBBIIICHUIO BEPOATHOCTH Ha3HAYCHMS TTOTCHIIM -
ajnpHO HekenmatedbHBIX JIC 1, KakK ClIenCcTBUE, pa3BUTHIO
MOBBILIEHHBIX pUCKOB MOO00YHBIX 3 dexToB [1]. Kpome
TOTO, Y TOXWJIBIX JIIOIECH OTMEUYalOTCSl CYIIEeCTBCHHBIC
W3MEHEHHUS B ITOJIOXUTETBHBIX M OTPHUIIATEIbHBIX OTBETAX
Ha ripueM ornpeneneHHbIX Tpy1t JIC. Bo3pacTHbie 0co0eH-
HOCTHM OpTaHu3Ma IIPUBOMIT K N3MEHEHHIO TTOKa3aTesIei
dapmakoknHeTnkn u (apmakogmHamuku JIC, dTO,
B CBOIO O0YepeIb, MOXKET ITOBBICUTh PMCK Pa3BUTHUS HEXe-
JIaTeJIbHBIX JIeKapCTBEHHBIX peakuuii [2]. C yuyeToM MU-
POBOIT TEHACHUMN K YBEIWMUCHUIO TTPOMOKUTEIHHOCTI
KW3HU 3TOT acleKT TpeOyeT pacCMOTPEHUS, M3y4eHUS
" perieHnsT. Mexmay TeM MeXXIyHapOIHBIC NCCIeIOBaAHMS
ITOKAa3aJIi: OOJIBIIMHCTBO TOCITUTAIM3AIINI, CBSI3aHHBIX
¢ HeHawIexXamuM HazHaueHueM JIC u pa3BUTHEM HEeXe-
JIaTeNIbHBIX JICKAPCTBEHHBIX PEaKIWii, ITOTCHIIMAJIbHO
MOXHO TIpeaynpennTs [3].

K cepbe3HBIM OCTI0XKHEHUSIM (hapMaKOTEPaITiy y T10-
KWJIBIX OTHOCSITCSI JIeKapCTBEHHO-MHAYLIMPOBAaHHBIC T1a-
nmeHus. [1oCKoJIbKy TTOTepsl paBHOBECHSI SIBIISICTCST HAN0O-
JIee pacIIpoCTpaHEHHON MPUYMHONW TpaBM, ITOBBIIICHUS
WHBATMAN3AIANA 1 CMEPTHOCTH CPEIM ITAIlMEHTOB CTapIIe
65 net, mpobaemMa npodUIAKTUKY [TaJeHMI OCTAETCSI BECh-
Ma aKTyaJibHO¥ [4, 5]. MHOTOUKMCIeHHBIE (haKTOPHI pUCKa
MMafieHUI IIPUHSITO ITOAPa3Ie/IsiTh Ha BHYTPpeHHUE (HEMO-
IuduIpyeMble) 1 BHEITHUE (MonuduiinpyeMsie). Bos-
pacT, TI0JI, CTapuecKasl aCTCHHST, MHOXECTBEHHAsI KOMOP-
OMmHasl IIaTOJIOTHS, HapyIIeHUs OallaHca M ITOXOIKM,
3peHUsI, KOTHUTUBHBIC pacCTPONCTBA, HAPYIIICHHS MOYE-
OTHEJICHUSI M TEHETUYEeCKHE OCOOCHHOCTH OTHOCSTCS
K BHYTPEHHUM (DaKTopaM, YBEJTUUNBAIOIINM PUCK TaIe-
Husa. K BHenTHNM hakTopaM OTHOCSIT IapaMeTPhl OKpPY-
KaroIei cpelbl, BKIIIOYasl IDIOXYI0 OOYBb, CKOJB3KHE
TIOJIBI, TJIOXOE OCBEICHUE, JICCTHULIBI, HEPOBHOCTH IO-
BepxHOCTH U T. 1. K MommdummpyemMeim hakropam pucka
OTHOCSIT TAaKXXe TIOJIUTIPArMasuio (OMHOBPEMEHHBIN TTpHEM
5 u 6onee JIC) n HazHaueHue JIC, mpreM KOTOPBIX acCo-
LIMMPOBaH C TIOBBIIICHHBIM PUCKOM ITaleHUS.

PerynsaropHble opraHbel pa3HBIX CTPaH CO30AIOT PEKO-
MEHIAIIUM M PYKOBOICTBA IO MPOMUIAKTUKE ITageHUIA
TSI TIAITMEHTOB TTOXKIUTOTO BO3pacTa, BKITFOUAIOIINE JieKap-
CTBEHHBIN aynuT ¢ BeiaBiaeHueM psaga JIC [6, 7]. B otux
JMIOKyMEHTaX OTpaXeHbl onpeaesieHHbie Tpynmsl JIC, mo-
Beimatomux puck nageHus (JICIIPII) (Fall-risk-increasing
drugs, FRIDs) [8—12]. B HacTosIIee BpeMsI He CYIIeCTBYeT
OOIICTIPUHSITON KilacCUDUKALIMU, TeM He MeHee MHOTHE
nuccienoBatenu K JICITPIT orHOCST:

I. [IcuxoakTUBHEIE cpeacTBa (IICMXOTPOITHHIC):

1) aHTUOETIPECCAHTHI;

2) CHOTBOPHEBIE CPEICTBA;

3) aHTUTICUXOTUIECCKUE CPEICTBA;

4) IpOTHBOCYIOPOKHBIC CPEIICTBA;

5) HapKOTUYECKHE aHAJIbIETUKM.

1II. JlexapcTBeHHBIE IIpemaparbl, IIPUMEHsIeMbIe
IIJIST JIeYeHUsI 3a00J1eBaHUI CepAeYHO-COCYIUCTOM CUCTe-
MBI (KapIHOJIOTHUECKIE):

1) aHTMapUTMUYIECKIE CPENICTBA;

2) TUTIOTeH3WBHBIC TIpETIapaThl;

3) nuypeTrdecKue Ipernaparsl.

111. Ipyrue.

bpurtanckoe repuarpuyeckoe obiiectso u Hamumo-
HaJIbHBI WHCTUTYT 3IOPOBBSI M COBEPIICHCTBOBAHMS
kmmHnYeckoit momomu (NICE, Bpuranus) pekomeHI0-
Banu cBeTodopHylo kinaccudukaunio JICITPII, pa3pabdo-
TaHHYIO Ha OCHOBaHUM MPOBEIeHHOM padoThl A. Darovsky
B rocriutazne JIx. Penkimuda, B Oxchopne [13, 14], koto-
pas Bxmodaet JIC 13 ITepBhIX ABYX IpyII 1 gonojaHeHa JIC
C aHTUXOJMHEPTUUECKON aKTUBHOCTBIO, aHTUTHUCTAMUH-
HBIMU U PsiioM Ipyrux. Bee npemapaTel B JTaHHOM Ki1accu-
¢duKanuy pasmesieHbl Ha 2 MMOATPYIIIBL: TICUXOTPOITHBIC
¥ KapaIMoJIOTMIecKue. B 3Toit mKaire pa3TnyHBIM IIBETOM
(KpacHBI, opaHXeBBIN, XenTbiir) orMmeueHsl JICITPIT
10 BBIPAXXEHHOCTH CTEIIEHW WX HETAaTMBHOTO BIIVSTHUS
Ha pycK nageHus. [Ipy 3Tom ciiemyeT OTMETUTD, 9TO B OT-
HOIIICHWH B3aMMOCBSI3U MaAcHWI M Ha3HAYCHMS TICUXO-
tponHbIX JICITPIT cymiecTByeT 60J1bIIIOE YMCITO TTYOIMKA-
LIMIA C BBICOKOM 10Ka3aTesbHOM 6a30¥, TOrna Kak BAUSIHUE
KapIMOJIOTHISCKUX TperiapaToB Ha IOBEIIICHUE PUCKa
MameHusl, 3aKOHOMEPHOE U JIOTMIHO OOOCHOBAaHHOE, HE
BCerma MMeeT HOCTOBEPHBIC IOKa3aTelabCTBA. DTOT (hakKT
00yCIOBJIEH HECKOJIbKMMM aCIIeKTaMU: MAIlMeHTHI CTap-
el BO3pAaCTHOM TPYHIIbI KpalHE PEeOKO BKIIIOYAIOTCS
B KJIMHUYECKUE MCCIeAOBAaHMSI, MHOXECTBEHHAS COITYT-
CTBYIOIIIAsI TIATOJIOTWSI MOXKET OBITH OTpaHMYCHHEM IIO
KPUTEPUSIM BKITIOUCHUSI, HEBO3MOXHO OCYIIIECTBUTH KOHT-
POIMPOBAaHHYIO OTMEHY (WJIM 3aMeHY Ha TUIale00) Kapamo-
sormdaeckux JIC 1o nmprurHe He0OXOTUMOCTH MX TTOCTOSTH-
HOT'0 MCITOJTb30BaHMS 10 3KM3HEHHBIM TOKa3aHMsIM. Bee 310
TIPUBOINT K HU3KOM TOKa3aTeIbHOM 0a3e 1Mo OLIEHKE BIIMSI-
Hus Kapauonormdeckux JIC Ha puck mameHus. CiemoBa-
TelIbHO, (POPMUpPOBAaHME 3aKIIOYCHUII OTHOCHTEIHLHO
ormacHocTy mpuMeHeHnit JIC mist teueHusT 3a001eBaHUI
CepIeYHO-COCYINCTHIX 3a00JIeBAHMIT BO3MOXKHO ITyTeM KOC-
BEHHBIX aHAJIN30B, 0€3 HEITOCPEICTBEHHO OTMEHBI TPYIIIIBI
JIC, Bmstionux Ha (PyHKIIVIO CEpIEeIHO-COCYIUCTOM CHCTe-
MBI, YTO ¥ TIPOAEMOHCTPHPOBAJIO Hallle UCCIeIOBaHNE.

IpuunnamMu mageHuii Ha ¢doHe mpuema JICIIPII,
B TOM YHCJIe OTIOCPEIOBAHHBIMMU, SIBIISIIOTCSI CIICHYIOIINE
COCTOSTHUSI:

1) apTrepranbHast TUIIOTEH3US, B TOM YMCJIe OPTOCTATH-
YyecKasi TUTTOTEH3UsI, Ba30BarajJbHBII CHHAPOM U Ka-
POTHUIHAS CHHYCOBas TUTIEPUYyBCTBUTEIBHOCTE;

2) cemamus, CITyTAHHOCTh CO3HAHUSI, KOTHUTUBHEIC Ha-
PYIICHUSI, YTO YBEIMUMBACT BPEeMsI OTBETA Ha HapyIIIe-
HUE PaBHOBECHSI;
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3) OpaguKapausi, TAXVUCUCTONS Y TIEPUOMBI ACUCTONINN;
4) HapyIIeHUS 3pSHMUS,
5) TUNIOTINKEeMUSI.

OTnenbHO CTOUT YIOMSIHYTh 00 YBETMYEHUU PUCKA
MaJeHWIA TIPY TIOJTUTIPArMa3uu 3a CUET YBETMUIECHUS BEPO-
SITHOCTHM Ha3HAYeHWsI TOTEHIUATBHO HexenaTeTbHbIx JIC,
a TAaKXKe Pa3BUTHST HEXENATETbHBIX MEXIEKApCTBEHHBIX
B3anmMopeiicTuii. Tak, ncronb3oBanue 4 u 6osee JIC 66110
CBSI3aHO C TOCTOBEPHBIM TTOBBIIIIEHUEM pricKa raneHuid. [Tpu
onHOBpeMeHHOM mpueme oT 5 1o 9 JIC ormedeHo yBenu-
YyeHWe pUCKa B 4 pasa, Torna Kak JUist JIUL, UCTIONb3YIOIINX
10 1 6onee JIC, puck nafeHuii Bo3pacTaer 6-kparHo [ 15—18].

Mamepuanbl u Memopibl

MBI ipoaHanu3upoBain 966 uctopuit GoIE3HM MaIK-
€HTOB MHOTOIIPO(DUIBHOTO CTAallMOHApa cTapiie 75 JieT
C KOMOPOUIHBIMU COCTOSTHUSIMU T10 3a00JI€EBAHUSIM CUC-
TEMBI OPTaHOB KPOBOOOpAIIeHNs (CEpAeUHO-COCYUCThI-
MU ¥ 11epeOpOBACKYISIPHBIMY 3a00IEBAHUSIMU) 32 TIEPUO]
2011-2016 rr. OueHWIN JIUCTH HA3HAYEHUN MTALIMEHTOB
U TIOTIAPHO METOAAMU OTMCATEbHON CTATUCTUKU Yepe3
TaOJIUIIBI COTIPSIKEHHOCTU TPOAHATM3UPOBAIN B3anMO-
CBSI3b MEX/Ty BCEMU BBISIBIEHHBIMU KOMOWHAIIMSIMU TIPHU-
aHuMaembix JICIIPIT n pasButuem mageHwuit. JlocToBep-
HOCTh B3aMMOCBSI3U OMpeessiiin MetonoM y* TTupcoHa,
JIOCTOBepHBIMU cunTanu 3HaueHwus p <0,05. [Insg ananmza
HUCIIONIB30BANIN cTatTncTHdecKuii maker IBM SPSS Sta-
tistics Bepcum 20.

Pe3ynbmambl
[IpoaHanu3upoBaHbl B 001IEH CIIOXHOCTH 966 UCTO-
puii 6one3Hn — 634 keHIWH U 332 MYXUWH, CpeTHUIA

Bo3pact 85,3 £ 4,7 ropa. [lanenue ormevanocs y 160 ma-
mreHToB (31 myxuunsl u 129 xenmmH) — 1-s rpymnma,
JUTS CpaBHEHUsI ObUIM COOpaHbl NAaHHBIC MAlMEHTOB
0e3 majgeHus B cTalMoHape U 0e3 aHaMHe3a MaleHUu —
2-g rpynma (n = 806). [Tokazaresb MOIMMOPOMIHOCTH
cocraBu 8,89 £ 2,60 y myxuuH u 8,50 £ 2,21 y KeHIIUH
B 1-it rpynme u 7,46 £ 1,50 y myxuunsl u 7,18 £ 1,58
y XKEHIIIMHBI B rpyTine cpaBHeHUs. [1okas3arens moaumnpa-
rMasuu coctaBmia 9,55 = 2,55 u 8,85 = 2,39 (p <0,05)
B MCCIIEAYEeMBIX TPYIIIaX COOTBETCTBEHHO (TabuI. 1).

Ilpu mpoBeneHWM JIEKAPCTBEHHOTO aynvuTa W aHAIM3a
KOMOWHAIIWI TICMXOTPOITHBIX ¥ KAPIMOIOTHIECKMX Tperapa-
ToB (cormacHo cBetoopHoit kinaccudukarmm JICTTPIT) Hamu
BBISIBJIEHBI 3HAYMMBbIe KOMOWHAIIMM, aCCOLMUPOBAHHBIC
C Pa3BUTHEM TIAJICHUSI B UCCIIEEMbIX TPyTITax (Taod. 2).

CrnemyeT OTMETUTB OTPaHUUEHME HAILIETO NCCIea0Ba-
HUSI: B Ka&XJIOM cllydyae Obljla OMHOMOMEHTHO MPOaHaIu -
3UpoBaHa JIMILb 4acTh M3 966 MalMeHTOB, a MMEHHO
JaHHBbIE TeX TAlMEHTOB, Y KOTOPHIX BBISBIIEHA YCTAHOB-
nennast kombunarwus JIC. [To pesynsraraM uccienoBaHust
13 BCEX BO3MOXKHBIX KOMOMHALIMI MOJTy9aeMbIX Tperapa-
TOB y MPOAHATM3UPOBAHHBIX MALMEHTOB (n = 242) 25
xomouHatwmit JICITPIT u3 aByx moarpymin (Kapauoaoru-
yeckass M TICUXOTPOITHAsl) TOCTOBEPHO B3aMMOCBSI3aHbI
¢ mageHusimMu (p <0,05).

BbUT BBISIBIIEH TIOBBINIEHHBIN PUCK TANEHUS TIPU CO-
YeTaHUUW HEWPOJIENITUKOB ¥ CHOTBOPHBIX (p = 0,02), a Tak-
xe HeliposnentukoB u H-xomuHomutukoB (p = 0,016).
OpnHako paccunTath oTHoIneHue mancoB (OLL) mrs naH-
HBIX TIEpEMEHHBIX He TPEICTaBIISETCS] BO3MOXHBIM, TaK
Kaky 100 % maimeHTOB ¢ JaHHOM KOMOMHALMel Ha0JI0-
JIAJCh TTageHUsT (CM. TaOII. 2).

