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AHoManuu uHHepBayuu: BapuaHmbl U MUNUYHbIE
anexkmpoHeupomuorpaguyeckKue npusHasu
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DIbHY «Hayunoiii yenmp neeposoeuu»; Poccus, 125367, Mockea, Bosokosamckoe wocce, 80

Konumarxmeot: lapes Anexcanoposna [puwuna DGrishina§2@gmail.com

B omeuecmeennoii aumepamype Hedocmamo4Ho 6HUMAHUSA YOeAeHO AHAMOMUYECKUM 6APUAHMAM UHHep8ayuu Koneunocmeil. Tem ne meHee
npaKkmuKylouemy Heepoaoey u Heupogusuoaoey pecyiapHo npuxooumcs: CManiKu8amocsi ¢ HeMURUYHOU KAUHUKO-Helpo@u3uonocuueckoi
KapmuHoll, 8bla645eMoll KaK cAY4aiiHO, mak u npu namoaocuu. B nacmosweii cmamve npedcmasnena ungopmayus o Haubonsee 4acmo
BCMPEHAIOUUXCS BAPUAHMAX MEICHEBPANbHBIX AHACMOMO308 ONUHHBIX Hep8os PYK u Hoe. Ocoboe HUMAaHUe YOeaeHO Helpopu3UoI0eutecKoil
KapmuHe 0aHHbIX MENCHeB8PANbHbIX KOMMYHUKayuil. HacmopoicenHocms 6 OmHOUIEHUU 803MOJICHOL AMUNUYHOL HeBPANbHOU UHHePBayUU
nomodicem cokpamums OWUOKY 8 uHmMepnpemayuy OGHHLIX, NOAYHACMBIX 8 X00€ INeKMPOHEPOMU0PAPUHECK020 UCCAeO08AHUS, YAYHULUM
NOHUMAHUe KAUHUYECKOL KapmuHbl NpU RO8pedcoeHUU nepugheputeckux Hep8os, y4acmsaylouux 6 00pazoeanuy aHacmomosa.

Katouesnie caosa: anomanuu UHHep8ayuU, MejiCHe8PANbHbIE AHACMOMO3bL, 000a80OUHbLII MAA00EPUOBYLIL HEP8, dINeKMPOHelipomuoepagus,
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Anomalous innervations: variations and typical electromyography pattern

D.A. Grishina, N.A. Suponeva, E.V. Pavilov, N.G. Savitskaya
Research Center of Neurology; 80 Volokolamskoe Shosse, Moscow, 125367, Russia

Clinical neurologists and electromyographers regularly face atypical clinical and neurophysiological pattern of certain peripheral nerve
diseases. The current paper is aimed to present data on the most frequent neural anomalies of the long nerves of the upper and lower limb.
Special attention is given to the neurophysiological picture of these neural abnormalities. Awareness about possible atypical neural innerva-
tion in particular cases will reduce interpretation errors of the electromyography studies and will improve understanding of the clinical pic-

ture in certain diseases.

Key words: anomalous innervations, neural anastomoses, accessory peroneal nerve, electromyography, conduction block

Beenexue

Henb3s nepeolieHUTh HEOOXOAMMOCTh 3HAHUS HOP-
MaJIbHO# Tormorpacbruyeckoii aHaTOMUU NepudeprUIecKux
HEPBOB KaK B €XXeTHEBHOM MPaKTUKe HEBPOJIOTra, MUKPO-
XUpypra, HeMpoXUpypra, Tak U CIelUaTucToOB IUATHO-
CTUYECKUX CIYXKO (Heipobhu3noJoroB, CHeIUaTUCTOB
T10 YJIBTPa3BYKOBOMY M MarHUTHO-PE30HAHCHOMY TOMO-
rparyecKoMy MCCIIeIOBaHUIO HEPBOB). B momassistiomem
OOJIBIITMHCTBE CJIyJaeB B XOIe KIIMHUIECKOTO M MHCTPyMEH-
TaJIbHOTO MCCIIeOBaHWI IeprudepruIecKux HEPBOB BhISIB-
JISIETCSI HOPMAJTbHBIN MX X0/ M TUITMYHAST 30Ha MHHEPBALIMK
[1]. TeMm He MeHee HEOOXOAMMO MOMHUTH O BapUaHTaXx
WX Pa3BUTUST — MEXHEBPAIbHBIX aHACTOMO3aX, BO3HUKAIO-
IIAX MEXIy TeMU WJIM WHBIMU HepBaMU U TPUBOJISIIIMX
K TIepepacripe/ieleHlI0 30H WHHEPBUPYEMbIX UMM MBIIIIL]
Y YYaCTKOB KOXW. AHOMaJIMY MHHEPBAIIMH, KaK ITPaBUIIO,
BBISIBJISTIOTCS CJTYJ9aifHO B XOJIie 3JIEKTpoHeiipomMuorpadu-
yeckoro (OHMT') nccnenoBaHusi, M 3a4acTylo MOJydaeMble
B 9TUX CITyJasiX pe3yJIbTaThl CJIOXKHBI B UHTEPITPETALIMN. DTO
0OYCJIOBJIEHO Yallle BCET0 HEIOCTATOUHON OCBEIOMJIEHHO-

CTbIO HEHPOGDU3NOIOTOB O CYIIECTBOBAHUM MOJOOHbIX Ba-
PUAHTOB MHHEpBaLMiA M OCOOEHHOCTEN MX TUIMYHBIX
OHMI -npu3nakoB. B c¢BsI3u ¢ 3TUM Helpodusnonsoru
HEPEeJIKO OITMOOYHO MHTEPIPETUPYIOT BhISIBJIEHHbIE aHO-
MaJjibHble u3MeHeHus1 napamerpoB DHMI kak matojio-
ruJeckue, a KIMHUIECKe HeBPOJIOTH, OITUPAsCh Ha pe-
syapTaTtel OHMI, cnemar jedyuTs HeCylIeCTBYIOIILYIO
rarojioruto. MIHoraa MexHeBpabHbIe aHACTOMO3bI O0HA-
PYXUMBAIOT ITPY TTATOJIOTUY WJIK TTOBPEXACHUN YIaCTBYIO-
IIETO B aHACTOMO3€ HepBa, KOTOPbhIE COMPOBOXIAIOTCS
pa3BUTHEM HETUITWIHON KIMHUKO-HEWPOhU3N0Ioruie-
CKOI KapTUHBI, TAKXKE 3HAUUTEJIHHO 3aTPYIHSIIONIEH arar-
HOCTHUKY [2].

Takum 06pa3oM, cylecTByeT 000CHOBaHHAasi HE00XO0-
IMMOCTh B TIONPOOHOM OCBEIIeHWM Haubojiee 4acTo
BCTPEYaIOIINXCsl BapUAHTOB aHOMAJIbHBIX WHHEpPBAIWA
C aKIleHTOM Ha ux TunuuHyo DHMI -kaptuny. Packpsi-
THE TaHHOU TTPOOJIEMBI TOJIKHO CITIOCOOCTBOBATH CHIKE-
HUIO YaCTOTHI OIIIMOOYHON MHTEPIIPETAIINNA PEe3YTbTaTOB
OHMI 1 n10XHOM IMarHOCTUKU MAaTOJIOTUH, a TAaKXKe M0~
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3BOJIMT YJIYyYIIUTb IOHMMAaHUE IMOJTyHaCMbIX HCﬁpO(l)PBPIO-
JIOTUYECKUX UBMEHEHUIMA.

Bapuanmbl Me:KHeBpanbHbiX aHacCMoM030B Ha YpoBHe

npeanneyoa

Xopol110 U3y4eHHBIM U HanboJIee YacTo BCTPeUaeMbIM
cpeny BceX aHOMAJIM MHHepBaIluM SIBJIsieTcs MapTuHa—
Ipybepa anactomo3 (MIA), mpencraBasionuii codoit
Ppa3TMIHEIC BApUAHTBI MEXXHEBPATbHEIX COSTMHEHUIT MeX-
Iy CPEOIWHHBIM W JIOKTEBBIM HEepBaMHU Ha YPOBHE IIpel-
IUTEYbs, TIPU KOTOPBIX MCTOYHUKOM KOMMYHUKATHUBHOM
BETBU SIBJISICTCA CPECOWHHBIM HEpB (€TO TJIaBHBIN CTBOII
WIN €TO BETBb — TepeIHNI MEKKOCTHBIN HepB). BriepBrie
IAaHHBIIM aHACTOMO3 onuca mBeackuii anatoM R. Martin
B 1763 r. [To3xe, B 1870 r., Hemelkuit anatoM W. Gruber
obHapyxui 38 (15,2 %) mogoOGHBIX aHACTOMO30B MPU TIpe-
mapupoBaHnu 250 npeamuieunii. BocieacTsum maHHBINA
BUII MEXHEBPAJIbHOTO COCOIWHEHMS OBUI Ha3BaH B YECTh
STUX BBIJAIONINXCS aHATOMOB [3].

MTA cocTouT, Kak IpaBujIo, U3 IBUTATeJIbHBIX BOJIO-
KOH, HO MOXET OBITh U CMEIIIaHHBIM, CCHCOMOTOPHBIM.
Ero pacnpocrpaHeHHOCTh ITOAPOOHO M3ydeHa KaK aHaTO-
MaMU, TaK 1 Helipodu3roaoraMu. B aHaToMuaecKux uc-
CJIeIOBaHMSIX, B KOTOPBIX OBLIO IIpenaprpoBaHo 6oee 200
npearuieynii, pacrnpoctpaHeHHoctb MIA cocTtaBuia
B cpenHeM 15 % [3—5]. AHanorMn4YHbIe pe3yJbTaThl MOJIy-
YUK U HEMPODU3NOIOTH: TI0 JAHHBIM 2 KPYITHBIX HEPO-
(GUBNONOTUYECKUX UCCIEAOBAHUM, B KOTOPKIX OBLIO 00-
caemoBaHo 656 u 1200 rpeameymnit, pacpocTpaHEHHOCTh
MTA cocraBuna 15 u 10 % coorBeTcTBEeHHO [6, 7].

IMpennoxeHa knaccuukauust OCHOBHBIX TUTIOB MTA
[8, 9] (puc. 1):

* 1-if TMIT — KOMMYHUKAaTUBHAsI BETBb CPEIMHHOIO Hep-
Ba COBMECTHO C JIOKT€BBIM WMHHEPBUPYET MBIIIIIEI
hypothenar (MbIILI1LY, OTBOISIITYIO MU3UHELI);

* 2-i1 TUIT — KOMMYHUMKaTUBHasI BETBb CPEIMHHOIO Hep-
Ba COBMECTHO C JIOKTEBbIM UHHEPBUPYET 1-10 fopcalib-
HYI0 MEXKOCTHYIO MBbILILY (BCTpedyaeTcss HauboJee
4acTo);

* 3-i1 TUIT — KOMMYHUMKaTHBHasl BETBb CPEIMHHOIO Hep-
Ba COBMECTHO C JIOKT€BbIM WHHEPBUPYET MbILIIILI
thenar (MbILILY, TIPUBOASLIYIO OOJBIION Majell
WK TJTyOOKYIO TOJIOBKY KOPOTKOro crudaressi 6071b-
1LIOr0 Majblia, UJIU UX BMECTE);

* PEIKO BHIABIsICMble KOMOWHAIIMM pPa3HBIX TUTIOB
MTA.

Tunuunass DHMI -kapTuHa pa3Hbix BapuaHToB MTA
MpejcTaBieHa Ha puc. 2.

Y nm1 ¢ HopMaJIbHBEIM TUTIOM WHHEPBAILMKU TIPU UC-
CJIeIOBAaHNM JIOKTEBOTO HEpBa C MBIIIIILI, OTBOMSIICIA
MU3UHEN, U ¢ 1-i mopcajllbHOM MEXKOCTHON MBILIIIBI
aMILIUTyAa MOTOpHOro oTBeTa (M-0TBeTa), MoJIy4aeMoro
OUCTATBHO (Ha YpOBHE 3alITSICThs) CyIpaMaKCHUMaTbHOM
CHJION CTMMYJIa, BEIIIE WX paBHA aMILTATYIe M-0TBeTa,
MOJIYICHHOTO TIpU CYNpPaMaKCUMAaIbHOW CTHUMYJISIINT
BO 2-i TOuKe (Ha 3 CM HUXEe MEAMaIbHOTO HaIMBIIIEIKa

a o0
8 2

CpefVHHbIN HepB
—— JloKTeBol HepB
— MIA

Puc. 1. Cxemamuueckoe uzobpaxcenue eapuanmos MIA: a — Hopmanvhublii
8apUAHmM X00a cPeOUHHO20 U NOKMEB020 HEePE808 ¢ MUNUYHOU UHHep8ayuel;
6 — MTIA 1-e0 muna; 6 — MTA 2-20 muna; ¢ — MITA 3-e0 muna.

3deco u na puc. 2—10: MTA — anacmomo3 Mapmuna—Ipybepa; APB
(abductor pollicis brevis) — kopomkas mvimya, omeoodausas 60abuUl0l na-
seu; FPB (flexor pollicis brevis) — mbluya-kopomxuii ceubamens 6016ui020
nanvya; FDI (first dorsal interosseous) — -1 dopcanvHas mexncKocmuas
moiuya; ADM (abductor digiti minimi) — mbiuya, omeoosuas MusuHey,

JIOKTEBOTO cycraBa). [Ipu mcciaemoBaHMU CPEIMHHOIO
HepBa C BBIIIEYKAa3aHHBIX MBIIII BBISIBJISIIOT OTCYTCTBHUE
M-otBeTa MAM KpailHe HU3KOAMIUIMTYIHBIHE M-OTBeT
C TEPBUYHO MO3UTUBHBIM OTKJIOHEHUEM. AHAJOTMYHYIO
KapTUHY O0OHapyXKUBAIOT ¥ C KOPOTKOM MBIIIIIIBI, OTBOS-
11e# OOJIBILION Maiell, PY CTUMYJISILIMA JIOKTeBOTO HepBa
(cM. puc. 2) [10].

3anono3putb MIA y 3n0poBbix aul npu DHMI He-
00X0IMMO B CIeAyIoluX cutyauusx [7, 8]:

* TIpPU KCCJIEIOBAHUU JIOKTEBOI'O HEPBA C MBILILIBI, OT-
Bonseit musuHel, (MIA 1-ro tuna), wiau ¢ 1-i gop-
CaJIbHOM MeXKOCTHOI MblIlbl (MIA 2-ro Tuna)
BO 2-1i TOUKE CTUMYJISILMU (Ha 3 CM HIKE MeAUaIbHO-
ro HaaMBILIEIKa JOKTeBoro cyctana [8, 10]) peructpu-
pytoT M-0TBeT, aMIuIUTyAa KoToporo Ha 25 % u 6oJee
HIDKE aMIUTTYI6I M-0TBeTa, TTOJTY4EHHOTO IUCTATTEHO
(Ha ypoBHE 3aITSICThsI), T.€. BEISIBIISICTCS <«JTOXKHBI»
ook mposeneHus: (bIT) Bo30OyxXaeHUS Ha ypOBHE
MPETICYbsT;

* MPU UCCIIEIOBAaHUM CPEIUHHOTO HEpBa C KOPOTKOM
MBILILBI, OTBOAsALIEH Oonbinoit maneu (MIA 3-ro
TUIIA), BO 2-1 TOUKE CTUMYJISIUUKU (HA YPOBHE JIOKTE-
Boro crub6a [8, 10]) peructpupytoT M-0TBET, aMIUIH-
Tyaa KOTOporo Ha 25 % u GoJjiee BbIIIE aMILIUTYIbI
M-oTBeTa, MOJy4eHHOTO AUCTAIHLHO (Ha YpPOBHE 3a-
MACThs) (CM. puc. 2).

DTO 00YCAOBIEHO TEM, UTO OOJIbIIIEE KOJIUYECTBO aK-
COHOB CPEOIWHHOTO HEpBa IOCTYIIHO UIS CTUMYJISIIAN
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APB/n. medianus

ADM/n. medianus

FDI/n. medianus

ADM/n. ulnaris

APB/n. ulnaris

FDI/n. ulnaris

Puc. 2. Cxema DHMI -uzmenenuii npu mexcnegpasbvix aLacmamo3ax na npeonieuve u kucmu [9]. 3deco u na puc. 3—10: n. medianus — cpedunnbLil Heps;

n. ulnaris — nrokmeeoii Hepe

Bnok npoBeaeHns Bo36ykaeHns,
nosy4yaemblii BO 2-1i Touke ctumynsauum n.ulnaris
(Ha 3 cm AucTanbHee MeananbHOro HaAMbILLLEe/IKa IOKTEBOrO CycTaBa)
(orBepgeHne c ADM)

— T

EcTb KNUHNYeckue HeT KNnnHMYecKnx npnsHakos
NPU3HaKN Nopa)keHnsA nopaKeHus:
n.ulnaris Bnok npoBeaeHnsa Bo36yxaeHnA
Ha npeanneybe —
OHMI-HaxogkKa

J

MeToponornyeckasa owmnbKa:
HeBepHas TouKa CTUMynALUY;

MeTogonornyeckasa ownbKa:
2-A TOYKa CTUMYNALMUY OWNBOUYHO  »
B3ATa Bbllwe (Ha ypOBHEe - HepocTaTOYHas cuna CTUmyna
MeAnanbHOro HagMblIWesKa) + npu CTUMYNAUNK BO 2-11 TOUKE
Ky6u1TanbHbI CUHAPOM \L

Komnpeccna HepBa Ha ypoBHe MTrA 1-ro Tvna
arnoHeBpoO3a JIOKTeBOro crubarens WccneposaHne no
KNCTU (BEPXHAA TpeTb Npeanneybs) pekomeHAOBaHHOMY 06bemy,

\L yKa3saHHOMY Ha puc. 4

ﬂVBI/IMMyHbIe I'IOJ'II/IHeI?IpOI'laTVII/I
(XBAM, MMH u ap.)

TpaBma HepBa
Ha ypoBHe npeanneyba

J

[pyrvie nprynHbl

Puc. 3. Jughdhepenyuanrvro-ouaznocmuueckuii areopumm npu Haau4uu 610-
Ka npogedeHus: 6030yic0eHUs N0 10KMEBOMY HEPBY Ha YPOGHEe NPeOnaeybs.
XBIIT — xponuueckas ocnarumenvias 0emMuesuHu3uUpylouas noauHeupo-
namusi; MM H — myasmugoxanvras MmomopHas Heiiponamus

Ha YpOBHE JIOKTEBOTO Crida (M0 OTXOXKIEHUS KOMMYHMKA-
THUBHOI BETBM), HEXXEJIM Ha YPOBHE 3aIIsSICThsI (TIOC/IEe OTXO-
JKIEHMSI KOMMYHUKATUBHOM BETBH ), TOTIA KaK IMPH UCCIIEI0-
BaHMM JIOKTEBOTO HepBa — HA00OPOT.

Jloxwuprii BT, moaydyaemslit Bo 2-ii TOUKE CTUMYJISILIMA
JIOKTEBOI'0 HepBa (Ha 3 CM HIDXE MeIUATIbHOTO HAaIMBbIIIIE)I-
Ka JIOKTEBOTO CYCTaBa), MCCAEMYeMOTrO ¢ MBIIIILIbI, OTBOMISI-
el MU3UHEN, TIPY OTCYTCTBUU KJIMHUYECKUX TTPU3HAKOB
MOpaXeHMS JIOKTEBOIO HepBa (T.e. SIBJISIONIMNICS M0 CYyTH
OHMI -Haxonkoii) TpeOyeT MCKIIOYEHUS TIpeXkIe BCEero
METOJOJIOTMYECKUX OIIMOOK U cobctBeHHOo MIA. MHag
CUTYaLUS — IIPU HATMYUY KIMHUYECKOM KapTUHBI ITopaxke-
HUS JTOKTEBOIo HepBa (puc. 3).

PexoMeHnnoBaHHbIl mpoTokon DHMI-o06cnenoBaHust
npu noao3peHur Ha MIA BKITto4aeT COBMECTHOE UCCIIENO-
BaHUE CPEIMHHOTO M JIOKTEBOTO HEPBOB C OTBEIECHUEM
C 3 MBIIIIL; KOPOTKOM MBIIIILIbI, OTBOSILIEH OOMbILION Majell,
MBILLLIBI, OTBOISILLEN MU3UHEL, U 1-I1 JOpcaTbHOM MEKKOCT-
HOM MbIILbl (pyc. 4). CTUMYJISILIMIO TTPOBOAST MUHUMYM
B 3 TOUKax: Ha yPOBHE 3aITsICThs, JIOKTEBOTO CycTaBa M IIeYa.
ITo wToram uccaenoBaHNS MOATBEPKIAIOT HAJTMYME aHOMa-
JIMY MTHHEPBALVH U ¢ THIL.

Henb3sa He yIIOMSIHYTH HAIMYME PEIKOTO TTPOKCUMAITh-
Horo tuna MIA, npu KOTOpOM KOMMYHWKATUBHAsl BETBb
OTXOIUT OT CPEOIMHHOIO HepBa K JIOKTEBOMY He Ha YPOBHE
TpeIIeybsl, a BBIIC — Ha YPOBHE JIOKTEBOIO CYyCTaBa
VU HYDKHEH Tpetu Tuteda. B atom ciryqae DHMI -kapTuHa
WCCIIeOBAaHMS JIOKTEBOTO HepBa ITOI00HA TOM, KOTOPYIO MBI
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2-ATOYKa |
CTUMYAALMN
2 L

2-A TOYKa
| cTumynaummn

1-A TOUKa
CTUMYNALMMN

1-A TOuKa
CTUMYNALNN

Puc. 4. Pexomendyemoiit 0b6sem uccaedoganus npu nodo3peHuu Ha aHac-
momo3 Mapmuna—Ipybepa: a — mouxku cmumyasyuu cpeOuHHO20 Hepaa;
0 — MouKu cMUMyAAUUU 10KMeB020 Hepea,; mpemv MouKU CIUMYASYUU
pacnonoxcenst 6 sulcus bicipitalis medialis, na cepedune naeua [9]

perucTpUpyeM Ipu KyonTaasHoM cuHapome [ 10, 11], mpu ot-
CYTCTBUY KIIMHUKY TTOPaKEHMSI JIOKTEBOTO HEpBa TP 3TOM.

Couertanue MTA ¢ mopaskeHreM CpeTMHHOTO WIIH JIOK-
TEBOT'O HEPBOB (KOMITPECCHS B TUIIMYHOM MECTE WJIA TpaBMa)
MPUBOIUT K IOMOTHUTEIBLHBIM HEHPO(PH3MOIOrIIeCKIM
W3MeHeHUsIM TITpu TipoBeaecHu DHMI -uccinenoBanus, BbI-
3bIBast 3aTPYAHEHMS B X MHTepIIpeTali. OITHAKO 3TO HE SIB-
JIIEeTCS TIPEIMETOM HACTOSIIEH CTaThb M XOPOIIIO OMUCAHO
B ymrteparype [10, 12, 13].

Mapunawqu anacmomos (MA) — BapuaHT MEKHEBPATb-
HOT'O COeMMHEHMSI MEXKITY CPEIMHHBIM 1 JIOKTEBBIM HEpBaMU
Ha YpOBHE TPeaIUIeYbs], TP KOTOPOM MCTOYHUKOM KOMMY-
HUKATUBHOI BETBM SIBJISICTCSI JIOKTEBOM HEPB, a MBIIIIIIBI
thenar (KOPOTKasi, OTBOISILIAS OOJIBIION IMajiell, [TOBEpXHOCT-
Hasl T0JIOBKa KOPOTKOI'O CrrbaTesist 00JIbIIIOro Majiblia v Ipo-
THBOIIOCTABJISIONIAST OOJBIION Tajelr) MoIydaroT IBOHHYIO
nHHepBauuio (puc. 5) [14, 15].

BriepBhie maHHBI aHacTOMO3 ObUT onucaH A. Marinacci
B 1964 . OH omy0/IMKOBajl COOOLICHKE O OOJILBHOM, TIepeHeC-
1IeM TpaBMY CPEIMHHOIO HepBa Ha YPOBHE ITPEITUIeYbs, Y KO-
Toporo (yHKIIMSI MBI thenar He HapylIWIach, HECMOTPSI
Ha HaIMYYe MPU3HAKOB ACHEPBAIMY ITPY UTOJTbYATOM 21EKTPO-
Muorpachyy MoBEPXHOCTHOTO cribaTes naibles [ 14].

MA BoIsiBIsIETCS KpatiHe penko. [To gaHHbIM J. Kimura
M COABT., €T0 PAaCIpPOCTPaHEHHOCTh cocTaBlseT Beero 1,3 %
[16]. Apyrue aBrops! peructpuposat DHMI -tiprsaakn MA
yamie — ot 5,0 10 16,7 % [17, 18].

Puc. 5. Cxemamuueckoe uzobpaxcenue anacmomoza Mapunauuu [15]. CB—
KOMMYHUKamueHas eemeo — anacmomo3 Mapunawuu; 30eco u Ha puc. 5Su 7:
MN — cpedunnviii Hepe; UN — nokmesoii Hepe

3anono3putb MA 'y 3mopoBbIx il ipy DHMI Heobxo-
JIUMO B CJIEAYIOIINX cUTyaLusix [17]:

* MIPM HCCAECIOBAaHUM CPEAUHHOIO HEpBa C KOPOTKOM
MBIILLIBI, OTBOSILENA OOJBIION Tanel, BO 2-ii TOUke
CTUMYJISILIMM (Ha YpOBHe JIoKTeBoro cruba [8, 10]) peru-
CTpUPYIOT M-0TBeT, amIuiuTyaa koroporo Ha 20 % u 60-
Jiee HYDKe aMIUTATYIbl M-0TBeTa, TIOTydeHHOTO IUCTalTh-
HO (Ha ypOBHE 3aI1sICThs1), T. €. BbISIBISIETCS JJOXKHBIN BIT
BO30YXXIE€HUST HA YPOBHE TTPETIICYbST;

* MPU WCCJIEIOBAHUU JIOKTEBOTO HEpPBa C KOPOTKOM
MBIIIIIEI, OTBOISIIEH OOJIBIION TTajell, BO 2-if TOUKe
CTUMYJISIIIVM (Ha 3 CM HIDKE MEINATEHOTO HaaMBIIIIETT-
Ka JIOKTeBOTO cycrana [8, 10]) peructpupyror M-0TBeT,
aMIuTMTyIa Kotoporo Ha 20 % u 6oJtee BbIIIe aMILTH-
Tyabsl M-0TBeTa, MOJTYIeHHOTO TUCTAILHO (Ha YPOBHE
3arsICThSI).

D10 00YCIIOBIIEHO TEM, YTO OOJIBIIIEE KOTMYECTBO aKCO-
HOB JIOKTEBOTO HepBa JOCTYITHO JJIST CTUMYJISILIVIA Ha YPOBHE
JIOKTEBOTO CTH0a (IO OTXOXICHMSI KOMMYHUKATUBHOI BET-
BM), HEXEIM Ha YPOBHE 3aIISICThsI (ITOCTIC OTXOXKICHHS KOM-
MYHHMKATUBHOI BETBM), TOTIA KaK IPU MCCICAOBAHUN Cpe-
JIMHHOTO HepBa — HA00OPOT.

Jloxwuerit BIT Bo30yXneHNS, TIOJydaeMbIii BO 2-11 TOUKE
CTUMYJISILIMY CPEIMHHOTO HepBa (Ha YPOBHE JIOKTEBOTO CTH-
0a), McCiIemyeMOro ¢ KOPOTKOM MBIIIIIBI, OTBOMSIIEH 00JIb-
IIO¥ TTaJiell, — PeaKoe SIBJICHUE TIPU OTCYTCTBUM KIIMHMYE-
CKHX TIPU3HAKOB TOPaKeHWsI CPEIMHHOTO HepBa 1 BO BCeX
MTOIOOHBIX CITyJasIX TPEOYET UCKITIOUEHMST METOAOIOTMIECKOM
OIMOKM (HEMOCTAaTOUHAsI CWIa CTUMYJ/Ia TIPU CTUMYJISIITAN
BO 2-11 TOUKe, HeTpaBUIbHAS TOUYKA CTUMYJISILIAN U 11p.) 1 MA
(cm. puc. 2). INomuslii npotokon DHMI-obcnenoBanus
Mpu nofao3peHnr Ha MA nogo6eH ToMy, YTO PEKOMEHIYIOT
npu Bepudukam MIA (cm. puc. 4).

Bapuanmbl MeHeBpanbHbIX aHACMOMO30B Ha ypoBHE

Rucmu

Puwe—Kanvio anacmomos (PKA) saBnsiercss mMex-
HEBPAJbHON KOMMYHUKALIMEil MEXIy IBUraTeJbHBIMHK
BOJIOKHAMMU JIOKTEBOTO M CPEAMHHOIO HEPBOB Ha YPOBHE
KUCTH 1 3aKJIF0YAETCs B IPEUMYIIIECTBEHHOM MHHEPBAlIUK
MBIIIII] KUCTH 3a CUET ITyOOKOM IBUTATEIbHOM BETBH JIOK-
TeBOro HepBa (puc. 6).

"
Puc. 6. Cxemamuueckoe uzobpascenue anacmomosa Puwe — Kanvio [15].

CB — kommyHukamueHnas eemeb — anacmomos Puwe — Kanvto (MomopHble
80/10KHA)
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n. medianus sin. APB n. ulnaris sin. APB

3ansactbe-APB
3ansctbe-APB

Hwxe nokTta-APB
NokTesow cru6-APB
Bblwe nokTs-APB

CpeaHss TpeTb nneva-APB
CpeaHss TpeTb nnevya-APB

6

Pe3ynsraTbl nccieJOBaHNS MOTOPHBIX MOPLHii CPEAMHHOTO M JIOKTEBOTO HEPBOB CJIeBa

sin., APB, medianus, C6—T1 sin., APB, ulnaris, C8—T1
3arsictbe 2,75 2,6 3anscrbe 2,33 6,8
JlokreBoii crud 5,92 2,4 62,5 Huxe 1oKTS 5,14 6,6 69,6
CpeHsis TpeTh Iuieya 7,84 2,2 69.4 BbILie JTOKTS 6,72 6,4 78,3

sin., ADM, medianus,C6—TI CpeHsist TpeTh ruieya 7,81 6,1 79,8
3amsicTbe — — sin., ADM, ulnaris, C8—T1
JlokTeBoii cru6 — = 3anscTbe 2,05 8,9

sin., FDI, medianus, C6—T1 Huske JTOKTS 4,75 8,8 67,4
3arscTbe = = Bel1i1e JI0KTS 6,53 8,0 73,2
JlokTeBoii cru6 — — sin., FDI, ulnaris, C8—T1

sin., FDS, medianus, C6—T1 3anscrbe 2,41 6,6
JlokTeBoii cru6 1,81 6,0 Huxe noKTst 5,27 6,3 67,7
Cpensisi TpeTh 1ieya 4,74 5,7 56,7 Bbimue J10KTS 6,97 6,1 73,8

Pe3yasraTsl HCC/I€IOBAHNS CEHCOPHDIX MOPIMIA CPEAMHHOTO M JIOKTEBOTO HEPBOB CJIEBA

sin., n.medianus 11 dig.
3amsicTbe 1,77 36,6 70,6
sin., n.ulnaris V dig.

3anscTbe 1,57 26,2 73,2

Puc. 7. Pezyavmamer D HMTI-uccaedosanus cpedunnoeo u 10Kmesoeo Hepeos caesa nauuenmiu A. 40 rem ¢ anacmomoszom Puwe — Kanwio (cobcmeentoe
HabatO0eHue): a — MOmMopHbie 0Meembl, 3apecucmpupo8antsie NPU UCCA008AHUU CPEOUHHO20 HEep8a ¢ KOPOMKOU Mblliybl, 0meodsueli 60wl nasey,
(APB); 6 — momopHbie omeembl, 3apecucmpuposantble npU UCcAe008aHulU J0KMe8020 Hepea ¢ KOPOMKOU Mblulybl, 0omeodsueli boavuoi narey (APB); ¢ —
obuue danuvie IHMT-uccredosanus. 30ece u na puc. 8: FDS (Flexor digitorum superficialis) — mbuuya-noeepxrocmuutii ceubamens narvyes, 11 dig. — 11 naneu;
Vdig. — Vnaney
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HepBHo-mMbiweyHbie BOJIE3HU

JlaHHbIi aHacTamMo3 onycaH B 1897 I. omHOBpeMEHHO
a"HatomamMu D. Riche u A. Cannieu, B 4ecTb KOTOPBIX
u 011 Ha3BaH. [To gaHHbIM J. Kimura u coaBT., pacnpo-
ctpaneHHOcTh PKA mocturaer 83 % [16], uTo npeBbIlIacT
4yacToTy BcTpedyaeMocTu MTA B HeckoibKo pa3. merorcst
MyOJMKalUuu, CBUIAETEIbCTBYIOLINE 00 ayTOCOMHO-/10-
MMWHAHTHOM THUIIE HACJIeAOBaHUS JAHHOTO BUIa aHACTO-
Mo3a [19].

Heitpodusmonornaeckast KapTHa MOXKET OBITh Bapy-
abeIbHOM B 32aBUCUMOCTHU OT CTENEHU YYaCTUSI JIOKTEBOTO
HepBa B MHHEPBAIIMU MBIIILI thenar (KOPOTKast, OTBOASIIIAS
OOJIBIIION mMaJiel], TOBEPXHOCTHAs TOJIOBKa KOPOTKOTO
crubaTelst OOJBIIOTO IMaJblla M TIPOTUBOIIOCTABIISIONIAS
OOJIBIIION MaJiell), B HopMe MHHEPBUPYEMBIX CPEeINHHBIM
HepBoM [20]. Beipenstior 3 Tuma PKA: 1-my Tumy npucymia
HUCKITIOUNTETbHASI MTHHEPBALIMS BCEX MBIIIIIL KMCTH JIOKTE-
BBIM HEpBOM C (hOPMUPOBAHIEM TaK Ha3bIBAEMOIT «JI0K-
TeBOW» KHWCTH, 2-W W 3-fi TUNOB XapaKTepHU3YIOTCS
TeM WJIM WHBIM y4acTHEM JIOKTEBOTO HepBa B MHHEPBAIIUU
MBILLLI thenar.

B TunmmuHBIX cioydasx («JIoKTeBasi» KUCTh) pu PKA
B xone DHMI -uccnemoBaHus 3M0pOBIX I HAOTI0JAET-
cs cienylolas KaptuHa (cM. puc. 2) [16, 20]:

* TIpY UCCJICIOBAaHUM CPEIMHHOTO HEpBa C OTBEICHNEM

C KOPOTKOI MBIIIIIbI, OTBOJASILEH OOJBIION Majell,

BO BCEX TOYKAX CTUMYJALWU PETUCTPUPYIOT HU3KO-

aMIUIUTYAHbIA M-0TBeT;

* TIpM UCCJICIOBaHUHU JIOKTEBOTO HEPBa TOM K& CTOPOHBI

C OTBEIEHUEM C MBIIIIIBI, OTBOASIIIEH MU3UHELL, KO-

POTKOIi1 MBIIIIIIBI, OTBOSIIEH OOMbIION Nanel, u ¢ 1-i

JIOPCaJIbHOM MEXKOCTHOM MBIIILBI BO BCEX TOYKAX

CTUMYJISILIUM PETUCTPUPYIOT M-OTBET HOPMaJIbHOM

AMIUTUTY/IBI.

Huskag ammntyna M-oTBeTa, IToIy4yaeMoro mpu uc-
CJIeNOBAaHUM CPEIUHHOTO HepBa C KOPOTKOM MBIIIIIHI,
OTBOAAIIEH OOJBIION Naiel, TP OTCYTCTBUM KIMHUYE-
CKMX TIPM3HAKOB MOpPaXXEHUsI CPEeNMHHOTO HepBa (cia-
00CTb U TUTIOTPO(US MBILILL thenar) TpeOyeT UCKIIOUEHUS
METOAOJOIMYEeCKUX OIIMOOK (HeMpaBUIbHOE MTOJI0XEHUE
aKTHBHOI'O OTBOJSIIETO 3JIeKTpoa (He Ha ABUraTeIbHOM
TOYKE), HeTIpaBUIbHAsI TOYKA CTUMYJISILIMUA, HEAOCTaTOY-
Hasl cuja CTUMYJa BO BCeX ToUKax cTUMyJisiuun) u PKA.

B nutepatype ommMcaHO HECKOJbKO KIMHUYECKUX
ciydyaeB PKA, oOHapykeHHOI0 Cay4aiiHO WX B coueTa-
HuUM ¢ narojiorueit [2, 21—24]. Ocoboro BHUMaHUS 3aCy-
XKHWBAOT T€, NPU KOTOPBIX Pa3BUTHE CUMIITOMATHKU
U KJIMHUYeCcKasi KapTUHA UMUTUPYIOT TaKOe HeKypaoesb-
Hoe 3a00JieBaHME, KaK O0OKOBOI aMUOTpO(prUUeCcKUit CKile-
po3. Tak, aMepuKaHCKHWE Bpayd OMUCAIU MalUeHTa
C TIpeIBapUTEIbHBIM TUAarHO30M OO0JIE3HU JBUTATEIBHOTO
HelpoHa, y KoToporo npu TiiatessHoM DHMTI -nccneno-
BaHUU BbIIBWIM couetaHue PKA ¢ kommpeccuoHHoOit
HelpomnaThel JIOKTEBOTO HEpBAa Ha YPOBHE JIOKTEBOTO
cycraBa [2]. Tlo3xke rojmaHackvde Bpayu MpeacTaBUIU
MONOOHBIN KIWHWYECKU ciydail [24]. CnenoBaTesbHO,
IIPY HETUITUYHOMN KIIMHUKO-HEHPO(GU3NOIOTIISCKOM Kap-

TUHE y MalMEHTOB C MpOrpeccUupyloleil ciaadocThbio
U atpodueil MBI KUCTH HEOOXOOIUMO MMETh B BUIY
HaJIMYMe JAHHOTO MEXHEBPaJIbHOTO aHACTOMO3a.

PKA ™Mbl 3apeructpupoBaiy ciy4yailHO y MalldeH-
TKU A., 40 JieT, mpoxonuBliiei odciegoBaHuE MO MOBOLY
nojavHeponatur. OCHOBHas Xajloba — OHEMEHUE Najlb-
ueB crom. IIpu uccriemoBaHWM HEPBOB JIEBOW BepxXHEM
KOHEUHOCTU OBLIY MOJIyYEHBI TaHHbIE, TTPEICTaBICHHbIE
Ha puc. 7.

OtcyTcTBUE X100 U HEBPOJOTMYECKOU CUMIITOMA-
TUKU B COUYETAHUU C BBISIBICHHBIMU MIPU UCCIEAOBAHUYN
HEPBOB JICBOW BEpXHEW KOHEUHOCTU U3MEHEHUSIMU O~
3BOJIWIIM HaM Bepuduuuporatb PKA 1-ro Tuna («iok-
TeBasi» KUCTh ciieBa). C ydyeToM ompeaensiomein poiu
JIOKTEBOTO HEpBa B WHHEPBALMM BCEX MBI KUCTHU
clieBa MallMeHTKe ObLJI PEKOMEHIOBAH OMpenesIeHHbIN
CTEPEOTHII ABUTATSIIBHOM aKTUBHOCTH: TI0 BO3MOXHOCTH
OrpaHNYNBATh CTHMOAHUS B JICBOM JIOKTEBOM CYyCTaBe
6osee yeMm Ha 30—45°, He onmMpaThcs Ha JTIOKTU U U30e-
raTh CIaBJICHUS B 3TOM 00JIACTH B LIEJISIX MIPOPMIAKTUKI
BO3MOXHOI KOMIIPECCUM JIOKTEBOTO HepBa Ha 3TOM
YpOBHE.

Bemev beppummunu (Bb) nipencrapisieT coboii Mex-
HEeBpaJIbHBII aHACTOMO3 MEXKTY ITOBEPXHOCTHBIMU IyBCT-
BUTEJILHBIMU BETOYKAMH CPEIUHHOTO 1 IOKTEBOI'O HEPBOB
Ha ypoBHe KUCTH [25]. B G0JIBIIMHCTBE ClydaeB UCTOUHU-
KOM CEHCOPHOM KOMMYHMKATHBHOW BETBU SIBJSICTCS
JIOKTEBOM HepB (puc. 8).

1J.
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ﬁ:_

B \ A

Puc. 8. Cxemamuueckoe uzobpaxncenue éemeu beppummunu [15]. CB —
KOMMYHUKAMUBHAS 6em8b — 6emeb beppummunu (1yscmeumenshbie 6010KHA)

B 1999 r. xopBaTckue aHatombl, ucciaegoBas 100
MperapaToB KUCTEH, YCTAHOBUJIU BCTPEYAEMOCTh 3TOTO
BHUIa aHACTOMO3a, KoTopast coctaBmia 81 % [26]. [To3xe
WHINMACKWE KOJIETH TTOATBEPAVIIN 3TH TaHHEIEe (85 %)
[27].

CornacHo knaccudukauuu G.P. Ferrari u A. Gilbert
BbIIENSIOT 4 TUa BB B 3aBUCMMOCTH OT MOJIOKEHUST KOM -
MYHUKATUBHOW BETBU OTHOCUTEJILHO YIEPXKUBATENIS CY-
XOXWINI crubaTeseit manbues [28]. ABTOpbI YTBEPKAAIOT,
4yTo B Kaxjaom 3-M ciaydyae Bb pacrnosnaraercs mpokcu-
MaJibHee YIepKUBATEIs CYXOXUITUIA crudaresieli majibles,
YTO HEOOXOMMMO YYUTHIBATH B XONI€ SHIOCKOIMMYECKOTO
HEBPOJIN3a CPEIMHHOTO HepBa MPU KapHaJbHOM CUHIPO-
Mme [29].
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HMMeHHO npy KapnajJbHOM CUHIPOME, SIBJISIOIEMCS
CaMbIM YacTbIM M3 BCEX TYHHEJbHBIX KOMIPECCUOHHBIX
HeBponaTtuit, 3HaHus o Bb npuobperaioT ocodyio akTy-
anpHOCTh [30]. B kauecTBe COOCTBEHHOTO MpUMepa Mpu-
BOIMM JaHHbIE KIMHUKO-HEUPODU3MOIOTHIECKOTro 00-
CJIeOBaHUs TAIMEHTKM C KaprajJbHbIM CHUHIPOMOM,
y KOTOpoii Obu1a 3anono3peHa Bb.

Suc 1S0ud

! W BuA 02w ﬂ
1

HNATkE

! Wﬂl A, 05w 1My

! Rocreani qub

1 , T D1uc 11y

Cpeskan Tpens nea APR.
6

TMaumentka b., 45 net, ooparunack B HayuHblii LieHTp
HEBPOJIOTUH C XXaJI00aMK Ha CJIA0OCTh Y YMEHbIIIEHUE 00b-
€Ma MBIILIL thenar, OHeMeHue JanoHHoM moBepxHocTu [—I11
MaJblIeB W JaTepaTbHOM MOBepXHOCTH IV Taiblla KUCTH
CIipaBa, a Takke 6o B ripaBoit kuctu [10]. ITpu DHMTI -
VICCTICIOBAHNY OBLUTH BISIBJICHBI BRIPAXKEHHBIC N3MEHEHMS,
pPETUCTPUPYEMEIC TIPM TECTUPOBAHMU MOTOPHON ITOPITUN
CPEeIMHHOIO HepBa Ha CTOPOHE ITOPaskKeHMsI, TOTIa KaK CeH-

Ime 25md
? i

+13mA, 01 wmc 4Ty
3anAcTee

Pe3ynsraTbl MccieJ0BaHMS MOTOPHBIX MOPLMIi CPEUHHOTO M JIOKTEBOTO HEPBOB CIPaBa

np., Flexor digitorum superf., medianus, C6—T1

JlokreBoii cru6 1,91 5,04 10,0 21,7
CpenHsist TpeTh Iureya 3,15 4,11 10,0 21,3 80,4
np., Abductor digiti minimi, ulnaris, C8—T1

3amsicTse 2,01 9,12 5,24 24,0

Huxe nokTs 5,21 8,02 4,99 18,3 58,0
Bri1ire J10KTS 7,33 6,75 4,99 14,9 62,5
CpenHsis TpeTh IUeda 9,13 6,49 4,97 14,8 65,6

np., Abductor pollicis brevis, medianus, C6—T1

3arsicTee 6,03 0,286 17,0 3,1

JlokTeBo¥i crut 9,74 0,237 15,4 2,3 56,7
CpenHsisi TpeTh Tueda 11,1 0,07 15,4 0,8 67,2

Pe3ynsraThbl HccieJOBaHUS CEHCOPHDBIX MOPIHIA CPeJUHHOTO U JIOKTEBOTO HEPBOB CIPABa

np., n. medianus 11 dig.

3arnscrbe 3,18 2,5 2,12 40,9
np., n. ulnaris V dig.

3amsictbe 1,53 25,8 1,17 58,5
np., n. ulnaris 11 dig.

3ansictbe 2,03 8,2 1,83 54,2

Puc. 9. Pezyavmamu DHMT-uccredosanus cpedunnoeo u 10kmegoeo Hepsog cnpasa nayuenmku b., 45 nem, ¢ kapnarvhvim cunopomom u éemevio bep-
pummunu (cobcmeenHoe Haba0OeHUe): a — MOMOPHbIE OMEEeNIbl, 3aPecUcMpPUPOBaHHble NPU UCCAe008AHUU CPEOUHHO20 HeP8a ¢ KOPOMKOU Mblullbl, OME0-
daweti 6orvuoil nasey, (APS-); 6 — cencopHulii omeem, 3apecucmpuposanHblil npU UCCA008aHUU CDeOUHHO20 HEP8a, OmeedeHUe ¢ YKAa3ameabHo20 nabyd;

6 — obugue dannvie IHMTI-uccredosanus



OpueunanvHble Uccae008aHUs

HepBHo-MbiweyHble BOJIE3HU

COPHBII OTBET ObIT OTHOCUTEBHO coxpaHeH. Kpome Toro,
MPY UCCIEIOBAaHUM CEHCOPHOM TMOPIIMU JIOKTEBOTO HepBa
C OTBEJICHWEM C YKa3aTeJIbHOTO Nalblia ObLI 3apErucTpUpO-
BaH CEHCOPHBI MoTeHIMan (puc. 9), 4To U MO3BOJIMUIIO 3a-
nono3puth Bb.

