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1. NoOJHH-

MaTbCA N0 NECTHHLE.
AbILWATh, NEXa

Ha ChHHe.

Moemy Bpayy npaBHAb-

HO NOCTaBHTb JHArHO3.

| Yro 3to Takoe?

BECE/BIE \
|SATALKH

3

3. MocTanoBKa Auar-

2. OnuH Bpay pyman,

Dpyroi pyman, yto CHpytolLiero HepsHo-

ato - MbiLLIEYHOr0

Hu ofiHH W3 fMarHo3os 3aHHMaeT B cpeaHem
NPaBHAbHbIM. , XOTA OHO J1HarHo-

Yr1o 3t0? CTHpYeTCA NpocTbiM

b-0-J1-E-3-Hb N-0-ME

TAXKENOE NPOTPECCUPYHOLLEE W YACTO ®ATAJIbHOE HENPOMbILLEYHOE
3ABOJIEBAHWE, KOTOPOE, HECMOTPAl HA IPKWE CUMITTOMDbI,
YACTO OCTAETCS HEAWATHOCTUPOBAHHBIM'

C
N7
(alglucosidase alfa)

MepBblit U eAMHCTBEHHLIA Npenapart ang nevenusa 6onesnu Momne,
KOTOPbIA MEHAET ECTECTBEHHOE TEYEHHe 3a60neBaHna 3a cyeT
YAYULIEHNA W NOAAepXaHUsa (DYHKLUNK MbILLIL, YTO NO3BONSET
nawueHTam BecTi 601ee aKkTMBHYH U NONHOLEHHYH XU3Hb23*

1. Hirschhorn R, Reusser AJ. Glycogen storage disease type II: acid-alpha-glucosidase (acid maltase) deficiency. In: Scriver C. Beaudet A, Sly W, et al. The metabolic and Molecular Bases of Inherited Disease.
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Huhopmauuga onda asmopos

YBamaembie Konneru!

Mpu opopmnenun crareii, HanpasnAembix B xypHan «HepBHo-
MbllLeYHble 6one3Hu», cnepyeT pyKoBOACTBOBATbCA 06HOBNEHHbIMY
npasunamu:

1. (7aTbA OMKHA ObITb NpeACTaBNeHa B INEKTPOHHOM BUZe (B 0TAENb-
HbIX (aiinax: TeKCT CTaTby CO CNUCKOM IUTEPATyPbl, TAONMLDI, rpaduku, pucyH-
Ku, NOANMCU K PUCYHKAM, pe3iome).

LWpudt —Times New Roman, 14 nyHkToB, uepe3 1,5 unTepsana. Bce ctpa-
HULbI JOMKHbI ObITb NPOHYMEPOBAHDI.

2. Ha nepBoii cTpaHuLie LOMKHO ObITb yKa3aHO: Ha3BaHMe CTaTby, UHULK-
anbl v Gamunun BCex aBTOPOB, MONHOE HA3BaHUE yupex/eHua (yupexaeHnii),
B KOTOPOM (KOTOpbIX) BbINOSIHEHa paboTa, ero (1X) NONHbIN ajpec ¢ ykasaHuem
NHAEKCA.

06a3aTenbHo yka3blBaeTca, B KAKOM yupexaeHun pabotaet Kaxzablil u3
aBTOPOB.

(ratba fomkHa ObITb MOAMMCAHA BCemMW aBTOpaMK. B KoHue cTatbu
LOMXHbI 6bITb 00943aTeNbHO YKa3aHbl KOHTaKTHble TenedoHbl, pabounii
apipec c ykasaHuem nHAeKca, GaKc, aapec INEKTPOHHOI NouThbl U da-
MUAKA, UMA, 0TYECTBO NONIHOCTbIO, 3AHUMaeMas JOMKHOCTb, yueHas
cTeneHb, yueHoe 3BaHMe aBTOpa (aBTOPOB), C KOTOPbIM pefaKuna byaet
BECTIN Nepenucky.

3. 06bem cTaTeil: OpUriHabHAA CTaTbA — He Honee 12 CTpaHuLL; onuca-
Hie OTAeNbHbIX HabNioZeHiA, 3aMeTKM 13 NpaKTUKI — He bonee 5 CTpaHuL;
0630p nuTepatypbl — He Gonee 20 CTpaHuL; KpaTKue COOBLIEHMA U NUCbMA
B peAaKLMI0 — 3 CTPaHMLbI.

CTpyKTypa OpUrMHaNbHOM CTaTbK: BBEJEHNE, MaTepUanbl 1 METOAbI,
pe3ynbratbl UCCIef0BaHNA 1 X 06CyKaeHNe, 3aKNtoueHue (BbIBOAI).

K cTatbaAm f0MmKHO BbITb NpUNoXKeHo pestome Ha pycckom A3bike, 0Tpa-
XaloLLee coiepXaHine paboTbl, C Ha3BaHWEM CTaTbu, GaMUAUAMY U MHULMaNE-
MM QBTOPOB, Ha3BaHNEM YUPEXAEHI; 1A OPUTHANIbHBIX CTaTeil — CTPYKTY-
pUpOBaHHOE pe3tome (BBeAEHNe, MaTepuanbl 1 MeTObI, pe3ynbTatbl U T.A.).
06bem pestome — 1500—5000 3HakoB ¢ npobenamu. Konnuectso KnioueBbIX
CNOB JI0MKHO cocTaBnATb o1 10 ao 50.

4. UnniocTpaTuBHbIIA MaTepuan:

+ Kaxablii unnlocTpaTuBHbLIA Matepuan JomxeH 6bITb NpUKpenseH oTaeNb-
HbIM daiinom.

« Qotorpadum JOMKHbI 6bITb KOHTPACTHBIMU; PUCYHKM, TPaduKK U Anarpam-
Mbl — YETKIMMU.

- OoTorpaduun npeaCTaBNAKTCA B OPUTUHANE AN B SNEKTPOHHOM BUZE B dop-
marte TIFF, JPG, CMYK ¢ pa3pewseHuem He metee 300 dpi (Touek Ha Aoiim).

« [padukm, cxembl 1 PUCYHKM BOMKHBI 6bITb NpeacTaBneHbl B Gpopmare EPS
Adobe Illustrator 7.0—10.0. Mpy HeBO3MOMHOCTM NpeACTaBAeHNA GaliNoB B AaH-
HOM QopMmaTe HeobXoANMO (BA3aTbCA C pefaKLyeii.

« Bce pucyHKm JomkHbI ObITb NPOHYMEPOBAHDI 1 CHabXKeHbI NOAPUCYHOUHBIMM
nognucamu. NMoANMCY K pUcyHKaM AAI0TCA Ha 0TAENbHOM IncTe. Ha pucyHKe ykasbl-
BAKOTCA «BEPX» U1 <HI3»; GParMeHTbI picyHKa 0603HaYaloTcA CTPOUHbIMI ByKBaMMU
pycckoro andauTa — «a», «6» 1 T. 4. Bce cokpalLeHna n 0603HaueHna, UCnonb3o-

BaHHbIE Ha PUCYHKE, A0MKHbI ObITb paciLndpoBaHbl B NOAPUCYHOUHOIA MOANMCH.
« Bce Tabnuwbl 0MKHbI ObITb NPOHYMEPOBaHBI, UMeTb Ha3BaHue. Bce cokpa-
LLeHNA PaclLMGPOBBIBAITCA B MPUMEYAHUM K TabnuLe.
« (CbINKM Ha TabANLIbI, PUCYHKM 1 AipyTie UANIOCTPATMBHbIE MaTepUanbl NpUBO-
AATCA B HAANEXALLMX MeCTax Mo TEKCTY CTaTbU B KPYbIX CKOOKaX, a UX pac-
Mo0XeHNe yKa3blBAeTCA aBTOPOM B BUAE KBAAPaTa Ha NOMAX CTaTbi C1eBa.

5. EanHunubl n3mepeHuii gatotca 8 CU.

Bce cokpawenua (abbpeBuatypbl) B TeKCTe CTaTbit AOMKHDBI ObITb NOAHO-
CTbl0 pacluimdpoBaHbl Npu Nepeom ynotpebneHuu. Mcnonb3osaHue HeobLue-
MPUHATBIX COKPaLLEHiT He JONyCKaeTCA.

Ha3BaHue reHoB MULIETCA KypCUBOM, Ha3BaHUe 0€NKOB — 0ObIYHBIM
wpugtom.

6. K cTatbe fomkeH ObITb NPUNOXEH CNUCOK LMTUPYeMOIi uTepaTypbl,
odopmneHHblii cnegyrowum 0bpazom:
« CMUCOK CCbINOK MPUBOAUTCA B MOPAAKE LUTUPOBAHUA. Bce UCTOUHMKM
LOMKHBI ObITb NPOHYMEPOBaHbI, @ X HYMepaLua — CTPOro CO0TBETCTBOBATb
HyMepaLyn B TekcTe cTaTby. (CbIKI Ha Heony6aNKOBaHHbIE paboTbl He Jony-
cKatotca.
« [1nA KaXAOro UCTOUHNKA HEOOXOAUMO YKa3aTb: GaMUANM U MHULMANbI aBTO-
poB (ecnu aBTOPOB Honee 4, yKasblBatTcA NepBble 3 aBTOPa, 3aTeM C(TaBUTCA
«A fip.» B PyCCKOM unm «et al.» — B aHIMIACKOM TeKcTe).
« lpu ccbinKe Ha cTaTby U3 XKYPHANOB YKa3bIBAIOT TAKXKe Ha3BaHMUe (TaTbi,
Ha3BaHIe XypHana, Fof, TOM, HOMep BbIMyCKa, CTPAHNLI.
« Tpu ccbinke Ha MOHOrpadum yka3biBaKOT TaKkXKe MONHOE Ha3BaHMe KHUTI,
MEeCTO U3f1aHNs, Ha3BaHUe U3[aTeNbCTBa, FOf U3AaHNA.
« Mpu ccoinke Ha aBTOpedepaThbl AnccepTaLmil yKa3blBalOT TakKe NOHOE Ha-
3BaHMe paboTbl, JOKTOPCKAA UAN KaHAMAATCKAA, Fofl 1 MeCTO U3AaHuA.
« [pu ccbinke Ha AaHHbIe, Nony4eHHble U3 IHTepHeTa, yKa3blBalT deKT-
POHHbIil aAPEC LUTUPYEMOro UCTOYHMKA.
« Bce CCbInKM Ha nuTepaTypHble MCTOUHMKN NeYaTaloTca apabckumi unppamu
B KBaZpaTHbIX ckobkax (Hanpumep, [5]).
« KonnuectBo uutupyembIx paboT: B OPUrMHANbHbIX CTATbAX KeNaTebHO He 6o-
nee 20—25 nCTOYHMKOB, B 0630pax nuTepaTypbl — He Gonee 60.

7. Mpencrasnexue B pefaKLyio paHee ony6AnKOBaHHbIX CTaTeil He fony-
CKAeTCA.

8. Bce (TaTby, B TOM UMCIIE NOATOTOB/EHHbIE ACTIMPaHTaMU U CONCKaTeNs-
MW yYeHoIi CTeneHu KaHAnAaTa HayK no pe3ynbTaTam C06CTBEHHbIX CCNe0Ba-
HUiA, NPUHMMAIOTCA K NeyaTy becnnaTHo.

(TaTbM, He COOTBETCTBYIOWME AAHHbIM TpebGoBaHUAM, K pac-
CMOTPEHUI0 He NPUHUMAIOTCA.

PaccmoTpeHue cTaTby 3aHUMaeT He MeHee 8 Hefienb.

Bce noctynarowyme craTbi peLieH3MpyOTCA.

MpucnanHbie MaTepuanbl 06paTHO He BO3BpaLLAlOTCA.

Pepakuua octaBnsAet 3a co60oii NpaBo Ha peAaKTMpOBaHKe (Ta-
Teil, NpeAcTaBNeHHbIX K ny6nukayuu.

ABTOpbI MOTYT NpUCbINATL CBOM MaTepuanbi Mo agpecy:
115478, MockBa, Kawwmpckoe wwocce, 24, ctp. 15, 0TBETCTBEHHOMY CeKpeTapio
www.neuromuscular.ru, e-mail:info@neuromuscularru
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ezl HEMIPOMOHUTOP

MOHUTOP UepebpanbHo GYHKLUMU C TAUCKPUH-gUCIEEM HA MOBUAbHOI TenexkKke

@ NPOCTOM U YAOEBHbI B UCNONIb30BAHUU

[ns Hayana MOHUTOPUHTIA AOCTAaTOYHO HANIOXKUTb

4 3neKTpoZa Ha ro/IoBy NauMeHTa U HaxaTb HECKOJIbKO
KHOMOK Ha aKpaHe npubopa. bharogaps uHtepoelicy
TAUYCKPUH NPMBOPOM MOXKHO yrnpasnsaTb 6e3 KnasmaTypsl
M MblLUM, NPOCTO KacasncCb NasbLem 3/1eMEHTOB
ynpaB/ieHUs Ha aKpaHe. Bcs cuctema pacnonaraercs

Ha MOBUIbHOW TeNeXKe C NaBHbIM XO40M, MO3TOMY
«HelpoMOHUTOP» MOXKHO /IerKO NepemecTuTb

M3 nanaTbl B NanaTy.

@ K/IMHUYECKOE NPUMEHEHUE

«HelipomoHUTOP» NpeAHa3HayYeH A1A AANTENIbHOTO
MOHUTOPMHIa ad3l, a TakXKe KOHTpOoAA
KapAMopecnmpaTopHbIX GYHKLMIA (LbIXaHWA, yPOBHSA
HaCbILLLEHWS KPOBU KUCNOPOAOM, 3NEKTPOKAPANOTPAMMbI).
Bnarogaps ynpoLeHHOM cucteMe perucTpaLmnm pesynbtat
NCCNefoBaHMA MOXET TPAKTOBaTbCA HEOHATON0rOM

6e3 yyacTus HeBpoora.

Kpome anarHocTMKM HapyweHuii LLHC y HOBOPOXKAEHHbIX,
«HelpoMOHUTOP» NCMOb3YeTCA ANA HEBPONOTUYECKUX
nccnen0BaHUI B3POC/bIX NAaLMEHTOB B OTAENEHUAX
peaHuMmaL My U MUHTEHCUBHOW Tepanuu.

B cnoKHbix cnyyaax « HempomoHnTOp»
TpaHchopmmpyeTca B NOIHOPYHKLMOHANbHbIM
8-KaHanbHbIN 3HUEedanorpad ANa AAUTENBHOTO

33l-BNAEOMOHUTOPUHTA: C pernctpaumen I3,
BMAEO0, 3BYKa, C OH/IANH-AETEKLMEN CNANKOB
N OCTPbIX BOJIH, C KAPTUPOBAHMEM U T. A.

ABTOMATHUYECKOE BbIAENEHUE
NATO/TIOTUHECKUX ad3r-MATTEPHOB

BblaeneHHble U KOAUPOBAHHbIE LLBETOM
naTtonornyeckme ad3M-naTTepHbl NPUOBPETaOT CTPOro
onpezeneHHyo Gopmy Npu HEKOTOPbIX HAPYLIEHUAX
AeATeNbHOCTU LeHTPaNbHOM HepPBHOM CUCTEMBI,

M UX CMOTYT MHTEPNPeTUPOBAaTb AaXKe HauMHatoWwue
Bpauu U meacecTpbl.

@ CUHXPOHHAA BUAEO3ANUCH

Bupeosanucb o6cnenoBaHNA BeAETCA CUHXPOHHO
¢ peructpauueii 33 n TpeHgos ad3rl, 3K, SpO,.

K Bugeosanmcm moxHO 06paTnTbCa ANA YyTOYHEHUA
AMarHo3a B CNOXHbIX Cy4anx, Koraa BM3yasabHas
WMHTepnpeTauma TPeHA0B AaeT HeOA4HO3HAYHbIe
pe3ynbraThbl.



HW3panue peruoHanbHoil o6uiecmeenHoil opranudayuu «<0bLULECTBO CMELHAJIMCTOB MO0 HEPBHO-MbILLEYHLIM BOJIE3HAM»

C 2011 roga »ypHan «HepBHO-MbiweYHble 60aE3HUY
BKJIoYeH B HayuHylo anekTpoHHylo 6ubnuoteky 1 Poccuii-
CKWil MHAEKC HayyHoro uuTupoBaHus (PUHL), umeer um-
nakT-cakrop.

C 2015 ropa xypHan «HepBHO-MbileyHble 6one3HN» 3ape-
ructpupoBaH B Elibrary, Ulrich's Periodical Directory, Re-
searchBible, AcademicKeys, iNeicon, BUHWUTW, PT'B, Crossref,
OCLC (Worldcat). Cratbu nHAEKCUPYIOTCA C NOMOLbIO Lnd-
posoro ngextudukaropa DOL.
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Current article provides an overview of the results of epidemiological studies of chronic inflammatory demyelinating polyneuropathy (CIDP)
in Russia and abroad. It is shown that the prevalence of CIDP is different in countries, due to the use of different diagnostic criteria. It should be
noted that the reliability of epidemiological prevalence and incidence is affected by difficulties of diagnosis of atypical forms of the disease.
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BsepeHue

XpOHNUYECKHE WMMYHOOIIOCPEIOBaHHBIC ITEMUEIH-
HU3HUPYIOIINE TTOJIMHEBPOIIaTUH BKITIOYAIOT B ce0sI Kirac-
CHYECKYI0 XPOHHMYECKYIO BOCITAIMTEIBHYIO IEeMUETH-
Hu3upylomyio mnoauHeBporatuio (XBII), mucraabHyIO
CEHCOPHYIO TTOJIMHEBPOTIATHIO, IIPHMOOPETCHHYIO MYJIBTH -
(okanbHy0 AEMUENTMHU3UPYIOLLYIO CEHCOPHO-MOTOPHYIO
HeBpomnaruio (cuHapoM JIstonca—CaMHepa) 1 MyIsTUdO-
KaJIbHYI0 MOTOPHYIO HelpomnaTuio [1].

XBJII1 — ayroumMMyHHOe 3a00J1€BaHIE, XapaKTepu3y-
foleecs IMopakeHNeM MHMEIMHOBOM 000JI0UKHU TTepude-
pryeckux HepBoB [2—10]. Ha momro XBIT npuxomutcst
npumMepHo 20—50 % HenMarHOCTUPOBAHHBIX ITOJIMHEBPO-
matuii [11, 12]. XBAIT saBaseTcs mpruoOpeTeHHOM HEBPO-
IMaTheit, B pa3BUTHHM KOTOPOI OOJIBIIOE 3HAYCHUE UMEIOT
W3MEHEHUSI TMMYHOJIOTMYECKOI peaKTUBHOCTH OPTaHM3-
Ma ¥ BO3HMKHOBEHHE ayTOMMMYHHOTO IIpoliecca [3, 8,

13—20]. Ho cux nop crneunduueckne aHTUTEHBI, TTPOBO-
LUPYIONINE TIPOIeCC AeMUSTMHN3AINY, He UICHTU(DUIIN-
poBaHbI. [1o TaHHBIM OTEUECTBEHHBIX U 3apyOCKHBIX aB-
TOpOB [21—23], Tpu IpoBeAeHNY TTOJTUMEPA3HOM LIETTHOM
peaxy 1 UMMYHO(hEPMEHTHOTO aHaJi3a Ha HEHPOTPOII-
HBIC BHUPYCHI cemelictBa Herpes viridae y TIallIeHTOB
¢ XBII B 45 % cnyuasx BepudulLipoBaHa XpOHUYECKasI
BUpYCHasT MH(QEKINSA, BbI3BAaHHAs BUPYCOM IIPOCTOTO
reprieca 1-ro tuna (BIII-1), B 4,5 % ciy4yaeB — uToMera-
noBupycHast mHbekums (LIMB) 1 nHdekmst, BEI3BaHHAS
pupycoM OmmreitHa—Bapp (BOB), B 13,6 % ciy4aes
BoisiBIIeHO codetaHue BIIT-1 u BOb u B9 % — couetanue
LIMB u BOb. INoguepkuBaeTtcst ocobast poiab BOb B peanu-
3alK ayTOUMMYHHOTO Tiporiecca. B pa6orax C.A. Thornton
u coaBT. [24] u A.l. Bhigjee [25] moka3ana cBsi3b XBJII1T
y XuTesaei ahpruKaHCKOTO KOHTUHEHTA C BUpyCaMU MM-
MmyHoxeduinTa yenropeka (BUY).
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Knnanueckne ¢popmbel XB/IT BKIIIo9aloT TUITMYHEIE
(kimaccmueckast (popma) M aTUNIMYHBIE BapuaHTHL. K 110-
CJICITHUM OTHOCSITCSI:

* cunapoM JIptonca—CamHepa (TprodpeTeHHAs MyJTb-
T OKATbHASI IEMUETMHU3NPYIOIIAst CEHCOPHO-MOTOPHAST
HEBPOIATHUS);

* TIpMOOpEeTeHHAS TUCTAIbHAS TeMUETMHU3NPYIOIIAsT
CEHCOpHas HEBPOIIATHS;

* doxkanbHBIE DOPMBI (C BOBJICYCHHEM ILICYEBOTO
WJIM MOSICHUYHO-KPECTLIOBOTO CIJIETEHUM UM C TTopaxKe-
HHEM OTHOTO MJIM HECKOJIBKUX MeprdeprnIecKX HEPBOB
BEPXHUX W HIDKHUX KOHEYHOCTEM);

* YMCTO MOTOPHBIC (DOPMBI;

* YHCTO CEHCOPHBIC (hOPMBI (BKITIOYAS] XPOHUIECCKYIO
MMMYHHYIO CCHCOPHYIO TTOJIMPAINKYIOHEBPOIIATHIO C IIEHT-
paJbHBIM BO3IEHCTBIEM Ha IIPOIIECCHI B IIEPBUYHOM CEH-
COpPHOM HeiipoHne) [26—31].

Cunnpom JIstonca—CaMHepa 1 TUCTATTBHYIO CEHCOP-
HyI0 (hOPMY OTHOCST KaK K OTICIbHOIM KaTeTOPUH XPOHM -
YeCKUX UIMMYHOOIIOCPEI0BAHHBIX IeMUCTIMHU3UPYIOIITIX
noJMHelponatuii [1], Tak U K aTMIMUYHBIM (opMam
XBIIT [27]. Knmanuyeckue TposIBIIeHUS KJIaCCUYECKOM
XBJIIT xapakTepu3yoTcs OTHOCUTEIbHO CUMMETPUYHBIMU
IUCTAIBHBIMU TTape3aMUy ¢ HapyIlIeHUEM YyBCTBUTEILHO-
CTH B OWCTAJbHBIX OTIEaX KOHEYHOCTEH M CHIDKCHUEM
rryookux pedirekcon. [Tpun XBJIT ¢ mopaxkeHreM HEpB-
HBIX KOPEIIIKOB MOTYT OBITh U IIPOKCHUMAJIBHBIC ITape3bl
[26, 32—35].

3ab6onesaemocmb u pacnpocmpaxesiocmb XB/N

XBII BcTpeuaeTcst Kak y B3pPOCHbIX, TaK U y AETEH.
CpenHuii Bo3pacT Hadaja 3a0ojieBaHUSI — 0KoJjio 50 JieT.
PacnipoctpanenHocts XB/II1 cpenu B3pocibix cocTaBiisi-
er 1,0-1,9 ma 100 TBIC. YeOBeK. B Bo3pacTHOI rpyriie
0—9 ner gyacrota cirydaeB Obl1a 0,23 Ha 100 ThIC., a B Tpym-
e 10—19 net — 0,48. [1pu aHANMM3€e BO3PACTHOTO pacipe-
neneHus pacrpoctpaHeHHocTh X B/IIT B smoHCKOI morty-
JIuMu OblIa caepytomeii: B rpymre ot 0 1o 15 et — 0,06,
B Bo3pacte 15—55 net — 0,4 u cpeay imi 55 et u ctap-
me — 0,73 Ha 100 ToIC. [33]. OmcaHbI cIydyan KOHTeHU-
TanbHOU [34] n HeoHatansHOM XB/IIT [35, 36]. Pacnpo-
crpaHeHHocTb XBJIIT B 1ietoMm coctaBisgeT ot 1 1o 8§—9
Ha 100 Teic. OGBIYHO MY>KUYMHBI 3200JI€BAIOT B 2 pa3a yalie
[10, 12, 13, 33, 37—43].

Hamu mpoaHanmm3mpoBaHBI SMHICMHUOJIOTUYECKIE
ucciaenoBanust XB/II1, mpoBeneHHbIe B cTpaHax EBpornbl
(Aurmmst, Utamst, Hopserust), bmmkaero Bocroka (Eru-
ret, OmaHn), Asrarcko-TuxookeaHckoro pernoHa (Mamms,
TaitBanb, Simonmst), CeBepHoii (CIIA, Mekcuka) u FOx-
Hoit Amepuku (bpasunus), Asctpanuu, Appuku (KOAP,
3umb6abBe).

Haubonee moaHbIe McCIem0BaHNS OBLIN ITPOBEACHBI
B EBporne. OnHo 13 uccnenoBanmii snuaemuonorui XBITT
npoBeneHo Ha ceBepe Mrtanum — IlbemoHTe M Banie
m’Aocta [38]. O61Iast YUCIEHHOCTb HAaceJIeHUS 00CIIeIy-
eMmoro permoHa coctaBuiia 4 334225 yen. O6mmii Koad-

puLMeHT pacnpocTpaHeHHOCTH cocTaBui 3,58 Ha 100
ThIC. HaceseHus (95 % noseputebHbIN MHTEpBa ([1N)
3,02—4,20). CpegHerogoBoil TeMI 3a00JI€Ba€MOCTH J10-
cruran 0,36 Ha 100 Teic. Hacenenus (95 % AU 0,29—
0,44), cooTHoIIeHWE MYXYMH M KEHIIUH COCTABUIIO
2,3:1. B 14 ciiygasix otmeuero couetanue XBJIIT ¢ caxap-
HBIM guabetom [38, 40].

B 1995 1. mpoBoaMIIN STTHUAEMHUOJIOTUYECKIE UCCTICIO-
BaHust XB/IIT B 1oro-BoCTOYHOM AHTIJINM C OXBATOM 4 pe-
ruoHoB TeM3sl ¢ 001eit momyssiumeit 14049 850 yen. Oc-
HOBHOH moKazareiab pacnpoctpaHeHHoctu XBJII
coctaBui 0,67 Ha 100 Teic. HacenaeHus (auana3zoH 0,46—
1,24 ua 100 TwIC.) [41]. Pacmpocrpanennocts XBII
B 1oro-BocTtouHOl yact O0beamHeHHOT0 KopomeBcTBa
Benukooputanun n CeBepHoit Mpmanaum Kojebaiach
ot 1 mo 7,1 va 100 ToIC. [41, 42, 44, 45].

B 2008 r. 3aBepmImMINCh MCCIEOOBAHUS PacHpo-
cTpaHeHHocTH UM 3aboneBaeMoctu XBJ/IIT B rpadcrBax
Benukooputanuu Jlectepump u PatieHn ¢ HaceleHUueM
963 600 uen. Mcrnosb3yst KIIMHUYECKUE U DJIEKTPODU3UO0-
JIOTUIEeCKNEe KPUTEPUN TUaTHOCTHKHU EBpomeiickoii ¢e-
nepaunu HeBposjorndeckux obmects (EFNS), BeissBrm
pacripoctpaHeHHOCTE 4,77 Ha 100 TeIC. (95 % AU 3,49—
6,37). I1pu npuMeHeHUU KpUTepreB AMEPUKAHCKOM aKa-
memuu HeBposiornn (AAN) 3TOT IoKasaTeilb COCTAaBWII
1,97 Ha 100 ThIC. B 3TOM Xe rpyiie HaceiaeHus (95 % AU
1,19—3,08). Cunmpom JIrtonca—CamMHepa OBLT IHArHO-
ctupoBaH y 15,2 % GonbHBIX, a 23,9 % MMean 41CTO CEH-
copHoe Havasio. CpemgHerogoBast 3a001eBaeMOCTb 3a 3 To-
nma cocrauia 0,70 Ha 100 ThIC. B TOII C MCITOJIb30BaHUEM
kpurepueB EFNS (95 % 1N 0,43—1,08) u 0,35 na 100 ThIC.
B roJ C ucronb3oBaHueMm kpurepueB AAN (95 % AU
0,17—0,64). Takum oGpa3om, kpurepuud AAN MOryT He-
JIOOIIEHMBATh PAaCIIPOCTPAHEHHOCTh M 3a00JIeBAEMOCTD.
Kpurepun EFNS ob6ecrieunBalor 60j1ee BBICOKYIO JUaTHO-
CTUYECKYIO YYBCTBUTEIIBHOCTD M UMEIOT OOJIBIITYIO KITMHH-
yecKylo 3HauMMocTh [18]. Bo3pacT Havama ObuT cTapiie
y mun ¢ XBIIT (70—79 neT), 94eM y HalleHTOB ¢ MYJIBTH -
doxkanpHOIT MOTOpHOI HeipomaTueir (50—59 mer) [27,
46—49].

Hopsexckue rcciiemoBaTed BRISIBIIIM MaKCUMaThb-
HBII ypOBeHb pacripocTpaHeHHocty XBIII: 7,7 nHa 100
TBIC. HaceseHus [12, 42]. DTo MOXHO OOBSICHUTD UCITOJIb-
30BaHUEM Pa3TNYHBIX KPUTEPUEB BKIIOUCHMS/ MCKITIOUE -
HUsI, 3JEKTpoauarHOoCTUKU [49], a Takke HeOOIBIION
YUCJICHHOCTbIO MccienoBaHHOW momynsuuu (155464
yeJ.). Tak, B uccnegoBaHuu pacrpocrpaneHHoct XBI I
cpenu HacelaeHMsT BenmkoOpuTaHNM BKIIFOYAINCH TTAIld-
€HThl C MYJIbTU(OKAJIBLHOW MOTOPHOM HeWpomaTtuei,
XOTsI OBIIM MCKJTIOYEHBI T€, Y KOTO BBISIBIISUICS ITaparpo-
TeuH [41].

B Erurnre 661710 006caenoBaHo 42223 ye., IpoXUBa-
IOLLMX B IIPOBUHLMK AChIOT, 13 HuX 13288 (31,5 %) nauu-
€HTOB U3 ropoacKoii 1 28935 (68,5 %) 13 cenbCKOM MeCT-
HoctH. PacmipocTpanenHocTs cuHapoma [itena—bappe
(CI'b) m XBAII cocraBmra 12 Ha 100 ThIC. HaceleHUS.
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JlaHHOe McciemoBaHre ITOKa3aa0 BEICOKYIO pacIipocTpa-
HEHHOCTH TTeprheprIeCKNX HEBPOIATUIA cpeIr Hacele-
Hug Erunra, mpudem BhILIE B ceJIbCKOI MecTHOCTH [50].

B mpocnekTuBHOM wuccienoBaHuM c sHBaps 1992
o pexa6bpsb 2000 . mpoBeneHa OLleHKa AETEH C OCTPHIMU
BSUTBIMU TTapaInIaMy B TIOJIMKJIMHUKE 1 HeMpopU310I0-
TUIEeCKOi TabopaToOpru TPy YHUBEPCUTETCKOM TOCITHTA-
e Cynran Kabyc B Omane. U3 82 meteii ¢ OCTpBIMU BSI-
abpiMu mapaiaudamu goasi CI'B cocraBuna 45,1 %,
XBAIT - 6,1 % [51].

Cpenu crtpaH A3MaTCKO- TMXOOKEaHCKOTO permoHa
SIUACMUAOIOTHUECKIE MCCICA0BAHUS OBUIM ITPOBEICHBI
B Muouu, TaiiBane u Snoxnuu. I1pocrieKTMBHOE UCCIen0-
BaHMe B 2 KPYITHBIX 6ombHMIIAaX KambKyTTHI, caMoOro 60Jib-
IIIOTO TOPOJIa B BOCTOUHOI YacT MHIMM, C 11eTbIO BBISIC-
HEHMS CIIeKTpa IeprdeprndecKUX HEBPOIATUIl C WIOHS
1998 o sstHBapp 2003 1., BKIIOYMIIO U3ydeHHe 225 malm-
€HTOB. B OCHOBHOM 3TO OB MYKYWHBI Ha 4-M IECSATH-
Jietyn XXu3HU. Cpenr OCHOBHBIX TPUIKH BhIsiBJIeHB CI'B,
caxapusrit mnadet n XBIAII [52—54].

C urons 1988 o uroHp 1989 1. B 5 HEBPOIOTMYIECKUX
meHTpax TaliBaHS aHAJIM3WUPOBAIU STHOJIOTUIO IIOJH-
HeBpomnartuii y 520 6ombHBIX. BocanmtenbHbBIE TTOMHEBPO-
natuy ObUIM OMArHOCTUMPOBaHbI B 34 ciydasx (6,53 %),
B ToM unciie y 21 mammenra ¢ CI'b m 13 maumeHTOB
¢ XBJIT [52].

B Teuenme 1988—1992 1. B mpedexrype ToTropu
(AmoHMA) MccaemoBaar 4acTOTY BOCIIAIUTEIFHBIX HEBPO-
JIOTHIECKUX U HEPBHO-MBIIIICYHBIX 3a00JI¢BaHUI, B TOM
ynuciae CI'b, XBIAII. Exerognas 3aboneBaemocts CI'b
cocraBuia 1,14 Ha 100 Teic. HaceneHus [54]. g xapak-
TEPUCTUKU 3MUIeMUOJIOrndeckux ocooeHHocreir XBJII1
y SIITOHCKOTO HACEJICHMSI TIPOBEIM OOIICHAIIMOHAIBHYIO
OLICHKY MOKa3aTeJIeil pacIpoCcTpaHeHHOCTH 1 3a00JIeBac-
MocTH B AmoHun. YpoBeHb pacipoCTpaHEHHOCTH COCTa-
Bui 1,61 Ha 100 Thic. B 0OLLEH YMCIEHHOCTU HACEIEHUSI,
2,01 y my>xurH 1 1,23 y XXeHIIWH. 3aBUCUMbIE OT Bo3pacTa
nokasaTem pacrnpocTtpaHeHHocT Obutn 0,23 y nmereit
u 1ToapocTKoB (< 15 ster), 1,50 y MOJIOABIX M JIUII CPETHETO
Bo3pacrta (15—55 ner) m 2,31 y moxxumbIx jromeit (> 55 ner).
TeMmbl pacIpocTpaHEHHOCTH B 3aBUCHMMOCTH OT I10JIa
1 Bo3pacTta obin 0,22 y MmyxxunH 1 0,24 y XeHIIUH MO/~
pPOCTKOBOTO Bo3pacTta, 1,81 y MmyxxuuH u 1,19 y XeHIIUH
MoJIozoro Bospacra, 3,12 y Mmyxund u 1,64 y XKeHIIUH
MTOXMJIOTO Bo3pacTa. [omoBoii mokasaresb 3a00ieBacMO-
ctv 0611 0,48 Ha 100 ThIC. B OOIIIEH YMCIEHHOCTH Hacelle-
Hus: 0,58 y myxunH u 0,38 y XKeHIITUH. 3aBUCUMOCTD T10-
Kazaressi 3abojieBaeMOCTU OT Bo3pacTa coctaBuia 0,06
i1 HecoBepieHHoneTHnX, 0,40 y momoapbix u 0,73 y mo-
KWJIBIX JTIofeil. 3aBUCMMOCTD 3a00J1€Ba€MOCTH OT IT0JIa
u Bo3pacta 6nuta 0,05 y Mmy>xunH u 0,08 y XXeHIIIMH MO~
pocTkoBoro Bo3pacTta, 0,50 y myxxuuH u 0,30 y XeHIIUH
Mojionoro Bo3pacta u 0,93 y myxxuuH u 0,58 y >KeHIINH
MoxXwuyI0#1 rpyrmbl. O6a ImoKasaTes pacIpoCTPaHEHHOCTH
1 3200JIeBacMOCTH OBUTM OYE€HB ITOXOKHM BO BCEX 8 Teorpa-
¢HUIecKNX 00JIACTSIX — OT CEBEPHBIX IO I0XHBIX PailOHOB

Snonun. Takum o6pa3omM, paclpoCcTpaHEHHOCTh U 3a00-
neBaeMocTb X B/II1 B ilmoHMM ObLUIM COMMOCTaBUMBI C aHA-
JIOTMYHBIMM TTOKA3aTeJISIMU €BPOITECKOro HaceaeHus |39,
54].

ITono6HbIe uccnemoBanus snuaeMmuosiorun XBIIT
o6bu1M TipoBeneHbl 1 B Onmcren KaynTu (tntat MuHHeco-
ta, CIIIA), B Xome aHaIM3a OIpee/ieHa YacToTa (B Iepu-
or ¢ 1982 mo 2001 ) m pacipoCcTpaHEHHOCTD 3a00JICBAHMS
(c 1 sgnaBaps 2000 ). CpemgHuii BO3pacT MAalMEHTOB
¢ XBII coctaBuia 58 et (auamna3od 4—83 roma) ¢ Meau-
aHO TIPONOKUTEIFHOCTY 3a00JIeBaHUSI HA MOMEHT T10-
cTaHOBKU auarHo3a 10 mec (auanasoH 2—64 mec). 3a60-
neBaemocTh XBJ/IIT coctasuna 1,6 Ha 100 TIC. HacereHUs
B ron. Pacnpoctpanennocts XBIIT — 8,9 na 100 ThIC.
Ha 1 suBaps 2000 . Yactora XB/IIT aHanornyHa yactoTe
OCTPOI BOCITAJIMTEIBHOM IeMUCIMHNU3NPYIOLIEH TTOTHpa-
JINKYJIOHEBPOIIAaTUH B TOM e rmonyistunu [40].

B MexkcukanckoM 1ieHTpe B 1995—2005 IT. mipoBenu
PETPOCIIEKTUBHOE McceaoBanmne 26 nauneHTos ¢ XB/IT:
12 (46,15 %) myxunn u 14 (53,84 %) XeHIIMH B BO3pacTe
ot 15 no 71 roma (40,17 £ 15,7 roma). XBIII B 20,8 %
CIyJaeB acCOLIMHUPOBAJIach ¢ APYTUMU ayTOMMMYHHBIMU
3abojieBaHUSIMU [53].

B Yausepcutere Can-Ilaono (bpa3unust) mpoaHamm-
3UPOBAHO KauecTBO Xu3HU manueHToB ¢ XB/II. B uccre-
nmoBaHue Oblm BKmioueH 41 mamment ¢ XBJII, u3 Hux
63,4 % MyxuuH, cpenHuil Bo3pacT coctaBui 50,6 roaa,
rnpu 3ToM 39 % MalueHTOB HyXAaJUCh B IIOMOILM B I10-
BCEIHEBHOM Xu3Hu [31].

B ABctpanuu B nepuox ¢ 1980 mmo 1984 1. mpoBeacH
ananmu3 ciydaeB CI'b u XB/I1. beuto BeIsiBIIeHo 110 ma-
LIMEHTOB, €KETOMHBIN POCT 3a00JIEBAEMOCTH CPEIM B3PO-
cnoro HaceneHusa coctaBwmwi 0,9 Ha 100 teic. CooTHOIIE-
HUe MyX4uH 1 XeHmuH — 1,3:1. B 90 % cny4aeB Oblau
3apEeTUCTPUPOBAHBI BRIPAXKCHHBIC N3MEHEHUS TP TIPO-
BEIEHUN HENPOGU3NOIOTMYECKAX UCCaeaoBaHuii [56].
Pacnpoctpanennocts XBJIII, olieHeHHast MO DaHHBIM
OOJIBIIION ITOMYJISILINY B3POCIBIX B ABCTpaIN, COCTaBIISI-
er 1,0-1,9 Ha 100 ThIC. YenOBeK. B rpyrmme manneHTOB
nmo 20 net maHHBI noka3zatenb ObuT Hrke: 0,48 Ha 100
ThIC. [33].

B cTtpanax AdpuKu McciIenoBaHUS Kacaauch U3yde-
HUSI CBSI3U JU3UMMYHHBIX noauHeBponatuii ¢ BUY. Tak,
B OosbHMIIaX B Xapape (3umM06abBe) U3yUMIN KJIMHIIC-
ckue ocobenHoct BUY y 32 B3pochbIX ¢ BOCHATUTETb-
HBIMHA JeMUCTUHU3NPYIOIMIUMU TTOJIMHEBPOIIATUSIMU: 29
o6onpHBIX UMenu CI'b, 3 maunenta — XB/II1. 13 29 na-
uneHToB ¢ CI'b 16 (55 %) 6t BUY-ceporno3uTuBHbI-
MU, OTMevayiach 6ojee Bricokast yactota BUY-uHbek-
LIMH, YeM CpeIr JOHOPOB KPOBHU, 00CIeIOBAHHBIX CpEIU
HaceJieHUs, 00CIy>KMBaeMOro 3TuMu 6ojbHuLIaMu. [1a-
mueHTsl ¢ XB/IT 6pmn BUY-cepoHeratuBHBEIMU [24].
IOxHas Abpuka nipeacTaBisieT cO00# SIMUIICHTP pacTy-
mwei sanugemuun BUY B mMupe, B Tom uucine Ksasymy-
Hartan, ompa n3 9 mpoBuniuit FOAP. Ilo omeHKaM,
13 5300000 gyenosek, naumupoBanHbelx BUY B FOxHOiT
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Adpuke, 1200000 mpoxuBaioT B TpoBMHLIMKA KBa3ymy-
Hatan. Cpenu mopaxeHuii niepudeprdecKoil HepBHOM
cuctembl y BUU-unguumpoBannbix rmpeobdiamaior CI'b,
XBAII [25].

ITo nanabiM H.A. CyItoHeBOI, pacipoCTpaHEHHOCTh
XB/IT B P® — B ipenenax 1—3 Ha 100 TwIC. wen. [13, 14,
57]. B Cubupu, corinacHo pe3yiabTaTaM HCCIIeTOBaHWIA
E.A. KantumupoBoii (Ha mpuMepe 3ATO 2KenesHoropck
KpacHospckoro kpast), pactipoctpaneHHocTh CI'B cocra-
pwia 1,16 Ha 100 Teic., XB/ATI1, BKITIOYast TpeNMYyIIECTBEHHO
ceHcopHyIo opMy, — 25,5 Ha 100 TBIC. B3pOCIOTO Hace-
nenwms [21, 22]. 1o maHHBIM 3TOI pabOTHI, pacIpocTpa-
HeHHocTh XB/II1 B KpacHosipckoM Kpae mpeBhIIIaeT pa-
Hee OIMMCaHHbIe TTOKAa3aTeIu.

B Tabauiie ipeacTaBiaeHB CBOTHBIC JaHHBIC STTHIIC-
MHMOJIOTUYECKNX HCCICAOBAHUNA B pa3HBIX peTHMOHAX
mupa. Kak BUIHO M3 TaOIUIIBI, paclpOCTpaHEHHOCTD
XBAII pasnuuaercs: Hambosiee BBICOKME ITOKa3aTelu
B CubupckoM pernone Poccun, Erunrte, CIIIA. Cambie

HHN3KUEC IT0KA3aTCJIN 3apE€IruCTpUupOBaHbl B Snonuu u AB-
CTpaJnu.

3arniouenue

PacnpoctpanenHocts X B I1 3HaUnTE IbHO BApbUPYET
ot 1,0 mo 25,5 Ha 100 ThIC., YTO BO MHOTOM 3aBHCUT OT JU-
3aifHa IMIPOBOAMMOTO SITUAESMHUOIOTNISCKOTO UCCIeI0Ba-
HUs (110 00pallaeMOCTH, CIUIONIHOE). Takke TaKoi pas-
Opoc B TIIOKa3aTeIsIX pPacIIpPOCTPAHEHHOCTH MOXHO
OOBSICHUTh PAa3HBIMU TOAXOJAMU K BBIOOPDY KPUTEPUEB
IUarHOCTUKH, HEMOCTATOYHBIM YIETOM ITALIMEHTOB C aTH-
nuyHbIMU popmamu XBJIIT (BKITIoUasi Y4UCTO CEHCOPHbBIE
(opmeI), 9TO TPEOYET COBEPIICHCTBOBAHMS TUATHOCTUKI
IUIST TIOJMYYeHMsST 0oJjiee TOYHBIX SIUIAESMHMOJIOTHISCKUIX
cBeneHmit. OTmpeneJIcHHBIN BKJIAA B PACIIPOCTPAaHEHHOCTD
XB/IT BHOCAT KJIIMMaToreorpauiyecKrie yCJIOBusl, a TaK-
Ke BIMSTHYE MH(MEKIIMOHHBIX arTeHTOB (BUPYCOB CEMEICT-
Ba Herpes viridae, BUY). 3abojeBaHune BCTpedyaeTcs
BO BCEX BO3PACTHBIX IPYIIIAX, YaIlle CPSIN MYKUMH.

