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HW3panue PeruonanbHoii oowecmseHHoid opranu3ayuu «OBLECTBO CNELWANHCTOB N0 HEPBHO-MbILIEYHbLIM BOJNIE3HAM~»

XypHan «HepBHO-MbileyHble 60ne3HU» BKNOYEH B MepeyeHb BeAYILMX PeLeH3UPYEMbIX HAYUYHbIX XKyp-
HasOB, B KOTOPbIX My6JMKYIOTCA OCHOBHbIE Hay4YHble pe3ysbTaTbl AUCCEPTaLMii Ha COMCKaHMe YYEeHOM CTe-
neHu AOKTOPA W KaHAMAATA HayK.

C 2011 roga »ypHan BkatoyeH B HayuHyto aneKTpoHHy0 6ubanoTeKy n Poccuitcknit MHAEKC HAay4HOTO
umtuposaHus (PUHL), nmeet umnakt-cakrtop.

C 2015 ropa xypHan 3apeructpuposat B Elibrary, Ulrich’s Periodical Directory, ResearchBible, AcademicKeys,
iNeicon, BUHUTW, PTB, Crossref, OCLC (Worldcat). CraTbu WMHAEKCMpYIOTCA C MOMOLLbIO LucpOBOro
npentndukatopa DOI.

HepBHO-MbIWeEYHbIE

bOJIE3HA

EHHEKBAPTA/IbHbBINA
HAYYHO-NPAKTHYECKHA

InasHas 3a0a4a xypHana «HepsHo-mbilieYHble 60e3HU» — NyOIUKAUUSA cOBpeMeHHOU UHopmayuu
0 HAYYHbIX KIUHUYECKUX UCCe00BaHUsX, OUGeHOCMUKe, leYeHUU HeBpoo2uYecKux 3a601e8aHul.

Llens u3darus — uHopmuposams cneyuaUCMos No HeBpoIo2uU 0 doCMUXeHuUsx 8 3mol o6aacmu,
copmuposams nNOHUMAHUe Heobxo0uMOCMU KOMNIEKCHO20 MeXOUCUUNIUHAPHO20 Nno0X00d B8
mepanuu, 06be0UHAA, KpOMe HeBpos0208, BpayYell pasIuYHbIX cneyuanssHocmel: cneyuanucmos 8
obnacmu Helipogusuonozuu u HeliposuU3yanu3ayuu, eeHemuKos, neduampos, peabusumono2os u
8Cex UHMepecyUjuxca HepsHo-MbilueyHol namonoauedl.
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AxkmusHocmb GonesHu

Bornee 2 necarmiernit Hazan B UCCIIEAOBAHMSX HA MO-
IIEJISTX MBIIIICH C MBITIICYHOM TUCTpodueit ObLTO ITOKa3aHo,
YTO TKaHb CKEJIETHBIX MBI, UMEET MOBBILLIEHHbI CUTHAJT
T2 [1, 2]. AHaOrMYHbIE pe3yJIBTATHI TTOJyYeHBI ¥ HA MO-
neJisix 6osiee KPYIMHbIX XKMBOTHBIX — coOaKax MoOpo/bl 30-
JIOTUCTBI PETPUBEP C MBIIIEYHON aucTtpodueir [3—5].
HutepecHO, uTo curHai T2 OT MBI HOPMaJTN30BBIBAJICS,
KOT/Ia TeHHas Tepaliusl OKa3biBajaach yCIelHom [6—8].

HccnenoBaHust mocaeaHUX JIET MOATBEPAWIN U pac-
LIUPUJINA HAlllM 3HAHUS 00 MU3MEHEHUU MBILIEYHOTO CUT-
Hayia T2 y XXMBOTHBIX MOJZIEJIECH C MBIIIIEYHOM TUCTPODUEHA.
BpeMeHHBIe M3MeHeHMs CUTHajda 12 OT MBI OBUIN
TOYHO OIpeaesieHbl Y mdx-MblIleil (3KMBOTHAs MOZECIb
Imporpeccupytomieit meimednoit aucrpoduu (IIMI) dro-
meHHa). Hanbosnpie n3aMeHeHMsT OBUTH BEISIBJICHBI B BO3-
pacte 4—8 Mec, 3aTeM HaOJII0IAI0Ch ITOCTETIEHHOE YMEHbB-
meHue usMeHeHuit [9—11]. AHomanmmu curHana T2 Obln
OMMCaHBl WM Ha JPYrux Moaeiasx auctpodmum [12, 13]
C pa3HbIM XapakTepoOM BHYTPMMBILIEYHOTO pacrpenesie-
HUS Xupa npy Mytaiusx B reHe LARGE n 'y mdx-Mbliieit.
Ocobast 9yBCTBUTEIBHOCTD TUCTPOGUIHBIX MBITIII K 9KC-
LIEHTPUYECKUM YIpaXHeHUSIM ObLia MOKa3aHa MoCpeacT-
BOM 0oJIee BRICOKOTO cuTHaJIa T2 y mdx-MblIireii, KOTOPBIX
3aCTaBJISJIM MHOTO Oerarth [14].

IIpu omeHke oTrBeTa mdX-MBIIIEHE Ha 3KCIIPECCHUIO
reHa MUKpOIUCTpodrHa KapTupoBaHue T2 IIpoIeMOHCT-
pUpOBajIo 60Jiee BbICOKYIO JUCKPUMMHALIMOHHYIO CITOCO0-
HOCTb I10 CPaBHEHMUIO C COOTHOILIEHUEM Mepeaadya HaMar-

HU4YeHHOCTH/mu ¢ Gy3MOHHO-TEH30pHOE M300paxkeHUe
[15]. Yenewmnbiii ckunnuHr U7-3K30HOB Y 30JI0THUCTHIX
PETPUBEPOB C MBIIIICYHOM TUCTpO(dHEil acCCOITMMPOBAIICS
co cHIkeHreM curHaia T2 oT JiedeHbIX KOHeYHOoCTeH [16].
Tepammst mo3apTaHOM HOPMaIM30BaJia CUTHA T2 OT MBIIIIIT
Y MBIIIEH, OOJIBHBIX BPOKICHHOM MBITIICYHON TUCTPODU-
el ¢ meuImTOM JaMMHIHA ajib(da 2 [13].

CurHan T2 unu BpeMs peJlaKCallii CITMH-3X0 BOIBI
B MbILILIAX MOXET MCIOJb30BaThC KaK MHAMKATOP aK-
TUBHOCTHU 00JIE3HU B CKEJETHBIX MbIIILAX. AKTUBHOCTb
00JIe3HN — JOCTATOYHO PACIUILIBYATOE MOHSTHUE, TTPEATO-
JIaraolnee, 9To M3MeHeH1e curHaia T2 — pe3ynnsTrar Heclie-
UOUIECKNX IIPOLIECCOB, B OCHOBE KOTOPHIX JIEKAT TAKHE
MEXaHN3MEI, KaK BOCITaJICHIE, HEKPO3, AUCTPOGDUS MBIIIIII,
OCTpasi AEHEPBALIKSI, a TAKXKE JII00bIe 0OCTOSTENLCTBA, PU-
BOJSIILIME K BHEKJIETOYHOMY WIM BHYTPUKIIETOYHOMY OTEKY,
VTN UX KOMOMHAIAU. DTOT (DAKT HEOTHOKPATHO OBLIT ITPO-
JIEMOHCTPUPOBAH Yy XKMBOTHBIX M y 4enoBeka [17—20].
Dusnyeckue yIpakHEHNST YMEPEHHON W BBICOKOM MH-
TEeHCHUBHOCTH TIPUBOIAT K YBEIMYCHHWIO cUTHama T2
OT MBIIIL B pe3yJibTaTe HAaKOIUIEHUsI BOAbl B MUOLIMTAX.
ITpouiecc sBAsIETCSI BpEMEHHBIM U TIPOXOAUT B TE€YEHMUE
HECKOJIbKMX YaCOB B OTJIMYKE OT MaTOJOTMYECKOro YBear-
yeHUs curHaia T2. DTo MOXeT UCKa3UTh Pe3yJIbTaThl, €CIIN
00cien0BaTh MalMEHTOB HEMTOCPEACTBEHHO WJIM YEPE3 KO-
POTKHUIA MPOMEXYTOK BPEMEHU TTOC/Ie TPEHUPOBKM, B CBSI3U
C YeM Mbl PEKOMEHIYeM BBINOJHSITh BU3yalU3alLNIO
IIO TIPOBEICHMST OIICHKM MOTOPHO# (PYHKIIUH, OCOOCHHO
Y NaLMEeHTOB CO CJIa00CThIO MBILLILI.

* [ly6naukyetcst Ha ocHoBaHuu ctaThk: Carlier P.G., Marty B., Scheidegger O. et al. Skeletal muscle quantitative nuclear magnetic resonance imaging
and spectroscopy as an outcome measure for clinical trials. J Neuromuscul Dis 2016;3(1):1-28. DOI: 10.3233/JND-160145. PMID: 27854210.

C paspellieHUs pelaKru.
Yactsb I cm.: HepBHO-MbImeuHbIe 60e3Hu 2016;6(4):10—20.
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Kak yzke ToBOpmIOCh BBIIIIE, B OCHOBHOM XMBOTHBIC
MOIEIN C MUOTIAaTUSIMU HE Pa3BUBAIOT IEeTeHEPATUBHBIX
XKUPOBBIX M3MEHEHU, KOTOPBbIe MHMUIBTPUPYIOT UX MY-
CKyNaTypy, W TJ00adbHOE YBeIWYeHUe curHama 12
OT MBIIIIIBI, OTIPEIEISIEMOTO IT0 MOHOAKCITOHEHIIMAIBHO-
My TIpUOIMKEHUIO, TOITyCKaeMOMY ISl 3aTyXaHHUs Mar-
HUTHO-pe3oHaHcHoro (MP) curaana, OymeT oqHO3HAYHO
YKa3bIBaTh Ha YBEJIWYEHHE CUTHAjA T2 OT BOIBI B MUO-
muTtax. OMHAKO B OpraHM3Me YejIoBeKa XXMPOBas 3aMeHa
MMOIIUTOB SBJISIETCS CICACTBAEM XPOHMIECKUX HEPBHO-
MBIIIEYHBIX Ooyie3Heil. Tak Kak XMpoBasi TKaHb MMEET
OoJtee WIMHHBIN cUTHAJ B T2 110 CpaBHEHMIO ¢ CUTHAJIOM
OT MHUOIINTOB, HECKOJIBKO TIPOILIEHTOB COACPXKAHUS BHY-
TPUMBIILIEYHOTO XX¥Mpa OYIyT IIOMHNUMATD ITOKA3aTeI MOHO-
SKCIIOHECHIIMAIPHOTO cUTHaja T2 Mo 3HAYCHM, CpaBHM-
MBIX C TEMH, KOTOpHIE MOJYYalOTCs P HCCIICAOBAaHNN
BOCHAJIECHHOW WJIA MOBPEXACHHOM MBILIEYHON TKAHU.

B MHOTOYMCIIEHHBIX UCCICIOBAHUSIX 10 U3MEPEHHIO
MOHO3KCITOHEHIIMAIbHOTO T2-CcHTHAaIa OT KUPOBOM TKa-
HU, MTHOWIBTPUPYIOIIEH MBIIIIIBI, OOHAPYKEHO, YTO T0-
KazaTeJIn YBeIMYUBAIOTCS C BO3PACTOM B MBIIIIIIAX ¥ MaJTh-
yukos ¢ [IM/1 dromrenHa [21—26]. [Ipyrue ucciienoBaTenu,
HaIlpOTUB, OTMEYAIN CHIDKeHUE CUTHAja T2 OT MBIIIIII
y nauveHTtoB ¢ [IM/JI lioiieHHa ¢ TeUeHUEM BPEMEHH,
TaK e, KaK 3TO HaOJII0IaI0Ch Ha XKMBOTHBIX MOMIEIISIX [22,
27]. BeisiBIeHHBIEC TIPOTUBOPEYNS MOTYT 3aIlyTaTh YMTATE-
. B mepBoM citydae ObLIT ompeesieH ool curHan T2,
1 YBEJIMICHUE €TI0 OTPaKaeT IIPOTrPECCUPOBAHNE XKIPOBBIX
JleTeHepaTUBHBIX M3MEHEHWI. DTH MaHHBIE COBMIAMAIOT
C pe3yJIBTaTaMu, TTOydeHHBIMU B pexkuMe Dixon, 1 critb-
HO KOppeaupyioT apyr ¢ Apyrom [28]. Bo 2-m ciydae cur-
HaJt T2 oT BOIbI B MBIIIIIAX OBUT M3MEPEH CIIEIM(UISCKIM
00pa3oM, U MPOTPECCUPYIOLLIEE €r0 CHUXKEHUE MOXET ObIThb
CBSI3aHO C POCTOM, TaK KaK MOXKeT HaOII0OaThCS Y 3M0PO-
BBIX CYOBEKTOB, 10 KpaitHelt Mepe y cobak [3]. CHukeHune
curHama T2 MoOXeT OBITh TAKKE CBSI3aHO C MCTOILICHUEM
MBIIIIIBI TIPH TTOCTOSTHHBIX BOCTIAJICHUM M peTeHepallii.

s BHeceHUsI SICHOCTH TTOCTapaeMcsl YeTKO 0003Ha-
YUTH Cleaylollee: M3MEHEHMS oO0Imero curHaiga 12
OT MBIIIII OTPaXKaloT IJIABHBIM 00pa30M XXHUPOBBIE JeTeHE-
paTUBHBIE M3MEHEHUsI, CUTHAJI T2 OT BOOBI B MBIIIIIAX
OLICHMBAET BOBJICUCHUE CaMOI MBIIIIEYHOM TKAaHM B TTATO-
Jiormdeckue mpoiiecchl [29]. [To MHEHIIO aBTOPOB, CTOUT
OTKa3aThCsl OT U3MEPEHUS 00IIeTo CUTHAJIA T2 OT MBIIIIIT
C >KUpOBOM MHGWIETpAIIeil, HO OoJiee IeTaTbHO aHAIM-
3UpoBaTh CUTHAJ T2 OT MBIIIEYHOI TKaHM (O HOBBIX BO3-
MOXKHOCTSIX CM. HITXE).

Curaan T2 oT Boobl B MBIIIIIIAX B KAYeCTBE MHIMKATOPa
aKTUBHOCTHU 00JIE3HM UCTIOIB3YeTCS He TOJIBKO B MCCIIEIO-
BaHUSX JIIOICH, HO SIBJIIETCSA aKTyaIbHBIM U TIPH N3YIeHUN
Moneneit xxuBoTHBIX. CurHan T2 oT Bogbl HEHOPMAJIBHO
MOBBIIIIEH B MbIIax ManbyukoB ¢ [IM/I dromenHa [21,
22, 27], HO UMeeT HOpMaJbHBIE TTOKA3aTeJIn Y OOIBLHBIX
¢ [TMJI, Bekkepa [30]. ¥ maumeHTOB ¢ TTO3THUM HavyaJioM
6ose3nu [Tomrie OBITO BBISIBICHO YMEPSHHOE TIOBBIIIICHIE
curHana T2 oT Bombl NpuOJU3UTEIEHO B 1/3 nccnemoBaH-

HbIx MbI [31]. TIpu BocHalMTEILHBIX MUOIATHUSX, KaK
MpaBWIO, CUTHAM T2 OT MBI yBeamumBaeTcs [32—34].
[pu qmarHOCTUIECKO BU3YaTM3aLIMH 3TO OOBIYHO OOHAPY-
KHBAIOT ¢ UcToyib3oBaHneM T2-BU-niociaenoBareibHOCTEM
ropasieHust xkuposoii Tkanu (STIR) [35, 36]. ¥V natveHToB
C JINIIe-TUIeYe-JIONATOYHOM MBIIIEYHOM TUCTpOodUeii B He-
KOTOpBIX MbIiax omnpenensiorcss STIR-1omoxurepHbIe
M3MEHEHUS, a B OMOITaTaX MBIIII UMEIOTCS IIPU3HAKK BOC-
nmanenud [37]. Tem He MeHee TIpy MOAOOHOM KaueCTBEHHOM
TTOIXO/IE WAET MOWCK BU3YAIBHBIX PasINIMii MEXIy U3Me-
HEHHBIMM ¥ 3I0POBBIMI MBIIIIIAMY B IIEJIOM WA UX 00J1a-
ctssMu. Eciii Bce MBITIIIIBI B 00JIACTH MICCIICIOBAHMS BOCTIA-
JICHBI, TaKWe Pe3yJIbTaThl, CKOpee BCEro, CeayeT CIMTaTh
JIOXKHOOTpULIATeIbHBIMU. JIaHHAS CUTyalMsl TIPOMCXOIUT
y TIAIMEHTOB C FOBCHWJIBHBIM JIepMaTOMUO3UTOM [38].
[To 3T0it mprurHe, gaxke ecIr 3TO 10 CUX TTOp He TIPUHSTO
IIMPOKO MEMTULIMHCKIM COOOIIIECTBOM, MBI CHICTEMATHUECKI
HCIIONB3YeM KOJMYEeCTBEHHOE KapTHPOBaHWE CUTHayma 12
OT BOJIBI TSI OIICHKH BOCTIAJIMTEIEHBIX MUOIIATHIA, OCOOEHHO
JUTSI OIICHKY OTBETa Ha TePaImvio (CM. TaOJIHILY, pucC. 2).

OcnoeHnbie ocobennocmu ooueeo T2 u T2-cuenana om 600bt

XapakTepu- Curnan T2 ot MbIni
CTHKa "
o0mmit OT BOJIBI
XUMUYECKOe
MPOVCXOXKIE- Boma u xwup Tonbko Boma
HHUE
K MenneHHBIM K 6nicTpBIM
YyBCTBUTEIb- A > PLIM,
HOCTE JTOJITOCPOYHBIM KpPaTKOBPEMEHHBIM
U3MEHEHUSIM M3MEHEHUSIM
B ocHOBHOM 0 Xpo-
CBUIeTENbCT- HUYECKMX JIeTeHe- OO0 aKTUBHOCTHU
BYeT PATUBHBIX KUPOBBIX 00JIe3HU
U3MEHEHUSIX
TpebyeT onTuMU3U-
MeToms! 1 pe- [IpennouruTenbHee  POBAHHBIX noce-
HCIIOJIb30BaHKE JIOBaTEJIbHOCTEN

2KMMbI

pexuma Dixon WJIM TIOCTITPOLIECCUH-

roBoit 00paboTKU

Ilpumenanue. IIpedcmasnentvie danHbie 00BACHAIOM NPOMUBO-
peuusi Mexcoy 8visieAeHUeM GOCNANCHUS U MOHUMODUHEOM
AHCUPOBOI UHDUABMPayUU nOcpedcmEom usmepeHuil cuenanra T2.

IToMuMoO OTCYTCTBUS CHEIM(UIESCKUX W3MEHECHUM
curHama T2 oT BOIBI B MBIIIIIIAX, OCTAIOTCSI HEOIIPEACICH-
HOCTHU B OTHOILIEHWM TOYHOM BPEMEHHOI CBSI3U MEXIY
MaTOJOTUYECKUMU U3MEHEHUSIMU U UBMEHEHUSIMU CUT-
Hama T2. HescHo, ecTh 1M BpeMeHH4s 3amepKKa 1 KaK
JIOJITO OHA MOXET ObITh. CyILECTBYIOT PACXOXAECHUS MEX-
Iy CUTHAJIOM T2 OT MBI ¥ KIIMHAYECKUM COCTOSTHUEM
HEKOTOPBIX MALIMEHTOB C BOCTIAJIUTEIbHBIMU MUOTIATUSI-
mu. He oO6HapykeHO HOpMaJbHOTO KoJjieOaHUsI CUTHaja
T2 npu nuHAMWYECKOM 00CIeIOBAHUY TTAIIMEHTOB C MbI-
IIEYHOM AUCTPODUECHA.

HHTepecHO, YTO MOBBIIIICHNE CHTHATA T2 OT BOIBI B MBIIII-
11aX MOXHO OOHApYyXXWTb MPU HEKOTOPBIX BPOXKAECHHBIX
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Puc. 2. Hecnoco6Hocmb MOHOIKCHOHEHUUANBHOO NpUubAUNCeHUs pasdeneHus cueHara T2 om mbiuty 045 8bIA6ACHUS PANUMULL MeXHCcDY 80CNAAUMENbHbIMU
U JHcuposvimu decenepamugubimu usmenenuamu. O6a npouecca npusedym k ygeauueHuro obueeo cuenara T2 om ckesemHoix moiuy. Imobst omoeaums
B0CNANUMENbHBIC USMEHEHUS! OM JHCUPOBOU UHPDUAGMPALUL, HE00X00UMO NPUMEHAMb CReyupuYecKkue nociedoamenbHocmu (¢ no0aeaeHuem JCupa) uau npo-

ueccol mpexsKCnoHeHyUa1bHo2c0 npu6ﬂuofceﬂuﬂ

CTPYKTYPHBIX MUOTIATHUSAX, TI0 KpaliHeit Mepe Ha MOIEIISIX
XMBOTHBIX C TCHETUYECCKMMU MyTallussMu HeOynHa, AC-
TAl wnu nuHamuHa [39—42]. DTO TOBOPHUT O TOM,
YTO OIpeaeacHHAsI CTEIIeHb KIETOYHOM Ie30praHn3anun
MOXKET JOCTAaTOYHO MOBJIMSATh Ha BHYTPUKIICTOUHYIO MO-
OMJIbHOCTh, YTOOBI M3MeHUTh curHan T2. Bo3MoXHOCTB
ITOJTYIEHMST aHOMAJIBHOTO CUTHAJIa T2 OT MBIIIIII IIPA CTa-
OMJILHOM TEYCHWH MUOTIATUY BBOIUT OTPaHWYICHUE Ha TO,
YTOOBI MCIOJIB30BaTh KaK OOIee IPpaBWIO cUTHAI T2
OT BOIHI B MBIIIIIIaX B KAYECTBE a0COJIOTHOTO ITOKA3aTeJIsT
akTUBHOCTHU 6051e3HU. Kpome Toro, m3meHeHust curHana T2
OT BOABI B MBIIIIAX IPH ICHEPBALIMU CBSI3aHBI C OTHO-
CHUTEJIbHBIM YBEINICHNEM BHEKJIETOYHOTO IIPOCTPAHCTBA
BCJIeACTBUE aTpOo(UU MBIIICYHBIX BOJOKOH [43—45]
1 B OOJIBIIIEH CTEIIEHH OTPAXXaIOT CTPYKTYPHYIO TIepeCTpOii-
KY MBIIIIIIEI, 9eM aKTUBHOCTH OOJIC3HH.

Xots onpeaeneHre curHama T2 OT BOABI B MBIIIIIIAX
MIpeACTaBISCTCA 3HAUMMBIM OMOMapKePOM IIPOTPECCHUPO-
BaHMS OOJIC3HU WJIM OTBETa Ha JII00Oe BMEIIATEILCTBO,
HE0OXOIMMO TIPOSIBIIATh OCTOPOXHOCTb W OTPAaHNYMBATH
HCTIOJIb30BaHUE IIJISI MOHUTOPWHTA aKTUBHOCTH JeTeHepa-
TUBHOTO (HEKPOTHYECKOTO) ITATOJIOTMYECKOTO IIpoliecca
curHana T2 oT BoIbI B MBIIIIIAX. Pe3ymbsraTsl, IpoaeMOH-
CTPHPOBaHHBIC HA MOMEJISIX XKUBOTHBIX, HAIILTA TTOATBEP-
XIeHNUe B HECKOJIBKUX MCCIICIOBaHUSIX Y moneil. OOHapy-
JXKE€HO, YTO YpOBEeHb CUTHaja T2 SIBISICTCS TIPEAUKTOPOM
CKOPOCTH ITPOTPECCUPOBAHNSI XPOHNIECKHX IeTeHEPATHB-
HbIX U3MeHeHui. Y oHouei ¢ [IM]I HoolieHHa mocie
Havajia JIeYeHHUSI CTeporIaMK CUTHAI T2 OT MBI HOT

OBICTPO YMEHBIIAJICSI Ha HECKOJIbKO MUJUTMCEKYHI M Ha-
OromaeMoe MOHMKEHNE TTOAIePKIUBAJIOCh B TeUSHNE He-
KOTOPOTO BPEMEHU U OBLIO CBSI3aHO C IPUOCTAHOBKOM
KAPOBOTo MHMWIBTPATUBHOTO Ipoliecca [46]. Y B3pocibix
MarueHToB ¢ 6oje3HbI0 [Tomtie B 1/3 Beex MccemoOBaHHBIX
MBIIII] HOT OBLIO IOJYYeHO OT JIETKON IO YMEpeHHOM
CTETIeHU MOBBIIICHNE CUTHAIA T2 OT BOIBI, 1T0 MEHBIIICH
Mepe Ha | n3 2 CKaHMpPOBaHMIT B TedeHMe Toma. B aTmx
MBIIIIIAX IPOTPECCUPOBaHNE NeTeHepaTUBHBIX M3MECHEHUIA
ObLI0 IpUMEPHO Ha 35 % GbIcTpee, YeM B MBILILAX C HOP-
MaJIbHBIM curHaoM T2 [31]. st pa3HBIX MBIIIIL CYIIIECT-
BYET IOCTOBEPHAST KOPPEJIALMS MEXKIY CPeTHUM 3HAUCHUEM
curHaja T2 u cpegHell CKOPOCTHIO XMUPOBOIT MH(MMIBTpa-
Ouu. Y TAIMeHTOB C JINIe-TIIeUe-I0IaTOIYHON MBIIIICUHOM
IUCTpodureil OBUIO TTOKa3aHO, YTO B MBIIIIIIAX C TUTICPHH-
TeHcuBHOCTHIO Ha T2-BU B manbHelieM oToopaxkaioTcs
CYIIIECTBEHHBIC KMPOBBIC NEeTCHEPATUBHBIC M3MCHCHMS
[47, 48]. Takue HaOIIOIEHUS SIBISIOTCS OCHOBHBIMU B Cy-
KICHUM O TT0JTh3¢e MpuMeHeHMsT T2-cuTrHajia BOIbI B MBIIII-
max B KadecTBe OMOMapKepa aKTHMBHOCTH IIpoliecca
TIpY HEPBHO-MBIIIEYHBIX 00JIC3HSIX.

MHorme BOIpPOCHI OCTAIOTCs HepellleHHBIMU. OnuH
W3 HUX — OTKJIMK cuTHaia T2 OT BOAbI B MBIIIIIaX HA 9KC-
npeccuio nuctpoduHa y manueHton ¢ [IMJI dronieHHa,
MPUHAMAIOIINX KOPTUKOCTEpOMIbl. Tepamnus cteporgamMu
BO3BpalllaeT MoKa3aTeJdd CUTHaja T2 OoT BOOBI IOYTH
K HOpMAaJIBHBIM 3HAYCHUSIM, ¥ HESICHO, OYIIeT JTN yBeJT4e-
HUE 9KCIIPEeCCUN TUCTpoHA, KOTOpasi CBsI3aHa C TIPOITY-
CKOM 3K30Ha, IMPUBOIUTH K MaJbHEHIIEMYy CHUKCHUIO
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curHama T2. IlpenBaputeabHbIe HAOTIOACHUSI TOBOPSIT,
YTO, CKOpee BCero, 00OHAPYKUTH 3TO OyAeT BeChbMa CJIOXHO
(JTMIHBIC HAOIIONCHUS aBTOPOB).

MeTomoiorn4ecKre BOIIPOCHI IeJIal0T TOUHOE OIIpe-
nIejeHne curHajga T2 oT Boabl B MBIIIIAX CIOXHOM 3ama-
yeit. Ml TIoIpoOHO 00CYAMIN TPYIHOCTH, BO3HUKAIOLIVE TTPU
XKUPOBOIT MHOMUIBTPAIIN U XHUPOBOM 3aMEIICHUM MBbI-
IeYHOM TKaHU. [ToayInTh ITOTHOE TTOgaBIeHNE CUTHAJIA
OT XMpa Ype3BhIUaitHO cJIOXHO. KojlebaHMsI B HECKOIBKO
MIPOIICHTOB BJIMSIOT Ha OIIeHKY curHama T2 ot Bogbl. Ce-
TONHS IIPEAINOYTEHNWE OTMAeTCS METOHaM, KOTOpHIE
HE CTOJIbKO MUHVUMU3UPYIOT CUTHAJ OT KUpa, CKOJIBKO
MMO3BOJISTIOT Pa3IyaTh CUTHAJBI OT BOABI M KMpa, OCHO-
BBIBasSICh HA XMMUYECKOM CABUTE VJIU PA3TMIMSIX B CUTHA-
nax T2 Bo BpeMsI caMOT0 MCCJICIOBAHUS YUIN TTOCIICAYIO-
el 00padboTku maHHbIX. UX He Tak MHOTO, U Hanboee
YaCcTO MCIOJIb3yeMBbIe OCHOBAaHBI HA IIPUMEHEHN MHOXKECT-
BEHHBIX CUTHAJIOB CITMH-3X0 B pexkxume CPMG 1 TTOKpHI-
BalOT OOJIBITION TATIa30H BPeMEHH TOSBIICHHS 9X0O-CUTHAIIA
(echo-times, TE). B pexxume Dixon cxema paznenieHusI BO-
ITBI ¥ XKMPa, BKIIIOYCHHAs! B IMarpaMMy MYJIBTH-CITMH-3X0,
MO3BOJISIET UCITOJb30BaTh nocaeaoBarebHocTU IDEAL—
CPMG [49]. dpyroii crtoco0 3aKiIF09aeTcsT B BRITIOJTHEHUHT
TPEX3KCIIOHECHIIMAIBHOTO TIPUOJIKEHUS K PacIiagy CHT-
HaJla TTOCJIeI0BaTeIbHOCTEM MYJTBTH-CITMH-3X0. C yaeToM
TOTO, YTO MEXIY CUTHAJIOM T2 OT BOIBI M XKMpa CYIIIECTBY-
eT OOJIBIIas Pa3HMIIA, JAHHBII METOM ITO3BOJISIET 2 (MEKTUB-
HO pa3nesinThb 2 KoMmmoHeHTa [28]. [TocKoIbKy 3T0O JOCTH-
raeTcs IpHY ITOCTIeAyIoIell 00paboTKe U aHAIM3NpyeMast
ITOCJIEAOBATEIBHOCTD SIBJISIETCSI CTAHTAPTHOM TSI OOJIb-
murHcTBa MP-CcKaHepoB, 3T0 JaeT BO3MOXKHOCTD MCITOJIb-
30BaTh JAHHBII METOI B MYJIBTULICHTPOBBIX NCCIICIOBAHNSX.

TouHoe n3mepeHue curHaia T2 ob6s3arenbHO. B mo-
CJIeIOBATEIEHOCTSIX MYJIBTH-CITMTH-3X0 BO30YKICHUE U Pe-
doxycupyeMble UMITYJIbCHI JTOJDKHBI TOYHO YCTAHABIMBATE-
csg Ha 90° 1 180° cootBeTcTBeHHO. EC/i 3TOTO HE CHenarh,
TO CUTHAJI 3aTyXaeT CIWIIKOM OBICTPO W HEBO3MOXKHO
OLICHUTDH 3(P(PEKTUBHBIN TPAgUEHT TTOBPEXICHMS, KOTO-
PBIiT peKo, HO MOXET UMETh MECTO B KIIMHUYECKOM TTpaK-
TKe. Takke BO3MOXHO CIIMIITKOM MEICHHOE 3aTyXaHHe
CHWTHAJIa, €CJIM HEWMCKAaXXCHHBI CHTHAJI, BOSHUKAIOIINIA
W3 CTUMYJIUPOBAHHOTO 3X0, J00ABIISIETCS K CITMH-3X0 [50].
[MpakTaeckoe perieHre COCTOUT B TOM, YTOOHI CBSI3aTh
nocaeaoBaTeaIbHOCTh MyabTU- T E-criH-3X0 ¢ Apyroii mo-
CJIeI0BaTeIbHOCTRIO, KOTOpast oToOpaxkaer B1-1one u maer
TOYHBIN DIIUIT-yTOJ (YTOJI IOBOPOTA, TTApaMeTp MOCIEeI0-
BaTeJIbHOCTH MMIIYJILCOB, KOTOPHIN YKa3bIBaeT Ha YTroJl
OTKJIOHCHHSI CYMMapHOTO BEKTOpa HAMarHMYCHHOCTH),
noay4yaeMblii B KaxkgoM Bokcene [51]. Ecnu 3HaueHust
OTJINYAIOTCS OT 3aJaHHBIX, BEI3BIBAIOIINI COMHEHIE BOK-
ceJib uckimovaercs n3 T2-kapTupoBanud [28]. MeTonnde-
CKH 3TO OCYIIECTBIISIETCS TTPOCTO U 3(P(HEKTUBHO U B TO XKe
BpeMsI YCTpaHSIeT 3HAUMTENIPHYIO 9acTh BOKCEJICH B 30HE
cnab6oii Bl-romorenHoctr. CyllieCTBYIOT MHBIE pellIeHUS],
YacTh M3 KOTOPBIX HAXOMWTCSI B MPOIECCEe peaTn3alnin
IJIST KITAHUYIECKUX MCCIenoBaHni. BMecTo aKCImoHeHITN -

aJTbHOTO TIPHMOJIKEHUS CHYKEHUST CUTHAJIA MOIEIIN IIJIST
OOJIBITICH TOYHOCTU MOTYT OBITh PeaTM30BaHBI TPACKTOPUH
KaK CITMH-3X0, TaK ¥ CTUMYJIMPOBAHHOE X0, YTO CHIKAET
HeobOxoaumocTh Bl-kaptupoBanus. Hanpumep, paciiu-
pernble ha3oBble rpaduku (Extended Phase Graphs, EPG)
¢ dhopmanmzmom [aMmIBETOHA SIBIITFOTCSI MOIITHBIM WHCTPY-
MEHTOM [IJIST TIOHMMAaHUS W OIMCAaHUs HaMarHUYWBaHUS
B IIPOM3BOJIbHOIT MHOTOMMITYJILCHOIT M P-T10C/TIe fOBaTe Th-
HOCTH TIpY Pa3HBIX OrpaHNIeHUSIX penakcaruu B T1 u T2.
HepnaBHo R.M. Lebel n A.H. Wilman nipeaioxunu Mmoae-
JmpoBath MSME-curnan, ucnonn3ysa gpopmannsm EPG
115t TouHoi T2-penakcomerpuu [52]. W.D. Rooney u co-
aBT. TIPSIOXKMIN TIPUMEHATh MofennpoBanne EPG ms
VIYJIIEHWS] COTJIACOBAHHOCTH M TOYHOCTH T2-KapTHUpoBa-
HUS IPY CKAHUPOBAHWY MBI B Pa3IMYHBIX LIEHTpax [53].

B KIMHWYECKMX WCCIeIOBaHUSIX BaXHA TOYHOCTB,
a TaKke MMCKPUMHWHAIIMOHHASI CIIOCOOHOCTh TEXHMKM.
HccnenoBanne Tpu M3MEPEHMSIX CUTHajda T2 OT BOIBI
MOKHO YIIPOCTHTD 3a CUET TOTO, YTO JaXKe eCIT M3MEPEHIE
SIBJISIETCSI HETOUHBIM M3-3a IITyMa OT CTUMYJIMPYEMOTO 3Xa,
OHO OCTaeTCsl YyBCTBUTEIBHBIM K PE3yJIbTaTy IMaToJIOTH-
YECKMX N3MEHEHUI 1 BMEIIATEIBCTB. DTO OBIIIO ITOKa3aHO
B KJIMHAYECKOM MCCIICAOBAHNH, TIIe U3MEPEHHOE KOHTP-
OJIbHOE 3HaueHMe cuTHaia T2 ObIIO MOUYTH B 2 pa3a BEIIIE
peanabHOTO. TeM He MeHee HaJW4YMe BOCHAJICHUS U II0-
JIOXKUTEJIBHBIX CABUTOB B pe3yJIbTaTe IpreMa CTEPOUIOB
OBUIO 3apErNCTPUPOBAHO JOKHBIM 00pa3oM [32].

CBA3U MEXAY (DYHKUUOHANbHbIMU

U MarHumHo-pe3oHaHCHbIMU Kpumepuamu oyeHRU

3a4acTyio BBI3BIBACT MHTEPEC BOIIPOC, MUMECTCS JIN
CBSI3b MEXIY pe3yIbTaTaMM aHaJIN3a METULIMHCKIX U30-
OpakeHU ¥ TaHHBIMHM, TTOTYIeHHBIMU ITOCTIC MCITOIb30-
BaHUS CTAaHAAPTHBIX (DYHKIIMOHAJIBLHBIX TECTOB CKEJIETHOM
MYCKYJIATypBI, T. €. KoppeaupyeT 1 MP-tomorpacdus (MPT)
¢ (byHKIIME# MBIIIIE U B KaKoi cTterieHr. OTBET Ha 3TOT
BOIIPOC M3BECTEH: [1a, KOPPEIISALMSI MEXIY STUMH 2 METO-
JaMU CYIIIECTBYeT, a KO3(MUIIMEHT KOPPEISILIUNA OOBIIHO
coctasisiet 0,7. SlcHO, 4TO (pyHKIIMOHATTBHBIE BO3MOXHO-
CTH MBIIIIIBI B 3HAYNUTEIFHOM CTETICHH 3aBUCST OT MbIIIICU-
HOM MacCHI ¥ CTPYKTYPHBI TKaH!. DTO OBIJIO TIOKA3aHO YXKe
B CaMBIX TIEPBBIX UCCIICIOBAHMSIX C MCITOIh30BaHUEM Kaue-
CTBEHHBIX TTOKa3aTesieii JKNPOBBIX AeTCHEPATUBHEBIX N3ME-
HeHmit y mauneHToB ¢ [TM/I TromreHHa [54] v moaTBepau-
JIOCh BO BCEX IOC/ELyIOINX myomukaumsx [24, 55—60].
HomoyHNTEIbHBIC TOKA3aTeIbCTBA OBLIM MOJYYCHBI IIPU
00cIemoBaHNY TTALIMEHTOB ¢ MUOTOHMYECKOM TUCTPOUEH
I tuma [61], 6onesubio lllapko—Mapu—Tyra 1A timna u Mu-
03UTOM C BKJIIOUEHUEM TeJiell [62], a TakKe Mpy IMOopakeHUI
pOTaTOPHOI MaHXeTHI [63] 1 ecTecTBEHHOM crapeHnu [64].
JlormaHO, YTO CHJIa MBIIIILT OOJIBIIIE KOPPEIPYET C OCTATOU-
HOI COKpaTUTETbHOM Maccoii [59], 4eM ¢ TIPOLIEHTOM KIPO-
BoW nHMMIBTpamn [60].