KomMmnpeccusi cpeniHHOTro HepBa Ha ypOBHE Kaprajib-
HOTO KaHaja B JaJbHelleM ObLIa MOATBEPXKAECHA C MO~
MOIIbIO YJIBTPAa3BYKOBOTO WCCJIENOBAaHUS CPEIUHHOTO
HepBa. BpUIO PEKOMEHIOBAHO XUPYPIUYECKOE JeUeHUE,
a TaKk>ke HEe0OXOAMMOCTh BO BpeMsI OlepalilMi yYUThIBATh
BbIsiBJIeHHble TIpu DHMI ocobeHHOCTH WHHepBaUUU
KHCTH.

Jlpyeue mexncneepaivHble KOMMYHUKAUUU HA YPOGHE
kxucrmu. Ha TEUTBHOI OBEPXHOCTH KUCTH 00JIee YeM Y T10-
JIOBUHBI 3[IOPOBHIX JIUII MMEETCS] aHACTOMO3 MEXY IT0-
BEPXHOCTHOM YYBCTBUTEILHOM TTOPLIMEH JIydeBOTO HEpBa
1 IOPCAJTbHOM YYBCTBUTEILHOM BETBBIO IOKTEBOTO HEPBa
[31]. ITpu TakoM aHACTaMO3¢ OOJIBIIYIO ITOBEPXHOCTH KO-
KW ThIJIa KUCTH MHHEPBUPYET IMOBEPXHOCTHASI YYBCTBU-
TeJbHAs MOpILUs JydeBoro Heppa. Ilpw mcciegoBaHNU
JIOPCATbHOM YYBCTBUTEILHOM MOPIIUU JIOKTEBOTO HEpBa
1 OTCYTCTBUHU CEHCOPHOTO OTBETA IIPEXIE YeM YTBEPKIATh
0 TIATOJIOTUY PEKOMEHIYETCSI IIPOBECTU CTUMYJISILIMIO JIy-
YeBOro0 HepBa IIPU IIPEXKHEM ITOJOXCHUM OTBOISIIIIX
BJIEKTPOIOB.

Penko BcTpeuaercst aHacTomo3 KariaHa — KOMMYHU-
KATUBHASl BETBb MEXAY AOPCAJIBbHOU YYBCTBUTEJIbHOU
MOPLMEN JIOKTEBOTO HEPBA U €TI0 IIOBEPXHOCTHOM 4yBCT-
BUTEJIbHOM BETBbIO HA JJaloHU. BriepBble JaHHBIA aHACTO-
MO3 ynomMuHaeTcst B padorax P. Camper (1760) u 3Haun-
TeIbHO Mo3xe — B padorax E.B. Kaplan (1963) [32, 33].

Bapuanmbl MeHeBpanbHbIX aHACMOMO30B HUMHHUX

KoHeuHocmeii

Hawubonee yacto BcTpeyaeMbIM aHACTOMO30M HUKHUX
KOHEYHOCTEM SBAsIETCS 100aBOYHbINM IITyOOKMi1 Maobep-
noBbIit HepB (JITMH) — BeTBb MOBEpXHOCTHOIO Majiodep-
LIOBOTO HEpBa, KOTOPBIIA COBMECTHO C IIyOOKOI ABMUTra-
TeJbHOI BETBbIO OOIIET0 MajI0OEPIIOBOTrO HEPBa y4acTBYeT
B MHHEPBAllMM KOPOTKOTO pa3rudaTesisd MajiblieB CTOIIbI
(puc. 10) [34].

ITo manHbIM pa3HbIXx aBTOpOB, JIITMH BBISIBASIETCS
B KaxxnoM 4—8-m caydae (12—22 %) [8, 35] kak ¢ ogHO¥
(3HAUMTENBHO Yallle), TaK U ¢ 2 CTOPOH. 3HaHKWE JaHHON
AHOMAJIMX MHHEPBAIIMU MBIIIII CTOITEl HEOOXOIMO TTpeK-
Jle BCETO JUIS aJieKBaTHOW WHTEPIpeTaly pe3yJIbTaToB
OHMI, peructpupyeMbIx IpU UCCIeI0BaHUN HEPBOB HOT,
Kak MpaBwuIo, CIy4arHo.

3anono3puth II'MH y 3010pOBbIX JULL CAEAYET, €CIU
MPU UCCIIEAOBAHUY TTyOOKOI BETBU 00IIIETO MaJIoOEepIIO-
BOTO HEpBa C KOPOTKOTO pPa3rmbaresisi TMajblieB CTOITBI
B 1-ii TouKe CTUMYJSUMU (Ha YPOBHE TOJEHOCTOITHOIO
CyCTaBa) perucCTpUpYIOT AUCTATbHBIN M-0OTBET, aMITITUTY-
Ja kotoporo Ha 20 % v 6oJiee HYKe aMIUTUTY bl M-0OTBe-
Ta, TOJIy4aeMOTO BO 2-i TOYKE CTUMYJISIINK (Ha YPOBHE
TOJIOBKU Masio0ep11oBoii KocTtH) (puc. 11) [8, 34].

Puc. 10. Zobasounusiii enybokuii marobepyoswiii Heps [34].

Common peroneal N. — obwuii manodepyosviii Heps; Deep peroneal N. —
anybokuil manrobepyosviii Heps; Superficial peroneal N. — nogepxrHocmHbiil
Manobepyoeblil Heps; Accessory peroneal N. — 0o6agouHblil enyboKuil mano-
obepuyosuiii Hepa; Extensor digitorum brevis — kopomkuii paseubamens nanvles
cmonwt; A u C — coomeemcmeeHHo noAoJceHUst GH00A U Kamooa Crmumyaupy-
ouezo anexmpooa

JlaHHBIA Heliporpaduyeckuii maTrepH TIPU TOJTHOM
YBEPEHHOCTH B METOIOJIOTUYECKON ITPABMIIBHOCTH ITPOBO-
JIIMMOTO MCCIIeA0BaHMS (TOYHOE TOJIOKEHNE aKTUBHOTO OT-
BOJISIIIIETO 3JICKTPO/IA, IOCTaTOYHAS CHJIa CTUMYJIa TP CTH-
MYJISILAMA B TACTAJIGHOM OTAEJIE, TIPABIJIbHOE TOJIOKCHIE
CTUMYJIMPYIOLIETO 3JIEKTPOIA U IIp.) TPeOYyeT NOITOTHUTEIb-
HOM CTUMYJISILIMUA 34 JIATEPATTbHOM JIOABDKKOM TOJIEHOCTOIT-
Horo cycTaBa. Bo BpeMsi ykazaHHOI JOMOJTHUTEJIbHOI CTH-
mynsauuud npu Hammuuu JIT'MH perucrpupyior M-oTBerT.
WctunHasg amMmmiTyaa JuctaabHoro M-oTBeTa UcciieTye Mot
[TyOOKO#1 BETBY 00I1IEro MajioOepIIOBOro HepBa Oy/IeT paBHa
CyMMe BEJUYMH aMIUTATYI TUCTaIbHOTO U «I00aBOYHOTO»
M-0TBETOB U OyIeT BhILIIE MJIU PaBHA BEAUIMHE aMIUIUTYIbI
M-oTBeTa, ITOTY4YEHHOTO BO 2-Ii TOYKE CTUMYJISILIMU.

OnucaHbl eIMHUYHBIE CIydau MHHEPBALlMU MBIIIILL
CTOIBI TOCPEACTBOM 0OJIbIIEOEPIIOBOrO HEpBa C (hOpMU-
pOBaHMEM TaK Ha3bIBaeMOM «0OJIbIIEOEePIIOBOIi» CTOTIBI
[36, 37]. ABTOpaM mpu HMCCIEAOBAHUM MaJloOEPLIOBOIO
HepBa C KOPOTKOIo pa3rudaresisi majblieB CTOMbI HE yaa-
JIOCh 3aperucTpUpoBaTh M-0TBET, TOrAa Kak IMpyu CTUMY-
JSIUU 0OJIbIIEOEPIIOBOTO HEpPBA C 3TOM MBIIILLI ObLT
rmoJiyueH M-OTBeT TOCTaTOUYHOM aMIUIUTYIBI C TIEPBHY-
HOMO3UTUBHBIM NuKoM. OnHoBpeMeHHO M. R. Magistris
u A. Truffert, Takke kak u J. Kimura, Haauuue naHHOMI
aHOMaJIMY MHHEPBALIMY CTAaBSIT O]l COMHEHWE, YKa3bIBast
Ha OYEBUIHBIE METOIOJOTNYECKIE OIIMOKY IIPU TIPOBE-
JIEHUY UCCIIeI0OBaHus, a UMEHHO — YPE3MEPHO AUCTaTb-
HOE TIOJIOKEHUE OTBOMSIIET0 aKTUBHOIO 3JIeKTpojaa
B TIPOSKIMM TMOTOIIBEHHBIX MBI, WHHEPBUPYEMBIX,
COOTBETCTBEHHO, 00JIbIIEOEePIIOBLIM HEPBOM [8, 38].

Npakmuyeckue pekomengauuu no IHMI-o6enenoBanuto

nayueHmoB, y KomopbIX Nofo3pesaemca MekHeBpanbHblil

aHacmomo3

OHMI — meron, TpeOyloiuii oT Helipodursuoiora
0Ee3yKOPU3HEHHOTO U aKKypaTHOTO METOIO0JI0TUYECKOrO
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OpueunanvHble Uccaed008aHus

Zuc 158

+54mA 02 m:lu

rpeaNCH

+32uA, 05w 1My
roA0B@ Warobe puaBoit KeTH

+33mA 03w 1My

Fl MoADAEHRER ANE

i 3 +32wA, 0.3mc 1Ty
CTHMRALAR 33 A3TRpEABHOH A0As0ODR

np., Extensor digitorum brevis, Peroneus, 14 L5 S1

6

Pe3ynsraret DHMI -uccienoBanus niydoKoro Mano0epoBoro Hepsa

np., Extensor digitorum brevis, Peroneus, L4—S1

TpenmmocHa 4,6 1,29 7,15 46,2
el ISTEN 2,63 8,29 49,7
1LIOBO# KOCTH

O I 15,8 2,5 8,0 49,8
AMKa

CTUMYIISIIVS

3a JIaTepaIbHOIM 3,6 2,02 5,25

JIOABIXKOM

Puc. 11. Pesyasmamvt D HMI-uccaedosanus enybokoeo marobepyo8o2o Hepgay nayueHma ¢ 006a8o4HbIM 2Ay00KUM MAn00epyo8biM HepeoM (cobcmeenHoe
HabawoeHue): a — MOMOPHbIe OMEeMbl, 3ape2ucmpupo8anHsie npu ucciedoganuu n. peroneus prof. (EDS8-); 1 — nuzkas amnaumyda oucmanbHo20 Momop-
Hoeo omeéema npu uccaedosanuu n.peroneus prof. (EDS-); 2—3 — napadokcanvHoe yseauvenue amnaiumyost MOMOPHbIX OMBEEMO8, Pe2UCmpupyemvix npu
CMUMYASIYUU R.peroneus prof. 6 RPOKCUMANbHbIX MOYKAX; 4 — peeucmpayus 0onoaHUMeNbHo20 MomopHo2o omeema ¢ EDB npu cmumyasyuu 3a aamepans-
Holl 100bldICK 0L, hoomeepaicoarousee narudue JITMH; 6 — obujue dannvie DHMT-uccaedosanus. Extensor digitorum brevis (EDS-) — kopomkuii pazeubamens

nanvies cmonsl; n. Peroneus — manobepuyosuiii Heps.

WUCIIOJIHEHUS B KaXIOM Cay4yae, 0oCOOEHHO IpU 00cieno-
BaHUM JIMI C aHOMaJbHOM WHHepBauuei. TpeOyercsd
TOJTHOE MCKITIOUEHUE METOAOJIOTUYECKUX OIIMOOK [8].
OnHaKoO KIIOUYEBBIMU U PEIIAIOIIMMH, HECOMHEHHO, SIB-
JISTIOTCS pe3yJIBTaThl HEBpOJIOTMUeckoro ocMotpa. Eie pas
clieAyeT MOAYEPKHYTh, YTO aHOMAJIMM MHHEpBALIMK OOHa-
PYXMBAIOTCS B OOJIBIIIMHCTBE CIIydaeB CIIyJailHO U SIBJISI-
[0TCs, KakK mpaBuio, DHMI-HaxonkamMu B OTCYTCTBUM
KJIMHUYECKUX TaHHBIX 32 HEBPaJIbHYIO ITaTOJIOIUI0. B cBsI-
31 ¢ atTuM mapaMmeTpbel DHMI -obcnenoBanus Bceraa
JIOJKHBI COTIOCTABIIATHCH C KITMHUYECKOM KapTUHOM U UH-
TEPNPETUPOBATLCS AIEKBATHO.

3akniovenue

MHbopMHpOBaHHOCTh ¥ HACTOPOKEHHOCTh B OTHOILIE-
HUU MEKHEBPaJIbHbIX aHACTOMO30B YJIYYLIUT IIOHUMaHUE
MOJIy4aeMbIX B X0/I¢ Helpo(hr310I0rn4ecKoro oocenoBa-
HUSI JAaHHBIX U CHU3UT YACTOTY OIIMOOK B AMArHOCTUKE
naToJjiorum repudepndeckux HepBoB. boee Toro, Kak 6bI1-
JIO MPOJEMOHCTPUPOBAHO B IIPEICTABICHHBIX B CTAThe
KIMHUYECKUX ITPUMeEpax, CIydaiiHO BhISIBJICHHbIE OCOOSH -
HOCTHM MHHEPBALUU ITO3BOJISIIOT BOBPEMsI CKOPPEKTUPOBATh
€XXeHEBHBII IBUTATEIbHBIM CTEPEOTHII (B CIydae «JIOKTE-
BOI» KUCTU) U OINPEICIUTh TAKTUKY OIePaTUBHOIO Jieue-
HUS KapnajabHOro cuHapoma (rpu Haanuuu BB).
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NMopakeHue nepucthepuyeckKoii HepBHOU CUCMEMbI
npu caxapHom guabeme

I1.P. Kamuatros!, A.B. YyryHos'!, M.A. EB3ebman®
I'BOY BIIO «Poccuiickuil HayUOHANbHbLU Uccred08amenbckuil meduyunckut ynugepcumem um. H. U. ITupocosa»;
Poccus, 117997, Mockesa, ya. OcmpogumsHnosa, 1;
2T'hOY BIIO «Opaosckuii 2ocyoapcmeentoiii ynugepcumem um. U.C. Typeenesa. Meduyurckuii uHcmumymy»;
Poccus, 302028, Open, ya. Oxmsabpockas, 25

Konmaxmor: [lasen Pydosvghosuu Kamuamnos pavkam 7@gmail.com

CaxapHubiii duabem — pacnpocmpanenHoe 3a004e6anue, Hacmo npueodsLee K NopadceHur nepugepuyeckoii HepeHoi cucmemvl. OnacHocms
npedcmasasiem gecemamueHas OuabemuuecKas NOAUHelponamus, cnocobHas co30asams yepo3y ons swcusnu nayuenma. CeoeepemenHoe
8bIABACHUE OCAOINCHEHUI] caxapHoeo duabema u adek6amuas mepanus cnOCOOHbL YAYHUUMb NPO2HO3 3ab0aeéanus. Paccmampusatomces
603MOJCHOCMU NpuMeHeHus npenapamos Muaveamma u Tuoeamma 015 hamozeHemu4eckoli mepanuu nayueHmos ¢ duabemu4eckoil noau-
Hetiponamueil. /15 Kynupoeanus Heiponamu4eckoeo 001e6020 CUHOpOMa dggexmuero npumernerue labaeammol, 00HOBPEMEHHO ¢ KOMOPOLL
credyem Ha3Ha¥amo Npenapamol, HOPMAAUIYOUlUe Memaboau3M HepeHol MKaHU.

Karoueevie caoea: caxapnoiii duabem, duabemuueckas NOAUHEUPONAMUs, 6e2eMaAMUEHAS NOAUHePONamusl, UUAHOKOOAAAMUH, MUAMUH,
benpomuamun, Munveamma, Tuoeamma, eabanenmun, labacamma

DOI: 10.17650,/2222-8721-2016-6-2-20-26

Peripheral nervous system involvement in patients with diabetes mellitus

P.R. Kamchatnov', A.V. Chugunov', M.A. Evzel’man’®
IN.I. Pirogov Russian National Research Medical University, Ministry of Health of Russia;
1 Ostrovityanova St., Moscow, 117997, Russia;
2Medical Institute, 1.S. Turgenev Orel State University; 25 Oktyabr’skaya St, Orel, 302028, Russia

Diabetes mellitus is a widespread disease often affecting peripheral nervous system. This include diabetic autonomous neuropathy that can
endanger the patient’s life. Timely detection of complications of diabetes mellitus as well as its adequate therapy can improve prognosis of
the disease. The possibilities of Milgamma and Tiogamma for pathogenic therapy in patients with diabetic polyneuropathy are considered in
this paper. Gabagamma can be effectively relieve neuropathic pain and used together with other drugs that normalize nerve tissue metabo-
lism.

Key words: diabetes mellitus, diabetic neuropathy, automomous polyneuropathy, cyanocobalamin, thiamine, benfotiamine, Milgamma,

Tiogamma, gabapentin, Gabagamma

OnHo U3 HauboJee pacIpOCTPAaHEHHBIX OCTOXHEHU I
caxapHoro auadeta (CII) 1-ro u 2-ro TUNIOB — MOpaKeHNe
nepudeprdeckoilt HepBHOI cucTteMbl. COTrJTacCHO Pe3yJib-
TaTaM 3MuAeMuoorndeckux ucciaenoBanuii CJ1 sipnstercst
HauOosiee yacToil mpuuyuHoil nonuHelriponaruit (ITHIT)
B ctpaHax EBpornbl u CeBepHoii AMepuku. Tak, ucciaeno-
BaHUeE, TIPOBeeHHOe B TpoBUHLIMK YTpexT (Hunmepnan-
IIbI), TIOKa3ajio, YTO Cpenyd HaceJeHWS YMCIEHHOCTHIO
6onee 1 muH 220 ThIC. YenoBeK 3adosieBaemocTh TTHII
coctaBuia 97 ciaydaeB Ha 100 ThIC. HacelleHUSI B TOJ,
pu 3ToM B 32 % city4aeB UX pa3BuUTHe ObLT0 cBsizaHo ¢ CJI
[1]. PacnpoctpanenHnocts ITHII, nx kinHuYeckue oco-
OEHHOCTM U XapakKTep TEUEHWSI OIpPENeNsIOTCS PSIoM
dakropoB. Umeercs 3aBucuMocTth mnutesbHocTd CJI
OT YaCTOTHI TTOpaKeHUs TieprhepuIecKX HEPBOB: CPEIU

MalyeHTOB ¢ BriepBbie BbigBIeHHBIM CJI 2-ro tuna ITHII
obHapyxuBatoT B S—10 % ciyyaes, a 1o Mepe Nporpeccu-
poBaHUs 3a00eBanns — B 30—60 %. CumnTaeTcs, 4TO 10~
paxeHue nepudepruyeckoit HEPBHOW CUCTEMBI C BOBJIEUE-
HUEM JIBUTATEIbHBIX, YYBCTBUTEIBHBIX M BETeTaTHBHBIX
BOJIOKOH HabJjtogaeTcs 6osiee yeM y MOJOBUHBI OOJTbHbBIX
CIl 2-ro Tuna [2]. UMetoTcs gaHHble o Tom, uto TTHIT
MOTYT Pa3BUBATLCS y 3MOPOBBIX JUIL WIM Y MNalMEHTOB
C TUMIEPIIIMKEMUEN, METa0OIMYECKUM CUHIPOMOM, y KO-
TOPBIX BIocaeAcTBUU Bo3HUKaeT CJI, 4To MO3BOJISET TO-
Boputh 0 npeaauaderndeckoii ITHII [3]. UctuHHas ya-
crora Bctpeuaemoctu ITHIT y manueHntroB ¢ CJII moxeT
OBITh OYEHB BBICOKA JaXe HA pAHHUX 3Tanax IMarHOCTUKU
3aboneBanus. Tak, npuszHaku BeretaTuBHOU ITHIT 66111
oOHapyKeHbI y 45,3 % MalKreHTOB C BIEPBbIE BbISBIEH-
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HbiM C/I 2-ro Tuna [4]. Iunabetnyeckas [THIT 3HaunTenb-
HO ocyioxHseT TeueHue CJI, MpUBOAUT K MHBAIMIU3ALIUI
MaleHTOB W CHWXEHMIO KayecTBa WX Xu3HU. Kpome
toro, Hanuuue [THII, B yacTHOCTHU BereTaTUBHOM, 1OCTO-
BEPHO CBSI3aHO C TMOBBIIIEHUEM PUCKA PA3BUTHUS Liepe-
OpajbHOro MHcyJbTa [5].

MexaHu3Mbl TIOpaXeHUsl TepudepruyecKux HEpPBOB
npu CJ1 10ocTaTOYHO CI0XHBI M pa3HOoOpa3Hbl. Bemyiiyio
POJIb, HECOMHEHHO, UTPAIOT HapyILIEHUE YIJIEBOTHOIO 0OMe-
Ha U UHCYJIMHOPE3UCTEHTHOCTb. ClieyeT OTMETUTh, UTO TU-
MepIMKEMUS] He BCeraa SIBJISIETCS OCHOBHOM MPUYMHON
nopaxeHus nepudepuyeckoit HepBHOI cucteMsl ipu CJI,
a 3(p(heKTUBHBII KOHTPOJTb NIMKEMUU HE CUUTAETCS 3aJT0TOM
npeaynpexnaenvs [THIT. Mmerotcs naHHble 0 TOM, 4TO CTPO-
THif KOHTPOJTb TJIMKEMUU CITOCOOEH MPEAYTPENUTh WA OT-
cpouuts pazsutue ITHIT y natentos ¢ CJI 1-ro tuna [6, 7].
B MeHbIIIeH cTelleHn KOHTPOJIb TTIMKEMHH acCOIMIPOBAH
co cHmkenueM pucka passutusg ITHIT npu CJ1 2-ro Tuma.
JocTiskeHrie HOPMOTJTIMKEMIH, HECMOTPSI Ha OTCYTCTBHE
JIOCTOBEPHOTI'O BIMSIHUS Ha KIIMHUYecKue mposieieHus [THIT
y OOJIBHBIX C TMA0STOM, IIPUBOIUT K YIYUYIIICHUIO TIOPOTOB
BHOPAIIMOHHOM YyBCTBUTEILBHOCTH Y YBEJIMUCHUIO CKOPOCTH
pacrpocTpaHeHUsI BO30OYKICHMS IT0 HEPBaM.

K mopaxenuio HepBHOI cuctembl npu CJI Takxke
IIPUBOISIT TaKWe CBSI3aHHBIC C TUIIEPIIIMKEMHEH 1TaToI0-
TUYECKUE COCTOSIHUSI, KaK IMOBBIIICHUE MHTCHCUBHOCTHU
MMePEKUCHOTO OKHWCJCHUS JUMUIOB, BOCHAJCHUE, pac-
CTPOMCTBA MUKPO- M MAKPOIIUPKYJISIIIUK. OTHUM U3 KITIO-
YEBBIX MOMEHTOB SIBJISICTCS] aKTUBALIVS TIOJIMOJIBHOTO ITyTH
MeTaboIM3Ma INII0KO3bI ¢ HAKOIJIEHUEM B HEPOHAX Cop-
ourona u aedunTom MuomHosurona. Ilpeamnonaraercs
pOoJIb TaKUX (haKTOPOB, KaK HapyIlIeHUE BBIPAOOTKM OKCH-
la a3oTa, dHAOTENUaTbHAs IUCGHYHKIIMS, MOpaXeHUe
apTepuil MEJIKOro Kaimbpa, HaKOTUIEHUE B TKaHSIX KOHEY-
HBIX TPOAYKTOB INIMKUPOBaHus [8]. YkazaHHbIe (paKTOPHI
MPUBOMIT K HEMOCPEACTBEHHOMY IOPaXKeHUIO HEPBHBIX
BOJIOKOH M HEJOCTaTOYHOCTH perapaTUBHBIX MPOLIECCOB.

K nmopaxkeHuto HepBHOIi cucTeMbl y 00JabHBIX CI 2-10
TUNA MpeapacoaraoT hakKTophbl CepASYHO-COCYANCTOTO
pUCKa — apTepUasibHasl TUIIEPTEH3UsI, KypeHue, abIoMU-
HaJIbHBIA TUI OXUPEHUs, U30BITOYHOE ITOTPedIeHUE al-
KoroJjisi. B cBsI3U ¢ 9TUM HEOOXOAUMO OTMETUTh, UTO UX
yCTpaHEeHUEe CIIOCOOHO B ONpPEAeIEHHOM CTeNeHU Mpeay-
MPEIUTh U OTCPOUYMThH Pa3BUTUE MOpaxXeHus nepude-
pUYECKMX HEPBOB, CleJaTh €ro TeueHue 0ojiee MSATKUM
U 10O0pOKaYeCTBEHHBIM. Takke HEOOXOAMMO YYUTHIBATH
Hanuuue y nauueHToB ¢ CJI 3a6oneBaHuil moyek (Hedpo-
MaTusi), TUIEPTPUTIULIEPUASMUY 1 UMMYHHBIX HapyIlle-
HUII (MOHOKJIOHAJIbHAsl TaMManatust). Yacto y 60JbHbIX
CI umeetrcsd neduIIMT BUTAMUHOB I'pynmbl B, KoTopsiit
00YyCJIOBJIEH HapyIlIEHUEM BCachlBaHUS KoOaTaMyHa U TU-
aMMHa B KWIIIEYHUKE, HEIOCTAaTOYHBIM IOCTYILJIEHUEM
BUTAMUHOB C MUIIEN Yy TALIMEHTOB, MPUIEPKUBAIOIIAXCS
CTPOTOii BeTeTapUaHCKO TUETHI, U y OOJbHBIX, MPUHUMA-
IOIIUX HEKOTOpbIE MPOTUBOAMAOETUYECKUE TTPEIaparhl,
B yacTHOCTU MeTdopmuH [9, 10].

Pasznmnumst KIMHWYECKUX TIPOSBICHUI ITOPaKeHMSI
nepudepryeckoit HepBHOM cucteMbl pu CJI u ocobeH-
HOCTU MX TEYEHMUSI, pa3BUTHE U OBICTPOE MPOrpeccupoBa-
nue [THIT gaxke B ycI0BUSIX YIOBJIETBOPUTEIBHOTO KOHT-
poJis TJIMKEMWHU TIO3BOJIMJM BBICKA3aTh TUIOTE3Y
0 TeHETUYECKOW MpPeapacrosioKeHHOCTU K MOPaKEeHUIO
HepBHOM cucteMbl Tpu C/1, 4To MOSTy4YIIIO CBOE TTOATBEPXK-
JIEHUE B Pe3yJbTaTe MOJIEKYJIIPHO-TEHETUYECKUX HCClIe-
noBaHuii [11]. Ha cerogHsIIHMIA 1eHb YCTAHOBJIEH LI€JIbII
Psii TeHETUUECKMX OCOOEHHOCTEM, CTOCOOCTBYIOIIMX pa3-
BuTHIO ociaoxHeHuit CJI 1-ro u 2-ro TUMOB, B YaCTHOCTU
TMOpaXeHUIo MeprudeprudecKoii HEPBHOU CUCTEMBI U pa3-
BUTHIO pa3inuHbix Bapuantos [THIT [12].

Mopdonornueckast KapTrHa mopaxeHus nepudepu-
yeckux HepBoB Ipu CJI pa3HO0Opa3Ha, OmMHAKO Hanbosee
YacTOM SIBJISIETCS aKCOHOITATHSI, OOYCIIOBIIEHHAS IIep-
BUYHBEIM HapyIIeHWEM aKCOHAJbHOTO TpaHcmopta. Ilo-
paXkeHHe OCEBOr0 ILIMHIPA MOXET COIIPOBOXKIATHCS
BTOPMYHON IOeMueanHu3anreli. OTHOCUTEIBHO PEIKO
BCTpevaeTcs IMIEPBUYHOE IeMUCTNHU3UPYIOIIee ITopaxe-
Hue. Bo3MOXHO pa3BuTHe pemapaTUBHBIX IIPOLIECCOB
B BHUII¢ peMUEIMHU3AIINN, CIIPAYTUHTA U aKTUBAIIUMN CH-
HanToreHesa. B psie ciaydaeB mpoucxonut c6oif BoccTa-
HOBHTEJILHOTO IIpoliecca, pa3BUBaeTCs aOeppaHTHBIN
CcHpayTHHT, (OPMUPYIOTCS HENMPABWILHO (PYHKIIMOHUPY-
omme cuHanchl. OTHUM U3 BO3MOXKHBIX ITOCICICTBUIA
9THUX MPOILIECCOB MOXET OBITh MOSIBJICHUE HelpomaTrnie-
cKoro 0oJieBoro cuHapoma [13].

OnHoit 13 HanboJiee pacIpOCTPaHEHHBIX KIMHUYE-
cKuUX (opM MopaxeHUs mnepudepuyeckoil HepBHOI
cuctembl pu CJI siBJIsieTCSI CHMMETPpUYHAS TUCTaJIbHAS
ceHcopHas nonuHeliponartust (CACII) ¢ npenmyiect-
BEHHBIM IMMOpPaxk€eHUEM HEPBOB HMUXXKHUX KOHEYHOCTEIl.
Haubonee sapkoe ee mposiBIeHUe — MHTEHCUBHBIN 00-
JIEBOM HEWPOIIAaTUYECKUN CUHIAPOM, UYTO JAET OCHOBA-
HHUE HEKOTOPBhIM MCCeloBaTeJsIM paccMaTpUBaTh
CJICII xak 6oJieBy10 1MabeTUUeCcKyo nepudepruieckyio
ITHIT [14]. Heiliponatuyeckuii 00JIeBOl CUHIAPOM
Ha pa3HbIX 3Talax pa3BUTHS 3a00JIeBaHUS HAaOI01aeTCs
y 20—-30 % maunmentoB ¢ CIACII. 3avacTylo MUMEHHO
Heliporatuyeckas 060Jib CTAHOBUTCSI OCHOBHBIM MHBa-
JIUAU3UPYIONIUM (aKTOpOM, KOTOPBIH OTpaHUYMBAET
BO3MOXXHOCTb MalMeHTa MPOIOJKaTh TPYIOBYIO nesi-
TeJIbHOCTh. BoJIEBOI CUHIPOM CONIPOBOXIAETCS TUIIEP-
natueit (MHTeHCUBHAs 00JIb, TTIEPCUCTUPYIOLIAS TTOCIE
MnpekpaiieHus 60JIeBO CTUMYJISALIMU), TUTIepaare3ueit
(BbIpaxkeHHas 00J1b MPU HAHECEHUU YMEPEHHOTO 10 UH-
TEHCUBHOCTHU pa3fgpaxkuTessi) U aJuIoAuHuel (TosiBie-
HUe 0O0JIeBBIX ONIYIIEHUN MOM AeHCTBUEM HEOOIEBBIX
pasapaxuresieil — MPUKOCHOBEHMS, TETIJIOBOTO BO3IEi -
ctBUsl). OMHOBPEMEHHO MOTYT HAOIIOAAThCsI YyBCTBU-
TeJIbHbIE HApYIIEHUs B BUJAE MapecTe3uil (OlylleHUs
WHOPOJHOIO TeJa, «MOoJ3al0luX Mypallek» B 00JacTu
CTOII U TOJIeHel), CHUXKEeHMSI TeMITIepaTypHOil 1 60JieBOit
YYBCTBUTEIBHOCTH B AUCTAIBHBIX OTAEaX KOHEUHOCTEeM
10 TUITY «<HOCKOB ¥ TIEPYATOK».
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ITo Mepe mporpeccupoBaHus 3a00eBaHUs, IPU BO-
BJICYEHUU B TaTOJOTUYECKUI MPOIIECC TOJCThIX MUETU-
HU3UPOBAHHBIX BOJIOKOH, MPUCOEANHSIOTCS HapyIlIeHUS
[JTyOOKOW YyBCTBUTEJIbHOCTH C BOSHUKHOBEHUEM CEHCOP-
Hoil arakcuu. OJHOBPEMEHHO MOTYT BBISIBJISITHCS HApY-
IIEHUsT BUOPAIIMOHHOW YYBCTBUTEJIbHOCTU, YTHETEHUE
AXWIJIOBBIX, 3aT€M KOJICHHBIX pediiekcoB. Briocnencteuu
BO3HUKAIOT MepudepryecKue mapesbl U MbIIIEYHbIE TUTIO-
Tpoduu. Kak mpaBusio, CHMIITOMBI CHa4Yaia MOSIBJISIIOTCS
Ha HxXKHUX KoHeuyHocTsax. CICIT umeet HebaronpusT-
HBIIl MPOTHO3 B OTHOLIEHUU (DOPMUPOBAHUS AUAOETUYE-
CKOW CTOTIBI (HEPEeIKO OOYCIOBIEHO HEIUAarHOCTUPOBAH-
HOW MUWKpOTpaBMaTM3alMell B YCJIOBUSX OTCYTCTBUS
00JIeBOI YYBCTBUTEIIBHOCTH) U ITOCTIEIYIOIIETO BBICOKOTO
pHCKa aMITyTallii KOHEYHOCTH W MOSIBJICHUS CUCTEMHBIX
WH(EKITMOHHBIX ITPOIIECCOB.

[MpakTraeckuit UHTEpeC BRI3EIBACT Pa3BUTHEC BereTa-
tuBHOU [THII. B coorBercTBMYM ¢ KOHIEIIIMEN DBUHTA
y marueHToB ¢ C/I 2-T0 THIA B IIEPBYIO OYepeab CTpamaeT
IMapacuMIIaTUICCKUI OTIe]I BeTreTaTUBHOM HEPBHOM CHC-
TEeMBI, a I033Ke — CUMMaTUYecKuii [15]. DTo MoXeT OBITh
CBSI3aHO C TeM, UYTO B COCTaB MapaCUMIIaTUICCKUX HEPBOB
BXOIAT TOJICTBIC OOTATO MHUEIMHU3NPOBAHHBIC BOJOKHA
(B cMMITaTUIECKUX HEpBaxX MPOXOMST MEJIKHE BOJOKHA
C TOHKOM MUEIMHOBOI 000J104Kk0i1) [16]. COOTBETCTBEH-
HO, NP Pa3BUTUM AEMHUEIMHU3MPYIOIIETO IIpoliecca
B IIEPBYIO OUYepellb ITOPaXKAIOTCS BOJIOKHA C TOJICTOM MUE-
JIMHOBOM 000JIOYKOWM, M BOZHUKAET MapacuMIIaTHdecKast
BeretatuBHasg [THII B coueTanuu ¢ yrHeTeHHEM TITyOOKOM
YYBCTBUTEIHBHOCTH.

Haubonee onacHa KapauanabHas (oopMa BereTaTUBHOM
[THII, npossisiomascs apTepuajibHOM THUIIOTEH3UEH,
OTCYTCTBHMEM BapHaOeJbHOCTH ITyJIbca B OTBET Ha Harpy3-
KM, OPTOCTAaTUYECKON TUIOTEH3UEM, HU3KOM TOJIEPAHT-
HOCThIO K (pusnueckuMm Harpyskam [17]. C TeueHuem
BPEMEHU pa3BUBAETCS BereTaTMBHas OEHEpBALUSI MMO-
Kapaa, crocoOHast MpUBECT K BOSHMKHOBEHUIO OCTPOI
KOpPOHApHOI uilieMuu, (popMUPOBAHUIO 3aCTOMHOI cep-
JIEYHOI HEAOCTaTOYHOCTH, HApYIIEHUSIM PUTMa U MPOBO-
JUMOCTM MHUOKapaa BIUIOTh IO Pa3BUTUS aTalbHbIX
aputMuii [18]. BeposiTHO, UMEHHO C KapAuaJibHOI Bere-
tatuBHOM TTHII cBsi3aH BBICOKMIA PUCK pa3BUTUS BHE-
3aMmHoi cmeptu y naureHToB ¢ CII. BoaMoxHo, Hapyle-
HUe BereTaTUBHOU peryiasuuu cepama npu CJI Hapsamay
C HapylleHueM 00JIeBOI YyBCTBUTEILHOCTH MOXKET OKa-
3aTbCS MPUYMHAMU Pa3BUTUs 0e300jieBOro MHGapKTa
MUOKapja.

HckiounTebHO BaXHO CBOEBPEMEHHO OOHapYXKU-
BaTh nuabetnyeckyto ITHII, Tak Kak 3To MHOIIa npeay-
MpeXaaeT BO3HUKHOBEHUE (aTaTbHBIX OCJIOXHEHUA.
Huabetnueckas [THIT naxe B gerkoit hopMe MOXET ObITh
OCHOBaHMEM ISl TIPOBEJACHUSI CUCTEMATUYECKOTO Jieue-
Hus. [Ipennonoxuts Hanuuyue BereratuBHoii [THIT y ma-
uueHTta ¢ CJ1 Mo3BOJISIIOT BBISIBIEHUE HAPYIIEHUI TTOTO-
OTHEeJIEHUS, U3MEHEHUE OKPAaCKU KOXHBIX MMOKPOBOB,
B OCOOEHHOCTHU IUCTAIBHBIX OTAEJIOB KOHEYHOCTE, aHO-

MaJIuy TIpU ucclienoBaHuu mpod BanbcanbBbl, AllIHEpa—
JlaHbUMHU, KJIUHO- U opTocTatTudeckoii. OObeKTUBHBIN
crnocob auarHoctTuku BereratupHoi ITHIT — mpoBeneHue
WHTepBajoKapauorpadun. Bepudukanus neHepBallnu
MMOKapJa BO3MOXHA Ha OCHOBAHUH BBISIBIICHUS CHIKE-
HUS TDIOTHOCTH PELIENITOPOB C IIOMOIIBIO OTHO(POTOHHOM
SMUCCHOHHOUN KOMITBIOTEPHOU TOMOTpadum.

Ocoboro BHMMaHMS 3aClIy>KMBAET TaKXKe MOBPEXIE-
HHUE BereTaTUBHOM MHHEPBAILMM XeJyIKa ¥ KUIIeUHUKA
mpu CI. Kax npaBuiio, JaHHOE COCTOSTHUE TPOSIBIIIETCS
HapylIeHIEeM MOTOPHUKHU KHIIIEUHHUKA, XeIyaKa, PedIroKC-
930(¢haruToM. YCujeHue Uiu ocjaabieHue MOTOPUKU MO-
KeT HaOJIIOIAThCSI B CBSI3U C TTOBBITIICHUEM VT CHYDKCHU -
€M YpOBHS TIJIIOKO3BI B KPOBM, IPU 3TOM Ppa3INdIHEBIC
OTIEJIBI KETYTOYHO-KUIIIEYHOTO TpaKTa (3KEIYIOK, TOJIC-
THIN ¥ TOHKUI KUIIIEYHUK) ITO-pa3HOMY pearnupyoT Ha TH-
riep- v runorvkemuto [ 19]. Hapyienue BereTatnBHOM
PEeTYJISIINY KEIYTOIHO-KUIIICTHOTO TPaKTa MOXKET IIpO-
SIBJIATBCS TaKXKe CHIDKEHHEM CEKPETOPHOI CITOCOOHOCTH
cau3ucToi 00009k, ClIeICTBUEM 3TOTO MOXKET OBITH
HapyIIeHWe YCBOCHMS psiia HEOOXOMWMBIX OPTaHU3MY
BEIIIeCTB, B YaCTHOCTH KOOaTaM1Ha.

HapymieHust BereTaTUBHOM peryJISILIMI MOYCIIOIOBOM
CHCTEMBI TIPOSIBIISIIOTCS B IIEPBYIO OYePeb TN3yPUIECKU-
MM paccTpoiicTBamMu (yJalleHHOe MOYEHCITyCKaHUe, He-
IOJIHOE OITOPOKHEHHE MOUYEBOTO ITY3BIPSI, CHIDKCHUE
CKOPOCTH CTPYH MOYM) M TpeOYIOT MpoBenecHMs nudde-
PEHIIMAIbHOM IMAarHOCTUKM ¢ 3a00JIeBaHUSIMU TIpeACTa-
TeJIbHOM Xeje3bl. CHUTyalldsi MOXKET OBITh OCJIOXHEHA
KOMOMHAaLMel NaToJIoruu IpeacTaTeIbHOM XKele3bl U Be-
reratuBHoit ITHII. Yacto BcTpeuaeTcsl speKTUIbHAsI
IUCGhYHKIIYSI, KOTOpast MOXKET COYETaThCs C OPTOCTaTHYe-
CKOM TMIIOTEH3UEH.

Knununueckas mpooaema BereratusHoii [THIT mpu CJI,
COCTOMT B TOM, UTO OHa OOHapyX1BaeTCsl HeYacTo, TOraa
KakK €€ pa3BUTHE CBSI3aHO C BBICOKMM PUCKOM TSDKEJbIX
OCJIOXKHEHMI M HACTYTUIEHUEM JieTaJlbHOro ucxona. B aToit
CUTYallM HAJTUYUE IPYTUX KIMHUYECKUX (hopM AradeTu -
yeckux [THII cieayet paccMaTtpuBaTh B Ka4eCTBE MapKe-
pa mopaxkeHus nepudepuyeckoil HEPBHON CHCTEMBI,
MO3BOJISIIOLIETO MPOTrHO3UPOBATh MOC/EAYIOIIee pa3BUTUE
u nporpeccupoBaHue BeretatuHoit [THII. C uenbto uz-
0OexaThb ee TSKEJIbIX OCTIOKHEHUI 1ieJ1ecoo0pa3Ho paHHee
Hayajo JiedeHMsI, HallpaBJIEHHOIO Ha To[epXaHue COo-
XpaHHOCTHA HEPBHOU CHCTEMEI M 3aMeJICHUE TEMIIOB e¢
TTOpakeHMSI.

OCHOBHBIMH HaIpaBJICHUSIMU TEPAITUU 1 TIPEIYTIPEsK-
nmenus riporpeccupoBanns [THIT sBisioTcst HopMati3aiust
YPOBHSI TNIMKEMUHY, KOPPEKIINS MMEIOLINXCS METa0OoITUe-
CKMX HapylleHui, cuMnToMaTuyeckoe JiedeHue [20].
Ha Bcex sTanax 3aboseBaHUsT HEOOXOMUM CTPOTMIA KOHT-
POJTb YPOBHS TJIMKEMUH, TaK KaK 3TO MO3BOJIIET OTCPOUYNUTH
pa3BUTHE HEMpONaTUU U O0JIETYNTH ee TeueHre. OmHaKO
TOJIBKO KOPPEKLWS TUIEPIIMKEMUH He B COCTOSTHUU TIpe-
JIyTIPEIUTh pa3BUTUE HEBPOJIOTMUECKUX OCJIOXKHEHMI y 3HA-
yuTesbHOro yuciaa 6onbHbix CJI 2-ro Tuma, 4to Tpedyer
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TPOBEICHUST JOTIOJTHUTEILHOTO JieueH s B CBSI3M ¢ 9TUM
TPECTaBISIeT MHTEPEC BO3MOXHOCTh IIPUMEHEHHSI TTpeTia-
paToB, OKa3bIBAIOIIMX HOPMAaJIM3YIoIlee BO3IEHCTBUE
Ha MeTaboM3M HEPBHOW TKaHW W TIPEAyNpeXIaroImx
pa3BUTHE HeBposiornyeckux ocioxHeHuit CJI. s atoro
IIMPOKO MCITONIB3YIOT BUTAMUHBI Tpynibl B. YcraHoBieHa
WX pOJIb B KauyecTBe KOMEPMEHTOB B IMMPOKOM CIIEKTPE
BaXKHBIX OMOXMMWYECKIX PeaKIInii, TPOTEKAIONINX B HEM-
pOHaX 1 KJIeTKax TJIMHU.

Buramun B, (lnaHokoGanaMyH) y9aCTBYET B CHHTe-
3¢ psia HePOTPaHCMUTTEPOB, OOPa30BAaHUU MUETUHOBOM
000JI04YKH HEPBOB M APYrHX Mpoueccax [21]. Buramun B,
(TTMPUIOKCHH) SBIsIeTCI KOPEPMEHTOM B peakIusX Je-
KapOOKCHJIMPOBAHUS ¥ TPAHCAMMHUPOBAHUS AMIUHOKIC-
JIOT B MepubepuIecKor HepBHOI cructeme. ButamuH B,
(TMaMUH) — KOEPMEHT OKUCTUTENBHOTO 1eKapOOKCUIH-
poBaHUS anb(a-KeTOrNIyTapoBOM M MHUPOBUHOTPATHOM
KHCJIOT, IPUHIMAET aKTUBHOE yJacTHE B IIPOIIECCaX CMH-
Te3a OeJIKoB. BemencTBre cBoeii ClTOCOOHOCTH TIEPEKITIO-
YaTh METa0OJIM3M TJTIOKO3HEI Ha IIEHT030(h0ChaTHBIN ITYTh,
THaMUH TIOBBIIIAET SHEPreTHIeCKOe 00eCIIeueHNe HePB-
HBIX KJIETOK, YYacTBYsS TeM CaMbIM B CO3IaHUU pe3epBa
cyOCcTpaTOB, HEOOXOMUMBIX I CHHTE3a HYKJICHMHOBBIX
KucioT. B uccinemoBaHusIx ObLIO OKAa3aHO, YTO CyMMap-
HBII B3aMMOIONONHSIONNI 3P (dEeKT BUTAMUHOB TIPYII-
nel B crnocobGcTByeT HOopManu3auuu OOMEHa BelleCTB
B HEPBHOI TKaHU, 00€CTICUNBACT UX BOCCTAHOBJICHUE TTPU
Pa3JIMYHBIX MTOBPEXKICHMSIX.

JlokazaHa 3(p(heKTUBHOCTb IPUMEHEHMS TIEPEUMCIICH-
HBIX BATAMUHOB IIPY JICUSHUH TTaIIlMEHTOB C OCIOKHEHU-
samu C/I. Tak, ycTaHOBJIEH MOJOXUTEIbHBIN 10303aBUCH-
MbIIi 3¢h@deKT Ha3HauYeHUs JaxXe KOPOTKUX KYypCOB
BBeleHUs OeH(poTHaMuHa (IIPOU3BOJAHOE THAMUHA) Y Ta-
Kux 00JbHBIX. Ero mprMeHeHne CriocoOCTBYET ycTpaHe-
HUIO HEMPOITaTUYECKOro 00JIeBOro CUHAPOMA Y MallMeH-
ToB ¢ OosieBoii nuabetndeckoit ITHII (uccnemoBaHue
BEDIP) [22].