Tadauua 1. Jemoepaguueckue u hapmakonoeuueckue nokazamenu 8 Uccaedyemoix epynnax

Table 1. Demographic and pharmacological indicators in the studied groups

1+t group (fall) (n = 160) 2" group (comparison) (n = 806)
Indicators*

CpenHuii BO3pacT, JieT

Myxuunbl (n = 31) 2Kenmmnsl (2= 129) My:kumnbl (2 = 301) 2Kenunbi (n = 505)

he 86,27 £ 5,73 87,32 + 4,99 84,63 £ 5,33 83,83 + 4,71 p<0,05

verage age, years

EOHHM"P‘?MHOC“ 8,89 + 2,60 8,50 + 2,21 7,46 + 1,50 7,18 + 1,58 p<0,05
olymorbidity

MHpekc KoMopOMIHOCTH

Charlson 9,6 +2,2 8,8+ 1,9 p>0,05

Charlson comorbidity index

CpenHee Yucyio JeKapCTBEeH -

HBIX CPEIICTB 9,36 + 1,87 9.6+2,7 8,36 £2,21 9,11 2,45 <0,05

Average number of drugs

Lipgrpes s LT 1,05+ 0,94 1,27 0,97 0,92 + 0,88 1,14 £ 1,01 »<0,05

Average number of FRIDs

*Pazauuus napamempos medxncdy epynnamu 6 3a8UcUMocmu om noaa He docmueaiu cmamucmuteckoil 3nayumocmu (p >0,05).
*Differences in parameters between groups depending on gender, didn’t reach statistical significance (p >0.05).
Ilpumenanue. JICIIPII —nexapcmeenivie cpedcmea, nogulilarouiiie puck naoexus.

Note. FRIDs — fall-risk-increasing drugs.
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Table 2. Identified significant combinations of fall-risk-increasing drugs and the development of falling in the hospital

Her Ectb
Type of interaction and its presence iACE -
Slgplﬁcance Number of cases OR (95 % CI)
of differences I
n % n % ) analyzed (n)
Ectb
AHTHTHCTAMIHHBIE TIPETTapaThl Yes 45 74 19 19,6 0,001* 709 3,07 (1,7-5,5)
u uATID
Antihistamines and iACEs Her 567 92.6 78 80.4
NO b B
B9 00 2 167 0,016* 92 -
H-XOIMHOMUTUKY 1 HEAPOIENTUKH &
H-anticholinergics and neuroleptics Her
No 80 100,0 10 83,3
Eeb 9 00 3 250 0,02+ 92 -
CHOTBOPHbBIE 1 HEHPOJIENTUKI &
Sleeping pills and neuroleptics Her
No 80 100,0 9 75,0
E;“ 48 183 1 3,0 0,024* 296 0,14 (0,01—1,1)
HeiiponenTuku 1 HUTPaThI s
Neuroleptics and nitrates Her
No 215 81,7 32 97,0
TuasnnHbie IMYPETUKH 1 GJI0KATOPbI E\‘(’T" 93 554 13 929 0,009* 182 10,48 (1,3—82)
KaJIbIUEBBIX KAHATIOB =
Thiazide diuretics and calcium channel Her
antagonists No 75 44,6 1 7,1
Ectb
CHOTBOpPHBIE U OeTa-aIpeHOOI0KA- Yes 9 L7 6 7,9 0,006* 619 5,09 (1,8-14,7)
TOPBI
Sleeping pills and beta-blockers Her 534 983 70 92.1
NO 9 9
Ectb
H-XOMHHOTUTHKI 1 GeTa-anpeHo- Yes 5 0,9 5 6,6 0,004* 619 7,58 (2,1-26,8)
0JIOKaTOPBI
H-anticholinergics and beta-blockers Her 538 991 71 93.4
No 9 9
Beta-anmpeHo6okaTopbl Ectp 0 0.0 2 66.7 0.004* 39 _
(odTanbMOJIOrMYECKIE) Yes > > >
¥ OEH3011a3eTTUHBI
Beta-blockers (ophthalmological) and Her 36 100.0 1 33.3
benzodiazines No ? ’
Bera-aapeH06/10KaTopbI E{;T" 4 72 16 16,5 0,005* 709 2,55 (1,4—4,7)
(odransMonornyeckue) u nAID &8
Beta-blockers (ophthalmological) and H
IACESs . 568 928 81 835
o
E\‘{‘g" 75 12,3 3 31 0,005* 709 0,23 (0,1-0,7)
Aunbda-anpeHobmokaTopsl 1 HATID
Alpha-blockers and iACEs Her
N 537 87,7 94 96,9
o
E{(’T" 8 13 5 5,2 0,023* 709 4,1(1,3-12,8)
CHoTBOpHBIE U UATTID &
Sleeping pills and iACEs Her

N 604 98,7 92 948
0
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IIpodonscenue maba. 2
The rest of the tab. 2
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Type of interaction and its presence iACE

Significance OR (95 % CI)

5 Number of cases
of dlff(t;r)ences analyzed (n)

Ecb 11 38 9 106

Beraructun u uAI® Yes
Betahistine and iACEs Her 0,024* 376 3,01(1,2-7,5)
N 280 96,2 76 89,4
o
bera-anpeHob610KaTOphI Ecrp 0 0.0 2 66.7
(0(pTaNEMOJIOrMYECKIE) Y TPULI - Yes ’ ’
KIIMYECKUE aHTUIETPECCaHThI 0,045* 12 —
Beta-blockers (ophthalmological) and Her 9 100,0 1 33,3

tricyclic antidepressants No

Eete  H» 18 2 200

Heitponentuxu 1 APA 11 Yes
; 0,034* 121 13,63 (1,7—109,
Neuroleptics and AIIRA I_I{]eT 109 982 8 80.0 ( 9,9)
o
E
[eTIeBble ANYpETHKN 040 500 1 8,3
Y HEUPOJENTUKA 0,01* 92 0,09 (0,01—0,7)
Loop diuretic and neuroleptics I-IEICT 40 50,0 11 91,7
o
bera-anpenobaokaTopbl E\?Tb 12 46 5 15.2
(0(hTaTbMOJIOTMYECKIE) M HUTPAThI €s ’ ’ 0,029* 296 3,74 (1,2—11,4)
Beta-block hthalmological) and > ’ ’ >
nﬁrztesoc ers (ophthalmological) an I_I{]ZT 251 954 28 84.8
. Eete 457 507 26 788
Thiaide diureticsand nitrates - H 0,037* 296 2,51 (1,1-6,0)
N 106 403 7 21,2
o
bera-angpeHoba0KaTophl Ecrp 8 6.2 5 27.8
(0 TaTbMOIOTMYECKHE) Yes ’ ’
M CepeYHbIE NNIMKO3UIbI 0,011%* 147 5,82 (1,7-20,4)
Beta-blockers (ophthalmological) and Her 121 93,8 13 72,2
cardiac glycosides No
Ectb
AHTUTHCTaMUHHBIE TIperapara Yes 8 6,2 3 27.8
M CeplieYHble MNIMKO3UIbI 0,011%* 147 5,82 (1,7-20,4)
Antihistamines and cardiac glycosides I-IEI%T 121 93,8 13 72,2
Bera-anpeHo610KaTOphI (0P TanbEMO- E{g" 5 63 4 33,3
JIOTUIECKHUE) ¥ HEWPOJSTITUKH _
Beta-blockers (ophthalmological) and Her 0,015 92 7.5(1,7=33,7)
neuroleptics No 75 93,8 8 66,7
o Eetb 389 763 71 877
WATI® 1 THa3UIOBEIE TUYPETUKHU _
iACEs and thiazide diuretics Her 0,021 91 2,21 (1,1-4,4)
N 121 23,7 10 12,3
o
CHOTBOpPHBIE E\({i:l? 3 = 2 0 22,89
U abda-aapeHo0I0KaTOPhI 0,015*% 111 Q 7_’191 8)
Sleeping pills and alpha-blockers I_T{IeT 103 97.2 3 60.0 > >
0 b b
TpULIMKIMYECKUE aHTUIETIPECCAHTHI E\‘{g" 3 06 3 3,7
¥ THA3UIOBBIE TUYPETUKU _
Tricyclic antidepressant and thiazide Her 0,036* 591 6,5 (1,3—32,8)
diuretics No 507 99,4 78 96,3
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Type of interaction and its presence iACE

Ectb

AHTUTHCTAMUHHBIE TIpenapatsl u - .. 40 7.8 16
a3UIOBBIE IUYPETUKH
Antihistamines and thiazide diuretics I_]{JGT 470 92,2 65
o
ens b5 | g | 4
BeTtarucTuH U TeTeBble JUYpeTUKM Yes
Betahistine and loop diuretic
" Her 159 970 30

*<0,05

OkoHuanue mabn. 2
End of the tab. 2

Significance OR (95 % CI)
5 Number of cases
of dlﬂ'(t:')ences analyzed ()

19,8

0,002%* 591 2,89 (1,5-5,5)
80,2
11,8

0,049* 198 4,24 (1,1-16,7)
88,2

Ilpumenanue. APA IT — anmazonucmot peyenmopos aneuomensura I, uAII® — uneubumopst aH2UOMeH3UHNPeEPAUAIOUE20

@epmenma, OIll — omuowenue warncos, 95 % JH — 95 % dosepumenvrbiii unmepgan.

Note. AIIRA — angiotensin II receptor blocker, iACE — angiotensin-converting enzyme inhibitors, OR — odds ratio, 95 % CI — 95 % confidential interval.
.

Haub6onee omacHeiMu komOuHaumamu JICIIPIT u3s
KapauOJIOrMYECKO MOArPYIIIbl 110 PUCKY IAJAeHHUsT OKa-
3aJ10Ch OTHOBPEMEHHOE Ha3HAYeHME THA3UIOBBIX TUype-
TUKOB ¢ aHTaroHuctamu Kanbiust (O1 10,48; 95 % nose-
putenbHbI uHTepBaI (AW) 1,3—82), nubo ¢ HuUTparamMu
(O 2,51; 95 % AN 1,1-6,0), 1160 ¢ MHruOUTOpaAMU
aHTMOTeH3MHITpeBpaillaiiero pepmerta (MAIID) (OLLL
2,21; 95 % AU 1,1-4,4). Kom6unauuu JICITPII ncuxo-
TPOITHON U KapAMUOJOTMYECKOU MOATPYMIT B OTHOLLIEHUU
HanboJjiee OMacHOro BAWSHUS Ha PUCK MaJeHUs ObLIU
MpEACTABJIeHbl CIEAYIOUIMMHU [apaMU: CHOTBOPHbBIE
1 afnpeHo0I0KaTOPhI (Kak abta-aapeHoperentopos (OL
22,89;95 % AN 2,7—191,8), TaKk u GeTa-aapeHOPELIENITO-
poB (O 5,09; 95 % AW 1,8—14,7)); cHOTBOpHBIE
n uAlld (Ol 4,1; 95 % AW 1,3—12,8); GeraructuH
¢ nAII® (OILI 3,01; 95 % AU 1,2—7,5) 1160 neTieBbIMU
auypetukamu (O 4,24; 95 % AW 1,1-16,7); H-xonu-
HOJIMTUKHU M GeTa-aapeHoomokaropsl (OI11 7,58; 95 % AU
2,1-26,8); aHTUAENPECCAHTHI ¥ TUA3UAOBBIE TUYPETUKU
(Ol 6,5; 95 % AW 1,3—32,8), HEMPOJEIITUKA U aHTAro-
HMCTHI petienTopoB anruoteHsuHa 11 (APA 11) (O 13,63;
95 % A1 1,7—109,9).

Puick nageHust TakxKe YBEIMYUBAJICS IIPU COYETAHMSIX
odTaTbMOIOTUYECKHNX OETa-aAPeHO0I0KATOPOB C HEMPO-
nentukamu (OII 7,5; 95 % AU 1,7-33,7), uAIlI® (OLLL
2,55;95 % AU 1,4—4,7), nutparamu (O 3,74; 95 % AN
1,2—11,4) u cepoeunbiMu ruko3uaamu (O 5,82; 95 %
A 1,7-20,4).

AHa0ornyHo 0o0Jjiee BbICOKAsI BEPOSTHOCTb MaaeHMS
OTMeYeHa ITPY KOMOMHALIMY aHTUTMCTAMUHHBIX IIpernapa-
TOB ¢ cepaeyHbiMu mmko3umamu (OLL 5,82; 95 % AU
1,7-20,4), uAI1® (O 3,07; 95 % AW 1,7-5,5) uam tu-
asunoBeiMu quypetukamu (O 2,89; 95 % AU 1,5-5,5).

Hamu He OGbU10 BBISIBJIEHO MOBBILIEHUSI pUCKa Tajae-
HUS TP KOMOWHAIIMM TaKUX BBICOKOOIacHBIX JIC,

KaK HeipoJIeITuKy (KpacHBIM YPOBEHD 110 CBeTO(MOPHOI
1IKajie) ¢ HuTparamu (KpacHblii ypoenb) (O111 0,14; 95 %
AW 0,01—1,1) wiu ¢ meTneBbIMU IUypeTUKaMu (opaHxke-
BbI ypoBeHb) (OIL 0,09; 95 % AU 0,01-0,7), a Takke
MpY KOMOMHAIIMY albbha-aapeHo6mokaTopo ¢ MATID (OL
0,23;95 % AN 0,1-0,7).

Psn HexxenaTeTbHBIX BBITIIEO3HAYEHHBIX KOMOMHAIIU
OBLT U3BECTEH paHee, K IPUMEPY, COTIaCHO OHJIaliH-aHa-
JIN3aTOPY MEXJIEKAPCTBEHHBIX B3aUMOJCUCTBUNA WHTEP-
HET-CepBUCa, ONTACHBIMU SIBJISTIOTCSI KOMOWHAIIMY HEWpO-
JIENTUKOB cO CHOTBOPHBbIMU, APA 11, H-xonrHonutukamu,
COUYeTaHUe TUA3HIOBBIX TNYpPeTUKOB ¢ MATI®D wim aHTuU-
JIETIpeccaHTaMu, a Takke O(TAIbMOJIOTHYECKUX OeTa-
aIpeHO0JI0KAaTOPOB C CepAeYHbIMU INTMKo3uaamu. Ho Het
JAHHBIX O TIOTEHLIMAJIBHOM OTTACHOCTU APYTUX B3aUMOIEH -
CTBU, KOTOPBIE YBEJIUUMBAIU PUCK MALEHUIN Y YYACTHU-
KOB Hamiero uccienoBanus [19].

IMonyyeHHble pe3ynbratel (CM. Taba. 2) MO3BOJSIIOT
BBISIBUTh psii 3aKOHOMepHocTei. KoMOuHauum Mexmay
TICUXOTPOTTHBIMY TIperapaTaMu XOTSI W TIPEACTABIIEHBI
pexe Mo CPaBHEHUIO C KapAMOJIOTMIeCKUMU TTperiapaTtamu,
HO OJJHO3HAYHO YBEJIMYMBAIOT PUCKW PA3BUTHUS TTAICHUIA.
Komomnamu JICITPIT 13 KapamnorormdecKoi TOATpyITIThL
MeXIy COOOl TakkKe MOCTOBEPHO YBEIWYMBAIOT PUCK
pa3BUTHSA TAACHUNA.

OTnenbHO ClieayeT YyIIOMSIHYTh O TIOBBIIIIEHUU PUCKOB
MPU COBMECTHOM HMCIIOTb30BaHUU O(TATBMOJIOTUIECKIX
0eTa-anpeHO0I0KATOPOB C IICUXOTPOTTHBIMU (aHTHJIETIPEC-
CaHThbI, OeH30A1A3eN1HbI) 1 Kaparonornyeckumu (MAIID,
HUTpPATHI) IpenapaTamu. MHTepeceH TOT (haKT, YTO OMHO-
BpPEMEHHOE Ha3HAYeHWE aHTUTUCTAMUHHBIX TPENapaToB
¢ JIC oGewnx BbIIIIEO3HAUYEHHBIX TPYTIN YBEIUYUBAIOT BEPO-
SITHOCTH pa3BuTHs maneHuii. [Ipu 3ToM B psine ciyvaes,
HampuMep, B3auMOJeCTBUST O(PTATBMOIOTMUECKUX (hOpM
0eTa-aapeHO0I0KATOPOB € MCUXOTPOMHBIMY MpenapaTaMu
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wm ¢ypoceMuma ¢ HelpoJeNnTUKaMu, JOCTOBEPHOCTH
B3aMMOJICICTBUI TTOJTydYeHa Ha HeOOJBIIIOM KOJINYECTBE
HaOIIoeHI BBUITY BBIpAsKEHHBIX M OMHO3HAYHO ITPOCIIe-
JKMBAaeMBIX pe3yJBETaTOB. DTO, TEM He MEHee, MOXET CITy-
KUTh OCHOBOM [JisI IOTOJHUTENbHBIX MCCIIeTOBaHUIA
Cc OOJBIIMM O00BEMOM MOJOOHBIX KOMOMHALIMI C LIEJIBIO
MOATBEPXKIECHUS MOJIYIeHHBIX JAHHBIX Ha OOJbIIE BbI-
Oopke.