ITprmepoM KOMITTEMEHTapHOCTH MeToma (POPMUIPOBAHIST
MEIUIIMHCKMX M300pakeHUI 1 (PYHKIIMOHAIEHBIX METOIOB
SIBJISTIOTCST PE3YJIBTAaThl MCCICIOBAHUI C COIIOCTaBIICHUEM
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COKPATUTEJIbHBIX CBOMCTB MBIIILIBI U TUTOILAAN €€ TTONepey-
HOTO CeYeHMsI, HalIpaBJICHHBIC Ha BBISICHEHNE, HACKOJIBKO
CHIDKEHME CYUTBI MBI, VJIM TaK HAa3bIBAEMOTO «TOPKa»
(oT aHTI. torque — KPYTSIIAIT MOMEHT, eIMHUIIA CUJIBI),
onpenesieTcs TUIToTpodueii 1 arpodreii MBIIIIBL, VI OHO
CBSI3aHO C U3MEHEHHMEM COKPATUTEIFHBIX CBOMCTB MBIIII-
1bl. Y ManbpunkoB ¢ [IM/I [droieHHa cuia MopakeHHbIX
MBIIIII OCTaBaIaCh aHOMAJIBHO HU3KOM, €CJIM TTepeCUNTHI-
BaTh €€ OTHOCUTEJIBHO OCTABIIIEICSI MACCHI COKPATUTETh-
HOI1 TKaHM, YTO CBUACTEIBbCTBYET O HAPYIICHNN COKpaTH-
TEJIbHBIX CBOMCTB IUCTPOGUUHOI MBIIIIEHI [58, 59].

CylIecTBYIOT U APYyTHe aKTyaJbHBIC BOIPOCHL. YTO
MIPEACTABIISIET COOOM BpeMEHHAS CBSA3b MEXIY M3MEHCHM -
SIMM B COCTaBE MBIIII ¥ (DYHKIIMOHATLHBIMA U3MECHEHMUSI -
mu? Heorry0amKoBaHHBIE TaHHEIE, TOJIOXEHHBIC HA KOH-
rpecce World Muscle Society rpymnmoii, 3aHuMaromeiics
aHaJIM30M MEIULIMHCKUX M300paxeHuit npu [IMJI -
mIeHHa [65], CBUIOETENBCTBYIOT O TOM, YTO YBEJIMYEHUE
KUPOBOM (DpaKLIMK B MBIIIIIAX HOT Y MaJIbunKoB ¢ [TM/]
HioueHHa 10 60 % cylleCTBEHHO He BIUSIET Ha Pe3yJIbTa-
THI TecTa 6-MMHYTHOW X0nb0bl (6MWT). B0 mo3BoJsieT
HCIIOJIh30BaTh N3MEHEHUSI, OOHAPYKMBaeMbIe TIPH BU3Y-
aan3alii, B Ka4eCcTBe MPEIUKTOPa KIMHUYISCKOTO IIPO-
rHo3a. JlaHHoe HaOMIOACHME MMEET BaXHOE 3HAYCHUE
1 TpeOyeT MOATBepXKIeHUS. B mpyrmx mcciaemoBaHUSIX
y nauueHToB ¢ [TM/J] JroieHHa OblLJI0 MOKa3aHO, YTO CHU-
>KEHME CHJTBI MBIIIIT ITPOMCXOIUT MapalIeIbHO C HapacTa-
HMEM XHUPOBOU JeTeHEepalliy MBIIIIIEI [58, 59], a B MBIIIIIIax
MIPEITIICYbsT MOXET JTaxXKe MPEIIeCTBOBATh TUCTpODIIe-
CKMM U3MEHEHMAM [66].

Jpyrue BaxXHBIE BOIPOCH — MTUCKPUMUHAIIMOHHAS
CIIOCOOHOCTh U MH(POPMATUBHOCTH METOIOB (DYHKIINO-
HaJIbHOM TMAarHOCTHKH. Kak MCcmoib30BaTh MOydaeMbIe
OMOMapKephl C YIETOM MX ITOJIC3HOCTH IIPU BBISIBICHUU
Jaxke MUHUMAaJIBHBIX M3MEHEHUI B pe3ysIbraTe TepareB-
THYECKOTO BMEIIATEILCTBA Ha MAJIBIX BRIOOPKaX OOJTbHBIX?
ITockosbKy OHM HE 3aBUCAT OT CYOBEKTUBHOW OIICHKHU
COCTOSTHUSI M1 UMEIOT BBICOKYIO BOCITPOM3BOIUMOCTD, OOJIb-
LIMHCTBO KonnvecTBeHHbIX M PT-1oka3zateneit — nyuiluve
KaHIWIATHI IS TIOATBepKAeHUS 3ddeKTa © MOHUTOPUH-
ra pe3ynsraToB Teparuu [67, 68]. JJlaHHbII BBIBOJ OCHOBAH
Ha TIPEAIIOIOXEHNUN O TOM, YTO TepaIlleBTUUECKOe BeIlle-
CTBO OyIeT BBI3BIBaTh OMMHAKOBYIO CTeTIeHb M3MEHEHUI
IIPY BCeX BO3MOXHBIX METOAAX OLIEHKH pe3yIbTaToB, 4To,
OIOHAKO, HE COOTBETCTBYET ACUCTBUTEIBHOCTHU. Botpoc
OCTaeTCs OTKPHITBIM, M JaXe €CIM OH He OyIeT pelleH,
OCHOBHBIM qocTOMHCTBOM MPT-nccienoBaHus sIBIISICTCS
MEHBIIIasi 3aBUCMMOCTD ITOJIy9aeMBIX Pe3yJBTaTOB OT CO-
TPYOIHUYECTBA C TTAIIUEHTOM.

Haiu sHTy3uasm ucnonb3oBanuss MPT B kauectBe
WHCTPYMEHTA IIJII M3MEPEHUST pe3yiIbraTa TepareBTHIC-
CKOTO BO3IEHCTBUS CTAIKUBAETCS cO cKenTuimaMoM FDA
(Food and Drug Administration — YrpapiieHue 110 CaHU-
TapHOMY HaA30py 3a KadeCTBOM IIMIIECBBIX ITPOIYKTOB
n MeagukamMeHToB, CIIIA), BBEICTYMAIOMIETO IIPOTUB IIPH-
MEHEHMS JAaHHOTO MeToHa ISl OIeHKH 3((EeKTUBHOCTU

npenapara apucanepceHa npu [1M/] /lroiieHHa Ij1s1 CKUII-
MMMHTa 3K30Ha 51. 3aKOHOmATeIbHBIC OPTaHbI BHIPA3UIIN
03a009eHHOCTB IO TIOBOIY MHOT000pa3us IiaTdopM dhop-
MMPOBaHMS N300pakeHUI, pa3INIMil B CXeMax BU3yaJli-
3alMH 1 TApaMETPOB ITOIyICHUS N300pakeHUI 1 TIPOIIe-
IIyp aHaJIM3a N300PaKeHMI C NCITOIh30BaHUEM PACUSTHBIX
nepemeHHbIXx MPT. BoickazaHbl 3aMedyaHMsI 110 KOHTPOJIIO
KavyeCcTBa CTAOMIBHOCTH CUCTEMBI 1 OLICHKE BOCIIPOM3BO-
IAMOCTH pe3yiabraToB. Bo3paskeHUs Kacaluch TOTO, YTO
OXMIAeMBIi 3(PGhEKT OT JIeUeHUs TOJDKEH 0OHAPYKBATHCS
HE3aBMCHUMO OT HCIIOJIb30BAHHOTO 000pymoBaHus. Takke
KPUTHUKOBAJINCH MaJIble 00BheMBI BEIOOPOK OOCIIeTyeMBIX.
Brum BeICKa3aHBI COMHEHMSI B KOPPEKTHOCTH OOHapy-
JKEHHBIX cOOTHOIIeHNT MPT-TiepeMeHHBIX 1 pe3yIbTaToOB
(bYHKIIMOHAIBLHBIX METONOB H3MepeHuit. MHTepecHO,
YTO BHOBh BO3HHMKIIA ITyTAaHWUIIA MEXIY OOIIMM CUTHAIIOM
T2 OT MBILILL 1 CUTHAJIOM 12 OT BOIBI B MBILILAX. YIOBJIET-
BopuTh TpeboBaHue FDA 10 mojsiHOMYy corjiacoBaHUIO
TEXHUYECKUX MPOLIECCOB C BBIUMCIUTEIbHBIMUA CUCTEMAMU
HEBO3MOXHO C TEXHUYECKOI TOUKM 3peHus. EqmHcTBeH-
HBII CITOCO0 yOEIUTh PETYJIUPYIOIINE OPraHbl B BBICOKOM
nHopmaTuBHOCTY MPT-13MepeHMii — npeaocTaBiIeHNE
JIOKa3aHHBIX PEe3YJIBTaTOB, KOTOPHIC TTO3BOJISIOT CO3AaBaTh
IMapaMeTpUUIeCKIE KapThl, a TAKXKe IEMOHCTPALIVS HE3aBH-
CHMOCTH TTOJTyYE€HHBIX Pe3yJIBTaTOB OTHOCUTEIBLHO Pa3in-
YU B YCJIOBUSX TTOTYJEHMS TaHHBIX.

OO6HapyXeHne 6IOMapKePOB, TTO3BOJISIONINX HA paH-
HUX CTaIusSX Pa3BUTHUs OOJIC3HU MpeacKa3aTh e¢ MCXOI,
a TaKKe CTeNeHb BO3MOXHBIX (DYHKIIMOHAIBHBIX MJIN aHa-
TOMUYECKUX M3MECHEHUH, SIBJISICTCSI OKOHUYATETbHBIM JOKa-
3aTeJILCTBOM B MOIb3y nHpopMaTuBHoctu MPT. Ucnonb-
30BaHKE B OHKOJIOTUM WHAeKCcOB MPT-cnekTpockonmu
oKa3aJio, 4YTO C UX IMTOMOILIbIO TTOJOXUTEIbHYIO PEAKIIMIO
Ha JIeYeHNE MOXHO IIpeacKas3aTh IO J1000ro Mopdo-
JIOTUYECKOTO MPU3HaKa perpecca omyxosu [69—71]. dus
HEPBHO-MBIIICYHBIX OO0JIE3HEH BBIACICHNE IOTOOHBIX
MapKepoB — JIeJI0 OYIyIIero. YpoBeHb aKTUBHOCTH MBIIIICY-
HOM (pochommacTepasbl — KAHIUAATHBII MapKep MBIIITEY-
HOM TUCcTpodrH, IPH KOTOPOI IIPOMCXOINT ITOBBIIIICHIE
YPOBHSI (pepMeHTa B CBSI3U C YBeJIMUCHHUEM METa0O0IM3Ma
MeMOpaHHBIX (hochoaUIUAOB [72—75], 4TO TIpOSBIsIETCS
O4YEeHb paHo IIpU BKCHpeccun aguctpoduna [16].

[1py HEPBHO-MBITIIEYHBIX 00JIE3HSIX UMEECTCS 3HAUM -
TEJIbHO OOJIBIIIE TIPWYMH IS COTIOCTABICHUS (DYHKITNO-
HaJbHBIX U BM3yaJdM3alMOHHBIX OMoMapkepoB. JIioObie
OTKJIOHEHHUSI W HECOOTBETCTBMSI MEXIY BBIOpaHHBIMU
MapKepaMU JOJDKHBI JeTATbHO paccMaTprBaThCs. Pasragka
3TUX MEXAaHU3MOB OyIIEeT YBEJIMUUBATh HAlLIK 3HAHUSI, B TO
BpeMsI KaK CO3eplIaHie UIeaTbHOTO COBITAIeHMS O0HaIe-
JKMBAET, HO HU K YeMy He IIPUBOINT.

Ponb MarHumu1o-pe3oHaHcHoll cnekmpockonuu no *'P

B KayecmBe Memofa OUeHKu

MP-cnekTpockonusi in vivo SIBASIETCSI MOILIHBIM UHCTPY-
MCHTOM HEMHBA3WBHOTI'O MCCJIICAOBAHUA SHCPIETUYCCKOIO
MeTadoIM3Ma B CKEJIETHBIX MbIIIIAX C ITIOMOUIBIO aHAJIN3a
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M0 HamboJIee YacTO MCIOJB3YeMBIM aTOMaM: BOIOPOIY
('H), docdopy (*'P) u yrnepoay ('3C) [76]. MP-crekr-
pockornusi 1o 3'P BBISIBJISIET 1 ONpeesisieT KOJTMYECTBO KITIO-
YeBBIX SHEPreTUIECKUX METaboanTOB, (PochoKpeaTHHa,
ageHo3uHTpUdOochara (ATP) u HeopraHUIecKoro doc-
dara [77], a Takxe U3MepsieT BHYTPUKIIETOUHBIIA BOAOPO/I-
HbIi mokazaTeab kuciaoTHoctu (pH). Meton mo3BoJisieT
OIpeAeIISITE KOHIICHTPAIIMIO CBOOOTHOTO IIMTO30JIbHOTO
aneHo3nHaudochara (AAD), OKHCIUTETBHYIO U HEO-
KACIUTEIbHYIO TTpoayKunio AT®. C moMoIIbIo OTHOCH-
TEJIEHO TIPOCTOTO MCITOIb30BAHMSI TTIOBEPXHOCTHBIX KATYIIIEK,
PaCIOIOXKEHHBIX HEIOCPEACTBEHHO Ha MHTEPECYIOIIEM
cermeHTe, MP-criekrpockonus o *'P gama MHOXeCTBO
OeclieHHOM MHPOpMAIMK 00 SHEPTreTHIECKIX IIPoIieccax
B MBIIIIIIE, MX PETYIMPOBAHNY BO BpeMST (DM3NICCKIX YITPaK-
HEHWI 1 YCTOMYMBOCTHY K HApYIICHUSM B pe3yJIbTaTte 60-
ne3neit [78—80]. o mocnenHero BpeMeHn MP-criekTpo-
CKONHMSI HE WTIpajia CYIICCTBEHHON POJIM B KadyecTBe
WHCTPYMEHTA OLICHKM Pe3yJIbTaTa BO3ICHCTBIS IIPU HEPB-
HO-MBIIIICYHBIX 00JIC3HSX, 32 NCKIIOUCHUEM ITPOTPECCH-
pYIOIIEei MBIIIIEYHOH TUCTpOPUN.

3a romsl 10 oTKpeITHs reHa DMD (Duchenne muscular
dystrophy, Muogucrpodun J1oleHHa) 1 MyTalliii B TCHE
IucTpodrHa pa3BUTHE HAPYIICHUI B MBIIIIIIAX Y MaJTbUH-
koB ¢ [IM]JI droiuieHHa ObLJIO OMKUCAHO C oMol MP-
criekrpockonuu 110 3'P [72, 79, 81]. HTepecHO, 4TO n3Me-
HEHMUS TTOJTYICHBI B COCTOSTHUM TIOKOSI, 9YTO 3HAYUTEIEHO
o0JleryaeT WX BBISIBIICHUE W CBUACTEIBCTBYET B IOJIB3Y
aHOMaJIMI Ha Pa3HBIX CYOKJIETOYHBIX YPOBHSIX: B MUTO-
XOHIIPUSIX, COKPATUTEIIFHOM arIiapaTe M, caMoe TJIABHOE,
capkoruia3MaTudeckoil MeMopane [74, 82—84]. Benencr-
BHE Pa3BUTHSI MBIIIICUHOM aTPOMIH 1 XKIUPOBOTO 3aMEIICHUS
o011Iee KOMM4ecTBO P-coemnmHeHniA HU3KOE M CHIKACTCS
cooTHomeHne KpearnHdpocdata/ATD, yTto yKasbIBaeT
Ha IOTePIO0 COKPATUTEIIPHON CITOCOOHOCTH TKAaHU, TIOBBI-
IIaeTcss COOTHOINCHWE HeopraHmJYecKuii docdar/Kpea-
TrHMOCchAaT, MPUBOAS K yBemueHUIo ypoBHsI AJID B cocTo-
STHUM TIOKOSI, 9TO, B CBOIO OUYepeIb, TOBOPUT O HAPYIIICHUN
PEeTyIsSIlInY MUTOXOHAPHUAITLHOTO OKCUIATUBHOTO (oC-
dopmmpoBaHUA W/WIM aHOMAJBbHOI SHEPreTUYECKOU
ITOTPEOHOCTH IS TTOMIEePXKAHMSI MIOHHOTO TOMeOCTa3a, He-
CMOTPS Ha MOBPEXICHHBIC KJIETOYHBIE MeMOpaHbl. BHy-
TPUKIIETOYHBIN pH cTaHOBUTCS IIEIOYHBIM, TOUHEE, 3aMe-
TEH ITyJI HeOpraHM4ecKoro (ocdara mpu 060j1ee BEICOKOM
3HaYeHN pH BcemcTBre MOBpeXKIeHUS AUCTPODUIECKIX
KJIETOK U/WIN pacIIMpeHNs MEXKICTOUHOTO ITPOCTPaH-
cTBa 3a cueT (pundpo3a [85]. HakoHell, He mOCIeTHIO POJhb
WTpPAET IMOBBIIIEHNE aKTUBHOCTH (pochommacTepassl, B OC-
HOBHOM 3a CYeT Tunepodoc(oxXoimHa, 9TO SBIISICTCS
ITOKa3aTeJIeM YCKOPEHHOTO MeMOpaHHOTO (pochomnmmm-
HOTo 0OMeHa B AUCTPODUICCKIX MUOIINTAX.

JnHaMmyecKoe HaOMIOIeHNE SHEPIeTUIeCKUX IPO-
LIECCOB B MBILILIAX ¢ onpeaeneHuemM 3'P paHee He IpOBO-
IWI0Ch 11 MaaburkoB ¢ [TM/I [dronieHHa. Y nmauueHToB
¢ I[IM]1 bexkepa u matepeit — Hocuteneit [IM/1 dromieH-
Ha—bekKkepa ObUIM 3aperuCTPUPOBAaHBI AHOMAJIMU PEry-

sy pH Bo BpeMs 1 1Tociie PU3MIeCKUX yIpaXKHEeHUH,
OITHAKO 3aKOHOMEPHOCTE! N3MEeHEHNI He BEISIBICHO [73,
83, 86—88]. OTMeueHO yBeIMYeHUE WIIA HApYyILIEHNE T -
KOJIMTUIECKOM aKTUBHOCTH, B TO BpeMsI KaK OKHCITATEIb-
Hoe dochoprmimpoBaHUe Yallle BCETO OCTaBaJlOCh HOP-
ManbpHBIM [57, 73, 83, 89]. B memom pe3ynbratel Ha ¢hoHE
(bm3mYecKoit Harpy3Ku ObLTH 3HAYMTEIBHO 00JIee pa3po3-
HEHHBIMU 1 HE OTJINYAINCH YCTOMUMBBIM ITOCTOSTHCTBOM,
HaOJII0TaeMBbIM B ITOKOE.

TsoKecThb CIIeKTpaibHbIX U3MeHEHUI 110 3'P, n3mepeH-
Hasl B TIOKO€, KOPPeINpOBajia ¢ TSLKECThIO 00JIe3HH, KaK
3TO ObLIO ONMCAHO paHee ISl KEHIIMH — HocuTeser [TM]]
HMromeHHa—bekkepa, mauyeHtoB ¢ [IM/] bekkepa u Majib-
ynkoB ¢ [IM/] /TromrenHa [73]. bosee BeipaxkeHHbIE CIIEK-
TpajJbHbIC HAPYIIEHUS B MBILILAX CTUOaTeNeil manabLeB
npu [IM/] [JiomieHHa ObUIY BBISIBJIEHBI Y ALIUEHTOB, T1e-
pPECTaBIINX MEPEIBUTATECS CAMOCTOSATEBHO, TI0 CpaBHE-
HUIO ¢ aMOyIaTOpHEIMU TTaiieHTamu [74]. IToka3aHo, uTto
y OOJIBHBIX C JIMIIE-IUICYE-JIONMAaTOYHOM MBIIIEYHOM AHC-
Tpodueii ymenbeHue otHomeHus: PCr/AT® coBnamaeT
C MOMEHTOM Hauajia ObICTPOTO pa3pyIIeHUs MBIIICYHBIX
BOJIOKOH M 3aMEHOM UX agurionuTamu [48].

C apyroit CTOPOHBI, TP MOHUTOPUHTE M3MEHECHUI
B TeUYeHHUE | Toma B MBIIIIIIAX CTHOATEICH TAIbIIEB Y MaJThb-
yukoB ¢ [IM/] diolieHHa rporpeccupoBaHue ObLIO 3HA-
YUTEJBHBIM Y TTAIIMEHTOB, MTEPECTABIINX ITePEABUATATHCS
CaMOCTOSATENBHO [66]. Y XKMBOTHOI MOIEIN MBIIIEYHON
nuctpodun (cobak MOPOIBI 30JI0TUCTHIN PeTpUBEp) Tie-
penHsISI KOHEYHOCTD OblJIa JIeueHa aieHOBUPYCOM, BBI3BI-
BaIOIINM BHUPYCOITOCPEIOBaHHBIN cKUTIIMHT U7-3K30Ha,
YTO TIPUBOIMIIO K ITOBBIIICHUIO TTMKA (PochoamacTepassl
BIUIOTH 10 HOPMAJIBHBIX 3HaYeHui [16].

HecMoTpst Ha HEOTHOPOTHOCTB MOTYIaeMBIX Pe3yiThb-
TaToOB, BCe HAOMIONCHMST YOSOUTEIILHO CBUICTEIBLCTBYIOT
0 TOM, UTO CHIeKTpocKoIus 110 *' P 1 0c0GeHHO aKTUBHOCTh
dochommacTepaspl MOTYT MPEIOCTABUTH ITOJIE3HBIC OMO-
MapKephl Ui 00OHAPYKeHUST peaKIIMU MBIIICYHON TKaHU
Ha 3Kcnpeccuio nucrpoduna. MP-criekrpockornust mo >'P
OLICHMBAET LEJIOCTHOCTh U CTAOMJILHOCTh CapKoILIa3Ma-
THYEeCKOM MeMOpaHBI, a TIPU BBISIBJICHUM OIIpEeIeICHHOM
CeIM(UIHOCTH TOITOTHSIET OOINyI0 MHDOPMAIIUIO, T10-
JIydaeMylo 110 XupoBoit (ppakium n T2-KapTHpOoBaHUIO.
IIpencrasmsier uHTEpPeC TOT akT, yTo oTHOImeHNe PDE/
AT® mioBbIIIaeTcd B MbIIIax nammueHToB ¢ [TMJI bekke-
pa 6e3 3HAUMMOTO YBEINICHHMS KNPOBOM MHPWIBTpALINI
[75]. IIpenanonaraeTcsi, YTO 3TO MOXKET ObITh CAMBIM paH-
HUM MapKepoM JUCTPOGHUIECKOTO IIpoIiecca, B TO BPeMs
KaK curHai T2 oT BOAbl He aeT pe3yJbTaToB B 3TOM ke
BeIOOpKe mauneHToB [30].

Memopbl thopmupoBaHus

MarHumHo-pe3oHaHcHbIX u3o6pamenu,

HaxopAwuecs B cmaguu paspaGomru

UccnenmoBanus B 061acTi pa3padOTKU METOIOB (op-
mupoBaHus MPT-1306paxeHnit mpoBOAsATCS B 2 HampaB-
JICHUSIX:
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» onpeneneHue HoBbIX MPT-mocnemoBaTenbHOCTEH,
OTPAXKAMOIINX BaXXHBIC THCTOJIOTUYECKUE, (DU3NOIIO-
TUIeCKrue W OMOXMMHMYECKNE M3MEHEHMSI, KOTOPhIC
HEBO3MOXHO MOHUTOPUPOBATH NMMEIOIIMMUCS CTaH-
JIapTHBIMM cITocobamu. B mepByto ouepens 3To Kaca-
ercs ¢rbdpo3a, MUKPOCOCYIMCTBIX HAPYIIICHMIA;

* UCITOJIb30BaHME CYIIECTBYIONINX MJIN pa3pab0TKa HO-
BBIX KOHTPACTHBIX areHTOB IJis1 TipuMeHeHus1 B MPT
IIJIST TIOJTYYeHMST MOTIOTHUTEIbHBIX XapaKTePUCTUK OT
MMOpaXXeHHBIX CKEJIETHBIX MBIIIIIT, Haripumep B T1-110-
CJICIOBATEIbHOCTH WUIN TIPU U3MEpeHNH TUhGy3UH.
®ubpo3. 3ameleHNe MOMEPEYHOIOIOCATHIX MBIIIII]

COCIMHUTEIFHOM TKaHBIO, B OCHOBHOM KOJUIATCHOM, SIB-
JISIETCST APYTUM BUIOM IeTeHEepaTUBHBIX U3MEHEHMI, KO-
TOpbIe OOHAPYXMWBAIOTCS B MBIIIIAX MPU XPOHUIECKUX
IMaToJIoTH4YeCKUX Tpotieccax [90—92]. ®ubdpo3 Hemocpe-
CTBEHHO BJIMSIET Ha COKPATUTEIbHYIO (DYHKITMIO MBIIIIII,
IMpyYeM B OOJBIICH CTETICHM, YeM XUpPOoBas WHQWIBT-
paumsi, Yb¢ BpeIOHOCHOE ACHCTBIE pa3BUBACTCSI OTIOCPE-
IOBAaHHO B pe3yJibTaTe yTpaThl COKPATUTEILHOM TKaHM.
®Oubdpo3 SHIOMHU3HNS HATIPSIMYIO KOPPEJIMpPYeT ¢ TToTepeit
MOTOpHOM (pyHKIMM y maumeHToB ¢ [TM/I /TiomeHHa [93].
DTO JaeT OCHOBAaHUE ST TePaIleBTUICCKUX MCCIIeI0Ba-
HUI, HaIpaBJICHHBIX Ha OJOKMPOBAaHWE WM OOpaTHOE
pa3BUTHE MMATOJIOTMUECKHX OTIOXECHUM COeTNHNUTEITbHOM
TKaHU [94]. B oierke 3ppeKTMBHOCTH aHTUDUOPOIHBIX
areHTOB CYIIECTBEHHYIO ITIOMOIIbL MOTYT OKa3aTh OmoMap-
Kepsl nzoopaxkenuit MPT. B oriimuue ot XXupoBOro 3ame-
IIEHUSI, KOTOPOE JIETKO BU3YAJIM3UPYETCS M OLICHMBACTCST
KOJIMYeCTBeHHO 1o u3oopaxkeHussMm MPT, mpoGieMa oLieHKH!
WHTEPCTULIMAIbHOTO (hrdpo3a ¢ momombio MPT ocraercst
OTKPBITOM. MHOTHE 13 MPeIIOKEHHBIX ISl 3TOTO CITOCOO0B
He YIOBIICTBOPSIIOT IIPEIBSIBIISIEMbIM TPEOOBAHMSIM.
Kostaren n apyrue nHTepCTUIMATLHBIE MAKPOMOJIE-
KYJIbI TaK e, KaK MX TUAPATHBIC COCTMHEHMS BOIBI, IME-
10T OYeHBb KOPOTKOE BpeMsI B pexknme T2s B mrama3oHe ot 1
IO HECKOJIBKIX COTeH MMJUTUCeKYH [95, 96]. Ilpu craH-
JapTHOM miu ObICTpoii Bu3yanu3auuu ¢ TEs ot 1 mo He-
CKOJIbKUX MUJUIMceKyHa MPT-curHaa ot aTuX CIMHOB
ITOJTHOCTRIO MCYe3aeT M He BHOCUT BKJIAJ B ITOJTYICHHBIC
n306paxxeHus. [IIOTHBIE coeMMHUTENIbPHBIC TKAHU, TAaK1e
KaK CYXOXXWJIUSI WU PYOIIBI, TIPEICTABIISTIOTCS KaK IMPOo0eT
CHUTHAJIa 1 JIETKO OOHAPYXMBAIOTCS IIPU OOBIYHOM BU3ya-
ym3anun. MHTepCTULINANBHBIN (UOPO3 yMEHBIIAeT WH-
TEHCUBHOCTh CUTHAJIa BOKCEJISI ITPOTIOPIIMOHATIBHO (hpaK-
IIMOHHOMY 3aloJIHeHHOMY o0beMy. Ha cTaHmapTHBIX
M300pakeHUsIX (paKIINK, KOTOPhIE, KaK IIPaBIIIO, TOIK-
HBI OBITH B TIpeeiax HEeCKOJBKUX MPOLIEHTOB, MPeacTaB-
JISIIOTCSI CKPBITBIMH  TIOCPEACTBOM ITPOCTPAHCTBEHHOTO
otHoueHust MPT-curHasna TKaHu K TOJIOKEHUIO BOKCEJIs,
CBSI3aHHOTO C MHOXKECTBAMM ITOBEPXHOCTEH ITPUHUMAIO-
IIHX KaTyireK. [ToMMBITKM BHECTH N3MEHEHMS TS TIOTyde-
HUS 9TUX (PpaKLvid, XOTs1 Obl yIOBJIETBOPUTEIbHBIX BU3Y-
aJIbHO, 0 CHX ITOp HE YBEHYAJINCH YCIIEXOM M3-3a ITOTepU
CHTHAJIa, TCHEPUPYEMOTO CKOTUICHUSIMU COSTMHUTEILHOM
TKaHU. DTO MPUBOAUT K aHOMAJBHOMY pacIipeaeieHIIO

WHTCHCUBHOCTE CHUTHAJIOB, HAOIIOMAeMbIX B MBIIIIIAX
Ha JaJIEKO 3aIlleIITNX CTAIusSX 00JIE3HU C BBIPAKCHHBIM
(p1bpo3oM. [eTeporeHHOCTb MBIIIIEYHOTO CHTHAIa, 0CO-
6enHo Ha T2-BU, aBasieTcst xapakTepHOIT 0COOEHHOCTHIO
IVCTPO(DPUIHBIX MBIIIII ¥, BEPOSITHO, OTPaXKAeT JIOKATBHBINA
(pmbpPo3, KOTOPHIN Ha JAHHON CTaINU OIPEISTUTh HEBO3-
MOXHO [3, 74, 97].

3aryxaHue cuTHaa B pexkrMe T2 OT TKaHU SIBIISICTCS
CJIOXXHBIM MYJTIETUIKCIIOHEHIIMAIBHBIM IporieccoM. Bo Bpe-
MsI I3MEPEHUS 3aTyXaHus curHajia T2 Ha OYeHb BEICOKOM
CKOPOCTH, KaK MTOKa3aHO Ha MOJEJSIX XKUBOTHbBIX, TEHEPU-
pyeTcs CIIEKTp CUTHaJIOB T2, oTpaXaroIInii 3KCTPaKopoT-
KU1 KOMIIOHEHT, CBSI3aHHBIN ¢ MAKPOMOJICKYJIAMU TKaH!
[98, 99]. O6cnenoBanue moaeii B pexxume ISIS-CPMG
TTO3BOJIAJIO MACHTU(MHUIIPOBATh BHYTPU- I BHEKJICTOUHBIC
KOMITOHEHTHI, HO IO CHX TIOP HE YIaJI0Ch ITOJYIUTh OYCHb
KopoTkuit 1yt ciiuHoB T2 [100].

MeTonnka IiepeHOca HAMarHUYEHHOCTU IIHPOKO
HCITOJIb3YeTCs KaK CITIOCO0 YIIpaBIeHUsI KOHTPACTOM U30-
opaxenus. McciemoBanns HAMarHWIEHHOCTH OBITA BBI-
TMOJHEHHBI C TTOMOIIBIO TUIIOJb-IUIIOJIHHOTO B3aMMO-
IEUCTBUS MM UCTUMHHOTO XMMHYECKOTO OOMeHa MEXKIy
TMOIBYKHBIMU WJIW TIOJYTIOABYDKHBIMU ITyJIaMH CITHTHOB.
[MpuMeHUTETPHO K OMOJIOTMYECKUM TKAHSIM M3MEpSIOT
CKOPOCTh OOMEHa MEXIY CBOOOMHOI BOIOIT 1 MAaKPOMO-
JIEKyJIaMH, a TaKXXKe OTHOCUTEIbHBIC pa3Mephl aHATIU3M-
pyeMbIX myJioB [9, 101]. B mpoiioM OBLIO MHOTO TTOITBITOK
CBSI3aTh Pa3IM4Usl MATHUTU3ALKU B TKAHU C CONEPXKAHUEM
KoJUTareHa, 0co0eHHO B ieueH!. OTHAKO 3T PEe3yJIBTaThI
He ObUTH JocTOBepHBIMI. HemaBHO nipy IprMeHEHNH YCKO-
PEHHBIX ITOCIEIOBATEIBHOCTEN ¢ ONTUMU3NPOBAHHBIMU
CXeMaMHM HACHITICHUSI ObIIN MOJTYyIeHBI OOHAICKUBAIOIITIE
PE3YJIBTaThI C BBICOKOW KOPPEISUUE pa3Tuuuil MAaTHUTHU-
3anuu ¢ pubpo3om B rieuenu [102]. [TepeHoc MarHuTH3a-
LIMY UMEET BEICOKWI YPOBEHD B CKEJIETHBIX MBIIIIIAX, €TO
MIPOUCXOXICHNE M MEXaHU3MBI Pa3BUTHUSI OBLIIN U3yICHBI
HECKOJbKUMU TPYIIIAMU YYEHBIX Y 3MO0POBBIX JIFONICH,
a TakKe IPU CTapeHWH M 3a00JIEBAaHMSIX MBI, OTHAKO
CBSI3b M3MEHEHHUI ¢ (pUOPO30M ITO-TIPEXKHEMY OCTACTCS
JTo KoH1Ia He sicHo# [103—108]. MHOT0 BOIIpOCOB BHI3BAIO
OoOHapyXeHHe 00paTHOI KOPPENSIINU pa3InInii MarHu-
TH3aLU ¢ BO3PACTHBIMA M3MEHECHUSIMA Y 3I0POBHIX JIFO-
neii. BonpoueM, 3T0 00HAPYKEHO 71T OMHOTO OTIpeaeIcH-
HOTO CMEIIeHUS YacTOThI M TIPUMEHSIEMOIl MOIITHOCTHU
MarHuTa, Pe3yIbTaThl KOTOPOTO HE MOTYT OBITh SKCTPAIIo-
JIMPOBAHBI JUIST ApYTUX pexknMoB HachkieHus [105]. O6-
parai Ha ce0st BHUMaHME (PaKT OTPUIIATETEHOTO BIIMSTHIS
KMPOBOI MH(PUIBTpAIMK HA TICPEHOC pa3IMINii MarHU-
ti3auyu [103]. B mombITKe yaydimmTh cieuu(@UIHOCTD
TP BU3yaJU3allM KOoJUIareHa IepeHoC HaMarHMIeHHO-
CTH OBUT OOBEIMHEH C ABOWHOM KBAaHTOBO (bYIIBTpaLeit
u ynsrpakopotkuM TE (UTE) nzo6paxenuem [109, 110].
[MorygeHsl 00HAIEXKUBAIOIINE PE3YIBTaThl, OTHAKO ITOKa
HX CJICIyeT pacCMaTPUBaTh KakK IpeaBapUTeIIbHBIC.

OmnucaHHOMY CITOCOOY HCCIIEIOBAaHUS HE YICISIN
JIOJDKHOTO BHUMAHMS, TIOKA OH HE CTaJI IIOMYJISIPHBIM IS
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KOJIMIECTBEHHOTO OTIpeIeICHIS MUOKApAUATbHOTO (hH-
0po3a, 3aMelIeHNsT MUOIIUTOB COCTMHUTETbHO TKaHBIO
1, COOTBETCTBEHHO, OOHAPYKEeHUS PACIIUPEHUST MHTEP-
CTUIMAJIBEHOTO IpocTpaHCcTBa. PUOPO3 MOXKHO JIETKO KO-
JINYECTBEHHO M3MEPUTH IPU BHYTPUBEHHOM BBEICHUM
KOHTPACTHOTO areHTta, MeuyeHHoro ragoimHaueMm (Gd), —
HU3KOMOJIEKYJISIDHOTO TamoidMHuWyma, Hamomobume Gd-
DTPA unu Gd-DOTA, xoTopblit 0bIcTpO IM(pHYyHIUPYET
B MHTEPCTUIINAJIBHOE TIPOCTPAHCTBO, TIE¢ €ro KOHIICHT-
palmsl ypaBHOBEIIMBAETCs C KOHIIEHTpAIIUE B IIa3Me.
Yepe3 HECKOTBKO MUHYT I0CJIe MHBEKIIMY B TPAH3UTOPHOM
daze pacrpeneneHus rceBnoycToiranBoro Gd-KoHTpacT-
HOTO areHTa IIPONCXOIUT YBEIMICHIE B MIOKAPIe CKOPO-
ct penakcanmud B T1 IO OTHOLICHUIO K YBEIMYCHUIO
cKkopocTH peakcaryy B T1 B 1a3Me, KOTOpoe TTO3BOJISIET
U3MEPUTHh 00BEM BHEKJIETOUYHOM (pakumy Tkanu [111,
112]. HecMoOTpsT Ha TO, YTO METOI, SIBJISIETCS KOCBEHHBIM,
OH 0CTaeTCsl OCHOBHBIM UISI KOJTMIECTBEHHOTO OIpeesie-
HUSI CKOIICHMI ITATOJIOTMYECKON COeMMHUTETBbHOM TKaHU
B MHOKapze. Heobxommmoe yciioBre 1Tl ICITOIb30BaHMS
METOIIOB KOJIMYECTBEHHOM OIICHKU (hrOp0o3a — OTCYTCTBHE
BHEKJICTOYHOTO OTeKa M KJIIETOYHBIX HAPYIICHUM, TaKNX
KaK HeKpo3, BOCHIAJICHUE WX TUCTPOGUsI, KOTOPHIE MOTYT
MMpUBeCTH K HakomieHWio (Gd-KOHTpacTHOTO areHTa
WIA €T0 IMMPOHUKHOBEHUIO B MUOLIMTHL. B 3THX Cirydasix
WJINA KOTJA IIPEATIONIaracTCs HAIMIKE CTPYKTYPHOM Tepe-
CTpOIiKM, 00beM pactpencneHus Gd-KOHTPaCTHOTO areH-
Ta He MOXET OOJIbIIIe MCIIOJIB30BaThCSI B KAUECTBE CYppO-
raTHoro mapkepa ¢ubpo3sa.