BaxHO OTMETUTBH, UTO CyLIECTBYET psii (haKTOPOB,
MPUBOISIINX K AePUIUTY BUTaMUHOB y 0oabHBIX CJI.
B yacTHOCTH, K HUM OTHOCSITCSI TIOCTOSIHHBIN MPUEM MeT-
¢dopmurHa, HapyllieHUe BcachblBaHUs I[MaHOKOOaTaMMHa
B KUILIEYHUKE Y TOXWJIBIX IMAIMEHTOB BCICACTBUE Nedu-
uTa cuHTe3a pakropa Kacia, HemoctaTogYHOE TTOCTYTLIE -
HUE ero B OpraHu3M P COOMIOAEHUM YPE3MEPHO CTPOTOit
BereTapMaHCKOM MUeThl. B COBOKYITHOCTH 3TO JiejIaeT 1ie-
JlecooOpa3HbIM ITPUMEHEeHNE BUTAMUHOB TpyNITbl B y ma-
LueHToB, ctpanaromux CJI.

OnHuM U3 Haubojee MIMPOKO MPUMEHSIEMBIX KOM-
TJIEKCOB BUTAMUHOB TPYIIIbI B siBsieTcst iperapat Muib-
ramma. OH BBITIyCKaeTCs KakK B (popMe JJIsT TTapeHTepaTb-
HOTO BBEIlEHMS, TaK 1 Tl TiepopaibHOTO ipriemMa. OmHa
aMIyia i BHYTPUMBIIIEYHOTO BBEIEHUST COIEPXKUT
100 mr TnamuHa ruapoxjgopuaa, 100 Mr mupumoOKCHUHA
ruapoxjgopuna v 1 Mr unaHokobaiamuHa. Heobxogumo
OTMETHUTb, YTO TIPU M3TOTOBJIEHUHN 3TOM JIEKapCTBEHHOM
¢dopMBI OBLTIO IPUMEHEHO OPUTHMHAIBHOE TEXHOJIOTHYEC-

CKoe pellleHue, Oarogapss KOTOpOMY BUTAaMUHBI, OyIydu
BeCbMa aKTUBHBIMUY B XMMMYECKOM OTHOILIEHUU COeIUHE-
HUSIMU, HE pearupyloT ApYr C APYTOM U COXPAHSIOT CBOU
CBOWACTBa B pacTtBope. OnHO Apaxe (GopMbl 1151 Iepopaib-
Horo npuMeHeHUs1 (MujibraMma KOMITO3UTYM) COAEPXKUT
100 mr 6eHdoTnamuHa 1 100 Mr nMpUaAOKCHUHA TUAPOXJIO-
puna.

MMeeTcs 3HaUNTENbHBIN KIMHUYECKU OIBIT TPUME-
HeHMs1 MuibraMmbl y TIaLIMEHTOB € 3a00JIeBAHUSIMU HEPB-
HOM cucTeMbl, B 4acTHOCcTu ¢ auaberuyeckoi ITHII.
IMocnenosatenbHOe Ha3HauyeHUE MubramMmmbl 1 Musib-
raMMbl KOMITO3UTYM NalueHTaM ¢ auaberudeckor ITHIT
B TeueHue 6 Hell MPUBOAMIO K JOCTOBEPHOMY YMEHBIIIE-
HUIO MHTEHCUBHOCTHU 0OJIEBOTO CHHIPOMA, YIYUIICHHIO
COCTOSTHHSI TIOBEPXHOCTHOM M TITYOOKOM UyBCTBUTEIIBHOC-
T [23]. TTonoxuTenbHblil 3 HEKT OT TPUMEHEHUS TIpe-
ImapaTa yCTaHOBJICH KaK B OTHOIICHWYU 0OOJIEBOI (DOPMBI
nuabetnueckoit ITHII, Tak 1 nMeronmxcs IBUTaTeIbHBIX
HapYIICHUN.

IMoka3aH MOJOXUTEIBLHBIN 3(DHEKT OT IPUMEHEHMS
Munbrammsl y nauyeHToB ¢ guadbetnueckoi ITHIT ¢ mpe-
MMYIIECTBEHHO BereTaTUBHBIMU HapyieHusM [24]. T1o-
JIOXUTENbHBIN 3(PdEeKT ObUT OTMEYEH NPU KIMHUYECKOM
HaOJI0IeHNHY 32 OOJIBFHBIMU M TIOATBEPKICH pe3yIsTaTaMu
WHCTPYMEHTAJIBHOTO 00CIeI0BaHMSI, TTIO3BOJISIOIIETO OIIe-
HUTb (PYHKIIMM BEreTaTUBHOM HEPBHOM CHCTEMBI. Takke
3¢ dexTMBHOCTL MUJIbraMMbl HaOJIIOAaIM KakK MpU MC-
KmounTtenbHo nuadbetnueckoit ITHII, tak u mpu TTHII,
00YCIIOBJICHHO COYeTaHMEM HECKOJIBKUX ITaTOreHETHYC-
CKUX (paKTOpOB.

CrapToByI0 Teparuio 1eJIeCo00pa3HO HAYMHATh C BHY-
TPUMBIIIEUHOTO BBeACHUS MMJIbIraMMBI 110 2 MJT €XKeTHEB-
Ho B TeueHue 5—10 gHeit, 3aTeM 1o 2 MJI BHYTPUMBbILLIEUHO
yepe3 1eHb B TeueHue 2—3 Hel. C yueToM XpOHUYECKOTo
TeueHus1 CII ¥ BBICOKOrO pHCKa pa3BUTUS TTOpaKeHUS
nepudepuIecKoii HEPBHOM CHUCTEMbI B IOCJIEIYIOLIEM
cienyeT MPOIOLKUTh JieYeHUE MepopaIbHbIM IMPUEMOM
npenapata o 1 apaxe 3 pasza B cyTku. KOHTpoIb KOHIIEH-
Tpallui BUTaMUHOB B KpOBU He TpeOyercs. PazmuuHbie
¢opMbI IpenapaTa XOpoIlo MEePEeHOCITCS U COYeTaloTCs
C JPYIrMMM JIEKapCTBEHHBIMU cCpeacTBaMu. ODddekT
OT MpUMeHeHUs1 MuIbraMMbl HE 3aBHUCUT OT KayecTBa
KOHTPOJISI YPOBHS IMTMKEMUU, B YACTHOCTU TJIMKUPOBAH-
Horo reMorjoouHa B kpoBu. [IpuMeHeHrue MusbraMMbl
MOKa3aHO MOoJaBsoleMy O0JbIIMHCTBY 00abHBIX C/I,
0COOEHHO C MOopaXeHWeM Pa3IMYHbIX OPTAaHOB U CUCTEM
opraHusma.

J1ns1 BoCTioIHEHUST B opraHu3me AeuunTa BATAMUHOB
B, n B, BosmoxHO npuMeHeHue npenapara Heiiporamma.
OH BeImycKaeTcs B ammynaax no 1 mi. Kaxnag ammyna
coaepxut 100 Mr TmamuHa ruapoxyiopuaa u 50 Mr nupu-
JIoKcuHa ruapoxjopuaa. ITokazaHUsIMU K TPUMEHEHUIO
HeiiporaMmmbl SIBJISIIOTCS MATOJOTMYECKUE COCTOSIHUS,
CBsI3aHHbBIE C AeUIIMTOM BUTAMUHOB IpymIbl B B opra-
HusMe. [IpenapaT HazHayaloT MO 1 MJI BHYTPUMBILLIEYHO
WIA BHYTPUBEHHO, 3aTeM To 1—2 M 1 pa3 B Henenlo.
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JmuTenbHOCTD Kypca JIeUeHUs OIpeessieTcsl XapaKTepoM
OCHOBHOTO 3a00JIeBaHUsI, 0OCOOCHHOCTSIMU KJIIMHUYECKO
KapTUHBI, TIEPEHOCUMOCThBIO Tepanuu. [TobouHbIe adhdex-
ThI Tepanuu HaboaaTcs peako. Bo3MoxXHO omHOBpe-
MEHHOE WCITOJIb30BAaHUE C IPYTMMU JIEKAPCTBEHHBIMU
CpelncTBaMMU, YIyYIlIaloMMK COCTOSTHE OOMEHA BEIECTB
B HEPBHOWM TKaHU.

B xiTMHMYeCKUX YCIOBUSIX MTOKa3aHa 3(pHeKTUBHOCTh
MPUMEHEHUST TIpenapaTtoB ajlbha-JIUIOeBONA KHUCIOTHI
(Tuoramma — MELJIIOMMHOBAs COJb ajbda-IunoeBoil
KMUCJ0THI) y 60abHBIX CJI 2-T0 THMNA B LIEJISIX yCTPaHEHUS
WM MUHAMUA3ALUW BeIpaxeHHocTH nposiaeHuit [THIT.
Bricokyto 3ddekTUBHOCTh anbda-IunoeBoil KUCIOTHI
o0ecIieynBaeT ee MOITHAS aHTUOKCUIAHTHAsI aKTUBHOCTh
[25]. KpoMe 3TOTO, B 3KCHEPUMEHTANBHBIX YCIOBUSX
OBLIO TIPOJIEMOHCTPUPOBAHO, YTO MPUMEHEeHNE ajib(da-
JIUTIOEBOW KUCJIOTHI CTIOCOOHO CTUMYJIMPOBATh HEOAHT U -
OTeHe3 B TOBPEXIEHHON HEPBHOU TKAHU, TIPETISITCTBYET
00pa3oBaHUIO COENMHUTETHHOTKAHHOTO PyOIla U yMEHb-
IIaeT BBIPAXEHHOCTh ANONTOTUYECKOUN THdenu HeWpo-
HOB. HakorieH 3HaYUTebHbBIN MOJIOXUTEIbHBINA OTIBIT
MPUMEHEHUST TIpenapaToB ajbgha-JIUMOeBOl KUCIOThI
y manueHToB ¢ I[THII BcneacTBue appexkToB MHTNOMPO-
BaHUS TIEPEKUCHOTO OKUCIEHUS JUMUAOB, PETYJISIUU
CHMHTE3a OKCHU/Ia a30Ta B TKAHSIX, 00ECIIeYeHHUsI JOCTATOU-
HOTO KPOBOCHAOXEHMUS TeprudeprnuecKnx HepBoB (Mc-
cinenoBanust ALADIN 1 u 111, SYDNEY, NATHAN)
[26, 27].

Ha ¢one Tepanuu 3aMeIsIioTCst TEMITbI IPOTPECCUPO-
Banwus ITHII, y 3HauuTenbHOM YacTH OOJBbHBIX HACTYMAET
crabwim3anus coctossHus. [IpenapaTsl anbbha-1unoeBoi
KUCJIOTBI B HACTOSIIIIEE BPEMSI MTOTyYMIN ONOOpPEHUE pery-
JISTOPHBIX OPTaHOB ISl JIEYEHUsI TALMEHTOB C IUabeThye-
ckoii ITHIT Bo MmHOrux crpatax. C yueToM uxX BO3MOXKHO-
CTU OKa3bIBaTh HE TOJHLKO CUMIITOMATUYECKUI 3(PdeKT,
HO U BJIUSITh HEMIOCPEACTBEHHO HA MEXaHU3MbI Pa3BUTHS
3a00JIeBaHKSI, OHU MOTYT OBITh PEKOMEHIOBAaHBI [JIsI
MPUMEHEHHUS Y COOTBETCTBYIOLETO KOHTUHTEHTA 00J1b-
HBIX [26].

TuoramMmma xapakTepu3yeTcsl XOpPOILEi TMepeHoCH-
MOCTBIO, MOXET UCITOJIb30BATHCSI OMHOBPEMEHHO C TAKUMHU
BUTaMMHHBIMU KOMILJIEKCaMu, Kak MuibramMmma u Mujib-
ramMmma KkomMrno3utym. HaumHats JieueHue 1ieecoodpa3Ho
C BHYTPMBEHHOTO BBeleHMs mperapata mo 600 Mr/cyT
OIHOKPATHO, JJIUTEbHOCTh NapEHTEPATbHOTO BBEACHMUS
OIpenessieTCs BhIpaXKeHHOCTHIO HEBPOJIOTMYECKOMH CUMIT-
TOMaTvKu. B mocnenyroieM HeEOOXOAWMO Ha3HavYeHUE
TuoramMmebl B cyTouHoit 03¢ 10—15 Mr/KT Ha IPOTSDKEHUU
2—3 mec. C yueToM XpOHUYECKOTro XapakTepa nuabetuye-
ckoii ITHIT HeoOXoAMMO MPOBOAUTH MOBTOPHBIE KYPChI
MPUMEHEHUS TIpernapara.

IMTauueHTHl ¢ 607€BBIMU (hOpMaMU AUAOETUYECKOM
ITHIT HyxnmaioTCsd HE TOJBKO B METabOIMYECKOM, T.e.
MaTOTEHETUYECKOUN Tepanuu, HO U B KYMMPOBaHUU 00-
JneBoro cuHapoma. C 5TOU 1ieJbl0 Ha3HaAyalOT aHTU-
JIETIPECCAHTH (TPULIMKIMYECKNE, a TAKXKe WHTUOUTOPHI

0o0paTHOro 3axBaTa CEPOTOHMHA M HOpaApeHaJnHa)
U MPOTUBO3MWIENITUYECKUE CpeACcTBa (KapbamasemnuH,
rabarneHTHH, NperadaarH). DTU Mpernaparhl MOATBEPAU-
JI1 cBOO 3¢ (PEKTUBHOCTD B XO/I€ PAaHIOMU3NPOBAHHBIX
KOHTPOJIMPYEMBIX KIWHWYECKMX MCCIIeNOBaHUN, OHU
BKJIIOYEHBl B HallMOHAJbHBIE peKOMeHIaluu u deme-
pajJbHBIE CTAHAAPTHI MO OKa3aHWIO TTOMOIIUA OOJBHBIM
Heliporiatueii. JIjis jeyeHns maleHToB C HeliporaTuye-
CKUMU 0OJIEBBIMM CUHIPOMaMM, B YACTHOCTU 0OJIEBOIA
nuadetnueckoil [THII, ucnosb3yoT MpOU3BOAHOE ram-
Ma-aMUHOMACJSTHHOM KUCIO0Thl — radaneHTuH (Iabaram-
Ma). @apmakogornyeckue 3¢ @GeKTH 00YCIOBICHBI €T0O
CITOCOOHOCTBIO CBSI3BIBATHCS CO CTPYKTYPaMU TTOTEHIIH -
aJ13aBUCHMBIX KaJbIIMEBBIX KAHAIOB, a MUMEHHO C allb(a-
2-JeabTa CyObeIMHUIICH KalbIIMeBOTO KaHajaa N-THIIa,
KOTOPBIi JIOKATM30BaH MPENMYIIECTBEHHO B CITMHATb-
HBIX HEMpOHaX.

[IpumeHeHNEe TaballeHTWHA YBEJIMYWBAacT CUHTE3
raMMa-aMIHOMACIISTHOI KMCJIOTH B LIEHTPaJIbHOI HEPB-
HOI CHCTEeME W MOBBIIIAET YYBCTBUTEIBHOCTb K HEH
HelipoHOB. BeposiTHO, M3MeHEeHMEe COOTHOIIICHNUS ACHCT-
BUSI TOPMO3HBIX M aKTUBUPYIOIINX HEUPOTPAHCMUTTE-
POB C IIpeobIagaHueM aKTUBHOCTH TIEPBBIX IIpeayIpe-
XKImaeT (OpMUPOBAHKWE HEMPOIMATUIECKOTO OO0JIeBOIO
CHHIpPOMA WJIU IPUBOIUT K YMEHBIIICHHUIO €r0 BEIpaXKeH-
HocTU. BeaencTBue Bo3aeiCTBHS Ha TTIepUAKBEAYKTaIb-
Hbl€ siipa rabaneHTUH aKTUBUPYET COOCTBEHHBIE TTPO-
THUBOOOJIEBBIC CUCTEMBl OpraHM3Ma, 00ecIieurBaloIe
OJIOKMpOBaHME ITPOXOXICHUS OOJEBBHIX HMITYJIbCOB
Ha ypoBHe CITMHHOro Mo3sra [28]. Henb3s UCKIIOYUTS,
YTO JajibHEMIINE UCCIeTOBaHUS TTO3BOJISIT OOHAPYXUTh
WHBbIE CBOMCTBA, OOBSICHSIOLIUE MEXaHU3MbI J€MACTBUS
rabamneHTHUHA.

HaxkomuieH 3HaYUTEIbHBIN OMBIT KIMHUYECKOIO MC-
MOJIb30BaHMS rabaneHTUHA Y TTallIMEHTOB C HeliporaTuye-
CKUMU 00JIeBBIMU cMHApoMaMu. Haubonee sIBHBINM KJIv-
Hu4yeckuil 3¢p¢eKkT ObIT OTMEUEH MPU ero MpUMeHEeHUU
y MaLMeHTOB C MOCTrepreTUYeCKOil HeBpalrueil u 6oJie-
Boii nuadetudeckoit ITHIT [29, 30]. Cuurtaercs, 4To YMCIO
0OJIbHBIX, KOTOPBIX HEOOXOAMMO IPOJICUYUTh, YTOOHI Y 1
U3 HUX NOOUTHCSI CHUXEHUS WMHTEHCUBHOCTH O00JH
Ha 50 % (number need to treat), mist rabarieHTUHA COCTaB-
nsget 4,39 (3,34—6,07) [31]. DTO HOCTATOYHO BBICOKUIA
ToKa3aTesIb, JTUITh HEMHOTMM OTIMYAIOIIUIACS OT TAKOBO-
TO Yy aMUTPUNTUIMHA, TIPA TOM YTO TIEPEHOCUMOCTD raba-
MeHTHHA 3HAYUTEJIBHO JIydlIle.

IIpumenenue labaraMMmbl OJIs YCTpaHEeHUS 00U
y nauueHToB ¢ nuabetuyeckoii ITHIT cnenyeT HaYMHATH
C OTHOCUTEJIBHO HEBBICOKHMX 103 (600—900 Mr/cyr), mo-
CTENIeHHO, Ha TIPOTSKEHWM 2 HeN, yBEJIWUMBas T03Y
0 MakcuMajbHO# (3600 Mr/cyT) WM A0 TOM, KOTOpast
OKa3bIBaeT KIIMHUYeCcKuii apdekT. B psiae ciydaeB 6osee
JUTUTETbHBINA TIepUOJ] TUTPOBAHUS 03Bl 00ecTieunBaeT
JNIOCTUXEHME KIMHUYEeCKOTo 3¢ deKTa 1 Mo3BoJisieT u3oe-
KaTh HeXenaTeJIbHbIX TTOO0YHBIX 3(h(eKTOB, COXpaHUB
TEM CaMbIM TTPUBEPXKEHHOCTH OOJTHLHOTO K ITPOIOJIKEHUTIO
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tepanuu. OmHOBpeMeHHOE Ha3HayeHWE BUTAMHHOB
rpynnsl B, B yacTHOCTH IMaHOKOOadaMuHa, CIIOCOOHO
MOTEHLMPOBATh MPOTUBOOOIEBOI 3(pdekT TabaramMmbl,
MO3BOJISIA Y OTAEJbHBIX MAlIUEHTOB YMEHBIIIUTh CYTOY-
HyI0 103y Ipenaparta. BaxXHO OTMETUTb, UTO JieUYeHUE
HOCUT IIJTUTENbHBIN XapaKTep, B CBA3M C YeM OOJIbHOI
JIOJXKeH OBITh OPMEHTHMPOBAH HAa CHUCTEeMaTUYeCKUI
MpUEM MpernapaTa U MOCTENEHHOEe HACTYIUIEHUE MOJIO-
XuTenabHoro a¢ddexkra. HeT ocHOBaHUIA 0XuaaTh BeIpa-
JKEHHOTo 00e300/uBaolero 3¢ ¢eKTa OT OAHOKPATHOTO
npuema [abaraMMbl WIX Ha3HAYEHMSI TTperapara HeaaeK-
BaTHO KOPOTKUM KypcoM. HeoOxommmo MMeTh B BULY,

YTO KYNMUpOBaHUE OOJEBOro CUHApPOMA MpHU JEeYSHUU
lTabaramMMoil WM yMeHbIIEHUE €ro A0 IPUEeMIIEMOro
YPOBHSI HE O3HayaeT YCTpaHEHUE CaMOil MPUYUHBI 0O-
qu — nuaberuueckoi ITHII. B cBs3u ¢ atum cienyer
MpoJoXaTh Teparuio, HampaBJeHHYIO Ha KOHTPOJb
YPOBHS TJIUKEMUMU, TTOAIePKaHEe HOPMaJIbHOTO OOMeHa
BELIECTB B HEPBHBIX TKAHSX U T. 1.

Takum 06pa3oM, KOHTPOJIb YPOBHS TIIIOKO3bI, IPUME-
HeHMe MeTabOoJUYECKUX MPErnapaToB, B YaCTHOCTU BUTA-
MWHOB Tpymnmnbl B, KynupoBaHue 0OJE€BOTO CUHIpPOMA
MPU €ro HAJTMYUU TO3BOJISIOT COXPAHUTh TPYAOCTIOCO0-
HOCTb 60J1bHBIX CJI 1 TTIOBBICUTH KaUY€CTBO MX KU3HU.
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MOMOPHO-CEHCOPHOU Hellponamuu ¢ aymocoMHO-A0MUHAHMHDBIM
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Konmaxmot: Eeeenus Cepeeeena Haymosa naumovaes@gmail.com

Beedenue. B nocaednue 200b1 pacmem unmepec k 603MOICHOCMAM YAbmMpasgyko60eo uccaedosanus (Y3H) nepugepuueckux nepeos npu paz-
NUYHBIX NAMOA0RUAX, 8 MOM HlCAe HACAe0CMBeHHOU MOmOpHO-ceHcopHoll Heliponamuu (HMCH). Bonpoc o duaenocmuueckoii poau Y3U
OMHOCUMENbHO 00UeNPUHAMbIX HeliPOPUIUON0UMECKUX MemO0008 UCCAe008aHUs NepUdepusecKux Hepeo8 0Ccmaemcs npeomemom oocy-
Jcoenus.

Ileau uccredosanus. Boisigaenue kauecmeeHHbIX U KOAUYECMBEHHBIX COHOPAPUHECKUX XAPAKMEPUCMUK nepugeputeckux Hepeos npu paz-
auunbix popmax HMCH 1-20 muna, ux cpagHumenbHwlii GHAAU3, @ MaKice CONOCMAsAeHUe ¢ INeKMPOPUIUOA0UMECKUMU U AHMPONOMEM -
DpUHecKUMU OQHHbIMU.

Mamepuaavt u memooot. Y3U nepughepuueckux nepeoe bicoko2o paspeuterus npogedeno 44 nayuenmam ¢ HMCH: 16 myxcuun; cpeonui
eospacm 33,5 £ 9,3 aem; ¢ aymocomno-domunanmuoim 1A — 16 (37 %), 1B — 11 (25 %) u X-cuennennoim — 17 (38 %) munamu nacaedo-
eanus. Ipynna Konmpons eéxaouanra 44 300posvix dobposoavya, 16 myxcuun; cpednuii éozpacm 35,9 + 6,8 arem. Oyenusanuce: niouads
nonepeuroeo cewenus (I11IC) u conoepaghuueckuii nammepH Hep8oe pyK u Hoe ¢ 08yX CIMOPOH HA 8bIOPAHHBIX YPOBHSX; CKOPOCMb PACHPO-
cmparenus 8030yicoenus no Hepgy u amnaumyoa M-omeema; cmanoapmmsie aHMpPoOnOMempu4ecKue HoKazamenu.

Pezyavmamut. Bo ecex cayuasx HMCH 6bi10 ommeuerno yseauuerue I1IIC nepugepuueckux Hepeoe omHOCUMENLHO HOPMbL, ¢ OOAbUUMU
snauenusamu 013 HMCH ¢ aymocomHo-domunanmuim Hacaedoganuem. Boideaeno 3 kayecmeentbix conoepaguuecKux nammepra usmere-
HUsL NONePeuHol U NPOJOAbHOI CIMPYKMYPbL HEPBO8 BePXHUX KOHEMHOCMel HA PA3HbIX YPOBHAX uccaedosanus. JJocmosepHoe yseauuerue
IITIC obnapycerno ons cnunnomoseosvix nepeos C5, C6, C7 npu 1A mune, C6 u C7 — npu 1B mune u C6 — npu 1X mune, umo mpebyem
0653amenvHoe0 uccredosanus smux Hepsos npu HMCH. /locmosepnbix pazauuuii ¢ cmenenu yseauvenus [111C cnunHomo3208bix Hepeos
npu pazauunsix munax HMCH e sviseaeno. Memoduueckue oepanuuenus u Maias UHPOPMAMUBHOCHb KOAUHECBEHHbIX U KA4eCMBEHHbIX
VAbMPA3BYKOBbIX XAPAKMEPUCMUK HEPB08 HO2 NO380AAI0M UCKA4UMb ux u3 npomokosa Y3H npu HMCH. Jlocmoeeproii koppessuuu
snauenuii I1TIC ¢ snekmpogu3uonoeuueckumu u GHmMponoMempu4ecKUMy noKa3amensimu He 00HAPYICEHO.

3akarouenue. Y3U 6vicoxoeo pazpeuierus modicem Obimb UCNOAb308AHO 8 Kauecmee 0NOAHUMENbHO20 UHCMPYMeHma OuggepeHyuansHoll
duaenocmuxu namonozuu Hepeos npu HMCH ¢ npumeneruem gvi0eneHHbIX YAbMPA38YKOBbIX NAMMEPHO8.

Karoueguie caosa: yaempaseykoeoe uccaedosarue nepugbepultecrcux HEPB0E6 8bICOK02O pa3peuleHusl, n/zouqaab nonepe4Hoeo ce4eHusl, Hacaedcm-
BCHHASA MOMOPHO-CEHCOPHAs Heﬁponamu}z, aymOCOMHO-()OMLIHaHmHOQ Hacxzeaoeaﬂue, X—Cuen/leHHoe HacnedosaHue
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Spectrum of sonographic changes in hereditary motor and sensory neuropathy with autosomal dominant
and X-linked inheritance
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Background. In the recent years interest towards nerve sonography has largely increased, specifically in terms of differentiating types
of hereditary motor and sensory neuropathy (HMSN). The diagnostic possibilities of high-resolution ultrasound (HRUS) compared to stan-
dard neurophysiological tools in the peripheral nerve disorders is still a matter of debate.

Objectives. Analysis of quantitative and qualitative ultrasound changes of limb nerves in patients with HMSN type 1 and its comparison with
anthropometric and nerve conduction study data.
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Materials and methods. 44 HMSN patients were analyzed: 16 men, mean age 35,9 % 6,8 years; 16 (37 %) with autosomal dominant type
1A, 11 (25 %) — with 1B type and 17 (38 %) with X-linked inheritance. Control group included 44 subjects, 16 male; mean age 35,9 *+ 6,8
years. HRUS parameters were analyzed bilaterally on the selected levels: cross-sectional area (CSA), visual cross sectional and longitudinal
patterns of the median and ulnar nerves, C5, C6, C7 spinal nerves, tibial, peroneal and sciatic nerves. HRUS parameters were compared to
standard anthropometric data, nerve conduction velocity and CMAP amplitude.

Results. In all HMSN cases CSA was enlarged compared to healthy controls. Greater changes were found in patients with autosomal domi-
nant inheritance. CSA enlargement in C5, C6, C7 spinal nerves was found in patients with HMSN 1A, C6, C7 — in HMSN 1B, C6 —
in HMSN 1X, confirming the necessity to include those nerves in the sonographic protocol in patients with HMSN. Three qualitative cross
sectional and longitudinal patterns of the investigated arm nerves were identified, distinct for each of the HMSN type. Absence of significant
differences in CSA of the upper limb nerves among analyzed types of HMSN makes it unreliable as the differential parameter, opposite to the
defined sonographic patterns. Methodological issues and absence of significant quantitative and qualitative data from the lower limb nerves
makes it possible to exclude those from HRUS protocol in HMSN.

Conclusions. Nerve sonography of the upper limbs could be a useful additional tool in the differential diagnosis of HMSN type 1 when ap-
plying described qualitative HRUS patterns.

Key words: high-resolution nerve ultrasound, cross-sectional area, hereditary motor and sensory neuropathy, autosomal dominant inheri-

tance, X-linked inheritance

Beenexue

B mocnemame rogsl pacTeT MHTEPEC K BOZMOKHOCTSIM
yABTpa3ByKoBoro uccienoBanus (Y3M) mepudepmaeckmx
HEPBOB ITPH PA3TMIHBIX BUIAX ITATOJIOTUH, B TOM YHMCIIE TIPU
HacJIeICTBEHHOU MOTOPHO-CeHCOpHOI HelponaTtuu (HM-
CH) [1-3]. Bompoc o muaraoctraeckoit pom ¥Y3U otHO-
CUTEJIFHO OOIIETIPUHSITHIX HEHPOGDU3NOIOTMISCKIX METO-
OB MCCIICAOBAHUS TepUepUIECKIX HEPBOB OCTACTCS
npeaMeToM oocyxkaeHus. Kak u rpu apyrux Merogax uc-
caenoBaHMS TlepudepruecKuX HEPBOB B YIBTPa3ByKOBOM
(Y3) nuarHocTuke HeOOXOOMMO BBIACINTH KOJIMYECTBEH-
HbIE XapaKTEePUCTUKN U3MEHEHUSI HEPBOB ISl MX MCIIOIb-
30BaHUsI B TMarHOCTUKE U, YTO OCOOEHHO BaxXKHO, B TU(D-
depeHanbHOl muarHoctuke. OIMH M3 OCHOBHBIX
V3-nmapameTpoB — 1oians nonepeyHoro ceyeHus (IT1C)
HepBa, aHaJIU3 KOTOPOI'o ObUT IIPOBENIEH Y MAIlMEHTOB C pa3-
mmuHbiMu Tumamu HMCH (1A, 1B u 2-ro), a Takke nipu
HeMpoIaTUM CO CKIIOHHOCTBIO K IapajinyaM OT CIaBACHUS
[2—8]. TIpu conocraBnenuun naHHbix Y3WU mpu HMCH
1A Tuma ¢ pe3yabraTaMy pa3iu4yHBIX 3JeKTPOGU3NO-
JIOTUYECKUX TTapaMeTpoB MepucepruIeckKux HEPBOB OXKU-
JIaeMbIX KOppeJsiluii BbisgBAeHO He ObL1o [2]. C omHoi
CTOPOHBI, 3TO SIBJISIETCSI Pa304apOBBIBAIOIIUM (haKTOM,
C Jpyroit — OTKpbIBaeT BO3MOXHOCTU 1151 Y3U Kak oTaenb-
HOT'O BCTIOMOT'aTeJIbHOTO METO/Ia OLICHKM COCTOSTHUSI IIepU-
(bepryeckrx HEPBOB MPY HACICACTBEHHBIX HEUPOMATHSX.
Tak, Y3 MoxXeT ToMoUb BbISIBUTb WJIW UCKITIOUUTH JAHHbIE
3a00JIeBaHMS TIPY OTCYTCTBUU BBIPAXKEHHBIX TN HEOTHO3-
HaYHBIX KJIMHUKO-3JIeKTPODUNOTOTMYECKUX MPOSIBIICHUH.
Oco0blIil MHTEpeC NPeCTaRISIET COMOCTaRIEH e Y3-KapTUHbI
y naimeHToB ¢ HMCH 1-ro Tumna: ¢ ayTocOMHO-1I0MUHAHT-
HbIM (1A 1 1B) u X-cuerieHHbIM HacaenoBanveM (1X).

Ilens paGoThl — aHAIN3 KAYECTBEHHBIX M KOJIMYECT-
BEHHBIX COHOTpahMIeCcKUX XapaKTepUCTUK repudepuye-
CKUX HEpBOB, UX cpaBHeHUe y maimeHToB ¢ HMCH c ay-
TOCOMHO-AOMUHAHTHBIM (1A u 1B) u X-cuerieHHbIM
TUTIAMU HACJIEOBAaHUSI W COTIOCTaBJICHUE TTOTYYEHHBIX
JAHHBIX CO CTAHIAPTHBIMU aHTPOTIOMETPUUYECKUMHU (POCT,

Macca Tejla, MHAEKC MacChl Tejla) M 3JIeKTPOPU3N0I0TH-
YeCKMMH IT1apaMeTpaMH (CKOPOCTb pPacIIpOCTpaHECHHUS
BO30YXIEHUS, aMILIMTy1a M-oTBeTa).

Mamepuanbl U Memopbl

¥Y3U npoBenero 44 60nbHBIM ¢ qokazaHHoiit HMCH
(16 MyxumuH; cpeaHuit Bo3pact 33,5 = 9,3 rona). [TauueH-
THI OBUTM OOCJIEIOBaHBI B T€HETUUICCKON KOHCYIBTAIIUU
BopoHexkckoro 061aCTHOr0 KOHCYJIbTaTUBHO-AUArHOCTH -
YeCKOro IIEHTPa 1 HaIlpaBJIeHbI Ha TEHETUYIECKOE TUITUPO-
Banue B lLleHTp MosekymspHoii reHetTuku (MockBa).
W3 Hux 16 (37 %) naiueHToB ¢ 1A TUIIOM HaCJeTIOBaHMS,
11 (25 %) — ¢ 1B tunom, 17 (38 %) — ¢ X-CLEIJIeHHbIM.
B KOHTpOJIbHYIO TPYIIITY, C(hOPMUPOBAHHYIO 110 IPUHIIAITY
«CJTy4ail—KOHTPOJIb», BOLIIM 44 300pOBLIX JOOPOBOJIbLIA
(16 MmyxunH; cpeaHuii Bo3pacT 35,9 + 6,8 roga).

Bce obcnenyembie moamucaiyd WH(MOPMUPOBAHHOE
corjacue Ha MpoBeIeHUE UCCIEI0BAHUSI.

V3U BeinosHsiv Ha ckaHepe “Sonoscape Pro” (Kurait)
B PEXMME CEPOM IIKAJbI C JUHEUHBIM TaTYMKOM B Auaria-
30He yacTtoT 9—14 MIi1 ¢ ucnonap30BaHUEM IONIEPEYHOTO
U MPOIOJIbHOTO cKaHWpoBaHus. cciaenoBanu nepudepu-
YecKKre HEpBbl PYK C 00eMX CTOPOH Ha Pa3HBIX YPOBHSIX
Mo cxeMme, TpemiokeHHoW paHee [9]: cpeduHHBI HepB
Ha ypoBHe Kpyrioro rnpoHaropa MN2 u cpeaHeill TpeTu
mweya MN3, ToKTeBoil HepB Ha YPOBHE JIOKTEBOTO Crubda-
tens 3amsactbsd UN2 u cpenHeit Tpetu mieda UN3 u crivH-
HomosroBele HepBbl C5, C6, C7 B cocTaBe IJIEYEBOro
CIUIETeHUS Ha YPOBHE TIOIEPEYHBIX OTPOCTKOB ITO3BOHKOB.
VY3U cpenrHHOro U JJOKTEBOIO HEPBOB Ha YPOBHE 3aIsICThSI
He MPOBOAMJIM B CBSI3U C BOBMOXHBIM M3MeHeHuneM [1T1C
BCJIEACTBUE TYHHEIbHOI Heliponatuu. [TpoTokos 6bLT f0-
TOJTHEH WCCIIEIOBAaHUEM CENAIMIITHOTO HEpBa B CpemaHeit
TpeTu Oeapa, OOIIEro CTBOJIA MajloOEepLIOBOIO HepBa
Ha YPOBHE IrOJIOBKM MaJIoOepLIOBOI KOCTH U 0OJIbLLIE0ep1IO-
BOTO HepBa B 00JIaCTH TIOAKOJIEHHOM SIMKU C 00EMX CTOPOH.

B kaxmoit BLIOpaHHOM TOYKE U3MEPSIIN JUaMeTp Hep-
Ba OT TMIIEPIXOTCHHOM TPaHMIIEI (AABEHTUIINATIEHAS 000-
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snouka). IITIC HepBa paccCUMTHIBAIM MO OOIIETTPUHSITON
dopmyie:

S=nxxD,xD,/4,
rae D, v D,— MUHUMaTbHBIA U MaKCUMAJTbHBIN MOTepey-
HbI€ pa3Mephl HEPBA.

JIns1 cpeaMHHOIO U JIOKTEBOI'O HEPBOB OLIEHMBAJIM 3Ha-
YyeHUe MHTpaHeBpaJIbHON BapruabeIbHOCTU — OTHOILLECHUE
MakcumanbHoi 1 MuHuManbHoi TITTC [9, 10]. Takke onpe-
nensiav rpagueHT acumMmerpuu TTT1C HepBa — oTHOIlIEHUE
cpennux IITIC HepBa cnipaBa u ciea. [1o aHaTorHuHOMY
MPOTOKOJTY ObLTa 00C/e10BaHa KOHTPOJIbHAs IpyMra.

s BeisiBieHus koppensuuii 3HaueHuit [T1C co cko-
POCTBIO PacIIpOCTpPaHEHUS BO30YKICHUS M aMILTUTYIOM
M-oTBeTa, TTOIYICHHBIX IIPY CTAHIAPTHOM 3JIEKTPOMHUO-
rpadpuyeckom (DMT') nccnenoBaHuM, UCTIOJIB30BAIU CPE-
ITWHHEIA 1 00JIBIIe0epIOBRIN HepBbl. DMI -HccnemoBaHme
npoBoaAWIn Ha anekTpomuorpade «Heiipo MBIT» (Heii-
pocodt, Poccust).

CTaTrCTHYECKYIO 00PaOOTKY BEITIOIHSIIN C IIOMOIIIBIO
mporpaMMbl Statistica 10, pe3ynbsraThl U3MEPEHUSI COOT-
BETCTBYIOT KPUTEPUSIM HOPMAJIBHOTO pacIpeaesIeHNs.
OLICHKY OOCTOBEPHOCTH Pa3IMYM MEXIy TpyIIIaMu
TTPOBOAMIIN METOIOM > KaK HanboJee IMOIXOISIIM IS
BBIOOPKM C MaJIbIM 3HaYCHHEM TTepeMeHHBIX. 17151 aHamu-
3a koppeasuuii BenuuuH [1T1C, n3amepeHHBIX Ha pa3HBIX
y4acTKax HepBa, C aHTPOITIOMETPUYECKIMU 1 Hepodu3m-
OJIOTMYECKUMHU TIapaMeTpaMM PacCUMUTBHIBAIA KO3(pPpu-
ueHT Koppeiasauuu [TupcoHa. B kauecTBe 10CTOBEpHOTO
3HayeHus npuHsTo p < 0,05.

Pe3ynbmambl

Anamu3 cpeguux 3HaueHuit INIIC wmccnemoBaHHBIX
HEpBOB Ha pa3HbIX ypoBH:IX y nareHToB ¢ HMCH c ay-
TOCOMHO-IOMUHAHTHBIM U X-CLIETUICHHBIM TUIIAMU Ha-
clefoBaHUS M Yy KOHTPOJBHOU TPYIIbl IMpeacTaBiIeH
B TaoII. 1.

Jucrnepcust abCONIOTHBIX 3HAYeHU I BLIOOPKHU Y Mallv-
€HTOB HCCJIeyeMbIX IPYIII TSI BCeX YPOBHEN U3MEPEHMUS
MpeacTaBieHa Ha puc. 1.

Bo Bcex uccieayeMbIx HepBaxX pyK UM HOT y TTALIUEHTOB
C ayTOCOMHO-JIOMWHAHTHBIM HacjleMOBaHUEM AUCIIePCUs
abcosmoTHbIX 3HaueHuit [TT1C Oblna GoJibliie, YeM B KOHTpP-
OJILHOW TPYIITe, B TO BpeMs KakK y MallMeHTOB ¢ X-CIie-
TUTEHHBIM HacJIeHOBaHUEM IVCITIEPCHS Majio OTJIMYAJIach
oT KoHTposis. JlaHHOe HaOJIoeHNe MOCTaBUIO BOITPOC
0 HEOOXOOVMMOCTHM aHa/M3a KadeCTBEHHBIX M3MEHCHUIA
HepsoB mpu HMCH.

KauyecTBeHHBIE XapaKTepUCTUKM HepBa OILCHUBAIU
BU3YaJILHO IIPU ITOTIEPEYHOM U IIPOAOJTEHOM CKaHUPOBa-
HUU ¥ BKITIOYAJIN: (pOpMY CeUeHMSI, COXpaHHOCTD Tudde-
PEHIIMPOBKM Ha OTHCIBbHEIC (DaCIIUKYJIbI, 3XOT€HHOCTH
(hactKys10B, KOHTYp JOCTYITHOTO OTpe3ka HepBa. [Ipumep
MMaTTepHOB BU3yaIN3allii CPEAMHHOTO HepBa Ha pa3HBIX
YPOBHSX MpEICTaBIcH Ha pucC. 2.

V nauuentoB ¢ HMCH 1A u 1B TUIIOB BbISIBIE€HBI
CXOIHBIC KaueCTBCHHBIC XapaKTEPUCTUKHU WM3MEHEHHUS

Taomuna 1. Cpednue snauenus niowadu nonepeurozo ceverus (Mm?)
npu HMCH u 6 konmpoavHoii epynne

TTauuentsl c HMCH
X-cue-
Yposennb AyTOCOMHO-IOMHHAHTHOE ILUIEHHOE Kontpons-
u3MepeHust HacJIeIoBaHne HaCJIeN0- Had rpynna
HEPBOB BaHHe (n=44)
1A Tun 1B Tin 1X Tun
(n=16) (n=11) n=17)
Cpedunnbiii Hepe
20,6 15,4 8,8
P p=001  p=009  p=0964 &
22,9 18,6 12,1
MN3 p=0041  p=004  p=05 0
Jloxmeasoii nepe
19,4 10,5 7,5
R =004 p=004  p=04 3.9
22,7 17,1 10,9
UN3 p=001  p=002  p=08 i
Cnunnomo3szogble Hepebl
14,7 9,1 11,4
= =018 | o=aee | p=iim 52
21,9 24,5 16,5
Cé =005  p=003  p=005 8,6
20,1 19,8 14,6
. =01 | =aae | =02 2.7
Cenpanuii- 87,1 72,7 37,6 405
HBII HEPB p=0,04 p=0,001 p=0,42 ?
Maio6ep- 31,6 23,1 12,0 9.4
uoBblii HepB  p = 0,001 »=0,03 =094 ?
Bounblie-
. 68,8 37,8 27,2
OepLIOBbII »=0001 »=0,08 =08 24,4
HEpB

Ilpumenanue. 3nauenue p nosyueHo Npu CpaGHEHUU C KOHMPOAb-
Hoil epynnoii; p < 0,05 pacyereno Kak docmogepHoe; 30ecb, 8 maon. 2
u Ha puc. 1, 2: MN2 — yposens kpyenoeo nponamopa; MN3 — cpednss
mpems naewa; UN2 — nokmesoii ceubamens 3ansicmos; UN3 — cpednss
mpemb naeua.

nepudepryecKrX HEPBOB: Ha MPEATUIEYbE HEPB OKPYTIION
GopMbI ¢ YeTKOI TuddepeHUNPOBKON U paBHOMEPHBIM
YBeJIUYEeHUEM BeeX (PacIMKyJ/IOB; Ha IJieue HepB OKPYIJIOi
(opMBI, HO IIPU 3TOM OTMEUYAETCsl HEPABHOMEPHOE YBe-
JIMYEHUE TUTITO3XOTeHHBIX (haciiuKynoB. [1py mpoaobHOM
CKaHMPOBAHWU: Ha MPEAIIeYbe HEPB UMEET YSTKUI, POB-
HBII BHEITHUI KOHTYP, COXpaHHYIO IMMPOAOJIBHYIO JIMHEH -
HYIO0 OpUeHTaLMIo (hacMKYJI0B; Ha ruiede auddepeH-
poBKa (acIMKy/IOB CTepTas, T.€. pa3IuuuTh JIMHEHHYIO
CTPYKTYpY HepBa HeBO3MOXHO. HecMoTpst Ha cXoncTBO
nauueHToB ¢ HMCH 1A u 1B Tunos, uMeroTcs OTYeTIN-
BBIC PA3IMINS BUAUMOM CTPYKTYPBI HEPBOB: T 1A THIa
CBOICTBEHHO YITOPSIZIOYEHHOE PACTIOIOXKEHNUE YBETNICH-
HBIX (HDaCUUKYJIOB (MO0 TUMY «pOMaIuKu»), s 1B tuma —
XaOTUYHOE PACTIOJIOKEeHUE 4YeTKO MuddepeHIpyeMbIX
dacuukynon. Ing HMCH 1X tuna, kak u 1is1 1A u 1B,
XapaKTepHO COXpaHEeHNE OKPYIIION (hbOpMBI HepBa MPH T10-
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1 - cepanuLUHbIN Heps.;
2 - ManobepLoBbIi HEPB;
3 - 6onbLuebepLOBbI HEPB

Puc. 1. Jucnepcus abcoarromuoix 3uavenuii ITTIC y nayuenmos ucciedyemoix epynn: a — cpeOuHHblii Heps, 6 — 10KMegoll Hepe; 8 — CRUHHOMO3208ble Hepabl

CS, C6, C7; e — Hepgbl HOR

MepevYHOM CKaHMPOBaHUU Ha BceM NpoTskeHuu. Ha ypos-
He ruieda Bo Bcex ciydasix 1X Tvma BhISIBIESHO CBoeoOpa3-
HOE U3MEHEHHE CTPYKTYPBI HEPBA — YYACTKU C OTIAEIBHO
YBEJIMYEHHBIMU (haCLIMKYJIAMU YEPEIYIOTCS C yYaCTKaMH
C HOpMaJIbHOM CTPYKTypoii. U3MeHeHue 1o TUIy «1enoy-
K1 COCHUCOK» XOPOLIO MPOCEKMBAETCS MPU MPOJOJIbHOM
CKaHUPOBAaHUU — HEPB XapaKTepu3yeTcsl yepeaoBaHUEM
YYaCTKOB CYXXEeHUSI / pacIIMpeHUsI.

