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H3panue PeruonanbHoii oowecmseHHol opranu3ayuu «OBLECTBO CNELWANUCTOB N0 HEPBHO-MbILWEYHbLIM BOJNIE3HAM~»

XypHan «HepBHO-MbileyHble 60ne3HU» BKMOYEH B MNepeyeHb BeAYILMX PELEeH3UPYEMbIX HAYUYHbIX XKyp-
HasOB, B KOTOPbIX My6JMKYIOTCA OCHOBHbIE Hay4YHble pe3ysbTaTbl AUCCEPTaLMii Ha COMCKAHME YYEeHOM CTe-
neHu AOKTOPa W KaHAMAATa HayK.

C 2011 roga »ypHan BkatoyeH B HayuHyto aneKTpoHHY0 61banoTeKy n PoCCUitCKNIl MHAEKC HAyYHOTO
umtuposaHus (PUHL), nmeet umnakrt-cakrtop.

C 2015 ropma ypHan 3apeructpuposaH B CrossRef, cTtatbu uHAeKcupytoTca ¢ nomolwblo LudpoBoro
upentndukaropa DOI.

C 2015 ropa aneKTpOHHas BEPCUA XypHana npefcTaBieHa B BeyLLMX POCCUIACKUX U MUPOBBIX 3NEKTPOHHbIX
6ubnuotekax, B Tom uncne EBSCO n DOAJ.

B mae 2017 r. npuHATO pelueHue 0 BKIOYeHUM ypHana B B[l Scopus.

HepBHO-MbIWeYHbIE

bOJIE3HA

EHHEKBAPTA/IbHbBINA
HAYYHO-NPAKTHYECKHA

InasHas 3a0a4a xypHana «HepsHo-mMbilieYHbIe 60e3HUY — NYOIUKAUUSA cOBpeMeHHOU UuHpopmayuu
0 HAYyYHbIX KIUHUYECKUX UCCe008aHUSX, HOBbIX Memodax OudzHOCMUuKu U JfleyeHus 6onesHeli
HepsHoU cucmemsl.

Llenb usdanus — uHgopmuposams 0 docmuxeHusx 8 061aCMU NAMOo02UU hepugepuyecKux Hepsos
U MbllY, CGHOPMUPOBAMb NOHUMAHUE HEoOX00UMOCMU KOMNJICKCHO20 MeXOUCUUNIUHAPHO20
nooxoda u 06beOUHeHUs CNeyuanucmos pasHbix obaacmel MeOUUUHCKOU HayKu: Kapouoso208,
ny/IbMOHO/I0208, 3HOOKPUHOI0208, 2ACMPOIHMEPOT0208, 2eHEMUKOB, UMMYHOI0208, MOPEOI0208,
peabuumonozos, cneyuasucmos 8 obaacmu Helpogusuosozuu u Helposusyanu3ayuu u Bcex
UHMepPeCcyUjUXCs HepBHO-MbllueYHOLU namosoaued.
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Hcnonb3oBaHue NOKaNbHOro BBEAEHUA KOPMUKOCMEPOouaoB
npu ie4eHuu CUHapomMma 3anfAGMHOro KaHana

B.H. Kucenes!, H.IO. Anekcanapos?, M.M. Koporkepuy®
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Poccus, 197374 Cankm-Ilemepbype, ya. Onmukos, 54;
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Konmarxmui: Bacuauii Huxonaesuy Kuceneg kiselev.neurologist@gmail.com

CuHOpoM 3anscmuo20 KaHana — Hauboaee Hacmo CMpeHauascs MyHHeAbHas Heliponamus. B nacmosweil cmamove npedcmasaer 0030p
Aumepamypbl, HOCEAULCHHbLI UCHOAb308AHUI) NOKANBHO20 8620€HUsI KOPMUKOCMEPOUA08 npu AeveHuu 0aHHol namoaoeuu. Paccmompersi
sonpocul aghpexmusHocmu u bezonacHocmu npoyedypul, cyujecmayouue mooudukayuu ee evinoanenus. OnpedenseHvi NOKA3aAHUSA K NpU-
MEHEeHUI0, 00CYHCOeHO UCNOAb308AHUE PAMUMHBIX KOPMUKOCMEPOUO08, NPOBEOCHO CPAGHEHUEe NOKANbHbIX UHBEKYUN U XUPYPeUHECK020
AeYUeHUSL.

Karouesnie caosa: cpedunnulii Heps, CUHOPOM 3ANACMHO20 KAHAAA, MYHHEAbHAS Heliponamus, KOpmuKocmepouo, A0KANbHAsl UHBEKYUs,
anexmpomuozpapus
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npu AeueHuy cuHopoma 3anacmuoeo kanana. Hepeno-moiueunsie 6oneznu 2018;8(1):10-9.
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Local administration of corticosteroids in treatment of carpal tunnel syndrome

V.N. Kiselev', N.Yu. Aleksandrov’, M.M. Korotkevich’
'A.M. Nikiforov Russian Center of Emergency and Radiation Medicine, Ministry for Civil Defense, Emergencies and Elimination
of Consequences of Natural Disasters of Russia; 54 Optikov St., Saint Petersburg 197374, Russia;
2[.1. Mechnikov North-Western State Medical University, Ministry of Health of Russia;
41 Kirochnaya St., Saint Petersburg 191015, Russia;
JA.L. Polenov Russian Research Institute of Neurosurgery (branch of the V.A. Almazov National Medical Research Center,
Ministry of Health of Russia); 12 Mayakovskogo St., Saint Petersburg 191014, Russia

Carpal tunnel syndrome is the most frequent entrapment neuropathy. We performed a literature review of application of local corticosteroid
injections. The main aim of the review is to outline the issues concerning indications for the treatment, efficiency and safety of the procedure,
and the effect’s duration. Different techniques and different types of corticosteroids, outcomes of the local injections in comparsion with sur-
gical treatment are discussed.

Key words: median nerve, carpal tunnel syndrome, entrapment neuropathy, corticosteroid, local injection, electromyography

For citation: Kiselev V.N., Aleksandrov N.Yu., Korotkevich M.M. Local administration of corticosteroids in treatment of carpal tunnel
syndrome. Nervno-myshechnye bolezni = Neuromuscular Diseases 2018;8(1):10—9.

BeeneHue CTBa IMallMeHTOB. TeM He MeHee cilydau IIPeBPaTHOIO

TyHHeMbHBIC HEHpOIIATUH TTepUGEPUISCKIX HEPBOB  TOJKOBAHUS IIPUPOIBI CHMIITOMOB TYHHEJIbHBIX HEMPO-
IIMPOKO PacIIpOCTPAaHEHBI U B IIEJIOM XOPOIIIO M3YYSHBI. MATHI BCTPEYAIOTCS PETYJISIPHO, a UCITOJh30BaHUE Me-
KnmHuKOo-MHCTpyMeHTaIbHAs OMATHOCTHKA OTHOCH- TOIOB JICUCHMS C HeqoKa3aHHOM 3(p(PeKTUBHOCTHIO CHU-
TEJIbHO HECJIOXKHA, a BEpHO BRIOpAHHAS TAKTUKA JICUCHUSI XKAeT BEPOSITHOCTH OJIATOMPUSITHOIO KIMHHUIECKOTO
ITO3BOJISIET JOOUTHCS XOPOIIIETo pe3ybTaTa y OOJMBIIMH- HCXOZa.



Jlexyuu u 0630po!

HepBHo-Mblweunbie 5O JIE3HH

Iems 0630pa — aHAIN3 IPUMEHEHNS JIOKATbHBIX MTHBEK-
muii koptukocteponnoB (KC) Ha mpmmepe Hambolee
4acToO BCTpEeYaloIIeiics B IIOBCETHEBHOM MPAKTUKE TyH-
HEJIBbHOUW HEHMPOITaTUM — CHHIPOMA 3aIISICTHOTO KaHajia
(C3K).

KommpeccnonHo-nImeMnaeckass HeHpoImaTust cpe-
IWHHOTO HepBa B 3aIISICTHOM KaHajie COCTaBJIsIeT Oojee
ITOJIOBUHBI BCEX TYHHEJBHBIX HEMPONATUM U SIBIISICTCS
caMoi1 9acToi MPUIMHOM HApYIIeHUS YyBCTBUTEIIbHOCTHI
B KUCTSX pyK [1, 2]. B ocHOBe 3a001eBaHMSI JIEKUT HAPY-
meHne GYHKINN CPeIUHHOTO HEpBa B pe3y/IbTaTe OCTPO-
ro JINOO XPOHUIECKOTO MEXaHMISCKOTO CHABJICHMS B y3-
KOM TyHHeJle, 00pa30BaHHOM KOCTSIMH U TIOIICPEYHOM
CBSI3KOI1 3aIISICThSI.

B HOpMe maBieHUWe WMHTEPCTHIIMAIBHON XUIKOCTU
BHYTPH 3aISICTHOTO KaHaja COCTaBlsIeT 3—9 MM pT. CT.
B 1Tokoe 1 20—60 MM pT. CT. IIpY Harpy3Ke Ha KUCTh, a IIpU
paszsutun C3K mpoucxogut ero yBenmdenue no 15—30
n 150—200 MM pT. cT. cooTBeTcTBeHHO [3]. Henpomomku-
TeJIbHAsI KOMITPECCHS BBI3BIBACT OTEK U MIIIEMMIO BCIICI-
CTBME HapyIIeHUSI OTTOKA KPOBH IO COOCTBEHHBIM BeHAM
HepBa. XpOHWYECKast TUITOKCHSI IIPUBOINT K IIpojudepa-
n GpuopoOIaCTHOM TKAaHU M yTOJIIeHnIo HepBa. Hapa-
craoliee JaBJIeHUE B 3aIISICTHOM KaHaJIe BJIeJeT 3a COOOM
YXYAIIeHNe KPOBOTOKA IT0 0oJiee TITyOOKO PaCITOIOXKEH-
HBIM COOCTBEHHBIM cocynaM Hepsa [4, 5].

YcnoBussmMu, crocoocTBylommMu passutuio C3K,
SIBJISTIOTCST HACJICACTBEHHAST IIPEAPACITONIOKCHHOCTD, HAJIH -
yre (haKTOPOB pHICKa M BO3IEHMCTBHE MPOBOLMPYIOIINX
curyarmii. K ¢dakropaMm prcka OTHOCST XEHCKHWM IO,
TTOKMJION BO3PACT, OKUPEHHE, CAXapHBIN Ta0eT, TUITOTH -
Peo3, apTPUT U apTPO3 JIyIe3aIICTHBIX CYCTaBOB, TCHIOBA-
TUHHT CYXOXWJINI crudaTesieil ImajablieB KNCTH, OepeMeH-
HOCTB, IPHEM OPAJIbHBIX KOHTPAIIEIITUBOB M HEKOTOPHIC
npyrue. I1poBOLMPYIOIINMU CUTYALIUSIMUA MOTYT OBITH
0COOEHHOCTH Tpyda U ITOBCEAHEBHON AeSITEILHOCTH, CBSI-
3aHHBIC C YpE3MEPHON MM HEDU3NOJOTUIHON HArPy3KOM
Ha KMCTbh, TPABMBI JIy4e3aIsiCTHOI obact [6—8].

Kmmamaeckast kaptuHa C3K 3aBUCHT OT CTeTIeHU BbI-
paXkeHHOCTH M CTamuM 3aboiieBaHusi. HavanbHBIE TTpOSIB-
JIEHUS TIPECTABJIEHBI MPEXOISLIMMU NTAPECTE3UAMU B HOY-
HOe BpeMs WJIM TIpU PYyYHOM Tpyde. XapaKTepHO
YMEHBIIICHUE TTapecTe3nii pr BCTpsixuBaHA Kuctei (flick
sign). B mocnemyromneM BO3MOXHO ITOSIBJICHUE CTOMKUX
YYBCTBUTEIIPHBIX HapyIIeHW, 00T U CJIA00CTH MBIIIIII,
WHHEPBUPYEMBIX CPeIMHHBIM HEPBOM Ha KUCTHU. B cydae
JMaTbHEMIIeTo IPorpeccCupoBaHmsl B JOTIOJIHEHUE K TIepe-
YHUCJIEHHOMY pa3BUBaETCs MbIIedHas Turmotpodus [9].

Knnuunueckadg nnarnoctrka C3K ocHoBaHa Ha 0OHa-
PY>XEHUU XapaKTepHbIX cMMNOTOMOB (runecte3us B [—I11
IMaJTbIIaX KUCTH, C1a00CTh MBIIII KUCTH, THHEPBUPYEMBIX
CpeIMHHBIM HEPBOM, 00JIb) M HAIMYINU TTOJIOXKUTEITLHBIX
TECTOB: IPSIMOI 1 obpaTHOI mpoOsl DaeHa (IyBCTBU-
TeabHOCTh 67—83 %, creumduunocts 40—98 %), tecta
Tunens (uyBcTBUTENbHOCTb 48—73 %, cneundUIHOCTH
30—-94 %) [10].

«30JI0TBIM CTAaHIAPTOM» MHCTPYMEHTAIBHOM TUarHO-
ctuku C3K siBisieTcst anexkTpomuorpadus (DMI), BeIsIB-
JISTIONIasl CHIDKEHUE CKOPOCTH IIPOBEIECHUS] WMMITYJIbCa
IO CEHCOPHBIM BOJIOKHAM HEPBa, YBEITMICHNE TUCTATBLHOMN
JIATEHTHOCTA W CHIKEHHME aMIUIMTYyOel M-oTBeTa
m. abductor pollicis brevis [11]. Hapsimy ¢ DMTI mst muar-
Hoctuku C3K B mmociiegHye Tombl TAKKe ITMPOKO MUCITONb-
3yeTcs yneTpa3BykoBoe (Y3) uccienoBaHre. XapaKTepHBIC
npusHaku C3K Ha Y3-uzobpakeHUN: yBeIUUEHUE TIO-
agu IIOTIEPEYHOTO CEeUYeHMs M YIUIOIIeHHWEe HepBa
Ha ypOBHE BXOIa B 3aISICTHBII KaHall, I3MEHEHUE €T0
SXOCTPYKTYpHI [12].

C3K pa3messroT Ha CTeIIeH! TSDKECTH Ha OCHOBAaHUH
pesyasTaToB DMI. Hanbonee pacrpocTpaHeHbI KJIacCU-
dukauny, He3aBUCUMO TpeMIoXKeHHbIe B 1997 . aByms
kosutekTuBamu [13, 14]. Cornacno J.C. Stevens C3K ner-
KO CTETICHH TSKECTH COOTBETCTBYET CHIDKEHME CKOPOCTH
CEHCOPHOTO IIPOBEICHMS YIIN OTKJIOHCHHS B CPABHUTEIIb-
HBIX TecTaX (HampuMep, TeCT «8 CM»), IIPU YMEPEHHOM
CTETICHU TSKECTH TakoKe YBeJIMYeHA NMCTaIbHAasl JIATeHT-
HOCTh M-OTBeTa, a MpPHW BHIPAXKCHHOM — ITOSBISIOTCS
MIPpU3HAKU TTOBPEXICHUS aKCOHA (CHIDKCHUE aMIUTUTYIBI
M-oTBeTa, TOTCHIMAIE GUOPMIUIALINN U pEMHHEPBAII-
OHHasI TIepecTpoiiKa MMOTCHIINAIOB IBUTATEIbHBIX SIMHMIT
M0 HaHHBIM wurombdaToit DMI m. abductor pollicis
brevis) [13]. Kitaccudpukamust L. Padua 1 coaBt. Goiee
MoJpoOHa U BKITIOYAeT 5 creneHel nameHenuii mpu C3K:
MHHUMAaJIbHBIC TOAPA3yMEBAIOT OTKJIOHEHMS TOJBKO
B CPaBHUTEIBHBIX TECTAX, JETKUE — HAJIMIKNE CHUKCHMS
CKOPOCTH TIPOBEACHUS UMITYJIbCA IO CEHCOPHBIM BOJIOK-
HaM, YMEpeHHBIC — YBeJTMICHIE TUCTAIBHOM JIATEHTHOCTH
M-oTBeTa, BBIpakeHHBIE — OTCYTCTBHE IMOTCHIIMAIa
IEeWCTBUS HEpBa P COXpaHHOM M-0TBeTe, TpyObIe — OT-
cyrcTBUe M-oTBeTa [14].

Jleuenne C3K MoXeT OBbITH KaK KOHCEPBATUBHBIM, TaK
U XUPYPIUUECKUM. B KadecTBe KOHCEPBAaTUBHOM Teparin
3¢ GEeKTUBHBIMA TIPU3HAHBL YCTpaHEHME TPOBOIMPYIO-
IIAX CUTYaIldil, OpTe3UPOBAHNUE JIy4e3aIIsICTHOTO CyCTaBa
Ha BpeMsI CHa U IIpX pabO0Te KMCTHIO, JIOKAIbHOE BBEACHUE
KC B 3ansictHbIN KaHan [15, 16]. OnepatuBHOE JieyeHne
3aKITIOYACTCS B PACCEUCHMH ITOTIEPETHOM CBSI3KM 3aIISICThS
OTKPBITBIM WJIM 3HAOCKOIMMYECKUM crtocooom [17, 18].
PykoBoactso o neuenunto C3K, BeIpaboTaHHOE HA OCHO-
Be OOIIETO COTJIAIICHMS SKCIIEPTOB MO pe3ysIbraTaM HC-
canenoBannst HANDGUIDE, pekomeHayeT BBIOOp MeToAa
TepaIry B 3aBUCUMOCTH OT BBIPAKEHHOCTU CHMIITOMOB
W JuTeNbHOCTH 601e3HHM (Tadi. 1) [19]. CornacHo peko-
MeHOAIMSIM AMEPUKAHCKON OPTONEANIECKON accolma-
mun (AAOS) 1o nedyeHuto C3K omepatmBHOE JieUeHUE
cJemyeT MMPOBOANTE MTAIIMEHTaM C IIPpH3HaKaM1 aKCOHATb-
HOTO TIOBpEXXIEHUS HepBa, IMPH OTCYTCTBUU 3(PdeKTa
KOHCEepBaTUBHOM Tepaluy B TedeHUE 2—7 Hel, a TaKxKe
B CIy9ae MOTHBALIMH MALIMEHTA HA TIPOBEICHUE XUPYPIH-
YyecKoro BMemaTeabeTna [20].

CremyeT OTMETUTD, YTO B OTEUYECTBEHHOM MEIUIINHE
JokanbHOe BBegeHre KC 00bIYHO Ha3bIBaeTCsd OJI0Kam0i,
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Tadmuua 1. Bei6op memooa seuenus cuHOpoMa 3ansicmHO20 KAHAAA 8 3A8UCUMOCIU OM GbIPANCEHHOCMU U OAUMENbHOCIU 3a001e8aHUS (A0anmupo8aHo

uz [19])

Table 1. Selection of treatment method for carpal tunnel syndrome depending on severity and duration of the disease (adapted from [19])

Symptom severity

S tom duration, -
ymp Iloll(:lnﬂlll;a 1o M“"::;’:‘m’ Jerkas yMepeHHast BBIPAKEHHAS rpy6as
>6 OPT 1u2 OIT OI1 OI1
WS 1 and 2 ST S ST
36 OPT OPT, KC OPT, KC OIT OPT, KC OIT OI1
WS WS, CS WS, CS ST WS, CS ST ST
-3 OPT OPT, KC OPT, KC OIT OPT, KC OIT OI1
WS WS, CS WS, CS ST WS, CS ST ST
1-2 OPT OPT, KC OPT, KC OPT, KC 1u3l
WS WS, CS WS, CS WS, CS land 3
<1 OPT OPT OPT OPT 1uéd
WS WS WS WS 1 and 4

Ilpumeuanue. OPT — opmesuposanue ayuezanscmuoeo cycmasa; KC — aokanvHoe 6sederue kopmuxocmepoudos; OIl — onepamus-
Hoe neuenue; 1 — axcnepmHbill KoHceHcyc He docmuenym; 2 — 50 % sxcnepmos cuumaiom, umo OPT u KC doaschbl ucnonvsoeamucs;
3 — 50 % sxcnepmoe cuumarom, umo OILI doaxncro ucnoavzoeamocs; 4 — 55 % sxcnepmog cuumarom, umo OPT 0oaxncro ucnoavzo-
eambcs. /1 ecex cayuaes 3a0604e6aHus Hapady ¢ Memooamu AeHeHus, YKa3auHoimu 6 mabauye, 3¢gexmusna moouguxkayus oopasa

HCU3HU.

Note. WS — wrist splinting; CS — local administration of corticosteroids; ST — surgical treatment; 1 — no expert consensus; 2 — 50 % of experts support

the use of WS and CS; 3 — 50 % of experts support ST; 4 — 55 % of experts support the use of WS. For all disease cases, lifestyle modification

is effective along with the methods presented in the table.

OIHAKO MbI CO3HATEIbHO OyIeM U30eraTb UCIOIb30BaHUS
9TOr0 TePMUHA, MOCKOJbKY CUMTAEM €ro HeyJayHbIM
1 UMCIOIIMM OTHOIIIEHNE CKOpee K BBEICHUIO MECTHBIX
aHEeCTETHKOB, YyeM K BBegeHunio KC.

TeXHuKka unberkyuu, 6e3onacHocmb U 0CNOHHEHUA

Kitaccuueckas texHuka JiokajabHoro BeeaeHust KC
MIpeItoaaraeT BEIIIOJIHEHNE HHBEKIINY Ha Tiyouny 1,0—
1,5 cM MeauaabHee CyXOXUIUS m. palmaris longus v HeM-
HOTO TIPOKCHMaJIbHEE JTyJe3aIsICTHOMN CKITAIKH O YTJIOM
30° B IMCTAJIbHOM HAIpPaBJICHUM B TOJIOKCHUU JIETKOM
nop3odiekcuu kuctu (puc. 1) [21]. TTosBrienne nHTEH-

Puc. 1. Hnsexyus no anamomuueckum opueHmupam

Fig. 1. Injection according to anatomical landmarks

CUBHOM CTpEeJIIOLIei 601 MOXET ObITh TPU3HAKOM TO-
MagaHusl B CPEANHHBIN HEPB 1 TPEOYeT U3MEHEHUSI TT0JI0-
JKE€HUS UTJIBI Ha Oosiee moBepxHOCTHOE. [Ipu oTcyTcTBUMA
NIAHHBIX OLIYIIEHWI BBEACHUE Tperapara MOXeT OBbITh
OCYIIECTBJIEHO MOCJIE BBITIOTHEHWSI aCTTUPAILIMOHHOM TTPO-
Obl. B ciydae oTcyTcTBUS y MAalMEHTa OTYETIINBO BU3ya-
JIU3VPYEMOTO CYXOXWIUSI m. palmaris longus MTHBEKIIUIO
CJIeAyeT BBITIONHSITH MeIUalibHee CyXOXWIus m. flexor carpi
radialis. [ToMUMO TpagWIIMOHHON TeXHUKU IIPEIJIaraioch
BBITIOJTHEHUE WHBEKIIMY TPOKCUMAJTbHEE JTy4e3arsiCTHOM
ckmagku [22], a Takke OuCTalbHEe TMOMEePEYHON CBI3KHN
3amsacTbs [23], omHaKO yOeAUTENbHOTO TMPEeNMYIIEeCTBa
JIAHHBIX TTO/IXO/IOB IO CPABHEHUIO C KJIACCUYECKOI METO-
JIVUKOM HE TIPEICTaBJICHO.

Kraccuueckuii cnocob BBeneHUS MpenapaTa B 3amsCT-
HbIIA KaHaJ OOJIBIIMHCTBOM MCCAeAoBaTese Mpu3HaH
OTHOCUTENBHO 0€30MacHbIM. YacToTa NOBPEXIECHUS Cpe-
IUHHOTO HepBa npu aHanu3ze 6osee yem 3000 ToKaIbHBIX
WHBEKINHI cocTaBisieT okono 0,1 % [24]. Tem He MeHee
HepenKoe OMrcaHue JAHHOTO TUTIA OCJIOXKHEHUH B UCCITe-
JIOBAaHUSIX C HEOOJBIIUMU BBIOOPKAMU TTO3BOJISIET TIPEM-
1oJiaraTh, YTO TaKMe CUTYalluy BCTpevatoTcs vaiie [25].

B uenoMm ocinoxHeHus jgokajibHOro BBegeHust KC
MOXHO pa3iefUTh Ha OCJOXHEHUS CaMOil WHBEKIUN
¥ ToboYHoOe felicTBre npenapara. K ocioxxHeHusIM caMoi
WHBEKIMU OTHOCSAT BHYTPUHEBPATbHOE, BHYTPUCOCYI-
croe u BHyTpucyxoxwibHoe BBeneHue KC. B mepBom
clydae MOXeT BO3HUKATh TPABMUPOBAHUE CPETUHHOTO
HEpBa C pa3BUTUEM CTOWKOW OO0, BaJIEPOBCKOTO
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IepepOXIeHUS aKCOHOB U TUITOTPOMDUN MHHEPBUPYEMBIX
Mmbim [26, 27]. Tlpu BHyTpuapTepuaJbHOM BBEIECHUU
OIHcaH TPOMOO3 apTepHit KUCTH 1 TTAJIbleB KUCTH, a BHY-
TPUCYXOXIIBHOE BBEICHNE MOXKET OCIIOXHSITHCS Pa3phl-
BOM CYXOXWJIMSI C yTpaToi QYHKIIMK cTUOaTe el TaIblieB
kuctu [28, 29].

ITo6ounble 3¢pdekTel KC MOXHO mompa3faeanuTh Ha
CHCTeMHBIe 1 MeCTHBIe. CUCTEMHBIC BKIIFOUAIOT ITPEXOIsI-
1Iee TTOBBIIICHNE apTePUATLHOTO JABJICHUST, TUIIEPIINKE -
MMIO, TIOKpacHeHMe auma. [1pn 9acToM MCIIOJb30BaHNU
KC yBenmnumBaeTcst puck XexyIouHO-KUIIEYHBIX KPOBO-
TEYCHU U pa3BUTHUS OCTEOIIOPO3a Y IIPEAPACITOTOKEHHBIX
JIMII, a TAK3Ke peakiuy 1Mo TuIry cuHapoma Mireako—Ky-
muHTa. K MECTHBIM MOOOYHEIM 3¢ eKTaM OTHOCAT Ae-
IMUTMEHTAIINIO KOXHU B MECTe BBEACHUS 1 aTPODUIO TTO-
KOXKHO-XMPOBOM KiieTyaTku [30].

Haun6oee TpaBMaTUYHBIM U3 BCEX OCTOXHEHUI SIB-
JsieTcst mHTpaHeBpanbHOe BBemeHne KC. Jlaxke mpu co-
OIONeHUM TEXHUKU WHBEKIIMN OHO MOXET BO3HUKATH
B cJIydae 3HAUYUTEBHOTO YBEITMICHUS TOJMIIUMHBI CPEeIUH-
Horo HepBa (4To Hepenko OvBaeT rpu C3K) u mpw Hamm-
YW WHIWBUOAYATBHBIX aHATOMHUYECKUX OCOOCHHOCTEH.
K HMM OTHOCAT ymBoeHHE HepBa, BCTpedarolneecs
y 10—15 % B nomyisiuu, a TakKe HEOObIYHOE €0 paco-
Jnoxenune [27].

g cHIKeHMST pUcKa OCIIOXXHECHUUM WHBEKIIUM KC-
MMOJIB3yeTCs ¥Y3-HaBuralys. Busyanm3aims UTisl BO3MOX-
Ha criocobamu out of plane u in plane.

Texauka out of plane momgpasyMeBaeT ITOIIEPEUYHYIO
BU3yaJIM3aIiIo CPSAMHHOTO HEPBa Ha YPOBHE JIy4e3arisicT-
HO¥ CKJIaIKM ¥ BBOJ UTJIBI MapalIeIbHO HEPBY (pHC. 2).
B TakoM BapuaHTe Ha Y3-u300paXeHUU OIpeaeseTcs
TOJBKO MOMEHT ITepeCeUeHMST TUNTOCKOCTH CKaHNPOBAHMS
urioii [31, 32].

ITpu poctyrie in plane Y3-maTymk Takske ycTaHABIMBa-
eTcs TIepIIeHINKYJISIPHO HEPBY Ha YPOBHE JIy9Ie3aIIsICTHOM
CKJIAJIKM, HO MHBEKIIUS BHITIOJTHSIETCS C YIIbHAPHOI CTOPO-
HBI TIPEOIUICYbsI B IUIOCKOCTH CKaHMpOBaHUS (puc. 3),

Puc. 2. Husexyus ¢ yabmpasgykoebim cOnpogoNcOeHuem Memooom out
of plane

Fig. 2. Ultrasound-guided injection per the out of plane method

B Al

Puc. 3. Hnsexyus c yrempazeykoswvim conpogoicoenuem memooom in plane

Fig. 3. Ultrasound-guided injection per the in plane method

TasHIR&
L Honpiitafhdarms

Puc. 4. Vasmpaseykosoe uccaedosarue npu 8binoaHeHUU UHBEKUUU MemMOO0OM
in plane (cpedunHolii Hepe 008edeH, CMpPeaKamu YKa3ana ueia wnpuya)

Fig. 4. Ultrasound examination during in plane injection (median nerve
is highlighted, arrows indicate the needle)

TIPY 3TOM IIPOABIDKEHNE UTJIBI B TKAHSIX OTCJICKMBACTCS
HerpepbiBHO (puc. 4) [33].

CpaBHeHNe TepaneBTUIeCKOi 3(P(PEKTUBHOCTH U Ya-
CTOTBI OCJIOXKHEHUH JToKanbHOTO BBemeHUss KC ciaembim
METOIOM U TIpy Y3-HaBHTanmu (Kak ITOCTYIIOM in plane,
TaK 1 goctynom out of plane) mposeneno J.Y. Lee 1 coaBT.
Ha 44 nmaumenTax (75 uAabekuuii). [lo gaHABIM aHaIM3a
cuMnToMoB 1 DMI uyepe3 1 m 3 Mec Tociie MHBEKIIUN
JIOCTOBEPHO JIYYIIIE Pe3y/IbTaThl HAOMIONAINCH Y TTAITNCH-
TOB, TIOJIYYMBIITX BBEACHNE TIperapaTa Imoa Y 3-KOHTPO-
JeM poctynoM in plane (p <0,05) [25]. Kpome Toro,
TIpY JaHHOM CII0CO0E BBEACHUSI OTMEUCHO MUHUMAJIEHOE
YUCJIO Cy9aeB TPpaBMATU3AIUK I BHYTPUCOCYIUCTOTO
BBEICHUS TIperiapara.

CornacHO pesyJbraTaM MeTaaHain3a 633 ciydaes
noxkanbHOoro BBemeHus KC mpu C3K Y3-naBuranms
¢ TIpUMEHEHMEM TeXHUKH in plane obecrieunmBaeT MaKCH-
MaJTBHBIN 3 (EKT JICUSHHS, TOCTOBEPHO TTPEBOCXOMSIITIIA
CJIETION MeTOom M TeXHUKy out of plane mo maHHBIM

TOM 8

13
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KIMHUYECKUX IIKAJI B KPaTKOCPOYHOM IIepHoe HaOIfo-
nenus [34]. Takum obpa3oM, nokanbHOe BBeneHue KC
mpu C3K mon Y3-KoHTpoJieM MeToIoM in plane o3BoIsi-
€T BBIIIOJIHUTH IIPOLIETypy 0ojiee TOYHO, JOCTOBEPHO
yBeIMIMBaeT 3(pPeKTUBHOCTD JICUCHUS] M CHIUKAET PUCK
OCJIOXKHEHUH.

3hhekmuBHOCMb NIOKANLHOT0 BBECHUSA

KOpMUKOCMepouos

IlepBbie uccaeqoBaHUs KIMHUYECKOU 3 peKTUBHO-
ctu MectHoro BBeneHnst KC mpu C3K oTHOCATCS K cepe-
mnHe XX Beka [21, 23—25, 35—37]. IToka3anbl 2 deKTUB-
HOCTh M 0€30ITaCHOCTh METOHa, HO IIPU 3TOM pPabOTHI
OBUIN CIIETTBIMU, HEPAaHIOMU3UPOBAHHBIMHU 1 COOTBETCT-
BOBaJIM YPOBHIO JOKa3aTeIbHOCTH 2. PaHmomu3mpoBaH-
HBIE TBOMHEBIEC CJICTIBIC TIAlIe00KOHTPOINPYEMBIC MCCIIe-
IIOBaHMSI, COOTBETCTBYIOIIME YPOBHIO 1b, IOSBMINCH
TOJIBKO JIMLIb B KOHLIE XX BeKa (Tali1. 2).

OmHMM M3 OCHOBHBIX KpHUTepHueB 3((EKTUBHOCTU
JokanpHOTO BBenmeHns KC sBisieTcs IpoaoDKUTEIbHOCTD
KYIMMPOBAHMSI CUMITTOMOB. Tak, KpaTKOCPOYHEIH 3(pdexT
JokanbHOTO BBeneHNsT KC Ha mpoTsokeHnu 1 Mec TIpH Jier-
koM 1 yMepeHHOM C3K cormacHo TaHHBIM KOKPaHOBCKO-
ro 0630pa 2007 I. COOTBETCTBYET YPOBHIO T0KA3aTEIBHOCTH
la u BrICLIIEH CTerleHU peKomeHaauit — A [15].

Ha pmaHHBIT MOMEHT BO3MOXHOCTb KYITHPOBAHMS
CHMIITOMOB JIOKaJTbHBIMU WHBeKIMsIMU KC B cpemHe-
W JOJITOCPOYHOU IIepCIEKTUBE MMEET YPOBEHBb MOKa3a-
TesbHOCTH 1b. 1o manubIM nccaenoBanuda J.W. Dammers
1 coaBT., y 50 % GOJIbHBIX, ITOTy4UBLINX UHBeKLMHU ¢ KC,
yepe3 1 roa coxpaHsLIoCh yiIydllleHKe 110 cpaBHeHuIo ¢ 7 %
W3 TTALIMEHTOB TpynITbl KOHTpods [22]. P. Girlanda n coaBT.
COOOIIAIOT O 3HAYMTEILHOM KIMHUYCCKOM YIIyUIIeHUN
y 50 % nauueHToB B TeueHue 6 mec, y 10 % B TeueHue
1 ronauy 8 % B TeueHue 2 JIET IIOCIIE BBITOJIHEHUS IBYX
noxkanbHBIX nHBeKIU ¢ KC mpu C3K nrerkoit n ymepeH-
HoIt cTertienn BeIpakeHHOCTH [38]. B padorte T. Armstrong
1 coaBT. uepe3 2 roza 39 % y4acTHUKOB OBUTH YIOBJIETBO-
PEHBI pe3yJIBTaTOM Kypca JIeYeHHSI, BKITIOYABIIEM CEPUIO
JIOKAJTbHBIX MHBEKIMI OeTameTa3oHa [39]. B maciurabHoM
ucciaenoBanuu L. H. Visser u coasr. (n =273) 34 % nauu-
€HTOB NMEJIM yaydineHue oosee 18 Mec u 48 % — Goiee
1 roma. CpemHsis IpOIODKUTEIBHOCTD 3¢ (eKTa cocTaBU-
nma 15 mec npu nerkom C3K, 5 mec — mipu ymMmepeHHOM
n 4,5 mec — nipu BeipaxkeHHoM [40]. Hanbonee nautenb-
Hoe HaOmoneHue 3a manreaTaMu ¢ C3K, monyanBmmmu
JIeueHne JoKaabHBIM BBenmeHneM KC, mposeneHo S. Evers
u coaBT. (n = 595). Ilpu cpemHeM cpoke HaOJIOACHMS
7,4 roga 32 % uCHBITYeMBIX OKA3aJ10Ch JOCTATOYHO BCETO
JINIITG OMHOKpaTHOTO BBeneHUs KC mist moCTKeHuS TT0JT-
Ho¥ pemuccuu [41].