3aknioueHue

VY maumeHTOB ¢ KOMOpPOMIHBIMU 3a00JIeBAaHUSIMU
CTapIIMX BO3PACTHBIX TPYII CJIeayeT M30eraTh coueTaH-
HOTO Ha3HAYEeHUS ICUXOTPOITHBIX Y KapAUOJOTMYECKUX
JIC, obagamonmmx CrtocOOHOCTBIO TTOBBIIIATh PUCK Taje-
HUS.

IIpy coyeTaHHOM Ha3HAYEHUU TICUXOTPOITHBIX
JICITPII (HeiipolenTUKOB ¥ CHOTBOPHBIX, a TAKXKe Heli-
POJIENITUKOB 1 H-XOJMHOIMTUKOB) pe3KO BO3PACTaeT PUCK

nageHus. AHaJIOTUYHBIE B3aMO3aBUCUMOCTHU BBISIBIICHBI
s komonHanumit JICITPIT xak MexXmy moarpymnmnamMu, Tak
¥ BHYTPU KapAMOJOTM4ecKoi moarpynimel. Tak, Hanoosee
OITACHBIMU SIBJISIIOTCS COYETAHUS TUA3UIOBBIX TUYPETUKOB
C AaHTAaTOHUCTAaMM KaJIbLIMEBBIX KaHAJIOB, HUTpAaTaMU WJIN
nAII®. KomMOouHaIIM, KOTOPHIE CYIIIECTBEHHO YBEIMIM -
BalOT PUCK MaAeHWi, BKITIOYAIOT O(PTaIbMOJIOTHYECKIE
dopmbI OeTa-anpeHOOIOKATOPOB C HUTpAaTaMU, HEMpoJIern-
TUKaMHM, OeH3ogMa3eNMHaMKM W aHTUIENpPeCCaHTaMU,
a takxke HeliponenTtukos ¢ APA 11, cHorBopHbiMM 1 H-X0-
JIMHOJIUTUKAMU.

AyINT TNCTa Ha3HAYEHW M YMeHbIIIeHUE TTOJIATIpar-
Ma3uu, B TOM YHCJIE C UCITOIb30BaHNEM KIIMHUKO-(hapMa-
KOJIOTHIECKMX METOIOB ONTUMHU3ALINK (hapMaKOTepaIIiu,
TIOMOTaeT CHU3UTH KOJIWYECTBO OITACHBIX KOMOWHAIIMI
JICITPIT 1 BO3MOXHBIX HeXeJTaTeJIbHBIX JIEKAPCTBEHHBIX
peaKkIyii B BUJIE JIeKapCTBEHHO-UHIYIMPOBAHHBIX TTajie-
HUi y TepraTpUIeCKUX MallueHTOB.
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Cunppom Nappu-Pom6epra: KnuHU4eckui cnyyail

B.b. Boiitrenkos!, B. H. Komannes?, E. B. Ekymesa®, H.B. Ckpumyenko', H. B. MapueHko!
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Poccus, 194044 Canxkm-Ilemep6ype, boavwoi Camnconuesckuii np-m, 11/12;
SAkademus nocmounnsomuozo oopazosanus PIBY «DedepanvHblil HAYMHO-KAUHUYECKUT UEHMD CReUUAAUZUPOBAHHBIX BUO0E
MEOUYUHCKOU ROMOWU U MeOUyUHCKUX mexnonoeut PedepanbHoeo Meduko-0uoa02U4ecK020 a2eHmcmea»;
Poccus, 125371 Mockea, Boarokosamckoe uiocce, 91

Koumarxmui: Braducaae Bopucosuu Boiimenkog viad203@inbox.ru

Cundpom Ilappu—Pombepea, makoice uzseecmublii Kak npoepeccupyrouas eemuampo@us auya, peokoe npuobpemerHoe 3a001e8aHue HesICHOU
IMUOA0RUL, CONPOBONCOAtOUleecs ampodueli Koxcu U NOOKONCHbIX cmpykmyp auya. Mot npedcmaensem cayuaii nayuenmku ¢ cundpomom Ilap-
pu—Pombepea, 43 nem. Jlebrom 3a601e6anus y nayueHmku npousouien, koeoa eii ucnoanusocs 20 1em, Ha ghone noaroeo 6aazononyuus. B me-
yenue 21-20 eoda ycuzHu npoucxoduna meoreHHas ampogus NOOKOICHOU JHCUPOBOT KAemUamKU 1601 NOA0BUHbL AUYA, NPUBEOUAs 8 Umoee K
XapakmepHvim 0eghopMayUoHHbIM U3MeHeHUsM. JIpyeux #canob u nposeneHuli 3a601e6anus (SNUAeNMU4ecKUx npucmynos, 201061uix 6onel,
8061€e4eHUs OpYeoli NOA08UHBL AUUA U/UNU KOHeYHOCMell) Y nauUeHmKU Ha MOMeHm 00caedosarnus He Habaodanroce. 1o danHbiM cumMyASyUoH-
HOIl 27eKmpoHelpomMuoepaduy U MueamensHoeo peaekca, KoJcHO-2anb8aAHUYECK020 peghaexca, Ueonbuamol sneKmponelipomuoepaguu m.
orbicularis oris ¢ 2 cmopoH, komnbromepHoi momoepaghuu Kocmeil uepena NAMOoA0UMECKUX UsMeHeHUll He abisieneHo. TIpu nposedenuu ungpa-
KPAcHOil mepmocpaguu 8bi561eHbl USMEHEHUs. MEPMOPAMMbL C ACUMMempuell meMnepamyp — CHUMCEHUeM UX Ha UNCUNAMePaabHOL CIOpOHe.
I1o OanHbIM MACHUMHO-DE30HAHCHOU MOMOSPAUL OMMeUanach 2UnOmpoghusi Ae60li HceeamenbHOL MblulLbL, 1€80U NOOHUNCHEUEAHOCIHOU CHOH-
HOIl Jicenesvl, ymeHbuleHue 8 00seme NOOKONICHOU JCUPOBOT KAeMHMAMKLL, U3MEHeHUs 8 Oe10M Gelecmee 20108H020 MO32d.

Hecmomps Ha xapakmepHyto KAuHU4ecKyto kapmuny, cunopom Ilappu—Pombepea ocmaemcs Manou3eecmusim WupoKum Kpyeam cneyua-
AUCMO8 HO HEPBHO-MblleuHbIM 3a60aesanusm. Heobxodumo 6oaee wiupokoe 03HaKoMAEHUE UX C COBDEMEHHBIMU C8e0eHUAMU N0 OUACHO-
cmuKe, 6e0eHUI0 U NPOSHO3UPOBAHUIO XAPAKmMepa meueHus OAHH020 C80€00PA3H020 3a001€6AHUSL.

Karouesvte caosa: cunopom Iappu—Pombepea, cemuampoghus auya, cunopom «ydapa cabaei»

Jla wumupoeanus: Boimenkoe B.b., Komanyes B.H., Exywesa E. B. u dp. Cundpom [lappu—Pombepea: kaunuveckui cayyaii. Hepero-
Mmbltueunvle 6oaeznu 2019;9(1):75—82.

DOI: 10.17650/2222-8721-2019-9-1-75-82

Clinical case of Parry—Romberg syndrome

V.B. Voitenkov!, V.N. Komantsev?, E.V. Ekusheva3, N.V. Skripchenko!, N.V. Marchenko!
!Pediatric Research and Clinical Center for Infectious Diseases of the Federal Medical-Biological Agency;
9 Professor Popov St., Saint Petersburg 197022, Russia;
2Academy of postgraduate education under FSBU FSCC of FMBA of Russia; 91 Volokolamskoe Shosse, Moscow 125371, Russia;
’Academy of Postgraduate Education under the Federal State Budgetary Unit “Federal Scientific and Clinical Center for Specialized
Medical Assistance and Medical Technologies of the Federal Medical Biological Agency”; 11/12 Bolshoy Sampsonievsky Prospect, Saint
Petersburg 194 044, Russia

PParry—Romberg syndrome, also known as progressive hemifacial atrophy, is a rare clinical entity of unknown origin with atrophy of skin
and subcutaneous fat changes. A classic case of Parry— Romberg syndrome in a woman age 43 is presented. Initial facial changes appeared
at the age of 20 years amid complete well-being and in the next 21 years a subcutaneous fat atrophy of the left half face developed, resulting
in characteristic deformity changes. No other complaints and manifestations of the disease (epileptic seizures, headache, involvement of the
other half of the face and/or extremities) were present at the timeof survey. The analysis of blink reflex, galvanic skin reflex, needle electro-
myography of the m. orbicularis oris from two sides, computed tomography of the skull bones revealed no pathological changes. The face
infrared thermography confirmed asymmetric reduction of temperature on the ipsilateral side. Magnetic resonance scan showed hypotrophy
of the left masticatory muscle, the left submandibular salivary gland, thinning of subcutaneous fat layer, changes in the white matter of the
brain. Despite the typical clinical features the Parry - Romberg syndrome is a diagnostic challenge known and it is necessary to inform doc-
tors about the latest achievements in the study of etiology, management and prognosis of the disorder.

Key words: Parry— Romberg syndrome, hemifacial atrophy, en coup de sabre

For citation: Voitenkov V.B., Komantsev V.N., Ekusheva E.V. et al. Clinical case of Parry—Romberg syndrome. Nervno-myshechnye
bolezni = Neuromuscular Diseases 2019;9(1):75—82.
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BsepeHue

Cunnpom IMappu—Pom6epra (CITP), Takke u3BecT-
HBI KaK MPOTPECCUPYIONIasi reMraTpodusi Tuiia, BIiepBbie
ormicaH C.H. Parry B 1825 . u moBTopHo — H.M. Romberg
B 1846 1. [1, 2]. D10 peaxoe npruodpeTeHHOE 3a00J€BaHME,
coImpoBoOXmalomeecss aTpopreil KOXM M TOITKOXHBIX
CTPYKTYPp Ju1Ia (TTIOIKOXHOM KMNPOBOM KJIIETIATKH, MHOTIA
TaK:Ke MBI 1 KocTeit) [3]. CxoxXwuii ¢ JIOKaIN30BaHHOM
dopmoit ckIepoIepPMUN, CHHAPOM OOBIYHO XapaKTePU3y-
eTcs TOOPOKAYECTBEHHBIM TCUCHUEM M OTCYTCTBHEM TI0-
paXkeHHWSI BHYTPEHHUX OpPraHOB; OTHAKO M3MEHEHUS CO
CTOPOHBI HEPBHOM CUCTEMBI BCTPEUAIOTCS M OTIMCHIBAIOT-
cs1 B 45 % cnyuaes [3—5]. Yaiie Bcero mpoiecc yHuiIaTe-
paJbHBIN, HO MHOTHA IMOpaXaloTcsl 00¢ CTOPOHEI JIWIIA,
pexxe KoHeuyHOCTH [6]. Takke M3BECTHO O MOPaKeHUHU I1a3
u Bojioc (amorertust) [3, 7]. CIIP, kak mpaBuiio, pa3BrBa-
€TCSI B TIePBOE ACCATUIICTHE XXU3HU, PeXe B 00JIee cTapIeM
BO3pacTe, 1 MeIUICHHO IIporpeccupyet B TeueHme 2—20 J1eT,
IIOKA HE HACTYIAeT CTAOMIM3alINSI, XapaKTepH3yIOIIascs
006e300paxkuBaroInMu n3MeHeHnsIMu [8]. Hanbonee paH-
Hee HactyrieHne CITP ommcano y aeTeii HaumHasI ¢ 1 ro-
nma [9]. OtmenbpHBIE COOOIIEHHUS OIMMCHIBAIOT CEMCHHBIC
ciydam cuHapowma [10].

Cungpom IMappu—Pombepra HabdmogaeTcss mpeumy-
IIeCTBeHHO Y xkeHIIH [11, 12]. HeBpomornueckue Hapy-
meHus y 6osbHBIX ¢ CITP HaOmonarorest B 15—45 % ciy-
yaeB [3—5, 11]. Hanbonee yacTbIM1 HEBPOJIOTUUECKUMU
MIPOSIBJICHUSIMU 3a00JIEBAaHUS BBICTYIAIOT CYIOPOKHBIC
npunagku (B 61 % ciyuaes) [13], HECKOJIBKO pexe — 60-
JIeBBIE CUHIPOMBI Pa3IMIHON STHOJIOTUHI: OMHOCTOPOHHHE
rosioBHble Gosu (44 %), B TOM uucie MurpeHb (52 %),
opodarmanbHble 0011 ¥ TPUreMUHAIbHAsST HeBpairust (9 %),
HEKOTOPBIC M3 HUX PE3NCTECHTHBI K IIPOBOANMOI TepaIrmu
[3]. Coob1aeTcst 0 BOBHUKHOBEHMHU TeMUIIape3a U KOTHU-
TuBHBIX Hapymenuii mipu CITP [10, 14, 15]. [TopaxeHnue
rja3 U mepruopOUTaIbHOK 06/1acTH BO3HHUKAeET 10 35 %
ciaydaeB [11, 16] u npencraBisieT co0Oii 3HOMTAIBMMT,
00ycCI0BJIEHHBIN aTpodueii peTpoOyIb0apHO KIEeTYaTKHU,
YBEUT, HeMpOpPeTUHUT U cuHapoM TopHepa [3, 17].

JlaGopaTtopHBIE ¥ THCTOJIOTTYECKIE UCCIICIOBAHMS 00-
HapyXMBAIOT IIPU3HAKN ayTONMMYHHBIX BOCTIAJIMTEIEHBIX
HapyIIeHW ¢ MpU3HAKaMM BaCKYJIONaTUX WX 03 TaKO-
Boix [10, 13]. Ha MarHuTHO-pe30HaHCHOI ToMorpadumn
(MPT) ronosHoro mo3ra B 75 % ciydaeB BBHISIBJISIIOT Te
WM UHbIE U3MEHEHMS] (MHOTAa OYEHb YMEPEHHbIE, Hallpy-
Mep, HecnennpUIecKrne odarnm HeOOJBIIOTOo pa3Mepa),
mpudeM y 2/3 manueHToB OmiiaTepaibHbIe [5].

Pacnipocrpanennocts CITP cocraBnsger okoso 1 Ha
250000 geoBeK. DTHONOTUS U TTAaTODU3NOJIOTHS 3a00JIeBa~
HMSI HeM3BeCTHHI [6]. PaccMaTpuBaloTcsl ayTOMMMYHHEBIE U
BOCTIAJINTENTbHBIE MeXaHU3MBI pa3BuTust CIIP, B Tom umcite
BaCKyJIONaTHsI, HapyIlIeHHe 3MOpHOTeHe3a, a TakKe IHC-
GyHKILMS 1IeiiHOro cuMnaTuyeckoro ranmus [11]. B psine
CJIy4aeB pa3BUTHE CHHIPOMA OTHOCWIN K PeAKUM (hopMaM
6oppemo3Hoit nHpekuyu. Omicano BosHnkHoBeHue CITP
rpu OyspbapHoi hopmMe nomomuenura [6, 18].

Ocoboe 3aTpymHEHME IUIS MCCIeoBaTeIei 3aKIova-
eTcss B TOM, 4To emmHOro mpencrtasieHus o CIIP Her.
Cy1ecTByeT psii HO30JI0THIeCKUX (DOpM, TECHO B3aIMO-
CBSI3aHHBIX IPYT C APYTOM M, IO JAHHBIM JIMTEPATypHI,
YacTO BOCIIPMHMMAEMBIX KaK eIMHOE 11eJ10€, OMHAKO He-
KOTOPBIMH aBTOPAMM YETKO pa3rpaHNINBaeMbIX. O0OCYyXK-
IaeTCsT B3aUMOCBSI3b MEeXIy Mopdeeii (peakuM 3aboreBa-
HUEM, XapaKTepU3YIOINMCS OTBEpACHUEM, YTOJIIIEHUEM
KOXM ¢ U3MEHEHHMEM ee 1IBeTa M (POPpMUPOBAHNEM BBITSI-
HyTbIX Oj1s1m1eK) 1 CITP, Tak Kak cMMITTOM «yaapa cabiieii»
HabogaeTcss Mpu 00OMX 3TUX COCTOSHUSAX [19—22].
CuMnToM MOXeT Habmonathest BHe cTpyKTypbl CITP, kak
caMoCTogTeNIbHAg KIMHWYecKass Haxogka [23]. Taxkxke
n3BecTHHI cirydan CIIP, mpu KoTophIx «ymap cabieii» oT-
MedaeTcs Ha IIee, a He Ha Jimue [24]. ExuncTBa MHeHUI
10 TIOBOJIY B3aUMOCBSI3H 3TUX KIMHNYecKux (popm ¢ CITP
CETOHS HE CYIIIECTBYET.