IMpu Y3U cniuaHOoMOo3roBeIX HepBoB C5, C6, C7 nipu
Bcex paccmaTpuBaeMbix popmax HMCH otMedeHo onHO-
tunHoe yBeandeHue IITC no cpaBHEHUIO ¢ KOHTPOJbHOMN
rpynmnoi (puc. 3). BusyanbHblli aHaJIU3 HE BBISIBUI U3ME-
HeHUil, no3posstonux panuuutsh Tunsl HMCH (1A, 1B
u 1X).

Bo Bcex nccienoBaHHBIX HEpBaxX HOT (CEAATUIITHOM,
00.1b111e0ePLIOBOM, MaJTIOOEPIIOBOM), TAKXKE KaK 1 B HEP-
Bax pyk, y nmaureHtoB ¢ HMCH 1A tuna otMedeHo a0-
CTOBEpHOE YyBeauuyeHue cpenHux 3HadyeHuit IIT1C
(cM. puc. le). Y naumentos ¢ HMCH 1B tumna nocrosep-
Ho 66ab1re 3HaYeHus TTTTC obHapyXeHbl B ceAaTUIIHOM

u 6osbliedepioBoM HepBax (cM. Tadu. 1). IMpu 1X tumne
He BbIsIBIeHO gocTtoBepHoro yBeauueHus [MTI1C Hu B on-
HOM U3 UCCIIEIOBAHHBIX HEPBOB OTHOCUTEIBHO KOHTPOJIb-
Hoii rpynnbl. [Ipy BU3yaibHOM aHaIM3€ KaueCTBEHHBIX
W3MEHEHWI MPY MONEPEYHOM CKaHUPOBAaHUM OOHapyXKe-
HO OTHOCUTEJILHO OJIMHAKOBOE yBeJInYeHUe (DacIIuKyJIOB
(puc. 4), Ipy 3TOM MeTOAMYECKAasl BU3yaIM3allus HepBa
TOJILKO Ha OITHOM YPOBHE M TOJIbKO €T0 TOTePeYHOTO
CEYEHMSI He TTO3BOJISIOT CYAUTh O HAJIMYUM TOTO VI MHO-
ro Y3-marrepHa, oOHapy>X€HHOI'O MPU UCCIEAOBAHUU
HEPBOB PYK.

ITpu pacuete koapdunmenrta [MupcoHa, He3aBUCUMO
OT YPOBHSI M3MEPEHUS HEPBA, TOCTOBEPHOU KOPPEISIIIUN
s3HaueHuit [1T1C c anTponomerprueckumu u DMI -noka-
3aTeJISIMUA He BBISIBJIEHO (TabJ1. 2).

006cyxpeHue

HMCH npeacrapinsier co00ii reHeTUYECKU U (PeHOTU -
MUYECKU TeTEPOTEHHYIO TPYIMMY HACAEACTBEHHBIX MOJIU-
HeUpoIaTuii, XapaKTepU3YIOIIyIOCs MEUIEHHBIM ITPOTpec-
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Tvin HMCH

1B

KoHTponbHas rpynna

MN2

MN2

MN3 MN3 MN3 MN3
7]
Tvin HMCH
KoHTponbHasa rpynna
1A 1B 1X

Mpepnneube

Mneuo

Mneuo

Mneuo

Mneuo

Puc. 2. Yavmpa3zsykosvie nammephvl cpeduHH020 Hepéa Ha 8blOpartbix yposHax y nayuenmos ¢ HMCH no cpagrenuto ¢ KOHmMpoabHOU epynnoi: a — none-

peuHoe ckanupoeanue; 06— npOdO./leOé‘ CKAaHuposarnue

CUpOBaHUEM MOTOPHOTO U CEHCOpPHOro AeduliuTa.
HeonHoponHocTh 1 MHOroo0pasve (GpeHOTUIMUYECKUX
¢opM, MpU KOTOPBHIX B pa3HOI CTEMEHU BOBJIEKAIOTCS
aKCOH 1 MUeJIMHOBAs1 00010uKa rnepudepudecKux HEpBOB,
4acTO MPUBOIST K OTCPOYEHHOMY OIpeaeIeHUIO TeHETH -
yecKoil nmpuuunHbl 3a60eBanus. [1pu 6ose3Hsx nepude-
pudyeckux HepBoB DMI-uccienoBaHue MNO-TIpexXHEMY
OCTaeTCsI OCHOBHBIM M CAMbIM JOCTYITHBIM METO/IOM OLIEH-

K1 GYHKIMOHAJIBHOTO COCTOSTHUSI HepBOB. Ero HemocTat-
KOM SIBJIIETCS OTCYTCTBME HEMOCPEICTBEHHOI NH(MOpMa-
LIUY O JIEXAINX B UX OCHOBE CTPYKTYPHBIX U3MEHEHUSIX.
OO6cyxnaemble B IUTEpaType KOPPEISILIUU HOCST YCIOB-
HbII XapakTep [2].

CpaBHUTENbHBIA aHAJIN3 HEPBOB Y3-METOAOM Y Ma-
uuentoB ¢ HMCH 1A, 1B u 1X TUNOB ¥ B KOHTPOJIBHOM
rpymre BoisiBua yBeauuenue [TT1C Bo Becex ciaydasix, mpu-
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Tvn HacnepoBaHWA

AyTOCOMHO-AOMMHAHTHbIN

X-cuenneHHbIn

KoHTponbHas rpynna

Puc. 3. Yavmpaszeykoseas kapmuna cnunnomoseosvix Hepeog C5, C6, C7 ¢ cocmage naevegoeo chiemeHus: Ha ypoHe MeNCACMHUMHO20 RPOMENCYMKA

Heps

lpynna -
cefanuHbIn

60nbLIEebepLOBbIN ManobepLoBbIi

C ayToCOMHO-
[OMVHAHTHbBIM TUMOM
HacnepfoBaHuA

C X-CuenneHHbIM TUNom
HacnepgoBaHua

KoHTponbHasn

Puc. 4. Ilpumep yseauuenus naowjadu nonepeuHoeo ceuenus u usMeHeHus Gacyukyn08 npu nonepeuHoM yabmpa3seyko8om CKaHUupo8anuyu Hepeos Ho2

YyeM MaKCUMaJlbHble 3HAYEHUsI OTMEYEHBI Y EMUHUIHBIX
MaluMeHTOB ¢ 1A TUIIOM, KakK 3TO ObLIO MOKa3aHO paHee
[2]. ITo naHHBIM TUTEepaTyphl, yBeaudeHue [ITC nepude-
PUYECKUX HEPBOB OBLIO JOCTOBEPHO OOJIbINE Y OOTBHBIX
HMCH 1A tuna (kak y B3pocCJiblX, TaK 1 Y A€Tei1) Mo cpaB-
HEHMIO CO 3IOpPOBbIMU aullamMu [2—4]. ¥ nauueHToB
¢ HMCH 1B tuna no cpaBHEHUIO ¢ KOHTPOJIBHOM TpyII-
noit ooHapyxeHo yBeaudyeHue [1T1C cpeaMHHOrO U JIOK-
teBoro HepBoB [11]. ITo pesynsratam Y3U nepudepuye-
ckux HepBoB Yy 60bHbIX HMCH ¢ mytauusimu B reHe MPZ
wii NEFL He ObUTI0 OOHApYXEeHO JOCTOBEPHBIX COHOTpa-
(uueckux paznmuuuii [2]. B uutupyeMoM uccieaoBaHUU
MPOaHAIM3UPOBAHBI JAHHBIE BCETO 2 MAIMEHTOB, YTO HE-
JIOCTATOYHO JJISI JOCTOBEPHBIX BHIBOJIOB.

Crenenp yBenuuenus IIIIC mpu HaciencTBeHHOM
Heliponatuu He oTinyanach ot 3HayeHuit [T1C npu qus-

UMMYHHBIX nonuHelponaTtusx [12, 13]. ITonbiTKa B Ha-
1meM ucciaeaoBaHuu AuddepeHIMpoBaTh MallMeHTOB
¢ HMCH 1A u 1B tunos no crenenu yseanyenus I[T1C
C YYETOM YPOBHSI M3MEPEHUS] HepBa TakXe HE BbIIBUJIA
JIOCTOBEPHBIX pazanuuii. ¥ namuentoB ¢ HMCH 1X tuna,
KakK 4 B KOHTpoJibHOI rpyrie, yBeanyeHus [IT1C cpenun-
HOTO U JIOKTEBOTO HEPBOB Ha IMpeIieube He 0OHAPYKEHO,
onHako oHo BbIsiBjieHO pu HMCH 1X tuna Ha ypoBHe
rievya. BrlllienepeyrcieHHOEe MO3BOJISIET UCITOIb30BaTh
[I1C He B kauecTBe U HepeHIIMATEHO-AUATHOCTUYECKO-
ro nmapamerpa mpu HMCH 1-ro Tuna, a 1uiib B Ka4ecTBe
Hecrenu@uuecKoro nokasaress, NoATBEPXKIAIIIET0 Ha-
JINYKe MaToJIOTUM.

KauecTBeHHBbBIN aHaIU3 Y3-CTPYKTYphl HEpPBa MO-
3BOJIUJ BBISIBUTh XapaKTEPHbIE U3MEHEHUS pPa3MepoB
U pachojioXeHUus1 (PpaciuKyJIoB Yy MallUEHTOB C ayTO-
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Ta6mina 2. Koppe/l}mmz n/loma()u nonepevHoeo ceveHuss CNUHHOMO03206blX, cpe@urmoeo U IOKMee02o Hepeoe Ha PA3HbIX YPOBHAX C AHMPOnomMempu4ecKu -

MU xapakmepucmuxamu u 3/teicmpomuoepa¢jmwecxumu nokasamenimu

MN2 MN3 UN2 UN3 C5 Cé C7
Bospacr —0,0923 —0,1841 —0,392 0,1123 0,2145 0,2608 0,1070
Poct 0,3862 0,2459 0,0356 0,0385 0,1225 0,0998 —0,0575
Macca tena 0,0075 —0,0036 0,0047 —0,0056 0,0523 0,0477 0,0042
UMT 0,2866 0,2596 0,0477 0,0789 0,1236 0,2575 0,0065
CPB n. tibialis —0,3368 —0,3965 —0,295 —0,3321 —0,365 —0,424 —0,1856
CPB n. medianus —0,3885 —0,4563 —0,398 —0,4023 —0,233 —0,310 —0,3358
Awmruutyna M-orBeta AHL —0,2368 —0,3547 —0,234 —0,2347 —0,357 —0,355 —0,1688
Awmmutyna M-otseta APB —0,2336 —0,4003 —0,325 —0,3002 —0,278 —0,400 —0,2114

Ilpumenanue. UMT — unodexc maccor meaa; CPB — ckopocms pacnpocmpanenus 030yxcoenus; AHL — m. abductor hallucis longus; APB — m. abductor

pollicis brevis.

coMHO-goMuHaHTHOU dopmoit HMCH 1-ro Ttuna.
ITIpu HMCH 1X Ttuma xapakTepHoe yBeJIMUeHUE pa3-
MEpPOB OTHEIBHBIX (PACIMKYIOB OTMEYEHO TOJIBKO
B IPOKCHUMAJIBHBIX CETMEHTAX CPEAUHHOTO 1 JIOKTEBO-
o HEPBOB.

Y. Noto 1 coaBT. B CBOEM UCCJIEAOBAHUN CITMHHOMO3-
roBeix HepBoB oueHuBanu I[ITIC nmpu HMCH Tonbko
a1 Co6 m OOHApYXWIM €€ YBEJIWYEHHE OTHOCHUTEJIBHO
HopMblI [2]. [IpoBeaeHHBIM HaMU pacIIUPEeHHBINA aHaIu3
CIMTMHHOMO3TroBBIX HepBOB C5, C6, C7 BLISBIII OIpeIeIeH-
HbIe 3aKOHOMEPHOCTU ¥Y3-U3MEHEHUI MPpU paccMaTpuBa-
embix Tunax HMCH. V¥ namumentos ¢ 1A tunom [1I1C
yBeJIMYEHA BO BceX 3 CIIMHHOMO3TOBBIX HepBax, ¢ 1B Tu-
oM — ToJibko B C6 u C7, a yBenmuenue I1T1C B C5 oTHO-
CUTEJIbHO KOHTPOJIbHOM TPYIIbI ObUIO HEAOCTOBEPHBIM.
VY 6oapHbix HMCH 1X tuna IITTC gocToBepHO yBeIM4n-
BaJiach JIMIIb B CIMHHOMO3roBoM HepBe C6. JIocTOBEPHBIX
pazmuunii B BenmuuHe [1T1C Mexny pasnuyHbIMU TUTTAMKA
HMCH He BbIsIBIIEHO.

Takum 06pa3omM, BU3yaau3aliOHHAas KapTHUHA CITMHHO-
Mo3roBbix HepBoB ITpu HMCH otnnyaeTcst OT KOHTPOJIb-
Hoii rpynnbl. OtcyrctBue yBenuuyeHusi IITIC HepBoB
Ha YpOBHE CITMHHOMO3TOBBIX HEPBOB CTaBUT I10J, COMHE-
HUe npennoaaraemblii auarnos HMCH.

VY3HM HepBOB HOT UMEET CBOU METOIUYECKUE OCO-
OEHHOCTHU BCJEACTBUE MOCTYITHOCTU WX BU3YyalU3allMU
JIVIOb Ha OIpeNeICHHBIX aHATOMWYECKHUX YJacTKax,
YTO MPUBOAUT K OTPAaHNICHUSIM ITPU COHOTpaIECKOM
aHaJn3e W CHMXaeT MHOOPMATHUBHOCTHh IOJIYYaeMBIX
pe3yJIBETaTOB. DTO OOBSICHSIET MAJIOUYNCICHHOCTh OIICca-
Huit Y3-u3zMeHeHuil HepBoB Hor B JuTepatype [8]. [To-
JIydeHHBIC HAMU PE3yJIbTaThl OTPaXKaIOT OOIIYIO TCHICH-
muo yeenndeHus III1C B HepBaxX HOI, COBITAIAIOIIYIO
C JaHHBIMU JPYTUX UccienoBaHuil [8]. Mamast mpotsi-
KEHHOCTh IOCTYITHOTO IJIS aHajdW3a ydJacTKa HepBa

HE M03BOJISIET C YBEPEHHOCTBIO CYAUTh O HAJTUYUU TOTO
WM MHOTO XapaKTepHOro Y3-marrepHa U CHUXKAET UH-
(opMaTUBHOCTH TECTUPOBAHMS HEPBOB HOL. YKa3aHHbIE
0COOEHHOCTH TO3BOJISIIOT BKJIIOYATh B MPOTOKoN Y3U
npu HMCH uckio9nTeIbHO HEPBBI pyK M CITMHHOMO3-
rOBbIE HEPBHI.

3aBucumocthb cteneHu yBenudenus I[ITC nepudpepn-
yeckux HepBoB y maieHToB ¢ HMCH 1A tuma ot Bo3pacra
M aHTPOIOMETPUYECKUX JAHHBIX ITOKA3aHa Y JIeTeil OTHOCHU -
TEJIbHO KOHTPOJILHOM TPYIIIHI [3], HO Y B3pOCIBIX OOIBHBIX
noctoBepHoit koppensiiuu [ITC nepudepudecknx HepBoB
C Maccoi TeJla ¥ pOCTOM OOCJIeyeMOro He BBISIBICHO [2].
B HaireM ucciienoBaHnM, KaK M MO JaHHBIM JIMTepaTyphbl
11 HMCH 1A tuna [2], He oOHapy:XeHO JOCTOBEPHOM
xoppensunun usmeHenutii ININTC ¢ nanubiMu DMI-uccneno-
BaHMsI U aHTPOITIOMETPUYCCKMH ITapaMeTPaMH.

3aknioyeHue

ITposenennsiit ananus IITC HepBOB pyK 1 HOT, a Tak-
K€ CIIMHHOMO3TOBBIX HEPBOB HE BBISIBWI JOCTOBEPHBIX
pasnuumii, mo3BoJsiomux audpdeperHupoats HMCH
1-ro TMMNa ¢ ayTOCOMHO-TOMUHAHTHBIM 1 X-CLEIJIEHHBIM
TUNaMM HacjenoBaHusl. OCHOBHbBIE Pa3IMyUMsl KacaroTcs
BBIZICICHHBIX COHOrpadUYeCcKMX MaTTepHOB KayeCTBEH-
HBIX U3BMEHEHU I HEPBOB MPU MOMEPEYHOM U MPOAOILHOM
ckaHupoBaHuU. [lonydyeHHbIe HaHHBIE MOTYT OBITH HC-
MMOJIb30BaHbI B KAUeCTBE JOIOJHUTEIBHBIX AuddepeHIIn-
ajpHO-AUarHoctTuyeckux xapakrepuctuk HMCH 1-ro
THIIA.

Asmopbt 3asa64510m 06 omcymcmeuu KoHpAuKma uHme-
pecos, pagHoM y4acmuu 6 npogedeHuUl Uccaedo8anus, oopa-
bomke mamepuana u Hanucanuu cmamou. Paboma 6vina
BbINOHEHA NPU HEKOMMePHecKOoll hoddepicke YuebHoeo yenm-
pa nO HENpPepbIBHOMY MEOUUUHCKOMY U hapmMayesmuvecKomy
006pazosanuio.
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Konmarxmoi: /lapes FOpvesna Konvkosa fortunka2009@mail.ru

Beedenue. Bedenue kpuzo6uix cocmosiHuil y 60AbHbIX MUACMEHUell A615emCsi 00HOU U3 HACYUHBIX NPOOAEM KAUHUYECKOU He8PON0UU.
Ileab pabomvr — ymounerue cpokos pazeumust Kpu308 om 0e6ioma 3a001e6aHUs, COOMHOUEHUs N0A08, B03PACMHO20 PACNPedeneHUs, 0CO0eH-
HOCmell 260A10UUU CUMRMOMAMUKY U NPOBOUUPYIOUUX (PAKMOPOE 8 pAMKAX UCCAe008aHUS IPDEKMUBHOCMU AN20PUMMA 8e0eHUsI KPU3A.
Mamepuaavt u memoost. boiiu npoanasuzuposarsi ucmopuu 6oaesrell 52 nayuenmog c muacmerueii (33 scenwun u 19 myscuun) é nepuoo
¢ 2000 no 2013 e.

Pesyavmameot. Jlons kpu3060e0 meuenus cocmasuna 25 %, umo omHOCUMeNbHO HUJICE, YeM No OaHHbIM Opyeux uccaedosanuii. Coomuoue-
Hue myxcuun u weenugun 1,2:1,0. B 70 % cayuaee kpu3zogvie cocmostus 603HUKaU 6 nepsvie 2 200a 3aboneeanusi:y 6 (46,2 %) 60avhbix 6
eoszpacme 22—35 nem, y 5 (38,5 %) — 36—60 nem. Bce 60abHble ¢ KpU308biM MeueHUeM UMENU 2eHEPANUZ08AHHYIO POPMY MUACMEHUU, Y
3 nayuenmog npeobaadan Kpanuobyavbaphuili nammepH pacnpedenenus moiuieunoll caabocmu. Y 46,2 % 604vbHbIX ¢ KPUZ0BLIM MeUeHUEeM
BblA6/1€Hbl USMEHEHUs 8UN0HKO0BOU Jicene3bl (mumoma/eunepnaasus). Yaue eceeo Kpuzosvle cOCMOSAHUA PA3BUBANUCH HA (POHE OCMPbIX
un@exyuonnbix 3abonesanuii (36,9 %), cmpeccosvix cumyauuii (26,3 %), a makoice ecredcmeue HApyueHUus pelcuma npuema aGHmuxo-
aunscmepasnoix npenapamos (15,8 %). B 5,2 % cayuaes kpu3s pazsuacs nocae podos. Y 15,8 % nayuenmos evis8umos npoeoyupyouui
gakmop pazeumus Kpu3a He npeocmagasNoch 603MONCHbIM.

3axarouenue. [Ipopuraxmuueckue meponpusmus o NPeOoMepaueHUI0 MUACMEHUYECKUX KPU308 Y 00AbHbIX C 2eHEPANU308AHHOU (OPMOTL
U HedOCMamoHol peakyueil Ha GHMUXOAUHICEPA3Hble NPEnapamol 00ANCHbL NPOBOOUMBCSL C 0COOEHHOU MUAMeNbHOCHbIO 8 Nepable
2 e00a 3a601€8aHUsL U BKAOHAMY PA3BACHUMEALHYIO PAOOMY ¢ NAYUEHMAMU N0 PeXcUMY 003UPOBAHUS NPEnapamos u uzbe2anuio npogo-
yupyrowux ghakmopos, cgoespemenHoe OnepamusHoe AeueHue npu COOMeemcmeyouUX U3MeHeHUsX 8UA0UKO0BOLL Jicee3bl.

Karouesnie caoea: muacmenus, muacmeHu4eckuii Kpu3, XoauHepeUu4ecKui Kpu3, npogoyupyouuii pakmop, eeHepaiuso8anHas opma
MuacmeHuu, GHMUXOAUHICMeEPA3Hblil npenapam
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Clinical experience of myasthenic crisis management in Amur region
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!Amur State Medical Academy, Federal Agency for Healthcare and Social Development;
95 Gor’kogo St., Blagoveshchensk, Amur Region, 675000, Russia;
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Background. Management of the myasthenic crisis remains one of the issues in clinical neurology.

Objective. Analysis of the timeframes of the myasthenic exacerbation since the disease onset, sex distribution, age predominance, specific
clinical features, precipitating factors in order to investigate the efficacy of the management algorithm of the myasthenic crisis.

Materials and methods. Medical histories of 33 female and 19 male patients with myasthenia for the period of 2000 to 2003 were analyzed.
Results. In comparison with the literature data the number of mysthenic crisis in myasthenic patients was lower and did not exceed 25 %.
Sex distribution 1,2 (male): 1 (female). In 70 % worsening of myasthenia appeared in the first two years of the disease: in 6 patients (46.2 %)
at the age of 22—35y. o.; in 5 patients (38.5 %) — at the age of 36—60y. o. All patients suffered from generalized myasthenia, in three of them
ocular and bulbar muscle weakness predominated. In 46.2 % of patients with crisis, thymus abnormalities were present (thymoma/hyperpla-
sia). The most common precipitating factors were: infection (36.9 %), stress (26.3 %), misuse of the anticholinesterase drugs (15.8 %).
In 5.2 % the worsening of myasthenia followed the delivery. The crisis triggering factor was not identified in 15.8 % of cases.

Conclusion. In order to prevent the exacerbation of myasthenia, generalized forms of myasthenia with poor response to anticholinesterase
drugs require special attention towards patients in their first two years of the disease, including patient’s educational program on appropriate
mode of drug administration and avoiding initiating factors, as well as thymectomy.

Key words: myasthenia, myasthenic crisis, cholinergic crisis, precipitating factors, generalized form of myasthenia, anticholinesterase drug
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BeeneHue

AKTyaJIbHOUM Mpo0JieMOli KITMHUYECKOI HEBPOJOTUU
SIBJISIETCSI BeZleHVE KPU30BBIX COCTOSTHUI Y OOJTBbHBIX MUa-
creHueil. Ilog Kpu3zoMm MoapasyMeBalOT Yyrpoxaroliee
IUTS 3KU3HU COCTOSTHUE, XapaKTepu3ytollleecsl HapylIeHueM
JIbIXaHUs W TJOTaHUS OO CTENEeHM, KOrga HEeBO3MOXHA
KOMIIeHcalus 6e3 MpoBeACHUS KOMILIEKCA MEPOITPUSITUIA
MHTEHCHUBHOM Tepanuu ¥ peaHumanuu [1—6].

Ieab uccaenoBaHus — U3yYUTh YACTOTY KPU30B, MPU-
YUHBI KPU30BOTO TE€YEHMSI, MTPOBOLMpPYIOIIUE (HhaKTOPI
KpU30B Yy OOJIbHBIX MUACTeHUE B AMypCKOW 00JIacTH;
Ha MMPUMEPE YACTHOTO CTyvasl Kpru3a UCCIe0BATh 9BOJIO-
LU0 KJIMHUYECKOU KapTUHBI TT0 MEPE YXYIILIEHUS COCTO-
sTHUS, 9(PHEKTUBHOCTD UCTIOJIB30BAHUS AJITOPUTMA BeJle-
HUS KpU3a.

Mamepuanb! U Memofbl

B neprion ¢ 2000 o 2013 . 6b1TM TpOaHATM3UPOBAHBI
aMOyaTOpHBIE KAPTHI M UICTOpUM O0JIe3HEN 52 TAIMEHTOB
C MUACTeHUeEN, TPOXMBAIOLINX HA TEPPUTOPUU AMYPCKOI
obmactu: 33 (63,5 %) xeHmmH u 19 (36,5 %) MyX4uH.
N3 nux y 13 (25 %) GonbHbIX (6 (46,2 %) xeHuIuH U 7
(53,8 %) MyxuuH) HaGIIOIAOCH TSXEI0e KPU30BOE Te-
yeHue. OmnpeesieHbl CPOKU Pa3BUTUS KPU30B OT Havyala
3a00JIeBaHMsI, COOTHOIIIEHWE II0JIOB, IIpeodagaoniuit
BO3pacCT, 0COOEHHOCTH KIIMHUYECKOTO MaTTepHa U MPOBO-
nupyoune GakTophl.

Pesynbmambl u 06cyaenue

CorjlacHO ITaHHBIM JIMTEPATYPbl KPU30BBIE TCUECHUS
Ha6monatores y 30—40 % GoJibHBIX MMACTEHUEH 1 Jallie
BCTpeyaroTes y skeHuH [5, 7—11]. ITpaktuuecku paBHOE
COOTHOIIIEHME TI0JI0B B HAIIIEeM MCCJIEIOBAaHUU C HEKOTO-
DBIM IpeobIafaHueM MYXXUMH, BEPOSITHO, CBSI3aHO C He-
OoJBIIMM 4YMCIOM HaOmwoaeHuil. CraeayeT OTMETHUTb,
YTO COOTHONIEHHME XEHIIMH W MYXYUH B BO3pacTre
1o 50 JieT ¢ pa3BUTHEM KpH3a OKa3aJloCh HECKOJIbKO CIBU -
HYTBIM B CTOPOHY Ipeo0JagaHus KEHIIUH U COCTaBUIO
1,2:1,0, Torma Kkak B Bo3pacTe ctapiie 50 JeT Kpu3bl 3a-
¢UKCHUpOBaHBI TOJABKO Yy 2 MyxXuuMH. Hanmuue KpuzoB
y XEHIIMH B Bo3pacTe crapiue 50 jeT He HaOmomaiu.
Yaie Kpu3bl pa3BUBAIOTCS B ITEpBbIE 2 rofia 3a001eBaHUS
[3, 6,9, 12—14]. B HailleM Mccaea0BaHUU KPU30BBIE CO-
crostHus B 70 % cilydaeB BO3HUKaIM B TeUEHHWE TAHHOTO
CpoKa, IpUYeM y 2 OOJbHBIX MUACTCHUYECKUI KPU3 OTME-
YeH KakK MepBoe MposiBJieHUE 00Ie3HU.

Kpusbl vainie OblIM 3aperucTPUPOBaHbl Y JIULL MO-
Jomoro Bospacta: y 6 (46,2 %) GoabHbIX 22—35 neT
ny5 (38,5 %) natmenros 36—60 net (Tadu. 1).

Psan nccnemoBareneit oTMevaroT, YTO MMACTEHUIECKIE
KPU3bI Yallle pa3BUBAIOTCS Y XXeHIIWH 10 40 JeT 1 y MyX-
yuH crapue 50 et [1, 2, 5, 6,9, 13, 15, 16].

VY BceX MallMeHTOB C TSKEJBIM KPU30BBIM TeUCHHUEM
HaOJofaach TeHepayin3oBaHHas ¢opMa MUACTEHUM,
npudeM y 3 SIBHO TipeoOianan KpaHNoOy bO0apHbIiA TaT-
TepH pacnpeneeHus MbIIIEYHOM c1a00CTH. Y 3TUX 00JIb-

Ta6auna 1. Pacnpedenerue nayueHmoes ¢ Kpu308biM me4eHuem no 603pacmy

- o %
18

1 7,65
22-35 6 46,15
36—60 5 38,45
61-74 1 7,65

Taﬁmma 2. Pacnpe()e/tel-tue hayuenmoe 6 3asucCUmMocmu Om Haau4us
U3MeHeHull mumyca

0e3 KpH30BOro
C KPH30BbIM
TeYeHust
TeyeHHeM
B aHaMHe3e
[Maronoruu He BHISIBIIEHO
10 TaHHBIM HEMPOBU3YyaTN-
3alMU U TUCTOJIOTUYECKOTO 17 (22,7) 7 (53,8)
aHaym3a (B cliyyae THM3K-
TOMUM)
Tuneprutazust 12 (16,0) 2 (15,4)
Tumoma 9 (12,0) 3(23,1)
31oKka4ecTBEeHHOE HOBOOOpa- 1(1.3) 1(7.7)
30BaHKe
HeonHoponHoCTh TUMYCA
(10 TaHHBIM KOMITBIOTEPHOI 1(1,3) -
TOMOTrpahun)
JlaHHBIX HET 35 (46,7) -

HBIX OTMEUYEH 3JI0KaueCTBEHHBIN TUIT T€YCHMSI 3a00/1eBa-
HUS C TIOBTOPHBIMM KpM3aMM U OCOOCHHO ILIOXOM
KOMIIeHcaleil Ha (oHe MPOBOAMMOM Tepanuu, YTO CO-
mIacyercsd ¢ JaHHBIMU JIUTepaTypsl |3, 6].

IToutn y mooBUHBI GOJIBHBIX (46,2 %) ¢ KPU3OBBIM
TeYEHUEM MUACTEHWHU ObLUIM BBISIBICHbBI U3MEHEHUS BU-
JIOUKOBOI1 XKeJie3bl (TUMOMAa WJIU TUurnepIiiasus) (taon. 2),
TOrJa KaK y OCTaJIbHBIX J0JISI TAMOM Y TUIIEpILIa3uit coc-
taBuia 29,3 % (n = 22), 4TO COBHAIaeT C JaHHBIMU JINTE-
partypsi [1, 2].

[IpyynHamMu pa3BUTUSI MUACTEHUYECKOI'O Kpu3a
B 30—70 % cnydaeB SBISTIOTCST MH(MEKIIUY BEPXHUX U HIXK-
HUX JbIXaTeJbHBIX MyTeil, B 5—17 % — omepaTUBHBIC
BMeNIaTeIbCTBA (B MEPBYIO OUepelb THMIKTOMMUS ), a TaK-
Xe JIeKapCTBeHHbIe BO3IENCTBUSA, B 4—7 % — GepeMeH-
HOCTb ¥ ponbl, B 1,8—10,0 % — ctpecchi [1, 2,4, 6,9, 13,
14, 16—20]. H.N. IllepbakoBa M COaBT. YKa3bIBAIOT,
YTO OOJIBIIIE MTOJIOBUHEI KPM30B CIIPOBOLIMPOBAHEI HETIpa-
BWIBHBIM BeZleHUEM TAlIUEHTOB [6].

B 7 u3 13 aHanu3upyeMbIX cllydaeB 3apericTpUpoOBaHO
1o 2—4 MUAaCTEeHWYECKUX KP13a, a Y OCTAIbHBIX MAlIUeH-
TOB KPHU3 3a BBIOpAHHBIN TTEpHOJ BPEMEHU pPa3BUBAJICS
OIHOKpPAaTHO. B 7 ciryyasix Kpu30BbIe COCTOSTHUS BO3HMKA-
7 Ha pOHE OCTPHIX MH(MEKIIMOHHEIX 3a00JIeBaHMit, B 3 —
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BCJICNICTBAE HApYIIEHWS peXWMa TpueMa aHTUXOJIMH-
acTepas3HbIx npemnapatoB (AXOII), B 1 — mocie poaos,
B 5 — Ha (poHe cTpecca. B 3 ciryuasx He ynanoch BbISIBUTD
MPOBOIMPYIONINIA (DaKTOp Pa3BUTHSI KPHU3a.

Knunuyeckoe HabniopeHue

Hayuenm IO., 43 anem, ¢ duaeHozom: muacmeHus, ee-
Hepaau3o8aHHas gopma, msaxicesoe Kpu3osoe meueHue.
Ilo Mexcdynapoonoil wikane oueHku mscecmu MuacmeHuu
MGFA (Myasthenia Gravis Foundation of America) cmenens
msaxcecmu V. Henoanas komnencayus na gpone AXIII u enro-
KoKopmukouonsix npenapamos. Cocmosnue nocie mumdK-
momuu om 25.03.2008.

U3 anamnesa: 8 2003 e. Ha ghone ocmpoii pechupamopHoii
BUPYCHOU UHGDeKyUU NOABUAUCH 0B0eHUe NpeoMemos, cAd-
bocmb MUMUHECKOU MYCKYAAMYPbl U 8 KOHEYHOCMSAX, Hapyule-
HUsL 210MAHUSL U JHCEBAHUS, OCUNAOCMb 20A0CA, O00bIUKA.
BonvHoti Haxoduacs Ha cCMAYUOHAPHOM AeHEeHUU 8 HeBPON0CU -
yeckom omoeneHuu AmMypckoil 004acmuoil KAUHU4ecKol 601b-
Huybt. Ilo Oaunbim 2neKmponetipomuoepaguu: HapyuieHus
HepBHO-Mblule4HOL nepeda4ul, XapaKmepuole 045 MUACMeHUU,
nposepunogas npoba nosoxcumenvuas. CoenacHo KauHuue-
CKUM, 21eKMPODU3U0N0SUMECKUM, (PaAPMAKON0SUMECKUM KDU-
mepusam OUACHOCMUKU YCMAHO08AeH OUAeHO3 MUACMeHUU.
Kaunuueckas kapmuna muacmenHu4eckoeo Kpusa Habaroda-
aace 03.09.2003, 11.04.2007, 30.10.2007, 22.06.2008,
06.05.2013, 05.02.2014 u 25.06.2014. B boavuuncmee cay-
yaee NPoBOUUPYIOWUMU haKkmopamu Obiau nepeoxraicoeHue
U uHgeKkuyuoHHble 3a601e6aHus (ocmpas pecnupamopHas
8UpYCHAs UHpeKyUs, 000CMPeHUs XPOHUHECK020 MOH3UAAUMA
u bponxonezounoll namonoeuu). B 2 cayuasx kpus pazeuncs
Ha ¢hoHe HapyuieHus pexcuma npuema npeorusonona. Oopa-
Warom eHUMAHUE OMCYMCMEUe NPeeMCE8eHHOCMU 8 8e0eHUU
nayueHma 6 YeHmpanvbHoi PAailoHHOU 00AbHUUe, a MaKdice
camocmosimenvHoe npUHAmue O0AbHbIM PeUuleHUsi 0 KoppeKuuu
003 AU OmMeHbl npenapamos NamoeHemu4ecKoll mepanuu.
Bre o6ocmpenus Habarodanrace noaHas KoOMneHCayus 8 nepu-
o0b1: ¢ dekabpsa 2003 2. no anpeav 2007 e. Ha pone ommeHbl
npenapamos, ¢ mas 2007 e. no okmsabps 2007 . Ha gone npu-
ema xanumuna (120 me/cym) u npeduusonona (20 me uepes
denv), ¢ dexabps 2007 e. no uroav 2008 e. Ha goue npuema
Kanumuna (150 me/cym) u npednusonona (80 me uepes dens),
c aseycma 2008 2. no maii 2013 e. Ha ¢hone npuema Karumuna
(150 me/cym) u npednuzonona (30 me uepes dens), ¢ U
2013 e. no gespany 2014 e. na ¢hone npuema KarumuHa
(180 me/cym) u npednusonona (30 me uepe3 denv), ¢ anpens
2014 e. no uwav 2014 e. Ha one npuema KarumuHa
(180 me/cym) u npeduuzonona (100 me uepes denv) (maon. 3.).

Tlocae npedeapumenvHoil UMMYHOCYNPECCUBHOU NOO20-
moeku (npednuzonon 6 mabaemuposanuoil gopme S0 me
uepe3 0eHb) U KOANe2UdNbHO20 00CYydcOeHUs 6 omoeneHuu
MopaxkanvHo xupypeuu AmMypckoil 061acmHoi KAUHUYECKOU
boabHuybL 25.03.2008 6biaa svinoanena mumaxkmomus. boav-
HOll 8bINUCAH 8 YO08AeMBOPUMENbHOM COCMOAHUU C NOAHOL
KomneHcayueti Ha goue npuema npeonusonona. Cnycms 1
Mec nocmeneHHo nayueHm CHUxcan 0o3y npenapama. B uio-

He 2008 e. npexpamun npuem NpeoOHU3040HA, NPUHUMAN
moavko Kaaumur no 30 me 3 pasa 6 denv. Komnencayus
cocmosnus Habarodanracs 00 22.06.2008, kozda 6oabHOI Obia
20CHUMANUUPOBAH C KAUHUYECKOU KAPMUHOU CMEUAHHO20
Kpusa.

B cea3u ¢ omcymcemeauem sgpgpexma namoeenemuuec-
KuUil mepanuu KOpMuKocmepouoamu u HeodoCmamouyHou
KomneHcayuell cunanmuyeckoeo degpexma na npuem AXIIT
6 mae 2013 e. donoanumenvHo HA3HAYEH A3AMUONDPUH
no 150 me/cymku, a 003a npeoHU3010HA YEeAUYEHA
do 100 me/cymrxu. Cnycms 1 mec ommeuanace meouxamen-
mo3uas komnencayusi. Hauamo nocmenennoe cHudicenue
00361 npednusonona. OOHAKO NAUUEHM HAPYWIUNL DeNCUM
npuema npenapama, camoCMOSMENbHO OeCKOHMPOAbHO
CHUJICAN e20 003y, NPUHUMAA NPeOHU30A0H o 5 Me 3 pasa
8 dend edcednesHo, u 6 gespane 2014 2. bbin eocnumanusu-
PO8aH ¢ muacmenuveckum Kpuzom. Kpuz ovin Kynuposan,
nposedena KoppeKuyus namozeHemu4ecKoll mepanuu, yge-
Auyena 0oza npeduuszonona 0o 100 me/cym (1 me/xe), doza
a3amuonpulna 0cmaeieHa npescHell, NAuUeHm 6blNUCAH
8 Y0061emeopumenbHOM COCMOAHUU (N0 He8POA0CUHECKOMY
cmamycy coxpausiacsa neekuil mempanapes). 16.06.2014
OmMMeUeHo NOCMeNneHHoe yXyouieHue COCMOAHUS HA (hoHe
nepeoxaaxcoenus, Ko20a NOAGUAUCL KAUleab ¢ MOKPOMOIL,
o0viuika, nosvlueHue memnepamypv. meaa. Iloseuauce
c1abocmo 6 KOHEUHOCMSAX, HAPYUleHUe 2A0MAHUSL, HCeBAHUSL,
peuu u MUMUKU.

23.06.2014 60abH0il 06pamuics 6 npuemHo-0Ua2HOCMU-
yeckoe omoeneHue AMypckoii 004acmHoll KAUHU4ecKoil 601b-
HUlbL, Obl1 20CNUMANUSUPOBAH.

Heesponoeuueckuii cmamyc npu noOCmynieHuu: ymepeH-
HbLIL nape3 Auuesoll MycKyaamypol ¢ 2 cmopoH, 6yavbapHolil
CUHOPOM 8 8UOe YMePeHHO 8blPpAdiCeHHbIX ducgazuu U ousap-
MpUU, yMEePEeHHO BbIPANCEHHDLI NAPe3 HCeBAMENAbHOU MYCKY -
Aamypbl, CUMMempu4Hoe CHudceHue cuavl 6 m.deltoideus do
2—3 6annos, m.triceps do 3 6annoe, m.iliopsoas do 3 bainos,
mblwy, pazeubameneii wieu 0o 4 basnos. Habaroanuce yme-
peHHble OblxamenbHvle HAPYUleHus, 00yca08aeHHble 000-
CmpeHuem MUACMEeHUU U XPOHUUECKOU 00CMpPYKMUGHOI
boae3nu neekux. Ilo danHvim cnupoepaguu: Npu3HAKU HA-
DYUleHUS 6eHMUNAUUOHHOU DYHKYUU N€2KUX NO CMEUAHHO-
My muny.

25.06.2014 6 9.30 passunace ocmpas ObixamenbHas
Hedocmamounocms. Ilpu ocmompe: Ough@ysuviii yuanos
KOJICHO20 NOKPOBa, nyavc 78 y0/MuH, apmepuaibHoe 0a8-
snenue 130 x 80 mm pm. cm. Hauamor peanumayuoHHble
Meponpusmusi — uHmybayus mpaxeu, UCKYCCMEEHHAs
senmunayus seexux (UBJ1), medukamenmo3snas mepanus.
Ilayuenm nepegeden 6 6410k unmencusnol mepanuu. Om-
MmeneHvt AXDI 6 yensx npedynpexcoenus xonuHepeu4ecko-
20 Kkomnonenma. Hespoaoeuueckuii cmamyc: co cmopousl
MUMUHECKOI, CKeAemHOIl U 2A1a3008UeameNbHOU MYCKYAa-
mypol — 6e3 ompuyamenbHolu OUHAMUKU.

26.06.2014 UBJI, mempanapes do 1 banrna é npokcu-
ManbHbix omdeaax. B kauecmee 6azucroii ummyHocynpeccus-
Hoit mepanuu ¢ 30.06.2014 yseauuena do3a npeoHu3010Ha
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Ta6mma 3. Cpasnumenvhas xapakmepucmuka kpu3oe nayuernma IO.
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03.09.2003  OPBMH

O6ocTtpe-
HUE TOH-
3UJTUTA

11.04.2007

O6ocTpe-
HHE TOH-
3WLTUTA

30.10.2007

Tlepe-
oxJIax-
JieHue,

obocTpe-
Hue BJITT

22.06.2008

06.05.2013  OPBU

BHCpBHe BbIABJICHHAA
MHACTCHMUS, HE JICUUJICA

IMoce Bbimucku (26.09.2003)
CHUXEHA J1032 MTPEIHU30-
JioHa 10 30 Mr yepes IeHb.

B nexa6pe 2003 ©. B cBsA3U
C OTCYTCTBUEM CUMIITOMOB
CaMOCTOSITESIHHO OTMEHIIT
TPEIHU30JIOH 1 KAJTUMUH.

05.04.2007 u3-3a yxyameHust

COCTOSTHUSI, TTOSIBJIEHHSI OCUTI-
JIOCTH TOJIOCA, HAPYLICHUST

TJIOTaHUST BO30OOGHOBWII IPHEM

kanumuHa (360 Mr/cyT)

MenrkamMeHTO3Hasi KOM-
neHcanus ¢ Masg 2007 &
[NocreneHHOe CHIXKEHHME 103
TpenHu3onoHa. B okTsiope
2007 r. mo3a MpeAHU30I0Ha
cocTaBwiia 20 MT yepe3 IeHb,
KaJIMMUHA — 2 TaOJIeTKN
B CYTKHM B 3 mpuemMa

MenrkaMeHTO3Hasi KOMITEH-
caums ¢ utonsa 2007 r. [o-
CTETIEHHOE CHVKEHUE 03I
MPEIHNU30JI0HA.

Ha 21.02.2008: mo3a npen-
HU30si0Ha 80 MT yepe3 AeHb,
KaJuMuHa — 2,5 TabJIeTKU B
CYTKH, HabI01aIach MeIMKa-
MEHTO3Hasi KOMITEHCAIUSI.
25.03.2008 BbIMOJIHEHA TUM-
sktomus. C anpenst 2008 . —
CHIKEHME 03Bl MPETHU30-
JioHa 110 10 Mr eXXeTHEBHO 10
40 Mr yepe3 IeHb, Aajee —
1o 5 mr/Hen. JlommkeH Ot
SIBUThCSI HA MIPUEM
B Iepuon Ha hOHE JIeUeHUs
npu 1o3e 20 Mr yepe3 AeHb,
HO MPOJOJIKIIT CHIDKCHUE
CaMOCTOSITEJIbHO 1O OTMEHBI.
11.06.2008 mpekpatit mprem
MpeTHNU30I0Ha

Beinucan 17.07.2008 mpu no3e
npeanusonoHa 100 mr/40 mr
C TIOCTETIEHHBIM CHUXKEHUEM

1o cxeme 10 30 Mr yepes IeHb.