JlokanpHOe BBeaeHre KC He TOIbKO YMEHBIIIAET CHM-
nTombl C3K, HO 1 1ocTOBEepHO yirydiiaeT (PyHKIIMOHAb-
Hoe cocTosiHue Hepsa [38, 39, 42] — mokazaHo yimy4iieHue
ITOKa3aTeNIeil CKOPOCTU CEHCOPHOTO TIPOBEACHMS U THC-
TaJbHOM TaTeHTHOCTH M-oTBeTa. Hamryuime rmokazartenu

OMI mocite omHokpaTHOM MHBeKIMU KC Habmogamich
yepe3 2—3 Mec.

CymecTByeT MHeHHE, 9TO 3G (PEKT OT IPUMEHEHMUS
KC gBnseTcss ICKITIOYNUTETPHO CUCTEMHBIM U, CICIOBa-
TEJBHO, Y JIOKAJIbHOTO BBEACHMS HET IIPESUMYIIECTB TIe-
pell BHYTPUMBIIICUHBIM. DTO TIPEATIONIOKEHIE OIPOBEPT-
HyTO B pabore H. Ozdogan u coaBt. CorjacHO JaHHBIM
aBTOPOB, OOJIBHBIC, TOJYYMBINNME BHYTPUKaHAIbHOE
BBegeHue KC, yepe3 1 Mec MMenu JIydIIne pe3yiabTaThl
0 CPaBHEHMIO C MallMeHTaMM, KOTOPBIM BBIIIOJTHEHA
BHyTpuMbIIIeyHass WHBbeKIUSA [43]. CTOUT OTMETUTD,
9T0 3((HEKT OT BHYTPUMBIIIIEIHOTO BBEICHUS XOTh M HE-
OOBIIO, HO BCE XKe ObUI. DTUM MOXHO OOBSICHUTH HE-
penKo HabIogaeMoe Ha MpaKTHUKe YIy4dIIeHe Ha 00enX
pyKax y manueHToB ¢ asyctopoHHnM C3K mpu BeIIOI-
HEHUM NMPOLETYPHI JTUILIb C OAHON CTOpOoHBI. Kpome Toro,
B ciaydae eciu cuMnToMbl C3K oImmmb0YHO TPaKTyIOTCS
KaK pamgvKyJIoIlaThs U MallMeHTY MIPOBOISITCS ImapaBep-
TeOpabHbIe JIOKaNbHbIe MHBeKINN KC, MOIOXHUTEIh-
HBI 3(p(PeKT TOTO0OHOTO JICISHHST TAKKE MOKHO 00BSIC-
HUTH JINIIb CUCTEMHBIM IIPOTUBOBOCHAIUTEIHHBIM
neicteuem KC.

JTro60it n3 cymectByrommx KC agdektrnBeH npu jgo-
KajbHOM BBeAeHnM y anreHToB ¢ C3K. B nccmenoBanm-
SIX U3y9JaTNCh METUITIPETHN30JI0H [22, 38, 44], nekcame-
Ta30H, TMAPOKOPTU30H [45] n mapameTasoH [46]. Hapsimy
¢ TIpelmapaTaMy KOPOTKOTO IEWCTBHUSI HMCITOJIb30BAINCH
rpoioHTrpoBaHHBIE (hopMbl KC — TprmaMIIMHOJIOH 1 Oe-
tameTra3oH [43, 46, 47]. CpasBHenue 3¢@eKTUBHOCTA
00BIYHBIX M KpucTaymnmdeckux ¢opMm KC He 1mokazano
nmoctoBepHOM pasHulE [39, 47]. [Ipu n1oKaaTbHOM BBele-
HUU Pa3HBIX J03 IIPEIapaToB TAKKE HE BHISIBICHO 3HAUM-
MBIX pasnuuuii [45, 46].

B psme wmcciaemoBaHMif, TOCBSIIEHHBIX JICYCHUIO
C3K, cpaBauBanu 3¢ dpexkTuBHOCTH KC 1 MECTHBIX aHe-
CTeTMKOB IIPH WX JIOKAJILHOM BBEICHUM, ITOCKOJIBKY
MIPY BBIIIOTHEHUN WHBEKIWNA HEPEOKO HCITOJIb3YeTCs
nx cMechb. B pabotax O. Karadas u coaBT. appekTnB-
HOCTh BBefeHUsT 40 MT TpUaMIIMHOJIOHA 110 CPAaBHEHUIO
¢ 1 % npokanHOM MpH OLICHKE CUMIITOMOB U Iapame-
TpoB DMI mipu nerkom n ymepenHom C3K oxazanach
COIIOCTaBUMOIi Yepe3 2 1 6 Mec mocie uHbekuuu [47,
48]. YMeHbIIIeHIe BRIPAXKeHHOCTH KIIMHUYECKUX ITPOSIB-
nenuit C3K u ynyumenue mmokasareneit OMI B rpyrie
MMAIleHTOB, TTOJYIMBIIMX IIPOKANH, aBTOPHI OOBSICHSIIOT
cTabMIM3aIMei KaJeBbIX KaHAJIOB, HapyIIeHNE PaOOTHI
KOTOPBIX MPOUCXOOUT MPU XPOHUUECKON KOMIIPECCHU
HepBa. B pabote B. Dernek u coaBT. He BBISIBJIEHO 3Ha-
YUMBIX Pa3IUYMii MEXIy MallMeHTaMHU, ITOJYINBIIUMU
JIOKAJIbHYI0 WHBEKIIMIO OeTamMeTa3oHa M JIMIOKaWHa,
10 pe3yJibTaTaM OMPOCHUKOB uepe3 1, 3 u 6 Mec mocie
nHbeKIUN [49]. CTOUT OTMETUTH MPOTUBOPEUNE ITHUX
JMAHHBIX U PE3YIbTaTOB UCCICIOBAaHUI, B KOTOPBIX MECT-
HBbIC aHECTETUKHU BBOIWIIM B TPYIITIIC KOHTPOJIS O¢3 3Ha-
yuMoTo 3¢ deKTa Ha cpokax bosee 1 Mec mociie Tmpoiie-
nypsI [22, 38].
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Jlexyuu u 0630po!

HepBHo-Mblweunbie 5O JIE3HH

JlokanbHoe BBefieHue KOPMuKoCMepouaoB No cpaBHeHuHo

C Xupypruyeckum neyeHuem

HccnemoBaHms 110 COMTOCTaBICHUIO 3¢ eKTa JTOKATh-
Horo BBemeHUsa KC M XuUpypruueckoil IeKOMIIPEeCCUU
CPeIMHHOTO HEepBa MPOBOIMINCH HEOTHOKPATHO, W pe-
3YJIBTATHI MIX B IIEJIOM HEOTHO3HAYHBI.

ITo manuasM mpoBenerHHOro A.C. Hui 1 coaBT. paHImo-
MM3UPOBAHHOTO CPABHUTEIHHOTO KIIMHUIECKOTO MCCIIEIO-
Baausa (n = 50) pesynasraToB JokaiabHOro BBemeHUss KC
WJIY pacCeUeHUsI TTOTIEPEIHOM CBSI3KU 3aIISICThS, OTIEPaTUB-
HOE JISYeHHNE 0Ka3aJI0Ch TOCTOBEPHO 3(PheKTUBHEE BHYTPH -
KaHAJIbHOTO BBEICHUS 15 MT METHIIITPETHMN30/I0HA Y TTAIIH-
€HTOB C JIeTKiM 1 yMepeHHbIM C3K 110 OIleHKe CUMITTOMOB
u rrokazateneit DMI gepes 20 xvex (p <0,001) [50].

IIposenennsiii D. Ly-Pen u coaBT. aHanu3 pe3yibra-
TOB JjiedeHMs 163 maLMeHTOB MOKa3all, YTO JIOKAJIbHOE
BBeneHne KC nmeno 06mpiryio a3¢ddexkrnBHOCTh pu C3K
JIETKOM I YMEPEHHOM CTETICHM 10 CPaBHEHUIO C OTiepalli-
eif yepe3 3 Mec U corocTaBuMyIo yepe3 6 mec (p <0,001).
ABTOpBI OmHOKpaTHO BBomwWaM 20 MT ITapamMeTa3oHa,
HO TIpY BO30OHOBJICHUH CUMIITOMOB JTOITYCKAJIOCh BBITION-
HEHMeE ellle OAHOI MHBEKLIMK, YTO IOTPeOoBanoch 69 us 82
namueHToB [51].

YacTs ncciiegoBaTelieil CYNTAIOT, YTO JTIOKAIBHOE BBE-
nenue KC obmagaeTt UMb CUMITTOMAaTHYECKUM 3G (HEKTOM
W TOBpeXIeHHWE HepBa NPOHOIKACTCS, HECMOTPS
Ha yMEHBIIEHNE CUMITTOMOB JIO T€X ITOP, TT0OKa He BHITION-
HeHa Xupyprudyeckas AekoMmImpeccus. Tak, B pabote
J.L. Andreu 1 coaBr. (n = 123, 217 nHBEKINI) YIIyIIIICHHIC
napaMmeTpoB DMI uepes 1 rop mociie Je4eHUs ObIJIO 3HA-
YUMBIM TOJIBKO B IPYIIIE MALUEHTOB, MOABEPTILIUXCS XU-
pyprudeckomy jedeHuto (p = 0,091). Y mamumeHTOoB, ITOIy-
yuBmnx MHBeKIUM KC (oTr 1 mo 3 B 3aBUCHUMOCTH
OT CYOBEKTUBHBIX OIIYIIECHMI TTALIMEeHTA), TTOJIOXKUTETbHAS
IMHAMHUKa Kacajlach TOJbKO perpecca kKajo0 Impu HeH3-
MeHHo DMI-kaptune [52]. HeobGxoagumo OTMETHUTD,
YTO ONMCAHHOE aBTOPaMU OTCYTCTBHUE YIYUIICHUS pe3yJib-
tatoB OMI y monyunBmmx KC mpoTuBopedaT maHHBIM
psna Opyrux ucciaemoBaHuil [22, 42, 43]. DTO MOXHO
OOBSCHUTD PA3HBIMHM ITOIXOIAMHM K OTIPEACIICHIIO CTETICHU
TsokecT C3K, pa3nmmaHOit HCXOMHON TTPOXOKUTEITLHO-
CTH HEHPOITATUHM M HEOAUHAKOBBEIMH CPOKAMM HaOJIIOIC-
HUS 3a TAlIMEHTAMMU.

B pa6ote D.P. Green (n = 199) nmokasaHo, 4T0O XOpo-
Ui KIMHUIecKuit oTBeT y nmamueHToB ¢ C3K Ha J0-
kanpHOe BBeAeHMe KC — mpeauKTop BBIPaXXEHHOIO
VIIydIIeHUS Tocie onepaunu. I1lpu aToM oOpatHOI 3a-
BHUCHMOCTH HET, T.€. OTCYTCTBHE 3HaumMoro 3ddekra
OT BBITIOJTHEHUSI THBEKIIUM HE SIBIISICTCSI OCHOBAHUEM JIJIST
IIpeamnojaraeMoro HU3KOro 3ddekra XUpyprHIecKOn
nexoMrpeccuu [53].

OrnepaTnuBHOE JICUCHUE OCTAE€TCSI METOIOM BEIOOpaA
IIJIST TAITMEHTOB ¢ BeIpaxkeHHBIM C3K 1 MmanmeHToB ¢ Kpat-
KOBPEMEHHBIM TOJIOKUTEIBHBIM ICHCTBUEM OT JIOKAJTh-
Heix HBeKIMii KC. BuyrpukananbHoe BBeneHue KC
UMeeT TIPEHMYIIeCTBO Iiepel omlepalreii mpu KpaTKo-

CPOYHOM HAOJIOIEHUN U COTIOCTaBUMYIO ¢ Heil apdek-
TUBHOCTB IIPU CpeaHeCpOIHOM. JlocToBepHOE CpaBHEHUE
IIOJITOCPOYHBIX PE3yJIbTaTOB JIOKaIbHOTO BBemeHUsT KC
u xupypruaeckoro jedeHus mpu C3K BO3MOXHO U
TIpY YCIOBUU HAJWYWS €IWHOTO ITOAX0Ia K IMPOBEICHUIO
TOBTOPHBIX MHBEKLMIA, KOTOPBIM HA MTaHHBIA MOMEHT
He pa3paboTaH.

3arniouenue

Hzydyenne nmpuMmeHeHUs JToKaabHOTO BBemeHMsT KC
npu C3K mmrcs yxe 6oiree moryBeka. HecMoTpst Ha psin
HEpeIIeHHBIX BOIIPOCOB IPUMEHEHHUS TAaKOW Tepallnu,
Ha TaHHBI MOMEHT MOXHO YBEPECHHO YTBEPXKIATbh CJIC-
IyIoIIee.

JlokansHoe BBeneHne KC nmeer nokazaHHyIo 3 dek-
TUBHOCTH ITpu JiedeHnr C3K j1erkoii 1 yMepeHHOM cTeTie-
HU BBIPAXXEHHOCTH, HO HE TTOKa3aHO IIPY BBEIPaXKCHHO,
C YYETOM TIPEATIONaraeMoro KOpoTkoro 3heKra oT BBe-
nenua KC.

Jlokaneuele mHBeKIIMM KC mpum C3K He TOJNBKO
YMEHBIIAIOT BBEIPAXXEHHOCTh KIMHUYCCKUX CHMIITOMOB,
HO ¥ TIPUBOJIAT K yaydineHno DMI -miokazaTeneii mpu nuc-
CJIeIOBaHUM CPEIMHHOTO HEepBa.

Beemenne KC MOXXeT BBITTOTHSTBCS 10 aHATOMUYE-
CKHAM OPHEHTHPAM, OTHAKO MCITOJIb30BaHNE Y3-HaBUTa-
IIMA C JOCTYyNoM in plane moBbIIIaeT 3(PHEKTUBHOCTD
1 6e30ITaCHOCTb MAHUITYJISIIIAMN.

He cymecTByeT mokasareabcTBa IMPENMYIIECTB KaKO-
ro-ym60 KoHKpeTHOTro KC, MCoip3yeMOoro mwist TOKalb-
Horo BBeneHus pu ieueHnn C3K.

ITo cpaBHEHMIO ¢ BHYTPUMBIIICYHBIMU MHBCKIIASIMHA
BBegeHune KC B 3ansicTHBIN KaHai npu C3K obecrieunBa-
eT 0oJiee TIPOMOKUTEIBPHBIN 1 BBIPAXKEHHBIN KIIMHIYE-
ckuii 3 hexT.

Pemenue o nokansHoMm BBeaeHnu KC nmpu C3K cie-
IIyeT IPUHUMATh B 3aBUCMOCTH OT BBIPAXKEHHOCTU CUMII-
TOMOB, IUIMTEIBHOCTHU 3aboyeBaHmst, DMI -mmokazareseit
1 pe3yJIbTaTOB IIPOBEICHHOTO paHee JCUCHUsI, €CJTA TaKO-
BOE MMEJIO MECTO.

B 3aBHCHMMOCTH OT CcTeIeHM BBHIPAXXCHHOCTH U IUIH-
TEJbHOCTH CHMIITOMOB YJIYYIIEHHE II0CJe JIOKAJTBbHOTO
BBeneHMsT KC y MarmeHToB ¢ JIETKOU 1 CpeIHEl CTEIIeHBIO
Tsokectn C3K MOXKET COCTABIISITh OT HECKOJIBKIX MECSIICB
IO HECKOJIBKUX JIET.

JlokansHoe BBenenne KC mpu C3K jerkoii 1 ymepeH-
HOl CTeNeH! BBIPAXXEHHOCTH HMeEET MPEHUMYIIEeCTBO
[0 CPAaBHEHUIO C XMPYPTUUSCKUM JICICHHEM B KPaTKO-
CPOYHOI1 MePCIEKTUBE W COITOCTaBUMYIO 3(P(DEeKTUBHOCTD
B CPEIHECPOYHOIA.

CeromHsI HET OMHO3HAYHBIX PEKOMEHIAITNI 10 9aCTO-
Te BBITOJTHeHUSI MHBeKIM KC, Hanboee pacmpocrpa-
HEHHBIM TIOIXOJOM CYUTACTCsI MMOBTOPECHUE IPOICAYPHI
IIpY BO30OHOBJICHNN CUMIITOMOB.

[ManeHTHI ¢ KPaTKOCPOYHBIM 3(D(HEKTOM OT IIPUME-
Henust KC sgBisiiorcss KaHOugaTaMd Ha XUPYPIHIECKOe
JICYCHME.
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BpyKCu3M Kak HeBponoruyeckas npoénema (063op numepamypbi)

O.P. OpaoBa’-2, A.1O. Anekceesa', JI.P. Munrasosa’, 3.H. Konosaiosa’
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Bpykcusm — cmepeomuntbvie 0guicenus HUMNCHeN 4eAl0CmU, CONPOBONCOAIOWUEC MPeHUeM Ul cocamuem 3yooe. Bpyxcusm umeem 2 yup-
KAOHbIX NPOSAGACHUS: 80 8peMsl CHA (HOUHOU OPYKCU3M) U 80 8pems 600pcmeosarust (OHesHoll OpyKcuzm). Dmuonoeus danHo2o 3a001e6aHUs
He SCHa, HO 00CYHCOalom OKKAIO3UOHHYI0 OUCCAPMOHUIO, CMPeCcC-MeHe0lCMeHm, OUCYHKUUIO OA3aNbHbIX 2aHeAUes U eeHemuteckue Qak-
mopbt. Ommeuaemesi 3aumocesizb mewcdy 6pyKcu3mMom u opyeumu paccmpoiicmeamu dguicenus: 6oaesnsio Ilapxuncona, opomanoubdyasnp-
Holl ducmonueii, 6o1e3Hbl0 XaHmuHemoHa, a makice ¢ NPUemMom AeKapCmeeHHbIX npenapamos. s duazHocmuku 6pyKcU3Ma Ucnoab3yiom
aHKemupo8aHue, KAUHUMECKUi 0CMOmMp, NOAUCOMHOZpAGUHEcKoe uccaedosanue, IneKmpomuoepaguio u opykc-vexepst. Bedyuum cnoco-
Oom aeuenuss OpyKcu3mMa u conpogoxcoarouieli e2o OUCHYHKYUU BUCOUHO-HUNCHEUEAIOCHHO20 CYCMAasa s18s3emcs 10KalbHoe esedeHue 60-
MYAUHUYECKO020 HellPpONPOmeuna 8 GUCOUHbIE, JCeBAMENbHbIE U NAMEPaNbHble KPbLAOGUOHbIE MbIULbL.

Karouesnie caosa: 6pykcusm, paccmpoiicmeo 08udicenus, Jcegamenvhble Molullybl, GomyauHomepanus
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Bruxism as a neurological problem (literature review)

O.R. Orlova®?, A.Yu. Alekseeva', L.R. Mingazova’, Z.N. Konovalova®
'[.M. Sechenov First Moscow State Medical University, Ministry of Health of Russia;
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Bruxism is stereotypical movements of the mandibula accompanied by grinding or clenching of teeth. Bruxism has 2 circadian manifesta-
tions: during sleep (nocturnal bruxism) and during wakefulness (diurnal bruxism). Etiology of the disease is unclear but occlusal dishar-
mony, stress management, basal ganglia dysfunction, and genetic factors are being discussed. An association between bruxism and other
motor disorders such as Parkinson’s disease, oromandibular dystonia, Huntington’s disease, as well as some drugs, is observed. For bruxism
diagnosis, questionnaires, clinical examination, polysomnography, electromyography, and brux checkers are used. The leading treatment
method for bruxism and accompanying dysfunction of the temporomandibular joint is local administration of botulinum neuroprotein into
the temporal, masseter, and lateral pterygoid muscles.

Key words: bruxism, motor disorder, masseter muscles, botulinum toxin therapy
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Bsepexue

TepMuH «OpYKCH3M» IIPOMCXOIUT OT TPEUSCKOTO CJIOBA
«Opyrmoc» — ckpexeratb. Marie u Pietkiewicz B 1907 .
MepBBIMKA  OIMMCAI OPYKCM3M B HAyJHOU JIUTEpaType
U OTIPEIETIIIN eT0 KakK «la bruxomanie». Bpykcuam — cre-
PEOTHITHBIC IBMKCHUS HIDKHEH YeTIOCTH, COIIPOBOXKIAI0-
1IMecs TPEHUEM WK cxKaTtreM 3y0oB [1]. bpykcusm nmeer

2 IMPKaTHBIX TIPOSIBIICHUS: BO BpeMsI CHa (HOYHOI OpyK-
cu3Mm (HB)) u Bo Bpemst 6ompcTBOBaHMS (THEBHOM OpYyK-
cusMm (J1B)) [2]. PeHOMEHOIOTUYECKI MEXKITY HUMH M-
1oTcs paznuuus: JIb — moynpon3BoibHBIE «CXXUMAIOIIE»
IBIDKCHUSI 9eJTIOCTEN MO BIMSIHHEM TPEBOTHU M CTpecca
BO BpeMst OompcTBoBaHMS, Torna Kak Hb — crepeorurtabie
HETTPOM3BOJILHBIC ABVKCHMS HVKHEH 9eTI0CTH, BOSHUKA-
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foIIMe BO BpeMsI CHa [3, 4]. AHaIM3 pe3yIsTaTOB HECKOJIb-
KUX IIMPOKOMACIITAOHBIX SMUAEMUOTIOTMYECKUX UCCIIe-
JIOBAaHUI CBUIETEILCTBYET O TOM, uTo Hb BcTpevaercs
y 13 = 4 % B3pocinoro Hacenenust, a JIb — y 22—-31 %
B3POCIIBIX, HE3aBUCUMO OT T€HIEPHBIX PA3TUIUN, 1 OTMe-
YaeTcsl CHUXKEHME eT0 PACTIPOCTPAHEHHOCTH C BO3PACTOM
[3, 5, 6]. Takxe OpyKcHU3M KIacCUPUITMPYIOT Ha TIepBUY-
HBIM MAMOMNATUYECKMIA, HE CBSI3aHHBIM C KaKUM-JI10O0
JIPYTUM 3200JIeBAHUEM, U BTOPUYHBIN, aCCOIIMMPOBAHHBI
C HEBPOJIOTUYECKUMU PACCTPOMCTBAMU WM CYUTAIOLLIUIA-
s TOO6OYHBIM 3 (HEKTOM JIeKapCTBEHHBIX CpeacTB [1, 6].
Bpykcusm BbI3BIBAET pa3nuyHble 0OIM B KPAaHUOLEPBU-
KaJIbHOW 00JIacTH, a Takxke AMCGhYHKIMOHATBHbBIE pac-

bpykcusm, accoyuuposannbiii ¢ Hespoaocuueckumu paccmpoiicmeamu [6/

Bruxism associated with neurological disorders [6]

CTpoiicTBa opodalMasbHON 001aCTH, TaKKe KaK qUChyHK-
Oous BHCOYHO-HMXHedemocTHoro cycraBa (BHYC),
MaTOJOTUYECKas CTUPAEMOCTb 3y0OB, IMEPENIOMBI 3yOOB
WIN UX KOpHEW U 060cTpeHue 3a001eBaHUI TIEPUOIOHTA.
Kpome Toro, MexaHnueckoe nepeHanpspkeHre, BBI3BaHHOE
HDB, ob0ycnoBnuBaeT 1ioxoi MPOrHO3 B JICHEHUU 3yOOB
M CTaBUT IO yTPO3y KaY€CTBO XM3HU MALMEHTOB [7].

dmuonorus u accoyuayuu ¢ APYruMu ABUramenbHbIMU

paccmpoiicmeamu

B Hacrosiee BpeMst 3TUOJIOTUS OpyKCHU3Ma OCTAETCS
CITIOPHBIM BOTIPOCOM, HAIPUMeEP, OOCYKAAIOT KaK OKKITIO-
3MOHHYIO TUCTAaPMOHMIO M CTpEeCC-MEHEIKMEHT [8], Tak
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KpanuanbHas

U LEpBUKAIbHASA
JVACTOHUS

Cranial and cervical
dystonia

Bbone3nb XaHTUHT-
TOHA
Huntington’s disease

MynbTcucTeMHAas
atpodust

Multiple system
atrophy

bone3np Anblireii-
Mepa
Alzheimer’s disease

DIUIETICHUS
Epilepsy

I[unokcuye-

CKoO€ / TpaBMaTU4yec-
CKO€ IMMOBPEXKIACHUEC
TOJIOBHOT'O MO3ra
Hypoxic/traumatic
injury of the brain

HHcynbr
Stroke

CkpexkeT 3y00B BO BpeMsi 00APCTBOBAHUS U, PEXeE,
BO BPEMS CHA, COMPOBOXIAIOIIECUCS IPYTUMU TUC-
TOHUYESCKUMM / TUCKUHETUIECKUMU TBKCHUSIMM.

B HekoTophIx ciydasx opodanranbHbie HyHKIIH,
TaKKe KaK CIIOCOOHOCTh MPOM3HOCUTD PeUb, XK€BAaTh
W TJI0TaTh, HAPYLICHBI

Teeth grinding during wakefulness and less frequently during
sleep accompanied by other dystonic/dyskinetic movements.
In some cases, orofacial functions, such as ability to
annunciate speech, chew, and swallow are also disrupted

CKkpexeT 3y0OB BO BpeMsi 00ApCTBOBAHUS Y TTAlIMECH-
TOB U OJIM3KUX POJACTBEHHUKOB, KOTOPBIN yCyryoJisi-
€TCSI C pa3BUTUEM 3a00JIEBAHUS

Teeth grinding during wakefulness in patients and close
relatives worsening with disease progression

CKkpexeT 3y0OB BO BpeMs 00APCTBOBAHUSA Y TTALIMECH-
TOB U OJIM3KUX POICTBEHHUKOB, KOTOPBII MPOXOIUT
BO BpeMs CHa

Teeth grinding during wakefulness in patients and close
relatives subsiding during sleep

CKpeXeT 3y00B BO BpeMsi 00APCTBOBAHUSI, KOTOPBIM
Hcue3aeT Mpy MprueMe UL WK TIPU pa3roBope
Teeth grinding during wakefulness subsiding during food
intake or dialog

CkpexeT 3y00B BO BpeMsI CHa U 0OJIPCTBOBAHUS,
BO3HUKAIOUIMYI MPY NPUCTyNax, MOATBEPXKACHHBIN
BUJICO2JIEKTPOIHIIeDaorpacdmyecKMM MOHUTO-
PUHITOM

Teeth grinding during sleep and wakefulness appearing during
seizures confirmed by electroencephalographic monitoring

BHe3zamHbIil 1 HEIPEePhIBHBINM CKPEXET 3y0OB BO Bpe-
M3 BOCCTAHOBJIEHUS TTOCJIE KOMBI

Sudden and continuous teeth grinding during recovery after
coma

OcTpoe Havyajio CKpexkeTa 3y00B BO BpeMsi 60IPCTBO-
BaHU, KOTOPOE CHUKAETCS BO BPEMSA CHaA

Acute start of teeth grinding during wakefulness subsiding
during sleep

BorynuHuyeckuit Hevi-
POIIPOTEUH B XeBaTEJb-
HbI€ MBIIIIBI WA B KOM-
OMHAILIMK C BUCOYHBIMU
W/WUIY HAAOIbS3bIYHBI-
MU MBIIIIAMA

Botulinum neuroprotein
into the masseter muscles

or in combination with the
temporal and/or suprahyoid
muscles

Borynmuandyeckuit Hevi-
POIIPOTENH B 2KE€BATCJIb-
HBIE MBILILIBI

Botulinum neuroprotein
into the masseter muscles

JleBomoma + Kapoumorma
Levodopa + carbidopa

TananramuH
Galantamine

BucouHas 1063KTOMMST
Temporal lobectomy

BorynuHuyeckuit Heil-
ponpoTenH
Botulinum neuroprotein

borynuHuueckuit Hel-
POIIPOTENH, METOKIIO-
TpaMu

Botulinum neuroprotein,
metoclopramide

KynupoBaHue OpyKcus-
Ma.

JIIMTeIbHOCTh OTBETA
13—19 Hen

Bruxism relief. Response
duration of 13—19 weeks

KynupoBaHue 6pykcus-
Ma.

JIIUTEeIbHOCTh OTBETA
8—17 Hen

Bruxism relief. Response
duration of 8—17 weeks

OcnabiieHne 6pyKcu3ma
Bruxism reduction

KynupoBaHue 6pyk-
cusMma
Bruxism relief

Hcue3HoBeHUE OpyK-
Cu3sMa, IMMOATBEPKIACHHOC
MOJIMCOMHOTrpaduye-
CKUM UCCIIEIOBAHUEM
Bruxism cure confirmed by
polysomnography

ViydieHue cCoCcToSTHUS
Improved state

ViydieHue coCToOSTHUS
Improved state
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W HapyIIeHUs IBIKeHUI Bo cHe (MeskmyHapomHas Kjiac-
cuduKanns HapyleHu cHa 3-ro u3nanus, 2014), coma-
toopmHOe paccTpoiictBo (F45.8. Ipyrue comarodopm-
Hble paccTpoiicTBa no MexayHaponHo# kiaccudukauuu
6ome3neit 10-ro mepecmorpa, Kiacc V), aBTOHOMHYIO
IUCHYHKINIO, MapadyHKIINN, HO TAKXKE CYIIECTBYET PSII
JTOKA3aTeJIbCTB, CBUIETEIbCTBYIOIINX O TOM, UTO OPYKCH3M
CBsI3aH ¢ TUChYHKITMEH 0a3aIbHBIX TAHTIINEB, XOTS J0 CHX
Mop JaHHOM TeMe He yHeassIM 0co00ro BHUMaHuA [3, 4].
Hexkotopbie paboThI, IIpencTaBIeHHBIC B 3JIEKTPOHHO-
MoucKoBol cucteMe PubMed, coobmanu o 6pykcusme
IIPY pacCTPOMCTBAX IBIDKEHMSI. MHOTHE M3 HUX OCHOBAHBI
Ha KJIMHUYECKUX OTUETaX, U B HACTOSIIee BpeMsl He XBa-
TaeT KPYIHBIX SIHIACMHOJIOTHICCKUX MCCICIOBAHNI
¢ yuyeToM TouHOoro Tuma opykcusma (HB, Ib wmm ux co-
YeTaHMS ), KIMHIYECKOTO CTaTyca U BIUSHUS IperapaToB
(0ocobeHHO TTOO0YHBIX 3 PEKTOB) ¥ TAKUX ITAIIUEHTOB.

Psin mybGukannit onmuchbiBaeT KIMHAYECKUE CIydan
MOSIBJIEHNST OpYKCcH3Ma KakK MoboyHoro apdexTa Meam-
KaMEHTO3HOMU Tepannu. B oCHOBHOM y >XEHIIIMH CpeaHe-
ro Bo3pacTa ¢ HapylleHHWeM IICUXUKU pazBuBaeTcs b
nu/wm HbB yepe3 HeCKoJIbKO HemeIb IIOoCIe Hadaia jiede-
Husl. [1aleHTsl WK UX MapTHEPHI COOOIIAIN, YTO OPYK-
CHM3M HapacTaJl I YMEHBIIAICS TIPY U3MEHEHHUH O3B,
a B HEKOTOPBIX CIIyJasix Mc4e3al ¢ IpeKpalieHeM TIpH-
eMa mpemnaparta. bpykcusm kKak mobouyHbI apdexT se-
KapCTBEHHOW Tepanuy BHI3BIBAJIN: CEJICKTUBHBIC MHTH-
OMTOPHI OOPATHOTO 3aXBaTa CEPOTOHMHA (IIMTAJIOIIPaM,
ScUHTANIONpaM, (hJIYOKCETHH, MMTAPOKCETUH, CEPTPAINH),
WHTHOUTOPHI 00PaTHOTO 3aXBaTa CEPOTOHMHA M HOpaIpe-
HajauHa (IYyJIOKCEeTUH, BeHIahaKCUH), WHTHUOUTOPHI
obpaTHOro 3axBaTa modgaMrUHA WM HOpaapeHaJnHa, Heli-
ponentuku [6]. UMeroTcst JaHHBIE O TOM, 4TO KO(ENH,
aJIKOTOJIb, TA0AKOKYPEHNE W HeJleTalbHbIe HAPKOTUKH,
TakMe KaK MeTWICHIMOKCUMeTaM(peTaMrH, TaKXke 13-
BECTHBIIN KaK 3KCTa3M, CIIOCOOHBI BBI3BIBATH OPYKCHU3M.
Hanpumep, HB noBwimaercsa B 2 pa3a y Tex JUIl, KOTO-
phIe YIIOTPEOJISIIOT aIKOTOIb, TIOYTH B 1,5 pa3a y Tex, KTo
mbeT 6oJble 8 yaimek Kode B JeHb, 1 6ojiee 4yeM B 2 pa-
3a 'y Kypsmux [2].

B Ttabnuie mpencTaBieHBl HaHHBIE HCCIICAOBAHUIA
0 CBSI3U OpyKCH3Ma C APYTMMM HEBPOJIOTMYESCKUMU pac-
CTpOMCTBAMU, OCOOCHHOCTH €T0 TEYCHHSI, METOIBI TepaITii
W TIOJYyYeHHBIC PE3YJBTAaThl ITOC/IEe MPOBEICHHOTO Jiede-
Hus [6]. B cunapomax mapkuHconusma JIb BcTpeuaercst
penKo, HO WHAYLMPYETCS WIM 00OCTpseTcsS Ha (oHe
JUIMTeIbHOrO JeueHus godpammuHom, a Hb HaGmaomaercs
[JIABHBIM 00pa3oM BO BpeMs MEIJIEHHOIO CHa, KakK Ipu
CHHIpPOMe OeCTIOKOMHBIX HOT. JIeBomoIa 1 arOHMCTHI J0-
¢damunHa Moryt cHuxkatb Hb y mauueHTOB ¢ 00J€3HBIO
IMapkuHCOHA M Y 3TOPOBBIX JIUII, TEM CaMBIM IOIACPKI-
BaeTCS MIES O Pa3HBIX MaTO(U3NOIOTTIECKIIX MEXaHN3MaxX
Jb u Hb. Ib accounupyetcst ¢ 601e3Hb10 XaHTUHITOHA,
MEPBUYHOI M BTOPUYHON NUCTOHMEN, OJHAKO HAMOOJb-
masi TSCKEeCTh M 3a00J1eBaeMOCTh BO3HMKAIOT ITPHU TaKWX
cUHIpoMax, Kak cuHapom Perra (97 %), cunapom JlayHa

(42 %), v mpu PacCTPOMCTBAX AyTHCTUYECKOTO CIIEKT-
pa (32 %). B uenom J1b vaiiie BcTpeyaeTcst Ipy TUIEPKU-
HETMYECKMX pPACCTPOMCTBAX IBIKCHMS, OCOOCHHO IIpU
CTEePEOTUIIMSX U TPEBOXKHBIX PACCTPOMCTBAX, UYTO IIPEIITO-
JlaraeT yJacTue JUMOMYECKON CHCTeMbl M 0a3aJbHBIX
TaHIJIMEB B ero natodusunonorum [3].

