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BsepeHue

Amuionao3 — HapyleHue 0eJIKOBOro oOMeHa, COrpo-
BOXKIaroIIIeecsT 00pa30BaHMEM B TKAHSIX CITEIM(DUIECKOTO
0EIIKOBO-TIOIMCAXapUIHOTO KOMIUIeKca (aMuitonaa) hu-
OpUJLISIPHON CTPYKTYPBbI, XapaKTEPU3YIOLIETOCST BBICOKOM
YIOPSAOUYEHHOCTBIO PUOPUILT TOMIUHOM 5—10 HM 6J1aro-
Japst OOWINIO B-CKITanyaTor KOH(OpMALIMY BO BTOPUYHOM
CTPYKTYype OCHOBHOTIO OenKa-amMuiongoodpaszoBates [1].
Paznuyaror aMunona03 JoKaabHbli (MCTOYHUK MPOAYKLIMKA
aMuJIoMIa pacrnosaraeTcss B caMoil mopak€eHHOUW TKaHM)
U CUCTEMHBII (0Opa3oBaHME aMUIOMAA B TKAHSIX O0YCJIOB-
JIEHO MOCTYIIJIEHUEM OeJIKa-TMpealecTBeHHMKA aMUIoU1a
C TIpUTeKalollei KpoBbio) [1]; mepBUYHbBIN (MaronaTUye-
CKWU U aCCOLIMMPOBAHHBINM C MHOXECTBEHHOU MUETIOMOM
" IpyruMu B-mmmdorurapHeIMU reMo0J1acTO3aMM), BTO-
PUYHEBIN (pa3BUBaeTcsa Ha (DOHE OCHOBHOTO 3a00JIeBaHMS,

Yalre BOCIIAJUTEIFHOTO) M HACISACTBCHHBIN (00YCIOBIICH
MyTallieil B TeHe, KOMUPYIOIIEeM COOTBETCTBYIOIIMIT Oc-
J10K). CoBpeMeHHasI KilacCH(bUKAIINsI aMUIOUI03a ITOCTPO-
€Ha 10 IPUHIINIY CIIeMN(MUIHOCTA OCHOBHOTO (pHOPMII-
JISIPHOTO OeJIKa-TIpeAIIeCTBEHHKA aMILIONIA.

CeroHs BBISIBJIEHO 60Jiblie 36 OeIKOB-IIPE/IIIECTBEH -
HUKOB aMWJIOWIA MPHW pa3HBIX aMIIOUI03aX Y YeI0OBeKa
[2], cpenn KOTOPBIX BRIAEISIOT He MeHee 10 HacencTBeH-
HbIX opM (Tab. 1). CymmapHast 4acToTa BCeX TUIIOB aMH-
Jionpo3a oneHuBaetcs kak 47,/100 toic. [3]. YacToTa BeTpe-
YaeMOCTH HaCJIeICTBEHHBIX (DOPM TTI00ATBHO COCTABIISICT
1 Ha 1 MJIH B TOJI, HO MOXET OBITh BeCbMa BapuadeIbHOMI
B OHIEMUYHBIX peTUOHax [4].

Cpenu rmepeIrcIIeHHBIX HACIESACTBEHHBIX (hOPM camast
yacTasi — TpPaHCTUPETUHOBBIN aMUIIONA03 (OT axes. Amy-
loidosis transthyretin, ATTR): ¢aranpHOEe cUCTeMHOE
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Tabmua 1. Hacaedcmeennvie ghopmel amunoudoza

Table 1. Hereditary forms of amyloidosis

Genetic type*

AMYLOIDOSIS, HEREDITARY, TRANSTHYRETIN-
RELATED (# 105210) **

AMYLOIDOSIS, 3 OR MORE TYPES (#105200)
AMYLOIDOSIS, RENAL (#105200)
AMYLOIDOSIS, FAMILIAL VISCERAL (#105200)
?AMYLOIDOSIS, FAMILIAL VISCERAL (#105200)

AMYLOIDOSIS, FINNISH TYPE (#105120)

CEREBRAL AMYLOID ANGIOPATHY, DUTCH, ITALIAN,
IOWA, FLEMISH, ARCTIC VARIANTS (# 605714)

CEREBRAL AMYLOID ANGIOPATHY (# 105150)

CEREBRAL AMYLOID ANGIOPATHY, PRNP-RELATED,
INCLUDED (#137440)

CEREBRAL AMYLOID ANGIOPATHY, ITM2B-RELATED,
1 (Dementia, familial British) (# 176500)
CEREBRAL AMYLOID ANGIOPATHY, ITM2B-RELATED,
2 (Dementia, familial Danish) (# 117300)

AApoCII amyloidosis [5]

AApoCIII amyloidosis [6]

Renal Amyloidosis Associated
'With Apolipoprotein A-II Variant [7]

Inheritance Gene (locus) Protein

i TTR (18q12.1) Transthyretin
" APOAI(11g233)  Apolipoprotein Al
e LYZ(12q15) Lysozyme
o FGA (4931.3) Fibrinogen
1/:;,1[)[ B2M (15g21.1) Beta-2-microglobulin
i GSN (9433.2) Gelsolin

f}g APP (21q21.3) I;";gﬁggir %i?t?ﬁl
‘:’g CST3 (20p11.21) Cystatin C

" PRNP (20p13) Prion protein
‘/:‘ID[ ITM2B (13q14.2) In‘e%fr f(i)ltgilrelfggrane
i APOC2(19q1332)  Apolipoprotein C I1
ﬁ'g APOC3 (11g23.3) Apolipoprotein C I11
ﬁ'g APOA2 (1g23.3) Apolipoprotein A-I1

* Hazeanus eenemuuecKux 6apuUanmos Hacae0CmeeHHbIX popm amuioudo3a u 6eaKo8bix npooyKmoe coomaemcmeayouux eeHo8 npueo-
damces coenacto 6aze OMIM [8]. **Cambiit yacmoiii eenemuueckuil 6apUaHm HaAcAe0CMEEHH020 AMUAOUA03A — MPAHCIMUPEMUHOBBLLL.

Ilpumenanue. Al — aymocomuo-0omuHaHmHulil.

*Names of genetic variants of hereditary amyloidosis forms and protein products of the corresponding genes are given according to the OMIM database [§].

**The most common genetic variant of hereditary amyloidosis is transthyretin.

Note. AD — autosomal-dominant.

nporpeccupyioliee 3aboieBaHue, MTPOSIBISIONIEECS Mpe-
UMYILECTBEHHO TSKEJI0M IMOJIMHENPOIIaTUE, BETeTaTUB-
Ho1 mucyHKUMEH 1 mopaxkeHneM cepama. CMepTh Ha-
crymaeT B TeuyeHue 7—12 jer ot mebiora OOJIe3HU
P OTCYTCTBUM alcKBaTHOTO JiedeHUsI [9].

Hapsiny ¢ HacnenctBeHHbIM ceMeliHbIM AT TR Bbiae-
JISTIOT CIIOPAANIecKyio (hopMy CTapIeCKOTO (CEHWIBHOTO)
cuctemHoro ATTR, mpuunHO#t KOTOPOTO SIBISIOTCS OTIIO-
xkeHus TpanctupeTnHa (TTP) mukoro tTuma [10], mpenmy-
IIECTBEHHO JIOKAIU3YIOIIMecs B cepale. JlaHHbIi BapuaHT
ropaxaer Jiojeil B ocHoBHOM cTapiue 60 jet [11]. B or1-
Jymyue ot cemeitHoro AT TR ceHUIIbHBIN CUCTEMHBI aMU-
JIONJ03 CUUTAETCS PACIPOCTPAHEHHBIM 3a00JIeBAaHUEM,
CBSI3aHHBIM CO CTapPEHUEM, TIOCKOJIbKY OTJIOXEHUST aMUJIO-
Ma JMKOro TUIIA B cepale BcTpevalotes y 12—25 % moneit

crapire 80 set [11]. CnemyeT OTMETUTD, YTO OTJIOXKEHUS
TTP BcTpeyaloTcst He TOJIBKO B CE€pALe, HO U BO MHOTUX
JIPYTUX OpraHax: aopTe, JIETKUX, XETYA0YHO-KUIIEYHOM
TpakTe, TIeYeHU, TIOYKAX Y COSAMHUTETbHOM TKaH!. CUHIPOM
KaphnaJlbHOTO KaHajia — OJHO M3 HauboJsiee pacrnpocTpa-
HEHHBIX MPOSBIEHUN CEHWJIBHOIO CEMEMHOr0 aMmujo-
WU103a, KOTOPOE YacTO MPEALIECTBYET CEPACYHBIM CUMIITO-
mam [11].

Ucropnuecku cemeitabiit ATTR cumranca peakum
9HIEMUYHBIM 3a00J1eBaHueM. COBEpIIIEHCTBOBAHWE TMAT -
HOCTUKU, BKJTIOYAsi TEHETUYECKUE U UMMYHOTUCTOXUMMU -
YECKME METOJbI, MO3BOJIMIIO BBISIBUTh 3HAUUTEJIBHO OOJIb-
1ree 9rciio naueHToB ¢ cemeitHbiM AT TR 1o Bcemy mupy
[11]. Takum obpazom, peasibHast yactota ATTR okazanach
BBILIE. YUUTBHIBASI BBICOKYIO JIETAJIBHOCTD 3a00JIEBAHUS

(=)}
5
—_-
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1 HAJIM4YMUE COBPEMEHHBIX BO3MOXHOCTEH JICYCHMA, OYC-
BUIHA HEOOXOAMMOCTb IMOBBIILIEHUST I/IHd)OpMI/IpOBaHHOCTI/I
1 HACTOPOXKEHHOCTU Bpaqeﬁ pa3IMYHbIX CIIELMAIBHOCTEN
B OTHOILIEHUX TAHHOW ITaTOJOTHUH.

len TTR: cmpykmypa, cnekmp mymauuii

MonexynsspHO-TeHeTUIeCcKasl IpUYHA HACJICICTBeH -
Horo ATTR — myraumu rena TTR (18ql12.1) [12—14].
Crpykrypa reHa T7TR xopomro n3ydena [12, 13, 15]. Ten
KJIOHMpOBaH B 1984—1985 rr. [15, 16], uMeeT MIMHY OKOJIO
7 THIC. Iap HYKJICOTUIOB M COCTOMT U3 4 5K30HOB.

DK30H | KomMpyeT CUTHAIBHBIN Ten Ty 13 20 aMIHO-
KHCJIOT ¥ 3 MEPBBIX aMMHOKHCIIOTHBIX OCTAaTKa 3PEJIOro
Oenka. DK30H 2 KOIMPYeT aMUHOKHUCIOTHBIE OCTaTKU
4—47, 3x30H 3 — 4792, 5x30H 4 — 93—127[15, 16]. Ucro-
pPUYECKN HyMepalnio aMMHOKHUCIIOT BeJIu 0e3 ydeTa mep-
BbIX 20 aMUHOKHUCIIOT, KOAMPYIOIINX CUTHAIBHBIN TTETITUI,
HauMHas ¢ MepBOil aMMHOKHUCIIOTH B 3pesioM Oeske. Om-
HaKOo TI0 TIpaBUJIaM COBPEMEHHOI HOMEHKIIaTYphl, OCHOBAaH-
HBIM Ha MeXXnyHapomHbIx pekoMeHmanmsx HGVS (Human
Genome Variation Society) [17], HyMepaIrnio aMITHOKHICIIOT
B OCJIKe BEAyT CTPOTrO HAYMHAsI ¢ aMUHOKHUCIIOTHI, COOT-
BETCTBYIOIIEH ITEpBOMY CTapTOBOMY KOIOHY. B mutepary-
pe 111 HauboJiee M3BeCTHBIX MyTauuii B reHe 7TR, Hanpu-
mep Val30Met, Vall22lle, Ile84Ser, Aspl18Gly, mmpoko
HCITOJIB3YIOT TPaaUIIMOHHBIE Ha3BaHUS (COBpPEMEHHAS
3aIMCh YKa3aHHBIX MyTallMid OydeT ciemyromias: p. Val-
50Met, p. Val142lle, p. Ile104Ser, p. Asp38Gly cooTBeTcT-
BeHHO). CrienianvcraM HeOOXOANMO YUUTHIBATh UCTOPU -
YeCKy10 0COOEHHOCTh HOMEHKJIATyphl MyTaluii B reHe 71TR
BO M30eKaHWE ITyTAHUIIBI.

B nacrosammit MomeHT o faHHbM 0a3sl HGMD B re-
He TTR ormcano 162 marorenHbix BapuanTa [18]. [Tomas-
JisTroliee GONBITMHCTBO M3 HUX (98 %) — 3TO pasiuyHble
MUCCEHC-BapHUaHTBI B Pe3yJIbTaTe OTHOHYKICOTUIHBIX
3ameH. Kpome Toro, omnucana 1 uHcepius 6 HyKJI€OTUIOB
(c.212_217dupAGTCTG, p.(Glu71_Ser72dup)), 1 TpexHy-
KieotuaHas aenenus (c.424 426delGTC, p.(Vall42del)),
MIPUBOISIIAS K TTOTepe aMUHOKHCIOTHI BaJUH B TOJIO-
KeHuu 142, n 4 HeOOJIbIIE MHCEPIIMOHHO / IeJICITMOHHBIC
MyTaluy, 00yCIOBINBAIOIINE CIMHUYHBIC aMUHOKHCIIOT-
Hble 3aMeHH (¢.142_143delGTinsTC, p.(Val48Ser); ¢.220
221delGAinsCT, p.(Glu74Leu); ¢.220 221delGAinsTT,
p.(Glu74Leu); c.265_266del TAinsAT, p.(Tyr891le)). Eciu
YUUTBIBaTh 0COOCHHOCTD CTICKTPa M XapaKTepa pacrpee-
JeHuss Mytauuii B reHe TTR, HanOojee oNTUMalbHBIM
MOJICKYISIPHO-TEeHETUICCKIM METOIOM aHaJI3a TaHHOTO
TeHa SIBJISIETCS TIPSIMOe CeKBeHMpoBaHMe o CeHrepy Bcex
KOIMPYIOIINX YYaCTKOB M 00JIacTell SK30H-MHTPOHHBIX
COeIMHEHUI TeHa.

BonpImMHCTBO M3BECTHBIX MyTALIViA BBISIBJICHBI B €M -
HUYHBIX CITy9asix/CeMbsIX, JTUIITb HECKOJIBKO 13 HIX UMEIOT
IIUPOKOE pacmpocTpaHeHne Bo BceM mupe [3]. Tak, mo-
MUWHUPYIOIIEH TOBCEMECTHO MyTalueil sseisieTcst Val30Met
(p.Val50Met, ¢.148G>A), onucanHas B 1980 1. 1 sBJIsTIO-
11asicsl CeroiHs Haubosee U3ydeHHbIM BapuaHToM reHa 7TR

[19]. Ha ee mosmto npuxonurcest mpakrrdecku 100 % ciydaes
3a00JIeBaHMST B SHACMUIHBIX PETHOHAX U IO IOJOBUHBI
1 60Jiee — BO MHOTHX €BPOITEHCKIX CTpaHax (Tadi. 2).

Ta6muua 2. Yacmoma mymayuii eena TTR 6 pasznvix cmpanax

Table 2. TTR gene mutation frequency in different countries

Crpana MyTranus* Yacrora, %
Val30Met 99
IMopryranus [3]
Portugal [3] Val28Met 0,8
Arg50 1 Pro52 0,2
Val30Met 95
Isemus [3] .
Sweden [3] His88Arg 2
Ala45Ser 0,5
Val30Met 72—100
Wlenerzren ] Val22Leu 15
Spain [3]
E89K 9
Kurp [3] Val30Met 100
yprus [3]
Bpazunus [24] .
Brazil [24] Val30Met 90—96
Val30Met 51
(HeHIEeMUY. PETUOHDI)
Val30Met (nonendemic regions)
Anonus [20] Val30Met 10,6
Japan (PHOEMUY. PETUOHBI)
Val30Met (endemic regions)
Jpyrue Mmytauuu 38,5
Other mutations
Val30Met 63
Dpannys [3]
France [3] Ser77Tyr 12
Ser77Phe 6
Tepmanms [3] Val30Met 40—60
Germany [3] Val20lle 8-22
Val30Met 30
Hunepnaugsr [3]
Netherlands [3] Val7lAla 25
Tyr114Cys 20
Val30Met 35
Wramist [3] Glu89Gln 25
taly [3]
Phe64Leu 15
Glu89GIn 31
Typuus [3] Gly47Glu 25
Turkey [3]
Val30Met u GlyS3Glu | Kaxaad
each one
Glu89GIn 81
Iz ] Val30Met 10
Bulgaria [3]
Ser77Phe 7
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Oxonuanue mabauypt 2
The end of table 2

Crpana Myranusa® Yacrora, %
Thr60Ala 47
E%J}uxo@maﬂuﬂ Val30Met 14
Great Britain [25 6
V1221 n E89K “‘g  RaKTias
each one
CIIIA [26] Thr60Ala 24
TMPENMYIIECT-
(Tpeumneymec Val30Met 15
HaceJIeHne)
USA [26] Val1221le 10
(predominantly
white population) Ser77Tyr 5
Poccist Val30Met ~59
(cobcTBEHHbIE
JAHHbIE) Phe33Leu -9
Russia 1_16}07%‘1 ~9
(own data) Jpyrue MyTaiu ~23

Other mutations

* Hazeanus mymauuii npusedervl coeaacho mpaouyuoHHoll
HoMenKaamype.

*The most common TTR gene mutations in different regions.
Mutations are given according to traditional nomenclature.

Ecmu B [Toptyranuu u [lIBetru Val30Met mpaktuue-
CKM €OIWHCTBEHHBIN BBISIBISIEMbII BapUaHT, TO B SITToHNN
CIIEKTp MyTallnii boyee pa3HooOpa3eH. MMHTepecHBIE pe-
3yJIBTaThl MOJIYYEHBl B XOJ€ HENAaBHETO MCCIENOBAHUS
T. Yamashita u coast. B 2017 1. [20]. B SImonnuu manyeHTHI
¢ ATTR V30M B He3HIEeMUYHBIX PeTHOHAX W MAIIACHTHI
c He-V30M ATTR B sHIeMHUYHBIX pETMOHAX BCTPEYAIOTCS
ropaso 4aiie, YeM paHee IIpearonaraioch (cM. Tadm. 2).

Hau6onpmras ajurebHas 9aCTOTa BCTPEYaeMOCTH 3a-
pervcrpupoBaHa mig BapuaHTa Vall22lle, pencraBieH-
Horo y 3—3,9 % adpoamepuxaHiieB u 6ojee yeM y 5 %
MpeacTaBUTeNell HEKOTOPBIX MOMynsIuii 3amagHoil Ad-
PUKY (HM OIVH IPYTOi1 TTaTOTeHHBIN BapraHT 771 R He mMe-
€T TaKolt BEICOKOI yacToThl). [1pn 3ToM yacToTta Vall22lle
B AMepuKe cpeay 0e10ro HaCeIeHUST M ICTIAHOTOBOPSITITNX
coctasiser 0,44 1 0,0 % coorBeTcTBeHHO [21, 22].

OGpaniaeT Ha cebs1 BHUMaHUE CITEKTp MyTanuii B boi-
rapuu: 3aech foMmuHUpyeT BapuanT Glu89Gin, obycioB-
nuBatoiunii 10 80 % ciyuyaeB 3a00sieBaHKs (IIpUMeYaTe b~
HO, YTO Ha JOJII0 JAHHOTO BapHaHTa IIPUXOIUTCS OKOJIO
Tpetu ciaydaeB B Utamuu (25 %) v Typuuu (31 %)).

B BenukoOputaHuu HauOosbllIee pacpocTpaHeHUe
nosiyurna myrauust Thr60Ala (47 %), KkoTopast OTHOCH-
TeJIbHO YacTO BeTpevaeTcs U B AMepuke (24 %) 1o cpaB-
HEHMIO C APYTUMU CTpaHaMU (HaHHas 3aKOHOMEPHOCTH
JIETKO OOBSICHSIETCSI ICTOPMYCCKIMM COOBITUSIMU, CBSI3aH-
HBIMU C KOJIOHU3aIMel AMEpUKI aHTIJIMIaHAMM ).

B Poccum 1o maHHBIM MOJIEKYJISIPHO-TEHETHYIECKOTO
aHamm3a 22 HepoACTBeHHBIX mNpobaHmoB ¢ ATTR

W3 pa3INIHBIX pernoHoB PD, mpoBeneHHOTO B 1ab0paTo-
puu JHK-mnarnoctnku ®I'BHY «Meanko-reHeTMuecKuii
Hay4yHBbI LIeHTp uMeHu akanemuka H.I1. boukoBa», ycra-
HOBJIEHO, 4TO B 59 % (13 GOJIbHBIX) IPUUMHOW GOJIE3HU
sBwtack mytaumsa Val30Met (aHATOTUYHO OOJIBIIMHCTBY
€BPOMEMCKUX CTpaH); MO 2 pa3a BCTPETWJINCHh BapUaHT
Phe33Leu (9 %), paHee onMcaHHbBIIA y IALXEHTOB C MOJIb-
ckuMu KopHsimu [23], u BapuanT 1le107Val (9 %); onHo-
KpaTHO BBISBJICHBI MAaTOTeHHBIC BapUaHTBHI Ser23Asn,
Ala25Thr, Ala81Val, Glu92Lys, Thr40Asn.

Knuxuka. leHo-theHomunu4ecKue Koppenauuu

B Hacrosiee BpeMst BBIIEISIOT 3 KIIMHAYECKUX (e-
Hotuta HaciaenctBeHHoro ATTR: ATTR-amunougHag
Helipomnatusi, ATTR-amunoungHast KapaguoMuonaTusi
u ATTR-nenToMeHMHIeaabHbIM aMUIONU103 LIEHTPATbHOMN
HEpBHOW CHCTEMBI.

Campblii pacIIpocTpaHeHHBI (PeHOTHUIT — TPAHCTUPETH -
HOBasI ceMeitHast amtonaHast moiHeiiporatyst (TTP-CAI).
Iepsorii cryyait TTP-CAIT 6b11 ormcan B 1952 1. C. Andra-
de [27]. IIpsiMast CBsI3b JAHHOTO 3a00JIEBAaHUS C OEJIKOM
TTP (panee mpeanboyMuH) OblIa ycTaHOBJIeHA B 1978 1.
P.P. Costa u coaBr. [28]. [To3nHee OMoXUMHU4YeCcKHe Uccie-
IOBaHMS ITOKAa3ajM, YTO aMIUIOMIHBIC OTIOXCHUS TP
TTP-CAII cBg3aHbI ¢ EIMHUYHBIMYI aMUHOKUCIOTHBIMA
3ameHamu B 6enke TTP [19, 29].

OcHOBHBIM KiIMHMYeckuM npossiaenneM TTP-CAIT
SIBJISIETCST TMCTaJbHAsI BOCXOMSIIAS TIPOTPECCUPYIONIAsT
CEHCOMOTOpHasI oJIMHeponaTusi. B 1edtoTe 00BIYHO 110-
paxaroTcsl TOHKHME BOJIOKHA IeprdeprnIecKnx HEpBOB
C TIOTepeil TeMITepaTypHOl 1 O0JIEBOI YYBCTBUTEIHHOCTHI
B HOTaxX W pa3BUTHEM HEHPOMAaTUIECKOTO OOJIEBOTO CMH-
npoma. [To Mepe TIporpeccupoBaHus 3a00JIeBaHUS B TIATO-
JIOTMYECKUU TIPOIIECC BOBJIEKAIOTCSI TOJICTHIC MUCTMHU3M-
POBaHHBIEC BOJIOKHA HEPBOB, YTO KIIMHIYIECKU TIPOSIBIISIETCS
HapyIIeHHeM TIyOOKOM YyBCTBUTEIILHOCTY U IBUTATEIb-
HBIMU paccTpoiictBamu [9]. B manmpHelIIeM BoBIeKaeTCs
BereTaTMBHAS HepBHAsI CCTEMa C pa3BUTHEM OPTOCTATH-
YeCKO# TUITOTEH3MHU, Ta30BBIX HAPYIIICHUI, IMITOTCHITNH,
KEJIYIOUHO-KUIIEYHBIX PACCTPOMCTB, 00YCIOBICHHBIX
TTopaXkeHNeM MHTpaMypaIbHBIX CITICTCHUI, OJTy>KIaroIIe-
TO HepBa M aBTOHOMHBIX TaHTIneB [30].

B HEKOTOPBIX ClTydasx BereTaTUBHBIC HAPYIIICHUS MO-
I'YT OBITH TIEPBLIMU TIpU3HaKaMu 3a6oseBanms [31]. OpTo-
cTaTi4ecKas TUIIOTEH3MS, 3aII0PhI, YePEAYIOIINECs C -
apeeif, MPUCTYIBI TOIIHOTHI M PBOTHI, 3adepxkKKa
OITOPOXKHEHMS KeJIyIKa, SPeKTWJIbHAS TUCHYHKITNS, aH-
THIPO3, 3aIePKKa MOYH WA HelepXKaHNe MOYH XapaKTep-
Hbel g TTP-CAIT [31]. BeretatuBHBIE paccTpoOiicTBa
Hapsay ¢ MoTepeil YyBCTBUTEILHOCTH MOTYT IIPUBOIUTH
K TTOSIBJICHUIO TPO(PUISCKUX 3B HAa HIDKHMX KOHETHOCTSIX
[31]. YacTo BereTaTMBHAsI HeipomaTHs CYyIIECTBEHHO BIIH-
sIeT Ha Ka4eCTBO XN3HU OOJIBHOTO.

[Ipu oT/IOXXKEHNH aMUJIOMIA B CBSI30YHOM ariapare
¢ KoMIIpeccuel nmeprudeprnIecKX HEPBOB Pa3BUBACTCS
CUHAPOM KapnajabHOro KaHana. B psiie ciydyaeB 3T0 MOXET
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O6bITh nepBbIM nposBieHneM TTP-CAII [9, 32—35]. Dt
W3MEHEHHST 0COOCHHO BBIPAXKEHBI Y OOJBHBIX C OIpeie-
neHabIMu MyTtaumsamu 1TTR: p.Leu78His, p.Leu78Arg,
p.Lys90Asn, p.Ile104Ser, p.Ile127Val, p. Tyr134His [32—35].
OrmmcaHBl TaKXKe CIyJad ITopaXkeH!s CTEKJIOBUIHOTO TeJla
B 1e0r0TE 3a00eBaHMs [36].

OnHakKo B clIydasgx ceMeHWHOI aMUJIOMIHON IT0JIM-
HEHPOITaTUH 10 Mepe MPOTrPeCcCUpPOBaHUS 3a00JIeBaHUS
BO3MOXKHO MOpaXkeH!e He TOJIBKO MeprhepuIecKOil HEpB-
HOM CHCTEeMBI, HO 1 ceplia (peCTPUKTUBHAS KapIHOMUO-
MaTHsl), ITOYeK (IIPOTEUHYPUS C ITOCTICAYIONIAM pa3BUTHEM
IMOYEYHOUN HEIOCTATOTYHOCTH ), I1a3 (IIOMyTHEHUE CTEKII0-
BHIHOTO TeJIa, BTOPUYHASI IJIAyKOMa), a TAKKE IIEHTPAITBHOM
HEpBHOW CHCTeMBbI (KOTHUTHUBHBIC HAPYIICHUS, UIIIEMH-
YeCKUU MJIN TeMOPpParndecKii MHCYIIBT, SIMICITUICCKIEC
MpUIanKu, ruapouedanus) [37].

Broinessror 4 craguun TTP-CAIT:

* 0 — 6eccummnToMHAs (CYOKIIMHIYECKAsT);

* | — u3MeHeHNsT KacaroTCs TOIbKO HOT, UMEIOTCSI MH-
HUMAJIbHBIE HApYLICHUS XOAbOBI, MTOMOJHUTEIbHAS
orropa He TpeOyeTcs;

* II — cragmst mporpeccupoBaHMS HEMPOTIATUH C BOBJIC-
YeHHEeM PYK, IMallieHTy TpeOyeTcsl ITOMOIIb (OIopa
Ha TPOCTh WJIN KOCTHLIB);

* 11— BBIpaKeHHBII HEBPOJOTUUECKUI Ae(PULINT, OOJTb-
HOI HE CIIOCOOEH CaMOCTOSITEIbHO IIEPEIBUTATHC,
IMPUKOBAH K ITOCTEJIN YUIM MHBAJIMTHOMY Kpeciy [38].
CeHCOMOTOpHAS U BereTaTUBHASI HEHPOIaTHsI MOTYT

nporpeccuponath B TeueHne 10—20 net. Yacto hopmupy-
IOTCSI pa3HbIe TUIIBI HAPYIIIEHUS CePICYHOI IIPOBOIUMOCTH.
Ha mo3nHeit craguy 3a601eBaHAS pa3BUBACTCS KaXCKCHS.
IMaumeHTH 0OBIYHO YMHUPAIOT OT CepAeYHOM, TTOYCTHOM
HEIOCTaTOYHOCTH YUTH MH(EKIINH.

TTP-CAIIl — 3aboneBaHue C MO3THUM AeOIOTOM,
XapaKTePHOU 0COOCHHOCTBIO KOTOPOTO SIBJISIIOTCST Bapy-
abeNbHBIN Bo3pacT Hadana (amana3oH ot 20 go 70 mer),
a TaKXe HEeIOoJIHAS IICHETPAaHTHOCTD, 3aBUCSIIIAE OT 3T-
HUYECKOTO IMPOUCXOXICHUS U Treorpad@uIeckKoro pe-
TMOHA.

Bo3spacT Hauana 3a00eBaHUS CHJIBHO Pa3IMIacTCsI
Jake B 3THUYECKW UICHTUYHBIX ITOMYJISIIIUASIX ¢ OTHUM
U TeM 3Xe MaToreHHbIM BapuaHTtoM — TTR. Cpenn mamnu-
€HTOB-HOCHUTeNIell HanboJiee yacToil myramuu Val30Met
BBIICIISTIOT paHHee (mo 50 yet) m mo3aHee (Trocie S0 yer)
HavaJio 3a00JIeBaHVs: TSI JINII SITTOHCKOTO TIPOVICXOXKICHUST
¢ BapuaHTOM Val30Met, KoTOopble CBSI3aHBI C 2 KPYITHBIMU
SHIEMMYECKUMHU odaramu (mepeBHs Ogawa 1 ropos Arao),
CpemHMIA BO3pacT Havasia 3aboeBanust cocrapiser 40,1 +
12,8 roma (mmamna3on 22—74 rona) [34]. st il SIToOHCKOTO
npoucxoxaeHus ¢ Val30Met, KoTopble He CBSI3aHBI C 2 KpyTI-
HBIMM SHACMUIECKIMHA OYaraMu, CpeIHUI BO3pacT Havyajia
3a00JieBaHMsI 3HAYUTEIbHO Oostee mo3aHuii (62,7 + 6,6 ro-
na) (mmarmason 52—80 set) [39]. HJ1st TUIT MOPTYTraIbCKOTO
MPOUCXOXIEeHU ¢ BapuaHToM Val30Met cpemHumit Bo3pacT
Hauajia 3aboeBaHms coctasiser 33,5 + 9,4 roxa (auama-
30H 17—78 ner). Jms1 il mBeacKoro, GpaHITy3CKOTO WIN

OPUTAHCKOTO TPOMCXOXICHMS CPeIHUI BO3pacT Hadajia
HaMHOTO 00JIee TTO3MHMIA, YeM Y JIUII ITTOHCKOTO WM ITOP-
TYTaJIbCKOTO TIpoucxoxaeHus [40].

Ilokazana OGosiee BbIcOKast IeHeTpaHTHOCTb TTR
IUIST OOJIBHBIX U3 SHICMUYHBIX PETMOHOB 110 CPaBHEHUIO
¢ OOILHBIMU U3 IPpYTUX perrnoHoB [39]. HaunGombinas 1me-
HeTpaHTHOCTb oTMeueHa B [lopryranuu u Sinonun. B ITop-
TYTaJIuM pUCK 3a00JIeBaHus y JIUII ¢ BapuaHToM Val30Met
oueHuBaercs B 80 % B Bospacte 50 et 1 91 % B Bo3pacte
70 net, Torga Kak puck y ¢hpaHIy3CKUX TeTepO3UTOT CO-
crasisieT 14 % B Bospacre 50 et 1 50 % B Bo3pacte 70 et
[40]. B LlIBeru neHeTpaHTHOCTL HAMHOTO HIXe: 1,7 %
K 30 rogam, 5 % x 40 romam, 11 % x 50 romam, 22 %
K 60 rogam, 36 % k 70 rogaMm, 52 % x 80 rogam u 69 %
K Bo3pacty 90 ser [40]. Takke B 3TOM permoHe s 3a00-
JIeBaHUS XapaKTepHO 0oJiee MIATKOE TeUCHUE Y MEIJICHHOE
ImporpeccupoBanme, 4eMm B [TopTryranum n Slmonmnu.

PazmaHple TMIIOTE3bI BRIABUHYTHI C IIEJTBIO OOBSICHE -
HUS HabIomaeMoil (PeHOTUITNIECKON TeTepOTeHHOCTH
Hocwurenieii Val30Met (B TOM 9mCIIe BIUSHIE TeHOB-MOIM-
(bUKaTOPOB, POAUTEIBCKOE ITPOUCXOXKICHNE MYTAIUH,
TeHICPHBIN 3(DhEKT, BKIIAT HEKOANPYIOIINX PEry/ISITOPHBIX
BapMaHTOB, MOHOAJICJIbHAS 3KCIIPEeCCHs TeHa, BHEIITHIE
daxTopsl) [41—43]. OgHAKO TOYHOM ITPUYNHBI TAKOTO SIB-
JICHUsI TIOKa He YCTaHOBJICHO.

OrmmcaHBI TAKKe ClTydan OOJbHBIX, SIBIISIIOIIMXCS TO-
MO3UTOTHBIMM MO NaToreHHomy BapuaHty 17R. Hanbosb-
1IIee YKMCJIO TaKUX OOJNILHBIX ¢ BapraHToM Val30Met: kak
MUHUMYM 19 nHIMBHIYyMOB U3 14 cemeii; KpoMme TOTO,
M3BECTHO 8 TOMO3UTOT IO APYruM MyTausim: 5 — Val122lle,
1 — Leu58His, 1 — Phe64Leu n 1 — Ile68Leu [40].

[MpuMedaTeTbHO, YTO HEKOTOPBIE TOMO3UTOTHI IO Ba-
puanty Val30Met ocTatorcst 6eccuMnToMHBIMU [40].

Jlst matoreHHBIX BapuaHTOB 171 R 11oka3zaHa reHo-ge-
HOTHITYECKast KOPPEIISIIIHSL.

BbonbimmHcTBO onmcaHHbIx MyTauuii 77TR 00yca0oBIu-
BalOT CaMBbIi YaCThIii HEMpOMmaTHYeCKUii (heHOTUTI, B TOM
Yyucie HanboJiee XOpolLlIo 3ydeHHbI BapuaHT Val30Met,
OITHAKO M3BECTECH PSII MyTalIiA, aCCOLIMMPOBAHHBIX ¢ O0JIee
penKuMu (PeHOTUTIAMU: KapaUOJIOrMIecKuM — p.Asp38Asn,
p.Val40lle, p.Pro44Ser, p.Ala65Thr, p.Ala65Ser, p.His76Arg,
p.Gly77Arg, p.lle88Leu, p.Alal01Thr, p.Alal01Val,
p.His108Arg, p.Glul12Lys, p.Argl23Ser, p.Leul31Met
n p.Vall42lle [31, 32, 36], JTeNTOMEHUHTUAIBHBIM —
p.Leu32Pro, p.Asp38Gly, p.Ala45Thr, p.Val50Gly, p.Ala56Pro,
p.Gly73Glu, p.Gly73Ala, p.Phe84Ser, p.yr89His u p.Tyr-
134Cys [40], mpu KOoTOpBIX TTeprdeprdecKast 1 BereTaTuB-
Has HEHMpOoMmaTUM OTCYTCTBYIOT MM CJ1a00 BBIpaxKeHBI,
a Takxke ¢ atunmyHbIMU (peHotunamu ATTR. ITokazano,
YTO KpaliHe AecTabuau3upyronie BapuanTel 17R nHay-
LIMPYIOT JISNTOMEHUHTUAJIBHBIN aMuionnos [44, 45].

Crenmpuieckrie KIIMHIIECKIE 0COOEHHOCTH BBISIBIIC-
HBI B TTOITYJISIIUSIX ¢ HEOOIBITMMA SHACMUIECKIMU OJara-
Mu ¢ peakumu mytarsima TTR. Bapuant A97S (p. 1175),
pacrpocTpaHeHHBIN B TaitBaHe, MOXKET ITPOSIBISITHCS OBICT-
PBIM YXyIIICHIEM CUMITTOMOB M AJTbOYMIUHOIINTOIOTMUECKOM
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IHUccoLMaleil 0e3 oTBeTa Ha UMMYHOMOIYIUPYIOITYIO
tepanuio [46]. Bapuant G47A (p.G67A), sHIEeMUYHbBII
B MekcuKe, CBsSI3aH ¢ XapaKTePHBIM TICEBIOCKIIEpOAepMa-
TO3HBIM TTOpaXXeHUEM PYK; IPyTHe paclpoCTpaHCHHBIC
MyTaluu B 3Toi obmact, S52P (p.S72P) u S50A (p.S70A),
WMEIOT TEHACHIINIO TIPOTPECCUPOBATh OBICTPEE M UMEIOT
XYM TPOTHO3 B OTHOIIIEHUHM cepatia [47].

benok mpancmupemun: namorexse3 mpaicmupemuHoBoro

amunouposa

TpaHCTUPETHH SBISETCS TUITMYHBIM aMAJIONIOTEHHBIM
OeslKoM yeJsioBeKa. [lepBoHauanbHO HAHHBINM OEI0K ObLI
Ha3BaH <«IIPEATbOYMWH» WU «THPOKCUHCBSI3BIBAIOIINIA
npeanbOyMuH», TaK KaK UMeJ OJIU3KYI0 C aJlbOyMUHOM
3IIEKTPOGOPETUIECKYI0 aKTUBHOCTh IIPA CTAaHIAPTHOM
s5ekTpodopese 6enkoB [48]. OgHako B manbHelIeM ObI-
JIO TIOKA3aHO, YTO HMKAKOM CTPYKTYPHOI CXOXECTH yKa-
3aHHBIC OCJIKM He MMCIOT M, BO M30eXaHWe ITyTaHUIIBI
C IPOATLOYMUHOM U IPYTUMU «ITPEATBOYMUHAMMY , TIPE-
JIOKEHO HOBOE Ha3BaHUE OeJIKa — TpaHCTUPETHH [49].

OcHoBHag (pusnonornyeckas GyHkuus 6eaka TTP
3aKJIF0YAETCS B TPAHCIIOPTE TOPMOHA IMIUTOBUIHOM XXeJe-
3 TUpOKCHHA (T4) 1 KoMITIeKca peTHHOJICBSI3bIBAIOIIETO
0esika ¢ peTMHOJIOM (0TClo/la Ha3BaHuWe Oejika: transports
thyroxine and retinol). B mocnenHue romp! mpoko oocyx-
JaeTCs MPOTeONTHYecKast akTuBHOCTH TTP B oTHOIIIEHUM
HECKOJIBKMX CyOCTpaToB (amoJumorpoTerH Al, Heitpo-
nentun Y, AB-TIENTUA) U POJIb B HEKOTOPHIX (hYHKITUSIX
HEPBHOIT CUCTEMBI (Cpeay N3ydeHHBIX Ha Monelsix null-TTR
MBIIIIECH CIemyIoNIe MPOIECCHl: MMOBEACHNE, TIO3HAHNUE,
aMHUIVpOBaHUE HelipoIlenTraa, HeliporeHes3, pereHeparmst
HEPBOB, POCT aKCOHOB M MeTabonm3M 6ernka 14-3-3() [50].

TpaHcTupeTnH SIBISETCS BBICOKOKOHCEPBATUBHBIM
0eIKOM, BBISIBJICH Y HECKOJIBKUX BUIOB ITO3BOHOYHBIX.
HenaBHo nocnenoBareibHOCTU, ToMosiornuHbie TTP, us-
BecTHbIe Kak TTP-nmogo6Hble 6e1Kr, ObLTIM OOHAPYKEHbI
y Oaxkrtepuit, HeMaron u pacteHuil. Tak, TTP-nogo6Hbie
oenku 6aktepuii Escherichia coli m Caenorhabditis elegans
00pasytoT romoTeTpamepsbl, Takue Kak TTP, xoTs 6e3 crio-
cobHocTH cBsI3bIBaTh T4 [50].

benok nmeer MmonexkynsipHyto Maccy 55 kK1 u mpencras-
JIsIeT coboii romoreTrpamep. [lepBuuHasT cTpyKTypa Oeaka
mpencTaBieHa 147 aMMHOKMCIOTAMU, OOHAKO KaxKmast
cyobennuniia TTP o6pa3oBaHa 13 127 aMMHOKWCIIOTHBIX
OCTaTKOB (He BKJto4as 20-aMITHOKUCIOTHBIN CUTHAJILHBII
TIETITU), B KOTOPOI MPeodIaaaroT y9acTKy ¢ B-CKiIamdaToil
crpykrypoii [51]. MU3BecTHO, yTO HU3KMI ypoBeHb pH cro-
cobctByet auccouuaunu TTP Ha MoHOMephl. Bronoruue-
ckuii nepuon noiypacnana TTP y moneit cocTaBiisieT OKoJIo
2—3 gHeit. KaTabonmm3M 0eJiKa ITIpOUCXOAUT MPENMYIIECT-
BEHHO B TTICYCHN.

TpaHCTUPETHH COOEPKUTCS B CHIBOPOTKE KpoBH (3,6—
7,2 MKM) 1 cTTHHOMO3T0BOM kuakoct (0,04—040 Mxm)
[11], 95 % 6enka TTP cuHTe3upyeTcs: KJIETKAMU TeUYEeHU
U CEKpETUPYeTCs B KPOBEHOCHOE PYCJIO, MEHBIIIAsI 9acTh —
B COCYIVCTOM CILICTEHUH TOJIOBHOTO MO3Ta ¥ IINTMEHTHOM

snuTenuu cetyatku rina3a. TTP, cunte3aupyemsblii B co-
CYIHMCTOM CIUICTeHUH, CEKPETUPYETCS B OCHOBHOM B CITH-
HOMO3TOBYIO XUIKOCTb M HE TOTAIaeT B CBIBOPOTKY KPO-
BU, Ipu 3TOM o0Opa3syeT g0 25 % 6elKOBOro cocTaBa
CITMHHOMO3TOBOM XuaKoctu. DKcrpeccust TTP naunHa-
eTcsl B MPOIeCCe SMOPMUOHATBHOTO PAa3BUTHS U TIPOIOJI-
JKaeTcs B TeUeHUe Beeil xKu3Hu. YpoeHb TTP B chIBOpOT-
Ke MEHSIeTCS B TCUCHME XXU3HU: OH TTOHIKEH Y 300POBBIX
HOBOPOXICHHBIX IO CPAaBHEHMIO CO B3POCIBIMM 1 HAUM-
HaeT cHmXaTtbes mmocite 50 et [50].