Jlo3a kanumuHa — 2,5 Tabner-

KU B CYTKH

3cyr

MBI 3 cyr,
BBJI 10 cyr,
3IT 13 cyr

MBI 2 cyr,

BBJI 11 cyr,

3IT 11 cyr

3ITu BBJI
4 cyt

BBJI u 311

8 cyt

Ormena AXDII; UMMyHO-
TJIOOYJIMH Y€I0BEYESCKUI
50 mut kpaTtHOCTBIO 10
(B mo3¢e 25 r Ha Kypc, Ipe-
HU30JI0H 60 Mr/CyT exXes-
HeBHO (1 Mr/Kr))

Ormena AXDII, pactBop
npeanusosnoHa 1000 mr
B/B KareJIbHO KPaTHOCTBIO 5
C MEePEeBOIOM Ha TabIeTUPO-
BaHHYI0 hopmy 120 mMr/cyT
(1 Mr/Kr), MUMMYHOTIJIOOYJIMH
yeoBeyeckuit 50 Mt Kpat-
HocThto 10 (25 r Ha Kypc).
Ina3macdepe3 KpaTHOCTBIO 3
B 00beMe 850 M

OtrmeHa AXBOII, uMmyHO-
TJIO0YJIVH YeTOBEYEeCKUIA
50 M1 kpatHOcThIO 5 (12,5 T
Ha Kypc), MyJIbC-Teparnusi,
npeaHusosnoH 1000 mr B/B
KarejabHO KPaTHOCTBIO 5
C MepeBOIOM Ha TabIeTUPO-
BaHHYyI0 hopmy 100 mr/cyT
(1 Mr/Kr)

OtMmeHa AXDII, myJbc-
Tepamnus IpeTHU30JI0HOM
1000 Mr B/B KaIeJIbHO KpaT-
HOCTBIO 5 ¢ TIEpEBOIOM Ha
TabJIETUPOBaHHYIO (hopMy
100 mr/cyt (1 Mr/Kr), UMMy~
HOIJIOOYJIH YeJI0BEYECKMIA
50 M1 kpatHOCThIO 5 (12,5 T
Ha Kypc). [Tnazmadepes
KPaTHOCTBIO 2
B 00BeMe 1100 Mt

Ormena AXOII, kackagHas
T1a3MoUIIBTpaLusT KpaT-
HOCTBIO 3, IMMYHOTJIOOYJIUH
yesioBeyeckuii SO M1 kpat-
HocThio 10 (25 r Ha Kypc),
TPETHU30JIOH B Ta0JIETUPO-
BaHHOU opme 100 Mr/cyT
(1 Mr/Kr), a3aTHONIPHH
150 Mr/cyt B 3 mpuema

16

Ha done npuema npen-
HM30JI0HAa MeTUKaMEH-
TO3Hast KOMITEHCALIUST
COCTOSTHUSI Ha 7-€ CYTKH

TlepeBeneH Ha BBJI
Ha 3-u cyTku. 22.04.07
(12-e cyTku) — mpo3e-
PUHOBasI MPO0Oa TMOJI0-

JKUTEJbHAs!, BHIOJHEHA
9KCTYOALMS CITYCTS
cytku. [Tutanue camo-

CTOATEIBbHOE, COXpaHAJICA

YMEPEHHO BbIPAXEHHBIN
TeTpanapes 10 3 6aoB
B MPOKCUMAJIbHBIX
oTenax

ITepeBenen Ha BBJI
Ha 3-u cytku. 11.11.07 —
TIPO3epUHOBASI ITPO-
0a MOJIOXKUTEIbHAS,
BBITIOJIHEHA DKCTYOAIIMST
CIycTs cyTKu (Ha 13-¢
CYTKH), PETPECCUPOBAIA
Oy/IbOApHbBIN CUHAPOM,
COXpaHsIICS TeTpanapes
110 4 6GaJIIOB B MPOKCH-
MaJIbHBIX OT/IEJIaxX

27.06.2008 — mmpo3epuHO-
Bast MPO0a MOJIOXKUTETb-
Hasl, BHITIOJTHEHA 9KC-
TyOalusl CITCTS CYyTKH,
TMALMEHT MepeBeeH
Ha [epopajbHOe BBe/Ie-
HUe KaTuMuHa. Perpec-
cupoBaJl Oy IbOAPHBIM
CHHJIPOM, COXPaHSUICST
TeTpamnapes 10 3 6aIoB
B IIPOKCUMAJTbHBIX OT/e-
JlaX, YMEpEeHHO BbIpaKeH-
HBII mpo3onapes3

12.05.2013 — mpo3epu-
HOBasi MpoOa MOIOXKK-
TeJIbHAsI, BBITIOJIHEHA
9KCTYOALMSI CITYCTS
cytku. PerpeccupoBan
OyJIbOApHBIN CUHAPOM,
COXpaHsIJICS TeTparnapes
110 3 6GaJUTOB B IPOKCH -
MaJIbHBIX OTAEIaX
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TlocaeaHuit BU3UT K HEBPO-

Ormena AXDII, kackagHast
T1a3MOMWIIBTPpAIIHSI KpaT-

Oxonuanue mabauypl 3.

12.02.2014 — npozepu-
HOBasi IP00a IMOJIOXKM-

JlononHu- sory sietom 2013 . 3arem HOCTBIO 5, UMMYHOIJIOOYJIMH TeJIbHAasl, BHITTOJIHEHA
TEJIBHBIX ~ CAMOCTOSITEIbHO CHUXKAJI 103y yesoBeyecKuit 50 M1 Kpar- 3KCTYOaLusI CITyCTSI
05.02.2014 dakTopoB npenHusonoHa. C ssHBapst (L, S HocTbio 10 (25 r Ha Kypc), 9 cyTKu. Perpeccuponan
He otMe- 2014 T. cTan mpuHUMATH Mpem- 9 ey TIPETHU30JIOH B TA0JIETUPO- OyJIE0APHBIN CUHAPOM,
yan HU30JI0H 5 MT 3 pa3a B ICHb, BaHHOI copme 100 mr/cyT COXpaHSsIJICS TeTparapes
KaJIMMUH 3 CyT (1 Mr/KT), a3aTHOTIPUH 110 3 6GaJUTOB B IPOKCH-
150 mr/cyt B 3 npuema MaJIbHBIX OTIeJ1aX
03.07.2014 — nmpo3epuHO-
Basi MPO0a MOJIOXKUTEb-
Hasi, nepeBeneH Ha BBJI.
Ormena AXOSII, npenHu- 04.07.2014 BeimonHEeHA
CrycTs | Mec mocsie BbIu- .
Tlepe- 30JI0H B Ta0JIETUPOBAHHOM akctybanus. CoxpaHsuics
cKkH, c arpensi 2014 . — mo- "
OXJTaXK- MBI 9cyr, dopme 100 mr/cyT (1 Mr/KT), BBIPaXKEHHEBIH TeTpanapes
CTEMEeHHOE CHIXKEHUE 103bI
25.06.2014  neHwme, BBJI 1 cyr, azatuonpuH 150 Mr/cyT 11 110 2 GaJUIOB B MPOKCH-
npenHu3ooHa 10 100 mMr
obocTpe- 3I1 10 cyr B 3 mpuema, KacKagHast MaJIbHBIX OTIE/IaX HOT
yepes IeHb B TeUEHUE UIOHST .
Hue BJITT TU1a3MO(UIBTPALIMS KpaT- MPU JIETKOM cl1abocT

2014 r.

HOCTBIO 3 MUMUYECKOU MYCKYJIaTy-
PbI, JIETKOM OyJIb0apHOM
CHHIpOMeE 6e3 Hapyle-

HUA TJIOTaHUS

Ilpumenanue. AXIII — anmuxosunacmepasnvie npenapamoi; bJIIT — 6ponxonecounas namonoeus; /6 — enympueenno; BBJI — ecnomoeamenvuas
genmuanayus aeekux; 311 — 30ndoeoe numarnue; UBJI — uckyccmeennas eéenmuaayus aeekux, OPBH — ocmpas pecnupamophas eupycHas UHGeKyus.

0o 100 me excednesro (1 me/ke). B kauecmee unmeHcusHoi
UMMYHOMOOYAUPYIOWell mepanuu Kopomkozo oOelicmeus
6bIN0AHeHA Kackaonas naazmopuismpayus. Ilocie nepeoco
ceanca kackaownoli naazmogpunsmpayuu (30.06.2014) coxpa-
Haacss mempanapes do 1 6asna é npoKCUMANbHbIX 0MOeNax
u ymepennoiii npozonapes. 02.07.2014 nposeden 2-ii ceanc
kackaoroii naazmoguavmpavuu. 03.07.2014 — nposepurosas
npoba nonoxcumenvras. CamocmosmenvHoe 0bIxaHue 0300-
HOBUAOCL 6 meueHue 5 4, nayueHm Obla nepeeedeH Ha 8CHO-
MO2aMenbHy0 6eHMuUAsuuio aeekux. Cnycms cymku napet-
mepanbHo2o0 66edeHuss npo3epuHa 00AbHOMY BbINOAHEHA
aKxcmybayus, 60300H061eH nepopanvhbiil npuem AXIIT — ka-
aumun 180 me/cym.

04.07.2014 6 Heepoaoecuueckom cmamyce NOAONHCU-
meabHas OUHAMUKA, OUCCOUUALUS MeXNCOY CHENeHbH) 8bi-
pasiceHHocmu caabocmu Kpanuoo6yab0apHoil MycKyaamypbl
u Moty KoHeurnocmeii. COXpaHsACS BbIPANCEHHbLI Mempa-
nape3s 0o 2 641108 8 NPOKCUMANbHBIX 0MOEAAX HO2 NPU fe2-
Kol caabocmu MUMUMECKOU MYCKyAamypul, 1e2Kom 0yab-
baprom cundpome 6e3 Hapyuienuii eromanus. 3a nepuoo
OJunamuueckozo Habawdenus do 07.07.2014 nesponsoeuue-
ckuil degpuyum Haxoouncs na mom xee yposte. 08.07.2014
nposedern 3-li CeaHc KACKAOHOU NAA3MOPUAGMPAUUU.
Habawdanoce nocmenentoe yayuulenue 6 gude peepecca
oyavbaproeo cuHopoma, caabocmu HceeamenbHOU MycKy-
aamypsl, carabocmu moiuy, weu. CoXpansiics ymepeHHo

BbIPAJICEHHBLI Mempanapes3 U AeeKuil nape3 Mumu4eckoil
MYCKyaamypbol.

3aknioyeHue

[IpoueHT KPM30BOro TEYECHUSI B HALLIMX HAOJIIONEHMSIX
HECKOJIbKO HIXE, YeM 110 JaHHBIM APYTUX UCCIICTOBAHUIA.
B maHe npoguiakTUKU KpU30B HanboIbllee BHUMaHUE
CJIeIyeT YAesTh OOJIbHBIM B IIepBbIC 2 roja 3ab0ieBaHus
P reHepaIM30BaHHOI (hopMe C TIIIOXMM OTBETOM Ha BBe-
nenne AXBDII. HeobxoaumMo cBOeBpeMEHHO pellaTh BO-
IPOCHI 00 ONEPATUBHOM JICYCHUU TIPU U3MEHEHUSIX BU-
JIOUKOBOIA KeJie3bl, TPOBOAUTH Pa3bsICHUTEIbHYIO paboTy
C TTallMeHTaMU OTHOCUTEIBHO peXKrMa mprema rnperapa-
TOB U IPOBOIMPYIONINX (DAKTOPOB.

ITpoBolypyomMu ¢akTopamMu aed0Ta MUACTEHUU
1 OOJIBIIMHCTBA TSKEJIBIX OOOCTPEHUI B BUE KPU30B
OBbLIY TIepeoXIakaeHne U MHMEKIIMOHHBIE 3a00IeBaHNsI.

Haie HaboneHue IBAsSIETCS KIMHUYECKUM TTpUMe-
POM TSIKEJIOTO KPU30BOTO TeueHUs] MuacteHuu. CTouT
OTMETHUTD TTOJTHYIO KOMITEHCAIIMIO COCTOSTHUSI TIallueHTa
BHe obocTpeHus1 B mepuon ¢ Mapra 2003 r. mo ampesb
2013 r. Cnenyet oOpaTUTh BHUMaHUE Ha TO, YTO Kaxaoe
YXYAILIeHWE TeUeHUs] MUACTCHU TIPUBOIUIIO K Pa3BUTHIO
MMACTEHUYECKOTO KpU3a, YTO CBUIETEIBCTBYET O TSKECTH
TEUeHUsT ayTOMMMYHHOTO 3a00JIeBaHUS B paccMaTprBae-
MOM clTyJae.

o
=
o
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OmKpbimoe cpaBHUMenbHoe paHAoMu3upoBaHHoe uccnenosaHue
3ththekmusBHocmu u 6Ge3onacHocmu NPUMEHeHUA pacmumenbHbIX
npenapamos NepceH® u MepceH® Houb
y nauueHmos ¢ KpamxoBpeMeHHol UHCOMHuell

A.I1. Paunn
DI'BY «Poccutickuil Hay4Hblil YeHmp MeOUYUHCKOU peabusumayuu u Kypopmonoeuu» Munzdpasa Poccuu;
Poccus, 121099, Mockea, ya. Hoewiit Apbam, 32;

Konmarxmui: Anopeii [lemposuy Pauun 7851377@gmail.com

CedamugHble pacmumensHble Cpeocmea S6ASH0MCs AAbMePHAMUBON PeUenmypHbIM AeKapCcmeam 045 001ecHeHlst CUMIMOMOS8 MPEBONCHbIX Pac-
cmpoiicme u uHcoMHuUL. B kavecmee ycnokausarouux cpedcms Haubonee WUpoKoe NPUMEHeHUe 8 HeePOA0UU HAUAY BANEPUAHA NeKAPCMBEHHAS
(Valeriana officinalis L.), mama nepeunas (Mentha piperita L.) u meaucca sexapcmeennas (Melissa officinalis L.). B nacmosweii cmamve
npedcmagaerst pe3yabmamsl OMKPbIMO20 CPAGHUMENbHO0 UCCAe008AHUS IPdeKmUBHOCIU U 6e30nACHOCMI NPUMEHEHUS PACIMUMENbHbIX Npe-
napamos I[lepcen® u Iepcen® Houw, codepicauux skcmpaKmol YKA3aHHbIX PACMEHU, Y NAYUEeHN08 ¢ KPamKospeMeHHOU uncomuuel. B uccae-
doganuu npunsau yuacmue 60 nayuenmog 6 6ozpacme 18—65 aem (cpednuii eozpacm 42,4 £ 6,9 eoda), cmpadaroujux Kpamio8pemeHHol uH-
COMHUell Ha (hoHe HapyweHUll adanmayuu Uau KoOMoOPOUOHbIX MPesoNCHO-0enpeccusHbix paccmpoticme; 30 uz nux noayuanu npenapam Ilepcen®
no 2 maoaemru ¢ cymiu u 30 — Ilepcen® Houw no 1 kancyne 3a 30—60 mun 0o cha na npomsxcenuu 4 ned. Boavuwuncmeo (76,5 %) 6onvHoix
CEA3bIBANU HAYANO0 UHCOMHUL C KAKOLU-1UO0 neuxompasmupyroueli cumyayueii (0cmpo 603HUKuiUe PUHaAHco8ble mpyoHoCmU, npoGaeMbl Ha
pabome u dp.). Ilepcen® Houb 6 0CHOBHOM 611511 HA NPECOMHUMECKUE U UHMPACOMHUYECKUe NPOSBACHUS: HAAUYUe NOBEPXHOCHIHO20 CHA, KOAU-
4ecmeo HOYHbIX nPoOyicOeHuil, ckopocms 3aceinanust. K okonvanuro mepanuu smum npenapamom 'y 39,7 % nayuenmoe 3acoinanue HaCmynano
yepes 10— 15 mun, a'y 92,2 % — 6 meuenue 30 mun, moeda kak das npenapama Ilepcen® —y 17,4 u 80,3 % coomeemcmeenno (p < 0,05). B mo
ace epems Ilepcen® docmogepHo yMeHbulan ouwyuerIe HegblCHAHHOCMU NPU NPOBYHCOeHUU U NOCIMCOMHUYEeCKUe paccmpolicmea, makue KaK
OHeBHAs1 COHAUBOCMb, 6 0ObIULEL CINeNneHU CNOCOOCIBOBAN YMEHbULEHUI) MPeBONCHOCIU U YAy uteHuro Hacmpoerus. 0ba npenapama obaadarom
OnaeonpusmusimM npoghunem sgghexmusHocmu u 6e30nacHocmil, Mo no36015en PeKOMeH008aAMb UX NAUUEHMAM, CPAOaIOUUM UHCOMHUEH U
KOMOPOUOHBIMU MPEBONCHO-0enpeccUuBHbIMU PACCMPOUCMEamu.

Karoueevte caoea: Ilepcen®, Ilepcen® Houb, KpamkoepemeHHAs UHCOMHUSL, PACCIMPOLICMEa adanmauiil, KOMopouoOHoe mpesoicHo-0enpec-
CUsHoe paccmpoicmeo

DOI: 10.17650/2222-8721-2016-6-2-41-46

Comparative randomized open-label trial on efficacy and safety of Persen® and Persen® Night
herbal extracts in patients with short-term insomnia

A.P. Rachin
Russian Scientific Center for Medical Rehabilitation and SPA Medicine, Ministry of Health of Russia;
32 Novy Arbat St., Moscow, 121099, Russia

Herbal sedatives serve an alternative to antipsychotics and hypnotics aimed to alleviate symptoms of anxious disorders and insomnia. Valeriana
officinalis L., Mentha piperita L. and Melissa officinalis are most widely used in neurology as sedatives of herbal origin. We present the results
of a randomized open-label trial on efficiency and safety of Persen® and Persen® Night containing extracts of the above mentioned plants
in patients with short-term insomnia. The study consisted of 60 subjects of 18—65 y.o. (mean 42.4 % 6.9 y.0.) with short-term insomnia due to ad-
Justment disorder or mixed anxiety-depressive disorders: 30 of them got Persen® 2 tablets a day and 30 — Persen® Night, I capsule 30—60 min be-
fore sleep during 4 weeks. The majority (76.5 %) of patients referred the onset of insomnia with psychosocial traumatic stressor. Persen® Night’s
main action was found on superficial sleep, number of night awakenings, sleep onset rate. At the end of the therapy with this substance 39.7 %
of patients fell asleep in 10—15 min, and 92.2 % — in 30 min, accordingly, while for Persen® at 17.4 and 80.3 % accordingly (p < 0.05).
In the meantime Persen® decreased the bad sleep perception at awakening and day somnolence, mostly attributed to the mood improvement
and decrease of anxiety. Levels of efficacy and safety for both substances were significant, allowing to regard them as potential phytotherapeutic
agent in the treatment of insomnia and mixed anxiety-depressive disorders.

Key words: Persen®, Persen® Night, short-term insomnia, adjustment disorder, mixed anxiety-depressive disorders
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Bsenexue

MHCOMHMST — pacCTpoiCTBO, CBSI3aHHOE C TPYIHOCTSI-
MM WHUTLIMAIIIW VTN TIOAIepXKaHus cHa. [1py 3TOM ITOBTO-
psTIOIMECST HapyIIeHWST THULIMALIAN,, TTPOIOJIKUTEILHOCTH,
KOHCOJMMIALMU WIM KauyecTBa CHa CIy4aloTcsi, HECMOTPS
Ha HaJIMuue TOCTaTOYHOTO KOJIMYECTBA BPEMEHU 1 YCJIOBUIA
TS CHA, Y TIPOSIBIISIIOTCS, HAPYIIEHUSIMU THEBHOI IeTE/ b~
HOCTH Pa3IMYHOI0 BUAa. DNU30u4ecKast ”THCOMHUS YaCTO
SIBJISIETCS CJIEICTBUEM SMOILIMOHATIBHOIO CTpecca, CBSI3aH-
HOTO C 3KCTPEMAaJIbHBIMH CUTYaIlUSMU, Ype3BEIUaHBIMU
MMPOUCIHICCTBUSAMU, YTpaTaMUd U OOJIE3HIMHU OJIM3KUX JIIO-
JIei, a Takke ¢ OOBIYHBIMUA OBITOBBIMM, KOH(MJIUKTHBIMU
U TICUXOTPaBMUPYIOIITNMHU CUTYaLIMSIMIA B CeMbe 1 Ha pabo-
Te. TakKe IPUIMHON HAPYIIICHHOTO CHA MOXKET CTaTh 3Ha-
YUMOE IJIS YeJIOBeKa paJmoCTHOES COOBITHE, BEI3BIBAIOIICE
rmepeBo30yxkmeHne. KparkoBpeMeHHass THCOMHUST BO3HH-
KaeT MpU HapyLICHUSX aNanTally U XPOHUYECKHAX COMa-
THYECKUX 3a00JIeBaHUSIX, OCOOCHHO COIIPOBOKIAIOIIMXCS
00JICBBIMH WJIN TPEBOKHO-IETIPECCUBHBIMM COCTOSTHISIMU.
Kak mpaBmio, mpu KpaTKOBpEMEHHON WHCOMHHM CHJIa
TICUXOTPAaBMUPYIOIIETO BO3ACHCTBHUS IIJIST YeIOBEeKa Ooiee
BBIpaXKeHa, YeM IIPH SITU30INICCKOIA.

Pe3ynbraTel KIIMHUKO-3TUACMHUOJIOTMIECKIX HUCCTIC-
JIOBaHUWI TOKA3bIBAIOT, YTO KOMOPOMIHBIC TPEBOXKHO-IC-
IIPECCUBHBIC PACCTPOMCTBA IIPY MHCOMHUM BCTPEUAIOTCS
¢ yacrotoii 65—87 %. CouyeTaHue HapyILIEHWI CHA U KO-
MOPOUIHBIX pACCTPOMCTB OTPaAXKaeT OCOOEHHOCTU OOILIETO
HEBPOTUYECKOTO COCTOSTHMS M1 TEM CAMBIM IIPEAOCTaBIISICT
TOTIOJTHUTEJIbHBIC BO3MOXKHOCTHY PEIICHUS TUarHOCTUYC-
CKMX Y TepalieBTUUYeCKUX BOIIpocoB [1].

KomopOuaHble paccTpoiicTBa Ipyu HapylLIeHUSIX CHA,
C OIHOI CTOPOHBI, paCCMATPUBAIOCS KaK TUITMYHOE ITPO-
SIBJICHUE B KJIMHUYECKOM KapTUHE HAPYLICHUA HEBPOTHU -
YECKOTO Kpyra, a ¢ Ipyroil — epBUYHO BO3HMKILIASA UH-
COMHHUS TIpU IPOTPECCUPOBAHMM M OTCYTCTBMHU CBOE-
BPEMEHHOM Tepanuu HEPEIKO SIBISETCS ITyCKOBBIM MeXa-
HU3MOM, OOYCJIOBIMBAIOIIUM TMPUCOCAMHEHUE HWHBIX
HEBPOTUYECKMX PACCTPOMCTB WIM APYroit (hopMbl IICUXU-
YyecKoit marojoruu [2].

ITaLueHTHI ¢ TIepBUYHO-MBILIEYHBIMU [3, 4] 1 MUTO-
XOHIIpHaJbHbIMU MUOIIATUSIMU [S], HEBpaJbHBIMU U HE-
pOHAJIBHBIMM HACJIEACTBEHHBIMU 3a00jieBaHUsIMU [6],
a TaKkKe ayTOMMMYHHBIMUA CUHAIITUYECKUMU OO0JIE3HSIMUI
(MMACTeHUST U MMACTEHUYECKUE CUHIPOMBI) [7], KaK 1 Ta-
LIMEHTHl C HEHACJEeICTBEHHBIMU HEPBHO-MBIIICYHBIMUI
OOJIE3HSIMU, CTpafaloT TPEBOXHBIMU pPacCTPOMCTBAMU
W HapyIIeHWSIMA CHA, CBSI3aHHBIMU W HE CBSI3aHHBIMU
C MpobysieMaMU JbIXaHUSI U alTHOD BCJIEACTBUE CJIaOOCTU
IIBIXaTeTbHOU MYCKYJIATYPHI.

OCHOBHBIE XapaKTepUCTUKI MHCOMHU:

* CTOWKMI XapakTep HapylleHWI CHa (B TeYeHUe He-

CKOJIbKUX HOYEe);

*  BO3MOXHOCTB pa3BUTHS Pa3HOOOPA3HBIX TUIIOB HApY-

IIEeHUS CTPYKTYPHI CHA;

*  HaJIMIMEe JOCTATOYHOTO BPEeMEHU IJISI 0OeCIIeUeHUS

CHa y 4eJIOBEKa;

*  BO3HMKHOBEHUWE HapylIeHWI1 JHEBHOTO (DYHKIIMOHM-
pOBaHMS B BUIe CHYDKEHUST BHUMAHMS, HACTPOCHMSI,
JMHEBHOW COHJIMBOCTHU, BEreTaTUBHBIX CHMIITOMOB
T I
KnvHuyeckuii MporHo3 U BeIOOp METOMOB Teparuu

MHCOMHWYECKUX HapyIIEHUH 3aBUCST OT OLIEHKH 11€JI0TO

psna (akropoB, BKIIOUYas KaK COITYyTCTBYIOIIE KOMOP-

OuIHBIE PACCTPOICTBA, TaK U HO30JIOTUYECKYIO TIPUHA -

JIEXXHOCTB 3a00J1eBaHus. [103TOMy BOIIPOCHI KIMHUYECKOW

KBTM(PUKALIMY MTHCOMHUI 1 KOMOPOUTHBIX PACCTPOMCTB,

WX TUTIOJIOTHSI, U3yYeHUE TUHAMUKU TICUXUYECKOTO CO-

CTOSTHMSI IO CUX TIOP OCTAIOTCS aKTYaJIbHBIMM.

K nekapcTBeHHBIM CpeICTBAM, UBTOTOBJICHHBIM M3 pa-
CTeHMI, HOBepHe MALMEHTOB TPAAWIIMOHHO BEHIIIE,
YeM K CUHTETUIECKNM, 9TO MOXET MOBHIIIATh PE3YJIbTa-
TUBHOCTH JiedeHU [8]. B 1meIsIx mocTKeHUs ceqaTUBHO-
10 3¢ (PeKTa B pa3IMIHBIX KIIMHIICCKIX CUTYAIUSIX HEPe-
KO WCHOJB3yIOT JIEKAaPCTBEHHBIC PACTCHUS W /WA
Ipenaparsl Ha WX OCHOBE: ITYCTHIPHUK TISITHJIOIACTHBIN
(Leonurus quinquelobatus), xMmellb OOBIKHOBCHHBII
(Humulus lupulus L.), mmoH ykioHsommuiicst (Paeonia
anomala L.), ctpacTtouBeT MscokpacHbiit (Passiflora
incarnata L.), apauka ropHas (Arnica montana L.), TbHSIH-
Ka oobikHOBeHHas (Linaria vulgaris Mill.) n op. [9]. Heo0-
XOIVMO BBIICJIUTH 3 (PUTOTEparieBTUUECKUX areHTa, Hau-
0ojee MCCICHOBAHHBIX M IMHUPOKO TMPUMEHSIMBIX
B HEBpOJIOTMM: BajiepuaHy JiekapcTBeHHYIo (Valeriana
officinalis L.), maty niepeunyto (Mentha piperita L.) n Me-
Jccy JiekapctBeHHYIo (Melissa officinalis L.) [9—21].

HasnayeHne CHOTBOPHBIX IIperapaToB IIpU HEPBHO-
MBIIIEYHOM MAaTOJOTUH TPpeOyeT OOJIbIIONH OCTOPOXKHOCTH
C YYETOM MX BO3MOXKHOTIO ACHCTBMSI HA HEPBHO-MBIIIIEY-
HYIO Iepeaavy, YTO MOXKET IMTPUBECTU K YXYAILIEHUIO COCTO-
SIHUSI TAlMeHTOB ¢ MMACTeHUE M MMACTCHMYECKUMU
cuHapomMaMu [22]. B ¢BsI3u ¢ 3TUM UCITOIB30BaHUE PACTU-
TenbHOro npenapaTa IlepceH®, He OKa3bIBAKOILErO MHO-
PEJIAKCUPYIOLIETO U CUHANTAYECKOIO AEUCTBUM, MOXKET
oKazaTbcs 3¢ (GHEKTUBHBIM.

MBI TIpoBeIn OTKPHITOE CPAaBHUTEILHOE MCC/IeI0Ba-
Hue 3(HEKTUBHOCTU U Oe30IMaCHOCTY ITPUMEHEHUS Mpe-
napatoB Ilepcen® u Ilepcen® Houb npu KpaTKOBpEMEH -
HOW WHCOMHMM (TIpe- MU MHTPACOMHUM) y MAIlMEHTOB,
CTpafaloNIMX HapyIIeHUSIMU afanTaluy Ui KOMOPOUI -
HBIMU TPEBOKHO-IETIPECCUBHBIMU PACCTPOMCTBAMMU.

Mamepuanb! U Memopbl

B uccnenoBaHuM mpuHsUIM ydacthe 60 MalMeHTOB
(34 myxxunHbI, 26 XeHIIMH) B Bo3pacTe 18—65 et (cpen-
HMit Bo3pacT 42,4 + 6,9 roma), cTpagamoIIux KpaTKoOBpe-
MEHHOW WHCOMHMEH (BapvaHT TIpe- M MHTPACOMHUS)
Ha (oHe HapyllleHUH aganTalyv WIX KOMOPOUIHBIX
TPEBOXKHO-IEPECCUBHBIX PACCTPOICTB.

IMauueHTsl ObUIM PAaHIOMU3UPOBAHBI HA 2 TPYIIIHI.
B 1-10 rpynny Bouwiy 18 My>kuuH U 12 XeHIIWH (CpeaHuit
Bo3pacT 42,1 roma), y KOTOpBIX Tepanuio MPOBOAUIU
o cJeaytolieii cxeme: mpemnapar [lepceH® BHYTpb, 3amu-
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Basi BOJIO¥, HE3aBMCUMO OT IIpreMa MUIIHY 110 2 TabJIeTKN
B cyTKU 3a 30 MUH 110 CHa, JUTMTEJIbHOCTh — 4 Hell. Bo 2-10
IPYIIy ObUTH BKITIOYEHBI 16 My>KUMH U 14 KeHIIMUH (cpe-
Huli Bo3pacT 41,7 rona), KOTOpble Ha MPOTSKEHUU 4 Hell
npuHumanu Ilepcen® Houb o 1 xancyse (npu Heo0Xxo0-
auMocTu 2) 3a 1 4 10 cHa.

BceMm mauueHTam B Havajie Tepanuu v yepes3 30 gHeit
Tocyie Hee BBITTOJIHSIM KOMIUIEKCHOE KITMHUYECKOoe, He-
BPOJIOTMYECKOE U IICUXOMETPUYECKOE 00CIEIOBaHUE C KC-
MMOJIb30BaHNEM BU3YaIbHOIM aHAJIOTOBOM IIKAJIBI, IITKAJIBI
CaMOOILIEHKM Ka4eCcTBa CHa, ITKaJIbl OLIEHKM Ka4eCcTBa CHa,
LIKaJIbl cCaMOOLIeHKU 1 olleHKu TpeBoru Y. 1. Criunbepre-
pa u onpocHuKa beka.

Db dekTUBHOCTh Tepanuu OLEHUBAIU C TTOMO-
IIBI0 KIIMHUYECKHX U TICUXOMETPUIECKIX METOIOB MCCIe-
JIOBaHUS depe3 4 Hell JIeUeHU.

OueHKy 3G (PeKTUBHOCTH 1 TIEPEHOCUMOCTH NUCCIICIY-
€MOTO TIpeTiapaTa y KOHKPETHBIX OOJIBHBIX OCYIIECTBIISIIN
10 CHICOYIOIMIMM TpamaiusaM: 3(PpOeKTUBHOCTh — OYECHB
XOpoIllasi, XOpoIIasi, YAOBJICTBOPUTEIbHASI, OTCYTCTBHE
addeKTa; IepeHOCHMOCTb — 0YeHb XOPOIIasi, XOpOoIasl,
VIOBJICTBOPUTEIbHAS, TUTOXast. Bo BpeMs Kaxkooro BU3nUTa
MMaryeHTa IIPOBOIMIIN OOIIIMIT OCMOTP C OLICHKOM XKM3HECH-
HO BaXXHBIX MOKa3aresieit. JlaHHbIe 0 TeKyIeM MEeIUITNH-
CKOM COCTOSTHUM BHOCWJIY B MHAWMBHUIYaJIbHYIO pETUCTpa-
IIMOHHYIO KapTy.

Bce wuHauBMayanbHble KapTbl IAaLMEHTOB ObLIX
00paboTaHbI C TOMOIIIBIO METOIOB OIMCATEIHHOI U CpaB-
HUTEJIbHOI cTaTUCTUKM. OMNucaTelbHYIO CTaTUCTUKY
BBITTOJIHSUTH IS BCEX aHATU3UPYEeMBbIX ITOKa3aTesIei B 3aBU-
CUMOCTU OT Tuna nepemMeHHoi. Ilpu aHanmuse Koju-
YECTBEHHBIX TTEPEMEHHBIX OIPEIEISIN UX cpeaHee apud-
METUYECKOe, MUHUMAJIbHOe U MaKCUMAaJIbHOE 3HAYCHUSI,
CTaHIapTHOE OTKJIOHEHUE, a TIpU aHaJIM3e Ka4eCTBEHHbIX
MEepPeMEHHBIX — MX YacTOTy 1 JOJI0 (B IIPOLIEHTaX) OT 00-
mero yuciaa. CTaTUCTUYECKMI aHAIM3 OCYILECTBIISUIU
B 3aBUCHMMOCTH OT pacIpe/ieieHUs BHIOOPOYHOI COBOKYTI-
HOCTHU C IMOMOIIBIO MMapaMeTpudeckux KputepreB CTbio-
neHTa 1 Puiliepa WM HemapaMeTPUIeCKUX ToKasaTesieit
Bunkokcona u Konmoropoa—CMHpHOBa C UCMOJIb30Ba-
HUEM IaKeTa CTaTUCTUYECKUX MporpamMM Statistica u SAS
8.12 nist Windows XP. Bce ctaTvcTuecKue TeCThl BbITOJI-
HSIJTU JUTS IBYCTOPOHHETO YPOBHS CTATUCTIIECKOM 3HAYM -
MoctH (p £0,05).

PesynsraTsl IpOBOAMMOrO CTATUCTUYECKOTO aHAIM3a
OBbLIY MpeacTaBiAeHbl B BUAE TAOJUIL U rpadUKOB.

Pesynbmambl u oGcymaeHue

CpenHsIST TTPOIOIKUTEIBHOCTE KOMOPOUIHBIX TpeE-
BOXKHO-IETIPECCUBHEIX PACCTPOMCTB y MAIIMEHTOB Ha MO-
MEHT BKJIIOYEHUS B McciaegoBaHue cocTaBuia 24,5 + 8.5
nus. Tlogasisiomiee GOAbIIMHCTBO (76,5 %) GOJBHBIX
CBSI3BIBAJIM HAYAJI0 MHCOMHUHM C KAKOW-TM00 TICUXOTPaB-
MUpYIOIIEH cuTyalneii (0CTpO BOZHHUKIIINE (DMHAHCOBBIE
TPYOIHOCTU, TpoOJIeMbl Ha paboTe U B CEMbE U ApYyrue
00CTOSITENILCTBA).

M3ydeHre AMHAMUKY Pa3BUTHSI MTHCOMHWIA TIPY KOMOP-
OMIHBIX TPEBOXKHO-IEIIPECCUBHBIX PaCCTPOMCTBAX MTO3BO-
JIWJIO YCTaHOBUTh, YTO B 54,8 % cily4aeB HEBPOTUYECKOE
PacCTpOMCTBO MaHMU(PECTUPOBAIIO MTHCOMHUYECKUMH TIPO-
SABJIEHUSIMM (TIepBUYHAs MHCOMHMS), B 23,5 % ciydyaeB
MHCOMHUS pa3BUBAJIaCh Ha (hOHE YK€ UMEIOIIEHCS HEBPO-
THYECKOM CUMITTOMATHKHY (BTOpUYHAsI MHCOMHUS). B psine
caydaeB (11,7 %) nMesro MeCTO OMHOBPEMEHHOE Pa3BUTHE
HapyIIeH!I CHa ¢ OCHOBHBIMHU TPEBOKHO-AETIPECCUBHBIMU
CHMIITOMAMM.

V63,4 % nauyeHToB B aHaMHE3€e ObUIM OTMEYEHBI DTN -
3016l HApYIICHWS CHA Pa3IMIHONM ITPOINOKUTEITBHOCTH:
1-5 nmueit (26,4 %), 7—14 nueit (73,6 %). B octanbHBIX
cIydJasx obOpallleHHe C >XajobaMM Ha pacCTpOMCTBa CHa
ObUIO MEPBMYHBIM. AHAJIU3 MOKa3aja, YTO OOJBIIMHCTBO
(76,2 %) GOMBHBIX yXKe B MpeMopOMIe ObITA CKIIOHHBI K CY0-
KIIMHIYECKH BEIPAXKCHHBIM TPEBOXHO-ICIIPECCUBHBIM KO-
MOPOHMIHBEIM COCTOSTHVSIM C TIOC/ICAYIOIIMM BO3HUKHOBEHM-
€M MHCOMHHMYECKIX PACCTPOMCTB B OTBET Ha IICUXOTCHHYIO
mpoBoKanuio. OCOOEHHOCTH HapyIIeHUs IIMKJIA <«COH—
0OIpCTBOBAHME» B ITOIOOHBIX YCJIOBUSIX ObUIM Pa3IMYHBIMMU:
HapyllleHHOe 3achirnaHue (62,2 %); MOBEPXHOCTHBIA COH
¢ yvacTteiMu TipoOyxkmeHusmMu (54,3 %); «ogHOKpaTHas»
TOTajIbHast UHCOMHUS (4,2 %). YKa3aHHbIe JaHHbIE CBUIE-
TeJIbCTBYIOT O IIpe00IalaHuU B BLIOOPKE MAllMIEHTOB C KOH-
CTUTYLIMOHAJIbHOM ITPEapacHONIOXEHHOCTBIO K PACCTPOMCT-
BaM CHa.

3HauyuTeabHas 4acThb (54,3 %) o6cemoBaHHBIX paHee
MPUHUMAaJIM TIperapaThl A1 JiedeHnst MHcomMuuu: 42,4 %
YIOTPEeOJISUTM CHOTBOPHBIE CPEACTBA, KaK IIPABUJIO, HECH -
cTeMaTHyecku, B 9,3 % ciydaeB IpOBOIMUIOCH IIPEIIIECT-
Bylolllee KypcoBoe jedeHue. Hanboiee pacnpocTpaHeH-
HBIMU TIperapaTaMu I Teparuyd HapylleHUid cHa ObLIx
Z-nexapctBa (3onmuaeM, 30nuKIoH); 34,3 % malnueHToB
MPUMEHSITN GEH3011a3eTMHOBBIE TTpon3BoaHbIe (PeHase-
Iam u ap.), 3,5 % — aHTUrucTaMUHHbIC TIpenapathl (u-
meapoin), 13,5 % — Jonopmui, 4,8 % — Iepcen® @opre.
Xopolilyto 1 cpeIHIo 3(PPeKTUBHOCTD MPEALIECTBYIONICH
Tepanuu otMevanu 46,3 % 00JIbHBIX, 0OCOOEHHO Ha TIpe-
Mapathl Ipynibl Z-jaekapcrsa. OTpUlIaTeIbHO OLIEHUBATU
3¢ GhEeKTUBHOCTD IMTPOBOAUMMOTIO paHee JeueHUsT OeH3011-
a3eMMMHOBBIMM WJIA aHTUTMCTAMWHHBIMUA THUITHOTUKAMU
11,3 % manveHTOB.

OrnpeneneHue MpeMopOUIHBIX 0COOEHHOCTE! JIMYHOC-
TU B MCCJIEAYEMOI IPYIIITE MOKa3aio, 4yto y 43,6 % obcie-
JIOBAaHHBIX C THCOMHMSIMH TIPY HEBPOTUYECKUX PACCTPOA-
CTBax ONpPEACISUINCh 3a0CTPEHUS OTHEIBHBIX 4YepT
XapakTepa, B YaCTHOCTH BBICOKMI YPOBEHb JIMYHOCTHOMU
TpeBOXXHOCTH. [ToTydeHHbIe TaHHBIE MOATBEPXKIAIOT CBE-
JIEHUS IPYTUX aBTOPOB O CYIIECTBEHHOM POJIV TPEBOKHO-
MHUTEIBHBIX YePT IMIHOCTH B KITMHUIECKOM CMHIPOMO-
JIOTUM PacCTPOMCTB CHa.

YV Bcex 00JIbHBIX BBISIBJISLIM KIMHUYECKU O(POPMIIEH-
HbIe HapyIIEeHUs CHA, BEIXOAWBIINE Ha MEPeIHUN TUTaH
B KJIMHUYECKON KapTUHE HEBPOTUYECKOTO COCTOSHUS.
IIpn ananm3e MHCOMHWYECKUX PACCTPOUMCTB OTMEUAIN
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TaKyl0 3aKOHOMEPHOCTh B BEIOOPKE, KaK OTHOBPEMEHHOE
TIPEIbSIBIIECHUE OOJIBIIIOTO YMC/Ia PAa3HOOOPa3HBIX COMHO-
JIOTUIECKUX 3KaJI00, OTpaKalonIuX IMOJIMMOP(hU3M MHCOM-
HUYECKWX HapyIIeHUH, OMHAKO B OOJIBIIIMHCTBE CTyJaeB
TOJIBKO OJTHA Kayio0a SIBJIsIIach OCHOBHOM, TOT/Ia KaK JApy-
r've OKa3bIBAJIMCh BTOPOCTENIEHHBIMM.

Hawnbonee yacTbimMu ObLIH XKa00bI Ha TPYTHOCTH 3aChI-
naHus BeuepoM (72,4 %), yacTele (6osee 3—4 pa3 3a HOYb)
HOYHBIE MpoOyxaeHus (62,3 %), 3aTpyAHEHUE YTPEHHETO
npobyxaenust (41,6 %), nHeBHast coHnmuBocTh (39,6 %),
OTCYTCTBHE UYBCTBa OT/bIXa MMocjie HouHoro cHa (35,1 %),
BHe3aIHble HOYHBIE TTPOOYXIEHUS C 3aTPYyTHEHHBIM T10-
BTOPHBIM 3achiliaHueM (28,3 %). CTaTUCTUYEeCKU TOCTO-
BEPHBIX pa3IMUMil MEXKITy TPYIIIaMH, a TAKKe TI0 TeHAeP-
HOMY IIPM3HAKY JI0 Hayajla Tepallii He BEISIBJICHO. AHAIN3
CBSI3eil MEXITy CYObeKTMBHBIMHU ITOKA3aTSIISIMUA CTPYKTYPHI
CHa TIPOIECMOHCTPHMPOBAJI, YTO 3aTPYIHCHHOE yTpeHHEe
MPOOYXICHNE CBSI3aHO C IJINTEJIBHOCTHIO 3aCHIITaHUS
(p < 0,01) 1 oTcyTCTBHMEM 4YyBCTBa OTHBIXa IIOCJE CHa
(»<0,01).

IMoBepxHOCTHBIN cOH mocTtoBepHO (p < 0,05) Koppe-
JINPOBAJI C OTCYTCTBMEM YYBCTBA OTABIXA ITOCIIE CHA. MexX-
Iy JUTUTEIBHOCTBIO CHA U OIMyIIeHHEM OOIPOCTH YTPOM
3HAUYMMEBIX CBsI3eii He OOHapyXeHO. BEIABICHa CBS3b
MEXIy OTCYTCTBHEM 4YYyBCTBA CHAa U CYOBEKTUBHBIMU
YTPEHHUMH OIIMYIICHUSIMU (BSUIOCTD, pa30MTOCTD, pa3apa-
KUTETBHOCTD, TOJIOBHBIE 00J111). YCTaHOBJICHO, UYTO paHHEE
OKOHYATeJIbHOE TIPOOYXIeHNE HE COITPOBOXKIACTCS TLI0-
XMM CaMOUYyBCTBHEM C yTpa. CyObeKTUBHO IMAITMEHTHI 3TOM
IPYHIIBl B OOJBIIMHCTBE CJIy4aeB MCIIBITHIBAIM C yTpa
00apOCTh U PAOOTOCIIOCOOHOCTb.

Hcxons U3 moaydyeHHBIX JaHHBIX, MOKHO KOHCTAaTH-
poBaTh, YTO IMTEIbHOE 3achIllaHWE W 3aTPYyIHEHHOE
yTpeHHee POOYXKIECHUE aCCOILUUPYIOTCSI C OTCYTCTBUEM
YyBCTBa OTIbIXa ITocjie cHa. HampoTuBs, yTpeHHee camo-
YYBCTBME MPAKTUYECKU HE CBSI3aHO C MHTPACOMHUYECKHU-
MU PacCTPOMCTBAMU.

CyObeKTUBHBIMUM NTPUUYMHAMM, 3aTPYIHSIOIIMMHA Ha-
CTYIUIEHWE CHA, SBJISIIMCH B 00abIHCTBE (78,4 %) ciy-
yaeB IMepeXUBaHUS, COMPSKEHHbIE C MPEeMOPOMIHOM
TICUXOT€HHOM CUTyallieil (TSIroCTHbIE HEIPUSTHBIE MbIC-
JIA, CBSI3aHHBIE C COOBITUSIMA MUHYBIIETO THST) UJIU MIPH-
YUHBI COMaTMYECKOTO XapakTepa (aarnyeckre (hheHOMEeHbI
WY BeTeTaTUBHBIE pacCcTPoiicTBa). OTCYTCTBUE XKeTaHUS
CITaTh BBI3BIBAJIO TPEBOXHOE OXMIaHWe cHa. YacTh maru-
€HTOB WCITBITBIBAJIA CTPaX He Tepell MPOIeCCOM 3achIma-
HUST HETTOCPEIACTBEHHO, a Tepel SIBJICHUSIMU, KOTOPBIMU
OH compoBoxaaics (adbGheKTUBHBIMU, COMATUYECKUMU,
BEreTaTUBHBIMM, MBIIIEYHBIMU U Jp.). Y HEKOTOPBIX
(8,9 %) 60abHBIX (POPMUPOBAIOCH CBEPXLIEHHOE OTHOIIIE-
HHME KO CHY, KOTOpoe (PMKCHUPOBAIOCh B CTOMKUIA CTpax
nepen 6ecconHutieit. ITo Mepe nepcucTUpoBaHUs MPEeCOM-
HUYECKUX PACCTPOUCTB B KIMHUYECKON KapTUHE COCTOSI -
HUST OOHAPYXKMBAJIMCh MPU3HAKY acCTEHU3AIUH C XKajloba-
MM Ha HapylIeHHWE CIOCOOHOCTHM K TIOBCETHEBHBIM
(byHKIIMSIM M3-32 MTHCOMHUU.

UYepes 4 Hem MPOBOIUMOI Tepariuyd Mbl BBISIBWJIN 10-
CTOBEpHOE YJIy4IlleHWe KayecTBa CHa IT0 BU3YaJbHOMU
aHaJIOTOBO IIKaJIe ¢ TMHAMMKOM MCCIIEIyeMOTO ITapame-
Tpa B 1-i1 rpynne ¢ 3,2 no 7,4 6anna, a Bo 2-if — ¢ 3,1
no 7,3 6anna (taba. 1).

Taomuna 1. Junamuka napamempa kawecmea cHa no 8U3yanbHoU aHAN0-
206011 WKAAe CAMOOUEHKU

ITapamerp, 0aLIBI

Ipynna
10 JIeYeHUusA nmocJie Jie4ueHus1
1 3,240,27* 7,4 +0,43
2-9 3,1 +0,24* 7,3+0,54

*[locmosepnbie pazauuus mexcdy epynnamu, p < 0,05.