MHorue uccienoBaTe I OTMEYaroT HaCIeACTBEHHBIN
dakTop Bo3HMKHOBeHMsT OpyKcusma. F. Lobbezoo u coaBr.
BBISIBWJIM, YTO PACIpPOCTPAHEHHOCTh OPYKCH3Ma Cpeau
JeTeii B Bo3pacTe 3 jieT Ha 51,3 % Bblllie B CEMbSIX, B KOTO-
pBIX OAVH M3 poauTelieil pebeHka ctpagan ot HB [9].
K. Rintakoski 1 coaBT. B cBOeM HCCIIEfOBAHNM OJIM3HELIOB
MoKa3aju, 9To TeHeTnIecKuii pakrop Hb nerepmuHmpy-
eT B 52 % ciyyaeB BHe 3aBUCUMOCTH OT 1toiia [10]. OGHa-
pyxeHa accouuanus reHa HTR2A anneneit rs6313 SNP
n 152770304 C ¢ NOBBIIIEHHBIM PUCKOM BO3HUKHOBEHUS
HBb. [enetnyeckuii moanMop@u3M reHoB CEPOTOHUHEP-
TUYECKUX U JO0DaMUHEPTUUECKNX ITyTei aKTUBHO M3yJa-
etcs B Hactostiee Bpems [11]. C yuyeToM 61130cTH OpYK-
cH3Ma M OpOMaHAMOYJISIPHOM TUCTOHNH, a TAKKE IPYTUX
¢dopM POKaNTBHBIX AUCTOHMI, KOTOPBIE IIPU3HAHBI TeHE-
THYECKHU 00YCIIOBICHHBIMHU, HACJICICTBEHHOCTh ITPH OPYK-
CU3ME HYXIAeTcs B 0oJiee TIIATEJIbHOM U3YYeHUU. MBI
pazziesnsieM TOUYKY 3peHHsI, COTJIACHO KOTOPOIi, BO3MOXHO,
OpYKCU3M SIBJIIeTCSI OTIEJbHBIM 3aboieBaHueM [12],
HO 3TO TpeOyeT HaIbHEUIIIeTO N3yUeHMSI.

Mpennonaraembleé MeXaHu3Mbl pa3sumus GpyKcusma

ITaTtoreHes 6pykcusma 10 CUX IOp He SICEH, HO CyIle-
CTBYIOT 2 OCHOBHBIC TEOPHUH: TeprudepriecKas 1 LeHT-
paibHasi. MHOTHE CTOMATOJIOTH TIPUASPKUBAIOTCST TIEPH-
(bepudueckoit TeopruM, OCHOBAHHOI Ha OKKITIO3MOHHOM
OUCTAapMOHUYN (aHOMAJUM ITIPUKYCa), CTUMYJIMPYIOIICH
JKeBaTeJIbHYI0 aKTUBHOCTb, TOTIIa KaK Cpear HEBPOJIOTOB
B OCHOBHOM paccMaTpUBaeTCs IIEHTpaJbHAsI TeOpHs, ak-
LEeHTUPYIOIIas BHUMaHNEe Ha HApYIIEHUSX B CTBOJIOBBIX,
TOIKOPKOBBIX M KOPKOBEIX CTPYKTYpPaxX TOJIOBHOTO MO3Ta
[1, 6]. LlIupoko pacripocTpaHeHHasT OKKJIFO3MOHHAs TEO-
pust 6pyKcr3Ma He TTOATBEePKIaeTCSI HAyTHBIMU UCCIIEI0-
BaHusIMH. [1py BoccTaHOBIIEHNY OKKJTIO3UH Y TTALIMEHTOB
OpyKcu3M He mcuesaeT. [103ToOMy BHUMaHMWE 3KCIIEPTOB
nepenuio ¢ nepudepun (OKKITI03NN, KpaHNO(MaIMaTbHOM
MopdOJIOTUH) Ha IIEHTPAIbHYI0 HEepBHYIO cucteMy [1].
OCHOBHOI1 TTaTTepH PUTMUYECKUX JBVKCHUI YETIOCTH,
BO3HMKAIOIINIA BO BPEeMSI XKeBaHUSI, TCHEpUPYETCSI HEUPO-
HaMM, DPACITOJIOXEHHBIMH B CTBOJIE¢ TOJJOBHOTO MO3Ta,
Ha3BIBaeMBIMU IIEHTPAJIbHBIM T€HepPaTOPOM YIIOPSIOICH-
Hoi1 xkeBateabHOM akTUBHOCTH (LIT'YA). Hetiponsr LIT'YA
HaXOISITCS BOJIM3Y TPUTEeMUHAILHOM 00JIACTH U TTOTyJatoT
0OJIBIIIOE KOJMYECTBO KaK IEHTPAIBHBIX, TaK M CEHCOP-
HBIX (TIeprdeprndecknx) adhdepeHTHBIX UMITYIbcOB. CeH-
COpPHBIC MMITYJIbCHl TOCTYITAIOT M3 IePHOIOHTAIBHBIX
PELENITOPOB, MBIIII YEITIOCTH, PELENTOPOB CIM3UCTOM
000JIOYKH 1 pELIETITOPOB KOXM.

IMonkopxoBas cucTteMa (MUHIAJIWHA, TUTIOTAIAMYC,
MpeTeKTAIbHOE SIIPO, KPACHBIE sSIIpa, OKOJIOBOIOIIPOBOI-
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HOE cepoe BeIIeCTBO, sIApa IMBa, MO3XEUOK U IPYTue
yacTy 0a3ajJbHBIX TaHTJIMEB) TaKXKe CIIOCOOHA BIMSTH
Ha XeBaHMe U/WIN TPUTEeMUHAIbHYIO 00JacTh. Kpome
TOrO, T0OHas Kopa BiauseT Ha LIT'YA, nonyyarommii uMm-
IyJIbCHI OT 0a3aJbHBIX TaHIJIMEB Yepe3 TaJaMOKOPTH-
KajnbHBIe TPakThI [3]. CylmecTByeT TeCHAsI CBSI3b MEXIY
OpPYKCHU3MOM U OpOMaHIUOYIsIpHOI nucToHuei. Ux ogu-
HaAKOBOE PaCITOJIOXKEeHNE B HIDKHEI 00J1aCTH JIMIIA TT03BO-
JIMJIO MHOTUM aBTOpaM clieJiaTh NPEATOJO0XEHUE O TOM,
YTO OPYKCU3M MOXKET OBITH (DOPMOIT OpOMaHAUOYIIIPHOI
IUCTOHWU. DTa TOYKA 3pCHUS ITOAKPEIUISIETCS TaKXkKe
HEeHpoPU3NOIOTUISCKUMI HAOTIONCHUSIMU B BUIC THC-
COLMAIINY aKTUBHOCTH XeBaTeIbHBIX ¥ BUCOUYHBIX MBITIIIT
[13], TpeMOpOM HUKHEN YeTI0CTH KaK MapKepoM OpyK-
cu3Mma [ 14], Ho He0OXOTMMBI TaJTbHEHIITNE NCCIeOBAHMS
B IaHHOI obsacTu. [IpoaHann3npoBaB pe3ybTaTbl MHO-
rux ucciaegoBaHuii, R. Rajan 1 coaBT. mpeanonoxunu,
YTO OPYKCU3M pa3BUBACTCS, KOIa HapylaeTcs: OamaHc
MEXIY TIPSIMBIM W HETIPSIMBIM ITyTeM PETYJISIINT 0a3aib-
HbIX TaHriueB [15]. Takum oOpa3oM, MOXHO CUUTATh,
YTO MOBHIIIIEHNE YPOBHS To(paMrHA ITyTeM JICUSHUSI aro-
HUCTaMU JO0(MAMUHOBBIX PEIEIITOPOB MOXKET ITOMOYb
IIPEOIOJIETh 3TO HApYIIEHNE I BOCCTAHOBUTH PaBHOBECHE
MEXIy OBYMs ITyTSIMH, YTO IIPUBEIET K YMEHBIICHUIO
OpYKCHCTUYECKUX ABIKeHMI. KpoMe Toro, cepoToHNH
IMOJABJISIET BEICBOOOXICHNE MOIMaMMHA U3 ME30KOPTH-
KaJIbHOTO TpaKTa, YTO MPUBOIUT K CEPOTOHMHUHIYIIH-
POBaHHOI aKTWBAIIUM ABIKCHUI. DTOT MEXaHU3M 00b-
SICHSICT, KaK CEJICKTMBHBIC WHTHUOUTOPBE OOpPaTHOTO
3axBaTa CepOTOHMHA, TTOBHIIIAsI KOHIIEHTPAILINIO CEPOTO-
HUHA, THIYIUPYIOT OpYKCU3M. AHAJIOTUIHBIN MEXaHU3M
¥ B CIIydasix C MHTUOUTOpaMU OOpaTHOTO 3aXBaTa Cepo-
TOHMHA 1 HOpaapeHanuHa [15].

INcuxomornmueckue GakTOphI, TaKME KaK CTPECC U JII-
HOCTHBIC XapaKTepUCTUKHU, TaKXKe CBI3aHBI C OPYKCHU3-
MoM [16]. CylecTByeT TeCHas! CBSI3b MEXKIY BOCIIPUSITHEM
JIIOABMU cTpecca ¥ Bo3HMKHoBeHueM J1b. YemoBeky npo-
e TePeXUTh CTPECCOBYIO CUTYAIMIO, CHIBHO CXKUMasT
3yOBI, JOCTATOYHO BCIIOMHUTH CITOPTCMEHOB, KOTOPHIE U130
BCEX CIJI CXKMMAIOT 3yObI BO BpeMs (DM3MIECKOTO CTpecca
[1]. Ha BosnukHoBeHre Hb TabakokypeHue BausieT 00Jb-
1IIe, 9YeM YITOTpeOIeHIEe aIKOToIsI. MeXaHM3M CBSI3M MEXK-
Iy maHHBIMH (pakTopamu 1 HB moka He ompeneneH, HO,
BO3MOXHO, KOJIMYECTBO HWUKOTHHA, YBEIMYMBAIOIICECS
BO BpeMsl OOIPCTBOBAHUSI, ITOCTEIIEHHO YMEHbBIIACTCS
BO BpeMsI CHa, MHIYIUPYS TIyTaMaTepIHIeCKyI0 CHHAII-
THYECKYIO TIepenady, ¥ yCUJIMBAaeT BEICBOOOXICHME T0(a-
MWHa, YTO MOXKET BBI3BIBATh YCUJICHIE OPOMOTOPHOI aK-
TUBHOCTHU BO BpeMs cHa [17].

Ruarnocmuka 6pykcusma

JmarHo3THKa OpyKCHU3Ma 9acTo BBI3BIBACT 3aTPYIHE-
HUs. B mutepatype oTCyTCTBYIOT €€ OOIICTIPUHSTHIC KPH-
tepuu [18]. [To manHBIM MexXayHapomgHOU Kinaccuduka-
MY HapyIIeHWH CHa 3-TO M3MaHUs, OTUArHOCTUYECKUE
kputepuu 1t Hb cnenyromue:

*  HaJW4Ue PETYJSIPHOTO, YaCTOTO CKpeXkeTa 3yOOB
BO BpeMsI CHa;

*  HaJW4IMe OTHOTO WM HECKOJIBKUX CIICHYIOLINX
KIIMHUYIECKUX TIPU3HAKOB:

— TaToJIOTMYeCcKas CTUPAEMOCTh 3yOOB, COOT-
BETCTBYIOIIIAs] paHee YIIOMSHYTHIM COOOIIe-
HUSIM O CKpexXeTe 3yOOB BO BpeMsI CHa;

— Tpexomsias YTPeHHsII YCTaJIOCTh WJIM OOJIb
JKeBaTeJIbHON MBIIIIILI; U/ WJIA BUCOYHAS TO-
JIOBHasI 0OJIb;, M/WJIM CXKAMaHME YeITIOCTEH
IIpH TIPOOYXKICHUM, COOTBETCTBYIOIINE paHee
YIOMSTHYTBIM COOOIIICHUSIM O CKpeXeTe 3y00B
BO BpeMs cHa [18—20].

B ocHOBHOM MaIteHTH ¢ OPYKCH3MOM y3HAIOT O HEM
CIy9aifHO, KOTJa MX ITapTHEPHI CIBIIIAT HOYHOMN CKPEXeT
3y00B 1 co001IaT 00 3ToM. MHOTIA MOSIBASIIOTCST KU -
HUYECKNE CUMITOMBI M OCIIOXHEHUS M3 IPYrux cdep
(orpaHMYEeHNE OTKPBIBAHUS pTa, 00JIb, HAMIPSIKCHNE VUITH
YCTaJIOCTD KeBaTeJbHOI MYCKYJIaTyphl IOCJIe CHA, OUC-
¢dyakaus BHUYC, runeprpodus keBaTeTbHBIX MBIIIIII,
TUIepTPOGUS YIJIOB HIDKHEH YSTIOCTH, TTATOJIOTHSI TIEPHO-
JIOHTA, TTAaTOJIOTUYECKass CTUPAEMOCTh 3y0OB, MX THUIIEp-
YYBCTBUTEILHOCTb, JIMIIEBBIC 1 TOJIOBHBIC OOJIM, HAPYIIIE-
HHE pEeYr, BCTETUYCCKHE IIPOOJIEeMBI — «KBaIpaTHOE»
qmiio) [20], u manuMeHT BEIHYXIEH 00paTUThCS K HEBPO-
JIOTY, CTOMATOJIOTY VI KOCMETOJIOTY.

[IpenmonoxuTh HaaW4YMe OpPyKCH3Ma y ITallMeHTa
MOXHO, TIPUMEHUB aHKeTHpoBaHUE. JJIsI TMarHOCTUKU
HBb mpumensiorcst Bompochl, npemioxkeHHbie S.J. Lee
" coasT. [21].

» Kakuacto, no Bamemy MmHeHU10, BBI CKpexkeTanu
3ybaMM HOYBIO Ha TIPOTSKEHUU TIOCIICIHETO Me-
caua?

*  Coprramu mu Ber Bo BpeMst cHa, uto Bartir maptHep
CKpeXeIIeT 3y0aMy Ha TIPOTSKEHUH TTOCICTHETO
Mecsa’?

+ Kaxk gacro Bel 4yBCTBOBaIM TYTOIIOABIZKHOCTH
YEITIOCTH BO BPeMsI IPOOYKICHUS Ha IIPOTSLKEHU
TOCIIeTHETo Mecsma?

IMpennonoxuts Hanuuue y nauueHrta b unm cme-
LIAHHYIO (POPMY MOKHO IO JOTIOJTHUTEIBHBIM BOIIPOCAM,
npennoxeHHbIM D.A. Paesani u coast. [22].

*  Cxumaere 1 BBl cBOM YeIIOCTH B JHEBHOE BpeMSI

(B cocTosTHUYM 00IPCTBOBAHMS)?

*  Ckpexemnmure 11 Bbl cBomMu 3ybamMu B THEBHOE
BpeMsI (B COCTOSTHUY OOIPCTBOBAHUS)?

«30JI0TBIM CTaHOApPTOM» nrarHocTK Hb cumraercsa
rocomuorpaduyeckoe (ITCIN) nccaenopanme ¢ aynmo-
1 BUIIEO-PETUCTPaLIMEii, TaK KaK OHO TTO3BOJISICT KOJIMIe-
CTBEHHO OIICHMBATH IBIKCHMS OPOMAHIUOYISIPHOM 00-
gactu [3, 20]. BombmuHctBo (>80 %) »mM3010B
PUTMHYCCKON MBIIMIETHO-XEeBATCJIbHOI aKTUBHOCTU
(PM2KA) Hb natmomaercs Ha I—II cragusix cHa uim He-
MMOCPEACTBEHHO 3a HECKOJIBKO MUHYT JIO TIEpexoaa B CTa-
A0 OBICTPOTO cHa, Torga Kak <10 % smuzogos PMXKA
OTMeuaeTcs1 BO BpeMsl ObIcTporo cHa [3, 5]. ¥ mMHorux
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nauveHToB ¢ Hb anu3oasl PM2KA cBsi3aHbI ¢ mpoOyxae-
HHUEM (HaIpuMep, BpeMeHHOe (B TeUeHMe 3—5 C) yBeln-
YeHNe aKTUBHOCTH CEPACYHOTO PUTMA Ha BJIEKTPOSHIIE-
danorpamme U anekTpomuorpamme). Eciu y nmauumeHta
BO3HHMKAIOT XaJIOOBI Ha IIOXOM COH, PEKOMEHIYETCS
OLICHUTh HaJIN4YMe WHTCPMUTTUPYIOIIECH THUIIOKCHU
WY anmtHo3 cHa [5]. Kpome Toro, olileHKa MHTEHCUBHOCTH
Hb B oO0Ouieit momyasiuuu 3aTPpyAHUTEbHA, MOTOMY
YTO TTO-MPEKHEMY CYIIECTBYIOT ITPOOIEMBI C MCITOIH30Ba-
aueM [1CT'-ucciaemoBaHms, TIIaBHBIM 00pa30M CBSI3aHHBIC
CO CTOMMOCTBIO, IMMPUBBIYKAMHU MAllMEHTa, KOJIMISCTBOM
HCCIIeayeMbIX HOUEH, a TaKKe OKpPYXKaroIleil 00CTaHOB-
KOIf, He OYCHB 0JIarOIPUSITHOM TSI 00CCITCUSHMST €CTECT-
BeHHOTo cHa mauueHTa [20]. DaekTpoMuorpadumyeckue
(BMTI') cobwiTust KitaccuuIMpyoTcss Ha (a3zmdaecKue
(ckpexet 3ybamu, 6oiiee 3 DMI'-BCIUIECKOB ITATEIBLHO-
creio 0,25—2,0 ¢ KaxXnplii), TOHWYeCKUE (YCTONIMBBIC
MMPONOJEKUTEIbHBIE (>2 C€) CXXKMMaHMS) M CMEIIaHHbBIC
(coueranus 2 marrepHoB) [5, 20]. bmkaiiiast mepcriek-
tiBa M1 guarHoctuku HB — 6pykcomerp (Heitporex,
Poccust) — KOMITaKTHBIN OeCIIPpOBOTHOM HEMPOPU3MOIIO-
TU4YecKuii mpuoop [4].

HB B HEeKOTOPBIX CIIOXKHBIX CIIydasix cienyeT audde-
PEHIIMPOBATh C APYTUMU TUIIAMHA OPOMAaHIMOYIISIPHOM
aKTUBHOCTH, BO3HUKAMOIIVMH BO BpeMSI CHA, TaKMMU
KaK MHOKJIOHYC, PEeCIMpaTOpHbIe HapylIeHUs (aIlrtHO3,
TUIIEPITHO3), aHOMAJIbHOE TJIOTaHME, TacTPO330(haraib-
HBII pedIIOKC, HOUYHBIC KOIIMAaphl, TUCKUHETUICCKIUE
JIBIDKCHUST YETIOCTH, COXPaHSIIOIIECs BO BpeMs CHA (Iuc-
TOHUSI, TPEMOD, XOpesl, TUCKIMHE3MsI) U SIUJICTICUS, CBSI-
3aHHAas co CHOM (penko) [5].

ITocKoIBbKY HameKHBIX ¥ HEMOPOTMX TMATHOCTIICCKIX
METOIOB HEIOCTAaTOYHO, MEXKIYHApOIHAsI TPYyIIa UCCie-
IoBaTejieil OpyKcHM3Ma IIpeUIOKUIIA TUAaTHOCTUYECKYIO
IIKaIy IS KIMHAYECKUX U WCCIICHOBATEIbCKUX IIEJICH.
B Heit yunThiBaeTCs1 UMpKaauaHHbIA putM Opykcusma (Hb
u J1B). DKkcnepThl IPeIIOXKIIN TPEXYPOBHEBYIO CUCTEMY
OLICHKM: BO3MOXHBII (possible), BeposTHBI (probable)
u ompeneseHHLBIN (definite) Opykcnam. JlmarHocTrKa Bo3-
MoxxHoro JIb i HB momkHa 0CHOBBIBAaTHCSI HA CAMOOT-
YeTe ¢ MCIOIh30BaHNEM aHKETUPOBAHUS U TIIATEILHOTO
cbopa anamHe3a. To ke camoe TIPUMEHSIETCS 1 TSI OLICHKU
BepositHoro JIb nnu Hb, HO ¢ nToyoXuTeabHBIMU pe3yJib-
TaTaMM BO BpeMsI KIMHUYECKOTO ocMOTpa. JmarHocTnka
omnpeneneHHoro HB BkiIoyaeT KpuTepum BEepOSITHOTO
u [1CT'-uccnenoBanme, KOTOPOE SIBISIETCS «30JI0THIM CTaH-
nmaprom». OtieHKa omnpeneseHHoro JIb BKimoyaeT Kpurepun
BEpOSITHOTO U 3ammmch DMI, a Takke MeTom TeKyIIei co-
LIMAJIbHO-3KOJIOTMYECKO olleHKH [ 1, §].

Jleyenue bpykcusma

CaMBIii pacrpoCTpaHEeHHBIN CpelIy CTOMAaTOJIOTrOB
METO[ OKKJTIO3MOHHOU Tepanmu ¢ NpUMEHCHUEM OPTO-
JOHTHYCECKOTO M OPTONECANYCCKOIO JICYCHUA JIsd BOCCTA-
HOBJICHUSA OKKJIIO3MM B HCJIAX YCTpAHCHUA 6p}IKCI/I3Ma
HE oIpaBAaH, TaK KaK COBpEMEHHbBIC 3HAHWA HE ITOAAECP-

KMBAIOT CBSI3b OPYKCH3Ma C OKKITIo3Mel. Takke Mamoad-
(beKTUBHBIM METOIOM JICUCHMS SIBIISICTCSI TIPUMEHEHUE
Kari WIN IIWH. Pe3ynsraTel McciiefoBaHMS C MCTIONB30-
BanmeM [1CI mmokazanm, 9To MBITIIeYHAas] aKTUBHOCTh HE-
HAIOJITO CHIDKAeTCsI, KaK TOJBKO MCITOIb3yeTCS HOBas
Kallla, OMHAKO Yyepe3 2—4 Hel Bce BO3BpaIlaeTCs K MCXOI-
HOMY ypoBHIO [1].

B Hacrosmiee BpeMst OCHOBHBIM 1 caMbIM 3(D(eKTHB-
HBIM METOJIOM JICUCHUSI OpyKCH3Ma SIBIISIIOTCS MHBEKITUU
oorymmanIeckoro HeiiponporenHa (BHII, B panaux myo-
JINKAUSIX — OOTYTUMHUICCKUI TOKCHH) B MBIIIIIIBI, Y9acT-
ByIOIIlME€ B aKkTe XeBaHus. JlaHHas MeToAuKa Mpullia
W3 MPAKTUKHU JICICHUSI OPOMaHIUOYISIPHON TMCTOHWH,
W B HACTOSIIEe BpeMsl OOTYJIMHOTEpAIMsI — <«30JIOTOM
CcTaHIApT» aMOyJIaTOPHOI HEBPOJIOTUYECKOM peadrmTa-
LMY TTAIIUEHTOB C MBIIIEYHBIMM CIa3MaMK U OOJIEBBIMU
cuHgpoMamu [4]. borynmmHoTepanusi — TapreTHasl Tepa-
VST, OTIPEACIISIIONIasi BEICOKYIO 3(D(EeKTUBHOCTD M 0€30-
IMAaCHOCTh TIPHW JIOKAJIPHOM BBEACHMHM B I1IEJICBYIO 30HY.
BHII — cunpHeilmnii 3K30TOKCUH, NPOAYLIMPYEMBIi
clostridium botulinum — TpaMITONIOXUTEIHLHONM aHA3POOHOI
6akrepueii [23, 24]. DddexT BHIT obecnieunBaercs 6110~
KaJoil BHICBOOOXICHMS alleTYIIXOJMHA M3 TIPECUHAIITH-
YeCKOi MeMOpaHBI HEPBHO-MBIIIIEYHOTO CHHATIICa 1 OJ10-
Kamoit BBICBOOOXIECHUSI U3 IIOCTTaHIJIMOHAPHBIX
XOJIMHEPTUYECKUX HEMPOHOB B BETeTaTUBHOII HEPBHOM
cucreme [16, 23]. Ilociie BHYTPUMBILIEYHON MHBEKIIUN
MmapajuTUIeCKuil 1o303aBucuMbIii addexkr BHIT HacTy-
IMaeT B TeUeHUe 2—3 CyT, JOCTHTAEeT MaKCMMyMa MEHBIIIe
YeM 3a 2 Hell M TTIOCTEIIEHHO Ha ITPOTSKEHNN HECKOJIBKIX
MeCsIIeB HauMHaeT CHIXaTbesd. I[IpomomKuTeIbHOCTD
s¢dekrTa cocraBiser 3—6 mec. B mureparype Het mokasa-
TEJTBCTB JOJITOBPEMEHHOM MY TTOCTOSTHHOM AeTeHepalny
WY aTpODUM MBI y TTAIMEHTOB ¢ TOBTOPHBIMU MHBEK-
uusmMu BHII B Teuenue pnutenbHoro repuona [24]. Tle-
pudepuyeckoe BnussHue bBHIT aBiusgeTcsa obmenpu3HaH-
HBIM (DaKTOM, OJHAKO €ro IIEHTPaJlbHOE BIIMSIHUE
Ha HEPBHYIO CUCTEMY 10 KOHIIA HE U3y4eHO. AKCOHaJb-
HBII TPAHCIIOPT — HanboJIee BEPOSATHBIN MEXaH!3M B pac-
NpenejeHn U MepeHoce HEMpPONMpoTenHa B pa3ivuyHble
00J1acTH aKCOHOB U LIEHTPAJbHO HEPBHOM CUCTEMHI [24,
25]. BHII BnusgeT Ha MeXaHU3MBbI HEMPOIJIACTUIHOCTU
1 U3MEHSIET TUIIePAKTUBHOCTD CTBOJIOBBIX M CITMHAIBHBIX
MHTEPHEUPOHOB [26]. TTepBble MyOaIMKaLMN, TTOCBAIIEH-
Hble nHbeKuMsIM BHIT ipu 6pykcusme, mossBrmch B 90-e
TOIBI TIPOIIIOTO BeKa, OMHAKO BOIIPOCH BHIOOPA MBIIIIII,
no3upoBok BHII, kpaTHOCTM MHBEKLUI OCTAIOTCS OUC-
KYCCHOHHBIMHM 10 HACTOSIIIETO BpEMEHU.

BorynmmHoTepanmst — 6e30IacHbI 1 BRICOKO3Gh(PeK-
TUBHBIA METOJ JICUCHUST MBIIIIEYHBIX CTIa3MOB 1 OOJIEBBIX
cuHIpoMoB. OHa HalllIa CBOE Oe3aIBTePHATUBHOE IIPHME-
HEeHHUE B JICUeHNU (DOKAJTBHBIX JUCTOHM, CITACTUYHOCTH,
HO JOKa3aTelbHas 0a3a OOTYyJMHOTEpANUM B JICUCHUU
Opykcu3ma Toka HeBenuka [4]. WMmerommecss 0030pbI
[27—29] ananm3upyoT HEMHOTOYMCICHHBIE KOHTPOJINPY-
eMBbIe HCCIeHOBaHMSI, COOTBETCTBYIOIINE KPUTECPUIM
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IokasarellbHOM MeaunuHEbI [21, 30, 31]. B atux uccneno-
Banussx BHIT BBogunm mm6o OHAaOOTYJIOTOKCUH A B Ke-
BaTeJIbHbIE M BUCOYHBIE MBIIILBI, JIUO0 AOOOOTYIOTOK-
CMH A B XeBaTeJbHYIO MBIy, I[lodydeHHBIE TaHHBIC
nokasanu, yto BHIT acdhdexTrBeH u 6e30maceH mpu OpyK-
CcHU3Me, CHIDKAET YacTOTY €TI0 IM300B BO CHE, MHTCHCHB-
HOCTh CXXaTHSI 3yOOB M 0OJIM, YJIydIllaeT CaMOYyBCTBHUE
MMauueHTa, HO He IpeKpallaeT BO3ZHUKHOBEHUE CaMUX
snm3010B 6pykcusma. [lomuepkuBaeTcs, YTO HE CYIIECT-
BYeT BAIMIN3UPOBAHHBIX OIIPOCHUKOB TSI OLICHKU TSIKe-
cTH OpYKCHU3Ma M YETKOTO PYKOBOICTBA 10 BEIOOPY MBITIIIT
u no3 bHII mna nabvexkamii.

B 0630pe R. Persaud u coaBt. [28] mpuBeneHbI JaHHBIE
BBICOKOI CTEIIEHU H0KA3aTeIbHOCTH OTHOCHUTEIIBHO 3(-
(eKTUBHOCTH OOTYIMHOTEPAINY IIPU OPYKCU3ME, OMHAKO
3HAYUTEIBHOE YUCIIO MTyOIMKAUWI HE OAIEPXKUBAIOT ATy
TouKky 3peHms. [lo HalleMy MHEHMIO, OTPHUIIATEIIbHBIC
PE3YJIBTaThl MOTYT OBITH CBSI3aHBI C TEM, YTO B OOJIBIITMH-
CTBE MCCIIEHOBAHUM 110 3P (PEKTUBHOCTHU JICUCHUST OPYK-
cu3ma bHII O MHBELIMPOBAaHBI TOJILKO KeBaTEIbHbIS
MBIIIIB, B HEKOTOPBIX — JKeBaTeJIbHBIC W BUCOYHEIC,
U MPAKTUYECKU HET UCCAENOBAHUM, IIe UHBEKLIMU TTPO-
BOIWJIVCH B JIaTepaJIbHBIC KPBIIOBUIHBIC MBIIIIIHI (JIKM)
[4]. TIpu sToM uMenHO JIKM OCyIIeCTBISIIOT OCHOBHBIE
IBUKCHMSI HUKHEH YeTIOCTH, KOTOPhIE IPUCYTCTBYIOT
mpu OpyKcu3Me (OOKOBBIE 1 BIIEpeI-Ha3a), 9YTO 1 IIPOSIB-
ngercsa peHoMeHoM ckpexeTanud [32, 33]. OcHoBHas Xe
GYHKIIUS KeBaTETbHBIX U BUCOYHBIX MBIIII] — MOTHSITHE
HUKHeN democTu. TakuM oOpa3oM, ISl JieueHusl OpyK-
cH3Ma HeOOXOIMMO MHBEIIMPOBATh KaK MUHUMYM 3 TIaphI
>KeBaTeIbHBIX MBIIII — BUCOYHBIE, XKeBATCIbHBIC MBIIIIIIEI
u JIKM. MemuanbHasi KpbUIOBUAHASI MBIIILA SIBJISICTCS
MPSIMBIM aTrOHUCTOM KEBaTEJIbHOUN MBIIIIIEI, TTO3TOMY
IPHY TSDKEJIOM OpYKCH3MeE XeJlaTeJIbHO MHBEIINPOBAaTh U ee.
JIKM 00BbIYHO yaessitioT BHUMaHME ITPU BUCOYHO-HMXKHE-
YEJTIOCTHBIX PACCTPOMCTBAX, TIe OHA SIBJISICTCS MCTOYHU -
koM 6omu u mucyHkumun BHYC [4]. Borpoc o cBs3u
opykcusma u 6omeBoit mucynkunm BHUYC neogHokpar-
HO WCCIIEIOBAJICSA, W OOJBIIMHCTBO aBTOPOB IPUIILIN
K BBIBOJY O HAJIMYMU 3TOM CBA3M co crmazmoM JIKM [20,
29]. Iosromy BHII 0b11 HeaPpekTUBEH MpPU JIeYCHNN
MHodacIraIbHOM 00JIM ITPHU BUCOYHO-HIKHEUETIOCTHBIX
paccTpoicTBax, KOraa MHbELUMPOBAIN TOJIBKO XeBaTeJb-
Hyto MbIy 6e3 JIKM [21, 30]. ITpu DMI -uccnenoBanum
WHBEINPOBAHHBIX XEeBaTEIbHBIX M HEMHBEITMPOBAHHBIX

1. Castrillon E.E., Ou K.L., Wang K. et al. Sleep
bruxism: an updated review of an old prob-

a systematic review. J] Am Dent Assoc
2016;147(11):859—66.

BHCOYHBIX MBIIII Y TTAIIMEHTOB C OPYKCHU3MOM OBLIO MO-
Ka3aHoO, YTO 3MU30[bl OpyKCH3Ma CHUXAJIUCh TOJbKO
B MHBELIMPOBAHHBIX MBIIIIIAX, ¥ OBLT CIeIaH TPaBUILHBINA
BBIBOZ O TOM, YTO HaJ0 MHBEIIMPOBATh BCE 3aIeICTBOBAH-
HbIe MBILIIIHI [34].

CeromHst B Mupe cyliecTByeT 6osee 10 mpemapaTtoB
BHII tumna A, MeHSII0TCSI TEXHOJIOTUM U pa3padaThIBaIOTCSI
HoBbIe cpencTBa. B 2001 . rpynIoil HaydHBIX COTPYIHU-
koB Kommanuu HITO «MukporeH» Oblja HadaTa pa3pa-
6otka nepBoro poccuiickoro bBHII tuna A, 3aBepiuus-
masica B 2013 1. HayaJoM CEpUITHOTO IPOM3BOJICTBA
npenaparta Penatokc®. B nHacrosimiee Bpemst Pematokc®
BBIMYCKAETCSI HA TIPEANPUSTUHN TTOJTHOTO LIUKJIA: BCE ChIPhE
TIPOU3BOAUTCS O KOHTPOJIEM CITEIIMAIICTOB, UMEIOIITIX
MHoroJyieTHUI onbIT padoTel ¢ BHII B Poccuu. IlaBHoe
oTanyue Impemnapara Penatokc® oT OONBIIMHCTBA YXKe
MMEIOINXCS Ha pBIHKE — TEHICHIINS K 00Jiee BhIPaKeH-
HOMY MHOpeJIakcupytomeMy 3(pdeKTy, a Takke B TOM, YTO
B IIPOIIeCCe MPOM3BOICTBA €r0 OYMIIAIOT MHOTOKPATHO
TMOCPEACTBOM COBpeMeHHOI xpomaTtorpacdun [35], uro
T03BOJISIET MAKCHMMAJIbHO 00€CTICUNTD 3asBICHHOE KOJIM-
YeCTBO HEMPOTOKCHMHA BO (hJTAKOHE U CTIOCOOCTBYET CHU-
KEHUIO 0011Ielt OEJIKOBOM HArpy3KU.