Inudemuonoeus XpoHu4eckoll 60CnaIumenvHoll OeMueauHU3UpYIowell NOAUHe8pPOnamul @ Mupe

Crpana, peruon Ipynna nacenenus

B o061ueit nomynsgum

. 0—15 et
Asunarcko-TuxookeaHCKUi
€rMoH, Ha IpuMepe Anonnmn
g Lt 15-55 et
> 55 ner

OOG111ast MOy
ABcTpanusi 0-9 ner
10—19 ner

bavxuauit Boctok Ha mpumepe
puMep OO6111ast MOMyJISLMS

Erunra
EBpoma:

OOG111ast MOy
AHTIAS

OO011as nomyJssuus
Hranus OO011as MmomyJsuus
Hopserus OO6111ast MOMyJISLMS

OOG111ast MOy
Poccust Cubups, Ha mpumepe 3ATO

KenesHoropck,
KpacHosipckuii Kpaii

CIIA OO6111ast MOMyJIsSLKs

e (o 100 i) Aoy
1,61
BT lijima M., Koike H., Hattori N. et al., 2008; Kusumi
0.40 M. et al., 1995
0,73
1,0-1,9
0,23 McLeod et. al., 1999
0,48
12 Kandil M.R., Darwish E.S., Khedr E.M. et al., 2012
4,18
0,67 Lunn M.P,, Manji H., Choudhary P.P. et al., 1999
477 Mqhdi-Rogers M_., Hughes R_.A.C., 2014,
’ Rajabally Y.A., Nicolas G., Piéret E et al., 2009
358 Chio A., Cocito D., Bottacchi E. et al., 2007; Laughlin
’ R., Dyck P, Melton L. et al., 2009
77 Lupn M.P, Manj? H., Chouqhary PP etal., 1999;
> Rajabally Y.A., Nicolas G., Piéret E et al.,2009
1-3 Cynonesa H.A. u coasr., 2007, 2013
25,5 [IHaitnep H.A., Kantumuposa E.A., 2009, 2011
8,9 Laughlin R., Dyck P., Melton L. et al., 2009
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JnexmpomMuorpatuyeckue cmaauu ageHepsaluoHHo-peuHHepBayluoHHOro
npouecca npu HepBHO-MbIWIEYHbIX 00Ne3HAX: HeodXoaUMOCMb peBu3sul

C.C. Hugurun
HHUH obweit namonoeuu u namoghuzuonoeuu,; Poccus, 125315, Mockea, ya. barmuiickas, 8

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

Anaauz napamempoe nomenyuanos dgueamenvhvix edunuy (ILE), pecucmpupyemvix ueosvuamoimu 31eKmpooamu, 1643emcs KAo4om
K NOHUMGHUIO U3MeHeHUil 08ueamenbHblx eOUHUL, NPU PA3HbIX HEPEHO-MblUleuHbIX Oone3Hsx. OmeuecmeeHHas KAacCupuKayus usmeHe Uil
IIJIE no cmadusm denepsayuonto-peunHepsayuonto2o npovecca (IMIC-JIPII) ocnosana na anaaruse pe3yiomamos 006cae008aHus na-
YUEHMO08 € MUOLCHHbIMU, CUHANMUMECKUMU, HeUPOLEHHbIMU U HeLIPDOHANbHbIMU YPOBHIMU nopadcerus. B cmamoe o6cyxcoaromes npuuunst
noseaeHus munuuHoix u amunuunslx TJE manoii drumenasnocmu, CHUNCEHHOL U NOGbIUEHHOU AMIAUMYObl, PACCMAMPUBAIOMCS 83AUMHO
00noAHsIEMble Pe3yIbMAMbl OUEHKU MbLULEYHbIX OGUONMAMO8 U OHHbIE HELPODU3UOA0SUHECK020 AHANU3A NAOWHOCHIU MbIUEHHBIX 60A0KOH U Ma-
Kpo-IOMT npu nepeutHO-MblueHHbIX NOPANCEHUSX U NAMOA02UU HEPEHO-MblledHOl nepedayu. Omcymcemeue NepeuHo HelpoeeHHbIX U3MeHeHUl,
noomeepicoeHHoe pe3yabmamami aHAAU3A NAOMHOCHU MbIUUEUHbIX 80410KOH U Makpo-IMT, npu eocnarumensvHbix U HeOCHAUMENbHBIX 60ne3-
HSIX MblUUY, Namoaoeull HepeHO-MbluleyHOU nepedayu deaaem Hego3MoxcHbIM uchoavzoeanue IMITC-JIPII das ouenku 0anHbiX yposHell nopa-
acenus. Konyenyus IMIC-ZPII moxcem 6bimb UCHOAb308aHA AUUD NPU HEBPUMUMECKOM U HEUPOHANLHOM YPOGHSIX NOPANCEHUS, N0360155 OUe-
HUBaMb UsMeHeHUe 00semMa KOMNEHCAMOPHOLL UHHEPBAYUU, HO NPU SMOM He Ompadcaem 3peKmueHocmu peuHHepeayuL.

Karouesvie caosa: denepseayusi mvliuy, peuHHePEayUs Moll, NOMEHUUANbl 08UAMEAbHBIX eOUHUY, 08U2aMeNbHAs eOUHUYA, FNeKMPOMUO-
epapuueckue memoowt, anexkmpomuoepagus (OMI), konyenmpuueckue ueonvuamoie 31eKmpoobl, MUONAMUSL, BOCHAAUMENbHASL MUONAMUSL,
noaumuozum, muacmerus, cuHopom Jlambepma — Umona, napywenue HepHO-MbluleuHoll nepedauu, 601e3Hb MOMOHEUPOHA, NIOMHOCHb
MblueuHbix 8010K0H, IMT odunounoeo eonokna, makpo-SMT
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Electromyographic stages of denervation/reinnervation process in neuromuscular diseases: need for revision

S.S. Nikitin
Research Institute of General Pathology and Pathological Physiology; 8, Baltiyskaya Str., Moscow, 125315, Russia

Analysis of motor unit potentials (MUPs) parameters registered by needle EMG electrodes is the key for understanding changes of the motor units
in different neuromuscular disorders. The classification of MUPs changes known as electromyographic stages (EMGS) of the denervation/rein-
nervation process (DRP) is based on the analysis of myogenic, synaptic neurogenic and neuronal disorders. Current article focuses on pathogen-
esis of typical and atypical MUPs of low duration, decreased and increased amplitude, additionally muscle biopsy data and neurophysiological
assessment of muscle fiber density, and macro-EMG. The absence of primary neurogenic disturbances in inflammatory and non-inflammatory
muscle diseases, as well as in neuro-muscular junction disorders, confirmed by single fiber EMG and macro- EMG makes it impossible to discuss
the concept of EMG stages in patients with these levels of pathology. The EMG stages concept can be applied for peripheral nerve and motor neu-
ron disturbances only, reflecting the volume but not the efficiency of reinnervation.

Key words: denervation, reinnervation, motor unit potentials, motor unit, electromyographic methods, electromyography (EMG), concen-
tric needle, myopathy, inflammatory myopathy, polymyositis, myasthenia, Lambert — Eaton syndrome, neuromuscular junction disorders,
motor neuron disease, muscle fiber density, single-fiber EMG, macro- EMG

CeromHss HEBO3MOXHO IIPEIACTAaBUTh HEBPOJIOTHYEC-
CKYIO KJTMHUKY 0€3 2JIEKTpOINarHOCTUIECKOM METUITNHEL,
OCHOBAaHHOM Ha TOCTIDKEHMSIX DyHIAMEHTATbHBIX UCCIIC-
IIOBaHUI B 00JacTH HEHpodU3nomIorun u MopGhoI0oTun
neprdeprnIecKuX HEPBOB M MBIIIII. JIJIST YCTaHOBJICHMS
YPOBHS TTOpaXXeHUS Tepr(pepruIecKoro HeifPOMOTOPHOTO
armapara IIMPOKO MCTIOJIBb3YIOTCSI METOIBI PYIHOM 1 KOM-
MMBIOTePU3UPOBAHHOM 351eKTpoMuorpadu (OMI) urons-
YaTBIMA KOHIIEHTPUYECKUMU dieKTpomamu (mOMI),
ITO3BOJISTIOIIMMY OLIEHMBATh ITapaMeTPhl IBUTATEIHHBIX
equuuil (ITJ1E) 1 cocTosTHre MBIIIIEYHBIX BOJIOKOH (MB).
WUszmenenus I1J1E u peructpupyemble BUIbl CIIOHTAHHOMN

akTUBHOCTA MB (TToTeHIIMambl (huOpMIIISIINIA, TTOIOXKM-
TEJIbHBIC OCTPHIC BOJTHBI, MUOTOHMYECKIE Pa3psIbl, a TaK-
K€ KOMITJICKCHBIC pa3psiabl BBICOKOM 9acTOTHI) W IBHTA-
tenbHbIX equHull (JIE) — moteHumans! dacuukynsumii,
MHOKMMHWYECKNE pPa3psabl — He MMEIOT OXHO3HAYHOMU
YPOBHEBOI WJIM HO30JIOTUYeCKOM cnieruduuHoctH [1-5].
DTO MOXET ITOCTaBUTh Helipo(dr3MoIora WIN Bpada-mc-
clefoBaTellsl B TPYAHOE TTOJIOXKEHWE IIPU OTBETE Ha I10-
CTaBJICHHBIN B HAIIPABJICHUH BOIIPOC KIMHUILINCTA, KOTO-
pBIii dalle BCEro 3BYYMT Tak: auddepeHInaTbHbII
IarHO3 MEXIy MUOIIaTHEH, HEBPUTUICCKIM WUIM HEMpo-
HaJIBHBIM ITOopaxkeHueM. B pe3ynsraTe 60J1ee IMoIyBeKOBO-
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TO OITBITa UCTIOJIb30BaHMS 1 pa3BUTHUS KIIMHNYeCKO DMI
orpenelieHsI yesroBus reHepanuu [11E B Hopme, Beimese-
Hbl xapakTepHble u3MeHeHusi I1JIE B 3aBucumocTtu
oT ypoBHs nopaxeHus:i JIE — MB, HepBHO-MbIlLIEYHOM
repeaayy, aKCOHOB HepBa MJIM CeTMEHTAapPHBIX MOTOHEH -
ponos [4-9].

B xmaccmyeckoM OTeYeCTBEHHOM WCCIIeAOBaHUM,
MMpOBeIeHHOM 35 JIeT Ha3al:, C(popMyITMpPOBaHBI MOJIOXKE-
HUs 06 DMTI -cTagusax neHepBallMOHHO-PEMHHEPBALIMOH-
Horo miporiecca (BMI'C-JIPIT) [10], KoTopbie B TIOCISIyIOIIEM
ObUIM aKTMBHO BHEIpEHBI B IMPaKTUKY. Ha ocHoBaHmu
nOMI' 6090 mpimn, uccnenoBaHHbix ¥ 1015 GombHBIX
C HO30JIOTHIECKMMU (hopMaMU HEPBHO-MEBIIIICUHBIX 3200~
JIEBaHUI C pa3HBIMU YPOBHSIMH ITOPaKeHUS Tiepudepmye-
CKOTO HEMpPOMOTOPHOIO armapaTa, OBLIM BBIIEJICHBI 5
OMI'C-PII (puc. 1). s exXemHeBHOM paOOTH KIIMHU-
YeCKUX HeMpOo(PU3MOIOTrOB U HEBPOJIOTOB IIPEIIOKCHHBIC
OMI'C-JPIT oxazamuch yomoOHBIM WHCTPYMEHTOM JIJIst
oueHku coctosinusl TIJIE Ha MOMEHT TeCTMpOBAHMUSI.
Knaccuduumpyemsle mo DMI'C-APIT namenenns I11E
CTaJli UCTOJIb30BaThCA ISl aHAIM3a OCOOEHHOCTEN peuH-
HepBallMK, OLIEHKN 3(POEKTUBHOCTH JICUCHMS, a TaKKe
U3yYeHUST TTaTODU3NOIOTHICCKIX MEXaHM3MOB paccMa-
TpuBaeMbIX 3aboneBanuii. Breimenenneie DMI'C-IPII
BOIIJTA B OTEYECTBEHHBIC PYKOBOACTBA IO KIIMHUYECKOU
3JIEKTPOHEpoMHOTpadm, UCTIONB3YIOTCS B MUOTpadax
IIJIST aBTOMAaTHYECKOTro IocTpoeHMsT TucTtorpamMmsl [1J1E
W OTIpeAeICHUSI CTaIAM TIpoIiecca ITPY BEIHECEHUH PE3yIhb-
TaToOB B 3aKkiodyeHne ucciuegoanus [10-13]. IIpu stom,
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Puc. 1. DMI-cmaduu JAPII: I — 11— 111 -1V, V

Kak TIpaBWIO, HE YKa3bIBaeTCsI, KAKOW CIIOCOO BBIOpaH
st aHanu3za TTE (pydyHON MM KOMITbIOTEpU3UPOBaAH-
HBII1) ¥, COOTBETCTBEHHO, KaKie HOPMATUBHBIC 3HAYCHMST
ucnonb3ywrcs [4—6, 9]. IlociegHee 0GCTOSTEILCTBO
nMeeT 3HaueHNe, TaK KaK HOPMBI CpeTHEN IINTeITbHOCTH
OymyT pa3IM9aThCs B 3aBUCMMOCTH OT BEIOPAHHOTO METO-
Jla aHaJIM3a, TaK Xe KaK M CTeIeHb ITOITyCTUMOTO OTKJIO-
HEHMST CPENTHMX 3HadyeHuit or HOpMmel: £ 20 % [10, 11]
win £ 12—-14 % [9, 12].

B ocnoBy ODMI'C-IIPII mipu cTaHmapTHON py4YHOI1
nOMI To0XeHb M3MEHEHHE CpPeaHeil IMTeIbHOCTU
IMJE u coBur rucrorpammsl pacnpenenenust 20 TTIE
0 JUIMTEJbHOCTU OTHOCUTEJILHO HOPMBI ¢ 1arom 20 %.
B 3aBUCHMOCTH OT COBOKYITHOTO M3MEHEHUSI CpemHeit
IUTUTETLHOCTU (YMEHBIICHUSI / YBETMICHNST) Y CIIBUTA TH-
cTorpaMMBbI (BIIPAaBO/BJIEBO) OTHOCUTEIIFHO HOPMBI OBLIN
BeimenieHbl 5 OMI'C-IPII (cm. puc. 1). HagansHas (1 DMI'C-
I PTI, chuxenune Ha 13—20 %) v pa3BepHyTasi AeHepBaLIMsI
(I DMI'C-APII, cHizkeHue Ha 21 % u Gosiee) IPOUCXOIUT
3a cuer BbIKIMIoUueHUsT MB m3 cocrtaBa JIE. CHumkeHue
IJIATEeIbHOCTU U caBUT ructorpamMmbl T1J1E BieBo Obliu
TeM OOJBIIMMM, YeM aKTHUBHEE OBLUI MATOJIOTMIECKUIA
Tpolecc, HE COIPOBOXIAIOIIMIACS peWHHEpPBAIUCH.
ITo Mepe ecTeCTBEHHOTO IPOTPECCUPOBAHUS OOJIE3HU
3a CYET BKJIIOYCHHMS KOMIIEHCATOPHBIX MEXaHU3MOB
(ITo MHEHUIO aBTOPOB, HE3aBMCHUMO OT YPOBHS MOpaxKe-
HUS, TIpU 00JIe3HM MOTOHEPOHA, TTIOIMHEHPOTIATHI U MU -
OIaTUM) WJIM OTBEeTa Ha JiedeHUe (MPHU ITOJTUMUO3UTE,
TMOJMHEHpONaTU) HAPSIAY C IeHepBAIlMOHHBIMU M3MEHE-
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HUSIMH OIIPEIEISIOTCS TIPU3HAKN KOMITEHCATOPHOI perH-
HepBauuu — [11E yBenuueHHoi jyurenbHocTU. Havyanb-
HBIM PEMHHEPBAIIMOHHBIM U3MEHEHUSIM COOTBETCTBOBAJIA
11 DMI'C-APII, moapa3nensemast Ha 2 TToACTanNu (a 1 0)
B 3aBUCUMOCTHU OT cpeaHeit anuteabHocTu [1JIE u mosis-
JICHUsI TIPaBOTO KpPhbLJIa THCTOTPaMMBI 1/WJIA €€ CIBUTa
BHpaBo. JlaHHasI CTagus IeMOHCTPHPOBaIa TMHAMUIHOCTD
IMPOUCXOISAIINX B MBIIIIIIE ICHEPBAIIMOHHBIX U PEMTHHEP-
BaIlMOHHBIX TIPOLIECCOB HE3aBUCUMO OT YPOBHSI ITOpaxKe-
Hus niepudepuaeckKoro HelipoMoTopHOTO amnapara. [1o-
cnenytomue IV u V OMI'C-IIPIT — cragny pa3BepHyTO
PEMHHEpBAIIUKM W TIPeoOIagaHus TIPOIIECCOB KOMIICHCA-
LMY yTPa4eHHOTO HEPBHOTO KOHTPOJISI HAIl ICHEPBALIMOH-
HbIMU M3MeHeHusiMu. V DMI'C-IPIT paccMmarpuBanach
KaK CTaamsi, KOTopasl «OTpaXkaeT MaKCMMAJIbHBIN 00beM
PEMHHEPBALIMU B MBILLILIE, ONIPEAEISIEMBbII 10 MAKCUMAab-
HOI aMIUIMTYIE 3aperHMCTPHMPOBAHHOTO B 3TOM MBIIIIIIE
IMOTEHIIMAa, a TakKke ee 3(PPEKTUBHOCTD: YeM OOJIbIIIe
rurantckux [IJIE, teM sddexkTuBHee penmHHepBaLMsI»
[10—12]. JaHHOE MOJIOKEHUE TPeOYeT YTOUYHEHMS, TaK
KaK HEOOXOOMMO pa3anyaTh HOHATHS o0beMa 1 3pdek-
TUBHOCTH perHHepBaumu. [1py 3HaAYNTETEHOM yBeIde-
HUM cpeaHen putenbHocTy U aMiuTyasl [1J1E B pa3Bu-
THU JeHEepBAlMOHHO-PEMHHEPBAIIMOHHOTO IIpoIecca
yBeIMIMBaeTcs uncio MB, mHHepBUPYeMBIX OMHUM MO-
TOHEHPOHOM, T.€. YBEIIMUYMBAETCSI OO0bEeM WHHEPBAIIWM.
[Ipu 3TOM penHHEpBAIIVSI MOXET OBITh KaK 3(dOEeKTUBHOM,
TaK ¥ Hea(pDEKTUBHOM, YTO B TICPBOM CJTydae IMPOSIBISCT-
csl HOpMaJIM3alleil WM CTaOMIN3alueld CHJTBI MBIIIIIIHI,
a BO BTOPOM — CHIDKEHHMEM CHJIBI MUCCIIEIOBAHHOM MBIIIIIIBI
B IIpoliecce TMHAMWUYECKOTO HAOMIONCHMS Y U3MEHCHMS
(cHmxenust mian Hapactanus) OMI'C-APII. B xaxmom
KOHKPETHOM CJIy4ae IMpH MCIOJIB30BAHNN TepMUHA «3(D-
(peKTUBHOCTDb pEMHHEPBALIMNA» B 3aKJIIOYEHUN HEOOXOIM-
MO He TOJIbKO YKa3biBaTh DMI'C-JIPII, HO 1 00s13aTeIbHO
OITMCHIBATh HAJTMINE, BBIPAXKCHHOCTb CIIOHTAHHOM aKTHB-
HOCTHU U KJIMHUYECKU OMPENESIEMYIO CUJTY MbILILII-MHU-
IIEHU, HE TOBOPS YK€ O TOM, UTO JOJKEH OBITh TOKa3aH
HEBpAJIBHBI YPOBEHb IMOpPaXXKEHUS IepuhepruIecKOro
HelipoMmoTopHOro armaparta. HeaddekruBHast pemHHEP-
BaIlus JaIlle BCEro HaOIIoaaeTcs y HalleHTOB C 00JIe3HBIO
MOTOHelipoHa (OOKOBOII aMUOTPpO(UUYECKUI CKIIEPO3,
crMHaNbHAsA amMuoTpodust), Korma npu V OMI'C-JIPIT
HapacTaeT BBIPAXXEHHOCTH Iape3a, IIPH TOM YTO O00BbeM
PEeMHHEPBALIMH IPUOJIIKASTCS K MAKCUMAaIbHOMY. TakuM
00pa3oM, TE3NC O TOM, YTO «4EM OOJIBbIIE TMTaHTCKHUX
ITJ1E, Tem addekTrBHEEe pemHHEpBaLys» [12], HeKoppek-
teH. [Ipemroxena eme omna, VI DMI'C-JPII, cramms
JIeKOMITeHCcalluM peuHHepBaunu [12], oTpaxkaromias mpo-
IPECCUPYIONMIYI0 THOEIb CerMeHTapHBIX HEHpPOHOB,
YTO TAaKX€ B OCHOBHOM HabJIIonaeTcs rpu 00JIe3HSIX MO-
TOHEPOHA M SBJISETCS YaCTHBIM CllydaeM Hed(D(hEeKTUB-
HOW perMHHEpBAlMU IIPY Pa3BUTUM JeHEPBAIIMOHHO-PE-
WHHEPBAIIMOHHOTO TIpoliecca.

BrinemreHHBIE cTaIMN IEMOHCTPUPOBAIN UACIO O SIITH-
CTBE 1 HECITeTM(UIHOCTH OOIIEOMOIOTMIeCKIX ITPOIIEC-

COB JICHEPBAINK /peHHEPBAIIAN, TIPOMCXOISIINX B MBIIIILIC
HE3aBUCHMO OT 3THOJIOTUU (HACICICTBEHHOUN MU TIPH-
00peTeHHO) M YpOBHS MOpPaXeHUs IeprdepruIecKoro
HEePOMOTOPHOTO amiapaTa, KOTOpbIe MOXHO aHAIM3UPO-
BaTh MeTogoM MOMI. B mocaenylomeM crajiy o4eBUIHBI
YacTHBIE W OOIIMME TPOTHBOPEUMS MPU MCIOJb30BAHUU
OMI'C-IPII, B cBSI31 ¢ YeM NTpeATTPUHUMAINCH TTOITBITKA
IUIST MX paspemreHus [11—13].

[Ipy mmMpoKOM pacmpocTpaHEeHUM B Cpele PYCCKO-
SI3BIYHBIX CITEUAINCTOB TipemnoxeHHsie DMI'C-JIPII,
HECMOTPS Ha BHELIHE OYEBUIHOE YAOOCTBO UX UCTIONIB30-
BaHUsI, HE IIOJYYWIN TOMACPKKH IIPH OOCYKICHUU
Ha MeXXIyHapOomTHbIX cuMmmo3nymax. Hemocrarounoe orpa-
JKEeHHE B OTEYECTBEHHOM JIUTEepaType MEXaHN3MOB 1 MOp-
b OIOTMIECKIX OCHOB HEMPOPU3NOIOTUISCKUX U3MEHE-
HUN TpU pa3HBIX HO30JOTMYECKMX (PopMax M YPOBHSIX
TOpakeHUsI TTeprhepUIeCKOro HeMPOMOTOPHOTO aIliiapara
[1—6, 8, 9] mpuBeIO K 3aKPEIUIEHUIO YCTAPEBIIMX MPE-
CTaBJICHUI U IUCCOHAHCY MEXITY 3apyOesKHBIMU M OTEYECT-
BEHHBIMH KJIMHIYECKIMU HEMPO(hU3NOI0raMy TIPHA 00CYK-
JIEHUY BOTIPOCOB KaK OTACIBHBIX KIIMHIMIECKIX CITyIaeB, TaK
¥ PE3YJIETaTOB 0000IIEHHBIX UCCIICIOBAHNIIA.

Hns npuBeaenns teopunt DMI'C-IPII B cooTBeTcTBIE
C OOIIETIPUHSTBIMY, MEXKIYHAPOTHBIMU TIPEICTABICHUSIMU
HEOOXOIMMO KPaTKO PacCMOTPETh OCHOBHEIE MOP(OJIOTH-
YeCKHe MeXaHU3MBI, JICKaIIe B OCHOBE M3MEHEHMIA ITapa-
meTpoB [1/1E B 3aBUCMMOCTH OT YPOBHSI TTIOPAKEHUS TIEPU-
(bepraeckoro HeMPOMOTOPHOTO aIlmapara.

IIAE B Hopme. JIE npencrapisieT coboil MpoCcTpaHCT-
BEHHO OPTraHM30BaHHYIO CTPYKTYPY, B KOTOPYIO BXOISIT
MOTOHEHPOH IePEeIHETO pora, ero aKCOH U Bce MHHEPBU -
pyembie UM MB (puc. 2). KontakT Mmexmy akconoMm 1 MB
OCYIIECTBIISICTCS TTIOCPEACTBOM HEPBHO-MBIIIICYHOM TIepe-
nmaun. Bxongmme B JIE MuoduOpuIIBEl UMEIOT OTUHAKO-
BBIC HEMPOPU3NOIOTNIeCKIE U MOP(OTUCTOXNUMHUYICCKIE
cBoiicTBa [2]. B Hopme nnamerp MB coctapinsier 40—50 MKM;
MpU TUCTOXMMHYECKOM THUIIUPOBAHWHU B TMOIMEPEYHBIX
cpe3ax OMonTaToOB BOJIOKHA, MpUHaajexamue ogHou 1 E,
MMEIOT CITyJaifHOe («IIlaXMaTHOEe») pacIipeeieHIue BHYTpU
MbIIeyHoro Itydka. Tepputopusi JIE 0Ob14HO MMeeT oBaib-
Hy10 popmy amameTpoM ot 3 go 6—10 mm [4, 5, 14, 15].
30Ha OTBeIIleHUST CTAHAAPTHOTO UTOJIHYATOTO KOHIIEHTPH-
YeCKOTO 3JIEKTPOJIA IIPEICTaBIISIET co00it moycdepy pa-
auycoM 1—2,5 MM, B KOTOPYIO C YUYETOM <«IIIaXMaTHOTO»
pacripefesieHds MOTYT TiormacTe MB, mpuHamiexarue
HeckoabkuM JIE pazHoro tuma (puc. 3). [Ipu pyTuHHOM
ndOMI B ouenke ITJE mamepstor amrunryay (OT IMUKa
IO TINKA), ITUTEIBHOCTD (OT IIepBOTr0 HETATUBHOTO OTKIIO-
HeHwms BorHBI [1J1E 10 Bo3BpaleHUs K M30JIMHUN), (ha3-
HOCTb (uuncio nepeceyeHuii komnoHeHToB I[1J1E ¢ uzonu-
HUEH, B HOpMe He 00JIblie 4), YKCIIO TYPHOB (ITIOBOPOTOB
BosHb! [T E, He epecekaionux N30JUHUI0). AMIUTUTYIA
I1JE 3aBucut ot uyncia MB, Haxomsiuxcst Ha paccTosi-
HuM 1o 500 MKM OT 30HBI OTBEICHHS, U B OCHOBHOM
ot ntnamerpa MB, pacnionoxenHoro ommxe Bcero [9—11],
YTO UTPACT OCHOBOITOJIATAIOIIIYIO POJIb IIPU PACCMOTPEHUHN
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Puc. 2. Cmpyxmypa J[E [no Nandedkar S. et al., 1988] (noscnenue ¢ mexcme)

reHepauuu I1JIE npu pa3Hbix ypoBHsX nopaxeHust [JE.
KomnoneHTs! criaiika I1J1E onpenensirtoTcs aKTMBHOCTBIO
MB, HaxoasMXCcs HAa PaCCTOSIHMM 10 1 MM OT 30HbI OT-
BEIeHNS, a YMCJI0 TYPHOB 1 MO (Da3UsT 3aBUCIT OT TEM-
IMOPAJIbHOM OUCTICPCUHU TTOTEHIIUAIOB IeMCTBUS OTICITb-
HBIX MB, pacmoioXeHHBIX B pammyce perucTpalliu.
JmurensHocts IIIE onpenensiercss yuciom MB, pacno-
JIaraloIMXcs Ha PacCTOSTHUU 10 2,5 MM OT 30HBI OTBeIe-
Husi. Takum oOpazom, mgautenabHocTh [IE oTpaxaer
pasmep JE, T.e. yuncio MB B [IE.

Mexanusmbl ¢popmupoBanus I1JJE B HopMme u nipu
ITaTOJIOTHMM HEBO3MOXKHO OOCYXHaTh 0€3 PacCMOTPEHMS
ITOTIOTHUTEIbHBIX MeTOMOB n3ydeHus J1E — onpeneneHus
mwrotHoctt MB m Makpoanekrpommorpaduu (Makpo-
OMTI) [14, 15]. [InotHOCTE pactpenenenuss MB B JIE,
win IotHocTh MB (ot aHr. fiber density, FD), onpezne-
JISIETCSI C TIOMOIIIBIO SJIEKTPOAA IS PETUCTPAIIAN OTUHOY -
Horo MB ¢ pagnycoM mojrycepsl 001aCTH PeTUCTPALTNT
300 mxM. ITo yncny perucTpupyeMbIX TTOTEHIIMAIOB OT-
nenbHbix MB onpenensiercss FD, koTtopast B yCIOBHBIX
eIMHMIIAX He MpeBHIIacT 2 (B CpeIHEM, B 3aBUCUMOCTHU
ot Mmbrsl, — 1,2—1,8), Tak kak B HopMme B JIE pacmona-
raetcst He 6oabiie n1Byx MB, Bxoasiux B IE. I1pu nopa-
XKEHUN TIeprdeprIecKoro HEeMpOMOTOPHOIO almapara
yBemmueHne FD koHcTatupyeT (akT M3MEHEHMS YKClIa
WCTOYHUKOB OMOCHUTHAJIA B 30HE OTBEIACHMS 1, COOTBET-
CTBEHHO, TepecTpoiiky crpykrypel JAE [6, 8, 14, 15].
ITo cpaBHEHMIO CO BCEMM OCTaJIbHBIMU HEHMPODPU3MOI0-
TUIeCKMMU MeTogaMu aHaau3 FD — caMblif 9yBCTBUTE -
HbII c10CO0 0OHAPYXKEHUSI U3MEeHEHMST apxXUTeKTOHUKM J1E.

Jlst onpenenenust pasmepos JLE ncnonb3yercst Makpo-
OMI ¢ peructpanueii cyMmmapHoro noreHumazia J1E cre-
IMAJIbHBIM WTOJBYATBIM MaKpPO3JIEKTPOIOM C OOJBIION
OTBOISIIEH TOBEPXHOCTEIO. OTBOISIIAS YaCTh JIEKTPOIA
B 15 MM mocTaToYHa TSI pETUCTPAIIUM aKTUBHOCTU BCEX
MB ognoii IE, B HopMe pacnonaraloiimnxcsi Ha TeppuToO-

pum 5—11 mmM [14, 15]. B otimmune or u®MI nipu Makpo-
OMI 0CHOBHBIM aHAJIM3UPYEMBIM ITAPAMETPOM SIBIISICTCS
HE JUIUTEbHOCTb, & aMIUIUTYAA PEFUCTPUPYEMOTO MaKpO-
noreHIaga. CHIKeHNe MaKpOIOTeHIMaIa CBUICTEIb-
CTBYeT 00 YMEHBIIICHIH, a €TO TTOBHIIIICHIE — 00 YBeInJe-
Huu 1iomanu JE.

N3menenns [1/IE npu nepBUYHO-MbIIEYHbIX 00I€3HSIX.
[Tpu TTepBUYHO-MBIIIEYHBIX 3a00/IeBaHUSX (HACICICTBEH-
HBIX U IIPHOOPETEHHBIX) B IIEJIOM IIPOUCXOIST OTHOTHUII-
Hble U3MeHeHUsI, Baustomue Ha napamerpsl I1J1E, pa3-
JINYAIONIMecs] 10 BBIPAXXEHHOCTH B 3aBUCHUMOCTU OT
STUOJIOTHH COCTOSTHUSL. MopdotormyecKme NCCIIeI0BaHMS
4acTo 0OHApYKMBAIOT cieayoline n3MeHeHuss M B, mipo-
HUCXOIAIINE B CIyJafHOM ITOpSIIKe: pa3HOKATNOEPHOCTh
pa3MepoB C pa3BUTHEM IITyOOKO# aTpoGUM OTIACITHHBIX
BOJIOKOH WJIM TPYMIT U3 HECKOJbKUX Onu3nexamux MB,
3HaYMMas TUIEPTPOdUs OTIETBHBIX BOJIOKOH, TTPOIOJIh-
Hoe paciieruienre MB, 6a3o¢huibHbIE (pereHepHpyIOIIe)
MB, cermeHTapHble HEKPO3bl 0TaeAbHBIX MB (puc. 4—6).
BapuabenbHocTh mnameTpa MB m atpodust Ha paHHUX
CTaausAX MPUBOIAT K YBEIWUSHHUIO YKciIa (a3 M TYPHOB
IIJE npu coxpaHeHHON IJIMTEIbHOCTU, €CAU HE MPOUC-
XOIUT BHITIAACHUS OTIETHbHBIX BOJIOKOH M3 CTPYKTYpHI J1E.
ITo Mepe pazBuTHs 60J1€3HU U TUOEIU BCE OOJIBILIETO YMCIa
MB teppuropus JIE nporpecCMBHO yMEHbILIAETCsI, YTO
MIPUBOINT K YMEHBIIICHUIO KaK aMIUIATYIbI, TaK W JUTH-
tenbHOCTU peructpupyembix [T E. PazBuBatomuecs He-
KPO3bI HApYIIAIOT LIeJIOCTHOCTh M B Takmm 06pa3om, 4To
00pa3yeTcsT 2 cerMeHTa: COXPaHSIOMINI CHHAIITIIeCKUIA
KOHTAKT C aKCOHOM M YTPATUBIINIA THHEPBALIIO (MMECHHO
BTOT CETMEHT M SIBJISIETCS TeHEPaTOPOM CIIOHTAHHOMU aK-
TUBHOCTH TIPY TTEPBUIHO-MBIIIICYHBIX O0IE3HSX, a HE TIPsI-
MOTO HapyIIeHS IIEJIOCTHOCTA MHHEPBUPYIOIIETO aKCOHA).
B cnyyasx mpomonbHoro pacuieruieHuss MB Bo3MoxXHO
(bopmupoBaHUe MHHEPBALIMK TS KAXKIO 00pa30BaBILIeH -
Cs1 OTAEJIbHOM YacTy BoJjioKHaA [14—16]. B o6010uky MB
BXOOSAT KIemKu-cameniumoi, 00JIagalone CrioCOOHOCTHIO
K JIeJICHNIO M1 MUOTeHHO# mruddepeHIINPOBKe, 4TO 00ec-
TeYMBACT perlapaTUBHBIN ITOTCHIIMA CKEJIETHOM MBITIICY-
Hol TKaHu [17]. Ilpu akTuBaLuMu pereHepaluy KJIeTKu-
CaTeJIMTHI B KOHEYHOM UTOTE TTOTyYaloT KOJJIaTepaIbHYIO
WHHEPBAIIMIO, YTO TaKXKe OTpaxkaeTcs Ha YBEJIWYCHUU
miotHocTy M B B JIE. OnmcanHebIe siBieHUS (pacIieruieHIe
1 pereHepalnsl) MPUBOIST K YBETMICHMIO TUIOTHOCTH M B
mpu Muonatusx 1 nmoxmmuosure (FD > N), Ho ripu aToM
wromwans 1 E mpu Mmakpo-DOMI He ToabKO yBeIMUMBaeTCs,
HO MOXeT OBbITh CHIDKeHHOI [14]. HanmpumMep, mpu HopMme
1o 1,7 = 0,12 nyist BBIOpaHHO# MBI, TTPY TTOSICHO-KO-
HEYHOCTHO MBIedHoM nuctpodun FD moxeT yBemman-
Bathcs 10 2,45; mpu Mmomatuu /diomenHa — mo 2,85,
MpY TOJIMMUO3UTE — 10 2,6 [15—17]. D10 00BSICHSIET pa-
Hee OomnMcaHHbIe cKOIuieHuss MB omHOTOo rucroxmmMmdae-
CKOTO THIIa B OMOIITaTaX, KOTOPHIE BRITJISIIAT KaK «CKOILIe-
HUS HEOOJIBIIIOTO pa3Mepa» (tiny-groups), HO Ha caMOM
Jene oHM He onpenestoT nossiaeHue [T E yBennueHHO
muTenbHOCTH [18, 19]. Ha pa3BepHYTBIX CTamusIX TUCTPO-
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draecknx namMmeHennit MB moxeT oOHapyXuBaThcs (pr-
Op03 SHIOMU3HNS, 3aMEILIeHIE SKUPOBOI TKAHBIO, UTO TAKXKE
U3MEHSIET ICKTPUICCKIE CBOMCTBA TKAHU 1 TIPOBOMISIIIIC
cBoiictBa MB kak 00beMHOTO MPOBOJHMKA, BO3MOXHA
rutieprpodust MB, — Bce 3TO TIPUBOIUT K TeHEpaALNU
OTIEJbHBIMM BOJIOKHAMM MOTEHLIMAJIOB W3MEHEHHON

Puc. 3. Cxema nonepeuroeo ceuerus moiuiyvl 8 Hopme. «lllaxmamuoe» pac-
npedenenue M B mpex JIE. Kpachnas aunusi — ycaosHas naowaos JIE. FD = N
(nosicnenue 6 mexcme)

Puc. 4. HUzmenenue apxumexmonuku u ymenvutenue naoujadu JIE npu nep-
uHo-MotuteuHom nopaxceru, FD > N. 3wt Hexposot MB (noscrenue 6 mekcme)

Puc. 5. Usmenenue apxumexmonuiu u yeeauuenue niowaou JIE npu neii-
poeernom nopaxcenuu, FD > N (noscrenue 6 mexcme)

IUTUTEIBHOCTH U BEICOKOM aMIUIMTYAbI. [1py 3HAUYNTEb-
HBIX U3MEHEHUSIX 00beMa SHIOMU3US 1 IIPOTPECCUPYIO-
et atpoduu Bee 6omblnee yricsio MB OyneT pacrionaraTb-
¢ Ha 3HAYMTEIILHOM PACCTOSHUM OT 30HBI OTBEICHMUS
3JIEKTPOJa, YTO MPUBOAUT K TMaaeHuo amriutyasl [TE,
HO TIPY 9TOM ITOTEHIINATIBI MOTYT UMETh KaK YMEHBIIICH-
HYIO, TaK ¥ YBEJIMYCHHYIO IUTUTEIBHOCTD, a TAKXKE YBEIIH-
yeHHoe uncio ¢a3. Kpome toro, monudasusie ITJ1E yBe-
JIMYCHHOW UIMTEIbHOCTH TIPM IIEPBUYIHO-MBIIICUYHBIX
0OJIE3HSIX SIBJISTIOTCSI CJICACTBHMEM CHIDKECHUS CKOPOCTHU
MPOBeIIeHUS IO pereHepupylommnM MB u B MeHbIeH
CTEeTIeH! — M3MEHEHUS TIPOBEACHUS T10 HE3PEIbIM «peHH-
HEPBALIMOHHBIM TEPMUHAISAM», TaK KaK B IPOTUBHOM
ciaydae ajist nonydeHust noaooHbix ITJ1E nporsskeHHOCTD
TepMUHAIH JOJKHA ObITh HE MeHee 60—80 MM, 4TO He co-
otBeTcTBYeT peanusm [19, 20]. Bompoc o 3HaumMocTH
1 nHdopMmaTuBHOCTH TTosndas3ubix [TE yBenuueHHO
IJIATEILHOCTH TIPY TIOMO3PEHUM Ha IEPBUYHO-MBIIIICY-
HBII ypOBEHB IMOPaXKEHMS IIPEIJIOKEHO pellaTh pacIeTOM
CpemHel UITMTEIFHOCTHU TT0CJIe MCKITIOUCHMS U3 aHaJIn3a
Bcex nmommasabix [TE [15, 19—-23]. CaemyeT OTMETHUTD,
YTO JAaHHBIN MPUHITNIT aHAJIU3a VTSI pa3rpaHUICHUS «MU-
OITATMYECKOTO» M «HEHPOTEeHHOT0» YPOBHEM ITOPasKCHUS
He ObUT COOJTIOAEH TPY 0OOOCHOBAHMY M KiIacCU(DUKAIIUN
obcyxaaembix ODMI'C-JIPII, a Takke mpy MoCIenyIOMmnxX
YTOYHEHUSX 110 Mepe HAKOIUICHUS OIbITa IIPAaKTUIECKOTO
MIX UCITOJIB30BaHUSI. DTO YKPETIMIIO OIITMOOYHEIC TTPEICTaB-
neHust o MexanusMmax redepauuu [1E npu BeIOpaHHBIX
HO30JIOTUYECKUX (DOpMaX C pa3HBIMH YPOBHSIMHM ITOPaKe-
Hus JE.

M3 IpakTHKM XOPOIIIO M3BECTHO, YTO TIPU OUYEBUITHOM
TePBUIHO-MBIIIICTHOM ITOPaXKeHUH, HATIpUMep TIPH TIjIe-
Ye-JIONMaTOYHO-KOHEYHOCTHOM MBIIIEYHON AMCTPODUH,
MOSICHO-KOHEYHOCTHBIX ITPOTPECCUPYIONINX MBIIIECYHBIX
IUCTpodUIX, MBILLIEYHO qucTpoduu Dmepu—peiidyca,
muonatum HolieHHa, Hapsay ¢ xapaktepHbiMu I1J1E
YMEHBIIIEHHOM IUTUTEJILHOCTH B PSifie CIydaeB O0OHAPYXKM-
BaIOTCS MTOTEHIIMAIBI, KOTOPBIE TPYIHO OTJIWYUTH IO TH-
nonoruu oT I11E, 0ObIYHO BBISIBIsSIEMbIE TTPU JOKA3aHHBIX
HEBPUTHUUYECKUX MOpaXKeHUsIX [23—25]. DTu moTeHmaibl
MOTYT OBITh TTOJI(ba3HBIMU, YMEHBIIICHHOM, HOPMaJIBHOIA,
a MHOTIA IaXxe YBEIWYCHHON UIMTEIBHOCTH M MMEIOT
B CTPYKTYpE Y3KUI LIEHTPAIbHBIN BHICOKOAMITIATYIHBIN
K. BO3HMKHOBEHME MMOTOOHBIX ITOTCHIINAIOB CBSI3aHO
C YaCTBHIM TOSIBICHUEM TIPY MUOTIATUN KOMIIEHCATOPHOM
rUnepTpoduu U TMIIEPKOHTPAKIIMU OTAETbHbIX M B, KO-
TOPBIE UMEIOT MHBIC JIEKTPUIECKIE CBOMCTBA 0O BEMHOTO
MPOBOIHWKA W TEHEPUPYIOT MOTCHIINAIBI BEICOKOI aM-
IUIMTYOBL. B ciiydasx TomamaHuss MOmoOHOTO BOJIOKHA
B IICHTP 30HBI OTBeICHUSI 3J1eKTpoaa peructpupyercs [11E
BBICOKOM aMIUTATYIbI, KOTOPBIN MOXKET OBITh OIITMOOYHO
OTHECeH K HEWpOTeHHBIM u3MeHeHusM [11, 23-25].
B cOMHUTETBHBIX W CITOPHBIX CIIy4YasxX HATUUUS «HEeHpo-
TeHHBIX U3MEHEHUI» MPU KIMHUIECKA OYCBUITHOM IIep-
BUYHO-MBIIIIEIHOM YPOBHE ITOPAKEHUS OTCYTCTBUE YBEIIH -
YeHMST MaKpOIIOTEeHITAIA TIpy Makpo-OMI okas3beIBaeTCs
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dokanbHbIN Hekpo3 MB ¢ obpa3oBaHneM [ABYX CErMEHTOB:
MHHEPBUPOBAHHOTO W HEe MMeloLLero MHHepBaLmm

i;jé_

MHHepBaLusa oTAENEeHHOro cermeHTa
3a cyeT TepMUHanbHoro cnpyTtuHra, FD > N

0 e—

HenonHoe pacwennexnve MB, FD > N

Pacwennexnve MB c obpa3oBaHneM cekBecTpa,

VHHEPBMPOBAHHOIO TEPMUHANbHBLIM cnpyTuHrom, FD > N

PereHepaTopHas akTMBauus KNeTku cateanuTa
1 ee HHepBaLusa TepMUHanbHbIM cnpytuHrom FD >N

Puc. 6. Bapuanmer namonoeuveckux uzmeHeHuil npu nepeutHo-mulueHbIX 3a001e6aHUsX, npugodsuue k yeeautenuro FD

PEIIaloIINM B JOKA3aTeILCTBE He HEPOTeHHOTO MeXaHN3Ma
ITOSIBJICHUST TUTIOJIOTMYECKY TPYIHO nruddepeHIImpyeMo-
ro ITI1E. Hecmotpst Ha yBenuueHue FD u «HeBpuTUueckue
IMJE» npu muomatn Makpo-DOMI He oOHapyXuBaeT
yBenmmaeHus pa3mMepoB J1E, oxkmrmaeMoro npu penHHepBa-
muu [11, 14, 15, 20, 24].