B HacTos111e€e BpeMsl CTaHIAPTHOTO aJITOPUTMA Jiede-
aug CITP HeT, a addeKT MpoBoAUMOI Teparni, Kak Ipa-
BWJIO, CJIOKHO OIICHUTH. JledeHme 3TOro 3abosIeBaHUS
BKJTIOUAET CPENICTBA M3 IPYII KOPTUKOCTEPOUIOB 1 IIUTO-
CTaTUKOB, B YaCTHOCTH METOTpEKcaT, MUKIohochaMu
U a3aTUOIIPUH, a TaKXKe TIpuMeHeHure ia3Madepesa [17].
B psime cygaeB HabM0gaeTCST KITMHNYIECKOE YITyUIIeHHE.
BmecTte ¢ TeM paHZOMM3MPOBAHHBIE KOHTPOJIUPYEMBIS
nccienoBaHus 3G GEKTUBHOCT MMMYHOCYIIPECCHUBHBIX
npermapatoB ripu CITP emie He mpoBogunucs [10, 11, 15].
AHTHKOHBYJIBCAHTHI pEKOMEHIOBAHBI ITPY HAIMYUH CYIO-
POXHBIX PUCTYNOB. OnMcaHo NpUMeHeHUe BUuTaMuHa D,
MeHULIMIaMITHA, aHTHOAKTe pUATBHBIX aHTUMAJISIPUIAHBIX
CpEACTB ¢ TIepeMeHHBIM ycriexoM y 60ibHbIX ¢ CITP [10].
IIpu crabunbHOM Teyennu CITP mokaszaHa mactiyeckast
KOPPEKLMS, B TOM YHCJIE C MCITOIb30BAHMEM ayTOJIOTMIHOM
JKAPOBOM Y MBILIIEYHOM TKaHM MauenTa [25, 26].

HccnenoBaHusa TpoBeneHUs MO TepupepruIecKuM
HepBaM W WTOJIbYATasl JIEKTPOHEeHpOMHUOTrpadust MBIIIIIT
smna nipu CITP 6btn Havats! eie B 60-e . XX B. oreue-
CTBEHHBIMU HCCIIemOBaTeIIMU [27], HO BCICACTBUC pell-
KOCTHU CUHIPOMA KOJIMYECTBO ONMCAHUMA X OTPAaHNICHO;
MMEIOTCS OTHENbHBIe coobieHus [28, 29]. Hapymenus
MPOBEICHNS TI0 JTUIIEBOMY HEPBY OIMCAHBI B YaCTH CIIy-
YaeB, OTKJIOHEHMSI CO CTOPOHBI MBIIIIII JINIIA (BCE C TIPH-
3HaKaMU, 110 MHCHHIO aBTOPOB, IEPBUYHO-MBIIIEIYHOTO
MOpaxkeHMsI) — y BCEX MaIMeHToB [25, 28], 110 cBereHUsIM
IPYTYIX aBTOPOB, MBIIIICYHBIC HApYIIeHNS He orrcaHHI [ 30,
31]. Mo maHHBIM TPUTEMUHAILHBIX 1 00JIEBBIX BBI3BAHHBIX
MOTCHIINAJIOB OTKJIOHCHWIT OT HOPMBI HE OITMCBHIBACTCS
[32]. IIpuBomSITCS CBeAeHUS 00 YIIMHEHUH JTAaTCHTHOCTH
no3gHUX oTBeToB R2 murartenasHoro peduekca [30, 32]
(mpyrue aBTOpPHI COOOIIAIOT 00 OTCYTCTBUU TaKOBHIX [33])
¥ CHIDKEHWH aMIUTATYIbI ITUKOB aKYCTHYECKUX CTBOJIOBBIX
BBI3BaHHBIX ITOTEHIINAJIOB HA UTICUJIATePAIBHOM CTOPOHE
TIpY OTCYTCTBUY OTKJIOHEHUI 110 TAHHBIM COMaTOCEHCOP-
HBIX BBI3BAHHBIX ITOTEHIINAJIOB C pyK 1 HOT [34].

TakuM obpa3om, HelipodU3MOIOTUYECKIE HAXO/I -
ku npu CIIP ornmmuamTcsa TakKMMHU XK€ IIECTPOTOMU
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Puc. 1. Iayuenmka H., 43 nem. Hzmenenus msexux mrxaneti auya npu cunopome Iappu—Pombepea

Fig. 1. Patient N., 43 years. Facial changes in a patient with Parry—Romberg syndrome

U pa3HOOOpa3ueM, KaK U KIMHUYECKUE U, BEPOSITHO, OT-
PpaxaroT pa3InyHYIO 3TUOJIOTUIO U JJINTEJIbHOCTh JAHHOTO
CUHAPOMA B UCCJIICTOBAHHBIX CIIyYasiX.

Ilesb10 COOOMEHHs GbLIO MPEACTABUTH COOCTBEH-
Hoe Habmonenne CIIP Ha cranuu pa3BepHYTHIX IIPOSIB-
JIEHUM.

Mamepuanbl u Memopibl

Mpgl HaGmomganu marueHTKy H., 43 net, crpamarornyio
CIIP. ITaumeHTKa IMpoXomriia 00CIeI0OBaHIE B CBSI3H C pa3-
puBLinMcst CIIP B ®I'BY «JleTckuii HaydHO-KIMHUYE-
CKUIi LeHTp MHGEKLINOHHBIX 601e3Heit DMBA» Poccuu.
ITpoBoaMIIMCH KTMHUYECKOE 00CIENOBAHUE, CTUMYJISILIMOH-
Has M UToJIbYaTasI JIEKTpOHeHpoMuorpadus, NccireaoBa-
HHMe KOXHO-TaJIbBAHMUECKOro pedurekca (mmpuoop Heiipo-
MBI, Heiipocodt, MBaHOBO), MH(DppakpacHas TepMorpadust.
HefipoBusyanuszaluoHHoe obcienoBaHue Bkiatoyaio MPT
(armapar Philips Ingenia 1.5T, pexkxumsr T2 1 FLAIR-BU,
SWI) ronoBsl 1 KomIibioTepHYI0 ToMorpaduio (KT) (arm-
mapart Philips Ingenuity 128) kocTeit geperra.

Pesynbmambi (onucaHue KNUHUYECKOro cnyyas)

Hayuenmra H., debrom 3ab6oresanus 6 6ozpacme 20.1em
(6 1998 2.), Ha gone noanoeo 6aazonoayuus. Ilepevim npose-
Aenuem 0bla0 nomemHeHue Koxcu Ha a0y. B danvHeiluem
OMMeueHa HeYKAOHHO NPO2Peccupyoulas ampous HoOOKoxic-
HOUL JICUPOBOLL KAemuamKu 1e60i NOA0BUHbL AUYA, KOMOPAs
docmuena ceoeeo makcumyma uepez 10 aem u npueenra
K cmolikoii xapakmepHotl dedhopmayuy Auya ¢ MUnUMHLIMU
UBMEHEeHUAMU no muny «yoapa cabaeil» (en coup de sabre)
Ha 10y, éepxHeil eybe u nodoopodke (puc. 1).

Beaedcmeue mpagmol Ae6o2o enasa, noayuerHoll a 9-ii 200
meuenus 3a601e6anusi, Ha QoHe pa3gusuLe20Ccs IHOPmanroma
3penue ¢ IMoi cmopoHsl 6bi10 homepsHo. Ilo danHsim ocmo-
mpa okyaucma 3penue Ha aeswiii enas — 0. Yepes 3—4 eoda
OM HAYANA KAUHUYECKUX NPOABACHUN NAYUeHMKA OMMe1and
BbIPAdICEHHDBLIL 00e3HeHHbL nepuoduuecKull cnasm Ae6oli

JHCesamenvHoll Mululybl, NPoooadcasuiics 6 meuenue 4—5
nocaedyrouwux sem. Yepes 10 1em pazeumus ampoguueckux
UBMEHEeHULl UX Npoepeccupo8anue noAHOCHbI0 NPEKPAmUAOCh.
Jpyeux xcanob u nposierenuii 3a601e8anus (INUACHMUMECKUX
npucmynos, 20106Hbix 00aell, 6081eueHlUs 0py2oll HOA0BUHbL
AUYA U/Uru KOHeMHOCmell) y nayueHmKu Ha MOMeHm o0cne-
dosanus He Habawdarocy. B anamuese odviau dée nonsimku
ONnepamueHo2o Ae1eHust CUHOPOMA C GblNOAHEHUEM Onepayull
aunoguanunea 6 2010 e. (nepecadka Hcupoeoil MKanu ¢ JHcu-
680MA HA A€8YI0 CKYA08YI0 0014CMb), HO NepecadCceHHds
MKaHb NOAHOCMbIO ampoghuposanacs vepe3 2—3 mec nocae
eMeulamenbcmaa.

IIpu nposedenuu ungpaxpachoii mepmoepaghuu gviséire-
Hbl UBMEHeHUs MepMOoepaMMbl C acuMMempuell memnepa-
Myp — CHUJICEHUEeM UX HA UNCUAAMEPAAbHOU NOPANCEHUID
CMOpOHE, C MePMOSPAMMOL, NPedCcmasiaueil «<NPoeKyuo
Kocmeil uepena» Ha KOXCy Auya; HeooXxo0umo ommemums,
4mo Imu U3MeHeHUs: OblaU YMepeHHbIMU (PA3HOCMb meMne-
pamyp 1-2 °C) (puc. 2).

Ilo dannvim MPT ommeuanocs, umo negoe anazroe 16,10~
KO «80a61eH0» 6 N0A0CMb OpOUMbL, 3DUMENbHbLIL HEPE UMeem
U38UMOIl X00, 10KAAbHOE YMOAUEHIUE PO20BULbI 186020 2Aa3-
Hoeo s6a0ka 0o 3,7 mm. Moyt 1e6020 ena3noeo A040Ka
UCMOHYEHbl, YMEHbUIEHO KOAUYECMBO 8HYMPUOPOUMANbHOLL
JHCUPOBOIL KNeMUamKU cAe8a; 2Unompousi 1e6oil Jcesamens-
HOUL MblUYbL, 1601 NOOHUNICHEHEAIOCMHOL CAIOHHOU Jicenesbl.
Tlodkoxcnas scuposas Kaemuamia creéa ymeHovuleHa 8 00s-
eme. B 6eaom eewecmee 106HbIxX doneil ¢ 0beux cmopor (601b-
we cneea) u ne6oil memeHHOU done CyOKOPMUKAAbHO U ne-
PUBCHMPUKYASAPHO  GU3YAAUBUDYIOMCS  MHOSOHUCACHHbLE
yuacmiu nogviuienoeo MP-cuenana na T2- u FLAIR-BH,
pazmepamu om 1 0o 5 mm, causarouguecs mexcdy coboii nepu-
BEHMPUKYAAPHO Meay 1e8020 00K08020 dcenydouka — Ou-
cmpoghuueckoeo xapakmepa. B pexcume SWI — npusnaku
Haauuus o00bl36ecmenenUll 6 npoekyuu 01e0HbIX WAPOs
¢ obeux cmopon. Hamenenuil nepughepueckux Hepeog, opyeux
omiaonenuti om Hopmol no dauHoim MPT nem (puc. 3).
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Puc. 2. IHauuenmka H., 43 nem. Hngppaxpacnas mepmozpamma auya npu cundpome Ilappu—Pombepea

Fig. 2. Patient N., 43 years. The infrared face thermogram for Parry—Romberg syndrome

Puc. 3. ayuenmra H., 43 sem. Pesyabmamer ma2nummo-pe30HaHcHoi momozpaguu 201061020 mosea. Pexcumor T2- u FLAIR-BH, SWI. Hzmenenus
npu cunopome I[lappu— Pombepea: 1e60cmopoOHHULL SHOPMANBM, U3GUIMOCHb N€6020 3PUMENbHO20 HePEd, YMeHbUIeHUe KOAUYeCMEAa GHYMPUOPOUMANbHOL
acuposoii knemyuamku (1); ampoust 1€60ii 0K0A0YWHOU CAHOHHOU Jicene3bl (2); 2unompoghus 160 HceameabHOU MbluLYbL U NOOKOICHO-ICUPOBOLL KAem -
uamku (3); ouazogvie UsMeHeHUs! 8 20106HOM MO32y HeCneyuuuecko2o xapaKkmepa, eeposimuee 6ce2o, cocyoucmoeo eexesa (4)

Fig. 3. Patient N., 43 years. Results of magnetic resonance imaging of the brain. Modes T2- and FLAIR-VI, SWI. Changes in Parry — Romberg syndrome:
left-sided enophthalmos, tortuosity of the left optic nerve, reduction in the amount of intraorbital fatty tissue (1); atrophy of the left parotid salivary gland (2);
malnutrition of the left chewing muscle and subcutaneous fat (3); focal changes in the brain of a non-specific nature, most likely of vascular origin (4)

Ilo dauneim KT xocmeit wepena (MIP u 3D-pexoncm-
DYKYUU) CO CIMOPOHbL NOPANCEHUS KOCHHBIX 0eCMPYKMUBHbIX
UBMEHEeHUTI He blsI6AEHO, CIEHKU 0POUMbL ¢ YeMKUMU, DOGHYL-
MU KOHmMYpamu, Cmpykmypa Kocmei He usmerena (puc. 4).

Ilo dannvim uccaedosanus nposedeHuss NO AUUEBOMY
Hepgy (M-omeem u mueamenvrolii pegparexc) omKAOHEHUI
He eblasaeHo (puc. 5). Tlo danHbIM CIMUMYAAYUOHHOU H1eK -
MpoHelpomMuoepapuu Ha CMopoHe NOPANCEHUs AMIAUMYOQ
M-omeema ¢ m. nasalis 6vira nuxce na 13 % (1,4 u 1,6 mB
COOMBEMCMBEHHO), AAMEHMHOCMU ObLAU 00UHAK08bL MENCAY

cmoponamu. JlanHbie mueamensHoeo pegaexca 6viau credy-
OWUMU: RPU CMUMYAAYUU CAPABA: C NPABOU MblUYbL pe-
eucmpupyemcs pamHuii komnonenm RI ¢ munumanvHoi
aamenmuocmoio 9,5 mc, no3dnuii komnoneum R2 ¢ munu-
ManvHol ramenmHocmoio 29,8 mc; ¢ 160l Mblulbl peeu-
cmpupyemcest no30Huil Komnonenm R2 ¢ munumanvuoil aa-
meumnocmoio 30,5 mc. Ilpu cmumyasyuu caesea: ¢ 1e6oil
MbLULLYbL pecucmpupyemcst panHui Komnotenm R1 ¢ munu-
ManvHol ramenmuocmoio 9,6 mc, no3oHuil komnonenm R2
¢ MUHUMANbHOU AamenmHocmbio 28,4 mc; ¢ npasoil mblulybl
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Puc. 4. [Tayuenmxa H., 43 nem. Pesyaomamot komnweromeproii momozpaghuu
kocmeii yepena (3D-pexoncmpykyus). Hem kocmHbix usmeneHuii

Fig. 4. Patient N., 43 years. The results of computer tomography of the bones
of the skull (3D-reconstruction). No bone changes

peaucmpupyemcsi n030Hui Komnonenm R2 ¢ munumanvHoil
aamenmuocmuio 26,3 mc.

Ilpu uccnedosanuu nposedenus no nepugepuuecKum
Hepeam KOoHeuHOocmell (MOMOPHbIM U CEHCOPHbIM 80A0KHAM
CPEeOUHH020 U N0KMEB8020 HePE08) OMKAOHEHUL OMm 803pac -
HbIX HOPMAMUBHBIX NOKa3ameneil noay4eno He oviio. Ilo dan-
HbIM KOJCHO-2AAb8AHUMECK020 peqhaeKca ¢ KUCmu U Auya Ha
CIMUMYAAYUIO CPEOUHHO20 Hep8a NOMEHYUAA HA AUle He 3a-
pecucmpuposan ¢ 06eux cmopoH, ¢ KUCHU NOGbLUUEH CNPABa
no amnaumyoe (2,4 mB), creea — cruxcen (0,42 mB). Jla-
menmuocms 0e3 OMKAOHEHUl Om HOpMbL (1AMEHMHOCb
KOJICHO-2anbeanu4eckoll peakuyuu cnpaea 1,52 c, caesa 1,47 c)

(puc. 6).

10mc lub
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10w 1B

+49uA 01 mc, 1Ty
1 3

TIpu npogederuu ueoavuamoil 31eKmpoHetpomMuoepapu
m. orbicularis oris ¢ 2 cmopoH CHOHMAHHOU AKMUBHOCMU
He 6blI6AeHO, naApamempsvl NOMEHYUAN08 08USAMENbHBIX
eOuHUY, 6 npedenax 03pacmHoll HOpMbL, 8 pedcume MaKcu-
MAAbHO2O NPOU3BOABHO20 HANPANCEHUS MbllY — NAMMepH
noaHOU uHmeppepeHyul.