3arniouenue

Heob6xonumo paibHeillee M3ydyeHUE STUOJIOTUU
U UEHTPaJIbHbIX MAaTO(MU3UOJIOTMUYECKUX MEXaHU3MOB
B BOBHMKHOBEHUU Opykcusma. HyxxeH MynabTuaucuumn-
JIMHApHBIM MOAXO0J Bpayeli-HEeBPOJOroB, MCUXUATPOB,
COMHOJIOTOB U CTOMATOJIOTOB B JIEUEHUU TaHHOTO 3200~
neBaHus. CiemyeT OCO3HAHHO ITOAXOOWTH K TepaItnu
TPEBOXKHO-AEMPECCUBHBIX PACCTPOMCTB JI€KAPCTBEHHbI-
MU MpenapaTaMmu, Tak Kak 4acTO MOXHO UMHAYLIUPOBATh
opykcusM y manueHTa. CIIeInaauCcThl TOJKHBI IIpUMe-
HSTh B Tepanuu 0pykcuzma uHbekuuu bHII, mockonbKy
3TO 0€30ITacHBIi, MPOCTO M caMblii 3((PEKTUBHBIN
MeToj, 6J1arogapsi KOTOpOMY B KpaTyalire CPpOKU MOX-
HO N1OOUTHCSI CHUXEHMUST 4YaCTOThI 3TIM3010B OpyKCcH3Ma
M €70 UHTEHCUBHOCTHU JIMOO0 MOJHOTO €r0 UCYE3HOBEHUSI.

B cnenytoiiem Homepe xypHaia « HepBHO-MbIlIEYHbIE
00Jie3HN» OYaYT MpencTaBlIeHbl MYJIBTUANCUMITIMHAPHBIN
MOIXO/l HEBPOJIOTOB U CTOMATOJIOTOB K IMarHOCTUKE OPYK-
CHU3Ma, METOAMKA OOTYJIMHOTEPANU (COOCTBEHHBIN OITbIT)
U pe3yabTaThl TEPAMUU NALIMEHTOB C OPYKCU3MOM Mperna-
parom BHIT (Penatokc®).
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Opykcu3Ma 1 00J1eBOM AMCHYHKLIMU
BHUCOYHO-HUXHEUYETIOCTHOTO CyCTaBa.
PM2K 2017;25(24):1760-3. [Orlova O.R.,
Konovalova Z.N., Alekseeva A.Yu. et al.
Interrelation of bruxism and painful tem-
poromandibular joint disorder. Russkiy
meditsinskiy zhurnal = Russian Medical
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JnugeMuonoruyeckue u nonynayuoHHbIe acneKmnl MUacmeHuu
B KpacHoaapckom Kkpae

I0.A. Xarxe!, H.B. 3a0oaorckux!, C.A. Tepneren?

'DI'BOY BO «Kybanckuii 2ocyoapcmeentbiii meouyurckui ynusepcumem» Munzopasa Poccuu;
Poccus, 350086 Kpacrnooap, ya. Ceduna, 4;
2I'hY3 «Hayuno-uccaedosamensciuii uncmumym — Kpaeeas kaunuueckas 6oavhuya Ne 1 um. npogh. C.B. Ouanosckozo» Munzdpasa
Kpacnodapckoeo kpas; Poccus, 350086 Kpacnodap, ya. 1 Mas, 167

Konmaxmeor: Hamanvs Bradumuposna 3aboromcekux optimazny@mail.ru

Ileaw uccaedosanus — uzyuenue snudemuoI02u4eckKux u NONYAAYUOHHbIX NoKazameneil muacmenuu 6 Kpacrnodapckom kpae.
Mamepuaast u memoodst. Pempocnexmueromy anaauzy oviau nodeepeHymeot danHsie 344 nayuenmog ¢ 0uazHo30M MUuacmeHuu, NPOICUBA-
rowux 6 Kpacnodapckom kpae.

Pesyavmamot. [lo dannvim va 1 sneaps 2017 e. pacnpocmpanennocms muacmenuu cocmaguaa 8, 1 cayuas na 100 moic. Haceaenus, 3a60-
nesaemocmsb 6 2011—2016 ee. konebaracw 6 npedesax 0,27—0,71 cayyas na 100 moic. Hacenenus u 6 cpednem cocmasuaa 0,52 cayuas
Ha 100 moic. naceaenus. Cpeornuii 6o3pacm manugecmayuu 3a601e6aHUs 3aPeUCMPUPOEAHHBIX 00AbHbIX — 46,2 £ 0,97 200a. Munumans-
HbLil 603pacm debroma boneznu — 11.aem, maxcumanshoiii — 80 1em. CoomHoweHUe MyMCHUH U HCeHUUH CDeOU NAUUCHMO8 ¢ MUACIEHU -
eit — 1:2,5. Ilux nauana 3a601e8anus y Jcenuwun npuxooumes Ha nepuod 20—40 sem, 6vin evisicaeH OUMOOGNbHBLIL nammepH 3a001e8ae-
mocmu y wceHuwuH 6 nepuodax ¢ 20 do 40 aem u ¢ 50 do 70 aem. I[locae 60 aem 3a6oreau 35 % myxcuun. leneparuzosannas gopma
muacmenuu svisenenay 82,8 % nayuenmos, enasuas gopma —y 16,3 %, kpanuopapuneearvras goopma —y 0,9 %. U3z nabaodarowuxcs
nayuenmos Jcumenu ceavckoli mecmuocmu cocmaeuau 58,7 %, copoockue ncumenu — 41,3 %.

3axarouenue. Ionyuennvie 8 xode uccaedoganisi OCHOBHbLE INUIeMUON02UMECK e NOKa3amenu Muacmenuu 6 Kpacrnodapckom kpae 6 cped-
HeM COnOCMABUMbL C POCCUUICKUMU U OMBEEUAOM 00UeMUPOGbIM MEHOCHUUSIM. INUOeMUON02UMEeCKUT MOHUMOPUHE MUACMeHUY dPdeK-
mueHee npoeodums Ha 6aze cneyualu3Upo8aHHbIX MUACMEHUMECKUX YEHMPOS.

Karouegvie caosa: muacmenus, anude/vtumoeuﬂ, nonyadauus, pacnpocmpaHeHHocms, 3aboaesaemocmp

Jlas yumuposanus: Xamxe 10.A., 3a6oromckux H.B., Tepneney C.A. Dnudemuonoeuueckue u nonyasiyuoHHble ACHEKmMbl MUACMEHUU
6 Kpacrodapckom kpae. Hepeno-muiueunvie 6oneznu 2018;8(1):28—33.

DOI: 10.17650/2222-8721-2018-8-1-28-33

Epidemiologic and populational aspects of myasthenia gravis in the Krasnodar Region

Yu.A. Khatkhe', N.V. Zabolotskikh', S.A. Terpelets’
!Kuban State Medical University, Ministry of Health of Russia; 4 Sedina St., Krasnodar 350086, Russia;
2Scientific Research Institute — S.V. Ochapovsky Regional Clinical Hospital No. 1, Ministry of Health of the Krasnodar Region;
167 1 Maya St., Krasnodar 350086, Russia

Objective: to study epidemiological and population indicators of myasthenia in the Krasnodar Territory.

Materials and methods. 344 patients with a diagnosis of myasthenia living in the Krasnodar Territory underwent a retrospective analysis.
Results. On January 1, 2017 the prevalence of myasthenia was 8.1 cases per 100,000 population, morbidity in 2011—2016 ranged from
0.27—0.71 cases per 100,000 population, and the average was 0.52 cases per 100,000. The average age of manifestation of the disease
of registered patients was 46.2 + 0.97 years. The minimum age of debut of the disease was 11 years, the maximum — 80 years. The ratio
of men and women among patients with myasthenia was 1:2.5. The peak of the onset of the disease in women falls on the period
of 20—40 years. A bimodal pattern of incidence in women was revealed in the period from 20 to 40 years and from 50 to 70 years. After
60 years 35 % of men fell ill. The generalized form of myasthenia was observed in 82.8 % of patients, eye cases in 16.3 %, oculopharyngeal
Jorm in 0.9 %. Of the observed patients, rural residents accounted for 58.7 %, urban residents for 41.3 %.

Conclusion. The main epidemiological indicators of myasthenia obtained in the course of the study in the Krasnodar Territory are on aver-
age comparable with the Russian ones and meet the global trends. Epidemiological monitoring of myasthenia is more effective on the basis
of specialized myasthenic centers.

Key words: myasthenia gravis, epidemiology, population, prevalence, morbidity

For citation: Khatkhe Yu.A., Zabolotskikh N.V., Terpelets S.A. Epidemiologic and populational aspects of myasthenia gravis in the Krasno-
dar Region. Nervno-myshechnye bolezni = Neuromuscular Diseases 2018,8(1):28—33.
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HepBHo-Mblweunbie O JIE3HH

BseneHue

B nocnenHee BpeMs oTMeUaeTcsl yBeJUUEeHKE pacipo-
CTPaHEHHOCTU U 3a00JIeBA€MOCTH ayTOMMMYHHBIX 00J1€3-
Heil HepBHOI crcTeMbl. OTHUM 13 KJIaCCUYIECKUX MX TTPeI-
craBUTeIe sBIsieTcss MuacTeHus. OHAa OTHOCHUTCS
K opaHHBIM 3a00J1€BaHUSM, OJHAKO CPEAU HEPBHO-MbI-
1IEYHOM MAaTOJOTUM 3aHMMAET OAHO U3 KJIIOUEBBIX MECT
[1]. [TaToreHe3 MuacTeHMM OOYCIJIOBJICH SIBJICHUSIMU ayTO-
arpeccuu ¢ 00pa3oBaHUEM aHTUTEN, HAMTPABJIEHHbIX K pa3-
JIMYHBIM AHTUT€HHBIM MMIIEHSIM HEPBHO-MBbIILIEYHOTO
cuHarca [2], B CBSI3M C UeM OHAa OTHEeCeHa K CMHAITHJe-
ckuM 3aboneBaHusAM. KiimHuuecKkue nposiBlIeHUsT B BUIE
MBILIEYHOI CJa00CTU M TATOJOTUUYECKON MbIIIEYHON
YTOMJISIEMOCTM 3a4acTyl0 UMEIOT MPOrpeaueHTHOE Teue-
HUE U MIPUBOJAT K MBanuau3auuu. [1o naHHBIM JUTEpaTy-
Pbl, MMACTEHUS BCTPEUYAETCS B pa3HbIX BO3PACTHBIX IPYII-
nax, OJHAKO yalle IMopaxalTcs Julla MOJOI0ro
TPYIOCHOCOOHOr0 BO3pacTa, YTO UMEET BBICOKYIO COLIM-
aJIbHYI0 3HaUMMOCTh [1—3]. McTopust nsyyeHuss Muacre-
HUM HACUYUTHIBAET HE OJHY COTHIO JIET, HO SMUAEMUOJIO-
TMYECKKE Y MOMYJISIIUOHHbIE aCTIEKThl OCBELIAIOTCS JIUIIb
nocienHue 60 JieT U U3ydeHbl He B oJHOM o0beMe. I1o-
CKOJIBKY pacnpOCTpaHEHHOCTb MUACTEHUU U 3a00JieBae-
MOCTb €10 HEOIMHAKOBBI B Pa3HbIX CTpaHax, UCCIEI0BaHUE
MOMYJISILIMOHHBIX aCMEKTOB 00JE€3HU TaKXKe MPEaCTaBIIsI-
eTcs akTyaiabHbIM [3]. Ha Tepputopum Poccum anmneMmo-
JIOTUYECKUE MOKA3aTEIM MUACTEHUHN OIPEAEIEHbI TOJBKO
B HECKOJIBKMX perroHax (Tadiy. 1). Bce 3T0 ykasbiBaer
Ha HEOOXOIMMOCTb MPOBEAECHHUS MOJOOHOTO poa uccie-
JIoBaHMIA [4].

Ilenp uccnenoBanuss — U3y4eHUE SMUAEMUOJIOTUYE-
CKMX W MOMNYJSILMOHHBLIX IOKa3aTejJell MUacTeHUU

Tabmua 1. Pacnpocmpanennocme muacmenuu 6 pasHuix pecuonax Poccuu

Table 1. Incidence of myasthenia gravis in various Russian regions

PacnpocTpanen-
HOCTb MHACTEHHH HA

Pernon, rox 100 ThIC. YesI0BEK
KpacHomapckuii kpait, 2017 8.1
Krasnodar Region, 2017 ’
Jlenunrpanckast 00J1., 2012 54
Leningrad Region, 2012 ’
Pecnyonuka Komu, 2010 6.7
Komi Republic, 2010 ’
Camapckasi 00.1., 2010 97
Samara Region, 2010 ?
Pecny6imka bamkoprocras, 2006 6.6
Republic of Bashkortostan, 2006 ’
MockoBckas 06i1., 2006 7.79
Moscow Region, 2006 ?
OpeHoOyprckas 06:1., 2002 10,78

Orenburg Region, 2002

B KpacHomapckoMm Kpae cpeay B3pOCIOTO HaCEICHUS
U CpaBHEHME TTOJTYIYCHHBIX PE3YJIBTaTOB C OTCUECTBEHHBI-
MM ¥ 3apYOEeKHBIMU TaHHBIMU JINTEPATYPHI.

Mamepuanbl u Memopbl

Kpacnomapckuii kpait (Kybanp) — cyobekT Poccuii-
ckoit Penepanin, pacIro0XXKeHHBIM Ha I0T0-3aIajie, BX0-
mut B coctaB lOxuoro ®enepanpHoro okpyra. KpacHo-
IApCKWil Kpall 3aHMMAaeT 3-¢ MECTO Cpedu pPEerhOHOB
Poccuu o uucny xureneit mociae . MockBbl 1 MOCKOB-
CKOI1 oO0nacTtu. YpoBeHb ypOaHM3aLUY HIKE, YEM B Cpell-
HeM 110 ctpane (74,27 %) [5]. Hacenenne KpacHomapcko-
ro kpasg mo maHHBIM Poccrara Ha 1 sguBaps 2017 «
coctabysuio 4230945 yenoBex.

B 2011 1. na 6aze 'BY3 HUM — KKbB Ne 1 6511 co3maH
KaOMHET HepBHO-MBIIIIEYHOM TTaToI0rnu. B 3amaun paboTsI
JAHHOTO KabWHeTa KpOoMe JIe4eOHO-TMarHOCTUICCKUX
MEPOTIPHUSITHI BXOIIT TAKKe M OpTaHU3aIIMOHHO-METOIH-
yeckue. C 2011 . BemeTcst 3JIKTPOHHBIN peecTp IMallMeHTOB
C AMarHo30M MMACcTEHUM IO 00pallaeMOCTU 1 HaIpaBJie-
HHIO HeBpoJioroB KpacHomapckoro kpast. BiepBrie auar-
HO3 3a00JIcBaHUST YCTAaHABIMBAIOT B YCIOBUSX HEBPOJIO-
ruueckoro otneieHusa I'bY3 HMUMU — KKBb Ne 1 Ha
OCHOBaHWH JaHHBIX aHAMHE3a, HEBPOJIOTUIECKOTO CTaTy-
ca (Haimume CHUHAPOMA MATOJOTUYECKOM MBIIICUHOM
YTOMJISIEMOCTH), PE3YJIBTaTOB ITPO3epUHOBOI IIPOOKI, 3JICK-
TPOMUOTPaAPUIECKOTO MCCICAOBAaHMS (IEKPEMEHT-TECT)
1 KOMITBIOTePHO# TOMOTpachUy OPraHOB TPYITHOMN KIIETKU
(1St BEISIBJICHUS TIATOJIOTUH BUJIOYKOBOIA XKeJie3bl). B manb-
HeMIeM NallMeHThI PeTYISIPHO HAOII0MAl0TCs B KAOMHETe
HEPBHO-MBIIIIEYHOM TMATONOTUKU TMOJUMKINHUKU ['BY3
HUNUN — KKB Ne 1. Ha 1 saBapst 2017 . peecTp comepkan
nHpopMaio o 344 manmenTtax. IToCKoJNBKY KaOWHET
HEepPBHO-MBIIIICYHOM TTATOJIOTUH HAXOMUTCS B COCTaBe Kpa-
€BOT'0 HEBPOJIOTMYECKOTO IEHTpPA, BCE TALIMEHTHI C TIOI0-
3peHNeM Ha MHMACTCHUIO, ITOCTOSHHO IIPOXHWBAIOIINE
Ha Tepputopuu KpacHomapckoro Kpasi, 0OCIeIyIOTCS
u rocrmranu3upyores B [BY3 HUHM — KKbB Ne 1. Takum
00pa3oM, maHHBIE peecTpa MOTYT OBITh WMCIIOJIB30BAaHBI
IJIST JOCTOBEPHOTO KIIMHMKO-3ITMIEMHUOJIOTMIECKOTO MC-
CJIeIOBAaHUSI MHACTCHMM CpPEId B3POCIOrO0 HACEICHUS
B KpacHomapckom kpae. Bo3MOXHOCTb HEYITEHHBIX CIIy-
yaeB 3a00JIeBaHUS CBeleHA K MUHIMYMY.

B HacTosImeM wucciaeqoBaHWU IIPOBOAWINA aHAJIN3
CJICAYIOIINX IapaMeTPOB: PacCIIpOCTPaHEHHOCTb MUACTEe-
HUM, IepBUYHAs 3a00JIeBaeMOCTh MUACTECHHUEH (COOCT-
BEHHO 3a00JieBaeMOCTh), BO3pacT aebloTa 00Jie3HH,
BCTPEYAEMOCTb PA3IMIHBIX (POPM MUACTCHUHU, YaCTOTA
ITaTOJIOTMH BIJIOYKOBO XXeJie3hl y TTAIlIeHTOB C MUACTe-
HUEH, WX TeHACPHBIE OCOOCHHOCTH, a TaKXKe CMepT-
HOCTb.

CraTuCTHYEeCKYI0 00pabOTKY HAaHHBIX BBIITOJTHSIIHN
B 2JIEKTpOHHBIX Tabmuiax MS Excel n makeTe rpukiiam-
HBIX mporpamMm Statistica 6.0. Meroabl 0O0pabOTKU —
oImcaTeNIbHasI CTaTUCTHKA, a TAaKXKe HellapaMeTpUIeCKIe
MeTOmbI aHaM3a (KpuTepuii BUikokcoHa).
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Tabmuua 2. Pacnpedenenue nayuenmos ¢ muacmenueli ¢ Kpacnooapckom kpae no noay u eozpacmy

Table 2. Distribution of patients with myasthenia gravis according to sex and age in the Krasnodar Region

Women, 1 (%)

Men, n (%)
10-19 27 (11) 9(9) 36 (10,5)
20-29 51 (20) 8 (8) 59 (17,2)
30-39 36 (16) 11(11) 47 (13,6)
4049 28 (11) 15 (15) 43 (12,5)
5059 44 (18) 22(22) 66 (19,2)
60—69 42717 24 (25) 66 (19,2)
70—80 18 (7) 9 (10) 27 (7,8)
Peaynbmambi %

C y4eTom yuciia MalueHToB C AMarHO30M MUACTeHUN
Ha | suBaps 2017 . (344 mauueHTa) U YMUCIEHHOCTH Hace-
nenust KpacHomapckoro kpast (4230945 yenoBek) pacmpo-
CTPaHEHHOCTh MMACTeHUU coctaBwia 8,1 ciayuyas Ha 100
TBIC. HACETICHUSI.

N3 344 maupeHTOB MyXXYMH ObLIO 28,5 % (n = 98),
xeHmH — 71,5 % (n = 246). CooTHollIeHWEe MYXYMH
M KEeHIIWH cocTaBuiio 1:2,5.

s nzyyeHust Bo3pacrta 1e00Ta MUaCTeHUN MIPOaHa-
JIN3UPOBaHBI JaHHBIEC 344 MMaIlMeHTOB, HAXOMSIIIUXCS B pe-
ectpe (tabu. 2). CpenHuit Bo3pact MaHudecrauu 3adosne-
BaHus coctaBuin 46,2 + 0,97 roma. MuHUMAaIbHBII
Bozpact — 11 set, makcumanbhbiii — 80 set. CpemHuit
Bo3pacT nebtota 6onesHu y myxunH — 50,6 + 1,6 rona,
y XeHIInH — 44,4 * 1,1 roma. JIna cpaBHEHUSI CPEIHETO
BO3pacTa Havyajla MUACTeHUUW IS MYXXYWH U KEHIIUH
MPUMEHSJIM HeMapaMeTpUYeCKUi Kputepuii BusikokcoHa.
YcTaHOBJIEHO, UTO C BEPOSITHOCTBIO 87 % cpemHuii BO3pacT
Hayvasia 3a001eBaHMs TSI My>KUMH Y KSHIIWMH He pasinyia-
eTrcs. Y XKEeHIIMH MUK Havyayia 00JIe3HU MPUXOAUTCS Ha Tie-
puon 20—40 net. Ha stot Xe nepuon npuxoaurcs 19 %
MYXYMH C MUACTEHUEN. Y My>XKUMH KoJieOaHUs 3a00yeBa-
emMoct B Bo3pacte 10—50 ner ObUIM 3HAYUTETHHBIMMU.
[Mocne 60 ner 3a6omenu 35 % MykuuH U 24 % XeHIIUH
(puc. 1, 2). BoisiBeH 6uMonanbHbIi matTepH 3a0oseBae-
MOCTH Y XXeHIIWH B Trepronax ¢ 20 mo 40 et u ¢ 50 mo 70 et
(cm. puc. 1).

3 HabOmomaommxcs maleHTOB XXUTeIel CeJIbCKOM
MecTHOCTH OBL10 202, TOpOACKUX XKuUTeeit — 142.

Amnanu3 3aboneBaemoct Muactenneit B KpacHomap-
ckoM kpae B 2011—2016 TT. T03BOIMI BBISIBUTH KOJICOAHUS
aroro nokazaressi B npenenax 0,27—0,71 ciaydas va 100
ThIC. HaceseHus (Tab. 3), ¥ B CpeJHEM YacToTa 3a00seBa-
Hust coctaBuia 0,52 ciydast Ha 100 TbIC. HAaceIeHUSI.

ITo pe3ynsraTam aHamM3a BCTPEUAEMOCTH PA3TUIHBIX
(opM MmacTeHMM y TALMEHTOB, 3aPETUCTPUPOBAHHBIX
B peecTpe, TeHepaIu3oBaHHas ¢oopMa BbIsiBJieHa y 82,8 %
MalKueHTOB, ra3Has ¢popma —y 16,3 %, kpaHuodapuH-
reanbHas popma —y 0,9 %.

60

Bo3pact, net / Age, years
Puc. 1. Je6rom muacmenuu y ncenujun ¢ KpacHooapckom Kpae 6 pasHuix
603DACMHBIX 2PYNNAX

Fig. 1. Onset of myasthenia gravis in women of different age groups in the
Krasnodar Region
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Fig. 2. Onset of myasthenia gravis in men of different age groups in the
Krasnodar Region
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Ta6muua 3. JJunamuka 3aboaeeaemocmu muacmenueii ¢ Kpacnooapckom kpae ¢ 2011—2016 ee.

Table 3. Dynamics of myasthenia gravis morbidity in the Krasnodar Region in 2011—2016

Population, thousands of people

JKeHIIMHb  MYXKYHMHBI eceo0 JKEeHIIMHbI
2011 2804,9 2425,1 5230,0 12
2012 2833,4 2451,1 5284,5 23
2013 2857,1 2473,1 5330,2 29
2014 2896,1 2508,2 5404,3 15
2015 2923,3 2530,0 5453,3 18
2016 2956,8 2557,0 5513,8 13

Number of patients Number of patients per 100,000
of population
MY2KYMHBI 6cezo KEHIIMHbI  MYKYMHBI 6cezo
2 14 0,43 0,08 0,27
9 32 0,8 0,37 0,61
9 38 1,02 0,36 0,71
9 24 0,52 0,36 0,44
13 31 0,62 0,51 0,57
15 28 0,51 0,52 0,51

Bcem maumeHTaM ¢ MUAacTeHUEW BBIMOJHSIA
KOMTIBIOTEPHYIO TOMOTPachuio OPraHOB TPYIHON KJIET-
KU (7151 BBISIBJIEHUSI TIATOJIOTUY BUJIOYKOBOM XKeJIe3bl).
TumoMbl 66T OOHapyxkeHbl y 36 (10,5 %) mauueH-
TOB.

3a mepuoxa paboTH KaOMHETa HEPBHO-MBIIICYHOMU
MaTOJIOTUU YMEPJIU 2 TTallUeHTa C TSIXKeJIOW TeHepaiu-
30BaHHOM (DOPMOIT MUACTEHUM C OyIbOAPHBIMU U TBI-
XaTeJbHBIMU HapyUIeHUsIMU, C TUMOMOW TUTIOB AB
u Bl.

0GcyHnenue

Ha repputopuu Poccun He mpoBOAUTCS MOHUTOPUHT
SMUAEMUOIOTUYECKUX U TIOMYJISIIIUOHHBIX ITOKa3aTenei
MMAaCTeHWH, a TaKXKe OTCYTCTBYET enuHast 0a3a JAaHHBIX
Takux TanmeHToB. UMerorcsa maHHble T0 MOCKOBCKOI
[6], JJenunrpanckoii [7], Huxeropoackoit [8], OpeH-
oyprckoii [9] u Camapckoii [ 10] o6nactsim, pecrybimkam
Bamxkoprocran [11] m Komu [12, 13], M0 KOTOPBIM MOX-
HO CYOUTh O DPACHPOCTPAHEHHOCTH 3TOU TMATOJIOTUU
Ha TEPPUTOPUHU Haiieit ctpaHsl (cM. Tabs. 1). B KpacHo-
JTAPCKOM Kpae YpOBEHb PaCIpPOCTPAHEHHOCT MUACTEHU U
coctaBusl 8,1 Ha 100 TBIC. HaceJleHUs, YTO MEHBIIE
yeM B Camapckoit 1 OpeHOyprckoit o6acTsix, Ho 00JIb-
e yeM B JleHuMHrpaackoil u MOCKOBCKOI 00JlacTsX
u pecrnyonukax Komu wm bamkoprocran. B 1980 r
M.E. KpuBonyck u A.C. MuxaneBa 3adukcupoBanu
MokKasarejib paCIpOCTPAaHEHHOCTU MUacTeHnu Ha Kyba-
HU, paBHbIii 3,1 Ha 100 ThIC. HaceneHus [14]. OToT hakT
MO3BOJISIET TOBOPUTH O YETKOUW TEHIEHIIUU yBEJIMYECHUS
pacrpoCTPaHEHHOCTHU JAHHOTO 3a00JIeBaHUS 32 MOCTE-
Hue 36 JieT B HallleM pervoHe. B Mupe 3ToT mokasaTesib
konebnetcst ot 0,5 mo 20,0 Ha 100 ThIC. HaceneHus [15].
IMpakTrueckn BO BCEX MCCIENOBAHUSIX MOCIETHUX JIET
OTMEYaeTCs TEHIEHIMS YBEJIWYEHUS PacTpOCTPaHEH-
HocTh MmuacteHuu [6—8, 10—12, 15—19]. [1o gaHHBIM
L.H. Phillips, 3ToT moOKa3aTenb MPOTPECCUBHO

yBenmawmics ¢ 3,1 go 20,0 Ha 100 TeIC. HaceIeHMS 3a T10-
cnennue 50 mer [15]. A.S. Carr u coaBT. Tosaraior,
YTO 3TO MOXET OBITh CBSI3aHO C YIyUllIEHNEM JUATHOCTH -
YECKUX BO3MOXHOCTEM, a UMEHHO C OTKPHITUEM B 1976 I.
AHTUTEN K alleTUIXOJUHOBBIM peuentopam [17]. 1o Ha-
1IeMy MHEHUIO, a TAKXe 110 MHEHUIO IPYTUX UCCIIeI0Ba-
TeJell, yBeJIMYeHUE PaACIPOCTPAHEHHOCTH MUACTEHUU
TaKXe CBSI3aHO U C YBEJIMYEHHEM TTPOJOJKUTETBHOCTH
xu3uu [6, 7, 10, 11, 15, 16].

B cpenHeMm KonIM4YeCTBO HOBBIX CiIy4aeB 3aboyieBa-
Hus muacteHueit Ha KyGanu B mepuon ¢ 2011 mo 2016 .
coctaBuiao 0,52 wa 100 TBIC. YelmOBEeK, YTO HHXKE
yeMm B CaMapckoii obmactu (cpemHsisl exxerogHast 3a00-
neBaemocTh 3a 2000—2009 rT. — 0,73 Ha 100 TBIC. YeTIO-
Bex [10]), Ho Boiie yeMm B Jlenunrpazackoii (0,29 Ha 100
ThIC. YesioBek [7]) u B Pecniyonuke bamkoproctan (0,36
Ha 100 Teic. wemoBek B rox [11]). Tak, mo maHHBIM
B.M. boeBa u coaBT., 3a00jieBa€MOCTb MMHACTEHMUEN
B OpeHOyprckoit obiactu 3a epuon ¢ 1961 mo 2002 .
Bo3pocna B 8,5 pa3za [9]. B namem nccienoBaHuU MUK
nebloTa MMAaCTeHUHM Y XXEHILIMH Ha0J10aj1csl B BO3pacTe
20—40 yeT, 9TO OTBEYaET OOIIIEMUPOBHIM TCHICHITUSIM.
HaMu ObL1 BBISIBJIEH YETKM OMMOJAJIbHBIM MaTTepH
3a00J1eBaeMOCTH y XKEeHIIUH B Tiepuonax ¢ 20 mo 40 mer
u ¢ 50 no 70 net. Tak, T. B. PomaHoBa He oTMeUaeT Takoi
3akoHoMepHocTH B Camapckoit obnactu [10]. Myxuu-
HBI e Jatie 3a001eBal0T MUACTEeHUEN B TTOKUIOM BO3-
pacrte, 4YTO TaKXe yKa3bIBaeTCs U B APYTUX MCCIEA0Ba-
HUsX. Psi aBTOpOB 0TMEYaloT, YTO B MOJIOIOM BO3pacTe
cpenu MalueHTOB MpeodaagaloT KEHIIMHB B COOTHO-
meHuu 3:1, a B MOXWIOM 3Ta pa3HUIla HUBEIUPYETCS
[7, 10, 16]. YBenuuuBaeTCst AOJISI IOXMUIBIX MALIMEHTOB.
B KpacHomapckom Kpae cpeau naluueHTOB C MUACTEHU -
eif mpeobGragano cenbckoe HaceneHue (58,7 %). 1o Ha-
1reMy MHEHUIO, 3TO CBSI3aHO C TeM, YTO YPOBEHb ypOa-
Huzaunu B KpacHogapckom Kpae HUXe, 4eM B CpeHEM
1O CTpaHe.
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1 TIOTYJISIIIMOHHBIX JaHHBIX MUacTeHNH B KpacHomapckoMm
Kpae TIO3BOJIMJIO OIPEICTIUTh YPOBEHb PacIpOCTpaHEeH-
HOCTH 1 3a00J1eBA€MOCTH 3TOM ITATOJIOTUY B HAIIEM PETH-
OHE M BBISIBUJIO COTIOCTaBMMBIC C POCCUMCKUMU 1 00IIIe-
MM POBBIMU TCHACHIINSIMU XapaKTepUCTUKU. Pe3ybrarhl,
MMOJTyYCHHBIC B XOMIE MCCIIeIOBaHUS, OYAyT CIIOCOOCTBO-
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Cunppom Jlam6-Ladhepa, o6ycnoBneHHblil paHee He ONUCaHHOI
Mymauueil B rese SO0X5

N.B. Illapkosa, E.JI. [laganu
DBETHY «Meduko-eenemuueckuii Hayunolii uenmp»; Poccus, 115478 Mockea, ya. Mockeopeuve, 1

Konmaxmoi: Unna Basenmunosgna lllapxosa sharkova-inna@rambler.ru

Ilpedcmasaenst kKaunuKo-eeHemuyeckue xapakmepucmuku 60161020 ¢ cundpomom Jlamo— llagghepa, 06ycroenenHbim 6nepsvie eviscaeH-
Holl eemeposueomroil muccenc-mymayuel c. 1I868A>C 6 sx3one 14 eena SOXS npu nposedenuu cek8eHUpOBaAHUSA IK30MA HOBO2O NOKOACHUSL.
Tlokaszano, umo 6 omauuue om panee onucanHvix 60abHbIX ¢ cuHopomom Jlamb—Illapgepa, obycroerennvim Haruuuem deneyuu é obracmu
eeHa uau ywacmia xpomocomst 12p12.1, npu muccenc-mymayuu uHmenneKmyanivHolil oepuyum u oucmop@uyeckue yepmol CMpoeHus
BbIPANICEHBL HEPE3KO U OMCYMCMBYIOM AHOMAAUU PA36UMUS OPY2UX 0P2AHO08 U CUCEM.

Karoueevte caoea: cundpom Jlamo—Illaghgepa, cexsenuposanue sx3oma Ho80eo nokonenus, een SOXS, MoHO2eHHble CUHOPOMbL, 3a0epIucKa
MOMOPHO20 U Peredoeo pa3eumusl, UHMeAleKmyanbtblii deguyum

Jlasa wumuposanus: Illlapxosa U.B., Jladaau E.JI. Cunopom Jlamo—Illaggepa, o6ycrosenennblii panee He onucanHoli mymayueii 8 eeHe
SOX5. Hepsro-muiuieuroie 6oaeznu 2018;8(1):34—7.

DOI: 10.17650/2222-8721-2018-8-1-34-37

Lamb—Shaffer syndrome, deferred outside not described by SOX5 mutation

LYV. Sharkova, E.L. Dadali
Research Center of Medical Genetics; 1 Moskvorech’e St., Moscow 115478, Russia

Clinical and genetic characteristics of a patient with Lamb—Shaffer syndrome due to the newly discovered heterozygous missense mutation
p.18684A>C in the 14 exon of the SOX5 gene are presented in the next generation sequencing of exom. It is shown that, in contrast
to the previously described patients due to the presence of a deletion in the region of the gene or segment of chromosome 12p12. 1, in the pres-
ence of missense mutation, the intellectual deficit and the dysmorphic features of the structure are not pronounced sharply and there
is no anomaly in the development of other organs and systems.

Key words: Lamb—Shaffer syndrome, exome sequencing, SOX5 gene, monogenic syndromes, retardation of motor and speech development,
intellectual deficiency

For citation: Sharkova 1.V., Dadali E.L. Lamb—Shaffer syndrome, deferred outside not described by SOX5 mutation. Nervno-myshechnye

bolezni = Neuromuscular Diseases 2018;8(1):34—7.