ToT Xe MeToI 1 TIPUHLIMITEI OIIEHKY MOXHO MCTIOJb-
30BaTh UISI KOCBEHHOM OIIEHKM WHTEPCTUIIMAIBHOIO
($u1bpo3a B CKeJIETHBIX MBIIIIIAX, HO TIOKa B JIMTepaType
HET KOHKPETHBIX cooOlleHuit. McciaegoBatenn MOryT
CTOJIKHYTBCSI C OTpene/IeHHBIMA METOTNICCKUMM CIIOXK-
HOCTSIMHM, TaK KaK B CKEJICTHBIX MBIIIIIAX MEHbIIE 00beM
BHEKJICTOYHOTO IIPOCTPAHCTBA, BRIPAXKEHHOCTh (prOpo3a
HE CTOJIb BEJIMKa, a TaKKe HeT ped)epeHCHBIX 3HAYCHUI
IIJISI CUTHAJIa OT KPOBU, KOTOPBIH JIETKO TOCTYIIEH B ITOJIO-
CTH XKeJIyIo9Ka Cepalia.

ITo Toif Xe mpuYmHe, a TaKXKe MOTOMY YTO KOHIICHT-
paumst Hatpust (Na) B 10 pa3 BeIIIe BO BHEKJIIETOYHOM
IIPOCTPAHCTBE OTHOCUTEILHO BHYTPUKIICTOYHOTO, OOIIIasT
KoHIeHTpalmsI Na B MIOKape Bo3pacTaeT Ipu pudpose
U JIS1 €T0 OOHAPYKEHMST MOXKHO MCToib3oBaTh MP-criek-
tpockonuio 1Mo *Na [113]. TTockonbKy JaHHBINA CIIOCOD
OLICHKU SIBJIIETCSI KOCBEHHBIM M OCHOBAaH Ha HECTICIIH-
(prIecKNX N3MEHEHUSIX, B Cllydae YBeJIMUCHUs KOHIICHT-
paumu Na B TKaHSIX IpU (OPMYIUPOBKE 3aKITIOUCHMS
BO BHMMaHME IIPUHNUMAIOTCS T€ K€ MPEIOCTEPEKEHUSI, ITO
U 1ipu ucciienoBanusix ¢ Gd-KoHTpacTHBIM areHToM [114].

Curnan MPT MoxeT OBITh YyBCTBUTETLHBIM K IBIKE-
HUIO JaXe Ha CYOMIIIIMETPOBOM YPOBHE 1 MICITOJIb30BaH
IIJIST OTCIIEKUBAHUS pACIIPOCTPAHEHUS BOJIHBI TaBJICHUS.
CKOpOCTb pacipoCTpaHEHMS BOJIHEI JaBJICHUS BO3pacTa-
€T 10 Mepe YBEIIMICHUS KeCTKOCT! TKaHU. CIieIoBaTe/IBHO,
METOI MOXKET OBITh MCTIOJIB30BaH JJIsI OLICHKU BSI3KO3JIac-

TWYHBIX CBOMCTB TKaHU [ 115]. O60CHOBaHHO MCIOJIB30BaHE
MPT-3nacrorpaduu B KauecTBe YyTBEPKIACHHOTO METOAA
IIJISI KOJIMYECTBEHHOM OlLleHKU (ubpo3a neyeHu. Meton
OB YCIIEITHO IIepeHEeCeH Ha CKEJIETHYI0 MYCKYJIaTypy
[116]. CkeneTHasa mblmna sBiasgercsa nuddepeHInpo-
BaHHO CTPYKTYpoIi B clloxXHOM cpene. [IpencraBisieTcs
BaXXHBIM CBSI3aTh CKOPOCTh BOJIHBEI TOJBKO C MBITIICYHOU
TKaHbBIO U3 TOTO K¢ BOKceIsl. Bee ameMeHThI COKpaTUTe Th-
HBIX U HECOKPATUTEIBHBIX CTPYKTYP MBIIIIIB JOJIKHEBI
MIMETh BKJIAJ B CKOPOCTh BOJTHBI 1 €€ TIOIePKaHHE B JIFO-
0011 TOuKe MBI DPDEKT KUPOBBIX OTIIOKEHUIN 1 MH-
(bmBTpaIM CYIIeCTBEHHO BIUSET HA PE3YJIBTATHI, TaK Xe
KakK HaJInyue oTeka v BocnajgeHue Mbliibl [117]. Bee aTo
MOKET IMPUBECTH K MOSIBJICHUIO IIPO0JIEM KaK IPH OLICHKE
pPE3yJIBTaTOB, TaK M IIPHW BHITTOJTHEHUW WCCIICIOBAHUS.
CienyeT MMeTh B BULY, YTO 3JIACTUICCKIE CBOMCTBA TKAHU
C COTIOCTaBMMBIMU PE3yIbTaTaMM MOXKHO OIICHMThH C TI0-
MOIIIBIO YIBTPa3BYKOBOT'O MCCICIOBAHNS, TIPIUYEM C IBHBIM
TPENMYIIIECTBOM 3TOTO METO/IA 3a CYET eT0 MPOCTOTHI [118].

IIpennoxeH MpsIMOiA CITOCOO OIpeAeICHUS] HATMIUS
(bmbpo3a ¢ NCcTIoIb30BaHNEM MAJIBIX IENTUIOB, MCYCHHBIX
Gd u nMmerIMX BEICOKOE CPOJICTBO K KosutareHy [119].
IIpencraBineHHbIE pe3yIbTaThl ObUTN yoenuTeTbHbIMU [120,
121], HO crmOCOOBI BBEAEHUS M TOKCUYHOCTD, CKOpEe BCe-
TO, OTPaHNYAT UX MCITOJIb30BaHME Ha SKCIICPUMEHTAIBHBIX
MOIEISIX KUBOTHBIX, YeM OOBSICHSIETCS HEIOCTAaTOYHOE
pUMEHEHNE MeToaa J0 HACTOSIIIIETO BpeMEHM.

CaMplif TIepCIIEKTUBHBINA CITOCO0 BU3yalIn3amnuu hu-
6po3za — BBeaeHue UTE-mocnenoBareibHOCTENM, KOTOPHIE
pa6otatot B TE oueHb 6;113K0 K 0 ¥ O3BOJISIIOT IMOJIYYUTh
curdast MPT ot crimHOB ¢ 04eHb KOpoTKHM T2 (0KoJ10 1 Mc
u MeHbIe) [122]. DTu mociemoBaTeIbHOCTH UMEIOT T10-
TeHIIMAJI IJTsI HETTOCPEICTBEHHOM BU3yaanu3anu (pruopo-
3a, YTO SABJISICTCS TJIABHBIM IIPEUMYIIIECTBOM IT0 CpaBHE-
HUIO CO BCEMM OCTaJIbHBIMHU CIIOCOOAMM, OCHOBAHHBIMU
Ha KOCBEHHOM o1leHKe (hrdpo3a. KopoTkie KOMITOHEHTHI
curHaja T2 MOTyT OBITH BBISIBJICHBI JIMOO IIPOCTHIM yIaIe-
HHEM CTaHIAPTHOTO pedepeHCHOTO N300pakKeHUSI C IUTH-
HeiM TE, AByxnmamna3zoHHOI caTypaluu, anuadaTuyeckKomn
nHBepcnH [123], mnbo myTeM u3BIIe4eHUSI KOPOTKOi (hpak-
nuy curHana T2 13 MyJIbTHAKCITOHEHIIMAIBHOTO TIPUOJTH -
JKeHHMS MHOTOKPATHOTO TOJIyYeHMSI TpaTreHTa-3X0, OXBa-
THIBAOIIETO IMHUPOKUil crekTp TES ¢ peKoHCTpyKImei
TapaMeTPUIeCKUX KapT, KOTOPBIE KOPPEKTUPYIOTCS HE TOJIb-
Ko 11 apdekToB paszgeneHud T2*, HO Takke W I JTU-
MUIHBIX BMeIIaTeabeTB [ 124, 125].

Buzyanuzanus B UTE nokasana, 4To MOXHO aHav-
3MpOBaTh KOPTUKAJIBHBIN CIIOW KOCTEl, TITyOOKHE CIIOU
XpSILIEN, CBI30K, CYXOXWINI M armtoHeBpo3bl [126—128].
[MponemoHCTpHpOBaHA BO3MOXHOCTh BU3YaIN3aIu pyO-
OB B MUOKapze nociie mHpapkTa [129]. UmeroTcst mTaHHbBIE
0 BU3yaIM3allMi COCAMHUTEIIPHON TKAHW B CKEJICTHBIX
MBIIIIIAX ¥ MIOTBITKAX €€ KOJTMISCTBEHHOM OIIEHKH Y 3110~
POBBIX JIMII, TIOKWJIBIX JIFOIEH ¥ MAllMEHTOB C MUAOITATHEH
[64, 124, 130]. MHOTIHE BOIIPOCKHI OCTAOTCS MO-TIPEKHEMY
HEpeIIeHHBIMH, B YACTHOCTH BO3MOXHOCTb COBMEIIICHMST



Jlexyuu u 0630po!

HepBHo-Mblweunbie 5O JIE3HH

C CUTHaJIaMU OT XMPOBBIX KOMITOHEHTOB. CaMoii OOJIBIION
Mpo0IeMOI SABIIIETCS OTAEICHUE (DPAKIINH ITyJIa KOPOTKMX
T2-MoeKys ISt OTHECEHUS K COeIMHUTETLHOM TKaHU. ToT
XK€ BOIIPOC OCTAeTCS M IJIST APYTHMX MTOAXOAO0B, B YACTHOCTH
IUIST TIepeHoca MarHUTH3alliid, B 3HAYMTEIBLHON CTEIICHH
KOHTpAcCTa, TeHePHUPYEMOTO C TTOMOIIBI0 COKPATUTEIBHBIX
6enkoB. BrIme yrmoMuHaNIach BO3MOXHOCTH COYETAHMS
JIBOMHOI KBAHTOBOM (DMITBTpALIVIM, TIepeHOCA MATHUTU3AIINA
u nionyyenust UTE-u3o0paxkeHust 1151 U3BJe4eHUsI KOHKPEeT-
HOTO CUTHaJIa, CBSI3aHHOTO ¢ KojutareHoM [109, 110].
Ilepdysua u okcureHamus. PyHkumoHansHas MPT
SIBJISIETCSI «30JIOTHIM CTaHAapTOM» HEMHBA3WMBHOM OIICHKU
ITaTOJIOTUH TOJOBHOTO MO3ra IpH 3a00JIeBaHUSX TOJOB-
HOTO MO3Ta 1 IIPU MCCICIOBAHNSAX KOTHUTUBHBIX (hYHK-
mii B HeiipoHayKax [131, 132]. [Toxoxwe moaxomsl ObLIN
pa3paboTaHbI U YCITCIITHO MCITOIB3YIOTCS TSI UCCIICIOBA-
HUs cKeneTHbIX MbIm [133, 134]. TkaneBast nepdy3ust
MOKET OBITh U3MEPEeHA HEMHBA3MBHO C TIOMOIIIbIO Habopa
METOIOB, OCHOBAaHHBIX Ha TaK HA3bIBAEMBIX MEUCHBIX ap-
TepuaJdbHBIX crinHax (arterial spin labelling, ASL), koTo-
pble MarHUTHBIM CIIOCOOOM ITOMEYaoT apTepUaAIBHYIO
KPOBb B MCCIIEAyeMOI TKaHW. DTO IMPUBOAUT K M3MEHE-
HUI0 HAMarHMYeHHOCTH TKAaHMW ITPOMOPIIMOHAIBHO TIEp-
¢y3um. [TockonbKy MeTon ASL He TpeOyeT BHYyTpUBEHHO-
ro BBEICHMSI KOHTpAcTa, M3MepeHHe Iepy3nu MoXKeT
MIPOBOIUTHCS KaXKIbIe HECKOIBKO CEKYHI B TCUCHHE UM -
TeapHOro BpemeHu [135, 136]. D10 0COOEHHO TONE3HO
IJIT M3YYSHHUST MBIIICYHON Tepdy3uu, KOTopas MOXKET
W3MEHSThCSI B mrara3oHe oT 1 mo 20 u 6oyiee B TeUCHUE
necsaTka cekyHa. ASL-mepdy3ust odeHb 4yBCTBUTEIbHA
K IIIyMaM ® JIETKO MCKaxKaeTcs MPU IBYKeHUHU. B 00b-
IIMHCTBE MccienoBaHuii ASL-niepdy3nro u3mepsim mocie
¢u3MYecKoil HArpy3KW WM Tocie uieMuu. Ecim ectb
BO3MOXHOCTh HE YIMUTHIBATH BPEMSI MCCIICIOBAHMUS, TIEP-
¢y3usI MBIIIIIBI B COCTOSTHUM ITOKOS MOXKET OBITh M3MEpPEe-
Ha ITpu ycpenHeHUH ASL-curHaia B TedeHNEe HECKOJIBKIX
muHyT [133, 137]. KorTpact BOLD (blood oxygen level
dependent — 3aBUCHMEBIN YpOBEHb KHCIOPOIa KPOBU)
[132], obmamaroruii CIToCOOHOCTHIO OOHAPYKMUBATh AKTH -
BaIlMIO MO3Ta, ITO3BOJISIET OIPEACISITh OKCUTCHAITNIO Ka-
MAUISIPHOM M BEHO3HOUM KPOBU B CKEJIETHBIX MBIIIIIIAX
W TIOJIYKOJWYECTBEHHO OLICHMWBATh HACHIIICHUE KPOBU
kucioponoMm [138, 139]. B orimuame ot OOIBIIMHCTBA CITy-
yaeB IIpuMeHeHUs KoHTpacta BOLD B mcciaenoBaHUSIX
TOJIOBHOTO MO3Ta, pe3y/IbTaT aHaJIn3a CKEJCTHBIX MBIIIIIT
MOXET OBITh OTPHIIATEILHBIM TP TITyOOKOM KUCIOPOTHOM
nIecarypalunu (TageHrue CTeTIeHN HaChIIIeHUSI KpOBU KUC-
JIOPOIOM) Y TIOJIOXKHUTEILHBIM, KOTIA BBIICICHIE TKAHSIMM
Kkuciaopoga yMmeHbinaetcs [140—144]. O6mumit u Kanuii-
JISIPHBI 00beMBI KPOBY BIIMSIIOT Ha CUTHAJI OT KOHTpacTa
BOLD, 4TO OCHOXHSIET MHTEPIPETALINIO pPe3yJIETaTOB
[145]. TToTpebiieHne MBIIILIEH KUCIOpOAa MOXKHO OIpe-
IeauTh 1o npuHIuny Puka, mpu KOTOPOM BBIYUCIISIOT
Pa3HOCTb TKaHEBOU TTepPy3un U apTepHOBEHO3HOIO CO-
nmepxaHus Kuciaopona. [lepdysust onpenensieTcs ¢ ToMo-
mpio ASL, Torma Kak comepkaHue KUCIOPOIa B KPYITHBIX

cocyaax BEIYMCIISIETCS M3 CUTHaja T2 OT KpOBY MU TOY-
HBIX n3MepeHui [ 146—148].

HeckonbKO coCTOSIHMIA, BIUSIIOIINX Ha CKEJIETHHIC
MBIIIIIBI, OBLTN UCCIIEAOBAHBI C TOMOIIBIO (DYHKITMOHATb-
HOI ToMorpaduy, B YACTHOCTH OCTpPast M XpOHUIECKas
nmemus [149—152], mmab6er [153], mporpeccupyrommii
CHCTeMHBIN CKiepo3 (ckieponepmus) [154] u cuAIpOM
JIUINTEJIbHOTO caaBieHus [155].

Hcnonb3oBanve pyHKUIMOHaNMbHO MP-BH3yanmsa-
LIMY TIPY HEPBHO-MBIIIICYHBIX O0JIC3HSX IO CHUX ITOP OBLIO
orpaHm4eHo. PojIb B olpeeieHUY MBIIIEYHOM TUITOTIEP-
(y3uu ObLTa TTOKa3aHa IS IIMKOTeHo3a 3-TO THUIIa, KOTraa
HapyIIeHHe MATOXOHIPHAILHOTO OKHUCINTEIBHOTO (Doc-
oprnmpoBaHMs OBLUTO UACHTU(PUIIMPOBAHO TTOCPEICTBOM
KOMOWHUPOBAHHBIX AMHAMMYECKUX (DYHKIIMOHAIBHBIX
U CIIeKTpocKponmyeckx MP-usmenennit [156].

B Oymymem moTeHIIMan AaHHON METOMMKH MOXET
ObITh pacmpeH. OmHO U3 OCIOXHEeHU# (prbdpo3a — ero
pa3BUTHE BOKPYT apTEPHUOJI, YTO IIPUBOIUT K HAPYIIICHUIO
BazomuaTanyu. [1pyu M3ydeHNY MBIIIII] HOT TUIIEPTEH3UB-
HBIX XKMBOTHBIX OBUIO TTOKa3aHo, 4To ASL mo3BossteT Ko-
JIMIECTBEHHO TOYHO OIPEACINTh M3MEHEHIE Ba30MMIaTALIH
[157]. U3meHenue niepdy3nn SIBISETCS MAaTOJIOTUYECKOM
ocobeHHocThIo pu [TMJ] JTromenna [158], B vacTHOCTH
CBSI3aHHOI ¢ HapyllIeHreM 00pa30BaHMsT OKcra a3oT1a [159,
160], Takxe oTyacTi n3-3a GUOPO3HBIX U3MeHeHN [91].
B03MOXHOCTP HEMHBa3WMBHO M3MEPSATHh B KIMHUYECKUX
HCCIeI0OBaHMSIX Iepdy31IO CKEIeTHBIX MBIIII Y ITAIIICHTOB
¢ [IM/1 dromeHHa IpeacTaBiIsieT MHTepeC B Caydasix Heo0-
XOIUMOCTH OIIEHKH 3(D(HEKTUBHOCTHA COCYIOPACIIMPSIO-
[IMX ¥ aHTUCKIIEPOTUYECKUX TTperapaTos [94, 161, 162].

Pexum T1 1o u nociie ragoamnusa. KuHeTtrka nsmeHe-
Hult penakcatmy T 1 mmociie cTaHaapTHON MHBEKIIMY HU3KO-
MoJeKyisipHoro Gd-KOHTPacTHOTO BEIIECTBA MOXKET OBITh
OTCJIEXXEHA LTS TIONTyYeHUsI KOJMIeCTBEHHBIX XapaKTepH-
CTUK TIepEeMEIIeHNST KOHTPAcTa U3 COCYIUCTOrO B MHTEP-
CTULIMAJIBHOE TTPOCTPAHCTBO, WM, TOYHEE, B JTOCTYITHOE
BHECOCYAMCTOE IMpocTpaHcTBO [163—165]. B naeane, Bkian
apTepyuaIbHON (DYHKIIUM JOJDKEH OBITh 3apeTHCTPHUPOBAH
OIHOBPEMEHHO C YCHJICHHEM CUTHaJIa OT TKaH!. Ha mmpak-
THKE, €CJI 3TO IIPeIyCMOTPETh 3apaHee, coOpaTh TaHHBIC
He TIPEACTaBIIsIeT HUKAKMX TpyaHocTeit. Mimemust, HeKpo3,
BocrajieHue 1 (pudpo3 MOTyT OBITH XOPOIIO OLEHEHHI IO
COOTBETCTBYIOIIIMM M3MEHEHMSIM B CKOPOCTH TIepPEMEITICHIST
KOHTPACTa 1 00bEMe €ro pacrpeiesieHrst (HU3Kast CKOPOCTh
1 HOPMAaJIbHBIN 00beM, HI3Kasi CKOPOCTh M YBEIMUCHHBII
00BeM, BBICOKAsI CKOPOCTh M YBEJTMUEHHBIN 00BeM, HOP-
MaJIbHasi CKOPOCTh 1 YBEJIMYCHHBIN 00BEM, COOTBETCTBEH-
HO). B XXBOTHOI1 MOAE N MBIIIEYHOMN TUCTPOhHUH ¥ cOOaK
IUCTPOdIIeCKIe MBIIIIIBI XapaKTepU3YIOTCS ITapasuIeIbHBIM
BO3pacTaHHeM CKopocTH TrepemereHns Gd 1 odwema pac-
TIpeNIeJICHNST, KOTOPOE IIPOSIBIISICTCS YBEIMICHUEM ITHKA
yCWJIeHMS 0e3 M3MEHEHMSI BpeMEHHOTO TlapameTpa [4].

Haxxe mpu TOM, 9TO MPOIEeIypa BHYTPUBECHHOTO BBE-
JIeHUsI CTAOMJIBHOTO KOHTPACTHOTO BEIleCTBa MaJIOMHBA-
3MBHA W 0€30ITacHa, 3TOT METOH TepsieT IOMYISIPHOCTD.
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HecMoTpst Ha LIEHHOCTH MOITOJIHUTEIbHO WH(pOpMaIIn
10 CpaBHEHUIO ¢ T2-KapTpoBaHMEM, B HACTOSIIIIEE BPeMsT
TaKOe MCCIICAOBAHNE BHIIOIHSIOT PEIKO B CBSI3U C BBICO-
KO CTOMMOCTEHIO, 3HAYNTETFHBIMI BPeMEHHBIMU 3aTpaTaMi
IIJIST TIOJTYJIeHUSI aIeKBAaTHBIX 3aIliCceil, a TaKKe HeraTuB-
HBIM OTHOLIEHNWEM K MHBEKLIASM JIIOOOTO pofa B MeINAAaT-
PUYECKOI TTpaKTHKE.

[pomoymkuTeTbHAS OCTaTOYHAS HAMAaTrHIICHHOCTD aJTh-
o6yMmmHa, cBsi3bIBatomerocst ¢ Gd-KoHTpacToM, ImoKasaja
ce0sI KaK MHOTOOOETIAIOITNIA METOJ TSI OLICHKY TJIOTHOCTH
KJIETOYHOI MeMOpaHBI I TOBPEXKICHUSI MUOIIUTOB Y mdx-
MBILIEN B UCTpOPUYHBIX MbIIIax [166, 167]. JaHHbIiA
CITOCO0 OIIEHKH TO-ITPEKHEMY OTPaHUMYEHHO MCITOIb3yeT-
¢Sl B JOKJIMHUYECKHX MCCIIeTOBAHMSIX.

B nocnemaee BpeMst BO3pOC MHTEPEC K MCCIICIOBAHIIO
«IIpe-TafOJIMHUYM» — aHAJIM3y HAaTUBHOTO BHYTPECHHETO
curHama T1 cKeJIeTHBIX MBIIII, KOTOPBIN JOJITO HE pac-
CMaTpUBAJICS CIICIINATIMCTAMU, IIOCKOJIBKY TIePBOHAYAIBHO
IIPY BU3YATU3AIIAH TTOIIEPEIHOITOI0CATBIX MBIIIII CUMTA-
JIOCh, YTO BOCHAJICHHWE WUIM HEKpO3 HE OTpaXaeTcs IpH
MPT. bouto moka3aHo yBeJIMYeHUE HATUBHOIO WUJIM BHY-
TpeHHero curHaja B T1 oT IucTpodUIHBIX MBIIIIIT HA MO-
JIeJ TN MAOAUCTPO(HH Y COOaK ITOPOIBI 30JI0TUCTHIN peTpH-
Bep [3]. Jnsa mumaTallMOHHBIX W TUITEPTPODUUECKUX
KapIMOMHUOIIATUII XapaKTePHO YBEIMYCHWE HATUBHOTO
curHana B T1, KoTopslii, cKOpee Bcero, B 00JbIIIEH cTeTe-
HHM OTpaXkaeT MOBPEXIACHNE KapANOMUOILIMTOB, YeM pa3-
BUTHE HMHTEpCTHLMaNbHOTO (udposa [142, 168, 169].
HabGmroneHne monaTBepxXoaeTcsl YMEHBIIIEHHEM CUTHaja
T1, m3mepeHHoro B kojutareHOBBIX Tensax (Caldas de
Araujo, TM9HOE COOOIIeHNE). DTU MPUMEPHI HY>KIAIOTCS
B IOITOJTHUTEIEHOM M3YYCHHH, TIPEXIE YeM PEKOMEHIO-
BaTh BHYTPeHHUI curHai T1 B KayecTBe oIpene/ieHHOM
XapaKTEePUCTUKH CKEJIETHBIX MBIIIII. DTO BHYIIIACT ONTH-
MM3M C YIeTOM HaIeXKHOCTU M CKOPOCTH m3MepeHus T1
Ha COBpEMEHHBIX CKaHepax.

Muddysusa. C nepsBoro onucanus B 1965 1. E.O. Stejs-
kal n J.E. Tanner nud@y31oHHO-B3BEIIEHHOE CCIIeI0Ba~
naue (diffusion weighted imaging, DWI) mmpoxo mpume-
HSEeTCS KaK B Pa3IMYHBIX OOJACTSIX MEIMIIMHBI, TakK
1 B HeMeAWIMHCKNX oTpacisx [170]. JaHHBI MeTO ITO-
3BOJISICT M3YYaTh TBEPAbIC MaTepHUAJTbl, MOICIIN KNBOTHBIX
¥ TKaHU OpraHM3Ma 4JejioBeka. Bo3aMOXHOCTD OIIcHMBATh
IepeMeIleHIe IIPOTOHOB BOIBI B IPOOUPKE M €CTECTBEH-
HBIX YCIOBUSIX C NCITOTb30BaHUEeM T GY3MOHHO-UYBCT-
BUTEJIPHOTO TpaJreHTa WMITYJbCHBIX TOJICH MO3BOJIMIIA
MIPUMEHSTD 3TOT METOM, IIJIST KCCIIEIOBAHUSI MUKPOCTPYK-
TYPHBIX U3MEHEHUI 3a TIpeeIaMu pa3pelIeHrs] OOBITHOM
MPT, 1. e. B 1nana3oHe HECKOJbKUX MUKPOH. PaznnyHbie
ImapaMeTphl HCCIIEAYeMOT0 00BEKTa MOXKHO OIIEHUTD B 3a-
BUCHMOCTH OT CXeMBI M CTPATeTUH aHaJIN3a TaHHBIX Ipa-
mueHTa aud@y3u UMIYJIbCHOTO IIOJSI, TOJIyIeHHBIX
npu DWI: BupnMmelii KoaddunmenTt nuddy3nn u ee Ha-
IIpaBJICHNE, BEPOSITHOCTb CMEIIECHNS, TPAHUIIB OTPaHM-
yeHus nud¢y3un (HampuMep, IuaMeTp MOPHl WA KIIeT-
KH), BEPOSITHOCTH IIepexoma MEXOY IIPOCTPaHCTBAMM,

OTpaHMYCHHBIMHU TOJYIIPOHUIIAEMBIMU MeMOpaHaMMU.
OkorJto 2 necarvnetnii Hazan metox DWI Havanu ncnosib-
30BaTh IJISI WCCIIEOOBAHUS CKeJeTHBIX MBI, [lomas-
JIsSTIoIee OOJBIIMHCTBO MCCIeAOBAaHM, IIPOBOAMMBIX Ha
MBIIIIEYHON TKAaHW, OBLIO OCHOBAaHO Ha OTHOKPATHBIX
ITUHDY3MOHHO-B3BELLIEHHBIX 3X0-TUJIAaHAPHBIX U300paxe-
HUSIX UMITYJIbCHBIX TTOCIeIoBaTeIbHOCTEM. 15T Kogupo-
BaHMS Ipoliecca mdy3un MpUMeHsUTH TIIaBHBIM 00pa3oM
MOHO- WJIM OUTIOJSIpHBIC TpagueHTH 1u(Py3Un B 10-
CJIeIOBaTEIbHOCTSIX TUTIA CIIMH-3X0. HeMHorme ncciemno-
BaHMS CKEJIETHBIX MBI OBUTH IIPOBEICHBI C MCIIOJIB30-
BaHMEM II0CJICIOBATEeIBHOCTEH THUITA CTUMYIMPOBAHHOTO
9x0. CyIiecTByeT psi mpoosieM, ¢ KOTOPBIMHA HEOOXOIMO
cIIpaBUThHCs TIpu TTpuMeHeHU DWI cKeeTHBIX MBIIIIII;
YTOOBI ITOJIYIUTH BOCIIPON3BOAMMBIC M HAACXKHBIC ITapa-
MeTpHl Tudpy3un, HeoOXOTUMO TOOUTHCS HAIEKHOTO
ToaaBJieHUs XX1pa. B To BpeMs Kak OOJIBIIMHCTBO UMETO-
IIMXCS METOHOB (CIIEKTpaIbHOE M30MpaTeIbHOE OaaBIIC-
HUE X1pa, BOCCTAHOBJICHNE MHBEPCUY Ha OCHOBE ITO/IaB-
JleHus Xxupa) 3(GEeKTUBHO ITOAABISIET OCHOBHOM ITMK
XKWpa, oJIe(UHOBHIN MUK XKWpa, OJU3KUM K ITUKY BOIBI,
CITOCOOCTBYET TOSIBJICHUIO BO3MYIIAIOIMNX apTehaKTOB
B DWI. Kpowme Toro, B pesyasratax DWI oTcyTCcTBYET BbI-
COKOE COOTHOIIICHWE CHTHAJI/ITyM, OOYCIIOBJICHHOE TIO-
IaBJICHUEM X1pa, He IPUMEHSIIOTCS TUPDY3MOHHO-IyB-
CTBUTEJIBHBIC TPATWEHTBI M OTHOCHUTEJIBHO IJIUTEIHLHOE
Bpemst axo-curHanoB (TE) mo cpaBHEHUIO ¢ KOPOTKUM
BpeMeHeM T2 pemakcaliiyl IIPOTOHOB BOABI B MBIIIIIIAX.
MHorue napameTpsl TtocaenoBaTeabHocTeir DWI oka3bl-
BAIOT CYIIIECTBEHHOE BIMSTHUE Ha PE3YJIBTATHI, UTO IIPUBE-
JIO K COOOITIIEHMSIM O OOJIBIIIOM IMAIIa30He 3aPETUCTPUPO-
BaHHBIX 3HAUEHUN pa3IndHbIX TapameTpoB DWI.
HecMoTpst Ha Bce 3TH TeXHWYECKHE OCOOCHHOCTH,
B pe3yiabratre DWI cKeleTHBIX MBIIIIT TTAIIMEHTOB MOTYT
TIOSIBUTHCS] IOTCHIINMATBEHO MHTEPECHBIC KOJTNICCTBCHHBIC
TmapaMeTphl, MHOTHE N3 KOTOPBIX KOPPEIMPYIOT CO CTPYK-
TYPHBIMU M3MEHEHUSIMH, aHAJIN3 KOTOPBIX HEOOCTYIICH
npu ucnonab3oBaHun apyrux MPT-meronos. Koapdu-
nueHT muddy3nn, GpakimoHHAsT aHU30TPONUSI M Ha-
MpaBJicHHE TJIABHOTO COOCTBEHHOTO BEKTOpa MOXKHO
BBIUMCJIUTh HEITOCPEACTBEHHO IO TeH30pYy Inddy3uu
BOKCeJIb-3a-BOKCEJIeM, KaK 3TO OBUIO ITOKa3aHO B He-
CKOJIBKMX MCCIIEAIOBAHUSX MBIIII PyK, HOT W TYJIOBHUIIA
[171—173]. Coob11anoch, 4To AJIST OLIEHKWU OpUEHTALUN
MBIIIIEYHBIX BOJIOKOH UCIIONB3YeTCsT NN hYy3MOHHAS TEH-
30pHas ToMorpadus, pe3yIbraTbl KOTOPOU KOPPETNPYIOT
¢ TIpeariojlaraeMoil MBIIIIeYHOI apxuTekTypoii [171, 174,
175]. Ucnonbs3oBaHue 6ojee CIOXKHBIX MaTeMaTUUYECKUX
MoIeNIel I TIPOTHO3MPOBAHUS mpoliecca nuddy3uu
¢ moMolibio MPT Mblliil MO3BOJIMIO TaKKe OLEHUTD pa3-
MepBI MBIIIIEYHBIX BOJIOKOH 1 n1¢hdy3MOHHBIE CBOICTBA
KJIETOYHBIX MeMOpaH [176, 177]. HagexxHOCTb MTapaMeTpoB
DWI w1t cKenleTHBIX MBIIIII] HeTaBHO ITPOBEPSUIH ITOCPEI-
CTBOM ONTHMM3AIINM TTapaMETPOB ITOCIEHOBATCIFHOCTHI
DWI u npouieaypbl HOCTOOpaOOTKY [J1s1 MOJydyeHus bosiee
HaJIeKHBIX IIOBTOPHBIX U3MEPEHUI 1 pacyeTa ITapaMeTpOB
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DWI [178—180]. B 3aBucUMOCTH OT CXeMbl KOAUPOBAHUS
I GY3UN B CKEJIETHBIX MBIIIIIIAX TAKXKe MOTYT OBITBH OII-
penesIeHbl TapaMeTphl, CBSI3aHHBIE C TIephy3ueii 1 MUKPO-
mupKysuuei [44, 181].

Xotg 6onpmmHCTBO DWI B cKereTHBIX MBITIIIAaX OBLIO
MPOBEIICHO Y 3I0POBBIX JOOPOBOJIBIIEB, B HECKOJIBKUX
ciydasax meton DWI Takke ObLT MCMOAB30BaH MPU Mbl-
IeyHbIX matosorusax [176, 177, 182—184] mist nsydeHus
BO3MOXXHOTO ITPUMEHEHUS TTOyYeHHBIX KOJTMIECTBEHHBIX
napameTpoB DWI B kauecTBe 6momapkepoB. HeogHokpar-
HO OBIJIO TTOKa3aHo, 4To KoadduuneHT 1uddy3nn yBe-
JIMIMBAETCS TIPU BOCITAJTUTEILHBIX MAOITATHSIX, TOTIA KaK
10 JTaHHBIM (PPaKIIMOHHON aHN30TPOITMH OBUTH TTOTyIe-
HBI IPOTUBOPEYMBBIE pe3yasrathl [185, 186]. OmHako HeT
COOOIIIEHN 0 pe3yIbTaTax JINTEIbHOM OLICHKN aKTUBHO-
ctu 00JIe3HM U OTBeTa Ha JieueHue. B uccnenoBanuu [TM]]
JromenHa napametrpsl DWI KoppenupoBanu ¢ KIMHAYE-
CKMMU mOpu3Hakamu u apyrumu MPT-6uomapkepamu
TsKecTH 0oJie3HM [182], HO MpuU 3TOM He COOOIIAIOCh
HU 0 pe3yibTaTax ITUTeTbHOM OLIEHKY ITPOTPeCCHUPOBAHMS
3a00JIeBaHUSI, HY O JOTIOJTHUTEIbHBIX TTOKA3aTeIISIX ITapa-
MmeTpoB DWI, nipeBblaoimux 3HaYMMOCTh apyrux MPT-
omnomMapkepoB. Msmenenus kosdduinmenrta nuddysnn
1 (GpaKLUMOHHONM aHU30Tponuu y mnamueHToB ¢ [IMJ]
JlrormieHHA OTpakaloT B OCHOBHOM CTEIICHB XXMPOBOM WH-
(punsrpany meli. B emie omHOM HeaBHEM UCCIeI0Ba-
HUM, TaKKe Y MaibuukoB ¢ [IM/I Jlio1ieHHa, yYUTHIBAJINCH
3¢ GeKTH CUTHAA IIIyMa OT XXUPOBOI TKaHM, YTO ITO3BO-
JIMJIO BBISIBUTH YBeIM4IeHNE KoadduinernTa nmuddysum u,
COOCTBEHHO TOBOPSI, A3, HO TOJIBKO B TTepeaHel OobllIe-
6epuoBoit Meme [187]. Ha Moaenu MbIeYHOM TUCTPO-
¢um y MBITIEH pe3ysbTaThl TCHETUIECKOTO JICICHUST MO-
HUTOPUPOBAINCH C TIOMOIIBIO MYJIBTUIIApAMETPUICCKOM
MPT, Bkitouast ananm3 mmapametrpoB DWI [15]. OgHako
TIOTTOTHUTENIbHBIE TTapamMeTpbl DWI, moiryaeHHBIE coBMeC-
THO ¢ pe3yiasratamMu MPT, He ObLIM OLIEHEHBI B 3TOM HUC-
caemoBanny. [1o MHEHIIO aBTOPOB, Oymylliee IIpUMEHEHE
DWI B xauecTBe OrMoMapKepa My 1151 OLIEHKHM pe3yabTaTa
BO3IEHCTBUS TIPEICTABISCTCS MIEPCIIEKTUBHBIM HAa pAHHUX
cTanusIx 3a00JIeBaHMS 1 HAIIPaBJICHO Ha BBISIBJICHUE HAPY-
IIEHWI HOPMAJIBHOM apXUTEKTOHUKH MBIIIICYHBIX BOJIOKOH.