Takum o6pazom, Bce MOP(POTUCTOXUMHIIECCKHUE U3ME-
HEHMS TIPY MUOITATHSIX C TIEPECTPOMKON apXMTEeKTOHNUKHI
MBIIIIIIT OITPENEIISIOTCS PeTeHePaTOPHO-TUCTPOGUISCKIMU
1 HEKPOTHMYECKUMHU HAPYIICHUSIMU, KOTOPBIE TTPUBOISIT
K XapaKTepHOMY yMeHbIeHnio Teppuropuu JE n pern-
crpauuu [1J1E ymeHbIIeHHOM IIUTEIbHOCTU U aMILIUTY-
nbl. [TosiBnenue otnenbHbIX [T E yBeamueHHON aMITIUTYIbI
CBSI3aHO C HAJTMYMEM TUIIEPTPOGUH WIN THIIEPKOHTPaK-
miu MB [14, 15, 23-25].

N3menenns I1/IE npu HapymieHnsIX HEPBHO-MbIIIEYHOM
nepenayn. B nrarHoctrke MMacTeHUM U CMHApoma Jlam-
b6epra—MTOHA HCIONB3YIOTCS OOIICIIPUHSITHIE METOBI
Pa3HOYACTOTHOM BJIEKTPUUYECKON CTUMYISIUU [2], B TO
BpeMs Kak ”OMI 1IpoBoIUTCS B CITydasix TOIO3pEeHUS Ha
coYyeTaHWEe MHACTEHWU C BOCITAJIMTEJIBHON MHOMAaTHEH
(MHACTEHUSI-TIOJIMMHO3UT), XPOHNIECKOM BOCTIAIMTEIb-
HOI HelipornaTueit u cuaapomoM Mcaakca [1, 2, 4].

IIpu o6CcyXnmeHNN TaHHOTO YPOBHS MOPaXEeHUS CIIe-
IyeT pa3andaTh IMOCT- U MPECHHANTHICCKIEC MEXaHNU3MBbI
pa3BUTHSI M3MEHEeHMI. B cioydae MOCTCHHAIITHYECKMX
HapyIIeHUH, HaOI0IaeMbIX TP MUACTEHUM TPABUC, PY-
THHHBIE MOP(HOTUCTOXNMHUNYCCKIE UCCICIOBAHUS B MBI-
IIEYHBIX OMOIITaTaX BBHIABISIOT HecIeMUPUIecKrue M3-
MEHEHHUsI B BHiae JUMGOpparndeckKux HHQWIBTPATOB,
BO3MOXKHO YBSIMICHUE TIPEICTABIICHHOCTH 1 HEOOIBIIINE
ckoruieHus (rpyrmmupoBku) MB 1-ro Tuma (mo 7—14 MB),
B psze ciaydaeB aTpo¢us BOJIOKOH 2-ro twma [26, 27].
OnucaHHBIe U3MEHEHUS He SBISIOTCS 00s3aTeIbHBIMH,
¥ BO MHOTHX CJIyJasiX OTKJIOHCHU OT HOpMBI He OOHApPY-
xuBaercs. [1pu muactenuu B 55 % ciydaeB perucTpupy-
torcst ITJ1E cHYDKeHHOM aMITIMTYIBI U MaJIOW JUTUTETEHOCTI
[28—31]. B ocHOBe U3MeHEeHMI1 JIEXKUT HECOCTOSITETLHOCTh
HEPBHO-MBIIIIEYHON Tiepeaayn oTaeabHbix MB, pa3opo-
caHHBIX 110 Teppuropuu [IE. [lokazaTeIbCTBOM CTPYKTYp-
HOM cOXpaHHOCTH M B SIBJISITOTCS OTCYTCTBME CLIOHTAHHOM
aKTUBHOCTHU, HecTabuabHOCTb aMIuTyabl [1J1E, HaGmo-
JaeMOM B IPOIIECCe YTOMJICHUS BO BpeMSI TECTUPOBAHMSI,
YBEJIMYEHUE aMIUIUTyAbl U anutesnbHocTu [1E npu ox-
JIAXICHUN W YMEHBIIICHNE STUX ITapaMeTpOB IIpU Harpe-
BaHMH, a TaKKe TOJIOKUTEIbHAS peaKLWs Ha BBEACHMUE
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ITlayuenmel, exarueHHble 6 uccredosanue npu paspabomke IMIC-JPIT
8 3a6UCUMOCU OM YPOBHS NOPAJICEHUs! nePUDepUecK020 HelpOMOmMOPHO-
20 annapama [no 4]

Yucno
Jlnarno3 GOMBRBIX ‘YpoBens nopazkenust
1-s rpynna, n = 654 (64 %)
MuacTeHus1 1 MUaCTeHUYe- 320 HepBHO-MbILIeuHast

CKHE CUHAPOMBI nepenavya

[Iporpeccupyrorniye MbIIed- 160

Mpbl11I€YHbIE BOJTOKHA
HbIe IUcTpodUmn

BocnanurenbHble MUOTIATUM

174 Mpbl111€YHbIE BOJIOKHA
(MTOTMMHUO3UT)
2-s rpynna, n = 361 (36 %)
[MonuHeitponaTuu U TpaBMbI 143 AKCOHbI
HEPBOB
TMonuomuenur (pe3uayanbHas 60 CerMeHTapHble MOTO-
cTaausi) HEMPOHBI

Bokogoit amuoTpocdude-
EpOD CerMeHTapHbIe MOTO-

CKUIi CKJIEPO3, CIIMHAIbHAS 158 .
HENUPOHBI

amMuoTpodus

Bcezo 06caedosaro 604bHbIX 1015 (100 %)

AHTUXOJIMHACTEePA3HBIX IIPEIIapaToB (IIpo3eprHa) B aIeK-
BaTHOI1 no3e. HecrabunbHocTh mapametpos I1/1E cBsizana
C TIOCTCUHAIITUYECKNM OOpaTUMBIM OJIOKOM, KOTOPHINA
CTAHOBUTCS OYEBUIHBIM IIPHU MOMICPXKAHUM TTPOIOIIKI-
TEJILHOTO TIPOM3BOJILHOTO YCHJIAS W TTOSIBIICHUST YTOMIIE-
HuUU MbILILEL. B 25 % ciy4aeB rpy MUaCTeHUM OTMEYAEeT-
cs yBenmmueHne wiotHocty MB (FD > N), gro roBopur
o peopranmzanuu JE B ciaygasx yHKIMOHAIBHON Ie-
HepBalli MaKCUMAaJIbHO M3MEHEHHBIX KOHIIEBBIX TIACTH -
HOK W (hOPMHUPOBAHMUS JTOKAJIBHOTO CIIPYTUHTA, KaK 3TO
OBLIO TTOKA3aHO IIPH SKCIIEPUMEHTATBHOM ayTOMMMYHHOM
muactennu [31]. CiremayeT Takke BCIIOMHUTD O Pe3yJIBTaTax
HETaTUBHOTO NEMCTBUS aHTUXOJIMHACTEPa3HbIX Mperapa-
TOB Ha HEPBHO-MBIILIEYHYIO MEpeAauy SKCIEPUMEHTAb-
HBIX JKUBOTHBIX [32, 33], UTO HE UCKITIOYAEeT TOKCMYECKOTO
IIeHepBallMOHHOTO 3(D(eKTa Ha CHHATIC ¥ OOBSICHSIET yBe-
mmuenre FD 3a cueT TOKaJIbHOTO (TepMIHAIBHOTO) CIIPY-
taaTa [14, 28, 29]. laHHOE HAOIIONCHHE 3aCIyKUBAcT
MIPUCTaTHLHOTO BHUMAHMS P 00CYKICHUY IPUYUH U T10-
CJICICTBUI HEHPOGU3NOIOTMIESCKIX N3MEHEHUI TP MM -
ACTCHMYECKUX Kpr3ax (pe3yJIbTaThl OOCYKICHSI HaOIIoIe-
Huii, monydeHHele a.M.H. H.M. Illep6akoBoii). Bomee
JIeTaIbHO 0COOEHHOCTH paboThl oTAeabHBIX MB u JIE npu
MMACTEHUU PaCCMOTPEHBI B MHOTOYHMCIICHHBIX MCCIIeI0BA-
HUsIX ¢ ncnons3oBadreM DMI ornensHoro MB [14, 15,29, 30].

B psgpe uccnemoBaHMii ¢ ucnojib3oBaHMeM MOMI
B MbILILAX MALMEHTOB ¢ CMHApOMOM JlamGepTta—MTOoHa
peructpupylorcst moiaudasnble U Heroaudasuele [TJ1E
YMEHBIICHHOMN aMIUIUTYAbI U IJTUTEILHOCTH, TIO TUTIOJIO-
MU He OTIMIUMEBIE OT TOTEHIINAJIOB, 0OHAPYKMBACMBIX
MpY NTEPBUYHO-MBIIIEYHOM YPOBHE TTopaxXeHwus [34, 35].
OmHako, KaK yXe TOBOPWJIOCH BBINIE, COITOCTaBJICHHE
PE3yaBTaTOB MOP(OIOTMUECKIX NCCICIOBAHNI HE 00BsIC-

HSIET TIPUYUHY BBISIBIIEHHBIX <«IICEBAOMMOITATUYECKIX»
W3MeHeHMI. B ocHOBe maTo(hM3MOI0TMIECKOTO MEXaHM3-
Ma YMEHbIIEHUS IIUTeabHOCTU 1 aMIumTyabl [TJE npu
cuHapoMe Jlambepra—HMTOHA JlexKaT CHUXKEHUE TOTEHL -
ajla KOHIIEBOU IuTacTUHKM MB BciiencTBue HeqocTaTod-
HOTO BBIIIEJICHYSI KBAHTOB alleTYIIXOJIMHA M3 TIPECUHATITH -
YeCKON TepMUHAJIM M, KaK CJIEICTBUE, HEAOCTATOYHAs
JIETIoJsIpU3alivs MMOCTCUHANTUYECKOW MeMOpaHbl Y HEBO3-
MOXHOCTh pacIpOCTpaHCHUSI IIOTCHIIMANA ICHCTBUS
no MB. B pesynbsraTe B ciaydyaiiHOM mopsiake yacth MB
OCTaeTCs HeaKTMBMPOBAaHHOI 1 HE YJ4aCcTBYeT B (DOPMHUPO-
Banuw [1J1E, 9T0 1 TIpOSIBIISIETCSI CHIDKEHIEM aMITIATYIbI
¥ YMEHBIIICHNEM IUIMTEeIbHOCTH TToTeHIrana. [loBTopHOe
HCCJIeIOBaHME TOM K¢ MBIIIIIHI ITOCTIE €€ MAKCHMMAaJIbHOTO
MIPOM3BOJIFHOTO HATIPSDKEHUS IIPUBOAUT K HOPMAJIN3AIUN
paHee 3abiaokupoBaHHBIX [1J1E, uTo moarBepxxmaeT mpe-
CUHAIITUYECKUI YPOBEeHb IopaxeHus [34, 35].

Takum oOpa3oMm, B citydasix HapylIeHusI pabOThl HEPB-
HO-MBIIIIEYHOM TIepenadyr Ha Ipe-/ITOCTCUHATITHIECKOM
ypoBHe nMmerommecs nameHeHus: [1J1E mpu uDMI He cBs-
3aHBI HU C MTATOJIOTHEH, MPUBOASIIEH K HAPYIICHUIO IIe-
JoctHocT MB, HEM ¢ HapymeHneM (QYHKIIMA aKCOHOB
neprudepruIecKxX HEPBOB.

N3venenuda IIJIE npn nopaxenusix nepudepudecKux
HEPBOB M CETMEHTAPHBIX MOTOHEHPOHOB. B ciyyasix Hapy-
meHusT QYHKIIMOHAIBHBIX CBOMICTB MOTOPHBIX BOJIOKOH
nepudeprnIecKNX HEPBOB JTI000M STHOIOTUH (HACTEACT-
BeHHBIC 1 IPUOOpPETCHHBIE 3a00JIeBaHMS, TPABMBI) U CET-
MEHTapHBIX MOTOHEHPOHOB (00KOBOM aMUOTPOMUISCKUIA
CKJIEpO3, CIMHAIBHAS aMAOTPOMHS, TIOIMOMUEIIUT) B MBITII-
ax pa3BMBAIOTCS IeHEPBAIIMOHHO-PeMHHEPBAIIMOHHBIC
W3MEHEHUsI. B MBIIIeYHBIX OMoOmNTaTaXx HE3aBHUCHMO
OT YPOBHS TTIOpaxkeHMS Ha paHHUX CTaIusIX OOHapYXK1Ba-
FOTCS IIPU3HAKY JIeHePBAIIOHHBIX M3MEHEHMI 1 TTOSIBIIC-
HUsI YMEHBIIICHHBIX B pa3Mepe aHTY/ISIpHBIX M B, simepHoif
peaKILMy BOJIOKOH, HEKPO3bI BOJIOKOH 0€3 BOCITAJINTEIb-
HOM peakumu. B ciydasx «ocTpoit» mnepudeprnyeckon
IeHepBallM M Ha CaMbIX PaHHUX 3Tallax peMHHEPBAIIUU
moryT peructpupoBatbesi IIJIE manoit miamrenbHOCTH
¥ aMIUIMTYIBI, He OTJAUYMMBIC OT «MUOIMATHICCKUX» T10-
TEHIINAJIOB, a IIPHU «OCTPOM» ITOPaXKEeHNN CeTMEHTAPHBIX
MOTOHEHPOHOB YnCiIO peructpupyeMbix I1J1E ymeHbIe-
HO, HO BCE OHY MMEIOT HOpMaJIbHEIE mapaMeTpsl [14, 15].
[To Mepe pa3BuUTHSA peMHHEPBALIMN OTMEYAETCS XapaKTep-
HOe U3MeHeHMe apXUTEKTOHUKM MBIl ¢ TOSIBJIEHUEM
TpyImupoBoK MB 0omHOro TIMcTOXMMHUYECKOTO THIIA.
[pynmmpoBKr MOTyT OBITH Pa3HOIO pa3Mepa, a TaKXkKe
cocTosTh u3 MB pa3Hoii crenenu atpoduu. B psane ciy-
yaeB nMeeTcs runeprpodust MB. OnmcaHHbIe NU3MEHEHUS
SIBIISIIOTCSI HeCTIEIM(PMUISCKUMU U 10 BBIPaKEHHOCTH 3a-
BUCSIT OT TSDKECTH IMOPAXeHUS Y aKTMBHOCTH TTaTOJIOTH -
YECKOTO Ipoliecca U B TeX CIIyJasiX, KOTIa 3TO BO3MOXKHO,
3 GEeKTUBHOM Tepaluy (B OCHOBHOM 3TO KacaeTcsl ayTo-
MMMYHHBIX HEHpOITaTHi1, OTBEYAIOIINX Ha BBEICHUE KOP-
THUKOCTEPOUIOB). B YCIOBUSIX pa3BUTHSI peMHHEPBALINU
IUIOTHOCT, MB yBeamumBaeTcs, YTO ITOATBEPKIACTCS
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peructpauueil IIJIE yBennyeHHOU aMIIMTYyAbl W iU~
TeJbHOCTHU Ipu UOMI, a Takke yBeTUUSHUS TJIOTHOCTH
MB (FD > N) u repputopun J1E 1m0 qaHHBIM Makpo-OMI
[12, 14].

PaccMmoTpeHHBIe BRI MOPGHOIOTUYECKIE OCHOBBI
1 MexaHn3MbI reHepatnu [1J1E B HopMme 1 Tipu maToiorun
IPpY Pa3HBIX YPOBHAX ITOPAXXEHUS M, COOTBETCTBEHHO,
Pa3HBIX HO30JI0TMIECKNX (DOPMAX 3aCTaBIISIIOT PETPOCIICK-
TiBHO TtepecmoTpeTh DMI'C-IPII ¢ yueToM HO30I0TYE -
ckux ¢GopM, OTOOPaHHBIX JJIsT UccliegoBaHust. B Tabmuie
MPEACTABJIEH NepPEeYeHb OOCIEAOBAHHBIX MALIMEHTOB C Pa3-
HBIMU HEPBHO-MBIIIICYHBIMA 3a00JICBAHUSIMUA B 3aBUCH-
MOCTH OT ypoBHS nopaxeHusi. OCHOBHYIO (1-10) TpyImTy
cocTtaBuin 654 (64 %) maimeHTa ¢ MepBUYHO-MBIIIIEYHBIMUA
¥ CHHANITHYECKUMHM OO0JIE3HSIMI, KOTOPHIE TT0 OIIPEaC/ICHIIO
He MMeJIY AeHEePBAallMOHHBIX 1/ peMHHEPBAIIOHHBIX
M3MEeHEeHMIA. B rpyrimy ¢ moka3aHHBIMU JeHepBAIIMOHHBIMI/
PEeMHHEPBAIIMOHHBIMU N3MEHEHUSIMU (2-10) BOIIIEIT TOJIb-
Ko 361 (36 %) nanueHT.

Kak ciemyet m3 TabIMIIBI, OOJIBIIAS YACTh PE3YIBTaTOB
MoJiyyeHa P MCCIeI0BAaHUM MBI 654 MalueHTOoB,
y Kotopbix u3meHenne [1/1E mporcxoaut mo MexaHu3MaM,
OIMMCAHHBIM BBIIIC MPU PACCMOTPEHHMH II€PBUIHO-MBbI-
IIEYHOTO, TIpe-/TIOCTCMHANITHIECKOTO YPOBHE ITopaxke-
HUSI, 1 HE MOXET YYUThIBaThbCs Mpu obocHoBaHuwm I, 11
u Il craguii Kak craauii feHepBaLlMOHHO-PEUHHEpPPBa-
LIMOHHOTO TIpoliecca. Bce pe3ynbraThl, MOMydeHHBIE TIPU
00C/Iem0BaHNH ITAIIMEHTOB 1-i1 TPYIIIBI, JOJKHBI OBLIN
OBITh MCKITIOUCHBI U3 CCIICA0BAHMS KaK HE YIOBICTBOPSI-
IOIIMe OTPEneICHUIO TeHePBAlIMOHHO-PEMHHEPBAIIMOH-
Horo npouecca. MU3amenenust [11E Ha sTanax npeumyiie-
crBenHoil peHepBamuu (I-1I OMI'C-APII) u craguu
HavaJIbHBIX peMHHepBalMOHHBIX n3MeHeHui (111 DMI'C-
JIPIT) B ciydasix nepBUYHO-MbILIEYHOTO M CUHAIITUYECKO-
TO YPOBHEH ITOpaXXeHUSI HE OIPEACIISIIOTCS TeHepBaluei
M, COOTBETCTBEHHO, HE MOTYT YIMTHIBATHCS TIPU aHAJIN3E
00IIIeOMOIOrTIECKIX TTPOIIECCOB KOMITEHCAITNH Te(heKTa
IIpY TOPaXEeHUM MepudeprnIecKoro HeifpoMOTOPHOTO
anmapata. Bce namenenus I[TJE ipu nu®MI, ucnonn3o-
BaHHBIE 11 onipeaeneHns ycaoBHoit DMI'C-JIPIT, oTee-
YaloT MOCTABJICHHOM 3amadye TOJIbKO IPU HCCIIeIOBAaHUN
MMAIIeHTOB 2-i1 TPYIIITBI M TPEOYIOT YTOUHEHMS TIPH BBIIC-
nennu I u 11 DMTI'C-JIPII npu He BBHI3BIBAIOIINX COMHE-
Hug Ha cyimectBoBanue 111, IVu VOMI'C-JIPII. ITonbiTka
aHaJormyHoi kinaccudukanum nsmenenns I11E Ha cra-
orm (0, 1, 2, 3,4 1 5) B 3aBUCUMOCTH OT U3MEHEHUS [T -
TeJbHOCTH TIpr ”OMI ¢ aBTOMATHIECKOI KOMITHIOTEPH -
3MpOBAaHHON OOPabOTKON pe3yIbTaTOB MPEAIIPUHSITA

y MMalMEeHTOB ¢ 00JIE3HBIO MOTOHEPOHOB [36]. IIpu 3TOM
aBTOpHI paccmatpuBai DMI'C-/IPIT He TOJIBKO Ha OCHO-
BaHuM usmeHeHus [1J1E, HO Takke yUMTHIBAJIM KJIMHUYE-
CKOE COCTOSIHME MCCJIEAOBAHHOM MBbILILbLI Y TPOCIEININ
aQHAJIOTUIHYIO MOCIICIOBATEIEHOCTD IIPOMCXOISAIIINX N3Me-
HeHuit [36, 37], B LIEJTOM COOTBETCTBYIOLLYIO HAOIOAEHUSIM,
oricaHHBIM paHee [4]. IIpoBeneHHBIE TOM XK€ TPYIIIOI
HCCJIENOBaHUSI OJHO3HAYHO MOATBEPANIIN, YTO HE3ABUCUMO
OT TSDKECTH TTOPAKEHMST MBIIIIL IIPA MUAOIIATUN HET ACHEP-
BaIlMOHHO-PEeMHHEePBALIMOHHBIX M3MeHEeHMI [38].

IIpoBeneHHBIMN aHAIM3 TaeT OCHOBAHME YTBEPXKIATh,
yTto roHsaTe DMI'C-JIPII cripaBeyIMBO TONBKO JIJIST CITy-
4yaeB C JOKa3aHHBIM HEBPUTHUYCCKIM WM HEMPOHAIBLHBIM
YPOBHSIMU TTOPaKeHMS ITepr(peprIecKoro HepoMOTOPHO-
ro armapata. JIJIst ciyJaeB IepBUYHO-MBIIIIEYHBIX 3200J1e-
BaHUWI MM OOJIe3HEH, CBA3aHHBIX C IIOPaXKeHNEM HEPBHO-
MBIIIIEYHON TIepemayyd Ha TMOCT-/MPeCUHANITUIECKOM
YPOBHSIX (HE3aBUCHMO OT TOTO, SIBIITFOTCS 3TH 3a00JIeBaHNS
MMPUOOPETEHHBIMY MJIN HACJICICTBEHHBIMI), NCIIOJIb30Ba-
Hue noHsatuss DMI'C-IPIT nekoppekTHo. Llenecoobpas-
HOCTb TIPEIIOKECHUS [UIST CIIy9aeB «HeIeHEePBAIlMOHHBIX>
YPOBHEI MopakeHUs 3aMeHUTh TepMuH «DMIC-IPII»
Ha «DMI'C maTojorndeckoro Tpoiecca» [12] Takke BbI3bI-
BacT COMHEHME, TaK KaK 10 CYTH He MEHSIET UCITOIb30BaH-
HBIX IPUHLIAIIOB BbiaeneHns «DMI'-cragmii maToaormye-
CKOT'0 TTPOLIECCa», T. €. He YIUTHIBAST MATO(M3HOTOTTISCKIX
MEXaHU3MOB U OOLIENPUHSTHIX NPEACTABIEHUI O KpUTe-
pusix audGepeHIMPOBKH TTePBUIHO-MBIIIIEYHOTO, HE-
BpaJIBHOTO M HEMPOHAJIEHOTO YpoBHEl nopaxkeHus. [1pemn-
JIOKeHHBIN croco0 BeimeneHuss DMI'C-JIPIT ¢ ydgerom
CpemHei IIMTeTPHOCTH (YMEHBIIICHMSI/ YBEJTMICHMS) 1 CME-
IIeHKS TUCTOrpaMMEl pactipeneeHus I11E (BreBo/Bopa-
BO) OTHOCHUTEJIEHO HOPMEI [4, 7] ceromHs moTepsil CBOIO
aKTyaJIbHOCTb M MOXET OBITb HCIIOIb30BaH TOJIBKO
JUTIST YaCTHBIX CIy9aeB KOHCTATallMU HEHPOGhU3MOIOrnIe-
CKOI CTagmy TATOJIOTMYECKOTO IIporiecca W TeM Oosee
HE MMeeT CMBICIIA IJIST OIeHKU 3(P(HEKTUBHOCTH Teparnu
6e3 yueta 3¢ (PEKTUBHOCTH peMHHEPBAIIAM.

OtnaBasi JaHb YBaXCHUSI OTCYECTBEHHOM IIIKOJIE
KJIMHUYECKOH 3JIeKTpoHeipoMuorpadum, B CBOE Bpe-
MSI MHOTO CHeJIaBIICH ISt pa3BUTHA MeToma UWOMI,
CEeTOIHS MpH 00CIeNOBaHUM MAIlMEHTOB ¢ OOJIE3HIMU
repudepruIecKOro HeiipOMOTOPHOTIO allapara U Impe-
ctaBieHusT nOMI -pe3yabpTaToB IliejiecooOpa3HO HC-
MOJIb30BaTh PEKOMEHAALMU, MPUHSTbIE MEXIAYHAPOI -
HBIM COOOIIECTBOM, KOTOpPBIE OYIYT PacCMOTPEHBI
B ITOCJICOYIONINX ITyOJMKAIMsIX B XypHase «HepBHO-
MBIIIICUHBIE OOJIC3HU».
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JthdekmusHocmb AKMOBEruHa npu nevyexuu 3abonesanuil
UeHmpanbHoli U neputhepuyecKoil HepBHOl CUCMEMbI

JI.M. Bopuckuna
T'BOY BIIO «Ilepéviii Mockosckuii eocydapcmeentniit meduyunckuii ynueepcumem um. M. M. Ceuenosa» Mumnzopasa Poccuu;
Poccus, 119991, Mockea, ya. Tpybeukas, 8, cmp. 2

Konmaxmeot: Jluous Muxaiinosna bopuckuna Boriskina.lidiya@gmail.com

Cmumynsmop pecenepayuu mrxaneii Akmoseeun npUMeHsemcs npu MHO2UX 3a001e8aHUSIX, C6A3AHHBIX C HAPYUEHUEM KPOBOOOPALeHUs.
Tpenapam naznauaemcsi nayueHmam ¢ He8pPOAO2UHECKOl, IHOOKPUHON0UHECKOLL, KaPOUOA0UMECKOU U 0adce 0manbmorocuUeckoli na-
monoeueil. Ighgexmusnocmo Akmoseeuna ommeueHa npu MemadosuecKux U cocyoOucmoix HapyuleHusx QyHKyuu 201081020 mosea. Ilpe-
napam makce yay4uaem mpoguxky mKaneli npu mpasmax, 0J4coeax U A36ax pasHoli samuoaoeuu, npedynpexcdaem pasgumue nocaeocmeuii
npu nepugepureckux cocyoucmoix HapyuleHusx. Akmogeeun aKmueHo UCHOAb3YemCcs Yy NAUUEHMO08 ¢ ONUMENbHO MEKYUUM CAXapHbIM
duabemom 03 NPOPUAGKMUKU U NeYeHUss MAKUX 0CA0NCHEHULL, KaK cocyducmas demeHyus u nepugepuqeckas noauteiiponamus. Mexa-
HU3MbL Oeiicmaust nPenapama cés3aHbl CO CHUMNCEHUEM BbIPANCEHHOCMU OelicmeUs NamoA02U4ecKux akmopos, a maKice ¢ 60CCMaHosne-
HUeM AHMUOKCUOGHMHOU AKMUBHOCMU 8 KAeMKaX.

Karoueevte caosa: Axkmogeeun, caxaphwiii duabem, eunepeiukemusi, nepugepuieckas ouabemu4eckas NOAUHeUponamus, CeHCOPHAs Heupo-
namus, memaboauueckas Heliponamusi, cocyoucmas 0emeHuus, Heliponpomexyus, mpoguieckas QyHKyus
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Efficacy of Actovegin in the treatment of the central and the peripheral nervous system

L.M. Boriskina
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The stimulator of tissue regeneration Actovegin is used in many diseases associated with blood circulation. It’s given to patients with neurological,

endocrinological, cardiac and even ophthalmic diseases. Its efficacy is observed in disorders of the brain with the metabolic and vascular nature.

It improves the trophism of tissues with injuries, burns and ulcers of the different etiology. It prevents the development of adverse effects as a result of
peripheral vascular disorders. Actovegin has received the active application in patients with the long-standing diabetes as a prevention and the treat-

ment of complications, particularly the vascular dementia and the diabetic distal polyneuropathy. The basis for these diseases is the hypoxic nature of
the tissue damage. It’s mechanisms direct to the reduction of the influence pathological factors and the recovery of the antioxidant activity of cells.

Key words: Actovegin, diabetes mellitus, hyperglycemia, distal diabetic polyneuropathy, sensory neuropathy, metabolic neuropathy, vascu-

lar dementia, neuroprotection, trophic function

Caxapnspiii mradet (CJI) ctonT Ha 3-M MecTe cpenu
MMPUYMH WHBAJIUOU3ALNN HACEJICHMS ITOCe CEepACIHO-
COCYIVCTHIX 3a00JIeBaHII 1 OHKOJIOTUYECKUX OOJIe3HEI.
XpoHU4ecKast TUIePIIMKEMUS SIBIISICTCS TIIAaBHOM TTPUJM -
HO COCYOVCTHIX OCITOXXHEHUM, IIPUBOAS K TTOBBIIIICHUIO
00pa3oBaHUsS KOHEUYHBIX IIPOIYKTOB TIMKHPOBAHMS
U TIPOBOLUPYST POCT YPOBHSI CBOOOOHBIX paauKanoB [1].
DTH peaKIny IIPUBOAIT K COCYANCTHIM U3MEHEHMSIM 1 Ha-
pYILIEHNIO0 TPOMUKHN KaK KJIETOK TOJOBHOTO MO3Ta, TaK
n TepudepruecKnXx HEpPBHBIX BOJOKOH. Hapymraercs
OINTUMAaJIbHAS cpea I amanTallii HeiipOHOB K HOBBIM
(GYHKIITMOHAIBHBIM YCIIOBUSM — TTOBBIIIACTCS PUCK 1 Ya-
CTOTa TIOBPEKICHUSI MO3TOBOM TKaHMW. Pa3BuTHE OCITOXK-
HEHMI HETaTMBHO BIIWSIET HA TEUCHME 3a00JIeBaHMS, 3a-
TpyOHSET OOydeHUe OOJBbHBIX IIpUeMaM M MeTomaM
CaMOKOHTPOJISI, a TAKKE CHIKAET UX CITOCOOHOCTb CIIEIO0-
BaTh PEKOMEHIAILIMSIM Bpada 1 COOJTIONATh Ha3HAUYCHUS.

IMpu mmrenpHOM TedeHnn CJI pa3BUBAIOTCS U3ME-
HEHUSI KaK CO CTOPOHBI Iepru(eprnIecKIX HEPBOB, TaK
U CO CTOPOHBI LIEHTpaJbHOI HEPBHOI cuUcTeMbl. Jlnabe-
trdeckas nonuHeliporratust (JIITH) pa3BuBaercst y Kax-
nmoro 3-ro nanueHTa ¢ C/I. ucranbHas quabeTudeckas
CEHCOpHAas MOJMHEHPpONaTus BBISBISIETCS KIMHAIEC-
k1 y 30 % nauueHTOB, 0OCIEOOBAHHBIX B CTalLlMOHApE,
u B 20 % ciydaeB B oO1ei nonyisuuu 60abHbIX CI [2,
3]. AITH Ha ¢oHe XpOHNYECKOI TUTIEPIIIMKEMUH CBSI3aHa
€ MaTo(pU3NOTOTUIECKUMU TIPOLIECCAMU: OKCUIATUBHBIM
CTPECCOM, aKTUBALIMEH TTOJIMOIOBOTO ITYTH, TUCTATTHICMI-
elf, HaKOIUICHNEeM KOHEYHBIX ITPOAYKTOB TJTMKUPOBAHMS
[4]. K HapyLIeHUSIM 9yBCTBUTEIBHOCTH IIPUCOCTIMHSICTCS
HeliponaTyeckas 00Jib, TIPUYEM PUCK BO3HUKHOBECHMS
00JIeBOr0 CHHIPOMA 3HAYUTENIBHO BoIIIIe TIpu C/I 2-T0 T
[5, 6]. BoneBoit cMHAPOM pa3HOIl CTEIEHN MHTEHCUBHO-
CTHU y MalueHTOB pa3BuBaeTcs B 13—34 % ciydaeB u cy-
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IIECTBEHHO YXYIIIaeT Ka4eCTBO XKM3HU BMECTE C CEHCOP-
HBIMU HAPYIICHUSIMH 1 S3BeHHBIMU MOPAKEHUSIMU KOXKU
[7]. MHoOroneTHMIT aHaMHe3 00JIeBOT0 CUHAPOMA, OCOOEH-
HO TIpY ITOCTOSTHHOM XapakTepe 00JI1, CIYXKUT IMPUINHON
WHBaJUIN3AIINH, a IIPOTPECCUPYIOIIee CHIKECHIE ITOpOoTa
BUOPAIIMOHHOM YYBCTBUTEIBHOCTH aCCOIIMMPOBAHO C TT0-
BBIIICHHBIM PHCKOM Pa3BUTHUSI HEHPOTEHHBIX TpopmIe-
CKUX sI3B HIDKHUX KOHEUHOCTEIA.

[MopaxeHune LIEHTPAIPHON HEPBHOM CHCTEMBI (MeTa-
6ommueckast sHNedanonatusa) mpu CJI xapakTepu3yeTcs
HecTeMM(PUISCKIMI KOTHUTUBHBIMUA PacCTPONCTBAMMU.
JnvrenbHas TUIEPIIUKEMUST OOYCIIOBIIMBACT pPa3BUTHE
cocynucThix ocioxkHeHu mipu CJI u gBisieTcsl OmHOM
W3 IPUIMH MTaTOreHETUICCKUX M3MEHEHUI B TOJIOBHOM
mo3re [8, 9]. [Tatomopdomornuyeckre M3MEeHEHUS y Ta-
meHToB ¢ CJI XxapaKTepH3yIoTCsI aHTHMOIIaTUEH COCYIOB
TOJIOBHOTO MO3ra, IeTeHepaTUBHBIMU M IICEBIOKAJIb-
LITHO3HBIMU M3MEHEHUSIMM, aTpodueii 3yduaToro sipa,
$1OPO30M MO3TOBBEIX 000JI0UEK, a TAKKE TeMHUCITMHU3H-
PYIOIIMMU U3MEHEHUSIMU YepenTHbIX HepBoB [10]. Korau-
TuBHBIe HapymeHus npu CJ 2-To Tuma 0O0yCIIOBICHBI
TUIIEPITIMKEMHUEH, a TAKKe MUKPO- K MAKPOCOCYIUCTHIMU
U1 MHBIMU HapylueHusmu [11]. Beicokuii ypoBeHb TJIMKE-
muun 1 HbAlc accounnpoBaHbl ¢ HApyILIEHUSIMU BBICIIIUX
KopkoBbIX pyHKumii mpu CI0 1-ro u 2-ro tnna [12]. ITo-
BBIIICHHBIN pUCK KOTHUTUBHBIX HAPYIICHU, COCYITUCTOM
IEeMEeHLIMU W HelipolereHepaTUBHBIX HAPYIIICHUH (BBIIIC
Ha 57—114 % otHocuTeabHO He cTpanaioiiux CJI) moka3aH
B psiie MPOAOJIKUTEIbHBIX MccaenoBanuii [13, 14]. Ucce-
noBanue The Honolulu-Asia Aging Study noarBepauio
cBs13b CJ1, coCymMCTBIX M HelipoaeTeHepaTUBHEBIX N3MEHE-
HU B TOJIOBHOM MO3T€, MOATBEPXKIaeMbIX MArHUTHO-pE-
30HaHCHOM ToMorpadueii [15]. B ucciaenoBanum ¢ 30-1eT-
HUM HabmoaeHueM 3a 1892 maummentamu ¢ CJI Takxke
00HapyXeH JOCTOBEPHBII MOBBIIIEHHBIN pUCK KOTHUTHB-
HbeIX HapywmeHuii [16]. PaccmarpuBas CI xak Momeib
BO3MOXKHOM METa0OIMIECKOM IeMEHIIUN, OTMETHUM POJIb
WHCYJTUHOPE3UCTEHTHOCTH B (POPMUPOBAHUU HE TOJIBKO
COCYIVCTOTO, HO M HEMpPOIAETeHEPATUBHOTO TTOPAXKCHMS
TOJIOBHOTO MO3Ta, B YaCTHOCTU 00Je3HU AJbIreiiMepa.
MHCcymmH BO3IeCTBYeT Ha OTHE bl TOJIOBHOTO MO3Ta C MH-
CYJUHOYYBCTBUTEIBHBIMU PEIETITOPAMH, TAKME KaK BH-
counsle moym. [TocnenHne accOMMPOBAHEI C TIPOIIECCaMU
dopmupoBaHus maMsITH. Takke WHCYJIMH BBITIOJHSICT
He TOJIbKO MeIMATOPHYIO (DYHKIIMIO B peaT3alliy KOTHM -
THUBHBIX (DYHKIHWI, HO M Y4YacTBYeT B MeTaboImM3Me
B-amunonna u psina 6eJIKOB, BXOISIIUX B OCHOBY HEMPO-
GuopMLIApHBIX 00pa3zoBaHmii [17]. OTMeYeHO, 4YTO pUCK
KOTHUTHUBHBIX HapyiieHuit y 0onpHbIXx CJII 2-rO THma
He 3aBHCEJI OT BEIOPAHHOM IMOMYIISIIIUY 1 OBLT OMMHAKOBO
BoIlle B cTpaHax 3amanHoii EBpombl, Amonnm n CIIA
[18—20]. MukpococynucThie U3BMEHEHUSI TOJIOBHOTO MO3-
ra ripu CJI 1o cpaBHEHMIO ¢ KOHTPOJIBHOM TPYIITION ITOKa-
3aHbl TP HEUPOBU3YAIU3aLIMU ¢ KOHTpacToM [21], mpu-
YyeM HaJW4YWe KOTHUTHUBHBIX HApYyIICHWN COBIAgaeT
¢ mopaxkeHrueM apTepuii Meskoro Kanmopa (100—400 MxM)

[22]. Knuanuecku mrabeTrndeckast sHIedaIonaTus mposiB-
JIIeTCsl KOTHUTUBHBIMU PacCTPOCTBAMU, BKITIOYAFOIITMU
HapyIlIeHNe COLMAIIBHO 3HAYMMBIX (DYHKIIMI TOJIOBHOTO
MO3ra: TTaMSITH, BOCIIPUSITHUS 1 00pabOTKM WH(pOpMAIINH,
pedr, BO3MOXHOCTH TIPUOOPETCHUS] W WCITOJIb30BaHUS
pa3HBIX IBUTATCILHBIX HABBIKOB, PEIICHUSI MHTCIUICKTY-
anbHBIX 3ama4 [9]. [To manHbEIM mccnemoBanus, B CIIIA
pacIpocTpaHeHHOCTh KOTHUTUBHBIX HapymeHuit mpu CJI
2-ro tuna coctapisieT 20 % y MyxuuH u 18 % y XeHILIuH
60 net u crapmre [23].

OmHolf M3 OCHOBHBIX 3amad BeaeHUs manuenTa ¢ CJ1
SIBJIICTCS TIPEIOTBPAICHNE OCJIOXHEHU, 3HAYUTETBHO
VXYAIIAIONINX Ka4eCTBO XM3HU OOJBHBIX, U B TEPBYIO
odepeap MpoduIakTuKa runepriankeMud. CUMIITOMAaTH-
YecKoe JICUCHHE YIIyYIIaeT COCTOSTHUE TTAlIMEHTOB Ha He-
MPOIOJCKUTEIbHBIN cpoK. C ydeToM MHOroakTOpHOTO
XapaKTepa HapyLIEHWU I, ONPEeSIOIIErO0 BOSHUKHOBEHUE
¥ Pa3BUTHE MOPAKEHUI IIEHTPAIIBHOM 1 HieprepuIeCcKOi
HEPBHOM CHCTEMBI TIpU I1radeTe, B TePAiX CICIyeT IIPH-
MEHSATh (DapMaKOJIOTHYeCKIE TIperapaThl, UMEIOIINE pa3-
JIMYHBIC TOYKW TPUJIOXKEHUS W BIUSIONINE Ha MHOXECT-
BEHHBIC ITATOTCHETUICCKIIEC MEXaH3MEL.

OmHUM 13 OCHOBHBIX IIPENapaToB, PeKOMEHIOBAHHBIX
IUTSL JICUSHUST HEBPOJIOTHIeCKMX octoxkHeHnit CJ1, siBiister-
¢ AKTOBETH. AKTOBETHH IIPEICTABIISIET COOOM MeTpoTe-
WHU3WPOBAHHBIN YIbTpaduiIbTpaT KPOBU TEJIST, BKITIOYA-
roruit 6onee 200 6MoOIOTMUECKUX CYOCTaHIINI, OOJTbIIAs
YacThb KOTOPBIX MpEACTaBIeHA COCIMHECHUSIMMN C HU3KUM
MOJIEKYJISIPHBIM BECOM, BKJTIOYasi aMIHOKWCIIOThI, OMOTeH-
HbIE aMUHBI W TIOJIMAMHWHBI, COUHTOJUIINABI, TeKCO3HI,
9MKO3aHOUIBI, JIAKTAT, CYKIIMHAT, XOJWH, BUTaAMUHEI,
ageHo3nHMOHoGocdaTr u nmHO3UTON(OCPOOTIUTOCAXaApH-
Ibl. HeOoBIIIOl IMpOIIeHT MPUXOAUTCS Ha allMIKapHUTHI -
HBI, POCHONMUITUIBI, CBOOOTHBIC KUPHBIEC KUCIOTH U OK-
CHICTEPOJIBI; B €IlIe MEHBIIICH KOHIICHTPALIMY ITPEICTaBICHBI
MpOCTarjlaHANHBI, OKWMCJICHHBIC ITOJMHEHACHIIICHHBIC
KMPHBIE KACIIOTHI U 3KeTYHBIe KUCTOTHL. [Ipemapar obia-
IaeT HeWpPOIPOTEKTUBHBIM IEUCTBHEM, ITO3BOJISIOIINM
KJIETKaM TOJIOBHOTO MO3ra M mnepudeprdecKrix HEPBOB
aIanTUPOBAThCS B YCIOBUSIX THIEPIIIMKEMUM M OKCHIA-
THBHOTO cTpecca. [TokazaHO, 9YTo AKTOBETHH YBEINIMBACT
o011Iee YMCI0 CMHAIITUYECKUX CBSI3CH, TTOMABIISIET aIloITo3
W YJIy4dIIaeT IT0Ka3aTeIM CKOPOCTH PacIipOCTPaHEHMS BO3-
OYXIeHMSI TT0 CECHCOPHBIM BOJIOKHAM, 3HAYUTEIIHHO YIyd-
1I1ast Ka4eCcTBO XXM3HM MalueHTOoB [3].

Takum o6pa3om, AKTOBETUH SIBIISIETCSI OMOJIOrMYe-
CKHAM TIpeIrapaToM, COCTOSIIIUM M3 MOJIEKYJ, KOTOpHIe
comepXarcsa B (PU3MOJIOTUYECKUX YCIOBUSX, ClIeo0Ba-
TeJbHO, (DapMaKOKMHETHICCKNE U (DapMaKOIUHAMUYE-
CKME HWCCJICIOBaHUs, HalpaBJICHHBIC Ha OIIpelecsIcHHE
AKTUBHBIX MOJIEKYJI, HE TIPEICTABISIOTCS BO3MOXHBIMM.
HecMotpst Ha 3TO, 3KCIIEpUMEHTAIBHBIC TaHHBIC ITOMI-
TBEPXKIAIOT, YTO AKTOBETHH MMEET HaOOp OMOaKTUBHBIX
KOMITOHEHTOB, KOTOPBIC TTO3BOJISTIOT BIMSATHL HA MHOTHE
BHYTPUKJICTOUHBIE TIPOMECCH W CIeHU(UISCKUE YTH
MeTtabomm3Ma Kietku [24]. Takoe neiicTBue Tipernapara
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0COOCHHO BaXXHO B TepaIllMi OCJIOKHEHUM UTUTEIHHOU
TUTICPIIMKEMUM.