BsepeHue

Cunnpom Jlamo—Iladpdepa (CJII) — oogun U3 pen-
KHUX MOHOT€HHBIX CHHIPOMOB, COIPOBOXKIAIOIINXCS 3a-
JIEPKKOM IICUXOMOTOPHOTO M pedeBoro pa3sutus. K ero
BO3HMKHOBEHMIO TIPUBOINUT HAJIWYME TeTePO3UTOTHBIX
MyTauuii B reHe SOX5 (OMIM: 604 975) wiu MUKpoeie-
LW, JIOKAJTM30BaHHBIX B perroHe 12p12.1. [en comepxut
18 5k30HOB [1] 1 KOomMpPyeT KOHCEpBAaTUBHBIN TPAHCKPUIT-
LMOHHBINA pakTop SOXS, KOTOPBI MPUHAMIEKUT K TPYIT-
me SOXD u yyacTByeT B CO3peBaHMU M PETYJISILINI Pa3BH-
THUSI HEPBHOM CUCTEMBI [2—4].

B camocrogTenbHyI0 Ho3omorndeckyio gopmy CJIILT
(OMIM: 616803) ObL1 BblOEJEH IOCJE TOrO,
kak A.N. Lamb u coaBt. B 2012 I. OITyOJIMKOBaJIN CTAThIO
C OIMCaHMEM KIIMHUKO-TeHEeTMYECKUX JaHHbIX 16 maiu-

€HTOB C PaCCTPOMCTBOM HEPBHOI CHCTEMBbI, XapaKTepU3y-
FOIIMMCST YMCTBEHHOM OTCTAJIOCTHIO, 3aIePKKOM (DOpMM-
pOBaHUS pedYr, OTUCMOPGHUICCKUMU OCOOCHHOCTSIMU,
HapyIIeHNEM TOBEACHNS M PA3TNIHBIMU IPYTUMUA CHM-
MTOMaMU, BKJTIOUasi TUCGYHKIINIO IBUTATEILHOTO allra-
para, 00yCIIOBJICHHBIMU PAa3IMYHBIMU ICJICIIASIMU (pa3Mep
72—466 k0) xpoMocoMbl 12p12.1, KOTOpbIE 3aXBATHIBAIOT
reH SOX5 miu e1lie HECKOJIBKO CMeXHBIX TeHOB [5]. K Ha-
CTOSIIIEMY BpeMEeHM ONUCaHbI 22 MyTtauuu B TeHe SOXS,
20 M3 KOTOPHIX SIBIISTIOTCS TPOTSKEHHBIMU W BHYTPUTCH-
HBIMU JEJICIIUSIMU.

MEI pencTaBisieM KIIMHIKO-TEHETHYECKYIO XapaKTe-
puctuky O6onbpHoro c¢ CJIII, oOyclOBIEHHBIM paHee
HE OIMMCAHHO TeTepO3UTOTHOM MIUCCEHC-MYyTaIel B re-
He SOX5.
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Mamepuanb! U Memofbl

Hesponornueckuii oCMOTp IIPOBOAIIN IO CTAHAAPT-
HOU METOOUKE.

JHK BbIIEASIIN TaKKe 110 CTAaHJAPTHOM METOIMKE.
CekBeHHpPOBAaHME 3K30Ma HOBOTO ITOKOJIEHUS BBHI-
nonHsaan Ha tuiatdopMe IlluminaNextSeq 500 ¢ mpu-
MeHeHueM MeTona TapretHoro obOorameHuss JHK
TruSightOne v1.1 co cpefHUM TMOKPBITUEM He MeHee
70—100x. CekBeHHUpOBaHME 9K30Ma ITPOBOAMIIM Ha CEK-
BeHaTtope IlluminaNextSeq 500, Bxmrouaromem 4800
T€HOB, MYTallMd B KOTOPBIX OTBETCTBEHHBI 32 BO3HUK-
HOBEHHME W3BECTHBIX 3a00JeBaHUII W CHHIPOMOB.
O1eHKY TaTOTeHHOCTU BBISIBICHHBIX HYKJICOTUIHBIX
3aMEH OCYIIECTBJISIJIM COTJacHO pPEeKOMEHIAIIUSIM
American College of Medical Genetics (ACMG) u mtoz-
TBEpKIaIN MPSIMBIM aBTOMAaTHUYECKUM CEKBEHHPOBa-
HueMm no CaHrepy ¢ ucnoib3oBannem JHK 6ombHOTO
M €r0 POIUTEICH.

Peaynbmambl u ux o6cyaeHue

[lox HammMm HaOMIOOEHWEM HAaXOMMJICSI MabuuK A.
5 net ¢ xajobamMu poauTesiei Ha 3alepXXKy Habopa 1cu-
XOMOTOPHBIX HAaBBIKOB, OTCYTCTBME pPEUM, TPYTHOCTHU
KOHIICHTPAIIY BHUMAHUSI, TUTIEPAKTUBHOCTD, PACTOPMO-
JKEHHOCTb, TPYAHOCTU KOHTAKTa C OKPYXaloIMMU, TBU-
raTeJIbHYI0 HEJIOBKOCTh, O€CIIOKOMHEBINM COH, 3JICMEHTBI
arpeccuu Ipyu HEeBBITIOJIHEHUHU ITPOChO pedeHKa M HETo-
HUMaHUM ero. Ta30Bble GYHKIIUM He KOHTPOJIUPYET, Ha-
BBIKH CaMOOOCTYKMBaHUS He CDOPMUPOBAHEL.

M3 aHaMHe3a N3BECTHO, YTO peOCHOK POXKIECH OT MO-
JIOOBIX U 3I0POBBIX pomutesieil. bepeMeHHOCTh mepBasd,
ImpoTeKaia Ha poHe aHeMUH JIETKOI cTerieHn. Pompr mmep-
BBIC, cpouHble (Ha 39-i1 Hemene), cTpeMUTEIbHBIE (5 9),
C MICTTIOJIb30BaHUEM ITPUEMOB BhIIaBIMBaHM. [1pu poxme-
HUU HAOJII0IaI0Ch IBOMHOE OOBUTHE ITYIIOBUHBI BOKPYT
e, Macca tesa 3540 1, poct 53 ¢M, olLieHKa Mo IIKaje
Arrap 8/9 6amnoB. Ipyns B3s1 Bsuto. BeimmcaH momoit
0e3 3amepxeK. Ha 1-m rogy xxmn3Hu oTMeudanach BbIpaXKeH-
Hasl MBIIIEYHAs] TUTIOTOHUS C B3JIEMEHTaMU JTUCTOHUM,
COITPOBOXKIABIIASICS 3aIePKKOI TEMITOB Habopa MOTOP-
HBIX HABBIKOB. PeOEHOK ceJl 1 TIOIT0JI3 TTOCIE IIPOBEICHMS
Kypca Maccaxa B 1 ron 1 Mecsiil. XoOuT CaMOCTOSITE/IbHO
¢ 1 roma 6 mecsueB. YacTo mamas, HabIIOAAIaCh BBIPAXKEH-
Hast MOTOpHAsT HEJIOBKOCTh. B 1 Tom TOBOPMII HECKOIBKO
CJIOB c oOpallleHueM K Mame, rnarie, opaty. [lopoku pa3Bu-
THSI OPTAHOB M CHCTeM He BEIIBiIeHBI. Ciyx B HopMe. Cy-
JIOPOT ¥ 0OMOPOKOB He OTMeYaIoch. OMHAKO TIPU ITPOBE-
IEHUW  BEJIOIPrOMETpUM  OOHApYKEHBI  penKue
stienTrdopMHbIe TdGY3HBIE OMIaTepaTbHO-aCHUH-
XpOHHBIC U HU3KO CHHXPOHU3UPOBAHHBIC PETYJISIPHBIC
pa3psiIbl KOMITIEKCOB IMMK—TIOIMITNK—MeJICHHAST BOJTHA
mmTenbHOCThIO 1,0—1,5 ¢ ¢ aCMHXpPOHHBIM Ha4ajoM
yaime B JICBOM ITOJYIIAPUU C aKIIECHTOM B 3aIHEI00HO-
LIEHTPaJIbHO-BUCOYHOM 0bj1acTtu. [1o 3TOMy TTOBOIYy MO-
JIydaeT 10 HACTOSIIee BpeMsl CYKCHJCIT B BO3PACTHOM
IO3UPOBKE.

I1pu ocmoTtpe: cozHaHue pebeHKa SICHOEe, OH BO30Y-
M, HEYCUIYNB, TUTICPAKTUBEH 1 pacTopMoxeH. CiroBec-
HBII 1 3pUTEIbHBI KOHTAKT 3aTpymaHeH. CI0B 1 0003Ha-
yeHuii HeT. IlpeanoxeHHble TIPOCHOBI pPeOEHOK
BBITIOJTHSIET BELIOOPOYHO ITOC/IE HEOTHOKPATHBIX IIOBTOPE-
HUIA MaTepblo. YKazaTebHblil xkecT cchopmupoBaH. Ha-
OMromaeTcsl JIeTKass acMMMETpHUS JIMIIA: TJIa3Has IIejb
cJeBa YyTh YK€ IPaBOi, IIEPUOAMIECKN PACXOISIIeecs
KOCOTJIa3ue M cJ1a00CTh KOHBEPIeHIINH cieBa. OTMevaeT-
cs JIeTKasl C1aboCTh JIUIIEBOM MYCKYIaTypel. PoT mpuot-
KpbIT. CTIOHOTEYeHMS HeT. TOHYC MBIIIIIT YMEPEHHO Tr(d-
¢y3HO cHmkeH. Crma Mpl B HopMe. CyXoXUIbHBIE
pedIeKCchl OXXKMBJICHEI, C pacInpeHHBIX 30H. [laTomorm-
YeCKUX 3HaKOB HeT. HapyliieHns KoopnrmHAIIMK ¥ IyBCT-
BUTEJILHOCTU He BBISIBJIeHO. OcaHka Bsutasi. CTOIIHI TIIO-
CKO-BajibIycHBIe. HabmomatoTcst mucMophrdecKe 9epTh:
BBICOKMI J100, IMMPOKasl BOABJICHHAS IepPeHOCUIIA, Ya-
CTUYHBIN 3MUKAHT, OyJIb00BUIHBIN HOC, TTPUOTKPBITHIN
POT, TOHKasI BEpXHSISI Ty0a, TUTIEPTPUXO03 JIOOHOM 00J1acTH
¥ CIIMHEI (puc. 1), apaxHOMAKTUIINS MTAIBIIEB CTOII, KJIH-
HopakTuaus V nanbua crorl, moasepHytoie 11 u 111 manbub
cror (puc. 2).

IIpu mpoBemeHNM CEKBEHMPOBAHMUS SK30Ma y Ta-
OVeHTa BBHISIBJICHA paHee HE ONHWCaHHAs MyTallus
c. 1868A>C B sk30He 14 reHa SOX5 B reTepo3UTrOTHOM
COCTOSTHWMH, TIPUBOSIIAS K 3aMeHe TUPO3WHA Ha LINCTEHH
B nojioxenuu 623 (p. Tyr623Cys). Hanuuue naHHO# My-
Tallid Yy MpoOaHIa M OTCYTCTBHE €€ Yy ero POmUTesIei
IIpY TIPOBEACHUM CeKBeHUpOBaHUS 110 CaHTepy, a TaKKe
OTCYTCTBHE €€ B KOHTPOJIBHBIX BEIOOpKax 1000 reHOMOB,
Exome Sequencing Project mnm EXAC u ee MecTtopacro-
JIOXEHHE B TeHe, IPUBOIAIIEee K aMAHOKMCIOTHOM 3aMEHE
B ¢ynkumnoHansHoM JIHK-cBsi3bIBawolieM caiite Oeika
(cornmacio pmanHbBIM UniProt), cBumeTeabcTBOBAIMN

Puc. 1. Brewnruii 6ud 60avHoe0 ¢ cunopomom Jlamo—Ilaggepa. Ommeua-
romes ducmopghuueckue Hepmol: 8bICOKULL 100, WUPOKAs 80a6AeHHAs nepe-
HOCcuUa, Yacmu4Holil SNUKAHM, OYAb008UOHBLH HOC, NPUOMKDbIMbLE POM,
MOHKas 8epXHAA 2y0a, eunepmpuxo3 100HoI obracmu

Fig. 1. General appearance of a patient with the Lamb—Shaffer syndrome.
Dysmorphic features are present: high forehead, wide dented nose bridge,
partial epicanthic fold, bulbous nose, half-opened mouth, thin upper lip,
hypertrichosis of the forehead
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Puc. 2. Ocobenrnocmu cmpoenus cmon (Oucmopguueckue uepmet): apaxHo-
dakmuausi naavyes cmon, Kaunooakmuaus V naavya cmon, noogepHymole
11 u 111 nanvybt cmon

Fig. 2. Feet morphology features (dysmorphic features): arachnodactyly of the
toes, clinodactyly of the toe V, tucked toes Il and 111

B TOJIb3Yy €€ TaTOreHHOCTH W BO3HUKHOBEHUS de novo
B €IMHCTBEHHOM MOJIOBOM KJIETKE OJTHOTO U3 POIUTEIICH.

AHaNIN3 JaHHBIX TUTEPATYPHI MOKA3aJ, YTO SIAPO KITU-
Hndeckux npusHakoB CJIII cocTaBmsioT: 3amepkKa paH-
Hero MoTopHoro pa3suTus (100 %), KOTHUTUBHbBIE Hapy-
LIEHUS U 3aaepxKa hopmupoBanust peun (91 %), msrkue
aucMopduueckue yepthbl ctpoeHust (73 %). Taxke y 60J1b-
HBIX C 3TUM CUHIPOMOM JOCTATOYHO YaCTO BCTPEYAIOTCS
KU(DOCKOINO03 M TUIEPJIOpA03 TO3BOHOUHUKA (64 %),
MoBeJIeHUeCKre paccTpoiicTsa (55 %) v MbIlIeYHas TUITO-
ToHUS (45 %). Hanuuuve snunenTuyecKux mapokcru3MoB
omnmcaHo B 18 % ciyyaes CJIL. AHOMamuu Apyrux opra-
HOB B BHJE arcHe3WM IMOYeK, CTeHO3a MOYETOUHMKOB,
aTpoUU 3pUTEIBHOTO HEpBa, JIAPMHTOTPAXeOMaJISIIIUH,
paciierieHus] TO3BOHKOB, HEJOCTAaTOYHOCTH MUTPab-
HOTO KJIallaHa, CKEJIETHBIX aHOMAaJMii OMMCAHBI JINIIb
y €IMHUYHBIX O0JIBHBIX [4, 6—8].

J1o vcronb30BaHMsI CEKBEHUPOBAHUSI HOBOTO TIOKO-
JIeHWSI B KJIMHUYECKOHN MpPaKTUKEe B JUTEepaType ObLIn
OIMMCaHBI OKOJIO ABYX AecsTKOB 0ompHBIX ¢ CJIII, 00y-
CJIOBJICHHBIM HAJIMYUEM Pa3JIMYHBIX 1O MPOTKEHHOCTU
JieJIelinii, 3aXBaThIBAIOLINX BECh Te€H WA €T0 4acTh [4—6].
K HacrosiiieMy BpeMeHM B TUTEpaType UMEIOTCS OTHca-
HUSI TAIIB 3 OOJIBHBIX ¢ HOHCEHC-MYTAaMsIMHU B reHe SOX5.
VY 1 u3 Hux, geBymku 17 xet, ¢ myraumeit c. 1021G>T
(p. G341X) ToMUMO HEPEe3KO BBIPaXKEHHBIX TUCMOP(DU-
YEeCKHX YePT M MHTEJUIEKTYaIbHOTO JedulinTa (ypoBeHb
IQ 50) BbigBAEeHB KUGMOCKOTMO3, TOSICHUYHBIN

TUTIEPJIOPI03, HEAOCTATOYHOCTh MUTPATTLHOTO KJIallaHa,
6;1ehapoIITO3 M HEIPOTpecCUpyroIas aTpodus AUCKOB
3pUTEJIbHbIX HEPBOB [7]. ¥ apyroii 601bHOM XEHIIUHbI
¢ mytaumeit ¢. 13C>T (p. Arg5X) Hapsimy ¢ HEpe3KO BbI-
paXXeHHBIM CHIDKEHMEM MHTEJUIEKTa OTMEYATCh TeHepa-
JIN30BAHHBIE XOPENYECKME U NUCTOHNYECKUE TUTIEPKUHE-
3bI, BOBHUKIINE B Bo3pacTe mocie 40 net. Ee ceia 27 e,
YHACJIEIOBABIIWI BBINIE YKA3aHHYIO MYTallMIO, WMeN
TOJIBKO TIOBEIEHYECKNE aHOMAIUM (B BUIE COI[MATBHOM
Je3ananTaiuy, MapaHOUJATbHOTO MBIIIUIEHUS, arpecCum
K CBEPCTHUKAM) C MOAPOCTKOBOTO Bo3pacTa 0e3 SIBHOTO
ngedunyta uHTEIeKTa [9].

B noctynHoi1 tuTepaType HaM He BCTPETUIIOCH OTTH-
canme 6onpHbIX ¢ CJIII, 00ycIOBIEHHBIM MUCCEHC-MY-
TanuaMu B rede SOX5.

TakuM o0Opa3oMm, UCHOJIB30BAHUE B KIMHUYECKOU
MPaKTUKE COBPEMEHHBIX MOJIEKYISIPHO-TEHETUYECKUX
METOIIOB 00CJIeIOBAHMST OOTBHBIX TTO3BOJIMIIO 3HAYNTEb-
HO TIOBBICUTH 3((PeKTUBHOCTh TMATHOCTUKYU PEAKUX Te-
HETUYECKNX CUHIPOMOB, COMTPOBOKIAIOIINXCS 33ePXKKOM
TICUXOMOTOPHOTO DPAa3BUTHSI U HEPE3KO BhIPAKEHHBIMU
IrcMOpGUISCKUIMU YepTaMu CTpoeHMsT. OMHUM U3 TAKUX
CUHIPOMOB, PaHee He M3BECTHBIM IITMPOKOMY KPYTY TTpaK-
TUKyIomux Bpadeit, cauraetrcss CJIII. M3-3a oTcyTcTBUS
TUTTMYHBIX KTHHIYECKUX TTPOSIBIIEHN I CUHAPOMA W HAJIN -
YUsI CTEPTHIX HEBPOJOTMYECKUX CHUMITOMOB OH 4YacTO
OCTaeTcsl HeMarHocTUpoBaHHBIM. C y4eTOM TOTO, YTO Be-
aymmM kiinHnaeckuM cummtomom CJI Ha mepBoM romy
XXKU3HU sBisieTcsl auddy3Hasi MblliedHass TUTIOTOHUS,
COTTPOBOXKIAIOIIASICS 33ePKKOM TEMITOB MOTOPHOTO pa3-
BUTHSI, TP HOPMAJTBHBIX 3HAYEHUSIX YPOBHST aKTUBHOCTH
KpeaTnH(hOCHOKMHA3EI B CHIBOPOTKE KPOBHU, PSII aBTOPOB
PEKOMEHIYIOT y IeTell paHHETO BO3pacTa ¢ MpU3HAKAMU
HEOHATaJIbHOM TMIIOTOHUM HESICHOM 3THMOJIOTMU ITPOBO-
JUTh ANATHOCTUKY 3TOro cuHapoma. [TockobKy K HacTo-
SIIeMy BpeMEeHU TTOKa3aHO, YTO OCHOBHBIM THUTIOM MyTa-
it B reHe SOX5, OTBETCTBEHHOM 3a BO3HUKHOBEHME
CJIL, sBistfoTCsI ACNeMH Pa3IMIHON MPOTSKEeHHOCTH,
TEePBBIM TUATHOCTUYECKUM METOIOM MOJIKEH CIYXUTh
CTaHAAPTHBIA XPOMOCOMHBII MUKPOMATPUYHBIMA aHAIU3.
IMpu oTCyTCTBUM MUKpPOAENELUIl MCCIETOBAHNUE MOXET
OBITH TIPOJOJKEHO M HAIPABJIEHO HA CEKBEHUPOBAHUE
ak3oma. C yuyeToM 3HAUYUTETHHOUN MPOTSKEHHOCTH TeHa,
cocTosero u3 18 sK30HOB, a TaKKe OTCYTCTBUS BBICO-
Kocrnienudrdecknx KamHndeckux mnposienenuit CJII,
HaJIeXXHO OTJIMYAIOININX €r0 MPU KIMHUIECKOM OCMOTpE
OT JPYTYIX MOHOT€HHBIX CHHIIPOMOB, COTTPOBOXKIAIOIIIUXCS
3aIEPKKON MOTOPHOTO PAa3BUTUSI M UHTEJUIEKTYATbHBIM
JedUIMTOM, TPOBOANTH aHATTU3 MYTAllMii B OMHOM TeHE
SOXS5 Henenmecoobpas3Ho.
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B omeuecmeenHoll Heepono2uy WUPOKoe pacnpocmpaHerue NOAYHULU MeNCOYHAPOOHbLe WKAAbL U ONPOCHUKU. Barudayus — npuopumem-
Has npoyedypa, Heobxo0uMas nepeod npUMeHeHUueM maKoeo pooa OUAZHOCMUHECKUX UHCMPYMEHMO8  PYCCKOA3bIMHOU nonyiayuu. B na-
cmosuwell cmamove onucana paboma no easudayuu bocmonckoeo onpocHuka no oyeHke Kapnaivho2o MyHHeAbHo2o curdpoma (Boston
Carpal Tunnel Questionnaire, BCTQ), npednaznauenno20 045 UCHOAb306AHUA Y NAUUEHMOE C 8blUleYKa3aHHbIM 3ab0resanuem. [Ipumene-
Hue 8arudupOBAHHOL PYCCKOAZBIMHOLU GepCUU NO360AUM 006EKMUBHO OUEHUMb 8bIPANCCHHOCHb KAUHUYECKUX NPOAGACHUI KAPNAAbHO20
MYHHEAbHO20 CUHOPOMA (CUHOPOMA 3ANSACMHO20 KAHAAA) U OMCAeOUMb OUHAMUKY COCMOsHUA hayuenma. [Ipedcmaenenst He moavko
opuyuanvhas eepcus BCTQ, pekomendosannas 045 npumenenus 6 Poccuu, Ho u OanHble, NOKA3a8uiUe GbiCOKYHO 4YECMEUMENbHOCHb U
HAO0eIHCHOCHb IM020 UHCIMPYMEHMA KAUHUHECKOU OUEHKU KAPNAAbHO20 MYHHEAbHO20 CUHOPOMA.

Kmouesble cioBa: saiudayus, onpocrux, bocmoHcKuii onpocHuk no oueHke KapnaabHo20 MyHHeAbHO20 CUHOPOMA, KAPNAAbHbII MYHHEeNb-
Hblll CUHOPOM, CUHOPOM 3aNACMHO20 KAHAAA
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Validation of the Boston Carpal Tunnel Questionnaire in Russia

D.G. Yusupova', N.A. Suponeva’, A.A. Zimin', A.B. Zaytsev’, N.V. Belova’, A.O. Chechotkin’, A.O. Gushcha’,
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International scales and questionnaires have become widespread in Russian neurology. Validation is a procedure of top priority necessary
before applying this kind of diagnostic instrument in Russian-speaking population. In this article, validation of the Boston Carpal Tunnel
Questionnaire (BCTQ) intended for patients with this disease is described. Use of validated Russian version would allow to objectively
evaluate severity of clinical manifestations of carpal tunnel syndrome and follow patient dynamics. We present the official BCTQ version
recommended for use in Russia, as well as data that showed high sensitivity and reliability of this instrument for clinical evaluation of carpal
tunnel syndrome.

Key words: validation, questionnaire, Boston Carpal Tunnel Questionnaire, carpal tunnel syndrome
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Bsepexue

JwnarHocThKa 1 JIeUeHUE HEBPOJOTMIECKUX 3a00J1e-
BaHWI1 COBepIICHCTBYIOTCSI. OMHAKO M CETOMHS BO3HMKA-
IOT TPYAHOCTH B OLICHKE TaKUX CYOBEKTUBHBIX CHMIITO-
MOB, KaK 00JTb, OHEMEHHUE WU XKeHHUE, UX BRIPAXKEHHOCTH
W 9aCTOTHI ITPOSIBIICHUS.

Kapmanbnsriii TyaHebHBIN cuHIpoM (KTC) xapakre-
pU3YeTCS ABUTATSIFHBIMKA W IyBCTBUTEIBHBIMI HapyIIlle-
HUSMU B KUCTU U SIBJIICTCSI CaMOM PacIpOCTpaHEHHOMU
B mupe (150 Ha 100 TBIC. HacelleHUsI) KOMIIPECCUOHHOM
Heviponatueit [1-3]. Ilo poccuiickuM U 3apyOeKHBIM
JaHHBbIM, B 18—25 % cny4aeB TyHHE/IbHOI HelponaTUu
CPEeIMHHOTO HepBa B KapIaJbHOM KaHaJIle pa3BHUBACTCS
HeliponaTuaeckasi 60Jib, KOTOpast XapaKTepr3yeTcs ITOJI0-
XKUTEeIBbHBIMA (CITOHTaHHASI 00JIb, aJUIOAWHUS, TUTICPaI-
re3usi, OTU3eCTEe3UM, IapecTe3ni) M OTPUIATEeIbHBIMU
(rurecTe3us, TUMAITE3UsT) CUMIITOMAMU B 30HE YyYBCTBH-
TeJIbHO WHHEpPBAllMM CpeAMHHOTO HepBa [4—7].
I[Ipn >TOM WHCTpYMEHTaJIbHBIE METONBI OLICHKUA OO0
HE TO3BOJISIOT BBISIBUTH CTPOTO CHEHM(MUIHBIX M3MEHE-
HUIA, HO MOTYT OBITb MOJIC3HBIMU B U3YYCHUM €€ MEXaHW3-
MOB U BJIVSIHUS JIEKapCTBEeHHBIX ITpernapatoB [8]. Takum
o0pa3om, Ijisi 00BEKTUBU3ALMU TaKUX XKalo0, Kak 00Jb
1 OHEMEHNE, aKTyaJbHO MCITOJIb30BaHME IITKAJI M OTIPOC-
HUKOB.

s manmeHToB ¢ TUChYHKIMEH BEPXHUX KOHEUHO-
cTel M HeMpOITaTHIeCKOM 00JTbI0 pa3paboTaHO MHOXKECT-
BO ornpocHUKOB [9]. OmHako Hamboziee creUMOUIHBIM
st nuarHoctuku KTC gaBnsgeTcs bocToHCKMIT OTTpOCHUK
(Boston Carpal Tunnel Questionnaire, BCTQ) [10].
OnpocHUK OBUT pa3paboTaH Ijisl CTaHIAPTU3ALHNU pe-
synbsratoB oocienoBanus npu KTC D.W. Levine u coaBT.
DTO MOTPeOOBATIOCH B CBSI3M C TEM, UTO PE3YJIBTaThl XUPYP-
TMYECKOTO JICYCHUsI MAIlMEHTOB aHAJIM3NUPOBAJIN C TIOMO-
B0 MHCTPYMEHTAIBHBIX METOIOB MCCIICAOBAHUSI, TOTIA
KaK caM¥ TAalMEeHTHI OBLTA 0oJiee 3aMHTEPECOBAHBI OIle-
HUTb IMHAMUKY CYOBEKTUBHBIX CHMITTOMOB ¥ U3MEHECHUI
(GYHKLMOHANTBHBIX BO3MOXHOCTEN KucTU. Ho 00Bbek-
THUBHOTO ITHAaTrHOCTMYECKOTO MHCTPYMEHTA UIST OLICHKU
W3MEHEHUI Xajiob M BhIpaXeHHOCTH cummnToMoB KTC
B TO BpeMs He CYIIeCTBOBaJIO. TakuM o0pa3oM, B 1993 .
B CIIIA 6511 co3gan BCTQ. I1pu ero pa3paboTke aBTOPHI
KOHCYJIETUPOBAJIVICH C XUPYPraMi, PeBMaTOJIOTaMM M T1a-
LIMEHTAMU, KOTOPbIE ONpPeIe/IUIN 6 KpUTHYECKUX ITYHKTOB
st KTC, a uMeHHO: 00J1b, TTapecTe3un, OHeMeHMe, Clla-
00CTh, HOUHBIE TIPOSIBIICHUSI CHMITTOMOB 1 OOIINiT (YHK-
LIMOHAJIBHBIN cTaTyc. Pe3ynbraToM mx paOOTHI CTal CIIe-
UATM3UPOBAHHBIN ONPOCHUK, COCTOSIIIAN M3 2 IIKal
(IKasl TSDKeCTH cuMIToMOB (Symptom Severity Scale,
SSS) u mKane! GyHKIMOHATBHBIX HapymeHuit (Function
Status Scale, FSS)), koTopslif 3amoiiHsIeTCS TTAIIMEHTOM
camocTosITelbHO. C ITOMOIIBIO 3TOTO ONPOCHUKA JIETKO
CUYNTATh OAJTBI, ¥ €T0 YIOOHO MCIIOJIB30BaTh I OLICHKU
PE3YIBTaTUBHOCTH TIPOBEIACHHOTO JICUCHUSA. DTO 00BSIC-
HSIeT IMMPOKYIo pactipocTpaHeHHOCT, BCTQ B KimmHMYe-
CKOU 1 MCCIIeA0BATEILCKOM IPaKTHKE.

IIlkana TSCKECTHM CHMITOMOB JTaHHOTO OIIPOCHMKA
cocTouT 13 11 BOIPOCOB ¢ HECKOJBKMMHU BapHaHTaMU
OTBETOB Ha HUX. baylTbl 3a OTBETHI BapbUPYIOTCS OT 1 10 5
B 3aBUCMMOCTH OT BBIPAXXeHHOCTH cuMITTOMa. MITOTOBEI
0aJT MO IIKaje ITOACYMTBIBACTCS ITyTeM BBIYMCICHUS
CpEIHEro 3HaYeHusl.

IIlxama (GyHKIMOHANBHBIX HApPYIICHUN BKJIIOYACT
8 myHkTOB. Bajuiel 3a OTBETHI BapbUpPYIOTCS OT 1 10 5, THe
1 — «Her 3aTpysHEHUsA», 5 — «04eHb CWIILHOE 3aTPyIHE-
HUEe». BOIpocH TOCBSIIEHBI ASHCTBUSAM, TTOBCEIHEBHO
BBITIOJTHSIEMBIM ITUPOKUM KPYTOM ITAaIlMeHTOB KaK MOJIO-
JIOTO, TaK M TIOXMJIOTO BO3pacTa. 3aIlOTHEHNE OITPOCHUKA
3aHUMaeT He 0ojiee ueM 10 MUH 1 He oOpeMeHsIeT Bpaya
¥ MTalleHTa.

CornacHO MEeXIyHApOIHOMY OITBITY ITIPH ITPOBEICHUN
HayYHBIX HMCCJICHOBAaHWIT PEKOMEHIOBAHO IIPMMEHEHHUE
BaJIMAMPOBAHHBIX IIKAJI U oNIpocHUKOB [11]. Banugamus
BCTQ yxe BbIITOJTHEHA III MHOTMX SI3BIKOB [12—17],
HO JUTSI pYCCKOTO SI3bIKa eIlle He TIPOBOAMIACE.

Ieab paboThl — co3maHNe M BaTUOAIIAS PYCCKOSI3BIU-
Hoit Bepcuut BCTQ, pekoMeHIOBaHHO TSI MCITOIb30Ba-
Hus B Poccum.

Mamepuanbl u Memopbl

Pabora cocrostiia u3 2 3TanoB: SI3BIKOBOM M KYJIBTYP-
HOI amanTayy OIpOCHUKA 1 TTOCIEAYIONIei OIICHKH €T0
TICUXOMETPUUYECKHUX CBOMCTB.

S3bIKOBasI U KyJIBTYpHAsI alalTaius OIIpOCHUKaA ObLiIa
BBITIOJTHEHA B IIEJISIX CO3MAHMS SKBUBAJICHTHOTO OPUTHHA-
JIy THCTPYMEHTA Ha PYCCKOM SI3BIKE C YIETOM 3THOJIMHT -
BUCTUYECKNX oOcoOeHHocTei momynsanuu [18]. Opuru-
HaJbHBIC BEpPCHU OBUIM TIEPEeBENCHBI C AHTJIMICKOTO
SI3BIKA IBYMSI MEIUIIMTHCKUMU TIePeBOIINKAMI HE3aBUCH -
MO IpyT oT ApyTa. I[ToaydeHHBIE TTOCTIe TIepeBOIa BapuaH-
THl OBLIM IIPOAHAIM3WPOBAHBI M COBMEIICHBI B OJMH.
IMepBasg mpomexXyTouHasT PYCCKOSI3bIYHAS BEpCHsl ObLIa
HCITIOJIB30BaHa JIJIsI 00paTHOTO MepeBoa (C pyCCKOTO S3bI-
Ka Ha aHTJIMIACKWIA) TSI HOCUTENSI aHTJIMICKOTO sI3BbIKa
¢ IpoPMILHBRIM MEINIIMHCKIM 00pa3oBaHreM. Bee mmomy-
YeHHBIC BEPCUM OBUIM PACCMOTPEHBI SKCTIICPTHOI KOMMC-
cHeil, B KOTOPYIO BXOIWIN MEIUIIMHCKUN IEPEBOTUNK-
JIMTHTBYUCT, HE MPUHUMABIINI paHee YIaCTHsI B TIEPEBOJIE
OITPOCHMKA, HEBPOJIOTH, HEHPODUINOIOTH N HEUPOXU-
pypr (puc. 1).

O1eHKa ICUXOMETPUISCKUX CBOMCTB (HAIeKHOCTb,
BaJIMTHOCTb, YYBCTBUTEJIBHOCTH) OBLIA BBIITOJHEHA
Ha BeIOOpKe 13 84 manueHToB ¢ KTC. B ananuse npu-
HSUTY y9acTHe MalleHTHI ¢ TMTOATBEPXKISHHBIM I10 TaH-
HBIM 3JIEKTpOHeHpoMuoTrpadum U yIbTPa3ByKOBOTO
nccienoBanus nanonatnaeckuM KTC, Bo3pacT yyact-
HUKOB He ObUI orpaHmdueH. Kpurepmm MCKIIOUCHUS:
TpaBMaTtuueckass mnpupoma KTC, monmHeipomaTus
JIFO00TO0 TeHe3a, HAIN4YKe ITPOTUBOTIOKA3aH! TSI BI-
TMOJTHEHUSI 2JICKTPOHEeHpOMUOTPpaPUIECKOTO MCCIIESIO-
BaHUS (HapylIeHWE LEIOCTHOCTHA KOXHBIX ITOKPOBOB,
HaJn4re MCUXUIEeCKOT0 3a00JIeBaHMS C TOBBIIIICHHOM
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Puc. 1. Areopumm nposedenus a3vik060i u KysvmypHoi adanmayuu [ 18]

Fig. 1. Algorithm of cross-lingual and cultural adaptation [ 18]

HEpPBHOI BO30YIMMOCTBIO), OTKA3 IMallMeHTa OT UCClie-
TOBaHMUS.

BceM mmanmeHTaM B IJIAaHOBOM ITOPSIKE ObLTA BBITION -
HEeHa SHIOCKOITMYECcKasl JEKOMIIPECCHS CPEINHHOTO HEP-
Ba. OcmoTtp ¢ orenkoit mo BCTQ u DASH (the Disabilities
of the Arm, Shoulder and Hand Outcome Measure; opu-
IMaJIbHOE Ha3BaHME BEPCUU Ha PYCCKOM SI3BIKe: «Borpoc-
HUK DASH HecrnocoOHOCTel BepXHMX KOHEYHOCTE»)
OCYIIECTBIISUICS TIEpel OTIePaTUBHBIM JICUCHHEM M Yepe3
2 HeJI TT0CJIE HETO.