DKCIepUMEHTHI Ha MBIIIAX ¢ BEIKIIOYEHHBIM T€HOM
TTR noka3any HopMaJabHOE Pa3BUTHE T1J10[Ia, HOPMAJIbHYIO
MIPOIOKUTEILHOCTD XXU3HU, (DePTIIIBHOCTD 1 KU3HECITO-
COOHOCTh, OTHAKO HAOJIONATI0Ch CHIDKCHIE YPOBHSI PETH -
HOJIa, KOMIUTEKCa pETUHOJICBSI3BIBAIOIIECTO OEJIKa C PeTH -
HOJIOM (0K0J10 95 %) M rOpMOHA LIUTOBUIHOM KeIe3bl
(1Ha 50 %) B CHIBOPOTKE Y TaKuX XKMBOTHBIX [50, 52]. Ha oc-
HOBaHUU 3TUX JAHHBIX MOXHO IIPEAITIONIOXUTE, 9T0 TTP
HE SIBIISICTCS XXMU3HEHHO HEOOXOMMMBIM OEJIKOM, CKOpee
pe3epBHBIM [11]. [Tpu 3TOM 3HAYMTETBHOI OKa3a/Iach pOJib
TTP nnsa HepBHOM cucteMbl: null- TTR XUBOTHBIE OTJINYA-
JINCh MMPU3HAKAMU IETTPECCUBHOIO MOBENECHNS, TOBBILLIEH-
HOI IBUTATEIbHOM aKTUBHOCTbBIO 1 O€CITOKOMCTBOM, YXY/I-
IIeHWEeM TT03HABaTeJIbHO CITOCOOHOCTH IT0 CPaBHEHUIO
¢ oJHOMOMeTHUKaMM aukoro tvmna [53]. Bbeuto mokasaHo,
yto orcyrcTtBre TTP 3amemsier pereHepaiio HepBOB [54].

HNsmenenne ypoBHs TTP m/wim moBBIIIEHWE €TO
OKUCJICHMST OITMCAHO TIPY PA3IMYHBIX HEBPOJOTMIECKIX
MaToJIOTUSIX YyenaoBeka: cuHapoM IuiienHa—bappe, ppoH-
TOTeMITIOpaJIbHAsI IeMEHIINSI, 00KOBOI aMHOTPOMUICCKIIA
ckiepo3 u 6oie3nb [NapkuHcoHa [55—58]. 3HaunMas Heli-
poripotekTuBHas pojib TTP MHorokparHo omnucaHa
npu umemuu [59] u 6onesuun Anpureiimepa [60]. Tak,
SMHUICMHOIOTTIECKOE MCCIIeIOBAHNE TIOKA3aJI0, YTO TeTEePO-
3UTOTHI 110 BapraHTy T119M, TIOBBIIIIAOIIEMY CTaOMIBHOCTD
oenka TTP, umenu MoHWXKEHHBIN PUCK LIEpeOPOBACKYIISIP-
HOM ITaTOJIOTUM W MOBBIIMICHHYIO MPOIOJIKUTEILHOCTD
KM3HM 110 CPAaBHEHUIO C HEHOCUTEISIMUA TAHHOTO BapraH-
ta [61].

HectabunbHOCTE TeTpaMepoB SIBIISIETCSI OCHOBHOM
npuunHoii pa3zButust ATTR. B kuHeTnueckux ucciaegona-
HUSIX TT0Ka3aHO M3MeHEeHUe KOH(popManun Oejka B pe-
3yJIbTaTe aMuionaoreHou myraiuu 7'TR, 4To BeneT K auc-
CoLlMallMd TEeTpaMepOB Ha CJIabOCTPYKTYpUPOBAHHbIE
CyOBEIMHUIIBI, KOTOPBIE MOTYT 3aTeM COOMPAThCS B aMU-
JIOUIHBIE (DMOPUILTHI ITyTeM CIIOHTAHHOM MOJIMMEepH3allin
6e3 3aTpatsl 3Hepruu [11]. [TokazaHo, 4TO BCe TTaTOreHHbIE
mytauuu TTR o0yclOBAMBAIOT SHEPTETUUECKU MEHEE
ycToitunBoe cocrosiHue 0eka, yeM TTP nukoro tuma [62].
MHuorue BapuanTthl 7TR, Kak U3BECTHO, HE SIBJISTIOTCSI aMU -
JIOUJOTEHHBIMM, & HEKOTOPbIE U3 HUX UMEIOT TPAHCITOAAB-
JITFOIIUT (CYTIpeCCOpHBI) 3(pheKT: HaXomsICh B KOMITAyH/I-
TE€TEPO3UTOTHOM COCTOSTHMHM C ITAaTOTEHHOW MyTalueit
CnocoOCTBYIOT HeoObIYaiHOM ycToitunBocT TTP K auc-
coumanuy terpaMmepa. Cpenn HUX TOOPOKAadYeCTBEHHBIS
BapuaHTHI Thrl119Met u Argl 04His, opmmpyromume 6oee
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cTtabubHbINM BapuaHT T TP nmo cpaBHEHUIO C AMKWAM TUTIOM,
YTO WUTIOCTPUPYIOT in vitro uccnenoBanus [11, 44, 63].

BoipaxkxeHHOCTb 3a60J1eBaHUsI HE MOXET ObITh CIIPO-
THO3MPOBaHA TOJIEKO Ha OCHOBAaHMU SHEPIeTHUECKMX ITa-
pPaMeTpPOB HEIPABMIILHOI YITAKOBKM OeliKa, 0COOCHHO
B CJIydae HaMMeHee CTaOMIbHBIX MyTaHTHBIX opM. He-
KOTOpBIE 0c000 HeCcTaOMIbHBIE (DOPMBI, OOYCIOBICHHBIC
TaKuMHU MyTauussMu, Kak Aspl8Gly u Ala25Thr, comep-
JKaTcs B CBIBOPOTKE KPOBM B OYEHb HU3KMX KOHIIEHTPAIIN-
sIX, 9YTO, BOBMOXKHO, CBSI3aHO C TIPOIIecCaMU BHYTPUKIIETOU -
HOT'O KOHTPOJISI Ka4ecTBa (3aaepKKa B SHIOIIa3MAaTHIECKOM
PETUKYIIyME M IeTpamalus B IpOoTeocoMax KpaliHe HecTa-
OMJIBbHBIX BApUaHTOB). B pesynbraTe HabMI0OaI0TCSI OYCHD
HHU3Kasl CBIBOPOTOYHASI KOHIICHTPAIIUSI TaKUX OCIKOB M,
COOTBETCTBEHHO, CIa00BBIPAKEHHBIC KITMHUIECKIE TTPO-
siBJIieHMST. TakuM 00pa3oM, KJICTOYHAsT CUCTeMa KOHTPOJIS
KadyecTBa 3allUIIAeT OPraHU3M OT TSDKEJI0TO aMUJIOMI03a
3a CYeT CHIKeHUST KOHIICHT AN aMAJIONIOTCHHBIX TTPe-
IecTBeHHNKOB. Hammame KOHTpOIISI KauecTBa OOBSICHSIET
OTHOCHTEJIbHYIO KOHCEPBAaTUBHOCTh BCEX MYTAlIMiA, OITH-
CaHHBIX y 00IbHBIX HacieacTBeHHBIM ATTR. Ot mytaumm
MIPEICTaBICHBl B MOMABISIONIEM OOJBITMHCTBE CIIyJdacB
(Kak paHee 0TMEYajIoCh, OKOJIO 96 %) eAMHUYHBIMU aMU-
HOKUCJIIOTHBIMU 3aMEHaMHU WA eIUHUIHBIMU aMHHO-
KHACIIOTHBIMU AenelnsiMu, Ho He Lof-Bapmantamu (loss
of function) — KpyITHBIMU IeICITUSIMY / MTHCEPIIUSIMU, MY-
TallUSMU CABUTA paMKH, MyTaIlMsSIMA caiiTa CIUTaiicHTa
WM HOHceHC-MyTauusmu [11, 33, 45, 62].

Crout otMeTnTh, uto Lof-BapuanTsl B rene 77TR, of-
HaKo, BcTpevaroTes (1o JaHHBIM 0a3bl gnomAD), B KOoTopoii
cBezieHa MHMOPMAIIS 1o ceKBeHUpoBaHMIO 6oJ1ee 120 ThIC.
9K30MOB 1 15 ThIC. reHOMOB [64]). Tak, omnucaHbl BapyuaH-
ol p.Lys29Ter, p.Argdl1SerfsTer46, p.Val40ProfsTer50,
p.His51ArgfsTer7, p. Tyr125Ter, p.Glu147Ter. Bee, 3a uckimo-
YeHWEM MOCIEIHETO, BCTPETWINCH OMTHOKPATHO, M HY OIWH
W3 3THX BapMAHTOB HE OMMCAH B INTEpaType y OOJIHHOTO
¢ ATTR. BunuMo, Takoii TUIT «TS3KeTbIX» MyTaIuii, 00yc-
JIOBJIMBAIOIINX CePhe3HBIC CTPYKTYPHBIC HapyIIIeHUS Oell-
Ka WJIN €r0 OTCYTCTBHE, TIPEIISITCTBYET COOpPKE TeTpaMepa
M3 TTIOMOOHBIX MOHOMEPOB. Bo3MOXKHO, OymeT cripaBemjinB
BBIBOJI, UYTO YeM MeHBIIe 3(P(hEeKT MyTalli Ha CTPYKTYPY
1 KOH(pOpMAaLIMIo 0eJ1Ka, TeM 00JIbIlle BEPOSITHOCTS JIJIsT Oe-
KOBO#1 CyObeIMHUIIBI BEKUTH B TIPOLIECCE BHYTPUKIICTOU-
HOTO KOHTPOJIS U TTOIIACTh B KPOBEHOCHOE PYCIIO.

Hawub6onee marorennsiii Bapuant T7TR (Leu55Pro),
JMIEMOHCTPUPYIOIINI caMoe paHHee Hadaio 3a001eBaHus,
SIBJIIETCSI HamboJIee AeCTaOMIM3NPOBAaHHBIM BapHAHTOM,
KOTOPHII MOXKET CEKPETUPOBATHCS HA YPOBHSX, COTIOCTA-
BUMBIX C TUKMM TUTIOM, €Ba M30erast Jerpagaliiii B SH-
JIOIIa3MaTUYeCcKoM peTukynyme. Bapuanter TTR, KoTOpbie
MPEUMYILIECTBEHHO MHAYLUPYIOT aMUIOUI03 LIEHTPAJTbHOMI
HEPBHOM CHUCTEMBI, SIBJISIIOTCS HaMMEHee CTaOMIbHBIMU
BapraHTaMu. COCYINCTOE CIICTEHHE CEKPETUPYET BHICO-
KozaecTadbvIm3npoBaHHbIe BapuaHThl 77TR 6onee apdek-
THUBHO, YeM TIeYeHOYHBIEC KJIETKH, 9TO, KaK IPEIIToaracTcs,
00yCIOBIIMBACT M30MpaTeIbHOE OTIIOXECHUE aMIIOMIA

B LIEHTPAJIbHOI HEPBHOM CUCTEME (JIENTOMEHUHIeaIbHbII
amuiionnos) [44, 45].

Pacnpocmpanensocmb. 3thdhekm ocHoBamens

CeromHs 3BECTHO, YTO 3a00JIeBaHIE PACIIPOCTPaHE-
HO TTOBCEMECTHO, OJHAKO MMEET OTHOCUTEIIFHO PEIKYIO
YacTOTY BCTPEYaeMOCTH, KOTOpask K TOMY K¢ BeCchbMa Ba-
puabenpHa B pa3TuyHbIX cTpaHax. B Espomne u CILA (mst
eBpOIIeOUTHOTO HacejeHus1) B cpenHeM yactota ATTR
oneHuBaeTcs Kak 1 Ha 100 Teic. [40]. MHaye KapTHHA BbI-
TJISIIAT B 9HAEMUYIHBIX CTpaHax, B YKciie KOTOphIx [TopTy-
ranus, lIBeuus, AnoHus, roe camMoii 4yacTo MyTaldei
apisgetcsa Val30Met, o0ycioBIMBaooiast IpakKTU4ecKy BCe
clrydau 3a00J1eBaHMS B TIEPBBIX ABYX cTpaHax [3] (mpume-
YaTeJIbHO, YTO B HEOHACMUUYHBIX PETHOHAX SHACMUYHBIX
CTpaH CIIeKTp MyTaluii bonee BapruadeseH [24]). Pacripo-
CTpaHEHHOCTh B HEKOTOPHIX paiioHax Ha ceBepe [lopryra-
nuu (ITosya-ae-Bap3un u Buna-ay-KoHau) oueHuBaeTcs
B 151/100 TBIC. XXUTeneit (4acToTa caydaeB, OOYCIOBIICH-
HBIX BapruaHToM Val30Met, cocrasister 1 Ha 538); B ceBep-
Hoit [lIBeruu — 104/100 TBIC. XUTEEH (YaCTOTA TETEPO-
3UTOTHOIO HOCHUTeIbCcTBa MyTauuu Val30Met — 1,5 %);
B Amonnm — 1,5/100 ThIC. (OTMe9aeTCsl HAKOIIJICHHE 3a-
6oneBaHus B 2 mipedpexkrypax: Arao City in Kumamoto
Prefecture u Ogawa Village in Nagano Prefecture); Takcke
uMmeroTcs nanHbie i Kunpa — 3,72/100 Teic. [65]. Peru-
OHBI C TIOBHIIIIEHHO YaCTOTO BCTPEYAEMOCTH OITMCAHBI
B Mcmanuu, B yacTHOCTY Ha baneapckux ocTpoBax: ImoKa-
3aTeIb pacpoCTpaHeHHOCTH Bapbupyet oT 5/100 ThIC.
Ha ocTpoBe Maiiopka g0 1/100 TeIc. Ha ocTpoBe MeHOpKa
[65]. TTP-CAII onucaH u B Apyrux pernoHax Mcnanum,
OTHAKO YHCJIO MAIMEHTOB B 3TUX paifOHaX HEBEIUKO.

IIpoucxoxnenne myraunu Val30Met 1 ee HepaBHO-
MEpHOE pacIpOCTpaHEeHNE CPEO Pa3TMIHbIX TOMYISIINIA
ocrarorcs HesicHbIMH [66]. [TepBoHayanbHO OBLTIO BBICKA-
3aHO MPEATIOIOKEHIE, 9YTO MyTAIIUS ITPOM30IILIA OT OTHO-
ro ocHoBatess1 B [TopTyrammm u pacpocTpaHIIaCh ITO BCe-
My Mupy, Bkmodast EBpomny, Smonuto, KOxHyio AMepuky
n AdpuKy, B pe3ybTraTte psma UCTOPUISCKUX COOBITHIA,
cBs3aHHbIX ¢ [lopryranueit (Coutinho, 1989). OxHako
IaJbHEHIINEe NCCAeAOBAHMS TTOJMMOPGHBIX MapKepOB
TOKAa3aJIA HAJTNINE HECKOIBKIX TaIIOTUITOB, aCCOITUUPO-
BaHHBIX ¢ Val30Met, B pa3IMIHBIX STHUYECKUX TPYIIaX,
YTO CBHIETEIBCTBYET O MHOXKECTBE OCHOBATeICH, He3aBH -
CHMO BO3HUMKIIHNX B KaXKI0i rpymie [66].

H. Ohmori u coasr. (2004), mpoaHaM3upoBaB 00pa3-
el [JIHK Val30Met-60bHBIX 113 5 peroHOB (2 B SmoHnmu,
octpoBa Maitopka (Mcnanus), [Topryrammu n IBemmm)
Ha cueruieHHble ¢ reHoM TTR, 4 — SNP u 5 — mukpoca-
TEeJJIMTHBIX MapKepa, ycTaHOBWIM, 4To Val30Met nmeer
obuiee mpoucxoxaeHue misi [Hopryranum nu Ucnanuu,
IMopryranuu u dnonuu, Ho He mis Benuu. Takxke aB-
TOPBI MPEANONOXUIN, uTo Val30Met M3HavaIbHO TIPO-
un3onuia B EBporie 1 Obli1a 3aHeceHa B SITTOHUIO MOPTYTraib-
cKUMU ToprosuamMu B XVI B., aKTUBHO TOPTOBaBIINMU
BO Bcex o0macTsix Kiocio (ocTpoB, Ha KOTOPOM pacIioNIOKeH
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Kymamoro) mo nauyana XVII B., korna SlmoHmst crama 3a-
KPBITOM CTpaHoii. Jlajee MyTaHTHBIH aJuIe]Ib pacIpoCTpa-
Hucs Ha Harano u apyrue oomactu Amonun [67].

C. Zaros u coasnT. (2008) Takke MPUILIA K BBIBOLY
0 Pa3IMYHBIX OCHOBATEJISIX TSI TTOPTYTAIBCKIX 1 IIIBEICKIX
Hocurelieit mytauuu Val30Met 1, Kpome TOro, moKasaiun
IMOPTYTAIbCKOE MTPOMCXOXICHNE Opa3sMIbCKOM MyTally
Val30Met [66]. ABTOpaMu ObUT YCTAHOBJIEH BO3PACT BO3-
HUKHOBEHMS M3ydaeMoil myrauuu — 750 u 650 ner mis
Iopryranuu n bpasuimu cooTBeTCTBEHHO U 375 neT myis
[IBeruu. O1ieHKa BO3pacTa MIPOMCXOXKICHIS OCHOBATEIS
COOTBETCTBYET COBPEMEHHBIM 3HAHUSM HUCTOPUICCKHX
coObITHI, cBa3bIBatomX [Topryranuio n bpaswimio [66].

E1te omHYM TTOATBEpKIeHUEM HE3aBUCHMOTO MHOTO-
KpaTHOTo npoucxoxaeHust myraiuu Val30Met B EBpomne
sBisieTcst padora A. lorio u coaBr. (2014) [68], moka3biBa-
oIIIast HAJIMIKME CBOESTO OCHOBATEIIS VTSI MTAJIbSTHCKOM T10-
IMyJISIIAH, 6oJiee IPeBHETO IO IIPOMCXOXKICHUIO TI0 CPaB-
HEHMIO C TTOPTYTaIbCKUM. YCTaHOBJICHO, 4yTo B MTammu
Val30Met Bo3Huki1a okoso 850—900 et Ha3an [68].

Hanuuune HeckolbKMUX ocHoBaTesneit mis Val30Met,
CBUIETEIBCTBYIONINX O HE3aBUCUMOM ITPOUCXOXKICHUN
STOM MYTalLIMM B Pa3IMIHBIX CTPaHaX, B HEKOTOPOM CTETICHU
00BICHSIET (PeHOTUTINYECKYIO reTeporeHHOCTh TTP-CAIT:
BapHaOeIbHBIIN BO3pacT Havyala 3a00JIeBaHMsI, BapraOeiIb-
HYIO HEITOJTHYIO TTEHeTPAHTHOCTb M CTETICHD IIPOSIBIICHUS
KIMHIYIECKUX CUMITTOMOB B Pa3TMIHBIX HOITYJISTIUSIX. Pac-
TyIIIee YHCIIO TOKA3aTeIbCTB YKa3bIBaeT HA TO, YTO HEKOIM -
pyIOIIe BapHaHTBI UTPAIOT KITIOYEBYIO POJIb B PETY/ISIINN
TeHOMa YeJI0OBeKa He TOJBKO C TOUYKM 3PEHUS SKCITPECCUN
TeHOB M TPAHCKPUIILMK OejIKa, HO TaKKe M B pETryINpOBa-
HUY MOJIEKYJISIPHBIX TTyTel. OmHaKO OHY JIUIIIb TeHeTUYIe-
cKue (DaKTOPHI He MO3BOJISIIOT B IIOJTHOI Mepe 000CHOBATH
denorunmueckyio rereporeHHocTh TTP-CAII, a B ocobeH-
HOCTH BHyTpHceMeliHy0. Tak, BOIpoC 0 TUCKOPIAaHTHOCTH
kmHndeckux npossinennii TTP-CAII cpeny map MOHO3M-
TOTHBIX OJIM3HEIIOB OCTAETCSI OTKPHITHIM M 3aCTaBIISICT

3ayMaTbCAd O HAJIMYMUN HETCHETUYCCKUX CbaKTOpOB, B 4acT-
HOCTHU SITMICHETUYCCKUX 1 BHCITHECPCIOBbIX.

DOuddrepenyuanbias guarHocmuxa

TTP-CAII — penkoe 3a6oyieBaHNe ¢ HECTIELTM(PUIHBI-
MU CUMITOMaMu. B HEsHAEMUUHBIX CTpaHax CpeaHUN
WHTEPBaI BPEMEHU 10 TOCTAHOBKM BEPHOIO JMarHosa
MOXET COCTaBUTH OT 2 0 5 jieT. B HEeKOTOPBIX Cirydastx
Jlaxke Y MOJIHOCTbIO 00CIeI0BAaHHbIX MALMEHTOB BO3HUKA-
0T TPYIHOCTH ITpY BepuUKaLu nuardosa [69]. 3agepxka
MOCTaHOBKM BEPHOIO AMarHo3a Juiiaer 00JbHOTO TOTO
CaMOTO «TePaIeBTUYECKOT0 OKHA», KOTIa MOTJIa ObI OBITH
MaKCUMaJIbHO 3 (DeKTUBHA CYIIeCTBYIONIAS Ha CETOMHSIIII-
HUI OeHb maToreHeTndyeckas Tepanud [70]. I[IpuHumasg
BO BHMMAaHUe BblllI€yKa3aHHbIE 0COOEHHOCTHU, HEOOXOIU -
MO YBEJIMYUTh HACTOPOXEHHOCTb Bpaueil B OTHOLLIEHUU
MPOTrpecCcCUpyolIeil MIMONMAaTUYECKON NOJIMHERpONaTHH,
0COOEHHO Pe3NCTEHTHOM K CTaHAAPTHBIM METOAAM Tepa-
nuu. XapakTepHble TPU3HAKK, KOTOPbIE MOTYT MOMOYb
nneatudunnposatb TTP-CAIl, — ceMeifHBIII aHaMHe3
¥ MYJIBTUCUCTEMHOCTh TTopaxkeHus1. CiemoBaTeIbHO, BaXK-
HO TIOJyYUTh TOJHYIO UCTOPUIO 0OJIE3HU C MOAPOOHBIM
OINMCaHMEM CUMIITOMOB CUCTEMHOTIO 3a00J1€BaHMs, a TaK-
K€ MOJIHYIO 1 TToApoOHYI0 ucToputo cembu [71]. Hanuuue
nporpeccupylouieil nepupepuiyeckoin CEeHCOPHO-MOTOP-
HOM MOJIMHEWPOIIATAM 1 110 KpaliHell Mepe OHOTO U3 CJIe-
JIYIOIIVX TTPU3HAKOB MOXET CBUIeTeNbCcTBOBaTL 0 TTP-CAIT:
ceMeiHasi UICTOpHUSl HEMpOTNaTUM, PaHHSs BereTaTMBHas
JUC(hYHKINA, TOPaXeHUe cepaua, Auapes, 3arop, 4epe-
NyIollIMecs AMU30/bl 3amopa U AMapeu, HEOObSICHUMOE
CHUKEHME MAcCChl Tejla, CUHIPOM KapIaJlbHOro KaHaia,
MoYyeyHasi HEAOCTATOYHOCTb WM MOMYTHEHUE CTEKJIOBU/I-
Horo Tefa. [lepeurcieHHbIe CUMIOTOMBI IPUHSITO HA3bIBATh
«kpacHbIMH (aramu» TTP-CAII (cM. puCcyHOK).

Heiiponatus siBnsieTcst BaXKHOM 0COOEHHOCTBIO HECKOJTb-
KHX TUITOB CUCTEMHOTO aMWJIOMI03a U, KPOME MOAABJISTIOLLIAX
ciiyyaeB HacneactBeHHoro ATTR, wacto HabGmomaeTcst

CemelnHbI aHamHe3 / Family history

f |

BeretatuBHas Helrponatua / Autonomic neuropathy

MopaxeHue XKT / Gl complaints

HeobbacHumas noteps Beca / Unexplained weight loss

Mporpeccupytowasn

CMMMETPUYHaA CEHCOMOTOPHasA
Henponatua / Progressive
symmetric sensory-motor

neuropathy

>1 13 cnegyowmx
Kputepuies /
>1 of the following

lMnepTpodua Mmokappaa, apUTMUK, HapyLIEHWEe BHYTPCEPAEUYHOM
npoBoAMMOCTU, Kapanomuonatus / Cardiac hypertrophy, arrhythmias,
cardiac conduction disorder, cardiomyopathy

[1ByCTOPOHHUIA CMHAPOM KapnasnbHOro KaHasna /
Bilateral carpal tunnel syndrome

MopaeHwne nouek / Renal abnormalities |

\

lMomyTHeHune cTeknoBugHoro Tena / Vitreous opacities |

«Kpacnvie gpraeu» mpancmupemurnosoii cemeiinoti amunoudroi noauneiponamuu (no Conceiago A. ¢ coagm. (2016) [72] ¢ modugpurxayusmu)
«Red-flag» symptom clusters in transthyretin familial amyloid polyneuropathy (according to Conceiago A. et al. (2016) [ 72] with modifications)
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y TIAIIMEHTOB C HACIeACTBeHHBIM ApoAl-aMIIonao3oMm (TUIT
Iowa), o6yciopineHHbIM Gly26Arg-MyTaleii, TAKKE SIBISET-
cd BaXHOW OCOOEHHOCTBHIO HacienctBeHHOro AGel-
amwmitonno3a (puackuit tum) [73]. Oognako TTP-CAII
BpsiA I OyIeT OIMMOOYHO IMPUHUMATHCS 33 YKa3aHHBIC
dopmMBI aMUIIONI03a, TIOCKOJIBKY OHA UMEIOT HEKOTOPBIC
OTJIMIUTEIIFHBIC XapaKTePUCTUKMA.

OCHOBHBIMU KJIMHUYECKUMU TTPOSTBIIEHUSIMU ApoAl-
aMIUIONIO3Aa SBJISIOTCS aMUAJIOMI03 TIOUEK (TIPeUMYIIIeCT-
BEHHOE OTJIOKEHUE aMUJIOUIA B KPOBEHOCHBIX COCyAax
1 MEOY/UIIPHBIX CTPYKTYpax) M a30TeMUs, Jallle BCETO
cayXarrast IpudHOM JIeTaIbHOTO Mcxoaa. [IpoTenHypust
OYCeHb OIpaHWYEHHA, IPAKTUIECKA HE pa3BUBAETCS He-
dpoTrdecKuit CHHAPOM B OTJIMYME OT AA-aMHJIONIO3a
n AL-ammionno3a, mpu KOTOPBIX HEPACTBOPUMEBIE (U~
OpWILTBI OTKJIAABIBAIOTCS B KITyOOoUKax rmouek [73]. Ipyrue
OpraHbl TAaKKe MOTYT OBITh BOBJICUCHBI: TIeYeHbD, CEIe3¢HKA
u nHoraa cepaie. OmmcaHo okoyo 70 MyTaluii B TeHE
APOA1 (18], Ho mutb Gly26Arg — eIMHCTBEHHBII BAPUAHT,
IIpY KOTOPOM pa3BUBAeTCsS HEHPOIATHS, TP 3TOM IIpa-
KTUYeCKU naeHTnuHag TakoBoii mipu ATTR [18, 74]. He-
CMOTPS Ha TSKEIYI0 HEHPOIIaTUIO, CMEPTh OOBIYHO CBSI-
3aHa C MOYEYHOU HENOCTATOYHOCTBIO.

Heiipormatug npu AGel-amuionnose neGIOTHUPYET
B cpeaHeM Bo3pacTe (mpubiausuTenbHo B 40 JeT)
KaK IIpOrpecCcUpyIoniast HeiipoImaTus YepeTHbIX HEPBOB,
1 TOpa3mo MOo3Xe MOXET MPUCOCANHUTHCS Mepudepu-
yeckKasl Heiiponartusi, 3aTparuBaioiiass KOHe4YHOCTH [75].
[lepBrIit xe cUMIITOM 00JIE3HU — pelleTdaTast INCTPO-
¢usg porosunsl B Bo3pacte 20—30 jeT — TUNUUYEH
st AGel-amuiongosa, 9To aejlaeT TMAarHOCTUKY JaH-
HOT'O COCTOSIHMSI OTHOCHUTEIBHO mnpocToit [76]. Boib-
IIMHCTBO MOCTPAIaBIINX JIUIL IIPOUCXOMSAT U3 FOr0-3a-
magHo PWHISHINM, XapaKTepHBIC MyTallid B TeHE
GSN — Aspl187Asn u Aspl187Tyr. bonbIIMHCTBO TTaLv-
€HTOB reTepO3UTOTHBI IT0 MYTAIIMA ¥ UMEIOT CKPOMHOE
BOBJICUCHUE BHYTPEHHUX OPTaHOB, B OCHOBHOM C COCY-
IUCTHIMU TIPOSIBIICHUSIMH; TOMO3UTOTHI MOTYT UMETh
TSKEJI0€e CUCTeMHOE 3a00JIeBaHIe C TTIOYCTHOM HeIoCTa-
TOYHOCTBIO [73].

OueHb penkas U MeHee OBICTPO IPOTPECCHPYIOMIAsT
HacJIeICTBECHHAs HelpomaTusi, cBsI3aHHas ¢ truncation-
MyTalldsSIMU B TeHE IIPUOHHOTO OeIKa, MOXET OJTM3KO UMH-
tupoBaTh TTP-CAII [77] n gomKHa yYUTHIBATHCS TPU
InddepeHIMaNBEHON TNAaTHOCTHUKE.

Camas yacras mpyuIrHa aMIIOMIHO HEUPOITaTUN —
TIepBUIHBIN IMMYHOTI00YIMHOBEIN AL-aMmionnos, mpu
KOTOPOM 0K0J10 20 % GOJIbHBIX UMEIOT IIepUdepUIECKYIO
MOJUHENPOIIATUIO U €111e O0JIblIee YMCIIO — CUHIPOM Kap-
najxbHOoro KaHauna [73]. TakKe xapakTepHbI BeTeTaTUBHAS
HeliponaTus, KaApANOMHUOIIATHS 1 TTOYeYHAsT HEIOCTaTOd-
HOCTb. AL-aMUJTONIO03 — CITOpaguIecKoe HeHACICICTBEH-
Hoe 3a00JieBaHue [73], 3HAUNTEIHHO CXOXKee IO KIIMHUYe-
ckoii cumrnrtomatuke ¢ ATTR, uTo BhI3BIBaeT OOJbIINE
TPYAHOCTHU B nrddepeHIIMATbHON TnarHocTuke. B Takmx
CITyJasiX MCIIOIb3YIOTCSI BCIIOMOTATeIbHBIC METOMBI: M-

MYHOTHCTOXMMHMIECKOE MCCICIOBaHNE I MAacC-CIIEeKT-
pOMeTpHsI OMOIITaTa NCCIIEMYyeMOM TKaH!, TIOJIOKUTETbHBIN
CBIBOPOTOYHBII 1/ MOYEBOI MOHOKJTOHAJIBHBIN OEJIOK,
OoTpHUIAaTeJbHAsI CHUHTUTpadus MHUOKapma ¢ TexXHe-
uuii-99m-nupodocdarom.

Cpenn HeaMUJIOUIOTCHHBIX HEHPOITaTHii, KOTOPBIE
cJIemyeT YIUTHIBATh ITpU T bepeHIINATBHON TUarHOCTH -
ke TTP-CAII, MOXHO BBIIEJINTH CJIEAYIOLINEe HAaCIeICT-
BEHHBIC Y HEHACJICICTBEHHBIE COCTOSTHUS.

HacneacTsennbie COCTOSIHUSA, CONPOBOKAAIOIIMECS Held-
pomarueii: HacieacTBeHHas Helipornatus [lapko—Mapu—
Tyra (6onee 80 reHOB CBSI3aHO C 3TOI maTojiormeit) [78],
60e3Hb Padbpu, obycIoBIeHHasT MyTalusiMu reHa GLA
¢ X-CIIeIUIEHHBIM TUIIOM HaciefoBaHMSI [79], pasmdHbIe
MUWTOXOHApUAIbHEIE 00s1e3HM [80].

HenacneacTBeHHble COCTOSHMS, CONPOBOKIAIOIIUECS
HeifponaTueii: XpOHMIECKasl BOCITAJIUTEIbHAS IEMUETHH -
supyrommas moauHeiiponatus (XBAIT) — mHanboiee pac-
MMPOCTPpAaHEHHBIN OIMMOOYHBIM AWArHO3 Y MAIUeHTOB
c ATTR. Y 18 13 90 yui ¢ HacnenctBeHHBIM ATTR 6e3 ce-
MEHHOro aHaMHe3a olnbouyHo guarHoctupoBaHa XBJII1
[40]. Cnenyet yuuthiBaTh, uTo 11 XBJIIT HexapakTepHa
Kapmaromuonatust. CepaedHblii capkonmo3, cuHapoM Kpoy—
®yxkaca (oH xe POEMS-cuHapom), nnadbeTnaeckast Heii-
poTaTHsI TaKKe MOTYT COIIPOBOXKIATHCS ITOJIMHEpoIa-
Ttuei [40].

Kapnouonornueckuii penorun ATTR cnenyer nudde-
PEHIIMPOBATH C HACICICTBEHHBIMU TUIIEPTPOPUIECCKUMU
KapInOMHUOIIATHSIMU, CBI3aHHBIMU CO MHOXKECTBOM JIPYTHX
TeHOB, HACJIEAYeMBIX OOBIYHO IT0 ayTOCOMHO-TOMWHAHT-
HOMY TUITY, ¥ JUISI HUX HeXapaKTepHBI MeprudepraecKast
¥ BereTaTUBHas HeliporaTud [81].

JleyeHue

Jonroe Bpemst ATTR cuntancst HeuzaeunMbIM 3a00-
JneBaHneM. Jlo HACTyIUIEHUS 3pbl papMakKoTeparnuu,
B 1990-X romax, craHmapTOM JICYeHUST JAHHOTO 3a00JICBaHNS
SBJISITIACh OPTOTONMYECKAs TpaHCIUTaHTaLus reueHu [70].
DPpdexTUBHOCTH METOIA 3aKITIOYAETCS B 3aMeIleHUH KJTe-
TOK MEeYEeHU C MyTAaHTHBIM F€HOTUIIOM Ha KJIETKU C TeHO-
TUTIOM JVUKOTO TUTIA, T. €. UCKIIIOUeHe OCHOBHOTO MCTOY-
HUKa CMHTe3a MyTaHTHOTO HecTabmibHoro oenka. [Tocie
YCIICIITHOM TPaHCIIAHTAILINY TTIEYSHN HEWPOIIaTHsI 1 TIopa-
JKeHHEe OpraHOB OOBIYHO HE MEHSIOTCS, a B HEKOTOPHBIX
ciyJasix 00J1e3Hb MOXeET Mporpeccuponarth [82]. [TokasaHo,
YTO O0IIAsT S-JIETHSSI BBLKMBAEMOCTh COCTABIISIET IPUOJIH-
sutenabHo 100 % mrg mammenToB ¢ Val30Met myraumeit
u 59 % nast manueHToB ¢ He-Val30Met-myTtanueit [82].
OCHOBHBIMHU MMPUYMHAMM TTOCTONIEPATUBHOI CMEPTHOCTH
SIBJISIIOTCSL CEPAEYHO-COCYIUCThIE COObITUsI (29 %) U cernTu-
uemust (26 %) [83]. OmHako TpaHCILIAHTALMS IeYeHU
He TIpeoTBpalIaeT IMPOrpecCUpoOBaHNE KapaAUOIOTHIECKIX
pPacCTPOMCTB, TaK KaK aMWJIOUIHBIE OTJIOXEHUS MOTYT
yBeauunBaThes 3a caer TTP mukoro tmma (HEKOTOPBIM
namyeHTaM ¢ He-Val30Met-myTaumeil 1 KapauoMuona-
TUEW MOXET OBITh PEKOMEHIOBaHA KOMOUHUPOBaHHAS
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TpaHCIUIaHTaLMs edeHu u cepaua) [82, 84]. [opaxeHue
IJ1a3 ¥ IIEHTPaJIbHOI HEPBHOM CUCTEMBI TAKKE YACTO TIPO-
IpeccupyeT U/Wind pa3BUBACTCS ITOCIC TPaHCIIAaHTALINN
IeYeHU, TTOCKOJBKY IPOIOJIKACTCS JIOKAJBHBI CUHTE3
MyTaHTHOTO TTP B smmTennm ceT4aTKM M COCYIMCTOM
CIUIETEHUU MO3Ta.

ITo pe3ynbrataM MupoBOro perucrpa TpaHCIIaHTa-
mun (n = 2044), 20-71eTHSIS BEDKMBAeMOCTD ITAIlMEHTOB
¢ TTP-CAII cocraBuna 55,3 % [70]. Ilepecanka nedyeHu
s¢dexTrBHA, HO UMeeT OOJIBIION IIepedeHb OTPAaHNICHUH,
a TaKKe pa3HyI0 BBDKMBAEMOCTD IIPU Pa3HBIX MyTaIIUSIX.

CeromHs CcymiecTByeT maToreHeThudecKast (hapMako-
tepanust ATTR, HanpaBinenHast Ha ctabuwim3anuio TTP-
TeTpaMepoB IIPU MTOMOIIM 2 M3BECTHHIX IIPEeNapaToB —
mrdnynusana u Tapamuauca [11].

JndayHn3am — HeCTepOMIHBIN MTPOTUBOBOCITATINTEITb-
HBIA TIpernapar, KOTOPbI, B3aUMOJECUCTBYS C y4acTKaMu
cBs3biBanus T4 Ha TTP, 3amemiisieT CKOpOCTb aMUJIONIO-
reHes3a, MpemoTBpalas JUCCOIUAIINI0, HeTIpaBUIbHBIN
donauHr u coopky Terpamepa TTP gukoro u MyraHTHOTO
tunioB [11, 70]. IIpemapaT He pa3pellleH K MTPUMEHEHUIO
npu TTP-CAII B cBsI3U ¢ Haau4MeM HeXelaTeJIbHBIX
3(hHEKTOB CO CTOPOHBI XKeJIyIOYHO-KUAIIIEYHOTO TPaKTa
y 57 % naLueHTOB, HECMOTPSI Ha TO YTO OIMCAH ITOJIOXK-
tenbHBIN oTBeT Ha | 1 11 ctagusx 6one3nu [70]. Uccneno-
BaHUS 0 TOOOYHBIX 3 eKTax nudIIyHN3aIa B OTHOIICHUN
Pa3IMIHBIX CUCTEM OPTaHOB M 0€30ITaCHOCTH IIPUMEHEHMS
IIPOIOJIKAIOTCS.

Tadamummc (ToproBoe Ha3zBaHue Vyndagel) — Tydimii
B CBOEM KJIacce Tperapart, 3aMeISTIOIINIA TTPOrpecCH-
poBanue TTP-ammronmoreHesa ImyTeM CEJICKTUBHOIO
CBSI3bIBAHUSI C TUPOKCUHCBS3bIBaIOMIMM cailtom TTP
U ctabunuzauuu Tetpamepa TTP Kak aukoro, Tak u My-
TaHTHOTO TUTOB [70]. Db hEeKTUBHOCTH MperapaTa J0Ka-
3aHa Kak 111 Mytaiuu Val30Met, Tak u 11s1 He-Val30Met-
myTtauuii [85, 86]. Cpeau malreHTOB C pAHHUM HA4aaoM
3a00seBaHus (Bo3pact <50 yreT) TacdhaMuaNC CHU3MI PUCK
CMEPTHOCTH TI0 CPAaBHEHUIO C PUCKOM JIJIST HEJICUSHBIX JIULIT
Ha 91 %, cpeau ULl ¢ MO3AHUM HAvajloM 3a0oJieBaHMUs
(=50 nter) — na 82 % [86].

Ha ocHoBaHMM pe3yIbTaTOB KIIMHUYECKUX MCCIIEI0-
BaHwmit Tadbamuauc O0bu1 omoopeH B 2011 . EBporeiickum
areHTCTBOM IT0 KOHTPOJIIO 3a JIEKAPCTBEHHBIMM IIpeTapa-
tamu (European Medicines Agency, EMA) s neueHus
panneii cragum (ctamus 1) TTP-CAIT u B 2013 1. — YmipaB-
JICHWEM JIEKaPCTBEHHBIX CPEACTB M MEAUIIMHCKIX U3ICITHIA
Amonun (Japanes Pharmaceuticals and Medical Devices
Agency) urs 1edeHus 60bHBIX 001X ctanmii TTP-CAIT
[11]. B Poccum nipenapat 3apervctpuponat B 2017 . B e-
JIOM Ha CEeTOMHSIITHUI TeHb IIperapaT 0I00peH IS JIeue-
Husg ATTR 6onee yem B 40 cTpaHax.

Hecnoco6HOCT TpaHCIDIAaHTAIIAM TTEYCHU M CYIIECT-
BYIOIIMX HU3KOMOJIEKYJISIPHBIX CTA0MIIN3aTOPOB OCTAHOBUTD
nporpeccupoBaHue HaciaeacTBeHHOro ATTR cnoco6cerBo-
BaJia pa3pabOTKe TeHHOU Tepanuy I CHIDKECHUS /TIpe-
KkpaiieHus nponykuuu 6enaka TTP [11]. I[Tockonbky TTP

SIBJIICTCST HECYIIECTBEHHBIM TTePEHOCYMKOM THPOKCHHA
W BUTaMHMHA A, €eT0 OTCYTCTBHE HE BBI3BIBACT Ie(UINTA
YKa3aHHBIX COSAMHEHUI, 9TO JAeJIacT JaHHOE 3a00JIeBaHMe
WIeaTbHBIM KaHINIATOM IUISI Pa3pabOTKM TeHHOTO caii-
neHcuHra [11].

AHTUCMEBICIIOBBIEC OJTUTOHYKJICOTHIBI — KOPOTKIE CUH-
TETUICCKHUE OTHOIICIIOYCUHBIC TTOCICI0BATEIbHOCTH HYK-
JICOTUIOB, pa3paboTaHHBIC IS TIOAABICHMS SKCIIPECCUN
1LIeJIEBOTO OejTKa 3a CUeT CEJICKTMBHOTO CBSI3BIBAHUS C €TI0
MPHK [87]. UnroTepcen (Tegsedi) mpencrasisier coboit
XUMUIEeCKI MOIV(DHUITMPOBAHHBII aHTUCMBICIIOBOI OJIUTO-
HYKJICOTHJI, KOTOPBIi THTHOMPYET ITeYCHOUHYIO IPOIYKIIIO
TpaHcTupeTuHa. B mione 2018 . nHOTEpCEH OBLT 0IOOPEH
EMA 1151 ¥ICITONTB30BaHMS Y B3POCIIBIX C TIOIMHEpOIIaTheit
I u II cragnii [88]. [To3xke, B okta6pe 2018 ., YipaBneHne
110 CAaHUTAPHOMY HaI30py 3a KaYeCTBOM ITHMIIEBEIX IIPO-
nyktoB 1 MennkaMeHToB (Food and Drug Administration,
FDA) n MunnctepcTBo 3npaBooxpaHeHnsT KaHamasl Takke
OIOOPIIIH €TO MPUMEHEHHE TS JISUCHUST TIOJTMHEHPOITaTUI
HacjaeacTtBeHHOTo TTP-ommocpenoBaHHOTO aMWIIONIO3a
y B3pocabix B CIIHA n Kanane [88, 89]. MnotepceH cBsi-
3bIBaeTCs ¢ 3’-HeTpacnupyeMbiM yuyactkoM MPHK 7TR,
CrocoOCTBYs ero nerpagauuu rnof aeicreuem PHK-a3el H,
a CMHTEe3 MyTaHTHOro 1 AuKoro tunos TTP 6nokupyercst
[90]. B kimuHMYECKUX UCcCIeqoBaHUAX | as3sl ¢ yaacTueM
3IIOPOBBIX JOOPOBOJIBIICB HAOTIONAIOCH CHIDKEHIE YPOBHST
oenka TTP B mna3Me KpoBM, y MHOTUX 3TOT IOKAa3aTeslb
npessiiian 80 % [90]. B uerom oTMedeHa Xopolias nepe-
HOCcUMOCTh Tipemnapata. OmHako, Kak npeayrnpexmaeT FDA,
IperapaT MOXeT BBI3BIBAaTh YMEHBIIEHWE KOJIMYECTBA
TPOMOOITUTOB, YTO CITOCOOHO ITPUBECTHU K BHE3AITHOI 1 He-
MpeacKa3yeMoil TPOMOOLIMTOIICHNH, a TAKXKe K TIIOMepY-
JIOHe(PUTY M, KaK CICACTBHE, ITOTPeOOBaTh NMMYHOIC-
IIPECCUBHOTO JICYCHMS 1 TIPUBECTU K AUATN33aBUCUMOMI
MMOYEYHOI HegocTaToOYHOCTH [89].