BrlmeonmcanHble MeXaHU3MBI, 00ECIIeUNBAIOIINE
HEHPONPOTEeKTUBHOE W METa0OJMYECKOe IEeCTBHIE TIpe-
Imaparta, OIpeaessTIoT ero 3(PpOEKTUBHOCTD IIPU Pa3TAIHBIX
3200JIeBaHUSIX M COCTOSTHUSIX 1 SIBJISIIOTCST OCHOBAHMEM JIJIST
HCTIONB30BaHUS AKTOBerrHa y TaneHToB ¢ CJI ¢ 11embio
MPOGMIAKTAKY 1 YITy9IIIeHNS KOTHUTUBHBIX CITOCOOHOCTEH,
TaK ke KaK 3TO HaOJIIogaeTcs U y MAIlMeHTOB C ITOPaKeHM -
€M COCYIOB rOJIOBHOTO Mo3ra, He cTpamatormmx CI.

3aBrcuMOCTb 3(P(HEKTUBHOCTH MpeTiapaTra OT Ha3Ha-
YyeHHOH 103bl AKTOoBermHa usydyeHa y 120 6onbHBIX C/I
¢ LepeOpOBACKYISIPHONM HETOCTATOYHOCTHIO [25]. YuacTt-
HUKHU 3 TpyHIT oydaau AKToBervH ¢opTe 3 npaxke 3 pasa
B cyTku (n = 40), AKTOBeTHH hopTe 2 mpaxke 3 paza B CyT-
ku (n = 40) u naue6o (n = 40). JIIMTeNpHOCTD IIpHeMa
cocraBwia 12 Henm. JIJIst OIleHKM pe3yibrata IpUMEHSIIN
TECT ¢ MO3aMKOM, KOTOPBI CUYUTAETCS OCOOEHHO CJIOXK-
HBIM JIJISI TAIIMEHTOB CO CHIDKEHMEM MHTeJuIeKkTa. [1o uro-
ram MCCJIeIOBaHUS B TpyIIle, MOJIyJaBIIel Mo 3 apaxe
AKTOBETMHA, pe3yJIbTaThl TeCTa MOKA3aJIM YeTKYIO TCHICH-
LU0 YIIYYIIeHMS TT0Ka3aTelIei o CpaBHEHUIO C JIMIIAMM,
MTOJTYIaBIITMMM T10 2 Apaxke, OMHAKO pa3IMIMsl ObUIH HIDKE
CTaTUCTUYECKOM 3HAYMMOCTU. A TI0 OKOHYAaHUM 3 Mec
Tepanmuu AKTOBerMHOM ¢opte 92 % maiueHToB TMpoje-
MOHCTPUPOBAJIN yiy4diieHue [25].

ITokazaHo, YTO AKTOBETUH JOCTOBEPHO YBEINYUBAET
CKOPOCTb KOTHUTHUBHBIX IIPOIIECCOB IO CPABHEHUIO C TJIa-
11e00 y OOJIBHBIX ¢ CHHIPOMOM OPTaHMYECKOTO ITopaxke-
HUSI TOJIOBHOTO MO3ra JIETKOM U cpeaHeil Tsikectu [26].
IMamuenTs! npuauManu 400 mr AkroBernHa opre 3 pasa
B cyTKHU (n = 68) u 1utane6o (n = 60) B TeueHUe 8 Hex.
bonee nonoxurenbHy0 IMHAMUKY HAOI00aI1 B 1-i1 rpyIi-
I1€ 10 CPaBHEHUIO €O 2-11 — 67,7 1 48,3 % cOOTBETCTBEHHO
(p =0,046).

B nBoitHOM clterToM 1ane00KOHTPOIMPYEMOM HUCCIIe-
JTOBaHMH OLICHUBAJIN BIUSTHIE AKTOBETHHA Ha KOMIIOHEHT
P300 mpu aHanmM3e BRI3BAHHBIX 3PUTEIBHBIX TOTCHIINAIOB
y 18 mammeHTOB C BO3PaCTHBIMU PacCTPONCTBAMM ITAMSITH
[27]. T1aumeHTH OBIIN pa3meieHBl Ha 2 TPYIIIIHL: TTOTyJIaB-
e 1o 250 M1 20 % pacTBopa AKTOBETMHA U OJIyYaBIINe
o 250 mut TuTare0o B TeueHue 2 Hel. Pe3ynsraThl a11eKTpo-
sHIIedanorpadun ¢ KapTUPOBAaHWEM TOJOBHOTO MO3Ta
ITOKAa3aJIM, 9TO AKTOBETHH B OTJIMYME OT IUIaIie00 OKa3bl-
BaeT 3HAYMTEIILHOE ITOJIOXKUTEIFHOE BIIMSTHIE Ha (DYHKITUIO
TOJIOBHOTO MO3Ta 4YeJIOBeKa, YTO IIPUBOIUT K CHIDKCHUIO
8- ¥ 0-aKTUBHOCTH, YCWJICHUIO CMEXHOM C 0- MEeIUICHHOM
B-akKTMBHOCTH, a TaKXe CHUXEHUIO OBICTPOM [B-aKTUB-
HOCTH.

B.B. 3axapoB m co0aBT. M3y4YaJau TepalleBTUICCKOE
IeicTBe AKTOBETMHA Ha KOTHUTUBHBIC (DYHKIINM Y T1a-
mueHToB ¢ CJI 2-ro Tvma, pa3neIeHHBIX Ha 2 TTOATPYIIIIEL:
C HAJIMYKMEM COIYTCTBYIOIIEH apTepUabHON TUIIEPTOHNH,
MIPU3HAKOB UIIEMUIECKON 00Ie3HN cepama U TeMOIMHA-
MHWYECKH 3HAYMMBIX CTCHO30B COHHBIX apTepHii 11 03 BbI-
enepevyrciieHHbIX natonoruii [28]. [Tocne 3-MecsraHOTO

Kypca TepaIlliy 0Ka3aJloCh, YTO HamOOJIbIIasl JMHAMUKA
ToKa3arejieil KOHIICHTpallni BHUMaHUsI, 00beMa KpaTKO-
BPEMEHHO ITaMSITH, 3pUTEJIBHO-MOTOPHOI KOOpIMHAITNI
U PETYISIINN TICUXUIECKON MeATeIbHOCTH OTMedasach
B TPYIIIIE TTAIIMEHTOB, Y KOTOPHIX IMa0ET COUETAJICS C APY-
TUMH KJIIMHAYECKHA 3HAYMMBIMH CEPASIHO-COCYINUCTHIMU
(akTopamu pucka. C y9eTOM TOTO, UTO B OCHOBE KOTHU-
TUBHBIX HAPYIIEHW y 3TOI KaTeTOpuy MAllMEHTOB HapsI-
Iy ¢ apyrumu ¢akTopaMy JICKUT TKaHeBas TUIIOKCHSI,
CBSI3aHHASI C MUKPO- ¥ MaKpOCOCYIMCTHIM TTOBPEKICHM-
€M, MOKHO ITIPEIIIOJIOXUTh, YTO AKTOBETHH 3a CUET YIyd-
IIEHUS TapaMeTPOB MUKPOILIMPKYJISITOPHOTO pyciia oKa-
3bIBACT HOITOJHUTENIbHBIN ITOJIOXUTEIBHBIN 3P deKT
TIPY COCYIUCTHIX KOTHUTUBHBIX PACCTPOMCTBAX, COIIPOBO-
KIAeMBIX ITOpaXKeHUEeM COCYIOB MaJIoTo Kanopa.

B Hacrosiee BpeMs 3aBepIlIieHO KPYITHOE MHOTOIICHT-
pPOBOE PAaHIOMM3MPOBAHHOE IUIAIIC00-KOHTPOJIUPYEMOE
ncciaenosane APTEMUIA, B koTopoMm u3ydanach 3¢h-
(peKTUBHOCTD 6-MECSYHOM TepaIlliy IpernapaToM AKTOBe-
T'YH y ITAIIMeHTOB B OCTPOM IIEPHOIE UIIEeMUISCKOTO MH-
CyJIbTa, MIMEIOIINX KOTHUTUBHBIC HApyIIeHUs. Pe3ynsraTe
HCCIIeIOBaHMS OYIyT 0OHAPOIOBAHEI B OJIIKAMIIIEe BPEeMSI
1 MOTYT OBITh MHTEPECHBI B OTHOIIICHUU COBPEMEHHOM
IoKa3aTeIbHOM 0a3bl 3(D(EeKTUBHOCTH IIpeIiapaTa B Jieue-
HUY KOTHUTUBHBIX HAPYIIIEHU, SIBJISTFOIIIXCS CIICACTBH-
€M COCYIMCTOI ITaTOJIOTUH TOJIOBHOTO MO3ra.

HeiipornpoTtekropHble 3(h(eKThl AKTOBETMHA N3y4eHbI
B 3KCITEpUMEHTAILHOU MOIEIN TT100aTbHOM TTPeXOSIIeii
umeMun Mo3ra y Kpeic [29]. ¥V 40 kpeic ntuauUM Sprague
Dawley BbIIOJIHUIN OKKITIO3MIO 4 COCYI0B IS UHAYKIIUN
I7100aTHbHOM TIPEXOIIIEH MIIIEMIH MO3Ta C TTOCIeAYIOIITNM
BBeIeHNEM (PHU3MOIOTHYECKOTO paCTBOPpA MM AKTOBETH-
Ha. UMuTains yka3aHHOTO BMEIIIaTeIbCTBA ObLIA IIPOBE-
meHa 15 kpbeicaM. AkroBeruH (200 mMr/Kr) mian Gu3no-
JIOTMYECKUI pacTBOp MPUMEHSIM COycTs 6 4 Mmocie
OKKJTFO3MY COHHOM apTepru M 3aTeM €KeTHEBHO BIUIOTH
10 40-x cyrok. O6y4yaeMOCTb 1 MaMSITh Y XKUBOTHBIX OlLIe-
HUBAJIX C TIOMOIIIBIO TeCTa BOOHOTO JIabuprHTa Moppuca
B TEUYCHUE ABYX PA3HBIX 5-THEBHBIX IEPUOIOB; TaKXKe
MIPOBOAMJIN TECTHMPOBAHMWE CUJIBI 3aXBaTa JIallbl KPBICHI
IIUIST BBISIBJICHUST TIOTEHIIMAIBHBIX YXYAIICHUIT MOTOPUKH.
Mo3r KpbIC U3BIMAIN IS TUCTOJIOTMYSCKOTO aHajau3a
Ha 68-e cyrku. I1o cpaBHEHMIO ¢ KOHTPOJIbHOM IPYIIIOi
Y KpPBIC, TIOJyYaBIIMX AKTOBETMH, ITOKAa3aHO MCHBIIICE
BpeMsI 1O TOCTUKEHUST CKPBITOH TIaT(POPMBI BO 2-M HC-
cJemOBaHUM OOYy4aeMOCTH IO JAHHBIM TeCTa BOITHOTO
nabupuHta (46,82 + 6,18 B cpaBHenuu ¢ 27,64 £ 4,53 c,
p < 0,05; 38,3 + 8,23 B cpaBuenum ¢ 13,37 = 2,73 c,
p <0,01, st 1-ro 1 2-T0 S-MHEBHOTO TIEpHOaa TeCTa CO-
oTBeTCTBeHHO) (puc. 1). KpoMme TOro, KphICH, MOJIy4aB-
e AKTOBETHH, IPY OLIEHKE IMMPOYHOCTH ClIela TaMsITH
MIPOBOAMJIN OOJIbIIIe BpeMEHHN B 30HE IIATOOPMBI, YeM
KPBICHI, TTOTyYaBIIre (pru3normorndeckuii pactsop (p < 0,05).
He BBIsIBICHO pa3mnuunii B CHJjIe 3aXBara Jiall KpbIc. [icTo-
JIOTMIECKNI aHaJIM3 TKAaHW MO3Ta IIPOIEMOHCTPHPOBAI
OOJIBIIYIO BEKMBAEMOCTh KiIeTOK B CA-1 006J1aCTH TUITIIO-

27
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Puc. 1. Oyenxa obyuwaemocmu npu nomowu mecma 600H020 AaOUPUHMA
Moppuca (0nu 36—39 u 64—67 nocae okkaro3uu obueil COHHOU apmepuu).
Jlannvle Ha epaguke ompadcaiom cpedHee 3HaveHue + cmanHoapmuyo no-
epewinocms Memoda nodcuema (*p < 0,05, **p < 0,01, 'p < 0,001, Axmo-
geeun no cpasrenuro ¢ NaCl) [25]

KaMIIa TI0cie JIeYeHNST AKTOBETMHOM (JIEBOE ITOJIyIIapue —
166 £ 50 B cpaBHeHuu ¢ 332 * 27 kietok, p < 0,05; mpaBoe
nosymapue — 170 &+ 45 B cpaBHeHuM ¢ 307 £ 28 KiIeTOK,
p <0,05, y KpbIC, IOTy4aBIINX (DU3UOJIOTMIECKII pACTBOP
1 AKTOBETHIH COOTBETCTBEHHO). Y KPBIC AKTOBETHUH YTyd-
IIaeT MPOCTPAHCTBEHHOE O0YJYEeHNE M MaMSTh ITOCTIe 1Ie-
peOpaTbHOM NIIIEMUH, 9YTO MOXKET OBITh CBSI3aHO C HEHPO-
nporekuneit CA-1 obmactu rurmokammna [29].

ITomuMoO 3TOrO0 OBLIIO MOKA3aHO, YTO AKTOBETHUH YIyd-
[IaeT MUKPOLIMPKYJISIINIO B TKAHSIX, TIOJIOKUTEIBHO BO3-
IEeUCTBYS Ha 2HAOTEIWM cocymoB. Tak, Ba3oMOTOpHAas
1 MeTaboamIecKast GyHKIIMYI MUKPOCOCYIUCTOTO SHIOTE-
JIASI KOXKH UCCIIEIOBAHBI Y 3I0POBBIX JOOPOBOJIBIIEB B ITPO-
1mecce ocTporo apMakoJIOrHIeCKOTo TeCcTa ¢ AKTOBETH-
HowM [30]. ITpu moMoIy MeToa JIa3epHOM JOTTIIEPOBCKOM
droymerpun (JIIP) ¢ BeliBIeT-aHAIM30M OCHMJUISIINIA
MMKPOKPOBOTOKA OIICHUBAIM PeaKIIN MUKPOCOCYINCTO-
IO PHIOTEINS B KOXE MPEAIUIedbs y 24 310pOBBIX 100PO-
BOJIbLIEB-MY>KUMH B Bo3pacTe 18—26 ner (21,9 = 2,7 roxna),
KOTOPHBIM mociie ncxomHoit JIA® Ha mpaBoM Ipearuieybe
BBITIOJTHSUTM BHYTPUBEHHOE BBEICHNE MpernapaTta AKTOBe-
TYH B JIEBYIO KyOMTaJIBHYIO BeHy. Uepes 2 9 mmociie OKOH-
yaHus WHGY3UW TPOBOMIA MOBTOPHOE MCCIICIOBaHUE
MUKPOIUPKYISITOPHOTO KPOBOTOKA. Y S5 MCIBITYeMBIX
10 aHAJIOTMYHON cXeMe BBITTOJTHUIN UCCIIeA0BAaHNUE C MH-
dy3ueir puznoIornIeckKoro pacTsopa. B pesynsrate nH-
¢y3un AKTOBETHA OTMEYAJIOCh YBEJTMUSHNE MAaKCUMAaJTh-
HBIX 3HAYCHUU aMIUIATYIBl 3HIOTEIWAIBLHOTO PHUTMa
(xa yacrore 0,01 Iix) Ha 76 % (p < 0,001) u yBenuueHue
(YHKIIMOHAJIEHOTO BKJIAIa MUKPOCOCYIMCTOTO SHIOTEIHS
B 001LIMIT ypOBeHb TKaHeBOM nepdy3uu Ha 79 % (p < 0,001)
(puc. 2). [Ipu KOHTPOJIHLHOM HCCIIEAOBAHUY C BBEACHUEM
(U3MOTOTUUECKOTO pacTBOPA MOJyYeHO CHIDKEHUE MaH-
HbIX IIOKa3aTeseil Ha 52 u 54 % cooTBETCTBEHHO (puc. 3).
[Mon BustHMEM AKTOBETMTHA OTMEYACTCS TAKXKE 3HAUMMOE
YBeIMYCHNUE aMIUTATYIbBI MUOTEHHOTO PUTMa (CHIDKEHUE
ToHyca) Ha 35 % (p < 0,05) U COOTBETCTBYIOLIEE YMEPEH-
HOE CHIDKCHUE OUACTOIMIECKOTO apTepHaIbHOTO JaBIe-
Hus Ha 3 MM pT. cT. (p = 0,076), uyTO, BeposiTHEE BCErO,

00YCIIOBJICHO TTOBBIIICHUEM BbIPAOOTKI 3HIOTEINEM OK-
cuma azota. OCHWUISIIMA MAKPOKPOBOTOKA HAa YacTOTE
0,01 Iix oTpaxkaloT He TOJHKO Ba30MOTOPHYIO, HO 1 OOMEH-
HyI0 (YHKIIMM MHUKPOCOCYIMCTOTO SHAOTEIMs. TakuMm
obpa3zoMm, TIipemapaT yaydllaeT YTUIW3AMUI0 TKAHSIMU
KHCJIOPOAA Y TITIOKO3bI ¥ CITOCOOCTBYET YBEJTMICHUIO ITPO-
IOYKIIMY OKCHIA a30Ta CO CHIDKEHHUEM TOHYCa TJIaIKOMBI-
IIEYHBIX KJIETOK MUKpococynos [30].

[Tpu n3ydyeHMN BIUSHUS Ha TIeprdepUIeCKIe HEPBBI
B HEOOJIBIIIOM MCCIIETOBAaHUM ITOKAa3aHO, YTO AKTOBETMH
VIIy4dIIaeT IPOBOISINYI0 (DYHKIINIO HEPBHBIX BOJIOKOH,
YMEHBIIIAeT IIPOSIBIICHUS aJUIOAWHUY U TIPUBOIUT K CyOb-
eKTUBHOMY YJIYYIICHUIO CaMOYYBCTBHUsS IIocie 24 Hen
npuMeHeHns y nauueHTos ¢ JIITH [31].

B MHOTO1IEHTPOBOM PaHIOMU3UPOBAHHOM IBOTHOM
CJICTIOM MICCIICIOBAaHNM MPOBeeHa olleHKa 3G (PEKTUBHO-
CTU 1 0€30MaCHOCTA AKTOBETMHA B XO€ JieueHUs 567 ma-
nueHToB ¢ CI0 2-ro tTuna [32]. Y4acTHUKM TTOTydasin
20 BHyTpUBeHHBIX MHDY3Mi1 110 2000 Mr/cyT (1 = 281) W
miaue6o (n = 286), a 3aTeM IPOJOJIKAIN IIEPOPaATbHBIIA
npueM npemnapata (1800 Mr/cyr) mam mrane6o (3 TadeT-
KU B IeHb) B TeueHre 140 qHeit. [I1s1 olleHKY pe3yIbTaToB
WCITOJTb30BAIMCH OOIIMAs IIKaja HeBPOJOTMIECKUX CHM-
nrromoB (TSS) 1 mopor BUOpallMOHHO YyBCTBUTEIBHOCTH
(VPT). OtMedeHBI IOCTOBEPHOE YIIyUIIICHUE TP OLIEHKE
cocrostHus 1o TSS, cumxenne VPT Ha 3 % u ynydiieHue
CeHCOpHOII (yHKIMM Ha (oHe IpueMa AKTOBETrMHa
TI0 CpaBHEHMIO C TPYIINOii tiare6o. 1o mxane menxmde-
CKOTO 3I0POBBS BHISIBJICHO 3HAYNMOE YIIy4YIlleHNE KauecT-
Ba >KW3HM Y JIUII, TIOJIyYaBIINX ITpeITapar.

OTMedeH MOJOXUTEIbHBIA 3(Pp¢eKT AKTOBEermHa
Yy HAaIIMeHTOB ¢ HEHPOUIIEeMUIECKIM O0JIEBBIM CHHIPO-
MOM B HIDKHHMX KoHeuHOoCTsaX ripu CJI. B pangomMu3upo-
BaHHOM OTKPBITOM CPaBHHUTEIBHOM 8-HEACIbHOM HC-
caegoBanun 26 mauueHToB ¢ CJI 1-ro m 2-ro TUIOB
¢ HelpoumeMn4eckoil ¢opMoil TopakeHUsT HUXHUX
KOHEYHOCTEeH nccaenoBaHa 3 GeKTUBHOCTh AKTOBETH -
Ha [33]. YuacTHUKM 1-i1 TpyNITHI TTOJTy4ajiy AKTOBETUH:
14 nmHe#t BHYTPHMBEHHBIC KalleIbHble WHOY3WHU II0
2000 MT/CyT ¢ OCTIEAYIOIINM TIepOPaJTbHBIM IIPUEMOM
1200 mr/cyT B TeuyeHue 6 Hen. [lammeHTHI 2-i TpyMIIbI
npuHUManu cynogekcuna: 14 maeii 1200 JIE/cyT BHyTpH-
BenHo KaneabHo 1 1000 JIE mepopanbro 6 Hen. Kpure-
pUSIMU OLIEHKM 3(P(PEeKTUBHOCTH MpPEIapaToB CIYKWIN
KIMHAYECKHE XapaKTePUCTUKH ITOJIMHEBPOIATUH (CYX0-
XKWIbHBIE peIIeKCH, TIOBEPXHOCTHASI M IIyOOKas JyB-
CTBUTEJIPHOCTh, MHTCHCUBHOCTh OOJIEBOTO CHUHIPOMA)
¥ CKOPOCTBH IMMPOBEACHUS TP JIEKTPOMHUOTPAGUICCKOM
WCCJIeIOBAaHUY TTeprpepUIeCKIX HEPBOB, TAKXKE OILICHM -
BaJIOCh BpeMsl X0Ab0Obl 0€3 BO3HMKHOBeHUs 6011. B 00e-
UX TpyIax yBEJIWYMJIOCh BpeMsl 0e300/1eBOil XOAbObI
(PWT) npu ripoBeieHUH TPEIMUII-TECTa ITOCIe OKOHYA-
HUSI TIeproaa MHQPY3uii. AOCOIIOTHBIC 3HAYEHUSI TIPUPO-
cta PWT cocraBunu B cpenHem 378 + 43,8 ¢ B rpymiie
cynonekcunga u 435 *+ 53,2 ¢ B rpymnme AKTOBernHa.
ITo BemuunHe oTHOCUTENBHOTO ITpupocta PWT s dexT
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RHTI |.

|

:
* O T O .

MMamuenT
Jata 18.09.2009
OGnacTb  IpaBoOe MPEAIIeYbe UCXOIHO

F 0,010 0,037 0,105 0,264 1,049
A 0,300 0,280 0,270 0,130 0,310
A /30.x100 % 16,678 15,566 15,010 7,227 17,234
A /M x100 % 5,712 5,332 5,141 2,475 5,903

M ] e
hd -

| .
RS -2

TMauueHt
[ara 18.09.2009

OGsacte  MpaBoe Mpearieube nocie nHhy3uu AKTOBeTMHa

F,. 0,010 0,033 0,074 0,264 1,049
A, 0,660 0,520 0,360 0,120 0,230
A, /30% 100 % 22,498 17,726 12,272 4,091 7,840
A, /M x 100 % 15,674 12,349 8,550 2,850 5,462

Puc. 2. Aunaumyono-uwacmomnuutii cnekmp (eeiieaem Mopae) nepgpyzuu: a — npu ucxoonoii JIZID; 6 — uepes 2 4 nocae oKkonuanus ungysuu Axkmogeauna.
Cmpenkamu yKkazansl MaKCUMAAbHble 3HAYEHUs AMNAUMYObl SHOOMEAUANbHO20 pUmMa 8 coomgemcmayroujem (D) uacmomuom duanasore. JJuanazomnsl
HellpoeeHHOIl, MUOEHHOIL, 8eHYAAPHOI (ObIXxameavHoll) U Kapouarvholi akmugrnocmu 6 mabdauye oboznauenst kax H, M, /I u C coomgeemcmeento [29]

AKTOBETMHA 3HAYMTETHHO TIpeBbIIal 29 dheKT cynonaek- mautensHoro TedeHust CJI. [penapar obiamaeT He TOIBKO
cuaa B KoHile aeyeHus (95,1 % npotus 38,1 %, p < 0,05, spKo BhIpaxkeHHOI META0OJINIECKON AKTUBHOCTBIO, YIy4-
U-tect Manna—YutHn). mas YTWIM3AaUUI0 TKaHIMM KUCJIOpOAAa M IJIIOKO3BI,

Takum 06pazom, MprMeHeHNe AKTOBETMHA TOCTOBEP-  HO U TOBBILIAET BHIPAOOTKY MUKPOCOCYIUCTHIM IHIOTE-
HO YJIy4YIlaeT COCTOSTHUE TMAIIMEHTOB MPU OCIOXHEHUSX JIMEM OKCHJA a30Ta. DTO MPUBOAUT K CHUKEHUIO TOHYCA

29
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Puc. 3. Junamurxa maxcumanbhoix snauenuii amnaumyosl sH0omeauanvroeo pumma (As, ) 6 npoyecce ocmpoeo gapmarxonoeu4ecKoeo mecmay 5 ucnoimy-
embix: a — npu ungyzuu Akmoseeuna; 6 — npu ungyyzuu gusuonoeureckoeo pacmeopa (NaCl) [29]

[JIATKOMBIIIIEYHOTO aIrapaTa MUKPOCOCYIOB U YMEPEH-
HOMY CHIDKCHHIO TTepu(epruIecKoTro COCYINUCTOrO CO-
npotusiaeHus [30]. OTMeuaeTcs 3HAUMTEIbHOE YIIydIle-
Hue y 6onbHbIX JAITH ¢ 6oneBbIM cMHApPOMOM B BUIAE
YBEJIMUEHUSI pacCTOSIHUS XOAbObI 0e3 00JiM, CpaBHU-
TEJIbHOTO TOBBIIICHUS CYXOXWIBHBIX peIeKCOB, MO-

BEPXHOCTHOM 1 IIIy00Ko# ayBcTBUTEAbHOCTH (p < 0,01)
[32]. HocToBepHO yaydIIaeTcsl CKOPOCTh KOTHUTHUBHBIX
MIPOIIECCOB Y OOJBHEIX C IIepeOpPOBACKYISIPHBIMUA HaPy-
meHnsIMH. BemeTcst akTuBHas pa3pab0TKa HOBBIX BOZMOXK-
HOCTe#l MpUMEHEHMSI TIpeliapara 1 OIleHKa eTo TeparieB-
THYECKOTO ACCTBHSI.
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B0o3MOHOCMU HABUrayuoOHHOU MPAHCKPAHUANbHOU MarHUmHoi
cmumynayuu B GNOHHbIX AUArHOCMUYECKUX CNy4yanX BoB/eUCHUA
BepXHero MomoHeiipoHa: KnuHuuecKoe HabniopeHue

N.C. bakyinn, A.B. Yeppsikos, M.H. 3axaposa, H.A. Cynonesa, M.A. IInpanos

DOIbHY «Hayunbiit yuenmp neeponoeuu»; Poccus, 125367, Mockea, Boaokoaamckoe wocce, 80
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boxoesoii amuompoguueckuii cknepo3 (bAC) — neilpodecenepamueroe 3abonesanue, XapaKmepusyroueecs nopadceHuem KaKk 6epxmeeo,
MaK u HuUdCcHe20 MOMoHelupoHo8. Co2AaCHO COBPeMEHHbIM KPUMEPUSIM OUACHOCMUKU 0451 BbIA6ACHUS NOPANCEHUS BEPXHE20 MOMOHEUPOHA
npu BAC ucnonvsyrom moavko kauHuveckue NPU3HAKU, 4mo Hepedko 8vl3bieaem 3HauumenvHole mpyonocmu. Omcymcemeue nupamuoHo2o
cundpoma He no3zeoasem duaenocmuposams bBAC, u 6 smux cayuasx cmagumcs 0uaeHos npoepeccupyroujeii moviuteuroi ampoguu. Onucan
cAy4ail NAYUeHMKU ¢ U30AUPOBAHHBIM 2eHePaAU308AHHbIM NOPANCCHUEM HUNCHE20 MOMOHELPOHA, Y KOMOPOLi NPUSHAKU NOPANCEHUS KOp-
K08bIX MOMOHEIPOHO8 OblAU BbIAGAEHbL NPU NPOBEOCHUU HABULAUUOHHOI MPAHCKPAHUANBHOU MaHumHol cmumyasyuu. O6cyxcoaromes
603MOJICHbIE NPUHUHBL CAOHCHOCHEL BbIABACHUS RUPAMUOHO20 CUHOPOMA, 4 MAKJICe He0OX00UMOCHb PA3paboOmKU Kpumepuee UHCMpyMeH-
ManbHoi OUAeHOCMUKU NOPadceHus eepxHeeo momonetipona npu bAC.

Karouesvte cao6a: 60x080il amuompopuueckuii CKaepo3, HagUAYUOHHAS MPAHCKPAHUANbHASL MACHUMHAS CIMUMYASUUSL, NPOSPECCUPYIOUaAs
MbluleuHas ampogus, 604e3Hb 08ULAMENbHO0 HEUPOHA, Helpode2eHepayust
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Navigated transcranial magnetic stimulation possibilities
in difficult diagnostic cases upper motor neuron lesions — case report

LS. Bakulin, A.V. Chervyakov, M.N. Zakharova, N.A. Suponeva, M.A. Piradov
Research Center of Neurology; 80, Volokolamskoe Shosse, Moscow, 125367, Russia

Amyotrophic lateral sclerosis (ALS) is a neurodegenerative disease characterized with lesions of both upper and lower motor neurons. In ac-
cordance with modern diagnostics criteria, only clinical symptoms are used for revealing lesions of the upper motor neuron with the ALS, which
often causes serious difficulties. Absence of the pyramidal syndrome does not allow diagnosing ALS, and the diagnosis of progressive muscular
atrophy should be set in these cases. We describe a case of an isolated generalized lesion of the lower motor neuron with the signs of cortical mo-
tor neurons lesion revealed in the course of navigational transcranial magnetic stimulation. Possible reasons for difficulties in detecting pyrami-
dal syndrome are discussed together with the necessity of working out the criteria of instrumental diagnostics of lesions of the upper motor neuron
in ALS.

Key words: amyotrophic lateral sclerosis, navigated transcranial magnetic stimulation, progressive muscular atrophy, motor neuron disease,
neurodegeneration

Boxkogoit ammorpodumueckuii ckirepos (BAC) — Heit-
pomereHepaTUBHOE 3a00JIeBaHME, XapaKTepHU3YIOIIeecs
reHepaJIM30BaHHBIM TOPaXXEHUEM BEpPXHETO (IIEHTPaIb-
HOTO) M HIDXHETO (TreprucepuyecKoro) MOTOHEHPOHOB,
MIPOSIBIISIONIEECST IIPOTPECCUPYIOIINMU  CMeIIaHHBIMU
(crmacTUKO-aTpOOUISCKUMHA) TMape3aMud U Hem30eXKHO
MIPUBOISIIEE K JIETATbHOMY HCXOMY, KaK ITPaBUIIO, BCIEI-
CTBME AbIXaTeIbHBIX HapyIIeHuii [1, 2].

CeromHs «30JI0TBIM CTaHIApTOM» TUAarHOCTUKA BAC
ITO-TIPEKHEMY OCTalOTCS IIepecCMOTpeHHBbIe KpuTepun El
Escorial, ormyonmkosanubie B 2000 1. [3]. 1151 mocTaHOBKMA
nnarHo3a BAC HeoOxonuMo HaJlmume CUMITTOMOB Mopa-
KEeHUSI BepXHero (IT0 KITMHUYECKUM JaHHBIM) ¥ HUSKHETO
(110 KIMMHUYECKUM U 3JIEKTPOMU3NOIOTUICCKIM TaHHBIM)

MOTOHEIPOHOB, TOKA3aTeILCTBO IIPOrPECCUPOBAHMS 3a00-
JIeBaHUS TIPU YCITOBUH MCKITIOYEHUS BCEX IPYTHX BO3MOX-
HBIX TIPUYWH TTaTOJIOTUH 110 Pe3yJIBTaTaM 3JIeKTPOMIOTpa-
buu (ODMT') 1 HelipoBU3yaTM3aIIMOHHBIX NCCIICIOBAHMIA.
Huarno3 BAC ycTaHaBImBaeTCs ¢ Pa3IAIHON CTEIIEHBIO
MOCTOBEPHOCTH, YTO OMPEILIISICTCS YMCIOM BOBICUYCHHBIX
B MATOJIOTMYECKUIT TIPOIIeCC YPOBHEH 1IepeOpPOCTTMHATE-
HOW OCH 10 JaHHBIM KJIMHUYECKOTO 00cieroBadHmsg 1 DMT
(Tadm. 1).

B tunmunbix ciydagx muarHoctnka BAC 0OBIYHO
He BBI3BIBACT TPYIHOCTEH, OCOOCHHO Ha pa3BepHYTHIX CTa-
musx 3a0omeBanmst. CIIoxKHee YCTAHOBUTD IMATHO3 00JIe3HU
IBUTATEJIEHOTO HEMPOHA C YTOYHEHUEM €€ HO30JIOTTIeCKOM
¢GOopMBI TIPU HETIOJTHOM COOTBETCTBMHM KputepusiMm El
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Tadmua 1. Juaenocmuueckue kameeopuu docmogeprocmu duaenosa BAC (coenacro nepecmompenuvim kpumepusam El Escorial) [3]

JIuarHocTHyecKasi KaTeropus

Knunnyecku noctoBepHbiii BAC

Kinunuyecku BepositHbiii BAC

KinHuyecku BeposiITHBIN J1aOOpaTOPHO IO~
TBepXaeHHbI BAC

TpeGoBanus

[Mpusnaku mopaxxeHust HMH u BMH B Oynis0apHOM 1 2 CIUHATBHBIX PETHOHAX
WM B 3 CIMHAJIBHBIX PerMOHaX

IMpusnaku nopaxenuss HMH u BMH B 2 pernoHax (HeKOTOpbIe TPU3HAKY TTOPaXKeHUs
BMH poctpanbHee (Bbile) npu3HakoB nopaxeHus HMH)

IMpusHaku nopaxeuuss HMH u BMH Tonbko B 1 pervoHe (Win TOJbKO MPU3HAKU MTOpaXxe-
Hust BMH B 1 peruone) u SMI-npusnaku nopaxenuss HMH B 2 peruonax

Ipusnaku nopaxeuuss HMH u BMH TonbKo B 1 perroHe, Wiy TOJBKO MPU3HAKK ITOPaXKe-

BoamoxHslit BAC

Huss BMH B 2 1 6oJiee pervoHax, Wi mpu3Haku nopaxeHuss BMH pocrpaibHee nmpusHa-

KoB nopaxenuss HMH

IIpumenanue. HMH — nuxcruii (nepughepuueckuii) momoneiipon, BMH — eéepxuuii (yeHmpanbHwiii) MOMOHEUPOH.

Escorial. K TakuM cirygassM OTHOCHMTCSI, HaipuMep, Mpo-
rpeccupyomas MeiredHast atpodust (IIMA), mpu KoTopoid
OIIPENEISIOTCS TOJBKO TIPU3HAKM TTOPAKECHMST HIKHETO
MotoHeiipoHa [4]. CerogHs [IMA He OTHOCAT K BapUaHTy
BAC, a paccMaTpuBaloT KaK CaMOCTOSITEIBHYIO HO30JIOTH-
YecKylo (popMy OOJIE3HU IBUTATEILHOTO HEWpPOHA, XOTS
He BCE CTCIMAIMCTRI MOMIEePXKUBAIOT TaHHOe MHEHMe [3].
B pempe3eHTaTMBHOM WCCIEIOBAaHMU II0KAa3aHO, YTO
st [IMA xapakTepHo 06osiee Io3aHee Hauyajao v 0J1aromnpu-
aTHoe TeyeHne no cpaBHeHUIo ¢ BAC [5], yTo moamep:xu-
BaeT THUIIOTE3y O HO30JOTMYECKOM CaMOCTOSITCIBHOCTU
maHHOW ((opMBI 0OJIE3HM IBUTATEIBHOTO HEHpOHa.
Ho B maroMopdonornaeckux, HepoBU3yaTN3allMOHHBIX,
SJIEKTPODU3NOTOTUUECCKUX HCCIICTOBAHNAX, HECMOTPS
Ha OYEBUIHOE U IIPEUMYIIIECTBEHHOE TTOPaKECHIE CETMEH-
TapHBIX MOTOHEHPOHOB, B 3HAUYNUTEIHLHON YaCTH CIIydacB
IIMA BbISIBIEHO BOBJI€YEHME B HelpoaereHepaTHUBHbIN
MPOLIECC MMPAMUIHBIX IIyTEi U MOTOPHOI KOPHI [6—8]. DTO
no3BoJsieT oocyxaaTh ITMA xak onny u3 popm BAC [1, 3,
9]. Cpeny MTHCTPYMEHTAIBHBIX METOIOB OLIEHKM COCTOSTHUS
BEpXHETO MOTOHEHpOHAa HaMOOJbIIee PAaCIIPOCTPAHEHUE
MMOJIy9ryia TpaHCKpaHWAJbHAsST MarHUTHAS CTUMYJISILIVST
(TMCQO).

[MpuBoIMM IIPUMEP PEAKOTO CIIydyas IMalUueHTKH C JIe-
610TOM 3200JIeBaHUS B BUIE JUTUTSIHHOTO U30JIMPOBAHHO-
ro Oyap0apHOrO IMapajinya M KIMHUIECKON KapTHHOMU
CEJICKTUBHOTO MOpaXkeHUs IeprhepuIecKIX MOTOHEHPO-
HOB, Y KOTOPOU BEIPaXKEHHOE TTOPaXXeHNE BEPXHETO MOTO-
HelipoHa He TIPOSIBIISUIOCh KITMHUIECKH, a OBUIO BepruH-
LIMPOBAaHO JIMINb C ITOMOINBIO HapurannoHHOt TMC
(HTMC). laHHBIA METOH TTO3BOJISIET OIPEACINTh CTaH-
JIapTHBIC HEMPODU3NOIOrnIecKre TToKa3aTeIn, NCIOJb-
3yeMble IUISI OLEHKU BO30OYIMMOCTH MOTOPHON KOPBI
1 TIPOBOASIIEH (PYHKIIMN KOPTUKOCITMHAIBHOTO TPaKTa,
a TakKe KapTUPOBaTh KOPKOBOE IIPEACTABUTEIECTBO C pac-
YeTOM 00BheMa KapT MBIIIIBI-MUIIEH!, YTO B COBOKYITHO-
CTHU TaeT KIIMHULIMCTY 00JIbIlIe MHGOPMAUU O (DYHKIINO-
HaJIbHOM COCTOSTHUY BepXHeTo MoToHelpoHa [10, 11].

Ilayuenmra H., 55 rem, naxoounracs Ha CMaAyUOHAPHOM
AeyeHuu 8 6-m Hegpoaoeuteckom omoenenuu Hayunoeo yern-
mpa neeponoeuu 6 Hosope 2012 2. IlIpu nocmynaenuu: scano-
Obl Ha HeYemKoCMb peyl, 0CUNAOCID 2040CA, NONEePXUBAHUe
npu eA0MaHuu, cAloHomeuerue, caabocms 6 pykax, 6oavuie

npaeoil, Henpou38oabHble NOOEPSUBAHUS 8 MbIULLAX NPednie-
Yyil U NPaeoil KUCmu.

Anamues 3abonesanus: cuumaem cebs 00AbHOU ¢ aema
2006 e., koeda nossuauc, mpyoHOCMU 8bl208APUBAHUS CN08,
uepe3 n0A200a NOABUAOCH HepUoouHecKoe NOnepXudaHue
npu enromanuu rHcudxoll nuugy. Heodnoxkpamuo npoxoduisa
KypCbl CMAyUOHAapHO20 AeHeHus ¢ OUASHO30M: XPOHUYeCKas
uulemMusi 20106H020 M032d; NPOBOOUAACH Helpomemaboruye-
ckas mepanus — 6e3 aghgpexma. Hapywenus peuu u enomanus
Mmednenro npoepeccupoganu. C 2010 e. nosisunsocs nocmosiHHoe
sovipadicentoe caronomeuenue. Jlemom 2012 e. cocmosinue
YXYOWUA0Ch: HAPOCAU pedeable HapyuleHUsl, Cmaia nonepxu-
eambcsi meepooil nuweil, NosBUAACh cAA00CMb 8 NPABO KuU-
cmu. B meuenue nocaednezo mecsya neped eocnumanusayueil
npUcoeouHUAUCH cAAB0CMb U HEA08KOCMb 8 NeB0l KUCML,
bonvHas cmana 6vicmpo ycmaeams npu xodvbe. 3a epems
bone3nu (0Ko0a0 6 1em) macca meaa chuzusace Ha 10 ke.

Hacaedcmeennulii anamnes He omseoueH.

B Heeponoeuueckom cmamyce: co3Hanue scHoe, gvicuiue
KopKogble hyHKyUu He HapyuleHbl. 3pauKo8blx, ena3odeuea-
meabHbIX HapyuleHul Hem. Jl8ycmoponHee CHUdICeHUe Cuabl
JHceeamenvHbiX U mumudeckux moluy. Huogcneuearocmuoil
peaekc cpedueii acusocmu. Ipybas duzapmpus, Hazonranus,
MsieKoe HEO0 MUHUMAABHO NOOBUICHO npU hoHayuu. Inu3o-
duueckas ducgpaeus. Tunepcarusauyus. Inomounolii, HEOHbLI
pehaercol chudicensl. Peghnexcos opanbHozo asmomamusma
Hem. fI3biK 8bicoBbI6AEM 00 Kpasi HUMCHell 2y0bl, eunompoghus
MblUY, A3bIKA, eOUHUYHbIe QUOPULIAPHBIE NOOCPUBAHUSL.

Bsinbiii mempanapes co CHUdjCeHUeM CUAbL NPOKCUMANb-
HbIX 0m0en08 pyk do 4 6annos, npasoii Kucmu — 0o 3 6an108,
21601 — 00 4 6annos, NPOKCUMANbHBIX 0MOen06 Hoe — 0o 4 ban-
108. Ampogusi npasoii 1-ii MeIcKkoCmHOU Mbludlybl U MbLULY,
6036blueHUsl 001bUL020 NAAbYA NPABOL KUCMU; CUMMempUut-
Has eunompous Molidy, nae4egozo nosca c 2 cmopou. Eou-
HUYHble acyuKyaayuy 8 Muluyax npeoniequi U npagoi
Kucmu. Molueunslii MOHYC 8 pyKax He3HAYUMENbHO CHUICEH,
8 Hoeax — HopmanbHblid. CyXoxucunbHble pegaexcel: ¢ pyKk —
HU3KUe, cUMMempuyHsie; KOAeHHble U axuii06bl — cpeoneil
acueocmu, cummempuunsle. Tlamonoeuueckux pegaexcos,
KA0HYCc06 Hem. HyscmeumenbHbiX, MO3XHCEUKOBBIX, MA308bIX
napywenuii Hem. Iloxodka ne usmenena.

B obwem, buoxumuueckom aHaau3ax Kposu, oouwem ana-
AU3e MOHU NAMOAORUU He BblSIBAEHO.
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Topmonsr wiumosudHoll Jcenessi, NApamMeopmoH — 6 npe-
deaax HopMmbl.

Ilannble maenumuo-pesonancroi momoepagpuu (MPT)
20/108H020 M032a, WEHH020 0Moeaa NO36OHOUHUKA: be3 namo-
n0eul.

s uckarouenus napaHeonaacmu4ecKozo 2eHes3a 3a00-
neeanus npogeder OoHKoao2u4ecKull nouck. OHKoMapKepul
(o-ghemonpomeun, paxoeo-smoOpuoHarvrsiii anmueer, CA
15-3, CA 125, CA 19-9) — 6 npedeaax Hopmul. Yabmpaszeyko-
8oe uccaredosanue OPOUWHOL NOAOCMU, MAN020 MA3A, MAM-
Moepagus, penmeerozpagus 0peanos epyoHoil noaocmu ou-
ACHOCMUYECKU 3HAYUMbBIX U3MEHEHULL He 8bisGUNU.