HanexnocTh KakK XapaKTepHMCTHKAa HWHCTPYMEHTa
OLICHKHU, B JAHHOM CJIyJae OIPOCHUKA, — 3TO YCTOMUYM-
BOCTb K ommokaM nusMmepenus [18]. B Hamem ncciaegona-
HUU Cpedy MTapaMeTPOB HAIEXKHOCTH aHAJIU3UPOBAIINCH
BHYTPEHHSISI COTJIACOBAHHOCTb M BOCIIPOM3BOIMMOCTb.
BHyTpeHHSISI COrTacOBaHHOCTh OTpaXkaeT CTeIIeHb B3aM-
HO# KOppeJsIINU IIYHKTOB OIPOCHUKA. DTOT ITapaMeTp
OITPEIEIISIIN TI0 OOIIETIPUHATOMY KPUTEPUIO — KO3GhhH-
mueHTy anbdel KpoHOaxa, DOCTAaTOYHBIM 3HAYCHHEM
KoTOporo 0sL10 mpuHsITO 0,8. Bocmpon3BogmMoCTh IIKa-
JIBI, T. €. €€ YCTOMYMBOCTH K OIMMOKAM M3MEPEHMIA BO Bpe-
MEHHU, OLICHUBAJI METOIOM TecT-peTecT. B ocHOBe 3TOTO
METOIa JICXKHUT OICHKA CTETICHU KOPPEISILNU MEXIY
baytamMu, TIOJYIeHHBIMU TIPHW OIIPOCE OMHOTO M TOTO Xe
PECIIOHIIEHTA IBAXKIHI Yepe3 OIpeAe/ICHHBIN ITPOMEKYTOK
BpEMEHM IIPH OTCYTCTBUM M3MEHEHUIA B €T0 COCTOSTHIM [ 18].
B manHOM mccIemoBaHNY MHTEPBAJI COCTABILI 2 4.

BamuaHOCTh — CIIOCOOHOCTH IIKajBl OIIEHWBATH
WUMEHHO TO CBOMCTBO, IJISI M3YYeHUSI KOTOPOTO OHa
OplTa co3maHa. MBI OHEHUBAIU COAEPXKATEIBHYIO
n kputeprnaabHylo BanugHocTh BCTQ. ComepkaTesib-
HYIO BAJIMIHOCTD, OTPAXXaIONIyIo, HACKOJBKO OIMPOCHUK
B 1I€JIOM M KaXXIbI U3 eTO KOMIIOHEHTOB OXBATHIBAIOT
3aJI0KEHHBIC B HEM XapaKTePUCTUKH, aHAJTN3UPOBaIN
IIyTeM 3KCIepTHOI olleHKH. KpuTepruanrbHyI0 Baaum-
HocTh BCTQ olleHMBaIM MO KOPPEIAILUH €TI0 Pe3yb-
TaTOB C MAaHHBIMH, ITOJIYYCHHBIMH II0 OIIPOCHUKY
DASH. TIlocnmemHuii ObIT BBIOpAaH B KayecTBe

BHCIIHETO KPUTEPUS, ITOCKOJIbKY MMEEeT JOKa3aHHBIN
BBICOKUI YPOBEHDb IICUXOMETPHIECKUX CBOMCTB. DTOT
OIIPOCHUK, cocTosAIni 13 30 IyHKTOB 1 3aIIOJTHSIE MBI
CaMHUM PECIIOHIEHTOM, ITO3BOJISIET OLICHUTH Hapylle-
HUe (GYHKOUN BEepPXHUX KOHEYHOCTEH W OTCICAUTH
N3MEHEeHUS 3TUX QYHKIINN ¢ TeYeHUEeM BpeMeHu. Pyc-
CcKOS3bIYHAs Bepcusd onpocHuka DASH 6blita moaro-
toBieHa Davit O. Abrahamyan u Gevorg Yaghjyan
W pa3MellleHa Ha OQUIIMAIbHOM MEXIyHapOIHOM
caiite (http://www.dash.iwh.on.ca/sites/dash/pub-
lic /translations/ DASH_Russian.pdf).

YyBCTBUTEIBHOCTh — XapaKTePHCTUKA IIKAJIbI, OTpa-
KaoIass W3MEHEHHUSI COCTOSIHUS TAllMeHTa B TEUYCHHUE
OTHOCHUTEILHO JUTMTEIIBHOTO TIepHoa BpeMeH!, PaBHOTO,
KaK IpaBWJIO, TIPOIODKUTEIBHOCTY JIedeHNsA. B manHOM
WCCIIEIOBAHNH IIJIST OLICHKH YYBCTBUTEIIBHOCTH OIPOCHM -
Ka OBIIM COTIOCTABJICHBI Pe3yIbTaThl 1-ro 00cIe0BaHUS
MaIMeHTOB, IIPOBOIMBIIETOCS IIPU MX OOPAIICHUH B KJIH-
HUKY, ¥ 2-TO — CIIYCTSI 2 Hell IoCJIe TUTAHOBOM SHIOCKO-
MUYECKONM IEeKOMIIPECCUU CPEAMHHOIO HepBa. TaKuM
0o0pa3oM, MHTepBAI MeXay 1-M u 2-M 00Caen0oBaHUSIMU
cocTtaBui 1 mec.

WccnepoBanue 66110 0qo6peHo JIoKalbHBIM 3TUYE-
cknM komutetoM PTBHY «Hay4yHelii IeHTp HEBPOJIOTU»
(potokon Ne1-2/16 ot 27.01.2016). Bce ucnbityembie
TOAIIHMCAIN TOOPOBOJIBHOE MH(MOPMUPOBAHHOE COTJIACHE
Ha y4acTHe B UCCIICAOBAHNN.

CraTucTHuecKdid aHajam3 naHHbIX. OmpeneieHue
o0beMa pemnpe3eHTAaTUBHOM BBIOOPKHU ITPOBOIMIOCH
B COOTBETCTBUM C OOMICTIPUHSITHIMUA PEKOMEHIAIIMSI-
mu [19]. O6beM BBIOOPKH (1 = 87) OBLIT HOCTATOYHBIM
MIPpH TOMMYIIEHUHN OTKJIOHEHUS BEIOOPOYHOTO CpeIHe-
ro OT TeopeTuuecku MctTuHHOro Ha 0,14 Gannma. Ba-
JIUOHOCTh OIIPEHSNISUIA C ITOMOIIBI0 Ko duimneHTa
koppensuun Ilupcona wmexny oueHnkamum BCTQ
n DASH, mockoJibKy paccMaTpuBaeMble JaHHbIE NMe-
JI1 HOpMaJIbHOE paclipedesicHue. Pe3ynbTaTsl, moiy-
YeHHBIC TIPU MMOBTOPHOM OOCJIeTOBAaHUY MAIlMeHTOB,
HE COOTBETCTBOBAJIM HOPMAJIbHOMY pacIIpeeIcHHUIO,
MOATOMY IJIS OLIEHKH YYBCTBUTEIBHOCTHU PE3YIbTaTOB
o mkane BCTQ ucmonb30Banim HenmapaMeTpUIECKHUIA
W-kputepuii Bunkokcona. Bo Bcex ciayuasix mpoBep-
KM TUIIOTE3 3HAYMMBIM YPOBHEM pa3JINMINUA CUNTATICS
p <0,05.

CTaTHCTUYECKYI0 00pabOTKYy MAaHHBIX IPOBOIMIN
¢ ucrnoiab3oBaHueM nporpaMmbl IBM SPSS Statistics 22.

Pe3ynbmambl

Pa3pa6oTKa NTOroBoii pycCKOSI3bIMHOM BEPCHH. YTBEPK-
JIeHHAst KOMUCCHEH BEPCHSI OIPOCHMKA TIPOIILIA IMIOTHOE
TECTUPOBaHNE Ha HEOOJIBIIION BEIOOPKE YIACTHUKOB, TTOC-
JIe 9ero OBbUI TIPOBEACH NeIICHTCPUHT.

HelleHTepUHT — BHECEHUE M3MEHEHUI B OIPOCHUK
1o pe3yiabraTaM nHTepBblonpoBaHus [18]. [ToagrorosneHa
dunanpHasg pycckos3praHas Bepcust BCTQ, koropast mpu-
BOIUTCS HILXE.
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BOCTOHCKH OITPOCHUK ITO OLIEHKE KAPIIAJTbHOI'O TYHHEJBHOTO CUHAPOMA
(BOSTON CARPAL TUNNEL QUESTIONNAIRE, BCTQ)
IIkana Tsokectu cuMmmToMoB (Symptom Severity Scale, SSS)

C.J'[CLLYIOH.[I/IC BOITPOCHI KaCarOTCA CUMIITOMOB, KOTOPBIC BbI UCITBITBIBAJIN B paA3HOC BPEMA CYTOK B TCUCHUE IMOCJIC -

HUX 2 Heq (BBIOepUTE OMMH OTBET Ha KaXKIBIi BOIIPOC)

Hackoabko CHJIbHYIO 00J1b BBI HCTIIBITBIBAETE 110 HOYAM

B pPyKe WM 3ansicThe?

1. Hounto MeHSI He 0eCTIOKOUT OOJIb B pyKe /3aIIsICThe
2. Jlerkas 60J1b

3. YMepeHHas 00J1b

4. CunbHas 00Jb

5. OueHb cvIbHASI OOJTb

Kak gacto 3a mociennne 2 Hea BBl MPOCHINAINCH

u3-3a 00JM B pyKe /3amsicTbe?

1. Hukornma
2.1pa3
3.2—-3pa3za
4.4-5pa3

5. bonee 5 pa3

Becnokout s Bac 00b1MHO 00JIb B PyKe/3ansACThe B Te-

yeHue aua?

1. IlnemM oHa MeHSI HE OECITIOKOUT

2. B reuenne nHg MeHAa OECITOKOUT Jierkast 00JIb

3. B TeueHre 1HI MeHsI 6ECTTIOKOUT YMepeHHas 00J1b
4. B TeyeHue qHSI MeHs O€CITOKOUT CUIbHas 00JIb

5. B TeueHue qHs MeHs1 0€CITIOKOMT OYeHb CUJIbHAS 00J1b

Kak vacto B Teyenme qHs Bac Gecmokout 00Jb B py-

Ke/3anscTbe?

1. Hukorma

2. 1-2 pa3a B I1eHb

3. 3—5 pa3 B AeHb

4. boinee 5 pa3 B neHb

5. boab 6ecroKOUT MEeHSI IOCTOSIHHO

Kak 10.r0 B cpeHeM IMTCS 30U3011 00 aHEM?

1. [Ilnem 601b MeHSI HE OECTTIOKOUT

2. Menee 10 MmuH

3. 10—60 mun

4. bonee 60 MuH

5. bosib 6eCrIOKOUT MEHSI TIOCTOSIHHO B TEYEHHME BCErO

3. Ectp yMepeHHOE YYBCTBO OHEMEHUsI/CHIDKCHUE

YYBCTBUTCJIbHOCTHU

4. EcTb BbIPpA>KCHHOC YYBCTBO OHCMCHI/IH/CHI/I)K@HI/IC

YYBCTBUTCJIBbHOCTHU

5. EcTb 04eHb BbIPa>KCHHOC YYyBCTBO OHCMCHI/IH/CHI/I—

2KE€HUE YYBCTBUTCIbHOCTHU

Ectb Jm y Bac c;1abocThb B pyKe /3ansacTbe?

1. Her

2. EcTb nerkas ci1abocth

3. Ectb yMepeHHas ¢1aboCcTh

4. meeTcs BeIpakeHHasI cJIaboCTh

5. VIMeeTcst CylleCTBEHHOE CHIDKEHHE CHIIBI B PY-

Ke/3aIsICThe

EcTb 1 B pyKe /3anscTbe YyBCTBO MOKAJIBIBAHUSA?
1. Her

2. JIerkoe moxajbIBaHIE

3. YMepeHHOe TTOKaJIbIBaHNE

4. BeipaxkeHHOE TTOKAJIBIBAaHUE

5. O4eHb CUJIBHOE TTOKAJIbIBAHNE

Hackoybko CHIIBHO BBIPAKEHO OHeMeHHe (MoTepsi YyB-

CTBI/ITeJ'IBHOCTH) WM YYBCTBO NNOKAJIBIBAHMA B TCUCHHUEC HOUH?

1. Y MeHsT HET OHEMEHUS Y TTOKAJIBIBAHUS 110 HOYAM.
2. Jlerkoe

3. YMepeHHOe

4. CunbHOe

5. OueHb CHJIbHOE

CKoJIbKO pa3 3a mocjienHue 2 HeA Bbl MPOCHINAINCH

OT OHEMeHUs1 /M YYBCTBA NMOKAJIBIBAHNS B PyKe /3anscTbe?

1. Hukorna

2. 1pa3
3.2—3 pa3a
4.4-5pa3

5. bonee 5 pa3

TOM 8

TTHST HcnbiThiBaeTe 11 BbI TPYAHOCTH NPH B3STHA U UCTIOJIb-
30BaHNH MEJIKHMX Bemeil (K04, kapanaam)?

1. Her

2. UcipiThIBalO JIETKOE 3aTpyIHEHNE

EcTb 11 y Bac 4yBCTBO OHeMeHUS (CHIKEHUE YyBCTBH-
TEJbHOCTH) B pyKe?

1. Her
2. EcTb eTKOE 4yBCTBO OHEMEHMST / CHIDKEHIE TyBCT-

BUTCJIbHOCTU

3. McrpIThIBalO yMepeHHBIC TPYIHOCTH
4. NcripIThIBAIO OOJIBIINE TPYTHOCTH
5. McnbIThIBalO O4Y€Hb OOJIbIINE TPYAHOCTU

41
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HepBHo-mblweykbie OJIE3HH

Opueunanvhble uccaedosanus

Ikana pynkumonansueix Hapymenuii (Function Status Scale, FSS)

bBboiau au 'y eac 3ampyonenus npu 6binOAHEHUU HUXNCENepeuUCIeHHbIX Oelicmeuil u3-3a npooaem ¢ KUCMAMU PYK UAU 3a-
nacmesamu 6 meuerue nocrednux 2 wed? Iloxcanyiicma, ob6eedume 6 Kaxcdoii cmpoke 00HO HUCAO0, KOMOpoe 0003Ha4aem
8auLy cnocooHOCmb ocyuecmennms deticmaue.

. YmepenHoe CuibHoe
eiicTBue Her 3aTpynHenust Jlerkoe 3aTpyiHenue OueHb CHIBHOE
3aTpyIHeHHe 3aTpyIHeHHe
IMucemo 1 2 3 4 5
3acreruBaHue | ) 3 4 5
TYTOBULL Ha OfIeXe
Ynep:xuBaHUe KHUTU 1 ) 3 4 5
TIPY YTCHUU
VnepxuBaHue | ) 3 4 5
TpyOKu TenedoHa
OTKpbIBaHUE | ) 3 4 5
OyTBLIKHU
Pa6ora o nomy 1 2 3 4 5
TlepeHoc cymok | ) 3 4 5
¢ IPOLYKTaMU
Kynanue | ) 3 4 5
U HaJleBaHUE OIEK/IbI

IToncyer 6ammoB. Cymma 6autoB B mKajiax SSS u FSS paccunTsiBaeTcst He3aBUCUMO, OaJIJTBI M3 2 IITKAJI HE CYMMU-
pytorcst. CymMma 6a/UI0B B KaXIOM 1IKaJIe pacCUMThIBAETCS KaK cpefaHee apudMeThdecKoe 6aIoB 10 KaXXI0MY ITYHKTY

mKaisl (ot 1 10 5).
IIpumep:

IlIkana SSS. Cymma 6autoB 16. Cymma/KonuuecTBo MyHKToB: 16/11 = 1,5.
IlIkana FSS. Cymma 6amioB 14. Cymma,/Komm4ecTBO MyHKTOB: 14/8 = 1,8.

OneHKa NCHXOMETPUYECKNX CBOWCTB PYCCKOS3bIYHOIA
Bepcan BCTQ. I1pn orieHKe HamesKHOCTH 3HaYCHHE KO3(-
¢uumenTa anbdpul Kponbaxa cocrasuio 0,83, yro moka-
3BIBACT JOCTATOYHO BHICOKUI YPOBEHb BHYTPEHHE cOTIa-
cosanHoctu BCTQ. Ilpouenypa mociienoBaTeIbHOTO
yIAJCHMST KaXIOoTo ITyHKTa IITKaIbl TOKA3bIBaeT, KaK Me-
HsTach OBl olleHKa Koa(dduimenTta anbdul Kponbaxa,
eca OBl pe3yJabTaT MO KaXXIOMY ITYHKTY IT00YEepPeIHO
HUCKITIOYAJICS M3 OOIIero aHaiIm3a. DTa Ipolleaypa TakKe
MPOJEMOHCTPUPOBAJIA BLICOKYIO OMHOPOIHOCTb MYHKTOB
LIKaJbl, MOCKOJBKY 0O0Ilee 3HaueHue Ko3agduilueHTa
anbdbe KpoHbaxa MeHSIIOCh HE3HAYMTEIIBHO.

[Tpu onieHKe peTecToBOI HamEeXHOCTU KO3 PUIIMEeHT
koppessiun [Tupcona cocrasun 1 (p <0,001), aTo roBo-
pUT 00 OYE€Hb CUJIBbHOM JIMHEHHON B3aMMOCBSI3U MEXIY
IMepeMEeHHBIMH. DTO O3HAYaeT, YTO II0 IIPOIICCTBUU
KOHTPOJIbHOTO MHTepBana BpemeHM (120 MUH) OLIEHKU
CIIeIMANINCTa HEe W3MEHIUINCH, T.€. pacCMaTpUBacMBIA
BCTQ sBasieTcst ”THCTPYMEHTOM, YCTOMUYMBBIM K OIIINO-
KaM, CBSI3aHHBIMHM ¢ (PaKTOpOM BpEeMEHMU.

Conep:kaTeTbHYyI0 BAJIMIHOCTD OIICHUBAIN ITyTEM 3KC-
MepTHOM OIleHKU. Kaxkmplii ITyHKT OIMPOCHUKA COOTBETCT-
BYET 3aJI0;KCHHOMY B HETO COIepKaTeTbHOMY KOMITOHECHTY.

KpurepranbHy0 BaTUIHOCTh UCCIIEIOBAIN C TTIOMO-
IIBI0 KOPPEIIIMOHHOTO aHalM3a W, B CUJIY TOTO,

YTO pacIpeaesiecHue paccMaTpUBaeMbIX 3HAYCHUM COOT-
BETCTBOBAJIO HOPMAJIBHOMY, KOPPESIINIO PACCUUTHIBAIIN
o metomy ITmpcona. 15T 3TOTO COIMOCTABIISIN OILICHKMH,
nonydeHHble o BCTQ m DASH. Pacuernl moxaszanm,
YTO KakK JIO JICYCHHUS, TaK 1 IOCJIe HETO B3aUMOCBSI3b MEX-
Iy paccMaTpUBaeMbIMU OIIPOCHUKAMM 00JIafaeT CpeaHei
cuioit (r= 0,505 (p <0,01), = 0,519 (p <0,001) coorBet-
CTBEHHO) U, CJIEMIOBATEIbHO, JOCTATOIHEIN YPOBEHD KPH-
TepraIbHOM BaMaHocTy ormpocHrKa BCTQ moarepxma-
ercs.

JpyruM olleHUBaeMBIM IICUXOMETPUIECKIM TT0Ka3a-
tesieM BCTQ gBnsiachk 4yBCTBUTENBHOCTD. JIs aHanmn3a
9TOTO TIOKa3aTensl OblIa chOopMyIMpoBaHa THITOTE3a
0 TOM, UTO B pe3yJIbTaTe JICYCHNSI COCTOSTHIE TTAlIIEHTOB
VIIyYIIIOCH M, COOTBETCTBEHHO, YMEHBITUIIOCH KOJTYe-
ctBO 0ayuioB 1Mo BCTQ (pasznuuus B OlleHKaX CYMTAINCH
nocToBepHBIMHU TIpH p <0,05).

ITockonbKy pacnpenencHre aHAIU3UPYeMbIX 3HAYe-
HUI He COOTBETCTBOBAJIO HOPMAJTEHOMY, JIJIST CTATUCTIYC-
CKOI ITPOBEPKH JOCTOBEPHOCTHU BEHIIIICYITOMSIHYTOM TUIIO-
Te3bI ObLT UCTIOIB30BaH HeTllapaMeTprIecKuii W-KpuTepuin
Buikokcona. Ero pacueTsl mokasaiu 3HAYUTEIBHYIO JO-
croBepHOCTD pazmmanii (p <0,0001), 9TO TOBOPUT O BBICO-
kot wyBcTBUTe IbHOCT BCTQ M monTBepxmaeT ero cro-
COOHOCTD BBHISIBIISITh OObEKTUBHBIC M3MEHEHMS COCTOSTHUS
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Puc. 2. Junamuxa cumnmomos Kapnaibho2o MyHHeAbHO20 CUHOPOMA 00 Ae-
ueHus u nocae Heeo, oyerennas ho bocmonckomy onpochuxy

Fig. 2. Dynamics of carpal tunnel syndrome symptoms before and after
treatment per the Boston Questionnaire

nauneHToB ¢ KTC. Innamuka cumntomoB KTC o jreue-
HUS ¥ TTocie Hero, olleHeHHas mo BCTQ u orpaxkaromas
€ro YyBCTBUTEIBHOCTD, MIPeICcTaBlieHa Ha puc. 2.

06cyxneHue

CoBpeMeHHBIH Bpad TOJDKEH 00J1aIaTh IMMPOKHM CITeK-
TPOM AMAarHOCTUYECKUX MHCTPYMEHTOB, YIOOHbBIX IS UC-
TTOTB30BaHUS KaK B KIIMHUYIECKOM, TAK U B UCCIICIOBATE b~
cKoit mpakTuke. B ciydae paboThl cO CTOMKMM OOJIeBBIM

CHHIPOMOM H/WJIN HapyIICHUSIMU YyBCTBUTEILHOCTH Ha-
JMare OOBEKTUBHOTO MHCTPYMEHTA OLEHKU JTWMHAMWUKU
COCTOSIHUSI TTAIlMeHTa IIPHo0peTaeT 0COOYI0 IIEHHOCTD.

BCTQ no3BonseT onpenenTh 3(PPEeKTUBHOCTb XU~
PYPTMUYECKOTO BMEIIATeIbCTBA KaK HEMPOXUPYPTY U HEB-
poJIOTY, TaK M caMoMy marreHTy. OTIpOCHUK OPUEHTUPO-
BaH Ha TalMeHTa, 3(PpOeKTMBEeH B OIIEHKE ITMHAMHWKU
BBEIPAXKCHHOCTH TaKMX CUMIITOMOB, KaK 00JIb 1 OHEMEHHE,
a TaKKe B OTCIICKMBAaHUM M3MEHEHU I (DYHKIIMOHAIHLHOTO
cratyca Kuctu. OCHOBHBIM IpeIHa3HAYCHUEM 3TOTO MH-
CTPYMEHTA SIBJISIETCST OIICHKA COCTOSIHMS MaIleHTa C yCTa-
HOBJIeHHBIM nuarHo3oM KTC B nuHaMuKe 111 OOBEKTH-
BU3aIlMM CEHCOPHBIX M (DYHKIMOHAJIBHBIX HApPYIICHUIA,
BBI3BAHHBIX TAHHBIM 3200JIeBaHUEM.

[Tpu BEITIOTHEHNHY TIPOLICAYPHI BATUIALIMN HAMU ObI-
0 ycraHoByieHo, uTo BCTQ o06mamaeT A0OCTaTOYHBIM
YPOBHEM BHYTPEHHEH COIJIACOBAHHOCTU W SIBJISCTCS
YCTOMYMBBIM K KOJICOAHUSIM, CBSI3aHHBIM C (haKTOPOM
BpeMeHU. Taxoke ObUT TOKa3aH JOCTAaTOYHO BBICOKUIA yPO-
BEeHb BaJIMIHOCTH OIPOCHMKA KaK IO JICUeHUs, TaK 1 T0-
cie Hero. YyBCTBUTEIBHOCTh OIPOCHUKA, OTpasKaroIIast
CITOCOOHOCTH OIICHMBATh 3((PEKTUBHOCTD JICUCHUS, COOT-
BETCTBYET BEICOKOMY YPOBHIO.
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[lpedcmasaen cayuaii noOmeepicoeHH020 MONCKYAAPHO-eeHemuueckumu memooamu mpancmupemurnosoeo (1TTP) amunoudosza ¢ no3onum
Hauanom ¢ pedkoii mymauueii Phe53Leu y scenujunol 62 1em ¢ npoepeccupyoweil 2eHeparu308aHHOL CeHCOMOMOPHOUL Hellponamueil, CUH-
OpoMOM CYX020 24a3a U pma, Gbicmpoli HeoGesCHUMOL nomepeil Maccel mead. AHaN0eUMHAsS Mymayus 8biseaeHa y ee 300p06020 cvina 34 nem
u He obHapyxcena y douepu 42 nem. Hecmomps na omcymemeue amunouoa npu oxkpacke Koumeo kpacuwim 6 panee uccae0o8aHHux ouon-
Mamax UKPOHONCHO20 Hepaa U CAKOHHOI Jcenesvl, nocmaeaer duaeno3 TTP amunoudosa. Conocmasnenue 0CHOBHbIX NPUSHAKOS U CUMNIO-
MO8 C 00WenpUHAMbIMU <KPACHLIMU pracamu» 045 hayuenmog ¢ TTP amunroudozom nokasaio coomeemcmeue KAUHUYECKOU KAPMUHbL
HacaedcmeeHHOMY 3a001e6aHUI0, HECMOMPS HA omcymcmaue deno3umos amurouda. Q6cyrcoaromes npuUHsl HeOOCMAamo4HoU OUaeHo-
CIU4ecKOll HACMOPOJICEHHOCU.

Karoueevte caosa: amunoudos, mpancmupemunoguiii amusoudo3, Phe53Leu, buoncus nepsa, cundpom cyxoeo enasza, CeHCOMOMOpPHAs Hell-
ponamusi
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Misdiagnosed case of transthyretin amyloidosis in a fully investigated patient
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The DNA analysis revealed a transthyretin amyloidosis with a rare Phe53Leu mutation in a woman of 62 y.o. with the late onset
progressive generalized axonal sensomotor neuropathy, dry eye syndrome, and an episode of severe unintentionally weight loss.
The same mutation was found in her healthy 34 y.0. son, but not in a 42 y.o. daughter. The Congo red staining were negative in nerve
and salivar gland biopsies samples. The reassessment of the transthyretin amyloidosis “red flags” showed that the patient fulfilled
the criteria of the disease and the absence of amyloid deposition was not the ground to reject the hereditary cause of the condition.
The reasons of the misdiagnosis are discussed.

Key words: amyloidosis, transthyretin amyloidosis, Phe53Leu, nerve biopsy, dry eye syndrome, sensomotor neuropathy

For citation: Naumova E.S., Nikitin S.S., Adyan T.A. et al. Misdiagnosed case of TTR amyloidosis in a fully investigated patient. Nervno-
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Beenenue

TpaunctuperunoBeiii (TTP) amuionmo3 — onmHa
13 HEMHOTHUX TepeIUTapHbIX OOJIEe3Hel, UMEIOIINX MaTo-
TreHeTHYecKylo Tepanuio. [laTonorust Haciemyercs 1o ay-
TOCOMHO-JIOMUHAHTHOMY THITY, YTO OTIPEIETISIET OOJBIITYIO
pOJIb CEMEITHOTO aHaMHe3a B TTOCTAHOBKe AnarHo3a. B 3a-
BUCUMOCTHU OT BBISIBJIEHHbIX MyTalliii B reHe T'TR Bbiae-
JISTIOT TIPEUMYIIIECTBEHHO HEBPOJOTUIECKUI, Kapauaib-
HBI ¥ CMeIIaHHBIN (DeHOTHUIIBI 00J1e3HM [1].

deHoTUNIMYECKAs TeTepOTeHHOCTh 3abosieBaHus [2],
Jaxke y MOHO3UTOTHBIX OJTM3HELIOB |3, 4], mo3mHee Havaao
CUMNTOMOB, OTCYTCTBUE CEMEHOTO aHaMHe3a YacTo 3a-
JIEP>KMBAIOT MTOCTAHOBKY MTPABWJIBHOTO TUATHO3a Ha TOMIBL;
HEpeIKO TMAlMEeHT ITUTeIbHO HAOTI0ONAeTCsI C HEBEPHBIM
IuarHosoM [5, 6]. Ha mpumepe uccienoBaHus UTAJTbsIH-
CKO1 TOTTYJISIIINY YaCTOTa OITMOOYHBIX AUATHO30B COCTa-
BuIa 0K010 32 % co cpelHeil 3amepXKOi MOCTAHOBKU
BEPHOTO TMAarHO3a OT MOMEHTA TOSIBIIEHUSI TIEPBBIX CUMII-
ToMOB 110 4 JieT [7]. B 2016 1. chopMyiMpoBaHbl OCHOBHEIE
MpU3HAKK (TaK Ha3bIBaeMbIe «KpacHbIe (hiarm») 00Ie3HU,
HaJTMYMe KOTOPHIX IOMOTAET COKPATUThH BPEMST TTIOCTAHOB-
KU TIPaBUJILHOTO AMarHo3a [8].

IIpencraBneHo kaMHuyeckoe HabmoneHue TTP amu-
JIOU03a C HEBPOJIOTUYECKUM (DEHOTHUTIOM.

Iess uccenoBanusi — MPOSICHUTD TPUYUHBI 33EPXKKA
TMOCTAaHOBKM MATHO3a y KOMIUIEKCHO 0OCJIemOBaHHOM
MAIMEHTKH.

Rnunuyeckoe onucaxue

Hayuenmrxa Y., 62 nem, cuumana cebs 300p0o6oi
0o 59 aem (puc. 1), geaa akmuenublii u cnopmueHbslii 00pa3
acusnu. B 2014 e. enepgovie ommemuna caabocms 6 cmonax —
Hayana cnomvikamucs u hadame. B mevenue 2 nem carabocme
8 H02aX HeYKAOHHO Hapacmana, NO8UAUCL AMPOPDUU MbluLY
CMON, NPUCOeOUHUAUCH HEAOBKOCHb 8 KUCMAX U YY8CMBU-
mebHble HapyuleHUusl N0 NOAUHEEPUMUMECKOMY MUNY 8 HO2aX,
NOABUAACH CYXOCMb CAU3UCMOL 000A04KU 2Ad3 U pmad.
B 2016 2. 6e3 6udumbix npuvun ommeueHsi pe3Koe CHUNCeHUe
Mmaccol mena Ha 15 ke 6 meuenue 4 mec, npoepeccuposanue
cumnmomos noaureiiponamuu. Ilayuenmra o6credosana
8 643U C no0o3peHUeM HA OHKOAO2UHecKoe 3abonegaHue,
Komopoe He 6b110 noomeepicdero. M3-3a nasuuus cyxocmu
cAU3UCMBbIX 000104eK OCMOMPEHA PeBMAmOoN020M, GblNOAHE-
Ha buoncus CArOHHOIL Jcenesbl, 8 pe3ylbmame 4eeo UCKAoYe-
Hbl cucmeMmHble 3a601e6aHUsl COeOUHUMENbHOU MKAHU, BKAI0-
yas cundpom lleepena.

Ilpu anexkmpomuoepaghuueckom (IMI) uccredosanuu
nepugepuueckux Hepeog 6blsGAeHA CeHCOMOMOPHAs aKco-
HaAbHAs HEUPONAamusl ¢ nPeumMyuecmeeHHslM NOPAXNCeHUeM
Hoe. Tloayuennbie OanHbie ObLAU pacyeHeHbl KaK amunu4Hblil
eapuanm OU3UMMYHHOU Helponamuu, u 8 meyenue 2 nem
nocae008amenbHO nPoBOCUAUCH AedeHUe 2AH0KOKOPMUKOCme-
poudamu 8 doze 1 me/ke maccel meaa, naasmagepes u Kypc
pemykcumaba 6e3 aghgpexma.

Omcymcmeue OmKAUKAa Ha 8ce NONbIMKU 1e4eHUs NOCAY -
JHCUNO OCHOBAHUEM O0asi OUONCUU UKPOHONICHO20 Hepea

Puc. 1. ITayuenmka 4., 59 nem, xcanob nem
Fig. 1. Female patient Ch., 59 years old, no complaints

¢ nouckom cneyuguueckux usmenenuil. Pezyromamor 6uon-
CUU 8bIABUAU NPOAUDEPAYUI0 WIBAHHOBCKUX KAEMOK 0e3 cee-
MeHmapHoll demuesunu3ayuu, ¢ OmpuyamensbHoli 0Kpackoi
Koneo kpachbvim.

B nosabpe 2017 . nayuenmka o6pamunace 8 KAUHUKY
0151 NOAYYEeHUsl IKCHEPMHO20 3aKAOUEHUS.

Ilpu ocmompe: camocmosmensvrHo He nepedgueaemcs,
6sablil napes 6 pykax 6 3 6aanra no wxare MRC (Medical
Research Council), naeeus ¢ cmonax;, ampogus molully Hoe
u pyk (puc. 2). Habarodaemcs crhudcenue 601e80i u mak-
MUABHOU 4Y8CMBUMEALHOCIU 8 KOHEYHOCHSAX NO NOAUHEBDU-
muueckomy muny. Cyxodcuabhvle pegaekcol ¢ pyK U Hoe
omcymcmayrom. Cyxocms cAU3UCMbIX 000404eK 21a3, pma
u koxcu. Macca mena 46 ke.

Ilo dauneim cmumynsyuonnoii BMI nodmeepicdero
Haau4ue paHee BblsIBACHHOI CEHCOPHOU U MOMOPHOU AKCcO-
HAaAbHOU Helponamuu Hepeos PyK, ¢ Mblill, CHON U 201eHU
momopnuix omeemog Hem. [Ipu IMT ueonvuamoim anexmpo-
00M 8 MbLULUAX PYK U HO2 OMMeYeH MeKYWUil 0eHep8alUOHHO-
PEUHHePBALUOHHbLI NPOYECC ¢ NepecmpoliKol NOMEHUUAN08
deuzamenbhbiX eOUHUY, O HeBPUMUMECKOMY MUNY, CHOHMAH-
Hasi aKMUGHOCMb MbIUEYHbIX BOAOKOH YMepPeHHOl
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Puc. 2. layuenmka 4., 62 eoda: a — ampogus mviuy Hoe; 6 — ampoghust
Moy, pyK

Fig. 2. Female patient Ch., 62 years old: a — leg muscle atrophy; 6 — arm
muscle atrophy

BBIPANCEHHOCMU, 8 OUCMANBHBIX U NPOKCUMANHBIX MbIULYAX
PYK — HelpoMuomonu4eckue pazpsob..