E1tie omHMM 1TOIX0mOM TeHHOTO CaliJIeHCUHTA SIBJISICT-
cs1 ucnonb3oBanre MUPHK (Mansix mHTEphEprpyOmImx
PHK), xoTophie mpencTaBisioT co00it IBYXIIEITIOYSTHEIE
moutekyinsl PHK mmmHoit 21—-23 nmapbel ocHoBaHuii. CBsI-
3bIBasICh C LieeBoii KomruieMeHTapHoii MPHK, onu crio-
COOCTBYIOT ee AeTrpagalliyl IIPY ITOMOIIIN IIMTOILIa3MAaTH-
yeckoro komrutekca Dicer/RISC [89].

IMatucupan (ALN-TTRO02, Onpattro) — mpemnapar
2-TO TIOKOJICHUSI, COCTOSIINI U3 JTUTTMIHBIX HAHOYACTHIL
st noctaBku MuPHK, koTopas peanunsyer cBou CBOCTBa
ITyTeM CBS3bIBAaHMSI ¢ KOHCEPBATHUBHOM ITOCIICIOBATEILHO-
cthio Ha 3’-koHue MPHK TTR, Biussa TakuM obpazom
Ha 3kcrpeccuio TTP qukoro u myraHntHoro TutoB. [Tatu-
cupan ogoopeH FDA 10 aBrycra 2018 . [89].

Knunuueckue nccnenoBanus I ¢asbl mokaszanu pe-
3yJIBTAaThl OTHOKPATHOTO BHYTPMBEHHOTO BBeneHuss ALN-
TTRO2: yepes 7 nHeit ypoBeHb TTP B KpoBU yMeHbITUIICS
B cpeaHeM Ha 82,3—86,8 %. Y yacTu yuacTHUKOB Ha0JII0-
JaNuCh cllabble M CpelHMe peakluu Ha uHbekuuu [11].
B III ¢aze uccaegoBaHuii maTucupaH IMPOTUB TIaLe60
HeOJIaroNpUsSITHBIE COOBITHSI, KOTOPBIE IIPOMCXOIVIIH JaIlle
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y HAIIMEHTOB C TATHCUPAHOM, BKITIOYAJIH TTeprdepUIecKIiA
OTeK M peaKlMu, CBI3aHHbIe ¢ MHPy3ueit [91].

OO6cyxmaeTcsT OlleHKa JOJITOCPOYHOTO COBMECTHOTO
HCTIOJIF30BAaHMS TIPEITapaTOB ISt JOCTUKCHMS CHHEPTUd-
Horo 3¢ dexra myreM KOMOMHAIINY TePaIIeBTUUECKIX MO-
JIEKyJ1, KOTOpBIE HaIleJICHBI HAa Pa3IMIHbIC TOYKM KacKama
TpaHCTUPETUHOBOTO amuiongo3a [40].

Eie onHa koHuenmus B ooaactu tepanuu T TP-amu-
JIONI03a — pa3pylleHNe HEPaCTBOPUMBIX aMUJIOMIHBIX
¢uopwmn [40]: mponomxkaetcs 111 paza nsyueHuss KomoM-
HUPOBAHHON Tepanny TOKCULIMKINHA — aHTUOMOTHKA,
KOTOPHIi pa3pyiraeT amusionaHble puoprmisl TTP, ¢ Ta-
ypoypcone3okcuxoieBoit kucioroir (TUDCA), XemraHoi
KHCIIOTO, KOTOpasi YMEeHbIIaeT He(UOPUIIISIPHBIC arpe-
ratel TTP; B ase I HaxoasTCa KITMHUYECKHE UCTIBITAHUS
KOMOMHMPOBAHHOH Tepanuy miridesap (MaleHbKasi MOJIe-
KyJa, KOTOpasi UCTOILAET LIMPKYIMPYIOLIMIA ChIBOPOTOUHBIN
komrmoHeHT P ammtonna, SAP) coBMecTHO ¢ dezamizumab
(arTH-SAP-aHTHTEN0); B ha3e | BemyTcst KMMHUIECKHE

ucteiTanusg PRX004 — anTtuTena, mpeqHa3Hau€eHHOTO TS
TapreTHOM OYMCTKY IMaTOreHHBIX, HEMTPaBUIILHO CBEPHYTHIX
dopm 6enka TTP, ooHapyxxuBaeMbIx Tpu ATTR, He Biusas
Ha HATUBHYIO WJIM HOPMAaJIBHYIO TeTpaMepHYIo (hopmy Oen-
Ka [40].

3aknioyexue

B cratbe npencTaBieH 0030p TUTEPATYPHI, OTPaxKalo-
Ui COBPEMEHHOE TTPeACTaBIeHNE O Pa3TNYHBIX aCITEKTaX
TTP-amunonago3a — rerTeporeHHOro 3a00eBaHUsI CO MHO-
XKECTBOM Pa3IMUHBIX KpaiiHe HeCNeUM(UUHBIX CUMII-
TOMOB, OOYCJIOBJIMBAIOIIMX OOJIbIIINE TUAaTHOCTUYECKUE
Mpo0JIeMbl. AKTYaJJbHOCTh M BaXKHOCTb CBOEBpPEMEHHOI
nnarHoctky TTP-amunonmo3a HeCOMHEHHBI, TTOCKOJTb-
Ky pa3paboTraHbl 3¢ (GeKTUBHbIE METOALI ITaTOTeHETUYEe-
CKOi 1 aTHOJIormYecKoii Teparmu. [ToaTroMy HEOOXOIUMO
MOBBIIIEHNE YPOBHS MH(GOPMUPOBAHHOCTA M HACTOPO-
JKEHHOCTHU Bpadeil pa3IMYHBIX CIIEIMATbHOCTEN B OTHO-
IIEHUU TaHHOTO XXMU3HEYIPOoXalollero 3ad00oieBaHusI.
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KnuHuyeckuii ocmomp nayuenmos npu 6onesxu Momne
C NO3AHUM Ha4anoMm: mMunuyHbié U HeMunNu4Hbié CUMNMOMBI U NPU3HARU

C.C. Hukutun

Pecuonanvras obuecmeennas opeanuzayusa «Obulecmeo cneyuarucnmos no HepeHo-MoluleuHbiM 60ae3HaM», Meduyunckuil yenmp
«[Ipaxmuueckas nesponocus»; Poccus, 117258 Mockea, ya. Kpacuxcarosckoeo, 17/2

Konmaxmot: Cepeeii Cepeeeeuy Huxumun nikitin-s@bk.ru

bonesnv [lomne karaccuguuupyemes Ha 06e 0OCHOBHbIE (hopMbl: MAaOeHYecKas gopma c debromom 6 eozpacme 00 12 mec u 6oae3us [lomne
¢ NO30HUM HAYANOM — MaHugecmayueil 6 1060m eo3pacme nocae 1-2o eoda xcusnu. boaesns Ilomne ¢ no30HUM HauarOM XapaKmepusy-
emcsl noBblLUEeHUEM YPOBHS KDeaMmUHKUHA3bL, CAAGOCbIO MblULY, MYA0BULA U ROSICO8, HACMO CONPOBONCOaroueiics 0bixameabHoil Hedocma-
MOYHOCMbIO 6 pe3yabmame 0e2eHepayuu ObIXameabHulx muiuly. 3adepicka ouasHoza ocmaemcs npooaemoil 045 00AbUUHCIEA CIMPAH,
U 8pauu 00ANCHbL ObIMb HACMOPONCEHbL OMHOCUMENbHO NO30HE20 YCMAHOB8ACHUS NPAsUAbHO20 duacno3a. CroxcHocmu duaeHocmuku 60-
ne3Hu Tlomne ¢ NO30HUM HAYANOM CEA3AHL C WUPOKUM CHEKMPOM U HPOOOANCUMENbHOCIbIO PA3GUMUSL CUMRIMOMOS U Hechneyuguueckux
NPU3HAKO08, HACMO He OMAUYUMbIX OM USMEHEeHU, Ha0A0aeMbiX npU OpyeUX HepEHO-MbluleuHbIX paccmpoticmeax. OCHOBHbIe MblUuieHHble
nposieneHUs U KAUHUYecKUue mecmol, UCnoab3yemble 6 duazHocmuke 6oae3nu [lomne ¢ nO30HUM HA4AAOM, PACCMAMPUBAIOMCS HA NPUMEPAX
u3 cobcmeeHHbix Habat0e UL, 00cycoaromes HeMbluleyHble UZMEHEHUs, N0380AsAoujUe 3anodo3pums eaukoeeno3 11 muna.

Karouesvie caosa: bonesuv [lomne, 6oae3nv Ilomne ¢ no3onum nauansom, cumnmomst 6ose3nu Ilomne, noscHo-KOHeHHOCMHAS MblUUEeHHAS
ducmpogus, muonamus, aHeepPUIMa, SUNePKPeamuHKUHa3eMusL

Jlas ywumupoeanus: Huxumun C.C. Kaunuueckuii ocmomp nayuenmos npu 6one3nu [lomne ¢ no30HuM Ha4aiom: munu4rsle U Hemunu4Hvle
cumnmomut u npuznaru. Hepeno-muiweunvie 6oaesnu 2019;9(4):26—33.

DOI: 10.17650/2222-8721-2019-9-4-26-33

Clinical examination of patients with late-onset Pompe disease: typical and not typical symptoms and signs

S.S. Nikitin
Association of Neuromuscular Disorders Specialists, Medical Center «Practical Neurology»;
Build. 2, 17 Krzhizhanovskogo St., Moscow 117258, Russia

Pompe disease is classified in two main forms: the infantile onset Pompe disease, manifested before the age of 12 months and late onset
Pompe disease with a debut at any age after 1 year of life. The late onset Pompe disease is characterized by hyper creatine kinase level,
limb-girdle and axial muscle weakness, usually complicated by respiratory muscles degeneration. Diagnostic delay is still common in most
countries, and physician should be wary to of delaying the correct diagnosis. Difficulties in diagnosing late onset Pompe disease are associ-
ated with broad and continuous clinical spectrum of nonspecific signs and symptoms often not distinguishable from those in other neuromus-
cular disorders. The main muscular manifestations and clinical tests of late onset Pompe disease are considered, and extra-muscular
changes are discussed that allow one to suspect type 11 glycogenosis.

Key words: Pompe disease, late onset Pompe disease, Pompe disease presentation, limb-girdle myodystrophy, myopathy, aneurysms, hyper-
creatine kinasemia

For citation: Nikitin S.S. Clinical examination of patients with late-onset Pompe disease: typical and not typical symptoms and signs.
Nervno-myshechnye bolezni = Neuromuscular diseases 2019;9(4):26—33.

[mkoreno3 II tumma (MIM: 232 300), unu 601e3HB
IMomme (BIT), — HacaenCTBEHHOE ayTOCOMHO-PEIICCCUBHOE
3a00J1eBaHIEe, 00YCIIOBIIECHHOE MyTalreil B reHe GAA (10-
Kyc 17q25.2—25). MyTaiiysi IpuBOAUT K METaOOIMIECKO-
My dedekTy pepMEeHTaTUBHOI HETOCTATOYHOCTH KUCIIOM
o-raoko3uaassl (o-IJI), B pe3ysbrate 4ero HapyiaeTcst
TMIPOJIN3 TIIMKOTEeHA B JIM30COMax KJIeToK. HemocraTounast
aKTUBHOCTb WM OTCYTCTBUE 0-IJ1 IpUBOOUT K BHYTpH-

KJIETOYHOMY HAaKOIJICHHIO TIMKOTeHA I B KOHEYHOM UTO-
re K MOpakKeHUIO pa3HbIX TKaHel opraHu3ma [1]. YacTtoTa
o6one3nu Ilomne konebieTcss B IIMPOKUX Mpeaeaax —
ot 1:40000/60000 [2—4].

CeronHs BBIIEISIOT 2 OCHOBHBIE (popMbl BIT — Mia-
IeHIEeCKYI0 (hopMy C IeOI0TOM Ha IepBOM IOy KM3HU
u BI1 ¢ mo3maum HavamoM (BITITH), k KoTopoit oTHOCST
BCeX MAIlMeHTOB ¢ MaHUdecTalMeil TPU3HAKOB 00JIC3HU
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B JIFOOOM BO3pacTe MOcJe IepBoro roaa Xu3Hu. [laToreHes
BIT onyHakoB i BBIIEIEHHBIX KITMHUYEeCKNX (popM. Mita-
IeHdYecKast (hopMa XapaKTepHr3yeTCs TOJIMOPTaHHOM IaTo-
JIorHelt (KaparmoMeTaauneit, TermaToMerajiieil, TMIoTOHUe
1 TeHEPATM30BAaHHOU MBIIIICYHOI CJIA00CTHIO), arPeCCUB-
HBIM TEUCHUEM M OOBIYHO TMOEJTbI0 peOSHKA OT IbIXaTeIh-
HOI HemocTaToYHOCTH. Ha moio mmarHOCTMpOBaHHBIX
nanueHToB ¢ MiiageH4deckoii BIT mpuxoaurcs Becero 23 %,
YTO CTaBUT BOITPOC O TIPUIMHAX MAJIOTO YKCJIa JMATHOCTH -
poBaHHBIX 60JbHBIX ¢ BITITH [2].

I1pu BITITH B oCHOBHOM TTOpPaXkarOTCSI MBILIIIBI TIIE-
YeBOT0, TA30BOTO MOSICOB 1 TTapaBepTeOPaTbHBIC MBITIIIBI
P OTCYTCTBUU MJIM MIHUMAJIGHOM BOBJICUCHNH TIPYTHX
OpraHoB ¥ TKaHeli [5, 6].

ITo Mepe TIporpeccupoBaHmsT 00JIE3HU Pa3BUBACTCS
IBIXaTeTbHasl HeAOCTaTOYHOCTD 3a CUYET CJIA0OCTH IbIXa-
TETBbHOM MYCKYJIaTyphl. MBIIIICYHEIE ITPOSIBIICHUST OOBITHO
KOPPEJUPYIOT CO CTENMEHbIO CHUXKEHUST aKTUBHOCTU o-TJ1,
KOTOpBI Kojiedsercs B ripepenax 1—40 % ot vopmel [7],
W OTIPEHCIISIOT KIMHUYIECKIE TIPOSIBJICHUS] B COOTBETCTBUN
C BO3pacToM AeOIoTa (TSKeCTh M PacIpoCTPaHEHHOCTD
IMOpakKeHMST Pa3HBIX MBIIIII), a TAKXKE XapaKTep TCUCHMUS
o0one3nu. MHoroo6pasue perHorumnon BITITH y nuu pa3-
HOTO BO3pacTa 3aTpyIHSIET CBOEBPEMEHHOE YCTAHOBJICHUE
IWarHo3a W IMpoBeleHNWE MAaTOTeHETUIeCKON (pepMeHT-
3aMECTUTETbHO TepaItiu.

CaMBIMI 9aCTBIMU TTIEPBBIMU HECTTEITM(DIUECKIIMU TTPH-
3HAKaMU HeOJIaroIroryqust Ha TOCUMITTOMATHUECKOM CTaIN
BIIITH siBnsitoTcst 60J1b B MBIIILAX, CHYDKEHUE TOJIEPAHTHO-
CTH K Harpy3KaMm ¥ IOBBIIICHHAS YTOMJISIEMOCTD, TIPE/IIIIe-
CTBYIOIIIME CJ1A00CTH MBI, BoJTb B TIPOKCHMMATEHBIX MBIIII-
uax Ha panHux cragusx BIIIIH, mo maHHBIM pa3HBIX
aBTOpOB, OTMe4YeHa ot 18 % [8] no 45—50 % cayuaes [9].
Ommcansl 2 cectpsl ¢ BITITH ¢ nepcuctrpyiomm 601eBbIM
CHHIPOMOM, HAITOMUHAIOIINM (PHOPOMUAJITHIO, KOTOPBIIA
He YMEHbIIAJICS Aaxe Ha oHe (hepMEHT-3aMeCTUTEIIEHOM
teparu [10]. o HammM HaGMIOAEHUSIM OOJIb B MBITIIAX
BCcTpeuaeTcs y noyioBuHbl nauveHtoB ¢ BIIITH [11],ay 1
MAalMEHTKN O0JIb ObIJTa OCHOBHOI KaJI0OOIl 32 HECKOJIBKO
JIET A0 pa3BUTHS C1a00CTH MBIIII B Bo3pacTe 25 neT. Muai-
TV OOBIYHO OTHOCAT K CHISTIeMy 00pa3y XXM3HM, HeI0CTa-
TOYHOU (PM3UIECKOI HArpy3Ke, IIEPEYTOMIICHHIO U IeTIpec-
CHM, 9TO TIPUBOIUT K TOMY, YTO MAIIUEHTY HE TIPOBOIUTCST
JIOJKHOTO 00cnenoBaHusl. HeBposior B momoOHBIX Caydasix
B IICPBYIO OYepeb TOJDKEH MCCIICIOBaTh YPOBEHb KpEaTHH-
KWHA3bl, aJJAHUHTPaHCAMMHA3BI, acllapTaTTpaHCAMIHA3EI
1 JIaKTaTAeruaporeHasbl. [1py oBBIIIIEHN YPOBHET Tepe-
YUCIIEHHBIX (DEPMEHTOB 11 0COOEHHO KpeaTMHKIHA3HI B TIpe-
nenax ot 500—600 no 1000—1500 Ex/n pekoMeHayeTcst Ipo-
JTOJDKUTH TMATHOCTHYECKII TIONCK IIPHMYMHBI BBISIBJICHHBIX
M3MEHEHMI 1 XKaji00 1 B TIEPBYIO O9epeIb UCKITIOYUTh TJTH-
koreHo3 II Turma.

I1pu ocMoTpe yacto obOpaiaeT Ha ce0sl BHUMaHUE Cla-
0OCTb MBILILL JIWLIA C HAUTUYKMEM T1TO3a (Yallle CUMMETpUY-
Horo) (puc. la, 6), c1aboCTH KPYrOBOit MBI PTa (TTALH-
€HTBHI COOOIIAIOT, YTO B AETCTBE HE MOIIM WU ILIOXO

Puc. 1. Ilayuenmka P., 58 anem, ¢ 6oae3nvio Ilomne ¢ no3onum navaiom:
a — caabocms MUMUMECKUX MblUlY, ACUMMEMPUUHbLI NMO03 ¢ 2 CMOPOH,
83210 C BbIHYIHCOCHHO NPUNOOHAMbIMU OPOBIMU, YCUACHHBLI PUCYHOK MOD-
wun a6a; 6 — caabocme m. orbicularis oculi, cnabocms u acummempus Ha-
npsixcenuss m. orbicularis m. orbicularis oris

Fig. 1. Patient R., 58 years old, with late-onset Pompe disease: a — weakness
of facial muscles, asymmetric bilateral ptosis, gaze with forcedly raised eye-
brows, enhanced forehead wrinkles; 6 — weakness of the m. orbicularis oculi,
weakness and asymmetry of tension of the m. orbicularis oris

Puc. 2. ITayuenm /1., 9 nem. Juaenos: 6one3nv [lomne ¢ no3oHum Ha4arom.
Xapaxmepnuiii npuem O0ONOAHUMENbHOU ONOPbI HA PYKY hpu nodseme
N0 AecmHuUYe U3-3a cAa00CmU Mblull, ma3o80eo nosca u beoep

Fig. 2. Patient D, 9 years old. Diagnosis: Pompe disease with a late onset.
A characteristic technique used additional support on the arm when climbing
stairs due to weakness of the muscles of the pelvic girdle and hips

CBHCTEIIN), BO3MOXHBI 3XKaJI00BI Ha CTA00CTD U IIPUKYCHIBA-
HUE sI3bIKa, 3aCTPeBaHMe TTHIIN 3a IIeKOM, IIeTIC/ISIBOCTD.
OrmicaHHbIe N3MEHEHUS TIPEAIIeCTBYIOT MJIN COIIPOBOXIA-
FOT 3XKaJIO0BI CO CTOPOHBI CKeJTeTHBIX MBI, [Iporpeccupo-
BaHue 0o0Je3HM MeHsieT moptpeT nmauueHta ¢ BITITH.
Ha niepBblit 1aH BBIXOAST KaJa00bl Ha CJ1a0OCThb MBILIIILL
TIPY BBITTOTHEHUH MPOCTHIX MOTOPHBIX 3a11a4; TIOXBEM C TT0-
CTEJIA M3 TOPU30HTAIBHOTO TTOJIOXKEHYSI, BCTABaHUE C HU3-
KOTO CTyJIa, TPYITHOCTH ITPH BHIXOIE M3 aBTOMOOWIIS, TIOIb-
eMe 110 JiecTHHIIE (puc. 2, 3a), a TaKKe U3MEHEHNE OCAaHKI
¢ pa3BuTHEeM TuIepiopmo3a (puc. 36). Hapsmoy ¢ atum

(=)}
5
—_-
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Puc. 3. layuenm J1., 9 nem, c 6oaesnvio [lomne ¢ nozonum nauasom. Knunuueckuii ocmomp: a — u3z-3a caabocmu mm. gluteus, erector spinae nayuenm
UCNOAb3Yem 0ONOAHUMENbHYIO ONOPY PYKU Ha 6e0po, NbIMAsch CMAmb NPAmMo; 6 — BbIPANCEHHbILL 2UNEPA0PO03 U CAAOOCMb 0eAbIMOBUOHBIX MbLUUY, 8 — AMPO-
ust MbluY CNUHBL, XOPOWO 8UOUMASI NPU HAKAOHE 8Nneped; e —cAabocmy MbliuY, YOepICUBAIOUUX NONAMKY, ACUMMEMPUUHBII CUHOPOM <KPbLA0GUOHBIX»
ANONAMOK, 601blUe GbIPANCEHHDLI C1e8a

Fig. 3. Patient D., 9 years old with late-onset Pompe disease. Clinical examination: a — due to weakness of mm. gluteus, erector spinae the patient uses the extra
support of the hand on the thigh, trying to stand upright, 6 — severe hyperlordosis and weakness of the deltoid muscles, ¢ — atrophy of the back muscles, clearly
visible when leaning forward; e — weakness of the muscles holding the scapula, asymmetric syndrome of «pterygoid» scapula, more pronounced on the left

OTMevaeTcs U3MeHeHVe MOXOAKN — M3-3a CJ1a00CTY MBIIIIII,
OTBOIAIINX OEIpo, TP XOOb0e Ta3 IepeKalImBaeTCs, Ta-
LIUEHT WAET Bpa3BajKy, ITOXOAKa HAIIOMUHAECT YTHUHYIO
v roxoaky TpenaeneHOypra. B 6ombiieit creneHu rmopa-
JKarOTCsI MBIIIIIIBI TA30BOTO TT0SIca — Pa3rnOaTeNy, IIPUBO-
ISIIIe W OTBOISIIME MBIIIIBI Oepa, a Takke (0OBIYHO
rozxe) crubarenu 6eapa. CeneKTUBHO TTOPAKAIOTCS MBI -
LIbI 3aIHEN YacTu Oeapa, B IEPBYIO OYepeab OOJbIIAs TIPU-
BOISIIIAst MBIIIIA Oeapa M IoTyMeMOpaHO3HAasT MBIIIIIA,
IMo3Xe — IJIMHHAs TOJIOBKA OuIierica Oeapa W MOJyCyXo-
XKWIbHas Mblla. YeTblpexriaBas MbIlILa U, 0COOEHHO,
MBIIIIIEI TOJIEHU Y CTOITBI OOBIYHO OCTAIOTCSI MHTAKTHBIMU

WJTU BOBJIEKAIOTCSI MUHMMAJIBHO J1aKe Ha Pa3BEPHYTHIX CTa-
nusix 6one3nu (puc. 4). [Ipu u3MeHeHUSIX MBITIII] TA30BOTO
nosica ¥ MBIIIL 3aAHEH TpynIbl 6eapa OCMOTP 0OHAPYKU-
BaeT c1ab0CTh MBIIIIL IJIEYEBOTO TIosica (PUC. 38, ¢): MBbIIIILI,
(ukcupyromux JIonaTky (HUXXHUE MTOPIIUY TpanelueBuI-
HOI, poOMOOBUIHOM ¥ TIOIJTONIATOYHOM MBIII). JleJTETOBHI-
Hasl, HAIJIOMAaTOYHasT U 3y04YaTasi MBIIIIIBI, KaK MPaBUIo,
CTPAIAIOT MO3XE U B MEHBIIIEH CTETICHN.

W3 Mbl11L TyJIOBUILA GOJbIIE BCETO MOABEPKEHBI 16~
TeHEepaIy C XMUPOBBIM 3aMEIIEHUEM MapaclHAIbHBIE,
MeXpeOepHbIe MBI, KOChIE, TIOTIEPEYHBIC U TIPSIMbIE
MbIIA XuBoTa [12—14]. B psnme ciayvaeB y maiueHTa,
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Puc. 4. [lpumep 00unaxo6o2o nammepHa 6CHOMO2AMENbHbIX NPUEMOE, UCHOAbIYEMbIX NAUUEHMAMU PA3HO20 803pacma ¢ 6oaesnvio [lomne ¢ no3onum na-
4aa0M NPU 6CMABAHUU U3 NONOINCEHUS NeNCA: CAADOCHb MbIULY, MYA08U4A, MA306020 hosca U bedep: a — maavuuk 9 nem; 6 — nayuenmra C. 33 rem

Fig. 4. An example of the same pattern of additional techniques used by patients of different ages with Pompe disease with a late onset when standing up from
a prone position: weakness of the muscles of the trunk, pelvic girdle and hips: a — boy, 9 years old; 6 — patient S., 33 years old
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00cIeq0BaHHOTO T10 TIOBOY Kaj100 Ha 00Jib U c/1a0OCTh
B MBIIIIIAX ITOSICHUIIBI, MOXHO 3aII0I03PUTh INIMKOTCHO3
11 Trma Mo HATMYMIO M3MEHEHMI TTapacITMHAIBHBIX MBIIIIIT
Ha CTaHOAPTHBIX CHUMKAaX MarHUTHO-PE30HAHCHOM TO-
Morpadur, 0COOEHHO ITPH OTCYTCTBUU IeTeHEPATUBHO —
IUCTPODUISCKUX M3MEHECHUN MTOSICHUIHOTO OT/eIa IT0-
3BOHOYHMKA. HecMOTpsl Ha TO, 4TO THIIEPIOPIO3 IIPU
BIIITH BcTpewaeTcd yalle, onmucaHo 4 ciiydyast, Korjaa
MMalMeHTOB ¢ mImKoreHo3oM Il tmma B Teuenume 10 mer
HaOIIODaIM ¢ IUarHO30M «CHHIPOM COTHYTOTO ITO3BO-
HOYHMKa» [15].

JprxaTebHasT HEIOCTATOYHOCTh — OOBIYHBIN CITYTHUK
MbIIeuHbIX cumiitomoB Tipu BITTTH, pa3BuBaeTcs 3a cueT
C1a00CTHM MBIIIII TIepeIHEN CTEHKH! XUBOTA, TUa(parMsl
1 MexpebepHbIx MbliL [16, 17]. B nepByio ouepenp pe-
CIUpaTOpHBIC HAPYIICHUS TIPOSIBISIIOTCS MPU3HAKAMU
aITHO3 CHA: TIALIMEHTHI XKaJTYIOTCSI Ha TJIOXOM COH, Ha yCTa-
JIOCTB TIOCJIE CHA, JHEBHYIO COHJIMBOCTD, YTPEHHIOIO TO-
JIOBHYIO 00JIb, a TaKX€E ONBIIIKY M CJ1a00CTh KalllJIEBOTO
Toiyka. B Takux ciydasix Heobxonuma olieHKa popcupo-
BaHHO XXM3HEHHOI €eMKOCTH JIETKNX B IOJIOKCHUU CUIS
M JIeXXa, 9TO SIBJISICTCST 00SI3aTeIbHBIM, TaK KaK B TTOJIOKCHU
cuIs B psioe CAyJaeB IMOKa3aTe M MOTYT HE OTIMYAThCS
oT HopMHI. [TageHne moka3zaresst (popcupoBaHHOM XKM3-
HEHHOM eMKOCTH JIeTKUX >25 % B MOJOXEHUH JieXa CBU-
JIETETBLCTBYET O CHIDKEHUHW CYUTBI MBI mradparMel |18,
19]. I1pn ciupoMeTprUM TaKKe MOXKHO OIIEHWUTb MaKCH-
MaJIbHOE JaBJICHUE Ha BBIIOXE, HOCOBOE MaBJIeHUE Ha BIO-
Xe, MMKOBYI0 CKOPOCTh BBIIOXA U T.T. DTHU ITOKAa3aTeIn
takke Oynyt cHuxatbesl pu BITITH. ITpu oGpamenun
MMaIeHTa K Bpayy 1o TTOBOAY HapyIIeHNUS CHA, CHHIpOMa
HOYHOTO aITHO3 1 BBISIBJICHUH IIPH 3TOM COITYTCTBYIOIIEH
c71ab0CTH MBI, a TAKXKE €CIU MPU JOIOJTHUTEITBHOM
00C/IeI0BaHNN BBISIBJICHO TTOBBIIICHNE KPeaTUHKUHA3EI,
TpedyeTca nckmodeHue BITITH. Atpodusa nmadparmsl
YacTO aCCOLIMUPYETCS CO CHIDKCHHMEM BBICOTHI JICTKUX
W Pa3BUTHUEM aTEJICKTa30B, YTO MOKHO CUNTATH XapaKTep-
HeiM ipu3HakoM BITITH [16].

AHa3 TUTEpaTyphl II0KA3aJl, YTO MBIIIIIBI SI3bIKA 0~
CTaTOYHO YacCTO MOpaXkaloTCs yKe Ha paHHUX CTaIHUsIX
BIIITH, yTo npuBOAUT K HAPYLIEHUIO IJIOTAHUS U PUCKY
acrmpaunu, mucdarnm u qgusaptpuu [20—22].

Odranpmonornueckue Hapymenus npu BITITH mpo-
SIBJISTIOTCST KOCOTJIa3MeM, TITO30M (KaK IIPaBUJIO, aCUMME-
TPUYHBIM) [23, 24].

K HeTMITMIHBIM ¥ OTHOCHUTEIHHO PEIKUM IPOSBICHH -
sM BI1 B kxauecTBe MaHM(pECTa U COMYTCTBYIOIINX N3ME-
HeHuit npu BIIITH oTHOCSTCS ciyyaiiHO BBISIBIIEHHBIS
LIepeOpOBaCKYJISIpHBIE apTepronaTu [25—28], TOIMX03K-
Ta3us 0a3WIIPHON apTepuu, aHEBPU3MBI, MUKPOTEMOP-
parum [27, 29, 30]. Yucio ciryyaeB BITITH ¢ onmucaHHBIMUI
M3MEHEHMSIMU He MpeBbiiaet 3 %. Takxke K peiKUM IIpo-
SIBIICHUSIM OTHOCSITCSI HapyIICHUSI CEPIeYHOI0 PUTMa,
CYTMPaBEHTPUKYISIpHAST TaxuKapausi, CMHIpoM Bonbha—
IMapxunacona—VYaiita [31—33]. Borpoc, HaCKOIBKO 3TO
obu10 cBsizaHo ¢ BIIITH, ocTtaercs OoTKpHITHIM, TaK Kak

cunapom Berpedaercst y 0,1—0,3 % HaceneHust B o01ieit
TIOTYJISIIIUH.

Ckonno3 yame pasBuBaercs y gereit ¢ BII, pexe
y B3pocbix [34]. ITo manueiM Peructpa I[Tomrie, OH BBISIB-
asietcs y 24,8 % 00nbHBIX [35] 1 BHOCUT OTpULIATEIbHBII
BKJIAJ B IbIXaTeJbHYIO (GYHKIIUIO TPyTHOM KIeTKr. CHUH-
IPOM PUTHIHOTO IIO3BOHOYHMKA TAKXKE CIUTACTCS COCTO-
SIHMEM, KoTopoe MoxeT 0bITh Mackoit BITITH, ocobenHo
B KOMOMHALIMA CO CKOJIMO30M [36]. B oTHenbHBIX caydasix
npu BITITH moxeT pazBuBaThes KUdo3.

IIpu BIIITH BcTpeuaroTcs XelygouHO-KUILIeYHbIE
HapylieHns (IIOCTIIpaHaraIbHBIe OO W BCITyYMBaHUE,
OBICTpOE HACHIIIEHNE, XPOHWYECKAsI Truapest M pBOTa, 3a-
TIOPHI, CHIDKEHHE PBOTHOTO pediekca, yBeTMIeHIE TIeue-
HI) [37], cHIXXeHue ciryxa (0COOEHHO B Ie0I0Te) 1 JICHKO-
sH1edanomaTus [38].

PaccrpoiicTBa cO CTOPOHBI MOYEIOJIOBON CHUCTEMBI
MPOSIBIAIOTCS HenepxxanueM mouu [39, 40]. Hegepxxanue
MOYM Y XKEHILIUH U My>XYMH OTMeUeHO B 25 % ciydyaeB mpu
BIIITH u cunTaercss HENOCTAaTOYHO AMATHOCTUPYEMbBIM
cocTosiHUEM [41].

Kapaouonornyeckue Hapymenus npu BITITH BcTpe-
YarTCs PEIKO U, KaK ITOKa3aHo B KOropTe 87 MallMeHTOB,
MpOSIBIISIIOTCs: yKopoueHreM PR-unrteppaia B 10 % ciyya-
€B, CHIDKEHMEM CHCTOJIMYECKON (DYHKIIUM JICBOTO XKeJTy-
gouka y 7 % u yBeJIMYEHMEM MACChl JIEBOTO XKEIya0uKa
TOJILKO Y 5 % GoubHbIx [42]. [Tpu aHanu3e qaHHbIX 74 60JIb-
Hb1x ¢ BITITH ymepenHas rutieprpodust Muokapaa ooHa-
pyxeHa B 13 % ciydaeB gaxe Ha ¢hoHe (pepMeHT-3aMeCTH -
TeJIbHOM Teparuu B TedeHue 4 et [43]. Ormcan 1 ciy4gait
KapIHMOMMOMATHH ¢ (DpaKIIAs BEIOPOCA JIEBOTO JKETyI0UKa
35 % y xenuiuHsl ¢ ae6iotom BIT B Bo3pacre 33 net [44].

CHuxenue ciyxa y 6onbHbIX ¢ BITITH, mo ogHum naH-
HBIM, He TIPEBBIIIAET YHCIIO CIIy4acB B OOIIEH ITOITYJISIIAN
[45], 61m3KMe maHHBIE TIPUBOASIT U IPYTHE MCCIICIOBATEIIN
[46]. W3 20 maureHToB B 57 % ciiydaeB BbISIBJIEHa HEMPO-
ceHcopHas U B 33 % — KOHIYKTUBHAs TyroyXocThb [47].

IMonuneiiponarus nipu BI1 pa3BuBaeTcs B pe3yabrare
OTJIOXKEHMSI TNIMKOTeHA B aKCOHAX M IITBAHHOBCKMX KIIETKAX
MHETMHU3UPOBAHHBIX 1 HEMUESTMHU3NPOBAHHBIX BOJIOKOH
[48—50]. Bombioit MHTEpeC MPEACTABISIOT JaHHBIE O HEMpO-
AT TOHKHUX BOJIOKOH, TIOATBEPXKIEHHOM y 22 13 44 maru-
entoB ¢ BIITTH [51]. [TonuHeliponaTusi ¢ BOBIeYEHUEM
MOTOPHBIX M CECHCOPHBIX HEPBOB HOT MOATBEPXKICHA HEil-
POGU3NOIOTUIICCKIMHA METOIaMHU Y 9 TTaimmeHToB [52, 53].

CBS13b MEPEYNCICHHBIX HETUITMYHBIX TIPOSIBIICHUN,
TMIOMUMO CHUKEHUS aKTUBHOCTH o-I'JI ¥ reHeTm4ecKoro
nedeKTa, ToKa3aHa TOCTOBEPHBIM YMEHBIIICHEM BEIpa-
KEHHOCTH M3MEHEHUH, BIJIOTh M0 MOJIHOTO MCUYE3HO-
BeHMS Ha (pOHE MaTOTeHETUIECKON (pepMeHT-3aMeCTH -
TEJBLHOM Tepanmuu mpemapaToM Maiio3aiim [54, 55].
V nabmopasmuxcsg Hamu 2 myxxunH ¢ BITITH ymenbIe-
HUE TU3YPUIECKUX PACCTPOUCTB M AeeKallui OTMEYEHO
yXe mocjie TIepBoro Kypca epMeHT-3aMeCTUTEIbHOM
Tepalmu ¢ HapacTaHueM 3¢ddeKTa MPU MPOIOLKCHUN
JICYCHUSI.
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Ha moxnmHndYeckoii craguy, Koraa HeT cIaboCTH aK-
CHAaJTbHOM MYCKYJIaTyphl, MBIIIIT KOHEYHOCTE!, CKEIETHBRIX
MBI U AbIXaTeabHbIX HapywmeHuii, BITITH MoxeT mipo-
SIBJISITHCST M30JIMPOBAHHBIM ITOBBIIIICHUEM KPEaTHHKINHA3EI
(e Boiire 2000 Ex/n) [54—56]. OgHako cpeay MalueHTOB
¢ 0eCCUMITTOMHOM TUITepKpeaTHHKUHA3EMUEH YHCIIO BbI-
sineHHbIX 1yl ¢ BITITH, mo mqaHHBIM TUTEpaTyphl, He Ipe-
BeiaeT 4 % [57, 58].

S apom KimHMYecKux rposiBiaeHui mayeHTos ¢ BITITH
SIBJISIETCSI MMOTNIATUUECKMIA CUHIAPOM C IIPEUMYLIECTBEHHBIM
IMopaXXeHneM aKCHAIBHOM MYCKYJIaTyphI, MBIIIIIT TUICYEBO-
IO Y TTOSICHUIHOTO T10S5ICa, OOBIYHO COITPOBOXKIAIOIIMIACS
MMPU3HAKAMM IbIXaTeIbHON HEIOCTATOYHOCTU. YPOBEHbB
KpeaTHHKWHA3bl 00bI9HO He mpeBbimaer 2000 Em/m.
OtcyTcTBHE Xaja00 B JHETCTBE WM IOHOCTH HE SIBIISICTCS

OCHOBaHMEM JIJIST NCKITIOUSHMSI TIEPBIYHO-MBIIIIEIHOTO 3a-
0oJieBaHMS B TIO3MHEM Bo3pacTte. Psim HabmogaeMbIXx HAMU
naureHToB ¢ bITITH nmoka3biBajii B IOHOCTH CIIOPTHMBHBIE
PE3yABTaTHl BEHIIIE CPETHETO, a TaKKe YCIIeITHO ITPOIILIN
CIIyXO0y B apMHUU, a OOWH Iaxe CTal IPoPeCCUOHATLHBIM
BOEHHbBIM. 2KEHILIMHBI 10 MOSIBJIEHUS] WY TPYU MUHUMAJIb-
HbIX Mpu3Hakax bIT nmenn 1o 1—2 6epeMeHHOCTH C CaMO-
CTOSITEJTLHBIM pomopa3peliecHreM. I[1pr HacCTOpOsKEHHOCTH
otHocuTeabHO BITITH GnaronosydHslii aHaMHe3 10 MaHU-
dectarmu npuszHakoB BITITH n HeTumyHbIE TTPOSIBIIEHUS
paCIIMPSIIOT CHEKTP MalMEHTOB, KOTOPBIM MOKa3aHbl CKpU-
HuHT akTuBHOCTU o-I'JI B cyxoM msiTHe KpoBu [58—62] u,
TIpY CHIDKeHUU aKTuBHOCTH [J1, mpoBeaeHre MOJIEKYIIsIp-
HO-TEHETUIECKOTO MCCICIOBAHUS IS TIOATBEPXKICHUN
mmKoreHo3a 11 Thma ¢ mo3gHUM HavYaIoM.
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Opueunanvhble uccaedosanus

KapnanbHblii myHHenbHbIli CUHAPOM: OUeHKa HeobXogumocmu
peabunumauuoHHo-B0OCCMaHOBUMENbHOro Neyexus
nocne 3HAOCKONUYECKOil AeKOMNPEccuu cpeuHHoro Hepea
B N03[1HEM U OMJaneHHoM NocneonepauuoHHbIX nepuofax

JI.T. FOcynoBa, A.A. 3umuH, JI.A. Ipnmmna, H.B. Benosa, A.B. Bepmunun, C.O. Apectos, A.B. Ko3iosa,
JI.JI. dpyuna, A.O. Yeuérkun, A.O. I'yvmma, H.A. CynoneBa, M.A. IInpanos

DIBHY «Hayunwiii yenmp neeponoeuu» Munzdpasa Poccuu; Poccus, 125367 Mockea, Boaokosamckoe wocce, 80

Konmarxmui: FOcynosa /icamuns lepeesna dzhamilya-d@mail.ru

Beedenue. Kapnanvholii myHHeabHbLil CUHOPOM A6ASEMCS CAMOLL PACHPOCMPAHEHHOU MYHHEAbHOU Heliponamueil, npu Komopoi cpeduHHbLi
Hepe nodeepeaemcs KOMAPeCcUU Ha ypogHe Ay4e3ansicmHoeo Cycmaea 8 KapnaibHom kauane. Jlevenue KapnanbHo2o myHHeAbHO2O CUHOPO-
Ma modcem Obimb KOHCEPEAMUBHBIM U Xupypeuveckum. IIpu omcymemeuu sghghexma om KoHcepgamusHoi mepanuu HOKA3aHo npoeedeHue
onepamugnozo nevenusi. O0nako 0o cux nop He onpedeaeHa MaKmMuUKa eedeHust NAYUEHMO8 ¢ KAPNAaAbHbIM MYHHEAbHbIM CUHOPOMOM 8 No-
C1e0NepayUuoHHOM nepuode, Hem 4emK020 NOHUMAHUs OMHOCUMENbHO dpexmusHocmu U Heo6Xo0umMocmu nposedeHuUs: Moo UAU UHO2O
Memooa 80cCMano8UmMenbHOll mepanuu 8 panHue U omodieHHble CPOKU NOCAe XUPYPeuHecKo2o AeHeHus.

Lleaw uccaedosanus — dunamuueckas oyeHka IghghekmugHocmu paznvix Memooos peabusumayiiu NayUeHmoea ¢ KapnaibHbIM MyHHEAbHbIM
CUHOPOMOM nOCAE OeKOMNpeccUul CpeOUHHO20 Hepea 6 no3onem (00 3 Hed nocae onepayuu) u omdasenHom (cnycms 3 Hed nocae onepayui,)
nocaeonepayuoHHbIX Nepuooax.

Mamepuaavt u memodst. B npocmoe konmpoaupyemoe uccaedoganue gxarouerno 108 cayuaes uouonamuuecko2o KapnaibHo2o0 MyHHeAbHO-
20 cunopoma (YHU- u buramepanvrozo). Ilocae evinoanenus onepamugHo2o AeveHus nayueHmol 0biau pazoesenvl Ha 3 epynnol: epynny
80CCMAHOBUMENbHO20 NeHeHUs C UCNOAb308AHUEM MACHUMOMEPAnUU, pynny KUHe3uomelinuposanus u Konmpoasvhyio epynny. Ilpogodun-
¢ KAUHUYeCKUil, Helpogu3uonoeuteckuil u yasmpasgykogoii MOHUMOPUHe 8 meueHue noay2oda.