OneHka TeKCTYpbl M300paxkeHHA. AHAIN3 TEKCTYPBI
M300pakeHUsI — CAMOCTOSITEIbHAST 00J1aCTh UCCIICIOBAHMIA,
chepa mesITeTbHOCTH ISl CIIEIIUAINCTOB, KOTOPBIE IMOKa
MaJIo CTAJIKUBAJIMCH C KOJIMYECTBEHHOM OIICHKOM MBIIIICU-
HOW TKaHU npu 0oJe3Hsx. 2ZKupoBast pakiyst B MbILILIAX
u T2-n3MeHeHUS SIBJISTIOTCS YyBCTBUTEIBHBIMU OMOMapKe-
pamu, OTHAKO OHU OYeHb HeCTICIIM(DUIHBI C TOYKH 3PCHMS
OTHOIIICHUSI COOCTBEHHO K 3a00JIEBAHUIO WIIM MEXaHU3MY
€ro pa3BuTHsI. Bo3MOXHO, U4TO e1Ba YJIOBUMEBIE XapaKTepH-
CTUKH pacIpeae/ieHNsI MTHTCHCUBHOCTY CUTHAJIA B OTIEIIb-
HBIX MBIIIIIAX 00J1a1al0T JOIIOTHUTEIBbHO MH(bOpMAaIe
0 TOM, YTO TJIa3 YeJIOBeKa He MOXET pa3jInIuTh, 1 MOTYT
ITOMOYb BBISIBUTH aJITOPUTMBI aHAJIN3a TEKCTYPHI.

B nuctpoduaHOI MBIIIIIE TPOMCXOMIT OOIIME TTaTO-
JIOTHYECKUE N3MEHEHMS, KOTOPHIE TIPUBOIST K IIpOTpec-

CHpPYIOIIEH CTPYKTYPHOI ne3opranm3any Tkanm. [lorepst
HOPMAaJIPHOI MBIIIEYHON CTPYKTYPHI OTpakaeTcsl B BUIE
aHOMAaJIbHOW TUCTIEPCUU UHTEHCUBHOCTHU curHajioB MPT
OT MbIIIII. [eTeporeHHOCTh CUTHaJa B TUCTPODUIHOM
MBIIIIIIE ObLIa BIIEPBBIC 3aMeYeHa B TUIIEPTPO(PHUPOBAHHOM
1 0CJTa0JICHHOM MHOKAape MOJIESIN XOMSIKa ¢ TaMMa-cap-
KorivkaHonatueii [188]. bombiyio, yeM B HopMme, (PIIyK-
Tyalio CHTHAJIa B MBIIIIIE, BEISIBICHHOTO TTOCPEICTBOM
yBeIMICHUST KO3 DuImeHTa Bapralini, MOXHO paccMa-
TpUBaTh KaK MOMEHT HYJICBOTO ITOPSIIKA aHOMAJIUH TEKC-
TYPBI CO CITY9aifHBIM IIPOCTPAHCTBEHHBIM pacIIpeieICHIEM.
AHajiornuHble Hab0IeHUS ObUIM OOHAPYKEHBI B CKEJIET-
HBIX MBIIIIIAX COOAK ITOPOIBI 30JI0TOM PETPUBEP C MBIIIIECY-
Hoit muctpodueit [3] m MampumkoB ¢ ITM/] diomenHa [21,
74]. Kak roBopmJIoch BbIIIIE, 3TO IO KpalfHel Mepe 4Ja-
CTUYHO MOXET OTpaXXaTh (pMOPO3 MBIIIIIEI, KOTOPHIHA SIB-
JISIETCST BaXKHBIM KOMITOHEHTOM THUCTPO(PUIECKOI TIepe-
CTPOIKN. B 3HAaUMTETEHO MEHBIIIEH CTETIEHN HOPMAaJIbHOE
CTapeHHe CBSI3aHO C HEOOJBIINM, HO CYIIIECTBEHHBIM YBE-
JIMYEHUEM TeTePOTeHHOCTH CUTHAJIA OT CKEJICTHBIX MBIIIIL]
[189], KoTOpOE TIpenIoaraet, 9YTo 3TOT MOKa3aTe/Ib 00J1a-
JIaeT TUAarHOCTUIECKOM IyBCTBUTEILHOCTEIO. MHTEpEeCHO,
yto KoMOMHUpoBaHue T2-BU ¢ anropurMaMu mpocToro
aHaIM3a TEKCTYPHI ITO3BOJISIET PAa3INIaTh MBIIIICYHBIC TH-
cTpoduu, CBSI3aHHBIC C Pa3HBIMU MYTallMSIMU T€HOB, Ha
MOZENISIX MbIteii [12].

B03MOXHO, MBIIIIIEI MAIIMEHTOB C BPOXICHHBIMU
CTPYKTYPHBIMU LIEHTPOHYKJICAPHBIMU MUOTIATASIMUA NME-
0T OTIPEICIICHHYIO TEKCTYPY, OIIpeAeISIeMYIO YKe TP BH-
syarbHOM aHanm3e (R.Y. Carlier, tmuroe cooOieHUe).
7151 BBISIBJICHUS TTATOJIOTIECKOTO TEKCTYPHOTO IIa0JIOHA,
XapakKTepHOTO IJIsI TUCTPOMUUYECKUX M BPOKICHHBIX
MUOIaThii, OblJIa co3maHa pabodas rpyrmmna MYO-MRI
(Www.myo-mri.eu) B paMKaxX CIIOHCOPCKOTo TpaHTa EBpo-
MeICKOTO COTPYIHUYECTBA B 00JIACTH HAYKW W TEXHUKU
(European Cooperation in Science and Technology, COST).
Bbun T10Ty9eHBI TTOI0XUTEIbHBIE pe3YJIBTaThl Ha MOIETN
MUOAUCTPpOUN Y 30JI0TUCTBIX perpuBepoB [190, 191].
B sToM mccremoBaHMM MOKa3aHO, YTO BBIYMCIICHHE Ma-
TPUII COBMECTHOI BCTpeuaeMOCTH — 0oJiee 3¢ heKTUBHOE
OIMMCaHME JIOKATHbHOUM TEKCTYPHI MBIIII 110 CPAaBHEHUIO
C XapaKTeprCTUKAMM, OCHOBAHHBIMM Ha MOMEHTAX, MaTPH-
IIaMU TPYIIIOBOTO KOOWPOBAHUS MJIN JIOKAIBHOM aHM30-
Tpomrel. AHAJIOTUYHBIC Pe3YJIBTaThl IIPUBOISITCS U B IPY-
TUX MCCIEHOBAHMSIX IO OLIEHKE TEKCTYpPHI M300paxkKeHMS
[192]. CrremyeT OTMETHTD, 9TO MATPHUIIBI COBMECTHOI BCTpe-
YaeMOCTH 00J1a1al0T YyBCTBUTEIILHOCTBIO TI0 OTHOIIICHUIO
K KOJIMYECTBY U pa3MepaM BOKCeJIei. DTOT acIleKT ObLI
IJIAaBHBIM BOIIPOCOM B BBHITICYITOMSIHYTOM HCCJICIOBaHUM.
B GyayiieM He0OXOAMMO OTNPEAECIUTL MECTO TTOJYYEHHbBIX
PE3yIBTaTOB TEKCTYPHOTO aHAJIM3a IS OLICHKY aHOMAJINiA
CKEJICTHBIX MBIIIIII.

[IpensarcTBue Ha ITyTH UCITOIb30BAaHMUS METOIOB TEK-
CTYPHOTO aHaJIN3a B MHOTOLIEHTPOBBIX MCHBITAHUSIX —
CHJTbHASI 3aBICIMOCTb TIOJTyY€HHBIX TEKCTYP OT ITapaMeTPOB
MIPUMEHSIEMBIX TIOCICAOBATEIBHOCTEN M OCOOEHHOCTEH
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MPT-annapara. Heo6xoauMo OTMETUTD BKJIA BIUSTHUSI
MMPOCTPAHCTBEHHOTO pa3pelieHus N300pakeHnsT B TeKC-
Typy, KOTOpasi OyaeT OTOOpakaTbCsl pa3IuYHO B 3aBUCHU-
MOCTH OT pa3Mepa BOKCEJIST: €CJIM BOKCEJTb UMeET OOJTbIION
pasMep, TEKCTypbl MOTYT He TIPOSIBIISITLCS; €CJIM BOKCEb
MMeeT MaJIblii pa3Mep, YpOBEeHb IIIyMa MOKET IMPEBBICUTH
MHGOPMATUBHOCTb TEKCTYpHI. TIATeNbHBII KOHTPOJIb
U COTJIacCOBaHME TTapaMeTPOB HUCCIIeJOBaHUST — HEOOXOIU-
MBbI€ YCJIOBUS JJIS TI0O0TO TaJIbHEMIIIEro NCIOIb30BaHUS
TEKCTYPHOTO aHaJIM3a ISl OLIEHKU pe3yIbTaToB.

Mocneanue mexuuyeckue paspabomsu

U UX BKNnaj B ucnonb3oBaHue MarHumHo-pe3oHaHcHoil

momorpadiuu B Kayecmae Memofa oueHKu pesynbmama

Bo3nelicmauda (mepanuu)

O6paboTKa 1 aHAIM3 U300pakeHWI MBI, 0COOEHHO
MPT wmbin, Bee Yalie UCITOIb3YIOTCS B KaueCTBE METOIA
OLICHKU pe3yabTaTa. [IocKoIbKy OHa SIBIISIETCS ITO-TIPEeX-
HeMYy OTHOCHMTEJIbHO HOBOM NMCIMIUIMHOM M OO0amaeT
OOJIBIIINM TIOTEHIIMAJIOM, TIPEATIOJIaracTCs €¢ 00sI3aTeIb-
HOE pa3BUTHE B HECKOJIBLKIX HaIlpaBiIeHUsIX. Pacmmperue
CIIEKTpa MHCTPYMEHTOB ¥ BO3MOXHOCTEI MCCIeTIOBaHMS,
JMOCTYITHBIX IIJIST JaIbHEUIIIe i XapaKTepUCTUKIA HOpMaJlb-
HBIX W TTOPaXXCHHBIX MBIIII, CYUTACTCS IPUOPUTETHOMI
3amayeit, pacCMOTpeHHOM BhIIe. Pa3padboTka IMpoTOKOIOB
JIIJIST ICCTIeIOBAHMST KOHKPETHBIX MBI, OCOOCHHO JIexKa-
1I1X TTyOO0KO, MpruoOpeTaeT Bce Ooiblee 3HaYeHue. bolto
MIPEIIOKEHO HECKOJIBKO METOIOB JIJISI OLICHKH CTPYKTYPBI
1 cocTaBa guadparMmsl in vivo [193]. AHaTOMIYeCKHE 0CO-
OCHHOCTH U IBIXaTeJIbHbIC IBVIKCHUS OACIAI0T CIOXKHBIM
HccliefoBaHue nruadparMel, HO ee (PyHKIIMOHATbHASI POJIb
1 TIOpaXXeHHe IIPY MHOTHX 3a00JIeBaHUSIX OIIPaBIBIBAIOT
3aTpauynBaeMble yerns [194]. IpyruM mpuMepoM sIBJIsI-
eTcs OlleHKa M300paxkeHUIA MBIIIII TP TePAITUX CTBOJIO-
BBIMM KJIETKAMU OKYJIO(papruHTeaTbHOM MBIIICYHON IHC-
Tpoduu [97], Tpedyrotieii hopMrupoBaHMS N300paKeHUIA
BBICOKOT'O pa3pellIeHUs MBI TOPTaHU, B KOTOPYIO BBO-
I TOMOJIOTUIHBIE MUOOJIACTHI, a TAK:KE MOHUTOPHMHTA
Pa3BUTHS MOICAKEHHBIX KJICTOK, ITYCTh aXe OIOCpeno-
BaHHO, ITyTeM aHAJIN3a UX BO3MOXHOTO BIMSHUS Ha IIPO-
rpeccupoBaHNe IeTeHePaTUBHBIX M3MEHECHUA.

O0BeM TOTIOTHUATEIBHON MH(pOPMALIMU O CTPYKTYpe
1 GYHKIMKA MBIIIBI, KoTopblii MPT criocobHa obecrie-
YUTh B OyOyIIeM M KOTOPBIA OTYACTH MOXKHO TIOJNYYUTh
yKe CEeTOmHsI, a TaKXKe HOCTYITHOCTh JJISI MCCIIeIOBAHMS
HOBBIX aHATOMHWYECKMX 00J1aCTeil OrpaHNIMBAIOT BHEIAPE-
HUE paCHIUPEeHHBIX MCCICAOBAaHUM, B MIEPBYIO Ouepeab
W3-3a YBEJIMYCHMSI BpEMEHH, HEOOXOIMMOTO JIJTSI BBITIOJ-
HEHHMs caMux ucciaemoBaHuii. OOCyXKmaeMbIii BOIIPOC
nMeeT SKOHOMUYECKYI0 (CTOMMOCTb HMCCIICIOBAHUS),
MMPaKTUIECKYIO W STUYCCKYIO COCTaBIISIONINE (CoTacue
MManyeHTa Ha CKaHNPOBaHKE TIPOIOJDKATEIFHOCTEIO > 1 ).
IMocnenHee SIBNISICTCST OTHOM M3 OCHOBHBIX ITPOOJIEM TPHU
HCCIIeI0OBaHUHU neTell. TakuM 00pa3oM, MHOXKECTBO YCH-
JINi HaTIpaBJieHO: 1) Ha yMEHBIIICHUE BPEeMEHU TOJTyICHUS
n300pakeHNIt; 2) BO3MOKHOCTh PETUCTPALINHM HECKOJIBKIX

MP-napaMeTpoB U MOTEHLIMAbHBIX OMOMapKePOB B XOA€
OIIHOTO MCCiIemoBaHMsI. Bo MHOTHX ciTyJasix 3TH 2 ITOIX0-
Jla MOTYT OBITb OOBEAUHEHHI.

‘VYMeHblIeHne BpeMeHN CKAaHUPOBaHNA. /1711 yCKOpeHMST
CKaHVPOBaHUS MOCIEA0BATEILHOCTE UCIIONB3YIOT MHO-
TOCpe30BOe CKAHMPOBAaHWE ITPOCTPAHCTBEHHOM MH(pOpMa-
MM MAaCCHBOM ITapaJUTIeIbHBIX ITPMHUMAIOIINX KaTyIIeK
B IIEJISIX COKPAIIEHUSI KOJIMYECTBA OTHEIBHBIX ITOCIIECIOBA-
TEJILHOCTEH C TIPOMOPIIMOHATLHBIM YMEHBIIICHUEM BpeMEHI
CKaHUpPOBaHUS. Pa3HbBIe cXeMbl MapaieIbHOTO (DOPMUPO-
BaHUS M300pakeHNI ObUTH TIpeUTOXKeHH! ettne 20 JIeT Ha3al
[195—197] u ceromHs NCITOB3YIOTCS TOBOJIBHO YacTo, HO BCE
elle He cucTteMaTnuecku. Yxke 10 JieT B 00paboTKe CUTHAJIOB
TIPUMEHSICTCS] HOBasi MaTeMaTi4IecKast KOHIIETIIHST 00paboT-
K MP-u300paxkeHusi, U3BeCTHAs KaK «CXKaToe CYMThIBAHUE»
[198, 199]. Naest 3akimodaeTcsl B NCIIOIB30BAHMH IIPOCTPaH-
CTBEHHBIX WJIM BPEMEHHBIX IIPOMEKYTKOB ITpH (DOPMIPOBa-
HIM M300pakeHNi1 OCHOBHOM MUIIICHU 1 THKOTEPEHTHOCTH
apTeakToB, 00pa3yOIINXCS B Pe3y/IbTaTe HEepeTyIsIpHOM
BbIOOPKH, JJI1 TOTO YTOOBI TPOMYCTUTD OOJIBIIYIO YaCTh MO-
JIY9eHHOM MaTpHIIBI, HO IIPY 3TOM PEKOHCTPYMPOBATh N30-
OpaxkeHre C MUTHMMAJTbHOM TIoTepeii KadecTsa. [IpnMeHeHe
nocneaoBareabHOCTU Dixon ripu MPT mbiiiinr ObL10 HelaB-
HO mpoaeMOHCTpupoBaHo y mnauueHToB ¢ [IMJI bekkepa
¢ (akTopoM ycKopeHusl B 6 pa3 0oJiblle 10 CPaBHEHUIO
CO CTaHIAPTHBIMH cXeMaMU (DOPMHUPOBAHUSI M300PasKEHUIA
[200, 201]. B ciydae, Korga KOMOMHUPYETCST COOP JaHHBIX
B HEICKAPTOBBIX KOOPIMHATAX, TAKMX KaK pagriabHasT BbI-
0opKa, MOXET OBITh TTOJTy4eH (pakTop yckopeHus B 10 pa3
¥ OOoJIbIIe, MIPAaKTUISCKH 03 IMOTepr KadyecTBa M300pa-
xenusd [202].

Jnsa momydeHus curHazia B T2 oT Boabl HeJaBHO OBIITN
TIPeUIOKEHEBI HOBBIE, 00JIee KOHKPETHBIC ITOCTICIOBATEIb-
HOCTH, OCHOBaHHEBIE Ha PEKUME YCTONIMBOTO COCTOSTHUS
CcBOOOIHOI ITpenieccuu (steady-state free precession, SSFP)
[61, 203, 204]. OnuH U3 TaKMX MTOAXOIOB OCHOBAH Ha pe-
3yasratax MoauduirpoBaHHoro Meroma SSFP, mpemro-
xkenHoro O. Bieri n coasr. [203]. MeToz 1T03BOJISIET TTOTYYUTh
OBICTpBIC CEJICKTUBHBIC KapTHUPOBAaHHBIE N300pakKeHUS
BOJBI B pexknMe T2 ckeneTHBIX MBI B 3D 1 MOXKeT OBITh
MOCTATOYHO JIETKO YCTAHOBJICH Ha KOMMEPYECKUX CKaHe-
pax [204]. HegaBHO OBLI TIpeaI0XeH HOBBIM METOI TTOJTy-
YeHMWsT U300paxxeHU B pexkuMe T2 ¢ MCHOJIb30BaHUEM
TPOMHOTO YCTOMYMBOTO pexkrma 3x0 (triple echo steady
state, TESS) m1s1 cHIDKeHHST IyBCTBUTEIBHOCTH K IBIKE-
HUSIM, KOTOPBIE OOBIYHO COITPOBOXKIAIOT BCE HEYCTOMNIM -
Bble CTalLlMOHApHbIe MeToAbl, BKiodas T2-pSSFP [61].
TESS-T2 He To1pKO CBOOOAEH OT TUTIMYHOTO T1/T2-cMe-
IIEHMS, OOIIETO TS BCeX MOHOITapaMeTPUUIECKIX METOIOB
CTAIlMOHAPHOTO peXXMMa, HO TaKKe OTIIMYAETCST BHICOKOM
HEUyBCTBUTEBHOCTBIO K HEOMHOPOTHOCTH Bl-mosisa. Btu
HOBBIC METOIBI, KOHEYHO, COBMECTHMBI C ITapaJlIeTbHBIM
(opmupoBaHNEM N300paKeHWI BU3yaIn3alueld M YCKO-
PEHHBIM CUMTBHIBAHHUEM.

CuHXpOHHOE TOJyYeHHe mepeMeHHbIX. KoHIIemms
MOJIY4YeHUSI HECKOJbKHUX MPEACTABISTIOIINX HHTEpeC
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MPT-napamMeTpoB B OJHOI MOCJIEI0BATEILHOCTU HE SIB-
ngercsa HoBo [205—207] u 6buTa TpOIEMOHCTPHUPOBaHA
IIpY OTHOBPEMEHHOM COOpe JaHHBIX 110 (PYHKIIMOHATEHOM
BU3YaJIM3aIlH, OIICHKE TTep(Py3UH U HACHIIICHHS KUCIIO-
poIOM, a TakxKe auHaMudeckoit 'H- u 3'P-cnekrpockomnuu
ckeseTHbIX M [208]. TTogoOHBINM TTOAXOA HE TOILKO
SKOHOMMUT BpeMsI, HO 1 TTO3BOJISIET PETUCTPUPOBATH KOM-
OMHAIMY TMHAMWYIECKIX IIEPEMEHHBIX, UYTO OIIPEACIISICTCST
VIOBJIECTBOPUTEIILHOM BOCIIPON3BOANMOCTBIO KaxKIOMN M3
aHAJIM3UPYEMBIX TIEPEMEHHBIX TP ITOBTOPHBIX UCCIIEI0-
BaHMsX. Takke OBUIO TTOKA3aHO, YTO M3 TaKUX MYJIBTH-
napamMeTpuuyeckux ¢pyHKunoHaabHbIX MPT-1nipoTokonos
MOXHO BBIIEIWTH HAHHBIC O HACHIIICHUN KHUCIOPOIOM
MBIIIIH [209]. BTH MyJIbTHIIapaMeTPUIeCKIE MHCTPYMEH-
THI BBISIBJISTIOT aHOMAJIbHYIO TIep(y31I0, BHOCSIIYIO CBOM
BKJIAJI B CHIDKCHHE OKHMCIIUTEILHOTO (hOC(hOpHINpOBaHUS
y IMalMEHTOB C IIMKOTEH030M 3-ro Thma [156].

s XxapaKTepUCTUKKA MBI OMHOBPEMEHHOE MYJTh-
THIIapaMeTPUISCKOEe KapTUPOBAaHME — TIEPCIICKTUBHBIN
Croco0 JalbHEUIIIeTo YCKOPEHUS KOJTMYECTBEHHBIX OIle-
HOK. Hamra komaHma mcciemoBaia BO3MOXHOCTD IIPUME-
HeHMs ObICTpoit (2 ¢ Ha 1 M300pakeHNe) MOCIeI0BATEIb-
HOCTH MYJBTUIIAPAMETPUICCKOTO BOCCTAHOBJICHUS
n300pakeHnusI co cbaaHcupoBaHHOM MHBepcueit SSFP
(IR-bSSFP), 4T00HI OTCIEOUTH OBICTPYIO (PU3MOTOTHYE-
CKYI0 ajallTalliio CKEeJICTHBIX MBIIIIL BO BpeMs cTpecca
wim aktuBanuy [210]. DTa mocaeoBaTeIbHOCTD COCTOUT
W3 WHBEPCUU HMMITYJIbCA, ITOIYyIaeMOT0 ¢ IIOMOIIIbIO He-
CKOJBKMX cOajlaHCUpPOBaHHBLIX H300paxkeHuit SSFP,
B TO BpeMs KaK CUTHAJI CTAHOBUTCS YCTOMYMBBIM [211].
Pexxumer T1, T2 1 MO (oTHOCHTEIbHAS TUIOTHOCTD IPO-
TOHOB) MOTYT OBITh ITOJTYYCHBI N3 MOHOSKCITOHEHITNAIb-
HOTO TpeXIapaMeTPpUIECKOTO MPUOIIDKEHUS CepUM U30-
opaxkxenuii. Curnan IR-bSSFP co BpeMeHeM MOXET OBITh
0oJiee TOYHO CMOACIMPOBAH C MCITOIb30BaHUEM YpaBHE-
Husa bioxa win BbruuciaeHus EPG formalism, 4ToObl
y4eCcThb MHCTPYMEHTAIbHBIC OIIMOKN (HEOTHOPOTHOCTU
B1* 1 B0, a¢ppeKTMBHOCTD MHBEPCUM, HEUIEATBbHBIN ITPO-
¢unb cpesa) [12, 212, 213] u cocTaB TKaHU (KOMIIOHECHTBI
BOIA/XMWD).

Kuposas ¢ppakunst u T2-kapTupoBaHue — HauboJiee
uzyyeHHble M P-01oMapKephl, KOTOpble MOTYT ObITh HAU-
OoJtee MOJIE3HBIMU TSI UcclienoBaHUi MbIl. [TomydeHme
M300paKeHU, TPEeIOCTaBIISIONINX MH(POPMAIINIO OT KM~
poBoii ppakiiny, Kak 1 T2-KapTUpOBaHUE, CTAHET 0OJIb-
IIMM IIIaTOM BIIEpE.

HemasHno 6butr mpemntoxen meton IDEAL—CPMG,
KOTOpHBI coyeTaeT B cebe mocienoBaresibHOCTU IDEAL
u Carr—Purcell-Meiboom—Gill (CPMG) [214]. On mo-
3BOJISIET TTOJIYYUTh pa3neIbHbIC N300paskeHMS BOIBI U XKH-
pa TSI KaXXIOTO BPeMEHHM 3X0-CUTHaIA. 3aTeM 3TOT METOI
HCIIONIb3YeT SKCIIOHECHIINAIBHOE TIPUOJIVKEHUE UTST pas3-
IIeJICHWST CUTHaJIa oT Boasl Ha T2 u xkwupa Ha T2 11 mpo-
BeIeHUS KOJIMYCCTBEHHOI OlleHKH. KMpoBBIe (hpaKInu
ITOJTYJalOT 10 aHAIM3Y TJIOTHOCTH ITPOTOHHBIX M300paske-
HUI OT XXMpa 1 BOABI TP PEKOHCTPYKIINN C TIPUMEHEHM -

em IDEAL-meTona. Tem He MeHee HeuaealibHas opma
RF-umnynsca u HeogHoponHocts RF-nonst moryt npu-
BECTH K 00pa30BaHUIO CTUMYJIMPOBAHHBIX X0 1 HEIOCTO-
BEpHOMY OIIpeeIeHIIO CuTHajIa T2 IIpy UCITOIb30BaHNT
MIPOCTOI 3KCITIOHEHIIMAIbHOU Moaenn. KpoMe Toro, mu-
3aifH 3TOH ITOCIeAOBATCIIPHOCTH HMMITYJIbCAa BBIHYXKIAeT
MIPUMEHSTh 00Jice BBICOKYIO IMPOITYCKHYIO CITOCOOHOCTH
CUMTHIBAaHUS TAHHBIX U, CIIEAOBATEIILHO, CHIKAET KO3~
(buImeHT cUrHaJ/IITyM Ha U300pakeHUH.

Hpyroii Tmmoaxon IS OTHOBPEMEHHOTO M3MEPECHMS
curHaia T2 oT Bombl ¥ XKNPOBOM (DpaKIINKM OCHOBAH Ha MC-
MTOJIb30BAHUM MYJBTUKOMIIOHEHTHOTO TIPUOIVIKCHUS
crangapTHoit MSME-mocienoBaTeIbHOCTH C y4E€TOM
pasHulbl ocnadnenuii T1 u T2 Mexny MpoTOHAMM XHUpa
1 BOIBI. DKCIIOHEHIINAIBHBIE MOMIEI MOTYT OBITh IIPUME-
HEHBI T onrcaHus pa3neiaeHns curHaia MSME, kak ato
66110 crieslaHo B padbote N. Azzabou u coaBr. [28]. Hama
KOMaHIa HeJaBHO IIPEMIOXWIA HCIOJB30BaTh TOJIHKO
nocnenoBareabHOcTh MSME 1 ocHOBaHHOE Ha BBIUMCIIC-
Hun EPG mpubmmkeHue st OMHOBPEMEHHOTO TTOJTyUe-
Hus curHama T2 oT xkupoBoii (ppakiium u oT Boasl (Marty
u coaBT., NMRBiomed, B meuarn). [Ipomoirkaercs mpo-
BepKa IIOCTOBEPHOCTH 3TOTO PEIIeHUS OTHOCUTEIHHO
CTaHIAPTHBIX PA3IeIbHBIX CITOCOOO0B MOydeHUST HHPOP-
MaIlid, ¥ €CTh HaleXa, YTO UX UCIIOJIb30BaHNUE B IIPOTO-
KOJIAX COKPATUT BPeMSI MOCIEA0BATEIbHOCTH TPUDIU3U-
tenbHO Ha 50 %.

BobiBoAbl

HecMoTpst Ha BEICOKYIO CTOMMOCTh, HEBO3MOXHOCTh
MIPOBEICHUS MCCICIOBAHMS Y IIOCTEIN OOJBHOIO, TeX-
HOJIOTMUYECKME CJOXHOCTHU METoAa U B psilie CllyyaeB
CIIOKHOCTb MHTEPIPETAIINM, METON OOCIeIOBaHUS Ha
ocHoBe MPT-u3o0paxeHuit ¥ CIEKTPOCKOITMU BCe OOJIb-
IIIe PaCKpPhIBaeT CBOM BO3MOXHOCTH B Ka4eCTBE CIIoco0a
OLICHKM COCTOSIHUSI CKeJIeTHBIX MBIII. Poibs aHammsa
M300pakeHNI B KaYE€CTBE METOIA M3MEPEHUS Pa3TMIHBIX
ImapaMeTpOB MBI NMPU KINHUYECKUX MCCIeIOBaHMIX
MOXET IIPOHO0JIKATh BOCIIPMHUMATHCS KaK OTCTAIOIIAs
B CPaBHEHWM C BKJIaIOM JAHHOU TEXHUKU B OLIEHKY JIpY-
TMX OPraHOB, TaKMX KaK TOJIOBHOM MO3L. B 3HaumMTe IbHOIM
CTEIIeH! 3TO KOCBEHHO CBSI3aHO C MEHBIIIEH pacIipocTpa-
HEHHOCTBIO MBIIICYHON ITaTOJIOTUM, HU3KUM YPOBHEM
IOCTYITHOCTH CKAaHEPOB M OTCYTCTBHEM OXHO3HAYHBIX
TepareBTUICCKUX MEPCIIeKTUB. JIBa MOCIeTHUX 00CTOS -
TEJIbCTBA TTOCTETIEHHO OTXOJAT Ha 2-i1 mnaH. [lapamer-
pUYecKre n300paxkeHusI B pexknme T2 XKupoBoii ppakimm
1 BOABI B MBIIIIAX TTO3BOJISIIOT HEMHBA3WBHO ITOJIYIUTh
KOJMYECTBEHHBIC XapaKTePUCTUKU IeTeHEPaTUBHBIX
W3MEHEHUI B CKEJIETHBIX MBIIIIIAX 1 OTIPEACINTD aKTHUB-
HocTbh 601e3Hu. CerogHs ot 2 MP-6momapkepa mmpo-
KO MCIIOJIB3YIOTCS B IIPOTOKOJIAX UCCASAOBAHMS MBIIIII.
HecMmoTps Ha U3BeCTHBIC HEIOCTATKHA M OTpaHUYCHUS
MeToza, IToKa3aHa JOCTATOYHO BhICOKAsI MH(POPMATUB-
HOCTB JOITOJTHATEIIEHBIX XapaKTePUCTHK KaxKIOH TKAHH, 9TO
no3BoJisieT nmpuMeHsITb MPT-Bu3yanuzaluio B OLIEHKE
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a¢deKTa JedeHNS B HOBBIX TePAIleBTUUECKUX MCCIIeIOBa-
Husx. CoBpeMeHHBIC TEXHUUECKHE Pa3pabOTKM HAIIpaB-
JICHBI Ha COKpaIlleHWe BPEeMEHM IOJIydeHUs TOCIeI0Ba-
TEJBHOCTEH U WX XapaKTepHCTUK IPY OTHOMOMEHTHOM
OLICHKE CHUTHAJIa OT XXUPOBOi ¢pakimu u B T2, 4T0 3HA-
YUTEJIbHO YMEHBIIUT BpeMs Bcero mcciemoBaHus. Mc-
MTOJIb30BaHME METOIOB B MHOTOIIECHTPOBBIX UCCIICIOBAHM-
SIX TIPEATIONIAaTaeTCs yKe B OJIMKAMIIIIe MEeCSIIBl 1 TOMBI,
YTO TIOBBICUT JOBEpHE IMAIlMeHTOB K mporemype MPT,
0COOEHHO B ITeANATPUICCKON ITPaKTHKE.

VYMeHbIIeHNe BpeMeHH TT0CIIeIOBaTeIbHOCTEH, TT03BO-
JISTIOIIVX TTOJTYYMTh M300pakeHUsT SKUPOBoii hpakimu, u T2-
KapTHPOBaHME TTO3BOJISAIT OCBOOOINTD BpeMsI IS OOHAPY-
KEHUS U BKITIOUCHUS B KIIMHUYECKHE TTPOTOKOJIBI IPYTHX
O6roMapKepoB, TAKMX KaK OIpeneicHre YpoBHS ochonm-
acTepasbl pu ' P-CeKTpOCKOMNUH, MbIILLIEYHAS apTePUaIb-
Hasi iepy3usT co CIIMH-MapKUPOBKOM 1/ MJIN UCCIICIOBAHIE

uHTepcTuunaibHoro ¢uopo3a B UTE-nmocnemosaresnb-
HocTsIX. MPT — yHUKaNbHBINA MTHCTPYMEHT, IMTO3BOJISIIOLLIMIA
OITHOMOMEHTHO HEWMHBA3WBHO HCCJICAOBATh aHATOMMIO,
CTPYKTYPY, OMOXUMIIO 1 (PYHKIIMIO IIOBEPXHOCTHBIX 1 TITy0O0-
KO PacIoJIOXXEeHHBIX CKeJIETHRIX MBIIIIL. birarogapst TexaHo-
JIOTUIECKVM MHHOBAITUSIM OTKPBIBAIOTCS HOBBIE BO3MOKHO-
CTH, KOTOPBIC TOJDKHBI IITMPOKO BHEAPSITHCS B KITMHUIECKYIO
MPaKTHUKY, OCOOCHHO B Ka4eCTBE MHCTPYMEHTA TSI OLICHKU
Pe3yJIBTaTOB KITMHIYESCKIX MCITHITAHMIA.
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OcobeHHOCMU COCMOAHUA MATKUX MKaHel Ha BepwuHe aedopmauuu
Yy 6onbHbIX Kuhockonuo3om Ha hoHe Helipothubpomamo3sa 1-ro muna

E.H. Illypoga, E.H. I'op6au, I'. H. ®ummmonosa, C.O. Psaobix, E.H. Ounposa

DI'BY «Poccuiickuii HayuHblil uenmp «Boccmarnosumenvhas mpasmamonoaus u opmonedus» um. axao. I.A. Hauzaposa» Munzdpasa
Poccuu; Poccus, 640014 Kypean, ya. M. Yavanogoii, 6

Konmaxmor: Enena Hukonaesna Illyposa elena.shurova@mail.ru

Lleab pabomot. Ouenka KoXCHOU HYECMEUMENbHOCIU U AHAAU3 MOPPOA0UHECKUX USMEHEHUT napagepmetpanbHbiX MblUUY U KOJCU CRUHbL
6 NPoeKyUU 6epulliHbl KUPOCKOAUOMUYECKOl Oeghopmayuu y nayuenmos ¢ netipogubpomamosom 1-eo muna (H®-1).

Mamepuaavt u memooot. O6credosanvt 10 6oronbix HD- 1, komopsim nposodunoce xupypeuueckoe aeverue no nooody Kupockoauosa.
Temnepamypro-604e8yio 4y8cmeumeabHOCms 00 Onepayiu Uccae008ai ¢ UCHOAb308AHUEM FNEKMPUYECK020 ICME3UOMEMPa 6 0epMamo-
Mmax, coomeemcmsyloujux geputune deghopmayuu. buonmamot Kodxcu u mvluypl 3a0Upasy UHMPAONEPAUUOHHO 8 NPOEKUUU 8EPUIUHBL OyeU
Oechopmayuu NO36OHOUHUKA C NOCACOVIOUWUM 2UCHON0SUHECKUM AHAAU3OM C HOMOUWbI) C8EMOBOL U CKAHUPYIOWET S1eKMPOHHOU MUKPO-
cKonuu.

Pezyavmamot. Y 6onvnbix kugpockoauozom na gone HD-1 Oviau 6bisi6aeHbl HApywieHUs MeMnepamypHo-004e60il 4y8CmeumeabHocmu,
namonoeuecKue CmpyKmypHble UsMeHeHUs KOJCU U Mbluil, HapyuleHUus UX NOAHOUEHHOI UHHEP8aYUU U KPOBOCHAONCEHUS.

Obcysncoenue. OGHapysceHHble USMEHEHUS MO2YM 00YCA08AUBAMb CHUNICEHUE PENAPAMUBHO20 HOCMONEPAUUOHHO20 NOMEHUUANa MKAaHel,
4mo HeoOX00UMO YHUMbIBAMb 8 NPOPUAAKMUKE U NPOeHO3e IPHEeKMUBHOCIU Ae4eHUs U PeadUAUMAUuUU.

Karoueswie caosa: neiipogpuobpomamos I-eo muna, kugockoauos, eepuiuna degpopmayuu, memnepamypHo-001e6as uy8cmeumenbHoCmo,
Kodica, napagepmedpanvivie Molullbl

DOI: 10.17650/2222-8721-2017-7-1-30-36

Characteristics of soft tissues at the apex of the deformity in patients
with kyphoscoliosis with underlying type 1 neurofibromatosis

E.N. Shchurova, E.N. Gorbach, G.N. Filimonova, S.0. Ryabykh, E.N. Ochirova
G.A. llizarov Russian Scientific Center of Restorative Traumatology and Orthopedics, Ministry of Health of Russia;
6 M. Ul’yanovoy St., Kurgan 640014, Russia

Objective. Evaluation of skin sensitivity and analysis of morphological changes in paravertebral muscles and back skin in kyphoscoliotic
deformity projection in patients with type 1 neurofibromatosis (NF-1).

Materials and methods. Ten NF- 1 patients who underwent surgery to treat kyphoscoliosis were examined. Using an electrical esthesiometer
thermal pain sensitivity before the surgery was studied in dermatomes corresponding to the apex of the deformity. Skin and muscle biopsy
samples were collected intraoperatively in the projection of the apex of the deformity curve and were subsequently analyzed by light and
scanning electron microscopy.

Results. Patients with kyphoscoliosis with underlying NF- 1 were characterized by abnormal thermal pain sensitivity, pathological structural
changes in skin and muscles accompanied by disrupted innervation and blood supply.

Discussion. The observed changes may be responsible for lowered postoperative reparative potential of tissues and they must be considered
in prevention and prognosis of treatment and rehabilitation efficacy.