06cyxpeHue

Takum oGpa3oM, y HabIOmaeMoii HaMU TTallMeHTKU
nmeno Mecto TunmaHoe TeueHne CIIP, 6e3 onmcanHOTO
B JIUTepaType [6] BOBIeYeHUSI KOHEUHOCTEI, JIMLIA Ha IIPO-
THBOIIOJIOKHOM CTOPOHE, aJIONIEIINH U 00JIEBOTO CUHIIPO-
Ma Ha MOMEHT Mcclie0BaHusI; uaMeHeHust Ha MPT ronoB-
HOTO MO3Ta OBUTH HeCITeMM(PUIHBI M1 HOCHIH, BEPOSITHO,
IUCIUPKYIISITOPHBIN XapakTep. [TopaxkeHue rira3a ¢ aman-
PO30M OBLTO YCYTYOJIEHO €ro TpaBMOI B IIepro yXKe Ha-
CcTynuBIIETO S3HOPTaNbMA. TeruiooOMeH JTuia rpyoo Hapy-
IIeH He ObUI, TAKXKE COCTOSIHME MBI (B OTIMYHE OT
OIMMCAHHBIX B JIUTEPAType MEPBUYHO-MBIIICYHBIX U3ME-
HEHMIT) 110 TaHHBIM MTOJIbYATOM DJIEKTPOHEHPOMHOTPA-
(bnm 6e3 maToIorIT; HAOMIOIAIOCH TUITMYHOE KITMHUIEeCKOe
tedeHue (me61oT Bo 11 mexame Kn3HU, MPOTOKATETFHOCTD
nepuonma mporpeccupoBanus — 10 ser). B nautepatype
no CITP nmmeroTcs yka3aHMSI Ha HApYIICHUS] CO CTOPOHBI
BEeTEeTaTUBHON HEPBHOI CHCTEMBbI, OTKJIOHEHHS ITapame-
TpOB MUTaTeJbHOTO pediekca [27, 29, 30, 32]; B onmuchI-
BaeMOM HaMM CJTyyae TaKUX HapyIIeHUI BEISIBJICHO He OBLIO.

[MpuMeHsBIIIIECS XUPYPTUYECKHE ITOAXOOBI K Tepa-
N — TATTOPUIUTUHT — ObUTN Hea(P(PEKTUBHBI, OITICHIBA-
eMBI¢ B JIMTePaType Pe3yJIbTaThl JAHHOTO BMEIIATEILCTBA
TaKKe Pa3IMyaloTCs B 3aBUCHMOCTH OT IieHTpa. B HacTo-
sIIIIee BpeMsl aKTUBHO pa3pabaThIBAcTCS KOCMETOJIOTHYC-
ckoe neueHne CIIP ¢ mpoTe3npoBaHreM MOIKOXHOMKI-
POBOI1 KJIETIATKH C TIPUMEHEHUEM HEeOMOIeTpaarpyIOIIIX
(¢umtepoB BeICOKOM TutoTHOCTH [35, 36]. Habmomaemas
HaMU IaIlMeHTKA TOTOBUTCS K IIPOBEICHUIO JAHHOTO BME-
IIaTeJIbCTBA.

Suc__200md

Puc. 5. IlTayuenmxa H., 43 aem. Pe3yabmamol cmumyasyuoHHOL d1eKmpoHeipomuoepagpuu auyeeo2o Hepea (M-omeem) u 0aHHble MU2amenvHo20 pegaex -

ca (m. orbicularis oculi)

Fig. 5. Patient N., 43 years. Results of facial nerve stimulation electroneuromyography (M-response) and blink reflex data (m. orbicularis oculi)
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Puc. 6. Ilayuenmka H., 43 nem. CmumyasayuoHHAs 31eKMPOHEUPOMUOSDADUSA: NAPAMEMPbl KOJCHO-2ANbEAHUYECK020 pedeKca

Fig. 6. Patient N., 43 years. Conduction studies: parameters of the galvanic skin reflex

Oo6pamraeT Ha ceOsl BHUMaHKE, 9TO, HECMOTPS Ha TH-
MIIHYI0 KIMHUIECKYIO KAPTUHY M HEYKJIOHHO IPOTrpec-
CHPYIOIINI XapaKTep pa3BUTHSI CUMITTOMOB, TIPaBUIbLHBIIN
IWAaTHO3 MALIMEHTKEe OBLI MTOCTaBJICH JIUIIb Yepe3 12 JeT
mocjie neboTa 3a001eBaHNs; OHA IIPOXOAIa 00CIeIOBa-
HHE Yy peBMaTOJIOTOB, IepPMAaTOJIOTOB, XUPYPrOB, OPTOIIE-
JIOB 11 HEBPOJIOTOB, B OOIIIEl CIIOXHOCTH Ooitee 20 crreru-
aJIMCTOB Pa3IMIHOTO TIPODIIIST; TUaa30H BHICTABISIEMBIX
JIMarHO30B ObLI IIMPOK U BKIJIIOYAJ «IIOCIEACTBUS TIEpU-
HATaJIPHOTO TOPaXXeHUs IIEHTPAIbHOM HEPBHOM CHCTE-
MBI», «00BEMHOE 00pa30BaHMEe TOJIOBHOTO MO3Ta» (IIpOBe-

neHo MPT rojsoBHOro mMosra, OTKJIOHEHU I HE BBISIBIIEHO),
«HEBPUT JIULIEBOTO HEPBa» U T. .

BbiBofbI

Takum obpaszom CIIP, HecMOTpss Ha XapaKTepHYIO
KJIMHUYECKYIO0 KapTUHY, OCTAeTCsI MaJIOM3BECTHBIM IITPO-
KHM KpyTaM CIIEIIUAICTOB 10 HEPBHO-MBIIIICUHBIM 3200~
neBaHusIM. Heobxommmo 0oJiee IMMpPOKOe 03HAKOMIICHHE
HX C COBPEMEHHBIMU CBEICHUSIMU 110 TMAaTrHOCTHKE, BEIIe-
HUIO M TIPOTHO3MPOBAHMIO XapaKTepa TeUCHUs TaHHOTO
CcBOe0Opa3HOTo 3a00JIeBaHUSI.
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HepBHo-Mblweykbie 5O JIE3HU
Kaunuueckue uccaedosanus

KnuHuKo-reHemuyecKue xapakmepucmuku cuHapoma
KoHmMpakmyp KoOHeyHocmed u nuya, runomoxuu
U 3aiepHKu ncuxomomopxoro passumus (OMIM:616 266),
o6ycnosnenHoro Mymauusamu B rene NALGN

A.O. boposukos!, 11.B. Illapkosa!, O.I1. PeokkoBa!, A.JI. Yyxposa!, O.A. ITlarunal,
T.B. Mapkosa!, E.JI. Jagamu’2

!@I'BHY «Meduko-eenemuueckuii Hayunbiii yenmpy; Poccus, 115478 Mockesa, ya. Mockeopeuve, 1;
2@I'bOY BO «Poccuiickuii HAyUOHAAbHBLI UCCAe008AMENbCKULL Meduyunckuil yHueepcumem um. H. U. ITupozosa»
Mun3zdpasa Poccuu; Poccus, 117997 Mockea, ya. Ocmposumsnosa, 1

Koumarxmui: Apmem Onecosuu Boposurxoe borovikov33@gmail.com

TIpedcmaeaeno onucanue KAUHUKO-2eHeMUHECKUX XAPAKMEPUCMUK CUHOPOMA 8PONCOEHHbIX KOHMPAKMYp KOHEMHOCmell U AUYa 6 code-
MAHUU ¢ MblUEHHOL 2UNOMOHUeLl U 3a0epicKoil NCUXOMOMOPHO20 paseumus 2 nayuenmog uz Poccuu. B pesyabmame noaHo3K30MHO20
cexeenuposarnus JIHK y nayuenmos o6Hapyicens 2 eemepo3ueomuvle muccenc-mymauuu c.4355T>C u c.3541C>G 6 eene NALCN, npu-
6005UUe K AMUHOKUCIOMHBIM 3AMEHAM 8 (DYHKUUOHANLHO 3HAYUMOM YeHmpe 6eakogoli monrekynsl. O6cyicoaemces eausHue Gbla8AeHHbIX
mymayuii 6 eene NALCN na gynkyuio e2o 6eaka u nooxodst Kk ouggepeHyuarbHoli 0uazHocmuKke CUHOPOMA 8pPOXNCOCHHbIX KOHMPAKmyp
KOHeYHOCmeil U AUYA 8 COYeMAaHUU ¢ MbLUEYHOU eUNOMOHUe U 3a0ePICKOL NCUXOMOMOPHOR0 PA36BUMUS ¢ MOHOLEHHbIMU 8aPUAHMAMU
OUCMANbHBIX APMPOSPUNO308 C AYMOCOMHO-O0MUHAHMHBIM MUNOM HACAE008AHUS.

Karouesvte caoea: cunopom epoxcientsix KOHMPaKmyp KOHEHHOCMEN U AUUA 8 COYeMAHUU C MbIUUEHHOU 2UNOMOHUELL U 3A0ePIHCKOLL NCU -
XOMOMOPHO20 PA3GUMUS, AYMOCOMHO-00MUHAHMHbLI Mun Hacaedosanusi, 2en NALCN

Jls yumupoeanus: Foposukos A.O., Illapkosa H. B., Poiickosa O.11. u dp. Kiunuxo-eenemuueckue XapaKxmepucmuku CUHOpOMA KOH-
MpaKmyp KOHEUHOCMell U AUYa, eUNOMOHUY U 3a0epucKU ncuxomomoprozo passumus (OMIM:616 266), o0ycioerennoco Mmymayusmu
6 eene NALCN. Hepeno-muimeunote 6oaesnu 2019;9(1):83—91.

DOI: 10.17650/2222-8721-2019-9-1-83-91

Clinical and genetic characteristics of the syndrome of contractures
of the limbs and face, hypothony and psychomotor retardation (OMIM: 616 266),
caused by mutations in the NALCN gene.

A. O. Borovikov', LV. Sharkova', O.P. Ryzhkova’, A. L. Chukhrova', O.A. Schagina’, T.V. Markova’, E. L. Dadali’’
!Research Center of Medical Genetics; 1 Moskvorech’e St., Moscow 115478, Russia;
2Pirogov Russian National Research Medical University, Ministry of Health of Russia; 1 Ostrovityanova St., Moscow 117997, Russia

A description of the clinical and genetic characteristics of the syndrome of congenital contractures of the limbs and face in combination
with muscular hypotonia and psychomotor retardation of 2 patients from Russia is presented. As a result of full-exome DNA sequencing,
2 heterozygous missense mutations ¢ 4355T C and c.3541C G were found in the NALCN gene, leading to amino acid substitutions at the
functionally important center of the protein molecule. The effect of identified mutations in the NALCN gene on the function of its protein
and approaches to the differential diagnosis of congenital contracture syndrome of the extremities and face in combination with muscular
hypotonia and psychomotor retardation with monogenic variants of distal arthrogryposis with autosomal dominant type of inheritance
are discussed.

Key words: syndrome of congenital contractures of the limbs and face in combination with muscular hypotonia and psychomotor retarda-
tion, autosomal dominant type of inheritance, NALCN gene

For citation: Borovikov A.O., Sharkova I.V., Ryzhkova O.P. et al. Clinical and genetic characteristics of the syndrome of contractures
of the limbs and face, hypothony and psychomotor retardation (OMIM: 616 266), caused by mutations in the NALCN gene. Nervno-
myshechnye bolezni = Neuromuscular Diseases 2019;9(1):83—91.
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BsepeHue

CuHIOpOM BPOXICHHBIX KOHTPAKTYp KOHCYHOCTEH
1 JINTIA, MBITIICYHOM TUTIOTOHWUH 1 3aIePXKKU TICUXOMOTOP-
Horo paszsutust (KKJII3P) — penkuii ayToCOMHO-IOMM-
HAHTHBIN CHHAPOM, OOYCIIOBJICHHBI MYTalIUSIMU B TCHE
NALCN. MyTtaium B 3TOM TeHe BIIepBbIe MICHTU(UITNPO-
BaHbl J. Chong u coaBT. B 2015 . y 5 HepoACTBEHHBIX
OOJIBHBIX, KIIMHUYECKUE TIPOSIBJICHUS XapaKTepU30BaJIiCh
KOHTpaKTypaMy KOHEYHOCTEH 1 JINIIA, MBIIIICIHOM TUIIO-
TOHMEH 1 Tpy0oii 3aIepKKOI IICUXOMOTOPHOTO Pa3BUTHS
[1]. Bce 6onbHBIE HAOIIOAAINUCH C AMAaTHO30M CUHIpPOMA
®pumena—Illengona, omHako MyTtauwmii B reHe MYH3y Hux
oOHapyxeHo He O0bu10. K HacTosiemMy BpeMeH! UIEHTH-
¢ummposaHo e1re 14 reTepo3UTOTHBIX MUCCEHC-MYTAILINIA
BTeHe NALCN, BO3HUKIIUX de novo y OOJIBHBIX CO CXOIHBI-
MU KIIMHYecKnmu niposiBiieHnsMu [2]. B 2013 1. C. Koroglu
U COaBT. 0OHAPYXWINA MyTaluio ¢. 1924C>T B ToMO3UTOT-
HoM cocTostHuu B reHe NALCN 'y 2 cubcoB u3 Typuum
C 3amepXKOil TCUXOMOTOPHOTO W PEYeBOTO Pa3BUTHS,
arpodueil OUCKOB 3PUTCIBHBIX HEPBOB, CYIOPOTaMM,
TUTIOTOHMEN MBIIII TYJIOBHINA M CITACTUKON B MBIIIIIIAX
KOHEYHOCTEH, OMHAKO HE WMEIOIINX IIPOSIBJICHUN M-
cTajibHOTO apTporpumo3sa [3]. TakuMm o6pa3oM, K HACTOSI-
IeMy BpeMeHHM MIACHTU(UIINPOBAHO 2 HO30JIOTUUISCKIUE
¢dopMbI, 00yclIOoBIeHHBIE MyTauusiMu B reHe NALCN c
ayTOCOMHO-IOMWHAHTHBIM M ayTOCOMHO-PEIeCCUBHBIM
TUIIOM HacJIeA0OBaHMUSI.

Ten NALCN nokamzoBaH Ha xpoMocoMe 13q32.3—q33.1.
Ero GenkoBBIN MPOAYKT TIPUHAMIEKNAT K CeMelcTBy 24
TpaHCMEeMOpaHHBIX ITOTCHIINAI3aBUCUMbIX MOHHBIX KaHa-
JIOB, 00eCIIeYNBAIOIINX TIEPMAaHEHTHBIIN TOK HATPHUS Yepe3
MeMOpaHy HeipOHOB, PETyJIMPYS MX BO30OYIUMOCTD U (hop-
MUpYs oTeHIUa TToKod [4]. OH BJsIeTCs YaCcThIO 00JTb-
IIOr0 MeMOpaHHOTO KOMILIEKCa, 0003HAa4aeMOro Kak
NALCN-kaHajiocoMa, Coliep:KaIero HeCKOJIbEKO OeJIKOB,
prumtouass UNCS80-, UNC79- u G-petenTopsr [5].

ITockoabKy K 3HAUYMMBIM CHUMIITOMaM CHHIpOMa
KKIJIT3P oTHOCSATCS BpOXIeHHBIE KOHTPAKTYPHI U YiIb-
HapHas AeBHAIS KHUCTel, BOSHMKACT HEOOXOTMMOCTH
mpoBeaeHUsT TN hepeHITNATBHON INaTHOCTUKH C IPYTH-
MM HaCJICICTBEHHBIMU CUHIPOMAaMHM, COIIPOBOXIAIOIIN-
MHCSI OUCTAIBHBIMM apTPOTPHUITO3aMM, IIPEXKIEe BCETO
¢ HamboJIee pacIpPOCTPaHEHHBIM TeHETUICCKIM BapraH-
TOM 3TOH IpyHITbl 3a00JieBaHmnit — cmHIpoMoM PprumeHa—
Ilenmona [6].

Lleanio padoThI IBMIIOCH OMMACAHNE KITMHUKO-T€HETH-
YeCKHX XapaKTepPUCTUK, BIIEPBHIC BHISIBIICHHBIX B Poccun
60mbHBIX ¢ cuHapoMoM KKJIT3P, 06ycioBIeHHBIM MyTa-
st B TeHe NALCN.

Mamepuanbi u Memopb!

[Mon HamMM HAOIIOACHWEM HaXOIWJIOCHh 2 TAalleHTa
MY>KCKOTO 110J1a B Bo3pacte 5 u 3,5 JIET ¢ reTepO3UTrOTHBIMU
myTtauussMu B reHe NALCN n3 2 HepOACTBEHHBIX ceMeEi,
MPOXKMBAIOLIMX Ha TeppuTOpruK Poccuu 1 HaXOOsAIIMUXCsI
roj HaOJIOJeHUEM B HayYHO-KOHCY/JIBTATUBHOM OTAEJIE

Menrko-reHeTHIeCKOT0 HayqIHOTro IeHTpa. JIarHo3 cuH-
npoma KKJIT3P ycranaBnuBaicst HA OCHOBAaHWU JaHHBIX
TeHeaJJOTMIECKOTO aHaJI3a, HEeBPOJIOTHUECKOTO OCMOTpa
¥ PE3YJIBTaTOB MOJICKY/IIPHO-TEHETUYECKOTO aHAIN3a.