AHaIIM3 TaHHBIX TTOKAa3ajJ OIpeIeICHHBIC Pa3IMIMs
B 3(p(PeKTMBHOCTH N3YICHHBIX IIPEIIAPATOB B OTHOIIICHUHI
WHCOMHHMYECKUX IIPOSBICHUN — YHUCIO PECIOHICPOB
pasIUYaIoCh B 3aBUCMMOCTH OT IIPUMEHSIEMOTO IIperapa-
Ta. Tak, yXe B 1-1i IeHb JICUCHUSI BO 2-11 TPYIIIE BRIPAXKEeH-
HOE yJIy4ilieHue ObLI0 3aperucTpupoBaHo y 28,7 % 60j1b-
HbBIX, B 1-ii rpymme — y 19,8 %; K OKOHYaHUIO
Tepanuu —y 71,2 1 69,8 % coOoTBETCTBEHHO.

Crnenyer ormeruth, yto mpemnapaTt Ilepcen® Houb
B OOJIBIIICH CTETICHU BIMSIT HA IPECOMHUYECKUE M MHTPa-
COMHUYECKHE TIPOSIBJICHUS: CKOPOCTh 3aCHIITaHUS
(K okoHUaHMIO Tepanuu y 39,7 % MalueHTOB 3achbllaHue
HacTynajio yepe3 10—15 MuH), HaIM4YKMe MOBEPXHOCTHOTO
CHa M YMCJI0 HOUHBIX TpobOyxkneHuit. B To xe Bpems I1ep-
ceH® TOCTOBEPHO YMEHbILIAJ OIIYILEHIUE HEBBICITAHHOCTU
MpU TPOOYKACHUM U MPEACTaBICHHOCTh TOCTCOMHMYE-
CKMX DPacCTPOMCTB, TaKUX KakK JHEBHas COHJIMBOCTH
(tabn. 2, puc. 1, 2).

TakuM oOpa3oM, NpuMeHeHue npenapara IlepceH®
Houb xapakTepn3oBaaoch OLICTPOTOM HACTYIIIEHUSI CHOT-
BOpHOTro 3¢ deKTa, BIAUIHUEM Ha TTOJOXUTEIbHYIO JUHA-
MMKY IIpe- 1 UHTPACOMHUYECKUX PACCTPOMCTB, B TO BpeMsI
Kak [TepceH® crocoGCTBOBAIT perpeccy MOCTCOMHUYECKUX
MPOSIBJICHUI UHCOMHUM.

B nipoliecce uccienoBaHust Mbl OKa3ajiyd 1OCTOBEP-
HOE CHIDKEHME YPOBHS PEaKTUBHOM TPEBOXHOCTH ITOCIIE
MMPOBEICHHOTO JICUCHUST B CPAaBHMBAaEeMBIX Ipymiiax. B 1-i
IpymIie Tocye JIeYeHUsT CPeIHU 0al peaKTUBHOMI Tpe-
BOXHOCTU Mo 1kajge Crumibdeprepa—XaHWHA COCTaBUJ
36,2 = 1,78, Bo 2-it — 34,7 = 1,58, 4TO JOCTOBEPHO HUXKE,
yeM a0 aedyeHus (42,2 = 1,21 u 41,9 £ 1,37 cooTBeTCTBEH-
HO), ¥ COOTBETCTBYET YMEPEHHO CTENIEHU TPEBOXHOCTH.

OreHuMBasT pe3yJIbTaThl UCCIETOBAaHMS, CIIeNyeT KOH-
CTaTUPOBaTh (PAKT HATTMIMS CTATUCTUIECKH JOCTOBEPHBIX
MIPOTUBOTPEBOXHOTO M aHTHIENPECCUBHOTO 3(D(hEKTOB
TIpUMeHeHUsI 000MX MpernapaToB 4epe3 4 Hel Teparuu,
TIPY 3TOM pa3HUIIA MEXJIy TTperapaTaMy HeJJOCTOBEpHa.

AHTUIETpecCUBHBIN 3(PdeKT paHee B HAYYHOU JINTe-
patype He o0cyXnajics. BeposiTHO, OH CBS3aH ¢ aHTHIC-
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[o neyeHus MNMocne neyeHnsa  [o neuyeHusa Mocne neveHusa

MepceH® MNepceH® Houb

Puc. 1. Junamuka napamempa «3acvinanue yepes 10— 15 mun nocae omxo-
0a Ko cHy» do u nocae mepanuu 6 2 epynnax nayuenmos, % (p < 0,05)

Mocne neueHuns Mocne neyexuns

[o neyeHuns

[o neyeHus

MepceH® MepceH® Houb

Puc. 2. Junamurxa napamempa «3acvinanue uepez 30 mun nocie omxooa
KO cHy» 0o u nocae mepanuu 6 2 epynnax nayuenmos, % (p < 0,05)

MPECCUBHBIMU CBOMCTBAMU KOMIIOHEHTOB IperapaToB
(MSITBI TIEPEYHOM U MEJIMCCHI).

¥V 1 namuenTa 1-it rpynmbl ObJIO OTMEYEHO BBICHITIA-
HUSI, HAITOMUHAIONIME KOHTAKTHBINA IEPMATUT B ITOJIMBI-
LIEYHBIX BIaguHax, y 1 60JbHOTO 2-i1 IPYINbI — CHUXKE-
HME KOHLIEHTpaLuy BHUMaHus1. HexenarenbHble SBIICHUS
pacleHeHbI KaK BOBMOXHO CBSI3aHHBIE C IPUEMOM HCCIIe-
JIyeMOTO JIEKAPCTBEHHOT'O CPEJICTBA, HO HE TPeOOBaIM €ro
OTMEHBI ¥ CaMOCTOSITEJIbHO MCYE3JIM CITYCTS] HECKOJBKO
IHeW mocjie Hayana mpuema. B tabn. 3 mpeacraBieHa
oneHKa 6ezonacHocty npemnapatoB Ilepcer® u [Mepcen®

Tabaunua 2. Junamuka napamempos Ka4ecmaa cHa 8 npoyecce mepanuu

Taoauna 3. Oyenxa 6ezonacrocmu llepcen® u Iepcen® Houv no muenuro
nayuenmos u gpaueil

nagueHTaMu

BpavYaMu

Ilepcen®

«Xopomasi» (93,3 %) «Xopomas» (96,7 %)

ITepcen® Houn «Xopomas» (93,3) «Xopoimas» (96,7 %)
|

Houb BpadyaMu 1 MallMCHTaMM. beszomnacHocTb 1 CpEeHO-
CUMOCTb 000UX npernapaTroB OLICHCHA KaK XOopoliasd.

3arniovenue

MHcomMHMYecKre pacCTpoiicTBa KITMHUYECKH TeTePOTeH-
HBI U PETUCTPUPYIOTCS B KAYECTBE CTEP>KHEBBIX HAPYIIIEHUI
MPY KOMOPOUIHBIX TPEBOXKHO-IETIPECCUBHBIX PACCTPOMCT-
Bax. JInHaMyKa OTIEeTbHBIX KAYECTBEHHBIX U KOJTMYECTBEH -
HBIX XapaKTePUCTUK HAPYIIIEHU! CHA TIPW TEpaIiy Tperia-
patamu [lepcen® wm Ilepcen® Houb oGHapyxkuBaeT
TEHACHIINIO K TIOJIOXUTEIFHOMY OOpaTHOMY Pa3BUTHIO.
[Ipu sToMm aeiictBue npenapara Iepcen® Houb B oTHOLIE-
HUU TIPOSIBJICHWIT WHCOMHMH 0oJiee BBIpaKEHO, TOIIa
Kak IlepceH® B GoJIbIIIEli CTEIIEHH CIIOCOOCTBYET YMEHbILIE-
HUIO TPEBOXXHOCTH U YIYIIIIECHUIO HACTpOeHMSI. BaxkHO oT-
METUTH OBLICTpOe HacTyruleHHe 3(dekTa OT IMpUMEHEHUS
IMepcen® Houb, KOTOpHBIi ITOMOTa GOJIBLHBIM 3aCHYTH B Te-
yeHue 15—30 MuH (110 oKoH4aHuu Tepanuu 39,7 % nauueH-
TOB 3achilayii B TeueHue 15 muH, 92,2 % — B TedeHwue
30 mun). Kpome Toro, Ilepcen® Houb cokpaliaer 4mcio
HOYHBIX TIPOOYXICHUH, YMEHbBIIIAeT THEBHYIO COHJIMBOCTD
U yIIy4iaeT KayectBo cHa. Oba rpernapara o0J1agaoT 61aro-
MPUATHBIM TIpouiieM 3¢h@PEKTUBHOCT U 0€30MacHOCTH,
YTO ITO3BOJISIET PEKOMEHIOBATh UX MaIlUEHTaM.

IMpumenenne mnpenaparos Iepcen® u Ilepcen® Houb
B Ka4eCTBe JICUSHUSI MTHCOMHUM U KOMOPOMITHBIX TPEBOXKHO-
JIENIPECCUBHBIX PACCTPOICTB Ha (hOHE HEPBHO-MBIILICYHOM
MaTOJOTUU, HApsIAy ¢ COOJIIOIEHUEM I'MIMEHbI CHa ITOMO-
raeT 3¢(HeKTUBHO KOHTPOJUPOBATh JaHHBIE COCTOSIHUSI,
n30erasi MMOPEIaKCUPYIOLIETo 1 CHHANITUIECKOTO BO3IEH-
cTtBusd. Jlo3upoBaHUWE U TPOAOJLKUTEIBHOCTh IIpHeMa
B 3TOM CJIyyae He OTJIMYAIOTCS OT CTAHAAPTHON CXEMBI.

Ilepcen® Ilepcen® Houn
10 JIeYeHUst nocJjie JeyeHust 10 JIeYEeHUst nocJie JeyeHust
HeBo3MOoXHOCTB 3aCHYTh B TeueHue 0osiee 30 MUH 71,9* 19,7* 72,9* 7,8%
3aceimanue yepe3 10—15 MuH mocie oTxoma Ko CHy 3,8% 17,4* 4,3* 39,7*
Hounble npo6yxnenus (6oee 3—4 3a HOYb) 62,4* 14,3* 62,2% 9,6*
YyBCTBO HEBBICIIAHHOCTH TOCJ€ HOYHOTO CHa 35,8* 9,4 34,4* 12,5
JIHeBHasI COHJIMBOCTh 16,4* 4.5 16,7* 6,3

*[locmoseprvie pazauuus mexcdy epynnamu, p < 0,05.
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HacneacmseHHad MOMOpPHO-CeHCOPHaA Heliponamugd, o6ycnoBnenHasn
Mymauueii B rene NEFL, B cembe u3 HapayaeBo-Yepkeccuu

E.JIL. Jamama®2, A.X.-M. Makaos?®, B.A. I'ikuna!, ®.A. Konosaios*,
A.B. IToasikos!, M.B. Byaax!, P.A. 3unuenko-?
'IOI'BHY «Meduko-eenemuueckuii Hayuwiii yenmpy»; Poccus, 115478, Mockesa, ya. Mockeopeuve, 1;
2I'BOY BIIO «Poccuiickuii HAUUOHANbHYLI Uccred08amensckut meduyurnckuil yrueepcumem um. H.U. ITupoeosa» Munzopasa Poccuu;
Poccus, 117997, Mockea, yr. OcmposumsHosa, 1;
SMPBJIITY «Xabe3ckas uenmpanvhas patioHHAs GOAbHUYA» ;
Poccus, Kapauaeso-Yeprecckas Pecnybauxa, 369400, Xabesckuii paiion, aya Xabes, ya. borvnuunas, 6;
Y000 «Ienomeoy; Poccus, 115093, Mockesa, Ilodonsckoe uiocce, 8, kopn. 5

Konmarxmeoi: Enena Jleonudosna Jladanu genclinic@yandex.ru

B cmambe onucansl KAUHUKO-2eHemu4ecKue XapaKkmepucmuxu HacaedcmeeHHol MmomopHo-cercopHoii Heiponamuu (HMCH, 6o0ae3ub
Hlapxo—Mapu— Tyma, BIIIMT), 06ycaoenentoii 61H06b 8bisieaeHHOU MucceHc-mymayueit ¢.65G>T (p. Pro22His) ¢ eene NEFL na xpomo-
come 8p21.2, y 6oavHbIX U3 ceMbU, npoxcugarouieil 6 Yemo-Jlcecymunckom patione Kapauaeso-Yepkecckoii Pecnybauku, c ceepecayueii
3abonesanus 6 4 nokonenusx. Pacnpocmpanennocme HMCH 6 o6caedosantom paiione cocmasuaa 1:4340 uenogek, 6 mom uucae 1:3376
cpedu kapauaesyes. 3abonresanue Manugpecmuposano 6 sozpacme 11— 14 1em c noseaenus caabocmu cmon u opMuposanusi CmennajicHoll
noxodxu. OcobeHHOCMU KAUHUYECKUX NPOSIGACHULI — OMCYMCMBUEe 3HAYUMBIX PACCMPOUCIE HY8CMBUMENbHOCIU Y 60ablUUHCMEa 00Cae-
008aHHbIX 60NbHBIX U ONUMENbHAS COXPAHHOCHb MblUUY, dUCMAanbHbix omdenog pyk. Ilokazamenu ckopocmu pacnpocmpanerus 6030yicoe-
HUsL N0 CPeOUHHOMY Hepay Koaebanucy om 30 0o 42 m/c, umo coomeemcmeosanro makogvim y navueumos ¢ bIITMT muna 2E, onucannoim
panee.

Karoueevie caosa: nacredcmeennas MOmMopHo-ceHcopHas Hetiponamus, 6oae3ub Hlapxko—Mapu— Tyma muna 2E, Kapauaeso-Yepkeccus,
NEFL, muccenc-mymauus c.65G>T, sx30mHoe cekgeHupoganue

DOI: 10.17650/2222-8721-2016-6-2-47-51

Hereditary motor and sensory neuropathy, caused by mutations in the NEFL gene in a family from Karachaevo-Cherkessia

E.L. Dadali’?, A.Kh.-M. Makaov’, V.A. Galkina', F.A.Konovalov’, A.V. Polyakov', M.V. Bulakh’, R.A. Zinchenko"?
!Research Center of Medical Genetics; 1 Moskvorech’e St., Moscow, 115478, Russia;
2N.I. Pirogov Russian National Research Medical University, Ministry of Health of Russia;
1 Ostrovityanova St., Moscow, 117997, Russia;
JKhabez Central District Hospital; 6 Bol’nichnaya St., Khabez Aul, Khabez District, Karachai-Cherkess Republic, 369400, Russia;
Y000 “Genomed”; Build. 5, 8 Podol’skoye Shosse, Moscow, 115093, Russia

The clinical and genetic features of hereditary motor and sensory neuropathy (HMSN; Charcot—Marie—Tooth disease, CMT) caused
by newly identified missense mutation s.65G>T (p.Pro22His) in NEFL gene located on the chromosome 8p21.2 are described. The disease
was diagnosed in a large family from Ust-Dzhegutinsky district of the Karachay-Cherkess Republic with the segregation of the disease
in four generations. The prevalence of the HMSN in that district was found to be 1:4340 persons, including 1:3376 among Karachays.
The clinical picture of the disease was characterized by onset at the age of 11— 14 years, weakness in foot muscles and steppage gait.
The specific features in the majority of patients were the absence of major sensory disturbances, as well as long-term preserved distal arm
muscles. Nerve conduction velocity in the median nerve varied from 30 to 42 m/s, which corresponds to values in patients with CMT2E,
previously described.

Key words: hereditary motor and sensory neuropathy, Charcot—Marie—Tooth disease type 2E, Karachay-Cherkessia, NEFL, missense
mutation ¢.65G>T, exsome sequencing

BeeneHue

HacnenctBeHHBIE MOTOPHO-CEHCOPHbBIE HEMPOTIAaTUN
(HMCH, 6one3nsb lllapko—Mapu—TyTta) — rpymnmna reHe-
TUYECKN TEeTePOTEHHBIX 3a00JIeBaHUI, XapaKTepu3ylo-
IUXCS TIOPaXXEHUEM MUETMHOBBIX 000JI0UEK U OCEBBIX
HWIMHIPOB mepudepudeckux HepBoB. KimHudeckue

MPOSIBJIEHUS 3a00/I€BAHUS XapaKTEPU3YIOTCS CUMIITTOMAMU
BSIJIOTO Mape3a MBI, MPEeUMYIIECTBEHHO TUCTAIbHBIX
OTIEJIOB KOHEYHOCTEl, MO TMOJUHEBPUTUUYECKOMY THUITY
U KOOPAUHATOPHBIMU paccTpoiicTBamu [1—3]. B 3aBucu-
MOCTU OT CKOPOCTH PaCIpOCTPAHEHUS BO30YXIECHUS
(CPB) no cpenHHOMY HEpBY IPUHSTO BBIIEATD 2 OCHOB-
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Hbix Tunia HMCH: nemuenunusupytronuit (CPB < 38 m/c)
U akcoHabHBIN (CPB B mpenenax KOHTPOJbHBIX 3HAYe-
Huii) [4—7]. KpoMe Toro, onucaHbsl ceMbU, B KOTOPbIX
OoTMeueHa auccolmaius nokasareneit CPB o cpeauHHO-
My HepBY OT 25 10 45 M/c, 4TO 1aJI0 OCHOBAaHWE BIIEISTh
npomexxyrouHsliii Bappant HMCH. Cumntromsr HMCH
BO3HUMKAIOT TP MyTalusix 6oiee yeM B 60 reHax, GeKo-
BbI€ TIPOJYKTHI KOTOPBIX (POPMUPYIOT CTPYKTYPY MUETU-
HOBOI OOOJIOUKM WJIM OCEBBIX LIWJIUHIPOB, YYaCTBYIOT
B cuHete3e PHK, npoueccax TpaHcKpumiuu, MeMopaH-
HOM TPaHCIOPTE U MUTOXOHIPUAJIBHOM XOHIpUoMe [8].

IToMuMO BbIpaxXeHHOI T€HETUYECKOI TeTepOreHHOC-
TH TIOKA3aHO CYIIIECTBOBAHUE 3HAYMMOTO KIIMHUYECKOTO
noauMopdusMa, Kak MeXCEMEHOro, Tak U BHYTpHUCE-
MEIHOT0, a TAKKe Pa3IMIHBIX TeHETUYECKUX BApUAHTOB
HMCH, 4To oClIOXHSIET X TUATHOCTUKY. DTO OOYCIOB-
JINBAET aKTYaIbHOCTb U3YICHUSI OCOOCHHOCTEH KIIMHIYC-
CKUX mposBieHNiT penknx BapmantoB HMCH y mopa-
KEHHBIX YJICHOB CeMeil ¢ cerperamueii 3a00JeBaHMS
B HECKOJIBKHMX ITOKoNeHUsIX. M3ydeHre pacIpocTpaHeH-
HOCTH OTHEJIPHBIX TeHETUIECKIX BApUAHTOB STOM TPYIITIHI
3a00JIeBaHWIT B PA3IMYHBIX IOITYJISIIASIX CIIOCOOCTBYET
OINTUMU3ALINN JTUATHOCTUKA M MEIUKO-TeHETUYECKOTO
KOHCYJIBTUpOBaHUs ceMeii, oTsaromeHHsIx HMCH. O6-
HapyXeHHe IMpeodiIamaHus TOro WJIM MHOIO BapHaHTa
B OTIEJIbHBIX PETMOHAX MJIM STHUYECKUX TPYIIIaxX IpuBe-
JIeT K CHIDKEHHUIO BPEMEHHBIX M 9KOHOMUYECKUX 3aTpaT
Ha IIPOBEICHNE MOJICKY/ISIPHO-TEeHETUIECKOM TMarHOCTH-
KM 1 TPODIITAKTUKY BOSHUKHOBEHUS TTIOBTOPHBIX CITyJa-
€B 3200J1eBaHUSI B OTSATOIIICHHBIX CEMBbSIX.

Ieab nccienoBanust — aHaJIU3 PacIpOCTPaAaHEHHOCTU
U KIMHUKO-TeHeTn4eckux xapakrepuctuk HMCH B Ycrb-
JxeryrnHckoM paitoHe KapayaeBo-Uepkecckoit Pecry-
OuKH.

Mamepuanbl u Memopbl

Bbruio npoBeeHO MeAUMKO-TeHeTUYeCcKoe 00cen0Ba-
HUe HacenaeHust YeTb-JIkeryTuHcekoro paiioHa KapauaeBo-
Yepkecckoii Pecry6oiky yncieHHOCThIO 43 396 yenoBek.

Anamu3 JIHK BrimonHsm B KJiMHUKe [eHoMen Ha cek-
BeHaTope HoBoro nokoJieHus Illumina NextSeq 500 meto-
JIOM TTapHO-KOHIIeBOro uTeHus (2 x 151 map ocHOBaHUIA)
CO cpeaHUM MokpbiTueM He MeHee 70—100x. OO6paboTKy
JAHHBIX CEKBEHUPOBAHUS OCYIIECTBISUIM C ITOMOIIIbIO
aBTOMAaTU3MPOBAHHOTO aJITOPUTMa, KOTOPBIM BKITIOYAI
BBIPaBHMBaHME MTPOUYTCHUI Ha pehepeHCHYIO TIOC/IeT0Ba-
TeJbHOCTh TeHoMa 4esioBeka (hgl9), moctmpoliecCUHT
BBIPAaBHUBAHMSI, BBISIBIICHNEC W (PUIBTPALIMI0O BApUAHTOB
T10 KaYeCTBY, aHHOTAIIUIO 3TUX BAPUAHTOB 10 BCEM U3BECT-
HBIM TPaHCKPUIITaM Kaxkmoro reHa u3 6a3bl RefSeq ¢ mpu-
MEHEHUEM psijia METOJOB TpeAcKa3zaHWs MaTOTeHHOCTH
sameH (SIFT, PolyPhen?>-HDIV, PolyPhen’>-HVAR,
MutationTaster, LRT), a Takxke METOI0B pacyeTa 3BOJIIO-
LIMOHHOU KoHcepBaTuBHOCTU Mo3uumii (PhyloP, Phast-
Cons). /11 OLIeHKY HOMY/ISILIMOHHBIX YACTOT BbISIBIEHHBIX
BapUaHTOB MCMHOJIb30Balv BEIOOPKHU TTPoeKTOB «1000 re-

1I

111

Puc. 1. Podocrognas cemvu ¢ HacnredcmeeHHol MOMOPHO-CEHCOPHOUL Hellpo-
namueil (3auwmpuxoeartvle pueypsl — 00NbHbIE YNeHbl CeMblU, He3aulmpu-
X06aHHble — 300p06ble, NepevepKHymble — yMepuiue; CImpeaKamu yKa3aHol
001bHbIE, OCMOMPEHHbIE A8MOPAMU CIAMbU, PUMCKUE YUDPbl — NOKOAeHUe)

HoMoB», ESP6500 u Exome Aggregation Consortium,
a JIJIsl OLIEHKW KJIMHUYECKOM pPeieBaHTHOCTU 3TUX Bapy-
aHTOB — 0a3bl maHHbIX OMIM, cnenmaau3npoBaHHBIE
0a3bl JaHHBIX 110 OTAEIBHBIM 3a00JI¢BaHUSIM (TP HaJTH-
YHM), a TAKXKE JaHHBIC TUTEPATyPHI.

Bce manumeHTHl TOANMCHIBAIA MHGOPMUPOBAHHOE
coriacue.

Pesynbmambl

B pesynbraTe npoBeneHHOro oocaeq0BaHUSI Hacee-
HUS OBLIM BBISIBIICHBI 9 MAllMEHTOB M3 OOJBIION CeMbHU
¢ cerperaiyei 3a0ojieBaHUS B 3 TTOKOJICHUSX C KIIMHUYE-
ckumu rposineHussMu HMCH (puc. 1). PacipoctpaneH-
Hoctb HMCH B Yctb-JIXkeryTuHckoM paiioHe KapauyaeBo-
Yepkecckoii Pecnyonuku cocraBuna 1:4340 yenoBek,
B ToM uncie 1:3376 cpeau KapayaeBLEB.

3aboneBaHre 0OBIYHO MaHU(ECTUPOBAJIO B BO3pacTe
11—14 neT ¢ mosiBAeHUsI c1a0OCTU U OBICTPOIT yTOMIISIEMOC-
TU CTOM, TPYAHOCTEH IpU Oere, CTENIaXXHON MOXOIKU.
B TeyeHue nepBbIX 2 1ET ¢ MOMEHTA Ie010Ta 3a00J1eBaHUS
BO3HMKaJIa AehopMaliis CTOII 110 TUITY «ITOJIBIX».

MpbI ipoBesu KJIMHUYECKoe 00cienoBaHue 9 OOJIbHbBIX
B Bo3pacTe 16—52 JjieT, KOTopoe MO3BOJIMIIO MPOCIEANTD
IUHAMUKY BO3HUKHOBEHUSI KJIMHUYECKUX CHUMIITOMOB
o mepe nporpeccupoBanuss HMCH. V¥ Bcex naneHTOB
ObUla OTMeuYeHa AedopMalivsl CTOIl IO THUITY <«ITOJIbIX»
(puc. 2), runotrpodurs MBI HWXHEH TPEeTU TojeHei
1 HEPE3KO BhIpasKeHHAS TUITOTPOMUST MEXKKOCTHBIX MBIIIIL]
kucteit. HedopMalinio KUCTe pyK MO TUITY «KOTTUCTOM
JIarbl» HaOII0AaIM TOJIBKO Yy 1 O0JBbHOI B Bo3pacTte 52 j1eT

Puc. 2. Jlechopmayuu cmon no muny «noawvix» y nayueHmos
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Puc. 3. Jegpopmayus kucmeii no muny <xoemucmoii Aansp»

C TIPOIOJIKUTEILHOCTRIO 3aboneBaHus 40 et (puc. 3).
Psan npyrux aBTOpoB TakxKe OTMEYaId IIATEIbHBIN TTepH-
Ol COXPAaHHOCTH AWCTAJbHBIX OTAEIOB MBIIII] BEPXHMIX
KoHewyHocTel y mamyenToB ¢ HMCH tuna 2E [9]. Oco-
OCHHOCTh KITMHUYCCKUX IPOSIBIICHUI Y OOJIBHBIX 00CIIe-
MIOBaHHOW HaMM CEMbM — OTCYTCTBHE 3HAYMMBIX pac-
CTPOWCTB YYBCTBUTEJIBHOCTH B AUCTAJbHBIX OTAENAX
KoHeyHocTel. CHM>XKEeHMEe MOBEPXHOCTHOM W TIyOOKOI
YYBCTBUTEJIPHOCTA OTMEUYEHO TOJBKO Yy 1 ITallMeHTKU
¢ rpy6oii gedopmanmeil Kucreit U cTom. Y OCTaJIbHBIX
OOJIBHBIX B Bo3pacTe 16—42 neT HaOIoaaIu JIUIIb HeYeT-
KYIO ITOBEPXHOCTHYIO TUIIEPECTE3UIO B KMCTSIX U CTOIIAX,
IIPU 3TOM CYXOXWIbHBIE PehICKCHI C HOT HE BHI3BIBAINC,
a ¢ pyK ObUIM He M3MEHEHBI. Y BCeX IMalMeHTOB ObLla
HEepe3KO BbIpaxkeHHasi CCHCUTUBHO-MO3KEUKOBas aTak-
CcUs B BUAE HEYCTOMYMBOCTH B 1To3e PombOepra, MHTeHIIN-
OHHOT'O TPeMOopa MaJjblieB KUCTel, IMCMETPUM U aTuano-
XokrnHe3a. Hu y omHoro O0OJIBHOIO HE BBISIBICHBI
CUMIITOMBI TOPAXEHUS LIEHTPAILHOM HEPBHOW CUCTEMBI
U YePEIHO-MO3TOBbIX HEPBOB.

Takum obOpa3oM, Ha OCHOBaHMU I'€HEAJIOTUYECKOro
aHaJM3a U KJIMHUYECKOTOo OCMOTpa MOPaXeHHbBIX YWICHOB
cembu auarHoctupoBaHa HMCH c¢ ayrocoMHo-momu-
HaAHTHBIM TUIIOM HacjeaoBaHMs. I1o JaHHBIM 3JIeKTpO-
MHOTpaUIECKOro UCCIeI0BaHMS Y 3 OOJIBHBIX B BO3PACTe
18, 20 u 37 neT ObLI0 MOATBEPKAESHO HATUYKUE MOPaXKEHUS
neprdeprnIecKNX HEPBOB BEPXHMX W HIDKHMX KOHEY-
HocTel, ogHako mnokasatenu CPB kone6anuce ot 30
1o 42 m/c. Y nauueHra 18 jieT ¢ Hepe3Ko BhIpaK€HHBIMU
TPOSIBJICHUSIMU TIOJIMHEWPOIIaTUN aMIUTATYIa BBI3BAHHBIX
OTBETOB ObLTa 3HAYNTEIBHO CHUKEHA TIPU MCCIIeTOBAHUM
CPENIMHHBIX U OOJIbIIEOEPIIOBBIX HEPBOB HA BCEM ITPOTSI -
KEHUU, M-OTBET C AUCTAJILHOW TOYKM CTUMYJISAIIMN Ma-
JIOOEpIIOBBIX HEPBOB HE 3aperMCTpMpPOBaH. AMILIUTYIA
M-oTBeTa ¢ KOPOTKON MBIIIIbI, OTBOJSIIECH OONbIION
najeu KUCTU pyku, cocrasisiia 2,7—3,1 mB, ¢popma oTBe-
Ta UCKaxeHa. B cury MeTomnueckux TpyaqHOCTe 10CTO-
BEPHO OIIEHWTh aMIUIUTYyTy M-oTBeTa ¢ Majo0epIIOBBIX
HEPBOB U IMCTAIBHBIX YIaCTKOB OOJTHIIIEOEPIIOBHIX HEPBOB

He ynanoch. JucTanbHas JaTeHTHOCTh CPEAMHHBIX HEPBOB
3HAYUTEJBbHO YBEJIWYEHA, YTO CBUIETEIBCTBYET B MOJIb3Y
JIeMUETMHU3UPYIOLIETo Mpoliecca.

Hns onpeneneHus reHetnyeckoro sapuanta HMCH
y 1 60J1bHOI OBLIO MPOBEAEHO CEKBEHUPOBAHUE IK30Ma,
B pe3yJibTaTe KOTOPOTO BhISBJIEHA paHEe HE ONMUCaHHAas
reTepo3uroTHas Myrauus B 5K3oHe 1 reHa NEFL
(c.65G>T) (NM_006 158.4), mpuBoasIias K 3aMeHe aMK-
HOKHUCJIOTBI IPOJIMHA HA TUCTUAWH B 22-1 MO3ULIMU OeJi-
ka (p. Pro22His). Drta HykjeoTHaHas 3aMeHa paHee
He ObL1a 3apeTUCTPUPOBAHA B INTEPATYpe U 0a3ax JaHHbIX
no mytauusMm (HGMD, IPNMDB), a Takxke B KOHTPOJIb-
HbIX BbIOOpKax «1000 renomos», ESP6500 u Exome
Aggregation Consortium. Takyro aMUHOKUCIIOTHYIO TTO-
3UIUI0 AJITOPUTMBI OLIEHKH 3BOJIIOIIMOHHONW KOHCEpBa-
tuBHOCTH PhastCons n PhyloP pacneHmBaroT Kak KOH-
CepBaTUBHYIO (IPOJMH B JAaHHOW TO3WIINN BBHISIBICH
Y BCEX MCCIICAOBAHHBIX MJICKOIMUTAIONINX), 4 aJITOPUTMBI
MpeacKa3aHusl TaTOTeHHOCTU — KaK BePOSITHO ITaTOTeH-
Hyl0 co 3HadeHusmu PolyPhen?>-HDIV: 0,999,
PolyPhen?>-HVAR: 0,969. ITo cCOBOKYIMHOCTU CBeIEeHUIA
MyTallisl pacileHeHa KaK BepOSTHO maToreHHas. [damee
OBbUI BBIIIOJTHEH ITOMCK 3TOi 3aMEHBI Y 7 WICHOB CEMbU
0OJIPHOI C TIOMOIIBIO METOIA IIPSIMOTO aBTOMATHYECKOTO
CEKBEHMPOBAHMsI, B pe3yJibTaTe 4ero 3ameHa c.65C>A
(p. Pro22His) onpeneneHa y Bcex MOPaXXeHHBIX Y4JICHOB
CEMbU B IreTepPO3UIrOTHOM COCTOSIHMU. TakuM oOpazoM,
MMPOBEJACHHBIC UCCAEIOBAHNS MO3BOIMIIN CleIaTh 3aKII0-
YeHME O TOM, YTO BBIABJICHHAsI HAMU HYKJICOTUIHAS 3a-
MEHa ABJISIETCH MyTalluei, OTBETCTBEHHOM 32 BOSHUKHO-
BeHrue HMCH B oGcienoBaHHOI ceMbe.

IlepBoe onmncanne HMCH, o0ycioBieHHO MyTaliy-
eii BreHe NEFL, nokanu3oBaHHOM Ha XxpomocoMe 8p21.2,
obu10 caenaHo 1.V. Mersiyanova u coast. B 2000 . Ha oc-
HOBaHMU aHaju3a ceMbU U3 MOpPIOBMU C cerperauueit
3a00JieBaHUS B 6 TTIOKOJICHUSIX. ABTOPHI BIICPBBIE MICHTH -
duimpoBanu mytaiuio ¢.998A>C B mepBOM 3K30HE TeHa,
MPUBOJISIIIYIO K 3aMeHE aMUHOKUCJIOTHI IJIMIIMHA Ha TTPO-
JIVH B 333-M MOJOXEHUU MOJIUITCITUAHON 1IeTH, U ycTa-
HOBWJIM, YTO ITPOYKTOM T'eHa sIBJIsieTCs 0e10K, hopMupy-
IOIIMA JIeTKyl0 1enb HelpodulaMeHTOB aKCOHOB
nepudepryecKux HepPBOB, KOTOPOI MPUHAIJICKUT BEIY-
1asi pojib B OJTUTOMEPU3AIMU U COOPKE STUX OCHOBHBIX
aJIeMeHTOB uuTockeaeTa [10].

ITockonbky CPB no cpeaHHOMY HEpBY y MOPaKeH-
HBIX YJICHOB CEMbM IpeBbIlasia 3HaUYeHue 38 M/c, BbI-
OpaHHOE B KayecTBE IOPOTrOBOTO IS pa3rpaHUYEeHMUS
JieMUeJIMHU3MpYollero u akcoHaiabHoro Tunos HMCH,
B COOTBETCTBUM C CYLIECTBYIOIIEH T€HETUYECKOUN CUCTe-
matukoit atotr BapuaHT HMCH 6611 0603HaueH kak 2E,
YTO YKa3bIBAJIO Ha TO, YTO OH SIBJISIETCS aKCOHAJIbHBIM
U HacJeqyeTcsl ayTOCOMHO-IOMUHAHTHO. B mocneaytonye
HECKOJIbKO JieT MyTauuu B reHe NEFL y G0JbHBIX C aKCO-
HAJIbHBIM TUTIOM OBUIM OTMCAHBI PSIIOM aBTOPOB. Tak,
D.M. Georgiou u coant. B 2002 ., a 3atem G.M. Fabrizi
u coaBT. B 2004 . o6Hapyxuiu 2 ceMbu ¢ HMCH Tumna 2E,
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O0OYCJIOBJIEHHOUW MyTalUMsSIMA B TOM € KOJOHE TIeHa
KakK y MOpake€HHbIX YJIEHOB HabOI0qaeMOli HAMU CEMbH,
HO B pe3yJibTaTe MyTally B MTOJMIIENTUAHON LIENU Mpouc-
XOAWIa 3aMeHa aMUHOKUCJIOTHI TTPOJIMHA HE HA TUCTUIVH,
aHacepuH [11, 12].

OnHaKo KJIMHUYECKUI MoJUuMopdu3M 3a00jieBaHUM,
00yCJIOBJIEHHBII MyTalusiMU B reHe NEFL, oka3ancs cyuie-
cTBeHHO 1mmpe. Tak, A. Jordanova u coast. B 2003 . oruica-
Ji1 3 ceMbU C aQyTOCOMHO-JAOMWHAHTHBIM HacCJieJOBAaHUEM
HMCH, Bb3BaHHOI MmyTtaumsimu c.1581 1583delGAG
(p. Glu528del) u ¢.23C>G (p. Pro8Arg) Brene NEFL, ocobeH-
HOCTSIMU KOTOPO#1 ObUTH paHHsIs1 MaHU(beCTalsI 3a00J1eBaHUS
(ot 1 roma o 13 ner) u cHuxxkenue CPB no nepudgepuyeckum
HepBaM, UTO JIaJI0 OCHOBAHME TSI BBIIEJICHISI HOBOTO aJlIeITh-
HOTO BapuaHTa nemuenvHusupytomieit HMCH, o6o3HaueH-
Horo Kak Tutl 1F [13]. BonbHbIX ¢ TSZKEnoii NeMUueTMHN3N -
pyromeit HMCH, o00ycmoBiIeHHOH TeTepO3UTOTHBIMU
MyTallsSIMI, a TaKXKe TOMO3WTOTHOM HOHCEHC-MyTarueit
Glu210Ter B rene NEFL onmmcamu A. Abe u coaBr. [14].

S.W. C. Yum u coaBrt. obcnenoBanu 1 cembto u3 [lanec-
THUHBI ¢ roMo3urotHoi mytanueii ¢.628G>T (Glu210Ter)
B reHe NEFL u manudecramueir B Bo3pacte 1,5 roma.
ABTOPBI ITOKA3aJIM CYIIIECTBOBAHME ayTOCOMHO-PEIICCCUB-
Horo ™uita HMCH, o0ycoBieHHOro MyTalusiMi B TeHe
NEFL, v IpeINoJIOXWIN BIUSHUE Pa3TNUYHBIX 3(PPeKTOB
MMCCEHC- M HOHCEHC-MyTaluii Ha (DyHKIINIO OEJTKOBOTO
mpoayKra reHa. [1o MHeHUIO aBTOPOB, MUCCEHC-MYTallMU
BBI3BIBAIOT TOKCUYECKOE NEMCTBUE JIETKOM LENU HEUpO-
¢unnamMeHTOB Ha (POPMUPOBAHUE UX CTPYKTYPHI, B TO Bpe-
MsI KaK HOHCEHC-MYTalluM IPUBOIST K IIPEKpaIleHHUIO
CHHTe3a WiIu (GYHKIIMOHUPOBAaHMS OEJKOBOIO MPOAYKTa,
YTO 00YCJIOBIMBAET HAPYILIEHNE OJIMTOMEPU3ALIMKU B IIPO-
Lecce cOopku HelipodumameHToB [15].
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HoBblil annenbHblll BApUaHm HacneacmseHHol aymocoMHO-peyeccuBHoll
MOMOPHO-ceHcopHoil Heliponamuu 2S muna, 06ycnoBNeHH bl
Mymauusamu B rese IGHMBP2

E.JI. Jagam!, U.B. ITlapkosa!, C.C. Hukutun?, ®.A. Konopaios'
IQBTHY «Meouko-eenemuueckuii Hayunvii yenmp»; Poccus, 115478, Mockea, ya. Mockeopeuve, 1;
2Pezuonanvhas obuecmeennas opeanusayus «Q0uecmeo cneyuaiiucmos o HepeHO-MblUleHbIM O0Ne3HAM»,
Meouyunckuii yenmp «Illpakmuueckas Hesposoeus»; Poccus, 117258, Mockea, ya. Kpacuscanosckoeo, 17/2

Konmaxmot: Enena Jleonudosua Jladaau genclinic@yandex.ru

Hacnedcmeennvie momopHo-cencopruie netiponamuu (HMCH, 6oae3ns lllapko—Mapu—Tyma) — epynna eenemuuecku eemepoeeHHbiX
CcOCMOAHUL, 015 KOMOPbIX onucansl mymauuu 8 bonee uem 80 eenax, exawuasn een IGHMBP2, omeemcmeennuiii 3a pazeumue HMCH
muna 28 (OMIM: 616 155). Jlo nacmosiwgeeo epemenu mymayuu 6 eene IGHMBP2 cé:3bi6a4u UCKAOHUMEAbHO ¢ HEOHAMAALHOU OUCMANb-
HOU CHUHAABHOU amuompoguell ¢ dvixamenvHoil Hedocmamournocmoio (spinal muscular atrophy with respiratory distress, SMARD I, OMIM:
604 320). Ilpedcmaeaen Kaunuueckuil CAyHai MAABYUKA 7 A€M C Pa36UmMuem 8 MAAOeH1HeCmee CHUNCCHHO20 MblUEYH020 MOHYCA U ampoguu
Mbluily, OUCMAanbHbIX 0Maen08 KoHeunocmell, degpopmayueti Kucmeii u cmon, apeghrexcueil U 4ygcmeumenbHbiMu HapyueHusmu no noau-
Hespumu1ecKkomy muny 0e3 npusHaKko8 0bixamenbHol HedoCMaAmoOYHOCIU 3d 8¢e 8peMsl HAOAI0eHUs, A MAKJICe C BbIPAICEHHBIM PUKCUPO-
anHbIM Kugockoauosom. llpu snexmpomuoepaguu 6 pannem go3pacme 0biaa 8visi6AeHA OUCMANbHAA AKCOHANbHAA Heliponamus. [Ipu k-
30MHOM CeK@eHUuposanuu obHapyxucenvt 2 mymayuu ¢ eene IGHMBP2 6 komnayHO-eemepo3uzomHOM COCMOSHUU: ONUCAHHAS PaHee
muccenc-mymauus ¢.1616C>T (p. Ser539Leu) 6 sk3one 11 u eviserennas enepevie oOeneyus cO COBUSOM DAMKU CYUMbIBAHUS
¢.2601 _2602delGA 6 sx30me 13. MoaexyaspHro-eenemuueckoe uccaedogatiie noOmeepouno OuazHo3 8poiNCOeHHOL AKCOHANbHOU NOAUHEHPO-
namuu ¢ mymayueii ¢ eene IGHMBP2. Obcyxcoaromes gpenomun HMCH muna 2S, croxcnocmu e2o panneil OuazHoCmuKu u npogedenue
Jugpgpepenyuanvroeo duaernoza co SMARD .

Karouesnie caosa: ungpanmunvHas MOMOPHO-CeHCOpHas Heliponamus 28 muna, uHOAHMUIbHAS ObIXAMeAbHAS HeOOCMAMO4HOCHb, IK30MHOE
CceKeeHUposaHue, OUCMAanbHas CHUHANBHAS AMUOMPOPUS, CNUHAAbHAS MbluleuHas ampoghus ¢ napaasuyom ouagpaemor mun 1, SMARDI,
DSMAI, IGHMBP2
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New allelic variant of autosomal recessive hereditary motor and sensory neuropathy type 2S resulted from mutations
in gene IGHMBP2
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Hereditary motor and sensory neuropathy (HMSN, Charcot—Marie—Tooth disease) is a group of genetically heterogeneous disorders
with more than 80 genes linked to different phenotypes, including IGHMBP2 gene responsible for HMSN type 28 (OMIM 616155). Until
recently, mutations in IGHMBP2 were exclusively associated with neonatal distal spinal muscular atrophy with respiratory distress
(SMARD1, OMIM 604320). A case report presents a boy with infant onset decreased distal muscle tone and weakness, distal wasting and
deformation in legs and hands, areflexia and decreased sensation without respiratory involvement; at age seven he had severe fixed ky-
pho-scoliosis. EMG revealed signs distal axonal neuropathy. The exsome sequencing confirmed the allelic variant of two compound het-
erozygous mutations in gene IGHMBP2: known missens mutation c.1616C>T (p.Ser539Leu) in exone 11 and a novel deletion
¢.2601_2602delGA in exone 13. The diagnosis of infant HMSN type 28 was confirmed. The phenotype of HMSN type 2S and its diagnos-
tics differences between SMARD are discussed.

Key words: infantile motor and sensory neuropathy 28 type, infant respiratory insufficiency, exsome sequencing, distal spinal muscular
atrophy, spinal muscular atrophy with respiratory distress type 1, SMARD1, DSMA1, IGHMBP2



Kaunuueckuii pazoop

HepBHo-MbiweyHble BOJIE3HU

BeeneHue

HacnencrBeHHbBIE MOTOPHO-CEHCOPHBIE HEWPOTIATU M
(HMCH) — obmupHas rpymia reHeTU4eCKHU reTeporeH-
HbIX O0sie3Hel epudepryeckrx HEPBOB, KOTOPHIE Xapak-
TEPU3YIOTCS BSUIbIM, MPEUMYIIECTBEHHO AUCTAIbHBIM
Mmape3oM KOHEYHOCTEH, COMPOBOXIAIOIIMMCS Hapyllie-
HUSIMU Pa3HbIX BUIOB YYBCTBUTEIBHOCTU 110 TTOJIMHEBPU-
TUYECKOMY THUITY, YaCTO COUYETAIOIIMMUCS C KOOPAUHATOP-
HBIMU PACCTPOMCTBAMMU B BUJE 3aIHECTOJOOBOI aTaKCUH,
U HEBPAJIbHBIM YPOBHEM MOPAXKEHUS MO TaHHBIM 3JIeK-
TpoMuorpaduu (BMT) [1, 2]. B 3aBUCUMOCTHU OT CKOPO-
CTH pacrnpocTpaHeHus Bo30yxnenus (CPB) no cpenuH-
HOMY HEpPBY BBIIEISIOT 2 ocHOBHBIX Tuna HMCH: 1-i
i — geMmuenmHusupyoommii (CPB < 38 m/c) n 2-it —
akcoHanbHbI (CPB > 38 m/c) [1-6]. I1o mepe HakoILIE-
HUsI JaHHBIX OBLUTM OITMCAHbI CEMbU, B KOTOPEIX OTMEUYECH
pa3opoc 3HaueHmnit CPB mo cpenmHHOMY HEpBY OT 25
o 45 M/c, 9TO 1aJI0 OCHOBAHWE BBIICIISTH IIPOMEXYTOU -
Herii Bapuant HMCH. PaszsButne HMCH moxer OBITH
00ycCJIOBIIEHO MyTaIusIMU OoJiee yeM B 80 reHax, JJoKamm-
30BaHHBIX Ha ayTocoMax uiau X-xpoMocome [7] 1 mpuBo-
ISIIIAX K OeeKTy 6eIKOB, KOTOPhIe 00SCIICUNBAOT I -
POKUIA cieKTp QYHKIUI nmepudepnaecKnx HepBoB. Tak,
nemuenunHesupyilomue BapuaHTei HMCH Bo3HUKaoT
IIPY HApPYIICHWU SKCIIPEeCCHU OeIKOB, (HOPMUPYIOIINX
MHEIMHOBYIO 00OJIOUKY, TOTAAa KaK IPU aKCOHAJBHBIX
BapMaHTaX CTpaaaloT O0eJKU TeIJIOBOro 11oKa, MeMOpaH-
HOTO TpaHCIIOpTa, YHEPreTUYECKOro OOMEHa, a TaKXkKe
6enku, orBevatonue 3a cuHre3 PHK u ¢pakropsl TpaHc-
kpunuuu [8, 9]. Obmasa pacrnpocrpaneHHocts HMCH
koneosercs oT 1:3000 mo 1:10 000 yesoBeK B pa3IMUYHbIX
nonyasuusx [10, 11].