Key words: type 1 neurofibromatosis, kyphoscoliosis, apex of the deformity, thermal and pain sensitivity, skin, paravertebral muscles

BsepeHue

Heitpodpubpomaros (HP) — HacmencTBeHHOE 3a00J1¢-
BaHHWe, TMOpaxkalollee KOXY, HepBHYIO TKaHb, KOCTHBIC
1 MATKOTKaHHBIE CTPYKTYpHI [1, 2]. B 25—50 % ciay4aes
H® 1-ro tumma (H®-1, 6one3np PeknmHrxayseHa, mepu-
dbepuueckuit HP) mpossisieTcs KuPoCKOIUOTHYSCKOM
nedopmanmeil mo3BoHouHuka [1, 3, 4]. OcobeHHOCTA
MAHHBIX HehopManuii — paHHsIsI MaHUMeCTaIus 1 OBICT-
poe mporpeccupoBanue [5, 6]. be3 koppekuun nedpop-

Malldil pa3BUBAIOTCS HEOOpaTUMBIC CepaecTHO-JICTOUHBIC
¥ HEBPOJIOTUYECKYE HAPYIIICHYSI, IIPEIOTBPATUTH KOTOPBIC
MOXET TOJBKO CBOEBPEMEHHOE XHPYpPrUIecKoe BMellla-
TeJIbeTBO [7, 8]. [Ipn 060CHOBAaHMM METOIUK 3aIHEN TO-
PaKOIUTACTUKM, IIPOTHO3€ KOHCOIMIAIINY PaHbI U TUIaHU-
POBaHUM PeadMIUTALIMOHHBIX MEPOIIPUSATHIT HEOOXOIMO
YUUTBIBaTh OCOOCHHOCTH MOP()ODYHKIIMOHATBHOTO CO-
CTOSTHASI MSITKMX TKaHEW B 00JIaCTH IIPEAIIONaraeMoro
OIepaTUBHOTO BMeIIaTeIbCcTBa [9].
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B nuteparype ynensiercs Majao BHUMAHUS CTPYKTYp-
HO-(YHKIIMOHAJIBHBIM OCOOCHHOCTSIM MSTKUX TKaHEU
B 00J1aCTH XUPYPTUUECKOTO BMEIIATEILCTBA (HA BEPIIIMHE
nmedopmalinm) y 60bHBIX Krdockomo3oM Ha (porHe HD-1
[10—12].

Iexb padoTbl. AHAIN3 MOP(OIIOTMUECKIX N3MEHEHMI
mapaBepTeOpaTbHBIX MBI M KOXHM CIIUHBI B IIPOSKIINU
BEePIIMHEI 1e(hOpMALIMU U OIIEHKA KOKHOM YYBCTBUTETb-
HoctH ipy HP-1 y marimeHToB ¢ KU(OCKOINO30M.

Mamepuanbl u Memofbl

Brum o6cmenoBans! 10 mareHTOB (5 MyKCKOTO TI0J1a)
¢ kudockonmo3zom Ha poHe HD-1 B Bo3pacte 9—24 et
(cpennuii Bospact 16,0 + 1,9 rona). BepreGpanbHblit CUH-
IIpoM OBLIT TIPEACTABJICH AYTOM B IICHHO-TPYTHOM OTIEC
IMO3BOHOYHMKA B 2 CIIy4yasX, IyTroil B TPYIOIMOSICHUIHOM
otmene — B 8. BenmumHa medopMalmy MO3BOHOYHMKA
obuta B mipenenax ot 50 mo 140° (B cpexnem 98,0 + 12,2°)
mo Cobb [13]. HccrmenoBanue omoOpeHO KOMHUTETOM
no atuke PHII «BTO» um. akan. I'A. Mnu3zapoBa u mpo-
BOIMJIOCH B COOTBETCTBMH C STHMUYCCKMMU CTaHIAPTAMM,
M3JI0XKeHHBIMU B XeJIbCMHKCKOM AeKiapannu. Pomurenu
WJIM 3aKOHHBIE MPEACTABUTEIN HECOBEPIICHHOJIETHUX
MMAIeHTOB TTOANMCAIN HHGOPMUPOBAHHOE JOOPOBOJIb-
HOE CcoIIacye Ha IIPOBEeICHNE TUAarHOCTHUECKUX UCCIEeIO-
BaHUM.

Bcem manmeHTaM OCYIIECTBIISIIA THCTOJIOTUICCKUIA
aHamM3 OMOoITaTa KOXHU, B3SITOTO B IIPOSKIINHN BEPITNHBI
nedopMali TIPU BBITIOJTHEHUH TOCTYITA K 3aIHUM OT/Ie-
JIaM TTIO3BOHOYHOTO CTOJIOA B XOJ€ XUPYPrUYECKOTO JIeyeo-
HOTO BMEIIIATEIbCTBA C UCITOIb30BAaHNEM CBETOBOM U CKa-
HUPYIOIIEH JIEKTPOHHON MUKPOCKOITHM.

MdparmMeHTHI KOXKXHOTO ITOKpoBa ¢pukcuposBasm B 10 %
pacTBOpe HeMTpaaIbHOTO (DOpMaIHA C TTOCICAYIONIe ae-
rUApaTanveil ¥ 3aJIMBKOI YacTH Marepuayia B rapaduH,
a TakoKe TIPOIMTKOM ApyToit yacT KampeHoM (3,3-amume-
THI-2-MeTWICHONIINKITO-[1,2,2]-TenTal) W BHICYIINBA-
HHEM Ha BO3IyXe B OCCITBUIBHBIX YCIOBUSIX. [HIcTOIOTMYEC-
KHe Cpe3bl OKPAIINBAJIN TeMaTOKCYUIMHOM M 303MHOM, TI0
MaccoHy, UMIperHupoBajJ HUTpaToM cepedpa mo Pac-
cKa30Boii. MopdoJIormiecKre NCCIeI0BaHMST KO BBITION -
HSUIH C UCTIOJIb30BaHNEM 3JIEKTPOHHOTO CKAaHUPYIOIIETO
MuKpockorna JSM-840 (Jeol, SmoHmst), anmapaTHO-TIPO-
rpaMmMHOTO Komiuiekca «JImaMopd» (Poccus) Ha Gaze
cBeToBOTO (poTOMHUKpocKomna ¢pupmsl Opton (Iepmanus),
IIporpaMMBbI-aHaIM3aTopa MUMPOBEIX N300paskeHmIT «Bu-
neoTect-Macrtep-Mopdomorusi» (Poccmst).

TeMIrepaTypHO-00JIEBYIO YYBCTBUTEILHOCTD UCCIIECHO-
BaJTIN SJIEKTPUYECKUM 3CTE3MOMETPOM (TEPMUCTOP (DHUPMBI
EPCOS Inc. (Iepmanmst)) ¢ 0oTHOBpEMEHHOM perrcTpalii-
eif temrrepatypbl Koxu (Termostar (Nihon Kohden, fmo-
Hus)). M3MepeHus MpOBOOMIN CUMMETPUIHO CIIpaBa
U CJIeBa B 00JIaCTH AepPMATOMOB, COOTBETCTBYIOIINX BEP-
murHe nedhopMaly IT03BOHOYHHKA.

s MopdhoIOornIecKoro aHajin3a IapaBepTeOpatb-
HBIX MBIIII BO BpeMsI OITepaliiy Opajiy OMONTaT B IIPOCK-

LIMY BepIIWHKI nedopmanuu. buonratr ¢pukcupoBanmu
B 10 % HeiiTpanbHOM hOpMaIMHE C MOCEAYIOLIEH TUCTO-
JIOTUYECKO# MPOBOAKOI 1 3a/IMBKO B napaguH. M3roros-
JIeHHBIe Ha MHKpoTtomMe Bromma-2218 (LKB, IlIBerrust)
Cpe3bl OKPAIIMBAIA TeMAaTOKCIJIMHOM 1 03MHOM, 110 BaH-
[30HY 1 TpUXpOMHBIM MeTOomoM 1o MaccoHy. I1pemapatsr
HCCIIEI0BAIN C TIOMOIIIBIO CBETOBOIO MUKpockora Opton
(Tepmanmst), BCTpoeHHO# (hOTOKAMEphI M amIapaTHO-
IporpaMMHOro komiutekca «JInaMopd» (Poccust) B ipo-
rpamme Color.

CTaTtcTIIeCcKyIo 00pabOTKY JAHHBIX IIPOBOIIIH C IT0-
MOILIBIO TTaKeTa Ut aHaau3a faHHbix Microsoft Excel 2010
u porpaMMebl Attestat 2001 [14].

Hnsa ompeneleHWsT HOPMAJIbHOCTH PaCIIpeaeICHMS
BBIOOpKU wucIionb3oBain kpurepuin Illanupo—Yunka.
[Tpu HOpMaTEHOM pacIipene/ieHNN KOJIMYEeCTBEHHBIX I10-
KazaTeJIel IS MMapHBIX CPAaBHEHUI TTPUMEHSIIN t-KpHUTe-
puit CtpiomeHTa. B ocTadbHBIX CITydasx MCHOJb30BaIA
HemapamMeTpUiecKue MeTOABI (1151 aHaIU3a HECBA3aHHBIX
BBIOOPOK — KpuUTepuit MaHHa—YUTHU, IJIST OLIGHKU pa3-
JIMYNA MEXITy CBSI3aHHBIMU BBIOOPKAMM — KPUTEPUA
BuiikokcoHa). Pe3ynbraThl CUMTAIN CTATUCTUICCKY 3HA-
gyuMBIMU TIpH p > 0,05.

Pesynbmambl

B Ouornratax KoY CIOUHBI B MPOSKIMU BEPITMHBI
nedopMaliny y BceX MAallMeHTOB OBLIN BBISIBJICHBI CTPYK-
TYpHBIC N3MEHEHUSI: YMEHBIIICHHE TOJIIITMHBI SITUACPMUCA
U IepMBI, CTIIAXKEHHOCTD pesibe(bHOTO pUCYHKaA (puc. la),
MMUTMEHTAIS KJIETOK 0a3aJIbHOTO CJIOST JITHACpPMICA,
VIUIOTHEHHE BOJIOKHMCTOTO OCTOBAa COCOYKOBOTO M CeTYa-
TOTO CJI0€B IepMEBI (puc. 16), Grudpo3 IPOCBETOB OTIACTb-
HBIX cocynoB (puc. 16). OTMedeHa TUrIepeMus OOIbIICH
YaCcTH MUKPOCOCYIOB. B mepmBacKyISIpHBIX TTPOCTPAHCT-
Bax OOHapyXeHBI BOCHAIMTEIbHbIC MHOWIBTPATHI (pHC.
le). BBIsSIBIEHBI THMCTOCTPYKTYPHBIC M3MEHEHUSI CTCHOK
apTepuii KPYITHOTO M CpeIHEro KaamopoB (cM. puc. 16),
W3MEHEHNE COOTHOIICHUSI MBIIICYHO-COCTNHUTEIBHO-
TKaHHBIX KOMITIOHEHTOB, HapyIlIeHNe ITPOCTPAHCTBEHHOM
OPHMEHTAIINH KJIETOK M BOJIOKOH, YACTUYHOE pa3pyIlIeHUE
BHYTPEHHEM 3JIaCTUYECKOM MeMOpaHBI. B oTmerpHBIX
HepBaX KOXHW OTMEYEHBI OTeK NEPUHEBPAIBHOTO IIPO-
CTpPaHCTBa, HapyIIeHHEe OPUEHTALIMA HEPBHBIX BOJIOKOH
B CTBOJIAX, pas3delieHNe WX MacCHUBHBIMU (PUOPO3HBIMU
reperopoakamu (puc. 10). B oTnenpHBIX yJacTKax ITOIIe-
PEYHBIX CPE30B HEPBOB OOHapYXKeH JuIomMaro3. B Heko-
TOPBIX BETBSIX HEPBOB KOXU TOMUHUPOBATIN (GUOPOOIACTEI
W, B MCHBIIEH CTEeNeHM, KIIETKM ITBAaHHOBCKOTO THIIA
Cpeny YyJacTKOB BBIpaXXeHHOTO (hmOpo3a, B OTHCIBHBIX
OTpe3Kax KOXXHBIX HEpBOB — JAe30pHUEHTUPOBAHHEIC IITBAH-
HOMNOMOOHBIE KJICTKH. B HEKOTOPBIX KPYMHBIX HepBax
KOXMW — IpyObIe CTPYKTYpHBIC U3MEHEHHUS C IeCTPYKIINEH
OOJIBIIICH YaCTH HEPBHBIX BOJIOKOH. B mepMe — mecTpyk-
TypUpOBaHHBIE CBOOOMHBIC HEPBHBIC OKOHUAHMS (pHC. le).

TeruroBast 9yBCTBUTEIBHOCTD B 00JIACTH AIepPMaTOMOB
Th6, Th7, Th8, Th9 u Thl0 Bo Bcex ciydasx ObLia
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Puc. 1. buonmam koxcu cnunsl Ha eepuiune depopmayuu nayuenma c Helipoguopomamosom I-eo muna: a — eUCMOCMPYKMYPa KOHCHO20 NOKPo8a (0Kpac-
Ka 2eMamoKCcUuAuHoM u 303uHom, x 1,5); 6 — yuacmok ¢ubposza cocouko802o 105 0epmbl (CKAHUPYIOUWAS IACKMPOHHAS MUKPOCKOnUs, X 250); 6 — usmeHe-
Hue cocyOUcmbiX CIMeHOK U YuOpo3Uposarie npoceema cocyoos apmepuanbHo2o muna (0Kpacka eemamoxcuiuHom u 303unom, x 400); e — eocnaiumenvHolii
UHGUABMPam no X00y MUKPOCOCY008 (OKPACKa 2eMamoKCUAUHOM U 303UHoM, % 400); 0 — 3ameueHue HepeHbIX 80A0KOH (PUOPO3HOU MKAHBIO 6 Hepée KOJCU,
NPUBHAKU AUNOMAmMOo3a (OKpacKa 2eMamoKCuauHoM u 303unom, x 200); e — decmpykuusi c60000HbIX HEPBHBIX OKOHYAHUL 8 cemH4amom caoe oepmbl (UM-
npeenayus cepebpom no Pacckasosoii, x 400)

Fig. 1. Biopsy sample of the skin of the back at the apex of the deformity in patient with type I neurofibromatosis: a — skin histological structure (hematoxylin
and eosin staining, x 1.5); 6 — fibrosis area in papillary dermis (scanning electron microscopy, x 250); ¢ — changes in vessel walls and fibrosis of vessels of
arterial type (hematoxylin and eosin staining, x 400); ¢ — inflammatory infiltrate along microvessels (hematoxylin and eosin staining, x 400); 0 — replacement
of nerve fibers with fibrotic tissue in a skin nerve, lipomatosis symptoms (hematoxylin and eosin staining, x 200); e — destruction of free nerve endings in
reticular dermis (silver impregnation per Rasskazova method, x 400)

Tadmana 1. Hapywenus memnepamypro-601e60ii wyscmeumenvHocmu npu neipoguopomamose 1-eo muna 6 depmamomax (Koauuecmeo Kaxcdozo dep-
mamoma — 16) na eepuiune deghpopmayuu

Table 1. Abnormalities in thermal and pain sensitivity in dermatomes (number of dermatomes — 16) at the apex of the deformity in type 1 neurofibromatosis

NOpOr B HOpPMeE MOPOT HOBBIIEH OTCYTCTBYET MOpor B HOpMeE MOPOT NOBbINIEH
normal threshold increased threshold absent normal threshold increased threshold

Th5 17 50 33 25 75

Thé 0 75 25 8 92

Th7 0 67 33 0 100

Th8 0 83 17 0 100

Th9 0 100 0 0 100

Th10 0 58 42 0 100

n3MeHeHa (tabin. 1): B 72,2 + 7,4 % ciydaeB IOpOTH TeIuia
ObiTM noBbIeHb! Ha 3—8 °C (p < 0,01) (Tabn. 2), 8 27,8 £
4,5 % ciy4aeB TeTUIOBasi 9yBCTBUTEIBHOCTD HE OTTpeaeIsi-
nack. B nepmarome Th5 B 17 % ciydyaeB moporu Teria
ObL1u B HOpMe, B 50 % — noBbilLeHbl, B 33 % — TeruioBast
YYBCTBUTEIBHOCTh OTCYTCTBOBAJIA.

Bonesas wyBcTBUTETHHOCTH B IepmaTomax Th7, ThS,
Th9 u Th10 (cMm. Tab6a. 1) B 100 % ciyyaeB nmena moporu
BhIIIe HOpMHEI (Ha 2—8 °C; p < 0,05) (cm. Tadm. 2). B nep-
matomax Th5 u Th6B 8 u 25 % ciayyaeB COOTBETCT-

BEHHO PErMCTPUPOBAINCHL HOPMAJIbHBIE TIOPOTH OOJIH,
B OCTJIBHBIX CITyYasiX OHU ObLITH TTOBBITIEHHI (Ha 2—5 °C;
p <0,05).

HccnenoBanue mapaBepTeOpaibHBIX MBILIL OOJBHBIX
kudockoamo3oM Ha poHe HP-1 mokasajo, 4To BO Bcex
CJTyJasix OCHOBHBIM U3MEHEHUEM ObUT BBIPAXKEHHBIN (hui-
06po3 B OOJIBIIMHCTBE MBIIIEYHBIX TTYYKOB 3HIIO- U TTEPU-
mu3us (puc. 2a, 6), TONST aaUTIOLUTOB, 3aMECTUBIINX
MBIIIIEYHbIE BOJIOKHA (3KMPOBOE 3aMellieHre TKaHu). B 6no-
nrarax oOHapyXeHa pa3sHOKaAIMOEPHOCTh OUAMETPOB
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Puc. 2. buonmam napasepmebpanvHoil Mblutybl Nayuerma c Heiipoguopomamosom 1-2o muna. Ilapagunossie cpesot (obvexmus x 16,0; okyaap x 12,5):
a — MblileUHble B0N0KHA ¢ eOUHUMHBIMU A0PAMU, pa3pacmarue coeouHumensHoil mxkanu (okpacka no Baun-Tusony); 6 — scupogoe 3ameuieHue moliueHHo
MKAHU, YMEHbUEHUe NPOCc8ema cocydos apmepuoaspHoeo 36ena (okpacka no Ban-Tuzony); 6 — decenepupyroujue moluieutole 6010KHA, AMPODUsi MblUEHHbIX
6010KOH, UHmMepcmuyuanstoli uopos (okpacka no Maccony); e — cyscennas apmepus ¢ uGpo30mM A08eHMUUUANLHO0 CA05, PACUUPEHHAS BEHYAA C UCMOH-
ueHHoll cocyoucmoil cmenkoll (okpacka no Baun-Tusony); 0 — pubpo3 HympumbluueuHbIX HePEHbIX CMBOAUKO08, AKCOHONAMUSL HePEHbIX 80A0KOH (0KpacKa
2eMAMOKCUAUHOM U F03UHOM); € — HEPBHO-MbIUEHHOe 6ePemeH0 8 paspociieiics coeduHumensHoil mkanu (okpacka no Ban-Iuzony)

Fig. 2. Biopsy sample of paravertebral muscle in patient with type 1 neurofibromatosis. Paraffin sections (field lens x 16.0; eye lens x 12.5): a — muscle fibers
with single nuclei, connective tissue expansion (Van Giezon’s stain); 6 — fatty infiltration of muscle tissue, stenosis of arterial blood vessels (Van Giezon’s stain);
6 — degenerating muscle fibers, atrophy of muscle fibers, interstitial fibrosis (Masson’s trichrome stain); ¢ — stenosis of an artery with adventitious layer fibrosis,
dilated venule with thinned vessel wall (Van Giezon’s stain); 0 — fibrosis of intramuscular nerve trunks, axonopathy of nerve fibers (hematoxylin and eosin
staining); e — muscle spindle in expanded connective tissue (Van Giezon’s stain)

Tabmuna 2. Hzmenenue memnepamypno-6oaesoi uyecmeumenvhocmu (M x m) 6 depmamomax (kKoaunecmeo kaxcooeo depmamoma n = 16), coomeem-
CMEYIOUWUX 6epuiuHe Oeopmayuu NO3GOHOMHUKA, Y NAYUEHMOB ¢ Helpodubpomamosom 1-20 muna u maxceaoii popmoil Kughockoauosa

Table 2. Changes in thermal and pain sensitivity (M = m) in dermatomes (number of dermatomes n = 16) corresponding to the apex of the spine deformity
in patients with type 1 neurofibromatosis and severe kyphoscoliosis

Ths 34,6+ 0,3 3‘{;14320)’7 40,8 +0,6* e 45240,5*
Thé 34,540, _ 40,5+ 0,6* 43,0 46,0+ 0,6*
Th7 34,5£0,3 _ 41,840,7* - 46,4 10,5
Ths 34240,3 _ 40,7+ 0,4% - 45,6 + 0,4%
Tho 34,6403 _ 42,1 +0,4% - 46,8 40,5
Thi0 34,8 40,3 - 42,7£0,8* - 46,8 0,5

* [locmoeeprHocmb omauuus noxkazamenei om ypoeus Hopmut, p < 0,01.

Ilpumeuanue. B ckobkax yKa3aro Koau4ecmeao 0epmamomos, 8 KOmopvix Omcymcmeyem uyecmeumenvHocms.

*Significance of changes compared to the normal level, p < 0.01.

Note. Number of dermatomes without sensitivity is presented in parenthesis.
|

MBIIIEYHBIX BOJIOKOH OKPYTJIO# (hOPMBI, COMEPXKAIIUX HBIM CJIOE€M, IPEACTABIEHHBIM PHIXJION COEAMHUTETHHOMN
HEMHOTOYMCIIEHHBIE MEJIKWE SIPa; BBISIBICHBI aTpODUpPO-  TKaHBIO, coepxKaileil pudopo0dIacTbl, TMCTUOLIUTHI U APY-
BaHHBIE BOJIOKHA W MBIIIEYHbIE BOJIOKHA, TIOJBEPTHYThIE THE KJIETOYHbIE Y BOJIOKHUCTHIE CTPYKTYPhI. BeHymsipHoe
JIETeHepaTUBHBIM U3MEHEHUSIM (pUC. 28). 3BEHO OBLIO TIPE/ICTABICHO PACIIUPEHHBIMU TOHKOCTEH-

Cocyapl apTepuONISIPHOTO 3BEHA WMENTU CY>XEHHBbIE HBIMU COCYAaMU, YTO OOYCIOBIMBAIO TOBCEMECTHBIE Te-
MPOCBETHI, C CYIIECTBEHHO YTOIIIIEHHBIM aBEHTULINAb-  Mopparuu (puc. 22).
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Bo BHYTpUMBIIIIEYHBIX HEPBHBIX CTBOJIMKAX BBISBIICHBI
MMPpU3HAKN aKCOHOITATUM HEPBHBIX BOJIOKOH, KOTOPHIC
OBLTN pa3aeIeHbl YTOIIICHHBIMA COSINHUTEIbHOTKAHHBI-
MU Tieperopoakamu (puc. 2d). B matomopdonormuecku
W3MEHEHHOM MBITIICYHOI TKaHW 00HAPYXEeHbI COXpaHHBIC
HEepBHO-MEIIIICIHEIE BepeTeHa (puc. 2e).

Taxum obpasom, y 6opHEIX HD-1 B TapaBepTeOpaib-
HBIX MBIIIIIAX Ha BepIInHE AedopMallni M03BOHOYHMKA
BBISIBJICHBI CJICAYIOIINE TATOMOP(HOIOTHYECKIE HapyIIe-
HuST: 1) BEIpaskeHHBIN (propo3; 2) aTpodust M IereHepaITusT
MBIIIIEYHBIX BOJIOKOH 0€3 IIPM3HAKOB pereHepalnu; 3) Xu-
poBas nereHepanus; 4) ¢ubpo3 amBeHTUIIMATIBLHON 000-
JIOYKH COCYIOB apTepHOJIIPHOTO 3BE€HA; 5) pacIIMpeHHBIC
TOHKOCTEHHBIE COCYIbl BEHYJISIPHOTO 3BeHa, O0YCIOBIIM -
Balollre OOLIMPHbIE reMopparuu; 6) pudpo3 BHYTPUMbI-
IIEYHBIX HEPBHBIX CTBOJIMKOB C IIPpM3HAKaMK aKCOHOIIA-
THHY HEPBHBIX BOJIOKOH.

06cyxpneHue

B nHayuHbIX mybamkanmsx, nocssmeHHbx HD-1, mpu-
BOISITCS TAaHHBIC O YaCTOTE, SIUIACMUOIOTHH, STHOIIATO-
reHe3e, KIMHUYICCKUX TPOSBICHMSX, TMATHOCTUIECKIX
KPUTEPHUSIX, BApHaHTaxX TCUYCHMUS U METOIAX JICUCHUS TIPU
kudockomose [1—4, 15—18]. O1ieHKe COCTOSTHUS CTPYK-
Typ ¥ TKaHe# B 00JIaCTH MPEIIT0IaraeéMoro OrepaTuBHOTO
JIeyeHUsT KN(OCKOIM03a YaeIsIeTCs] HeIOCTaTOYHOE BHU-
MaHNe, 9YTO IIPUBOIUT K HEXeJIaTeTbHBIM OCIIOKHEHUSIM
[2,7,12,19].

IIpencraBieHHBIE Pe3yIbTaThl THCTOJIOTMUECKHUX HC-
CJIeIOBAaHWIA BBISIBIIIA TATOMOP(OIOTMUECKIE M3MEHEHMS
B I1apaBepTeOPaIbHBIX MBIIIIAX W KOXHBIX ITOKPOBaXx
B IIPOEKIIMH BEPIIUHBI Te(pOpMaIii, KOTOPbIe HEOOXOMM-
MO YYIUTBHIBATh MPU OMEPATUBHON KOPPEKINU KU(POCKO-
JIN03a Y 9TOM KaTeropuy OOJTbHBIX.

OO6HapyXeHHBIe NICTOHICHUE SMUICPMICA U ICPMBI,
BBIpaXkeHHAsI JECTPYKIIUS HEPBHBIX OKOHUYAHUM M COCY-
JIUCTOTO pycJia MOATBEPKAAIOT JaHHBIE TUTEPATYPhI O He-
00XOIMMOCTH BKJIIOYATh 3TU M3MEHEHUS B KaTeTOPHIO
(aKkTOpOB pHCKA ITOCICONEPAIIMOHHBIX KPOBOTCUCHUI
IIPY HATMYUY TUTIEPEMIU MUKPOCOCYIOB, Pa3BUTHS TIPO-
JIEXKHEH W TOHIDKEHHOTO pelapaTMBHOrO ITOTCHIIMAa
KOXHBIX TTOKpoBOB [20, 21].

BrisiBIIeHHBIC TeCTPYKTUBHEBIC U3MEHEHMS KOXHU B 00-
JIACTU CKOJIMOTHMYECKOM nedopmanuu y 60abHbeIx HD-1
COIIACYIOTCS ¢ TaHHBIMU JIUTEpaTyphl [22—24]. YV manu-
€HTOB C IWCIIa3ueil COeMMHNTEILHON TKaH!, KaK IIpa-
BUJIO, (GOPMUPYIOTCS KEIOUIHBIEC PYOIIBI ITOCEe TPAaBM
1 OTICPaTUBHBIX BMeIIaTeIbCTB [22]. Psam uccnemoBareneit
KOHCTaTUPOBAIM UCTOHYECHUE KOXHU, €€ BSIJIOCTb, HAJTHA-
yye TeMopparndeckKux nposgBieHuit [23—25], a Takxke
M300MIMe TUTMEHTHBIX KJIETOK B IEpMe W SIUICPMUCE
IIPY HEKOTOPHIX BapHaHTaX IUCILIa3UU COSTMHUTEIHHOM
TKaHu [22].

HccnenoBanue TeMrepaTypHO-00JIeBOI UyBCTBUTEITb-
HOCTH TTO3BOJISICT OLIEHUTH COXPAHHOCTD (DYHKITMI CEHCOP-
HOM CHCTeMBI KOXXHOM UyBCTBUTEIPHOCTH, €€ KOMITEHCa-

TOPHO-adaNTHUBHBIC BOSMOXHOCTH. Y BCEX 00CIICIOBAHHBIX
nauneHtoB ¢ H®-1 no onepauuy TemreparypHo-00ieBast
YYBCTBUTEIIFHOCTD OBbIJIa HapylieHa. HeratBHBIC M3MEHE-
HUS IPOSBIISUINCH B BUIE TUIIECTE3UN U TSPMOAHECTE3UMU.
JaHHbIC HapYIIEHNS B IIPOSKIINY BEPIITUHBI Te(opMaIiim
MOTYT OBITH OOYCIOBJIEHBI TaTOMOP(HOIOTUYSCKUMU 13-
MEHEHUSIMHU B CTPYKTYypax KOXu (3MHMIEPMUCE, ACpME,
cocynax, HepBax KOXU ¥ CBOOOIHBIX HEPBHBIX OKOHYAHU -
SIX), a TaKKe HapylIeHneM (yHKIINHN 3aTHUX KOPEIIKOB
CIIMHHOIO Mo3ra [26], aHOMaJIusIMU TypaJbHOIO MEILKa,
BHYTPUKAaHAJIBHBIMM HelipohudpoMamu, medopMammeis
TIO3BOHOYHMKA, KOTOPAst CITOCOOCTBYET HATSKEHMIO CITHH-
HOTO MO3Ta M €r0 KOPEIIIKOB, M COOTBETCTBEHHO, Iehop-
Mall¥ CITMTHHOMO3TOBBIX TAHIJIMEB M YCYTYOJICHUIO HAPY-
meHHoi pyHkuuu [5, 27].

B HOpMe cTpyKTypa MBIIIIBI TPEACTABICHA MBIILIEY -
HBIMU BOJIOKHAMU TIOJIATOHAJIBHOUN (POPMBI ¢ HOPMAaJIhb-
HbIM PACIOJIOXEHUEM SIIep, MPOCAOMKaMU 3HI0- 1 TTepr-
MU3Hs, COCYIaMU apTePUOJISIPHOTO 3BeHA C IIUPKYJISIPHO
OPHUEHTHUPOBAHHBIMU TJIANKOMBIIIEUHBIMU KJICTKAMU
¥ HOpMaJIbHBIMU TIpocBeTaMu [28]. B Hatlem ncciegoBa-
HuUM y 6onpHBIX HD-1 B mapaBepTeOpaIbHBIX MBIIIIIAX
OBLIH BBISIBJICHBI (DrOPO3, aTpodrs M AeTeHeparsi MbI-
IIEYHBIX BOJIOKOH, YTO CBUACTEIBCTBYET O TIEPEPOKICHUN
MBILIEYHON TKAHU IO TUITY 3aMEILEHMS C MOCaeayolei
(bYHKIIMOHAIBPHOI HECOCTOSITEIEHOCTHIO.

TakuM 06pa3oM, HapyIlIeHNE TTOTHOIICHHOI MHHEepBa-
LM ¥ KPOBOCHAOXEHMSI MSITKMX TKaHei B obyacTu aedop-
MaIiy ITO3BOHOYHUKA C IECTPYKIMEit HEPBHBIX U COCYIM-
CTBIX CTPYKTYP IPUBOIUT K M3MECHCHMSM, BIUSIOIINM
Ha peaJn3aliiio perapaTUBHBIX MPOIIECCOB IIPH OITpaBIaH-
HBIX TTOBPEXKICHUSX TKAHEH ITPH OITepaTHBHOM BMEIIIATe b~
CTB€, BIUIOTh 10 Pa3BUTHSI HEKPOTUYECKUX UBMEHEHUA.

3arniouenue

VYV 6ombHBIX KHdockoarno3oMm Ipu HD-1 cocrossHue
MSTKMX TKaHell Ha BepIuHe AedopMaliuyi MMeeT psiI
TUITOIIACTUYECKNX U IETeHEPATUBHBIX CTPYKTYPHBIX W3-
MEHEHMH, CBSI3aHHBIX C HapyIIeHNEeM ITOJTHOLICHHOM MH-
HepBalliK 1 KPOBOCHAOXKEHMST KOXKM 1 MBI, M3MeHeH1e
TEeMIIEPaTypPHO-00JIeBOI YyBCTBUTEIBHOCTH C pa3BUTHEM
TUIIECTE3UN 1 TEPMOAHECTE3NH BBISIBIICHO Y BCEX 00CIIe-
MIOBaHHBIX TTAIIMEHTOB B TIPOCKIINHM BEPIIMHBI TehopMa-
LIMY TT03BOHOYHMKA. [ToTydeHHBIC pe3yIbTaThl ITO3BOJISIOT
000CHOBaHHO BBHIOMpPATh ONTUMAJIBHYIO METOIMKY 3aIHEH
TOPaKOIUIACTUKY, TUNIAHUPOBATH PeaOMIINTAIIIOHHEIE ME-
PONIPHSITHSI, IIPOTHO3MPOBATh KOHCOIMIALIVIO TTOCIeorepa-
LIMOHHOM paHBbI, a TAKKE OIPEICIISATh AMAIIa30H KOPPEKIINHI
JedopMariy To3BOHOYHMKA Y JAHHOM KaTeropvu OOTbHBIX.

Kongpauxm unmepecos
Asmopbl cmamuu 3a564210m 00 0MCyMcmeuu KOHQAUK -
ma uHmepecos.

Dunancuposanue uccae006aHus
Paboma sevinonnena be3z cnoHcopckoil no0depicKu.
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Beeoenue. Hacnredcmeennoie momopHo-cencopHuie Heliponamuu (HMCH, 6oae3us llapxo—Mapu—Tyma) — eenemuuecku eemepoeennas
U KAUHUMeCKU NOAUMOPGhHAs epynna 3a001e8aHULL C RPEUMYU,eCBEHHbIM NOPAdCeHUeM nepugepureckoil HepaHoii cucmemsl. Ilpagurvhas
nepeuuHas OUAeHOCMUKA 3Mux 3a601e6aHUll A6A5€MC OMNPABHOU MOUKOL 045 NAAHUPOBAHUS OanbHelulell MONeKYAAPHO-eeHemUYecKol
duaeHoCMuKu.

Ileav uccaedosanusn. Ananuz nepsuunoii ouaenocmuku HMCH oas danvuetimeeo cosepuiencmeosanus cneyuanru3upo8anHoli MeouKo-2e-
Hemuueckoli NOMOWU NAYUEHMAM U UX CEMbSIM.

Mamepuaavt u memoodst. Mol nposeau ananuz 260 nepguunvix OUaeH0306 NAUUEHMOB, HANPABAEHHBIX HA KOHCYAIMAUUIO K HellpoeeHemu -
Ky u e3samuix Ha yuem ¢ ouaenozom HMCH e Meduko-eenemuueckoii koncyavmayuu 3a nepuod ¢ 1970 no 2016 e.

Pesyabmameot. Bcezo 3apeecucmpuposano 17 sapuanmog HanpagumenvHolx ouazno3os nayuenmos ¢ HMCH, komopuie Obiau noopazdenervt
Ha 3 nodepynnl: HacredcmeeHHble 3a001e6aHUs HEPEHOLL U HEPEHO-MblUIeHHOL cUcmeM, dpyeue 3a001e8aHUs HeP8HOUL cUCmeMbl, 3a001e8aHUS
dpyeux cucmem. [Ipasunvhbiii duaeno3 6bin ykazan uymo bonee uem 6 nonsosure (58,1 %) ecex cayuaes nepsuunvix Hanpaesenui. Camvim
yacmoim (10,8 %) owubounvim Hanpasumenvivim duazhozom navuenmos ¢ HMCH oka3zanace 6onesns Ppudpeiixa. borvuuncmeo owubou-
HbIX HANPABUMENbHbIX OUARHO308 MO210 GblMb YEEPEHHO UCKAIOUEHO HA CMAOUU NEPEUUHOI KAUHUMECKOI OUACHOCMUKU UAU NOCAEe NPOBEOEHUs
anekmporelipomuozpaguu. B yeaom 3a nabarodaemuiii epuoo 803poc NPOUEHM NPABUALHBIX HANPABUMENbHBIX OUACHO308, A MAKJICe Cyuje-
CMBEHHO YMEHbUUACS CNEKMP OUUOOUHBIX OUACH0308, YMO C8UAemeabCmBYem 0 nosbiuleHuU uHgopmuposarnnocmu epayeli o HMCH.
3axarouenue. Jlns danvhetiueeo yayuuenus ouaenocmuxu HMCH npaxmuueckum epauam eobxo0umo yoeasimos 601buiee BHUMAHUE AHA-
AU3Y CeMeliH020 AHAMHe3a ¢ KAUHUMEeCKUM OCMOMPOM 6ceX 00CMYNHbIX POOCMBEHHUK08 npobaHda.

Karouesvte croea: HacredcmeenHas MOMOPHO-ceHCOpHAs Heliponamust, 6oaesus lllapko—Mapu—Tyma, dupgepenyuanvras ouasnocmuxa
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Analysis of primary diagnostics of hereditary motor and sensory neuropathies in the Republic of Bashkortostan
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Background. Hereditary motor and sensory neuropathies (HMSN, Charcot—Marie—Tooth disease) form genetically heterogenous and
clinically polymorphic group of diseases which predominantly affect peripheral nervous system. Correct primary diagnostics of these diseases
is a starting point for planning subsequent molecular and genetic diagnostics.

Objective. Analysis of primary diagnostics of HMSN for subsequent improvement of specialized medical and genetic help for patients and
their families.

Materials and methods. We analyzed 260 primary diagnoses of patients referred to a neurogeneticist for consultation and registered
in the Genetics Consultation Clinic with the diagnosis of HMSN between 1970 and 2016.

Results. A total of 17 variants of referral diagnoses of patients with HMSN were identified. They can be divided into 3 subgroups: hereditary
diseases of the nervous and neuromuscular systems, other diseases of the nervous system, diseases of other systems. A correct diagnosis was
listed in a little more than half (58.1 %) of all cases of primary referrals. The most common (10.8 %) erroneous referral diagnosis of pa-
tients with HMSN was Friedreich’s ataxia. Most of erroneous referral diagnoses could be confidently ruled out at the stage of primary clini-
cal diagnosis and after electroneuromyography. Altogether, in the observed period percentage of correct referral diagnoses increased while
the specter of erroneous diagnoses decreased significantly which attests to increased doctors’ awareness of HMSN.

Conclusion. In order to improve HMSN diagnostics doctors should pay more attention to analysis of family medical history and perform
a clinical examination of all proband’s available relatives.