Brinenenue renomuoit JIHK nipoBoawnu u3 neitkouu-
TOB eprpepUIeCKOi KPOBH C TIOMOIIBIO0 HA0Opa peakTH -
BoB U1 BbiaesieHus Wizard Geno micDNAPurificationKit
(Promega, CIIIA) mo mportokoxy mpousBomuTesns. Jist
MpPOOOITOATOTOBKM MCHOJb30Bain peakTuBhl [llumina
TruSeq DNA Exome. CekBeHUpOBaHME NPOBEACHO
Ha nipudope Illumina NextSeq500 MeTogoM ITapHO-KOH-
1eBoro uteHus (2 x 75 map ocHoBaHwmit). CpenHee MOKPBITHE
TIOJTHOTO 3K30Ma TMAIIMEHTa COCTABIIIO X98,5, KOIMIECTBO
TapreTHBIX 00J1acTeii ¢ mokpbeiTheM x 10 u 6onee — 93,16 %,
pPaBHOMEPHOCTH IMOKPHITHS (uniformity Pct >0.2*mean) —
83,4 %.

H71s1 KapTUpOBaHMSI TTOJYIeHHBIX ITOCIEIOBAaTeIEHO-
cTeil Ha pedepeHCHBI TeHOM hgl9 mcIoap30BaM mpo-
rpamMmHoe obecrieueHrue BWA. Jl1s1 manbHeiinero aHaau-
3a BBISIBIICHHBIX BapHaHTOB MCITOJIB30BAIM aJTOPUTMBI
GATK. AHHOTauMs BApUaHTOB ITPOBEAEHA C UCIIOJIb30Ba-
HUeM nporpaMmMmHoro odecriedenust Illumina BaseSpace®
Variant Interpreter. IlaToreHHOCTh HE CMHOHUMMYHBIX
¥ He KIaccu(UIINPOBAaHHBIX paHee IO ITaTOTeHHOCTH Ba-
PHAHTOB OIPEICIISUIN C UCITOIB30BaHMEM IIPOTrPaMM IIPO-
rHo3upoBaHus PolyPhen2, MutationTaster, Provean u SIFT.
BrIsiBIeHHBIC Y TALIMEHTOB BapUaHTHI OBLTA BepUGHIIN-
POBaHBI C UCTIOJIB30BAHMEM METO/IA TIPSIMOTO CEKBEHUPO-
BaHus o Canrepy Ha mpuoope ABI3130 genetic analyser.

Pesynbmamsl

IMpuBoauM omucaHme OCOOEHHOCTEN KIMHUYECKUX
MPOSIBJIEHNI 2 OOJBHBIX MYXCKOTO TOJia C CUHAPOMOM
KKIJIT'3P, 00ycoBIIeHHBIM TeTEPO3UTOTHBIMU MUCCEHC-
myTtauussMu B reHe NALCN. OnHa 13 BBISIBICHHBIX MyTa-
uit ObUTa OMIMCaHa paHee Kak MaToTeHHast, a Ipyrast BbI-
sIBJIEHA BIIEPBHIC.

Kaunuuecxuii npumep 1. [layuenm N., manouux 2,5 rem,
0CMOMpPEH 8 c8513U C Jcanrobamu pooumeneii Ha epyoyto 3adep-
JCKY NCUXOMOMOPHOR0 pa3eumus, 0egpopmayuio u myonoo-
BUJICHOCMb NYHE3aNACMHBIX U 20A€HOCHONHbIX CYCMABo8,
Hanuuue snunpucmynos. Mz anamnesa uzgecmmno, 4umo pebe-
HOK podcOeH om Moa00biX 300p08blX poodumeneli, He COCMOos -
Wux 8 KpogHom podcmee, om 1-ii bepemennocmu, npomexag-
weil Ha ¢hone yepo3wl npepvléanus Ha paHnux cpokax. llpu
npogedeHUU Y1bMpPa38yKo6020 uccaedosanus naoda é I mpu-
Mecmpe OepeMeHHOCMU OblalU Bbl6ACHbL MHONCECIBEHHbIE
8podicdentble nopoku pazeumusi. Poder camocmosmensheie,
Ha 37-ii nedene eecmayuu. Tpu poxcdenuu macca mena 3150e,
dnuna 50 cm. Ouenxa no wikane Aneap 7/8 6annos. C poxcoenus
8bl5161eHbL KOHMPAKMYPbL AYHEe3ANIACMbIX U 20AeHOCIONHBIX
cycmaesos, KAMnmMoOaKkmuaus Kucmei u eudpoHegpomu-
ueckas mpanc@opmayus A€ol NOYKU C Ne80CHOPOHHUM
00CMPYKMUBHBIM Me2aypemepom, N0 n0gody KOmMopozo 0bia0
8bINOIHEHO ONepamueHoe aeuerue 6 eude Haroxcenus T-06-
pasHoii ypemepokymaneocmomsl. CocmosiHue cpazy nocie
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POXCOeHUS PACUEHUBANOCH KAK MACeN0e 3a cuem Jbixamenb-
HOU HedocmamouHocmu, nompebogasuieli pecnupamopHoli
noddepicku Ha annapame UCKYcCMEeHHOU 8eHMUAAYUL 1e2-
kux 6 meuenue 1,5 cym. Ilpu ocmompe epaua-eenemuxa
6 cmayuonape 0bia nocmaeaer duaenos «Cundpom Ppume-
na—Illeadona». C nepuoda H080podiCcOeHHOCMU ) pebeHKa
OMMeuaromes nogmMopHvle pecnupamopHsie 3a001e6aHUs,
HepeoKo 0CA0MNCHAIOWUeCs 08YCMOPOHHUMU NHEBMOHUIMU.
Ommeuanacs @uiparceHHas 3a0epiucka memnos MOmopHo20
u ncuxopeyegoeo pazeumusi. B éozpacme 7 mec enepguie 603-
HUKAU MOHUKO-KAOHUYeckue cydopoeu. Ilpu nposedenuu
aneKkmposHyeghanoepaghuueckoeo MOHUMOPUHA 8 803pAcHe
1 200a 60 6pems cHa @blABAeHbL INUNCNMUPOPMHASL AKMUG-
HOCMb U HapyuieHue GopmMuposanus Kopkoeoii pummuku,
a eospacme 5 nem — ougghyznas myavmupokarbHas snuaK-
MUBHOCMb C AKUEHMOM HA 1e8Y10 N00HYI0 U 8UCOUHYIO 004a-
cmu. Ilpu nposedenuu mazHUMHO-pe30HAHCHOU momozpaguu
(MPT) eon06H020 M032a 6 OuHAMUKe ONUCAHA KAPMUHA
Hapacmawwux oucmpopuueckux usMeHeHUll Mo3dceuKd.
Ilpu nosmoprom ocmompe 6 5,5 nem ommeuena 3adepicka
@u3zuueckoeo u ncuxomomopHoe2o pazeumus. Peberok 0Obin
Pacmopmodicet, KOHMAKm ¢ HUM 3ampyOHeH U3-3a UHmen-
AeKMYanvHoeo degpuyuma, IKCHPecCcUBHOl peuu Hem, obule-
HUe Npoucxoouno Ha ypoeHe SMOUUIL U 2040CO8bIX 3HAKO08,
VKa3amenvHblil dJcecm Omcymcmensan, Hagblku ONPSAMHOCMU
u camooocayxcusanus cpopmuposanst He 6viau. He xooum,
CamMocmosmenbro He cadumcsi. IMOYUOHANbHO 00eOHeH, 2u-
nomumuuen. Ilpu Heeponoeuueckom ocmompe epenHo-mo3-
208bIX HEPBOB: pacxodsuyeecs kocoenasue. Jlgudicenus enas-
HbIX 040K 6 noaHom oOseme. HéOGHbIL u enomouHblil
pedhnexcol cHuxcervl. Molueurblii mouyc ymeperHo ouggys-
Ho cnudicer. CyxodicunbHole pegpreKcol CUMMempuYHble, Obic-
mpo ucmowaromces. Hapywenuii koopounayuu u wyecmeu-
meabHocmu He evisaeaeno. Penomunuueckue 0coOeHHOCMU:
VHAOUWeHHOe AUY0, HUBKULL pOCM 8040C, 2UNONAA3US HOCA,
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NP 443009 1 1442 LVAIVENFSLFYSTEEDOLL

XP DO9658187.2 1453 LVANVENFSLFYTMDEDILL

NP 00109658 2 1777 LVARMENFSLFYSNEEDALL

3P QISINIALL 1442 LVAIVENFSLFYSTEEDOLL

NP 001017589 2 1465 IVAIVENFSLFYSTEEDOLL

NP 7963673 1443 LYAIVENFSLFYSTEEDQLL

OdaunHble pecnuybl, H-o6pasubiii nodbopodok ¢ smoukoil,
Kopomkas wlesi, aKpoMUuKpusi CMmon U Kucmeil, oucnaasus
JN0KMeBbIX CYCMAB08, YAbHAPHAS Oegualyus naivyes odeux
PYK, KOHMPAKMYPbl AY4e3aNACMHbIX U 20AeHOCHONHBIX CY-
cmaeos. Jlns Koppekyuu cyoopodiCHbIX HAPOKCUIMO8 pebeHOK
nosaywaem KOHBYAEKC 8 COMeMAaHuu ¢ Aegemupayemamom.
Ha smom ¢hone wacmoma cy0opodicHbix npUCMYNO8 yMeHb-
wunace do 1 pasa 6 2 ned. Ilpu uccaedoganuu UMMYHHO20
cmamyca 8bis81eHbl NPU3HAKU OUCUMMYHo2n00yauHemuu 111
cmenenu, eunepenobyaunemuu M, a maksce chudicenue ghaeo-
YUMApHOU aKmueHoCmu Helumpoguios U He3agepuieHHblil
hacoyumos. Denomun pebenxa npedcmasaen Ha puc. 1C.

IIpu nposedenuu noaHo20 ceK8eHUPOBAHUS IK30MA BbISG-
seH panee onucannblii 6 2ene NALCN eapuanm NM_052867.2:
c. 4355T>C, npusodsawuii k 3amene AeillyuHa HA CEPUH 8 AMU-
HokucaomHoil no3uyuu 6eaka 1452 (puc. 1A). llannas 3ame-
Ha 6biaa onucana énepeoie 6 2017 2. D. Monies u coasm. [7].
Jlemanvhas kaunuveckas Xxapakmepucmuka 3a06071e8aHUs
He Oblaa onyOAUK08AHA. 3aMeHa HAX0OUMCS 8 GbICOKOKOH-
cepeamusHoli obnacmu. JlauHblii HyKaeomuo — yacme K00o-
Ha 00HOI U3 NePBbIX AMUHOKUCAOM, 00PA3yIOWUX YUMONAA3-
MamuuecKuil ceeMeHm cpazy nocae S6-mpaHcmemMOpanHoi
cnupanu 1V domena. Jlokanruzayus 3ameHsl 16151emcs Xapak-
mepHOll 015 6cex 8apUaAHMO8 HYKAeOMUOHOU nociedosamens-
Hocmu 6 eene NALCN, onucannvix npu cunopome KKJIT3P
[8]. Ilo kpumepusam ouenku namoeennocmu [9] dannoiii 6a-
puanm 0wl pacyenen Kak epoamuo namoeentwlil. Ceepeea-
YUOHHbLI aHAAU3 OGHHO20 6APUAHMA MemOJOM NPSMO20
cexeenuposarus no CaHeepy 6 cembe NOKA3dn €20 NPoUcxo-
acderue de novo.

Kaunuueckuii npumep 2. Iayuenm S. ocmompen 6 o3pa-
cme 3,5 1em no nogody xcanob podumeneil Ha epyoyio 3a0epicKy
ACUXOMOMOPHO20 pa3eumust U deghopmayuro Kucmeii u cmon.
U3 anamnesa uzsecmuo, umo peberok om I-ii bepemennocmu,
npomekasuieli Ha ghoHe aHemuu u Heghpomuueckoeo cundpoma.
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Puc. 1. llayuenm N., 2,5 aem: a — xpomamozpamma ¢ earudayueii eapuanma c. 4355T>C memodom npamo2o aemomamuuecko2o cexgenuposanus no Con-
eepy; 6 — KOHCepeamusHOCHb AMUHOKUCAOMHOU nocredosamenvHocmu beaka NALCN 6 o6nacmu obHapyicenHoll 3ameHbl; 8 — gpomoepaduu 6 so3pacme

2,5 1em
Fig. 1. Patient N., 2.5 y. 0: a — chromatogram with validation of c. 4355T

> C variant by the method of direct automatic sequencing according to Sanger;

0 — conservative amino acid sequence of the NALCN protein in the region of the detected substitution; 6 — photo at the age of 2.5 y. o.
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_ NP 4430991 1171 DORRWEDLKSRLKIAQPLHLP
XP D098S8187.2 1187 DORRWEDLKSRLKIAQPLHLP 100%
NP 0010969812 1507 DORRWCDLKKRLKIAQPLHLP 88%
XP 0153213111 1171 DORRWEDLKSRLKIAQPLHLP  100%
NP _001017549.2 1194 DORRWEDLKSRLEIAQPLHLP 100%
NP 796367 1171 DORRWEDLKSRLEIAGPLHLP 100%

Puc. 2. ITayuenm S., 3,5 aem: a — pomoepagpus nayuenma 6 eospacme 3,5 nem; 6 — xpomamozpomma ¢ earudayueii eapuarnma c. 3541C>G memodom
NPAMO20 a8mMomMamu4eckozo cekgeHupogarus no CaHeepy; 8 — KOHCEP8aAmMuUBHOCHb AMUHOKUCAOMHOU hocaedosamenvHocmu beaka NALCN e o6aacmu
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06GHApYICeHHOT 3aMeHbl
Fig. 2. Patient S.,

3.5. 0: 6 — photo of a patient aged 3.5 years; 6 — chromatogram with validation of c. 3541C> G variant by direct automatic sequencing

according to Sanger; ¢ — conservative amino acid sequence of the NALCN protein in the region of the detected substitution.

Ilpu nposedenuu yabmpaszgyko6oeo ucciedogarusi naoda
60 Il mpumecmpe bepemeHHOCMU BbIsI8AEHO OBYKPAMHOE
obsumue NYNOBUHbL BOKDY2 Ulel U YKOPOHEHUe HUNCHUX KO-
Heunocmeli. Poovt na 40-ii nedene, camocmosmenvhble,
C UCN0Ab308aHUEM INUOYPANBLHOL aHecme3UU, AMHUOMOMUU
U npuemos 8vl0aeAUsaHuUs naoda uz-3a caabocmu pooosoi
dessmenvrocmu. Ilpu poxcdenuu o6Hapyicena oegpopmayus
naavyes Kucmelil u Kocoaanocmn, macca meaa 3200 e, oruna
mena 46 cm, ouenka no wkane Aneap 8/9 banrnos, 3axpuuan
cpasy, Ho epyodb He 8341, danee cocan caabo, daxce uz Gymoi-
sao0uku. C poscoenuss ommeuanocs nogvluleHHoe becnokoiicm-
60, uacmole 00UNbHBIE Cpbleusanus (UHoeda Goumanom),
usgpawenue pummog cha. llpu npoeedenuu nelipocornoepa-
Quu Ha 1-m mecsye JHCUZHU GblaBAEHbL 2UNOKCUYECKU-LULe-
Muteckue U3MeHeHUsl Beuj,ecmea 20108H020 M032a U paculi-
peHue e2o nodoboaoueunsix npocmparncme. Pannee pazsumue
€ 3a0epaucKoii: 20108y depicum ¢ 5 mec, cadumcsi camocmosi-
mMenbHO, CMOUM NOCMABACHHDBLL U X00UM € NOO0ePICKOU
3a obe pyku c 2 arem. Edunuunsle croeu noseuaucs c 2,5 nem.
IlIpu MPT 2on06H020 Mo32a 6 8 mec 6biA6ACHbI NPUSHAKU
3a0epicKu MUeAUHU3ayuY 8 eude y4acmkog NOBblIULeHHOU
UHMEHCUBHOCIU CUCHAAA 6 Oen0M eujecmee y 3a0HUX PO208
00K08bIX Jiceny0o4K08 ¢ 00eux CMopoH, a makdice pacuupe-
HUe KOHBEKCUMANbHBIX cYOAPAXHOUOANbHBIX NPOCMPAHCME
8 I0OHBIX U BUCOHHBIX 001ACMSAX ¢ 00eUX CIMOPOH, pacuiuperue
MENCNOAYUAPHOU weau 8 ee nepedHeil U cpeouel mpemsx.
Ha saexmposnyepanoepapuu 6 1 200 8 mec pecucmpuposa-
AUCh OughhysHbie usmeHeHus OU0INeKMPU1ecKoil aKmMUeHo-
CMU 20108H020 M032a pe3udyanbHo20 xapakmepa. Inuak-
mueHocme He ebissiena. B 2017 u 2018 ee. nepenec

Xupypeuueckoe eMeulamenbCmeo no yCMpaHeHuo caubamens-
HbIX KOHMpaKmyp u yavHaproii desuayuu 11— 1V nasvuyes npaesoii
Kucmu, 3amem ceubamenvhou Kouwmpakmypwl Il nasvya
npagoil Kucmu ¢ KOMOUHUPOBAHHOU KONCHOU NAACMUKOI,
a makaice axuAN0mMoMUIo Ha Ae8oil cmone.