Kucaomuo-wenounoe cocmosinue u ea3oevlii cocmas
kanuaasprou kposu: pH 7,4 (nopma 7,35—7,45); pCO, =
44 mm pm. cm. (nopma 34—45 mm pm. cm.), pO,= 70 mm pm.
cm. (nopma 80— 100 mm pm. cm.), sO,= 94 %.

Kusnennas emxocms neckux — 1,64 a, umo cocmaensem
44,3 % om 00axCHbIX 8eAUUUH.

ITpu mpoBenenyy uronbyatoit DMI BEIIBIECHA CIIOH-
TaHHas aKTUBHOCTD (TIOTEHITNAIBI DUOPILISIINIA, TTOTCH-
muanel (pacuuKyIsanuii) B m. sternocleidomastoideus sin.
(C2—C4) u m. lingualis (n. hypoglossus); B icciem0BaHHBIX
MBIIIIIAX 3apETUCTPUPOBAHBI ITOTCHIINAIIBI ICHACTBHS TBH-
raTeJbHBIX €IVWHUL IuTelbHOCThIO OoT 4,0 mo 9,4 mc
(HOpMa: m. sternocleidomastoideus — no 9,8 mc; m. lingua-
lis — no 8,3 mc), ammutynoi ot 0,28 go 0,9 MB (Hopma
0,5—0,7 mB). ITonudasubix noreHiuanos — 10 % (Hopma
10 15 %). Takum 06pa3oM, JaHHbIE UCCIIeI0BAHMSI CBUIE-
TEJIBCTBYIOT O TEKYIIEM IPEUMYIICCTBEHHO IeHEPBaIIM-
OHHOM TIpoIIecce ¢ MOpaKeHNEM HIDKHUX MOTOHEHPOHOB
Ha 2 YPOBHSIX LIepeOPOCITMHAIBLHOM OCH (SIIpa IPOI0JITO-
BaTOro MO3Ta 1 CIIMHHOTO MO3Ta Ha IIeITHOM YPOBHE).

B mpencraBneHHOM cilyyae HaJIWIne KIMHUICCKUX
(Ha 3 ypoBHSIX) U HEHPODUINOIOTUIECCKHX (HA 2 YPOBHSIX)
MIPU3HAKOB MTOPAKEHMST HIDKHETO MOTOHEHPOHA, OTCYTCT-
BHE TIPU3HAKOB TMOPaXEHMS BEPXHEIO0 MOTOHEHpOHa,
Iporpeccupyloliee TeueHWe 3a00JeBaHUS, OTCYTCTBHUE
JMAHHBIX 3a aJbTePHATUBHBIC TPUIMHBI TTO3BOJIMIIM IHAar-
HOCTUPOBAaTh 00JIe3Hb ABUTATEbLHOTO HelipoHa, I[TMA.

7151 yTOYHEHYSI COCTOSTHUS 1 BO3MOXKHOTO CYOKITMHM-
YeCKOT0 BOBJICUCHUSI BEPXHET0 MOTOHEPOHA B MATOJIO-
rmaecKmii rmporecc mposeaeHa HT MC. OTBeneHe BbI3BaH-
HBIX MOTOPHBIX 0TBeTOB (BMO) mipoBonwmm ¢ m. abductor
pollicis brevis (C8—Th1) ¢ obeunx ctopoH. B oTBeT Ha cTu-
MYJISILIAIO JIEBOTO TTOJIYIIAPHS IUTSI TIPABOI PYKM 3aperu-
CcTpUpOBaH naccuBHblil mopor BMO — 90 % (Hopma 35—
67 %), cpennsis ammumtyga BMO — 208,3 mkB (Hopma
227,2—1136,8 MmxB), MuHumainbHast 1ateHTHOCTh — 20,0
Mc (Hopma 19,3—23,0 mc); popma BMO — mromudasHas,
BpeMs LIEHTPaJIbHOTO MOTOpHOTO TipoBenacHus (BLIMIT) —
7,0 Mc (HopMa 1o 10 Mc); Ipy CTUMYJISILIAA JIEBOTO TIOJIY-
mrapuss BMO He mmojrydeHBbl.

151 BeprbUKaILIMK TTOPaKeHMST BEpXHETO MOTOHEHPO-
Ha TIPOBEICHO KapTUPOBaHWE 30HBI KOPKOBOTO TIpeACTa-
BUTENbCTBA m. abductor pollicis brevis cieBa Ha TIpubope
NBS eXimia Nexstim (®PuransHous). Ha momydeHHBIC

Puc. 1. Kapma xoprosoeo npedcmasumenvcmea m. abductor pollicis brevis
nayuenmiu H. Tlopoe BMO caesa — 90 %; npu cmumyasyuu npagoeo noay-
wapusi BMO ne gvizviearomes. 3deco u na puc. 2: 6eavim y8emom omme4eHvl
MOuKU, NPU CMUMYAAYUU KOMOpbiX peeucmpupyemcs BMO, cepoim —
npu cmumyasyuu komopuix BMO ne pecucmpupyemcs

Puc. 2. Kapma kopkoeoeo npedcmasumenscmea npasoii m. abductor pollicis
brevis y 300posoeo 0obposoavua (26 aem). Ilopoe BMO cnpasa — 43 %,
creea — 41 %

MP-u3zobpaxeHuss TOJOBHOTO MO3ra ObLIM HaHECEHBI
TOYKH, TIPU CTUMYJISIIMU KOTOPBIX C MHTEHCHBHOCTBHIO
MarHuTHoro noJjst 110 % ot MHAMBUAYaIbHOIO ITACCUBHO-
ro mopora BMO peructpuposannck BMO ¢ aMmrumutynoit
6oiree 50 MxB (cTaHmapTHBII TPOTOKOJ IIPOBEICHMS HC-
caemoBaHusI — cM. [12]). BeIssBIeHO 3HAUMTEIbHOE YMEHB-
IeHne o0beMa KapThl KOPKOBOTO IIPEICTaBUTEILCTBA
WCCIIEAYeMOM MBITIIIBI OTHOCUTEILHO HOPMEI (puc. 1 1 2).

Taxum obpazom, mpu npoBeneHn HT MC BBISIBIIEHBI:
TIPY CTUMYJISIIIAN JICBOTO TTOIYIIApHS YBEIMUCHIE TIOPOTa
TOKOsI M CHIDKEeHUE cpemHelt ammuiutyabl BMO, ymMeHb-
IIeHNE TUIOMIAIM KapThl KOPKOBOTO IIPEACTaBUTEILCTBA
m. abductor pollicis brevis; TIpy CTUMYJISIIIAY TIPABOTO T10-
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Tabmua 2. Conocmasnenue xapakmepruix npusnakoé bAC u I[IMA ¢ ocobennocmsamu 3a6oreéanus nayuenmru H.

Kimanueckre npu3Haky MOpakeHUsT HUXKHETO MOTOHEMpPOHA
OMTI -nipu3HaKy TOpakeHUsT HYIDKHETO MOTOHEWPOHA
KimHnyeckue mpru3Haku IOpakeHWs] BEPXHETO MOTOHepoHa

TMC-nipu3Haku TopakxeHUsT BEpXHETO MOTOHEHPOHa (He BKIIIOYEHO
B kputepuu auarHoctuku BAC, 2000)

IIporpeccupoBaHue 3a60J€BaHMS MIPU HAOIIOACHUN

HckimoueHune Ipyrux MpUIUH MaTOJIOTUNA

nymapusi BMO He monyuensl. [lonyyeHHble naHHBIE
JIEMOHCTPUPYIOT HAJTMYKE Y TIAIIMEHTKY IeTeHepaliuy BepX-
HETro MOTOHEMPOHA B UCCIIEAYEMOW 30HE, YTO MTPOSIBIISIETCS
YMEHbIIIEHNEeM 00beMa KapThl KOPKOBOTO MPEICTABUTETb-
CTBa MCCJIEyeMOI MBIIIIbI, HECMOTPS HA COXPAaHHOCTh
MPOBOMHUKOB NupamugHoro Tpakra (BLIMIT B mpenemrax
HOPMBI).

B nocnenytoniem (KOHTaKT MOAIEPXKUBAICS C PONCT-
BEHHUKaMU OOJIBHO 10 TeJie(OHy) OTMEUAIOCh OBICTPOE
MporpeccupoBaHue 3a00JieBaHUSI ¢ pa3BUTHEM TIpydbOTO
TeTpanapesa, aHapTpUK, BeIpaXkeHHON aucdaruu. B mae
2013 r. MOSBMINCH BBIpaXKeHHAST ONBIIIKA B MOJIOXKCHUHI
Jieska, SMM30/bI YIYIIbST, COMPOBOXKIAIOIINECS ICUXUIECKIM
Bo30yXneHueM. B ssHBape 2014 1. manmeHTKa CKOHYAJIACh
B YCJIOBUSIX IPOTPECCUPYIONIEH NbIXaTeIbHOW Hea0CTa-
TOYHOCTH Ha (DOHE TPUCOECTMHUBIINXCST MH(PEKITMOHHBIX
OCJIOXKHEHUH.

00cyxnexue

B npuBeaeHHOM HabJIOAEHUY TIpEACTaBIeHA Mallv-
€HTKAa C KapTUHOM TMOpaXXe€HUsI HUXKHETO MOTOHEWpPOHA
(KIMHUYEeCKN Ha 3 YPOBHSX; HEMPOMHU3NOIOTUISCKI —
Ha 2 YpOBHSIX 1IepeOpPOCITUHATILHOM 0cr) 63 KITMHUYECKUX
MPU3HAKOB BOBJICUEHUST BEPXHETO MOTOHEPOHA, YTO CO-
otBeTcTBYeT auarHo3y ITMA. I1pu npoBeaeHUM KIIMHUKO-
WHCTPYMEHTAJIILHOTO M JIabopaTOpHOro oOcjieq0BaHUS
OBLTM VCKITIOYEHBI CUHIPOMBI MTOPAXKEHUST HUKHETO MO-
TOHEWpPOHA, 00YCIOBJIEHHBIE MOTOPHOUN MYJIBTU(DOKATH-
HOI HeBpormatheit (Ipu3HaKKM OyIb0apHOTO CHMHIpOMA
SIBJISTIOTCST KpUTEPUEM MCKITIOUEHMS), OyTbOOCTTMHATBHOM
amuotpodueit KeHnenu (ckeHCKui 10JT), MTapaHEOTIaCTH-
YECKUM CHHAPOMOM, TOKCUYECKMM M METa0O0JIUYeCKUM
TopakeHrueM (OTCYTCTBYE 3HAYMMbIX U3BMEHEHUI B 00111e-
KIMHUYECKMX aHaIu3aXx KPOBWM, HOPMAaJIbHbIE YPOBHU
TOPMOHOB IIIUTOBUIHOM XeJie3bl 1 TapaTropmMona). OmHa-
KO YIJTyOJIeHHBIN aHanu3 (yHKIIMOHAIBHOTO COCTOSTHUSI
BEPXHETO MOTOHEWpOHa ¢ ucnonab3oBaHueM HI MC mocra-
BWJI MOJ COMHEHHE MpPaBUJIbHOCTb AuarHoza I[TMA.
[Mpu sTOM 17151 IEpEeCcMOTpa TMarHo3a B HACTOSIIIEE BPeMs
TaKXKe HET OCHOBAaHW B CBSI3U C HETIOJTHBIM COOTBETCTBU-
eM ciydast kputepusm BAC. Takum obpaszoM, ciydau
C CyOKITMHUYECKUM TTOPAKeHNEM BEPXHETO MOTOHEWPOHa,

BBISIBJISIEMBIM, B YaCTHOCTH, Tipu nipoBeneHnu TMC, B Ha-
CTOSILLEE BPEMSI HE UMEIOT YETKOI HO30JIOTMYECKOU MpHU-
Ha[UIeXXHOCTH (TabI. 2).

Bompoc BoBieueHusI B TaTOIOTUYECKUIA TIPOIIECC BEPX-
Hero MoToHeipoHa rpu ITMA, Tak e Kak ¥ maTOreHeTr-
YecKre OCOOEHHOCTH HepoaereHepaTuBHOTO Mpolecca,
OTIPEIETISIONINE €T0 OTHOCUTENbHYIO MHTAKTHOCTh, OCTa-
€TCsl He IO KOHIIA pelieHHbIM. [10 TaHHBIM JIUTEPATYPHI,
TMopaxeHWe BEPXHETO MOTOHEWpOHa OOHapyXMBaeTCs
He y Bcex nauueHToB ¢ [TMA gaxe npu MCHoJib30BaHUU
HOBeWIMX MeTonoB uccienoBanus. [Taromopdomnornye-
CKH JieTeHepalyst TMPaMUIHOTO TpaKTa BhIsiBIIsIeTCs B 50 %
ciaydaeB [6], MarHUTHO-PE30HAHCHASI CIEKTPOCKOIIMSI
BBISIBJISIET TTOPaXXeHNE KOPKOBBIX MOTOHENPOHOB y 60 %
nanreHToB [7], HeiipodrU3noIOrnIecKe METOIBI (PYTHH-
Hast TMC) —y 27-50 % [8,13, 14]. Otu cinydau [TMA s18-
JISTIOTCS, BEPOSITHO, BapuaHToM BAC ¢ cyOKITMHMYECKUM
TOpaXXeHNeM BepXHero MotoHelipoHa. [lonTeepxxnenrem
3TOr0 MOXET ObITh OOHApyXeHWE Yy 4acTW MalUMEHTOB
¢ [IMA youkBUTHHCOIEPXKAIITNX BKIIIOUECHHH 1 Tesell by-
HuUHOM, xapakTepHbix M1t BAC [6]. Kpome Toro, B yact
CJIy4aeB y MalIMEHTOB C Ae00TOM 00JIE3HUM MOTOHENPOHA
B Buzie [IIMA B nocieayoiieM pa3BuBaloTCs KIMHUYECKUE
TMPU3HAKYU TIOPAXKEHUST BEPXHETO MOTOHEWPOHa (OOBIYHO
B TEUEHUE TOia 1Mocjie Havaa 3aboseBaHus) [5], uto mo-
3BOJISIET OTHECTH 3TH citydau K BAC B TOJTHOM COOTBETCT-
BUU C iepecMoTpeHHBIMU KputepusiMu El Escorial.

CJIOXHOCTh KJIIMHUYECKOTO BBISIBICHUST TIPU3HAKOB
nupamunHoro cuHapoma npu BAC oOycioBieHa ero pas-
BUTHEM Ha (OHE TOpaKeHUs] CErMEeHTapHO-sIEePHOTO
afrapara CTBoJla U CIMHHOro mosra [15]. MbliieuyHast
cinadoctb ipu BAC MoxeT OBITh 00yCIOBIICHA ITOPaXKEHU-
€M KaK BEepXHET0, TaK ¥ HUKHETO MOTOHEMPOHA, TIPU 3TOM
pa3nenuTh BKIIAA 3TUX 2 COCTABISIONIMX YacTO HE TIpef-
CTaBJIsIeTCST BO3MOXHBIM. Kitaccuueckue mpu3Haku nupa-
MUIHOTO CUHIPOMA — CMACTUYHOCTh, CyXOXWIbHAS TH-
nieppedIeKcusi, KIOHYCHl — MOTYT HE BBISBISITHCS TIPU
BBIPAXKEHHOM TIOPAXXEHUUM MOTOHEWPOHOB TEpeIHEeTo
pora u pasBuBLIeiicss atpodun Mbimi [15, 16]. Kpome
TOTO, UX BOBHUKHOBEHUE MOXET ObITh CBSI3AHO HE TOJIBKO
c ocnabjeHueM BIUSHUS Ha CETMEHTApHBIN ammapar
CIIMHHOTO MO3Ta HUCXOMSIINX IBUTATEIbHBIX TMyTeH,
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HO M C THOEJIbI0 TOPMO3HBIX MHTEPHEHPOHOB B IIpeaesiax
CITMHHOTO MO3Ta, B YaCTHOCTH NIMIIMHEPTUUECKUX KIIETOK
Penioy, 4to mmponeMoHCTPHUPOBAHO B MAaTOMOPGOIOTH-
yeckux ucciiegopaHusix [ 17]. XapakTepHoit 0COO€HHOCThIO
BAC sBnstercsi penkoe BBISIBICHHE MATOJIOTHYIECKOTO
pedirekca badmHCKOT0, OH pErUCTPUPYETCS TOJIBKO y 42—
50 % GoabHbIX [16]. Bo3aMOXHast TpUYKHA 3TOrO — BbIpa-
KEHHOE IIOpaXeHUe IIepeIHEPOTOBBIX MOTOHEHPOHOB
MBIIIIIBI-Pa3rudaTesiss 00 IbIIOrO Maiblla WX ITpeodiiamza-
HHE MBIIIICYHOTO TOHYCA B CTHOATEJISIX CTOITHI U MTAJIBIICB.
IIpu BAC TakXe HepeaKO OCTAIOTCS COXpaHEHHBIMU
KOXXHEBIE OpIOITHBIC pe(IeKCHI, 1axke MPU HATUINHT HHOU
BBIPAXKCHHOM MTMPAMUITHON CUMITTOMATHKH.

OCcO006EHHOCTBIO OITMCAHHOTO CTy4dast TAKKe SIBIISICTCS
Je0I0T 3a00J1eBaHMSI C U30JIMPOBAHHBIX OyJIbOAPHBIX Ha-
pymenuii, yro npu [IMA Habmrogaercst KpaliHe peako.
R.M. Van den Berg-Vos u coaBr. [18] pu anammuze 47
CJIyJaeB CIIOpagmIecKoi 00Ie3HN HIDKHETO MOTOHEHpOHa
(3TOT TePMUH aBTOPHI UCITOIH30BAIM KaK CHHOHIM [TMA)
Oynb0apHBI IeOI0T BBEISIBUINA TOJBKO Y 2 TAIIMEHTOB.
I1o mepe pa3BuTust 3a001eBaHUS OyIbOapHBIE HAPYILIEHUS
Pa3BUBAIOTCS, 10 JaHHBIM pa3HbIX aBTOPOB, B 9—27 % ciy-
yaeB [IMA [5, 19]. CauTaioT, 9T0 IPOrpecCUBHEIN OYIIb-
OGapHBIN napaanuy gBisgeTcd 0yabpdoapHBIM neboToM BAC,
ITOCKOJIBKY BO BCEX CIIy4YasiX IT0 Mepe MPOrpeCcCupPOBaHMS
3a00J1eBaHMSI OSIBJISTIOTCS TIPU3HAKY, TTO3BOJISIIOIINE TH-
arHocTupoBaTh Kiaccmiyeckuii BAC B cOOTBeTCTBUU
¢ kpurepusmu El Escorial [20]. DTo maeT A0TOJHUTEIbHBIE
OCHOBaHMS TIPEIIOJIaraTh pa3BUTHE B OIIMCAHHOM CIIydae
BAC, a He [IMA.

OTMedeHHBIC BBIIIE CJIOXHOCTH KIMHUYECKOTO OII-
penesieHrs] BOBJICYEHHOCTH BEPXHET0 MOTOHEpOHa CITy-
KaT OCHOBHOM ITPUYMHOM IMOTBITOK pa3pabOTKU HaleK-
HBIX WHCTPYMCHTAJIBHBIX MapKepOB OIpeaeICHUS
IMOpaXXeHNSI KOPKOBBIX MOTOHEHPOHOB M MMPaMMIHBIX
IMyTel B TMATHOCTUYCCKM HESICHBIX ciydasx. s aToi
LIeJIN TIpejIaracTCcs NCIOIb30BaHMe IIPEXIe BCETO HEeli-
pOBU3yaNM3alMOHHBIX MeTogoB m TMC [7, 21-23].
OueBUOHO, YTO IPUMEHEHNE NHCTPYMEHTAJIBHBIX Map-
KEpOB CITOCOOCTBYET BBHISIBJICHUIO OOJIBIIIETO KOJTMUECTBA
cirygaeB BAC Ha paHHMX cTagusx 3a00JieBaHUSI, BKITIO-
YEeHUIO X B KJIMHUYECKHE MCCIeAOBaHUSI HOBBIX Tepa-
MMEBTUYECKMUX METOIOB, a TaKXe OIpemelIeHUIo Oojiee
TOYHOT'O TMPOTHO3a IIPOTPECCUPOBAHMSA 3a00JIeBAHUS
IIJIST aHeKBATHOTO W PAlIMOHAIBHOTO TUTAHUPOBAHMS T1aJI-
JMaTuBHOM mmomomn [24]. TTIpu 3ToM Henb3s OTPULIATD,
YTO y MALMEHTOB C CYOKJIMHMYCCKUMU IIPH3HAKAMU
IMOpakeHUsI BEpXHETO MOTOHEPOHA MOTYT UMEThCS pa3-
JINYMS B pean3aliuy HelpoaereHepaTuBHOTO Ipoliecca
II0 CpPaBHEHMIO C KJaccMYecKMMHU ciaydasmMu BAC,

YTO BJIUSIET Ha IIPOrHO3 3a0oeBanus. HampuMep, maxe
B Tex cayvasax [IMA, Kkoraga o Mepe pa3BuTusl 3aboJje-
BaHUs TOSIBJISIOTCS TPU3HAKKM TOPaXKEHHUsS BEPXHETO
MOTOHelpoHa u nuaraoctupyercst BAC, BBLXMBaeMOCTb
CTaTHCTUYECKHN 3HAYMMO OOJIBIIIEC, YeM B CIydasx Kjac-
cuueckoro BAC [5]. B mpexacTtaBieHHOM ciyyae Takxke
oOparaeT Ha ce0sI BHUMaHKE IJINTEIFHOE TeUSHME 3a00-
JIeBaHUS C TIPOIOJIKUTEIILHOCTBIO OKOJIO 8,5 roma, 3Ha-
YUTEJBbHO MPEBHIIIAIICH MeIUaHy BBDKIUBAEMOCTH TIPHU
BAC (2,9 roma) [25].

OmnmcanHoe HaOOIEHUE IEMOHCTPHPYET BO3MOXK-
HOCTP IIPYDKU3HEHHOTO OIpPEIe/ICHUS IMTOPaKeHUS BepX-
HET0 MOTOHEpPOHA MPU OTCYTCTBUU KIMHUYECKUX TIPH-
3HAKOB TNMUPAMUAHOTO CHUHIpPOMA C KCMOJb30BAaHUEM
nrarHocTraeckoi TexHojornu HITMC. OTMedeHa CBSI3b
MEXIYy WM3MEHEHUEM 3JIeKTPO(GU3NOJIOTHIECCKMX ITOKa-
3aTeNeil M KIMHUIECKMMU OCOOCHHOCTSIMM TEUCHMST 3a-
OoJIeBaHMS: TIPW CTUMYJISILIMU JICBOTO TIOJYIIApHS HaM
He ynajoch rmonyantb BMO ¢ mipaBoit m. abductor pollicis
brevis, 4TO COOTBETCTBYeT OoJice paHHEMY ITOSIBJICHHIO
c1abocTy 1 boJree BRIpaXKEHHOMY ITape3y B IIpaBOii KUCTH,
YyeM B JIeBOM. BrisgBineHHbIe Tipu TipoBeneHn HTMC n3-
MEHEHMSI, TaKhe KaK yBeJIMYCHME ITAaCCMBHOTO ITOpora
BMO 1nipu cTUMYISILIAN JIEBOTO TTOTYIIAPUS M HEBO30YIH -
MOCTB IIPaBOTO, HE MOTYT OBITh OOBSICHEHBI IIOPAKEHIUEM
repudeprIecKnX MOTOHEPOHOB, TTIOCKOJIBKY IPH MX U30-
JIMPOBAaHHOM ITOpaXXKeHNH TTapaMeTPhI BO30YINMOCTH MO-
TOPHOI KOpbl He MeHsIoTcsa [26]. OmHAKO OTCYTCTBUE
KIIMHAYECKUX TTPU3HAKOB ITOPAKEHMS BEPXHETO MOTOHEH-
pOHA HE TO3BOJISIET B TaHHOM CJIydae AMArHOCTHUPOBATH
BAC B coOTBeTCTBUY C TIEPECMOTPEHHBIMU KPUTEPUSIMU
El Escorial. [TomoGHBIX clTydaeB B KIMHUYECKOI MPaKTUKE
HeMaJio, 9YTO TOBOPHUT O HEOOXOIMMOCTH COBEPIIICHCTBO-
BaHUSI B3IJISIIOB M MOIXOMOB K AMArHOCTHUKE Pa3HBIX (DopM
00JIe3HM IBUTATEIILHOTO HEeMpOHa.

Hcrons3yeMble B HaCTOSIIEe BpeMsI KpUTEPUH He T10-
3BOJISTIOT B OOJIBIIMHCTBE ciiydaeB IudhepeHIINPOBaTh
ITMA u BAC B c¢Bs13M ¢ 4acThIM pa3ButueM Iipu [TMA
CYOKJIMHMYECKOTO TTOpaXKeHMsSI BEPXHET0 MOTOHEMPOHa,
BBISIBISIEMOTO IIpW IIPOBEICHMM HEHPOBU3YaATU3aIlNU
mwm TMC, He nMetommx corinacHo KputepusMm El Esco-
rial caMOCTOSITeIbHOM NMAarHOCTUIECKO 3HAYMMOCTH.
YTouHEHME MUAarHOCTUYECKMX BO3MOxHOcTel HTMC
MpU pa3HbIX (opmax O0JE3HU NBUTATEIBHOTO HEWpOHa
1 BKJIIOYCHHUE 3TOTO MHCTPYMEHTAJBHOTO METOma B Me-
KIyHApOAHbIE KPUTEPUU BBISIBJIECHUS MOPAXKEHUS BEpX-
HET0 MOTOHEpOHA MOTYT IO3BOJINTh YTOYHUTH HO30-
JIOTUYECKYIO TIPWHAUICXXHOCTh 3a00JIeBaHUS B HESICHBIX
CIyJasix M, YTO HeMaJOBaXXHO, CIIOCOOCTBOBAaThH OoJjice
TOYHOI M paHHE quarHoctuke [27].
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The case of stiff-person syndrome with benign course in 16-years old patient is presented. The initial clinical signs of the disease were observed in in-
fancy with retarded development of motor functions and skeleton muscle lumps. The diagnosis was made using generally accepted clinical and electro-
myographical criteria. Aspects of differential diagnosis, pathogenesis and clinical course polymorphism in early-onset cases of the disease are discussed.
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Cunpapom purumHoro genoBeka (CPY), wm stiff-person
syndrome, MpeacTaBisieT CO00 JOCTATOYHO PEAKOE U 4YacTO
CJIOXKHO TMarHOCTUPYeMOe UMMYHO3aBUCUMOE 3a00J1eBa-
HHe IeHTpabHOM HepBHOI crcteMbl (LITHC) ¢ HensBecT-
HON 3TUOJIOTUEN, TMPOSIBILIOLIEECH MPOrPECCUPYIOLLEH
MBILLIEYHOU PUTUIHOCTBIO U 00JIE3HEHHBIMU MBILLIEYHBIMU
crna3MaMM, NMPEeUuMYyILeCTBEHHO BOBJEKAIOIIMMU aKCUaIb-
HYIO MYCKYJIaTypy M MPOKCUMaJbHbI€ IPYMITIbl MBIIILL KO-
HeuyHocteil. CPY BriepBbie oncad B 1956 . aMepuKaHCKH-
mu HeBposoramu FE P. Moersch 1 H.-W. Woltman, koTtopbie
HaOmogam 14 MalMEeHTOB ¢ TUIWYHON KIMHUIECKOU
KapTUHOW HEM3BECTHOTO paHee 3a00J1eBaHMsI Y ITPEIIOXK-
JIV Ha3BaHMe 0oye3Hu — stiff-man syndrome. B coBpemeH-
HOM BapHaHTe TIpaBUIbHEe Ha3bIBaTh 3TOT CHHAPOM stiff-
person syndrome, IMOCKOJIbKY SIBHbIX T€HIEPHbBIX Pa3Inynii
B 3aboneBaecMoct CPY He mpocnexuBaercs. [laToreHes
00JIe3HU CBSI3bIBAIOT C BbIpAOOTKOM ayTOAHTUTEN MPOTUB
JeKapOoKcwIa3bl IyraMuHoBo Kuciotsl (AI'K), pepmen-
Ta, UTPAIOIIEr0 KIIOYEBYIO pOJib B CMHTE3€ OCHOBHOIO

TOpMO3HOTO HeliporpaHcmutTepa B LIIHC, — ramma-amu-
HoMacstHo kucinoTel (TAMK). BenenmerBue pa3BuBatole-
rocs 1ipu 3ToM aedunmta TAMK Bo3HMKaeT BeIpaskeHHAs
TUIEPAKTUBHOCTD ABUTATEILHBIX ¢IMHMUII, KOTOPAsI ¥ OTIpe-
JIEJISIET OCHOBHBIE KIIMHUYECKKWE CUHAPOMBI, BO3HUKAIOLLINE
pu 3ToM 3aboneBanuu [ 1—3]. Pactipoctpanennocts CPY
B Pa3IMYHBIX TTOMYJISIIASIX OCTaeTCs Hen3BecTHOM. CumnTa-
€TCsI, YTO KITAaCCUIECKMIT CPOK e0IoTa 3a00IeBaHUS B TH-
MMUYHBIX CIy4assX OTHOCUTCS K 3—5-My JeCATUIICTHIO K13~
au. [To gannem S.L. Clardy u coaBT., 1e0I0T 3a00J1eBaHUS
B IETCKOM BO3pacTe OTMEYAETCsI TOCTAaTOYHO PEIKO M CO-
craBisieT He Ooee 5 % Bcex caydaeB CPY, npuuem cpen-
HUI BO3pACT HavyaJa IIPOSBICHUST CHUMITTOMOB ITPUXOIUTCS
Ha 11 Jer ¢ BO3MOXHBIM auara3oHoMm kKosiebanuii ot
1o 14 ner [4]. Ommcanus CPY y mereit B IuTeparype eam-
HuyHbL [5, 6]. Ilo pesynasrataM IPUIEIBHOTO ITOMCKA
B PubMed HaMm ymamock BCTPETUTh €AMHCTBEHHOE OITHCA-
Hue CPY c Havanom B rpynHoMm Bospacte [7], moatomy
TIPUBOIVM COOCTBEHHOE HAOIIOIECHME.



Kaunuueckuii pazoop

HepBHo-MbiweYHbie
BOJNIE3HH

Knunuyeckoe nabniopenue

Hlayuenm Y. b., 16 rem, scumens ceabCKoll MeCmHocmu
00H020 U3 pailoHos xcHoeo Kazaxcmana obpamuncs ¢ wea-
100amu Ha 0OWYI0 CKOBAHHOCMb, OUWYUeHUe NOCIMOSHHO2O0
HANPANCEHUS. MYCKYAAMYPbl, 02PAHUYEHUS NOOBUICHOCTU
6 NOSCHUYHOM Omdene NO360HOYHUKA, MA300e0PeHHbIX U KO-
JAEHHbIX CYCMaeax. Dmu HapyueHus 3ampyoHsIAu HAKAOHb!
myaosuwa éneped U Npuceoanus, Meuwaiu GbiNoAHAMb
Oelicmeusi, HaANPAGAeHHble HA NOBCEOHEEHOe CamMOo00CAYHCU-
eanue (00yeanue, 3a6s3vianue wHypkog u m.n.). He moe
X00umv Ha paccmosHusi, 00bl4Hble 045 €20 C8EPCMHUKO08.
Kpome moeo, ommeuanucy 601e3HeHHble MblULEUHbIE CNA3MbL
6 AKCUAAbHBIX MbIUYax myaoeuwya (CHUHA, NOSCHUUHbLIL
omaen) u NPOKCUMANbHBIX MbIULEUHbIX SDYNNAX KOHEYHOCMell
(npeumyuiecmeerHHo Yemoipexanagvle moluiybl 6edpa) Oau-
MeAbHOCMbI0 00 HECKOAbKUX CeKYHO, KOmopble 803HUKAAU
NApoKCU3MAAbHO 6 HOKOe, @ MAaKice Mo2Au Obimb CHPOBOYU-
DPOBaHBL KAK HAYAAOM NPOU3B0AbHO20 O8UNCEHUS 6 Pe3KOM
memne, maK U COCMOAHUAMU IMOUUOHANLHO0 HANPSNCEHUSL,
mpesoeu. Bo epemsi CHa MblueuHble CRA3MbL OMCYMCMBOBANU.
Podumeneii nodpocmka youensin aHOMAAbHO BbIPANCEHHDLI
peave CKeaemHOU MYCKYAamypvl MAAb4uKa, npu mom
YMo OH UCHBIMBIEAA AU 00bIYHbIE (PU3UYECKUe HAZPY3KU
U He 3aHUMAACA NPOPECCUOHANLHBIM COPIOM.

U3 anamuesa uzeecmuo, 4mo npobard poouncs om emo-
Doii, (husuosoeuuHo npomexasuieii bepemeHHoCmuU U 8 0OHO-
wennom cpoke. Podumenu nodpocmia kaunuuecku 300pogol,
6 6auzKopodcmeennom opake ne cocmosm. Ilepeuiii peberok
8 cembe degoura, Ha 2 eoda cmapuie bpama, KAUHUYECKU
30oposa. Jlo 1 200a xcuznu npoband bvin KPynHviM pebeHKoM,
UMen NOBBLIUEHHYI0 MACCY Meaa, €20 08ULAMEeNbHAS AKMUB-
HOCMb OblAG CHUNCEHA — NPAKIMUMECKU He NoA3a, cea 6 8 mec,
camocmosamenvro coeaan nepsvie wiaeu 6 1 200 2 mec.
Tlpu naanosoil éakyunayuu MeonepcoHan Ommeuan 3amem-
HYI0 NPU NAALRAUUU MEEePOOCMb, NOBIUEHHYI) HAOMHOCb
Mbly; 4moObl 88ecmu ueny 6 Mbluyy npu eaKuUHaAuuU,

1

mpe606arocy Hekomopoe 00noAHUMeNbHOe ycuaue. Youce
8 paHHem Oemcmee MAanb4uK npeonouuman CUOems ¢ 6bimsi-
HYMbIMU 8neped HO2aMU, OMMe4aiacs mpyoHOCHmy CeUOaHUS
8 KOACHHBIX U 20A€HOCHONHbIX CYCMABAX, €A U NUA 8 CULY
2mMo20 00Ccmosmenscmea 8 0CHogHom aexca. Ha npocvowl
podumeneii secmu cebs Kak 6ce 0emu YRopHO He COAAULANCS,
4mo mpaKmogaioch Kak 0COOeHHOCHb NOGEOeHUs. U YAPIM-
cmeo. C 5—6-1emHeeo 03pacma cman 3amMemeH 6blpaiceH-
Hbll peave cKkeaemHoll MyCKyAamypbl.

Ilpu Heeponocuueckom ocmompe: KOHMAKMeH, 00uume-
AeH, HeCKOAbKO IUPOoputeH, KOCHUMUBHbIE QYHKYUU OPUEH-
MUPOBOYHO He CHUMICEHbL U COOMEEMCMEYIOM COUUANLHOMY
OKpYuceHuro. Yuumcs 6 00ueobpazoeamenvHoll wKone, ycne-
saemocmy xopouias. O6uiemo3208bix U 000104e4HbIX 3HAK0G
nem. Kpanuanvhvie Hepevl unmaxkmuwte. [lpusnaxu nopaice-
HUsI MOMOPHBIX 0ep CMeoaa Mo3ea He onpedeasiromes. B dsu-
eamenvHoll cghepe oOpawarom Ha ce0s GHUMAHUE GbIPANCEH-
Hble UCMUHHblE MbIULEUHble 2UnepmpoduU, NPOAGAAIOUUECs
UpesmMepHO SAPKUM peave@oM CKeAemHOU MYCKYAamypbl,
0COBEHHO AKCUANbHbIX MYAOBUUSHBIX MbLUUY U NPOKCUMANHBIX
MbLUUEHHBIX 2pYNN KOHeMHOCel, a MakKice a000MUHANbHBIX
Moty (cm. pucyrok). Tlpu nasvnayuu mMululsi 04eHb HAOM-
Hble, 6naomb 00 evipaxceHHoi meepdocmu. Cuaa muluty, co-
omeemcmeyem 5 6ainam 6o ecex mvlueunvix epynnax. Ila-
YueHm He Modcem HAKAOHUMbCA 6neped, 4mobvl docmams
00 nOAA KOHHUKAMU NAAbYes, U3-3a CKOBAHHOCMU 8 NOSICHUY -
HOM omadene, He MOJCem NPUCECMb HA KOPMOUKU ¢ NOAHbIM
ceubanuem Hoe 6 mazo0edpPeHHbIX U KOAEHHbIX CYCMABAX.
Tonyc mbiuy 04eHd 8bICOKUI — BbIPANCEHHAS AKCUANbHAS
DPUSUOHOCIb 8 OMCYMCmeue NpOseAeHUN CRACMUYHOCU
U NUPAmMUOHO20 CUHOpOMA, AOCKO0OPA3HASL PUSUOHOCHb HCU -
soma. CyxoxcunvHble peaeKcobl He U3MeHeHbl, namoaoeu4e-
CKUe CMONHble U KUCmegble NUPamuoHbie 3HAKU, a maKice
SKCMPanupamuoHsvle OucmoHu4eckue U OUCKUHemu4ecKue
cumnmombl He gviseasiomes. CUMIMOMb! AKYUOHHOU U nep-
KYMOpHOU MUuomonuu He oonapyxcerwt. Ilpu xo0vbe npocie-

Tlayuenm Y. B., 16 nem, ¢ cundpo-
MOM pueudnoeo yenogeka. Mcmun-
Hble MblueyHble eunepmpopuu axK-
CUANbHBIX U NPOKCUMANbHBIX
MblUEYHbIX 2DYNH KOHeYHOCmel.
Buipasicennbiii puxcuposanmbiii no-
SCHUYHbLLL 2UNepaopa03 6 COMeMmaHuu
¢ epyOHbIM Kupo3om
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Jcueaemes. ymMepeHHas NOCMypanbHas HeyCmouyu8ocms,
wupokas naouads onopsl. B yesom koopounayus ne Hapy-
WeHa, nanblye-Hoco8yH U NAMOYHO-KOAEHHYI0 NPOOY 8bINOA-
HSlem Y8epeHHO, UHMEHUUOHHOe Opodcanue, oucmempus
He onpedenromces. B noze Pombepea ycmoiiuue, xoms omme-
yaem ne2Koe HeCUCMeMHOe 201080KpyiceHue. B ycioxcuen-
Holl nosze Pombepea ucnsimoigaem 3nauumensvtvle 3ampyoHe-
Hus. Tandemuas xodvba (xo0vba no NPAMOU AUHUU NpU
YCA08UU YMEHbUEeHUs NA0Wadu onopsl) HegoamodcHa. Hapy-
WeHUll N08ePXHOCMHOIL U 2AYOOKUX 81008 UY8CMEUMENbHO-
cmu He ewisgnsemcs. Tazosvle QyHKUUU KOHMpoOaUpyem
npousgonvHo. Budumvie nposerenus eecemamueHoill duc-
@yukyuu He obHapyxcusaromes. Boipaxcennuvie epyoHoil Ku-
@03, purcuposanublii epybObill NOACHUUHBLIL 2unepaopoos,
He ucue3aouuil @ noaoddceHuU aexca. B comamuueckom cma-
myce co cMOpOHbL GHYMPEHHUX 0pPeaHo8 Kakue-iubo namo-
AoeudecKue OMKAOHeHUsl He ONPedesiiomcs, COMamu4ecKux
canob nayuenm He npedsseasiem.

Ilpu snexmponeiipomuoepaguueckom uccaedo8anuu:
ckopocmb pacnpocmpanenus 8030yxucoenus (CPB) no momop-
HbIM B0A0KHAM 001bULEOEPUOBHIX U MAA00EPU0BbIX HEPBO8
Obina Ha HudcHell epanuye Hopmbl (39,3—42,2 m/c), nokasa-
meau OUCmanvHol U pe3udyanbHoll AameHyuU 8 Hopme, am-
nAUmMyObl He2amueHoU Yacmu MakcumatbHolx M-omeemos
C MblULY, CMONbL NPU CMUMYAAYUU 1€8020 U NPaso2o 6oabule-
bepuyosuix Hepeos docmamoyHsl u cocmasuau 5,97 u 6,28 mB
coomeemcmeenno. Popma M-omeemos ne usmenena. llo-
Kazameau F-6oanbl npu mecmuposanuu npagoeo 0oavuie-
bepuyosoeo Hepsa 6 npedenax Hopmul (namenyus om 52,0
00 63,0 mc, 610K06 U NOBMOPHBIX B0NH HEM, «QUSAHIMCKUX»>
eoan Hem). Taxum obpazom, danHblie, noomeepiucoarouiue
AKCOHANbHOE UAU OeMUeAUHUZUpYIoujee nopaiceHue OAUHHbIX
Hepeos Hoe, He noayueHsl. KoceeHHbIX NPU3HAK08 Hapacma-
HUs1 GHMUOPOMHOI 6030Y0UMOCMU CRUHANbHBIX MOMOHEPO-
HO8 Ha YPOGHe NOSCHUMHOO YMOAUWEHUS 8 YCA08USIX HeDoCma-
MOYHOCMU RUPAMUOHOR0 MPAKMA He BblSIGAEHO.

IIpu nokanvHom ueonbuamom uccaedo8anuy 1amepans-
HOIl 20106KU Yemblpexena8oi Mbluiybl bedpa cireéa cnoHMaH-
HOU aKMUBHOCMU MbLULEYHbIX B0A0KOH U O0BU2AMENbHbIX
e0UHUY, He 3apecucmpupoBano, 803MOJNCHO U3-3A HAAUMUS
NOCMOSHHOIL 8bICOKOYACMOMHOU UHMephepeHUOHHOU mo-
HU4ecKoil aKkmueHocmu 6 nokoe, amnaumyooi do 150—
200 mkB. Muomonu4eckue u nces0omMuomonHu4ecKue paspsi-
Obl He c¢huxcupyromes. Ilpu npousgonsHom HanpsidceHuu
B03HUKAEM HACbLUEeHHbII UHmMeppepeHyUOHHbII nammepH
C HOPMANBHOU KaApMUHOU pacnpedenerus 001aKa 3Ha4eHuil
AMAAUMYOHO-YACMOMHbIX XAPAKMEPUCMUK KPUBOIL HA CKa-
mepepamme npu MypH-amMnAumyoHoM anaause (6 obnacmu
ouccekmpucot yena Hyneeoil ommemxu). Ananus mopgogyHk-
YUOHANbHOU OpeaHU3ayUU NOMeHyuanos delicmeus o0suea-
menvubix edunuy (I E) nokazan kosebanus orumensHocmu
IIJE om 5,3 do 14,3 mc npu cpednem 3uauenuu 9,3 mc,
umo coomeemcmeosano Hopme. Cpednss amnaumyoa IIE
cocmasuna 340 mx B, doast noaughazuvix u ncedonoaughaszHulx
IIJIE ne npesvimana donycmumole 3navenus. Taxum obpa-
30M, OaHuble ueonvyamoll 3arekmpomuoepaguu (SMI)

UCKAIOMUAU MUONAMUYECKUL U HelipoeeHHblll nammepHol
nopadicenus ¢ OMCYmMcmeueM NpU3HaKo8 KaxK OeHepeauul,
MakK u peuHHep8ayuU U onpeoeauny NPOOOANCEHHYI) MOHU-
YecKy0 aKkmugHOCMb 08U2AMeNbHbIX eOUHUY, 8 NOKOe.