B Hacrosiee BpeMs: MIeHTUGUIIMPOBaHbI 15 TeHOB,
MYTAllM B KOTOPBIX MPUBOIST K Bo3HMKHOBeHI0 HMCH
2-T0 THUMA C QyTOCOMHO-PELIECCUBHBIM TUIMAM HaCJIen0-
BaHus. [Tpy 3TOM 0YEBUIHO, YTO UX CYLIECTBEHHO 00JIb-
1Ie, TaK KaK MyTallud B U3BECTHBIX CETOIHS reHax oOHa-
pyXeHbI ToJIbKO B 25—30 % ciyyaes |2, 4—6, 8, 12, 13].
He uckirodeHo, 4To HEKOTOpHBIE Clyyau ayTOCOMHO-pe-
neccuBHoit HMCH 2-ro Tuna o0yclioBlIeHbl MyTaLIUSIMU
B YXe M3BECTHBIX Ie€HaX M, CJelOoBaTe/bHO, SIBJISIOTCS
aJUIeJIbHBIMM BapMaHTaMU IPYIUX HEPBHO-MBILIEYHBIX
3a0osieBaHuiA. [1010OHBIN TreHeTUYEeCKUI BapuaHT ObLI
OMNMCaH NMpu aHanuze mytauuit B rene IGHMBP2 [14],
JIOKaJIM30BaHHOM Ha xpoMmocoMme 11q13.2-q13.4, koTopsie
MPUBOASAT HE TOJbKO K BO3HMKHOBEHMIO IUCTAJIbHOM
CMUHAJIbHOU MBIIIEYHOU aTpoduu ¢ mapajiuyoMm aua-
dparmpr (OMIM: 604320), Kak cuyMTaJOCh paHee,
HO 1 K passutuio HMCH 2S tuna (OMIM: 616155).
B 2014 r. BOoepBble OMUWCaHbl KJIWUHUKO-TE€HETUYECKUE
xapaktepuctuku 15 6onbHbix ¢ HMCH 2S tumna uz AHr-
auu, Amepuxku, Cepouu, Ilonbmu, HMtanuum, Kopewu,
IMakucrana u BeeTHama [15].

IIpencraBnsgem nepBoe B Poccuu omucaHue ciayvast
HMCH 2S tumna, o0yc/i0BI€HHOIO MyTallUsIMU B KOMIIa-
VHII-TETEePO3UTOTHOM cOocTosiHUM B TeHe IGHMBP2.

RKnunuueckuii cnyyaii

Ilpoband I1., marvuuk, 7 sem, ¢ JHcarobamu Ha 8vipa-
HCEHHYI0 MbLUEHHYIO cAA00CMb, HapYeHue NOX00KU, unep-
MobuavHocms cycmaeos. M3 anamuesa uszgecmHo, 4mo pe-
OeHOK 0m M0A00bIX U 300p08bIX podumeneil, He CBA3AHHbIX
KposHbiM podcmeom. bepemennocmv npomexana Ha gone
mokcukosza 6 I mpumecmpe, yepo3vl npepvleanus Ha 7-i
u 27-it Hedeasix. Poovt Ha 41-ii Hedene bepemenHocmu camo-
cmosamenvHole, cmpemumensvhsie. Ilpu poxcdenuu macca
meana 3100 e, oauna 50 cm, 3aKpunan cpasy, OueHKa H08oOpo-
acdennoeo no wkane Aneap 8/9 6annoe, évinucarn 0omoil
yepe3 5 oneil. C poxcoenus ommeuary MlueyHy eunomo-
HUI0, KOMOPOUl He npudagaru 00aXNCHO20 3Ha4veHus. 1oao8y
depoicum ¢ 2 mec; 8 4 mec npu nAAHOBOM OocMompe neduamp
obpamun 6HUMAHUE HA 3A0ePIUCKY MeMNO8 NpUobpemeHUs
MOMOPHbIX HABBIKOG, HUZKULL MbIUUEYHBLI MOHYC, NAMOA0U-
YeCcKyI0 YCMAaHOo8KY Kucmelil u cmon. Yuacmkogulii Heeponoe
nocmaesun OUaeHoO3: 2UNOKCUYECKU-UIeMUMECcKoe nopaxdce-
HUe UeHMPANbHOLL HEPBHOTL CUCMEMbL, NUPAMUOHAS HedOCma-
MOUHOCMb, 2UNEPMEH3UOHHO-2UOPOUeDANbHORbLI CUHOPOM,
yeposa pazgumusi 0emcKo20 uepeopanbHo2o Napaiu4a, éavlil
HudcHUll hapanape3. B 8 mec pebenok navan camocmosmens-
HO cadumbCsi; MblUeYHAs: 2UNOMOHUSL C NPeUMYUECBEHHOTL
AOKAAU3auuer 8 OUCMAanbHbiX 0moeaax KOHeyHOCmell coxpa-
HAAACD, CYXOACUNbHBIE PePACKCbI C PYK U KOACH COXPAHANUCD,
axuan06bl evi3vieanucs He nocmosnno. Ipu DM -uccaedo-
BAHUU 6 2 PA3MUMHBIX 1AO0PAMOPUSIX NOAYHEHbI NPOMUBODE-
yugvle danivle. B 00HOM 3aKa0uenuy npeonosodceHo nep-
BUUHO-MbIUUEUHOE NOPAdNCEHUE, 8 OPY2OM — NOAUHEPONAMUs]
AKCOHANbHO-0eMUeAUHU3UPYIoUwe20 muna. Buiseareno noewi-
wenue yposts kpeamunkunasol (KK) 6 coleéopomke kposu
(312 Ed/n npu nopme 0o 174 Ed/n). Yemanoenen duaeros
BPOINCOCHHOI MbLUEHHOU OUCMPOYUU ¢ NPEUMYUECMEEHHbIM
nopasceHuem OUCmanbHuix omaoenoe Koneunocmeil. B 6o3pa-
cme 9 mec obpamuau 6HUMAHUE HA HAYUHAIOWYIOCS 6a-
pycuyrw degopmayuro cmon, ceubamenvryro ycmanosxy Il
u 111 nanvyeeé Kucmeil, 2unepmoOULLHOCHb AYHE3ANACIMHbIX,
MeNCPANaneo8bix U 20AeHOCHONHbIX cycmasos. B eepmu-
KaAbHOM NOA0MNCEHUU PeOeHOK ONUPAACS HA HAPYJICHbLI Kpail
CMONbL, NPU Nepecmynanuu ommeuaics cmennadxc. B 11 mec
CyXoocunbible peaekcol ¢ pyK U KOoAeH CUMMeMmpU4Hble,
cpeoneil HCUBOCMU, AXUANOBBIX HEM,; CUAA MblUUY, 8 OUCMANb-
HbIX omdenax KoHeuHocmell cHudiceHa 0o 3 bainos. B 13 mec
PebeHOK camMOoCmOosmenbHo caduacs, NoA3an Ha HemeepeHs-
Kax u nepedeueancs 6004b ONOPbL U ¢ NOOOEPICKOIl 3a 0be
pyku. CamocmosamenvHo xodum c¢ 2 aem 2 mec. B 2 eoda
9 mec npu nposedeHuU y1bmpas3gyKo6020 Uccaedo8aHus no-
SCHUYHO20 0MOeaa NO36OHOHHUKA 0OHapyiceHa spina bifida
occulta na ypoene L5 u kucma xonuuxa. B 4 eoda 6 buoxu-
MUYECKOM AHAAU3e KPOBU OMMeUeHO0 00HOKDPAMHO YMepeHHoe
noevluleHue noKaszamenei aMuHompancgepas: ai1aHUHAMU -
Hompaucepaza 115 Ed/a (nopma do 29 Ed/n), acnapma-
mamunompancgpepaza 87 Ed/a (nopma do 36 Ed/n), mbi-
weynasn ¢paxuyus KK 97,04 Ed/a (nopma do 24 Ed/a)
npu nokazamene obweit KK 155 Ed/a (nopma do 149 Ed/a).
IIpu nposedenuu IMTI 6 2 200a 9 mec visi61eHbl UMEHEHUS,
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Pesynvmamol anexkmpomuoepaguueckoeo uccaedosanus nayuenma I1.

Bospact 8 mec

MOTO])HBIC BOJIOKHA

n. medianus 4,3(2,13+£0,19)
n. ulnaris 2,65 (2,12 £0,34)
n. peroneus 3,5(2,31 £ 0,62)
n. tibialis 3,9 (2,46 £ 0,34)

0,16* (7,67 + 4,45)
1,32% (5,6 + 2,0)
2,42* (6,41 + 3,01)
0,18*MB (4,5 +2,0)

38,5 (43,57 £ 4,78)
32,7 (49,9 + 6,8)
He ONpeaciiaeTCA

He OnpeaeciaeTCA

CeHcopHbIE BOJIOKHA (HHTEHCMBHOCTH cTHMYJA 12—16 MA)

nn. medianus, ulnaris, suralis

He OnpeacIsICTCA

Bo3pacr 2 rona 9 mec

n. medianus 4,9 (2,18 £0,43)

n. ulnaris 2,25(2,17 £0,14)

nn. peroneus, tibialis

0,04* (9,55 + 4,34)
1,86* (7,9 £2,9)

He OIIpeaCIACTCA

38,7 (53,59 £5,29)
39,0 (59,8 £8,1)

CeHcoOpHbIE BOJIOKHA

nn. medianus, ulnaris, suralis

He onpenensiercs

ITlpumeuanue. 3uauenus, dannole 6 ckobKkax, coomeemcmayiom Hopme [no 16—18].
*Hem oucnepcuu M-omeema.

Domoepaghuu nayuenma I1., 7 1em, ¢ ouaznozom HMCH 2S5 ¢ mymayueii 6 eene IGHMBP2: a — ampogus mbiuiy, Kucmeii u npeonieyuii, usmerenue gop-
Mbl 3aNACMbS, GbIHYHCOEHHOE NOA0JNICEHUE NAAbYes, Oehopmayus Kucmeii no muny «Ko2mucmoil 1ansl»; 6 — @bipajceHHblll Kugos epyonoeo omoeaa, eunep-
A0p003 NOSACHUUHO2O OMOeNd, BbIHYICOEHHOE NOA0NCEHUE 20/108bl U3-3a PUSUOHOCIIU MblUll, Weu, ampogius Mvluily, nepedHeil u 3adHeil epynn 2oneHeil,
YMeHbuleHUe 00sema mbluy, 6edpa, peKypeayus KOAeHHbIX CYCIMAg08; NAUUEHN MONCen CIOSMb MOAbKO ¢ HOO0epICKOll; 8 — CKOAUO3 ePYOHO20 U NOACHUY-
HO20 0M0en08, NEPeKoc masa, BbIHYICOEHHOe NOA0NCEHUE 20108bl C HANPSICEHUEM MbIULL, Ulel; MOXCeNn CIOSMb MOAbKO C GHeUWlHell 0nopoil; ¢ — ampous
MblULY, 201€Hell, OMCYMCMEUe MblAbHO20 CCUOAHUS 8 201eHOCIMONHOM CYCImase
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Komopule OblLaU PaCUeHeHbl KaK aKCOHAAbHO-0eMUeAUHUSU-
Pyrowas noauHeliponamus (cm. maoauyy).

B 6o3pacme 7 aem nayuenm 6vin ocmompen 6 Meduko-
2CHEMUYECKOM HAYYHOM UeHmpe (CM. pUCYHOK). BoisasneHbi
Juppysnas mviwieunas 2unomonusi, 60avuie 8 OUCHAAbHbIX
omaoenax KoHeuHocmeil, deghopmayuu Kucmeii o muny «koe-
MUCmoIl 1ansl> U CMon no muny «noasix». Qbpawarom Ha ce-
051 GBHUMAHUE BbIPANCCHHBLI PUKCUPOBAHHDBLI KUDO3 2PYOHO-
20 omdena, cKOAUO3 ePYOHO20 U MNOSICHUYHO20 OMOen0s,
2Uunepaopo03 NOSCHUMHO20 OMOeAa, PUSUOHOCMb MbliUY, Ulel,
PeKypeayusi KoAeHHbIX CYCMasos, ampopus mMolully 2oneHel
U cmon, omcymcemaue molibHo2o ceubanusi cmonst. Ilepedeu-

eaemcsi ¢ mpyoom, uauie ¢ no00epICKoll, NOXOOKA CIMennaic-
Has. C kopmouek ecmaem ¢ Ucnoav3oeanuem npuemos losep-
ca, eunompoghus moiuy 6edep. Boisenenvt paccmpoiicmeéa
NOBEPXHOCMHOI HY8CMBUMEALHOCIU NO NOAUHEBPUMUYECKO-
MYy MURY, OMCYMCMBUE CYXONUCUABHBIX PeIeKco8 C PYK U HOe.
Byavbapubix u OvixamenvHbiX HapyuleHui Hem, 3biK 00bIMHOU
dopmbL.

DMT -uccaedosanue (cm. mabauuy) nposedero 3a nepuod
Habar0eHUs HeOOHOKPAMHO, HO MOAbKO 2 U3 HUX 0KA3AAUCD
ungopmamusguvimu. Ilo pezyrsmamam ob6caedoganust 8 603-
pacme 8 mec c0eaaHo 3aKAI0UeHUe: 2eHEPANU308AHHAS OeMU-
eAUHUBUPYIOWAsT MOMOPHO-CEHCOPHA NOAUHEUPOnamus
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Ha OCHOBAHUU Yy@eauyeHus: OUCMAAbHOU AAMeHMHOCMU
0151 MOMOPHBIX HEPBO8 PYK U HO2, CHUNCEHUSI AMNAUMYOblL
M-omeemos u momopuoti CPB, a makice omcymcmeus
0meemoe 051 CEHCOPHbBIX 8010KOH Hepaos pyK u Hoe. T1o dan-
Hbom ueonvuamoti IMT e m. tibialis anterior He 6biséaeHO
CNOHMAHHOU AKMUGHOCMU (NOMEHUUAN08 OUOPUNIAUULL
(IID) u noaoxcumenvuwvix ocmpoix 6oax (IIOB)), uucao ak-
musupyemvix nomenyuanoe deueamenvrvix eounuy (I11E)
YMeHbvuleHo, pecucmpupogaruce IIJIE ymeHnvuenHol, HOp-
MAAbHOU U Y8eAUHeHHOU 0AumenbHoCmu (no 8binadarouum 6
IJIE umenu onumenvHocms 060ablie HOPMbL), AMHAUMYOA
IIJIE xonebanace 6 npedeaax 200—500 mxB; 6 m. vastus
lateralis makce He 06HapYICEHO CHOHMAHHOU AKMUBHOCMU,
pexpymuposanue IIIE memoouuecku 3ampyoHero, éce 3a-
DecUCmpUpOB8aHHble NOMEHUUANb! UMeAU HOPMAAbHYIO UAU He-
SHAUUMENbHO YMEHbUEHHYIO OnumenvHocms (He 6onee 12 %).

IIpu nposedenuu Helipopu3U0L02UHECK020 UCCACO08AHUS
6 6o3pacme 2 2oda 9 mec 6blau 8bisI8AEHbL YXYOULeHUEe NPOBO-
Osweil hyHkuuu Hepeoe Hoe ¢ omcymcmeuem M-omeemos,
cHuxcenue CPB no MomopHbim 6010KHAM HEPEO8 PYK, NPO-
epeccupyiowee cHuxcenue M-omeemos be3 ducnepcuu, om-
cymemeue nomeHyuaia 0eiicmeus 4y8cmeumenbHbix Hepeos
PYK U HOZ U pazeumue OeHep8auUuoOHHbIX U3MEeHeHUll 6 Ou-
cmanvHblx moluyax Hoe. Ilo dannvim ueosvuamoit IMI 6 m.
tibialis anterior obuapyxcenvt 11D u I1OB, ypexcennuiii umn-
meppepeHyUOHHbLI NAMMEPH PEKPYMUPOBAHUSL, OMOEAbHbIE
ILJIE 0o 0,6—1,2 mB, noaugpazus 25 %; é m. vastus lateralis
CNOHMAHHOU AKIMUBHOCMU HEM, NO-NPEXNCHEMY Pe2UCHPUPO-
earucy ILIE nesnauumenvno chuxcennoii (ha 5—11 %)
u yeeauuenhoil (Ha §—22 %) OaumenvHocmu, amnaumyod
obonvuiuHCcMea nomenyuanos koaebanacy om 200 oo 930 mx B.

Pesynbmambl u 06cy:aenue

C y4eToM MpeuMYHIECTBEHHOTO MOPaXKEHUSI MBILIIL
JIUCTAJIbHBIX OTAEIOB PYK U HOT ¢ Aedopmaliueil KUCTeN
U CTOII, HAJIMYUS BBIPAXKEHHBIX TTOJTMHEBPUTUUECKUX UYB-
CTBUTEJBbHBIX HApylLIeHUi, a Takxke JaHHbIXx DMT (CPB
O CpeaAuHHOMY HepBY 32—38 M/C) ObLIO MPUHSTO peliie-
HME HavyaTh AUATHOCTUYECKUI MOUCK 3TUOJIOTHYECKOTO
(haktopa ¢ HanboJlee pacpPOCTPAHEHHBIX TEHETUYECKUX
BapUaHTOB NEMUETVHUZUPYIOIINX TMOJUHEUponaTuii —
HMCH 1A u 1X tunos. ITouck myrtaiuii B reHax PMP22
u Cx32 man oTpuuaTeNbHbI pe3yasraT. [Touck yacTbix
myTauuii B reHax FIG4, GDAPI, FGD4w SH3TC2, oTBeT-
CTBEHHBIX 3a pa3BUTHE PACIPOCTPAHEHHBIX BapMaHTOB
HMCH ¢ ayTocOMHO-pelieCCUBHBIM TUIIOM HacJjieqoBa-
HUS, TAKKe HE YBEHYAJICS YCIIEXOM.

OTcyTcTBHE Y TTAallMEeHTa IMOATBEPKAEHHOTO TeHeThYe-
CKOTO IMarHO3a, UMeoIero (heHOTUITMYECKOe CXOICTBO
¢ ogHoii u3 popm HMCH, TpeboBaso yrouHeHUsI paHee
TTOJTyYeHHBIX TaHHBIX DMI U1 poBeieHN s TPUIIETEHO-
TO TOMCKa BO3MOXHOW MyTaimu. Pe3ynsraTsl Helipodu-
3MOJIOTUYECKOTO MCCIIEOBAaHUSI OBLIM TIEPECMOTPEHBI,
U B CBSI3U C PSANOM OCOOEHHOCTE ObLIa MOCTaBjieHa
IO/ COMHEHUE OMHO3HAYHOCTh BHIBOJA O IEMUEITMHU3H -
pymolieM TUIle TonHeponaTuu (cM. Tabnuity). Okasa-

JIOCh, YTO B 1-M WCCIEMOBaHWUM OBUIM MCIOJIB30BAaHBI
HOpPMaTHUBHBIE TTapaMeTphl 0e3 ydeTa BO3paCTHEIX OCO-
o6enHocreit (CPB mis HepBoB pyk > 50 M/c u HoOr >
40 M/c), 0OHApY:KEeHO 3HAYMTEIbHOE CHIDKEHHUE aMITTHA-
TyIbl M-0TBETOB JIJIST UCCIIEOBAHHBIX MBIIIII] KUCTH U CTO-
ITbI IIPY OTCYTCTBUM XapaKTePHOM IS JeMUCTUHU3ALINI
IHUCTIEPCUN OTBeTOB. OTCYTCTBUE CIIOHTAHHON aKTUBHO-
CTH MOTJIO OBITh CBSI3aHO KaK ¢ METOAMIECKIUMH CIOXKHO-
CTAMU 00CiIemoBaHUs pebeHKa B Bo3pacTe 10 1 roma, Tak
U C paHHEW cTaauel 00e3HU, MPU KOTOPOU eHepBaLlUs
00HApYXKMBACTCS B CAMBIX JUCTAIBHBIX MBIIIIIAX, B JaH-
HOM cJIyJae — B TTOPaXKeHHBIX MBITIIIAX CTOIBI, KOTOPEIS
He OBUIN TeCTHpOBaHBL. KpoMe Toro, mpu CTOJIb BEIpasKeH-
HBIX U3MEHEHUSIX (PYHKIIMOHAIBHOTO COCTOSTHUS TTeprde-
pMYEeCKUX HEPBOB TEepMUHAJbHAsl JIATCHTHOCTH ObLIa
yBeIMYeHA 3HAYMTEIBHO MEHBIIE, YeM 3TO OTMEUYaeTCS
O00BIYHO TIpY IeMueamHm3upylommx ¢dopmax HMCH.
TakmMm 06pa3oM, MOTOPHBIC M CEHCOPHBIC HapYIICHHS
B OOJBIIEH CTEIeHW COOTBETCTBOBAIU aKCOHAJIBHOMY
TUITy HEMPOIIAaTHHM Y JAHHOTO MaIllMeHTa YK€ Ha CaMBIX
paHHUX 3Tarax pa3BUTHUSI OOJIC3HM.

OMI -uccaenosanue yepes 2 roaa (B Bo3pacte 2 JIeT
9 Mec) MOATBEPIMIO aKCOHAJBHBIM THUIT HapYIICHUS
C IIPOrpPECCUPYIOIINM ITafeHuEeM aMIINTYIbl M-0TBe-
ToB. CPB 110 CpaBHEHUIO C IPEABIIYIINM MCCICIOBAHM -
€M OCTaJINCh IPAKTUYECKH Ha TOM XE YPOBHE (XOTS
OTHOCHUTEJIbHO BO3PACTHBIX HOPM MOXKHO ObLIO 00CY-
XKIaTh HaJIM4Yue AeMUEIMHU3aIllMd HEPBOB), MCUE3IU
OTBETHI C aTpoGMPOBAHHBIX MBI cToIl. [Ipeamonara-
€MOMY aKCOHAaJIbHOMY THUITY COOTBETCTBOBAJIa CIIOHTaH-
Hasl aKTUBHOCTh MBIILIEYHBIX BOJIOKOH. BBIJIO BRICKa3aHO
npeamnonoxeHne o HMCH akcoHanbHOro THma ¢ nopa-
JKEHNEM MOTOPHBIX U CEHCOPHBIX HEPBHBIX BOJIOKOH.

Oco0eHHOCTH JaHHBIX urojbyaToit OMI 1 moskIIIe-
Hue ypoBHst KK, B onpeeieHHbIII MOMEHT HaripaBUBILLKE
MUATHOCTUYECKUI TTOMCK B CTOPOHY IEPBUYHO-MbIIIICY -
HOM MaTOJIOTUHU C AUCTATbHBIM pacpeneieHeM MbIlIed-
HBIX CMMIITOMOB, OBLIM PacCMOTpEHbI 0e3 yyeTa TOro,
yTo M3MeHeHMs1 ¢ HamuveM [T E ymMeHbIleHHON K-
TEJILHOCTU U MaJIOW aMIUTUTYAbI IIPU BPOXIEHHBIX HEB-
paJIbHBIX U HEUPOHAJIbHBIX U3MEHEHUSIX YaCTO OTPakaroT
MastoaddekTrBHYI0 perHHepBaiuio [19—21], a cmoHTaH-
Hast aktTuBHOCTG B Buze I[1® u I[TOB y gereit mpu mogo6-
HBIX COCTOSTHUSIX peTUcTpupyeTcs B 35 % cirydaeB M 9acTo
OTJINYAETCST MEHBIIIEH BEIpaXkKeHHOCTHIO. [lepeuncieHHbIe
OCOOEHHOCTH CJIEAyeT BCEeTIa YYUTHIBATh U paCCMaTpUBaTh
B COBOKYITHOCTM ¢ AaHHbIMU aHanu3a CPB, yto u 6bL10
clieJaHO B MOCJEAYIOleM C TepecMOTPOM IuarHosa
B I10J1b3y aKCOHAJIbHOM MOTOPHO-CEHCOPHOW HEMponaTuu.
B caydastx, Korma BO3HMKAIOT CIOKHOCTH B MHTEPIIpETa-
1M gaHHbIx ODMI, ocobeHHO ecau y MilaaeH1a npu Ha-
JIMYUY CUMITTOMOB HEePOIIaTHH U IBIXaTeIbHBIX HapyIIe-
HUI B IEPBBIX UCCIICTOBAHNSIX HE BBISIBJISIIOTCS M3MECHEHMST
MIPOBEICHUS TI0 MOTOPHBIM M CEHCOPHBIM BOJIOKHAM KO-
HEYHOCTEH, TTOBTOPHOE MCCIICIOBAHNE ITOMOTACT BBISIBUTH
HeliponaTUIeCcKe N3MCHEHMS.
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7151 paciimpeHHOro IoruckKa MyTallMii B FeHax, OTBET-
CTBEHHBIX 3a Bo3HMKHOBeHHMe HMCH, npoBeneHo 3K-
30MHO€ CeKBeHUpoBaHue Ha miatdgopme Illumina Next-
Seq 500 ¢ mpuMeHeHWEM METO/Ia TApreTHOTO 00OoTallleHUS
JHK TruSightOne V1.1. O6paboTKy MOJy4YeHHBIX TaHHBIX
Y aHaJIM3 MyTalluii TPOBOJIWJIY C UCHOJb30BAHUEM COOCT-
BEHHOI 6MOMHGbOPMAaTUIECKOM TIaThOpMbI, pa3padoTaH-
HOW B KJIMHUKE.

B pesynbraTe ObLIM BBISIBJEHBI 2 MyTalluM B T'eHe
IGHMBP2 B XOMMayHI-T€TEPO3UTOTHOM COCTOSIHUU:
OoNMMCaHHas paHHee MHUCCeHC-MmyTauust c¢.1616C>T
(p. Ser539Leu) B 3k30He 11 u oOHapyXeHHasl IeJelus
CO CIBUTOM paMKM cunThiBaHus ¢.2601 2602delGA B oK~
30He 13 Bmepsble. [locTaBiieH AWarHO3 BPOXIEHHOM
AKCOHAJIbHOW MOJUHEeponaTnu, 00yCIOBIEHHOU MyTa-
uusamu B rede IGHMBP2.

HccaemoBaHus TTOCIETHUX JIET ITOKA3aJIM, YTO KOIM-
pyeMmeiii reHoM IGHMBP2 6e10K OTHOCHUTCSI K CEMECTBY
ageHo3uHTpUdocdaT3aBUCUMBIX Xenuka3s [22, 23], urpa-
IOIIMX BaXKHYI0 pojb B Tpouecce perummkanuu JTHK
W TPaHCISILIMU OEJIKOBO MOJIeKYNBl. benok cocrout
n3 993 amuHOKMCIOT, (hopMmupyommux 3 moMeHa [24].
BonpmmHCcTBO MyTammii, OOHApyXEHHBIX B TEHE
IGHMBP2, napyaioT aMMTHOKHCJIOTHYIO TTOCJIEA0BATE b~
HOCTb X€JIMKa3HOTO 0EJIKOBOro IOMEHa, OTHAKO He 0OHa-
PYKEHO YEeTKOI KOPPEISIUU JOKATU3AINY 1 TUIIA MyTa-
1u ¢ (PeHOTUITOM 3a00JIeBaHUS.

o HegaBHero BpeMeHU myTtanuu B reHe IGHMBP2
paccMaTpyBaIM UCKITIOUUTEIBHO KaK IMPUBOISIIHIE K pa3-
BUTHIO CHMHAJIbHON aMUOTPODUM ¢ pecrupaTOpPHBIM
IHUCTpecCcoOM — mapajandoM auadparmsel (spinal muscular
atrophy with respiratory distress, SMARD1). B nmocneny-
IOIIEM TIOSIBWJIMCh COOOIIEHUSI O MYTallMsIX B TEHE
IGHMBP2y nauyeHTOB, Y KOTOPBIX C MJIaJicHYeCTBa UMe-
I0TCS €1a00CTh U aTpOdUs MBI AUCTAIbHBIX OTAEIOB
DYK U HOT, apedieKcusl 1 HapyllieHUe YyBCTBUTEIbHOCTH
MPU OTCYTCTBUU HapyILLIEHUs AbIXaHUS U PYHKIIUI nrad-
parMbl. OnvcaHbl 2 cubca OT reTepO3UTOTHBIX POIUTENEH
C HOBOI TOMO3UTOTHOM MyTauueli B rene IGHMBP2 [25],
5 OONBHBIX U3 3 ceMeil ¢ paHHENH aKCOHAJIbHOM MOTOPHO-
CEHCOPHOM TMOJIMHEepoIIaTuei, BIpa>keHHOMN TUCTaIbHOM
aTpodueil MBI PYK M HOTL, Y KOTOPHIX T€HETHUYECKOe
HCCIIeOBaHMe BEISIBUIIO MyTalnu B TeHe IGHMBP2 [26].
ABTOpHI TTOMYEPKUBAIOT, YTO B OTIMYME OT (DEeHOTHIIA
npu SMARDI, y 4 naliueHTOB He BBISIBICHBI HApYIIICHUS
JIbIXaTeJIbHOM (PyHKIIMY HU B ieO0Te, HA B BO3pacTe ycTa-
HoBjeHus nuarHo3sa (14, 18, 22 u 37 1eT COOTBETCTBEHHO);
TOJIBKO y 1 TanmeHTa ObLT OTMEYEH IbIXaTeIbHbIN -
ctpecc. B 2013 . mpeacraBieHO AeTalbHOE OINMMCAHUE
pebeHKa ¢ Mporpeccupyolleil akCoOHaabHOM HelponaTuei
¢ mytauusimu B rene IGHMBP2 [27].

ITpu paccMoTpeHUM § TeHETUYECKU JOKAa3aHHBIX CITY-
YaeB CIMHAJIBHONM aMUOTPO(UHU C MapaTudoM nruacdparmbl
B reHe /GHMBPZ2 6b1710 npeaioXeHo repekBaauGumrupo-
BaTh IUArHO3 BPOXIECHHON MOJWHENpONaTuu C mapaiu-
yoM nuadparmbl [28]. B kauecTBe OCHOBHOTO apryMeHTa

MpUBeAEeHBl JaHHBIE THCTOJOTMYECKOTO MCCIICTOBAHMS
MKPOHOXHOTO HepBa, BRISBUBIINE 3HAYNTEIHLHEIC U3Me-
HEHUS MUCTMHU3NPOBAHHBIX BOJIOKOH W CTEPKHEH aKCo-
HOB Yy BceX 00CJ/IeIOBaHHbBIX OOJBHBIX, a TAKXKE OTCYTCTBUE
U3MEHEHWI KJIETOK ITepeIHUX POTOB CIIMHHOTO MO3Ta
U MaKpoOIJIMU B 2 UCCIENOBaHHBIX ciaydasx. CrenyeT oT-
METUTh, YTO UMEETCS COOOIIEHUE 00 0OpaTHOM MepecMOT-
pe AvarHosa y nauueHTku 12 jet 8 mec ¢ abIxaTeabHOM
HEOCTaTOYHOCThIO, TPeOyIoleld KPYrJOCyTOUHON MO~
JIEepKKHN, C BPOXICHHOW HEHpONMaTUM Ha CIIMHAIBHYIO
aMHOTpo(UIO B pe3yiIbTraTe BEIIBICHUS MYTallUd B TeHe
IGHMBP? [29]. ITpu obcyxaeHNN MPUINHBI U3MEHEHUS
JIMarHO3a YKA3bIBAJI Ha TO, YTO AbIXaTCIBHBIC HAPYIIICHUST
co cnabocTeio quadparMbl ObUTM OTMEYEHBI YXe Ha 7-1
IIeHb TIOCJIe POXICHUS W B KOHEYHOM WTOTe IIPUBEU
K HaJIOXXEHUIO TPaXeOCTOMBI B Bo3pacTe 4 Mec.

CeromHs B IMTepaType ONMMCaHH 22 mannreHTa u3 15
cemeti c HMCH 28 tuna ¢ myraumsivu B reHe IGHMBP2
[15,25—27] 6e3 yueTa GONBHBIX C IEPECMOTPEHHBIM THaT-
Ho3oM [28].

DT0 TTO3BONITIO C(POPMUPOBATE OCHOBHEIE TIPEICTABIIC-
HUSI 00 OCOOCHHOCTSIX KIIMHMYECKUX MPOSIBJICHUI 00CYXK-
nmaemoro reHetndeckoro Bapnanta HMCH c¢ myraumeit
B reHe IGHMBP2: B GONBIIMHCTBE ClIydyaeB 3a0oJieBaHME
MaHmbecThpyeT B 1-10 meKkamy Xu3Hu (B Bo3pacte 1—10 jier)
C TUMOTOHMH, 33ICPXKHA TEMIIOB MOTOPHOTO Pa3BUTHS
U TIOSIBJICHMS CTeTaxkHoM moxonaku. [1o Mepe mporpeccu-
pOBaHUS 3a00JI€BaHUS Y YaCTH OOJIBHBIX (DOPMUPOBATIUCH
SKBUHOBapycHas necopMaiusl CTOI U CIabOCTb MBIIIIIT
BEPXHUX KOHEYHOCTEM. ¥ psifia MallueHTOB MPUCYTCTBOBA-
JIX CKOJIMO3 ¥ HE3HAUUTEIbHAs CIa00CTh ITPOKCUMAJIBHBIX
MBIIIIL KOHEYHOCTeH. Y BceX 00JIbHBIX OTCYTCTBOBAJIU CY-
XOXXUJIbHBIE pe(IeKChl M ObUIM HapyILICHUS YyBCTBUTEIb-
HOCTH B IMCTaJIbHBIX OTIEeIaX KOHEUHOCTE. AHOMAJIbHYIO
¢dopMy s3bIKa IO TUMY «TPOMOOHOMOJOOHOr0» MMEIU
3 maumeHTa [15]. ¥V 21 u3 22 obcaenoBaHHBIX OTMeYalnd
HU30JUPOBAHHYI0O MOTOPHO-CEHCOPHYIO HeHponaTuio.
Tonbko y 1 60JbHOTO OOHapyXXeHa IbIXaTeJIbHask HeI0CTa-
TOYHOCTS | cTerneHu, o0ycaoBIeHHAs! yMEPEHHO BbIpaXKeH-
HBIM Mape3oM nuacdparmbl. Y OOJbIIMHCTBA OMMCAHHbIX
B JIUTEpAType MalleHTOB IPOrpecCUpOBaHuUE 3a00JIeBaHUS
Ob110 yMepeHHBIM. JIuib 6 (27 %) u3 22 601bHBIX yTpa-
TWIX CHOCOOHOCTh K CaMOCTOSITEJIbHOUM XO01p0e BO 2-M
IeCATUIICTUH XU3HU. [1py pa3BUTHM B paHHEM BO3pacTe
JIbIXaTeJIbHOM HeTOCTATOYHOCTH CTEIIEHb €€ BhIPaXKEHHO-
CTU ObUTa CYLIECTBEHHO MEHBIIIE 110 CPABHEHUIO C Mallu-
eHtamMu ¢ SMARDI1. BoabimHcTBO 601bHBIX SMARD1
MMOrnbaloT Ha TTepBOM TOAy XXU3HU MMEHHO M3-3a JbIXa-
TEJIbHOW HENOCTaTOYHOCTU BCJIEACTBUE BPOXICHHOM
arpoduu nruadparmsl.

3aKnioyeHue

Takum 006pa3oM, CUMITTOMBI TIPEACTABIEHHOIO CJIy-
yag, KaKk ¥ y OOJBbIIMHCTBA OMUCAHHBIX B JUTEpaType
6ombHBIX ¢ HMCH 28 tumna, MmaHudectTupoBain Ha nep-
BOM TONly XKU3HU C MBIIIEYHON TMITIOTOHUMN TUCTAIbHBIX
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OTIIEJIOB KOHEYHOCTEH M 3alepKKH TEMITOB MOTOPHOTO
passutus. [To Mepe pa3BUTHS MATOJIOTUIECKOTO Tpoliecca
copmupoBaiCh TeopMaIii KUCTEN U CTOII, TUIIEPMO-
OUIILHOCTD JTIy4e3aITsICTHBIX, MeX(aJIaHTOBEIX W TOJIEHO-
CTOIHBIX CYCTABOB, CTAJIM OYEBUIHBIMU YYBCTBUTEIbHBIE
HapyLIEHHUS 10 IMOJMHEBpUTHYECKOMY THIy. KinHuue-
CKUX TIPU3HAKOB HAPYIICHUS TBIXaHUS U cllabocTh nrad-
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Kongepenyuu, cumnosuymot, cosewjanus

Omyem o V MexayHapoaHoM KOHrpecce no muonoruu

14—18 mapra 2016 . B I. Jluone (Ppaniius) npu nox-
nepxxke opranuzanuu AFM-Téléthon coctosiics V Mex-
JIyHApOJIHBI KOHTPeCC 10 MUOJIOTUM. 32 BpeMsl, TIpOLIe-
mee ¢ mociaeaHero koHrpecca B 2011 ., oTMedeHBI
3HAYUTEIbHBIC YCIIEXU B TOHUMaHWHY TaTO(U3HOJIOTIIe-
CKMX MEXaHU3MOB U T'€HETUYECKMX OCHOB OoJie3Heil
MBI, YTO OIPEICINIO IOSIBICHHE TeparleBTUICCKUX
pa3pabOTOK Ha YPOBHE HOBBIX KIIMHIYCCKUX UCITBITAHUA.
B xoHrpecce npuHsin yyactue 6osee 800 nmpuriaiieHHbIX,
BKJTIOYAsl BEIYILIMX CIIELIMAIMCTOB co Bcero Mupa. B 70 no-
Kkinagax v 450 ToCTepHBIX COOOIIECHUSIX OBLIN IIPEACTaBIe-
HBI PE3YJIBTAThI ITOCICTHNX (PYHIAMEHTATBHBIX U KIIMHU-
YeCKUX UCCIICIOBaHUA.

Ha nepemMoHWM OTKPBITHS BO BCTYIIUTEIBHOM CJIOBE
L. Schaeffer (®pan1us) coean aKIeHT Ha MEXXIyHAPOI-
HYIO0 KOHCOJIMIALINIO YCHIMI B HAYYHBIX MCCIICIOBAHUSIX
Ha mpuMepe MHororpoduibHoro aabsHca MyoNeurALP.
DTOT aJdbsgHC OO0BEAMHSICT Y3KOCITeIIUAIN3NPOBAHHBIC
JIabopaTOpUM M LIEHTPHI HE TOJIEKO Ha Tepputopuu OpaH-
LIMK, HO U TI0 BCEMY MUY, Tae mpoBoadT 6omee 300 ouor-
CHI1 MBIIIII B TOA ¥ BBIACISIOT 60Jiee 50 THIC. KIIETOIHBII
nuHui. Bee 310 criocoOGcTBYeT KOHCOMMAALUM BEICOKOK--
BAIM(UIIMPOBAHHBIX CIICIIMATIMCTOB 10 BCEMY MUDY, OT-
KpbIBaeT Oe3rpaHUYHBIC BO3MOXHOCTHU IS MCCJIEIOBa-
TEJIbCKOM pabOThI M TAaeT MallMeHTaM HaAeXIy MOJyINTh
JIeyeHUe B KpaTyaiiiiie cpoku. HeodxomuMocTs nmocien-
HEro cTajla OYeBMIHA I10CJE BBICTYILICHUS IpPe3uIeHTa
OomectBa muojyoroB H. Lee Sweeny (CIIA), KoTophblit
C CoXXaJIeHMeM KOHCTaTUPOBaJI, YTO IS MPEerapaToB ¢ Mo-
JIOXXKUTENBbHBIMU pe3yibTaTamu Bo I ase KInHuYeckKux
UcHbITaHuN Tpu Muoguctpoduu romenna (MJJI)
He BBISIBJIEHO JOCTOBEepHBIX pesynbratoB B 111 ¢aze kau-
Huuyeckux ucciegoBaHuii. KoHrpecc otkpoeln Kenneth
Fishbeck (CIIIA) nokiamoM, MOCBSIIEHHBIM 0030py (PyH-
JlaMEeHTaJIbHBIX TOCTVKEeHUI 3a mocienHue 30 et ¢ Mo-
MEHTAa ONMCaHus reHa IUCTpodrHa.

B 1-1i neHb Ha MUIEHapHOM CECCUM BBICTYILJICHUS Kaca-
JINCh (PYHAAMEHTATbHBIX OCHOB Pa3BUTHS MBIIII] U HEPB-
HO-MBIIIIEYHBIX CHHATICOB. OOCYKIAINCh HOBBIE aCIIEKTHI
pa3BUTHUA U IMPEOEPeHIMPOBKU MBILILL, ObLUT ITPEACTABICH
HOBBII CUTHAJIBHBIN TyTh, YYaCTBYIOIIUIA B SMOPUOHATb-
HoM muoreHese (C. Marcelle, @panH1ins), oTMEYeHBI KITIO-
YeBbIe PeryITOPhI T PepeHIMPOBKY ITTOTOYHBIX MBIIIIII,
KOTOpPbIE MOpaXKaloTCsl peXe CKEJIETHBIX MPU MUOIUCTPO-
dusx (S. Tajbakhsh, ®panmnus). [IpeacrapieHbI pe3ysibTa-
ThI UCC/IEAOBAHU HEPBHO-MBIILIEUHOTO CMHAIICA Y pe3rc-
TEHTHBIX K JieBamu3oiy Hematon Caenorhabditis elegans
(J.-L. Bessercau, ®paH1mns), MMoKa3aHa BaXkKHas pOJb
mpoTenHa okap ¥ CUCTEMBI YOUKBUTHH — IIPOTEACcOM B pa-
b6oTe aleTuaxosnMHoBoro peuentopa (M. Akaaboune,
CIIA), mponeMOHCTpUPOBAHA POJIb TEHOB, YUaCTBYIOLINX
B paboTe HEPBHO-MBIIICUYHOM Iepeaadn, YTO OTKPBIBACT

TepaneBTUYECKUE TOPUZOHTHI B JIE4EHUU HEPBHO-MBIIIIEY -
HbIx 3a60neBanuii (S. Burden, CIIIA). Ha napaiienbHbIX
CUMITO3UYMax OOCYXXAATUCh POJIb TPAHCKPUMIIMOHHOTO
dakTopa SOXF B mocTHaTaJIbHON pEryJsiiUU MUOTEHE3a
y Mbieii (F. Relaix, ®paHimst), HOBbIe aclieKThl aKTHBa-
LIMM HOPMAJIbHOW pereHepaly MBIIIL] MOJ BIWSHUEM
cTBOJIOBBIX KiIeToK (B. Chazaud, @paHmusa) u poim ayTo-
aHTUTEN B TaToreHe3e muactennu (S. Berrih-Aknin, ®paH-
uus1), ontumusanus reHHoil teparmmu M/ (T. Vanden
Driessche, benbrust), 0COOEHHOCTU U CTPATETUS JIEUCHUS
BpoxaeHHbIX popm muacteHuu (H. Lochmiiller, Benuko-
opuranusi, B. Eymard, @panuust). OTnenbHast cekius
ObIJTa TTOCBSIIIIEHA MUTOXOHIPATBHON PETyJISIIINY HEPBHO-
MblmeyHoi nepenaun (S. Hashemolhosseini, [epmanus),
pommt GDF-15u FGF-21 B amarHocTike MUTOXOHAPHAITb-
Hoii matosnorum (C. Jimenez-Mallebrera, Ucrtanus) u me-
(punra xomrIuiekca | Mpyu MUTOXOHIPUATBHBIX HapYIIIEe-
Huax (A. Rotig, ®pannust). Ha ceximm MeTadboImIecKmx
0oJie3Hel MpeACTaBIeHbl KITMHUYECKUE MTPUMEphI U TIO/I -
XO[IbI K JIEYUEHUIO IIIMPOKOTO CIIEKTPA TIIMKOTEHO30B MBITIII]
U JUCTUIIMIeMMt ¢ mopaxeHnneM Mbimi (J. Vissing, Jla-
nHus, P. Laforét, ®pannms). 2KuByio TMCKYyCCHIO C KPUTH-
YeCKUMU 3aMeYaHUsIMM BhI3Baa qokian A. van der Ploeg
(HupepnaHael) ¢ onmycaHeM pOJIU TPAaHCKPUITIIMOHHOTO
¢axkropa Pax7 B aKTMBallUM MMOCATEJUIMTOB B KauyeCTBE
HOBOTO MMOAX0/1a B ieueHuu 6osnesznu [Tomme.