Ilpu ocmompe 6 3,5 eoda: 60306y0um, pacmopmooiceH,
npeonoicertble nPoCcbibl He BbINOAHSeM, 00Uaemcs Ha YPosHe
IMOUULL U 20/10C08bIX 3HAKO8, YKA3AMENbHO0 JCecma Hem,
HABbIKU ONPSMHOCIU U CAMOOOCAYICUBAHUS He CopMUpo-
sanbl. OxpysucHocms 201066t 48 cm. Tonosa bpaxuuepanvroil
ghopmbl ¢ ynaoujeHuem u acummempueii 8 064acmu 3amolika
(D<S). Ilpu Hegponocuueckom ocmompe uepenHo-mo3208bix
Hepeos: pacxodauleecs Kocoeaasue, boavuie caesa. Jlsuicenus
21a3HbIX 010K 8 noaHOM 00seme. MobiuleuHbiil MOHYC yMepeH-
HO Ougghysno cHuxcen. Cyxoxcunvhvie pegaexcol cumme-
mpuunsle, bbicmpo ucmouwjaromes. Hapywenuii koopdunayuu
u uyscmeumenvHocmu He 8wvisigaeHo. CamocmosmensHo
He noa3aem, He gcmaem y ONOPbL, He X00Uum, CMmoum ¢ noo-
deparckoll 3a 0be pyKu, mModcem cOeaams HeCKOAbKO Uaeo8
€ ONOPOIL HA HAPYJICHbIE KPAsL CMON U C 8aPYCHOLL YCMAHOBK Ol
aeeoii cmonsl. Kucmu 6 nonoxcenuu moiavHoil sxcmen3uu 10
2padycoe ¢ obeux cmopoH, HO 1e2K0 YCmpansomes 0o cped-
He2o noaodceHust npu naccusHom deudcenuu. Jladownas
nexcus 45 epadycos. Ha npasoii kucmu I nansey omeeden
u paszoenym, ceubamenvras konmpaxmypa 111 nassuya. Yio-
Hapuas desuauus 11—V nanvyes nesoii kucmu. Ixkeuno-cy-
nUHAYUOHHAs Oeghopmayus A€ol CMoNbl, YKOPOUeHUe 1e60li
HUJICHEll KOHeYHOCMU U CIMONbL, MY20N008UNCHOCHb 201eHO-
cmonHnoeo cycmaga cresa. DenomunuuecKue 0COOEHHOCMU:
AHMUMOH20A0UOHBII paspe3 eaas, WUpoKoe nepeHocse,
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2unepmenopusm, KOpOmKas CNUHKA HOCA U KoAyMeana, OAut-
Hblll Quavmp, noauvle wiexu, H-obpasznviii nodbopodok
¢ AMOHUKOIL, Deghopmayusi 3a6UMK08 YULHbIX PAKOBUH, KOPOM -
Kas wupokas wes, akpoMUKpUsi Cmon, nonepeutas Aa00HHas
bopozda. Penomun pebenka npedcmasner Ha puc. 2A.

Ilpu npogedenuu noaHo2o cek@eHUPOBanUs IK30Ma ObLn
obHapyceH He onucanHblil panee sapuanm 6 eene NALCN —
NM _052867.2: c. 3541C>G, npusodsuwuii kK 3ameHe apeuHu-
Ha HA 2AUYUH 8 aMUHOKUCAomHOU nosuyuu 6eaxa 1181. Ba-
PpUaHmM HYKAeomudHoll nocaedogamenbHoCmu 6 OAHHOM
K0OOHe, npueooauuil K 3amMere apeUuHuna Ha 2AymamuHogyio
amuHoKucaomy, ObiA ONUCAH paHee y NAYUEHMA ¢ KAUHUYe-
ckoil kapmuroi cundpoma KKJIT3P; dns nodmeepicoenus
3HAYUMOCMU 3aMeHbl Obl1 NPogeder PYHKYUOHANbHbLIL AHAAU3
¢ nomouivro rcueomuoii modeau C. elegans [10]. Jannas 3a-
MeHa Hax00UMCsl 8 8bICOKOKOHCeP8amueHo oonacmu. JlanHulii
HyKAe0muad, yacms K00OHAa 00HOIU U3 Nepeoll AMUHOKUCAOMbL
nocae S6 ceemenma, HAXO0UMCA 8 YUMONAA3MAMUYECKOI
yacmu 6eaka. Co80KynHoCmb 3mMux céedeHuil no3eonsem
cdenams 861600 0 3HAYUMOCMU COXPAHEeHUs 0AHHOU AMUHO-
Kucaomol 0451 NOAHOUeHHOU pabombl kanana. 1o kpumepusm
oyenku namozennocmu [9] dannslii gapuanm Ovin pacyeHeH
Kak eepoamno namoeennuiil. Ceepe2ayuoHHblll aHaiu3 daH-
HO020 8apuanma memooom npsamoeo cekeenuposanus no Cau-
2epy 6 cembe NoKa3an e2o npoucxoxcoerue de novo.

Obwue KauHuYeckue NPU3HAKU y HAOAI00AeMbiX HAMU
00NbHBIX 6 CPABHEHUU C ONUCAHHBIMU 8 AUmepamype npuge-
deHol 6 maba. 1.

06cyxnenue

K Hacrostimemy BpeMeHU OIMcaHo 2 CHUHIpOMa, 00-
YCIIOBJIEHHBIX MyTauusiMu B reHe NALCN ¢ ayTOCOMHO-
JMTOMUHAHTHBIM U ayTOCOMHO-PEIIeCCUBHBIM TUTIOM HaCJIe-
noBaHusg [2]. Hammume myTaumii B TeTE€pPO3UTOTHOM
COCTOSTHUH B TeHE TIPUBOIST K BOSHIKHOBEHUIO CHHAPOMA
KKIJIT3P, koTophlil XapakTepu3yeTcs codeTaHueM aud-
(y3HOI MBIIIEYHON TMITOTOHUU C 3aAEPKKOI TTCUXOMO-
TOPHOTO Pa3BUTHUSI U AUCTAIHHOTO apTPOrPHIIO3a, B TO
BpeMsI KaK TOMO3UTOTHEIE ¥ KOMITAyHI-T€TepO3UTOTHBIC
MyTauu 0OHapYKEeHBI Y OOJIBHBIX C COYCTAHNEM MBIIIICY-
HOW TUIIOTOHMU, 33I€P>KKOK TCUXOMOTOPHOTO Pa3BUTHS
¥ XapaKTepHBIX JIMILIEBBIX AU3MOPGhHii, HO HE COIPOBO-
Kaamolimxcst aprporpuiozoM (OMIM:615419). ITo mue-
HMIO psIia aBTOPOB OCOOCHHOCTH KIIMHUIECKIX ITPOSIBIICHITA
9TUX 2 HO30JIOTUIECKIX (DOPM, SIBJISTFOIINXCS aJUICIbHBIMU
BapHaHTaMM, OOBSICHSIIOTCS pa3IMIHBIM 3(D(hEKTOM MyTaIrit
BreHe NALCN[11]. IToka3aHo, 4To OEJIKOBBIN ITPOAYKT reHa
NALC wmMeeT 4 TOMOJIOTUYHBIX JIOMEHA, COCTOSIINX
U3 6 TpaHCcMeMOpaHHbIX crivpaeit (S1—S6), oTaeaeHHbIX
JIPYT OT Apyra 3 uuToruiasMaTnaeckumMu netisamu [4]. Ero
OCHOBHas (DYHKIIMS 3aKJTIOYACTCST B O0CCIICYCHNH TIepMa-
HEHTHOTO TOKa HATPUSI 4epe3 MeMOpaHy HEMpPOHOB, pery-
JISILIMIO UX BO30YAIMMOCTH ¥ (DOPMHUPOBaHME TTOTCHITNAA
mokos [12]. IIpenmonaraercsi, 4To TeTEPO3UTOTHRIE MY-
Taluy 00JIagaloT TOMMHAHTHO-HETAaTUBHBIM 3(D(HEKTOM,
HapylIasi aMIHOKVCJIOTHYIO TIOC/IeTOBATEIbBHOCTD ITOpodop-

MUPYIOILIETO cerMeHTa S5—S6 GeIKOBOM MOJIEKYJIbI, KOTOPbIi
oTBevaeT 3a 3(PPEKTUBHOCTD M CEJIEKTUBHOCTD ITPOITyCKa
MOHOB [3]. A TOMO3UTOTHBIC ¥ KOMITAyH/I-TE€TePO3UTOTHBIC
MYTaLlMU U3MEHSIIOT CTPYKTYPY APYTMX OEJIKOBBIX TOMEHOB
U TIPUBOISAT K CHIDKEHUIO (DYHKIINIT OEJTKOBOTO ITPOIYKTA
reHa NALCN [4]. [TonydeHHBIe HAMU pe3yJIBTAThI TT03BO-
JISTIOT TIOATBEPAUTDH 3TO IpearoioxkeHne. JloKamn3amms
AMWHOKHUCJIOTHBIX 3aMeH B 0ekoBoil moiekyine NALCN
y HaOJIIomaeMbIX HaMU OOJIBHBIX MIPEACTaBIieHa Ha puc. 3.

Hammame BpoXXIeHHBIX KOHTPAKTyp CYCTaBOB M Jg-
dopmannm manblieB KUCTEH Y OONBHBIX C CHHIPOMOM
KKJIT3P obyciioBnBaeT HEOOXOIUMOCTD IIPOBEAECHUS €TO
nrdbepeHIINATBHON TNAaTHOCTUKY C IPYTUMHA MOHOTECH-
HBIMM BapHaHTaMU IUCTAIBHBIX apTporpuiio3oB. K HacTo-
SIIIIEMy BpeMEHU BBISIBIICHO 13 TeHETHYECKUX BapMaHTOB
IHCTAIbHBIX apTPOTPUIIO30B C ayTOCOMHO-TOMUHAHTHBIM
TATIOM HACJeIOBaHUS W WIACHTU(MUIINPOBAHO 9 TEHOB,
OTBETCTBEHHBIX 3a MX BO3HMKHOBEHME. BOJIBIIMHCTBO
OCJIKOBBIX ITPOAYKTOB 3THX T€HOB SIBJIICTCSI CTPYKTYPHBI-
MM OeJIKaMH MBIIIEYHOTO BOJIOKHA, M BO3HMKHOBEHUE
KOHTPaKTyp CYCTaBOB B 3MOPHMOHAJIBLHOM ITepHOAe 00-
YCIIOBJICHO HapyIIeHueM (opMupoBaHUs MBI, OTHAKO
6enkoBbIi MpoayKT reHa NALCN ¢yHKIIMOHUPYET B LIEH-
TpaJbHOM HEpPBHOI CcHCTeMe M He OOHApyKHMBaeTCS
B MbImax [13]. CiemoBaTeibHO, MOSIBJIEHUE Y OOJTBHBIX
¢ cuaapomoM KKJIT3P KoHTpaKTyp B cycTaBax He CBsI3a-
HO ¢ HapylIeHueM (QYHKIMOHUPOBAHUS CTPYKTYPHBIX
0CJIKOB MBIIIIEYHOTO BOJIOKHA, a O0YCIOBJIEHO OIIOCPEI0-
BaHHBIM HapyIIeHWEeM KOHTPOJIS Haj IBUTATeIbHBIMU
(bYHKIIMSIMH MBIIII CO CTOPOHBI HEPBHOM CHCTEMHI B TIe-
puoa 3MOpuoHalbHOTO pa3Butus. [lpu OONBIIMHCTBE
ayTOCOMHO-IOMMHAHTHBIX ITHCTAIBHBIX apTPOTPUIIO30B
He HaOJIIOIaeTCsI CHMITTOMOB TTOPaXKeHMST HEPBHOM CUCTE-
MBI, BBEIPAXXCHHOU 3aIepKKU TICUXOPEYEBOTO Pa3BUTHSI
1/WIH cyaopor. MCKiTIoueHre COCTaBISIeT TOIBKO TNCTATb-
HBII apTporpurtos 2A tuna (cuaapom @pumena—Ilenxmo-
Ha), KOTOPBI OTIMYAeTCS] HAJIMYKMEM CXOITHOTO C CHHI-
pomom KKIJII3P nmmcmopdudeckoro cTpoeHUS nuila
y MalMEHTOB, a TaKXe COIPOBOXAAETCS CyIOopOoramu
1 MHTEIUICKTYaTbHBIM neduimmroM. C y9eToM 3TOTO, a TaK-
XKe Toro (pakra, 4yto B reHe M YH3 nMeroTcs YacThle MyTa-
i, TuddepeHINaTbHYI0 TUarHOCTUKY TPU HAIMINU
y peOeHKa TUCTATBHOTO apTPOTPUIT03a, 3aACPKKH Pa3BH-
THSI, CYIOpPOT M OIUCMOPGUUECKHUX YepT CTPOCHUS JIMIIA
cjemyeT HauyMHATH C ITOMCKA YacThIX MYTallMii B TeHE
MYH3, a ipy UX OTCYTCTBUM MMPOBOJINTH CEKBEHUPOBaAHUE
sK30Ma. HeoOXommMo OTMETHTh, UTO CHEHIM(UICCKIM
KIMHUIECKUM CUMIITOMOM Yy HaOJIFOMaeMbIX HaMHU 0OJIb-
HbIX ¢ cuHapoMoM KKJIT3P 6b111 moBTOpHBIE MH(MEKIINN
IBIXaTeJIBHBIX ITyTei, 9aCTO OCIOKHSIOIINECS ITHEBMOHM -
SIMHM, KOTOpBIE He XapaKTepHBI VTSI APYTUX HACIICICTBEH-
HBIX TUCTABHBIX apTPOTPHUIIO30B. DTU JaHHBIE COIIACYy-
I0OTCSI C pe3yibraTaMu OpYyrux uccilegoBareseil. Kak
TTOKa3aHO Ha MOJAEIbHBIX OPTaHU3MaX C MyTaIlsSIMH B TCHE
NALCN, npixaTeIbHBIC pacCTPOMCTBA HE SIBIISIIOTCS CIIe-
CTBHEM MMMYHOACHUIINTA, a B 3HAUMUTEIBHOU CTCIICHU
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TOM9 VOL.9

HepBHo-mbiweytbie BOJIE3HH
Neuromuscular DISEASES Kaunuueckue uccaedosanus

Ta6auna 1. Cpasnenue kaunuveckux nposgaenuii y Haba00aemvix 60AbHbIX U ONUCAHHBIX 6 AUMePAMYpPe NAUUEHMOE ¢ NAMOLCHHBIMU 8APUAHMAMU
8 mex Jice AMUHOKUCAOMHBIX KOOOHAX U YACMbIMU KAUHUYecKuMU npusnakamu cundpoma @Ppumena— Illlendona

Table 1. Comparison of clinical manifestations in the observed patients and patients described in the literature with pathogenic variants in the same amino
acid codons and frequent clinical signs of Freeman—Sheldon syndrome

Patient N. Patient S.
Patient from case
D. Monies et al. [7]

Patient from case
K. Aoyagi et al.
[10]

Characteristic
Frequent

clinical signs

Genetic variation
of Freeman—

syndrome

Dysmorphic features of the face

TTiTocKoe HTIo HI
Flat face + + * ND *
DNuKaHT HJI
Epicanthus + ND * -
Muxpotus HAO
Microtia + ND + + +
IIIupokue HO3ApU 4 HA + +
Wide nostrils ND
JIMHHBINA QUIBTPYM 4 HI + +
Long philtrum ND
MukporHatust
Micrognathia + + + *
TTonHbIe TyOBI HJ
Full lips + ND + +
Inybokue HOCOTyOHBIE CKIIaIK/ + HJI + + +
Deep nasolabial folds ND
H-06pas3Hbrit Ton60ponoK i HA + +
H-shaped chin ND
Limb pathologies
KamnrogakTunust HJI
Camptodactylia + ND + + +
YibHapHast neBUaLMst + + + + +
Ulnar deviation
OTBeeHHbIE NTaJIbLIbI HA
Retracted fingers + ND + + +
BapycHas necdopmarnusi ctomn 4 HA + +
Varus foot deformity ND
Hedopmaiius nITOYHON KOCTU 4 HA + + +
Calcaneus deformity ND
KoHTpakTypbl Ta300eApEHHBIX CYyCTaBOB + + + + +

Hip joints contractures

Kompamypm JIOKTEBBIX CYCTaBOB + + + + +
Elbow joints contractures

KOngmypr KOJIEHHBIX CyCTaBOB + + + + +
Knee joint contractures
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Patient N. Patient S.
Patient from case
D. Monies et al. [7]

Patient from case
K. Aoyagi et al.
[10]

Characteristic
Frequent

. T linical sign:
Genetic variation clnical signs
of Freeman—

syndrome

Neurological symptoms
Crpabusm " HI + _
Strabism ND
3anepkKa MCUXOPEeYeBOro pa3BUTUS 4 HJT + + .
Delayed psychoverbal development ND
Mpl111€4Has TUIIOTOHUS " HIO + + _
Muscle hypotonia ND

Other clinical manifestations

Cxomnmo3 HI

Scoliosis * ND * * -
Kopotkas mes HJI

Short neck + ND * * -
Iemanruoma B obacTvt TMna _ + _ _ -
Facial hemangioma

Hwuzkuit poct + + + + +
Short stature

Ilpumenanue. HJ] — nem dannvix.
Note. ND — no data.