Tlpu maeHummno-pe3oHancHoi momoepaguu 20108b! U HO-
36oHounuka 6 pexcumax T1, T2 u FLAIR namonoeuu cmpyx-
Myp 20106HO20 U CNUHHO20 MO0324 HA 6CeM NPOMSANCCHUU
He gvisieaeno. Maenumno-pesonarncruiii (MP) aneuoepagu-
YecKUil pexcuM NoKasan odbluHble aHamomu4ecKue xapaKme-
pucmuku cocyodoe eepmedparbHo-6a3uAIApHO0 Oacceiina.
Onpedenenvt M P-npusnaxu ymepeHHoi KAuHO8UOHOL deghop-
Mayuy NO360HK08 C HAAUYUEM KPAaegulX CUHOecMOpumos
Ha yposne Th5—Th 12 c ynaomuenuem nepedreit npoooabHol
cea3ku u Haauuuem epoloic LImopas 6 meaax nosgeonxos Th5—
Thll. Ycusenue usuonoeuneckoeo Kugosa Ha gpore npago-
cmoporHezo C-06pa3Ho2o cKoauo3a 8 epyoHom omaoene no3eo-
HOYHUKA. YKa3aHHble U3MeHeHUs NO360HOUHUKA, 8ePOSMHO,
HOCUAU 8MOPUYHBLIL Xapakmep U OblaU 00yCcA06/1eHblL 8bIpa-
JHCEHHOU AKCUANbHOU PUCUOHOCIBIO U MbIUEHHBIMU CRA3MA-
MU, Komopble U npuseau Kk 0eceHepamusHo-0ucmpoguueckum
U3MEHeHUSIM NO360HOUHO20 CMOoA0a U (PopMUPOBAHUIO CMOTI-
K020 (huKcupo8anHo2o nosiICHUMHO20 2unepaopaosa.

Pezyaomamor sxoepagpuneckux uccaedosaruii cepouya
U GHYMPEHHUX OP2aHO8 ObliU 8 HOpMe, KaK U napamempbl
anekmpokapouoepammel. JlabopamopHoe uccredoganue onpe-
deauno Hopmanvhylo opmyay Kposu, 00blMHBLIL YPOBEHb
hepmenmoes moluieuHo20 yumoau3sa (Kpeamurgpocghokunaszol,
AaKkmamaoezudpoeenasst), omcymcmeue KaKux-aubo omrkao-
HeHUil 8 Opyeux OUOXUMUYECKUX Napamempax Kpogu u Hop-
ManbHble NOKA3amenu 20PMOHO8 WUMOBUOHOLL dicene3bl
u napameopmona. Mccaedosarnue yposns anmumen k JI'K
He npoeoounl.

Takum obpazom, Haruuue y 6016H020 MeONEHHO Npoepec-
cupyoujeeo CUHOPOMAa UCMUHHOU MblUeYHOU unepmpoguu
8 COYemaHuu C GblPANCEHHOU AKCUANbHOU pPUSUOHOCMbBIO
U NOCMOAHHOI AKMUBHOCHIbIO MbLULY 8 NOKOE, PecUCmpupy-
emoil npu IMT-uccredosanuu, a maxice 601e8bIMU Mobluiey -
HbIMU CRA3Mamy no360auno Ham ouaznocmuposams CPY.

06cyxneHue

B nHacrogmee Bpemst nuarnoctnka CPY Gasupyercsd
Ha M3BECTHOM KOMIUIEKCE KITMHUYECKUX, MHCTPYMEHTAITb-
HBIX U JIaDOpaTOpHBIX uccienoBanuii [2]. Beigensior 3
TPYIIIBI KPUTEPHUEB 3TOTO 3a00JIeBaHMSI.

Knunuyeckue Kpurepum: ocTerieHHOE Hayasao 6ose3-
HU ¢ 00JIe3HEHHOCTH ¥ HAITPSDKEHMST aKCUATbHBIX MBIIIIIT;
MeUICHHOE TIPOTPEeCCHPOBAHNE C TIOCTEIIEHHBIM BOBJICUE-
HUEM aKCHAJIbHBIX MBIIII, TPOKCUMATBHBIX MBI HOT
¥ B MEHBIIICH CTeTIEHN PYK, C TIOSIBIICHUEM 3aTPyITHECHUI
TIPY XOAb0€ U BBITTOJTHEHUM CJIOXKHBIX IBUKCHMIA; ITTOCTO-
STHHOE HaIIpsDKeHUE TOPAKOIIOMOATBHBIX, TapacIIMHAIb-
HbIX U a0MOMUHAIBHBIX MBI, MATOJOTMYECKUI TOsIC-
HUYHBIA TUNEPJIOPH03; AMCKOOOpa3Has PUTUIHOCTH
MBIIII] XWBOTA; NCUYE3HOBEHNE PUTUIHOCTH BO CHE; 00-
JIe3HEHHBIC MBIIICYHBIC CITA3MbI IUIMTSIIFHOCTBIO OT He-
CKOJIBKMX CEKYHII 10 HEeCKOJbKUX MWHYT, BBI3bIBACMbBIC
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SMOLIMOHAIbHBIMY WU CEHCOPHBIMU CTUMYJIaMU; OTCYT-
CTBME IPYTUX HEBPOJOTMUYECKMX CUMIITTOMOB; COXpaHEHUE
WHTEJIJIEKTA; OTCYTCTBUE BOBJIEUEHUS UJIM MUHUMAJIbHOE
BOBJIEYEHUE KPAHUAJTbHbBIX MBIIIIILIL.

B Hacrosiliee BpeMsi HakarvMBalOTCS HaOIIOAEHUS
CPY ¢ 1omoaHUTeTbHBIMU KIMHUYECKUMY TTPU3HAKAMH,
CBUAETENLCTBYIOIIMMUA O BO3MOXHOM KJIMHUYECKOM I10-
JmMopdu3Me 00JIe3HN. 32 paMKaM# OOIIEeTIPHHSATHIX KPH-
TepUEB MOKa OCTAIOTCSl HETUMMUYHbIE PEIKUE CUMITTOMbI
00JIe3H1, TaKUE KaK TJ1a30BUraTeIbHbIE 1 MO3XKEUKOBbIE
paccrpoiicTsa [1, 3], a Takke N30JUPOBAHHBIC TTPOSIBICHUS
PUTHUIHOCTH B HOTaX WJIM MBIIIIIAX Ta30BOTO Tosica [8, 9].

DMI -KpuTepnu BKIIIOYAIOT IIOCTOSTHHYIO TOHUIECKYIO
aKTHMBHOCTb ABUTATEJIbHBIX EAMHMUII B TIOKOE, MCUE3AIO0LIYIO
BO CHE WJIU TTPU BHYTPMBEHHOM BBEJAEHUN O€H301Ma3e-
HOB, 0J10Kaae nepudeprudecKX HEPBOB UIM O0ILEel aHe-
cre3un; HopMmanbHble CPB 1o nepudepnyeckim HepBaMm;
OTCYTCTBUE MPU3HAKOB I€HEPBALIMM U HOPMaJbHbIE Xa-
pakrepuctuku I1J1E [2, 9].

JlonoJiHMTE IbHbIE KPUTEPUHN: HAJTMUUE AHTUTEN K aH-
tureHaM TAMKepruaeckux HelipoHOB (0COOEHHO aHTH-
ten kK JIKI); Hammume KOMOPOMIHBIX ayTOMMMYHHBIX
9HIOKPUHOIATUMA.

CrieKTp BO3MOXKHBIX HO30JIOTHUECKUX (DOPM IS TIPO-
BeneHus nuddepeHumnansHoro nuarno3a CPY nocratou-
HO XOpOIIIO TIPEICTABIICH B COBPEMEHHOM JTUTEpaType [2,
4]. OrcyrcTBHE KIMHWYECKUX IPU3HAKOB ITOPAXKCHMS
KOPKOBBIX OT/IEJIOB MOJIyIIapuii, CTBOJIA TOJIOBHOIO MO3Ta,
MO3XeuKa, CIMHHOTO MO3ra U nepugepuiyecKux HEpBOB:
[J1a30/1BUraTeNIbHbIX, OYJIb0ApPHBIX, KOOPAMHATOPHBIX pac-
CTPOMCTB, HEMPOCEHCOPHOI TYrOyXOCTH, CETMEHTApHBIX
U TIPOBOJHUKOBBIX HapYLIEHWUI 4yBCTBUTEJIbHOCTU, MU~
PaMUIHOTO CUHIPOMA, KOTHUTUBHBIX pAaCCTPOMCTB, a TaK-
XK€ OTCYTCTBHE MOP(OIOTHICCKUX M3MEHEHUI B BEIIIECT-
BE€ T'OJIOBHOTO M CIIMHHOT'O MO3ra MpY HEMPOBU3YaIU3aLUU
MMO3BOJIMJIN UCKITIOUNTh IPOTPECCUPYIONINIA SHIIe(haIo-
MUENUT ¢ purngHocthio. HopManbHble mokazatean CPB
mpu Helporpadun, Hapsmy ¢ OTCYTCTBHEM IIPU3HAKOB
HelporeHHo# nepecTtpoiiku ITJIE n KIMHNYEeCKUX CUM-
IITOMOB MOJIMHEBPOITATIYECKOTO CHHAPOMA (COXPaHHOCTD
CYXOXWIBHBIX PedIIEKCOB M OTCYTCTBHE PACCTPOMCTB
YYBCTBUTEJIEHOCTH ), BOBJICUCHNE B ITATOJIOTMIECKMIA ITPO-
LIECC aKCUAJIBbHOU U TMPOKCUMAJIBbHOU, a HE JUCTAIBHOMN
MYCKYJIaTypbl KOHEYHOCTE!, HAIMYMe 00JIEBbIX, a HE 06€3-
00JIeBbIX CITA3MOB, MCYE3AI0LINX BO CHE, OTCYTCTBUE MUO-
KUMUH 1 (PacCIUKY/ISIUI TTO3BOIMIN OTBEPTHYTh MPEIITO-
JIOXKEeHHUE 0 HeMpOMUOTOHNH. OTCYTCTBHE MUOTOHMYECKIX
(eHOMEHOB NpU ABWXKEHUSIX, epKyccnu u OMTI -uccie-
JMIOBAaHUM TI03BOJIMJIO UCKJIIOUUTH 3a00J€BaHUS TPYIIbI
BPOXIEHHBIX MUOTOHUM. XOTSd MpPU TMOCAEIHUX TaKXKe
(GOPMUPYIOTCS UCTUHHBIE MbILLIEYHbBIE TUTIEPTPOGUU U HA-
0J1101a10TCS SIBJIEHMST MBILIIEYHOM CKOBAaHHOCTH, OJHAKO
OHU HE JOCTUTalOT CTOJIb BBIPAXXEHHOI CTEMEHM, HE CO-
MPOBOXAAIOTCS 0OJIEBBIMM Clla3MaMU U HE MPUBOMAST
K (b OPMUPOBAHUIO CTOMKHUX AehOpMAaIIHii TO3BOHOYHUKA.
OTCyTCTBHE TMCTOHNIECKUX TUTIEPKITHE30B, TMUCKUHE3HI,

KOPPUTHPYIOLIUX XECTOB U BapruabeJIbHOCTU CUMIITOMOB
PUTUIHOCTU OBUIO HETUIWYHO IUISI TeHEpaIu30BaHHOM
IUCTOHUU (TOpCUOHHOM muctonnu). Kpome toro, rexe-
payiM3oBaHHAsI IMCTOHUS y IeTel HAYMHACTCS, KaK Ipa-
BWJIO, C JIOKAJIBHBIX TTPOSIBJICHUI B BUIC TMCTOHUU CTOITHI,
a B TaJIbHEHIIIEM CIIeIyeT paclpoCcTpaHeHNEe TUCTOHMIC-
CKHMX CUMIITOMOB B BOCXOISIIIeM HarpaBiieHuu. [1pu aTom
CITa3MbI B MBIIIIIAX, PUTUIHOCTD U ZUCTOHNYECKUE TTO3BI
oc1abeBaloT B TTOJI0XKEHUH OOJTBHOTO JIeXa, a TUCTOHNIE-
CKH€ aTaK! y JeTeil peaKo COIMPOBOXIAIOTCS OOJIEBBIMU
omyueHusmu [11]. JIag runokaibuueMu CBORCTBEHHO
BOBJICUCHHE TUCTATHHBIX MBITIICUHBIX TPYIIIT KOHEYHOCTEIH,
YTO MPUBOAUT K Pa3BUTHUIO KaPIIOMEHTATBHBIX CIIa3MOB,
a He aKCHaIbHOI pUTUIHOCTHU. ISl TeTAaHWM TaKoKe XapakK-
TEPHO ITOBBIIIICHNE MEXaHOBO30YIMMOCTH MBIIIII, B TOM
YHCJIe MUMHYECKOM MYCKYIaTyphl (CHUMITTOM XBOCTEKa),
1 TIOJIOXKUTENIBHBIN 3(p(DeKT IpermapaToB KaabIIns.

B nmaToreneze CPY Bemy1yio pojib UTpaeT CHIKEHNE
HopMaJibHOM npoayKuny TAMK B KOpKOBBIX MOTOHENMPO-
Hax, MPUBOJSIIEE K YTHETEHUIO ITPOLIECCOB OMOCPENOBAH-
Horo TAMK MnocTCMHanTU4eCKOro TOPMOXKEHUST CETMEH-
TapHOTO CIMHAJIBHOTO aIlllapara, a TakKkKe HapyIIeHUIO
dynkunonnposanusgs TAMK-perienTopoB Ha mpecUHAaII-
Tnaeckoit MeMopane. Iedumut cuate3a TAMK Bo3HUKa-
eT BciencTBue BbipaboTku antuten K JIT'K. M36brTouHast
nponykuus aHtuten K JAI'K peructpupyercs B KpoBu
y 60—65 % nauuenros ¢ CPY. Kpome Toro, BeposiTHO,
CYIIIECTBEHHOE BJIMSIHME MOTYT OKa3bIBaTb aHTHUTEJA
kK TAMKeprugeckum HelipoHaMm 3¢ GepeHTHBIX CTBOJIOBO-
CNUHANBHBIX TTyTel 1 aHTuTenaa K TAMK-accouunpoBaH-
HoMy 0OeJiKy B o0actu nocrcuHantuueckux TAMK-penern-
TopoB. Mopdonornueckue HCCACIOBAaHUS TTOKa3aiH,
yto gepuunt TAMK HaGmogaeTcst B MeIuaabHBIX OTASIaX
TepeaHUX POTOB CITMHHOTO MO3Ta, TIe TOIorpachudecKu
Ha ajnb(a-MOTOHEHpPOHAX 3aMBIKAIOTCS HUCXOMSIIINE pe-
THUKYJIOCITMHAIBHBIC W BECTUOYIOCITMHAIBHBIE ITyTH, a TaK-
K€ B IIEHTPaJIbHOI 00JIACTH TIEPeTHUX POTOB, IIIe PaCIIO-
JIOXXEHBI BCTABOUYHBIE MOTOHEHMPOHHI [ 1—3]. DTO MpuBOAUT
K TUTICPBO30YINMMOCTH aJTb(ha-MOTOHEHPOHOB U COOTBET-
CTBYIOLIMX [BUraTEJbHBIX €AUHMIL MPEUMYILIECTBEHHO
aKCHUAJTbHOM MYCKynaTypbl. OTCYTCTBUE «TMTAaHTCKMX» F-
BOJIH TTpu DMTI -HccenoBaHNM HAIIIETO MAaIlieHTa, KOTO-
pBIe OTpakaroT ITOBHIIICHNE aHTUAPOMHOI BO30YINMOCTH
CITMHAJIbHBIX MOTOHEHPOHOB M YaCTO HAOIIOMAIOTCS Y TTa-
LIMEHTOB C HEIOCTATOYHOCTHIO MMMPAMHUIHOTO TPAKTa, BO3-
MOXKHO, CJIY>KAT ITONTBEPXKICHNEM BOBICUCHHOCTH MHBIX
a¢ddepeHTHBIX TOPMO3HBIX crcTeM. CyIecTBeHHBIM B Ia-
toreHe3e CPY, mo-BumnMoMmy, SIBIISICTCST pa3BUBAIOIIHAICS
(GYHKIMOHANIBHBIN AucbanaHc Mexay Topmo3Hoit TAMKep-
TUIEeCKON W CTUMYJIMPYIOIIEH HOpaapeHepruIecKOl CHc-
temamu [2]. TIpu CPY MoXeT pa3BUBaThCsI SKCTpaHEB-
pajibHasi KOMOpPOUaHAsI MaToJIOrusl, OOYCIOBJIEHHAsT 3KC-
TpaHeBpajibHOU 3Kcnpeccueii antuten K 'K B kieTkax
TUMYyca, OeTa-KJIeTKax MOAXETyI0UHOM XKeJle3bl, KJIeTKax
IIATOBUIHOM XeJIe3bl M APYTMX OpraHoB. IToaToMy m3BecT-
HbI KoMOuHaumu npossiaeHuii CPY ¢ paznmyHbsiMu 3a60-
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JIEBaHUSIMHU, B TeHe3¢ KOTOPBIX UTPAIOT POJIh AyTOMMMYH-
HBbIC MEXaHN3MBbI: MTHCYJIMH3aBUCUMBIN CaXapHBI mTaderT,
ayTOUMMMYHHbBIU TUPEOUAUT, TAPEOUAUT XaIIUMOTO, TUIO-
THPEO3, THPEOTOKCUKO3, TIEPHUIINO3HAS] aHEMUST, MAACTe-
HUSI, CUCTEMHasI KpacHasl BOIYaHKA U HEKOTOPBIC APYTHe
HO30JI0TIYecKre (hopMBIL. Pexke TIpociexrBaeTcst B3auMOoC-
Bs13b CPY ¢ HEKOTOPBIMU TTapaHEOIJIaCTUUECKMMMU 3200~
JIEBaHUSIMH, TAKMMHU KaK THMOMa, MEJIKOKJIETOUHAsI Kap-
IIMHOMA JIETKMX, JUMQOTpaHyIeMaTo3, paK IIPSIMOU
1 O00OMOYHOM KWIIKH, 3JI0KAYECTBEHHASI ME30TEIMOMa,
YTO AUKTYET HEOOXOTMMOCTb OHKOJIOTUYECKOIT HACTOPO-
KEHHOCTH 1 00SI3aTSIBHOTO YIIIyOJICHHOTO JUAaTrHOCTHYC-
CKOTO MOMCKa y Kaxaoro 6oasHoro CPY ¢ 11e1610 NCKITIO-
YyeHUS BEpOSITHBIX Heorutasuii [2, 12—15].

VYposuau antuten K II'K B Mo3re n mepudepryeckoit
KPOBHU M UX MAaTOTEHETUYECKOE 3HAYCHNE MOTYT CYIIECT-
BEHHO pa3/IMYaThCs, IO3TOMY Pa3BUTHE ITePEUNCICHHBIX
MMMYHO3aBUCHMBIX 3a00JIeBaHUI HE SIBIISICTCST 0OJIUTaT-
HbIM Tipu3HakoM CPY. ¥V Hamrero 601b5HOTO MOmOOHBIE
COMYTCTBYIOIIE 3200JIeBaHUsI OBUIM MCKITIOYSHBI, 9YTO MOT-
JIO CBUIETEILCTBOBATD O TOM, YTO ayTOMMMYHHO# arpec-
CHMH B TOM WJIM MTHOM BHJIE€ TIOABEPTHYTA NCKITIOUNUTEIHEHO
uepeodpanbHass TAMKepruueckasi cucrema. IlogoGHBIE
CepOHETaTUBHEIE ITAIIMEHTHI B OTHOIIeHNY aHTUTe K JITK
B niepuepruyecKoil KpOBU MOIYT COCTaBIATh A0 35—40 %
Bcex ciygaeB CPY. CremyeT oTMETUTD, YTO HAJTWIME aH-
maten K JAT'K He gBngercd cneun@UUHBIM NPU3HAKOM
tonbko CPY. I[MomoOHBIE aHTUTENIA MOTYT BCTpPEYaThCS
MpU LEepeOeUISIPHBIX aTaKCUsX, SMUWIETICUU, JTUMOrYe-
ckoM sHIedanute [16].

Knnanaeckne n OMI-nipuznaku CPY B rmosHOI Me-
pe MPUCYTCTBOBAIMU B MPUBEACHHOM HAMU HAONIOACHUM,
YTO 1 TTO3BOJIMJIO TIOCTaBUTH MPaBWIbHBIN ararHo3. Ha-
PSMY C 3THM OBLIM OTMEUEHBI I HEKOTOPBIE 0COOCHHOCTH
TeUeHMST 3a00JIeBaHMS Y TIOAPOCTKA.

1. PanHui1 Bo3pact 1e610Ta MHULIMAJIbHBIX KIMHUYE-
CKHX CUMIITOMOB ¥ X CTePTOCTD Ha TIEPBOM TOY XKM3HU.
®akTnIecKn HAOMIOOAIUCh JINIID SIBJICHUST IIJIOTHOCTHU
CKEJICTHBIX MBIIIII, a TAKXKe HECKOJIbKO IT03Ke OTMEUYEHO
ITOSIBJICHUE CAMOCTOSITEIbHOM XOIBOHI.

2. OTcyTCTBHE MUAITHI ¥ KpaMITH B AaKCHATBHOI My-
CKyJIaType B MHUIIMAIBHBIX CTaIUsIX 00JIE3HN Ha TIEPBOM
TOY XXM3HU U B paHHEM JIETCKOM BO3pacTe. OTH CUMIITO-
MBI, CBOMICTBEHHBIE B Ie0I0Te 3a00JIeBaHMS Y B3POCIBIX,
MIPYCOCTUHWIIVCE TTO3IHee Ha (pOHE pa3BUTHS CKOBAaHHO-
CTH Y UICTUHHBIX MBIIICYHBIX TUIIEPTPODHIA.

3. MemwieHHOe TOOPOKAaYeCTBEHHOE TEUCHHE C OTCYT-
ctBHeM ormckiBaeMbIX pr CPY y B3pocbix (uryKTyamuia
00JIe3HM, a TAKKE OTCYTCTBHEM IPYOBIX MHBAIMIN3UPYIO-
IINX OBUTATEILHBIX HApYIICHW, KOTOPhIC OrpaHUIMBA-
JIM OB COIMATM3ALIMIO TTOAPOCTKA. Takoe eCTeCTBEHHOE

TeyeHHe 00JIe3HU O€3 KaKOro-JM00 JiedeHUsT HabI10Aa10Ch
Ha MPOTSLKEHUU BeeX 16 JIeT XU3HU NalueHTa.

Takum o6pazoM, Teuenue CPY ¢ ne6ioToM B rpymHOM
1 PaHHEM JIETCKOM BO3PacTe, BEPOSITHO, MOXKET OTJIMYATh-
Csl 3HAUMTEIbHBIM CBOEOOpa3nueM Mo CpaBHEHUIO C 60J1e3-
HbIO Y B3pocibiX. Hapsimy ¢ paHHUMU AeTCKUMU (hopMaMu
¢ MaHU(ECTHBIM IIPOTPECCUPYIOIMINM TEUCHHEM, MOTYT
BCTpeYaThCsl Caydyau ¢ MEMJIEHHBIM 100pPOKauYe€CTBEHHBIM
TeyeHueM. [IpuMepoM rnepBoro BapuaHTa CIy>KUT HAbOJI0-
nenvie V.P. Udani 1 coaBT., KOTOpbIe TPUBOAIT CIy4ait Haubo-
Jiee panHero aeo6rota CPY B moctymHoii ureparype [7].
HccnenoBaremn onmcamu CPY y 14-MecsadHOM IeBOYKH,
Y KOTOPOU € 3-MEeCSIIHOTO BO3pacTa OTMEYAINICh BHE3AITHBIC
3MU30/1bl HAPYILLIEHU I AbIXaHUsI BCICACTBUE CITa3MOB MBIILIL]
IPYIHOM KJIETKU U KOHEYHOCTEM, YTO MPUBOAWIIO K LIMaHO-
TUYECKUM MPUCTYIIaM € yTpaToi codHaHusl. KnnHunyeckue
cuMnITOMBI 1 DMI -TaHHBIE COOTBETCTBOBAIA KPUTEPUSIM
CPUY, a monoxuTtenbHbIN 3G (GEKT BBICOKHX 103 Ara3eraMma
U 6axksogeHa IMoATBEepAUII JUArHO3.

ITpumepoM 106poKauYeCTBEHHOTO TeYEHMS 3a00J1eBa-
HUg y nanuenTa ¢ ae6iotom CPY B rpymHOM Bo3pacte
CIY>XMT HaOJ0aeHre, MPUBEACHHOE B JTAaHHOW CTaThe,
BO3MOXKHO OJTHO U3 MEPBBIX B OTEYECTBEHHOM JIMTEpaTYpE.
BBuay HU3KOM KOMIUIAEHTHOCTH CEMbM W TTALlME€HTA B OT-
HOIIEHUM K MEIUKAMEHTO3HOMY JIEUEHUIO PEKOMEHIO0-
BaHHas Tepamnusl TpemnapaTamMyd O€H301Ma3eNMHOBOTO
psifia, a TaKxKe MMMYHOCYIIPECCHMBHAS TEpaIius He TTPOBO-
nunuck. HecMoTpst Ha 9To 06CTOSITENILCTBO, 3a00JI€BaHNE
MO-TIPEXHEMY IPOTEKANIO NOOPOKAYECTBEHHO W Jaxe
MpOCJIeXXUBaIaCh HEKOTOpas CTabMIU3alMs B BUIIE afaar-
Tallid MOTOPHBIX (DYHKUMI K MPEObSIBISIEMBIM Harpy3-
kaM. KaramHecTnueckoe HabIOAeHUE CIIyCTs 3 Toma mo-
Kaszajo, YTo MalMeHT CTajl B MEHBILIEH CTENEHN OLLyIIaTh
MBILIEYHYI0O CKOBAaHHOCTb M MBIILIEYHOE HAMpPSLKEHUE,
YCTIELIHO YYUTCS B BbICILIEM YU€OHOM 3aBeieHUU. THTeH-
CHBHOCTb MBILLIEYHBIX CIIA3MOB U MUAJITUM, a TAKXKE MX Ya-
CTOTa W PaCIpPOCTPAaHEHHOCTh YMEHBINTMINCh. CITa3Mbl
CTaJli BO3HMKATh TOJbKO B YETHIPEXTJABbIX MBbIIILIAX
Oeapa W MHOIIA B MbIIILAX rojieHeil. BeipaxkeHHOCTb
CMa3MoOB HaMpsIMyo 3aBUCEa OT UHTEHCMBHOCTHU TIpeJi-
1IeCTBYIOLIEN (DM3NUECKOM HAarpy3Ku, B CBSI3U C UEM T10-
TpebOBaJIOCh OCBOOOXIECHME ITOAPOCTKA OT 3aHATHI (hH-
3UYECKON KyJabTYpoil B UMHCTUTYTe. [IpuBeaeHHBIN
kmuHndeckuii mpumep CPY cormacyercss ¢ mo3uimei
TPYMIIbl ATIOHCKKX UCCieaoBaTeieli, KOTOpble CUMTAIOT,
yTo B 60onbmMHCTBE ciaydyaeB CPY ¢ 1e610ToM B 1ETCKOM
Bo3pacTe 3abojieBaHME MPOTEKAeT N0OPOKAUYECTBEHHO,
yallle sIBJISIETCSI CEpOHETaTUBHBIM 10 OTHOIIIEHUWIO K aH-
tutenaam K JIIK v MoXeT UMeTh OTIMYKS B MAaTOJI0rnye-
CKOM MEXaHU3Me Pa3BUTHsI OCHOBHBIX HAPYILIEHUIA OT B3pOC-
JI0it popMbl Oose3nu [17].
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Mumoxondpuanvras Heilipoeacmpounmecmunanvias suyepanomuonamus (MHIHUD) — eenemuuecku eemepoeennas epynna peoKux, He-
VKAOHHO NPOEPECCUPYOUUX AYMOCOMHO-pereccusHbix 3abonresanuii. MHTHUD evizvieaemesn mymayusamu é eenax sdeproi IHK, emopuu-
HO NPUBOOAUUMU K MHONCECIBEHHBIM OeneyusM U ucmoujeHuro mumoxonopuanvuoii IHK. Hauboaee wacmoii npuuunoi MHIHUD s615-
romces mymauuu 6 eene mumuourgocghopunaszvt (TYMP), roxyce 22q13. Dxcnpeccus uzsmenennoeo 6eaxa TYM P npusodum k nopacenuio
mKaHell 8 NULEe8apumenbHoll U Hep8HOU cucmeme U onpedensiem 0CHOBHble Kaunuueckue nposeaenus MHITHD. Pannss nocmanoska ou-
AcHO3a U CB0eBPeMEeHHO Hauamoe neueHue 60AbHbIX N036045em OMCPO4UMb Hos6AeHUe AemanbHblX ocaodcHenull npu MHTHUD. Oonako
ceoespemennyro ouacnocmuky MHITHUD 3ampyousiom evipaicenHbiil KAUHUMECK UL ROAUMOPU3M, NOAUCUCTNEMHDLI XapaKmep HapyuleHuil,
MaHugecmayus ¢ NOPadiCeHUsl pa3AUHbIX OP2AHOB U CUCIeM, NPOMeKaloUUxX 4acmo cxodice ¢ 60AbUOL epyNNoOll HacAeOCMBEHHbIX U NPU-
obpemenHbix 3a00nesanuii. Mot npedcmasnsem nodpobroe onucanue cayuas MHIHUD c nosoit mymayueii c. 1001T>G 6 eene TYMP, eu-
NnepeoHadomponHviM 2UN020HAOUIMOM, OeKpeMeHmOM NPU PUMMUHECKOU CIMUMYAAUULU, He ONUCAHHbIM paHee @ aumepamype, U pazoop
Jupgpepenyuanvroii duaenocmuxu MHITHD u cxoxncux 3ab60re6arnuii.

Karoueevie caosa: mumoxondpuanvras HeipoeacmpouHmecmuHaAbHAs SHUePAroOMUOnamus, eeH MUMUOUHPOCHOPUAA3bI, MUMOXOHOPU-
anvnas JJHK, dexpemenm M-omeema, aeiikosnuegaronamus, Kaxekcus, CUHOpomM ucmoujeHus mumoxonopuanvroi JIHK 1-e0 muna,
noauHeiiponamus, 2unepeoHadomponHblil 2uno2oHA0U3M
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Differential diagnosis of mitochondrial neurogastrointestinal encephalomyopathy. First clinical description in Russia

S.A. Kurbatov’?, V.P. Fedotov’, P.G. Tsygankova®, E.Y. Zakharova®, S.N. Lipovka'
!, Regional Medical Diagnostic Centre, Lenin Square 5a, 394018, Voronezh, Russia
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* Russian Research Center for Medical Genetics RAMNS, Moskvorech’e 1, 115478, Moscow, Russia

Mitochondrial neurogastrointestinal encephalomyopathy syndrome (MNGIE) is a rare autosomal recessive progressive multisystem disorder.
Most of MNGIE is caused by mutations in the gene encoding thymidine phosphorylase (TYMP), locus 22q13. Mitochondrial dysfunction repre-
sents multiple deletions and depletion of mtDNA. We present a case of MINGIE with a novel mutation in the position c. 1001T>G of TYMP gene,
hypergonadotropic hypogonadism, decrement of compound muscle action potential following repetitive nerve stimulation on EMG which was not
previously described in literature and differential diagnoses MINGIFE with other conditions.

Key words: mitochondrial neurogastrointestinal encephalomyopathy syndrome, gene encoding thymidine phosphorylase mtDNA, mito-
chondrial DNA, decrement of the compound muscle action potential, leukoencephalopathy, cachexia, mitochondrial DNA depletion syn-
drome 1, polyneuropathy, hypergonadotropic hypogonadism

BeeneHue ¥ TCHETHUYECKM TEeTEPOTeHHYIO TpyIITy 3a0oeBaHuid. [1pu-
MuroxoHapuranbHast HeliporacTponHTeCTHHANIBbHAA 9H- 4nHa MHIUMD — B myranmmsx simeproit [THK (sZIHK),
ecdamomuornatrst (MHI'MD) otHOCHTCS K HACTICACTBEHHBIM — TIPUBOISIINX K HAPYIICHUIO MEKTEHOMHBIX B3aMMOICICT-
ayTOCOMHO-PEIIeCCUBHBIM CHHIpoMaM mcromeHuss muto- Buit (1JHK u mt/IHK), criemcTBreM KOTOPBIX SIBIISTIOTCST
xounpuaasHOI JIHK (MtIHK), BKTIOUaArommM KIIMHNYECKA —~ MHOXKECTBEHHBIE JIeJICIINH, TOYKOBBIC 3aMEHBI Y UICTOIIICHHE
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Mt HK. Pe3koe cHixenue conepxxanust MtIHK mpuBogut
K HapyIIeHUIO BEIPAOOTKH SHEPTHH B ITOPAKCHHBIX TKAHSIX
n opranax [1—-3]. Kmuanuecku MHI'UD nposiBisgeTcs Ts-
JKEJIBIM HapyIIeHMeM MOTOPWUKM KHUIIIEUHMKA, KaXeKCHEH,
TMPOTPECCUPYIOLIEN HEUPOCEHCOPHOW TITYXOTOU, MOJIMHEN-
pornaTueii, neiikosHLedaaonaTieit, mro3oM, opTarbMoITa-
pe30M; XapaKTepHBHI 1e01oT 10 20 JIET ¥ COKpaIlleHUE TTPOIOI-
JKATETLHOCTH U Ka4ecTBa XXU3Hu [4, 5].

MHI'MD B GONBIIMHCTBE ClTydyaeB 00YCIOBIECHBI MY~
TamusMu reHa TuMuarnHdochopmnassl (7YMP), B moKyce
22q13 [5]. ®epment tumummHbochopunazel (TYMP)
Y4acTBYeT B HYKJICOTUIHOM OOMEHE M KaTaJIu3upyeT IIPeB-
paleHne THMUANHA B TUMKH [6]. Y Bcex GOJIBHBIX ¢ (e-
HotunomMm MHTUD u cHuXkeHneM akTUBHOCTH (pepMeHTa
TYMP B cbIBOpOTKE KPOBU ObLIM YCTAHOBJIEHBI MyTalli1
B reHe TYMP B roMO3UTOTHOM UJIU KOMIAYHI-TeTepO3H-
rotHOM coctosHuu [7—9]. Van Goethem u coasrt. [10]
TaKkKe YCTAaHOBWJIM, YTO MyTauuu B TeHe POLG Moryt
npuBoanTh K MHI'MD 6e3 nelikosH1eharonaTim; mo3-
Hee A. Shaibani 11 coaBT. o0Hapyxkwm erie 1 red (RRM2B),
MYyTalliM B KOTOPOM IIPUBOIAT K MOXOXeMy (heHOTHITY
[11]. Beaxu TYMP, POLG, RRM2B y4yacTByIOT B perin-
kauuu MTIHK 1 6uoreHese HyKJIeO3UIHBIX MYJOB B Ma-
TpUKce MUTOXOHApWi. HapyImaeTcst cHaOXeHMe peruim-
KaTUBHOIO ammapaTa <«KAPHOWYMKaMW», M3 KOTOPHIX
crpourca MTAHK. Hapymenue pernmkaunu mtJHK
MIPUBOINT K MHOXECTBEHHBIM ACICIIUSIM, TYTIUKALINSIM,
HYKJICOTUIHBIM 3aMEHAaM, a TAKKE PE3KOMY YMEHBIIICHUIO
kormmii MTIIHK (zerurerinu mT/IHK). MexaHu3m mopaxe-
Husg MTAHK npum myranusix B reHe TYMP nokasaH
Hapwuc. 1[3, 12].

K2
Tummann A = TMO A TTO A MTAIHK v

dNT2
A

MUTOXOHAPWA

TumnanH +

X
TumnH
Puc. 1. Cxemamuueckoe npedcmasaenue MumoxoHoOpuatbHo20 Memaboius-
Mma mumuouna. Tlomeps mumudungpocgopunazer (TYMP) eedem k yeeau-
YEHHbIM YPOGHAM NAAZMEHHO20 MUMUOUHA U 0e30KCUYPUOUHA, KOMOPbie, KK
npeonoaazam, UMeHsom OUo2eHe3 HYKAeO3UOHbIX NY108 6 MAMPUKce
MUMOXOHOPULL, 4O NPUEodum K nogpedcoeHuro mumoxonopuanstoii THK
(mmIHK). TK2 — kunaza mumuduna, dNT2 — de3okcunykauomudasa,
TM® — monogpocgham mumuduna, TTO — mpugocgham mumuduna

Mpbl npeacTapiisieM KIMHAYECKOe HabMoneHe MoJie-
KyJISIpHO-TeHeTUYeCKM noarBepxiaeHHoii MHITUD ¢ pa3-
6opom muddepeHIMATEHON TUAaTHOCTUKY CXOXUX COCTO-
STHUN.

Mamepuanbl u Memofbl
B Hacrosiiei cratbe MpUBOAUTCS HAOIIOIeHUE OO0JIb-
Hoit K. 1 ee OJIM3KMX pOICTBEHHUKOB (pHC. 2), KITMHUYE-

CKH 00cJIeTOBaHHBIX B BOpOoHEKCKOM 00JIaCTHOM KIIMHU-
YeCKOM KOHCYJIBTaTUBHO-IMATHOCTUYSCKOM IIEHTpE.
BnekrpoHeiipomuorpadpuueckoe (DHMI) ncciaenobanme
nposeaeHo B M1 «/IlmarHocTuka Iuioc» Ha 3JIEKTpOHE -
pomuorpadpe «MBII-mukpo» («Heiipocodt», Poccus).
Hronpuaras snexrpomuorpacdus (DMI') mpoBommiachk
B MICCJICIOBAaHHBIX MBIIIIIAX KOHIICHTPUICSCKIM UTOTEYATHIM
anekrponoM. [t Habopa 20 MOTEHIMAIOB ITBUTATEIHHBIX
emau (ITE) ncnons3oBancs crangaptHeiii MultiM UP-
QHAJIM3 C TIOCIEAYIOIEN pyYHOM KOPPEKINUEN TTUTEIBHO-
cti. PaccunTeiBa cpemHUe UINTEILHOCTD M aMILTATYIY
IMIE, yucno momdaszueix IIJE. IIpu mncciaemoBaHmun
IBUTATEJIPHBIX Y CEHCOPHBIX BOJIOKOH OLICHUBAJIA aMTLI-
Tyny M-0TBeTa U MOTEHIIMAJ IEUCTBUS HEPBA COOTBETCT-
BEHHO, IVCTAJIBHYIO JJATCHTHOCTD, CKOPOCTh PaCIIpOCTpaHe-
Hust Bo30yxaeHust (CPB) o BEIOpaHHBIM yyacTKaM HepBa.
C menpo BBISIBJICHUS JeKpPeMEeHTa aMIUTMTYIbl M-oTBeTa
ObLTa MpoBeAcHA PUTMHUYECKAs CTUMYJSLUS A. ulnaris
(peructpanus ¢ m. abductor digiti minimi) 10 CTaHIAPTHOMY
BCTPOCHHOMY MPOTOKOJIY UCCICIOBAHNS HEPBHO-MBIIIIET-
HOU TiepeIavn ¢ mpo0oii TeTaHu3anu. JleKpeMeHT aMIUIH-
TYIBI 4 TUTOIAI M-0TBeTa IpH BEICOKOYACTOTHOI CTUMY-
Jistiun (50 Tix, 200 cTUMYJIOB) pacCYMTBIBAIN B IIPOIICHTAX.
[Maumentke ¢ MHI'UD mig BeIICHEHMS CTAOMJIBHOCTH
ycTaHOBJIEHHBIX DHMTI -0TKIIOHEeHI1 TTIPOBOAVIIA ITOBTOP-
Hele obociaemoBanus B 2009, 2010 u 2014 . Bee pacyeTsr
DHMI -uccnemoBaHIs OCYIIECTBIISIIN C MCIIOIb30BaHNEM
BCTPOEHHBIX B IIPOTOKOJI HOPMATUBHBIX TAOHIT 1 (DOPMYIL.
MoJeKyIsIpHO-TeHETUIECKOe O0CIIeIOBaHNE TTPOBE-
IIEHO B JJaOOpaTOPUHU HACIEACTBEHHBIX 00JIe3HE 0OMeHa
Bewmects ®I'BHY MI'HII 6 uienam cembu (puc. 2) —
6onmbHOMY TIpobaHay ¢ MHI'UD, ee 3m10poBEIM poauTe-
JISIM, POITHOM cecTpe U 2 OpaThsiM 0e3 KITMHUYECKUX IIPO-
SBIICHUU (cM. puc. 2e). s BBISIBICHUS MyTalluW OBLT
npoBejeH aHaau3 reHa 7Y MP MeToaoM npsiMOTO aBTOMa-
tryeckoro cekBeHnpoBaHusa (AB3130). IHK u3 nenpHOIM
KpPOBM TAIIMEHTOB ObLIa BBHIIEJCHA IO CTAaHZAPTHOMY
nportokony Habopamu pupmel IsoGene. Jlanee Obl1a mpo-
BemeHa amrumMdukanus Bcex 10 sk3oHOB reHa TYMP
1 TIPAIEKAIINX K HUM MHTPOHHBIX 00JIaCTeii.
IIpencrasnsiem cobcTBeHHOE HaOIoneHWE TTauyeHTKy K.
boavnas K., 42 nem (11:1). Bnepsote koncyrbmuposana
eenemukom 6 2009 . (6 37 aiem) no Hanpaeaenuro Hegpoaoea
¢ duaeroszom: neiikoducmpogpus (?), muacmenus (?). Ilayu-
EeHMKQ JHCAN08aNACH HA NPOSPECCUPYIOULYIO 2AVYXOMY, ONYUje-
HUe 6eK, 0epaHuyenue 08UNCeHUs. 2AA3HbIX A0A0K, ObICMPYHO
Ymomasemocms, cAab0Cmb 8 KUucmsax, 3ampyoHeHus
npu nodseme no aecmuuye, 630ymus U yp4aHus 8 dcusome,
Oone3HeHHble Cnasmbl nepedHell OPOWHOU cmeHKu 00 He-
CKOAbKUX pa3 6 OeHb, pedKo MOWHOMY U pP8omy, HU3KYH
maccy meaa, CHUMICEHHbLI annemum, ameHopero, becniodue
(puc. 3). Heobxodumo ommemums, 4mo 3a nepuod Habawde-
Hus ¢ 2009 no 2014 2. 6oavHas 6 boavuteil cmeneHu becnoko-
UNACH U3-30 NPOCPECCUPYIOUe20 CHUNCCHUS CAYXA U 0ecnao-
dusi, He aKyeHmupysa GHUMAaHue Ha dpyeue cumnmomol. Taxk,
do 2006 e. camocmosmenbHo cnpasAsnace ¢ OOMAuHUM X0-
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1 11:2 1:3 1:4

lI:5 6 17 18 1:9

11:10

1I:11

O O

l:10

Puc. 2. Yaenvt cemvu K. u cxema podocaosnoii: a — opam /. (11:3), 36 nem, eemepozucomnuuiii Hocumenv mymayuu c. 1001T>G 6 eene TYMP;
0, ¢ — 3doposvie bpam U. (11:5), 33 rem, u cecmpa Ill. (11:9), 27 rem; ¢ — omey, I1. (I:1), 61 200a (ymep 6 65 rem), u mamov M. (1:2), 57 nem, é 6au3Kopod-
cmeenHoM Opake, 00a eemepo3ueomuvle Hocumenu mymayuu c. 1001T>G; 0 — npoband K. (11:1), 39 rem, c MHTHU D, mymauyueii ¢ como3ueomunom cocmo-

AHUU, e —po@omogﬂa}z cembvu K.

O603Hauerus po0oCa0BHOI: «)> — KAUHUMECKU OCMOMPEHHble U 2eHOMUNUPOBAHHbIE YACHbI CeMbl; 3aKPAUEHHAA (uaypa co cmpeaxoil — 601bHOl npoband
¢ mymayueii c. 1001T>G ¢ eene TYMP 6 ecomosucomuom cocmoanuu; He3aumpuxogantvie @ueypsl — 300posbie 4aeHbvl pOOOCAOBHO; Gueypbl ¢ MOUKOl
BHYMPU — KAUHU4ecku 300pogsie Hocumeau mymayuu c. 1001T>G 6 eemepo3ucomnom cocmoanuu; nepevepKHymas ueypa — ymepuiui 4aeH cemol

35LCMBOM U MO2Aa JOUMb KOPO8Y, N030Hee Cmana 3ame4ams
crabocmsb 6 KUCmAX U 3ampy0HenUst npu 0AumensbHoll xoovoe.
IIpu ocmompe 6 2009 2. ycmaroesnena neekas caabocms 6 Ku-
cmsx (kucmeswvim OuHamomempom 24 ke) u Hoeax @ npoKcu-
Mmanvrbix omdenax (do 4 6anrnos). B 2014 e. caabocms ysenu-
uunacs, 00HAKO He O00CMABASAA OUWYMUMbBIX Heydobcme
6 noscednesroli xcusnu. boavras adanmupoganace k 6oaam
U HAPYUWEHUSM CO CHOPOHbBL HCeNYO0UHO-KUIEHHO20 MPaKma
(KKT), komopuie nocmosinno 6ecnokosm ee ¢ 12 aem.