Pesyavmamoi. [layuenmol kKax epynn 60cCMaHOBUMENbHO20 AeUeHUs, MAK U KOHMPOAs 0eMOHCMPUPOBANU CXOOHYIO NOAONCUMENHYIO
OUHAMUKY NO OOAbUWUHCIBY AHANUSUPYEMbIX NApamempog, 6e3 npeumyu,ecms mexncdy coooli.

3akarouenue. Takum obpazom, no pe3yarbmamam KOMNAEKCHO20 UCCAe008AHUSI NOAYHeHbl 00KA3AMeAbCmea mo2o, Ymo c80eapemMeHHas
duaeHoCMuKa KapnanbHo20 MyHHEAbH020 CUHOPOMA U KA4eCMBeHHO NPosedeHHas Xupypeuteckas 0eKkoMnpeccusi CpeOUHHO20 Hepaa ¢ Noa-
HbIM pacceueHuem 06ue2o yoepicueamens ceubameneii 3ansicmos 2apaHmMupyrom nOA0HCUMENbHYI0 OUHAMUKY 8 meyeHue noayzoda u 6oaee
nocae onepamueHoeo neverus 6e3 npumeHeHuss OONOAHUMENbHbIX B0CCMAHOBUMENbHBIX MEPONPUSMULL.

Karouesnie caosa: cpedunHtblii Hepe, KapnanbHblii MYHHEAbHbI CUHOPOM, CUHOPOM 3aNACMHO20 KAHAAA, 0eKoMnpeccus cpeUHHO20 Hepaa,
nocaeonepayuoHHbLI nepuod, KUHe3Uomelnupoganue, MazHUMomepanus, peadurumayus, 60CCMaHo8UMeNbHOe NeUeHUe

Jlas yumupoeanus: Ocynosa /l.1., 3umun A.A., Tpuwmuna /[.A. u op. Kapnanvhoiii myrnHeavHbili CUHOPOM. OUEHKA He0OX0OUMOCMU pea-
OUAUMAUUOHHO-80CCMAHOBUMENBHORO Ae4eHUsi NOCAe IHOOCKONUHECKOU OeKOMNpeccuu CpeOUHH020 Hepea 8 No30HeM U OMOareHHOM No-
caeonepayuoriom nepuodax. Hepeno-moiueunvie 6one3nu 2019;9(4):34—43.

DOI: 10.17650/2222-8721-2019-9-4-34-43

Carpal tunnel syndrome: assessment of the need for rehabilitation and recovery treatment
after endoscopic decompression of the median nerve in the late and long-term postoperative periods

D.G. Yusupova, A.A. Zimin, D.A. Grishina, N.V. Belova, A.V. Vershinin, S.O. Arestov, A.V. Kozlova, L. D. Druina,
A.0. Chechetkin, A.O. Gouscha, N.A. Suponeva, M.A. Piradov
Research Center of Neurology; 80 Volokolamskoe schosse, Moscow 125367, Russia

Background. Carpal tunnel syndrome is the most common tunnel neuropathy in which the median nerve is compressed at the level of the
wrist in the carpal canal. Treatment of carpal tunnel syndrome can be conservative and surgical. Surgical treatment is indicated in case of
ineffective conservative treatment. However, the strategy of managing patients with carpal tunnel syndrome in the postoperative period has
not yet been determined; there is no clear understanding of the effectiveness and necessity of of rehabilitation in the early and long-term
postoperative periods.

Aim. Follow-up the patients after decompression of the median nerve in the late (up to 3 weeks after surgery) and long-term (3 weeks after
surgery) postoperative periods to assess the effectiveness of different methods of rehabilitation.
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Materials and methods. A randomized controlled study included 108 cases of idiopathic carpal tunnel syndrome (unilateral and bilateral).
After surgery, the patients were divided into three groups: the restorative treatment group using magnetic therapy, the kinesiotherapy group,
and the control group. Clinical, neurophysiological and ultrasound monitoring was carried out for six months.

Results. Patients of all the groups showed similar improvement in the most of the analyzed parameters, without any significant difference.
Conclusion. Thus, according fo the results of a comprehensive study, it is evident that early diagnosis of carpal tunnel syndrome and a high-
quality surgical decompression of the median nerve with a complete dissection of the flexor retinaculum of the hand guarantee improvement
within six months or later after surgical treatment without additional rehabilitation measures.

Key words: median nerve, carpal tunnel syndrome, decompression of the median nerve, postoperative period, kinesiotherapy, magnetic
therapy, rehabilitation, medical rehabilitation

For citation: Yusupova D.G., Zimin A.A., Grishina D.A. et al. Carpal tunnel syndrome: assessment of the need for rehabilitation and re-
covery treatment after endoscopic decompression of the median nerve in the late and long-term postoperative periods. Nervnho-myshechnye

bolezni = Neuromuscular Diseases 2019;9(4):34—43.

BseneHue

Kapnaneusrit tyaHenbHBIN cuaapoM (KTC) sBis-
€TCsI CaMOU pacIpOCTPAaHEHHOM TYHHEIbHO HEUpOIIa-
TUEN, XapaKTEPU3YETCsl KOMITPECCUEN CPEIMHHOIO HEPBA
B KapnaJbHOM KaHajie Ha ypOBHE JIy4e3amnsCTHOTO Cy-
cTaBa M BcTpeuaercss y 1 % HacejleHMsI 36MHOTO 1apa,
3aHMMasl 6-¢ MeCTO B peecTpe npodecCHoHalbHbIX 3a-
OosieBaHuii [1].

CpenunHbii HepB (C6—Thl) — oauH 13 KpynHEMRIIX
JUIMHHBIX CMEIIAaHHbIX HEPBOB BEPXHEW KOHEYHOCTH,
copMUPOBaHHBIN CPETHUM M HUKHUM CTBOJIAMU, MEIH-
aJIbHBIM U JIaTepaIbHbIM MyYKaMMU TJIEYE€BOTO CILIETEHUSI.
CpennHHBIN HepB MHHEPBUPYET OOJIBIIYIO YAaCTh MBI~
crubarelieil U mMpoHaTOpa PyKW Ha Mpearieybe, MeaaH-
HYIO TPYMITy MBIIIL TeHapa Ha KUCTU. YyBCTBUTEIbHBIE
NaJiblLEBble BETBU CPEIMHHOIO HEPBA MNHHEPBUPYIOT KOXY
1, 11, 111 u paguanbHyto ToBepXxHOCTh 1V manbleB kuctu
[2]. Ha ypoBHe JTy4e3aIsiCTHOTO CycTaBa CpeIMHHBIN HepB
MPOXOIUT Yepe3 KaphnalbHblil KaHasl, 00pa30BaHHbIN KO-
CTSIMU 3aMSICThsl U OTPAHUYEHHBIN OOLLIMM yaEpXKUBATEAEM
crubareieit 3ansicTbs. [ToMuMo cpeaAMHHOTO HEpBa Yyepe3
KapnaJbHbI KaHaJ MTPOXOAAT CYXOXKUJIME JIMHHOTO CTY-
6aTeJns OOMNBIIOTO MaTblia, 4 CYyXOXWINS TITYOOKOTO 1 4 Ccy-
XOXUJIKSI TOBEPXHOCTHOTO crubareseid naableB KUCTH.
B cBsI3U ¢ OrpaHMYEHHOCTHIO 3aISICTHOTO KaHasa J00i
dakTop, NpUBOIASIINN K €70 TOMOJTHUTEILHOMY CY>KEHUIO
JIMOO MPOBOLIMPYIOLIUI POCT TKAaHEW BHYTPU HETO, MOXKET
CTaTh NPUYMHON BHYTPUKAHAIBbHON KOMIIPECCUU CPEAUH-
Horo Hepsa 1 pa3sutug KTC.

Knmanueckag kaptuna KTC npencraBiaeHa ceHCOp-
HbIMM HapylLIEHUSIMU B BUJE MapecTe3nili B 30HE UHHEP-
BallMM CPEAMHHOrO0 HEpBa Ha KUCTU, Mpeobyaaaloninx
B HOYHOE€ BpeMS WX MPU MPOOYKAEHUN; MOTOPHBIMU
HapylIEHUSIMU, TTPOSIBASIIONIMMUCS CIA00CTbIO U TUITO-
Tpodueli MeaAMaHHOM TPYMITHI MBI TeHapa (KOPOTKOMU
MBILILbI, OTBOJSIIEH OOJbIION Majel, MbILILIbI, TPOTU-
BOITOCTABJISIIONIEH OOJBIION Majel, MOBEPXHOCTHOU To-
JIOBKHM KOPOTKOTO CTHUOaTeIs OOJIBIIIOTO TajIblia); BereTa-
TUBHBIMU HapyIICHUSIMHA (ITACTO3HOCTH ITaJIbIIeB KNUCTEH,
TpopIecKre M3MEHEHNS KOXM, HOTTel, CHHAPOM PeitHo)
¥ HEWUpOTmaTUIeCKUM O0JIEBBIM CUHAPOMOM [3].

3auvacryio g guarHoctnkn KTC nocratoyHo 6ecenbl
C TIAIIMEHTOM 1 HEBPOJOTHMYECKOTO OCMOTpa C IIPOBEIe-
HHEM IPOBOKAIIMOHHBIX Mpob (mpoda PaneHa, mpoba
Tunenst). 17151 OLIeHKY BEIPAXKEHHOCTH CIMITTOMOB 1 (DyHK-
MoHaNbHBIX HapymeHuii mpu KTC ynoOHBIM B TTpakTH-
Ke SIBIISIETCSI MCITOJIb30BaHWe BOCTOHCKOTO OIMpocHMKaA
(Boston Carpal Tunnel Questionnaire, BCTQ), pa3paboraH-
Horo D.W. Levine u coaBT. B 1993 1. 11 cTaHgapTU3aiin
PEe3YABTaTOB KIIMHUYECKOTO 00CIeIOBaHUS IIPU TaHHOM
3a00JIeBaHNM, B TOM YMCJIE TIpU OLieHKe B TMHAMUKe [4, 5].

30JI0TBIM CTaHAAPTOM MHCTPYMEHTAIBHOTO TIOATBEP-
xneHnst auarHosa «KTC» aBistercsl 31eKTpoHeipoMIro-
rpacdpust (DHMT) [6]. PazpaboTaHbl Helipodr3U0I0ruye-
ckue kputepnu tsxkectn KTC [7], mo3Bonsioniyie He
TOJIBKO TTOATBEPANTH AUATHO3, HO M ONIPEACINTD CTECIICHb
BBIPaKEHHOCTH JIOKAJTLHOTO HAPYIIICHUSI TIPOBEICHUS BO3-
OYXKIEeHUSI TI0 HEPBY B MECTe KOMITPECCUU. YIIBTPa3ByKOBOE
HCCIIe0BaHNE CPEIMHHOTO HepBa ITO3BOJISICT BU3YAT3H-
pOBaTh CPEAMHHBIN HEPB Ha YPOBHE JIy4e3aIIsICTHOTO CY-
cTaBa, IOMOJHUTEIBHO MOATBEPANTDH €r0 KOMIIPECCHIO
B KaHaJIe, HO TJIaBHOE, MCKITIOYNTD MHBIC IIPUYUHBI TTOBPE-
KICHMSI CPEIMHHOTO HepBa Ha 3TOM YPOBHE, B TOM YHCIIC
00BbeMHBIE 00pa3oBaHus [8]. BrICOKYIO TOCTOBEpPHOCTD
1 BOCIIPOM3BOINMOCTh MPOIECMOHCTPUPOBAIIH 2 YIIBTpa-
3BYKOBBIX ITOKA3aTeJIsI: YBEIMUICHHE TIONIAIHN ITOTIEPEIHO-
IO CEYCHUS CPEIUHHOTO HepBa Ha YPOBHE TOPOXOBUITHOM
KOCTH (IUCTabHAS CKJIaIKa 3a1sIcThsa) >9,8 mm? [9] 1 ycn-
JIeHMe BacKy/IsIpy3aliiy HepBa B MecTe Kommipeccu [10, 11].

ITpu orcyreTBUM 3(pheKTa OT KOHCEPBATUBHOM Tepa-
mun nipu KTC cpenmHell M TSDKEIIOW CTEIeHW ITOKa3aHOo
orepatuBHOe jedeHue [12]. [IaBHOIT 1IeIBI0 OITepaTUBHO-
TO JICYCHUS SIBJISICTCSI TIOJTHOE pacCedeHre OOIIEero yaep-
JKMBaTeJIsI CTHOATEITEH 3aIICThsI C YCTpaHEHHEM KOMITPECCHN
HepBa B KapIiaJbHOM KaHajie. Pa3paboTaHBl pa3TUdHBIC
OIlepPaTUBHBIC METOAWKH, OTIIMYAIOIIHNECS XUPYPTUISCKIM
JIOCTYIIOM U CTeNneHblo MHBasuBHOCTH [13]. B Heiipo-
xupyprudeckom otaeneHnn ®I'BHY «HayaHbril mieHTp
HEBPOJIOTUH» 00JIee 5 JIeT MPUMEHSIETCSI OpUTUHATBHBIN
MOIXOI ¢ SHIOCKOIMYCCKONW BH3yaau3amueii, KoTopas
obecrieunBacT KOHTPOJIb ITOJTHOTO pacCeIeHUs yaepKBa-
TeJIs1 crudaTesie 3arsicThsl U AEKOMITPECCUUN CPEIUHHOTO
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llpaHaOMLBMPOG‘aHHbIX no Memody 80CCMAHOBUMENbHOU mepanuu

Table 1. Features of patients included in the study 2 weeks after surgical treatment of carpal tunnel syndrome and randomized according to the method of
rehabilitation therapy

Questionnaire BCTQ

Group, rehabilitation method, IIkana FSS*

number of patients

1-s1 rpymmna, MarHUTOTEpAarus,

n=36

The 1 group, magnetotherapy, 2,56 £0,75 2,30£0,71
n=36

2-4 TpyIma, KHHE3NOTeUITUPO-

BaHue, n = 35 2,87 £0,72 2,44 + 0,65
2" group, kinesiotape, n = 35

3-4 rpymnmna (KOHTpoJib), 6e3

BOCCTAaHOBUTEJILHOU Teparuu,

n=37 2,82+ 0,75 2,45 £ 0,77

31 group (control), without
rehabilitation therapy, n = 37

Bceeo
Total

*[lannwie npedcmaenensl 6 ude x = SD.
*Data are presented as x £ SD.

ITIkana SSS*

Lesion part

M X Age (years)* JleBas IIpaBas
5 31 62,9+ 10,4 22 14
6 29 62,8 = 10,7 18 17
8 29 60,0 £ 11,4 27 10
19 89 61+6,8 67 41

Ilpumenanue. M — mymxcuuna; XK — scenuwuna; BCTQ — Bocmorckuil onpocHUK 0451 OUeHKU HapYueHUll npu KapnaibHOM MYHHEAbHOM

cundpome; FSS — wkana gynxyuonanrvhoix napywenuii; SSS — wikana msaxcecmu cumnmomos.

Note. M — male; F — female; BCTQ — Boston Carpal Tunnel Questionnaire; FSS — Function Status Scale; SSS — Symptom Severity Scale.
_____________________________________________________________________________________________________________________________________|

HepBa, ITO3BOJISICT BU3YaIU3MPOBATh KPYITHBIE KPOBEHOC-
HBIE COCYIBI, CHIXAeT BEPOSITHOCTD MX ITOBPEXKICHMS,
OLICHWBAET ITOJHOIIEHHOCTh TeMOCTa3a MO 3aBEPIICHUN
orepauu [14].

HecMoTpst Ha MHOTOJIETHUI OMBIT XUPYPTAIECKOTO
neuenust KTC, B HacTosIIee BpeMs 10 CHX TIOP HET YeT-
KOTO TIOHMMAaHUS B OTHOILIEHUY BeJICHUS TAKUX TTALIMEHTOB
B IOCJICOTIEPAlIMOHHOM IIepuomae. Tak, He ompenesieHo,
HYKIAIOTCSI JI TIALIMEeHTHI B peaOMINTALINN 1 TIPOBEICHUN
dm3moTEpanIeBTUIESCKOTO JICYCHUSI, TPSOYIOT JIV TTALIMECHTBI
ITATETLHOTO TMHAMMYECKOTO HAOMIONeHUSI HEBPOJIOTOM
[15].

Ilesb HACTOSIILIETO UCCAETOBAHUA — YTOUHEHME BJIMSI-
HUS pa3HBIX TUIIOB PEaOMINTALIMOHHOTO JieYeHUS (Mar-
HUTOTEPAIINN ¥ KHUHE3NOTSHITMPOBAHUS O€3 TIPUMEHEHMST
(pu3MOoTEpaITeBTUIECKOTO JICYCHMST) Ha IIPOIIeCC BOCCTA-
HobieHus rmanmeHToB ¢ KTC 1mocie ornepaTtiBHOTO JIeYeHUS
B IIO3IIHEM 1 OTHAJICHHOM TIOCJICOTIepaIlliOHHBIX IIepHUOIaX,
a TaKXKe ompeesieHUe 1eJIeCO00pa3HOCTU peabuauTaluu
JMTAHHOW KaTeTOPUH ITAIIIEHTOB B IICJIOM.

Mamepuanbl u Memofibl

[MpoBeneHo mpocTtoe paHIOMU3UPOBAHHOE KOHTPOJIU-
pyemoe uccienoBaHue, B KOTopoe Obiv BKitodeHb! 108 cy-
yaeB unuomnarnyeckoro KTC (yHu- 1 OuiatepasbHOTO).

B uccnemoBanue BKIIOYATMCh TAIMEHTHI CTapiie
18 et c OMHOCTOPOHHUM WJIU IBYCTOPOHHUM WIMOTATH -
yeckuM KTC uepe3 2 Hen Tiociie ornepaTuBHOTO JICUSHUS.

Hnarao3 «KTC» 0bu1 BepuHUIINPOBaH B X0Ie KIMHAYE-
CKOTO, HEHPO(U3NOIOTUUECKOTO U YIBTPa3BYKOBOTO 00-
clief0OBaHUl N0 onepauuu. Bece manMeHTsl noanucaiu
corjacue Ha MPOBENCHUE UCCIEeNOBAaHUS U 00pabOTKy
JINYHBIX JAHHBIX.

Kpurepusimu uckimoueHUS SIBISLTACH TpaBMaTHUeCKast
npupoga KTC, Hamnane COMyTCTBYIOMINX SHIOKPUHHBIX
Y CUCTEMHBIX JU3UMMYHHBIX 3a00JIEBaHUI, HATUYUE MTPO-
THBOITOKa3aHM K mipoBeacHnio DHMI (HapyieHue 1ie-
JIOCTHOCTUA KOXHBIX ITOKPOBOB B MECTE MPOBEACHUS UC-
CJIeIOBaHMs), MATHUTOTEPANUU (TUTIOKOATYJISITUOHHBIE
COCTOSIHUSI, TSXKENO€ TEYEHUE UILIEeMUYECKON OOJe3HU
cepaiia, TyoepKyses JIETKUX B aKTUBHOM (hopMe) 1 KuHe-
3uoTenpoBaHusl (TTOBPEXIeHNE, HApyIIeHNE 1IE0CT-
HOCTU U 3a00J1€BaHUS KOXU B MECTE HAJIOXKEHUS Telmna,
aJulepruyeckasi peakiys U HelepeHOCUMOCTb MaTEPUATIOB
Telmna), a TakKe 0TKa3 MalMeHTa OT UCCIIEIOBAHMSI.

IMocne nonTBepxaeHMs AMAarHO3a NalMeHTaM B IIa-
HOBOM TIOPSIIKE B HEWPOXUPYPTUUECKOM OTIOEIEHUU
®OI'BHY «HayuHblii LIeHTp HEBPOJIOTUW» BBITTOTHSIIIOCH
OMepaTUBHOE JIEYEHNE — IHIOCKOTTMYECKAsT JEKOMITPECCHUS
cpenvMHHOro HepBa. Bo Bcex ciyyasix onepatius Oblia mpo-
BEJIEHA YCEIIHO C JOCTUXKEHUEM KIIMHUYECKOTO YIIy4lle-
HWSI, YIBTPa3ByKOBOU BeprrKalimeil oTHOTO paccedeHust
o01ero yaepxxuBaress crubareneit 3ansctbs. [Tocaeone-
PALMOHHBIX OCJIOXXHEHUU B TIO3MHUU U OTIAJICHHBIN BOC-
CTaHOBUTEJIbHbBIE TIEPHUOABI HU Y OMHOTO MAllUeHTa HE OT-
MEUEHO.
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Puc. 1. Memoo kunesuomeiinuposanus npu KapnasbHoOM MYHHEAbHOM CUHOpOMeE

Fig. 1. Kinesiotape method for carpal tunnel syndrome

Uepes 2 Hex TTOCIe OTIEPAaTUBHOTO JICUEHUS TTAIIUEHThI
BKJTIOUAJIMCH B McclienoBanue. PanmoMusanust mo Metomy
BOCCTAHOBUTETHHOTO JIEYEHUSI OCYILIECTRIISUIACH Ha 3 TPyTI-
bl (pa3aesieHre MalMeHTOB TTPOU3BOAMIOCH METOAOM
CJIeTIbIX KOHBEPTOB) (Tabu. 1):

* 1-s rpynma (n = 36) — mpoBeicHNEe MarHUTOTEPAITUI
(Oeryiiee mepeMeHHOE TI0JIe) Ha JTy4e3arsICTHBIN Cy-
ctaB (TIPOEKIUsI KaprnajibHOTO KaHaja) Ha CTOPOHE
OTIEPATUBHOTO BMEIIATEILCTBA B pexkume 10 ceaHcoB
1o 15 MUH B JeHb;

» 2-grpynma (n = 35) — npoBeaecHNe KHHE3NOTEHITPO-
BaHUSI 00JIACTY JTy4e3arsICTHOTO CyCTaBa Ha CTOPOHE
OTIEPaTMBHOTO BMEIIIATEIbCTBA (HOIIIEHUE TEHTIaA B Te-
yeHue 4 HelI: TeMIT OCTaBIIsIN Ha 5 qHe, 3aTeM nea-
JIV 2-THEBHBIH TTEPEPHIB U alTUTUKAIIUS TIOBTOPSLIACH);

* 3-grpynma (n = 37) — Tpymnia KOHTPOJIS: peaduinTa-
LIMOHHAs Teparusi He TTPOBOANIIACH.

TetinupoBaHue KUCTU, JTy4e3arsiCTHOTO CycTaBa
Y TIPEATLIEYbsT TPOBOIMIIOCH C UCTIONh30BAHUEM KUHE3MO-
teiina BB Tape (Kopest) 1o ogHOI 13 cTaHIapTHBIX METO-
vk (puc. 1) [16, 17].

B 1—3-i1 rpymnmax KoMIJIeKCHOE 00CIeJOBaHUE TIPO-
BOIIMJIOCH TIOCPEICTBOM aHAIN3a KITMHUYECKUX CUMIITOMOB
¢ 3anomHeHreM BCTQ, DHMTI u ynbrpa3BykoBOro uccie-
IOBaHUSI CPEIMHHOTO HEPBA HAa CTOPOHE OTNEPATHBHOTO
BMeIIaTe bCcTBa 3 pasa: 1-it BU3UT — uepe3 2 HeJ mocie
OTEPATUBHOTO JieueHUsT (MOMEHT BKJTIOUEHUS B UCCIIEO-
BaHUe), 2-i BUBKUT — 4yepe3 1 Mec, 3-i1 BUSUT — yepe3 6 MeC
MOCJIe OTIEPATUBHOTO JICUCHUSI.

ITo pesynsraram otienku BeipaxkeHHocTr KTC o BCTQ
Ha BCeX CpoKaxX HaOMoAeHMS (IO OIepaluyi W B ITOCTe-

OTIepallMOHHOM TIEPUO/IE) TTAIMEHTHI TOTIOTHUTETEHO ObI-
s nucdepeHIpoBaHsI 1o crereHn BoipaxkeHHocTn KTC.

Crumynsiimonnast DHMT mpoBoauiack Ha mpubope
Dantec Keypoint G4 ([lanust). UccnenoBacst cpemMHHBII
HEPB Ha CTOPOHE TIOPAKEHUS TI0 CTAHAAPTHOW METOIUKE
[18]. PaccrositHMe MeXIy aKTMBHBIM OTBOISIINM 3JICK-
TPOJOM U KaTOIOM CTUMYJIMPYIOIIETO 3IeKTpoaa ObLIO
(bukcUpOBaHHBIM: TIPU PETUCTPAILITMA MOTOPHOTO OTBETA
C KOPOTKOM MBIIILIbI, OTBOJSILEH O0MbILION Maiel] KUCTU, —
8 cM, ceHcopHoro orBeta — 14 cMm [19]. Temmeparypa Kox-
HBIX TTOKPOBOB MAallMEHTa MU3Mepsiiach 3 paza —Tepern,
BO BpeMs U TIOCJIE 3aBEPILEHUST UCCIENOBAHUS — U OblIa
He meHee 33 °C. [NonyueHHBIE pe3yabTaThl COMTOCTABISLTUCH
C HOPMATUBHBIMM 3HaYeHMSIMU ITapamMeTpoB DHMI mo-
TOPHOW U CEHCOPHOU TopIuii cpeAMHHOTO HepBa [18].
JlomoTHUTETPHO TAMEHTH! ObUTN MuddepeHInPOBaAHbBI
110 HelipodusnoIornyeckoii creneHu BeipakeHHOoCTH KTC
[20].

VYnbTpa3ByKoBOE MCCIEAOBAaHNE CPEAMHHOTO HEpBa
Ha CTOpOHE TMOopaXeHusl mpoBoauau Ha npudope iU22
¢upmsr Philips (CHIA) nuHeiHBIM MYJIBTUYACTOTHBIM
nmataukoM L17—5 ¢ gacToroit 5—17 MIi1 B cepoIKkaabHOM
pexume. CpeMHHBIN HEPB UCCIIe0BATN HAa YPOBHE TIPE-
TJIEYbs] U JTy4e3aIsiCTHOTO CycTaBa. AHATM3UPOBAIH TIJI0-
1aab TOTEPEYHOTO CEUYEeHUS Ha YPOBHE MUCTAIBHOMN
ckmanky 3arsicTes [10, 11].

Cratuctrdeckass 06paboTKa TaHHBIX IIPOBOAMIIACH
¢ ucrnonb3oBaHueMm rporpammbl IBM SPSS Statistics 22.

HccnenoBanne 0bu10 0m00peHO JIOKATBbHBIM 3THYC-
ckum komutetoM @I'BHY «Hay4Hblii LIEHTp HEBPOJIOTU»,
nporokos Ne 1-2/16 ot 27.01.2016 .
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Taﬁ.ﬂlfll[a 2. Xapalcmepucmulca hauyueHmoe, 6KAH4YeHHbIX 6 uccaedosanue yepes 2 Hed nocae onepamueHOo2o Ne4eHus, ¢ yHemom cmeneHu msaxjcecmu Kap-

NanbHO20 MYHHENbHO20 cunapOMa

Table 2. Features of patients included in the study 2 weeks after surgical treatment, taking into account the severity of carpal tunnel syndrome

M X

*
Number of cases Age (years) TG Tpasas

Cagast 27 3 2% 58,7+ 10,8 13 14
S 52 12 40 63,34 11,2 33 19
Dokenas 29 4 25 62,3 9,9 21 8
Beero 108 19 89 6168 67 41
* [lannvle npedcmaenenvt 6 sude x = SD.
*Data are presented as x £ SD.
Tpumeuanue. M — myxcuuna; K — scenuwjuna.
Note. M — male; F — female.

Pesynbmambl ~ £ 35
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Puc. 2. Oyenka evipajceHHOCMU KApnaabHO20 MYHHEAbHO20 CUHOPOMA
no bocmonckomy onpocHuky 045 OueHKU HapyuweHul npU KapnaabHOM MyH-
HeabHOM cuHOpome uepe3 2 Hed Nocie ONepamueHo20 Ae4eHUs 8 PA3HbIX
6o3pacmubix epynnax. KTC — kapnanvhblii myHHeAbHbI CUHOPOM

Fig. 2. Assessment of the severity of carpal tunnel syndrome according to the
Boston Carpal Tunnel Questionnaire 2 weeks after surgical treatment in
different age groups. CTS — carpal tunnel syndrome

==@==Marnutotepanus, n = 36 / Magnetotherapy, n = 36

=== KnHe3unoTennupoBaHwue, n = 35/ Kinesiotherapy, n = 35

=== MepnKameHTO3HaA Tepanus, n = 37 / Drug therapy, n = 37
Puc. 3. Junamuxa maxcecmu KapnanbHo2o myrneavHoeo cundpoma no bo-
CMOHCKOMY ONPOCHUKY 0151 OUeHKU HapYuleHUull npu KapnaabHOM MyHHeAb-
Hom cundpome 6 1—3-ii epynnax. BCTQ — bocmonckuii onpocHuk 045 oueH-

KU HapyweHutl npu Kapnaashom mynneavhom cunopome; KTC — kapnaavhbii
MYHHeAbHbLI CUHOPOM

Fig. 3. Dynamic of the severity of carpal tunnel syndrome according to the
Boston Carpal Tunnel Questionnaire in groups 1—3. BCTQ — Boston Carpal
Tunnel Questionnaire; CTS — carpal tunnel syndrome

B 1-3-ii rpynnax B auHaMuke (4epe3 1 1 6 Mec cOOTBeT-
CTBEHHO) TTPOJIEMOHCTPUPOBAJ JOCTOBEPHOE YIYUIIIEHUE
y BCeX OOJIbHBIX MO CPABHEHUIO C MCXOAHBIM YPOBHEM
(xputepuit ®puamana, p <0,0001) (puc. 3, Tabdm. 3).

ITpu 3TOM cpaBHEHME MEXTy CO00i 1—3-1i rpyrm B au-
Hamuke 1o Tsekect KTC mo BCTQ He BBIIBMIIO TOCTO-
BEPHBIX pa3InIuii MEXITy HUIMU HU yepe3 1, HU uepes 6 Mec
oT Havasa Habmonenus (kputepuit Kpackena—Yomieca,
p=0,57u p=0,46 cooTBeTCTBEHHO) (TabI. 4).

AHaNOTUYHBIE Pe3yJbTaThl OBUTU TIOyYEHBI U B XOIE
CPaBHUTEIHLHOTO aHATN3A PE3ybTaTOB TECTUPOBAHUS T1a-
1MeHTOB 1—3-i1 Tpymm B TMHAMUKE TI0 OTAETbHBIM IITKaJIaM
omnpocHuka BCTQ (cwm. Tabm. 4).
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Tabmauna 3. Oyenka 8bipadiceHHOCMU KAPNAAbHO20 MYHHEAbHO20 CUHOPOMA no BocmoHnckomy onpocHuKy 045 OUeHKU HaAPYUeHUil nPU KAPRAAbHOM MyH-
HeAbHOM cUHOpoMe (cpedHuil 6ann) nocae IHOOCKONUYECKOl 0eKOMIpeccul cpeOUHHO0 Hepsa 6 OuHamuke 6 1—3-ii epynnax

Table 3. Assessment of the severity of carpal tunnel syndrome according to the Boston Carpal Tunnel Questionnaire (average score) after endoscopic
decompression of the median nerve in dynamics in groups 1—3

TOM9

Postoperative observation period

Group, rehabilitation method, number of patients 2 mex* 1 mec* 6 Mec*
p**

1-s1 rpynna, MarHuToTepanus, n = 36
ST ) 2,91+£0,69 2,63+0,68 1,36+0,48 <0,0001
2-4 TpyIna, KHHe3UOTeMITUPOBaHUE, 7 = 35 3064072 248+070 1.34+048 <0.0001
2" group, kinesiotape, n = 35 U o o ?
3-s rpymima (KOHTPOJIb), 6€3 BOCCTAHOBUTEIHHOU Tepanuu, n = 37
3" group (control), without rehabilitation therapy, n = 37 3,08£0,75 2,54£0,80 1,27+0,45 <0,0001
P 0,54 0,57 0,46

* [lannwle npedcmaenenvt 6 sude x = SD. ** /s ouenxu docmogeprocmu pasnuquii npumensics kpumepuii @puomana. *** /s ouenku

docmoseprocmu pazauyuil npumensacs kpumepuii Kpackeaa—Yonneca.
*Data are presented as x £ SD. **To assess the significance of differences, the Friedman test was used. ***To assess the significance of differences,

the Kraskel—Wallace test was used.

Tadmmua 4. Oyerka eviparceHHOCMU KapnanibHo20 MYHHEAbHO20 CUHOPOMA NO OMOeAbHbIM WKaram bocmonckoeo onpocrhuka 0as oueHku HapyuieHui
npu KapnatbHom myHHeavHom cundpome (SSS, FSS) nocae sndockonuueckoil dekomnpeccuu cpedurHH020 Hepéa é dunamuke ¢ 1—3-ii epynnax

Table 4. Assessment of the severity of carpal tunnel syndrome according to individual scales of the Boston Carpal Tunnel Questionnaire (SSS, FSS) after
endoscopic decompression of the median nerve in dynamics in groups 1—3

Postoperative observation period

Group Rehabilitation method, number of patients BCTQ scale 2 Hen* 1 mec* 6 mec*

p*'k
1-s1 TpyIiTa, MATHMTOTepAIHSL, 7 = 36 FSS 2,52+0,7 2,22+0,6 1,09%+0,2 <0,0001
AL e D g el SSS 2,28+0,7 2,09+0,6 1,04+0,1  <0,0001
Ig rpymma, qulHeapIOTeﬁanOBaHne, n=135 FSS 2,81+£0,7 2,07£0,6 1,08%0,1 <0,0001
CaER RS D SSS 242406 204+0,6 1,05+0,1  <0,0001
3-g rpymma (KOHTPOJIb), 6€3 BOCCTaHOBUTEIBHOM FSS 2,72+ 0,7% 2,06 £0,5%* 1,04*£0,1* <0,0001
Tepanuu, n = 37
3" group (control), without rehabilitation therapy, n = 37 SSS 2,33+0,6% 2,05%+0,6% 1,03%£0,1* <0,0001
P 0,58 0,24 0,36

*[lannble npedcmagaensl 6 sude x £ SD. **/[ns ouenku docmogeprocmu pazauuuil npumensiics kpumepuit Opuomana. ***Jna oyenku
docmogepHocmu pazauuuii npumensics kpumepuil Kpackeaa—Yonneca.

*Data are presented as x = SD. **To assess the significance of differences the Friedman test was used. *** 1o assess the significance of differences,

the Kraskel—Wallace test was used.

Ilpumenanue. BCTQ — Bocmonckuii onpocHuk 045 0ueHKU HapyueHull npu KapnaibHoM myHHeabHom cunopome; FSS — wkana
yHKUUOHANbHBIX HapyweHuil; SSS — wKkana majicecmu CUMNIMOMOG.

Note. BCTQ — Boston Carpal Tunnel Questionnaire; FSS — Function Status Scale; SSS — Symptom Severity Scale.

B xoze aHanM3a IMHAMWKY BEIPAXKEHHOCTH CUMITTOMOB MocJje onepanuu, UCXOIHbIN YPOBEHb) JaHHBIMU;
KTC o BCTQ (cpenuuii 6ayt) B 001111 BBIOOPKE MaI- Y MaLMEHTOB CO C1a00 U TSKENOU CTEMEHSIMU TIXKe-
eHTOB (1 = 108) OBLTM MOTYYEHBI CIeMYIONINe PE3yIbTaThl ctn — poctoBepHsI (p = 0,001 u p <0,0001 cooTBeTCT-
(kputepuii Yuikokcona) (Tabm. 5): BEHHO) 110 CPABHEHUIO C UCXOJTHBIM YPOBHEM;

* yepe3 | Mec mocie OnepaTuBHOTO JICUSHUST YITydIie- * yepe3 6 Mec TOCJie ONEePaTUBHOTO JieUeHUsl CTeTIeHb
HMUS Y TTALIMEHTOB CO CPEIHEN CTETeHbIO BhIPasKeHHO- BbIpaxkeHHOCTH cuMnToMoB KTC y Bcex manneHToB
ctu KTC 6s1mn HenoctoBepHs! (p = 0,157) mo cpaBHe- mo BCTQ Obiia MOCTOBEpPHO HUXKE OTHOCUTETHHO
HUIO C TIOJTyYeHHBIMU Ha TIEPBOM BU3UTE (CITYCTsI 2 Hefl rmokasareJseil, moJydYeHHbIX Ha TIEPBOM BU3UTE.
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Tadauna 5. Junamuka cmenenu 8bipajiceHHOCMU KAPRAAbHO20 MYHHeAbHO20 cuHdpoma no Bocmonckomy onpocruKy 0as oueHKu HapyueHuil npu Kap-
NAAbHOM MYHHEALHOM CUHOpOMe 6 mexeHue 6 Mec HabA0eHUs 68 00uyell 8bl00pKe NAUUEHMO8

Table 5. The dynamics of the severity of carpal tunnel syndrome according to the Boston Carpal Tunnel Questionnaire within 6 months of observation in a

total sample of patients

2 Hemx* 1 mec* P 6 mec*
Cnab6as (n = 27)
e 2(2-2) 2(2-2) 0,157 1(1-1) <0,0001
Cpenuss (n = 52)
TG 3(3-3) 2,5(2-3) 0,001 1(1-2) <0,0001
Tsxenas (n = 29) 4 (4—4) 3(2-3) <0,0001 1(1-1) <0,0001

Severe (n = 29)

Postoperative observation period

* [lannvle npedcmaenenvt 6 sude Me (IQR) — meduarna u mexckeapmuavholil pazmax. **Jnsa oyenku docmosepHocmu pazau4uil

npumensncsa kpumepui Yuakoxkcoua.

*Data are presented as Me (IQR) — median and interquartile range. **To assess the significance of differences, the Wilcoxon test was used.

Ouenka neiipogpusuonsoeuneckux napamempos
UCcAe006anuUs1 CPeOUHHO20 Heped 8 OUHAMUKE
uepes 2 neo, 1 u 6 mec nocae onepamugrozo aevenus
AHanm3 HelipoU3NoIOTHIeCKNX MapaMeTpoB, 3ape-
rucTpupoBaHHbIX Tpu DHMI -uccnenoBanuu nBuraTesnb-
HBIX U YYBCTBUTEJIbHBIX BOJIOKOH CPEAMHHOTO HepBa
Ha CTOpPOHe TopaxeHus yepe3 1 u 6 Mec Tociie XUpypru-
YeCcKOro JIeueHUs, B 00IIIei rpyIie MaleHTOB IMPOIeMOH-
CTPUPOBAJ JOCTOBEPHBIC YIyUllleHUs] (HOPMaTU3aInIo
OHMI -napamMeTpoB) TI0 CPaBHEHUIO C UCXOMHBIMHU JaH-
HBIMH (TIOJTYIeHHBIMU Yepe3 2 Hel ITOCITe orepanii) (Kpy-
tepuit YuikokcoHa, p <0,0001) (ta6. 6):
* JIATEeHTHOCTh MOTOPHOTO OTBETa C KOPOTKOM MBIIIIIIHI,
OTBOSIIIEH OOJIBIIION TTajielr, cHu3uIach (p <0,001);
* aMITIUTyJa MOTOPHOTO OTBETa ¢ KOPOTKOM MBIIIIIHI,
OTBOIISIIEH 00IBIION TTaer, yBeauauiaach (p <0,001);

B Jlerkan cteneHb / Mild degree
B YmepeHHas cteneHb / Moderate degree

120

< 5100
g 2
o <

< 80
o S
s Q
Is

o s 60
3

g 40
32

20

2 Hep nocne onepaunn / 1 mec/ 6 mec/
2 weeks after operation 1 month 6 months

Puc. 4. Junamurka cmenenu ebipajiceHHOCMU KapnaabHo20 MyHHeAbHO20
CUHOpOMA NO HelipopuU3UOA02UMECKUM KPUmMepUusm AMepUKaHcKol accoyu-
ayuu HepeHO-MblUEeHHOU U 21eKmpoouazHOCmu4eckoli meouyursl (American
Association of Neuromuscular and Electrodiagnostic Medicine, AANEM)
uepes 1 u 6 mec nocae onepayuu

Fig. 4. Dynamic of the degree of carpal tunnel syndrome according to
neurophysiological criteria of American Association of Neuromuscular and
Electrodiagnostic Medicine (AANEM) 1 and 6 months after surgery

* JIATEHTHOCTb CEHCOPHOTO TTOTEHIINAJIA, 3apeTUCTPH-
POBaHHOTO IIPH MCCJICIOBAHNH 2-11 ITAJTbLIEBOI BETBH,
ymenbimiacs (p <0,001);

* aMITIATYIa CECHCOPHOTO MOTeHIINAA, 3aPETUCTPUPO-
BaHHOTO TIPY MCCJICMIOBAaHUM 2-1i MMABIICBOM BETBU,
yBemmuuiach (p <0,001);

* BEJIMIMHA CKOPOCTH PacIIPOCTPaHEeHUS BO30OYKICHMS
110 CEHCOPHBIM BOJIOKHAM Ha KWCTHU YBEIMIIIIACH
(p <0,001).

ITo HelipohM3NMOIOTNIECKUM KPUTEPUSIM BBIPAKEH-
Hoct KTC AMepurKaHCKO# accoMaiii HEpBHO-MBIIIICY-
HOM M 3JIEKTPOAMArHOCTUYECKOM MEIUIIMHBI (American
Association of Neuromuscular and Electrodiagnostic
Medicine, AANEM) B nuHamuke (4epe3 1 u 6 Mec mocie
OITepaTUBHOTO JICYCHHSI) OTMEUECH ITOC/IeA0BATEIbHBIN T1e-
pexon MarMeHToB U3 6oJjiee BEIPasKeHHOM CTEIICH! K MEHee
BBIPAKEHHOW, UTO UMEJIO JOCTOBEPHBIN XapakTep (KpuTe-
puii Maknemapa, p <0,0001) (puc. 4).

Ouenka yabmpaseyKkoewix napamempos cpeduHHo20

Hepea 6 dunamuxe yepes 2 ned, 1u 6 mec

nocae onepamuero20 Ae4eHus

[pu olieHKe BeTMYMHBI TUTOIIAIY TTIOTIEPEYHOTO Ceve-
HUS TIPU YIBTPa3BYKOBOM MCCJIEIOBAHUU CPEIUHHOTO
HEpBa Ha YPOBHE TOPOXOBUIHON KOCTH B OOLLEH rpyrimne
manueHToB (n = 108) yepes 2 Hen, 1 1 6 Mec mocte onepa-
LIV BBISIBJIEHO TOCTOBEPHOE YMEHbIIIEHUE JAHHOTO TTOKa-
3arenst (kpurepuit @puamana, p <0,05) (tadi. 7).

OmHaKO TOCTOBEPHOM CTATUCTUYECKOM Pa3HOCTH BE-
JINYWHBI TUIOMIAAN TTOTIEPEYHOTO CEYEHUST CPEAUHHOTO
HepBa Ha YPOBHE MCCENOBaHUSI MexXay 1—3-1ii rpynmamMu
moJjryueHo He 6s110 (p >0,05) (Tabdmt. 7).