I I 11 v

@ Nokannzauma ammHoKMCTOTHOI 3aMeHbl / Amino acid substitution localization)

Puc. 3. Jlokaauzayus amunoxuciomusix 3amen ¢ beaxosoii monexyse NALCN e onucannvix cayuasx

Fig. 3. Localization of amino acid substitutions in the NALCN protein molecule in observed cases

00YCJIOBJICHBI HapyllleHUeM MHHEepBallMM MeXpeOepHbIX — Takast 3BOMIOIMOHHAs] KOHCEPBATMBHOCTb ITOKA3bIBAET BaXK-
MBI 1 quadparMbl, y9acTBYIONINX B akTe AbixaHus [14].  HocTb 6enka NALCN st peryisimu AessTeTbHOCTU KIIETKU
K HacTostmeMy BpeMeHH br3rotorndeckasi posib 6enka  [11], a cemoBaTeIbHO, HApYIIIEHHE 3TOr0O OeJIKa MOXKET OBITh
NALCN wu3ydeHa HEIOCTaTOYHO, OMHAKO OH OOHAPYXXKEH IATOTCHETHYCCKUM MEXaHW3MOM OPYTUX 3a00JieBaHUM
TTOYTH Y BCEX BUIIOB OPraHM3MOB U He UMEET OPTOJIOroB [15].  Kak MOHOTE€HHOI, TaK U MYyJIBTU(hAKTOPHOM NIprpos! [16].
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HepBHo-mblweykbie EOJIE3HH

Kaunuueckue uccaedosanus

3akniouenue

AyTtocoMHO-TOMUHAHTHBIN cuHapoM KKJIIT3P, 06-
VCIIOBJICHHBIN TETEPO3UTOTHBIMUA MYTAIlUSIMH B TeHE
NALCN, xapaktepusyeTcsi CodeTaHMEM IMCTAJTbHOTO ap-
TPOTPUII03a, MBIIIEYHOM TUTIOTOHNY 1 3a0CPKKH TICHUXO0-
MOTOPHOTO Pa3BUTHSI, UTO OOYCIIOBIMBAET HEOOXOMMMOCTD
mpoBeneHUs TuddepeHIInaTbHON IMaTHOCTUKY C BKITIO-
YeHHEM JPYTUX TeHETHUECKIX BApHMAHTOB apTPOTPUITO30B,

npexae Bcero ¢ cumHapomom dpumena—Illenmona (mm-

CTaJIbHOTO apTpOrpuro3a 2A TUIA). YUUTHIBas OOJBIIYIO
PacIIpOCTPaHEHHOCTh 3TOTO CHHAPOMA IO CPaBHEHUIO
¢ cuaapomom KKIIT3P, mpu Hammumm y 6015HOTO CIIel-
bUIeCKIX KIIMHIYSCKIX ITPOSIBJICHNI TMAarHOCTHUKY HEO0-
XOIMMO HauYMHATh C TTOMCKA YacThIX MyTalnii B reHe MYH3,
a MpU UX OTCYTCTBUM [IJIST TIOMCKA STHOJIOTUIECKOTO (haK-
TOpa 3a00JIeBaHMS TIPOBOIUTH CCKBEHUPOBAHMIE SK30Ma.
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Mpu HanpaBneHum CTaTbi B pefakLmio XypHana «HepBHo-MbilLeyHble 6onesHu»
aBTOPaM HeobX0ZUMO PYKOBOACTBOBATBCA CIEyIOLLMMIA PAaBUAAMI.
1. 06wue npaBuna
(ratba B 06A3aTeNbHOM NopAZKe AOMKHA CONPOBOXAATLCA 0dULMANBHBIM pa3-
peLueHuem Ha ny6amKaLuio, 3aBepeHHbIM NeyaTblo yupexxjeHus, B KOTOPOM paboTaeT
nepBbIii B cvcke aBTop. Mpy NepBUYHOM HanpaBeH!N PYKONUCY B PefaKLyio B Konui
3NeKTPOHHOrO NicbMa J0MKHbI ObITb YKa3aHbl BCe aBTOPbI AaHHOI CTaTbi. 06paTHYlo
(BA3b C pefaKuueil GyneT MopZepKMBATbL OTBETCTBEHHbIA aBTOP, 0603HAUEHHbIl
B CTaTbe (CM. NYHKT 2).
MpeacTaBneHme B pesakLmio paHee ony6nKoBaHHbIX CTaTeli He JONYCKaeTCA.
2. 0dopmneHne AaHHbIX 0 CTaTbe U ABTOPaX
MepBas CTpaHuLa fOMKHA COZlePXaTh:
— Ha3BaHue (TaTby,
— MHULManbl 1 GamMuUIMN BCex aBTOPOB,
— yueHble CTeneHi, 3BaHMA, JOMKHOCTI, MECTo paboTbl KaxA0ro 13 aBTOPOB,
a Takxe ux ORCID (npy Hanuumw),
— NI0JIHOE Ha3BaHuUe yupexzeHus (yupexaeHuii), B KOTOPoM (KOTOpbIX) Bbl-
nosHeHa pabota,
— afpec yupexzaeHna (yupexaeHuit) C ykasaHuem MHAeKca.
MocnenHAA CTpaHULA AOMKHA CoflepXaTh:
« (BepeHwA 06 aBTOpe, OTBETCTBEHHOM 3a (BA3b C peaKLmeli:
— hamunms, UMA, 0TYECTBO NOHOCTBIO,
— 3aHMMaeMas OMKHOCTb,
— yueHas cTeneHb, yueHoe 3BaHue,
—nepcoHanbHblit MexayHapoaHblii uaexTudukatop ORCID (moppobHee:
http://orcid.org/),
—nepcoHanbHblil upentudukatop B PUHLL (moppobHee: http://elibrary.ru/
projects/science_index/author_tutorial. asp),
— KOHTKTHbIi TenedoH,
— pabounii anpec ¢ ykazaHuem UHAeKca,
— aipec aNeKTPOHHOI NoUTbI.
« (kaH noanuceii Bcex aBTOPOB CTaTbi.
3. 0dpopmneHue TeKcTa
(rabyu npuHMmaloTca B popmartax doc, docx, rtf.
Lpugt — Times New Roman, kernb 14, MeXcTpouHblit uHTepean 1,5. Bce cpatu-
Libl AOMKHBI ObITb MPOHYMePOBaHbI. TeKCT CTaTb HAYMHAETCA CO BTOPOIi CTPaHNLbI.
4. 06nem cTateit (6e3 yueTa UNNIOCTPALMI M CUCKA TUTEPaTYpbI)
OpuruHanbHas cratbs — He 6onee 12 cTpanuy (66nbLumil 06bem gonyckaetca
B UHANBUAYANbHOM NMOPAAKE, N0 PELUEHNIO pefaKLm).
OnucaHne KNUHUYECKUX CyYaeB — He 6onee 8 cTpaHuL.
0630p nuTepaTypbl — He 6onee 20 cTpaHmL.
Kpatkue coobiieHns u nucbma B pegakuuio — 3 CTpaHuLibl.
5.Pestome
Ko Bcem Bupam cTateil Ha 0TAENbHON CTPaHULE JOMKHO ObITb NPUNOXKEHO pe3to-
Me Ha PycCKOM 1 aHIMIMIACKOM (MO BO3MOXKHOCTM) A3bIKax. Pe3tome fOMKHO KpaTko no-
BTOPATb CTPYKTYPY CTaTbM, HE3aBUCUMO OT ee TeMaTuKM.
06bem pestome — He bonee 2500 3HaKoB, BKNoYas npobenbl. Peiome He JOMKHO
COePaTb CCHINKM Ha UCTOYHUKI NIUTEPATYPbI M UINKCTPATUBHBIiA MaTepuan.
Ha 370l e cTpaHuLie NOMeLLAoTCA KNKoueBble C10BA HA PYCCKOM 11 QHTNIACKOM
(no BO3MOXHOCTH) A3bIKax B KonuuecTse ot 3 7o 10.
6. CTpyKTypa cTareil
OpuruHanbHas CTaTbA JOMKHA COBEPXaTb CrieayHLLMe pasaenbl:
—BBE/leHIe,
—Lenb,
— Marepuanbl U MeTozbl,
— pe3ynbTarbl,
— 0bcyxpeHe,
—3aKntoueHue (BbIBOAbI),
— BKNaZ BCex aBTopoB B paboty,
— KOHAMKT MHTEPeCoB ANA BCeX aBTOPOB (B Cyyae ero 0TCyTCTBIA HE0bX0-
AVMO yKa3aTb: «ABTOPbI 3aABNAIT 06 OTCYTCTBUM KOHPAMKTA MHTEPECOB),
— UHOPMUPOBAHHOE COFMaCe MALMEHTOB (A1 CTaTeli C aBTOPCKUMM UCCTIe-
LOBAHUAMY ¥ ONMCAHUAMI KIMHUYECKWX ClyyaeB),

—Np¥ HaMyuM GUHAHCMPOBAHNA UCCNELOBAHUA — YKa3aTb €ro UCTOYHMK
(rpaHTnT.4.),
— bnarogapHocTy (pasgen He ABNAETCA 06A3aTeNbHbIM).

7. UnntocTpaTnBHbI MaTepuan

VnntocTpaTuBHbI MaTepuan AomKeH 6biTb NPeACTaBIEH B BUAE OTAENbHbIX Gail-
0B 11 He QUrypupoBaTb B TeKCTe CTaTby. [laHHble TabnuL He JOMKHbI NOBTOPATL AaH-
Hble PUCYHKOB 1 TeKCTa 1 Ha060pOT.

Ootorpadum npeacrasnaiorca B dopmartax TIFF, JPG, CMYK ¢ paspeiwenuem
He MeHee 300 dpi (Touek Ha Aoiim).

PucyHku, rpadmkm, cxembl, Anarpammbl JOMKHbI ObiTb pefakTupyembiMu,
BbInonHeHbIMu cpeactBamu Microsoft Office Excel unm Office Word.

Bce pucyHKn omxHbl 6bITb NPOHYMepOBaHbI 1 CHABXeHbl NOAPUCYHOUHBIMM
noanucamu. OparmeHTbl pUCyHKa 0603HayaTCA CTPOYHBIMI ByKBaMK pycckoro anda-
BUTA — «a», «6» W T. 1. Bce cokpalLeHus, 0603HaueHus B Buge KpuBbIX, GYKB, Ludp
W T. fi., UCNONb30BAHHbIE Ha PUCYHKE, BOMKHbI ObITb paciundpoBaHbl B NOAPUCYHOUHON
noanucu. Moanucu K pucyHKam JalTCA Ha OTAEABHOM NINCTe NOCAe TeKCTa CTaTbi B 04-
HOM C Heil daiine.

Tabnuubl JoMmKHbI ObITb HArNAZHBIMI, UMETb Ha3BaHWe 11 NOPAAKOBbIA HOMEp.
3aronoBky rpad L0MKHbI COOTBETCTBOBATD WX COZePaHUK0. Bce cokpalLeHuna paclumd-
POBbIBAOTCA B NPUMEYaHIM K Tabnuue.

8. EQuHNLbI n3MepeHna 1 COKpaLeHus

EnuHuubl n3mepenua fattca B MexayHapogHoii cucteme ety (CH).

CoKpalLeHna cnoB He JomyckatoTca, kpome obLienpuHATbIX. Bce abbpeBuatypbl
B TEKCTe CTaTby JOMKHbI BbITb MONHOCTbIO paciuMdpoBaHbl NPU NEPBOM YNOMUHAHUN
(Hanpumep, HepBHO-MbILeyHble Gonestn (HMB)).

9. Cnucok nuTepartypbl

Ha cnepytoweii nocne TekcTa CTpaHuLe CTaTbiu JOMKEH pacnonaratbea Cnucok
LMTMpyeMOil 1nTepaTypbl.

Bce UCTOYHMKM BOMKHDBI 6bITb NPOHYMePOBaHbI, HyMepaLya 0CyLecTBAAETCA
CTPOro Mo NOPAAKY UMTMPOBAHUA B TEKCTE CTaTby, He B andaBuTHOM nopagke. Bce
CCHINIKI HA UCTOYHNKM IUTEPATYpPbI B TEKCTe CTaTbi 0603HaualoTCA apabckumu Lnd-
pamu B KBappaTHbIX ckobkax HauuHas ¢ 1 (Hanpumep, [5]). Konnyectso untmpye-
MbIX paboT: B OpUrMHaNbHbIX CTaTbAX — He 6onee 20—25, B 0630pax nuTepatypbl —
He 6onee 60.

CCbINKM JOMKHbI 1aBaTbCA HAa NEPBOMCTOYHMKMN, LMTUPOBAHIUE OHOTO aBTopa
1o paboTe Apyroro HeoMyCTUMO.

BKntoueHne B Cnucok nuTepaTypbl Te31COB BOIMOMHO UCKNHOUMTENbHO NPY CCbi-
Ke Ha MHOCTPaHHble (aHTNOA3bIYHbIE) UCTOYHMKI.

(CcbinKku Ha pnccepTaumui v apTopedeparbl, Heony6UKoBaHHbIe paboTbl, a Tak-
e Ha AaHHble, NONyYeHHble 13 HeOGULMANbHBIX MHTEPHET-UCTOUHUKOB, He Aony-
cKatoTcA.

[InA Kax[oro UCTOYHMKA HEOOX0AMMO YKa3aTb: Gamuni 11 MHULMANbI aBTOPOB
(ecnu aBTopoB 6onee 4, yka3blBatoTcA nepeble 3 aBTOPa, 3aTeM CTAaBUTCA «M p.» B pyC-
CKOM 1K et al.” B aHIMIACKOM B TeKcTe). ABTOPbI LIMTUPYEMbIX UCTOUHUKOB AOMKHDI
ObITb yKa3aHbl B TOM e NOPAKE, UTO U B NEPBOUCTOUHNKE.

[Tpu ccbinKe Ha CTaTbM U3 XKYPHANOB NOC/e aBTOPOB yKa3blBaKOT Ha3BaHMe CTa-
Tbl, Ha3BaHMe XypHana, rofi, Tom, Homep Bbinycka, cTpaHuLibl, PMID v DOI cratbi (npu
Hanuumn). Mpu ccoinke Ha MOHOTpaduuM yKasblBalT TaKxe NONHOE Ha3BaHWe KHUIK,
MECTO U3[aHNA, Ha3BaHWe N3AATeNbCTBA, FOA U3LAHMA, YNCIO CTPaHML,

(1aTby, He COOTBETCTBYIOLME AAHHbIM TPE6OBAHUAM, K PaCCMOTPEHNIO
He NPUHNMAIOTCA.

061wwme nonoxeHusa:

« PaccmoTpeHme cTaTbit Ha NpesMeT NybNMKaLMM 3aHNMAEeT He MeHee 8 Hepienb.

« Bce noctynatowyue cTatby peueH3upytoTca. PeLieH3usa ABNAETCA aHOHUMHOIA.

« Pepakuua octaBnaeT 3a coboil NpaBo Ha peJjakTUPOBaHUe CTaTeil, NPefCTaB-
NeHHbIX K nybnukaumn.

« Pepakuma He npepgocTaBnAeT aBTOpCKMe dK3emMnnApbl XypHana. Homep
KYpHana MOXHO MONYunTb Ha 06WMX OCHOBAHMAX (CM. MHdOpMaLMIo
Ha caiite).

Marepuanbl gna ny6nukaumm npuHUMaloTca no aapecy neuromuscular.
diseases@gmail.com.

Monnas Bepcua Tpe6oBaHMIn NpeACTaBNEHa Ha callTe XypHana.