Key words: hereditary motor and sensory neuropathy, Charcot— Marie— Tooth disease, differential diagnosis
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BsepeHue

HacnencrBeHHBIE MOTOPHO-CEHCOPHBIE HEMpOMaTH
(HMCH, 6one3ns lllapko—Mapu—TyTa) SIBISIIOTCS TeHE-
THYECKM TETEPOTCHHON M KIMHUYECKH ITOTMMOPOHOM
TPYIIIOi 3a00JIeBaHII C TIPEUMYIIECTBEHHBIM ITOPasKEHM -
eM nepudepruyecKkoit HepBHOI cucteMsl [1]. Yaiie Bcero
HMCH manudectupyioT B 1—2-M IeCATWIETUSIX KU3HNA
€O C1a00CTH ¥ YMEHBIIICHNSI 00BEMOB MBIIIIIL CTOIT ¥ TOJIe-
Helt, n3MeHeHHUsT (OPMEBI CTOTIBI, pexXe — C 001 B HOTax.
B pa3BepHyTOI KTMHIYECKOM KapTUHE 00JIE3HU IPEICTaB-
JICHBI OCHOBHBIC CHMIITOMEI B BHUJIE JBUTATCIBHBIX pac-
CTPOCTB, YyBCTBUTEILHBIX M BETETATUBHO-TPO(PUICCKIX
HapyIIeHWI B OUCTAJbHBIX OTAEJaX KOHEUYHOCTE 1 Je-
dopmatmu cron. K 1omorHATEIHBIM CHMITTOMAaM 3a00-
JIeBaHMST OTHOCSITCSI CCHCUTHBHAS aTAKCHsI, TIOCTYPATbHBIN
TpEeMOp, HUCTArM, B PEIKUX CIIydasiX OIMMCAaHbI CHIDKCHUE
ciyxa, ckoimo3 [2, 3]. B ximaccudukannm HMCH yuteHb
3JIEKTPOGU3NOJIOTMIECKIE XapaKTePUCTUKH, TUIT HACJIe-
IIOBaHWSI W MOJIEKYJISIpHO-TeHeTUYeCKN medekT [4].
Hanansle anexrpoHeiipomuorpadum (DHMI), a umeHHO
ITOKAa3aTeIM CKOPOCTH PACIIPOCTPaHECHUS BO30YKICHMS
(CPB) no gBuTaTeIbHBIM BOJIOKHAM CPEAMHHBIX HEPBOB,
MO3BOJISIIOT BBIIEANUTh Aemuenuuusupylommii (HMCH
1-ro tTuma, CPB < 38 m/c) u akconanpHbIi T (HMCH
2-ro tuma, CPB > 38 m/c) [5], a Takke IMpOMEXyTOYHBIE
BapuanTtel HMCH [6]. Cpean ocHoBHBIX THITOB HMCH
BCTpPEYAIOTCS] ayTOCOMHO-IOMUHAHTHBIC, ayTOCOMHO-Pe-
LIeCCUBHBIC M X-HacjemyeMmble ¢opMbl. Kaxkmbrit u3 oc-
HOBHBIX THITOB TOJIpa3aeisieTcsl Ha HECKOJBKO AECSITKOB
TeHeTHYEeCKIX ITOATUITOB. Harbosee TOUHBIM METOIOM Irar-
Hoctuku HMCH gBnsgercsa MoneKyasspHO-TeHeTUIeCKUA
aHaJIM3, HO C YIETOM YK€ M3BECTHOI'O HayKe KOJIMUECTBA
TeHOB 00J1e3HH (MX orrcaHo okos1o 80 [7, 8]) MOHSITHO, YTO
IOVMCK TAaTOTeHHOI MYyTalliM B KOHKPETHOM CiIydae 00-
JIE3HW MOKET 0Ka3aThCsI TPYAOEMKHUM U JIOPOTOCTOSIIIHIM.
s TImaHNPOBaHUSA U OCYIIECTBIICHUS MOJICKYJISIPHO-Te-
HETUYECKOTO aHalIM3a OCOOYI0 BaXKHOCTb IIpHMOOpeTaeT
IIpaBWIbHAS TIEPBUYHAS KIIMHIYecKast muarHoctuka HM-
CH, xotopas He BbI3BIBACT CYIIECTBEHHBIX 3aTPYIHECHUI
Yy IOATOTOBJICHHBIX CIICIINAJIMCTOB-HEBPOJIOTOB B CIIy-
YasiX JOMUHAHTHO HacJIeayeMBbIX (OpM, HO MOXET OKa-
3aThCSI BEChMa CJIOKHOM B CIIOPAIUIECKUX CIIyJastX WIn
CIIyJasix ¢ HesICHBIM ceMeiTHBIM aHaMHe30M. Heobxommmo
IIOMHUTD O TOM, 9TO MAIlMEHTHI TIOMUMO HEBPOJIOTa HEepe-
JIKO 00paImaroTcs K APYTUM CITEIIMAINCTaM — TepareBTy,
opToIemy, KOTOpbIe HE BCerma MOTYT 3aIlOmO3pUTh He-
BpaJIBHBIN XapaKTep MOpaXkKeHUS 1 MPaBUILHO OIIPEICIIUTh
JMATbHENIITYI0 TAKTUKY 00CIeI0BaHMS OOJIBEHOTO.

CotpyogHnkamMu MennuKo-TeHeTUIeCKOM KOHCYJIBTa-
uuu (MI'K) Pecny611MKaHCKOIO MepuHATAIbHOTO LIEHTpa
(paHee Ha 6a3e Pecny0mmMKaHCKOM KITMHITIECKOM OOJTbHULIBI
(PKB) nm. I'T. KyBaroBa) Ha mpotstkeHnm oostee 40 et Be-
IyTCS yIeT W IMHAMUIeCKoe HaOJIomeHNe 3a MalueHTaMI
¢ HMCH, HamnpasisieMbIMA HEBpOJIOTaMU U3 paiilOHOB 1 TO-
ponoB Pecryonuku baiikoprocras. st cucrematusauum
MTOJTyYaeMbIX JAHHBIX MCIIOIB3YeTCS aBTOMATU3MPOBAHHBIIA

peructp matyeHToB ¢ HMCH [9]. B mocenHme romsr B co-
TPYIHWUYECTBE C MOJIEKYJSIPHBIMUA TeHeTUKaMu MHcTHTyTa
OMOXMUU 1 TeHeTUKU Ydumckoro HayyHoro ueHtpa PAH
B0 MHorux ceMbsix c HMCH ynanocs BepudupoBats 1ua-
THO3 OTIPEIeJICHHOTO TeHETUUECKOTO TIOATHUITA 3200 IeBaHs.

exb nccaemoBanus. AHAIN3 IEPBUIHOM TMATHOCTH -
xu HMCH y naunenTos, HatntpaBiieHHBIX B MI'K B mepuon
¢ 1970 mo 2016 r., o1t JaIbHEMIIIEr0 COBEPLIEHCTBOBAHMS
CIIEIINATU3UPOBAHHON MEINKO-TeHETUISCKON TTOMOIIN
MaleHTaM 1 UX CEMbBSIM.

Mamepuanbl u Memopbl

Mgl ipoBeiv aHau3 260 mepBUYHBIX JUArHO30B I1a-
IMEHTOB, HAIIPABIICHHBIX Ha KOHCYJBTAIIMIO K Heipore-
HETUKY M MOCTaBJeHHBbIX Ha ydyeT B MI'K ¢ nnarHozom
HMCH B ntepuog ¢ 1970 mo 2016 . Y 177 60abHBIX OBIT
ycraHosieH anarno3 HMCH 1-ro tuma, y 62 — HMCH
2-ro tuma. B 21 ciyyae ycranosuts Tinm HMCH He ynanoch
M3-3a OTCYTCTBUS B IIpeiCTaBIeHHOM 3aKimodeHn DHMI
nudpoBeix 3Ha9eHUT CPB 110 mBUTATEIFHBIM BOJIOKHAM
CPEIMHHBIX HEPBOB; BO3MOXKHOCTB ITPOBEIACHNS IIOBTOPHOI
OHMI 6bu1a nckmoueHa (B 9 cirydasix n3-3a oTKasza naim-
€HTOB, B 12 cirydasix n3-3a nx cMeptn). JJHK-mraraoctruka
6nu1a BeITIoHEeHA y 108 60osbHBIX HMCH 1-ToTHmany 12
naureHToB ¢ HMCH 2-ro tuna. IlpoBomuiach olieHKa
BCETO CIIEKTpa HalpaBUTEIbHBIX TUATHO30B 1 €TO U3MEHE-
HUI Ha MIPOTSDKEHUH YKa3aHHOTO BPEMEHHOTO TIPOMEKYT-
Ka, a TAK’Ke CpaBHEHME KOJIMIECTBA OIMMOOYHBIX TMarHO30B
y naupenToB ¢ HMCH 1-ro u 2-ro TnmnosB, opopMIIeHHBIX
CITeITATNCTaAMI-HEBPOJIOTaMU U3 PAOHHBIX ITOJTMKIIMHUK,
TIOJIMKIIMHUK T. Y(PBI ¥ IPYTUX TOPOIOB PECITYOIMKH, a TaK-
ke HeBpoJsioramu noaukinHuku PKb um. I.T. KyBaroBa.

Pesynbmamb! u 06cyaeHue

KoamdaecTBo MOCTYITHBIX IS aHAIM3a HaIIpaBJICHUN
0Ka3aJI0Ch ITOYTH B 3 pa3a MEHBIIIE YMCIa BCeX MAIIMEHTOB
¢ HMCH (n = 640), B3atbix Ha yueT B MI'K 3a ykazaHHbIi1
BPEMEHHO IMPOMEXKYTOK. DTO OOBSICHSIETCS TEM, UTO T10-
MHUMO OGHIIMATBbHO HampabisiemMblx B MI'K manmmeHToB
4acTb O0JbHBIX ObUIM OCMOTPEHBI U B3Thl HAa YYET 0€3 00-
MIETTPUHSITOro 0hOPMIICHHS HAIIPaBUTEIBHOTO TMAarHo3a,
ocobeHHo B niepuon ¢ 2011 mo 2016 1. (Bble3aHbIE KOHCYJIb-
TallA HENPOTEHETHKOB ITPOBOMMJIVICH B CTAIIMOHAPAX U1 IT0-
JIMKJIMHUKAX T. Ydbl, IpyTUX TOPOIOB U PAiOHOB PECITY-
0ymKM). 3HAYNTEIbHAST 9aCTh MAlIMEHTOB ObUTA BEISIBJICHA
10 pe3yJIbTaTaM ceMeiHOTro cKpyuHuHTa, Tak Kak HMCH
JacTO IMPOTEKAIOT B BUIE CTEPTHIX (POPM WM TaKe CYOKIIH-
HUYECKUX CIyJacB.

B Tabnuie mpeacTaBiaeHBl BCe 3apeTUCTPUPOBAHHEBIC
BapuaHTHl HAIIPaBUTEIbHBIX JUATHO30B MAllIEHTOB, B3sI-
TBIX Ha ydeT ¢ aguarHozoM HMCH, 3a xaxnele 10 mer
yKa3aHHOTO BpeMeHHOro nepuona. Beero 3aperucrpupo-
BaHO 17 BapnaHTOB HAITPaBUTE/IBHBIX TMATHO30B ITAIIICHTOB
¢ HMCH, xoTopsie ObuH TTompa3neeHbl Ha 3 TTOATPYITITHL:
HaCJIeICTBeHHBIC 3a00JIeBaHMSI HEPBHOM M HEPBHO-MBbI-
IIEYHOM CHUCTEM, IPyTHe 3a00JIeBaHMsI HEPBHOI CHCTEMBI,
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HacnenctBeHHbIE MOTOPHO-CEHCOPHBIE HEMPOATUH,

B TOM uncie cuHapoMbl Pyccu—JleBu u Jlexxepuna—CoTra

Hereditary motor and sensory neuropathies including Roussy—Lévy 7(29,2) 35(47,3) 35(58,3) 64(78,2) 10(50,0) 151(58,1)
and Dejerine—Sottas syndromes

boxests piipeiixa 520,7) 7094 8(133) 785 1(50) 28(10,8)
e 6(50) 8(108) 466 - — 18669
T R o T/ e 1@2) 104 10 - -3
A 283 - - - - 208
e - - 1an - Y
R - - - 11 - 104
I[JBI UCKITIOYECHU A HaCJICI[CTBeHHOﬁ IMaToOJIOTUN _ 6 (8, 1) . 1 (1’2) 2 (10’0) 9 (3’5)

To rule out hereditary pathology

[TonuueliponaTnyecKuii CMHAPOM _

Sl A 22,7 2@3,3) 78,5 7350 18 (6,9)
OcraToyHbIe SIBJEHMS TIepeHECEHHOM HeliporHMeKIMu (MH-

hEKIMOHHO-AJTIEPTUYECKII TTOTMHEBPUT) 1(42) 70,4 3(,0) — — 11 (4,2)
Residual effects of a neuroinfection (inflammatory-mediated neuropathy)

CurpHHTO0YJIbOOMUETUS

Syringomyelia and syringobulbia 142 227 - - - 3D
PaccessHHBII cKITepo3

Multiple sclerosis a 227 a a - 2(0.8)
HeTckuii iepeGpaIbHbIi Tapajny/opraHnJeckoe 3a001eBaHre

HEPBHOW CUCTEMBI 1(4,2) 1(1,4) 1(1,7) 1(1,2) — 4(1,5)
Infantile cerebral palsy/organic disease of the nervous system

ApPaxHOWINT/MOCIENCTBUS apaXHOMUEIUTA _ _ _ _
Arachnoiditis/arachnoiditis sequalae 2(2.7) 2(0,8)
[unorpodust MpliILl roNeHU _ _ 1(1,7) _ _ 10,4)

Lower leg muscle hypotrophy

BpoxneHHoe 3a00ieBaHME OMIOPHO-IBUTaTEIbHOTO armapara _ _
Congenital disease of musculoskeletal system 1(1,4) 35,0 1(1.2) 5(1,9)
JedopMupyroniuii moauapTpur _ _ _ _
Primary osteoarthritis L) 1(0,4)
Bcero HampaBieHuMit 24 74 60 82 20 260
Total number of referrals

W3 HUX NTEPBUYHbBIE 8 12 11 7 4

primary referrals
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3a00J1eBaHUS OIpYTUX cucTeM. Hanmmane HeHaclieACTBEH-
HBIX 3a00JIeBaHNIT HEPBHOI M HEPBHO-MBITIICYHOI CHUCTEM
cpeny HalpaBUTEJIbHBIX TUarHO30B OOBSICHSIETCS TEM, UTO
IIepBOHAYAIPHO OOJIBHBIC OBLTA HAIIPaBJICHEI N3 PailOHOB
U roponoB pecityonuku K HeBposaoram PKb um. I.T. Kysa-
TOBa, a yXe 3aTeM IlepeHarpaBiIeHbl K HePOTeHETHKY,
KOTOpBI padoTan B mrtate 60oapHUI 10 2003 1. [TpaBrib-
HBIIA JMarHo3 ObLI yKa3aH 0osiee yeM B rosioBuHe (58,1 %)
BCEX IIEPBUYHBIX ClTydacB. B HammpaBUTEeIBHBIX TMArHO3aXx,
odopmirerHbIX B 1970—2000 1T, it o6o3Hauennst HMCH
HCIIOIB30BAJIM TEPMUHBI «HEBpajbHAsI (IIepoHeaIbHas)
amuotpodus lllapko—Mapu—Tyrta», «0one3ns exepu-
Ha—Cortrar, «0one3Hb Pyccn—JIeBu». B HeBpoornmueckoit
JmTepaType TepMUHOM «00J1e3Hb Jleskepnra—CoTtTa» mep-
BOHAYAJIPHO 0003HAYajach TsoKelas HeMUCTUHU3UPYIO-
mast HeiipornaTus ¢ 1eOI0TOM B paHHEM JETCKOM BO3pacTe
[10], a TepmuHOM «00Je3Hb Pyccu—JleBn» — (popma HM-
CH, coueraromasics ¢ pemopoM. [To3nHee OBIIO MOKa3aHo,
YTO TIPUIMHON pa3BuUTHs Oose3nu JdexepmHa—Corra sIB-
ngiored mytanuu B reHax HMCH 1-ro thna vy nepuak-
cuHa [11—14], a 6one3nu Pyccu—Jlesu — B rene HMCH 1B
tnma [15]. CeromHs1 3TV SITOHUMBI He VCTIONIB3YIOTCS B JIA-
Teparype 1 BCTPEYAIOTCs B PEIKIX CIydasX IS TOTIePKH -
BaHUS OCOOCHHOCTEH KIMHUYECKOro (heHOTUIIa, HO TIpU
5TOM He TIOIpa3yMeBaloT Mo COO0I OCOOBII TUII HACTIEIO-
BaHUS WM crielnryecKnii reHeTndeckuit nedexr [16].

[MepBUYHBIN TMATHO3 MTOJIMHEHPONIATUYECKOTO CHH-
JIpoMa OBUT OIIpeiesicH B IIOATPYIIITY IPYTUX 3a00JIeBaHUI
HEepBHOW cucteMbl. HeobXoaumMo OTMETUTh, YTO OOJb-
IIMHCTBO HEBPOJIOTOB, HAIIPABJISAS K HEHPOTCHETUKY ITa-
LIMEHTA C TIOTO0HOM (POpMYIMPOBKOM IMArHO3a, TIPEATIO-
nmarator HMCH, kak omHy 13 caMbIX pacIIpOCTpaHEHHBIX
¢opm HaclIeICTBEHHOM TToMHeiponatn. Eciiu mpuHATH
5TO BO BHMMaHHUE, TO YPOBEHBb IPAaBWJIBHOM TTePBUIHOMN
JIMAarHOCTHKM 3a00/1eBaHusI IOBBICUTCS 10 65 %.

B nepron 1970—1980 TT. IepBUYHBIN TMaTHO3 OKAa3aJICs
npaBuibHbIM B 29,2 % ciny4aeB. B nmepuon 2011-2016 .
OTMeYaeTcs 3HAYUTETbHBIN POCT YaCTOTHI ITPaBMIBHO yCTa-
HOBJIEHHOTO IMarHo3a mpu IepBruYHOM ocMoTpe — 85,0 %
caydaeB (y 50,0 % maumentoB mpeamnonoxedHa HMCH
ny 35,0 % — nojauHeponaTUIeCKuii CMHAPOM). JJaHHbI
¢akT CBHIETEILCTBYET 00 YIYJIICHNN WH(POPMUPOBAH-
HOCTH CTICIIMAIMCTOB 00 3TOM 3a00JIeBaHUM.

O06I11e€ YMCIIO OMTMOOIHBIX TMAarHO30B (0COOEHHO I0
2000 1.) OBLIO 3HAYMTETHLHO BhINIE Y MMPAKTUYECKMX Bpauei
W3 paiiloHOB pecnyoImKu. B mepByto odepens 3TO CBI3aHO
C OTCYTCTBMEM BO3MOXHOCTH TipoBeaeHnst DHMI -uccrue-
noBanwus. [Tocie 2000 . ocHAIIEHHOCTDb KITMHIYECKUX yupe-
KISHWIA PecITyOIMKA 3HAYMTEIEHO BO3pPOCIIa, YTO HeMeI-
JICHHO OTpa3mjiIoch Ha (hOPMYIMPOBKE TUATHO3A.

CambiM yacTbiM (10,8 %) OIIMOOYHBIM HATTPABUTEITb-
HbIM nrarHo3om mauueHTos ¢ HMCH oxkasanace 60J1e3Hb
®punpeiixa — HacleACTBEHHAs aTaKCHsI, TIPU KOTOPOit
IMopaXkarTcs OOKOBBIC M 3adHIE KAHATUKY CIIMHHOTO MO3-
ra, KJIETKM MO3e4Ka 1 MOoJIylIapuii roJoBHOro moara [17].
ITo xIMHWYECKNM TIpOSIBICHUSM Oosie3Hb Ppumpeiixa

cxonHa ¢ HMCH no Hamnyuiio TUCTAIBHBIX MBIILIEYHBIX
TUIIOTPODUIL, CYyXOXMIBHOI apedIeKcnu, aTaAKTUIECKOTO
CHHIPOMA C BBIPAXKEHHBIM CEHCUTUBHBIM KOMITOHEHTOM,
nedopmanmu crom. JduddeperumanpHas TUarHOCTHKA
0COOEHHO 3aTpydHEHa y aereil ¢ 6oe3nbo Opunpeiixa,
Y KOTOPHBIX €Ille He pa3BUJIaCh TU3apPTPUS M OTCYTCTBYIOT
MaTOJIOTMYECKUE CTOITHEIE 3HaKM [17]. 3aboeBaHne nMe-
€T ayTOCOMHO-PEIIECCUBHBIN TUIT HACJIETOBaHUS 1 HE MO-
JKET PacCMaTpUBAThCS B KAUeCTBE BEPOSITHOTO AMArHO3a
B CTyJasiX ¢ JOMMHAHTHBIM HacJIeAOBaHNEM OOJIC3HM.
OmmboYHast TMarHOCTHKA MBIIIIEYHOTO 3a00IeBaHUS
(MuomaTnu, TUCTAIBHON MUOIIATHY, TIPOTPECCUPYIOIIeit
MBIIIEYHON AUCTPOGHHN) WM CIIMHAJIBHON MBIIICYHON
aTpoGuH ¢ TTO3THUM JIe0I0TOM TaK:Ke 00YCIIOBIEHA HAJI-
YUeM CXOOHBIX KIMHWYECKMX IIPOSIBIICHUI: CIIab0oCTH
¥ THIIOTPOMUY MBIIII, CHUKEHUS CYXOKMIBHBIX pedirek-
coB. HexapakTepHBIMM CUMITTOMaMU IS 3TUX OOJIe3HEH
SIBJISTIOTCSI PaCCTPOMCTBA YYBCTBUTEIBHOCTH (00S13aTeIIEHBIC
st HMCH). Kpome 3Toro, 1py GOJTBIITMHCTBE MUOIIATHIA,
TIPOTPECCUPYIOIINX MBIIIICYHBIX TUCTPOGUIA M CIUHATBHBIX
MBIIIEYHBIX aTpOouii MBIIIEYHAS CIA00CTH JIOKAIMU3YETCS
MPEUMYIIIECTBEHHO B MPOKCUMAJIBHBIX OTIE/IaX KOHEYHO-
creif, a mpu HMCH — B gucranbhbix [3]. Bo Bcex atnx
CITydJasix TMepBUIHO-MBIIIIEYHBIX 3a001¢BaHUN MU 00-
JIe3HEeH ¢ MopaxkeHNeM MepeIHeTo pora CIIMHHOTO MO3ra
npoBenenne DHMI -uccienoBanus momoraeTr ciaenaTh
TIPaBWIBHBIN BEIBOJ 00 YPOBHE ITOPaKEHMST IBUTATETHHOM
enrHULIBI. OMHAKO paccMaTpruBacMble TICPBUYHBIC JUATHO-
361 ObUTH 0popMIeHbI 10 2000 ., B mepron, KOraa J0CTYIT-
HocTb DHMI-00cmeqoBaHms OCTaBIsIIA XKeJIaTh JIYYIIEro.
OpuH (0,4 %) naluueHT ObUT HAIIpaBJIeH K HEWpore-
HETUKY ¢ TrarHo3oM 6ose3uu LlTprommenst (HaciencTBeH-
HOM CITACTMYECKOM TTaparierii) — TeHETUUECKH TeTePOTeH-
HOTO 3200J1eBaHIsI, OCHOBHAsI MUIIIEHb KOTOPOTO — OOKOBBIE
KaHATUKKW CITMHHOTO MO3Ta, YTO MPOSBIISICTCS HIDKHUM
HEeHTpaJIBHBIM Maparape3oM. J1oImoTHNTe IbHBIMU CUMIITO-
MaMU 3a00JIeBaHMS MOTYT OBITh Ae(OPMAIIS CTOTI U IBY-
CTOpPOHHEE TMOpaXkeHNEe MaJ00ePIIOBBIX HEPBOB, YTO Ha-
nomuHaet n3meHeHus ipu HMCH [18]. C npyroii cTOpoHBHI,
orucanbl penkrie HMCH 5-ro Tuma, KoTopble coyeTaiorcst
C HIDKHUM LIEHTpaJTbHBIM Maparnape3oM [3]. B Hatem ciydae
y TTalIMeHTa TIPU OCMOTPE HE BBISIBJICHO KIIMHUIESCKUX TTPH-
3HAKOB IIEHTPAJILHOTO Taparape3a, Ho OOHApyKeHBI CHM-
TITOMBI MOTOPHO-CEHCOPHOM MOJIMHEHPOITaTUN 2-TO THIIA,
TTOATBEpAUBILINECS 110 JAHHBIM CTUMYJISIIMOHHO DHMI
Eme omnnm yacteiM cumniromoM HMCH, kak 6n110
YKa3aHo BbILLIE, SIBJISIETCS ITOCTypaibHbIii Tpemop. B 1 (0,4 %)
cemeiinoMm ciryuae HMCH Hanuune JaHHOTO CUMITTOMA
TIPYBEJIO HEBPOJIOTa K HETIPABIJIBHOM TMAarHOCTUKE 3CCEH-
IMaIbHOTO TpeMmopa. [To3mHee B 3Toil ceMbe ObLIA ITOMI-
TBEPXIECHA C TIOMOIIBIO MOJCKYISIPHO-TEHETUICCKOM
nrarHoctuku camas yactas popma HMCH — HMCH 1A
THTIA.
Yacro HMCH npuxonurest muddepeHImpoBaTh CO BTO-
PUYHBIMH TTOJIMHEPONIAaTUSIMU, OOYCIOBICHHBIMU BO3-
JIENCTBIEM TOKCHUECKIX, JIEKAPCTBEHHBIX M MH(EKIIMOHHBIX
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(dakropoB. B 5 % ciaydaeB cMMOTOMAaTHKA y MALMEHTOB
¢ HMCH 65bu1a paciieHeHa HeBpOJIOTaMU KakK ITOCJIeICT-
BUSI TIEPEHECEHHBIX HEHPOMH(MEKIIMOHHBIX 3200/ IeBaHMIA,
HECMOTpSI Ha MEUIEHHO IIporpeccupyoliee TedeHnue 60-
JIE3HH, YeTO HE MOTIJIO OBITH ITOCTIe MIEPEHECEHHBIX HEepo-
WHQEKIINI ¢ OCTOXHEHUSIMMU.
¥ 2(0,8 %) naiiieHTOB B KaueCTBe MIEPBUYHOIO IUATHO-
3a Ha OCHOBAHUY HAJTMIMST BBIPAXKEHHBIX ATAKCUH Y TPEMO-
pa OBLT ITOCTaBJIeH TUAarHO3 PacCesTHHOTO CKilepo3a. HyxxHo
MoT4YepKHYTh, 4To arakcust ipu HMCH obycioBieHa mo-
paXkeHEeM BOJIOKOH ITyOOKOM YyBCTBUTEIIBHOCTH B TIEPH-
depryecKX HepBax, KOpeIIKaX W IT03TOMY SIBIISICTCSI
MMPEUMYIIECTBEHHO CEHCUTUBHOM, a TPEMOP — ITOCTYpPajIb-
HBIM. B 1 13 9Tux 2 cinydaeB nmo3aHee ObUIa MOATBEPKICHA
HMCH 1X tumna ¢ HoBoii MmyTanueii B rene GJBI [19].
Cupunrobynsbomuenust B 3 (1,1 %) ciaydasix okasza-
JIach HaIPaBUTEJIBHBIM TUAaTrHO30M y MalimeHToB ¢ HM-
CH, xoTs1 xapakTepHble IJisI HEe YyBCTBUTEJIbHBIC,
IBUTATEILHBIC M BereTaTUBHO-TpO(UUEeCKHNe Hapylle-
HUS YKa3bIBAIOT HA CIIMHAJIBHBIA 1 OyJIb0apHBIN YPOBHU
MmopaxkeHUsI, a He Ha ITopaxeHue meprudepuiecKux He-
pBOB. Hy>XHO OTMETHTB, 4TO B 1 M3 3TUX CIy4aeB XapaK-
Tep Pa3BUTHS CHMIITOMOB OOJIE3HM W KIMHHYECKAS
KapTHWHA Ha paHHEM 3Talle 3a00JieBaHUS IeCTBUTEIBHO
HaIIOMUHAJIN CUpUHTOMUEINI0. OIHAKO ITPH JaTbHEHUIIIEM
HabmoneHun ¢ mpoBeaeHrneM DHMI u HelipoBu3yanmn3a-
muu obI1o MpearonoxeHo Hanmune HMCH 2-ro tuma,
yro Hauwio noareepxaeHue npu JIHK-uccrnemoBanuu
¢ oOHapy>XeHrueM HOBOM MyTauu B TeHe MFN2 [20].
PacmipocTpaneHHEBIN HaIlpaBUTEIBHBIN TUATHO3 «OP-
raHn4eckKoe 3aboJieBaHNe IIEHTPAIbHON HEPBHOM CUCTE-
MBI» OOBEIMHSIET IIEIIYIO TPYIITY Pa3HBIX HO30JIOTMYECKUX
¢dopmM, OOIIMM 71T KOTOPBIX SIBJIIETCSI IEPBUYHOE CTPYK-
TYpHOE MOpaxkeHNe [eHTPAIbHON HEPBHOM CUCTEMBI
C CUMIITOMATHKOM LIepeOdpaibHOro YpoBHS. JlaHHBIH q1a-
THO3 ¥ TeM 00JTee HalpaBUTEIBHBII INMAarHO3 «IeTCKUI 1Iepe-
OpaJIbHBIN MTapaTid» 10 KIIMHUYECKMM TTPOSIBJIEHUSIM 1 aHAM-
He3y Mato HartomrHaioT HMCH. B 1 (0,4 %) ciydae auarHo3
JIETCKOTO IepeOpaIbHOTO ITapajIinda ObLT ITOCTaBJICH MaJTbUH-
Ky 10 ;eT ¢ kayobaMM Ha CJIabOCTh B HOTaX M M3MEHEHVe
ITOXOIKH C 6 JIET, [TPX 9TOM B CEMbE ObLIO 3aperCTPUPOBAHO
HECKOJIBKO CITyJ9aeB IOXoXero 3abomeBanus. [1ozmHee ¢ mo-
MOIIBIO MOJIEKYJISIPHO-TCHETUIECKOTO METONa B €0 CEMbE
obi1a moarBepxkaeHa HMCH 1X tura, o0yciioBlieHHast MyTa-
mueti ¢.259C>G (p.Pro87Ala) B rene GJBI. Y 111 My:KCKOTO
T10J1a TIPY JTAHHOM THIIE 00JIe3HI KIIMHNYECKIE TIPOSIBIICHUST
HAYMHAIOTCST PAHBIIIEC U JOCTUTAIOT O0JIee BRIPAXKEHHOM CTe-
TeHH, YeM Y >keHIIyH [21, 22]. B npuBeneHHOM ciydae crie-
IMAJIMICTOM He OBITM YYTEHBI BO3pacT MaHM(ecTarm 00J1e3-
HM M CeMEUHBI aHaMHe3, TpeOOBaBIIME OOS3aTCIIEHOTO
OCMOTpa BCEX TOCTYITHBIX POICTBEHHUKOB ITPOOaHIA.
BapmaHT HarpaBUTEIEHOTO AMATHO3a TUTIOTPOHI MBIIIIT
TOJICH! XapaKTepH3yeT OTHEJIBHBIN CHMIITOM 3aboJieBa-
HuUd, npuyeM He Toi1bko HMCH, Ho u qucTanbHBIX MUO-

MMaTHii, MUIOTOHUYECKOM TUCTPOGUH, a TAaKKe IPYTUX Ha-
CJIEICTBEHHBIX OOJIe3HE, TTOTOMY He MOKET OBITh pacIicHeH
KaK IIPaBWJIBHBIN.

C mmarHo3oM BpOXKIEHHOTO 3a00J1€BaHMsI OTTIOPHO-IBH-
rare;ibHoro anmapara 5 (1,9 %) naimeHToB ObUTH HAalpaBJIeHbI
K reHeTUKy opronenamu, a 1 (0,4 %) GOJIBbHOI ¢ IUATHO30M
Jie(hOPMUPYIOIIETO TOMAPTPHUTA — TIEPBAYIHO K PEBMATOJIOTY
nomikmaukn PKbB um. [T, KyBaToBa, 3aTeM K HEBpOJIOTY,
KOTOPBIIA, B CBOIO OYepellb, HAIPABIII TTAIIMEHTA K Helipore-
HETHKY. B KOHeYHOM 1TOTE Y BCeX OOJIbHBIX OBUIO YCTAHOBIIC-
HO HacyencrBeHHoe 3a0oeBanne — HMCH.

[pu ananM3e 9acTOTHI AOIMYIICHHBIX OITMOOYHBIX 1A~
rHo30B y naiueHToB ¢ HMCH 1-to (n = 177) u 2-ro (n = 62)
THUTTIOB JOCTOBEPHOM pa3HUIIBI B 3THX 2 TPYIIIAX HEe BHISIBIICHO
(60 mpotuB 25; p = 0,364). BapriaHTOB OLLIMOOYHBIX HATIPABH -
TeJTBHBIX ANarHo30B y manueHToB ¢ HMCH 1-ro Thma okasa-
Jock 13, y 6ompHbIx HMCH 2-10 THIa — 10. Cpeay ommmbou-
HBIX HAIIPaBUTEIBHBIX JMATHO30B, KOTOPHIE OTMEUANINCH
B 00€VIX IpyTIIax, He OTMEYEHO JOCTOBEPHOM Pa3HUIIBL.

3akniouenue

Takum 06pa3oM, eciIi OLIEHUBATh BeCh IIPUBEICHHBIN
B TabOJIMIIe TIepeYeHb MEPBUYHBIX TUATHO30B MTAIleHTOB,
B34THIX B ITOCTIEAyIOIeM Ha ydeT ¢ nuarHo3oM HMCH,
HYXHO TIpU3HATh, 9TO OOJIBITMHCTBO TMarHO30B MaJIo Ha-
noMmuHaeT 0ojyie3Hb Illapko—Mapu—TyTta 1 MOXET OBITb
HUCKITIOYCHO Ha CTaIUN TIEPBUYHON KIIMHUIECKOM TUAarHO-
CTUKH, 0COOEHHO MOCIIe TTOJTydeHus pe3yiabratoB DHMI -
nuccienoBanust. C Ipyroi CTOPOHBI, CPEIU STUX HAIIpaBH-
TEJIbHBIX JTUATrHO30B HE OKA3aJI0Ch TAKOTO 3a00JICBaAHMS,
KaK HacCJIeACTBEHHAS TUCTaIbHAsI MOTOPHAST HEMPOIIaTHsI,
UMEIoIIero Kinmam4deckoe cxomctso ¢ HMCH, uro ompe-
IesieT TPyOTHOCTH IHddepeHINATbHON TUarHOCTUKM.
EnmHCTBEeHHOE OT/IIMUME HACICACTBEHHOW MHUCTAJBHOM
MoTtopHoit Heiiponatuu ot HMCH 3akmiouaercs B OTCyT-
CTBUU TTOpakeHUSI UyBCTBUTEIBHBIX BOJIOKOH Jaxe IpHU
JIJTATEILHOM HAOMIONEHUM 3a pa3BUTHUEM Ooje3Hu [23].
OmmboyHast IMarHOCTUKA OTMEJAIaCh IMPAKTUISCKH O~
HakoBo yacto y nauueHToB ¢ HMCH 1-ro u 2-ro TMIOB.
B menom Hy:XHO ITpH3HATH, YTO MTH(OOPMUPOBAHHOCTH Bpa-
yeit o HMCH 3a HabGmogaeMblii Tepuop 3HAYUTETbHO
VIIYYIIIACE: YBEJIMUMIICS TIPOLICHT TIPABWILHBIX HAIIPABH-
TEJIbHBIX TUATHO30B, a TAKXKE CYIIECTBEHHO YMEHBIITMIICS
CHEKTP OLIMOOYHBIX TMArHO30B. [J1s1 JaabHERIIero yayd-
meHust mnarHoctk HMCH moMuMo ripaBMIIBHOM HHTEP-
MpeTaluy KIMHUIECKONH CHMIITOMATUKN U Pe3yJIbTaToB
DHMI npakTryecknM Bpayam HEOOXOIUMO YIEISATH OOJTb-
IIee BHUMaHUE aHAJIM3Y CEMEWHOTO aHaMHe3a C KIIMHIYE-
CKMM OCMOTPOM BCEX JOCTYIMHBIX POACTBEHHUKOB MPO0aH/a,
KOTOPBIN OCYIIIECTBUTH 3HAUYNTEIIHLHO JIeTde B TIOTMKIIMHIKAX
110 MeCTY TIpOoXKXMUBaHMsI O0JIbHBIX, YeM B MI'K.

Kondghauxm unmepecos
Aemopul 3as61510m 00 OMCymcmeuu KoHhAUKmMa uHmepecos.
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Beedenue. Xponusayus 2010810 604U ACCOUUUPOBAHA CO 3HAHUMEALHBIM HAPYUIEHUEM CB53AHH020 CO 300posbem Kauecmea icuzhu (KXK).
Tak, nayuenmuot ¢ XpOHUHECKOU MUSDEHBIO NO CPABHEHUIO C NAYUEHMAaMU ¢ SNU300u4ecKkoll muepervro umerom nuxce KX u 6oaee dezadan-
mupogansl. Ocmaemcs HesICHOU C8513b MecOy IMUMU Pe3yAbMamamu U msajcechmoio 3a601e8aHuUsl, COUUOOeMOPaAPUUeCKUMU XapaKmepu -
cmuKamu U KOMOPOUOHbIMU pACCMPOlcMeamu, maKumu KaKk oenpeccus, mpegoza, HapyuleHue cHa.

Ileav uccaedosanus. Oyenumos KX u 6vis16ums npeduxmopsl eco Hapyuienus y NAyUeHmo8 ¢ XpoHU1eckol MUepeHsio.