0GcyHnenue

B mpoBeneHHOM HaM¥ UCCIEAOBAHUYU TIPU OIIEHKE
nuHamuku kinHndeckux (mo BCTQ), Heiipodusnonoru-
yeckux (DHMT') 1 Bu3yann3auroHHBIX (yITPa3ByKOBOE
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Tabauna 6. Junamuka 0CHO8HbIX HEUPOPDUUON0UHECKUX NAPAMEMPO8 CPEOUHHO20 HEPBA NOCAe ONePamUBHO20 AeHeHUs KAPNAAbHO20 MYHHEAbHO20
cuHopoma é meuenue 6 mec HabAOOeHUs

Table 6. Dynamic of the main neurophysiological parameters of the median nerve afier surgical treatment of carpal tunnel syndrome within 6 months of observation

Postoperative observation period

TOM9

Neurophysiological parameters

Ipynna 2 Hen* 1 mec* P 6 mec* P
11'5? 4,9 (4,1-5,5) 3,9 (3,6—4,5) <0,001 3,4 (3,1-3,5) <0,05
JlarenTHOCTH M-0OTBeTa ¢ m. APB,
Mc (HopMma <3,5) 2-s1
Latency of the M-response with m. APB, ond 5,1(4,3-5.8) 4,1(3,7-4,6) <0,001 3,4(3,3-3.7) <0,001
ms (norm <3,5) 3oq
3 4,8 (4,4-5)9) 4,1 (3,7-4,4) <0,001 3,2(3,2-3,7) <0,001
ll'f 4,1(3,9-4,8) 3,7 (3,5-4,0) <0,05 3,2(2,9-3,4) <0,001
JlareHTHOCTH S-OTBETa, MC
(Hopma <3,0) 2-g _ _ .
Latency of the S —response, ms nd 4,1 (3,8—4,7) 3,5(3,3-3,9) <0,001 3,1(2,9-3,5) <0,001
(norm <3,0) 3

3 4,4 (3,9—4,8) 3,8(3,4-4,1) <0,001 3,2(2,8-3,6) <0,05

11':1 44,8 (42,5-47,1) 48,2 (46,8—51,1) <0,001 54,6 (51,1-56,1) <0,001
CPB na kuctu, m/c (Hopma >50) Ig
Nerve conduction velocity, m/s nd
(normal >50)

3-s1

3 rd

* [lannwle npedcmaenenvt 6 sude Me (IQR) — meduarna u mexckeapmuavhbiii pazmax. ** /s oyenku docmoseprHocmu pasnuvuii
npumensAca Kpumepuii Yuakokcoua.

Ilpumenanue. m. APB — kopomias mviuya, omeoosawas 6oavuwioii nasey, M-omeem — momopHoiii omeem; S-omeem — CeHCOPHbILL
omeem; CPB — ckopocmb pacnpocmparerus 6030yyucoeHusl.

*Data are presented as Me (IQR) — median and interquartile range. **To assess the significance of differences, the Wilcoxon test was used.

Note. m. APB — musculus abductor hallucis brevis; M-response — motor response; S-response — sensory response; NCV — nerve conduction velocity.

45,0 (41,6-47,3) 48,1 (46,1—-53,2) <0,05 53,8 (50,8—56,7) <0,001

44.8 (42,5—47,1) 48,6 (46,7—53,4) <0,001 53,2 (50,8—55,7) <0,001

Tabmuua 7. JJunamuka naowadu nonepeuHozo ceerus cpeouHHo20 Hepsa (Ha yposre ckaadku 3anscmos) yepes 2 neo, 1 u 6 mec nocae onepayuu

Table 7. The time course of the cross-sectional area of the median nerve at the wrist fold in 2 weeks, 1 and 6 months after surgery

Postoperative observation period
Group, rehabilitation method, number of patients

2 Hen* 1 mec* 6 mec* P
1-s1 Tpyrmmna, MarHUTOTepanus + opTe3upoBaHue, # = 36
1*t group, magnetotherapy + bracing, n = 36 15,3403 10,3£0,1 9,410,1 <0,05
2-4 rpyInmna, KHUHe3MoTeMpoBaHUe + opTe3upoBaHue, # = 35
2" group, kinesio taping + bracing, n = 35 16,2£0,1 10,2+0,4 9,501 <0,05
3-s rpymnma (KOHTPOJIb), 6€3 BOCCTAHOBUTEIBHOU Tepanuu, 1 = 37
3" group (control), without rehabilitation therapy, n = 37 149+0,3 9.8+0,2 9,101 <0,05
P 0,27 0,36 0,12

*[lannvie npedcmasaennt 6 sude x + SD. **/Ins ouenku docmoseprocmu pazauquil npumensincs kpumepuit Opuomana. ***ns oyenku
docmoseprocmu pazauuuil npumenscs kpumepuii Kpackeaa—Yonneca.

*Data are presented as x £ SD. **To assess the significance of differences the Friedman test was used. ***To assess the significance of differences,

the Kraskel—Wallace test was used.

HCCNIeIOBaHNE) XapaKTePUCTUK CPETMHHOTO HEPBA B 00- HBIMU OTEUYECTBEHHBIX U 3apyOeXHBIX MCCIIEIOBAHUN,
el rpynme naiveHToB (1 = 108) TpogeMOHCTPUPOBAHBl  OTMEYAIOIINX OOJIBIITYIO PACTTPOCTPAHEHHOCTD 3a00JIeBa-
JTOCTOBEPHBIE TIOJIOXKUTEIbHBIE U3BMEHEHMSI HAa BCEX CPOKAX  HUSI CpeAu KeHCKoro mona [20].

HaOJIONIEHNST TIO BCEM aHATU3MPYEMBIM TapamMeTpam. J17151 oLleHKH HE0OXOMUMOCTH U 3(DGHEKTUBHOCTH BOC-
M3 108 cnygae KTC nmogasisitoiiee O0MBIIMHCTBO cocTa-  cTaHOoBUTENbHOU Tepanuu npu KTC B mocneonepaiu-
BWJIM XeHIIUHBI (7 = 89; 82,4 %), 4TO coriacyeTcs ¢ JaH- OHHOM Ilepuoje HaMu ObLIM BbiOpaHBI 2 Hauboliee
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TTOMYJISIPHBIX B HACTOSIIIINIT MOMEHT TTOAX0Ia peadrmTa-
LIM1: MATHATOTEPAITNS M KWHE3WOTeHITMpoBaHUe. Maram-
TOTepanus — HanOoJIee JOCTYIMHBIHM IS TTalleHTa peadu-
JIMTAallMOHHBI MeToA. B MexaHM3Me ero JiedeOHOTO
BO3IEICTBHS CYIIECTBEHHBIM SIBJISICTCS YIyYIICHUE MH-
KPOLMPKYJISIINN, a TAKXKE BRIPAXKCHHBII BAaTOTOHNIECKHI
sddexT [21]. HecmoTps Ha TO, YTO MarHUTOTepaIus
He TIPOIEMOHCTPUPOBaja yoenuTeabHOM 3(PDeKTUBHOCTH
mpu KTC B KOHTpOJIMpyeMBIX 3apyOesKHBIX NCCIIeIOBAHM -
sIX, OHA 0 CHX TTOpP IIMPOKO UCIIONIB3YeTCs B HaIllelt cTpa-
He [22]. KnHe3noreitnmupoBaHue — OTHOCUTEJIbHO HOBBII
ITOIXOM K JICYCHUIO HEBPOJOTMUECKHX ITAIIMEHTOB, B TOM
YHCIie KOMITPECCHOHHBIX HeliponaTuii. MexaHn3M KUHe-
3MOTEHITMPOBAHMS OCHOBAH Ha aIlIUIMKAIIMOHHOM BO3IEii-
CTBMH, HAaIIPaBJICHHOM Ha CTUMYJISILINIO MEXaHOPEIIETITO-
POB KOXM, N3MEHEeHIe KOH(MUTYpaIlnu MexKdacIinaIbHbIX
IIPOCTPAHCTB, JIOKAJTbHOE YMEHBIIEHNE BHYTPUTKAHEBOTO
JABJICHUS TIPY pa3IMIHBIX TUTIaX BHYTPUTKAHEBOTO BOC-
nanenus [23]. Kune3noreiinmmpoBaHue TaKKe BBITIOTHSIET
pPOJIb MSITKOM (PUMKCALIMU CycTaBa B (PU3MOJIOTHIECKOM
nonoxeHuu. ITposenernHoe B 2016 r. ucciaenoBaHue mo a¢-
(eKTUBHOCTU KMHE3NOTEHITMPOBAHUS CPEIU MALIEHTOB
¢ HavaibHOM ctagueit KTC mpomeMOHCTpHpPOBAIO KYITH-
pOBaHNE CYOBEKTUBHBIX CUMIITOMOB Y OOJIBIITMHCTBA IT1a-
LIMEHTOB, ofHaKo y 15,7 % nauueHToB 3¢ deKkTa OT MOHO-
Tepanuu KWHe3noTenupoBaHueM He Habmoganu [17].
Bce ykazaHHBIC METOIBI MCITOIB3YIOTCS B OOJIBIITH-
CTBE CJIyJ4aeB B paMKax KoHcepBatuBHOM Tepanun KTC,
a HeoOXOOMMOCTh B MX IIPOBEICHUH B TIOCIEOTICPAITIOH-
HbIA TIEpUOJL 10 CUX TOP YETKO He ompeneseHa. B cBa3u
C 3TUM pSII CIEHNATMCTOB (HEBPOJIOTH, HEIPOXUPYPIH,
KHCTEBBIC XMPYPIH) IIPOAOIKAIOT AKTUBHOE BOCCTAHOBH-
TEJIbHOE JIcUCHUE MAIIMeHTOB ITOCTIe XUPYPTUIECKOTO Jie-
YeHUsI 0€3 YeTKOTO IIOHNMAaHUSI 11eIeCO00Pa3HOCTH B 3TOM.

ITpoBeneHHast HaMM CTaTUCTHYECKas OLEHKA AWHaA-
MUKN KIMHUYECKUX U WHCTPYMEHTAIbHBIX TAaHHBIX
HE IIPOAEMOHCTPHPOBaJIa JOCTOBEPHBIX Pa3IMIMI MEXKITY
1—3-if rpynmmamMu: Bce MAIMEHTHI BOCCTaHABIUBAJIKCH
B PaBHOM CTEIIEHM, OTKJIOHCHMS OT HOPM I1apaMeTpOB
DHMI u ybTpa3ByKOBOTO HCCIICIOBAHMS pErpecCHpoBa-
J 6€3 3HAYNMBIX pa3ImIuii. DTOT (PaKT JaeT OCHOBAHUS
YTBEpXKIaTb 00 OTCYTCTBUU LIEJIECOOOPA3HOCTH B ITPOBE-
IeHNs BOCCTAHOBUTEILHOM Tepalnu (MarHUTOTEpaITnu,
KMHE3MOTEHITMPOBAHUS) Y MAIIMEHTOB, TIEPEHECIIINX XM~
pypruueckoe jedeHne KTC 6e3 mociieonepallmOHHBIX
OCJIOXKHEHUH, TAK KaK UMEHHO TAaKOM ITOIXOT OBLT UCIIOb-
30BaH B 3-11 KOHTPOJIBHOM TPYIIIE MAIIMEHTOB.

Takum o6pa3zom, cBoeBpeMeHHas auarHoctika KTC
¥ Ka4eCTBEHHO IIPOBeACHHAS XUPYPrIIecKast TeKOMITPEC-
CHSI CPEIMHHOTO HepBa C ITOJTHBIM paccedeHUEM OOIIEero
yIepXKuBaTesis CrudaTeleil 3aIsICThs TapaHTUPYIOT T0JIO-
JKUTEJIbHYIO IMHAMUKY B T€YEHME MOJIYyroJa v 6oJiee mocie
OITEPaTUBHOTO JICUCHUS Oe3 IPUMEHEHUS TOTIOTHUTEIb-
HBIX BOCCTAHOBHUTEJBHBIX MEPOIIPUSITHIA.

3aknioyeHue
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HepBHo-Mblweynbie BONTE3HU
Opueunanvhble uccaedosanus

Komnnexc «3k30Kucmb-2~» B peabunumanuu sepxseil KoHeuyHocmu
npu Aemckom uepeGpanbHoM napanuye ¢ UCnoNb30BaHUEM
HeuHBa3uBHOro UHmepgdeica <Mo3r-Komnbiomep»

H.B. Jlapuna, JI.JI. Kopcynckas, C.B. Biracenko

Kaghedpa neperuix 6oae3ueil u neipoxupypeuu 1-e0 meduyurckoeo gpaxysvmema Meduyunckoii axademuu umenu C. U. leopeuesckoeo
DIAOY BO «Kpovimckuii gpedepanvhbiii ynusepcumem umenu B. U. Beprnadckoeo»; Poccus, 294006 Cumepeponons, 6yaveap Jlenuna, 5/7

Konmaxmor: Hamanes Basepuesna Jlapuna n.v.larina@mail.ru

Yayuwenue gynxyuu eepxreii KoneuHocmu npu 0emcKom yepeoparbHoM napaiute — 00HA U3 2AABHBIX 3a0a4 PeabUuAUMAUUOHHO20 Ae1eHUs.
U coyuanusayuy nayuerma.

Ileaw uccnedosanus — oyeHums sghghekmugHOCMb KOMNAEKCA «IK30KUCMb-2» ¢ HEUHBABUBHBIM UHMEPGDeLicoM «MO32-KOMNbIOmep» 045 KOp-
DpeKuyuu 08ueamenvHoll yHKUUU 6epXHell KOHeUHOCIU NPU 0emMCKOM UepeOpatbHoM napanuye.

B uccaedosanue éxarouenst 50 demeii ¢ demckum uepedpanrvHum napaiuvom (ocHosnas epynna — 30, epynna konmpoas — 20) Myscckoeo
U HceHcKoeo noaa 6 eospacme 12— 18 nem ¢ yposHem dgueamensHol akMUGHOCMU RO KPUMEPUIM KAACCUDUKAUUU OONbUUX MOMOPHBIX
dyukuuii (GMFCS) ne 6oavue 111. Bcem nayuenmam 6 meuerue 21 0Hs npogodunu cmanoapmublil Kypc cCGHamopHO-KYpOpmHoU peabu-
aumayuu. Tlayuenmam ocHo8HOU epynnsl OONOAHUMENLHO NPOGOOUAU PeabUAUMAYUI) C UCHOAb308AHUEM KOMNACKCA «DK30KUCMb-2»
¢ HeUHBA3UBHbIM UHMeEPDelicom «Mo32-Komnblomep». B ocnosHoil epynne cnacmuvnocms 6 Mbluyax napemu4Hoil Kucmu no Moouguyu-
POBAHHOU WKane chacmuyHocmu Juweopma ymenvwuaace ¢ 3 (2; 3) do 2 (1; 2) 6aanoe (p <0,002), no wkade Tapove — ¢ yposus 3 (2; 3)
do 2(1; 2) (p <0,002). Y nonogursl hauuenmos cuaa Mvlidl, napemu4Hoi pyKu no wkanie oyeHku cuasl moiuly bpumanckoeo cogema me-
duyurckux uccaedosanuli evipocaa ¢ 2,3 (2; 3) do 3 (2; 3) 6annos (p = 0,002). Ouenka 6bimo6vlx HABbIKOE NO MOOUGUUUPOBAHHOU WK ANe
Dpenuaii nokasana yayuwenue c 37 (22,75; 63,75) do 45 (30; 72,75) 6aanoe nocae mepanuu.

Karouegwie caoea: demckuii yepebpanvhblil napaiuy, peabusumayus, HeUH8A3UBHbIIL UHmepghelic «<Mo3e-KoMnvromep», «IK30Kucmo-2»

Jlas wumuposanus: Jlapuna H.B., Kopcynckas JI.JI., Baacenko C.B. Komnaexc «Ix30Kucmo-2» 6 peabusumayuu 6epxmei KOHeHHOCMU
npu demckom yepedpanrbHoOM napanute ¢ UCHOAb308AHUEM HEUHBA3UBHO20 UHMepgelica «mo3e-Komnviomep». HepeHno-moiuieutvie 601e3HU
2019;9(4):44—50.

DOI: 10.17650/2222-8721-2019-9-4-44-50

The “Exo hand-2” complex in the rehabilitation of the upper limb in cerebral palsy
using the non-invasive interface “brain-computer”

N.V. Larina, L.L. Korsunskaya, S.V. Vlasenko
Department of Nervous Diseases and Neurosurgery of the Ist Medical Faculty, Medical Academy named S. 1. Georgievsky, Crimean
Federal University named after V. 1. Vernadsky; 5/7 Lenin Boulevard, Simferopol 294006, Russia

Improving the function of the upper limb in cerebral palsy is one of the main tasks of rehabilitation treatment and socialization of the patient.
The purpose of the study was to evaluate the effectiveness of the “Exo hand-2" complex with the non-invasive interface “brain-computer”
for correcting the motor function of the upper limb in cerebral palsy.

The study involved 50 male and female with cerebral palsy (main group n = 30, control group n = 20) aged 12— 18 years old. The level
of motor activity according to the criteria of classification of large motor functions (GMFCS) was not more than I11. All patients received
a standard course of spa rehabilitation for 21 days. Patients of the main group were additionally rehabilitated using the “Exo hand-2" com-
plex with the non-invasive interface “brain-computer”. As a result of treatment in the main group, spasticity in the paretic hand on the
Modified Ashworth Scale decreased from 3 (2; 3) to 2 (1; 2) points (p <0.002); according to Tardieu, spasticity decreased from the level
of 3(2; 3)to 2(1; 2) (p <0.002). Half of the patients had paretic arm muscle strength in the Medical Research Counsil Weakness Scale
sums core from 2.3 (2; 3) to 3 (2; 3) points after treatment (p = 0.002); assessment of household skills on the Modified Franchay Scale
showed an improvement from 37 (22.75; 63.75) to 45 (30; 72.75) points after therapy.

Key words: cerebral palsy, rehabilitation, non-invasive interface “brain-computer”, “Exo hand-2"

For citation: Larina N.V., Korsunskaya L.L., Vilasenko S.V. The “Exokist-2” complex in the rehabilitation of the upper limb in cerebral
palsy using the non-invasive interface “brain-computer”. Nervho-myshechnye bolezni = Neuromuscular diseases 2019;9(4):44—50.



OpueuHnanvHble Uccaedo8anus

HepBHo-Mblweunbie O JIE3HH

Bsepexue

Jetckuii uepedpanbHblii mapanuy (JALIT) — mynbTu-
dakropHOe 3a00JIeBaHe, B PAa3BUTUH KOTOPOTO OCHOBHYIO
POJIb OTBOISAT HAPYIICHUIO WA aHOMAaJINM Pa3BUTHS TO-
JIOBHOTO MO3Ta IIoAa Wi HoBopoxaeHHoro. [Tatodusno-
snornueckoit ocHoBoi LI siBrisieTcst mopaskeHue roJIoBHOTO
MO3ra B MHTpaHATaJIbHOM WM paHHEM ITOCTHATAIIBHOM
TepHUOE C TOCIeAYIOMUM (DOPMUPOBAHMEM TTATOJIOTHIEC-
CKOT'O MEIIIIEYHOTO TOHYCA (IIPEeUMYIIIeCTBEHHO CITaCTUY-
HOCTH) TIPU COXpPAaHEHWHU ITO30TOHMYECKUX pedIIeKCOB
W COMYTCTBYIOIIEM HApPYIICHWU CTAHOBJICHUS ILICITHBIX
YCTaHOBOYHBIX BRINIPSIMUTENILHBIX pediekcoB [1—4].

I1o nannbiMm nutepartypsl, LI BcTpeuaeTcs ¢ yacTo-
Toit 2—3,6 Ha 1000 >XMBBIX HOBOPOXIEHHBIX U SIBJISIETCST
OCHOBHOI MPUYNHOM JETCKOM MHBAJIMIHOCTA B Mupe [1, 3,
10, 11]. Cpenn HemoHOLEHHBIX AeTeit yactora AT — 1 %.
Y HOBOPOKIEHHBIX ¢ Maccol Tesia MeHbine 1500 T pacmipo-
crpa"ennocts J I yBennunBaercs no 5—15 %, a nipu
SKCTpeMajIibHO HU3KOM Macce Tena — 10 25—30 %. Ipu on-
HorutonHo# 6epemennoctr puck JLITT cocrasnster 0,2 %,
a TIpM MHOTOIUTOTHOM PUCK TATOJIOTUH BO3PACTACT: IIPU
aBoitHe — 1,5 %, npu tpoiine — 8,0 %, npu YeThIPEXILION-
Holi 6epemeHHOCTH — y3ke 1043 % [1, 3, 4, 10]. CornacHo
nmaHHBIM PefepalibHOM CITy>KOBI TOCYIapCTBEHHOM CTaTH-
ctuku B Poccuiickoit denmepanmu pacipocTpaHeHHOCTD
3apeructpupoBaHHbIX cirydaeB JILIIT cocraBnser 2,2—3,3
Ha 1000 HoBopoxneHHBIX [1, 3, 13]. B mocnennee 10-neTue
pa3paboTaHbI pa3HBIC METOIBI BOCCTAHOBUTEIBHOTO JIeUe-
HUS HApYIICHHBIX ABUTATEJIBHBIX, PEUEBBIX 1 IICMXUIESCKIX
¢ynkumii y gereii ¢ LI [14—17].

Cy1iecTBeHHOE BIMSHIE Ha KAYECTBO KMU3HU U COLIH -
amm3anmio nereii ¢ JLIIT oka3piBaeT BEIpaXkKeHHOCTD IBH-
raTeJIbHBIX PACCTPOICTB, 0COOCHHO B BepXHEW KOHEYHOCTH
[12]. B cBs13u ¢ 3TUM peabMIUTAIIMOHHBIC ITPOTPAMMEI,
HampaBJIeHHbIC Ha YITydIleHUe (DyHKIIMOHAIIBHBIX BO3MOX-
HOCTe! pyKH, IPEICTaBIISIIOTCS] Hanboiee 3HAYNMBIMIU.

CoBpeMeHHBIE TOAXOABI K BOCCTAHOBIICHUIO TBIKE-
HUI KOHEYHOCTEH IIPH MOPaKEeHUSIX IICHTPAITbHOM HEPB-
HOI CHICTEMBI 3aKJTI0YAIOTCS B IIPSIMOM BO3IEHCTBIY Ha T1a-
pPEeTUYHBIC KOHEYHOCTH, a TaKXKe B aKTUBALIMU CTPYKTYP
roJIoBHOTO Mo3ra. OOTHUM M3 MEPCIEKTUBHBIX METOIOB
CTUMYJIMPOBAaHUS IUITACTUYHOCTH TOJIOBHOTO MO3Ta SIBJISI-
€TCSl KWHECTETUYECKOE BOOOpaXkeHue ABMxXeHus |5, 6, 9].
HcciemoBaHms B3pOCIBIX MAIIMEHTOB ¢ OPTraHUYECKUM
IMopaXXeHWeM LIEHTPaJIbHOM HEpBHOM CUCTEMBI IIOKA3aJIH,
YTO IIeJCHAIpaBIeHHOE, CUCTEMAaTHIEeCKOe ITOBTOPEHUE
MIpEeACTABJICHNS IBYDKCHUS CITOCOOCTBYET aKTUBALIMM CEH-
COMOTOPHBIX 30H TOJIOBHOTO MO3Ta, aKTUBUPYS ITPOIIECC
HeliporactuaHoctd [7, 9]. HemHuBasuBHBII nHTEpdeiic
«MO3T-KOMITBIOTEP» TT03BOJIIET KOHTPOJIMPOBATH M YIIPaB-
JISITh BHEIITHUM POOOTU3MPOBAHHBIM YCTPOMCTBOM IIPH BO-
oOpaxkeHUM IIeJIeHAIIPaBICHHOTO IBVIKCHUS BO BPEMSI
pPETUCTpALIU OMO3JIEKTPUIECKOM aKTMBHOCTH Mo3ra. Ce-
TOJIHSI UMEIOTCSI COODIIEHMST 00 YCTIEIHON peaduInTauuu
B3POCIIBIX OOJILHBIX C IBUTATEILHBIMU HAPYIICHUSIMU C VIC-
IMOJIb30BAaHUEM ITPOrpaMMHO-AaMIIapaTHOTO KOMILIEKCa

HelipomHTepdelica «MO3T-KOMIBIOTEP» M 9K30CKeJIeTa
kuctu [8].

Iean uccaenoBanusi — oLIeHUTb 3P HEKTUBHOCTb HE-
WHBa3MBHOTO MHTEpQeiica «MO3r-KOMIBIOTEP» U KOMITIIEK~
ca «DK30KHCTh-2» B peadINTAIIMOHHBIX MEPOITPUSITHSIX
npu LI ¢ HapyiieHHOI pyHKIIMEH BepXHell KOHEYHOCTH.
HccnemoBanne mpoBOAMIIOCH Ha 6a3e CIIeIIMaIn3upOBaH-
HOTO OTIEJICHUS IJIS1 TICUXOHEBPOJOTUUYECKUX OOTbHBIX
DI'BY «EBnaTopniicknii BOEHHBI JeTCKUM KIMHUYECKUI
canatopuii um. E.I1. [nunku» MunHo6opoHbsl Poccun
¢ 03.07.2019 mo 31.10.2019.

Mamepuanbl u Memopbl

Kpurepun BKmovenns. [TareHTH My>KCKOTO ¥ 3KeH-
CKOTO TI0JIa B Bo3pacTe oT 12 mo 18 jet, mosydaromme
KyPC CAaHaTOPHO-KYPOPTHOM PeabMINTAIIAN, C YCTAHOBJICH-
HBIM qrarHo3oM «JILIIT» B cOOTBeTCTBUM C KPUTEPUSIMU
MexnyHapomHOM Kiaccudukanum ooxesHeit 10-ro me-
pecmotpa (MKB-10), numeroriue B CTpyKType HEBPOJIO-
TUYECKUX HApyIICHUI TeMHUIIape3, TeTparapes, TUIePKI-
HETUICCKUU CHHAPOM JIN00 NX KOMOMHAIINIO, C YPOBHEM
IBUTATEJIbHOI akTUBHOCTH He BhIe 111 mo kpurepusim
KiaccuuUKaIny 60JIbIINX MOTOPHBIX (PyHKIMI (Gross
Motor Function Classification System for Cerebral Palsy,
GMFCS).

Kputepru nckmovenns. OTKa3 OT y4acTHS B KICCIIEIO-
BaHWM POAUTENICH WM 3aKOHHBIX IIPEACTaBUATEICH TaIIM-
€HTOB; YPOBEHB IBUTATECJIBHOM aKTUBHOCTH 110 KPUTEPUSIM
GMFCS 6onbire I11; Hannmame rierny BepxHeil KOHEYHO-
cTi; apaTMIeCcKre HapyIIeHNs; METMKaMEHTO3HO HEKOP-
purupyemas SIIICTICUs; HapyIIeHUs 3peHUsI, He TI03BO-
JISTIONIVE pa3/IMJaTh MHCTPYKIIUIO Ha SKpaHe; YMCTBEHHAS
OTCTAJIOCTh YMEPEHHOM, TSKeJION U rimy0oKol cTeneHein
(F71-73 mo MKb-10).

[MaumeHTHI, BoleAIIe B UCCIeIOBaHNEe, OBUIM pa3-
IeJeHBI TIPY CIyJ9aifHOM BBHIOOpPKE HA OCHOBHYIO TPYIIITY
(n=30) (Tabx. 1) u rpyrmy cpaBHeHus (n = 20) (Tad. 2).

st o11eHKM 00'beMa IBVDKCHUI BEpXHUX KOHEYHOCTEH
OBLIM MCIIOJIb30BaHbI CJICAYIOIINE IITKAJIBI:

1) mogudunupoBanHas 1mkamra @penvait (Modified
Franchay Scale, MFS) my1st olleHKM IBATATEIbHBIX Ha-
BBIKOB BepXHElt KOHEYHOCTH MPH LIEHTPaJILHOM TIape-
3¢ ¢ Ucob3oBaHueM 10 3amaHmii;

2) mkana «Bo3moxHoctu kKuctu—uetn» (ABILHAND-
Kids) — Tect olleHKM pomuTeNsIMA OBUTATEIbHOMN
bYHKIIMN BepXHEH KOHEYHOCTH pebeHKa B OBITY (3 cTe-
TIeHW BO3MOKHOCTH BBITIOJTHEHUS HABBIKA: «HEBO3MOX-
HO», «TPYITHO», «JIETKO»);

3) mKana (GyHKIIMOHNPOBAHUS BEPXHUX KOHEYHOCTEH
(The Manual Ability Classification System, MACS)
IUIST OTIpeNeICHUST BO3MOXHOCTE HaBBIKOB CaMO00-
CITy>KUBaHUS, TIO3BOJISIONIAS KIacCU(PUIITPOBATh Ma-
HUNYASITOPHBIE BO3MOXHOCTU pyK nmereid ¢ JILITIT
4—18 yeT ¢ yyeToM BO3pacTa;

4) MoguuIIMpOBaHHAS IIKAJIa CITACTUIHOCTH DIIBOP-
ta (Modified Ashworth Scale, MAS) mist olleHKHA
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Tabmuua 1. Xapakmepucmuka nayuenmog ocHogHoll epynnel (n = 30) YPOBHS CIIACTUYHOCTU TIPU OTIPENeNIeHUN CTETIeHU

Table 1. Characteristics of patients in the main group (n = 30) COMPOTUBJIEHNS [TACCUBHBIM ABVKEHUSAM I10 5-0aUib-
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IMapametp

Yuicno maiueHToB ¢ AETCKUM LiepeOpaJbHbIM

MapajnyoM:
Number of cerebral palsy patients:

3HauyeHne

Hoii mkaie (ot 0 10 4);

5) mommduinpoBanHas 1mkana Tapabe (Modified Tardieu
Scale, MTS) nisg oLileHKM YpOBHS CIAaCTUYHOCTH,
OCHOBAHHOI Ha TeCTMPOBAHMHU MBIIIEYHOTO COIIPO-
TUBJICHUS TIPU OBICTPOM U MEIJICHHOM ITaCCHBHOM

FGMHHJ'IG'FI/I‘ICCK&IH dbopma 7 nBvkeHuu (5 ypOBHeﬁ);

?g;g’l;eagé; 21 6) WKaya OLIEHKN CWJIBI MBIIL BpruraHckoro cosera

Tetraparesis MeIuIuHCcKUX ncciaenopanuii (Medical Research

CrniacTuKo-rurepkuHeTHIecKas hopma 2 Counsil Weakness Scale sums core, MRC-SS) nist Te-

Sissiles iyl e (o CTUPOBAHUS CUJIBI MBI -crubaTesneil u pasrubate-
Menuana Bo3pacra, JieT 14 Jel KUCTHU.

Median age, years old (13; 15,75)* Bce naiyeHTbl OCHOBHOM Y KOHTPOJILHOM IPYMIT B Te-
o yeHne 21 THS IOoJTyJaan KOMIUIEKCHOE CAaHATOPHO-KYPOPT-
Sex: . Hoe JieueHUe (JIe9eOHYI0 (PUBKYIBTYPY, Maccaxk IMapeTud-

Mﬁcmﬂ = HBIX MBI, TIeJIOUA0TePANIo, THAPOKIHE3NOTEPAIIHIO

Kenckuii 15 B TepMaJIbHO-MUHEPAJIbHOI BOE, 3IEKTPOCTUMYIISIINIO

Female MBI -aHTaTOHUCTOB MapeTUYHBIM) B COOTBETCTBUU
Yuciio Matepeii ¢ IaTooruet 6epeMeHHOCTH: CO CTaHIapTaMy CaHATOPHO-KypopTHOTO Jtedenust (ITprkas
Number of mothers with pregnancy pathology: MI/I3,£[paBa Poccunt Ne213 ot 22 HOSI6p9[ 2004 . <006 yTBEp-

)\:,[i 8 KICHUHU CTaHIApPTa CAHATOPHO-KYPOPTHOI TTOMOIIN 0OJTh-

Her 22 Hpiv J1HTT>).

No IMaumeHTHE OCHOBHOM TPYIIIIBI TOIIOIHUTEIBHO TIPO-
YHciio MaTepeif ¢ GepeMEHHOCTHIO: XOOWIN KypC peaOIINTALINY C NCTIOJIb30BAaHNEM KOMIUICK-
Number of mothers with pregnancy: ca «9K30KI/ICTL—2», BKJIIOYAIOIIETO HEMHBA3UBHBIN MHTEP-

H_?PBOFI 16 delic «MO3T-KOMbIOTEP» MPOU3BOJACTBA KOHCOPLIMYMa

]I;'Tlf)tpoﬂ 8 B coctaBe HITO «AngpounHas TexHuka», Poccuiickuit

Second HaIlMOHAIBHBIN NCCIICIOBATEIbCKII METUITMHCKII YHI -

Tperseit 3 BepcuteT M. H.U. TTuporoBa n MHCTUTYT BBICIIIEI HEPBHOI

E';‘;ie 3 nesreabHoCcTH U Helipodusnonornu PAH. Mcmonb3oBaH-

More Has cucTeMa HelipomHTepdelica OCHOBaHA Ha aHAalIM3e
Poxr: MaTTePHOB OMO3IEKTPUICCKOTO CUTHAJIA, BOZHMUKAIOIIIETO
Births: TIpY TIPEICTaBICHUH IBYDKEHMS PYKHU (pa3rudaHe TalTbleB

[epBbie 21 KUCTH), KOTOPBI PErMCTPUPYETCS IEKTPOSHIIe(aIorpa-

E‘Trzpm o 7 (oM. B ocHOBHOII rpymiie maneHTaM mmpoBoamian 10 3a-

Second HSITHI 110 OMUHAKOBOI cxeme: 3 ceccum 1o 10 MUH B IeHD

Tpetsu 1 C TIepepBhIBOM Ha OTABIX He MeHee 5 MuH. Bo Bpemst ceccnu

Eg‘;‘; o 1 MaIlMeHT CUIE B Kpeciie Ha pacCTOSHMU 1 M OT 3KpaHa

More moHuTopa. Kaxkmsre 10 ¢ Ha MOHUTOP TTOIaBAINCh BU3Y-
Me/iata cpoka recTaLum, Hex 34 (31,75, a)'[be{e 3aMaHUs Hua paccnz?)GneHHe 1 BOOOpaxkeHNe OBU-
Median the gestational age, wecks 37,75)* KeHUH 11l IpaBoii 1 ieBoit Kuctu. [1py TOYHOM BBITIOJN-

HEHMU TTaIlMeHTOM 3adaHMsT (PUKCUPYIOIIasl B30p METKa
BAIGUEETER GUISITIII TN AR, G 6(4;7)* OKpaIlIBaIach B 3€JICHBIN IIBET M 9K30CKEJIET BBITTOTHSLT
Apgar grade median, points > p L
pa3kaThe KUCTH; TIPY HEIOCTATOYHOM BOOOPaXKeHNH TBH-
M:ﬁgﬁﬁi‘;ﬁfaé Ir 23372%25])9‘0; KEHMSI MEeTKa OCTaBajach OEJIOTo IBeTa M DK30CKEeT
- - He cpabatbiBaj. [1o kaHamy oOpaTHOI CBSI3U pe3yJabTaT
535:3 PyKi: oToOpaxkaJscs Ha KpaHe B BUjIe rpapuKoB.

J(IeBE;rem‘ 23 Ilepen HagaToM MCCIeIOBaHUS BCE TALIMEHTHI TTPOIII-

Left JIX HEBPOJIOTMIECKUIA OCMOTP C OIICHKOM COCTOSTHUS TIO

Eiffﬁ‘fa’l 2 WCITOJIb30BaHHBIM IIKaJlaM. JIMHaM1Ka BOCCTAHOBJIEHUS

Oge 5 IBUTATENBbHBIX (DYHKIINI OIIEHWBAIACH I10 YBEIMICHUIO

Both

*B ckoOKax yKka3aH uHmepKeapmuabHolil UHMepean.
*In parentheses is indicated the interquartile interval.

HaOpaHHBIX MO BhILIEIIEPEUYUCIEHHBIM IIKajlaM 0alIoB.
Mg mkanr MAS, MTS u MRC-SS yauTthIiBaich TOJBKO
MoKa3aTeJn JJIS MBILIL KUCTU (CpeAHUE IO Crubdareissm
U pa3rubatesisiM B JIyde3arsiCTHOM cycraBe). JIJist LIKaibl



OpueuHnanvHble Uccaedo8anus

HepBHo-Mblweunbie O JIE3HH

Tabmua 2. Xapakmepucmuka nayuenmoeg epynnsi cpaghenus (n = 20)

Table 2. Characteristics of patients in the comparison group (n = 20)

ITapamerp 3Havyenne

Yucio maiMeHToB ¢ AETCKUM Liepedpalib-

HBbIM ITapaIn4oM:

Number of cerebral palsy patients:
Temurniernyeckas hopma 5
Hemiplegia
Terpanapes 14
Tetraparesis
CnacTuko-TunepkuHeTnyeckast hopma 1
Spastico-hyperkinetic form

MenunaHa Bo3pacra, JIeT )
Median age, years old 14 (12; 17)
ITomn:
Sex:
Myxckoi 9
Male
Kenckuit 11
Female

Yucno Matepeil ¢ maTojioruei

0epeMEeHHOCTH:

Number of mothers with pregnancy pathology:
Ha 6
Yes
Her 14
No

Yucno Matepeil ¢ 6epeMEHHOCThIO:

Number of mothers with pregnancy:
IlepBoit 9
First
Bropoit 5
Second
TpeTbeit 6
Third
Bosnee —
More

Ponpr:

Births:
I1epBbie 5
First
Broprie 9
Second
TpeTbun 6
Third
Bonee
More

MenuaHa cpoka rectaluu, Heieau .
Median the gestational age, weeks 36 (32; 39)
MenuaHa OLIEHKH IO 1IKaje Arrap, 0aibl .
) . } 6 (4;7,25)
Apgar grade median, points
3050
(2007,5; 3575)

MenuaHa Beca, T
Median weight, g

[Tapes pyku:

Hand paresis:
JleBast 4
Left
ITpaBas 3
Right
0O6e 13
Both

ABILHAND-Kids kxpome cTaHgapTHBIX ITOKa3aTesIeil Bbl-
TIOJIHEHUS NE€ACTBUIA (BBITIOJIHUTH HEBO3MOXHO — X, TPY/I-
HO — X M JIeTKO — X, ) MCTIOJIb30BaJICS CyMMapHBbIiA MOKa-
3aTesib X, pacCUMThIBaeMblil o popmyrte X = X+ 2X2’
JIrana3oH Kotoporo coctasiser otT 0 mo 42. BBeneHnue
CYMMAapHOTO TTOKa3aTeJIsI TTO3BOJISIET UCIIOIB30BaTh CTATH -
CTUYECKIE KPUTEPUH TSI CpPABHEHMS BO3MOXHOCTEH BBI-
TIOTHEHMST TIOBCETHEBHBIX ACHCTBUIA 10 M ITOCTIC peadyIn-
TalMOHHBIX MeporpuaTuii no mkaixe ABILHAND-Kids.

Bce marnmeHTHI M1 MX 3aKOHHBIE TTPEICTABUTEIIN IO -
MMMCHIBAI MHGOOPMHUPOBAHHOE COTJIacHe, NCCIIeI0BaHIE
OBLIO OTOOPEHO STUYECCKUM KOMUTETOM (TIPOTOKOJI N2 53
o1 06.12.2018).

Pe3ynbmamb! uccnepgoBaxus

PesymbraTel MCITONB30BaHUS KOMILIEKcA «BDK30-
KUCTb-2» MoKa3ajiu, 4to y 70 % malueHTOB OCHOBHOM
TPYIIIBI JOCTOBEPHO CHIKACTCS clIacTUIHOCTH (p <0,002)
1o mkajgamM MAS u MTS (t1a6:. 3, 4). TectupoBaHUe CHITBI
MBIIIII-CTHOATEIei Iocye Kypca peadINTalliy IT0Ka3ajio
IOCTOBEPHOE YBEIMUICHIE TTOKA3aTeIIsl Y TTOJIOBUHEI ITAIl-
€HTOB OCHOBHOM rpyniiel 1o 1mKaixe MRC-SS (ta6m. 3).
ITo mwkame MFS noka3zaHo 3HaYMMoOe yJIydIlIeHUe MaHU -
IYJISTOPHBIX BO3MOXHOCTeM pyku (p = 6 x 10). [1pu aTomM
yaydieHue nmporsolnio y 90 %, a y ocTalbHbIX UBMEHEHMSI
OCTaJINCh Ha UCXOTHOM ypoBHe. Hanbosee 3HauMO yBe-
JINYMJIACh CIIOCOOHOCTh MALEHTOB BBITIOJIHSTD MMOBCEN -
HeBHBIC neiicTBus o mkaixe ABILHAND-Kids (p <0,004).
NuHamMuky QYHIMY BepXHUX KOHEUYHOCTEH IO IIKale
MACS He BBISIBJICHO.

O1eHKa BBIITOJHEHUSI ITTOBCEIHEBHBIX HEMCTBUIA
no mkasie ABILHAND-Kids noka3zana (ta6i. 5, 6), 4ro
B OCHOBHOI TPYIINIE TOCTOBEPHO YBEJIMYMIACH CIIOCO0-
HOCTb BBIIOJIHSTh IIOBCEAHEBHbIE AeCTBUS (p = 4 % 107),
TIPY TOM YTO B TPYIIIIe CPAaBHEHUS TAKXKE OTMEUCHO yBE-
JIM4eHne 00beMa OBITOBBIX HABBIKOB, HO MOJIOXXUTEIIBHBIC
M3MEHEHMS He ObLUIM CTATUCTUIECKY 3HAYMMBIMU.

PesynbraThl MccieqoBaHUS MMOKa3aId, YTO KMHECTE-
THYECKOEe BOOOpaXKeHNe NBVKCHUS, JIeXKAIIeTO B OCHOBE
KOMIUIEKCa «DK30KUCTh-2», ABlIsgeTcs 3(P(HEKTUBHBIM J10-
TTOJTHUTEJIBHBIM METOIOM B PeaOMINTAIIMIOHHOM IIpOIIeC-
ce y IeTell CTapIimero MKOJILHOTO BO3pacTa.

BoiBoAbl

IIpuMeHeHMe KoMIUIeKca «DK30KUCTh-2» C UCITOJb-
30BaHMEM HEMHBA3MBHOI'O MHTE(PECa «MO3r-KOMITbIOTEP»
y NalMeHTOB CTapliero mkoabHoro Bo3pacta ¢ JALIT mo-
BbILIAET 3(P(PEeKTUBHOCTh peabMIMTALMOHHBIX MEPOIIPU-
SITUM Ha CAHATOPHO-KYPOPTHOM 3Tarle.

B pesynbraTe nedyeHMs] CHUXAETCS CIIAaCTUYHOCTh
MBI KUCTH, YBEJIMYUBAIOTCSI CUJIa MBIIIL U O0bEeM JIBU-
XEHUU KUCTH.