U3 anamuesa: 601bHas1 oM nepaoii bepemeHHOCMU, NPO-
mekaesulell ¢ MOKCUK030M 80 2-Ii N0A0GUHe DepeMeHHOCIU.
Om nepewix podog 6 34 ned, maccoii 2000 e, darunoil mena
44 cm. Ha epyonom eckapmausanuu — do 2 aem. Ilcuxomo-
MopHOe passumile no 03pacmy, camocmosmensHas xo0boa
¢ 1200a. B wkone akmusHo noceujana cnopmueHsle ceKyuil
u usuueckue Hazpy3Ku nepeHocura xopouwo (cm. puc. 3a).
C 12 aem 6ecnokosm 6oau 6 scusome. Iloz0nee nosguauce
YPHaHUs 8 Jcusome, cnazmol nepeoHeil OPIOUWHOU CMeHKU,
pedKo — HapyuieHue cmyaa, mowHoma u pgoma. Bozuukio
Oblcmpoe HacblujeHue 80 8pems edbl U NOCMeNneHHoe CHUice-
Hue maccel meaa. llo 18 rem napacmana cumnmomamuxa
eacmpounmecmuHanvhbix Hapyuenuii. C 15 aem nabaroa-
AA4Ch Y 2UHEK0102a ¢ nepauHoll amenopeeii. Heoonoxkpammno
obpawanace 3a 8pauedHol NOMOUbIO ¢ 001e3HeHHbIMU CHA3-
mamu 6 ncueome u opyeumu cumnmomamu XXKT, odnako
VKA3aHHble HapYUleHUs C8:3bl8anll ¢ ameHopeell U usmeHe-
HUeM 20pMOHAAbHO20 cmamyca nybepmamuozo 803pacma.

Oepanuvenue 0sudicenusi 2na3HuiX A0A0K 8 CHOPOHDL,
a 6 danvHelluleM nmo3 nosguaucy nocae 23 nem (ghomo
boabHoIl 6 603pacme 28 nem cm. Ha puc. 36). B 20 sem u3z-3a
BbIPAICEHHBIX CNA3MO8 U 830YMULL HCUBOMA HECKOAbKO PA3
obpawasacs 6 I[P ¢ nodo3penuem na annenduyum, Komo-
pblil He nodmeepicoancs, a npuuury ooaeil npoooadcalu
€6853b16aMb C 2UHEKOAOUYECKUMU NpoOaeMamu, O00OHAKO

Puc. 3. Qomo boavroit 6 9 nem (a), 28 rem (6) u 42 200a (8, 2)
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nposodumoe SUHEK01020M KOHCep8amueHoe aeuerue 0biao
oezycnewnvim. C 2004 2. (6 33 eoda) cman medrenHo cHu-
ACAmbCs CAYX HA NPABOE YX0, 6 meyeHue 5 aem noaHas no-
meps cayxa ¢ 2 cmopoH (¢pomo 604abHOU 6 803pacme 42 nem
cM. Ha puc. 38, ).

leneanocuneckuii anammnes (cm. puc. 2e). Podumenu
8 KpogHOpoOcmeeHHoM bpake (mpoiopoodHbie cubcst). Omey I1.
(I:1), 1949 2. p., 6 apmuu cayxucun, b6vi1 300pos, ymep 6 2014 e.
om nneemonuu. Mame O. (1:2), 1953 e.p., 30oposa. Oba
N0 HAYUOHAALHOCMU XeMUUAbL (CYOIMHUYecKUe epYnnbl ap-
msan) (puc. 28), podom uz Ouickoii obaacmu Kupeusuu, uz ve-
bonvwoeo ceaa Hneu-Hooxam. Bpam /1. (I1:3) (puc. 2a),
1974 e.p., Kaunuvecku 300p08, YCMAHOBAEHA MYMAUUs
c.1001T>G ¢ eene TYMP 6 eemepo3ucomuom coOCmosSHUU.
Y 6pama /1. 2 300opoewix ceina, 1995 u 2005 e.p. bpam H.
(1I:5) (puc. 26), 1977 e.p., 300po8, 6 KpoBHOPOOCMBEHHOM
opake, umeem 2 coirogeii, 2005, 2008 2. p., u dous, 2001 e. p.,
éce 300poenl. Cecmpa IlI. (11:9) (puc. 22), 1952 e. p., 3doposa,
umeem 300pogyio dous, 2010 e.p. Bce ocmompennvt epavom-
2eHeMUKOM.

Cecmpa I. (11:7), 1950 . p., 3amysncem 3a 06010pOOHbIM
opamom (1I:8), 1977 2. p., umeem 3 300pogwix douepeii, 2001,
2002, 2003 e.p., u 3dopogoeco ceina, 2007 e.p. Cecmpa O.
(II:11), 1986 e. p., 300posa. Jlnss ocmompa nedocmynHel.

Jlannsvie obsexmusnozo obcaedosanus. Illpasunvroco
MenocaoxiceHus ¢ KpaiHum deguyumom maccel meaa, nao-
wadvto nosepxnocmu meaa 1,21 m? u unousudyanbroim uH-
dexcom maccot mena (UMT) 11,6 ke/m? (30 ke npu pocme
161 cm), npu nopme UMT 18—25. Hughghysnoe cruxicerue
00BsemMa NOOKOICHOU JHCUPOBOU KAemUamKu. YcmaHoeneHo
830ymue, ypuaHue 8 JHcugome U KpamrkospemenHbie 601e3HeH-
Hble cnasmbl nepedHeil OPOWHOLU CMEeHKU NpU NAlbnayulu.
Bmopuunsie nonoswvie npuznaxu — Ax0, PO, Ma0, Me0, (om-
cymcmeue 8moputHbIX NOA0BbIX NPU3HAK08) (puc. 38).

Hespoaocuueckuii cmamyc. Konmakmua, SMO4UOHANBHO
cmabunvHa. Koenumuenvix HapyuwieHuil He 8vlaéreHo. Ye-
pentble Hepabl: NM03 00 8epXHe20 KPasi 3pauKa, 0epanuveHue
deuiceHus 21a3HbIX AON0K HAPYICY, BHYMPb, 88EPX, MEHblLE
6HU3, CUAA 8 KPY208bIX Mbluyax ena3 4 6airia no wkane
MRC, crudicensl enomounsle peghaexcol, HO 210Manue He Ha-
pyuiero. Peus «cmazannas», ¢ HapyueHuem apmuKyAsyull.
Cnabo passuma ckenemuas myckyramypa. Cuaa 8 npokcu-
MANbHBIX U OUCMANBbHBIX 0MOenax pyK cHudcena 0o 3,5—4
bannos, ceubamensx 6edep — 0o 3,5 basna (bvicmpo ymom-
Asiemcs, HeobXo0uUM KpamkospemerHblil OmoblX npu nodse-
Me Ha 2—3 nposema no aecmuuye), ceubamensx eoneHei —
0o 4 6annose, 6 MblAbHBIX U NOOOUBEHHbIX ceubamensix
cmon — do 4 6arnos. Tonyc nHopmanvHotil. CyxoxucunvHble
pedhaekcol c buyencos u mpuyencog pasHomepHle, cpeduei
AHCUBOCMU; KOAEHHblE, KAPNOPAOUANbHbIE U AXUAL08bL HE Bbl-
sviearomcs. [lamonoeuueckux cmonnuix 3uHakoe nem. Ilo-
X00Ka c60000Has1, be3 cnacmuyeckoeo komnonenma. Ilpu-
cedaem He Oonee 4 pa3z 6e3 npuema loeepca, xodum
Ha Hocoukax u namkax. [larvyenocosyio npoby évinoamsem
Y0061€mBopUMEenbHO, KOAEHHO-NAMOUHYI0 NPOOY — C Ne2KOll
unmenyueil. B noze Pombepea ycmoituusa. Ilogepxnocmuas

YyECMeuUmenbHOCmb — eunecmesus o muny 2oneg), subpa-
YUOHHAs1 YYBCMBUMEeNbHOCMb: 6 Kucmax 7—8 Y. e. (Hopma
8y.e.), 6 cmonax — 0y. e., NDONPUOUENMUBHAS — 8 KUCMAX
coxpanena, 6 cmonax — eunecme3usi. Aemonomuas cghepa —
be3 namonoeuu. Jlechopmayuu cmon omcymcmeyom.

JlabopamopHnyte uccaedosanus. B kaunuveckom ananuse
Kposu, OUOXUMUHECKOM aHaau3e Kpogu U 2OPMOHANbHOM
cmamyce, 8KAHAIOWUX OnpedeneHue co0epiucanus KpeamuH-
Kkunaswt (50 Ed/a, epanuyst Hopmot 24— 140), beaka, xone-
cmepuHa, mpueauyepudos, mMpaHcamunas, ouaupybuna,
Kpeamununa, 2aKo3bl, MO4e80l KUCAOMbL, 0-aMUAA3bL,
XA0pudoe, Hampus, Kaaus, Kaivyus obujeeo, xceaesa, ghoc-
gopa, nporakmuna, mupeomponHoeo 20pMoHa, c600600H020
mupokcuna-4, anmumen Kk mupeonepokcuoase, nokazame-
AU — 6 npedenax HoOpMAanbHbIX 3HAHEHU.

3HauumenbHo cmewjeHsbl NOKA3amenu 20pMOHO8 OMHO-
cUmMenvHO peghepeHmMHbIX UHMEPBAN08 NOMEUHUSUPYIOUe20
eopmona — 36,0 ME/a (duanason 6 nHopme 1—12,6 ME/a),
goanukynocmumyaupyroueeo eopmora — 87,1 ME/a (dua-
nason 6 Hopme 1,7-21,5 ME/a) u scmpaduora —
23,25 nmonv/a (duanason 6 Hopme 90— 1510 nmonv/n).

Hucmpymenmaavhote uccaedosanus. Yiompazeykogoe
uccaedosanue WUmosUOHoOLL Jceneswl, aneKmpoxapouoepagus
namonoeuu He 8bisGUAU.

Qubpoeacmpockonus: GvisaeaeHbl 330¢hacum HUICHell
mpemu; I cmenens HedocmamouHocmu Kapouu u nUAopyca;
IPUMEMAMO3HAS 2ACMPONAMUsL NPenULOPUYECKOll 30Hbl
C 2PO3UAMU,; FPO3UBHDLIL NUAOPUM, 3ACMOLIHAA Oyabbonamusi;
3acmoiinas dyadeHonamusl;, peQaroKc dceadu 8 cenyook.
Llumonoeuueckoe uccaedosanue: 8 uccaedyemom mamepuane
npoaugepayus U MOHKOKUWEYHAs Memaniasus ucciedyemo-
20 sanumeanus. Helicobacter pylori (++). 3axawouenue: Ilpo-
auepauus seenyoouroeo snumenust. Ilpucymemeue Helicobacter
pylori.

Ha penmeenocpamme Kuuie4Huka ¢ KOHMPAcmMom peH-
meeHon0UYeCKAs KAPMUHA 2ACMPOIHMEPOnmo3d, 8blpa-
JHCeHHOU UCKUHe3UU JceayoKa U MOHK020 KUUeYHUKA No 2u-
NOMOMUNBHOMY MUNY HA (hoHe eunomonuu (puc. 4).

0

Puc. 4. Penmeenoepamma 6oavroil K.: naccasic bapuesoii 36ecu no Kuuie-
HuKy uepe3 15 mun (a) u uepes 3 u (6) Habniodenus (8vipaxcenHas 3a0epiucka
naccasca 6apus u3 xHceayoka u 086eHa0UamunepCcmHoil KUKU)
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CPB, momopHas npogodumocms, Abductor pollicis brevis, meduana, C8 T'1

5mc 7,5mB
N N N + + + N N *
. . . 4 4 + + +
3anAacTbe

2009 r. (rpaduk a)

+

: y - | : j‘ - - - . “Tokresoi crué :
7 3ar1sCThe 3,65 7,81 22 0,2 60
| P HUXHAA TpeTb nneva e
np., Abductor pollicis byevis, Medianus, C8 T1, . . . . . cru6 11,3 5,11 -34.,6 40 0,2 220 28,9
HDKHSIS
o X , . . X . v 75mc* 7.5MB TpeTh e 148 1,6 -688 40 02 100 28,6
2 2014 r. (rpadux 6)
3arsICThe 4,6 4,9 40 0,2 60
| 3 7. N ‘ 3anAcTbe

JIOKTEBOM 152 2,83 -424 40 02 230 21,6

v + " + +
| A — TTOKTEBOW Crnb crub
,6____._.__/'&\_/“_‘,___,____,__ N .
1 3 HKHAA TpeTb nieva HYDKHSIS

np., Abductor pollicis brevis, Medianus, C8 T1 TPETh IIe4Ya

+ + + +

18,3 2,78 -1,8 40 0,2 60 20,5

Puc. 5. Ipagux u mabauya napamempose M-omeema co cpedunnoeo nepea 6 dunamurxe y 6oavholl K. (30ech u na nocaedyouux pucyHkax @ nepuoo
¢ 2009 no 2014 e.). Yemanosaeno peskoe 3amednenue CPB u nadenue amniumyos: M-omeema npu cmumyiayuu 6 NPOKCUMANAbHBIX CE2ZMEHMAXx,
a makxce chuxcenue CPB u amnaumyows: M-omeema ¢ meuenuem epemenu

CPB, cencopras npogodumocms, n. Medianus

1,5mc 1,5mKB
' + + N N 5 + + N + +

Opronpomuas, 2009 r. (puc. a)

11 manex 5,9 2,4 27 0,1 210 35,6
Antuapomsas, 2009 r.
P 3aI5ICThE 3,47 4,7 14 0,1 130 37,4
2 1,5Mc 4MKB Antuapomnas, 2014 r. (puc. 6)
o JanoHHad 2,16 65 21 0,1 70 32,4
CKJIanKa
afOHHaA CKnajka
o 3AI5ICThE 4,75 3,6 21 0,1 90 34,7
3anacTbe JIOKTEBOU 0 26 0.1
+ + + + CI‘I/I6

JIOKTeBOM crub

mp., . Medianus + + + o+ o+ o+ 4

Puc. 6. Ipagpux u mabauya napamempos nomenyuana deticmeus (I11]) co cpedurnoeo Hepea 6 dunamuke. Yemaroenerno pesxoe chuxcerue CPB u cHuice-
Hue amnaumyont I1/] Hepea (a), a makice 610Ka nposedeHus npu CMUMYASUUU 8 MOUKe «10Kmesoil ceubd» (6) 6 2014 e.

Jannvie DHMI: ycmanoenrena Oemuesunuzupyrouas 00UHOUHO20 MbIULEHHO20 B0A0KHA YCMAHO8AEHbI HOPMANbHOE
noauneiiponamus ¢ peaxum crhudxcenuem CPB u ymepenHoim — 3HaYeHUe MeINCNUKOBbIX UHMEPBAN08 U He3HAUUMENbHOe
CHUMCeHuem amnaumyd M-omeema no écem uccae008aHHbiM — y8eauveHue NAOMHOCMU MblUIeYHO20 80A0KHA 8 00ujemM pas-
nepsam ¢ 2009 no 2014 e. nabarodenus (dannovie no cpedun-  eubamene kucmu (puc. 9).

HoMY Hepgy npedcmaesnensl Ha puc. 5 u 6). 3a nepuod obciae- Ha MPT eon06H020 mo3ea — Ouggpy3nvle uzmereHus
008aHUsL YCMAHOBAEH CIAOUNbHYLI DeKpeMeHm amMnaumyosl  6e1020 8eujecmea noAyWapuii 20108H020 M032d, HOOKOPKOBbIX
M-omeema om 30,5 do 46,7 % npu evicokouacmommuoii cmu-  cCmpyKmyp, mosxceuka u cmeoaa (puc. 10).

myaayuu (50 Ty, 200 cmumynos), o0Hako dexpemenm om- 3axarouenue oxyaucma: OD/OS=1.0, OU — nmo3 epx-
cymemeogan Ha 3, 10, 30 Ty (puc. 7). Cpeonsas amnaumyoa  Heeo gexka I cmenenu, cpedsl npo3paunsie, OUCKU 3pUumens-
u daumensocme ILIE naxoduaucs 6 npedenax HOpPMAAbHLIX  HO20 HEP8A HECKOAbKO 0Ae0H08amMble C BUCOUHBIX NOAOBUH,
3HAUeHUll, HO UMenacs MeHOeHyUs K Y8eauteHuro yucaa no-  boavuie cnpasa. Ipanuyst vemxue. Apmepuu pe3Ko cysiceHsl,
augasuvix TIE 6 uccaedosannvix mviuyax 0o 35 % (puc. 8).  ymepenno uzeumui. Benvi Hopmanvroeo kaiubpa. Oepanu-
Ilamonoeuueckoli chOoHMaHHOU AKMUBHOCMU NPU U20ALYA-  YeHUe 08UNCeHUs ena3Hblx A0a0K. Juaeno3: OU nmo3z eepx-
moti IMT ne 3apeeucmpupoearo. Ilpu npogedenuu IMI  neeo gexa I cmenenu, yacmuunblii ogpmansmonapes.
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.. Abducter diaith minemia Uinars, C8

3,0 5 [T 2,2
1 10,0 40 [ ] 11,6
4 30,0 120 [ ] 12,0
5 50,0 200 [ 12,8

’ 7 ’ 5

+33,4 +41,4 4.8 60 0,2
+27,6 +35,4 5,9 60 0,2
+5,9 46,7 49,9 60 0,2

Puc. 7. Ipagux u mabauya napamempog dekpemernma M-omeema npu 8bICOKOHACMOMHOU PUMMUYECKOU cmumyaayuu y 604bHoil K.

OnutenbHocTb-amnnutyga NMAE

a 0
L e e 100071 : : : : :
-l | T
4 i 4 i i ® i :
= | R Ry P feeenanos i
< | <1 1 : ] i
=i =11 i : :
g | g 11 P 3 3
c ' c I | I I I
= | s | : : : :
< | < | : : 3
1004 100t 4----- 1
0 0 s 2

[AnnTtenbHOCTb, MC

Bl Nonudasmbie — Hopma

p. 00WINii pa3rudaTeb NaIbIEeB KUCTH (PHC. @)

9,69 10,2 (N) 346 475 -27,2 35,0
JIeB. JaTepabHas MUPOKAs MbIIIA Oeapa
11,5 11,5 N) 800 475 +68,3 20,0
JIeB. mepeaHss 00bIIe0epuoBas Mpiima (puc. 6)
10,8 11,4 IIIa 555 475 (N) 15,0

Puc. 8. Tucmoepammot pacnpedesenus oarumensnocmu, amnaumyost u mabauya ¢ napamempamu IIE npu ueonvuamoii IMT ¢ uccaedoganHvix mbiuiy

y 60abHoI K.

3akarouerue cypdonoea: 08YCMOPOHHSIS HEUPOCEHCOPHAs
enyxoma (Ha ayduoepamme cayxosoii nopoe evluie 100 0b).

3akaouenue 3HIOKpuHonoea: Kaxekcus. Ilepsuunbiii
2UNepeoHadoOmMpPONHbLI 2UNO2OHAOU3M, NePBUHHAS AMEHOpes.
Ha ¢oHe HacredcmeeHHO MUMOXOHOPUANbHOL NAMOA0UU.
Omcymcmaue 8MopuUHbIX NOA0BbIX NPUSHAKOS.

JHK-ananus: 6 8-m sx3zone eena TYMP 6bina évis6nena
Hogas1, panee He onucannas muccenc-mymauus c. 1001T>G
8 20MO3U2OMHOM COCMOAHUL, NPUBOOAUAS K 3aMeHe NellyuHa
Ha apeuHuH 6 noaoxceHuu 334 noaunenmuonoil yenu
(p. L334R) (puc. 11a) Cpasrnumenvhblii anaruz 0aHH020
pecuoHa beaka y pazauuHsiX 0p2aHU3MOo8 NOKA3a e20 8biCo-
Ky KoHcepeamuenocms, 6ain no 6ase Polyphen?.2 = 1.00
(puc. 116). Hacaedosarnue obHuapyicennoil HyKAeomuoHoll

3amenst c. 1001T>G, omcymcmeaue ee 6 bazax 0aHHbIX NO HO-
aumopgpusmam dbSNP, koncepsamusrHocms danHol 004a-
cmu beaka, a makdce MOHO2EHHOCMb ONUCAHHOU hopmbL
MHTHUD? ceudemenvscmayrom o nAmMo2eHHOCMU Bbisi6AEHHOLL
Mymayuu.

Pesynbmambl u o6cyKpeHue

Co BpeMenu nepsoro onucanuss MHI'MD B 1976 .
[13] mo HacTostIIee BpeMst 3apeTuCcTpupoBaHO 0koio 250
ciydaeB 3a0oseBanus [14]. Iluarnoctuka MHI'MD B pas-
BEpHYTOM CTalMM YacTO HE BBI3bIBACT 3aTPyIHCHMUS
¥ KJIMHWYECKU BKITIOYaeT: 1) TsKesble TaCTPOMHTECTH-
HaJIbHBIE HApYIIeHUs, 2) KaxeKcuio, 3) mTo3, opTaibMo-
mape3s, 4) AeMUETMHU3NPYIONIYIO UIN aKCOHATBHYIO TTO-
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05 mc 150 meB

+ + " + n + + s "

np., Extensor digitorum, Radialis, C6-C3

ITlromHocmy mbiuieuHbIX 86010KOH

W= 5 6 0 2 0 1 0 0 2 26
HOCTb

Locummep
MCD 12,9 36,9 212
MSD 18,2 34,8 25,4

Puc. 9. Ipagux cynepnozuyuu 50 Komniexcos omoesvHo20 MblUeHHO20
60/10KHA U MAOAUUbI RAOMHOCIU MblUEUHO20 6010KHA U Oxcummepa ¢ 00-
weeo paseubamensi NanbLyes NPasoii KUCmu

Puc. 10. MPT zon06H020 mo32a 6oavhoii K. 6 37 nem (a) u 42 eoda (6).
Yemanoeneno dughghysrnoe pagnomeproe nogviuenue MP-cuenana é pexcu-
max T1, T2 u FLAIR (npedcmaeaen Ha pucyHke) om 6e1020 gewjecmea 6cex
omadenog 60abuUX NOAYWAPUil, 6A3aAbHbIX A0ep, HAPYICHOU U HYMPEHHel
Kancyn, obnacmu s0ep cmeoaa mosea, maiamyca u HepagHoMepHoe CHUNICe-
Hue MP-cuenana é meduanvhvix omoenax eemucgep mo3xnceuka, Mo30AUCHOM
meane, npogodnukax cmeona. MP-kapmuna b6e3 cyuwjecmeeHHbIX usMeHeHUi
omHocumenwvho uccaedoganuii 2009 u 2014 ee.

JIMHeponaTuio u 5) aeiikosHiedanomnaruio [1]. OmHako
3HAYUTE/IbHASI Bapuabe/JbHOCTh Ae0loTa C pa3IMYHBIX

OPraHOB M CHMCTEM, BBIpaxkKeHHBIN MOJIMMOPDOU3M HX T10-
paxkeHusI MPUBOIAT K mepekpritTiio MHI'MD B kKaxkmom
KOHKPETHOM cJiy4yae ¢ OOJIbIIONM rpymnmnoi 3a00jieBaHUA.
C. Garone ¥ COaBT. OTMEYaJIN, YTO JaXe B BHICOKOCTICIIH-
aTM3UPOBAHHBIX IIeHTpax OompHBIE ¢ MHIUD B 1/5
cly4asiX JUTMUTETbHO HAOMIOOAIOTCS C TICUXUYECKUMH 3a-
OoJsieBaHUSIMU (HEPBHOM aHOpeKCHeit), TepudepudecKm-
MU MOJIMHEUPOITATHSIMU (XPOHNIECKOM BOCTIAUTEILHOM
IeMUCIUMHU3UpYIOMe monuHeliponarueit, (XBIII)
W HaACJIEICTBEHHOM MOTOPHO-CEHCOPHOM HeMpomaThen
(HMCH)), xumeyHbIMH 3a00JieBaHUSIMHU (0OOJIE3HBIO
Kpona, HecrrenmmguiecKuM sI3BeHHBIM KOJIUTOM U LIeJTH-
aKueif), MUTOXOHIPUATHLHBIMU 3400716 BaHUSIMU (OOJIBIIION
TPYIIIOH ITPOTPECCUPYIONINX HAPYKHBIX O(DTATEMOIIICTHIA
u cuaapomoM Keprca—Ceiipa), a TakKe ¢ HaCJIeACTBEH-
HBIMH W TIpUOOpPETEeHHBIMH JICHMKO3HIIe(DaTONATHIMU
W IpyruMu Ho3onorusimu [7, 15].

B ne6iote 3aboneBanust ycraHoButh MHITUD 6e3 06-
CJIeIIOBaHUS CHCTEM M OPTAaHOB, BKITIOUCHHBIX B KPUTEPUU
MAaTHOCTUKY, YUIK 0€3 N3MePEHMSI aKTUBHOCTH (DepMeHTa
TYMP kpaiiHe HerpocTas 3agaua, 1o JaHHBIM JIMTepaTy-
pbl, tnarHo3 MHI'UD craButcs B cpenHeM Ha 10 yret mo-
3Xe MOSIBJIEHNS TIEPBBIX CUMITTOMOB [ 16]. Bo3pacr nebrora
3a00JIeBaHMS C TaCTPOMHTECTUHATBHBIX HAPYIICHUI 1 pa3-
BUTHE TIOJUCUCTEMHONM KIMHWYECKONM CHUMIITTOMATHKU
y HaIei 60JIbHOM COOTBETCTBYIOT KJIACCUIECKOMY Bapy-
anty MHI'UD [4]. OgHako auarHo3 ObLI TTOCTaBJIEH TIpa-
KTUIECKM B KOHEYHOM CTamny 3a00JIeBaHUsI, 3HAYUTEIIBHO
MO3Xe TMPUCOCINMHEHUS HEBPOJIOTMYSCKON CHUMIITOMA-
TUKU — CITyCT 25 JeT nocie aediota. Bee 310 MocyXmino
TIOBOIOM TSI pa300pa CUMITTOMOB TIPEICTABICHHOTO HAMU
cryqyas MHIUD B mnddepeHaibHOM AMArHOCTUKE
(puc. 12).

Ha npotsixeHuu Bcero nepuoaa 3a00ieBaHUs y 00Ib-
HO¥ Ha MepPBHIii TIJIaH BRICTYIAIN BEIpaXKeHHBIC HApYIIIe-
Hust KKT. [1pu xapakTepHbIX XKaa00ax Ha TSIXKECTb B XKHU-
BOTE, PBOTE, HApYIICHUH CTYJIa W IOTepe Beca OOIBHOM
HE IIPOBOAMJIACH OUATHOCTUKA HApYIICHUS MOTOPUKU
kuireyHrKa. [ToBropHbIe 00Ie3HEHHBIC CITa3MBbI TTePeTHEN
OPIOITHOM CTEHKN TIPUBOIMIN K HEOTHOKPATHBIM TOCITH -
TaJIW3aIlMsIM, BCErla C JJOXKHBIMU TTOAO3PSHUSIMUI Ha all-
NeHOUINUT. Bon M TacTpOMHTEeCTHMHAIBHBIE CHUMITTOMBI
HE0OOCHOBAHHO CBSI3BIBAIM C THHEKOJIOTUIECKMMU Hapy-
IIeHUSIMH, a aMeHOpelo, OecIUIoare U TUIIOTOHAIN3M —
C BPOXICHHBIMU HapymeHussMu. KoHcepBaTUBHOE Jieue-
HME HE MOPUHOCWIO o0jerdyeHuii, m OoybHas1 ObLia
BBIHYKII€HA aIalITUPOBATHCS K CBOEMY COCTOSTHHUIO, TIpe-
KpaTUB HaOJIIOIeHNE 1 JICUCHNE Yy TaCTPO3IHTEPOJIOTA.

IMopaxeHune eHTpaIbHOU 1 TIepU(pepUIECKOil HEPB-
Hoit cucteMbl ipu MHT'UD Ha HavanbHBIX cTagusx 00-
JIE3HH 9aCTO KIIMHUYECKN He BRIpaXKeHO, HO MMeeT BhIpa-
xkeHHble DHMTI- 1 MPT-u3menenusa. DHMI -kaptuHa
y 6onpHBIX ¢ MHI'UD He omimumma OT M3MEHEHUI
npu XBAIT u HMCH, onHako KIMHWYecKass CUMIITOMA-
Tka mpu MHI'MD He cOOTBETCTBYET CTETIEHU TSKECTU
TnopaxXeHui1, BeIstBieHHBIX pu DHMI. [Monuueiiponarus
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MyTtauyma ¢.1001T>G
B FOMO3/rOTHOM COCTOAIHUMN
(maymeHTKm)

MyTauyua c.1001T>G
B reTepo3nroTHOM
COCTOAHNN
] (6paT nauneHTKM)
1
|

HopmanbHas
nocneanoBaTeNbHOCTb
(dparmeHT 8-ro 3K30Ha reHa

Puc. 11. Dnexmpoghopecpamma: a — gppaemenm 8-eo sx3ona eena TYMP. Pozosvim ommeuena mymayus c. 1001T>G; 6 — noaunenmuonas yens, Koncep-
samuenocmy pationa 6eaxa TYMP. Yepnvim evidenen amunokucaomuwiii ocmamox aeiyuna 6 nosuyuu 334 (Polyphen2.2)

XBAI SHuedanonatum
biddn HacneaCcTBEHHbIe
SHuedanonatTn
MHrma npuobpeTeHHble
MHO «+=

KepHca-Cenpa cmHapom

C

W

bone3Hm KKT

Puc. 12. Juggdepenyuanvras ouacnocmuxa MHIHUD ¢ nacaedcmeennbimu u npuodpemeHHoiMu 3a601e6anusmu (NOSCHeHUS 8 mekcme)

y 6ompHbIX ¢ MHIMD moxer mpotekars mWTeIhbHOE
BPEMSI ACUMIITTOMHO U YacCTO SIBJISIETCS CIIy4YalHOM HAXOI-
kot mpu OHMTI -uccnenosanuu [15, 17]. B pa3sepHyToit
craguu 3a00JIeBaHUs y Hallleit 00IbHOM, CHJIa B TUCTAThb-
HBIX OT/IeJIaX KOHEYHOCTEH OblIa JOCTATOUHAS, 3 OTCYTCT-

BUE HApYLIEHUS B pyKax MMOBEPXHOCTHOM, BUOPALIMOHHOI,
OPONMPUOLIENITUBHON YYBCTBUTEIBHOCTU, WHTEHLUU
MpU TATBIIEHOCOBOI TMPOOEe M CEHCUTWBHOW aTakCUM
He OBbUIM TUMMYHBI s TojuHelpomatuu. OmHAKO
npu nposeaeHurn DHMI BoIsiBIeHO pe3koe CHUXEeHUE
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Puc. 13. Penmeenosckas KT muiuy, 6edep ¢ 3axeamom eoneneii y 60avHoli K.,
42 nem: cnpasa npedcmasnervi NPOOOAbHbIE CPe3bl, C1e8a — HONepeUHble
cpe3bl, KOMOopble COOMBEMCMEYIOMm 3eAeHbIM WMPUXOBbIM AUHUAM HA NPO-
doavubix cpezax. Ha KT-chumkax omcymemeyrom npusHaku ampoguii u 3a-
MeU|eHUsl MbIUEHHOI MKAHU HCUPOBOIL

CPB no Bcem nepucepraecKM HepBaM IT0 TUITY MUCII-
Homatuu. R.S. Bedlack m coaBT. TIpeaImoyIoXWIN, 4YTO
DHMI-nipu3Haku NoMMHENpONaTUM, BHISIBIIsSIEMbIe TIPU
MIPOBEICHNH MCCIeAOBAaHMI Ha JII000# cTagum 3a0oJieBa-
HUS, CBSI3aHBI ¢ TOPAXXEHUSIMH ITeprdeprnIecKX HEPBOB
W HakomuieHWeM B | mekame XM3HM HepaBHOMEPHBIX
10 TIPOTSKEHMIO HepBa MHOXeCTBeHHBbIX Aeaennit MTIHK,
dopmupys ipu DHMTI ¢penorunmueckuii ook XBJITT
n HMCH. R.S. Bedlack u coaBT. onvicanu mpuMephl O~
OOYHOI AMAarHOCTUKM 1 HeaddekTuBHOTO JeueHrss X BJITT
y 6oabHBIX ¢ MHTUD [17].

Ha MPT npu MHI'UD Beigsnsiorcs audgdy3HbIE
M3MEHEHMS 0eJI0TO BeIeCcTBa TOJIOBHOTO Mo3ra. Crmcok
HaCJICACTBEHHBIX M HEHACIICACTBEHHBIX SHIIe(haTOIIaTHIA,
WMCIOIINX aHAJOTWYHBIC BU3YaJIbHBIE MarHUTHO-PE30-
HaHCHBIC TIPOSIBIICHUsI, IIUPOK (BKIIIOYAET HEKOTOPHIC
(hopMBI TOKCHUYECKUX SHIIe(hATTONATHI1, HACTIeACTBEHHBIX
0oJ1e3Het 0OMeHa BEIIeCTB, BPOXKICHHBIX MUOINUCTPODHIA,
paccestHHOTO cKitepo3a, CADASIL-cuHapomMa, MEPO3WH-
HETaTUBHOM BPOXIEHHON MBIIMIEYHOU AucTpodun 1A
THIIAa W OPYyTUX HO30J0THi). OOHAKO TOJBKO IIpHU
MHTI'UD 3HauuTenbHBIE U3MEHEHUSI OEJIOTO BEILECTBA
roJioBHOro Mosra npu MPT He UMeEIOT 0XKUAaeMbIX KU~
HUYECKNX CUMIITOMOB ITOPaXEeHMS LIEHTPaIbHOI HEPB-
Hoit cucteMbl (LIHC) M KOTHUTMBHBIX HapylIeHHI
[4, 18—21]. ¥V Hameit 601bHOM TIpU BBIPaXKeHHBIX U3Me-
HeHmsix Ha MPT romoBHoro mo3sra (cMm. puc. 11) He ycra-
HOBJIEHO KakKuX-J11u00 mpusHakoB mopaxenus [[HC
1 CHIDKCHUS MHTEJUICKTA.

YacteimMu cumnTomamu ipu MHTUD asasiores od-
TaJIbMOILICTHUS U TITO3, YTO 3aTpyaHsIeT nruddepeHIInaTb-
HYIO TMaTHOCTHKY C HAaCJIEACTBEHHBIMM HapyKHBIMU O~
TaJIbMOIUIETUSIMU, T.€. MyTauum B reHe TYMP moryt
MPUBOJIUTH He TOILKO K peHoTunny MHIT'UD, Ho 1 K Ipo-
rpeccUpyIomeil HapyKHOW O(TAIbMOIUIETHN <«ILIIOC»

(ITHO+). THO+ mpenctaBiasioT co00i OOTBIITYIO TPYIIITY
TeTepOTeHHBIX 3a00JIeBaHN, 00YCIIOBJICHHBIX MyTaIIASIMU
kak MTAHK, Tak 1 s/IHK, coueraroimxcs ¢ mnopakeHuem
Pa3IMYHBIX OPraHOB M CHUCTEM C IIPEUMYIICCTBEHHBIM
MePBUIHO-MBIIIIEYHBIM TTOPaXKeHNEM CKEJIETHON MYCKY-
JIaTyphl. Y HalIeil 00JbHOUW MCKITIOUNUTh IEPBUYHO-MBI-
IIEYHBIM XapaKTep ITOpaXKeHMSI ITO3BOJIMIM OTCYTCTBHE
MMOTEHHOTO ITaTTepHa Py urosbyaToit DMI (cM. puc. 8)
¥ 3aMeIIeHUS MBI JKUPOBOU TKAHBIO IIPH KOMITBIOTEP-
Hoti Tomorpacduu (KT) 6exep u roneneit (puc. 13). B kom-
wiekce co crumyisinoHHoit DMI (camxenne CPB
I10 TUITY MUEIMHOMATUK) (pHC. 5, 6), IKUTTEPOM (YMEPEH-
HOE YBEeJIMYCHUE TDIOTHOCTU MBIIICYHEBIX BOJIOKOH C HOP-
MaJbHBIMHA 3HAYCHMSIMA MEXIIHUKOBBIX HHTEPBAJIOB)
(cMm. puc. 9) M CIOHTAaHHON AKTUBHOCTBHIO (€IMHUIHBIC
TTOJIOXKUTEIFHBIC OCTPBIC BOJHBI U TIOTEHITNAIIBI (PUOPHUII-
JISIIMI) YCTaHOBJICH IeMUCTUHU3UPYIONINIA MaTTepH T10-
paxkeHMsT TTepudepUIeCKNX HEPBOB C MUHUMAIBHBIMU
JIEHEPBALIMOHHO-PEUHHEPBALMOHHBIMUA  U3MEHEHUSIMU
B Mplmax. OgHako ITHO+, oOycioBiaeHHbIE MyTaLMSIMU
B reHax POLG, RRM2B s/IHK u criopannyecKMMU MPOTSI-
KeHHbIMU Aestetsimu MTIHK, MoryT mpuBoauTh K (beHo-
trmny ncesno-MHI U, uro 3aTpynHser muddepeHIrab-
HYIO IMaTHOCTUKY JaXe B Pa3BepHYTOM CTAINM 3a00JICBaHUST
[10, 11, 22]. IIceBno-MHT UD He conpoBoXaaeTcs CHIKe-
HHeM akTuBHOCTH (hepMmeHTa TYMP, ciremoBaTebHO, M3Me-
peHMe aKTUBHOCTH (DepMeHTa TTO3BOJISIET BepU(PUIIMPOBATH
MHTI'UD Ha 110001 cTagny 3a001€BaHU.

He BHOCHT SICHOCTM M caM aKpOHMM 3a00JIeBaHMSI,
MpeTepIIeBIINI MHOXECTBO MHTepIpeTanmii. Ha cerom-
HSIIHWM eHb YCTOSIBIMMMCS SBJISIETCS OPUTHMHAIBHOE
Ha3BaHMe mitochondrial neurogastrointestinal encephalo-
myopathy, npemtoxennoe M. Hirano u coasr. B 1994 1. [1].
BxiioueHHass B aKpOHUM <«MUOIIATHS» HE YKa3bIBAeT
Ha TIEpBUYHO-MBIIICUYHBIN Ie(eKT, a CBUACTEIBCTBYET
0 BO3MOXKHOM BBISIBIICHUHU Ie(pUIIUTA IUTOXPOMA C-OKCH -
Ia3bl ¥ HAJTMIMS KPACHBIX pPBAHBIX BOJIOKOH B MBIIICYHOM
TKaHu. JlokazaHo, yTo reH TYMP He 3KcIpeccupyercs
B CKEJIETHOU MYCKYJIaType, a cJ1aboCTh Y OOJBHBIX MMEET
HEMPOTeHHYIO IMTPUPOLIY C XapaKTePHBIMU IPYIITHPOBKAMU
MBIIIICYHBIX BOJIOKOH IT0 TUIIAM M WX aTpoduii Ipu OMOTI-
CHU MBITII. ABTOp aKpOHMMA TaKOoe IIPOTUBOPEUYNE OITH -
CBIBAaeT KaK «MBIIIeYHBIHN ITapagokc mpu MHITMD», ipe-
mocTeperasi CHEIMANIMCTOB OT OIIMOOYHOIO IOMCKa
MEPBUYHOTO MmopaxkeHus Mbii mpu MHIUD [4].

B ximnmyeckoii kapruae MHI'MD onmcaH oueHb -
POKMIA CIIEKTp CHUMIITOMOB, KOTODPBIN IUTEIIHHOE BpPEMSI
OCTaeTcst HeM3MEHHBIM. Y Hallleit 00JIbHOI BBISIBIICHBI paHee
HEOITMCAHHBIC TIPOSIBJICHUS 3a00JIeBaHUST B BUIE THIICPTO-
HaIOTPOITHOTO TUIIOTOHAIM3Ma M CTOMKOIO IEeKpeMeHTa
M-oTBeTa IpH BEICOKOYACTOTHOM pUTMUYIECKOI CTUMYJISI-
v (50 Tix, 200 cTrMysI0B) BOCIIPOM3BOAMMOTO TIPH KAXKIOM
OHMTI -uccnenosanuu B nepuon ¢ 2009 mo 2014 r.

ITpy MUTOXOHIPHATBHON MATOJIOTWH, KaK IIPaBUIIO,
BCTpeYaeTCs HEIOCTATOYHASI CEKPEIMs TOPMOHOB THUIIO-
TajlaMO-THITO(PpU3apHOI CUCTEMBI ¢ (POPMUPOBAHUEM TH-
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MMOTOHAIOTPOMHOTO TUIToroHaansma [23]. OgHako y Ha-
et 6ompHOM 1 ormcanHoro 1. H. Kalkan n coaBt. B 2012 1.
MyxunHbl ¢ MHITUD [24] ycTaHOBIIEH TMIIEPrOHATOTPOIT-
HBII TUIIOTOHAIN3M, TTaTOTeHEe3 KOTOPBIX TPeOYeT dajb-
HEHIIero n3y4eHmsI.

st MCKITIOYeHWST MHACTeHWH, TIPEAIOI0XCHHON
HEBPOJIOTOM, OOJIbHOM OBLT IMPOBEICH CTAHIAPTHBIN TECT
PUTMHUIECKON CTUMYJISIIIAM C TeTaHW3aIUEH U JKUTTEp.
HopwmanbHble 3HaU€HUST MEXITMKOBBIX MHTEPBAJIOB IIPHU
HUCCIIEAOBAaHNY [KUTTepa (CM. pHC. 9), OTCYTCTBHUE IeKpe-
MeHTa M-oTBeTa IpU PUTMHUICCKON CTUMYJSImU 3 IiI
¥ CUHAPOMA TTATOJIOTUIECKOM MBITIIEYHON YTOMIISIEMOCTH
IMO3BOJIMJIN UCKITIOYNTh MUACTeHNI0. HeoxXnmaHHO ObLT
YCTaHOBJICH BOCIIPOM3BOIMMBIN MPHU TTOBTOPHBIX MCCIIE-
IIOBAaHUSX JeKpeMeHT M-orBeTa Ha ctumyisumio 50 Tig
(cm. puc. 7) ipu ero orcyrcTBun Ha 3, 10 u 30 Iix. JIis or-
penesicHNS pacIIpOCTPAaHEHHOCTH YCTAHOBICHHOTO (DeHO-
MeHa HeOoOXOIMMO MCCIIeIOBaHNE TeTaHMU3AIINH Y IPYTUX
6ombHBIX ¢ MHTUD. Bo3MmoxxHo, B JaTbHENIIEM JeKpe-
MeHT M-oTBeTa nomoxeT B AubdepeHIMabHOM 1narHo-
CTHKe 3a00JIeBaHUs.

IMaToreneTnueckoro neyenus ;i MHI'MD He paspa-
60TaHO. DKCIIepUMEHTAIBHBIC TaHHBIC TTOKA3aJIH, YTO IS
CMSITYCHUST KIMHUYCCKUX TIPOSBICHUN W YIyJIICHMS
Ka4yecTBa XMU3HU OCHOBHOM 3amMadeii SIBJISIETCS CHIDKCHUE
YPOBHSI HYKJICO3UIOB, KOTOPHIEC IIPUBOIAT K OIIOCPEIOBAH-
Homy wuctomeHnio MTAHK [25]. Beimm mpeanpuHSATH
IONBITKY TIPOBeIeHNA TU1a3Madepesa I yaaaeHUs 13-
ObITKAa TUMHUAWMHA W €30KCUYyPHINHA, KOHIICHTPAIIWS
KOTOPBIX OBICTPO MOCTUTANA TIPEKHUX 3HadeHuit. [1ma3-
Madepes He JaBaJl ITOJIOKUTEIBPHOTO 3¢ (eKTa, KaK 1 MoI-
XOIbI C IPUMEHEHNEM MOUYETOHHBIX IIperapaToB U Iepe-
JIMBaHue TpoMOOoLMTOB [8, 26, 27]. CTOMKOrO CHIKEHUS

TUMUIWHA C SBHBIM ITOJIOXUTEIBHBIM 3(h(HEKTOM B KIIH-
HUYECKOUN CUMITTOMATUKE YIAJI0Ch JOOUTHCS TIPH IIPOBE-
IEeHUU aJIJIOTeHHOM TPaHCIUIAHTALIMU TeMOITO3TUYECKIX
ctBOJIOBEIX KieToK KpoBu (TT'CK) [28]. Tem He MmeHee
no3guag guarHoctnka MHTUD n nposenenme TT'CK
B MaJieKO 3allleAlneil cramuy 3a0ojieBaHUSI TTPUBOIMIN
K rubenu 10 50 % 60JbHbIX [29].