Mamepuaavt u memoowt. B uccredosanuu npunsiu yuacmue 160 amOy1amopHuiX RAUUEHMOE ¢ MUPEHbIO, 00PAMUBUIUXCA 3G CREeUUANl-
3UPOBAHHOU NOMOUWBIO NO N0800Y 20406HOIU 60au (I'D). Bce nayuenmot 3anoansiu caedyouue ONPoCHUKU. mecm no oyerike eéausuus I'b 6
na KK (Headache Impact Test 6, HIT-6), onpocuuk ouenku dezadanmayuu npu muepenu (Migraine Disability Assessment questionnaire,
MIDAS), wikany Bexa ons ouenku denpeccuu, onpociuk Cnunbepeepa—Xanurna 045 0UeHKU MPeBONCHOCMU, AHKEMY OUeHKU Cy0oeKmue-
HbIX Xapakmepucmuk cha. Mcnoav308aiu MHOMCeCMBeH bLI peepecCUOHHbLI AHau3 015 eviseaenus npeduxmopos KX u modeas nymeeo-
20 AHAAU3A 0451 ONPedeNeHUsl B3AUMOCES3ell MeHCOY NepeMeHHbIMU.

Pesyabmameot. Tlayuenmor ¢ xponuueckoii muepensio (n = 90) no cpasHeHur ¢ NAYUEHMamy ¢ INU300u4ecKol muepersvto (n = 70) umenu
sHauumenvro xyouee KK, 6onee msaicenvie Kaunuueckue nposieieHus Muepenu u Komopouonsie napyuwenus. Haubonee cunvhas censzo ¢ KK
yemanoeaena 0as nokazameneil wikanst bexa (B = 0,383; p < 0,001) u ankemot oyeniu cybsexmusHbix xapakmepucmuk cha (f =—0,341;
p < 0,001), a maxace dasn noxazamensi MIDAS (f = 0,301; p < 0,001), ncenckoeo noaa (f = 0,198, p < 0,001), unmencuenocmu I'b
(B=0,173; p < 0,001), orumenvrocmu npucmyna muepenu (f = 0,169; p = 0,001) u wacmomet I'b (f = 0,150; p = 0,015). Ipsmoe éru-
sHue na KK oxazvieanu nokazamenu denpeccuu, Hapyuienus cha, dezadanmayuu, a makyce xapakmepucmuku I'B (vacmoma, dnumens-
HOCMb, UHMEHCUBHOCMb) U (haKmop noaa.

Sakarouenue. Bausnue denpeccuu u napyuienus cha na KK seasemes maxum dce cunbHbIM, KAK U 8AUSHUE MANCEAbIX KAUHUHECKUX NPO-
SA6ACHUL MUSPEHU.

Karoueenie caoea: kauecmeo ycu3HU, XPOHUHECKASI MUSDEHb, SNUZ00UHECKAs MUSDEHb, 20108HASL 004b, 0e3a0anmayus, Oenpeccust, mpego-
ea, Hapyuerue cha, MIDAS, wkana denpeccuu bexa
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Quality of life in patients with chronic migraine: relation to migraine severity, depression and sleep disturbances
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Background. Headache chronification is associated with significant negative impact on health-related quality of life (QOL). Patients with
chronic migraine have decreased QOL and increased headache-related disability, than do patients with episodic migraine. The degree
to which these outcomes are connected to disease severity, to the pattern of sociodemographic and comorbidity profiles, such as depression,
anxiety and sleep disturbances, are unclear.

Objective. To assess QOL and to identify predictors of its reduction in patients with chronic migraine.

Materials and methods. 160 outpatients with migraine were recruited from a headache center and completed self-report questionnaires in-
cluding the Headache Impact Test 6 (HIT-6) to assess QOL, Migraine Disability Assessment (MIDAS), Beck depression inventory, Spil-
berger— Khanin anxiety questionnaire, and Subjective sleep characteristics assessment questionnaire (SSCA). We used multiple regression
analyses to obtain QOL predictors and path analysis model to identify relationship between the variables.

Results. Patients with chronic migraine (n = 90) had very poor QOL, more severe migraine and comorbid disorders, than did patients with
episodic migraine (n = 70). The strongest predictor of the QOL score was the Beck depression inventory score (f = 0.383; p < 0.001) and
SSCA questionnaire score (f = —0.341; p < 0.001); followed by the MIDAS score (f = 0.301; p < 0.001), female gender (f = 0.198;
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p <0.001), headache intensity (f = 0.173; p < 0.001), attack duration (f = 0.169; p = 0.001), headache frequency ( = 0.150; p = 0.015).
Scores of Beck depression inventory, SSCA questionnaire, MIDAS, and headache features (frequency, duration, intensity) had a direct ef-

fect on the QOL.

Conclusions. Depression and sleep disturbance appear to impair QOL as strong as the severe clinical manifestations of migraine.

Key words: quality of life, chronic migraine, episodic migraine, headache, disability, depressionm anxiety, sleep disturbance, MIDAS, Beck

depression inventory

BsepeHue

MurpeHb OCTaeTcss OMHUM U3 HanboJee pacimpocTpa-
HEHHBIX 3200JIeBaHMIi, 9aCTOTa BCTPEUYaeMOCTH KOTOPOTO
npocruraeT 10 % B o6Giueit nomysiuuu (B EBpone — 13,8 %)
[1], u omHOM M3 TJIaBHBIX MPUUYUH HETPYAOCHIOCOOHOCTHU
BO BCEM MHUpE, 3aHMMas 1-e MeCTo cpeny HeBPOJIOTHIe-
CKMX TIpUYMH HeTpypocnocooHoctH [2]. [To pesynsratam
orieHku [To6anbpHOTO OpeMenu 6ome3neit 2013 1., MUTpeHb
3aHUMaeT 6-e Mecto cpenu 10 BeaylIux MeIMIIMHCKUX
MIPpUYMH CHIDKeHUs KadecTtBa Xu3HU (KOK) HaceiaeHms
B mupe [3].

MurpeHb — XpOHHUYECKOE 3a00JIeBaHME M3 TPYIIITHI
MMepBUIHBIX TOJIOBHBIX 00Jieii (I'B), B GoMbIIMHCTBE CITy-
YaeB MPOSIBIISIONICECS SIU30ANYCCKUMU TIPUCTYIIAMU
IMyJIbCUpYIOIIei ogHOocTopoHHEH I'B mpomomkuTenbHO-
CThI0 4—72 4, C TOITHOTOM 1/WIX PBOTOM, TTOBHIIIIEHHOM
YYBCTBUTEIBLHOCTBIO K CBETY M 3BYKY. OTHAKO BO3MOXKHO
Iporpeccupyloniee TeUeHWEe C HapacTaHUEM YaCTOTHI,
TSDKECTH TIPUCTYTIOB U Pa3BUTHEM XPOHUIECKOM MUTPEHU
(XM) [4]. B cooTBeTcTBUY ¢ MexXmyHapoaHOM Kiaccudu-
Kalmei paccTpoiicTs, conmpoBoxnatomuxcs I'b (Mexmy-
HaponHas kinaccudukanus I'b, MKI'b-3 6eta, 2013), XM
paccMaTpuMBaeTcsl Kak OTae/bHasi (popMa, MpOosIBISIETCS
eXXeTHeBHOI WM ITOYTH exxenHeBHOM I'b (> 15 nHeii B Mme-
CSIIT HA TIPOTSDKEHUH > 3 Mec), M3 KOTOPHIX > 8 MHEl B Me-
CSIII COOTBETCTBYIOT MUTPEHU, pa3BUBaeTCs KakK y MallieH-
TOB C MUTPEHBIO 0€3 ayphl, TaK U C aypoii [5].

XM BcTpeuaercs B 0O0lel MOMYJSILMM C YaCTOTOM
1,4—-2,2 %, xapakrtepusyercsi HU3KUM KOIK, ObICTpBIM
pPa3BUTHEM BbIPAXKEHHOM Ae3adalTaliy U HapylleHueM
TPYAOCITOCOOHOCTH, 3HAYMTEILHBIMU MaTepPUATbHBIMU
3aTpaTaMu Kak IMalieHTa, TaK ¥ CUCTeMBI 3IPaBOOXPAHCHUS
W CYMMapHBIMH 3KOHOMMYECKUMHU MOTEePSIMU OOIIeCTBa
B 1eJIoM [6, 7]. B Hatei crpane pacnpocTpaHeHHOCTE XM
MpeBhILIAET CPeAHEMUPOBBIE ITOKa3aTeau B 3 pasa (6,8 %
o0IIelt TOIyJISIIINM), a PAacIpPOCTPaHEHHOCTh MUTPEHU
B HeaoM — B 2 pasa (20,8 % ob6uieit momyssiuuu) [8].
I1pu aTOM CBsI3aHHBIE C HEIl CyMMapHEBIE 3aTPAThl COCTaB-
JISTIIOT B HAIIEH cTpaHe 0KoJjio 1 TpirH py0. B rox [9].

VY manmenToB ¢ murpeHblo KXK 3HaumTenpHO XyXe
10 CPaBHEHMIO C JIIOObMHM 0€3 MUTPEHH TOTO K¢ BO3pacTa
1 T10J1a, YTO MMOKa3aHO B CPaBHUTEIBHBIX MCCIICIOBAHUSIX
[10—14], m He Bcerma 3aBUCUT OT HaJIWYUsI IEIIPECCUU
n tpeBoru [15]. Cpenyn naumeHToB ¢ XM I10 CpaBHEHUIO
C BMIM30INYECKON MUTPeHBI0 (DM) CHUMIITOMBI Ierpec-
CHH, TPEBOTM W XPOHWYECKUE OOJIEBBIE PacCTPOMCTBA
(kpome XM) BBISIBJISIFOTCS Yallle ¥ BEIpaXKeHBI B OOJIBIIICH
crerienn [16—18]. HekoTtopeie aBropsl XM 1 Ierpeccuio

paccMaTpMBaIOT KaK (baKTOPBI PUCKA Pa3BUTHUS CYHIIM-
IaTbHBIX MBICTIe 1 moBeneHus [19, 20]. M3yuyeHne Bo3-
MOKHBIX IIPEeAUKTOPOB cHIDKeHUsT K2K y manmeHToB ¢ Mu-
TPEHBIO TIPOIECMOHCTPHUPOBAJIO, YTO HAaNOOJIee 3HAUMMBIMU
OKa3BbIBAIMCH AeTIpeccrs U (paKTOPHI, CBSI3aHHBIC C KIIH-
HUIECKUMMU TIPOSIBIICHUSIMA MUTPEHU (IUTMTEILHOCTD, MH-
TeHCUBHOCTb 1 yactota I'b, XM u cBsg3aHHAasl C MUTPEHbBIO
nesagantauus) [10—12, 14, 16, 21, 22].

I1pu ananuze pe3ysbTaTOB MCCIENOBAHUN ObLIO 00-
palreHO BHIMaHNe Ha BaprabeIbHOCTh moKa3zateneit KoK
Y pa3HBIX TTOATPYIII MALIMEHTOB ¢ MUTPEHBIO, TIPA 3TOM
dakTopsl, BepoATHO Bimsoime Ha KK poccuiickoi
TIOMYJISIINY MAIMeHTOB ¢ IMarH030M XM B COOTBETCTBUU
¢ kpurepusmu MKI'b-3, He n3ydeHsl.

exp uccnenopannsa. Onenntb KK 1 BBISIBUTH TIpe-
IUKTOPHI €T0 HApYIIeHUS Y TAallMeHTOB ¢ XM.

Mamepuanbl uccnefoBaHus

B uccnenoBanuu npuHsiv ydactue 160 mauueHTOB
C MUTPEHBIO, OOpaTUBIIMECS 3a CITCIMATU3UPOBAHHON
MEIUIIMHCKOM ITOMOIIIBIO 110 TToBomy I'b B KoHcymsratnBHO-
IarHOCTHYecKoe oTaeneHne Kamuarckoit KpaeBoit 60J1b-
aub M. A.C. Jlykamesckoro (. [TerponasnoBck-KamuaT-
ckmit). B 1-10 rpymiry (ocHOBHYI0) Bonu 90 ammeHTOB
¢ XM (cpennuit Bo3pact 41 £ 12 ner; 90 % XeHLIUH),
BO 2-10 (TpyImy cpaBHeHUs) — 70 manmeHToB ¢ DM (cpen-
Huii Bo3pact 36 £ 8 ser; 84 % XeHILUH).

Kpurepnsmu BKITIOUeHIS B MICCIIeIOBaHNE OBUIH: HAJTN-
Yre MICbMEHHOTO MH(OPMIPOBAHHOTO COTJIACHSI HA yJac-
THE B UCCIeAOBaHUM; BO3pacT ot 18 10 60 1eT; COOTBETCT-
Bue nruarHo3oB kpurepusiMm MKI'b-3; orcyrcTBue mpruema
JIEKapCTBEHHBIX ITPETIapaTOB B IEIISIX TPOGUIAKTHIECKOTO
JIeYeHUSI MUTPEHU WIN TIpeKpalleHIe UX IIpreMa He MeHee
yeM 3a 4 Hell 10 Hadajia MCCIIeJOBaHMST; IPUMEHEHME T1a-
IUEHTOM | JIeKapCTBEHHOTO CPEACTBA I TPODMIAKTH -
YeCKOTO JICUCHUSI MUTPEHH B CTAOMIIBHOM 103€ 1 Ha TIPO-
TSDKEHUU He MeHee 4 Hell 10 Havajla UCCIIeIOBaHUS; IIpUEM
JIEKapCTB MO MOBOAy Apyroro 3aboneBanus (He I'b),
00 IamaroIIX MPOPMIAKTUIESCKIM ISHCTBEM Ha MUTPEHD,
TIPH YCJIOBUM MCTIOJIb30BaHMS MX B CTAOMIIBHBIX 103€ U pe-
KMMe Ha MPOTSDKeHUM He MeHee 4 Hell 1o Hadajia 1ucclie-
IIOBaHUST, CTAOMIIBHOE COMAaTUIECKOE COCTOSTHIC TIAIleH-
Ta (OTCYTCTBHE OCTPBHIX WJIM OOOCTPEHMSI XPOHMICCKUX
COMATHYECCKMX /MM MHQPEKIMOHHBIX 3a00JICBaHUIA,
YepPEeITHO-MO3TOBOM TPaBMBI M TPABMBI IIIEITHOTO OTHelIa
T03BOHOYHMKA, OIEPATUBHBIX BMEIIIATEIbCTB); CIIOCO0-
HOCTb ITaIlMeHTa CJIeAOBaTh MHCTPYKILIMSIM W BBITIOJHSTH
HEOOXOIMMBIC HEHCTBMS JUISI YYaCTHUKA MCCICAOBAHUS
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(Bxurouast BeneHue qHeBHMKA I'b 1 3amoiHeHIE OTTpOCHM -
KOB, TIPEUIOKEHHBIX BPa4OM-HUCCICI0BATEIEM).

KputepnsiMm UCKITIOUEHUS ITAITMEHTOB U3 UCCIIEI0BA-
HUS OBITU: IeOI0T MUTPEHM B Bo3pacte crtapuie 50 jeT;
OepeMEeHHOCTD, TIepHUO JIaKTallMW; HaJIMYKME TEKYIIEro
OPraHM9YEeCKOTO HEBPOJIOTUIECKOTO 3a00JIeBaHNIS; HATTNIME
IPYTUX TUIIOB IIEPBUYHOM 1 BropuuHoii I'b, 3a nckimoue-
HUEM JIeKapCTBEHHO-MHIYIIMPOBaHHOI (a0y3ycHoli I'B);
HaJIMY1e SHIOTCHHOTO TICHXIMYECKOTO 3a00JIeBAHMST M KOT-
HUTHBHBIX HApPYIICHUI YMEpEeHHOI 1 BBIPaXKEHHOU CTe-
TIEHU; aJTKOTOJIM3M, HApKOMAaHUsI WIH 3JI0YIIOTpeOIeHIE
OcH30IMAa3CTTMHAMM;; STIUJICTICHST; MHBEKIIUH JIeKapCTBEH-
HBIX TIPETIapaToB OOTYJTUMHUISCKOTO TOKCHHA THIIA A B Te-
YyeHue 6 Mec, MPeAIIeCTBYIOIINX AaTe BKIIOYEHUS B UCCIe-
IOBaHUE; TIPMEM HOBBIX JIEKAPCTBEHHBIX CPEICTB W/HIIN
MMpUMeHEeHNEe HeJIeKapCTBEHHBIX METOHOB JICUCHUSI, CIIO-
COOHBIX U3MEHSITh TEUCHIE OCHOBHOTO 3a00JIEBaHNST/ MHUT -
peHM, Ha MIPOTSLKEHUH MeHee 4 Hell 10 Hadajia UCCIIeI0-
BaHMSI.

Memopbl uccnenosaHus

K/IMHNKO0-HEeBpPOJIOTHIECKOE 00C/IeI0BaHNe BKITIOUAJIO
cbop xkanob, aHamMHe3a 3a0oJieBaHMSI, aHAJIM3 JAHHBIX
mHeBHUKOB ['b, obmiecomaTinaecKuii 1 HEBPOJIOTMUECKUIA
OCMOTP, IIPY HEOOXOINMOCTH — ITAPAKINHIIECKOE U MH-
CTpYMEHTAIbHOE 00CIeI0BAaHUE IJISI UCKITIOUEHUST CUMIT-
ToMatuyeckoil Tipupoasl I'b. JlaHHbIe Kaxkmoro mnaiyeHTa
ObLTM BHECEHBI B UHIMBUIYAIbHYIO PETUCTPALIMOHHYIO Kap-
Ty naunenTa ¢ I'b. O6s3aTeIbHBIM YCIOBUEM OLIEHKH OBLIO
ycTaHOBJIeHUE (haKTa N30BITOYHOTO IIPUMEHEHMS TTALINCH -
TOM 00€300JIMBAOIIINX CPEICTB B COOTBETCTBUY C KPUTEPH-
avmu MKI'B-3: mpuem npenapaToB U3 IpyHITbl HECTEPOMI -
HBIX TTpoTUBOBOCTAMTENbHBIX cpencTB (HIIBC) > 15 nneit
B MecsI, TpUNTaHOB > 10 mHel B Mecsll, IpenapaTos,
comepKallruxX 3proTaMuH, KoherH, 0apOonTypaThl, OITMOM-
11, > 10 mHE# B Mecll, B oTaebHocTH i BMecTe ¢ HITBC
WA TPUIITAHAMH.

AHKeTHOE TecTpoBanue. KaXpIif ITalimeHT CaMOCTO-
SITEJIBHO 3aTIOJTHSUT OIIPOCHUKY TSt onieHKU KOK, crenenu
ne3ananTalyu U HETPYIOCIOCOOHOCTH, BBIPaXKEHHOCTHU
IeTIpeCcCUM, TPEBOTH, a TAKXKe HapyIIeHMS CHA: TECT 110
ouenke BausgHus I'b 6 na KXK (Headache Impact Test 6,
HIT-6) [23]; onpOCHUK OLIEHKM Ae3aJalTaliy [IPU MUT-
peun (Migraine Disability Assessment questionnaire,
MIDAS) [24]; mkany beka njst oieHKU gerpeccnu [25];
tect Crimnbeprepa—XaHnHa TS OLIEHKU TPEBOXKHOCTH [26];
aHKeTy OaJTTBHOM OILIEHKM CYObeKTUBHBIX XapaKTEPUCTUK
cHa [27].

Metoapl cTaTMcTHYecKOro aHamusa. [IpumeHsuch
METOIBI ONMCATEbHON W CPaBHUTEIBHOM CTAaTHCTUKU.
ITpu ananmM3e KOMMIeCTBEHHBIX TTEPEMEHHBIX BHIUMCIISUTI
cpemHee apudMeTHYeCKOe, CTaHOAPTHOE OTKJIIOHEHHE,
CpemHEKBAIPATUIHOE OTKIIOHEHNE, MUHIMAIbHOE U MaK-
CHMaJbHOE 3HAYCHMSI, a TIPY aHAJIN3¢ Ka4eCTBeHHBIX TIe-
PEMEHHBIX — YacTOTY U 10J110 (B %) OT 0011iero yucia. Psg
MTOJTy9eHHBIX JaHHBIX OBLT IpeACTaBiicH B Bume M + m, Tie

M — cpenHee apudmMeTIIecKoe, m — CPeIHEKBAIPATUIHOE
OTKIJIOHEHHE, KOTOPOE OIMCHIBACT XapaKTEePHBIN pa3dopoc
BeTMYMHBL. CTaTUCTUYECKMI aHAIN3 OCYIICCTBIISIIN B 3a-
BHCHMOCTH OT pacIIpeaeIcHUsI BHIOOPOIHOI COBOKYITHO-
CTH C TIOMOIIBIO ITapaMeTpUIeCcKnX KpuTepreB CThIOIeH-
ta, ®umepa, U-kpureprss MaHHa—YUTHH U y2-KpUTEPUS
C VICTTOJTb30BaHMEM ITaKeTa CTATHCTUIECKUX ITporpamm SPSS
11.5 nyrg Windows. Taxke ¢ moMmorbio SPSS paccunTthiBa-
JI TOYHBIE BEJIMIMHBI COOTBETCTBYIOIIICH TOBEPUTEIIBHOM
BEPOSITHOCTH p W JOCTOBEPHEIC Pa3IMUMS CPSTHUX apud-
MeTrdecKuX. 1Sl BRISIBIICHUS 3HAUMMBIX (DAKTOPOB, BIIHSIIO-
mux Ha mokazatenn KoK, mpuMeHsITM MHOXeCTBEHHBIH
PEeTPeCCUOHHBIN aHAIN3, IUTSI OTIpeIeICHIS B3aUMOCBSI3ei
MEXIy ITepeMeHHBIMU TTPOBOAVIIN CTICIINAIBHBIN KOPPEIIs-
LIMOHHBIN aHaJM3 C WCIOJIb30BAaHUEM MOIECIU ITyTEBOTO
aHaJIM3a: PACCYNTHIBAIM KO3((UIIMEHTH KOPPEISIIUH,
WX TOBEPUTEILHBIC BEPOSITHOCTH p U OLICHUBAJIN ITOJTyICH-
HBIC B3aMOCBSI3H.

Pesynbmambl

CommonemorpauiecKne XapaKTepUCTHKH. BosTbIH-
CTBO BKJIIOUEHHbIX B MCCJICIOBAHNUE MALIMEHTOB — XKEHII -
Hbl (90 % B 1-ii rpyne u 84 % Bo 2-i1; p =0,1058) eBpo-
rietickoii BHemrHOCTH (100 % B 06erX rpyIiax) ¢ BEICIIM
obpazosanueM (95 % B 1-it rpyrie 1 98 % Bo 2-it; p =0,2304),
pa6oratorme (90 % B 1-i rpyrirte u 93 % Bo 2-i1; p =0,2364),
Haxonsiuecs B 6pake (83 % B 1-it rpyrnime u 75 % Bo 2-14;
p =0,2031). I1o cpaBHEHMIO C IMaIIMEHTaMU 2-Ii TPYIIIIBI
MalueHThl 1-1 rpynmnsl ObLIM cTapiie (CpeaHuit BO3pacT
(cranmaptHoe oTkiIoHeHue) — 41 (12) u 36 (8) ner B 1-i1
u 2-1 rpyniax coorBeTcTBeHHO; p = 0,008), pexxe paboTa-
JU B pexume mosiHoi 3aHsToctd (72 % B 1-it rpymmne
u 84 % Bo 2-i1; p =0,01) (Tabmn. 1).

KimangecKne XapakTepuCTHKH U JaHAbIE AaHAMHE3A 3a-
ooaepanms. [TareHTHI 1-i TPYIIIBI UCIBITBIBAIM TTOUTH
exemHeBHBIe (27 gHeli B Mecsir) I'B, koropsle ObUH TIpea-
CTaBJICHBI B OCHOBHOM (22 mHsI B Mecsii) MurpeHo3Hoi I'b
(Tabm. 2). Y HUX OTMEYaINCh TOCTOBEPHO 0OJice YacThIe
ataku murpern (p < 0,001), 6ojee BbICOKAst THTCHCUBHOCTD
I'b na MomeHT ompoca (p < 0,001), yarire BeISIBISIACH KOX-
Has ajuroguHus (p < 0,001), 9eM y mammeHToB 2-1 TPYIIIIEL.

O6e3060nMBapIIMe MpenapaThl MOYTU €XEIHEBHO
(26 nHeii B Mecsw) npuHuManu 90 % naimeHToB 1-ii rpym-
IIbl, YTO COOTBETCTBOBAJIO KPUTEPUSIM MX U3OBITOYHOIO
TIpUMEHEHUS (JIeKapCTBEHHEIH aby3yc) (cM. Taot. 2). Io cpas-
HEHUIO C MAlUUEHTaMK 2-i TPYIIibl MALKMeHThl 1-i rpyIibl
pexe UCIONIb30BaIM KOMOMHUPOBAHHbBIE aHAJIBIETUKU
(p <£0,01), garme npuderamy K mpreMy TpurraHoB (p < 0,01).
OpHako OOJBIIMHCTBO MAaLMEHTOB obeux rpymm (65 %
B 1-i1 rpynme u 60 % Bo 2-it) npunumanu HIIBC pis ky-
nupoBaHus I'b.

Komopouanabie paccTpoiicTsa. Y mariMeHTOB 1-i TPYIIIBI
yalie HabJIIonaIch KOMOPOMIHBIC paccTpoiicTpa (Tadm. 3).
Tak, pazmunsg Mexxmy 1-i 1 2-ii rpynmamu 1o MpeacTaBiIeH-
HOCTU CUMIITOMOB XPOHUYECKOI 00JI1 SKCTPaKPAHUAIBHOM
Jnokaiausauuu gocturanu 22 % (40 % B 1-ii rpynmne u 18 %
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Tadmuua 1. Coyuodemoepagpuueckue xapakmepucmuku NAUUEHMO8

Table 1. Patients’ social and demographic characteristics

Cpenuuii Bo3pact (CO), ner

%
Mean age (SD), years 41(12) 36 (8)
Kenmmuer, %
Women, % 90 84
EBponpnuLI, % 100 100
Caucasians, %
Pa6oraromue, %: 90 95
Employed, %:
B TOM YHUCJIE B PEXUME MOJHOU 72* 86
3aHSTOCTUA
including full-time employment
B PEXMME YACTUYHOW 3aHSITOCTU 18* 9
part-time employment
C BbICHIMM 00pa3oBaHueM, % 95 98
With university degree, %
CewmeiiHoe noyioxeHue, %:
Marital status, %:
B Opake 83 75
married
He B Opake/pa3BelicHHBIC 22 24
not married/divorced
OBIIOBEBILIE 5% 1
widowed

* [locmogepHuie pazauuus mexcoy epynnamu npu p < 0,01.

3Hauenus p ocnosviéanucy Ha t-kpumepuu Cmorodenma u y°.

*Significant differences between groups at p < 0.01. p-values were

calculated based on the Student’s t-test and y*-test.

Ilpumenanue. 3decv u 6 maoa. 2, 4: CO — cmandapmuoe

OMKAOHEHUe.

Note. Here and in Tables 2, 4: SD — standard deviation.
|

Bo 2-i1; p <0,001), a CHMITTOMOB TICMIXIIECKIX PACCTPOICTB —
23 % (46 % B 1-ii rpyrme u 23 % Bo 2-it; p < 0,001). Kpome
ToTrO, B 1-i1 rpymnme B 3 pa3a 4arie OTMEYaJINCh MU30/IbI
CepAeYHO-COCYIUCThIX HapylueHuit (9 % B 1-ii rpymime
u 3 % Bo 2-i1; p < 0,001). OKOJIO TTOJIOBUHBI TTAIIMEHTOB
00eux TpynI UMeIu Apyrue XpOHUYECKUE 3a00JIeBaHUS
(cM. Tab. 3), oMHAKO MX YaCTOTa He pasinyanach npu OM
u XM.

Cesizannoe ¢ murpensio KK, a Takke me3amanranus,
MCUXMYECKHE PACCTPOICTBA U HAPYHIEHHE CHA Y MAIMEHTOB
¢ XM u DM. INokazarens KK o HIT-6 y matiuenToB 1-it
TPYIINBI B CPEAHEM COCTaBU 74 Oajia, YTO COOTBETCTBO-
Basio HanboJee Tskenoit, IV crenenu BaussHus I'b Ha KK
(ta6:. 4). Bo 2-1 rpynmne qaHHBIN TTOKAa3aTeslb ObUT TOYTH
B 2 paza Huke (pasinuunst noctoBepHsbl; p < 0,01) u cocra-
w1 40 6aiioB (51 % oT MakCHMalbHO BO3MOXKHOM OLIEH-
KH), YTO COOTBETCTBOBAJIO MUHUMAaJIbHOMY BiustHuio ['b
Ha KX (I crenenp; untepBan HIT-6 36—49 Gamnos).
st 6onee TiiarensHoro aHanmsa KK B 1-i u 2-1 rpymimax
OBLTM BBIEICHBI TTOATPYTIIHI MAIIMEHTOB C BHIPAXKEHHBIM

Tabmua 2. Anamnecmuueckue u Kaunuveckue OaHHbIE NAYUEHMOE

Table 2. Patients’ medical history and clinical data

Bospacr ne6rora 3a6oneBanus (CO),
JIeT
Age at disease onset (SD), years

15 (4)* 20 (9)

JniTeTbHOCTh aHAMHE3a MUTPEHU
(CO), ner

Duration of migraine medical history (SD),
years

JInMTeTbHOCTh aHAMHE3a XpOHUYEe-
ckoit murpenu (CO), et

Duration of chronic migraine medical
history (SD), years

Yucno gueii ¢ I'b B Mecsir (CO)
Number of days with HA a month (SD)

Yucno gHel ¢ MUTPEHBIO
B Mecs1 (CO)

Number of days with migraine
a month (SD)

Yucno qHew ¢ TSKeI0il/yMepeHHOI
I'b B Mmecsn (CO)

Number of days with severe/moderate HA
a month (SD)

Ywucio atak MUTPEHU

B Mecs1 (CO)

Number of migraine attacks
a month (SD)

MakcumanbHasi UHTEHCUBHOCTb 0011
mo BAIII (CO)
Maximum pain intensity per VAS (SD)

HWutencuBHocTh I'b Ha MOMEHT ompo-
ca o BAIII (CO)
HA intensity during VAS measurement (SD)

26 (11)* 16 (8)

3(1) -

27 (4)* 7 (4)

22 (4)* 7(4)

21 (4)* 4 (1)

1HG*  4@)

8,2(1,7) 7,6(2,3)

392, 7)* 2,1(2,2)

HmutensHocTh I'B ¢ meuenuem (CO), a
Duration of HA with treatment (SD), h

JmutensHocTh I'b 6e3 nedenust (CO), u
Duration of HA without treatment (SD), h

2420) 13 (13)

65 (62)*  39(38)
®Dotodobus, %
Photophobia, % 68 63

Donodobus, %
Phonophobia, %

Annonunus, %
Allodynia, %

[ManmeHTs1, N30BITOYHO TPUMEHSTIOIIIE
npenaparsl Ui Kynuposanusi I'b, %
Patients taking excessive amounts

of medicine to relieve HA, %

Yucno nHel ¢ mpueMoM 06e300J1BaK0-
mux mpemnaparoB B Mecsir (CO)
Number of days taking pain medication

a month (SD)

70 62

78* 59

90* 0

26 (19,5)* 7

*Jlocmogepruie pazauyus mexcdy epynnamu npu p < 0,01.
Bnauenus p ocnoswiganucsy Ha t-kpumepuu CmotodeHma u y°.
*Significant differences between groups at p < 0.01. p-values were
calculated based on the Student’s t-test and y’-test.

Ilpumenanue. 30eco u ¢ mabn. 4, 5: I'B — eonoenas 604b;
BAIIl — suzyanvnas ananoeosas wixkana (10-6asnvhas).
Note. Here and in Tables 4, 5: HA — headache; VAS — visual analog
scale (10-point).
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Ta6mua 3. Komopbuouwie paccmpoiicmea y nayuenmos

Table 3. Comorbid disorders in patients

Bosb xpoHuueckas', %
Chronic pain', %

®DakTOpBI PUCKA PA3BUTHS CEPACIHO-COCYUCTHIX 3ab0eBaHMit?, %

Risk factors for cardiovascular disease?, %

DIU30IbI COCYAUCTBIX HAPYIIEHUIA®, %
Episodes of vascular disorders?, %

IMcuxuueckue pacctpoiicTsa, %

Mental disorders, %

Henpeccus (> 16 6amnos no mkane beka), %
Depression (> 16 points per Beck inventory), %

TpeBora (peaKTUBHAsSI TPEBOXHOCTD > 45 0aJIOB, IMYHOCTHASI TPEBOXKHOCTD > 55 Ga/uioB), %

Anxiety (state anxiety > 45 points, trait anxiety > 55 points), %

Jpyrue pacctpoiicTBat, %
Other disorders*, %

40* 18
42* 30
9* 3
46* 23
43* 20
38* 17
50 45

* locmogepHhvie pazauuus mexcdy epynnamu npu p < 0,01. Snauenus p ocroswiearucs na t-kpumepuu CmoiodeHma u y°.

*Significant differences between groups at p < 0.01. p-values were calculated based on the Student’s t-test and y’-test.

'Xporuueckas 604b (UCKAIOUAS MUPEHb U Opyaue 20406Hble 00AU), 8 MOM HUCLe APMPUMbL/OCME0apmpossl, 601b 8 CHUHE.

IChronic pain (excluding migraine and other headaches), including arthritis/osteoarthrosis, back pain.

2Apmepuanvhas unepmensus, AaMepocKAepo3 Opaxuoye@anbHbix cocydos u KapoUuaibHbiXx cocy00s, 8 MOM HUCAE C 2eMOOUHAMUMECKU
SHAYUMBIMU CTEHO3AMU MASUCMPAAbHBIX apmepuil, 2UnepxonecmepuremMus, 2unepKoazyAayus, HapyueHus pumma cepoya.

2Arterial hypertension, atherosclerosis of the brachiocephalic and cardiac vessels, including hemodynamically significant stenosis of the main arteries,

hypercholesterolemia, hypercoagulation, heart rhythm disorders.

ITpanzumophas uwemMu4eckas amaxkd, UHCYAbM, 2UNePMOHUMECK UL KPU3, NPUCIMYNbl CMEHOKAPOUU, UHAPKM MUOKAPOQ.

ITransient ischemic attack, stroke, hypertensive crisis, angina attacks, myocardial infarction.

“Pacmpoﬁcmea annepeuveckue, 3HaOl€puHHble, mceﬂyaoqno—lcumewﬁble, Heepoocuueckue, opmone@ultecxue, 6p0Hx0/leequbte, cemamo-
Jaocuveckue, o¢ma/1bM0ﬂoeuuecxue, OepMamO/toewecxue, A0p-namonocus.

“Allergic, endocrine, gastrointestinal, neurological, orthopedic, bronchopulmonary, hematological, ophthalmological, dermatological, ENT disorders.

pmustnueM I'b Ha KK (IV crenens; HIT-6 > 60 6annos).
Cpeny manveHToB |- rpyIsl TAKOBBIX 0Ka3aI0ch 76 %,
2-ii rpynmbl — 20 % (p < 0,01). Takxe 6bUTO YCTAaHOBJIEHO,
yto K2K marmeHToB 1-i1 Tpymniibl, UMEBIINX JIEKAPCTBEH-
HOE 3JIOYyNoTpedyieHne U 0e3 TaKOBOTO, TOCTOBEPHO HE
paznuyanock (74 = 18 u 72 £ 10 6a/10B COOTBETCTBEHHO;
p = 0,21), HO OBIIO BBHISIBIIEHO NOCTOBEPHOE OTJINYUE
I10 MOoKa3aTeno Ae3aganTanuu o mkaite MIDAS (62 £ 10
u 53 * 13 6amioB cootBercTBeHHO; p = 0,01).

B 1-it rpymme mo cpaBHEHHIO cO 2-fi TTOKasaTeiau
nme3amanTaiy 1o mkare MIDAS 6111 1ocTOBEpHO BEITIIE
(90 n 20 6ayoB cootBeTcTBeHHO; p < (0,001). [TokazaTenu,
COOTBETCTBYIOLLIME Tskenoi, IV creneHu nesagantauuu
(= 21 6anna), umenu 86 % nareHToB 1-it Tpymmbl u 25 %
manueHToB 2-ii (p < 0,01) (cM. Tabi. 4).

B 1-i1 rpynme o cpaBHEHUIO CO 2-ii OBLTN BBIIIIE TTO-
Kas3aTeJim BBIPAXEHHOCTH Jernpeccuu mo mkane beka
(p <0,001), a Takke yacToTa gerpeccuy (IIPOIICHT ITaIy-
€HTOB C CyMMapHBIM ToKa3areieM > 16 6amios; p = 0,001)
(cm. Tabn. 4). IMokazarenu TpeBoXXHOCTU (OOIIMI Gast
MO CyOIIKaJIaM PEAKTUBHOM TPEBOKHOCTU U JIMYHOCTHOM
TPeBOKHOCTH oIpocHMKa Crmideprepa—XaHWHA) U Ya-
CTOTa TPEBOKHOCTH (TTPOLIEHT MAIIMEHTOB C TTOKA3aTeISIMU
PEaKTUBHOM TPEBOXHOCTU > 45 M TMYHOCTHON TPEBOXK-

HOCTH > 55 0a/lJIoB) cpeny MallMeHTOB 1-ii TpyIITBI OBLIN
BBILIIE, YEM CPEIU MAIMeHTOB 2-ii (cM. Tab. 4). Cymmap-
HBII TTOKa3aTesh TI0 aHKETE OLIEHKU CYyOhEKTUBHBIX XapaK-
TEPUCTUK CHA B 1-11 rpymime coctaBui 14 6ayioB (Hamaue
HapyIIeHUsI CHa), BO 2-i1 — 23 Gayuta (OTCyTCTBUE HApy-
meHus cHa). YacroTa HapymeHUs cHa (IIPOIICHT MallieH-
TOB ¢ 001mmM 6autom < 19) cpeny mameHToB 1-ii Tpymnibl
OBbLIa TOCTOBEPHO BHIIIE, YeM CPEIM MAllMeHTOB 2-i1 (85
u 15 % cootrBercTBeHHO; p < 0,01).