B cea3u ¢ nmaauuuem npoepeccupyroujeii aKkcoHAAbHOU
CeHCOMOMOPHOIL NOAUHellponamuly, Omcymcmeuem omeema
Ha 8ce UCNOAb308AHHbIE CNOCOObI ACUEHUSL, DEe3KUM CHUNCEHU-
em Maccel mena, HecMompsi Ha OaHHble OUONCUU CAIOHHOIL
Jcenesvl U UKPOHOICHO20 Hepea, Obla npeonoaodcer OuazHo3
amMuaoudHol NoOAUHellponamuu 6 pe3yibmame Mymayuu
6 cene TTR.

JlonoanumensHoim ocHoGaHUeM 0451 NPEONOAONCEHUS HA-
auuus 'y nayuenmku TTP amunoudosa 6viau pe3yrbmamel
paree nposedeHHbIX 00cAed08aHUll, NPeOCMABACHHbIX 6 Bbl-
nucke uz cmayuonapos. B 2016 e. npu pexmopomarnockonuu
Y nayuenmKu 8bi61eH0 YMoaueHue CIeHKU NPSIMOLL KUK,
npu axoxkapdouoepaguu 06HapyliceHa KOHUeHMpU1HecKas eu-
nepmpousi 1e60e0 rcenydouka 6e3 eunepmoHu4eckoil bones3-
HU. B 3akatouenuu 6uoncuu cAloHHOU dceae3bl Oblau ONUCAHb!
HeKpO3bl Jicene3ucmoil mKanu, coesan 6vi00 0 HAAUYUU
XPOHUYECK020 cuarodeHuma.

Y nayuenmku Obin nposeden nouck mymauuii 8 ceme
TTR. B pesyassmame npsamoeco cexkgenuposanus no Caneepy
écell Kodupyioujeli nocae0o8amenbHOCMU 2eHA 8 IK30He 2
00HapysiceH panee ONUCAHHBII 8 AUMepamype namoeeHHblil
eéapuanm Phe53Leu (NM_000371.3: c. 157C>T; ycmapes-
wee nazeanue mymauyuu Phe33Leu) 6 ecemepozucomuom

CcOCMOsHUU, YMO NOOMeepouno OUacHO3 «HACAeOCmBeHHbL
TTP amunoudoz» MoaeKyAsPHO-2eHeMUYECKUMU MeMOO0aMU.
Jloub navuenmru 42 aem u coin 34 sem cuumarom ce6s
300posbiMUL, He NPedssasAsiiom Jcanob, npu ocmompe U no OaH-
Holm DMT-06caedosanus He 8bi61€HO NPUZHAKOB U CUMIIO-
M08 6one3nu. Ilpu mosexyasapHo-eenemuueckom auantuse
AHAN0RUYHAS MYyMAYUsi 0OHAPYICEHA MOABKO Y CbIHA.

06cypenue

IMo nanubIM TUTEpaTypshl, myTamus PheS3Leu B rene
TTR BcTpevaetcs penxko. BriepBbie ona onucana 8 CIIIA
B 1991 1. nByMs TpymnmamMu aBTOPOB y TMPOXHUBAIOLIETO
B CIIIA enMHCTBEHHOIO OOJILHOIO B CEMbE ITOJILCKO-JIU-
TOBCKOTO TMPOVCXOXIEHUSI C TTPEUMYIIECTBEHHO HEBPO-
JIornyeckuM ¢eHoTurioM u aedworom B 53 roga [9, 10].
B nocienyoliem omnrcaHa naluydeHTKa 65 j1eT ¢ aHaJIoruy-
HOIi MyTaIueit 6e3 ceMeitHOro aHaMHe3a. ABTOPBI 00pa-
AT BHUMaHWE, YTO y MAIMEHTKU C HEBBIPAKEHHOM
HEWponaThued U CUHAPOMOM KaprajlbHOIO KaHajla uMe-
JINCh MIPU3HAKY MSTKOUM KapIMOMMOIIATAM, ACITUTA U TIe-
pudepuueckux orekoB [l1]. Tlpexcrammsier uHTEpec,
4yTO 002 HE CBSI3AHHBIE POJICTBOM TMAIIUEHTA UMENH TT0JTh-
CKU€ KOPHU.

Mytamuss Phe53Leu obHapyXeHa y malMeHTa C Ce-
MelHbIM ciaydyaem TTP amuionnosa, poauBIIerocs
B llIBeuu, mpanen KOTOporo 6bu1 poJAOM U3 MOTPAHUYHOMN
3onbI [epmanun u JIutesl. [1pobana B 43 roma onepupoBaH
10 TIOBOJTY IBYCTOPOHHETO CUHAPOMA KapMaJbHOTO KaHa-
J1a, K 46 ToIaM y Hero pa3Buiiach TsKesast oJIMHelpona-
Tusi. [Ipr3HAKOB TOpaKeHUST XKETYAOYHO-KUIIEUHOTO
TpaKTa U cepAila Ha MOMEHT OTMCAHUS He BBISIBIIEHO [ 12].

AHanornyHass MyTalys onrcaHa y 00JIbHOTO eBpeii-
CKOTO MPOMNCXOXIeHMsI, ponuBierocs B Poccuu [13] u 2
MaIMeHTOB a3MaTCKOTO IponcxoxmeHus u3 TaitBans [14]
u Kurasg [15] ¢ Hauanom 6one3nu nocie S0 JieT u mpenmy-
IIECTBEHHO HEBPOJIIOTMYECKUMU TTPOSIBJICHUSIMU.

B Poccun, moMmuMo o6CcyKaaeMoro ciyyast, MyTalus
Phe53Leu BeIsgBIcHa eme y 1 mammeHTa 0e3 ceMeHOM
ucTopuu (IaHHBIE TTpefocTaBieHkl Jadboparopueit JJHK-
MMarHOCTUKYA MeInKO-TeHeTMYeCKOTO HayYHOTO IIEHTPa,
nHbOopMaLKs 0 KITMHUIECKON KapTUHEe Ha MOMEHT OTH-
CaHWsI Halllel TTAIUEHTKU OTCYTCTBYET).

[Mo naHHBIM TUTEPATYPHI, TALIMEHTHI C HEBPOJIOTUYE-
cknM penotuniom TTP amumonmgosa gaire Bcero HadJIrO-
JATCsl ¢ AUarHo3aMM MIMONAaTUYECKOW aKCOHaJIbHOM
TOJIMHEMPOIIATAM, XPOHUYECKOU BOCTIAJIMTEIBHOMN AeMuUe-
nuHU3MpYytonieit monuHeliponatuu (XBJIT) nnu cteHoza
CITMHHOMO3TOBOTO KaHasa [16].

IMpu3Haku ceHCOMOTOPHOU HeliponaTuu, apeduek-
cust, 6eIKOBO-KJIETOUHAST AUCCOIMALINS TIPU UCCIIEN0Ba-
HUU JINKBOpa, udMeHeHunst DM -napamerpos, xapakrep-
Hble IJIs1 AemMuenmHuzauuu, aenarotr XBJIT cambim
YacThIM OIIMOOYHbIM nuarHo3oM [17, 18]. [lpu stom
cienyeT oOpaTUTh BHUMaHUE, YTO OOHAPYXXUBAaeMble U3-
MEHEHUS B 3TUX CIIydasiXx COOTBETCTBYIOT KIMHUYECKUM
u anekrpoduznonornueckum Kpurtepusim XBTI,
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npemtoxxeHHBIM EFNS (European Federation of Neuro-
logical Societies) B 2010 1., 9To BO OIpeAeICHHOM CTeTICHU
oIpaBabIBaeT AMarHo3 [19].

B HacTosiieM Haba0AeHUM TaKke ObLI MTOCTaBJIEH
nuarHo3 XB/IIT 1 B cooTBeTCTBUM C TepareBTUYECKU-
MU pPEeKOMEHIALMSIMU IIPOBeIcHA Tepamnus (MeTHII-
IIPeIHN30JI0H, TTa3Madepes) B ameKBaTHBIX J03ax 0e3
s dekra.

Heob6xogumo OTAeIbHO PpacCMOTPETh POJib OMOIICUU
pa3IMYHBIX TKAHEH B ITOCTaHOBKe muarHo3a TTP amumo-
nnosa. Ceronua B nuardHoctuke TTP amuinonnosa 6uor-
CHM OTBOIMTCS BaxXHasl poJib. [MCTOIOrMYeCcKOe UCCIIen0-
BaHWe TKAHEH B IEJISIX BBISIBJICHMSI JCITO3UTOB aMIJION A
peKoMeHI0BaHO BceM 00JbHBIM [20]. OgHaKo 4yBCTBU-
TEJIPHOCTh JAHHOTO MeToma [IJId pa3IWJHBIX TKaHEH
He omuMHakoBa. Tak, WMCClIemoBaHUE CIIOHHOM XeJe3bl
IIpY paccMaTpUBacMO MATOJIOTUN MMEET UYYBCTBUTEIIb-
HocTb 10 75 % [21], a uccnemoBaHue GUONTATa UKPOHOX-
Horo HepBa — 80 % [22; 23], omHaKoO, IO AaHHBIM 1-TO
EBporreiickoro cormamieHus 10 TMarHOCTUKE U JICYCHHIO
mareHaToB ¢ TTP aMmIonmo3oMm, ero 4yBCTBUTEILHOCTD
koJiebercs oT 79 10 91 % [24]. Takoii pa3dbpoc rmokasarte-
JIei YyBCTBUTEILHOCTH CBSI3BIBAIOT IIPEXKIIE BCETO C OITHI-
TOM TUCTOJIOoTa [24].

OmHako BHOCIEACTBUM MOPMOJOTMUESCKHUIT aHAIN3
COCTOSTHMSI IMBAHHOBCKMX W B3HIOTEIMATBHBIX KIETOK
npu TTP ammunonmose mokasai, 4To yTpaTa HEPBHbBIX BO-
JIOKOH B CJIyJasix OOHAPYXKEHUS MU OTCYTCTBUSI BOKPYT
OTJIOXKEHUI aMWJIonIa SBJISIETCI OOBIYHON HaXOIKOU
npu TTP nHeliporratnu [25]. YacTora BeIsIBIeHUS GUOPUIIIT
aMWIOWIA MO [UTMHHUKY HepBa yBEJIMIMBACTCS I1apaj-
JIEJTHHO C TIPOTPECCUPYIOIIEH YTPaTOii HEPBHBIX TEPMIHA-
neii. BHe 3aBucuMocTu ot Bo3pacta aebrorta TTP Helipo-
MaTUM XapaKTepHa aTpodusl IIBAaHHOBCKUX KIIETOK,
0COOCHHO HEMHEIMHU3NPOBAHHBIX BOJIOKOH, KOTOPBIC
HaXOISITCSI B 00JIACTHA CKOIIJICHMST aMIUIOMIIA; OTMEYaCTCST
JIOCTOBEPHOE YBEMUCHIE YHUCIIA SIIeP KIECTOK SHIOTEIUS
¥ OKKJTIO3MPOBAHHBIX MUKPOCOCYIOB 10 CPaBHEHUIO C TT0-
JIMHEUPONATUSIMU WMHOW 3TUOJIOTUM (HAaIpuMep, aJIKo-
rojbHOM). He3aBuCHMO OT HaImams/OTCYTCTBUSI OTJIOXKE-
Huii amuiouga npu TTP HeliponmaTuu BBISIBISIETCS
HapyIIeHUe COCYINCTO-HEPBHOTO Obaphepa, YTO IIPOSIBIISI-
eTcs B yTpaTe IJIOTHOCTH KOHTaKTa M (peHeCTPaIIy MeXK-
NIy 9HIOTEINAIBHBIMUY KJIeTKaMu [25].

VY obcyxmaeMoii maieHTKY OMOIICHsI, HalpaBJIeHHasI
Ha TTIOMCK BO3MOXHOTI'O 3THOJIOTMIECKOTO (hakTopa, Ipo-
BOIMJIACH ABAXKIBI, IIPUIEM U3 pa3HBIX TKaHeil. OTCyTCT-
BUIC TIPU3HAKOB ayTOMMMYHHOTO BOCTIAJICHUS, OTJIOXKCHU A
aMmJIonIa B 00pa3liax TKaHei, BOBJICYCHHBIX B IIPOIIECC
(ciTroHHOI XeJte3bl M NKPOHOXHOTO HEPBa), OMPENCIHIIN
MHEHHE 00 OTCYTCTBMM IM3MMMYHHOIO IIpoliecca
WIN aMIJIOWTHOM HepomnaTuu, IepeBeas TMarHo3 B Ka-
TEeTOPHIO MANOIIATUYECKOM TTOJTMHeponaTu. B muarHo-
CTUYECKOM TIOMCKE He ObUT YITeH (DaKT, YTO OTCYTCTBHUE
OTJIOKEHHUI aMWIONIA He SIBJIICTCSI OCHOBAaHUEM JIJIST OT-
pULIaHUSA IMarHo3a.

TTP amunonno3 nomakeH ObITh 3aII0A03PEH MPU Ha-
JINYUM OPOrPECCUPYIOLIEN CEHCOMOTOPHOM HelpoIa-
THU B COYETAaHUM C OTHUM WJIM HECKOJIBKUMHU CICOYIO-
IMUMH TIPU3HAKAMU: OTATOIICHHBIN HaCIeICTBEHHBIN
aHaMHe3 110 HEWpPOIaTUHM, CUMIITOMBI AUCOYHKIIUU
BereTaTUBHOM HEPBHOM CHUCTEeMBI, KapauaabHas 1aTo-
Jorust, MaHUecTaus 60JIe3HN C TACTPOMHTECTUHAb-
HBIX TIPOSIBJICHU, HEOOBSICHMMAS IIOTEPsI MacChI TeJa,
IBYCTOPOHHUI CHHIPOM KapIlaIbHOIO KaHaja, IoJyey-
Hasl HEIOCTAaTOYHOCTh, IOMYTHEHHE CTEKJIOBUIHOTO
Tesa riasa [8, 20, 26].

CremyeT IMMOM4epKHYTh, YTO TUC(HYHKIINS BETeTaTUBHOM
HEepBHOM CHCTEMBI HE OTpaHMYMBACTCS OPTOCTATUICCKOM
TMIIOTEH3MEH, a BKIIIOYAeT IMMPOKUI CIIEKTP CUMITTOMOB,
KaXKIbIi M3 KOTOPBIX MOXET OBITh MMHCTBEHHBIM MM Be-
IYIIMM IpU3HAKOM, TpeOytoimuM uckiaodeHus TTP amu-
Jonmo3a. OlieHKa BereTaTUBHOTO CTaTyca IalleHTa ¢ HesiC-
HOU ITOIMHENPOITaTrell MOJDKHA BKIIIOUATh MCCIICIOBAHIC
3PaYKOBBIX peaKIyii, (GPYHKIIMY CITFOHHBIX, CJIC3HBIX JKeJIe3,
TTOTOOTICICHNSI W IUIOXYIO IePEHOCHMOCTh ITOBBIIICHUS
TeMIIepaTyphl OKPYKAIOIIIE CPeIbl, TaCTPOMHTECTUHAIBHEIC
HapyIeHUs (TOITHOTA, PBOTa, OBICTPOE HACHIIICHUE TIPU
ITOTPEOICHNY TTUIITN, OO B XKUBOTE, YepeIOBaHIE 3aII0POB
1 IUapen), HapyIIeHs MOYEUCITYCKaHSI B BUIE YIaIlleHUST
U CUHApPOMA OCTaToO4HOi Moun [27—29]. B Toi1 nunm nHoit
CTETICHU BCE TIePeUNCICHHBIC BEeTeTaTUBHBIC HAPYIIICHMUS,
110 ITaHHBIM TIPEACTABICHHBIX BBHIIIMCOK W3 CTAllMOHapa
1 aMOYJTaTOPHOM KapTHI, Ha pa3HBIX 3TaIlax OOJIe3HM IIPH-
CYTCTBOBAJIM Y ONIMCHIBAEMOI OOJIBHOIA.

Y My>k4rH 0c000€ BHIMaHHE CJICAYeT YACIISITh BOIIPO-
caM, CBSI3aHHBIM C HapyIIeHUEeM 3PEKIINHN U ISKYJISIIIAN,
KaK paHHUM BeTeTaTUBHBIM IIPOSIBJICHMSIM.

B pe3ynbrare MHOTOYMCICHHBIX MCCICIOBAHWN Y Ha-
1€} MaleHTKU OOHAPYKEeHbI KOHLIEHTpUYECKas TUTIep-
Tpodus JIeBOrO Xelymouka W HEOOBSICHUMAST ITOTEpSI
MacchI Tenna 10 15 xr (puc. 3).

HecMoTpst Ha moJrydeHHBIE TTOATBEPXKIECHUS TIPEIIO-
naraemoro nuarHo3a TTP amuiionno3a, Mbl COWIN LIEIECO-
00pa3HBIM O0pPATUTHCA 3a TIOJIYYECHHEM eIlle OTHOTO He-
3aBUCHMOTO 3aKJIIOUCHUS OTHOCUTEIBHO OTCYTCTBHS
JIETIO3UTOB aMIJIOMIA B OMOIITaTe MKPOHOKHOTO HEPBA IIPH
TTOATBEPXKACHHOM MOPGOIOTMIECKIM MCCIICIOBAHNEM TT0-
paXkeHWU HEePBHBIX BOJIOKOH. [Ipm MOIMOMHUTEIEHOM HC-
cJemIoBaHMM OMoONTaTa B CTeHKE cocyna (puc. 4) 1 coenm-
HUTEJTbHOM TKAaH! OOHAPYXEHBI OTJIOXKEHMST aMUAJIONIA.

Cpenu TIpWYMH OTCYTCTBHUS OTJIOXCHUNM aMWIOHWIA
B 00CYXITaeMOM cCIIydae, KaK 1 B IPYTUX ONMMCAHMSIX [24],
B IIEPBYIO OUYepenb oopalnacT Ha ce0sT BHUMaHUE COOJTI0-
JIeHe METOONIECKUX TPeOOBaHMIA IIPY BEITTOJTHEHH MOP-
(domormueckoro mnccaemoBanms. KpoMe Toro, Kak ckazaHo
BBIIIIC, YYBCTBUTEILHOCTh JAHHOTO METOA IS pa3jInd-
HBIX TKaHel HeognHakoBa [21—23]. Takum obpa3om, oT-
CYTCTBHE aMITOMIA TIPY TUCTOJIOTUIECKOM MCCIICIOBAHII
BBIOpAaHHOI TKaHU HE SBJISIETCS PEIKOCTBIO M HE MOXKET
OBITh OCHOBaHMEM JJ1s1 oTpuliaHus auarHo3a TTP amuio-
MI03a, 0COOCHHO B COMHUTEIBbHBIX CUTYAITHSIX.
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HepBHo-Mblweynbie BONTE3HU
Neuromuscular DISEASES

Kaunuueckuii pazoop

lporpeccupyioLLias XpoHuYecKkas ceHCOMOTOpHasA
nonuHeiiponarus / Progressive chronic motor sensory
polyneurapathy

i _M/ wn / and/or
e . _L=I_ -

BeretatvsHas Heitponatua / Autonomic neuropathy
Oproctatinyeckas runoten3na (o6mopok) / Orthostatic
hypotension (syncope)

IpeKTUNbHaA auchyHKkuma / Erectile dysfunction
3anopbl/anapesn / Constipation/diarrhea
Tunoruapos/Hypohydrosis
Hapywenua moyencnyckanua / Abnormal urination

KapnanbHblii TYHHenbHbIi CMHAPOM (04HO-/ABYCTOPOHHMA) /
Carpal tunnel syndrome (one-/two-sided)

Pe3uctentHaa XBAN / Resistant CIDP
HMCH / HMSN
HacnencTBeHHble CeHCOPHO-BErETaTUBHbIE NOAMHEponaTU
[ Hereditary sensory and autonomic polyneuropathies
0TcyTCTBUE MOHOKTIOHANbHOI ramMmanatn / Absence of
monoclonal gammopathy

CemeiiHblii aHamHes / Family medical history

HeobbAcHMOE CHIXKeHUe Macchl Tena /
Unintentional weight loss

[uneptpodua muokapaa, kapauomuonatusa /
Myocardial hypertrophy, cardiomyopathy
Hapywenua putma u npoogumoctin / Rhythm and
conduction disorders

TlopaeHue noueK, NeyeHu u Apyrux opraHos /
Kidney, liver and other organ damage

Nopaxeus rmas / £ye disorders
TlomyTHeHWe CTEKNOBYUAHOTO Tena, CHIXKeHe
ocTpoTbl 3penua / Vitreous haze, decreased vision

acuity

Puc. 3. Cumnmomot, npucymcmesyrowue y nayuenmxu 4., Hacmopaxcugarouue 8 0mnouleHuyu mparcmupemurogol Hetiponamuu. XBJAII — xponuueckas
gocnaaumenvhas demuesurusupyrouwas noauretiponamus; HMCH — nacaedcmeennas MOmMopHO-CEHCOPHAS Helponamus

Fig. 3. Symptoms present in the female patient Ch. allowing to suspect transthyretin neuropathy. CIDP — chronic inflammatory demyelinating polyneuropathy;

HMSN — hereditary motor sensory neuropathy

Puc. 4. Omaoxcenue amunouda é cmenke cocyoa, okpauueaemozo Koweo
kpacHom (< 200)

Fig. 4. Accumulation of amyloid in the vessel wall stained with Congo red
(%x200)

B nocnenHee Bpemst 1151 BBISIBIIEHUSI U3MEHEHUIA TIepu-
eprIecKIX HEpBOB Y MALIMEHTOB, cTpanatonmx T TP Helipo-
TaTuei, a Takke y 6eCCUMITOMHBIX HOCUTENEH TIPeIOKeH
BBICOKOYYBCTBUTEJIBHBIN METOI, KOJTMYECTBEHHON MAarHUTHO-
pe3oHaHcHoIT Hetiporpaduu [30]. O6cyknaeTcst ICMoNb30Ba-
HME pPe3yJIETaTOB MarHWTHO-PE30HAHCHON Heiporpadun
B KauecTBe OMoMapKepa I paHHETO OOHAPYKEHUST TIOBPE-
xneHust iepudepudeckux HepBoB rpu T TP amunonmoze.

3akniouexue

TTP ammIonno3 sIBIsIeTCST IMarHOCTUIECKOM IpooiTe-
Mo Bo BceM mupe. Ha nepBblif 1aH cpeny MpUYrH 3a-
IepXKU TMOCTAHOBKM TMPABUJIBHOTO JUATHO3a BBIXOMAST
Manass MHGOPMUPOBAHHOCTh O JAaHHOM 3a00JIEBAaHUM
Y OTCYTCTBUE HACTOPOXEHHOCTH Bpaya.

Hanuuue naxke MUHUMAJIBHBIX U3MEHEHUIT B 2 1 6oJiee
CUCTEMAx y MalMeHTa ¢ HEOOBSICHUMOM MOJMHEeNpona-
THUEU TpebyeT HACTOPOXKEHHOCTU B OTHoweHuu TTP
amunonao3a u rposeneHus JIHK-ucciaenoBanus, HecMo-
TPSI HA OTPULIATENIBHBIN PE3yIbTaT OMOTICUN TKAHET.
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Omcymcmaue HacmopoxeHHocmu — 0CHOBHOU (hakmop no3pHeil
AUArHOCMUKU rMuUKoreHo3a 2-ro muna B Pecnybnuxe Kazaxcman

JI.A. Ky3una, I'.C. KaiimmbaeBa

00 <«Jluea nHesponoeoe — Hayuno-npaxmuueckuii uenmp «Mncmumym neeponoeuu um. Cmaeyra Katiwmubaesa»;
Pecnybauxa Kazaxcman, A10E9AS Aamamei, muxpopaiion Mamwip-4, 9a

Konmarxmot: /lio606b Anekceesna Kysuna k_luba@inbox.ru

bonesns Tlomne — HacredcmeenHoe aymocoMHO-peyeccugroe 3a601e6anue HaKONAeHUs 2AUKO2eHA BCACOCMEUe CHUMNICEHUS. AKMUBHOCMU
pepmenma Kucaoil a-enioKo3udassl 8 AU30COMAX, pazsumue Komopo2o 603MONCHO 8 n100om eo3pacme. K 6oaesnu Tlomne ¢ no30Hum Haua-
aom (BITITH) omuocamces cayuau ¢ debromom nocae 1-20 eooa ywcusnu. BITITH umeem kpatine wiupoxuii 603pacmuoil 0uanasoH noseaeHus
KAUHUMECKUX NPUBHAKO08, YO CYUeCMBEEHHO 3ampyoHsem duasHocmuky y e3pocavix. TIpedcmagaeno onucanue epuguyuposantoeo cay-
uas BIIITH ¢ Pecnybauxe Kazaxcman. [Ipuéedena xporHoaoeus noseneHus KAUHUYECKUX NPUSHAKO8 U CUMHMOMO8, Pe3yAbmamos napakiu-
HUueckux uccaedoganuii, nomoearouiux 3anodospumse bITITH u eepupuuyuposams duaeHo3 no CHUMCEHUN AKMUBHOCMU hepMeHma KUcAoll
Q-2MH0K03U0A3bl 8 CYXOM HAMHE KPOBU.

Karouegvie caoea: 6one3nv [lomne ¢ no30HumM Hauaaom, NOSACHO-KOHEYHOCMHAS MblUeMHAs OUCMPOUsL, KUCAAS a-2AI0K03U0a3a

Jlas yumuposanua: Kysuna JI.A., Kaiimubaesa I.C. Omcymcmeue HacmopodsceHHoCcmu — 0CHO8HOU paKkmop no30Hel duaeHOCMUKU eau-
KoeeHo3a 2-e0 muna é Pecnybauke Kazaxcman. Hepeno-moiueunvie 6oaesnu 2018;8(1):53—8.

DOI: 10.17650/2222-8721-2018-8-1-53-58

Lack of vigilance is the main factor of late diagnosis of glycogen storage disease type II in the Republic of Kazakhstan

L.A. Kuzina, G.S. Kaishibayeva
League of Neurologists — Scientific and Practical Center Smagul Kaishibayev Institute of Neurology;
9a Mamyr-4 microdistrict, Almaty A10E9AS, Republic of Kazakhstan

Pompe disease is a hereditary autosomal recessive disease characterized by accumulation of glycogen due to decreased activity of acid
a-glucosidase enzyme in lysosomes. The disease can develop at any age. Cases with onset after the I year of life are attributed to late-onset
Pompe disease (LOPD). LOPD has a very wide age range when clinical manifestations appear which significantly complicates diagnosis
in adults. A case of verified Pompe disease in the Republic of Kazakhstan is presented. A chronology of clinical manifestations and symp-
toms, results of paraclinical examinations helping to suspect LOPD and verify the diagnosis by decreased activity of acid o-glucosidase
in dry blood spot are described.

Key words: late-onset Pompe disease, limp-girdle muscular dystrophy, acid o-glucosidase

For citation: Kuzina L.A., Kaishibayeva G.S. Lack of vigilance is the main factor of late diagnosis of glycogen storage disease type 11
in the Republic of Kazakhstan. Nervno-myshechnye bolezni = Neuromuscular Diseases 2018;8(1):53—8.

Bbonesns IMowmrme (BIT) — HacIemcTBEeHHOE ayTOCOM-
HO-peIeCCUBHOE METa00IMIECKOe JTM30COMAbHOE 3a-
OoJieBaHNE C IMMPOKUM BO3PACTHBIM JUAIIA30HOM 1010~
Ta, MyJIBTUCUCTEMHBIMY KIIMHUYECKUMU TIPOSIBJICHUSIMU
1 3HAYNTEIbHOM TeHeTUIEeCKOI TeTeporeHHOCThIO. B 3a-
BUCUMOCTH OT BpeMeHHU aebiora BIT xiraccuduumpyror
Ha MuIameH4YecKyio (ocobo arpeccuBHyio) 1 BII ¢ mmo3a-
HuM HagasioM (BITITH). I1epBbrit reHETUYECKN TOKA3aH-
He1ii cnyvaii BITITH B Poccun 6wt onican B 2014 1. [1],
IIOCJIe 9ero IOSIBUJINCH eIllle HECKOJIbKO COOOIICHUIA
[2, 3], a TakKe onMcaHus HOBOM MyTauuu [4].

Yacrora BIITTH B nonynsiuuy nauueHToB ¢ GeHOTU-
TOM IIOSICHO-KOHEYHOCTHOM MBIIIEYHON OUCTPOhUU
(ITKM/I) 1 6eccMMITOMHBIM TTOBBIIIICHHEM YPOBHS Kpea-
tunkuHasbl (KK) cocrasnsier 4,2 % [5-7].

B ocHoBe reHernueckoro nedexra, HE3aBUCHUMO
oT GOpMBI OOJIE3HU, JICKUT MyTalus B TeHe GAA, Ko-
TOpasl MIPUBOINT K CHUKCHUIO aKTUBHOCTHU (hepMEHTA
KucIIoi o-rroKo3umassl (Al'), oTBeTCTBEeHHOTO 3a TIe-
pepaboTKy TJIMKOTeHa B Tn3ocoMax. CeTomaHs oImca-
HO Oozee 550 maToreHHBIX MyTauuii B TeHe GAA
(http://www.pompecenter.nl).
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Munanenyeckas ¢popma BIT xapakrepusyeTcst Mmuona-
THei (CHHIPOMOM BSIJIOTO peOeHKA), BBICOKMM YPOBHEM
KK u opraHoMmeranueii, B OCHOBHOM IIPOSIBJISTFOIIICIACS
KapauoMuoIatueit. MirameHdeckast ¢opma sSIBJISIETCS ar-
PECCUBHBIM TJIMKOTEHO30M, KOTOPBIA IPW OTCYTCTBUU
JIe4eHUsI B OOJIBIIIMHCTBE CIy9IaeB IIPUBOINT K CMEPTH YXKe
Ha 1-m rogy xku3Hu. BITITH MoxeT nposiBUTHCS B 11000M
BO3pacTe MOCJIe 1-ro roma XU3HU 1 OTJINYAETCS TIPEUMY-
IIECTBEHHBIM BOBJICYCHUEM CKEJICTHOM MYCKYJIATypHI.
3abosieBaHKe B IeOIOTEe XapaKTepU3yeTCsT 3HAUNTEIIBHBIM
MMOIUMOPGU3MOM TIPOSIBIICHUI U IO Mepe pa3BUTHA de-
Hotunndeckn HanmoMuHaeT [NTKMJI. OmuH u3 gpKux
cumnTomoB BIITIH — npucoenmHeHue AbIxaTelbHBIX
HapyIIeHUH 3a CYeT C1a00CTU MeXKPeOEepHBIX MBIIIIIT U M-
adparMel. OTmMCaHBI peaKue CIIydanl WM30JUPOBAaHHOM
MIepCUCTUPYIOIICH TUTIepKpeaTHHKHA3EMUY B KOMOMHA-
LMY CO CHIDKCHNEM BEeHTUJISIIIMOHHOM CITOCOOHOCTH JIeT-
KUX nim 6e3 Hero [6, 7]

IMpuBogum ciyyaii BITITH ¢ aHanu3om npuumnH, Ipu-
BEIIINX K 3aJeP>KKe TTPaBIILHOTO TMAarHO3a.

Knunuyeckuil cnyyai

Ilayuenmxa I., 60 rem, no HayuoHarbHOCMU KA3auiKa,
nocmosHHo npoxcusarouyas 8 2. Aamamet Pecnybnuku Kazax-
cmad, Oblia HanpaeaeHa Ha Koncyavmauuio u3 Ilenmpa ku-
Hezuonoeuu. o 50 srem cuumana cebs 300p08oil, NOKa OKpy-
Jcarowue He cmanu oopauams GHUMAHUe HA U3BMEHeHue
NnoxXo0KuU — X00uAQ, «<Nepeealu8ascy ¢ Ho2U Ha Ho2y» 3a cuem
crabocmu muluy maszogoeo nosca. Cybsekmusno cuumana,
4mo 0cobeHHOCMU NOXOOKU C853aHbl C 803PACHOM U HeaK-
mueHbiM 00paszom xcusHu. B meuenue caedyrueeo eoda
Ha ghoHe npoepeccuposanus usmeHeHus NOX00KU NayueHmKa
ommemuna 60au 8 noscHuye, Maso0edpeHHbIX CYCmasax
U Mbluyax nepedreil epynnut 6edep. boin nocmaesnen duazHo3s:
apmpo3 maz3o6e0peHHbIX CYCMAag08, 0CME0XOHOPO3 NOSCHUY -
Ho20 omdena. Ilayuenmxa nosyuanra cmandapmuyio meouxa-
MEHMO3HYI0 Mepanur) HecmepouoHbIMU NPOMUBOBOCHANU -
menvubimu npenapamamu (HITBC) u xondponpomexmopamu
oe3 aghgpexma.

B meuenue caedyrouux 3 nem caabocme mulutyy mazoe02o
nosica U HUdMCHe20 OMOeAa CHUHbL YCUAUAACL HACHOALKO,
Ymo ¢ Kpecaa 00AbHASL MO2AA BCIAMb MOALKO C NOMOUbIO
PYK, nossuaace crabocmes 8 0enbmosuoHbix moiwyax. boau
6 MbLULAX N0 UHMEHCUBHOCMU U A0KAAU3AUUYU OCMABANUCDH
Ha npexcrem ypogHe u He peaeuposaru Ha npuem HIIBC.
[layuenmka 6bira eocnumanu3uposana 8 HegpoaoeUHecKoe
omoenenue Llenmpanvroii 20po0CcKoil KAUHUHECKOL OONbHULbI
2. Aamameol.

Ilo dauHbIM cMUMYASYUOHHOU 3neKmpomuozpaduu
(OMT) Hepso6 HOZ 8bisiéAEHbI HOPMAABHBIE 3HAYEHUS NPO-
6e0eHUsl UMNYAbCA NPU UCCAe008AHUU MAA00EPU08bIX Hep-
606 ¢ 2 cmopoH npu cHudcenuu M-omeemoe cnpasa/cresa
do 2,1/2,4 mB (nopma >3,5 mB); cencoprvix omeemos
npu Mecmupo8aHuu UKPOHOICHO20 Hepea He NOAYHEHO.
Pezyromameul 6biau pacyenensl kak «cunopom luitena—
bappe, eapuanm ocmpoii MOMOPHOU AKCOHAAbHOU

Heiponamuu». Ilpu smom 6 popmyaupoexe duacnoza 6610
006pauieHo BHUMAHUe HA «NPeUMYULeCMBEHHO NPOKCUMANb-
Hblll mempanape3». Haznauen Kopomkuil Kypc eatiokoKop-
mukocmepoudos (I'KC) 6 doze 70 me, komopblil He oka3ain
aghgpekma na vipadxceHHOCMb nape3a u MolidevHozo 6one-
6020 cunopoma. Cocmosinue nayueHmKy HeyKAOHHO YXy0-
wanocw, u 8 ozpacme 56 nem (6 sem om Hauana 601e3HU)
npu xo0bbe OHA cMaaa NOAL308AMbC MPOCMbIO, HOSBUAUCDH
VMOMASEMOCIb U CAAO0CMb MblULY, Uiel, CRUHbL, YCUAUAUCD
004U 6 cnuHe, npeuMyuleCmeeHHo 8 NOACHU4HOL obaacmu.
ITlayuenmka 6vina obcaedosana y peemamonoea, nocmas-
nen duaenos: «Iloaumuosum. Boaesnv Bexmepesa?». [lo-
emopHo HasHaver Kypc T'KC (memunanpeonuszonon 1,0 me/ke
6 meuenue 3 Hed) ¢ nocaedyroujeli OMMeHoll 8 C8s13U OMCym -
cmeuem 3pgpexma.