IInenapnble ceccum Bo 2-1i IeHb MEPOTIPUSITHS O3HA-
MEHOBAJMCh 0030POM TMOCIEAHUX TEHACHIUI B JI€UEHUU
MUOIATUI, 00CYXIEHNEM HOBBIX MEPCIIEKTUB Teparuu,
OCHOBAHHOW Ha aHTUCMBICIOBBIX OJUTOHYKJIEOTUIAX
He TojbKo pu M1/, HO ¥ MpM IPYrMX HEPBHO-MBIIIEY-
HBIX 00JIe3HSX, CHMHaJAbHBIX aMuoTrpodusx (CMA)
(M. Wood, Benuko6putanus, A. Goyenvalle, ®@panius),
PEKOMOMHAHTHBIX aJeHOAaCCOIMUPOBAHHBIX BHUpYycax
(AAB) mpu M1J1 (C. Le Guiner, ®panuus). [TongseaeHbl
WUTOTM KOMOWHWPOBAHHOW CUMMTOMAaTUYECKOU Tepanuu
KMBOTHBIX ¢ MJ/IJI (KOMOMHUPOBAHHOTO MPUMEHEHUS
KpeaTuHa, 3¢JIeHOTO yasi, MeJJaTOHUHA, IEHTOKCUDUILTU-
Ha, BUarpbl U Ap.). Oco60 ObLT OTMEUEH MOJ0XUTEIbHbBIN
93¢ deKT MpUMeHeHUsI TaMOKCUdeHa, KOTOPhIA yxke OoJiee
30 jieT UCTIOJIB3YETCS B JICdEHUM paKa MOJIOYHOM KeJe3bl
(0. Dorchies, Hseiitiapus). IlpeacraBieHsl npeasapu-
TeJIbHBIE MTOJOXUTENbHBIE pe3yasTaThl 11 (hazbl OTKphITOrO
KJIMHUYECKOTO HUCCJeNOBaHUs BBICOKMX 03 Mperepara
Tperajio3a mpu OKyJohapruHIeaIbHONM MBIILIEYHOI JUCTPO-
¢uu ¢ myrauusamu B rene PABPNI (Z. Argov, U3paunp)
U TIEPBOT0 KIIMHUYECKOTo uccaeaoBanus B rpymnme SEPN1-
aCcCOLMPOBAHHBIX MUONATUI MpEnapaToM alleTUILUCTEU -
HoM (ctamust SELNAC) (A. Ferreiro, @paniust), nepcrex-
TUBHOCTb KOTOPBIX CErofiHs octaeTcs HesicHou. I. Nishino
(Anonwus) npencrasun cxeMy narorene3a GNE-muonatun
(Muomnatust Honaka/MuomnaTust ¢ BKIIIOYEHUSIMUY 2) U TaH-



Konghepenyuu, cumnosuymoi, cogeujanus

HepBHo-MbiweyHble BOJIE3HU

Hole [I-I1I da3 kmmHuYecKux uccaenoBaHuii a3hheKTuB-
HOCTM pa3lM4YHbIX MoHocaxapunoB (Sialac, NeuAc,
ManNAc), KOTOpbI€ B BBICOKUMX 103aX TTPEATOIOXUTETbHO
KOMITEHCUPYIOT MeTaboanyeckue nehekThl U MpeaoTBpa-
waroT nporpeccupoBanrue GNE-muonatuu. OKoHYaTe b-
HbIE pe3yJIBTaThl Tepanuu OyayT MPeICTaBICHbI B COOTBET-
CTByIOILIel yoMKanviv. Ha mapaiie bHbIX CAMIIO3UYMaXx
o0CcyXnanuchk mpobjaeMbl TUCTPOGUYECKUX MUOTOHUIA
(M), MOSICHO-KOHEYHOCTHBIX MBIIIEYHBIX AUCTPODUil
(ITKM), nauue-J10maTOYHO-TIJIEYEeBOM MUOTATUU
(JUITIM) u BocnanuTenbHbIX MuonaTuii. Ha cexuuu JIM
ormcaH Moaudukatop Staufenl, KOTOpEIf 0OCCITIEINBACT
crabunsHOoCTh MaTpuuHoit PHK; axtuBHOCTH Staufenl
KOPPEIUPYET C TSHKECTHIO M CIIEKTPOM KIIMHUYECKUX TTPO-
seineHuit JIM 1-ro tuma (B. Jasmin, Kanana). [TokazaHbt
HOBblE TOYKU TPWIOXEHUs B JiedeHuud JIM 1-ro tuna
B Buae Hehtpanusauuu PHK-tokcnuHoctu (AAV—
MBNLACT) mrsa carkenns akcnancun CUG (D. Furling,
®panmms). Ha cekmuu ITKM/I ipecraBiieH HOBEII BapH-
ant [IKM/I 1X (OMIM: 616812) ¢ ¢heHOTUIIOM TSIKEJIOM
CepIeYHOI apUTMHUH M TIPOKCUMATBHOTO TOPaXKEHMSI CKe-
JIETHOU MYyCKYyJIaTypbl ¢ MyTammeii B reae POPDC (T. Brand,
Bemikobpuranus), paceMotpeH mpoekt MYO-SEQ mst orr-
TUMU3ALUM JuarHoctudyeckoro novcka u JIHK-guarnoctu-
ku nu3BecTHBIX opm TTKMJI (V. Straub, Benuxkobpura-
HUSA), TToKazaHa 3G (GEKTUBHOCTD JICYCHUSI C TTOMOIIBIO
AAB (rAAV2/9) y wmplmieir ¢ mytamueir B reHe FKRP
(p. L276]) ripu yciaoBUM CTPOrOro KOHTPOJISI SKCIIPECCHH
reHa IJis TIOJyYeHUSI ITOJIOXMTEIbHOTO pe3y/bTaTa
(I. Richard, ®panuus). Ocoboe BHMMaHUE MPUBIEKIIA
cexuus 1o JIJITIM ¢ mokinagaMu 0 BO3MOKHOM KOHTUHY-
yMe 2 paHee orrcaHHbIX popM JIJITIM (S. Sacconi, @pan-
uus; S. van der Maarel, HunepaaHabl) U cooOlieHueM
R. Tupler (CIIIA), B KOTOpOM OBbUIM MpPEACTaBICHBI
530 GosbHBIX U3 176 cemeil ¢ OTCYTCTBMEM Y YacTH OOJTb-
Hbix (137 cemeit) ¢ 4—8 nmoBropamu D4Z4-Koppeasuuu
CTEIEeHM TSKECTU CUMIITOMOB MallMeHTa U €r0 POIUTENICH;
bosee Toro, B 15 % cemeii ObUIM MOpaXXeHbI HECKOJIBKO
CcHOCOB TOJIBKO B OMHOM MOKOJIEHUM, UTO CO3/1aBaJIO BIle-
yaTJIeHrEe ayTOCOMHO-PELIECCUBHOTO HacienoBaHusl. bojib-
Hble ¢ 1—3 moBropamu D4Z4 umenu dbeHorun JIJITIM
C yTSDKeJIeHWEeM B HUCXOISIIMX IOKoJeHusx, B 60,4 %
ceMeil onKrcaHbl MyTau de novo u'y 12 % ponurenu Obl-
JIU aCUMITOMHBIMU HocuTeIsiMu. Bce 3To B coyeTaHun
¢ aturmmuHbIMU hopmamu JIJITIM B 32 % cnydaeB Kpaii-
He 3aTPyJIHSIeT AMarHOCTUKY U IPOBEJEHUE KOPPEKTHO-
IO MEAUKO-T€HETUYECKOTO KOHCYJBTUPOBAHUS B CEMBbSIX.
B xareropum BoOCTaIMTENbHBIX MUOIATHH YTOUYHEHA
knaccupmkanus (O. Benveniste, ®@paHIINSI) MUO3UT-
cnenudpuueckux ayroanturen, auteneitr HLA (anti-SRP,
anti-HMGCR, II HLA DRB1*11:01) u poJb ynorpeo6Jie-
HUS CTaTUHOB/TPUOOB KaK MPOBOLMPYIOIEro (pakTopa
MMMYHOOTIOCPEIOBAaHHBIX HEKPOTU3UPYIOIITUX MUOTIATUM
(A. Mammen, CIIIA), a Takxe npeacTaBjieH HOBBIU MO -
XOJ K JIeueHn1o Mro3uTa ¢ BkmodeHussMu ¢ [1-111 xmman-
yeckoro uccienosanus npenapara BYM338 (Bimagrumab),

KoTopbIii TipenoTBpaiaer arpoduto Mbin (I. Nishino,
AnoHus).

Ha 3-ii neHb KoHTpecca BHUMaHUe ObLIO C(POKYyCUPO-
BaHO Ha MOCJIEIHNX JOCTIKEHUSIX B MUOJIOTWM, U3Y9EHUN
CMA u nonuneiiponatuii. Ha mieHapHoli ceccuu o ao-
CTVDKEHWSIM B MUOJIOTMM OTMEYEHa BasKHAsT POJIb CUTHAITb-
Horo nyti TGF-3 B peryisiiuu pocta CKeJETHBIX MBIIIILI,
WHTUOMPOBaHNE KOTOPOTO TaJIO(PYTMHOHOM TIPUBOAUT
K YBEJIMUYEHUIO MBIIIEYHOW MacChl W CHMJIBI MBIIII]
(H. Amthor, ®panuus). [Ipe3unent muonoro H. Lee
Sweeny (CIIIA) B ob6obmiaroieM AOKJAAE MO JIEYEHUIO
MJIJ] oTMETWI, YTO TECT 6-MUHYTHOI XOOBOBI HENIb3SI
CUNTATh ONTUMAJILHBEIM U TpeOyeTcs pa3paboTKa HOBBIX
KPUTEPHUEB OICHKH, a IMPOBAJI KITMHUICCKUX MCITBITAHUI
npenapartoB B 11 ¢paze Mor ObITb CBSI3aH UMEHHO C HECO-
CTOSITENTLHOCTBIO 3TOTO TecTa. B mokiiane Takske odcyxka-
JINCH HOBBIC TTOIXOIBI KOMOMHUPOBAHHOTO JICUCHUS TIpe-
napataMmu PDES5S- u NF-xB-unru6uropos ¢ pazbopom
TOYEK UX IIPIIOXKEHUSI, YTO OTKPBIBACT HOBBIC TOPMU30HTHI
B teueHuu MIIJI. A. Buj-Bello (®panums) mpeacraBuia
00HAIEeXKMBAOIINI BapUaHT TeHOTepaiy Ha XXMUBOTHBIX
C IEHTPOHYKJICAPHOW MUoOIlaThell IocpeacTBoM AAB
(AAVS). HecoMHEHHBIN YCIIeX IOCTUTHYT B JICUCHUM
CMA. R. Finkel u J. Mendel (CIIIA) pe3tomMupoBaiu
KOMOWHMPOBaHHBIN TToaxo B aedyeHnn CMA pa3nnyHbI-
MH TIperiapataMud (aHTHUCMBICIOBOM OJIMTOHYKJICOTHI
nusinersen — I1-III a3l KTMHUYECKUX MCCIeTOBAaHMIA,
Maiible MoJiekyabl RO6885247 — 1 ¢asza u LMIO70 —
I-II das3sl, HeliponpoTekTophl olesoxime — 11111 a3,
ykperieHue Mol CK-2127107 — 11 ¢a3a, reHoTepanus
scAAV9-SMN — I ¢aza u ap.), npenacraBuB AMHAMUKY
pa3Butus pebeHka co CMA 1-ro tuna ¢ rpyObIM ABUTa-
TEJIbHBIM Ae(UILIUTOM B 3 Mec 1 (haKTOM CaMOCTOSITEIbHOM
xomb0bl Ha 20-M Mecsiie Xu3Hu nocie gedeHus. O. Biondi
(®paH1ys) MPOAEMOHCTPUPOBAI MTOJIOKUTEIHHYIO TUHA-
MUKy cocTosiHusl Mblieit co CMA 2-ro u 3-ro TUIOB
MpU eXXeTHEBHOI 103UPOBAHHOM (DU3NUYECKOM HArpy3Ke.

Ha napanneabHbIX CUMITO3MyMaX OOCYXKIalMCh pa3-
JIMYHBIe acTiekThl JamuHonaTtuil (E. Gomes, I[Moptyranus;
J.-M. Leger, ®panuus; S. Attarian, @paHiust), crapeHusT
MbIir (M. Sandri, Utamus; G. Butker-Browne, ®@panius;
E. Perdiguero, Ucnanus) u jseyeHuss CMA, G0KoBOro
amuoTpoduueckoro ckieposa AAB y mbieit (AAV10-
SOD1, ALS-FTD, AAV9-SMN) ¢ pa36opoM natopusuo-
JIOTMYECKHUX 0cOOeHHOCTel cocTosiHui. Ha cexinu mosu-
HeliponaTuii ObUIM TIPEACTaBJIEHbl MATOTEHETUYECKUIA
MEeXaHM3M HacJIe/ICTBEHHBIX MOTOPHO-CEHCOPHBIX ITOJTH -
HeUporaTuii ¢ MyTallMsIMU B TeHaX OEJKOB TEIJIOBOTO
moka (V. Timmerman, benbrust) 1 0COOEHHOCTU UMMY-
HOMOJYJIUPYIOIIETO JICYSHUsI TIPU XPOHWIECKUX TU3UM -
MYHHBIX HEHpONAaTUIX, Tae B 1-il TUHUM Tepaluy Ipu
cunapome JIptonca—CamHepa oIMHAKOBO 3D (hOEKTUBHbI
KOPTUKOCTEPOU/Ibl M BHYTPUBEHHBIE UMMYHOTJIOOYIMHBI
(J.-M. Leger, ®@panums). S. Attarian (PpaHIms) mpeacra-
BWJI 0030p CITOCOOOB JICUCHUS HACIICACTBEHHBIX MOTOPHO-
CEHCOPHEBIX IMOJIMHENPOIIaTHiA 03 KIIMHIYSCKN 3HAYNMBIX
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3¢ deKTOoB, 32 UCKITI0YeHEM KOMOMHUPOBAHHOTO Ipera-
pata PXT3003, nokasaBiliero mojaoXuTeaIbHbII pe3yJbTaT
B II (haze kTMHMYECKUX UCCEAOBAHUN.

B 4-i1 neHb ObLIM TTpeACTaBIEHBI COOOIEHUS MO Kap-
nuomuonarusim (M.T. Sanchez, WMcnanus), noaxogam
B reHoTepanuu natojoruu cepaua (L. Carrier, [epmanus),
TPAHCIUTAHTAlIUM CTBOJIOBBIX KJIETOK B MMOKap.I
(P. Menasche, ®pan1us), CMHIPOMY BHE3aITHOM CMepTH
Mpy MBIIedHbIX 3aboneBaHusx (K. Wahbi, ®panius)
U MPaBUIBHOMY BEICHUIO CEPACYHON MaTOJOTUU Y OO0JIb-
Heix ¢ M1 (J. Bourke, ®panius). Ha mapamnenbHbIX
CeKI1MsIX 0bCcyXnanach pojab MeTaboIM3Ma ITUKOCHUHTO-
JIUTIMJIOB B Pa3BUTUN OOKOBOTO aMUOTPO(PUIECKOTO CKIIe-
po3a C BO3MOXHOCTBHIO pa3pabOTKM HOBOTO JIeUEHUs
(A. Henriques, @paHmus), paccCMOTpeHa cTpaTeTHs Tepa-
MUY C TIOMOTIBIO TPOTPAMMUPOBAHUST TUTIOPUTIOTEHTHBIX
CTBOJIOBBIX KJIETOK Pa3MWYHBIMU TIperiapaTamMu, Halpu-
Mep, MeTdopmuroM 1ipu M 1-ro tuna Ha 11 dase k-
H4YecKkux ucciegoBanmii (C. Martinat, ®@paHITus).

B miepepriBax mpoxoauu AOTOTHUTEIBHBIE CATEIITUT-
Hble ceKInn: «KakoBbI aITOPUTMbI AMATHOCTUKHY Y TTAITU-

eHTOB 0e3 AuarHosa?», «Heo0xoauMocTb paHHe AuarHo-
CTUKU 1151 tedeHust MII» ¢ paccMOTpeHueM IIMPOKOro
CIIEKTpa BOMPOCOB, BKJIIOYAsl CKPUHUHT KpeaTMHKWHA3bI
y nereit, «Ypoku MJIJL nist npoBeneHUs! KIMHUYECKUX
uccaenoBaHuii» (L. Servais, @paH1Ms) ¢ BO3MOXHOCTbBIO
WCMOb30BaHUS KOJIMYECTBEHHO MarHUTHO-PE30HAHCHOM
ToMOTrpaduu MBI KaK 00jiee HaJeXXHOTO0 METO/IAa OLIEH-
KU, YeM TeCT 6-MUHYTHO XOIbOBI 1151 aHa13a 3¢ dEKTUB-
Hoctu yedennst MIIJ (P. Carlier, ®panuns); «Bemenue
naiueHToB co CMA» (E Muntoni, Aurnus); «GNE-Muo-
martust» (A. Behin, @pannus). Bo BpeMs iepepbIBOB MeX-
Iy CEKIMSIMU IIUTA TOPSTYUE TUCKYCCUN YYACTHUKOB KOH-
rpecca ¢ aBTOpaMu IMTOCTEPHBIX COOOIIEHUIA.

CrielyeT OTMETUTh MAaKCUMAJTbHO TIPOAYKTUBHOE UC-
TI0JIb30BaHKE BPEMEHU KOHTPECCa, YeTKO TPOPabOTaHHYIO
MPOTpaMMy BCEX MEPOTIPUSITUIA, BBICOKUI YPOBEHbB JTOKJIa-
JIOB ¥ IIIUPOKUIA CIIEKTP OCBELLIEHHBIX BOIIPOCOB, KOTOPbIA
TO3BOJIWJI TIOJTYYUTh MCYEPITHIBAIOIINE OTBETHI IO BCEM
WHTEPECYIONIUM TEMaM.

Mamepuan nodeomosun C.A. Kypbamos
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Omuyem o0 KonthepeHyuu «MoAcHO-KOHEYHOCMHbIE MbIlUEGYHbIE
Aucmpodhuu: om ocMompa o JuUarHo3a»

29—30 ampesist 2016 . B Mockse nioa aruaoi O61iecTa
CTIEUATVCTOB IO HEPBHO-MbIIIEYHBIM 00s1e3HsIM (OHMbB)
cocTosutach HaydyHO-TIpakThueckast KoHdepeHims «[losic-
HO-KOHEYHOCTHBIE MBIIIEYHbIe AUCTPO(PUU: OT OCMOTpa
JIo IuarHo3a». B Helt mpuHsiin yyactue 112 crienuanuctoB
13 pa3HbIX TopoioB Poccun, a Takske 3apyOekHble KOJJIETH.
OtkpbiBasi KoHpepeHuuto, npenacenarei> OHMbB npod.
C.C. HUKuTHH nom4epKHyI HEOOXOAUMOCTh KOHCOIU/IA-
LMY YCUJIAN CITEIMATCTOB, YIACTBYIOIINX B TMATHOCTUKE
HEpBHO-MBIIIEYHBIX 0OJIe3HEN M, B YACTHOCTH, ITOSICHO-
KOHEYHOCTHBIX MbITiedHbIx auctpoduit (ITKM/I). B xone
KOH(DepeHIINH OBIIN MPEeACTaBICHBI TOKJIAIEI O COBPEMEH-
HoM cocTtosiHur auarHoctuku [TKM/I, moaroropjaeHHbIE
POCCUICKIMU CIIEIINATINCTaMM, a TAKKE TIPUTIIAIIeHHBIMI
SKCITepPTaMU — PYKOBOIUTEIIEM MEKIyHAPOTHO MUOJIOTH-
yeckKoit 1mkojel Andoni Urtizberea (PpaHIusT) 1 Bemynmm
crenyamicToM mno Buayanuzauuu Mol Pierre Carlier
(benprus).

B cBoeM mokimaze mo COBpeMEHHOM KilacCH(DUKaIMy
ITKMJ A. Urtizberea XpaTKO OCTaHOBUJICS Ha UCTOPUU
BOIIpOCa U ¢ MpucKopbueM coobuimi, uyrto 21 ampens
2016 . B Bo3pacTe 93 jieT CKOHYAJICS aHIJIMACKUI HEBPO-
Jior cap John Walton, onyH 13 OCHOBOITOJIOXXHUKOB KJlac-
cudUKaIlM MUOMATUM, TIPEACTaBICHHOM emie B 1954 1.
A. Urtizberea oTMeTIII 3HAUUTENBHBIE YCTIEXU, JOCTUTHY-
teie B JHK-mnarnoctunke IMKMJI B mociiegHue rombl
Y TI0Ka3aBlIve MPeuMyliiecTBa nepe ApyruMu MeToIaMu
nrarHocTuKU. OH TaKKe OTMETHUJI, YTO B CBSI3U C IIPOrpec-
COM B IJaHHOI 00JIACTH BBHISBJISETCS Bce OOJIbIIIE TPOOIeM
B kinaccudukanuu [TKMJI. B HacTos1ee BpeMst U3BECTHO
MHOXECTBO TI'€HOB, KOTOpbIE MOTYT IeTePMUHUPOBATH
KaK MUOIIaTUU, TaK U MUOJUCTPOMUU C KpailHe CXOXXKUMU
¢deHoTUIaMM, JOCTOBEPHO pa3Iu4MMble TpU OMOIICUU,
MPY TOM, YTO Ha CETONHSIIIHUI NeHb OHa HE Ha MepBOi
JvHuM B nuardHoctuke [TKMJI. A. Urtizberea mpenioxui
He JIeJIaTh MOCHENIHbIX BBIBOIOB U HE TOPOIIUTHCS Mepe-
cMaTpuBaTh JAeUCTByOIIYI0 Kiaccudbukanuo. OH moa-
YEPKHYJI, YTO KJIMHUYECKUIA aHAIU3 OCTAETCST KIIIOYEBBIM
B IIMarHOCTMKE HACJEACTBEHHBIX HEPBHO-MBIIICUHBIX
3ab0s1eBaHMI1, 6€3 KOTOPOIO TEPSIIOT CBOE 3HAYEHUE DJIeK-
Tpomuorpaduss (OMI'), MarHUTHO-pPEe30HAHCHAsI TOMO-
rpacdus (MPT), 6uoncus u naxxe COBpeMeHHbIE METOIbI
JHK-nuarHoctuku. 9to TeM 0oJiee BaxKHO, TaK KaK CeK-
BeHUpoBaHue HoBoro nokoseHus (CHIT) BoisiBisieT reHe-
tnyeckue nedektsl nmpu [MKMJ] menbme yem B 50 %
cJly4yaeB, 4YTO pa3BeuBacT MU 0 6€3rpaHUYHBIX BO3MOX-
HOCTSIX COBPEMEHHBIX MOJIEKYJISIDHBIX METOIOB IMarHO-
ctuku. A. Urtizberea pacckazajl o 6ecrijiaTHOUM mporpaMme
ALDA (Automated LGMD Diagnostic Assistant) ajst 1u-
arHoctvku [TKM/I 1 pekoMeHA0Ball KpUTUYHO OLIEHUBATh
MOJIydeHHBIE pe3yJIbTaThl. B apyrom cBoem mokjane

A. Urtizberea ocTaHOBUJICS Ha TMEPCHEKTUBAX JICUYECHUS
MMOTIATHI, OTMETHUB ITOSIBIICHIE HOBBIX IIPEeIapaToB, IIPo-
XOISIINX KIWHWYECKWE WCHBITAHUS B MHUOJIOTUH. DTO
JIUKTYET HEOOXOAMMOCTb TIOCTOBEPHOM OLIEHKU pe3yJibTa-
TOB JICYCHHUS, IPUIEM C TIPABUILHBIM TOHUMAHUEM Tep-
MWHA «JIeYeHUe», TIe B 3aBUCUMOCTU OT TUIA U CTaaAuU
Oone3Hu oxupgaemblii 3¢ dekT paznuueH. Ha mpumepe
KypabenbHbIX Muornatuil nokrtopoM A. Urtizberea 6b11u
paccMOTpEHBI CIIydyad BEPHOM MOCTAHOBKU 3amad Iepen
KIMHULMCTOM W OUAaTHOCTOM, COBPEMEHHBIC ITOIXOIBI
JICYCHUST 1 METOMBI OIICHKH MOJTYIYCHHBIX pe3yIbTaTOB.

Ienetuxk B.I1. @emoroB (BopoHek) mpeacTaBuiI I0-
KJ1a11 1o ajuiesbHoi rereporeHHocTH [ITKMJI ¢ myTauusiMu
B reHe aucepiInHa, ClejiaB aKIeHT Ha IIepeKpPBITUM (e-
HOTUIIOB: TUCTaIbHOUI Muoratuu Muomu u ITKM/I 2B,
a TaKke Ha OIIMOKM MPW AMArHOCTHMKE CaMoll 4acToit
GopMBI ayTOCOMHO-PENECCUBHON MUOAUCTpODUM —
ITKMJ 2A. IIupoxuii crieKTp MOp(POTUCTOXUMHUIECKIX
n3meHeHuit ipu [TKMJI mpopeMoHcTpupoBan mpod.
B.C. CyxopykoB (MockBa), o6paTuB 0c000¢ BHUMaHHE
Ha 00s13aTeTbHOE YCIIOBHE TTPAaBUJIBHOM ITOCTAHOBKH 3a/1a-
YU MpPU AUMArHOCTUYECKOW Ouomncuu. Pe3yabraThl coOCT-
BEHHBIX HccaeaoBaHuil o maHHbIM MPT wmbimn y 57
O6onbHBIX ¢ pasHbiMU (popmamu [TKMJI npencraBuim
J.B. Bnopgaseu n 11.0. KazakoB (MockBa), conmocTaBuB
CBOM PEe3yJIbTaThl C IPUHSATHIMU MTaTTepHAMU U3MEHEHU,
OIMMCaHHBIMU B JuTepaType. OCOOEHHOCTU U CJIOXKHOCTHU
JIUArHOCTUKU HeTUNUYHBIX ciaydaeB [TKMJI 6bum pac-
cMmoTpeHbl B gokiane reHetnka C.A. Kypoatosa (Bopo-
HEX), KOTOPBI MPOAEMOHCTPUPOBAJ BaXKHOCTb COBMECT-
HBIX YCUIInii MuoJioros U3 Typky (PunIssHINS ), MOCKBBI
u BopoHexa, 4YTo B KOHEYHOM UTOTe MO3BOJIWIO MIPUATH
K IIpaBUJIbHOMY 3aKJII0YEHMIO O TMArHO3€ U CBOEBPEMEH-
HO MPOBECTU MPODUIAKTUKY JIETAIbHBIX OCJIOXHEHUI
B OTSIOIIEHHBIX CEMbSIX. AJITOPUTMBI JAUArHOCTUKU
ITKMJ nonpo6Ho oceetwna M.B. llapkosa (Mockga),
OCTAaHOBMBIINCH Ha OCHOBHBIX M BTOPOCTETNICHHBIX KJTH-
HUYECKUX W TapaKJIMHUYECKUX IpU3HaKax. Bompocsl
BOCIAJIUTENIbHBIX 00JIe3HEe i MBILIL B CBeTe NUPdepeHIIr-
anpHoM auarHoctuku ITKMJI peranbHO paccMmoTpena
pematoior A. H. Xenkosckasi-CepreeBa (MockBa), Tak-
K€ MOAYEPKHYB HEOOXOIMMOCTh TECHOTO B3aUMOICUCTBUS
HEBPOJIOTOB, HEHMPOGU3UOJIOroB, crienranucToB o MPT,
MOp(OJIOroB U, KOHEUYHO, FeHeTUKOB. Ha KOHKpPETHBIX
npuMepax ObUIM MPOAEMOHCTPHUPOBAHBI ITOCIEACTBUS
OTCYTCTBUSI IMAJIOra MEXY ClIeIUATACTaMMU TS MallueH-
TOB, Y KOTOPBIX OIIMOOYHO AMArHOCTUPOBAIM BOCHAIU-
TeabHble Muonatuu unu ITKM/I.

Bropoii nens koHpepeHunu otkpsit P. Carlier (besnb-
TUsl) AOKJIAIOM IO COBPEMEHHBIM BO3MOXHOCTSIM MPT
MBIII, KOTOPBIE IIPUBEIN K BOSHUKHOBEHHUIO HOBEIX KO-

TOM 6

61



-]
=
o
=

62

HepBHo-MbiweyHbie BOJIE3HU

Kongepenyuu, cumnosuymot, cosewjanus

Cnesa Hanpaeo: Andonu Ypmu3soepus, C.C. Huxu-

muH, [levp Kapave, /. B. Bradosey C.I'. Hukonaes

JIMYECTBEHHbIX c1TOcOO60B M PT-01IeHKM 1 CIIEKTPOCKOMUH
MBIIIII, 9YTO TTO3BOJIAIIO OIICHUBATE 3(h(PEKTUBHOCTD JIeUe-
HUS Ha Pa3IAYHBIX CTamUsIX OOJE3HU. DTO OTKpHIBAaeT
IIMPOKMEe BO3MOXHOCTH MeToma MPT B KIMHUYECKMX
nccaenosanugx. P. Carlier coo0imi o pa3paboTke HOBOI
IIPOrpaMMBbI TI0 CETMEHTAIIMX MEIIIIL, KOTOpasi, B CBOIO
ouepellb, yIPOCTUT olieHKy MPT-maTTepHOB MBIIIIILI, OIT-
TUMU3BUPYET THMATHOCTUIECKUI MOUCK M YCTAHOBJICHUE
Ho3osornyeckux popm IKM/I.

CoBpeMeHHbIE BO3MOXKXHOCTH Pa3IMYHbIX BAPUAHTOB
CHII nipy HepBHO-MBIIIIEYHBIX OOJIE3HIX OCBETHIA TTPOd.
E.JI. Jamamu (Mocksa). Ha merom CHII Bosmaraercs
OCHOBHas Hagexna B auddepeHINaIbHON TUarHOCTUKE
IMKM/I. IIpu sroM xnuHudeckuit aHanus, DMI, MPT,
onoxuMmuuyeckue 1 MopdoJorndecKre METOIbl OCTAIOTCS
BaKHBIMM METOJaMM Ha MEPBUYHOM 3Talle TMarHOCTUKU
HEPBHO-MBIIIEYHbIX 3a00JIeBaHUIA M HE TOJIKHBI IPOTHBO-
noctaBiaTecs: CHII. Yactoe BbIsIBIeHHE HEOIMMCAaHHBIX
myTauuit/moauMmopdusmon Metogamu CHIT Moxer mpu-
BECTU K CHEKYJSITUBHBIM CYXICHUSM IIpU OTCYTCTBUU
BepHO c(OPMUPOBAaHHOTO cuHApoma. OOCyKIeHre TeMbl
CHII nponomxunu B.[A. Bromaseu u JI.A. Pemetos (Mo-
CKBa), npeactaBuB HeTunuyHble ciydan [TIKMJI, B koTo-
pbIX KmMHU4YecKre 1 MPT-naHHbIe He MO3BOJIMIIN YCTaHO-
BUTb HO30JIOTMYECKYIO (hopMy naTojoruu u Tojapko CHIT
PACKpPbIJIO CYTh MPEACTaBIeHHBIX (peHOoTHITOB. OHAKO Ta-
kue caydau, kKak [TKMJI 2A c cerperaiiueri 3ad0oeBaHusI
T10 BEPTUKAII TPEOYIOT CEPhE3HOTO OCMBICIICHUST 1 000CHO-
BaHUS MOTyYeHHbIX pe3ysbraTtoB. Kak otmetun 1. A. Pemie-
TOB, OTCYTCTBME TOYHBIX JAHHBIX O TOM, CKOJBKO COTCH
HEOIMMCAHHBIX MUCCEHC- U IPYTUX MyTalliA ¢ HEM3BECTHBIM
KIMHUYECKUM 3HaAU€HMEM BCTpedaeTcs ITOCIe POBEICHUS
CHII y 3nopoBoro uejioBeka, nogyepkuBaeT obsi3aTesb-
HOCTB COI03a TeHeTHKa W KIIMHUILINCTAa B 3KCIIEPTHOM KO-
MaHe, 6e3 4eTo pe3yiIbTaT MOXET OBITh HEITPeICKa3yeMBIM.

B nepepsiBax Bce Xejarollue MO YCTaHOBJICHHOM
OHMDb Tpamuuuu cMOTJIM MPUHATH y4acTUE B MacTep-
ki1acce o kiuHnyeckoit OMI, koropsiii mposen C.I. Hu-
konaeB (Brnagumup). beuti MpoaeMOHCTPUPOBAHBI CTAH-
JTapTHBIC METOABI UATHOCTUKU MPU HEPBHO-MBIIIICUHBIX
MTATOJIOTHSIX, a TAKIKE TIPEACTaBICHEI OOHOBJICHHBIC TIPO-

Macmep-kaacc no snexkmpomuoepagpuu, 6 yenmpe K.E. Kapnaueea, Ilevp Kapave, H.B. Xopowas,

C.C. Huxkumun, E.C. Haymoea, /I.0. Kazakos,
C.A. Boauk, C.A. Kypoamos, I0.A. Illnusesckas

rpaMMBbl OCHOBHOTIO OTEYECTBEHHOTO IIPOU3BOIUTEIIS
3JIEKTPOMHOTpachIIecKoro 00opymnoBanus pupMel « Heii-
pocodt» (MBaHOBO).

I[Ipr meMoHCTpamuM KIMHUYCCKUX HAOJIIOMCHUI
ayauTOpUsT 00CyIuaa CeMEMHbIN caydait muornatum ber-
nema, mipeactaBieHHBI B.I1. ®@emoroBeiM. CTepTOCTh
MPOSIBJIEHUS B e0I0Te OONe3HM Yy MpobaHaa M HaJu4dne
TUIIMYHBIX IPOSBJICHUI Yy €ro OTLa B 0OYePEOHOM pa3 I10-
KazaJim HEOOXOOWMOCTh OCMOTpa BCEX YJICHOB CEMbH
W COCTAaBJICHUSI POMOCIOBHOM, YTO WMHOIIA ITO3BOJISICT
MPENNoNIOXUTh nuardo3 no nposeaeHuss CHIT. MHorue
ITKM/I ¢ ayToCOMHO-AOMMWHAHTHBIM TUIIOM HacJeaoBa-
HHS 9acCTO TPYAHO paclo3HaTh 0€3 OCMOTpa pOAUTEIICH,
IpY OTCYTCTBUM Ha PAHHUX CTAAUAX 3a00JI€BaHUS TUTNY-
HbIX IIPOSIBJICHUI U P HaIM4uu HeoMyTtauuii (~30 %),
TpeOysl HACTOPOXKEHHOCTH 1 TIOBTOPHBIX OCMOTPOB HEBE-
puduLpoBaHHbIX 60MbHBIX. B coobiennun C.A. Kypba-
TOBa OblJla MPOJEMOHCTPUPOBAaHA HEOOXOIMMOCTb KOP-
PEKTHOTO COITOCTaBJICHUSI U OLIEHKU pe3ynbraTtoB DOMI,
MPT u KommbloTepHO# TOMOTrpacuy MBI U OMOIICUN
B ciyvasx [IKMJI ¢ MUOTeHHBIM MM HOPMaJIbHBIM T1aT-
TepHoM. HeBepHasi mocTaHOBKa 3amayd oOC/eIOBaHMS
U OLIMOKHY B MHTEPIIPETALIMM PE3YIbTaTOB KaK OCHOBHbIE
MPUYMHBI 33A€PKKU TUAarHOCTUKM TJIMKOTeHO3a 2-T0 TUIIa
(6one3nu Ilomne) B cBeTe nuddepeHaaIbHONR JMarHo-
ctuku [TKMJI ObutM mpeAcTaBieHbl B JoKJane mnpod.
C.C. HukutuHa. B 3aBepiienuu KoHdepenuuu K. E. Kap-
rayeBa MPOAEMOHCTPUPOBaJia OECIIaTHYIO MporpaMMmy
TIOMOIIM BpadyaM B IWAarHOCTUKE W CKPWMHHHTE 0O0JIe3HU
ITomrre Ha TeppuTopnu Poccuu TTo cyXoMy ITSITHY KPOBU
(6ecrutatHas ropsiyas auHus Tea. 8-800-100-24-94).

Oco0eHHOCThIO KOH(EPEHLIMHU, TT0O MHEHUIO BCEX TTPU-
CYTCTBYIOLIMX, ObLIa 1OOpOXeaaTeIbHas U HEMPUHYKIEH-
Has aTMocdepa, YTO OIPENeTIO aKTUBHOCTD 3aj1a B -
CKyCCHUSIX M 00CyXIeHusx B nepepbiBax. KoHdbepeHus
Obl1a MPOBeIeHa Ha BBICOKOM OPTaHM3allMOHHOM YPOBHE
C MaKCUMAaJIBHO 3(p(PEeKTUBHBIM MCIIOJB30BAHUEM OTBE-
JIEHHOTO BPEMEHM C YETKO MPOpabOTaHHOM MpOTrpaMMoit
BCEX BBICTYIUICHUIA.

Mamepuan nodeomosua C.A. Kypbamos
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Uithopmayua anga aBmopos

YBamaembie konneru!

Mpu HanpaBneHuy CTatbin B pefaKLyio xypHana «<HepaHO MbileuHble 60-
Ne3HW» aBTopaM HeobXoaMMo pYKOBOACTBOBATbCA CflEAYIOLMMIA MPaBUIaMK,
COCTABMEHHbIMY C y4eToM «EAuHbIX TPe6OBaHMii K pyKOMUCAM, NPeAOCTaBNs-
embIM B bromeauumHckue xypHanbl» (Uniform Requirements for Manuscripts
Submitted to Biomedical Journals), pa3pa6oTaHbix MexayHapogHbIM KomuTe-
TOM pefakTopoB MeAUUMHCKUX XxypHanos (International Committee of Medical
Journal Editors).

(1aTby, He COOTBETCTBYHOLUME HIKE NPUBEAEHHbIM Tpe6oBaHNAM,
K pacCMOTPEeHHUI0 He MPUHUMAIOTCA.

1. (raTbi NPUHMMALOTCA B 3N1EKTPOHHOM Buge (B dopmarte doc, docx).

LWpudt — Times New Roman, 14 nyHkToB, uepe3 1,5 uHtepaana. Bee ctpanu-
Libl OMKHbI ObITb NPOHYMEPOBaHbI.

2. Ha nepBoii cTpaHuLie JomKHO 6bITb yKa3aHo: Ha3BaHue CTaTbyt; MHALMANDI
1 paMunum BCex aBTOPOB, NOMHOE Ha3BaHMe yupexaeHus (yupexaeHuit), B Ko-
TOPOM (KOTOPbIX) BbIMOHEHa paboTa, ropoA.

(06A3aTenbHO YKa3bIBAETCA, B KAKOM yupexaeHnn paboTaeT Kaxablil U3 ag-
TopoB. (TaTbA J0/MKHa ObITb NOANNCAHA BCEMU aBTOPAMMU.

B KOHLie cTaTbit JOMKHDI ObITb 0693aTeNbHO yKa3aHbl KOHTAKTHbIE Tene-
¢oHbl, pabounii appec cyKasaHueM MHAEKCa, GaKc, aApec3NeKTPOHHOM
noutbl U GamunuaA, MMA, OTYECTBO MOIHOCTbIO, 3aHUMaeMas [AOMmK-
HOCTb, y4eHaA (TeneHb, y4eHoe 3BaH1e aBTOPa (aBTOPOB), C KOTOPbIMU
pepakuua Gyaer BecT nepenmncky.

3. 06bem cTaTeii: OpUriHanbHas CTaTb — He Gonee 12 cTpaHWL; onucaHue
OTAeNbHbIX HabMOAEHNIA, 3aAMETKY 13 NPaKTIKKM — He Bonee 5 cTpaHuw; 0630p nu-
Tepatypbl — He bonee 20 CTpaHML; KpaTkie CO0BLLEHNA 1 NCbMa B peaaKLmi —
3 CTpaHuLbI.

CTpyKTypa OpUrMHaNbHOI CTaTbu: BBEAEHME, MaTepuanbl U MeTOAbI,
pe3ynbTaTbl UCCNeA0BaHMA U X 06cyxaeHue, 3aKknioueHue (BbiBogbI). K cTatbam
JOMKHO ObITb NPUNOXKEHO Pe3loMe Ha PYCCKOM 1 aHTAIMIACKOM A3blKe, 0TpaXa-
loLLiee cofieprkaHie paboTbl, C Ha3BaHUEM CTaTbi, GaMUINAMM U MHLMANAMM
aBTOPOB, HA3BaHIMEM YupeXAeHNiA; fNA OPUTUHABHDBIX CTaTeil — CTPYKTYpUpo-
BaHHoe pe3ioMe (BBefieHNe, MaTepuanbl i METOAbI, pe3ynbrathl i T. f.). 06bem
pesiome — He Honee 2000 3HakoB ¢ npobenami. KonnuecTeo KioueBbix CNOB
Ha PYCCKOM 1 QHTTINIACKOM A3bIKe JOMKHO COCTaBNATb 0T 3 70 10.

4. MnntocTpaTvBHbIii MaTepuan:

« Kaxpplii unntocTpaTuBHbIA MaTepuan omkeH ObiTb npuKpenneH or-
JenbHbIM daiinom.

« (otorpadum JOMKHbI ObITb KOHTPACTHBIMI; PUCYHKM, TPadUKI 1 Ana-
rPamMMmbl — YeTKUMIA.

« Qotorpadum NpezCTaBAAIOTCA B OPUTVIHAME WM B INEKTPOHHOM BiAfE B GOp-
mareTIFF, JPG, C(MYK c pa3peLueHuiem He meHee 300 dpi (Touek Ha Atoiim).

« [padukm, CxeMbl 1 pUCYHKN JOMKHBI ObITb NPenCTaBneHbl B popmate
EPS Adobe Illustrator 7.0—10.0. Mpu HeBO3MOXHOCTU NpeaCTaBNeHnA
B JaHHOM (hopMaTe HeobX0MMO (BA3aTbCA € peaKLIneli.

+ Bce pucyHkn 2omkHbl 6bITb NPOHyMepOBaHbI U CHabxeHbl noppucy-
HOuHbIMI noanucamA. ToANMCM K PUCYHKAM JAIOTCA Ha OTAENbHOM
nncte. Ha pucyHKe YKa3blBalOTCA: «BEpX» U «HU3»; PparmMeHTbl PUCYH-
ka 0603HaualoTCA CTPOUHbIMM BYKBaMI PYCCKOTo andaBuTa — «av, «6»

1 1. 4. Bce cokpalweHna n 0603HaueHnA, MCNonb3oBaHHbIe Ha PUCYHKE,
LOMKHbI ObITb pacLumdpoBaHbl B NOAPUCYHOUHOI NOAMNACH.

« Bce Tabnuupl ZomkHbI BbITb NPOHYMEPOBAHDI, UMETb Ha3BaHue. Bce
COKpaLLieHnA paciundpoBbIBAOTCA B IPUMeYaHIm K Tabuue.

+ (CblnKM Ha Tabnuubl, PUCYHKN U Apyrie WNKCTPaTUBHbIE MaTepua-
Nbl YKa3blBAIOTCA B HAANEXALLMX MeCTaX MO TEKCTY CTaTbU B KPYIbIX
CKoDKax, a X pacnonoXeHue yKka3biBaeTca aBTopOM B BUfe KBaapaTa
Ha NonsAX CTaTbyl CneBa.

5. EavHuLb n3mepeHna gatotca B cucteme CU. Bce cokpatuenua (abbpesu-
aTypbl) B TeKCTe CTaTbin JOMKHbI O6bITb NOAHOCTBIO PaciLndpOBaHbI Mpu NepBOM
ynotpebneHuy. Acnonb3oBaHme He 06LLEeNPUHATBIX COKPALLEHII He AOMyCKaeTCA.
Ha3BaHue reHoB NULLETCA KYPCUBOM, Ha3BaHMe HeKOB — 00bIYHBIM LPUPTOM.

6. K ctatbe omkeH ObiTb MPUAOXKEH CMUCOK LMTUPYeMOIi AnTepaTypbl,
0(pOpMIEHHbIN CriefyloLmm 06pasom:

+ (nucok nuTepatypbl NpUBOAUTCA B MOpAAKe LMTUpOBaHuA. Bce
UCTOYHNKIA ZOMKHDBI ObITb NMPOHYMEPOBaHbI, @ X HyMepaLya — CTPOro
COOTBETCTBOBATb HyMepaLy B TeKcTe cTaTbu. (CbInKu Ha Heomy6unKo-
BaHHble paboTbl He oNnycKatoTCA.

« [InA KaxA0ro MCTOYHNKA HeobXOANUMO YKa3aTb: GamuaNI U MHALMANDI
aBTOPOB (ec/n aBTOPOB bonee 4, yKa3blBaloTCA NepBble 3 aBTOPa, 3aTeM
CTaBUTCA <1 Ap.» B PYCCKOM UnK «et al.» B aHINICKOM TeKcTe).

« [pn ccbinke Ha CTaTby U3 XKYPHANOB YKa3bIBAIOT Takke Ha3BaHUe
(TaTblt; Ha3BaHe XXypHana; rofl; ToMm; HoMep BbIMyCKa; CTPAHLLbI.

Oba3aTenbHbiM AnA cTateil ABNAeTCA ykasaHue uHpBekcoB DOl u PMID
MY UX HanuumMu,

Mpumep:

Wolf W.A., Martin J.L,, Kartje G.L. et al. Evidence for fibroblast growth factor as
amediator of amphetamineenhanced motorimprovement following stroke. PLoS One
2014;9 (9):¢108031. DOI:10.1371/journal. pone. 0108 031. PMID:25 229 819.

« Tpn ccoinke Ha MoHOrpadum yKa3biBAKT TakxKe NOSHOE Ha3BaHMe
KHIrM, MECTo 3[1aHus, Ha3BaHMe U3[aTeNbCTBa, FOZ 3faHNA.

+ [lpu ccbinke Ha paHHble, nonyueHHble u3 Internet, ykasbigaioT
3/1eKTPOHHBII aApec LUTMPYeMOro UCTOYHIKA.

« Bce ccoinkm Ha nuTepaTypHble MCTOYHMKN NeyaTaloTca apabckumin Lnd-
pami B KBafipaTHbIX ckobkax (Hanpumep [5]).

« Konuyectso uutupyembix pabot: B 0pUrMHanbHBbIX CTaTbAX KeNnaTeNbHo
He 6onee 2025 UCTOUHMKOB, B 0630pax nuTepaTypbl — He Gonee 60.

7.TIpencTaBnenue B peakLiio paHee ony6anKoBaHHbIX CTaTeil He A0MyCKaeTCA.

8. Bce cTaTby, B TOM UMCNie NOATOTOBNEHHbIE acTMpaHTaMIn M COMUCKATENAMN
yueHoli CTeneHy KaHANAATa HayK No pe3ynbTaTam COOCTBEHHbIX UCCNENO0BAHNIA,
MPUHUMALOTCA K neyaty becnnatHo.

PaccmoTpeHue cTaTby 3aHUMAET He MeHee 8 Hefienb.

Bce noctynatoLuue ctaTby peLieH3npyoTca.

MpucnanHble MaTepuanbl 06paTHO He BO3BpaLLAlOTCA.

Pepakuma octaBnseT 3a co60i NpaBo Ha pefaKkTMpoBaHue cTaTei,
npepcTaBNeHHbIX K Ny6nnKauum.

ABTOpbI MOTYT NPUCLINATD CBOU MaTepuanbl ¢ IOMeTKol «0TBETCTBEH-
Homy cekpetapio. [y6aukauma 8 HMB» no agpecy: info@neuromuscular.ru.
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