KommiekcHoe caHaTOpHO-KYpPOPTHOE JIeUeHUE C TIPU-
MeHEeHUEeM KOMITIeKca « DK30KHCTh-2» YBEJIMUNBAET 00b-
€M OBITOBBIX HABBIKOB, YTO CIIOCOOCTBYET COLIMAIM3aLlN
nauueHTosB ¢ JLLIIT.
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HepBHo-mbiweynbie BOJIE3HH
Neuromuscular DISEASES Opueunanshvle uccaedoganus

Tabmuua 3. Hzmenenue dgueamenvHoil )yHKUUU Y RAUUEHMOE OCHOBHOU 2pYRNbL HA (hOHE KOMNAEKCHOU mepanuu

Table 3. Changes in motor function in patients of the main group on the background of complex therapy

Scale
Before treatment After treatment

MonmudunmpoBaHHasI IIKaxa CIACTHYHOCTA DIITBOPTA, OAJITBI . .
Modified Ashworth Scale, points 3(23) 2(L,2) <0,002

MomuduumpoBanHas mkana Tapabe, CTeTIeHb CITACTUYHOCTH . .
Modified Tardieu Scale, degree of spasticity 223 2(1;2) <0,002

MenraHa cHTbI MBIIIII-CTHOATEIEH Mo IKajie bpuraHckoro coBeTa
MEIULIMHCKUX UCCIIEA0BaHMUIMA, OaJIIbI 2,3(2;3) 3(2;3) 0,002
Flexor strength median on the Medical Research Counsil Weakness Scale sums core, points

IIkana hyHKIIMOHNPOBaHUST BEPXHUX KOHEUHOCTE, YPOBEHD . .
The Manual Ability Classification System, level 3(2;3,75) 2(23) 20,06

MomnduurpoBanHas mKkanxa @peHyaii, GalIbl . .
Modified Franchay Scale, points 37(22,75;63,75)  45(30;72,75)  <0,004

Ta6auua 4. Hzmenenue dsueamensvix GYHKYULL y NAYUEHMO8 SPYRNbL CPAGHEHUS HA (YOHEe CAHAAPMHOL mepanuu
Table 4. Changes in motor functions in patients of the comparison group on the background of standard therapy

Scale
Before treatment After treatment

MonnduimpoBaHHas Kajxa CMMaCTUYHOCTU DIIBOPTA, OAJUIBI . .
Modified Ashworth Scale, points 3(23) 323 20,05

MonudunrpoBanHas mkana Tapabe, CTeNIeHb CITACTUYHOCTH . .
Modified Tardieu Scale, degree of spasticity 2(%3) 223 20,05

MenuaHa cubl MBIIIII-CrrOaTeNei mo mKane bpuranckoro coBeTa
MEIUIIMHCKUX UCCIICIOBaHWIA, GaTbI 2,3 (2;3) 2,3(2;3) >0,05
Flexor strength median on the Medical Research Counsil Weakness Scale sums core, points

IIIkana pyHKIMOHUPOBAHMS BEPXHUX KOHEYHOCTEH, YPOBEHb . .
The Manual Ability Classification System, level 3(2;3,75) 3(2;3,79) 20,05

MonuduumpoBanHas mkanxa @peHyaii, GalIbl . .
Modified Franchay Scale, points 39 (24,65; 62,45) 40 (24,85;62,75) >0,05

Tabmuna 5. Hzmenenue gvinoanenus: Obimogvix HAGbIKOE NO WKAe Taémuna 6. H3zmenenue avinoanenus ObimogbIX HAGbIKOE NO WKALe
«BozmoxcHocmu kucmu—oemu» y RAyuermos 0CHOBHOL 2pynnbl «BozmoxcHocmu Kucmu—oemu» y NAuUeHmos @ 2pynne CpagHeHus
Table 5. Changes in the performance of household skills on the ABILHAND- Table 6. Changes in the performance of household skills on the ABILHAND-
Kids scale in patients of the main group Kids scale in patients in the comparison group
Performance Performance
of household skills Before of household skills Before After treatment
treatment After treatment treatment
HeBo3moxxHO HeBo3moxHO
<l >
Impossible 8,6 49 0,01 Impossible 9,6 9,1 20,05
TpynHo TpynHo
< >
Hard 8.8 9,95 <0,01 Hard 7,6 8,25 >(),05
Jerxo 3,6 6,1 <0,01  Jerxo 3,4 3,6 >0,05
Easily Easily
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HepBHo-Mblweykbie 6O JIE3HU
Knunuuecxuii pazbop

CnunanbHad u bynbbapHas mbiweynaa ampodusa
C NCeBA0MUOMOHUYECKUM (JeHOMEHOM: OnucaHue KNUHUYEeCKoro cnyyas

TOM9

C.C. Hukutun!, B.H. Ipuropsena?, K.A. Mamkosuy?, O.JI. Muponosuu®, H.B. Paauunckas®, A.B. IToaskos?

! Pecuonanvhas obuwecmeennas opeanuzayus «O0uecmeo cneyuaniucnog no HepeHO-Mulileutvim 004e3HIM», Meduyunckuil yeHmp
«[Ipaxmuueckas neaponoeus»; Poccus, 117258 Mockea, ya. Kpycuscarnosckoeo, 17/2;
2@rhOY BO «IIpusonxcckuii uccredogamensckuii MeOuyuHcKUil yrugepcumem» Munzopaea Poccuu;
Poccus, 603005 Huxcnuii Hoeeopod, na. Mununa u Ioxcapckoeo, 10/1;
OI'BHY «Meduko-eenemuyeckuil Hay4uhbiil yenmp umenu axao. H.II. Boukosa» Munsdpasa Poccuu; Poccus, 115478 Mocksa,
ya. Mockeopeuve, 1

Konmaxmeot: Bepa Haymosna Ipucopvesa vrgr@yandex.ru

Ilpedcmasaen kaununeckuii cayuaii nayuenma 28 aem co CRUHAALHOU U 0YAbOAPHOT MblueHOU amuompoguell, 00Ka3aHHOU yeeaute-
Huem CAG-noemopog @ eete, Kooupyioujem aHopoeeHHblil peyenmop. Y neeo Haba00aruce Gacyukyaayuy 8 CKeaemubixX MolUyax u s3ol-
Ke, cUHeKOMAacmusl, NOGbllUEeHUe 8 CbIGOPOMKE YPOGHel mecmocmepora u kpeamuHkuna3zol. Oco6eHHOCMbI0 CAYUas 16As5emcs pazeumue
2uHeKomacmuu 6 gospacme 0o 7.1em, nosieaenue acyuxyisyuii 6 gospacme 11.1em u npodoadcumensvHuix MbliieuHbix cy0opoe ¢ 3adep-
JcKoll paccaabnenus 8 15 aem, Komopslie HANOMUHAAU MURUYHYIO MUOMOHUIO. DneKmpomuoepagus 6vi18Una NPU3HAKU ymepeHHou
denepsayuu 6e3 MUOMOHUYECKUX PaA3Psi008 HAPs0Y ¢ eUeAHMCKUMU NOMEHYUANAMU 08UAMENbHbIX eOUHUY, U CHUMICEHUEeM NammepHa
pexpymuposanus. O6¢cyicoaromes 603MONCHbIE MEXAHUZMbL MUOMOHUU U 3A0ePICKU MblULeHHO20 paccaabieHus KaKk NPU3HaKo8 Hapy-
weHus YYHKYUU CKeNeMHbIX MblULY, 8 C8eme CO8PeMeHHbIX NPedCmasaeHuli 0 CRUHANLHOU U 6Y1b0apHOT MbluleHOU ampohuu KaK myab-
mucucmemHoll eeHemMu1ecKoll namono2uu.

Karoueevte caosa: cnunobyavbapuas mvlieuHas amuompo@us, CRUHAAbHAS U 0Yy1b0apHas MbluleyHas ampoghus, 6oae3Hv Kennedu, 6oae3Hb
MOMOHEUPOHA, MUOMOHUSL, MUONAMUS, MYAbIMUCUCMEMHOE NOpadICeHUe

Jlasa yumuposanusa: Huxumun C.C., Ipueopveea B. H., Mawkosuu K. A. u dp. Chunobyavbapras mvlueutas ampogus ¢ ncee0OMUOmMonu-
YecKUM eHOMEeHOM: Onucanue Kaunuveckoo cayuas. Heperno-moiweunsie 6onesnu 2019;9(4):51—6.

DOI: 10.17650,/2222-8721-2019-9-4-51-56

Spinal and bulbar muscular atrophy with pseudomyotonia phenomena:
a clinical case report

S.S. Nikitin', V.N. Grigoryeva’, K.A. Mashkovich? O.L. Mironovich’, N.V. Ryadninskaya’, A.V. Polyakov’
!Association of Neuromuscular Disorders Specialists, Medical Center “Practical Neurology”; Build. 2, 17 Krzhizhanovskogo St.,
Moscow 117258, Russia;
2Privolzhsky Research Medical University, Ministry of Health of the Russian Federation; 10/1 Sq. Minin and Pozharsky,
Nizhny Novgorod 603005, Russia;

JReseasrch Center of Medical Genetics named after academician N.P. Bochkov, Ministry of Health of Russia; 1 Moskvorech’e St.,
Moscow 115478, Russia

A clinical description of a 28-year-old man with spinal and bulbar muscular atrophy diagnosed on the basis of the CAG-trinucleotide
expansion in the gene coding androgen receptor is presented. He exhibited skeletal muscles and tongue fasciculations, gynecomastia, in-
creased serum testosterone and creatine kinase levels. The peculiarities of the case were the gynecomastia under the age of 7, development
of fasciculations at the age of 11 and appearance of hard muscle stiffness with delayed muscle relaxation after voluntary contraction at the
age of 15, which resembled typical myotonia. Electromyography showed few signs of mild without myotonic discharge, contrasting with giant
motor unit potentials and reduced recruitment. The cause of myotonia-like symptom without myotonic discharge as a feature of skeletal
muscles disorder is discussed with the modern view of spinal and bulbar muscular atrophy as a multisystem genetic pathology.

Key words: spinal and bulbar muscle atrophy, spinal and bulbar muscular atrophy, Kennedy’s disease, motor neuron disease, myotonia,
myopathy, multiple system involvement

For citation: Nikitin S.S., Grigoryeva V. N., Mashkovich K. A. et al. Spinal and bulbar muscular atrophy with pseudomyotonia phenomena:
a clinical case report. Nervno-myshechnye bolezni = Neuromuscular diseases 2019;9(4):51—6.

51



TOM9

52

HepBHo-Mblweynbie BONTE3HU

Kaunuueckuit pazoop

CrnivHanbHas v OyiabOapHasi MbIedHas aTpodus
(CBMA) — HaclieIcTBeHHOE X-CIEIUICHHOE pelieCCUBHOE
3a00/iIeBaHNE C TMOpPaXKEHUEM HIDKHUX MOTOHEWPOHOB
U cTBOJIA TosoBHOTO Mo3ra. Cummntombl CBMA oTimyaior-
cs1 BapuabeIbHOCTbIO, UTO OTNPENEsIeT 3aJePXKKY U CIOXK-
HOCTb ITPY TTIOCTAHOBKE ArarHo3a. [1o maHHbIM TuTepary-
pbl, KaxaoMy 3-my u3 46 6oapHbIX ¢ CBMA B ne6iorte
CTaBWJIY OIIMOOYHBIN TUATHO3 (CITMHATBHAS aMUOTpodus,
Mporpeccupyloias MblilieyHast auctpodusi, 6osne3Hs [Map-
KWHCOHA, MUACTEeHMSI, 00KOBOI aMUOTPODUUECKUT CKITe-
po3, pagukynonatus L4 — L5) [1-3].

[TpuBOAMM COOCTBEHHOE KIMHUYECKOE HAOMIONCHUE
namieHTa ¢ CBbMA, B HEBpOJIOTMYeCKOM CTaTyce KOTOPO-
T'O BEAYIINM CUMITTOMOM ObUTH O0JIE3HEHHBIE MBITIIEYHbIC
CyAOpOTH, HATIOMWHAIOIIIE MUOTOHMUIO.

Boavnoii I 1988 co0a poxcdenus obpamuacs Kk Hegpono-
2y € Hcanobamu Ha yacmole Henpou380abHble N00epeUBaHUs
6 MbIUUAX PYK, HOe U MYA08UWA, a MaKdice nPUCmynsl 60-
ANE3HeHHbIX CNA3MO8 MbliUY, KOHeYHOCHell ¢ 3a0epIicKoil pac-
crabnenusi. Cnazmol NPOBOYUPOBANUCH U YCUAUBAAUCH NOCAE
@usuueckoil Haepysku, unoeda npodoaxcaruce 0o 15 mun.
B kucmu cnasm HanoOMUHAA MUOMOHUYECKYIO CYO0PORY.

Anamne3 yucusnu. Poouncs 6 cpok, 6 demcmee poc u paz-
8U6ANCSI COOMBEMCMBEHHO 803DACY.

Cemeiinotii anamnes ne omseoujen. Mamo nayuenma
CO00WUAA O CRA3MAX MbLUY, PYK NPU hopCUPOBaHHOM ceuba-
HUU 8 10Kmeguix cycmagax. Y opama 14 nem — eunexoma-
cmusi. Cmapwas cecmpa nayuenma 300posa.

Anamne3 6oae3nu. C 00wK0AbHORO 803pACMA B0 BPEMSL
MeOQUUUHCKUX 0CMOMPO8 8pauu 00paw,anu 6HUMAHUeE HA Yee-
Auyerue epyoHuix dcenes. B 22 eoda onepuposan no nogody
eunexomacmuu. Ilepuoduueckue 6e3001e3neHHble nodepeu-
eaHus 8 mviuyax pyk ommevaem c 11.1em. B 15 1em 6o epe-
M5 huzuueckoll Haepy3Ku (80cxodcoeHuUe 8 20pbl) Pa38UAACH
bonesnenHas cyodopoea é muiuiyax 6edep u eoneweii ¢ obeux
cmopox, npodoacasuiascs okoao 15 mun. B nocaedyrowue
10 nem na gpone npusviuHbx 6€3004€3HEHHbIX NOOEPeUBAHULL
Mblidy, auya u meaa 604e3HeHHble CRA3Mbl MblULL HOBMOPUALCH
Heckoabko paz npu gusuueckoil Haepyske, a ¢ 24 rem yua-
CIMUAUCHL U BCKOPe CIANU edceOHe8HbIMU, YMPAMUAU C8513b
¢ gusuueckoii Haepyskoii. [layuenm obpawan eHumarue epa-
yeil, ymo O0Ae3HeHHbLI CNa3M 8ce20a CONnPo8oICOaNcs 3adep-
JHCKOU paccarabaerus.

IIpu ocmompe: acmenu1eckoeo meaocaoNiceHus, pocm —
189 cm, macca meaa — 70 ke, undekc maccot mena — 19,6.

B neeposocuneckom cmamyce goisgnensi caedyoujue om-
KAoHeHus: caabocme m. orbicularis oris — He Modcem Goi-
maAHymy 2y0bl 8 MpyOOUKY, CGUCHEMb;, HENOCIOSHHbLIL HU3-
KOaMnAUumyOHbli mpemop HudicHel uealocmu;, ampo@us
U NOOepeUBaHUsL Mblull I3bIKA,; HENPOU3B0AbHbIE NOOEPeUBAHUSL
6 MbIULAX Nnae4e8020 nosica U pyk, myaosuuia, Hoe. Ilpu nep-
Kyccuu moaomoukom no m. deltoideus o6pazyemcs moluieyHblil
sanuk. Cuna cHudiceHa moavko  m. extensor digitorum com-
munis, m. abductor digiti minimi cnpasa do 3,5 banna no wika-
Ae KoauvecmeeHHoll ouenku moiuteyHoil cuavt (Medical
Research Council Weakness Scale, MRC). B kucmsx nociae

CUNBHO20 Colcamusi NAAblYes Ommeuaemcsi 3ampyoHeHue pac-
caabaenus. Ilpu nepkyccuu moiuiy, 6036biuieHUs 6016020
nanvya Kucmu MUOmMoHU4eck02o heHomMeHa Hem.

JlonoanumenvHnvie memodst 06caedo6anua 6vi8UllU: NO-
svluerue kpeamunkunaswst 0o 510 Eo/n (nopma — 10— 172 Eo/a;
ypogeHnv mecmocmepona 39,7 umons/a (Hopma — §8,64—
29,0 umons/n). Ha maenumno-pesonancnoii momoepaghuu
20/108H020 M032Q BbISIGAEHA KUCMA WUUWKOBUOHOL dicenesbl.
Cmumynayuonnas snexmpomuoepapus (9MI): n. medianus
u n. tibialis — napamemput nposedenus u M-omeema e om-
AUMAAUCH OM HOPMbL; PEUCMPUPYIOMCS 2U2AHMCKUe U NO-
emopHble F-eoanot (>3 mB) npu cmumyasyuu n. medianus.
IMT ueonrvuamoim 31eKmpoo0oM 0OHAPYIHCUAA 2eHEPAAU30-
BAHHbLIl OeHepBAYUOHHO-DEUHHEPBAULOHHDbLIL NPoYecc ¢ Ha-
AuYUeM NOMEHYUAN08 QUOPUNIAYUL, NOAOICUMENbHBIX
OCMPbIX B0AH U NOMEHYUAN08 PACUUKYAAYUULL (0M eOUHUYHBIX
0o manoii evipaxcenHocmu) 6 mm. mentalis, extensor digitorum
communis, deltoideus et vastus lateralis; nomenyuanvt dsuea-
menbHbIX eOUHUL, U3MEHeHbl N0 HeGPUMUMECKOMY MUNY 80 8CeX
Mbluyax (cpednss amnaumyoa yeeaudena do 3—5,8 mB, cped-
HAsL 0AUmMeAbHOCMb makice 0biaa ygeauveHa Oonee yem
Ha 12 %), 3a uckarwuenuem m. mentalis — npu yeeauuerue
amnaumyosl NOMEHYUAN08 08ULAMENbHbIX eQUHULY, CPeOHss
OdaumenvHocmob Oblia 6 npedesax Hopmul = 12 %).

Ha ocrosanuu kauHu1eckux uzmenenull (cuneKomacmus,
mpemop nodbopodka u naivyee Kucmu, ampogus A3vika,
Henpou3601bHble NOOeP2UBAHUSL 8 A3bIKe U CKeAeHHbIX Mblul-
Uax), nogvluleHUs: KpeamuHKUHasbl 6 CblBOPOMKe U pe3ynb-
mamog IMT-uccredosanus, evisi8usuUIe20 NPUHAKU MEKY-
we2o HeilpoceHHo20 npoyecca, Obla NPeonosodicen 0uazHo3
byavbocnunanvroll amuompoguu Kenneou.

Ilpuuunoii ChMA seasemcs sxcnancus mpuHyKkAeomuo-
Hoeo CAG-nosmopa 6 I-m 3K30He eeHa aHOpO2eH08020 pe-
yenmopa (AR). B nopme dauna mpakma nosumopgpHa —
om 19 0o 25 noemopos. Y boabnbix dannbim 3ab01e6aHuem
uycao mpuniemos eapsupyem om 38 do 62. MoaekyaspHo-
eeHemuteckoe uccaedosanue, nposedentoe 8 1abopamopuu
A HK-ouaenocmuxu ©OI'bHY «Meduko-eenemuueckuii Hayu-
Holll yenmp um. akao. H.I1. bBoukosa» no npomokony, onu-
cannomy panee [4], eviseuno sxcnancuio CAG-noemopos
Y 6oavHo20 — 49 konuii 6 ecene AR, ymo noomeepduno ou-
azHo3.

06cyxneHue

Knnnanaeckue mpuzHakyn CEMA 0GBIYHO TTOSIBIISIOT-
¢y MmyxunH B 30—60 jieT 1 BKJIIOYAIOT MEIJIEHHO ITPO-
TPECCUPYIOLLYIO C1a00CTh MBIIIL KOHEUHOCTEN 1 Oy Ib0ap-
HOM MYCKYJIaTyphl, (haCHMKYJISIIUN B CKEJICTHBIX MBITIIIAX,
TpeMop TOJIOBHI M pyK [5—7]. Cpennuit Bo3pacT Hadaia
CBMA B Benmmkoopurtanuu — 14—75 ner [3], B AAmonun —
B Inamna3oHe 22—69 jet [8]. Y maumeHTOB MOCTENEHHO
MOTYT pa3BUBAThCS aTPOGUsI TECTUKYII M acTiepMaTOTeHe3,
TMHEKOMACTHSI, CHIDKCHHE CEKCYaIbHOTO BiIeueHUs. Tak-
K€ HapyIIIaeTCcs METaOOIN3M TITFOKO3BI, PA3BUBAIOTCS IVIC-
JIMITAIEMMS M HapyIIeHUsT QYHKIINY TIeYeHH, B PSIIE CITy-
yaeB pa3BUBaeTCd AuadeT 2-To Tuma. Hempon3BoabHBIE
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HepBHo-mbiweyHbie 5OJIE3HH

MBIIIEYHBIC COKPAIICHUS M KPaMII MOTYT TIPEAIIeCTBO-
BaTh CJIA0OOCTH MBIIIII ¥ OBITh OMHUMU W3 PAHHUX CUMIITO-
MmoB CBMA [2, 4, 9—11], HO, 110 JaHHBIM JIUTEPATYpPHI,
YaIre BCero OCHOBHBIMM CUMITTOMAMHU SIBJISTFOTCSI C1a00CTh
¥ aTpod s MBIIIII SI3bIKA 1 KOHEYHOCTEH, COIMPOBOXKIAI0-
muecst GacunKyISUUsIMUA U KpaMnu [2, 4, 5, 12]. B nauane
60J1e3HU €1a00CTh MbIiL B 70 % oTMedaeTcsl B IPOKCH-
MaJIbHBIX OTaenax Hor, 10 30 % — B pykax u 1o 11 % — cna-
60CTh OyIE0apHOIM MYCKYJIaTyphl, U JINIIb Y 2 % MUCXOIHO
uMeeTcsl ciadbocTh MbIl aula [1]. bauzkue gaHHbIe
1o pesyasraraM orpoca 46 6oabHEIX ¢ CBMA npuBogsiT
P. Fratta 1 coaBT.: cTabOCTh MBIIIII] HOT KOHCTaTUPOBaHa
B 87 %, 6ynb0apHbIX MbILIL — B 6,7 % [3]. Y naunenTa I.
B CTaTyce MMEJIMCh CIab0CTh MBI Oy IL0apHOTO OTIea,
W3MEHEHUS B SA3BIKE, TPEMOP ITOA00POIKA 1 TAJIbIIEB KH-
CTH, IIPY TOM YTO CHIKCHHE CHJIBI KOHEYHOCTE OTMeUe-
HO TOJIBKO B MBIIIIIAX MPEATIICYbS C OMHON CTOPOHBI, UYTO
HEe MPOTUBOPEYUT AMATHO3Y, TaK KaK Y 55 % maLueHTOB
¢ CBMA cuMIITOMBI OBLT aCUMMETPUYHBIMU [5].
Hecmotpst Ha TO, 4TO OcHOBHBIE M3MeHeHus Tipu CBMA
CBSI3aHEI C IeTeHEpaleii HIDKHUX MOTOHEHPOHOB 1 IBH-
rareabHbIX saep V, X, IX, XII map yepenHbIX HEPBOB,
y OOJTBHBIX MOTYT OOHAPYKUBATHCS IPU3HAKN CEHCOPHOM
HeitponaTun. YyBCTBUTEIIBHBIC PACCTPOMCTBA OOHAPYKH-
BaoTcs B 0ojiee ueM 50 % ciiydasix Ha pa3BEpPHYTBIX CTa-
IHASIX 00JIE3HM Y TTONTBEPXKIAIOTCS JIEKTPODU3NOIOTYE-
ckuMu Metonamu [3, 4, 12, 13]. Y na6momgaeMoro HaMu
TAleHTa He OBUTO IPU3HAKOB CEHCOPHOI HEMPOITaTHH, YTO,
CKopee BCero, CBSI3aHO ¢ OTHOCHUTEIBLHO OJIaroIoyIHBIM
COCTOSTHMEM 1 MaJIOM TTPOIOJDKUTETEHOCTBIO HAOJTIOICHMSI.
K unciy ocHoBHBIX ocoberHHocTelt CBMA maumeHTa
I. cmemyeTt OTHECTH CIIeAYIOIINE: TIEPBBIM IIPU3HAKOM 00-
JIe3HM ObLJIa THHEKOMACTHS B TOIITKOJIBHOM BO3PacTe, YTO
penKo onmchIBaeTcA B mebioTe. [MHEKOMaCTHsI BcTpedaeT-
cs ipu CBMA B 78 % u, Kak npaBUJIo, I103X€ MOTOPHBIX
HapylleHuii [6], a B KauecTBe IIePBOro CUMIITOMA U MIOBO-
J1a oOpalleHus K Bpady otMedeHa y 6,7 % GonbHBIX [3].
[Mpu3Haky HeOIATOMOMYYNST HUKHETO MOTOHEHpOHAa
B BHUJIe HETIPOM3BOJIBHBIX MBIIIICYHBIX TTOIePTUBAHUI TT0-
SIBUJIVICh TI03e THHEKOMACTHH, B Bo3pacte 11 Jiet, a B B03-
pacte 15 jeT MpUCOeTMHUINCH SITU30IBI 00JIe3HEHHBIX
MBIIIEYHBIX KPaMITA, He COIPOBOXIABINMECS 10 24 JeT
¢1a00CTHIO MBIIIIIL KOHeYHOCTe. boie3aHeHHBIE cymoporu
BO3HMKAJIV TIPY HAIIPSKEHUU MBIIIIE (prc. 1) 1 compo-
BOXIAIMCH 3aTPYTHECHUEM PacCiIabjeHNs 10 TUITY MHO-
toHuu (puc. 2, 3). B nureparype nMeeTcs: eIMHCTBEHHOE
OITMCaHME TTallMeHTa C TTONOOHBIM HapyIIeHUEM IIPU TH-
MMYHOM KapTHHE reHeTu4ecKoit nokazanHoit CBMA [14].
V amonnia 33 jiet B TeueHMe 4 JIET IMOCTEIIEHHO HapacTan
CKOBAaHHOCTbB, CJIA0OCTh M 3aTPYTHEHHE PacCIabICHUS
MBI TIPaBOM PYKHU TOCJIE TTPUBBITHBIX ITPOMU3BOJIBHBIX
yeuuii (MaHUITYJISIIIVST TTAJTOYKAMU TIPH e11e, TICBMeE, 0CO-
OCHHO MIPW HU3KOH TeMIIepaType OKPYXKAIOIICH CPEIBI).
CKOBaHHOCTH MBI 1 (DACITUKYJISIIAA YACTUIHO YMEHB-
IIWJIACH TIPY IIpHeMe MEKCIIETUHA TUAPOXJIopraa (AaHTH-
apUTMHMYECKOTO IperapaTa, 0J10KaTopa HaTpUeBbIX KaHa-

Puc. 1. llayuenm I., 28 aem. Ampogus moiuy s3vika

Fig. 1. Patient G., 28 years old. Atrophy of the tongue muscles

Puc. 2. [Tayuenm I., 28 sem. Boaesnennvie kpamnu 6 mviuyax nepedueil
2pynnbl 6edpa c 0beux cmopoH nocae HeCKOAbKUX Npucedanuil, ¢ 3a0epickoil
paccaabaenus 0o HeCKOAbKUX MUHYM, 6 pe3yAbmame 4e2o nayueHm ocma-
emcsi 8 8bIHYIHCOEHHOU no3e

Fig. 2. Patient G., 28 years old. Painful krampi in the muscles of the anterior
thigh on both sides after several squats, with a delay in relaxation for several
minutes, as a result of which the patient remains in a forced position

JIOB MeMOpaHBl KapaIHnOMHOIIMTOB) B mo3e 100 mr/cyT.
JlomoHuTeNbHBIE 3eKTpodusnonorndeckue n JHK-
HCCIIeIOBaHMSI HE BBISIBIUIM IIPU3HAKOB MUOTOHMU.

¥ mamuenTa I. TakKe He BBISIBIICHO YaCTBIX TeHETHYC-
CKUX IIPUYHNH, KOTOPBIE MOTJIA OBbI OOBSICHUTH BO3HUKHO-
BeHMEe MUOTOHNUYecKMX peHomeHOB. [Ipu ananmnze JJHK
BBISIBJICHO HOpMasibHOe uncio Konuit CTG-1mmoBTopa B
3’-HeTpaHCIMPYeMO 00JIACTY TeHa MUOTOHUHITPOTEMHKH -
Ha3bl (DM PK), OTBeTCTBEHHOTO 3a pa3BUTHC MHUOTOHUYE-
ckoit muctpoduu: 1) HopmansHOe ynciao Kormit CCTG-
moBTopa B reHe ZNF9, OTBETCTBEHHOT'O 32 MUOTOHMYEKYIO
muctpoduro; 2) B reHe CLCNI, OTBETCTBEHHOM 3a MUO-
tonun TomceHa u Bekkepa He BbisiBJIeHO 6 Haubosee
qacTeIX MyTaumii: ¢.568G>T+569G>C (p.Gly190Ser),
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Puc. 3. layuenm I., 28 aem. 3adepucka paccrabaenus kucmu (6—3) nocae MaKcumMaibHo2o0 nPou3eoabHo20 ycuaus (a) (00uwas npooosNCUmensbHoOCms

yukaa paccaabaenus — 20 c)

Fig. 3. Patient G., 28 years old. Delay of relaxation of the hand (6—3) after maximum arbitrary effort (a) (total duration of the relaxation cycle is 20 s)

c.1437 _1450dell4 (p.lle4791lefs*25), c.1478C>A
(p. Ala493Glu), ¢.1649C>T (p.Thr550Met), c.2058C>A
(p. Tyr686*), ¢.2680C>T(p.Arg894*). I1ockoNbKY BCE 10-
TTOJTHUTENIFHBIE MCCIEAOBAHUSI B 00OMX CIIyJasix HE BBIS-
BWJIM JaHHBIX 3a JOTIOJTHUTEIbHOE TeHETUIEeCKOe 3a00I1e-
BaHME, BCTACT BOIIPOC O CBSI3U 3aIEPKKU PacCIabICHMS
MBIIIII ¢ AUCPYHKIMEH NOHHBIX KaHAJIOB ITOMePEYHO-T10-
JocaThIx MBI, [TomoxuTembHBIN 3 dHeKT MEeKCIIIETHHA,
ITOKa3aHHBIN SIMTOHCKUMU aBTOPaMM, KOCBEHHO TTOATBEP-
XKJIIaeT CIpaBeIJIMBOCTh TUTIOTE3HI [ 14].

B montp3y npearionoxeHus 0 BO3MOXHOM IEPBAIHOM
BOBJICUCHNH MOHHBIX KaHAJIOB CKeJIeTHBIX MbIrI pr CBMA
TOBOPSIT PE3YJIETAThl MOACIMPOBAHMS O0JIC3HN Y MBIIIICH,
COTIJIaCHO KOTOPHIM Y TIOCICTHNX HapsImy C HeipOHATBHOM
JleTeHepalmeit TakKe CHIDKASTCST 9KCIIPECCHsI TeHa IOTeH-
MaI3aBUCUMOTro xjopuaHoro kaHana 1 (CLCNI) ckeneT-
HBIX MBIIIIII ¥ TeHa aTb(pa-CyObeIMHUIIBI ITOTEHITNATI3aBH -
CHMOTO HaTpHeBOro KaHana IV TuIra cKeJeTHBIX MBIIIIIT
(SCN4A) [15]. Y monenpHBIX MBI ¢ CBMA 11pyt HTONIB-

yaToit OMI perucTprupoBaCh MUOTOHUYECKHE Pa3PSIIbI
B ITOTIEPEYHO-ITOI0CATHIX MBIIIIIAX 3aIHIX KOHEUHOCTEI,
MBIIIIIE, TIOTHUMAIOIIEH 3aJHIIA ITPOXO, Y OYIThOOKaBEeP-
HO3HOU MBIIILIE.

[MoryyeHb! 1 KTMHUYECKWE TaHHBIE O TIEPBUYHOM BO-
BJICUCHUM TIOTICPEIHO-IIOIOCATOM MBIIIIIBI Ceplia Ipr
CBMA. TToka3aHo CHIKEeHNE DKCITPECCUU TeHa, KOTUpY-
[oI1IeTo aabda-cyobeIMHHUILY HATPUEBOTO KaHaja V THIia
(SCN5A) B muokapae 6onpHBIX CBMA, 1 00HapyXeHO
TIOBBIIIICHNE YACTOTHI BCTPEYAEMOCTH CYOKITMHUIECKIX W3-
MEHEHMI MHMOKapaa 1o JaHHBIM 3JIeKTpoKapauorpaduu
(BKT) ripm 37011 MTaToI0rMy. B 9acTHOCTH, TTOYTH Y TIOJIOBH-
HbI 13 144 06cnemoBaHHBIX B Amonnu 6omsHBIX CEMA nipn
OKI BBISBISIIMCH TTATOJIOTMYECKIE M3MEHEHMS, TIPU 3TOM
B 12 % HapyliieHUs 371eKTPO(PU3NO0IOrMIeCKON aKTUBHOCTU
OBITM XapaKTepHHI IS CHHIpoMa bpyrama — reHeTmaecKu
JIETePMIHUPOBAHHOTO TTOBPEXKICHMS HATPUEBBIX KaHATIOB
MUOIINTOB, TTOBHIIIAIONIETO PUCK MapOKCU3MAIbHOMI Ta-
XUKapIUW W BHe3amHoit cMmeptu [8]. M3MeHeHus,
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XapaKTepHble 1Jis1 cuHApoma bpyraga, oOHapyXeHbI
Ha OKI'y 3 (4 %) maumentoB u3 73 ¢ CbMA, o6cneno-
BaHHBIX B Utanuu [6]. B aT011 XXe koropre 6osbHbIX B 40 %
BBISIBJICHBI CUMIITOMBI YMEPEHHO MITA BBIPasKEHHOM TVC-
(GYHKIIUY HIDKHUX MOYEBBIBOISIINX MyTeil. B TsoKembIx
cllyyasix BUAEOypoIMHaMUIeckoe 00CIeq0BaH1E BbISIBIISI-
JIO OOCTPYKIIMIO BEIXOMHOTO OTBEPCTUS MOYEBOTO ITY3BIPST
C 3a1epKKO MOYM U HEOOXOAUMOCTb MOCTAHOBKU MOCTO-
STHHOTO MOYEBOI0 KaTeTepa, IMOCKOJIBKY MOTOHEHPOHBI
KPECTIIOBOTO OTeJIa CIMHHOTO Mo3ra (sapo OHyba), uH-
HepBUPYIOIIe 0yIb00KaBEPHO3HYIO MBIIIILY, HE TTOABEP-
JKeHBI HeliponereHepaTUBHBIM N3MEHEHISIM. DTO KOCBEHHBIM
00pa3oM CBHUACTEIBCTBYET O BO3MOXHOM TOKCHMYECKOM
IECTBUM arperaToB M3MeHEHHOTO 0emka AR, 4To MOXXeT
MIPOSIBJISITHCST HE TOJIBKO B TeJIaX HEMPOHOB, HO U TICPBUYHO
Ha ypOBHE CKeJIeTHBIX MBIt [5, 12, 16, 17]. B 6Guonrarax
MBI HapsiAy ¢ IPU3HaKaMU HEMPOTeHHOTO ITOPAsKEHUS
00HapyXMBAIOTCS TTpU3HAKU MuomaTuu. HeiiporeHHbIe
W3MEHEHUSI OOJIBIIIE BEIPAsKEHBI B MBIIIIIAX C OTHOCUTEThb-
HO COXpaHHOW CUJION, a MMOITATUIECKAE — B MBIIIIIAX
CO 3HAYUTEIbHO CHUXKEHHOM CUJIou [5].

Kaxwm 06pazoM 11 HACKOJIBKO ITATOJIOTHSI MBI BJIMISICT
Ha TIPOIIeCC JeTeHepallii CETMEHTAPHBIX HEPOHOB, OCTACTCS
HEesICHBIM, HO HEBO3MOXKHO OTPHUIIATh (DAKT IEPBAIHOTO IT0-
pakeHMsI MBIIICYHBIX BOJIOKOH Ha Moxean CBMA y «Ho-
KWHHBIX» MbIIIeit [12, 15]. B ckeneTHBIX MBIIIIAX MO~
[IIOTAMUH-YIJIMHHEHHBI yJacToK Oesika AR BhI3bIBaeT
HapyIlIeHNe TPAaHCKPUIIIINN HECKOJIBKNX TEHOB, Y4aCTBY-
IOIMX B MUOTeHe3e M (PYHKIIMOHAIBHOM O0OeCTICUYCHUN
MBILIIII, a TaKXe HapyueHus cruiaiicuara PHK [15].

M3zonupoBaHHas CBepXdKcIpeccusi AR TUKOTo TUIIa
B CKeJIETHBIX MBIIIIIIAX COITPOBOXKIACTCSI THOEIIBIO TBUTATE b~
HBIX aKCOHOB, MMUTHPYsT CBMA 110 THITY TeCTOCTepOHOBOM
3aBrucumoct [12, 16, 17]. D11 HaOIr0IEHS TIPEATIONAraior,
yT0 AR-MHIyIIMpyeMast MUOTIATHSI CITOCOOCTBYET HEKJICTOU -
HOU JIeTeHepaIy CITMHATBHBIX MOTOPHBIX HEHIPOHOB.

Hecmotpst Ha TO, YTO MUOTIATHUECKIE U3MEHEHMUS TP
CBMA oueBUIHBI, B IUTEpPAType HET ONMMCAHUI TaIieH-

1. Atsuta N., Watanabe H., Ito M. et al.

4. lllaruxa O.A., Muponosuy O.J1.,

TOB C «II€PBUYHO-MBbIIIIEUHBIM» Ae0t0TOM Oo0ne3Hu. He
BBISIBICHO KOPPEJISIIINU MEXITYy XapaKTepoM MOpPGhOI0TH-
YeCKMX U3MEHEHMI, YPOBHEM KpEeaTMHKMWHA3BI, YUCIIOM
CAG-noBTOpPOB U TsKecThio Ooyie3Hu [9]. [TonydeHbl
MIPOTUBOPEUYMBHIC JaHHBIC OTHOCUTEIbHO HAKOIICHMUS
naTtojornyeckoro AR-6ei1ka B MbllIedyHOM TKaHU [15]
M €TO OTCYTCTBUS B MbILIeuHO# TKaHU [18]. OmHako 1mo-
BBIIIICHNE YPOBHSI KpeaTMHKWHA3Bl 4acTO HEBO3MOXKHO
OOBSICHUTH TOJBKO HEHPOTeHHBIMU M3MEHEHUSIMHU, UYTO
OCTaBJISIET OTKPBITHIM BOIIPOC 00 yJIaCTHU MEePBUIHO-
MBIIIEYHBIX U3MEHEHWIA B ITaToreHe3e 6ose3Hu [15, 18—22].
[MepBUYHO-MBIIIIEUHBIC M3MEHEHMSI TaKXXe OIMCAHBI
W TIPY CIIMHAJIbHOM MBIIeuyHoi amuorpodum 111 Tuma
[23], guTo emie OoJbIlle MOTYEPKUBAET HEOOXOMMMOCTD
W3YYCHUS XapaKTepa MBIIICYHBIX U3MEHCHUN TIpU Ha-
CIIeICTBEHHBIX 0OJIE3HAX, CBSI3aHHBIX C BOBJICUCHUEM
MOTOHEWPOHOB CIIMHHOTO MO3Ta.

3arniouenue

[Tpu KIMHMYECKOM aHan3¢e JaHHBIX manueHTa ¢ Ch-
MA Heo06X0IMMO YUUTBIBATH CPOKU U MOCIEI0BATEIBHOCTh
BO3HMKHOBEHUSI OCHOBHBIX CUMIITOMOB M TUATrHOCTUYE-
CKHX IIPU3HAKOB ITATOJIOTUHM CETMEHTAPHBIX MOTOHEPO-
HOB, oOpallass BHUMaHVe Ha UBMEHEHUS IPYTUX CUCTEM.
Hamuune y 6onmbHOro CBMA MBIIIEYHBIX CUMIITOMOB
C 3aIep>KKOM paccyiabieHus, HamOMUHAIOIKMX MMOTOHMUIO,
BO BCEX CIIydasix TpeOyeT Helipo(pHU3NOIOTHIECKOTO U MO-
JIEKYJIIPHO-TeHETMIECKOTO aHaA/IM3a IS BRISICHEHUS B TIep-
BYIO O4Yepelbh BO3MOXHONW KOMOMHAIINM 2 TeHETHIEeCKIX
3abosieBaHmit y 1 60sbHOTO. OTpHUILIATEIBHBIN pPe3yabTaT
HaJIMYXS JOTIOJTHUTEIFHOTO TeHETHIECKOTO MedeKTa Tpe-
OyeT IIPOIOJKEHNS UCCSIOBAHMI 1T BBISICHEHUS MeXa-
HU3MOB 1 yJacCTUsI B HapyIIeHUN (bYHKIIMU MBITICTHBIX
BOJIOKOH CKEJIETHBIX MBIIIII ITAaTOJIOTHYECKOro 0enka AR,
yto nomuepkuBaeT: CBMA sBisieTcss MyJTBTUCHUCTEMHBIM
3aboyieBaHeM. Pe3yirbTaThl HMCCAETOBAaHUS MOTYT
CITOCOOCTBOBATh CO3MAHUIO TEPAIIEBTUYECKNX ITOIXOI0B
npu CBMA.
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Cnyvail runokanuemMu4ecKoro napanuva Ha yoHe npuema
mepanesmuyecKux o3 npenapama, coaepixaulero KopeHb CoNoAKu
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O0HOIL U3 pedKux Npu4UH pa3eumus eUnoKalueMul 184semcs npuem npenapamoes KopHs coro0ku 20aoii, uau sakpuyst (ram. Glycyrrhiza
glabra). [haenvlil akmueHbLil KOMNOHEHM COA00KU — eAUUUPPUSUHO8AS KUCAOMA, 004a0aruas MUHEpaloKopmuKouono0ooHsIMu 3¢ gex-
mamu. Tunoxansuemusi, 6bI36aHHAS. OAUMENLHBIM NPUEMOM NPENAPAMO8 AUYUPPUSUHOBOU KUCAOMbL, 00YCA06AEHA PA38UMUEM CUHOPOMA
nCe6002unepanb00CmepoHUIMa, 6KAKHANUL0 APMEPUANbHYI 2UNePMEeH3UI0, MemabdOAUYecKul anKkanos3, MblueHylo caabocms. B dannoil
nyoaukayuu npedcmaensiemcs KAUHUYeCKUil cayuatl pazeumus majceaoli eunokatuemuu ecareocmaue npuema npenapama Pocghoenus,
npUMeHAeMo20 045 mepanuu 3a601e6aHUL NeYeHU U cO0epICcauleco MpUHAmpUesyio conb AUUUPPUSUHOBOL KUCAOMbL 8 Kayecmee 00H020
u3 deticmeyrouux geujecmg. Oco6eHHOCMbIO CAYHAS 0KA3GA0CH PA3GUMIE OCAONCHEHUS NPU UCHOAb308AHUL MePanesmu4eckol 003vl npe-
napama.
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Case of hypokalemic paralysis due to use of drug containing therapeutic doses liquorice root
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The administration of licorice root or licorice preparations (lat. — Glycyrrhiza glabra) is one of the rare causes of hypokalemia. The main
active component of licorice is glycyrrhizic acid has mineralocorticoid-like effects. Hypokalemia caused by long-term use of glycyrrhizic
acid drugs leads to the development of pseudohyperaldosteronism syndrome including arterial hypertension, metabolic alkalosis and muscle
weakness. In this publication we present the clinical case of severe hypokalemia due to use of the drug “Phosphogliv”, containing the triso-
dium salt of glycyrrhizic acid as one of the active substances. The specific feature of the case given is that the complication was caused using
the therapeutic dosage of the drug.
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Bsepexue

[nmokamemust B 3aBUCMMOCTH OT CTETICHU TSDKECTH MO-
KET XapaKTePU30BaThCs PA3IMIHON KIMHUYECKON CHMII-
TOMATUKOI — OT MBIIICYHON YTOMIISIEMOCTH 10 Pa3BUTHS
pabmomuou3a. OmrcaHo MHOXECTBO IIPWYMH Pa3BUTHS
nmeduimTa Kamst. Ocoboe MecTo cpeI HUX 3aHNMAET IpreM
JIEKAPCTBEHHBIX IPETapaToB — AMYPETUKOB U CJIA0MTETBHBIX
CPEICTB, peXe Ne30KCMKOPTUKOCTEPOHA arleTaTa Wi IIpH-
POIHBIX OTYCUHTETHIECKNX He(PTOPMPOBAHHBIX TTFOKOKOP-
TKouaoB [1]. Elie pexe, HecMOTpsI Ha IOCTaTOYHOE IIIAPO-
KOe MMPUMEHEHNE, BCTpeYaeTCsl YIIOMUHAHNUE O Pa3BUTUU
TMIOKAJIMEMIH TIPU UCTIOJIb30BAHIH ITPETIapaToB, comepka-

1LIMX KOPEHb COJIOAKU, KOTOPbIE, KaK U MTPeabIayIlias Tpymra,
00J1a1a10T CTA0BIM MUHEPAJIOKOPTUKOMIHBIM 3((EKTOM.
[J1aBHBIM aKTMBHBIM KOMITOHEHTOM COJIOJKU SIBJISIETCS TJ1M -
mppusnHoBas Kuciora (I'K). B manHo# mydmmkanym omm-
CaH HEOOBIYHbIN CIyyail TMITOKAJIMEMUH, BbI3BAHHbBIN MpU-
€MOM Mpernapara, COIepXKallero KOpeHb COJIONKU, CBSI3aHHbII
He C XpOHMYECKOI MHTOKCUKAIIE, a pa3BUBIIMIiCS Ha (po-
He TTpyeMa TepaneBTUUECKMX 103 JIEKAPCTBEHHOT'O CPEACTBA.
Llenb paboThl — OOpPaTUTh BHUMAHUE CIIELIMAIMCTOB Ha BO3-
MOXHOCTU BO3HUKHOBEHUST MUHEPAJIOKOPTUKOUAOTIONOOHBIX
peaxkiuii Jaxe BCIeACTBYE TTpueMa HeOObIINX 103 Mpena-
paToB, conepxkatnx I'K.
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Ilayuenmra C., 68 nem, nencuonepka. Hzgecmrno, ymo
6 1980 2. npu aabopamoprom 06c1e008aHUU CbIBOPOMKU KPOBU
0ObL1 BblsiBAEH NOBEPXHOCMHBII aHmMueeH gupyca eenamuma B
(Hepatitis B surface antigen, HBsAg). YV ungexyuonucma
He Habadanacs, donoanumensroe oociedosanue 0as ymou-
HeHUs opmbl 8UPYCHO20 eenamuma B He npoeodunoce.
B anpene 2015 2. obpamunace 6 npuemnoe omoenetue 20pod-
CKOIl 60AbHULbL NO MECIY JCUMENbCMBA € Hcan0bamu Ha caa-
bocmb @ Ho2ax, HapyuieHue x00b0bl, KOMOpble PA3BUNUCDH
6 meuenue 5— 7 oneil. [Ipu ocmompe 6 Heaponoeuueckom cma-
myce 0bl10 BbIABAEHO CHUICCHUE MbIULEHHOI CUAbl 8 HO2AX
00 3—4 6annoe. Cnycms 3 OHs cocmosiHue cmano yxyouiamo-
ca: Hapocaa caabocme 8 HO2ax U pyKax, NpuUcoeOUHUAUCH
OynvOapHblil CUHOPOM U napecmesuu 8 OUCMAAbHBIX OMOeAax
kxoneynocmeil. C nodosperuem Ha cundpom luitena — bappe
0251 namoeeHemuyeckoll mepanuu 4epe3 10 dueii om debroma
He8poAoUeCKUX CUMNMOMO8 Oblia nepegedeHa 8 Hegpono-
euyeckoe omoeaenue Knunuxu @I'bOY BO «Oxcrno-Ypano-
CKuUll 20cy0apcmeenublil MeOuyuHcKull ynusepcumem» Mum-
3dpasa Poccuu (FOYTMY).