Yepes 8 nem om mMomeHma noseaeHuUs: Nepasix NPU3HAKO0B
Mblueunoll caabocmu navueHmka obpamuaace 6 Illenmp
KUHe3Uon02uU 8 Ueasix peabuiumayuu.

B cmamyce na momenm obpawenus: nayueHmka nepe-
deucaemcs 6 kpecae-kamasnke. Ilpu camocmosamenvroi no-
neimkKe ecmams ¢ Kpecaa — MUONAmMuvecKue Npuembl,
npu nepemeujeHuu Hyxscoaemcs 8 HOCMOPOHHel NOMOUWjU.
B nonooicenuu aexca ne modcem omopeams 20408y 0m Ho-
dyuiku, cecms 6e3 NOMOWU pyK, NOBOPAHUBAEMCS 8 NOCMENU
¢ nocmopoHHeil nomouwbto. Ommeyaromes 8s4blil NPOKCU-
ManvHblll napes bedep, cuna moiuiy 6edep 2 basna, ampopus
uemblpexanasoix, s200UMHbIX MblUlY; SUNOMPOPUs Mbliuy,
20/1€HU, CMON, 08UlCEHUsl 8 CIONAX coxpanensl — 4 baia.
Habarodaromes cHudiceHue cuabl Mblldy, NAe4e8020 Nosca
do 2—3 6annos, eunompodus 0eabmosuoHbIX Mblidl, ACUM-
MempuyHas ampogus HAOAONAMOYHOU, NOOAONAMOUHOLU
mboiuy, (boavwe cnpasa). Cuna kucmu 4 6anna. Ilayuenmra
He MoJicem cnamb HA CHUHe U3-3a 3ampyOoHeHuUs ObIXAHUsL,
npu pazeogope noseasemcsi 00blUKA.

Ilpu DMT uconvuamoeimu snexmpodamu mm. abductor
pollicis brevis, deltoideus, vastus lateralis, biceps femoris
brevis, tibialis anterior ommeueHbl CHUNCEHUE AMAAUMYObL
U 0AUMenbHOCIU NOMEHUUAN08 08UAMEeNbHbIX eOUHUL, UH-
mepghepeHyuoHHbII nammepH pekpymupoganus (puc. 1).
B nokoe 6 uccaedogannvix MbllYax 6bis61€HA CHOHMAHHASA
AKMUBHOCMb MbLULEYHbIX 80A0KOH MAAOL GbIPANCEHHOCMU;
6 m. tibialis anterior 3apeeucmpuposaHn 00UHOYHbLI MUOMO-
Huueckuil paspao (cm. puc. 18). 3axaiouenue: eenepanru308am-
HOe nepeutHO-MbluievHoe NopadceHue.

Ilo daunbim macHumHO-pe30HAHCHOU mMoMoepaguu
(MPT) nosichuunoeo omadena n0360HOYHUKA OMMeHeHa KAU-
HosudHas Oegopmayus meaa L2, Ha axcuanbHoix cpe3ax
BU3YANUBUPYEMCS JHCUPOBAsl De2eHepayus napagepmedpanb-
HbIX Moty (puc. 2).

Ilpu enepevie nposedennom uccaedosanuu yposus KK
solsieaeno yeeauuenue 0o 720 Ed/a (nopma <140 Ed/xn).

B ces3u ¢ nodospenuem na BITITH 6vin nposeden ananus
no cyxomy namHy Kposu 04s onpedesenus aKmueHOCmu Au-
30comanvHoco pepmenma Al: ommeueHo ee cHudxicenue
0o 0,1 mxmonv/n/u (Hopma >3,3 mxmonv/a/4). Ilpu eenemu-
YecKkoM UCCAed08AHUU BblsBAEHbL 2 2emepo3ueomHuble
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Puc. 1. Daexmpomuoepaghuueckoe ucciredoganue ueorb4amoim 1eKmpooom:
CHUdICeHUE CPeOHell ONUMENbHOCU, CMeUeHUe 2UCMOPAMMbL PAChpedeneHus
NOMEHUUAN08 08ULAMENbHBIX eOUHUY, RO OAUMENbHOCMU U «00AAKA» MYDH-
AMAIAUMYOHO20 AHAAU3A NO NEPEUMHO-MbIUUEHHOMY MUNY; Y8eAuueHuUe HUCa
NOAUGDA3HBIX NOMEHYUAN08 JgueamenbHbiX edunuy @ m. biceps femoris
dext. (a), m. tibialis anterior sin. (6); KoMnACKCHbLI pa3psad GbiCOKOL acmo-
Mbl, HANOMUHAIOWULI MUOMOHUYECKULl pa3psa0 naoawuetl amniumyosl
6 m. tibialis anterior sin. (8)

Fig. 1. Electromyography examination using needle electrode: decreased mean
duration, shift of the motor unit potential distribution histogram for duration
and of the «cloud» turns-amplitude analysis of the primary muscle type; increased
number of polyphasic motor unit potentials in m. biceps femoris dext. (a),
m. tibialis anterior sin. (6); complex high-frequency discharge resembling
myotonic discharge of decreasing amplitude in m. tibialis anterior sin. (8)

mymayuu: c. [868A>C]; [2237G>A] 6 eene GAA. Takum
obpasom, y nayuenmiu sepuguyuposarna bBIIITH.

U3 cemelinoeo anamuesa co 108 nayueHmku: pooumenu
ObLAU 300p06bL. Y Mamepu 8 NOJICULOM 803DACHE OMMEHANUCD
3ampyoHerus. npu xodv0e, 4mo ObL10 PACUEHEHO KAK 803-
pacmuvle usmenenus. Cecmpa navuenmrku 54 aem, opam

Puc. 2. Maenumno-pe3onancras momoepaghus nOACHUHO20 0moena no360-
HOMHUKA: 3aMelleHue napagepmeOpaibHbiX Molull HCUPO8ol MKaHbio (U3me-
HeHUs. YKA3aHbl CIMPeKamu,)

Fig. 2. Magnetic resonance imaging of the lumbar spine: substitution of the
paravertebral muscles by fat tissue (changes are indicated by arrows)

42 nem u coin 32 nem xcanob He npedssaGASIIOM U CHUMAIOM
ce0s 300p06bIMU.

Tlayuenmra omiazanace om oanvreliuieco 0b6cae0o8anus
U pewleHus: 6ONpoca 0 HA3HAYeHUU CHeyupuU4ecKoil gepmerm-
s3amecmumenvroi mepanuu (O3T). bBauxcaiiwue podcmeeH-
HUKU makxce omkazaauce om ckpunurea BII no cyxomy
nAMHY Kposu.

06cyxpeHue

PaccmaTtpuBaeMblIii citydait IBISICTCSI THITAYHBIM TIPH-
MEPOM OTCYTCTBHUSI HACTOPOXKEHHOCTH OTHOCHTEIHLHO
Bo3MoxxHocTU pa3Butust [IKM/JI y aui cpemHero u crap-
IIIeTO BO3PAaCTa, CPear KOTOPBIX B IIEPBYIO OUEPEIb CIICIY-
€T MCKJII0YaTh TIMKOTeHO3 2-TO Tuma. JmarHocrmka
BIIITH ocHoBaHa Ha BBISIBJIEHUM Xajlo0 M IPU3HAKOB
MMOITATUH: CIA0OCTU U THUIIO-/aTpodpru CKEeJIeTHOU My-
CKYJIATYpHBI, ObIXaTeIbHON HEAOCTATOYHOCTH 3a CYET Ha-
pylIeHusI paboTsl nruadparMel M MeXpeOepHBIX MBIIIIII.
[MaTomornst co CTOPOHBI cepiAlla M APYTUX OPraHOB IPHU
BIIITH BcTpeuaeTcst 3HAUUTENBHO PeXe, YeM MPU MIanaeH-
yeckoit ¢popme. CokpaineHre cpokoB auarHocTuku BIT
KPUTHYHO, ITOCKOJIBKY ITO3BOJISIET KaK MOXHO paHBIIIE
Havath ImaroreHeTndeckyo ®3T m yaydIimmmTh KadyecTBO
KM3HU TTallieHTa.

B mpeacTaBieHHOM KIIMHAYECKOM CJIydae HEeCIeIIH-
(brueckre KanoObl IUINTEIFHOE BPeMsT pacCMaTpUBAINCH
KaK IIPOSIBJICHUE TeTeHePATUBHBIX M3MEHEHWI TTOSICHIY -
HOTO OTHeJIa TT03BOHOYHMKA M KPYITHBIX cycTaBoB. Crie-
[MAaJIMCTaMH He OBUTO TIPUHSITO BO BHUMAaHME OTCYTCTBHE
s¢pdekTa ot npuema HITBC, a Tak:ke HEYyKIOHHO IpO-
rpeccupyloliee HapacTaHME CJIA00CTHA MBIIII TTPOKCH-
MaJIbHBIX OTHEJIOB ¢ (hOPMHUPOBAHHEM CBOCOOPA3HOTO
TaTTepHa XOAbObI «BPa3BaJIKy», YTO XapaKTEPHO IS TIep-
BUYHO-MBIIICYHBIX (hopM TTaTojtorun. HecMoTpst Ha sipkue
MBIIIICYHBIC IIPOSIBIICHMS, TAIIMEHTKE HE BBITIOJTHEHO HC-
cnegoBanue ypoBHs KK. DMTI-uccnenoBanne GpyHKIINO-
HAJIBHOTO COCTOSTHUS TTepr(heprIeCKOTO HEITPOMOTOPHO-
TO aIllrapara TakXKe OTPaHNYIIOCH AaHAIM30M ITPOBEICHUS
HMIMITYJIbCA TI0 MaJI00epLIOBOMY I MKPOHOXXHOMY HepBaM,
npudyeM He3HAYNUTETbHOE CHIDKeHNEe M-0TBeTa M OTCYT-
CTBHE CEHCOPHOTO OTBeTa MKPOHOXHOIO HepBa OBLIN
pacIieHeHBI KaK OCTpasi MOTOpHAsI aKCOHAJIbHAsI HEHpPO-
naTusl IMIPU OTCYTCTBMM aHAMHECTUUECKUX YKa3aHWU
Ha ocTpoe pa3Buture 6oje3Hn. He Ob110 mpoBeneHo OMI -
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HCCIICIOBAHKE MBIIIII KOHEYHOCTEH UTOIBYATBIM SJICKTPO-
IOM, KOTOpPO€ B JAHHOM CJIy4ae MOTJIO IOATBEPIUTH
AKCOHAJIBHBIN TUTI TTOPAKEHUS WJIN YKa3aTh Ha TICPBUIHO-
MBbIIIEYHOM ypoBHe nopaxeHus. Haznauenne 'K C takke
He MMeJIO 1o c000i OCHOBaHMSI, TAK KaK B COOTBETCTBUU
C MEXIYHAPOAHBIMU OOLIETPUHSATHIMU PEKOMEHAALUSIMU
HU ogHa u3 opm cuHapoMma [uitena—bappe He meunTcs
KOPTUKOCTEPOUIAMU. «30JI0TBIM CTAHIAPTOM» SIBIISICTCST
Ha3HaYeHUEe UMMYHOTIO0YIMHOB WJIN IIPOBEACHNUE TIJ1a3-
Madepesa [8]. JlnarHo3 TOITUMUO3UTA OB KOHCTATUPO-
BaH 0€3 BBIITOJTHEHUSI HEOOXOIMMBIX PEeBMATOJIOTMTIECKIX
HCcclIenoBaHui, onpeneneHus ypoBHs KK, a Taxke mmpo-
BeneHust DMI. boiee Toro, mpu MoBTOpHOM Ha3HAYEHUU
oonpmmx go3 'KC He yureHo ortcyrcrBHe 3ddeKkTa
IIpY TIEPBOI MOMBITKE JICYCHHST TOPMOHAIBHBIMU TIpeITa-
paTamMu. XapakTep 00JIEBOTO CHHAPOMA, a TAKIKE JTIOKAJIH -
3anmsl OO HEe COOTBeTCTBOBaMM Oose3HM bexrepesa.
Bosp B MBITIIIIax pa3HOit ”THTEHCMBHOCTH — YacTasl XKaJlo-
6a npu BITITH u ormeuaeTcst B 76 % ciiydaeB B MbILLILIAX
rJieyeBoro mnosica u B 52—60 % ciiyyaeB B MblIlIaX Genep
1 TTOSICHUIIHI [9]. OOBIMHO IMAIIMEHTHI XapaKTePU3YIOT OOJIb
Kak Tynyo/nassuiyio (76 %), usnypswoniyio (68 %), He-
nepeHocumyio (60 %). OtcyrcTBUe crieun(pUIeCKUX KIu-
HUYECKUX 1 JTAOOPATOPHBIX IIPOSIBIICHUI, IMUPOKUIL THa-
IMa3oH ae0ioTa, a TakkKe (PeHOTUIINUECKOE CXOACTBO
¢ [IKMJI 3aTpynnsitoT nuarHoctuky BITITH.

Hanuuune 0oJeBBIX OLIYLIEHUWH B 00JaCTU CHMHBI
1 KOHEYHOCTEH MOXET Ie30pUeHTUPOBATh Bpaueli U cMe-
CTUTh BEKTOP IMATHOCTUKU B CTOPOHY BepTEOPOTEHHOM
JIeTeHEPATUBHOM ITaTOJOTUM WUIM TIATOJIOTUU KPYITHBIX
cycTaBoB. HecMOTps Ha HaIMIrie MUOTIATUIECKUX TTPOSIB-
JICHU, IEpBUYHO-MBITIICYHAsI ITATOJIOTHS OBLIa 3aIT0003-
peHa TOJIbKO uepe3 6 JIET ¢ MOMEHTA MOSIBIeHUsI IIEPBbIX
cumntoMoB. [Ipu 3Tom 0oJieBOM CMHAPOM U CJIa0OCTb
MBIIII TIePBOHAYAIBHO OBLIN paclieHEeHBI KaK CJCACTBUC
BOCTIAJIMTEILHOI MHUOITaTHX — mojnuMuo3nTa. Hemocra-
TOYHAs OIICHKA CTaTyca M aHaMHe3a MallueHTKU, OTCYT-
CTBHE H0Ka3aTeJbCTB BOCHAIMTEILHON ayTOMMMYHHOM
MPUYMHBI TOpakKeHUs MbILLLL, 3 deKTa Tepanuu ageKBar-
Heimu to3amu ['KC 3apep>kany npoBeaeHe HEOOXOIMMO-
ro ucciaeaoBaHus akTUBHOCTU epmeHTa Al

B omnmcaHHOM KIMHMYECKOM CiIyJae y MHallMeHTKU
mpu BeImosiHeHM M PT BBISIBIICHBI BEIpasKeHHBIC M3MEHE-
Hus napaBeptedpanbHbiX Mbiii. Jnst BITITH xapakTepHbl
IUCTpodrIecKre M3MEHEHMST MBIIIIII, TIPUYEeM 3TO Kaca-
€TCsI BOBJICUCHUSI TTapaBepTeOPaIbHON MYCKYJIATYPhI YK
Ha paHHUX cTagusax 6one3nu [10, 11]. BoBiaeueHue B 1ma-
TOJIOTMYECKM I MPOLIECC MapaCHMHAIbHBIX MBIIIILL C pa3-
BUTHEM CJIA0OCTHU, a TAKKE OCTEOIOPO3, KaK CICACTBUE
OCHOBHOTO TIpoliecca Y TaIlMeHTOB C TNIMKOTEHO30M 2-TO
THIIA, YACTO COIPOBOXIAIOTCS IATOJIOTUICCKUMU TIepe-
JIOMaMH TeJT TIO3BOHKOB [12]. O0HapyXKeHHBIH Yy TallueHT-
KJ TIATOJIOTUYECKUN TIEpPeJIOM Tella TOo3BOoHKa L4 Heo0-
XOOMMO paccMaTpuBaTh CJEICTBUEM WM3MEHCHUS
MUWHEPaJTbHOM INIOTHOCTH KOCTHBIX CTPYKTYP M CIIa00CTH
ImapaBepTeOpaIbHBIX MBI Ha (POHE ITPOTrpeCCUPOBAHMS

OCHOBHOTO ITaTOJIOTMYECKOTrO mporecca. PekomeHmoyercst
MpOBeIcHNEe CKPUHUHTOBBIX UCCICIOBAaHWIT HA HAJTMYWE
BIIITH y naiueHTOB ¢ MaTOI0rM4eCKUMU 0ECCUMITTOM-
HBIMU TIEpPEeIOMaMU TIO3BOHKOB M CTPYKTYPHBIX U3MEHE-
HUi MbIIL o JanHeiM MPT [13].

I1o naHHBIM JTUTEPATYPBI, B CPEAHEM CPOKHU ITOCTAHOB-
KM OKOHYATEJIbHOTO IMarHo3a coctaBisdior 7—9 net [1, 14].
OmHaKo IPY HATMINY HACTOPOKEHHOCTH U IIeJICHATIPaB-
JICHHOM AMArHOCTUYECKOM ITOMCKE X BO3MOXHO COKpa-
TUATH IpUOAM3UTEILHO 10 1,3 rona [8, 9].

HacropoxenHocts orHocutensHo BITITH monpasy-
MEBaeT 00s13aTeNIbHYIO OLIEHKY HeCTTelIU(PUIECKIX CUMIT-
TOMOB ¥ IIpU3HaKoB [3, 9, 15, 16], KOTOpbIE MOTYT MOSIB-
JIATBCSI B pa3sHOM TOCIEAOBATSIIBHOCTA U YCYTYOIISITHCS
110 Mepe pa3BUTHS OOJIE3HM.

B anropuT™M OMarHOCTUKM COCTOSTHUMA, TIPOSIBIISIO-
IIUXCS TIPOrPeCcCUpyIoNIeii CIabOoCThI0 MBIIII] ITOSICOB
KOHEYHOCTEH 1 0COOEHHO COITPOBOXKIAIOITIXCS OIBIITKOM
BCJICIICTBHAE HEMOCTATOYHOCTH JbIXaTEIbHBIX MBIIIII 1 1A~
dparmer, ¢ HammuueMm moBbIIeHUsS ypoBHS KK wmam
0e3 Hero y malfeHTOB ¢ 06CCUMITTOMHOM TUITepKpeaTHH-
KWHa3eMuel, UMEIOIMX HapyIIeH!e IbIXaTeIbHOM (PyHK-
WU 0 PeCTPUKTUBHOMY THITY, B TICPBYIO OYePEIh PEKO-
MEHIYeTCS OMpPEACNISITh aKTUBHOCTH JIM30COMAJIBHOTO
depmenTa AT B cyXxoM maTHE KPOBU. AHAJIN3 TI0 CYXOMY
MSTHY KPOBU — MOCTYITHBIN, HEMHBAa3UBHBINM, WH(pOpMa-
TUBHBIA 1 IIPOCTON B UCIIOJTHEHUY METOM, HE TPEOYIOIINIA
CITEIIMAJIBHOTO 000PYIOBaHMS W OOJIBIINX (DMHAHCOBBIX
satpar [14, 16—18]. B mocieaHee BpeMsi onpeneieHne
akTMBHOCTH (epmeHTa Al Bce dalle HCITOIB3yeTCS
IUIST CKPMHIMHTA Y TIAIIMEHTOB C TTOI03PeHEeM Ha HaJIMIHe
BI1. B cayyae BbISIBIEHUSI CHUXEHUSI aKTUBHOCTU Al
TIPOBOIUTCS TCHETUYECKOE MCCIICIOBaHME UTST OOHAPYKe-
HUS Mytaumy reHa GAA [15, 18, 19].

B Pecniyomke Kaszaxcran ¢ 2012 . mpuHSTa CTpaTeTust
panHero BoisiBiieHUs BII cpeau mauneHToB ¢ MUOTIATUEH.
C 3T0i1 1enmbio OBLT pa3paboTaH M YTBEPXKICH KIMHUIC-
CKHI1 TIPOTOKOJI, COTJIACHO KOTOPOMY BCEM ITalleHTaM
C TIPOSIBIICHUSIMA MMOTIATUM PEKOMEHIYSTCSI CKPUHWHT
akTuBHOCTU pepMeHTa Al o cyxomy nsITHY KpoBU. Pery-
JIIPHO TIPOBOISITCS OOYyJalolIe CeMHHAPhl U «KPYTJIbIe
CTOJIBI» C TIPUBIICYCHHEM CICIHAINCTOB ITOJUKINHUK
¥ CTAlIMOHAPOB (TepaIieBTOB, HEBPOITATOJIOTOB, PEBMATO-
JIOTOB, COMHOJIOTOB), KOTOPHEIE MOT'YT Ha IMPAKTUKE CTOJK-
HyTbcd ¢ TauueHToMm ¢ BITITH.

OTKa3 MalMeHTKN U ee OIDKaNIINX pOACTBEHHUKOB
OT JaJIbHEUIIIeTo 00CIeIOBaHMS YKAa3bIBaeT TAKSKE Ha TIPO-
0JIeMy OCBEIOMJICHHOCTH HaceJICHHS B BOIIPOCax Hacle-
CTBEHHBIX O0Jie3Hel. [1ameHTy gerde corracuThes ¢ Ha-
JIM4YreM a1000ro mpuoOpeTeHHOro 3abojieBaHUs, 4YeM
MIPUHSITH (paKT 0OHAPYXKEHUS B CeMbe TeHETUYECKOM Ta-
TOJIOTUH.

3arniouenue
BbIl — wHacneacTBeHHOe 3abojeBaHUE, KOTOPOE
HE UMeeT CITeMPUIeCKIX KITMHIIEeCKNX U JIA00PAaTOPHO-
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WHCTPYMEHTAJIbHBIX MpU3HaKoB. Hamnuume y mammeHTa
MUOIIATUYECKUX TPOSBICHUI, OCOOEHHO B COYETAHUM
C IBIXaTeJIbHOM HETOCTaTOYHOCTHIO, JOJDKHO HACTOPOXKUTD
Bpaya B OTHOIIEHWM TJIMKOTeHO3a 2-ro THUIa. PaHHsg
munarHoctuka BIIITH maer BO3MOXHOCTE HEMEIJICHHO
HayaTb natoreHeTn4yeckyro M3 T, KoTopas 3aMeIsIeT pa3-
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HepBHo-mbiweyHbie 5OJIE3HH

WHudopmauusa ana asmopos

[pu HanpaBneHUN cTaTb B pefaKLMI0 XKypHana <HepBHO-MblLLeYHble 6one3HM»
aBTOPam HeobX0[UMO PYKOBOACTBOBATBCA CIEAYHOLLIMMIA PaBUAAMI.
1. 06wme npaBuna
(ratba B 06A3aTeNbHOM NopAaKe AOMKHA CONPOBOXAATLCA 0dULMANBHBIM pa3-
peleHunem Ha ny6amukaLyio, 3aBepeHHbIM NeyaTblo yUpeXx eHus, B KOTOpoM paboTaet
nepBblii B cnucke aBTop. Mpy NepBUYHOM HaNpaBAEHUM PYKOMUCY B PeaKLMIO B KON
NEKTPOHHOTO NUCbMa J0MKHbI GbITh YKa3aHbl BCe aBTOPbI AaHHOI CTaTbi. 06paTHyio
(BA3b C pefakuueil GyneT MopZepKMBaTL OTBETCTBEHHbIIi aBTOP, 0603HAUeHHbIl
B CTaTbe (CM. MYHKT 2).
MpeacTaBneHve B pesakLmio paHee ony6iKoBaHHbIX CTaTeli He JONYCKaeTCA.
2. 0¢opmneHue faHHbIX 0 CTaTbe W aBTOPaX
MepBas CTpaHULA JI0NKHA COiePaTb:
— Ha3BaHMe CTaTby,
— MHULManbl 1 GamMuIuN BCex aBTOPOB,
— yueHble CTerneHi, 3BaHMA, JOMKHOCTU, MeCTo paboTbl KaxA0ro 113 aBTOPOB,
a Takxe ux ORCID (npu Hanuumm),
— NONHOE Ha3BaHMe yupexaeHua (yupexkaeHuit), B KOTopom (KOTOpbIX) Bbl-
nonHeHa pabota,
— ajpec yupexzaeHna (yupexaeHuit) c ykazaHuem MHAeKca.
MocneaHAA CTpaHMLA 0MKHA COAEPXaTh:
« (BeeHuA 06 aBTope, OTBETCTBEHHOM 3a (BA3b C pefaKLmeil:
— Gamunus, MM, 0TYECTBO NOSHOCTbIO,
— 3aHMMaeMas JI0MKHOCTb,
— yueHas cTeneHb, yueHoe 3BaHue,
—NepcoHanbHblit MexayHapoaHblii uaextudukatop ORCID (nogpobHee:
http://orcid.org/),
—nepcoHanbHblil upeHTudukatop B PUHLL (moppobHee: http://elibrary.ru/
projects/science_index/author_tutorial. asp),
— KOHTAKTHbIi TenedoH,
— pabounii appec ¢ ykazaHuem UHAeKca,
— afpec 3NeKTPOHHON NouTbl.
« (KaH noanuceit BCex aBTOPOB CTaTbl.
3. 0dopmneHme TeKcTa
(ratbu npunumatotca B dopmarax doc, docx, rtf.
Lpu¢t — Times New Roman, Kernb 14, MeXcTpouHblii uiTepean 1,5. Bce cTpatu-
Libl JOMKHbI ObITb NPOHYMEPOBaHbI. TEKCT CTaTbIn HAUMHAETCA CO BTOPOIA CTPAHNLbI.
4. 06bem ctateit (63 yueTa UNNHOCTPALMIA U CNCKA UTEPATYPbI)
OpurnHanbHas cTatba — He 6onee 12 ctpanuy (60nbLuKil 06bem aonyckaetca
B UHAMBYUAYaNbHOM NMOPAAKE, N0 PELUEHNIO pefaKLuK).
OnucaHne KNUHUYECKNX CnyYaeB — He Gonee 8 cTpaHuL.
0630p nuTepatypbl — He 6onee 20 cTpaHuL,.
KpaTkue coobiieHnsa u nucbma B pefakuyuio — 3 CTpaHuLbl.
5. Pe3iome
Ko Bcem Buam cTateil Ha 0TAENbHON CTPaHMLE JOMKHO ObITb NPUNOXKEHO pe3io-
Me Ha PYCCKOM M aHTNIACKOM (N0 BO3MOXHOCTI) A3blKaX. Pe3tome JoMKHO KpaTKo no-
BTOPATb CTPYKTYPY CTaTbM, HE3aBUCUMO OT ee TeMaTHKN.
06bem pestome — He bonee 2500 3HaKoB, BKNoYas npobenbl. Pesiome He JOMKHO
COAEPXATb CCHIIKN HA MCTOUHUKI IUTEPATYPbI U WAMIIOCTPATUBHDI MaTepuan.
Ha 370/ e CTpaHuLie NOMeLLAoTCA KNoYeBble C0BA HA PYCCKOM 11 aHTNIACKOM
(no BO3MOXHOCTH) A3bIKaX B KonuuecTse ot 3 0 10.
6. CTpyKTypa cTarteil
OpuruHanbHas CTaTba JOMKHA COAEPXATb CNieayHLLe pasaenbl:
— BBE/IEHME,
—Lenb,
— MaTepuanbl u MeToAbl,
— pe3ynbrarbl,
—00cyxpaeHue,
—3aKntoueHue (BbIBOAbI),
— BKNaZ BCex aBTopos B paboty,
— KOHOANKT MHTepecoB AA BCeX aBTOPOB (B Clyyae ero 0TCyTCTBUA HEoOX0-
ANMO YKa3aTb: «ABTOPbI 3aABNAIOT 00 OTCYTCTBIM KOHOANKTA UHTEPECOBY),
— MH$OPMUPOBAHHOE COrNacue NaLMEHTOB (ANA CTaTeil C aBTOPCKUMM UCCIe-
JHOBAHUAMY U OMUCAHUAMU KNMHUYECKUX CTTyYaeB),

—Np¥ HaNuMM GUHAHCMPOBAHNA UCCNELOBAHUA — YKA3aTb €ro UCTOYHMK
(rpaHTnT. A1),
— bnarofapHoOCTU (pasaen He ABNAETCA 06A3aTeNbHbIM).

7. UnniocTpaTuBHbIil MaTepuan

VnntocTpaTuBHbIA MaTepuan 4omkeH 6biTb NPeAcTaBNeH B BUAe OTAENbHbIX ail-
JI0B 11 He GUrypupoBaTh B TeKCTe CTaTbyl. [laHHble Tabnu He AOMKHbI NOBTOPATL AaH-
Hble PUCYHKOB 1 TeKCTa 1 Ha060pOT.

Ootorpadum npepctasnaiorca B popmatax TIFF, JPG, CMYK ¢ paspewweHuem
He MeHee 300 dpi (Touek Ha Atoiim).

PucyHku, rpadumku, cxembl, Anarpammbl JOMmKHbI ObiTb pefakTpyembiMu,
BbinonHeHbIMu cpeactBamiu Microsoft Office Excel unm Office Word.

Bce pucyHKn omkHbl 6biITb NPOHYMePOBaHbI 1 CHabXeHbl NOAPUCYHOUHBIMM
nognucamu. OparmeHTbl pUcyHKa 0003HaualoTCA CTPOYHBIMU BYKBaMI pyccKoro anda-
BUTA — «a», «6» U T. 1. Bce cokpalueHus, 0603HaueHus B BUZE KpuBbIX, OyKB, LUOp
W T. fi., NCNONb30BAHHDIE Ha PUCYHKE, BOMKHbI ObITb paciundpoBaHbl B NOAPUCYHOUHON
nognucu. Moanucu K pucyHKam JalTCA Ha OTAENBHOM INCTE NOCAe TeKCTa CTaTbi B 04-
HOM C Heil daitne.

Tabnuubl JoMKHbI 6bITb HANAZAHBIMY, UMETb Ha3BaHMe 11 NOPAAKOBbII HOMEp.
3aronoBky rpad JOMKHbI COOTBETCTBOBATD WX COZEPaHMK. Bce CoKpalLeHuna paclumng-
POBbIBAIOTCA B MPUMEYaHIy K Tabnuue.

8. EquHMLbI U3MepeHna 1 CoKpaLLeHns

Enunuubl n3mepenus fattca B MexayHapogHoii cucteme egunny (CU).

CoKpaLLeHna CnoB He Jonyckalotca, kpome o6LienpuHATbIX. Bce ab6pesuatypbl
B TEKCTe CTaTbi OMKHbI 6bITb MONHOCTbIO paciundpoBaHbl NPU NEPBOM YNOMUHAHMN
(Hanpumep, HepBHO-MblLeYHble Honesn (HMB)).

9. CnncoK nuTepatypbl

Ha cnepytoweii nocne TekcTa CTpaHuLe CTaTbi JOMKEH pacnonaratba Cnucok
LUTUpYeMOil IuTepaTypbl.

Bce UCTOUHMKM BOMKHBI 6bITb NPOHYMepOBaHbI, HyMepaLua o0CyLecTBAALTCA
CTPOTO N0 NOPAAKY LMTMPOBAHMA B TeKCTe CTaTby, He B andaBuTHOM nopazke. Bce
CCbIIKKM HA UCTOYHNKM IUTEPATYPbI B TEKCTe CTaTbi 0603HaualoTcA apabekumu Lnd-
pamu B KBajpaTHbIX ckobkax HauuHas ¢ 1 (Hanpumep, [5]). Konnyectso untmpye-
MbIX paboT: B 0pUrUHANbHBIX CTaTbAX — He 6onee 20—25, B 0630pax nuTepatypbl —
He 6onee 60.

CCbINKM JOMKHbI laBaTbCA Ha MEPBOMCTOYHMKIA, LMTUPOBAHIE OHOTO aBTOpa
1o paboTe Apyroro HeAONYCTUMO.

BKntoueHne B Cnucok nuTepaTypbl Te31UCOB BO3MOMHO UCKMKOUMTENBHO NPH CCbi-
Ke Ha MHOCTPaHHble (aHTNOA3bIYHbIE) UCTOUHMKIA.

CcbinKku Ha AnccepTaLmui u aTopedeparbl, Heony6nUKoBaHHble paboTbl, a Tak-
e Ha JlaHHble, MONYYeHHble 13 HeOGULMANbHBIX MHTEPHET-UCTOYHUKOB, He Aony-
cKarTea.

[InA KaX[oro UCTOYHMKA HEOOXOAMMO YKa3aTb: GamunM U MHULMANbI ABTOPOB
(ecnu aBTOpOB Gonee 4, yka3biBaloTcA nepBble 3 aBTOPa, 3aTeM CTaBUTCA < Jip.» B PyC-
CKOM 1K "et al.” B aHIMIACKOM B TeKcTe). ABTOPbI LIMTUPYeMbIX UCTOYHUKOB AOMKHDI
ObITb yKa3aHbl B TOM e NOPAAKE, UTO U B NEPBONCTOUHMKE.

[Tpw ccbinKe Ha €TaTby U3 XYPHANOB NoCNe aBTOPOB YKa3blBAKT Ha3BaHKe (Ta-
Tby, Ha3BaHUe XypHana, rof, ToM, Homep Bbinycka, cTpaHubl, PMID u DOI ctatbu (npu
Hanuuuu). Npu ccoinke Ha MOHOTPadMK YKa3biBAKOT Takxe MONHOE Ha3BaHWe KHUMY,
MECTO U3/}aHNA, Ha3BaHWe U3[ATeNbCTBA, FOA U3LAHMA, YNCIO CTPAHUL.

(1aTby, He COOTBETCTBYIOLME AAHHbIM TPE6OBAHUAM, K PaCCMOTPEHMUIO
He NPUHNUMAIoTCA.

06wwue nonoxeHuns:

« PacavmoTpeHue cTaTbin Ha NpeaMeT Ny6ANKaLMKM 3aHUMAeT He MeHee 8 Hepenb.

« Bce nocTynatowuue cTatbi peuieH3upytoTea. PelieH3ua ABNAETCA aHOHUMHOIA.

« Pepakuua octaBnaeT 3a coboil NpaBo Ha pefjakTUpOBaHue CTaTeil, NPefCTaB-
NeHHbIX K Ny6nuKawum.

« Pefakuma He npepocTaBnAeT aBTOpCKMe SK3emMnnApbl XypHana. Homep
XKypHana MOXHO MOMYYMTb Ha 06LWMX OCHOBAHWAX (CM. WHGOpPMaLMio
Ha caiite).

Marepuanbi gna ny6nmkauum NPUHMMaIOTCA No appecy
info@neuromuscular.ru ¢ nometkoii <0TBeTCTBEHHOMY CekpeTapio. Mybnnkaums 8 HVB».

Nonnas Bepcua Tpe6oBaHMII NpeACTaBNEHa Ha cailTe XypHana.

TOM 8
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