B pasBepHyTOIf cTamnu 3a00JeBaHUS BBIpaXKeHHAS
HellpoCeHCOpHasl TYrOyXOCTh BCTpedyaeTcs Ooliee
yeM y 60 % GonbHbix ¢ MHI'UD [1]. J.N. Li u coast.
IMOKa3ajn, 9TO C ITOMOIIbIO KOXJIeapHOM MMIJIAaHTAIllNI
MOXHO IOCTHYb YIOBICTBOPUTEIBHBIX PE3yJIbTaTOB
BO BCEM CIIEKTpE BOCIIPMHMMAEMBIX YaCTOT Iaxe
P TOJTHOI moTepe ciayxa. [loydeHHBIe UMU PE3yiib-
TaTHI ITO3BOJISIIOT PEKOMEHIOBATh IIPOBEACHIE KOXJIeap-
HOM wmMIUtaHtaumu 6oapHeIM ¢ MHI'MD Ha mob6oit
craguu 3a6oneBanus [30].

BbiBoAbI

B ne6iote 3aboeBaHMS C U30JIMPOBAHHOM KaxeKCcuei,
nceBmooocrpykumein XKKT, odranbmorierneit, monm-
HelpornaTueii, HeMPOCEHCOPHOI TYroyXoCThlo, 3HILIeda-
Jionatueit MoxHo 3anono3put MHI'MD npu ncmonab3o-
BaHMU KOMILJICKCHOM NMArHOCTUKM (BKIIOYasl W /WA
OHMI, MPT ronoBHOro Mo3ra, ayiuOMETPUIO, peHTIe-
Horpaduio KAIIeYHnKa ¢ KoHTpacToMm). I1pu ycraHOBIIE-
HUU COYETAHUS MOpaXKeHUsI HEPBHOM U MUILIEBAPUTEIbHOMN
CUCTEM HEOOXOAUMO OIPENEsATh YPOBEHD MIa3MEHHOTO
TUMUIWHA U Ie30KCUYPUANHA U/ WK aKTUBHOCTHA TUMM-
nrHbochopunassl ¢ mocaenaytomeii JIHK-guarnocTukoi
st Bepudukany MHI'UD. PanHee BuIsiBIIieHNE OOJTBHBIX
¢ MHI'MD no3Bomut cBoeBpeMeHHO TpoBecT TTCK
U1 OCTAaHOBUTD MPOrpecCUpoOBaHKe 3a00IeBaHMUSI.
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Bsepexue

H3yyenne HepBHO-MEIIeUYHBIX Oone3Hein (HMB)
B Poccum 610 mHMLIMMpoBaHo Brnagumupom Kapnosuyem
PoroM n matupyercs 2-it monoBuHoi XIX B. B xome pa3-
BUTHSI MEOWUIIMHCKONM HAyKM CTajla OYeBUIHON BaXXKHOCTH
U3YJIeHUSI TCHETUKY B KOHTEKCTE BCE HEPBHO-MBITIICUHOM
ITaTOJIOTUM I MUOJIOTUH B YacTHOCTHU. [1ociie OypHOro pac-
uBeta B 1920-¢ roapl reHetika B CCCP Ha monroe BpeMs
TIoTIaJIa MO/, 3aIpeT KaK «0ypxKya3Hast HayqHash JUCIIATLIA -
Ha», ucciaenoBaHMs B obnactu reHetuku HMb Obuin cyiie-
CTBEHHO orpaHmyeHBI. [lociencTBust 3ampera TeHETUKU
B CCCP okazanuch KatacTporuecKUMU AaxKe MOcJIe TOTO,
Kak ObLTW CHSITBI BCE MPErpabl ISl pa3BUTHUS 3TOW TACLIU-
IUTMHBL. HE3aBUCHMO OT CO3IaHUS CHCIUATN3UPOBAHHBIX
LIEHTPOB M aKTUBHOTO MEXIYHAPOMTHOTO COTPYIHWIECTBA
oTrcraBaHue B obactu HMDbB akTyanbHO 1o ceit JeHb.

3apomeHue HepBHO-MbIWeYHol o6nacmu HayKu

U 3anpem reHemuxru

OCHOBBI UCCIIETOBAaHMI TTO HEPBHO-MBILLIEYHOM ITaTO-
siorum B Poccun 3anoxens! K. B. PoroM Bo 2-ii 1TojioBUHE
XIX B. [1]. IlepBbiM B Poccum nm Oblila cocTaBiieHa KJiac-
cudukauuss HMb u yctaHOB/IEH TTOPSIAOK MAaToJIoroaHa-
TOMMYECKUX U TUCTOJIOTMYEeCKUX ucciaenoBaHuii HMb
(1876). OcHoBHble Tpyabl K.B. Pota mocBsiiieHbl Hacjae -
CTBEHHBIM MUOIIATUSIM U TTPOTPECCUPYIOIITAM MBIIIIEUHBIM
arpodusIM, OTHUM U3 TIEPBLIX B MUPE OH OITHMCAJl MUOTIA-
TUU C OUCTAIbHBIM AeO0TOM. TeM He MeHee MMOJIOTHUS
He BBIAENSIAach KaK U30JIMPOBaHHAas 00J1aCTh UCCIEA0Ba~
HUI1 1 paccMaTpuBajach B paMKax oOIeil HepBHO-MBI-
LIEYHOM IMaTOJIOTHM.

C navaiaoM XX B. CTAHOBUTCS OYEBUIHON BaXKHOCTh
TeHETUYECKNX UCCIIEAOBaHNI IS pa3BUTHUSI HEPBHO-MbI-
LIeYHOM TTpobiaeMaTuku. [TepBoHavaibHbIE ITMPOKOMAC-
mwrabHbIE UCCIENOBaHU B o0sacTh reHeTuku B 1920-e

ronbl B CoBerckoM Coro3e Ha KOPOTKOE BpeMST OTKPBLIU
BO3MOXKHOCTH IIJISI ITpOTpecca B TeHETUKE O0JIe3HEH 9el10-
BeKa M HepBHBIX OoJie3Hel B YacTHOCTH. OCHOBOIIOJIOXK-
HUKOM TeHeTHIECKUX MCCliefoBaHMit YestoBeka B Poccun
sapnsgeTcss Hukomait Koncrantuaosuy Kompmos (1872—
1940), opraauzoBasiinii B 20-¢ rogbl XX B. IEPBYIO B MH-
pe reHeTUYeCKYI0 KOHCYIbTannio. Kpyr mHTepecoB Hayd-
HOM TpyImbl, paboTalolieil II0J eTro PYKOBOICTBOM
OXBaTHIBaJl CaMble pa3HBbIE 00JIACTH TEHETUKM, a OTKPBI-
THSI, CACTaHHBIC BIIOCICACTBUM €T0 YYeHUKAaMM, BHECIH
CYIIECTBEHHBIN BKJIaa B MUPOBYI0 Hayky. [lapamiensHo
¢ H.K. KonblioBbIM reHeTHuyeckasi TeMaTuKa aKTUBHO
pa3BUBAIACh MO PYKOBOACTBOM IPYTHX KPYITHBIX YUCHBIX:
B 1924 1. B.®. 3enennH ocHoBalI KnmmAMYeCKMit MTHCTUTYT
(byHKIIMOHAIBPHOM TMATrHOCTUKU 1 3KCIIEPUMEHTAIBHOMN
Tepanuu, repedOpMUPOBAHHEIN B KOHLIE 1928 T. mipod.
I.C. JleBuTOM B KaOMHET HAC/IEACTBEHHOCTH 1 KOHCTUTY-
MU YeJioBeKa Ipu MeInKo-0MoIOTHIeCKOM MHCTUTYTE
¥ pacmmpeHHBIN B 1930 I 10 TEeHETUIECKOTO OTIACICHUS;
B 1920-¢e rogper C.H. JlaBuneHKOBBIM OblTa OpraHM30BaHa
MeIVKO-TeHeTNUeCcKast KOHCYJIBTalst B MockBe, aB 1934 . —
B JleHuHrpazne.

Cepreit Hukonaesuy [laBunerkos (1880—1961) mpu-
3HaH B MAPE OTHUM M3 OCHOBOITOJIOXKHUKOB METULIMHCKOM
reHeTKA. OH BIIEpBBIE BRIPA3III UACIO O HEOOXOIUMOCTH
«IIPaBWIBLHO OTICIISITE MHANBUAYATbHbIC BApHAIIIH B IEHCT-
BUM ONHOTO M TOTO € HACIEACTBEHHOro (pakTopa OT
BapHMalliy CaMMX HACJICACTBEHHBIX (DaKTOPOB». Bbymyun
KJIMHUILIMCTOM M YICHBIM, OH 00OCHOBAJI TEHETHUYECKYIO
TETEPOreHHOCTh OOJIE3HEW U J0Ka3al HEOOHOPOIHOCTH
MHOTHX HO30JIOTHYeCKUX (DOpM, pa3paboTaa OCHOBHI TE€O-
PUU TIOJIMTEHHBIX, MYJIBTU(aKTOPHUATBHBIX 3a00IeBaHMI
¥ BBEJI TIOHATHE «HEMPOTEHETHKA» , UCTIOIb3YeMOE CETOTHS
Bo Bcem mupe. B 1925 . C.H. [laBuneHKOB BBIABUHYJI T~
TIOTE3Y, COITIACHO KOTOPOit parimoHaIbHASI KJTACCUDUKALIHS
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HaCJICICTBEHHBIX 3a00JICBaHUII HOJDKHA IIPEICTaBIISITH
c000Ii1 «KaTajor reHOB, a He (PeHOTUIMNICCKUX OTININIL».
IIpenckazaHHBINM UM KaTaJIOT TeHOB OBLT CO3MaH TTO3IHEE,
B 1966 ., B. MakKbiocukom. Ipenpunerve C.H. [laBu-
JIEHKOBA MOCTYXXWJIO OCHOBOM JAaTbHENIINX TeHETUYECKUX
HUCCICIOBAaHUN II0 KapTUPOBAaHUIO XpPOMOCOM. JIMIb
B 1970-X romax TeHETHKY MPUCTYITIN K CUCTeMaTH3aI1
T€HOB, YBEeHUYABIIIEHCS CO3MaHIEM ITPOTPAMMBI MOJICKYJISIP-
HOM pacti¢ppoBKY TeHOMA YeJIOBEKa.

Hecmotpst Ha Gonblime ycrexu, JOCTUTHYThIe B 00J1a-
ctu reHeTUKH B CoBeTcKoM Co103¢, B CBSI3U C TIOJIMTH3A-
el HayKu ee OypHOe pa3BUTHE ObUIO IIPHUOCTAHOBJICHO
HaumHas ¢ KoHIa 30-X rogoB IMPOIILIOrO CTOJIETHSI Ha TT0-
ciemyronue 35 JieT, a MeINIIMHCKAsI TeHeTHKA KaK JUCIIH-
IUTMHA ObUTAa MCKITI0YeHA 13 00pa30BaTeIbHOTO TIpoliecca.
CrencTBreM 3aIipeTa TeHETUKH CTaJIO pe3KOoe OrpaHnde-
HHUE U3YYeHNUST HEPBHO-MBIIIICYHO TTATOJIOTUH Y MUOJIO-
MU B YacTHOCTHU. Jluiib B 1964 . mociie u3naHusi KHUTH
«BBemeHNMe B MEOWIIMHCKYIO T€HETHKY» JIETeHIAPHOTO
yaeHoro Bragumupa IMaBnosuua Dpponmcona [2] B Co-
BerckoM Co103¢ HAYaJIOCh ITOCTEIIEHHOE BO3POXKICHUE
TeHETUKU KaK HayKu. [TocaencTBus IIMTeIbHOTO 3ampeTa
Ha U3y4YeHNe TeHEeTUKN Y TOHCHWI Ha YYSHBIX He YIaJloCh
MIPEeOoIoJIeTh JaXe ITyTeM CO3MaHMS MHOTOYMCIICHHBIX
LIEHTPOB 10 HEPBHO-MBIIICYHON MATOJIOTUU M PAa3BUTHS
MEXIYHApOIHOIO COTPYOTHMYECTBA. MaJOYHMCIEHHOCTD
MIPeToIaBaTeIbCKNX KaIpOB, OTCYTCTBUE HOCTATOYHOIO
BHUMAaHUS K JaHHOI IIpo0jIeMe CO CTOPOHBI TOCYIapCTBa,
reorpaduyeckasi pa3o0IIeHHOCTb PETHOHAIBLHBIX [ICHTPOB
MIPEACTABIISIOT CEPhEe3HBIC TPYIHOCTH TSI OCYIIICCTBIICHUS
YHAGDUIIMPOBAHHOTO TTOAXO0Ia B AWATrHOCTUKE, JICUCHUU
¥ BeICHNY y9eTa HEPBHO-MBIIIICIHBIX O0IbHBIX.

Pa3Bumue HepBHO-MbIWEYHOr0 HanpaBneHua

B Cankm-Memep6ypre u Mockse

B 90-x romax XX B. IIOSIBJICHHE B pa3HBIX PErHOHAX
Poccun acconmatimii, HalpaBjieHHBIX Ha COTPYIHHYECTBO
Bpayell M MAllMeHTOB, MOCITYKIIO UMITYJILCOM JIJISI pOCTa
WHTepeca ¥ pa3BUTHS HEPBHO-MBIIIICUHOTO HAITPABJICHMSI.
IToMyUMO aKTHBHOM COIMATBLHOM ITOMOIIY JaHHBIE Opra-
HU3aIlM1 BHEC/IM CYIIECTBCHHBIN BKJIAI B PA3BUTHE CIIC-
IMATM3UPOBAHHBIX HEPBHO-MBIIIEYHBIX IIEHTPOB. Baxk-
HBIM 3TaroM B n3ydyenun HMB crano cospanue B 1989 .
MEIUKO-TeHeTUIEeCKO Taboparopun Ha 6a3e MHcTHTYTA
TeHeTHKM (HhIHe MeIUKO-TeHeTUIEeCKII HayIHBIH IIEHTD,
MTI'HII). C tex mop B 1ab0OpaTopyM BedeTCs aKTUBHOE
U3y4eHNEe MOJICKYJISIPHBIX OCHOB HACJICICTBEHHOI HEPB-
HO-MBIIIeYHON naTonornu yenoseka, a DI'bHY MT'HI]
SIBJIICTCSI OMHVM M3 BEIYIINX B CTpaHEe IIEHTPOM I10 00b-
eMy (6osee 250 HO30JI0TUUECKUX HACIEICTBEHHBIX 00JIe3-
Hell 4eJoBeKa) W KadeCTBY IPOBOAMMON THMATHOCTUKU
HacCJIeICTBEHHBIX 0OJIC3HEH.

B 1992 1. B Cankr-IletepOypre ¢ 1ebi0 00be IMHEHUS
U KOOPAMHALMU YCUJIUI OOIIECTBEHHBIX OPraHU3alniA,
MIPEICTABISIONINX MHTEPECHl AeTei-NHBATUIOB U UX CE-
Mei, OKa3bIBAIOIIMX UM ITOMOIIb U TTOAIEPKKY, 13 pomm-

TEJIbCKNX OOBEOIMHEHWII OCHOBAJIM HEIPAaBUTECIHCTBEH-
HYI0 HEKOMMEPUYECKYI0 TOpOICKYI0 acCOIIMAIHIO
00IIIeCTBeHHBIX OOBEIMHEHUI pOIUTENIeH TeTei-NHBAIM -
n1oB — TAOOPIU [3]. Accoumanus Havajna co3daBaTh
pa3HBIe MOIEIN COLMATLHOM MOMNCPXKKM ASTei C orpa-
HUYEHHBIMH BO3MOXHOCTSIMU U MX CeMeil, a Hamboee
YCIEITHBIE U3 HUX CTajla OCYIIECTBISTh IIPU MOIICPXKKE
MEXIYHApOIHBIX OJIATOTBOPUTEIHHBIX (POHIOB U OPTAaHOB
rocyaapcTBeHHOM BiaacTh. OCOOEHHO aKTUBHO ITPOBOIMNT-
cs pabora B oonactu HMBbB. HayuHo-nipakTuyeckoe co-
tpyaHuuecTBo TAOOPIU ocyiiecTBIsieTcsT Ha MPOTSKE-
HUM MHOTHX JIET C KOJIJISTaMU M3 pa3HbBIX cTpaH EBpoITs
(TREAT-NMD) — ®panunu (OpanHiry3ckass MUOJIOTHU-
yeckasl accouManusi IpOoTUB Muomnatuii — Association
Francaise contre les myopathies, AFM), BenukoOpura-
aun (OKcdopackuit yauBepcurer), [epmannm (YHUBED-
curer Maithn n kiuauKa [llapure, bepnun), OuHISH-
mun (XenbCUHKCKUI yHuBepcuTeT), Amoraun (MHCTUTYT
HeBpoJIOTUM U TicuxuaTpun), Mspawmns (Texb-ABUBCKUiA
yumBepcuteT) u CIIA (TapBapackuii yHUBEPCUTET).

TTomumo TAOOPIMU B Cankr-IletepOypre cylIecTBYIOT
LEHTPBI, KOTOPBIE TTPOBOIST UCCIICIOBAHIST HEPBHO-MBIIIICY-
HOM TATOJOTUM M OOBCOUHSIOT CIEIHAINCTOB Pa3HOTO
npodwis. B cTpyKTypy 3THX HEHTPOB BXOIST YIPEXKICHUS
¥ COTPYIHUKU (heIepaIbHbIX 1 MYHUIIUIIAIBHBIX CTPYKTYD,
CITeLTMATM3UPYIOIITNECS KaK Ha JeTCKOM, TaK M Ha B3POCIION
HEPBHO-MBIIICYHON MATOIOTUHA. MOJIEKyISIpHO-TCHETIYE-
CKYIO, BKJTIOUAsI IIpeHATAIbHYIO, TarHOCTUKY B CaHKT-I1e-
TepOypre MPOBOISIT MPU PSiAC MBIIICUYHBIX TUCTPOPUI,
CITMHAJTLHBIX MBIIIEYHBIX aTtpodumii, KaHatonatvii B ®IT'BHY
«HWMU akymepcrBa u tuHeKooruy uMm. J1.0. Otra» B 1a60-
paTopuu MPeHATAIbHOM TarHoCTUKI. COTpyTHUKAMM 3TOM
Ke J1abopaTopuM BEAETCS MEXAYHApOAHbIA pEerucTp
no HMDbB, a Takke HayyHbIe MCCIEIOBAHUS, B YACTHOCTHU
1O TeHHOH Tepammu. B cTpyKTypy crermanmn3npoBaHHBIX
HEepPBHO-MBIIIEYHBIX Tompa3meneHnit CaHkt-IleTepOypra
BXOIISIT TaKKe JIMarHOCTUIECKMIA LICHTpP (MEIUKO-TeHETHYIe-
ckuit), MHCTUTYT MOJICKYJIIpHOI OMOJOTMM W TEHETHKH,
HayurHo-uccrnenoBaTenbckast 1adopaTtoprs maroMopdoJio-
run, MenepaabHbIii MEIUIIMHCKUIN MCCIIeI0BATEILCKII
eHTp nM. B.A. AimvazoBa (PenepanbHBIN HEHTP cepala,
KPOBU M SHIOKPHHOJIOTHH), HEBPOJIOTUIECKIE Ka(eaphl
MemnIHCKUX By30B CaHKT-IleTepOypra 1 HeBpoOJIOTHIe-
ckue otneneHus ropoackux 6oapHuI. C 2008 . B CaHKT-
[MerepOypre mon armmoii PpaHITy3cKOi accoMaii MUO-
matun (AFM) npoBoguTcs TIporpaMMa pa3BUTHS TTOMOIIN
naiueHtam ¢ HMB.

B 1995 . B Mockse H.A. [epacumoBoit ocHOBaHa
MexpernoHaabHast accoumainst (GoHIOB TOMOIIN OOJTb-
HBIM HEPBHO-MBIIIIEYHBIMU 3a001eBaHUSIMHE «Hamexma».
Accolmaius CTaBUT IIepe CO00# 3amaun yCTAaHOBICHUS
1A pa3BUTHUSI KOHTAKTOB MEXAY BpadyaMu, POIUTENISIMU
U geTbMu, cTpagaomumu HMB, a Takke moBbIlIeHUS
YpOBHs 3HaHUI 0 XapakTepe TeueHuss HMb cpenm 3aTpo-
HYTBIX CEMEi, BOBMOXKHOCTSIX CMIITOMAaTHIEeCKOM Tepa-
mii 1 3QOEeKTUBHOCTH TPeHATATbHON IMAarHOCTHKM.
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Ilo nanumnatuse H.A. IepacumoBoii 0bL1 co3gaH Poccuii-
CKMI HALIMOHAJIbHBIN perucTp. Mennko-peabuauTalimoH-
HBIM LIEHTP MeXpernoHaabHOM accoumanuu «Hanexna»
COTPYAHMYAET C MEXIYHAPOAHBIMM OpPraHU3ALMUSIMU —
TREAT-NMD, AFM, HUucturyroM muojnornu (PpaH-
us1), EBponeiickuM albsTHCOM acCOIMALINA MUOMATHIA
(EMDA), 3aHuMaromumMucs npodjeMaMu TUarHOCTUKU
U pa3pabOTKOli HOBBIX METOMIOB JIEUYEHUS IJisI OOJbHBIX
HEPBHO-MBbILLIEYHBIMU 3200JI€BAHUSIMU.

bnaropapst aktuBHomMy yyactuto oHma «Hanexna»
1 TAOOPIMU ¢ 2010 . B PD exxeromno npoxoaut «IlIkomna
MUOJIOTUW», OPraHU30BaHHAsI €BPOIECKIMM COOOIIEeCT-
BoM TREAT-NMD, Uucturyrom muonoruu (Opaniims)
n AFM-Téléthon, Ha KoTopoit Bemymme 3apyOesKHBIC
CHELMATUCThI BBICTYNAIOT C JIEKIIUSIMU MO KIMHUYECKUM
acriektam HMDbB, HeiiporeHeTnke, maToMop@OJOTuu.
«IIIKoJ1a MUOJIOTUH» TTIO3BOJISIET 3aMHTEPECOBAHHOM poCc-
CUICKOI ayIUTOPUM 3HAKOMUTHCS C OTTBITOM €BPOIEUCKUX
Kojuier. B pamkax maHHOrO COTPYyAHUYECTBA MOJIOJbIE
CHEUMATIMCThl HEOAHOKPATHO MME BO3MOXHOCTb Yy4acT-
BoBath B JleTHeir mkoyne Muonoruu B [Napmxke (Summer
School of Myology) [4], yupexnenHoii B 1997 . Unctuty-
TOM MHUOJIOTMU MOJ PYKOBOJACTBOM AHAOHM YpTuU3oepea.

PeruoHanbHbie opraHusayuu nomowu nayuenmam ¢ HMB

ITomumo 11eHTpanbHOM Poccun HepBHO-MBIIICUHAS
ITaTOJIOTHUST aKTUBHO M3yJaeTcsl B IPYTMX pernoHax. Tak,
HMDb — u3 ocHOBHBIX HamnpaBiaeHU BopoHexXCcKoi Mexk-
00J1aCTHOI MeanKOo-TeHeThnIecKoi KoHcyabramu (MI'K),
KoTopast Obuta ocHoBaHa B 1971 1. B unche mepBbIX MSITH
B CoBetckoM Coto3e o nauinaTuse mpod. ITetpa Ceme-
HoBMYa babkuHa u Onaromapsi comeiiCTBUIO aKaaeMuKa
JI.O. bagangna. C 1985 . MT'K nMmeer cTaTyc MexXo01acT-
HO# CTPYKTYpPBI, OKa3bIBasl MEIMKO-TEHETUIECKYIO I10-
MoIb HacejneHuio IleHTpanbHoro YepHo3eMbs, ¢ Bee-
HUEM perucTpa HacJeACTBEHHON HEpPBHO-MBIIICUYHOMN
maronornu. HaunHas ¢ 1980 1. B meHTpe BeneTcsl aKTUBHOE
uzyyeHue Oojse3nu lllapko—Mapu—Tyra, B TOM uyucie
COBMECTHO C IpYTUMU permoHaMu. Tak, HaumHasi ¢ 1997 .
corpynauku JHK-nma6oparopun MI'HII (Mocksa) uzy-
ynnun JHK-o06pa3usl mpo6aHA0B ¢ HACAEACTBEHHBIMU
MOTOpHO-ceHcopHbIMU Hetiporatusmu (HMCH), Ha6imro-
nmasmmxcd B Boponexckoit MI'K Ha potskenun 20 jieT.
OcHoBBIBagICh Ha obcnegoBaHnm 6onee 100 mpodaHIOB,
Ha MOJICKYJISIPHO-TeHETHYECKOM YPOBHE YIaJIOCh Beprudu-
uupoBath 6ojiee 80 % ciaydaeB HMCH [5]. CoBMecTHast
pabota MI'K BopoHexka ¢ oTedyeCTBEHHBIMU 1 MEXKIyHa-
POIHBIMUA WHCTUTYTaMU TIpHBeNIa K OTKPBITHIO HOBOTO
nokyca CMT (OMIM606595) [6]. danbHelilliee MeXayHa-
POIHOE COTPYIHUIECTBO ITO3BOJIMIIO BHINTH HA Ka3yaTHUB-
uolii red CMT 2F — HSP27 (HSPB 1) u3 cemeiicTBa 6eKOB
TEIUIOBOTO ITOKa ¢ (PYHKIIMEH MIAaIepOHOB, a TAKXKE yCTa-
HOBUTH MUCceHc-MyTaumio S135F; 6bu10 moaTrBepXaeHo
Hannuue 3¢ddexTa pogoHavaibHuKa [7].

MoeKyasspHO-TeHeTUIeCKIe cciaenoBaHus B Bopo-
Hexxckoit MI'K npoBomsarcst ¢ 2006 I ¢ MCIIOJIB30BaHEM

METOIOB TTOJIMMEPa3HOM IIEITHON peaKIny, aHaan3a I0-
JuMopdu3Ma UIMH PEeCTPUKLIMOHHBIX (PParMEHTOB IS
caMbIX JyacThiXx HacienctBeHHeIx HMbB: HMCH trma 1A
(dup17p11.2), cnuHaNIBHBIC MBIIICYHBIE aMUOTpoduu [—
IIT TunoB (ren SMN del 7-8Ex), mvonatuu JiomeH-
Ha/bekkepa (del Ex MDD/MDB), nammane CAG repeat
AR nipu cimHanbHO# OyIp0apHoit amuotpodun Kennenn.
C 2010 1. ZOCTYITHBI METOANKN PEHTIE€HOBCKOI KOMITBIO-
TEPHOM M MarHUTHO-PE30HAHCHOI TOMOTpachri MBIIIIII,
¢ 2012 r. — nmpoBeaeHNEe OMOTICUY MBIIIILL C TUCTOJIOTUYEC-
KUM (203MH-TEMAaTOKCWINH U APYTUe PyTUHHbBIE OKPACKU)
1 UMMYHOTHCTOXMMHUIECKIM MCCIIeIOBaHEM 00pa3iioB
1 3JICKTPOHHO-MUKPOCKOITMYECKUM aHAJI30M.

B BopoHexe Takke co3naHa Accolyaiysi ceMei ¢ Mruo-
natueii JIomenHa. B pamkax paboThI C ceMbsIMU, CTpaja-
IOIMMMK HEPBHO-MBIIIIEYHON ITaTOJIOTHUEH, ITPOBOMIUTCS
MeINKO-TeHeTUIECKOEe KOHCYIBFTUPOBAHNE, IIPEHATATbHAST
JHK-nmnarHocTrka, ycTaHOBJIEHHE TeHETUIECKOTO CTaTy-
ca IJ10/1a Ha paHHUX CPOKaX O€peMEHHOCTH.

A pyruM KpyImHBIM [EHTPOM, aKTMBHO BEIYIIIUM pabo-
Ty 110 HEPBHO-MBIIIEYHON I1aTOJIOTUH, siBIsseTcst Kpac-
HosipcK. 31ech B 2006 . mo manumaruse rmpod. U.I1. Ap-
TIOXOBa ObLTa OpraHmM3oBaHa Kadeapa METWIIMHCKOU
TeHEeTUKN ¥ KIWHWYECKON Helipodu3monaornn Ha 0Oase
HMHcTutyTa nocienunaoMHoro oopazoBanust KpacHosip-
CKOTO TOCYAapCTBEHHOTO MEAULIMHCKOTO YHUBEPCUTETA
nM. ipod. B.®D. Boiino-fcenenkoro. HacinencTBeHHbIE
HEepBHO-MBIIICYHBIC 3a00JieBaHUS W (papMaKOreHEeTHKa
SIBJISTIOTCSI IIPMOPUTETHBIMY HaIIPaBJICHUSIMHU paOOTHI Ka-
denmprr. I[Ipm 3TOM McclenoBaHUS B 00JIACTA TE€HETUKU
HEMPOMBIIIICYHON ITaTOJIOTHH YeJIOBEKA IIPOBOMISITCS COB-
MeCTHO C Kadenpoii BHyTpeHHUX OozesHeil. B 2008 r
npu Kaenpe cozmana [T P-nmaboparopust st fnarHocTu-
KII MOHOTEHHBIX Y TIOJIUTeHHBIX (MYJIBTH(AKTOPUATBHBIX)
3a00JIeBaHUIA B peKMME PEaIbHOTO BpEMEHH, a TAKKE BbI-
SIBJICHUSI HOBBIX TOYKOBBIX MYTAllMii C MCIIOJb30BaHUEM
Metonyku Touku riasnieHust JJHK. Bece cotpyaankm kade-
JIPBI UMEIOT TIOATOTOBKY B 00JIACTA MEINITMHCKOM TeHETH-
K1, 3aHMMAIOTCS JICUeOHO-TUAarHOCTUYECKON M HAayIHO-
HCCIICIOBATEILCKOM PabOTOl B 001aCTH HEHPOTCHETUKM,
BKJTIOYAsT HAC/IEACTBEHHBIC HEIIPOMBIIIICYHBIC 3200JICBaHNS,
HacJIeICTBeHHbIC HEHPOKOXHBIE CHMHIPOMEI, HACTICICTBEH-
HBbIE HeWpoaereHepaTUBHBIC 3a00JI¢BaHUS, IATOJIOTHIO
MotoHelipoHa u ap. C 2008 r. kadenpa MeTUIIMHCKOM TeHe-
TAKA U KIMHAYECKOU HEUpODU3MOIOTUN COTPYTHUIACT
¢ Accommanmeii [llapko—Mapu—Tyra (CIIA), ¢ 2012 . —
¢ AstbstHCOM TyOepo3Horo ckieposa (CIIIA).

Paspumue HepBHO-MbIWEYHOro HanpaBneHus B NOCNeAHUe rofbl

B 2010 . B MockBe co3naHa pervoHajabHas o0IIecT-
BeHHas opraHu3anus «O0IIeCTBO CIIENATNCTOB 110 HEPB-
HO-MBIIIEYHBIM 00JIE3HSIM», UMEIOIask CBOEH 1IeJIbIO TT0-
BBIIIICHNE MTHGOPMUPOBAHHOCTH CITELIMAIICTOB B 00/IaCTH
IuarHoctuku u neyeHnuss HMB, BHenpeHue MexxayHapos -
HBIX CTaHAAPTOB OWATHOCTUKM U BEICHHUS IAlIMEHTOB
C HEpBHO-MBIIICYHOM ITATOJIOTHEI; IIPeAOCTaBICHUE U TT0-

57



58

HepBHo-MbllleyHbIE
BOJIE3HK

H3 ucmopuu neeponoeuu

nyJasipu3auunio HOoBbIX cBeaeHuit o HMbB; pasBurtue co-
TPYAHUYECTBA C POCCUACKUMU M MEXIYHAPOIHBIMHU Op-
rann3anusamMy. OOIIEeCTBOM OCHOBaH eXeKBapTaJIbHBIN
HayIHO-TIpaKTUISCKU XypHan «HepBHO-MBIIIICYHBIE
00JIe3HM»; €XETOMHO IPOBOISTCS HaydyHBbIE KOH(EpeH-
I, 0Opa3oBaTebHBIC CEMUHAPDI, IEKIIMOHHBIE KYPCHI,
MacTep-KJIaCcChl ¥ IPYTUE MEPOIIPUATHS C TIPUBJICYCHIEM
BEIYIINX OTEUYECTBEHHBIX M 3apYyOEKHBIX CITCIIMAICTOB
B 00J1aCTH HEpBHO-MBIIIIEUHOM ITaToioruu. OOIIECTBO CO-
TPYIHMYACT KaK ¢ poccuiicknumu opranm3anmsivmu (MITHLI,
Mocksa; HIIH, Mocksa; TAOOPIOU, Cankr-IlerepOypr;
MTI'K, Boponex; Kpacnospckuit TMY um. B.®D. BoiiHo-
Scenenkoro u 1p.), Tak u ¢ 3apyoexxHpiMu (AFM, Institut
de myologie, @®pannus; University medical center Utrecht,
Hunepnangper; University of Helsinki, ®uungaagus;
Harvard Medical School, CIIIA).

B03MOKXHOCTB OpraHM3aIiy 1 pean3alii IIporpaMM
no otaeJbHbIM HMDbB Ha rocynapcTBEHHOM ypOBHE IO-
gunach B 2012 1. 6imaromapst co3ganuio Beepoccuiickoro
obmectBa opdanHbix OonesHeii. K HMB, Bxopsmum
Ha CCTONHSIITHMI OCHb B CIMCOK Op(aHHBIX 0OJIe3HEi,
OoTHOCSTCS 6osie3Hb [TomIte, MUTOXOHIpHATbHAS HEHPO-
racTPOMHTECTUHAJIbHAS SHIIe(aTIOMUOTIATHS, TIOPOUPHH,
cuaapom MELAS, 6one3ns Pedpcyma (HMCH 1V turma).

CIMCOK LIEHTPOB, CHELUAM3UPYIOIINXCS HA HEPBHO-MBI-
IICYHOM TTATOJIOTWH, O€3YCIIOBHO, HE MICUEPITHIBACTCS TTEPeUr-
CJICHHBIMU BBIIIE YIPEXKICHUSIMI, YTO CBUICTEIIHCTBYET 00
AKTUBHOCTY 1 OTBETCTBEHHOCTH CITCIIMATICTOB, OCO3HAFOIINX
BaXKHOCTb OOCY:KIaeMOi1 TTpo0sIeMbl 1 HEOOXOIUMOCTb PACILIM-
PEHMS MICCITCIOBAHIIT 1 OKa3aHISI TIOMOIIIH TTALIEHTAM.

3aknioyeHue

HeCMOTpH Ha MOoABJICHUC CIICHIUAIM3NPOBAHHBIX HCPB-
HO-MbIIICYHbIX LHEHTPOB B pa3/IMYHbIX PETMOHAX Poccnii-
CKOI (De,ﬂepaL[I/II/I , BHECAPCHUEC HOBbLIX IMArHOCTHMYCCKMHX
MCTOAMK B OTAC/IbHBIX YYPEXKACHUAX, CO3AAHUC ITATMCHTCKNX

OpraHu3alNii, MeXIyHApPOIHOE COTPYIHIMIECTBO, HA CETOI -
HSITHWI IeHb (QYHKIIMOHMPOBAHNE OPTaHM3aIINiA, CTICIIH -
ATM3UPYIOIINXCST HA HEPBHO-MBIIIICYHBIX ITATOIOTHSX, OCTA-
€TCSI BO MHOTOM HEITOJTHOIICHHBIM M He3(POEeKTUBHBIM
Kak B MacIlTabax CTpaHbl, TaK ¥ B OTIEIBHBIX YIPEKICHUSIX.
HaHHast cuTyamys OTYACTH SIBJISIETCS CISICTBUEM OCOOCH-
HOCTe# COBETCKOI 00pa3oBaTeIbHOI CUCTEMEI, B TICPBYIO
odepenb 3TO IUINTEIBHBIN 3aIlIpeT TeHETUKN 1, KaK CIIe-
CTBHE, OTCTaBaHME YPOBHS MCCIICIOBAHUI 1 N3YIYEHHOCTH
HMB, ypoBHs1 006pa3oBaHUsl CHELMAIMCTOB B 00JacTH
HMB. [Ipyrumu ipruarHAMM SIBJISTFOTCST: @) KPUTHIECKHI
HEIOCTAaTOK KBAJM(HUIIMPOBAHHBIX ITEIATOTHICCKUX Ka-
npoB B obactu HMB; 0) orcyrcTBrEe coBpeMeHHO# 6a30-
BOI MEIMLIMHCKOI MOAroToBKU B ooactu HMbB B pamkax
TOCyIapCTBEHHOM 00pa30BaTeIbHOM CUCTEMBI, B IIEPBYIO
oyepeap Bpayei pa3HbIX CIIELMAIbHOCTEA — HEBPOJIOTOB,
TEHEeTUKOB, IATOJIOTOAHATOMOB, KapaMOJIOTOB, peadu-
JINTOJIOTOB M JIPYTMX, a TaKXKe CPeIHETO MEIUIIMHCKOTO
TepcoHaia, TICUXOJIOTOB M IPYTUX CMEXHBIX CIICIIMAIM-
CTOB; B) OTCYTCTBHE CHCTEMAaTU3UPOBAHHOTO, MYJIETUINIC-
LUIJIMHAPHOIO T10aXoaa B BeaeHuu mnauueHToB ¢ HMb
Ha YPOBHE TOCYIapCTBEHHBIX MEAUIIMHCKUX YIPEKICHMIA,
B TOM YHCJIE XOCITMCOB [8]; T') HeIOCTaTOYHOE IIOHNMAaHNE
coluanbHOM 3HaUMMocT npoodieM HMb u ¢puHaHcoBoit
TMOIIEePKKH CO CTOPOHBI TOCYTAPCTBEHHBIX CTPYKTYP [8],
HeIoCTaTOYHAs ITOMIePXKKa ITporpamMM (B TOM Yuce, OJ1a-
TOTBOPUTENBHBIX M (hapManieBTUIeCcKNX) B cpepe HMB,
HaIlpaBJICHHBIX Ha YIyYIIeHUE TAKTUKHN BeIeHUS (BbISB-
JICHUSI, TUaTHOCTUKM, JICUCHMST) M Ka4eCTBA KM3HM ITaIl-
enroB ¢ HMB; m) HegocTaTouHast Koolepamnus pa3HbIX
MEIUITMHCKMX CIYKO0 KaK BHYTPY OTHOTO CIICITATA3UPO-
BAHHOTO YYPEXIEHMS, TAaK U MEXAY Pa3HbIMU LIEHTPaMU,
3aHuMaromMucs Bonpocamu HMDbB. be3 pemenust ka-
KIOH M3 3TUX ITPOOJIeM TTOTHOIIEHHOE Pa3BUTHE OTEUECT-
BeHHOI1 Hayku B obsactu HMB u noctrxkeHue MmexxayHa-
POIHOTO CcTaTyca HEBO3MOXKHO.
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HenpomeTtabonunueckuin npenapar natoreHeTU4eCKoro AencTBuA A1 KOMIMJIeKCHOMN
Tepanun HeBpPOJIOrn4ecknx, MeTtabonnyecknx n xupypruiyeckux sabonesaHun,
a TaK)ke UX OCJIO)KHEeHUN

e MeTtabonuyeckue n cocyaucTbie 3a60oneBaHUA roJIOBHOro Mo3ra (MHeynbT,
YepemnHo-M0o3roBas TpaBma, pasnimyHble ¢opMbl HEAOCTaTOYHOCTU MO3rOBOrO
KpOBOOOpaLleHUa, AeMeHLUA)

¢ Jlnabetnuyeckaa nonmHenponaTua
¢ [lepudepuyeckne cocyguctble, metabonnyeckme HapyweHUa U X NocneacTBuA
e 3axusneHue paH (Tpodunyeckme HapyLLEHUA KOXMW, A3Bbl, NPONEXHM)

CokpalleHHasa MHhopmMaLua No NPUMEHEHMIO:

PeructpauvoHHbie Homepa: J1C-001323 ot 26.02.2006; 1 N014635/03 ot 19.12.2007; 1 N014635/02 ot 14.03.2008; 1 N014635/01 ot 26.02.2008. ToproBoe Ha-
3BaHue npenapara: AkToBervH®. AKTUBHOE BELLEeCTBO: AeNPOTENHU3MPOBaHHbIV remoaepuBat kposu TenaT. JlekapcTBeHHan (opma: pactBop Ana nHdy3un
(B pacTBOpE HaTpuA xnopuaa 0,9%; B pacTBOpe AEKCTPO3bl), PaCTBOP ANA UHBEKLMIA, TABNETKM NOKPbITbie 060/104KON.

MokasaHua k npumeHeHuto: MeTabonuyeckue U COCyANUCTbIE HAPYLLEHMA FOIOBHOTO MO3ra (B T.Y. ULLEMMUYECKMIA WHCYNBT, AEMEHLMA, YepenHo-Mo3roBas
Tpasma). Mepudepuyeckune (apTepmanbHble U BEHO3HbIE) COCYAUCTbIE HAPYLLEHUA U UX NOCNEACTBMA (apTepuanbHan aHrnonatus, Tpoduyeckme A3Bbl); Aua-
GeTuyeckan nonuHeponaTma (ana Bcex, KpoMe UHGY3UN B p-pe AekcTpo3bl). Tonbko ana uHGY3Un N MHbeKUMIA: 3axneneHne paH. Npodunaktuka n neve-
HYe NyYeBbIX MOPAXEHUIN KOXM U CAU3UCTLIX 060104€eK Npu nyyeBoii Tepanuu. MpoTusonokasaHusa: MvnepyyBCTBUTENBHOCTb K Npenapaty AKTOBErMH® unu
aHanoruyHbIM npenapatam. TosbKo A4/1A pacTBopa ANA HbEKLMI N MHBY3MIA: NEKOMNEHCUPOBAHHAA CEPAEYHanA HeOCTAaTOYHOCTb, OTEK JIETKMX, ONIUTYPUA,
aHypws, 3agepXkka Xugkoctv B opraHuame. C octopoxkHocTbio: Tosibko 451 TabneTok: cepfevHan HepgoctatouHocTb |l u Il cteneHu, oTek nerkux, onurypus,
aHypwud, runeprugparauma; 6epeMeHHOCTb, NEPUOA NakTauun. TosbKo ANA pacTBopa ANA UHbEKLWN 1 ANA MHGY3NIA: TUNepPXI0peMus, runepHaTpuemus,
caxapHbill guabeT (ana nHdy3uin B p-pe AekcTpo3bl). Cnocod npumeHeHua U fo3bl: P-p 418 uHgysuii: B/B unu B/a no 250-500 mn (1000-2000 mr) B cyTku. P-p
ANA nHbeKuwii: B/a, B/B (B T.4. 1 B BuAe uHdy3aum) ot 5 o 50 mn (200-2000 mr) B cyTku, B/M no 5 mn (200 mr) B cyTku. [na uHy3ui u nHbeKLmii: CKOpoCTb
BBEAEHWA 0KOMO 2 MA/MVH. [l03MpOBKa 1 ANMTENbHOCTb Kypca JIe4YEHNA ONPeaenaoTca UHANBMAYaNbHO, COMIacCHO CUMMTOMATUKE U TAXKECTU 3a060NeBaHMA.
Tabnetku: BHyTpb 1-3 Tab. 3 pa3a B AeHb. [103MpoBKa 1 ANUTENBHOCTb Kypca Ne4YeHNA onpeaenaoTca MHANBMAYaNbHO, COFIAaCHO CUMMTOMATVKE U TAXECTU
3abonesaHuA. MonHasa uHbopmauua o cnocobax NMPUMEHEHWA U [03aX, UCMONb3YEMbIX MPY Pa3NnyHbIX 3a601EBaHUAX U COCTOAHUAX, COAEPXMUTCA B UH-
CTPYKLMM NO MegULMHCKOMY NpUMeHeHuto npenaparta. Mo6o4yHoe feicTeme: Annepruyeckue peakumy BnaoTb 40 aHadunakTUYeckoro Loka.

MonHaa uH¢opmauua No npenapary cOAEepPXXUTCA B MHCTPYKLUK MO NPUMEHEHMIO.

[ata Bbinycka peknambl: anpenb 2015.
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