CocmosiHue nayueHmKU pacyenero Kak msjcenoe, 6vlia
20CNUMANU3UPOBAHA 8 NAAAMY UHMEHCUBHOU mepanuu.
IIpu nocmynaenuu npedssgasna H#anobvl Ha carabocms 8 HO-
eax u pykax, sampyonetue peuu. ObseKmugHo: apmepuanbroe
daeaenue — 140 u 80 mm pm. cm., uacmoma cepoeuHbiX CO-
kpawenuit — 52 yo/mun. JlbixamenvHbix HaApyuleHUil He Om-
Meuero, camypauus kucaopooa — 98 %. Ihazooeuecamenvhoix
Hapyuwenuil u crabocmu MUMUYECKUX MblUlY, He OMMe4anu.
Thomanue ne napyuero, 210mo4HbLil peghrexc coxpamen, A3vik
no cpeoduelii aunuu. Boipadcennas ouszapmpusi, 8s1blil mempa-
napes: 6 noeax — 1 6ann, 6 negoil pyke — 2, 6 npasoii — 3 baiia.
Cyxoxcunbhble peghrexcol ¢ pyK COXpaHeHbl, C HO2 — He Gbl3bl-
sanuce. YyscmeumenvHoix HapyuleHuil He onpedeasnocs.

IIpu nabopamopuom obcaedosanuu 0OHApYICEeHA 8bIPaA-
JHCEHHAS! 2UNOKANUEMUSL: YPOBEeHb KAAUSL 8 CblBOPOMKE KPO-
éu — 1,16 mmonnv/n. Obwuii ananu3 Kpogu coomeemcmaosa
HOpMe, NpU OUOXUMUHECKOM UCCAe008AHULU YCIAHOBAEHO No-
8blUleHUe YPOBHS AMUHOMPAHCPepas: araHUHaAMUHOMPAHChe-
paza — 159 Ed/n, achapmamamunompancghepasa — 279 Ed/a.
Yposens kpeamunghochoxunaswvl kposu Haxoduacs 6 npedenax
Hopmel — 110 Ed/a. Ha anexmpokapduoepamme 8bisigaeHo
yoaunenue unmepgana QT do 640 mc, denpeccus ST na 1,0—
2,0 mm 6 omeedenusx 11, 111, AVF, V 2—6, pacuwennenue
3youa T (cm. pucyHok).

B ce53u ¢ Heobxo0umocmoro 0aumenvHoll UHDY3UOHHOU
mepanuu, 8ge0eHus: KOHYeHMPUPOBAHHBIX PACMBOPO8 INeK -
mpoaumos, a maKdice 3HAUUMeAbHbIM 006EMOM NPOBOOUMOIL
UHDY3UOHHOI mepanuu 60AbHOU YCMAH08AEH YeHMPAAbHbLI
8eHO3HbIL Kamemep (npasas NOOKAYU4HAs éeHa). Jeguuum
Kaaus, paccuumanHulii no gopmyae: decpuyum (Mmoav/n) =
65 (macca mena 6oavHoeo) % 0,2 % (5,0—1,16), — bbi1 pasen
49,92 mmonv/a. Tak kak obwas cymounas nompe6GHOCMb
opeaHusma 8 Kaiuu cocmaensiem 3 MmMoav/Ke/cym, nayueH-
mke mpeboganoce 244,92 mmons kaaus 6 cymku. Hauamo
HympugenHoe mukpocmpyiinoe eésedenue 4 % pacmeopa
Kaaus xaopuda ¢ Ha4anvroi ckopocmoto 10 mmonsv/u. lns

Inexkmpokapouoepamma (ckopocms 3anucu — 25 MM/c): CUHYCOBbLI pumm,
yacmoma cepoeunbix cokpaueruti — 67 yo/mun. Yonunenue unmepeara QT
00 640 mc, denpeccus ST na 1,0—2,0 mm 6 omeedenusix 11, 111, AVF, V 2—6,
pacujenaenue 3yoya T

Fig. 1. Electrocardiogram (recording speed — 25 mm/s): sinus rhythm, heart
rate — 67 beats per minute. Lengthening the QT interval up to 640 ms, ST
depression by 1.0—2.0 mm in leads 11, 111, AVF, V 2—6, tooth splitting T

KoppeKyuu npeonoaaeaemoo HYmpuKAemo4Ho2o deguyuma
Kaaus esodunacv noaspusyrouas cmecwv (10 % earxosa,
400 ma + 4 % pacmeop kanus xaopuoa, 40 ma + uxcyauu
u3 pacwema 1 EJl na 5 e 6e3600H01i earoko3et). Obujuii 06sem
8600UMO20 KAAUSA HE NPeGbIULAL PeKOMEHDYeMble HOPMAMUBHL,
a umenno 20 mmonsv/4.

Yepes 20 4 nposodumoii mepanuu (cymmapras 003a Ka-
aus cocmasuna 240 Mmmons) nayuenmKa cmana AyHiue 2080-
PUMmb, HAPOCAA cuaa 8 KoHeunocmsx do 3 6arnos, umo yka-
3bI8AA0 HA BO3MOICHOCHb 2UNOKAAUCMUUECKOL NPUPOObL
napaau4a. Y4umoleas nasuvue eUNOKaIueMuu u npeonoia-
2aemblil UHAANbHO ANbOOCMEPOHU3M, K AeveHuto dobasuau
cnuponosaxmon (100 me) eHymps 6 ympeHnnue yacol. B cae-
dyrowue 2—4 cym cymounas 003a Kaius yseauueHa 00
320 mmons/cym 3a cuem 2nH0K030-21eKMPOAUMHOU CMECU.
Tlpu smom ypogenv Kaaus cbl60pOMKU HAXOOUACS 8 UHmMED-
gane 3,1—3,5 mmonv/n u umen meHOCHUUIO K CHUINCCHUIO
npu ymenvueHuu o6sema ungysuu kaius xaopuoa. Ilo kap-
OUOMOHUMODY pecucmpupo8arucs 3nu300b bpaduxapouu
0o 50—55 yo/mun. ApmepuansHoe dagaenue He NOGbIUUAAOCS.

C yenvro noucka NPUYUHbL SUNOKAAUEMUU BbINOAHEHA
MACHUMHO-PE30HAHCHAS MOMO2PApUsL OPIOUWHOL NOAOCMU:



Knunuuecxuii pazbop

HepBHo-Mblweunbie O JIE3HH

00pa308aHus HAONOUEYHUKO8 He 8blABAeHO. YPogeHb Kopmu-
304a cocmasun 532 ne/ma (npu nopme 140—600 He/mn), KoH-
YeHmpayusl anb0OCMepPoHa HeCKOAbKO CHUdMCeHa — 8,7 ne/ma
(npu nopme 13— 145 ne/ma). Ilomepu kaaus uepe3 KuuieyHuK
U NOUKU, 6 MOM HUCAe U3-3a npuema ouypemukos, Oviau
UCKAIOHEHbl, SO0 NOOMEepHCOaN0Cs HOPMANLHBIM YPOBHEM
IKCKpeyuU Kaaus ¢ MO4oll.

Janvreliuuii NOUCK 803MONCHBIX NPUMUH 2UNOKAAUEMUU
3acmaesun 06pamums HUMAHUE HA MeOUKAMEHMO3HOe lee-
HUe XPOHUYecKo20 2enamuma, HA3HaA4eHHoe mepanesmom
ROAUKAUHUKU, KOMOpOe NayueHmKa Ha4aia npuHuMame
3a mecay, 0o debroma muiuteunoil crabocmu. Ona noayyana
npenapam Pocghoenus gpopme nepopanvro no 1 kancyne 3 paza
6 denb (195 me mpunampueesoii coau I'K 6 cymxu) u 6o apems
eocnumanuzayuu — 2,5 e GHympueeHHo cmpyiiHo 2 pasa 6 0eHs
6 meuenue 10 oneit (400 me mpunampuesoii coru I'K 6 cymixu).

C yuemom smoeo 6bL10 peuieHo, ¥mo Hauboee 6eposImHo,
umesuieecst y 601bHOI COCMOsAHUE U MPYOHOCMU KOPPeKYUlU
CbIBOPOMOUHO20 Kanusl ObLAU 00YCA08AEHbL HEONALONPUSIMHBIM
nobounsim deiicmeuem I'K, éxoosueii 6 cocmaeé npenapama
Docgoenus. [lodano coobujerue o HedlceramenbHOM s6AeHUU
8 Poczdpaenadzop. Ilocne eco ommenst u Ha ghoHe npodonice-
HUs1 UHQY3uil pacmeopa Kaaus cOCMosiHue 00AbHOU cmano
ObICIPO YAYHUIAMbCA: Y8EAUHUAACH MbLUEHHAS CUAA, peepec-
CUpoB8anu pevesvie HAPYUWEHUS, HOPMAAU30BANCA YPOBEHD
kaaus — 4,1—5,0 mmons/a. Yepes mecsay nocae nocmynienus
8 He@poA02UMeCKOM cmamyce CyuleCmeeHHol namonocuu
He onpedeasinocs. Ypogenv apmepuanvHoeo dasaeHusi Obia
8 npedenax Hopmbl, OMKAOHEHULl Ha 2NeKMPOKapouoepamme
He 8blABAANOCS.

06cyxneHue

Pa3BuTiie MBIIIIEYHOM CJTA0OCTH BCIICICTBUE THITOKA-
JINEMUH, BEI3BAHHOM IIperiapaTaMy COJIOOKH, — JOCTaTOU-
HO pefiKoe SIBJICHNEe B KIIMHIYECKOM IIpakThKe. TeM He MeHee
B ITOCTIeTHEE BPeMsI ITOSIBIJIMCH €IMHUYHBIC ITyOIMKAITNN
C OIMMCaHNEM ITOOOYHBIX PeaKIInii Ha (hOHe MHTOKCHUKAITAN
nperapaTaMy KOpHS cojionku [2—4, 7, 8]. I3BecTHO, UTO
aKTUBHBII MHTpeareHT cojionku — 'K — obnamaer cinabbim
MHWHEPaJIOKOPTUKOUIOIIONOOHBIM feiicTBreM. OHa MHTH-
oupyert 11-THIpOKCUCTEPOMIIETUIPOTEHA3Y B TOYKAX,
KOTOpas yJacCTBYeT B IIPEeBpaIIeHUN KOPTU30Jia B KOPTH-
30H. DTO CIIOCOOCTBYET M30BITOUHOMY CBSI3BIBAHUIO T10-
YEYHBIX MUHEPATIOKOPTUKONIHBIX PEIIETITOPOB C KOPTH-
30JI0M, 9TO 1 BBI3bIBACT MHUMYIO U30BITOYHYIO BEIPAOOTKY
MUWHEPATOKOPTUKOUIOB [2—4]. VICTUHHBIN BTOPUYHBIN
TUIIEPaIbIOCTEPOHM3M BO3HUKAET MPY aKTUBALIMM PEHUH-
AHTMOTEH3MHOBOM CHCTEMBbI, KOTOpasl TIPUBOINT K Upe3-
MEPHOU CTUMYJISILIMUA KOPBI HAAIIOYEYHUKOB U YCUJIEHUIO
CeKpelIMY PeHMHA KJIeTKaMU IOKCTaTrJIOMEPYIISIPHOTO arl-
naparta Imoyex [2].

CrenyeT mom4epKHYTh, YTO CBOEBPEMEHHOE BBISIBJIC-
HUE TIPUYUHBI TOTOOHBIX COCTOSTHUI SBJISIETCS YPE3BbI-
YaiHO BaXKHOM 3aJavyeli, TaK KaK TMIIOKAJIMEMUS MOXET
COITPOBOXKIATHCST KU3HEYTPOKAOIINMI KIMHUIECKIMU
TIPOSIBIICHUSIMU — (DHOPIILISIIIACH XKeTyI0IKOB, MUOIIICTH-

eif 1 0OCTAaHOBKOM nbixaHus [2, 4]. Kak mmpaBuiio, BO3HUK-
HOBEHHUE U TSLKECTh CUMITTOMOB 3aBHUCST OT TO3HI 1 ITPOIOJI-
JKATEIBHOCTH TIPHEeMa COJIOIKH, a TAaKKe MHANBUIYATBHOMN
BOCTIpUUMYMBOCTH [4]. YI3BecTHO, 4TO 2—3-HemelIbHOe
rmoTpediieHne o4eHb BICOKMX 103 'K (cBbimie 1,5 r/cyT)
JI0O0 IITUTEILHOES, MHOTOMECSTYHOE TIPUMEHEHME TIPEIeITh-
Ho morryctTuMbIx 103 'K (700—800 Mr/cyT) mpHUBOIMIO
K Pa3BUTUIO MITHEPATIOKOPTUKONIOIIOTO0OHBIX 3(D(EKTOB
[5]. [To MHeHUIO YTipaBieHUsI IO CAHUTAPHOMY Hana30py
3a KauyeCTBOM IIHIIEBHIX IPOAYKTOB U MEIMKAMEHTOB
(Food and Drug Administration, FDA) CIIIA, pekomeH-
IlyeMBble Oe30TacHBIe MO3bI MOTPEOICHMST SKCTPAKTa CO-
JIOOKY HaxomsaTcs B auanasone 1,6—215 mr/cyt [6].

OmHaKo BOIIPOC O TOM, KaKOM TUAITa30H CYyTOYHBIX 103
I'K MokeT cuntaTbcst 0€30IacHBIM, OCTACTCSI OTKPBITBIM.
B MeTaananmmze, BKmovaroreM 18 rccinenoBanmii (n = 337),
B KOTOPBIX cpenHecyTouHas n1o3a 'K cocrasuita 377,9 mr,
IIpH TIpHEeMe OKOJIO 4 Hell TTOKa3aHO 3HAYUTEIbHOS CHU-
XKeHne Kanmusga — Ha 0,33 MMoab/J, a alpIocTepoHa —
Ha 173,24 Mo /7 [4].

SAmoHcKMe mccaenoBaTeNI COCTAaBIIIN KIIMHIIEeCKUIA
PO MITb MAMEHTOB C NIMIUPPU3NH-UTHIYIUPOBAHHBIM
TICEBI0ATbIOCTEPOHN3MOM U3 37 HeAaBHO OIMMCAHHBIX
ciydaeB. bbl10 ycTaHOBIEHO, YTO BO3pacT =60 JIeT MOXKET
OBITh (pakTOpoM pucka [7]. IIpu 3TOM 3aMedeHO, 4YTO
I'K-conepxxaiiine nmpenapaTbl 0COOEHHO YaCTO BbI3bIBAIOT
OCJIOXKHEHMS Y TTOXKWIIBIX XXEHIIMH [7], 9TO MOATBEPXKaa-
eTcsl M HaIllUM KJIMHUYEeCKUM IpuMepoM. Heobxogmmo
TakKe IMIPUHUMATh BO BHUMaHUE MMEIOIINECS TaHHbBIC
0 TIPSIMO¥ 3aBUCHMOCTH (PapMaKOKMHETUKN U OOIIETO
KJIMpeHca DIMIUPPU3UHA OT (DYHKIINY TIEYeHH Y ITallieH-
TOB C TeITaTUTOM U LIMPPO30oM [8].

CTouT 0COOEHHO OTMETUTDH, UTO PA3BUTHE HeXKesa-
TenbHBIX gevicTBuii 'K, cormacHo paHee onmcaHHBIM KJTU -
HUYECKHM CJIyJasiM, BCeraa ObLIO pe3yJIbTaTOM IIePeno3n-
POBKHU TIpenapara WJIH Ype3MepHO IMTEIHLHOTO eTo
rmpuMeHeHUs1. OcOOeHHOCTh HAIIIETO HAOMIONSHMUS COCTO-
WT B TOM, 9TO TTAIIMEHTKA IIpUHMMAJIA ITPaBUILHO Ha3HA-
yeHHBIM mpenapaT PocdorimB B ameKBaTHBIX Tepa-
MMeBTUYECKMX 103aX, YTO TeM He MeHee He yOeperiio ee
OT BO3HMKHOBEHUSI TSIKEJIOTO HEXeJIaTeTbHOTO SBICHMUS.
VY Hamel malmeHTKA JOCTaTOYHO OBICTPO IIPOrPeccrupo-
BaJia MBIIIIEYHAsI CIab0CTh Ha (poHe HM3KMX IOKa3aTeseit
Kanus. Tak Kak BHEITHUX IIPUYMH ITOTePU KaJIns He OBUIO
00HAPYXEHO, MOXHO ITPEIIIOI0XNUTh, YTO TUTIOKATTAEMHUST
CBsI3aHa C MOBBIICHHON MUHEPAJIOKOPTUKOMIHOM aKTHB-
HocThlo. [lociae MCKIToYeHUsI OMyX0IM HaAIOYeYHNKOB
1 TIOJTyYeHMST HU3KOTO JTAOOpAaTOPHOTO TTOKA3aTe IS aJIbI0-
CTEpPOHA CTaJIO TIOHSITHO, YTO COCTOSTHHE, BEPOSITHEE BCE-
O, BBI3BAaHO MPHEMOM IIperapara, CoIepKaIiero SKCTpakT
KOPHS COJIONKM M 00JIaIaf0IIeT0 MIHEPATOKOPTUKOMIO-
MMOTOOHBIM HeiicTBEM. MOXHO OTMETUTh, YTO B HAIlEeM
HaOJTIOIeHNY KIIMHUICCKIUE TIPOSBICHNS TUITOKATNEMIT
HECKOJIBKO OTJIMYAJICH OT KJIACCUIECKOTO CUMIITOMOKOM-
IUIeKCca, OIMMCAHHOTO I JAHHOTO COCTOSIHUS: He OBLIO
CYIIIECTBEHHOTO TTOBHIIIICHUS apTepUaTbHOTO MTaBIICHUS,
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JIBIXaTeIbHBIX HAPYIIEHUH, YBETUICHUST YPOBHS KpeaTUH-
dochokmHazsl KpoBU. BO3MOXHO, 3TO OBLIO CBSI3aHO
¢ HeOOJIBIION MPOMOJIKUTEIBHOCTBIO TIpHeMa Tiperapara
KOPHSI COJIOJKH Y OTCYTCTBUEM €T0 Mepeao3upPOBKU.

3akniouenue

Takum 06pa3zoM, 0COOEHHOCTb JAHHOTO KIMHUYECKO-
TO CIy4asi COCTOUT B TOM, UTO TUMIOKAJIMEMMUS U BbIpAXKEH-
Hasl MbILLIEYHAasI CJ1IA00CThb, BEPOSITHEE BCETO, ObUIM BbI3BAHBI
MPUEMOM TepaneBTUYECKUX 103 Mpernapara KOpHs COI0-

ku. CnemoBareabHO, Has3Hadast I'K-comepkariue JekapcT-
BEHHBIE CPEICTBA (B MHCTPYKIIMSIX MOTYT OBITh YITOMSTHY -
THI TIMIAPPU3UH, TTUIAPPU3NHOBAS KHMCJIOTA, COJIONKA,
KOpPEHbB COJIONKH, SKCTPAKT KOPHSI COJIOIKM), B 0OCOOCHHO-
CTH MTOXWJIBIM XEHIIIMHAM ¢ 3a00JIeBaHUSIMU TIeYEHU, He-
00XOIMMO YUYUTHIBATh BO3MOKHOCTh Pa3BUTHS TAKHUX I10-
00YHBIX peakiuii. Icroab3oBaHue TepareBTUUECKUX 103
npenapaToB, comepxanux 'K, ciemyer BKIoyaTs B Kpyr
nuddepeHImanbHON TMarHOCTUKA TTPUYUH TUTIOKAIHE-
MMYECKOro Mapanuya [2, 9].
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Jlposicamenvhbie eunepkune3vl OMHOCAMCA K Hauboaee pacnpocmpaneHHbiM sudam deueamensvhvix paccmpoiicme. Ha npakmuxke dughghe-
DEHUUANbHbLI OUACHO3 OPONCAMENbHBIX 2UNEPKUHE308 CIABUMCS 8Ce20a KAUHUMECKU U NPUMEeHeHUe OONOAHUMENbHbIX Memo00s 00seKmue-
HOUl OyeHKU mpemopa nogviuiaem mouHocms duacHocmuku. Ceederue Helpopu3uoa02UMecKUx NApamempos mpemopa ¢ KAUHUYeCcKUMU
XapaKmepucmuKamu umeem blCOKYH OUACHOCIMUYECKYI) UEeHHOCHIb, YO 0Npasdbleaem e20 npUMeHeHue 6 pymuHHOU NPaKmuke Heepo-
10208. Lleavto 0630pa seasemcs anau3 1eKmpodhusU0N0cUHeCKUX XAPAKMePUCIMUK NHAMOA0UMECK020 MpemMopa, a makdice npedcmagne-
Hue mamepuana coocmeeHHo20 HabAO0eHUs..
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Tremorography in the clinical practice

T.G. Govorova', T.E. Popova’?, A.A. Tappakhov"?
M.K. Ammosov North-Eastern Federal University, Medical Institute, Ministry of Education and Science of the Russian Federationa;
27 Oyunsky St., Yakutsk 677013, Russia;
2Yakutsk Scientific Center for Complex Medical Problems, Ministry of Education and Science of the Russian Federation;
4 Sergellichsky St., Yakutsk 677019, Russia

Tremor is the most common type of movement disorders. In practice this differential diagnosis of hyperkinesis is diagnosed clinically and the
use of additional methods of objective assessment of tremor increases the accuracy of diagnosis. The use of paraclinical methods of objective
assessment of tremor improves the accuracy of diagnosis. Comparison of the neurophysiological parameters of tremor with clinical charac-
teristics has a high diagnostic value, which justifies its use in the routine practice of neurologists. The purpose of the review is to analysis

basic electrophysiological characteristics of pathological tremor, as well as the presentation of the material of its own observation.

Key words: tremor, electromyography, hyperkinesis, frequency, amplitude, tremorography
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Bsepexue

TpeMop — 3TO HEMPOM3BOIBHEIE, PUTMUIHBIC, KOJIC-
OaTesibHbIE ABVKEHMSI YaCTU Tesla, 00YCIOBIEHHbBIE ITO0YE-
PeTHBIMU I OMTHOBPEMEHHBIMU COKPAIICHUSMU MBIIIIIT
aroHMCTOB M aHTaroHucToB [1]. PaznuuaroT pusnoiorn-
YecKHWii 1 maTojiorndeckuii Tpemop [1, 2]. Huskoamrn-
TymHOE IpoxkaHue ((PU3NOIOTIIEeCKIIA TPEMOP) C YaCTOTOM
8—12 i1 MOXHO BBISIBUTS Y JIIOOOTO 3JJ0POBOTO YeJIOBEKA.
[MaTomormaeckuii TpeMop UMeeT 0oJiee HU3KYIO YaCTOTY
(3a ICKITIOYEHMEM CITydaeB ITIEPBUYHOTO OPTOCTATUIECKO-
IO TPEeMOpa) 1 OOJIBIIYIO0 aMIUIUTYLY, BUICH HEBOOPYKEH-
HBIM TJIa30M, OTPAaHNYMBAET MTOBCEIHEBHYIO aKTUBHOCTD
manueHTa. Ilatonorndeckuii TpeMop KiIacCH(UIIMPYIOT
10 3TUOJIOTUH, JIOKAIM3AINH 1 KIIMHUYECKUM IIPOSIBIIC-

HusM. [1o OTHOIIEHMIO K ABVKEHUIO BBIACIISIIOT TPEMOP
TTOKOS ¥ AeHCTBUS. TpeMop NeHCTBHUSA, B CBOIO OYepelb,
TTOAPA3ACIISIIOT Ha TOCTYPaIbHBIA (TpeMOp MpHU MOmaep-
KaHUM OMPeeICHHON T03hl), KWHETUIEeCKUIA (COIIPOBO-
JKIaeT aKTUBHBIC IBIDKCHIST) M U30METPHUECKUI (TTPU 130-
METPUIECKOM COKpAIICHNWH MBIIII). Pa3HOBUIHOCTHIO
KUHETUYECKOTO TPEeMOpa SIBJIICTCSI MPOCTOM KMHETHIE-
CKMUi1 (TIpH JIFOOBIX TTPOMU3BOIBLHBIX IBIKCHUSX) M MHTECH-
LIMOHHBIN (TIpU 1IeJICHAIIPaBICHHOM IBIKCHUM) TPEMOP.
Kunesnocnenuuaeckuii TpeMoOp OTHOCHUTCSI K PEIKUM
BHIIaM TPeMOpa IeHCTBUS M BOSHUKAET TOJIBKO IIPH OTIpe-
IeJICHHBIX OBVXKCHUAX (HampuMep, IMUCUYM TpeMop),
B TO X€ BpeMsI OTCYTCTBYET IPU IPYTUX ICUCTBUSIX, BOBJIC-
KaIOIIMX Te JXe MBIIIIBL. KpoMe Toro, Bce BUIB TpeMopa
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KIacCU(PUINPYIOT CUHAPOMAIBbHO: (PU3MOIOTUIECKUIA,
YCUJIEHHBIN (PU3M0T0rnYecKuil, 3CCeHIMAIbHbBIN, TTap-
KMHCOHMYECKUI, TUCTOHUYECKUI, MO3KEUKOBBIH, MCU-
XOTeHHbIN u ap. [1, 3—5].

B paszButnm Tpemopa mpeamnoaraoTcsl 2 OCHOBHBIX
MeXaHu3Ma: IeHTpaJIbHbIN 1 Tiepudepudeckuii. B ocHoBe
IIepBOTr0 MEXaHW3Ma JISKUT BOSHNKHOBEHHE LIEHTPATbHO-
TO TeHepaTopa TpeMopa ¢ OIpeaeIeHHOM YaCTOTO, KOTO-
PBIi1 MOAIE PXKUBACTCS MUPKYJISIIICH UMITYJIBCOB IT0 T1aTO-
JIOTMYECKNM HEUPOHHBIM Kpyram WJIH ITOCPEICTBOM
MEXHENPOHAIBHON cBs13n [6]. BOBHMKHOBEHME MATOJIO-
TMYECKOTO TpEMOpa TaAKKe CBSI3aHO ¢ HapyIIIeHHEeM KOHTPO-
JIMPYIOIINX CBSI3eH MO3XeYKa, YTO IIPUBOIUT K HECBOE-
BPEeMEHHOM pab0Te MBIIIII-aHTATOHUCTOB P BEITTOJTHEHUN
MPOM3BOJIbHBIX ABMXKeHUI [6]. K LIeHTpaabHbIM CTPYKTY-
paM, YIaCTBYIOIIIMM B TPEMOPOTeHe3¢, OTHOCSITCS 0a3aib-
HBbIE€ TAaHTJINY, HIDKHSISL OJIMBA, TaJlaMyc, sIpa MO3XedKa,
KpacHOE SIIPO, KOPTUKO-CITMHAIBHBIN TPaKT 1 1p. LleHT-
PaJbHBIN TeHe3 TPeMOopa MOXHO MTOATBEPINUTD IIPU CIICK-
TpaJbHOM aHanm3e Tpemoporpaduu. Tak, IIpu HATMINU
LIEHTPAJIPHOTO TeHepaToOpa JOMUHHUPYIOIIAsI YACTOTa TPe-
MOpa He MEHsSIETCs IPU Harpy3Ke BecoM [6].

[Mepudepraeckuii MexaHU3M reHepaIiy TpeMopa Co-
CTOWT M3 MEXaHNYECKOTO M PehIEKTOPHOTO KOMIIOHEHTOB.
[lepBBIit KOMITOHEHT TTepU(PEPUIECKOTO TPEMOPA 3aBUCUT
OT MeXaHMYECKMX KojlebaHuii TeJla U MBI [7]. DT Ko-
JIebaHMS IMEIOT TTOCTOSTHHBIN XapaKTep W PeTUCTPUPYIOT-
csI BHE 3aBUCHMOCTH OT IBYKeHUs. [1pr 9TOM OHI MMEIOT
HU3KYI0 aMIUIUTYAy U 3aBHCSAT OT CTEINEHU KEeCTKOCTHU
cycTaBa, MacChl KOHETHOCTH M T. . KpoMe Toro, Ha Mexa-
HUYEeCKHe KOJICOAHMST OKA3BIBAIOT BIMSHHE CEpICIHBIC
COKpaIleHUS, IBVKEHISI, 00YCIIOBIICHHBIC aKTOM IbIXaHMSI,
u ap. [7]. PediekTopHbie OCLIMIUISILIMA O0YCIOBIEHBI CeT-
MEHTapHBIM peIEKCOM Ha pacTsLKeHUE, KOTOPHIN obec-
MIeYMBACT ITOOYEPEIHOES COKPAIIEHNE PELIMIIPOKHO MHHEP-
BUpyeMbIX MbliLl. IIpu HapactaHuu addepeHTauuun
C MBIIIICYHBIX BOJIOKOH (IBUTaTebHAsI HAarpy3Ka, IIpUBO-
IISIIast K HATSDKeHUTO MBIIIIIT) B OTBET TeHEPUPYETCST TBU-
raTeJbHBI UMIyibC. [leprdeprdeckne MeXaHU3MBI Te-
Hepaluu TPEMOpPA HAXOASITCS MOJ KOHTPOJIEM CO CTOPOHBI
LIEHTPAJIHBIX TEHEPaTOPOB TPeMOpa 1 MOCTOSIHHO B3aMO-
IEeUCTBYIOT. PedhieKTOpHYI0 1 MEXaHMIECKYIO COCTaBIISI-
OIIMe MOXHO BBISIBUTH C TIOMOIIIBIO CIIEKTPAIbHOTO aHa-
JIM3a TPEeMOpPOTpaMMbl, Ha KOTOPOU IIpeodJIamaronmii
YaCTOTHBIN MUK YMeHbIaeTcs 0osee yeMm Ha 1 [i1 mpu Ha-
Ipy3Ke BeCOM Ha KOHEUYHOCTh [8—10].

B kauecTBe Bemylllero CUMITOMAa MaTOJOTUYECKUM
TPEMOP BXOIUT B CTPYKTYPY HE TOJIHKO HEBPOJIOTUIECKUX
CHMHIPOMOB, HO M BCTpeUYaeTcs IMPHU IMIUPOKOM CITEKTpe
COMAaTUYECKUX U SHIOKPUHHBIX 3a0oneBanuii [11]. Tak,
001IasT pacTIPOCTPaHEHHOCTD APOKATEIPHBIX TUTIEPKUHE -
30B cocTaBiser 14,5 % [12]. Hecmorpst Ha pacrpocTpa-
HEHHOCTB APOKATEITHHBIX TUTICPKIHE30B B KIIMHUYECKOMU
MMPaKTHUKE, pa3rpaHNICHNE OTICIbHBIX BUIOB IMATOJIOTH-
YeCKOTO TPEMOpa HePEIKO IPEACTaBIISIET CIIOKHYIO 3a1ayqy.
IToaToMy OCTPO CTOMUT BOIIPOC KOMIUIEKCHOTO IOIX0/a

MUAaTHOCTUKM IPOXKATEIbHBIX TUITEPKIHE30B, TTO3BOJISTIO-
W TTOATBEPANTH HO30JOTMICCKUAI TUATHO3 C YIYETOM
KIIMHUYECKUX OCOOEHHOCTE 1 OOBEKTUBHOI OLIEHKH Tpe-
Mopa.

Tpemoporpaduss — HHCTpYMEHTAIBHBIN METOH peTH-
CTPAI ¥ KOJIMYECTBEHHOM OIIEHKM TpeMopa. 3a TToCIe-
HUE TOIbI TIPUMEHEHIE METOI0B KOJIMIECTBEHHON PeTry-
CTpalliM TpeMopa I10Ka3ajdo CBOI 3D(PeKTUBHOCTH
B M depeHIINATBHON TUarHOCTUKE Pa3IMYHBIX BApUaH-
TOB ITATOJIOTUTIECKOTO TPEMOpa.

PazmmuaroT anekrpomMmorpacdnyecKie U KHHeMaTHJe-
CKH€ METO/Ibl PETUCTPALIMU APOKATETbHBIX TUTIEPKUHEZO0B
[13]. K xuHEMaTUYeCKUM METOJaM 3alyicyu TpemMopa OT-
HOCSTCS aKCeIepOMETPHSI, TMPOCKOIINSI, CUCTEMa BIIIEOpe-
TUcTpannu, GOHOTpeMOMeTpHs U Ip. M3 anekTpomMuorpa-
(bmIecKmX METOMMK TSI pETUCTPALIAN TPEMOpa ITPUMEHSTIOT
TIOBEPXHOCTHYIO 3JIEKTPOMHOTPAMMY, UTOJIBYATYIO 3JICK-
tpomuorpaduio (OMI') u mmurensHylo DMI -perucrpa-
nuio. M3 mepeunciieHHBIX METONNK BaXKHBIMU TIPEUMYIIIE-
CTBaMM 00JIaIAalOT ITOBEPXHOCTHAS JIEKTPOMUOTpaMMa
u akcesrepoMetpus [5, 14]. OcranbHbBIe METOIBI PETUCTPa-
WY TPEMOpPa He TaK aKTMBHO MCITOJIb3YIOTCS BBUIY UX He-
JIOCTATKOB (IJTUTEJTEHOE BpeMsI PETUCTPALIMH, HEIOCTATOY -
HasT 9yBCTBUTEIBHOCTD, BEICOKAsI CTOMMOCTH 1 11p.) [5].

AKCeJIlepOMeTpHsI 3alIMChIBAcT KOJIcOaTeIbHOE TBIKE-
HHE CaMOi KOHEYHOCTH. 3aICh ITPOBOIUTCS TIPH TTOMOIIIN
JIaTINKa, KOTOPBII HAKJIaAbIBAIOT HA IBUXKYIITYIOCS 9aCTh
Tesa. OTHUM U3 HEIOCTATKOB TaHHOTO METOA MCCIIEeIO-
BaHMS CUMTACTCSI HEBO3MOXHOCTH Au(GepeHINPOBATh
WCTUHHBIN TUTICPKUHE3 OT IBMKCHUM, TepeaalomIuxcs
W3 Apyrux yacteit Tena. [loaToMy onpaBIaHHO IIPUMEHE-
HHE aKCeJIePOMETPUH 1 TTOBEPXHOCTHOM 3JIEKTPOMUOTPaM-
MBI OTHOBpeMeHHO [13].

INoBepxHOCTHAS 27IEKTPOMHMOTpaMMa 3aITCHIBACT PUT-
MHUYECKHUE 3ICKTPUUCCKHE TTOTCHIIMAIBI MBI, [ 3a-
MIMCH TPEeMOpa IMOBEPXHOCTHBIC JICKTPOIBI HAKJIAIbIBAIOT
Ha JIIOOYI0 TOCTYITHYIO MBIy, CUTHAJ, TMOJyYeHHBIN
C MBIIIIII, IIpeoOpasyeTcs IPorpaMMOM M IIPEICTaBIISICTCS
B Buze aemomyanpoBaHHoit DMI. C moMoIpo moBepX-
HOCTHOM 3JIEKTPOMHMOTPaMMBbI MOXHO OIICHUTH TaKue
mapaMeTphl, KaK ITaTTepH COKPAIICHUN PeUTITPOKHO WH-
HEPBHUPYEMBbIX MBIIII, MEXMBIIICUHYIO M1 KOPTUKO-MBbI-
IIEYHYI0 KOTEPEHTHOCTh, a TaKXKe pa3IndaTh TPEMOpP
Y TIAaCCUBHBbIE IBMXKEHUSI KOHEYHOCTH [15].

CraHmapTHBIA MIPOTOKOJI 3aIllMCH TPEMOPOrpaMMBbI
BKJTIOYAET MCCIeIOBaHNE B HECKOJIBKIX MMO3UIINAX: 1) B ITO-
Koe (PyKu CBOOOTHO PacITOJIararoTcsl Ha ITOMIOKOTHHUKE
Kpecia); 2) B OJIOKEHUU BHITSIHYTBIX BIIepen PYK — IS
OIIEHKY TOCTYPaJIbHOTO TpeMopa. [1pu olieHKe IToCcTypaib-
HOTO TPeMOpa MPOBOIATCS CIELUAIBHBIE TTPOOBI: HATPY3-
ka BecoM 500 mmu 1000 r (Ha BEITSIHYTYIO PYKY ITOIBE-
IIUBACTCS TPY3), KOTHUTUBHBIC MPOOBI (CUET MeCSIIeB
B 00paTHOM IIOpSIAKE, MOCIEeI0BAaTeIbHOE BEIYUTAHME)
¥ KMHETHYECKIE — IS PeTUCTPALIK TpeMopa ISHCTBIS, Ha-
MIpUMep TPOBeACHNE MaTbIIEHOCOBOI TTPOOLI. JInTenb-
HOCTP 3aITMCHU KaxXIOi IPOOBI B CPETHEM COCTaBIISICT
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20—30 c. g perucTpalli TpeMopa dJIEKTPOILI HAKJIa-
IBIBAIOTCSI Ha JIIOOYIO HOCTYITHYIO MBIy, Hammpumep,
IIJIST NI3YYEHUST IPOXKAHUS PYK 3TO CTMOATe I U pa3ruodare-
JI TIPEATUICYBST. 3aIMCh MOXKET IIPOBOIUTHCS IIO0YEPETHO
¢ 2 CTOPOH B cIydae TpeMopa PyK JIM0O ¢ pa3HbIX KOHEY-
HOCTEe OMHOBPEMEHHO.

[Tpu anamu3e TpeMoporpadpuIeCKNX JaHHBIX OIICHM -
BAIOTCA YaCTOTHO-AMIUIUTYIHbIE ITOKA3aTeNIN, UX U3MEH-
YBOCTh IIPH ITPOBEICHUH CIIEITNATBHBIX ITPO0, M3MEHEHME
YaCTOTHI B OTBET HA HATPy3Ky KOHCYHOCTH BECOM, a TAaKXKe
HaJImgre BO30OHOBIISIIONIETOCS TpeMopa (MCUe3HOBEHHUE
TpeMopa TTOKOS IIPU aKTUBHBIX ABIDKCHUSIX C TIOCTICHAYIO-
MM HapacTaHHEM aMIUIATYIbI TTOCTIe HETIPOXOKUTEThb-
HOI1 JTaTeHTHO (pasbr) [14, 16—19]. [1pu oLieHKe MOTydYeHHBIX
MaHHBIX OOJIBIIIOC BHUMAaHUE YOCISIETCS CIIEKTPaTbHOMY
aHAJIN3y MMOBEPXHOCTHOM 3JIEKTpOMUOTpaMMBL. Kpome
TOTO, aKTUBHO IIPUMEHSIETCS CIIEKTPaIbHBIM aHAJIU3 OTHU -
baromeit DMI, Kpocc-creKTpaabHbII aHAIN3 1T OLICHKU
IMaTTepHA MBIIIII-aHTaTOHUCTOB ¥ KoTepeHTHOCTH. CIieK-
TpaJIbHBIN aHaIM3 orubaromeit DMI mo3BoJIsIeT MoydaTh
YHCJIOBBIE TTapaMeTPhI B BUIE TUCTOTPAMM PacIpeaeICHIS
YacTOT CHEKTPAJIbHBIX ITMKOB, a TaKXKe 3HAUYCHUS KO3(]-
(UILIMEHTOB KOPPENSIUU CPENU HECKOIBKUX MBILIEYHBIX
rpynit [5, 19]. s onpenene s KOTepEHTHOCTHA MBITIIIT
PETUCTpALIMS TPEMOpPa IMMPOBOIAMTCS C MBIIIIII 2 pa3HBIX KO-
HeuHOCTelt. B pesynpraTe, eciam ¢ pa3HbIX KOHEYHOCTEIH
Ha 3JICKTpOMUOTpaMMe (PUKCHUPYETCST BBICOKUIA MK KOTe-
PEHTHOCTH Ha OITHOI YaCTOTE, 3TO CBUACTETLCTBYET O M-
HOM LIeHTpabHOM ocuisgTope [13, 21]. CTouT OTMETHUTD,
YTO HAJIMYME TAaKOM KOTePEHTHOCTH ITOATBEPXKAAETCS TOJIb-
KO MIpU MEePBUIHOM OPTOCTATUUECKOM TpeMope [22].
B cBoro ouepenp, maTTepH COKPAIICHWI MBIIIII-aHTaro-
HUCTOB ICNIST Ha CUHXPOHHBIN, IIPOMEXYTOIHEINA W aJTh-
TepHUpPYIOmMit. MHOTOUYNCIIEHHBIE TTOITBITKA pa3rpaHu-
YUTH BUABI TPEMOpPa M OTBET Ha JIeYeHUE IO MaTTePHY
COKpaIlleHM JaI0T pa3HOPEUYMBEIE PE3YJIBTaThI, YTO OTpa-
HUYMBACT IPMMEHEHNE 3TOTO aHAJIM3a B PyTUHHOM TIpa-
ktuke [13, 18, 23-25].

Ileanio 0030pa sIBISIETCS aHAIN3 TOCTYITHOI JTUTEpa-
TYPHI UTST OTTMCAHUS DJIEKTPOGU3NOTOTMUECKIX XapaKTe-
PHUCTUK HEKOTOPHBIX BUIOB ITaTOJIOTMYECKOTO TpeMopa,
a TakKe TIpeCTaBICHNe MaTeprajia COOCTBEHHOTO Ha0JIrO-
IIeHUs B KAYECTBE MJLTIOCTPAIINH.

IIpencrapneHHbIE B HACTOSIIIEM 0030pE BUIBI TPEMOPA
IWATHOCTHPOBAHBI Y TTAIIMEHTOB, HAXOMMBIINXCSI HA aM-
OymaTopHOM mprieMe B KadbmHeTe LleHTpa sKcTpanmpaMu-
HBIX PacCTPOMCTB 1 OOTyIMHOTepanuyn KiimHuKy Menm-
mHCcKoro nHetuTyTa CeBepo-BocTouHoro dheaepaabHOro
yHuBepcurera uMeHn M.K. Ammocosa B 2018—2019 rr.
Peruncrpanus rpemopa mpoBeneHa Ha armapate «Heitpo-
MBII-8» («HeitpocodT», Mocksa). J1j1st TOBEepXHOCTHOI
3JIEKTPOMUOTPAMMBI MCIIOJIB30BaH CTaHOAPTHBIN IIPOTO-
KOJI, ONMMCaHHBIN BeIlE. [TanneHT pacnosaraics Ha Kpe-
cJie, pyKHd CBOOOIHO JieXa/IM Ha IOMIOKOTHHKEe. MecTo
HaJIOXKEHUST TIOBEPXHOCTHBIX 3JIEKTPOIIOB — /M. extensor
carpi ulnaris u m. flexor carpi radialis Ha paccTosTHUY 2—4 cM

IIPYT OT IpyTa. 3aliCh IIPOBOIMIIN B 2 O3UIIUAX (B ITOKOE
1 B TIOJIOKEHWH BHITSHYTBIX BIIEpel PyK) C MCITOIb30Ba-
HUEM JIOIOJHUTENBFHBIX MP00: KOTHUTUBHASI HArpy3Ka,
Impoba ¢ BeCOM, KHHETUUYECKHE TTPOOBI U OTBJICKAOIIIE
MpoOkl. [1J151 OLleHKM BAMSIHUSI KOTHUTUBHOW MTPOObI HA Ma-
paMeTpHI TPeMOpa MaIlMEeHTOB IPOCHUIIN HAa3bIBATh MECSIIBI
HAYMHAsI ¢ IeKaOpsT B 0OPaTHOM TIOPSIIKE, a TAKXKE BBITOTHSTH
rociaenoBatebHOe BerauTanue (ot 100 mo 7). I1pu mpoBe-
IeHNU Harpy3KW BECOM Ha MCCIIeAYeMYI0 PYKY HaKJIaIbl-
BaJu TOABEIIeHHBIN Tpy3 BecoMm 500 . OTBiekaromue
MIPOOBI MPOBOIUIIN TSI TIOATBEPXKACHMST (PYHKIIMOHAIb-
HOTO XapaKTepa TpeMopa U BKIIIOUAIN ABVKEHUS TIPOTH-
BOITOJIOXKHOM KOHEYHOCTH (CXKMMAaHUE B KyJIaK U pa3Ku-
MaHue, OpOCKOBbIE€ ABUXKEHUS). [JJIMTEAbHOCTD KaXKI0M1
po6kI coctanisia 15—20 c. 1o oKoOHYaHMIO 3aITCH TTPO-
TpaMMOi1 armmapara BEIBOAWINCEH YaCTOTHO-aMIUIUTYTHBIS
IMapaMeTphl, a TaKXKe CIIeKTporpaMmmMa TpeMopa, Ha OCHO-
BaHUU YETO IMPOBOIMIIOCH 3aKJTFOUEHHE TT0 MCCIICIOBAHUIO.

Ycuaennwuii pusuoaoeuneckuti mpemop

Ycunennsiit pusznonorndeckuii Tpemop (YOT) Bo3-
HUKAaeT IIPpU HapaCTaHUH aMILUIMTYIEI (GU3MOJIOTHYECKOTO
Tpemopa. dpoxanue npu YDOT vaiie mMeeT mocTypanbHbIIA
XapakTep ¢ JISTKUM KMHETUYECKUM KOMITOHEHTOM 1 M-
er yactoty 8—12 Ii1 [26]. B ocHOBe BOBHMKHOBEHMSI 3TOTO
BHUIa TpeMopa Jiexar nepudeprdeckue (MeXaHMICCKUE
1 pedIEKTOPHBIC) ¥ HEHTPATbHBIC OCHIVILISIIINN, KOTOPBIC
HaKJIaabIBaloTCs ApyT Ha apyra. [Ipuynnoit YOT cuurta-
eTcs HapacTaHue Ieprdeprnaeckoro pedirekca Ha pacTs-
KEHHE U TUMEPCUHXPOHHOCTDH IBUTATEILHBIX €IMHUI
Ha ypoBHe mepudepndecKoil IBUTATEIbHOM TTeTnu [9].
CripoBOIIpOBAaTh YCWICHNE (DU3MOJIOTMYECKOTO TpeMopa
MOTYT IIPHieM TPEMOPOTCHHBIX IPETIapaToB (CHMIIATOMUME-
THKH, BaJIBIIPOATHI, JIUTHI, TeOOWUINH, TPULUKIMICCKIC
aHTHUIETPECCAHTHl, aMHOJAPOH, HEKOTOPBIE OJIOKATOPHI
KaJIbIIMEeBBIX KAHAJIOB, INKJIOCIIOPHH), SHIOKPUHOIIATHHI
(Tumo-, TIepTUPe03, HEOXPOMAIIUTOMA, TUTIOTITMKEMUS )
u apyrue puanHel [27]. YOT aBnsieTcss o0paTUMBIM ITPO-
1IeCCOM, T.€. IIPU YCTPAaHCHWU BBI3BABIIMX €0 MPUYMH
IPOXXKaHME MOXKET TOJTHOCTBIO PerpecCupoBaTh WA 3HA-
YUTEJIbHO YMEHbIIAThCS [1].

Ha tpeMoporpamme (puc. 1) perucTpupyercs HU3KO-
aMITIUTYIHAsI TpEMOPHasi aKTUBHOCTD. [1pn crieKTpaibHOM
aHaJIM3e OlIpenesisieTcss Hanboiee 9acTo TeHepupyeMast
(moMuHMpYIOIIasT) YacToTa, paBHas 9actore YT, koropast
YMEHbBIIIAeTCsT TTpY Harpy3ke BecoM bosree ueM Ha 1 i1 [28].
CTONT OTMETHTB, 9TO TTOCICTHUI TTapaMeTp He 00IagaeT
JIOCTATOYHOM YyBCTBUTEIBHOCTBIO M IJISI TIOATBEPXKICHMS
IMaTHO3a HeOOXOMUMBI JOTIOJIHUTEILHBIC JTA0OpaTOPHBIC
HCCIIEIOBaHMs, a TaKXKe ITOAPOOHBIN aHaMHe3 JIJIST OIIpe-
JIeJICHNST TIPOIOJDKUTEIBHOCTH TpeMOopa U TIPUYIMH, BBI3-
BaBmmx YOT [10].

Dccenyuaavnotii mpemop
HpoxaHue MpH 3CCEHIINATEHOM TpeMOpe TTpeUMYyIIe-
CTBEHHO HOCHUT KMWHETMKO-IOCTYpaJIbHBIN XapakTep,
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Knunuueckuii pazoop
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Puc. 1. ITayuenm X., 30 nem. Juaenos: eunepmupeos. Tpemopoepaghus: ycurennwiii pusuonocuueckuii mpemop (3anuce Ha 3-i muryme); a — 6e3 Haepy3Ku
Ha KOHeuHOCMb chekmpanvhbill nuk yacmomst — 10,5 Iy, cpeduss amnaumyoa — 2,6 mxB; 6 — nocae donoanumenvhoil naepysxu eecom 500 e wacmoma
mpemopa — 8 Iy, cpeduss amnaumyoa — 2,3 Mk B; ¢ — Ha eucmoepamme: cmeujerue domunupyioueeo nuka yacmomaut 6onee wem na 1 Iy, 1-it kanan (cune-
20 Ugema) — 3anuce 31eKmpoOMUOSPAMMbL ¢ paseudamens Kucmu,; 2-ii Kanaa (3e1eH020 usema) — 3anuUch co ceubamens Kucmu

Fig. 1. Patient X., 30 years old. Diagnosis is hyperthyroidism. Tremorography with enhanced physiological tremor (3rd min study entry); a — without a load
on the limb, the spectral peak frequency is 10.5 Hz, the average amplitude 2.6 mkV; 6 — after an additional load of 500 g the tremor frequency decreased
by more than 1 Hz (8 Hz), the average amplitude 2.3 mkV; 6 — on the histogram: a shift in the dominant peak frequency of more than 1 Hz. The I*' channel
(blue) — recording an electromyogram from the wrist extensor, 2' channel (green) — recording from the wrist flexor

OHAKO BO3MOXHEI U IPYTHE BUIBI TPEMOpPa, YTO OOBSIC-
HSIETCS CYILIeCTBOBaHMEM MHOXecTBa (peHOKomwmiA [1, 5].
B 1o xe Bpemst 30—50 % npeamnonaraeMbiX CIy4aeB 3CCEH-
IUAJTBHOTO TPEMOpa SIBJISIIOTCS PE3YJIBTaTOM THUIIepArar-
HOCTHKH [29]. AHazornyHoe 110 (PeHOMEHOJIOTUHU IPOXKa-
HHE MOXET HAaOII0IaThCs MIPY Pa3IMIHBIX 3a00JIeBaHUSIX,
HaIlpUMep MNpU AeOI0Te TUCTOHUU C U30JUPOBAHHOTO
MOCTYypadbHO-KMHETUYECKOTO TpeMopa pyk [30], YOT,
TICMXOT€HHOM TpeMOpe, HEKOTOPBIX HACIeICTBEHHBIX 3a-
00JIeBaHSIX SKCTPAIIMPaMUIHOM cCTeMBI (00e3Hb Brib-
cona — KoHoBaoBa), a TakkKe Ha paHHUX CTaIUSIX IPO-
XaTenbHo# (hopmbl 6one3nu I[Mapkurcona [31, 32].
YacToTa npoxXaHUS IIPH 3CCENATBHOM TPEMOpPE CO-
crasisieT 4—12 Ti, B cpennem 6—8 Iir. B To Xe Bpems
Ha HavYaJIbHOU cTaguM OOJIE3HU 4acTOTa TpeMopa Haxo-
IUATCS B IMAIIa30HE YACTOTHI (DM3NOJIOTHYECKOTO TpeMopa
(8—12 Iix), yTo 3aTpymHSET pa3rpaHUICHIE 3CCEHITNAIb-
Horo TpeMopa ¢ YOT. Knaccudeckuii scceHIMaIbHBIN
TpEeMOp TIPEACTaBICH TPEMOPOM IEMCTBUS C TIpeodiiaga-
HHEeM KUTHETUTIECKOTO KOMITOHEHTA IPOKaHMS (KHHETUKO-

oCTypaibHEIN Tpemop). [To maHHEIM MexXTyHapOITHOTO
0011IeCTBA MAPKWHCOHM3MA U IBUTATEILHBIX pACCTPOICTB
(The Movement Disorder Society, MDS) ot 2018 1., Haju-
YHe JICTKUX SKCTPATMPaMHUIHBIX M MO3KEIKOBBIX 3HAKOB
TIO3BOJISIET OTIPENCIINTh KIIMHNICCKIIT BApUAHT «3CCEHITH -
aJIbHBIA TpeMop-IU1ioc». Ha pa3BepHyTOii cTaguu 3CCEH-
UAIBHOTO TPEeMOpa-IUIIOC TIPEACTABICH aKIIMOHHBIM
IPOXXaHWEM, KOTOPBIN YCUIIUBACTCS IO Mepe TTPUOJIIKe-
HUS K 1eu (MHTeHIIMOHHBIN Tpemop) [1].

B 2004 r. A. Gironell 1 coaBT. mpeIyIoXuIn Helipodu-
3MOJIOTUIECKIE KPUTEPUH 3CCEHIINAIBHOTO Tpemopa [33]
(puc. 2): 1) puTMHAYECKHI IIOCTYPATIBLHEIN TPEMOp Ha 3JIeK-
TpoMHOTpadUIECKON 3aIncH; 2) 9aCTOTa TPEMOPa BBIIIIE
wim paBHa 4 [i1; 3) oTCyTCTBME TpeMopa ITOKOST UIN HaJIH -
yue TpeMopa IoKos ¢ yacToToi Ha 1,5 i1 Huke, yeM ya-
CTOTa aKIMOHHOTO TpeMopa; 4) OTCYTCTBHE JIATCHTHOM
¢a3sl TpeMopa Ipu IepeMeHe MOJIOXKEeHUSI PYKU; 5) U3Me-
HeHMe IMKa JOMUHUPYIOIIESH 9acTOThI He Oojiee yeM Ha 1 i1
IIOCJIE Harpy3Ku BeCOM; 6) OTCYTCTBME HApACTAHUSI aMILIH-
TyIBI TPEMOpa IIPH KOTHUTUBHOI Harpy3Ke.
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Puc. 2. layuenm H., 49 aem. uaenos: accenyuanvhulii mpemop-naioc. dnekmpomuoepagus-mpemopoepadhus (3anucy Ha 40-i cekynoe); a — 6 noaodiceHuu
BLIMAHYMbIX 8NEeped PyK, NOCMYpanvHblil mpemop ¢ vacmomoi — 6 Iy, cpedusiss amnaumyoa 3,9 mx B; 6 — npu npogedenuu npobdbvl co cuemom coxpanaemcs
yacmoma 6 Iy, cpednssn amnaumyoa — 2,9 mkB; 6 — Hapacmanue amnaumyost OpoXNCaAHUs U MPEMOPHOU AKMUBHOCIU MblUiY, DU GbINOAHEHUU NAAbUEHO-
€060l npobbL (uHMeHYUOHHbLI mpemop), yacmoma 6 [y, cpeduss amnaumyoa — 12,7 mx B; 2 — npu donoanumenvHoil Haepy3ke 4acmoma mpemopa npaKmu-
yecku ne mensiemes (6,5 Iy), cpednss amnaumyda — 8,8 mxB. 1-il kanan (cuneeo ysema) — 3anuce 31eKMpPoOMUOSPAMMbL ¢ paseubamens Kucmu; 2-ii Kanan
(3eneH020 ygema) — 3anucs co caubamens KUCmu

Fig. 2. Patient N., 49 years old. Diagnosis is the essential tremor-plus. Electromyography-tremorography (record at 40th s of research); a — in the position
of outstretched arms, postural tremor is recorded with a frequency of 6 Hz, the average amplitude is 3.9 mkV; 6 — when conducting a test with a score, the frequency
is 6 Hz, the average amplitude is 2.9 mkV; 6 — there is an increase in the amplitude of the tremors and the tremors of the muscles when performing a finger test
(intentional tremor), frequency 6 Hz, the average amplitude 12.7 mkV; e — when loading a limb with an additional load, the tremor frequency practically does
not change (6.5 Hz), the average amplitude is 8.8 mkV. The Ist channel (blue) — recording an electromyogram from the wrist extensor; 2nd channel (green) —

recording from the wrist flexor

7151 5cCeHITMaIBHOTO TPEMOpa XapaKTepHa TCHICHITS
K CHIKEHMIO YaCTOTHI ¥, HA000POT, HapacTaHNE aMILIH-
TYIbI APOKAHUS C YBEIMICHUEM Bo3pacTa ImamreHTa [34].
Ha puc. 3 u 4 ripeacTaBieHbl CpaBHUTEJIBHBIC TPEMOPO-
TpaMMBI TTaIeHTa 23 JIeT ¢ TPOIOJIKUTEIFHOCTRIO O0JIe3-
HU 5 J1eT 1 manmenTa 67 JIEeT ¢ MPOAOIKUTETLHOCTRIO 00-
JIe3H” 18 ner.

Y 1/3 mamMeHTOB ¢ 3CCEHUMAIBLHBIM TPEMOPOM
Ha TTO3IHUX CTaausIX 00JIe3HU (B OCHOBHOM CPEI CTapIIeii
BO3paCTHOM KaTerOpHUM) IMPHUCOCTUHSICTCS TPEMOP TTOKOST
[35]. B aToMm ciyuae ¢popma 60J1€3HM Kiaaccupuimpyercst
KaK 3CCeHUMAaIbHBIN TpeMop-1umioc [1]. OcobeHHOCTIMI
TAHHOTO TPeMopa ITOKOsI, B OTINYNE OT TpeMopa Ipu 00-

ne3nu [lapkuHCcoHa, SIBISIOTCS: 1) OTCYTCTBIE BO30OHOB-
JITFOIIETOCS TPEMOPA; 2) OTCYTCTBHE «CYeTa MOHET» M «CKa-
THIBAaHUSI TTAJTIONB>; 3) OTCYTCTBUE HApACTAHNST aMIUTUTYIBI
IPOXXaHMS Ha TpeMOpOTpamMMe IPY KOTHUTUBHOM HATpy3-
ke [14, 36].

Iapxunconuueckuii mpemop

Hpoxanue ripu 605e38m1 [TapkiTHCOHa 110 cBoeit (peHo-
MEHOJIOTUH SIBJISICTCSI TPEMOPOM TIOKOSI, HOCHUT THII «CUeTa
MOHET» WJIN «CKaThIBAHMSI TTHJTIONE», YMEHBIIIASTCS VI VIC-
ye3aeT MpPU NIPOU3BOJBHBIX NBIXKCHUSIX W HapacTaeT
TIpY KOTHUTUBHOM Harpy3ke. [{lnarnoctuka 6ose3Hu [1ap-
KMHCOHA C KJIACCUTIECKUM TPEMOPOM TIOKOSI HE BHI3BIBACT
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Puc. 3. Ilayuenm I1., 23 200a. Jluaeno3: sccenyuanbulii mpemop-narc. Inekmpomuozpapus-mpemopoepagus (3anuce Ha 1-i munyme); a — mpemopras
aKMUeHOCMb Mbly; 6 — 2UCMOSPaMMa pcanpedeseHus NUKOBbIX YACHOm, peucmpupyemcs noCmypanbHo-Kunemu4eckuii mpemop ¢ yuacmomoii 8,5 Iy,
cpedHss amnaumyoa akyuornHozo mpemopa — 4, 1 Mk B, nuku domunupyroweti uacmoms. mpemopa ¢ m. extensor carpi ulnaris u m. flexor carpi ulnaris cun-
XpoHHbl. 1-1i Kanan (meMmHO-cuHe20 ysema) — 3anuch NeKMpoMUOSPAMMbL ¢ paseubamens Kucmu, 2-ii KaHaa (cuneeo ysema) — co ceubamens Kucmu
Fig. 3. Patient P., 23 years old. Diagnosis is the essential tremor-plus. Electromyography-tremorography (record at I* min of research); a — muscle tremor
activity; 6 — postural-kinetic tremor with a frequency of 8.5 Hz is recorded, the average amplitude of the action tremor is 4.1 mkV on the histogram, peaks
of the dominant tremor frequency with m.m. extensor carpi ulnaris and flexor carpi ulnaris are synchronous. The I*' channel (dark blue) — recording
an electromyogram from the wrist extensor; 2' channel (green) — recording from the wrist flexor
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Puc. 4. Ilayuenm JI., 67 nem. Jluaeno3: sccenyuanbHulii mpemop-naroc. dnekmpomuoepagus-mpemopoepagpus; a — mpemMopHas AKMUeHOCHb Mbluly, (3anuch
Ha 1-i munyme uccaedosanus); 6 — eucmoepamma, yacmoma mpemopa — 4,5 Iy, amnaumyoa — 7,11 mxB. 1-ii kanaa (cuneeo ygema) — 3anucy 31eKmpo-
MUOZPaMMbL ¢ pazeubamens Kucmu, 2-il KaHaa (3e1eHoeo yeema) — co ceubamens Kucmu

Fig. 4. Patient L., 67 years old. Diagnosis is the essential tremor-plus. Electromyography-tremorography; a — muscle tremor activity (on the Ist min of the study
entry); 6 — on the histogram, tremor frequency 4.5 Hz, amplitude 7.11 mkV. The I channel (blue) — recording an electromyogram from the wrist extensor;

2" channel (green) — recording from the wrist flexor

3aTpyaHeHuid. MCKIIOUeHUSIMU SIBIISIIOTCSI aTUIIMYHOE
Ha4ajio — C IOCTYpaJibHOIO TPEMOpa PyK, OJU3KOTrO 110
CBOUM ITIPOSIBJIEHUSIM K 3CCEHLIMAIbHOMY TPEMODY, a TaK-
Ke CJIOXHBIe caydyau auddepeHIUPOBKY MTO3IHUX CTa-
JUI 3CCEHLIMAIbHOTO TpeMopa ¢ 60Je3HbIo [lapkuHco-
Ha [27, 37]. Yacrora maHHOro BrIa TpeMopa paBHa 3—6 IiI.
XapakTepHbIMU TpeMOporpadu4ecKUMU IapaMeTpaMu
MapKUHCOHUYECKOI'O TPEMOpA CYUTAIOTCS Oojiee HU3Kast
4acToTa TpeMopa, Hajlnyue BO300HOBIISIOIIETOCs Tpe-
Mopa (re-emergent tremor) Ha 3JIEKTPOMHOrpaUIeCKOit
3anucu (puc. 5) U HapacTaHME aMILUIMTYIbl TpeMopa
B OTBET Ha KOTHUTUBHYIO Harpy3ky (puc. 6) [33]. dan-
HbI€ ITapaMeTpbl 00YCI0BIEHBI BIUSIHUEM Ha IIPEMOTOP-
HYIO 1 MOTOPHYIO 30HY KOTHUTUBHOI Harpy3ku, Ipu-
BOMSIIEH K yXyOIIEHWUIO ABUTATEIbHBIX CUMIITOMOB
(TpeMop, rumokuHe3us) npu 6ose3Hu IlapkuHcoHa,
B CBSI3U C YeM MX MOXHO MPUMEHSTh KaK MaTOTHOMO-
HUYHbIE KPUTEPUU ITAPKUHCOHUYECKOTO Tpemopa [38].
KpoMme Toro, naHHble IapaMeTpbl HE PETUCTPUPYIOTCS
B CJIy4asix, KOrJa 3CCEHLUMAaIbHbII TPEMOP Ha MO3IHUX

CTagMsIX COMPOBOXIAETCI TPEMOPOM MoKos [14], uTo
IaeT BO3MOXHOCTb IIPUMEHSTh UX IJIsI pa3rpaHUYCHMUS
TP CIIOXHBIX TMAaTHOCTUUECKUX CIydasix.

Jlucmonuueckuii mpemop

B Hacros1iee BpeMst 00IIeTTpu3HAaHO, YTO TPEMOP MO-
KeT OBITb OCHOBHBIM, TUITMIHBIM CUMIITOMOM WJIW TIPH-
3HAKOM JMCTOHMYECKOro mopaxeHus Mbinbl [1]. Ero
gactoTa BapeupyeT oT 4 mo 10 Iir (warme 3—7 Ii1, mukoBas
gacrota — 5 Iix) [5]. Tpemop B 9acTu Teja, MOpakeHHOM
IUCTOHUEW, 0003HaYaeTCs KaK TUCTOHNYECKUM TPeMop,
HaIpuMep, TPEMOP TOJIOBHI IIPU IIEPBUKAIBHON TUCTOHUN
WJIN TPEMOP BEpXHMX KOHEYHOCTEH IPU CerMEHTapHOM
MOpaXXeHNHM. XapaKTep TaKOTO TpeMopa KUHETHIECKUI
¥/ WIN TTIOCTYpaibHbIN. K 0CO0EHHOCTSIM TMCTOHNYECKO-
IO TUTIEPKIHE3a OTHOCSITCST: OTPBIBUCTHIN, HEPETYIISIPHBIIA
XapakTep TUIIepKUHE3a, 9aCTO ACHMMETPUYHBIN, HATMIHE
KOPPUTHPYIOIINX XKEeCTOB, 3HAYUTEILHOE HapacTaHWUE -
TepKIHe3a IIPU IOTIBITKE COXPAHUTD IT03Y HAIIPABJICHHOTO
MPOTHB AMCTOHNYECKOTO CIIa3Ma 1, HA000pOT, YMEHBIIICHHE
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Puc. 5. Iayuenm M., 67 aem. Juaenos: dpoxcamenvhas gpopma 6onesnu Tlapkuncona (¢ munuuHbiM NAPKUHCOHUMECKUM MPEMOPOM 6EPXHUX KOHEUHOCMEl).
Tpemopoepagpus: a — mpemop nokos (vacmoma — 5,5 Iy, cpednss amnaumyoa — 12,3 mxB), ucuezarowuii npu 0susiceHuu pyku (CMeHa noA0JCeHUs KOHeY -
HOCIMU) U 6HO8b GO3HUKANWULL NPU YOEPICUBAHUU PYKU 8 OaQHHOM noaodcenuu; 6 — ompe3zok mpemopoepammol Ha 30, 31 u 60-i cexynoe uccaedosanusi;
6 — Hapacmauue mpemMopHoU AKMUBHOCMU MblUlY, 8 0MEem HA KOCHUMUBHYI HA2PY3KY, cpeoHss amnaumyoa — 11,7 mx B, uvacmoma — 5,5 Iy. 1-i kanan
(cuHeeo ygema) — 3anUCh 2NeKMPOMUOPAMMYL C pazeudbamens Kucmu, 2-i Kanan (3eaeHo2o yeema) — co ceubamensi Kucmu

Fig. 5. Patient M., 67 years old. Diagnosis Parkinson’s disease (with typical parkinson’s tremor of the upper extremity). Tremorography: a — resting tremor
(a frequency of 5.5 Hz, the average amplitude 12.3 mkV) disappearing when the arm moves (changing the position of the limb) and reappearing while holding
the arm in this position, the average amplitude was 7.5 mkV; 6 — a piece of tremorograms at 30, 31 and 60 sec of the study; é — the increase in muscle tremor
activity in response to cognitive load, the average amplitude of 11.7 mkV, frequency of 5.5 Hz. The I* channel (blue) — recording an electromyogram from
the wrist extensor, 2 channel (green) — recording from the wrist flexor
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Puc. 6. llayuenm T., 67 aem. Juaeno3: opoyxcamenvras gopma 6oaesnu Iapxuncona. Tpemopoepagus 6 noaosicenuu 6bimsaHymoix gneped pyk (ouenka
HOCMYPANbHO20 MPEMopa) ¢ KOSHUMUBHOL HASPY3KOIl (3anucy Ha 4-ii Munyme uccaedo8anus); a — Ha INEKMPOMUOSDAMME PeUCMPUPYEMCsl HUBKOAMAAU-
MYOHbLI MPeMOp PYK ¢ CUHXPOHHbIM NAMMEPHOM COKPAUEHUL PeYURPOKHO UHHEPEUPYeMbIX Mbluy, yacmoma — 5 Iy, cpednss amnaumyoa mpemopa —
1,6 MKk B; 6 — ouenka nocmypansHo2o mpemopa 80 épemsi npolbl CO CHEMOM: HA IACKMPOMUOSPADUU PeUCMPUPYEMCs HAPACMAHUEe AMAAUMYObl OPONCAHUS
00 8,21 mk B (cpednssn) npu uacmome 6 Iy, m. e. yacmoma npakmuyecku He usmeHusacs. 1-ii kanan (cuneeo ysema) — 3anuch 1eKmMpoOMUOSPAMMbL C PA3-
eubamens kucmu; 2-il Kanan (3e1eHoeo ysema) — co ceubamens Kucmu

Fig. 6. Patient T., 67 years old. Diagnosis: tremulous form of the Parkinson’s disease. Tremorography in the position of outstretched arms (assessment of postural
tremor) with cognitive load (4" min study entry); a — low-amplitude tremor of the hands is recorded on the electromyogram, with a synchronous pattern of con-
tractions of reciprocally innervated muscles, the frequency of 5 Hz, the average amplitude of the tremor of 1.6 mkV; 6 — evaluation of postural tremor during the test
with the score: on the electromyogram, an increase in the jitter amplitude to 8.21 mkV (average) is recorded, at a frequency of 6 Hz, i. e. the frequency is almost
unchanged. The I channel (blue) — recording an electromyogram from the wrist extensor, 2 channel (green) — recording from the wrist flexor
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Puc. 7. llayuenm b., 65 aem. Juaenos: kpanuoyepgurxanvias ducmonus. Tpemopoepagus: peecucmpupyemcs Hepe2yaspHblil acUMMempuuHblil, HU3KO4a-
CIMOMHbLIL HOCMYPANbHO-KUHEMUYeCKULl mpeMop pyK (3anuces Ha 6-i MuHyme ucciedosanus), vacmoma — 5 Iy, cpedusis amnaumyoa — 2,9 mxB. 1-ii kanan
(cuneeo ygema) — 3anuUch INEKMPOMUOSDAMMYL ¢ pazeubamens Kucmu, 2-ii Kana (3eaeHo2o ygema) — co ceubamensi Kucmu

Fig. 7. Patient B., 65 years old. Diagnosis: craniocervical dystonia. Tremorography: an irregular asymmetrical, low-frequency postural-kinetic hand tremor
is recorded (6th min study entry), frequency of 5 Hz, the average amplitude is 2,9 mkV. The I* channel (blue) — recording an electromyogram from the wrist

extensor, 2" channel (green) — recording from the wrist flexor

50Mmc/50ms 250 mkB /250 mkV

Puc. 8. llayuenm @., 46 sem. Jluaenos: uduonamu4eckas yepeuKatbHas OUCMOHUS ¢ NOCMYPANbHO-KUHemu4eckum mpemopom pyk. Tpemopoepaghus: pe-
2UCMPUPYIOMCS OMPLIBUCMble, HENOCMOSHHbIE eunepKuHessl, uacmoma — 4,5; 5,0, 6,5 Iy, cpeduss amnaumyda — 1,6 mx B; a — 6 nokoe; 6 — npu ydepca-
HUU pyK Ha eecy. 1-ii kanan (cuHe2o ysema) — 3anice 1eKMpPOMUOPAMMbL € paseubamens Kucmu, 2-ii Kanan (3eneHoeo yeema) — co ceubamens Kucmu

Fig. 8. Patient F., 46 years old. Diagnosis: idiopathic cervical dystonia with postural kinetic hand tremor. Tremorography: non-permanent hyperkinesis
is recorded, frequency 4.5; 5.0; 6.5 Hz, the average amplitude is 1.6 mkV; a — at rest; 6 — while holding hands on weight. The I* channel (blue) — recording

an electromyogram from the wrist extensor, 2 channel (green) — recording from the wrist flexor

CHMIITOMOB TTIOCJIE TIPEKPAIIeHUS YCHIAS — TaK Ha3bIBac-
Mas HyJeBas Touka [39,40].

Ha puc. 7 n 8 mokasaHbI 31eKTPO(PU3NOJTOTNIECKIE
ImapaMeTpsl TUCTOHMYECKOTO TpeMopa, OCHOBAHHOTO
Ha COOCTBEHHBIX HAOIOIEHUSIX.

TIpemop npu snueparonamuu Xawumomo

DHiedanonaTs XalIMMOTO, TAaKKe M3BECTHAsS KakK
CTepOMI-UyBCTBUTEIIbHASI SHIIC(ATOIIATHS, SIBJISICTCSI ayTO-
WMMYHHbBIM 3a00J1€eBaHUEM, CBSI3AHHBIM C QyTOUMMYHHbBIM
THPEOUIUTOM. DHIIeaTonaTss XaIlIuMOTO XapaKTepH-
3yeTcs TMTOJUMOP(PHON KIMHNYECKOU KapTUHOM C IITUPO-
KHUM CITEKTPOM KaK HEBPOJIOTUYECKUX, TaK U HEMPOTICH-
XUATPUUYECKUX CUMIITOMOB. Tak, OJHMM M3 YaCTbIX
CUMMTOMOB Jie010Ta 3H1Ee(ATONaTUU XalIUMOTO SIBJISIET-
cg Tpemop [41]. B nurepatype HET JAHHBIX ITO0 YaCTOTE

U aMIUIUTY[e JAaHHOrO BUAa TpeMopa. IuarHo3 ocCHOBaH
Ha COYeTAHMM KJIMHUKO-1a00paTOPHbIX M UHCTPYMEHTA/Ib-
HBIX KpUTepueB. B yacTHOCTH, HaMu ObLT 3aperuCTpUPOBaH
AKLMOHHBIA TPEMOP LIEHTPAJIbHOIO TeHe3a Y MalueHTKI
¢ 9H1Eedanonarrelr XammmoTo (TaHHbIE TPEMOPOTPaMMBbI
npuBeAeHHB! Ha puc. 9 u 10).

AHann3 00beKTMBHBIX MapaMeTPOB TpeMopa Iociie
JleyeHus sHiedantonaTiy XaurMOTO IT0Ka3al yMeHbIIe-
HHE aMIUIATYAbl TPEMOPA, YTO COOTBETCTBOBAJIO YJIy4ilie-
HUIO CAMOYYBCTBUS U CYObEKTUBHOMY YMEHbILIEHUIO TPe-
Mopa Ha ¢OoHe MPOBOAUMMON MMMYHOCYIIPECCUBHOM
Tepanuiu. JlaHHOe KIIMHNYeCKOe HAO/I0eH1 e ITO3BOJISIET
MPOAEMOHCTPUPOBATh POJIb TpeMoporpaduu Kak 1010~
HUTEJbHOI'O METOA JUATHOCTUKU ATOJIOrMYECKOTO Tpe-
MOpa 1 00bEKTUBHOI OLEHKHU AUHAMUKU TpeMoporpadu-
YeCKUX MoKa3aresieil Ha hoHe JIeUeHUsI.
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50mc/50ms 200 mkB /200 mkV

MocTypanbHbI Tpemop nocsie Harpy3ku Becom 500 r, yacToTta Apoxanusa — 10 T / Postural tremor after 500 g load, tremor frequency 10 Hz

Puc. 9. lTayuenmxa B. Jluaenos: snyeanonamus Xawumomo c 0e6romom 6 8ude nocmypanbHo2o mpemopa pyk. Tpemopocpagus, cpeouss amnaumyoa — 2,5 mx B.
1-ii kanan (cuneeo yeema) — 3anUCh I1eKMPOMUOSPAMMbL ¢ paseubamens Kucmu, 2-ii KaHaa (3e1eHoe0 usema) — co ccubamens Kucmu

Fig. 9. Patient V. Diagnosis: Hashimoto’s encephalopathy with a debut in the form of postural hand tremor. Tremorography, average amplitude 2.5 mkV.
The I¥ channel (blue) — recording an electromyogram from the wrist extensor, 2 channel (green) — recording from the wrist flexor

a Tpemop / Tremor
70
> 60
1S
g 50
2
&
= 40
[aa]
X
z 30
s}
=
3 20
I
g 10
=
0

N | LR P2 ] | ] ] 1 o ! i
0 2 4 6 8 1012141618 20 22 24 26 28 30
Yacrora, Iy / Frequency, Hz

6

Tpemop / Tremor
30

25

20

MouwHocTb, MKB / Power, mkV
v

— e e
0 2 4 6 8 1012 141618 20 22 24 26 28 30
YacroTa, 'y / Frequency, Hz

Puc. 10. ITayuenmra B. luaenos: snyearonamus Xawumomo ¢ de6romom 6 8ude nocmypanbro2o mpemopa pyk. Tpemopoepagus: a — wacmoma mpemo-
pa 0o Haepysku eecom — 9,5 Iy, cpednss amnaumyoa — 2,1 mxB; 6 — nocae Haepysku donoanumensroli maccoii 500 e vacmoma mpemopa U3MeHUAACh
Menee uem Ha 1 [y (3anuce Ha 8-il munyme uccaedoganus,)

Fig. 10. Patient V. Diagnosis: Hashimoto’s encephalopathy with a debut in the form of postural hand tremor. Tremorography: a — tremor frequency to a load
weighing 9.5 Hz, the average amplitude of 2.1 mkV; 6 — after loading with an additional mass of 500 g, the tremor frequency changed by less than 1 Hz

(recording on the 8" min of the study)

Ilcuxozennwiii mpemop

B auarHocTriKe CUXOreHHOTO TPEMOpa BaskKHYIO POJIb
WUTpaloT MPaBUIbHO COOpPAaHHBIA aHAMHE3, MJIUTEIbHOE
HaO0JII0AeHNE 3a MALIMEHTOM, a TAKXKE BbISIBIEHUE KIMHU-
YECKUX 0CODEHHOCTEM, MTOATBEPXKAAIOIIMX (DYHKLIMOHATIb-
HbII XapaKTep PacCTPOMCTBa, BKJIIOYAasi OCTPOE Hayajo,
CIIOHTAHHBIE PEMUCCUH, MTOJIOXUTEIbHBIN 3(hdeKT Ha mia-
1100, OTBIIEKAEMOCTh MalMeHTa (MCUe3HOBEHIE TPEMOpA IIPU
OTBJIEYEHUY BHUMAHMSI MALIMEHTA), HAJTMYUE «HEOOBIYHOTO»
TpeMopa, BO3HUKAIOILETO BO BCEX MOJOXEHMSIX KOHEYHO-
CTH, PE3UCTEHTHOCTb K JAECTBUIO OCHOBHBIX AHTUTPEMOP-
HBIX penapaToB [42, 43]. s moarBepXaeHUs GyHKIINO-
HaJIbHOTO XapaKTepa APOXaHUsI OIPaBIaHO IIPUMEHEHUE

3J1EKTPO(U3UOIOTMYECKUX METOIOB PErMCTPALIMK TPEMOpa
[44]. IyarHOCTMYECKMMU KPUTEPUSIMU (PYHKIIMOHATEHOTO
XapakTepa TPeMOpa, BbISIBISIEMbIMK Ha 3JIEKTPOMUOIPaAMME,
CUMTAIOTCST: 1) TOHMYeCKOe HaITpsKeHMe MBIIIIIBI 3a 300 Mc
JI0 PEruCcTpaluy TpemMopa; 2) BapuabelbHOCTh YaCTOThI
¥ aMITIUTYIBI TpeMopa (puc. 11a); 3) n3MeHeHMe mapaMeT-
POB TpeMoOpa B OTBET Ha Harpy3Ky BecoM (puc. 116); 4) us-
MEHEHMEe YaCTOThI TPEMOPA Ha UCCJIEAYyeMOIi CTOPOHE TP
BOCITPOU3BEICHUM PUTMA 3aJaHHOI YaCTOThI ITPOTHUBOIIO-
JIOXKHOM KOHEYHOCThIO; 5) 3HAYMTEIbHAS MEKMbIILICYHAS
KOT€PEeHTHOCTb IIPU ABYCTOPOHHEM TpEMODE; 6) U3MEHEHNE
PUCYHKa TpeMopa IIpy GPOCKOBbBIX ABIKEHUSIX ITPOTUBOITIO-
JIOXKHOM KOHEYHOCThIO; 7) OTBIeKaeMOCTh [27, 45, 46].
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Puc. 11. Ilayuenmka /1., 53 eoda. Jluaeno3: ncuxoeeHHwlil mpemop NOKOs 6epXHUX KoHeuHocmell. Tpemoepagus: a — eapuabeabHocms amnaumyosl u 4a-
cmombl mpemopa: uacmoma — 4,5 Iy, 7 [y; amnaumyoa — 0,7 mx B; 2,09 mx B; 7, 1 mx B; pecucmpupyemcs npepuléanue 31eKmpomuoepaguueckol aKkmue-
HOCIMU MbIUY, NPU 08UNICEHUAX 8 NPOMUBONOA0ICHOU KOHeuHOCmU (0MPe30K YKa3an Cmpeaxoil); 6 — oueHKa nocmypansHo20 mpemopa ¢ KOCHUMUGHOU Ha-
2pY3KOll, OmMeuaemcs U3y dabHblil peepecc mpemopa nokos, Komopblii noomeepicdaemcs Ha 21ekmpomuozpagpuu (3anuce Ha 9-ii Muryme uccae0o8anus).
1-ii kanan (cuneeo yeema) — 3anuUcs INEKMPOMUOSPAMMbL C pazeubamens Kucmu, 2-ii KaHan (3e1eHoeo ysema) — co ceubamens Kucmu

Fig. 11. Patient D., 53 years old. Diagnosis: psychogenic rest tremor of the upper extremities. Tremorography: a — clear variation in the amplitude and frequency
of tremor: frequency 4.5Hz; 7 Hz, amplitude 0.7 mkV; 2.09 mkV; 7.1 mkV; interruption of the electromyographic activity of the muscles during movements in
the opposite limb is recorded (the segment is indicated by the arrow); 6 —assessing postural tremor with cognitive load, visual regression of rest tremor is observed,
which is confirmed by electromyography (9" min study entry). The I* channel (blue) — recording an electromyogram from the wrist extensor, 2" channel
(green) — recording from the wrist flexor

C MoMOIIBIO TTOBEPXHOCTHOM JIEKTPOMHOTIPAMMBI  HAOJIOMASTCS M BEICOKOKOTEPEHTEH BO BCEl IIPOM3BOIBHOM
MOXHO THAarHOCTHPOBATh IIEPBUYHBIN OPTOCTATMUECKUIT  MYyCKyJatype Tena [48].
TpeMop. OPTOCTaTUIECKUIA TPEMOP OIPEAEIISIeTCS KaK U30-
JIMPOBaHHOE BBEICOKOYACTOTHOE mpoxanue (13—18 Iir), 3aknioyexue
KOTOpOE O00YCJIOBJICHO CYIIECTBOBAHWEM CIMHOTO IIEHT- Takum 06pa3oM, CyIIeCTBOBAaHIE OOJIBIITIOTO pa3HO-
panbHOrO reHepaTopa [47]. KnmnHndecku xapakTepusyeT- 00pa3usi BApuaHTOB TpeMOpa, OTCYTCTBUE B OOJIBIINH-
¢S HEYCTOMYMBOCTHIO B TTOJIOXKEHUHU CTOST (HO IIPAKTUIECKM  CTBE CIIyJaeB JJAOOPATOPHOTO M HEMPOBU3YaIM3allMOHHOTO
HUKOTIIAa — CUISI U JIeXKa), B TSLDKEJIBIX CITyJasX IIPU XOOp0e, MapKepOB MOTYT IPUBOAUTH K CIIydasiM TUIIep- U TUTIO-
MEJIKOAMIUTUTYIHBIM TPEMOPOM HOT CTOSI, KOTOPBIIA MOXKHO — JUArHOCTUKU JPOXATEJIbHBIX TUIIEPKUHE30B. B KauecTBe
MIPOTATBITPOBATh WIIM K€ YCIIBIIIATh XapaKTePHBIN «3ByK  TOIMOJHUTEIBHOTO MHCTPYMEHTAJBHOTO METOdA Auar-
BEpTOJICTa» CIBIIIAMBIA ITPX ayCKYJIbTAllMM MOPAaXXeHHBIX HOCTHUKM OIpaBOaHHO IIPMMEHEHNE METOI0B OOBEKTUB-
mbimn [31]. XapakTepHblii matrepH DMI-akTUBHOCTM  HOI olleHKU TpeMopa. CTOUT OTMETUTH TaKXKe PsIT JOC-
MBI BO3HUKAET B BEPTUKAIBPHOM MOJIOXKCHNM Tejla, M3- TOWHCTB OIMCAHHBIX METOOIMK — HEMHBA3WMBHOCTbD,
pelKka B TOPU3OHTAJIbHOM MPU TOHUYECKOW HArpy3ke [OOCTYMHOCTb, KPATKOBPEMEHHOCTb, OTCYTCTBUE CIIE-
Ha MBIIIIIIE HOL. YHUKAIBHOCT JAHHOTO CHHIPOMA COCTONT — ITUAJBHOM MOATOTOBKM M aOCOTIOTHBIX ITPOTHBOIIOKA-
B TOM, 9TO BBICOKOYACTOTHBIN (13—18 [i1) DMI-mratTepH  3aHWMIA.
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