IIpeaukTopsl Hapymenusi KXK: pe3yasrarsl Koppes-
HUOHHOTO aHANMM3a. B 1esX BBISIBJICHUSI MPEAUKTOPOB
HapyweHus: K2K Obul MpoBeeH MoIaroBblil JTMHEWHBIA
pPEeTpPeCCUOHHBIN aHAJIN3, PE3YNIBTaThl KOTOPOTO TIPEACTaB-
JieHbl B Tabn. 5. Haubonee cuiibHasg KOppeasILIMOHHAS
CBsI3b ¢ moka3zaresieM K2K Obli1a ycTaHOB/IEHA IS AETIpec-
cuu (obmmit 6ann no mkane beka; = 0,383; p < 0,001)
U HapylleHUs cHa (00U 6asT o aHKeTe OLEHKU CyOb-
eKTUBHBIX XapakTepucTukK cHa; = —0,341; p < 0,001),
nanee ISt ae3aganTanuy (oot 6awt mo mkaiae MIDAS;
B = 0,301; p <0,001), mona (keHckwuii mox; § = 0,198;
p < 0,001), uarencusnoctu I'b (B = 0,173; p < 0,001),
JUTUTEIBHOCTH TpucTyna Murperu (B = 0,169; p = 0,001)
u yactotel I'b (B = 0,150; p = 0,015). Takum oOpazom,
y naueHToB ¢ XM cHuxkeHue nokaszatenst KXK cBga3zano

~
5
—_-
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Taomuna 4. [lokazamenu ankemnoeo mecmupo8anus NAYUEHMO8
Table 4. Results of patients’ questioning

HIT-6 (CO), obuuii 6asun
HIT-6 (SD), total score

IlanreHTHI ¢ BhIpaxkeHHBIM BiusHueM ['b Ha KauecTBO XXU3HU
(HIT-6 = 60), %

Patients whose quality of life is prominently affected by HA (HIT-6 > 60), %

MIDAS (CO), o6uuii 6amt
MIDAS (SD), total score

IV crenens Tsxkectn gesamanrtanuy mo MIDAS, %
Grade IV (severe) disability per MIDAS, %

OmnpocuuK nenpeccun beka (CO), obuuit 6amt
Beck Depression Inventory (SD), total score

Henpeccus (> 16 6amnos no beky), %
Depression (> 16 points per Beck), %

OnpocHuk Crimioeprepa—XaHUHa:
Spielberger—Khanin questionnaire:
peakTuBHas1 TpeBoxXKHOCTH (CO), Gamibl
state anxiety (SD), points

JIMYHOCTHAs TpeBOXHOCTH (CO), 6aibl
trait anxiety (SD), points

TpeBora (peakTBHas TPEBOXKHOCTD > 45 0aJIJIOB, IMYHOCTHASI TPEBOXK-

HOCTB > 55 6amios), %
Anxiety (state anxiety > 45 points, trait anxiety > 55 points), %

AHKeTa 0aJUTPHOM OLIEHKM CyOBheKTUBHBIX XapakTepucTuK cHa (CO),

oO0IIM Oa

Questionnaire for quantitative evaluation of subjective sleep characteristics (SD),

total score

Hapymenue cha (< 19 6amnos), %
Sleep disorders (< 19 points), %

74 (18) 40 (15) <0,01
76 20 <0,01
90 (18) 20 (4) <0,01
86 25 0,006
17 (9) 10 (9) <0,01
43 20 0,01
44 (8) 37 (9) <0,01
51 (10) 42 (9) <0,01
38 17 0,01
14 (10) 23 (12) <0,01
85 15 <0,01

*p < 0,01 (npu anaause npumensiau t-mecm, U-kpumepuit Manna—Yummuu uau mecm @uuepa).

*n < 0.01 (t-test, Mann—Whitney U-test and Fisher’s exact test were used in analysis).

Ilpumenanue. 30eco u 6 maoa. 5: HIT-6 — mecm éausnus I'b na kawecmeo ycusnu; MIDAS — onpochuk oyenku dezadanmauuu npu
muepenu (111 cmenens — cymmaprbiii nokazamens no 5 nynkmam onpochuka cocmaeasiem 11—20 dueil, 1V cmenens — npegviiiaem 21 en).
Note. Here and in Table 5: HIT-6 — HA impact test; MIDAS — migraine disability assessment test (grade I11 corresponds to a total of 11—20 days for

5 questions, grade IV corresponds to more than 21 days).

CO cIeayomuMu (GaKToOpaMu: IeTpeccrueii, HapylleHueM
CHa, Je3amarnTamnyei, XKeHCKIUM MOJIOM, IJTUTESJTbHOCTBIO,
WHTEHCUBHOCTBIO U yactoToit I'b.

C ucrojab30BaHNEM METOIA IOIIaroBOM perpeccuu
ObU1 BBIMIOJIHEH aHAIMU3 MO MojJieu ¢ 7 BapuaHTamu. B co-
OTBETCTBUM CO CTAHAAPTU3NPOBAHHBIM KO3(DPUIIEHTOM
perpeccuu  BiusiHue aenpeccu (1o mkane beka) Ha KK
okasayioch B 1,34; 1,93; 2,26 1 2,55 pa3a Bblllie, YeM BIMSI-
Hue ne3amanTtaumu 1o mkaiae MIDAS, dakropa mona,
ITATSTBHOCTH MPUCTYIIa MUTPEHH M TT0KA3aTe I 9aCTOTHI
I'b cooTtBeTcTBeHHO. CXOMHBIE PE3YIBTATHI TIO KOPPEJIS-
LIMOHHBIM CBS3SIM OBUIM OTMEUCHBI [IJIST TTOKA3aTelIsl Hapy-
LIeHUs CHA, cwia BIustHus Kotoporo Ha KK (B = —0,341)
ObLTa cpaBHMMa C TaKOBOM [UIST Aemnpeccud (10 ImKaie
Bbexka) (cm. Tabm. 5).

YcTaHOBJIEHHBIE CIOXHBIC B3aMMOCBSI3 MEXIY I10-
kazaterssMu KK m BrausiiommMu Ha Hero pakTopamu

MmoKa3aHbI Ha puc. 1. Bece perpeccrnonHbie KOG OUIIMEHTH
oM cTatTrcTrdecky 3HaYMBIMHA (p < 0,01). [TokazaTenu
JeTripeccuu 1o 1ikaine beka, HapyieHusl CHA TIO aHKeTe
CYOBEKTUBHBIX XapaKTePUCTUK CHA, Ie3a0alTalvy 10 1IKa-
e MIDAS, a Takske 9aCTOTHI, IUINTEILHOCTH ¥ MTHTEHCHUB-
Hoctu ['B, hakTop mona okaspisaroT npsimoe BiusiHve Ha KoK

Henpsmoe Bmsinne Ha KK okasbiBatoT: hakTop KeH-
CKOrO ToJjia 4yepe3 MokaszaTenb aenpeccuu; yacrota I'b
yepes Ae3ananTaiuio, oKa3aTeIu AeMpPecCuy U HapyIie-
HUSI CHA; MoKazaresb Je3afanTalluy 4epe3 MOoKa3aTean
Jierpeccun 1 HapynieHust cHa. CiieyeT OTMETUTb, 9TO TIO-
KazareJb Ae3amzanTanuu 1o mkare MIDAS koppenmpoBai
C 4aCTOTOU Y MPOIOJKUTEIHHOCTHIO TIPUCTYTIA MUTPEHU,
HO HEe UHTEHCUBHOCTBIO ['b.

B 1iens1x 1OMOJTHUTENTFHOTO aHAM3a CIOXHBIX B3au-
MOCBsI3el Mexay npenukropamu HapyueHus KK Obuia
BBIIeJIeHa TToArpynma (hakTopoB ¢ Haubosee CUIbHBIMU
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Tab6muua 5. [Ipeduxmopot, onpedeasiougue kawecmeo xycusnu (no mecmy HIT-6): nowazogutii aunelinblil MHOJCECMEEHHbII Pe2pecCUOHHbII aHAAU3*

Table 5. Predictors of quality of life (per HIT-6): incremental multiple linear regression analysis* ~
=
1=
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OnpocHuK aenpeccun beka, oot 6amt

Beck Depression Inventory, total score 0,383 <0,001 1,206

MIDAS, o6imii 6an

MIDAS, total score 0,301 <0,001 1,238

Kerickuit nox 0,198 <0,001 1,047
emale gender

JTenbHOCTh MPUCTYIIa MUTPEHU

Duration of migraine attack 0,169 0,001 1,031

Yacrora I'b

HA frequency 0,150 0,015 1,131

Hurencusnocts I'b 0.173 0,012 1,040

HA intensity

AHKeTa 0aJIJTbHOM OLIEHKU CYObeKTUBHBIX

XapaKTEePUCTUK CHA, OOLIWIA GaLI _ <

Questionnaire for quantitative evaluation of subjective 0,341 0,001 1,214
sleep characteristics, total score

*Koaghpuyuenm demepmunayuu npeduxmopa omHocUmenbHo ocmanviblx cocmaeagem 0,427.
* Predictor’s coefficient of determination relative to others is 0.427.

Ilpumeunanue. VIF (variance inflation factor) — ¢pakmop unghasyuu ducnepcuu.

Note. VIF — variance inflation factor.

He3apanTtayus no wkane MIDAS /
MIDAS-assessed disability

Mon »xeHcknin /

Female gender YJ 9

0,30

0,14
KauecTtBo »xun3Hu no HIT-6 /
UYacrora B / Quality of life per HIT-6
HA frequency
WHTeHcnBHOCTL B /
HA intensity
0,38
0,30
°’</
0,18 0,34 031 [Jenpeccus no wkane beka /
ﬂnmﬂ: 23;17( ZBK';;Z:a e/}~ 0,25 ' Depression per Beck

HapyuweHve cHa /
Sleep disorder

Puc. 1. Bzaumocesnsu mexncoy Kaunuveckumu npeduKmopamu U Kauecmeom JHcu3Hu npu XpoHuueckoii muepenu. Cmpeaxu ykasvléarom npsamole 83aumocessu
Mexcoy pakmopamu, yucaa — cmaHoapmu3uposanHulil koagduyuenm peepeccuu f dasn kaxcdoii napul. Bee koagguyuenmot peepeccuu cmamucmuyecku
snayumst (p < 0,01). 30ecv u Ha puc. 2: I'b — eon06nas 60a6; MIDAS — onpocHuk oyenku dezadanmauuu npu mueperu; HIT-6 — mecm eausnus I'b Ha ka-
uecmeo ycusHu; denpeccusi no beky — cymmapHsiii 6arn no onpocruky denpeccuu bexa; napywienue cHa — cymmapHeiii 6a1n aHKemol OUeHKU CyOseKmUBHbIX
Xapakmepucmuk cHa

Fig. 1. Relations between clinical predictors and quality of life in chronic migraine. Arrows show direct connections between factors, numbers present standard-
ized regression coefficient f3 for each pair. All regression coefficients are statistically significant (p < 0.01). Here and in Fig. 2: HA — headache; MIDAS —
migraine disability assessment test; HIT-6 — HA impact test; depression per Beck — total score per the Beck Depression Inventory; sleep disorder — total score
of the questionnaire for quantitative evaluation of subjective sleep characteristics


https://ru.wikipedia.org/wiki/%D0%9A%D0%BE%D1%8D%D1%84%D1%84%D0%B8%D1%86%D0%B8%D0%B5%D0%BD%D1%82_%D0%B4%D0%B5%D1%82%D0%B5%D1%80%D0%BC%D0%B8%D0%BD%D0%B0%D1%86%D0%B8%D0%B8
http://www.machinelearning.ru/wiki/index.php?title=%D0%A4%D0%B0%D0%BA%D1%82%D0%BE%D1%80_%D0%B8%D0%BD%D1%84%D0%BB%D1%8F%D1%86%D0%B8%D0%B8_%D0%B4%D0%B8%D1%81%D0%BF%D0%B5%D1%80%D1%81%D0%B8%D0%B8
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HesapanTtayus no wkane MIDAS /
MIDAS-assessed disability

0,31

KauecTBo »u3Hu no HIT-6 /
Quality of life per HIT-6

Yactotalb/
HA frequency

-0,34
-0,30

0,38

< -0,31

Y

HapyweHne cHa /
Sleep disorder

[lenpeccua no wkane beka /
Depression per Beck

Puc. 2. Bzaumoceszu mexcdy Haudonee 3HAHUMbIMU NPeOUKMOPAMU U KaYe-
CMEoM JHCU3HU npu XpoHuueckoi muepenu. Ha pucynie npedcmagaens gpak-
Mopbl ¢ KOPPEATYUOHHBIMU C8A3IMU cpedHell cunvt (om 0,3 do £0,699).
Cmpeaku yka3svlearom npsmvle 83aumocesasu mexcoy axmopamu, yucia —
cmandapmuupo8antblil Kodgguuuenm peepeccuu B 045 kaxcooi napsi. Bce
Ko3ghpuyuenmst peepeccuu cmamucmuyecku 3navumot (p < 0,01)

Fig. 2. Relations between the most significant predictors and quality of life
in chronic migraine. The figure presents factors with moderate correlations
(between £0.3 and +0.699). Arrows show direct connections between factors,
numbers show standardized regression coefficient 5 for each pair. All regres-
sion coefficients are statistically significant (p < 0.01)

KOPPEJSILIMOHHBIMU CBsI3aMHU (puc. 2). [IpoBeneHHEBIN aHa-
JIN3 TI0KAa3aJl, 4TO Hanboyiee 3HAYMMBIMU IIPEIUKTOPAMU
cHikeHust KK u Hapyimenust anantauyu npu XM sBisiioT-
cs IeTIpeccusi, HapyleH e cHa, ae3ananrauus 1 yactora I'b.

06cyxneHue

BrrepBhie B Hatlleit cTpaHe ITOAPOOHO M3YYEHO CBSI3aH-
Hoe co 3mopoBbeM KOK Ha pemnpe3eHTaTUBHOIT BEIOOpPKE
naueHToB ¢ XM, oOpaTUBILMXCS 3a CIIeLUaIU3UPOBAH-
HOM MEeIUILIMHCKOM ToMolbio 1o nmosoay I'b. BrisiBneno
3HaunTeaIbHOe HapymeHue KK, coorBeTcTByIoIIee Ham-
0onee Tskenoit, IV crenenu.

IMaumenTs! ¢ XM 1o cpaBHEHMIO ¢ TTallMeHTaMu ¢ DM
ObUIM cTaplie, OTIMIaInch HU3KUM K2K, paHHMM Bo3pa-
CTOM Ie0I0Ta MUTPEHHM, OOJIBIIICH JINTEIEHOCTBIO MUATPE-
HU B aHaMHe3¢, TSDKECThI0 KIIMHUYECKUX IIPOSIBICHUI
6osreBoro cuHIpOoMa (OOJBIIEH IITNTEIFHOCTHIO U YaCTO-
toii I'B, B TOM 4mcie TSKEIBIMU TIPUCTYIIAMH MUTPEHU
1 9aCTOTOH aJUIOAWHUM) U 3JI0YIIOTPeOICHIEM 00e300IIH -
BaoluMu mpernaparamu. Kpome Toro, mauumeHTsl ¢ XM
ObUIM 3HAYUTEIBHO Ie3aJallTUPOBAHBI C HapyIIeHUEM
ITOBCEMHEBHOI aKTMBHOCTH B Pa3IMUYHBIX chepax, UMen
MHOTOUYHCJICHHBIE KOMOPOWIHBIC HAPYIIeHUs (XpOHMIE-
CKMe 00JIeBBIE pacCTPOMCTBA IKCTpPaKpaHUAJIBHO JT0Ka-
JIN3aIUN, CUMIITOMBI TPEBOTH M IETIPECCUU, HapyIICHUS
CHa, (haKTOPHI PHCKa BOBHUKHOBEHMS CEPACTHO-COCYIH-
CTbIX 3200J1€EBaHU I 1 MMU30/bI YK€ PA3BUBLIUXCS CEpACY-
HO-COCYIUCTHIX HapymeHwuit). Hambosee 3HAYMMBIMU
daxropamu, onpeaensiiomuMu Hu3koe KK y mauueHToB
¢ XM, okazaimch Aepeccys, HapyIlleHNe CHA 1 1e3aar-
Tamus, a TakKKe XapakTepucTnku Tsokectd I'b (wactora,
MHTEHCUBHOCTbD U JUINTEJIbHOCTh I'B) 1 XXeHCcKuii mo.

[MomygeHHBIe corromeMorpaduieckKie W KIMHUYC-
CKME JaHHBIE MallMeHTOB ¢ XM BO MHOTOM COOTBETCTBO-
BaJIM pe3yJIbTaTaM APYIHuX ucciaenoBanmii: XM B OCHOBHOM
CTPaAaloT padOTaIOILINE XEHIIUHBI €BPOIEICKON BHEII-
HocTu B Bo3pacTe 40—50 net, Haxonmgmuecs B Opake [12,
14,1618, 28].

W3yueHHast HamMy MOMyJIsILIMS TTaLMeHToB ¢ XM 1o cpaB-
HEHUIO ¢ JAaHHBIMW MHOCTPAHHBIX UCCIICIOBAaHUI OTIMYa-
JIach BBICOKMM YpPOBHEM OOpa3OBaHMSI, B OOJBIIMHCTBE
ciydaeB pabOTOM B peXMMe TOJIHOM 3aHSITOCTH, OTCYTCT-
BHEM 0e3pabO0THBIX, HOPMaJIbHBIM MHIEKCOM MAacChl Tejla
y OOJBITMHCTBA MallMeHTOB. BBuIM XapaKTepHBI KpaitHe
TSDKEIbIC TIPOSIBIICHUS MUTPeHU: exkenqHeBHas ['b B ocHOB-
HOM B BHUJIe MHTEHCUBHBIX IIPUCTYIIOB MUTpeHO3HOMU I'B,
KOXXHasl aJUTOAVHMS, a TAKKe 3JI0YITOTpeOIeHHE TIpeTapa-
tamu Juis kynupoBanust I'b (90 % maumeHTOB) B BUIe
€XXeTHEBHOTO ITpreMa 00e300IMBAOIINX CPEICTB.

Kaxk 0bU10 mokaszaHo B 2 0OJbIINX HAOIIOIATEIbHBIX
TIOITYJIIIIMOHHBIX UCCIIEAOBAHUAX (AMEPUKAHCKOM HCCIIC-
IOBaHUHM PACIIPOCTPAHEHHOCTH 1 TIPEAYIIPEXKICHIS MUT -
penu (The American Migraine Prevalence and Prevention,
AMPP) u MexnyHapomHOM HCCIEeAOBAaHUM OpeMeHU
murpeHu (The International Burden of Migraine Study,
IBMS)) n KiMMHNYeCKUX UccaenoBaHusIX, xpoun3auust ['b
y ITAIIMEHTOB C MUTPEHBIO OblJIa CBSI3aHA C Ie3adanTaieii
BeaeactBue I'b, amoumoHanbHbIMU HapylneHUusIMU 1 KoK
[16, 17, 29]. B monyasitimoHHOM ucciaenoBanu AMPP ripu
anketupoBaHuu 1o mmoute 120 000 cemeit B CIIA 6butn
BoIsiBiIeHBI 24 000 peciongeHToB ¢ I'b ¢ mmocmenyommum
HaOJIIOIeHEM 3a HUMU B TedeHue 5 ner [16]. IBMS —
MHOTOHAIIMOHAIFHOE MEXIYHAPOIHOE aHKETHOE MCCIe-
TMOBaHME SMUICMUOIOTMN MUTPeHN B 9 ctpaHax CeBepHOI
Amepuku, EBporbsl u A3natcko-TuxookeaHCKOIro peru-
OHa — OCHOBBIBAJIOCh Ha MHTEPHET-TEXHOJIOTUH OIIpOca
¥ TI03BOJIMJIO BBISIBUTH JIULI ¢ XM 1 DM, a TakxKe olle-
HUTb 0COOEHHOCTH 3TUX (popM Murpenu [17]. U3 knmmHM-
YeCKMX MCCIEIOBAHUIA ¢ XOPOIIUM IW3aifHOM ClIeIyeT
OTMETHUTDH PabOTy TailBAHBCKUX KOJUIET, KOTOPBIC U3yUH -
JIU CXOAHbBIE MO YUCIAY MalMEHTOB Tpymnnbl ¢ XM (n =
167) u OBM (n = 164) [29]. Tak, yacToTa TsIKeJIOH Ae3a-
mantaunu (IV crenenu o mkane MIDAS) cpenn namm-
eHToB ¢ XM 1 OM mo manaeiM IBMS cocrasimsia 78
u 23 % COOTBETCTBEHHO [7], MO JaHHBIM TaiiBAHBLCKOTO
uccaenoBanust — 59 u 22 % coorBeTcTBeHHO [29]. Hamie
HCCJIeNOBaHNE TaKXKe TT0KAa3ajI0 3HAYNTEILHO 00JIee TS-
KeJyIo Ie3aJanTallnio malnueHToB ¢ XM Mo cpaBHEHUIO
¢ mauueHTamu ¢ ODM: IV crernedp ae3amantaliny 1o mKa-
jae MIDAS 6buta otmeueHa y 86 % mauueHToB ¢ XM,
4yTOo OoJiee YeM B 3 pa3a MPeBOCXOIMIO JaHHBIM ITOKa3a-
Teab npu DM (25 %). Y ucciaenoBaHHBIX HAMU MallMeH-
TOB ¢ XM 3HAYUTENIHLHO Yallle, yeM pu DM, BHISIBISIIICH
cumnToMbl aenpeccun (43 u 20 % COOTBETCTBEHHO)
u tpeBoru (38 u 17 % coorBeTcTBeHHO). [loy4eHHBIE
PE3YIIBTaThI COTVIACOBBIBAIMCH C JAHHBIMM TTOITY/ISIIIMOHHBIX
¥ KIMHUYECKUX MCCIIeIOBAHMI, ITOKA3aBIINX OOJIBIIYIO
MPEeICTaBICHHOCTh IEIIPECCUM U TPEBOTH Y MAIIMCHTOB
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¢ XM, mpu 3TOM IoKa3aTeJn MPEeBOCXOMMIN TaKOBBIC
npu OM moutn B 2 pasza [17, 29].

OmHa 13 0COOCHHOCTE HAIIIETO MCCIIeIOBAHMS — BbI-
SIBJICHVE B3aIMOCBSI3U MEXIY (paKTopaMu, KOTOPBIC MOTYT
OIpenelIsITh CBSI3aHHOE co 3m10poBheM KOK. YcTanoBIeHO,
yto KK okasbeiBaeTcs Mo MpsIMBIM U HETIPSIMBIM BJTHSI -
HHUEM IETIPeCcCuy, HapyIIeH!sI CHa, Ie3aIanTalliy, a TaK-
K€ YaCTOTHI, IUIMTSIPHOCTH M MHTeHCHBHOCTH ['B, dak-
TOpa XXEHCKOTO Toyia. MBI TIpeIiogaraeM, 4To Ha dTalle
JIUTUTEJILHO CYIIECTBYIOLIMX, CTAOMIbHBIX, HAKuboJIee TSI-
JKEJIbIX KIMHUYEeCKUX TTposiBieHnii XM c exxeqHeBHoi I'b
U TIOYTHU €XEeTHEBHBIM ITPUMEHEHUEM 00300 IMBAIOIINX
IpernapaToB, a TaKKe IPHCOCIMHEHNEM BBIPAKEHHBIX
KOMOPOMIHBIX PACCTPOMCTB (UTO OBLIO XapaKTepHO IS
HCCIIEIOBAHHBIX HAMM IMAIMeHTOB ¢ XM) M TSKeJoi ne3-
amanTanuy BimsiHEE Ha K2K merpeccuu n HapyIeHUsI CHa
MOXKET OBITh TAKMM K& CHIIBHBIM, KaK ¥ CAMOTO 00JIEBOTO
CHHIpOMA (JaCTOTHI, IUTMTETFHOCTH 1 MHTeHCHBHOCTH D).

Takke B HalleM MCCIeAOBAaHNHM OBLIO YCTaHOBJICHO,
4yTO (PaKTOP 3KEHCKOTo rnosia 6611 cBsa3aH ¢ KUK kak Harpsi-
MyI0, TaK ¥ KOCBEHHO Uepe3 AeTpecchio. Paree poib hakTo-
pa >KEeHCKOTO T1ojla KakK mpeankTopa HapymeHus KK mpu
MWTpPEHH ObUIa OTMEUYeHa B HECKOJBKIX KIIMHIUYECKHUX MC-
caemoBaHusIx [22, 30], Iipy 3TOM B TTOMYISILIMOHHBIX MCCIIe-
JTIOBAHMSIX TaKasl CBSA3b He BhIsIBIsIach [ 11, 15]. IMarodusno-
JIOTUYECKUIA MEXaHM3M CBSI3M MEXXITY sKeHCKUM TojioM 1 KoK
IIPY MUTPEHHU JI0 KOHIIA He SICEH, HO HEKOTOPBIC NU3MECHEHUS
TOPMOHAJIBHOTO (POHA PETIPOMYKTUBHOM CICTEMBI, BO3MOXK-
HO, MOTYT OOBSICHSITh TOT (PAKT, YTO KECHIITMHBI HAXOISTCST
B IPYIIIIe PUCKA IT0 Pa3BUTHIO IETIPECCUN, MUTPEHH U XPO-
Huzaimu I'b [31]. BeposTHO, reHIepHBIMM Pa3IUIUSIMU
MOTYT OOBSICHSITbCSI 0cOOeHHOCTU HapyieHust KK, oqHako
IUTST TIONTBEPKICHUSI 0COO0TO BIMSIHUSI TaHHOTO (DakTopa
Ha KK HeoOXomMMBI TaTbHEHIIe NCCIICIOBAHMS.

I1pu o6cyxaeHN MOTYyYEHHBIX Pe3yJIbTaTOB HE00X0-
MO YIUTHIBATh HEKOTOPHIE OrpaHNYeHMS. Bo-TIepBhIX,
5TO OTHOLIEHTPOBOE MCCIICIOBaHNE TIPOBOAIOCH Ha 6a3e
aMOyJIaTOPHO-MOJUKINHIYECKOTO OTICICHIS MHOTOIIPO-
GuabHOM KpaeBoii 00JbHULIBI OMHOTO U3 paiioHOB Kpaii-
Hero CeBepa, IO3TOMY MOTJIO BKITIOUATh HANOO0JIee CITIOXKHBIX

MAIlMeHTOB KaK C TSDKEJIBIMM KIMHUYCCKUMM TIPOSIBIIC-
HUSMU MUTPEHH, TaK ¥ C KOMOPOMIHBIMA HAPYIIICHUSIMH.
[MosTOMYy HEOOXOIUMBI MYJIBTUIICHTPOBBIC KIIMHUIYECKIE,
a TakKe MOmyIsIuoHHbIe ncciaenoBanust KK y manHoit
KaTeropnu MarreHToB. Bo-BTOPBIX, WIsI TICUXOMETPUIC-
CKOTO TECTHMPOBAHMS B HaIlleil paboTe MPUMEHSUINCH
TOJIbKO OTIPOCHMKM IS CAMOCTOSITETLHOTO 3aITOTHEHUS
narreHTaMu. MBI He UCITOIb30BaIM CTPYKTYPHUPOBAaHHOE
KmmHIYeckoe nHTepBbio 111 DSM-1V (Structured Clinical
Interview for DSM, SCID), Hanbosee 4acTo mpuMeHsie-
MO€ IUTSI OTIpeAeICHUS TICMXMIECKUX pacCTpOICTB 1-1 ocH,
KOTOPO€ CUMTAETCSI «30JIOThIM CTaHIAPTOM» MCCIIENO-
BaHMI, KacaloIIMXcs IICMXWYECKMX paccTpoiictB [32].
Ho ucnons3yemble Hamu orpocHnky beka n Criunbep-
repa—XaHMHA — BaJUOU3UPOBAHHBIE BBICOKOYYBCTBU-
TeJIbHBIC TECTHI I OLICHKU IeTIPECCUU U TPEBOTH, KOTO-
phie IMMPOKO MPUMEHSIOTCS B KIMHWYECKON ITPaKTHUKE
BpayaMM, He SIBJISTFOIIIMMICS TICHXHUATpaMU, a TAKKE B pa-
6oTax ¢ nucciaenosaneM nauueHToB ¢ I'b [12—14, 22, 33].
B-TpeTbnx, MBI HE NCITOTB30BANIH CTICITHATN3NPOBAHHBIIN
omnpocHrK K2K mpu murpenu (Migraine-Specific Quality
of Life Questionnaire, MSQ), KOTOpHIi B HACTOSIIIIEE Bpe-
Ms HanboJjee momyisipeH st oteHK K2K y manmmeHTOB
¢ XM 1 DM Bo BceM mupe [34], TTOCKOJBKY 3TOT TECT
HE BAIMIN3NPOBAH B HAIIIeH CTpaHe.

3arniouenue

B npoBeneHHOM HaMU MCCIIENOBAHUY TTOKA3aHO, YTO
3HaunTebHOe HapymeHue KK, cooTBeTcTByIomee Mak-
cumanbHoi, IV crenenu BausHus1 Ha Hero I'b, a Takxke
TSDKeJIasT Ie3aaallTalksl BCISACTBIE BRIPAsXKEHHOCTH 00JIe-
BOTO CMHIPOMa M KOMOPOMIHEBIX PACCTPOMCTB — Xapak-
TepHbIe nposiBiieHust XM. Ha atame miuTeabHO CyIecT-
BYIOIIMX CTAaOMJbHBIX MposiBieHU XM M TsoKeloi
ne3aganTauvy BAWSIHUE JENPECCUM M HapyLIEHUs CHa
Ha KOK sIBiIsieTcsT TakuM XK€ CWJIBHBIM, KaK W BIMSHUE
00JIEBOTO CHHAPOMA.
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CemeilHas amunoupHas nonuxeiponamusa TTR Cys 114
y MOHO3UromHbiXx 6pambeB-6nu3Heyos (KNUHUYECKUl cnyyaii)

M. O. Kosaapuyk!, M.A. CTpokos*

'Yuusepcumemcrkuii meduyunckuii yenmp Ympexma; Hudepaanosi, Ympexm;
2DIAOY BO Ilepsuiii Mockosckuii eocydapcmeeninlii meduuunckutl ynueepcumem um. U. M. Ceuenosa Munszdpasa Poccuu;
Poccus, 119991 Mockea, ya. Tpybeukas, 8, cmp. 2

Konmarxmui: Mapus Onecoéna Kosanvuyk mafkov@mail.ru

Tpancmupemunoswiit amunoudo3s (transthyretin amyloidosis, ATTR) — nacaredcmeennoe aymocomHo-00MUHAHMHOe 3a001e8anue, NPosie-
JeHUsL KOMOPO20 3A8UCIM 0M NOAUDOPMUMA 2eHA MPAHCMUPEMUHA U BKAIOHAIOM NOPAXCeHUe Nepugeputeckoll HepEHOL CUCIEMbL U 8HY-
mpennux opeanos. K naubonee pedkum Mymayusim eeHa MpaHCMupemuHa OMHOCUMCS 3aMeHA YUCMeuHa Ha mupo3un 6 nosuyuu 114
(Tyr114Cys). Oonoii uz onucautoix ocobennocmeti mevenus ATTR s613emces OuckopoaHmHOCMb CUMRMOMAMUKU Y MOHO3ULOMHbIX OAU3-
Heyos. [lpedcmaenen cayuaii ATTR Cys 114 6 poccuiickoii cembe y MOHO3U2OMHBIX Opambes-6.1u3Hey08, OUCKOPOAHMHBIX NO Me4eHUI)
0anHo20 3a001€8aHUS.

Karoueevte caosa: amunoudos, mparncmupemurosoiii amuroudos, ATTR Cys 114, cemeiinas amunouonas nosuHeiponamus, MOHO3U2OMHbIE
OausHeybl, OUCKOPOAHMHOCMb, HeceHemu4ecKue aKmopol

DOI: 10.17650/2222-8721-2017-7-1-54-61

Familial amyloid polyneuropathy TTR Cys 114 in monozygotic twin brothers (clinical case)

M.O. Kovalchuk', I.A. Strokov?
!University Medical Center Utrecht; Utrecht, Netherlands;
2[.M. Sechenov First Moscow State Medical University, Ministry of Health of Russia;
Build. 2, § Trubetskaya St., Moscow 119991, Russia

Transthyretin amyloidosis (ATTR) is a hereditary autosomal dominant disease. Its symptoms depend on polymorphisms of the trans-
thyretin gene and include disorders of the peripheral nervous system and internal organs. One of the rarest mutations of the trans-
thyretin gene is tyrosine substitution for cysteine in position 114 (Tyr114Cys). One of the described characteristics of ATTR is the dis-
cordant phenotype in monozygotic twins. We present a case of ATTR Cys 114 in a Russian family with a pair of monozygotic twins
discordant for ATTR.

Key words: amyloidosis, transthyretin amyloidosis, ATTR Cys 114, familial amyloid polyneuropathy, monozygotic twins, discordance, non-

genetic factors

BsepeHue

TpaHCTUPEeTMHOBBIN aMIuIona03 (transthyretin amy-
loidosis, ATTR) ommcan 6oitee moryBeka Hazan [ 1], aBisi-
ercs (haTadbHBIM HACJIEICTBEHHBIM ayTOCOMHO-IOMU-
HaHTHBIM 3a00JieBaHNeM [2] 1 00yCIIOBIIEH MyTallyeil TeHa
6enka tpanctupernHa (TTR).

Knuaunueckne npusHaku ATTR onpenensitorcst mosu-
mopdusMom reHa TTR, mpyu 3TOM TUNWUYHBIM SIBIISIETCS
TopaxkeHre IeprudepruIecKoi HEpBHOM CCTEMBbI, BKITIOYAsT
BOBJICUCHIIE ABTOHOMHBIX BOJIOKOH. B CBSI3M ¢ 3TM I1epBO-
HavaabHO ATTR Obu1 pacueHeH Kak IMOJMHeHponaTust
1 Ha3BaH ceMeitHoM aMmionaHo rmoymmHeriponatueit (CAIT;
familial amyloidotic polyneuropathy, FAP) [3]. [Tpu aToM
TTOMHUMO aMIJIOUTHON ITOIMHEWPONIaTHH )T 3200JICBaHMS
XapaKTepHO M BUCLIEpAJIbHOE pacripeiesieHue aMuaouaa,
TaK:Ke 3aBucsIiee ot nommmMopdusma reva 7TR [2, 4, 5].

Ceronns ormcano 6osee 100 MucceHe-MyTaluii reHa
TTR [2, 6]. K tunmmuynoMmy nosmmopdusmy rena TTR,
npuBogsieMy K pa3putuio ATTR, orHocuTcs 3ameHa
MeTnoHuHa Ha BanuH B mo3utinu 30 (ATTR Val30Met) [5].
OpHa M3 caMbIX penkux MyTtaumii reHa TTR — 3ameHa
mucTerHa Ha THPOo3uH B mo3uruu 114 (Tyr114Cys) [7].

K neuye6HbIM Toaxomam npu ATTR otHocsT TpaHC-
TUTAHTAIIMIO TIEYCHM, KOTOPAasl IIO3BOJISIET 3aMEIUTh ITPO-
rpeccupoBaHMe 3a00J1eBaHus [8, 9]; TomaBiIeHe CUHTE3a
myTtaHTHOro TTR ¢ momopio reHHoM Tepanuu [10—12];
crabuimzanuio myrantHoro TTR, B Tom yucie ¢ moMmo-
b0 npenapara Tadamuanc®, oqoOpeHHOTO 11T KITMHU-
yecKoro ucmnoiab3oBanusl B EBporie u Poccum [13, 14];
yIajJeHne aMuIoMaHbIX HakoruteHwuii [15]. B 2016 1. ony-
OJIMKOBaHO 1-e eBporeiickoe cormalieHue 1o TUarHOCTH -
Ke, TakTuKe BeneHus u sedennio CAIT [16].
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Onna u3 ocobenHocteit ATTR — aucKopaaHTHOCTh
KIIMHWYECKUX MTPOSIBIICHUI CPEIH TIap MOHO3UTOTHBIX OJIH3-
HewoB [17].

PaccmaTtpuBaemast mytaius reHa 7'7R B BUae 3aMEeHbBI
urcrenHa Ha Tupo3uH B no3utuu 114 (Tyr114Cys) Briep-
BBIC OBLIA MIPOCTICKEHA TOJBKO B 2 CEMBSIX — SITTOHCKOU
n HugepnaHackoii [18—20]. BoamoxkHoe TTponcxoxXaeHne
MTAHHOTO MOJIMMOpPGhH3Ma 00CYKIAIOCHh B COOTBETCTBYIO-
mux myonukanusx [19, 21]. Huke MBI mpuBoauM ommca-
Hue ciaydass CAIl, o0coOGEHHOCTIMU KOTOPOTO SIBJISIOTCS:
1) Hammume penko BcTpeyaeMoit mytaruu TTR Cys 114;
2) pasnmuune B TeUCHUM 3a00JieBaHUS Y MOHO3UTOTHBIX
OpaTbeB-0JIM3HELIOB.

KnuHuyeckoe onucaxue

Ilayuenmot M. u A. s61s10mcsi MOHO3UOMHBIMU Opa-
mosamu, umo noomeepxucoeno anasuzom HHK, podunuce
6 Mockee 6 1954 2. 6 cembe KOpeHHbIX MOCKBUHUEL] 8 HECKONb-
Kux nokonenusx. babywka no omyoeckoi aunuu cmpadanra
noauHeiiponamuetl U mazoeviMu paccmpoiucmeamu HesiCHo20
2eHe3a u ymepaa 6 eo3pacme 56 aem. Y omuya HauuHas
¢ 50 1em nosguUAUCH HYBCMBUMENbHbIE HAPYUIEHUS 8 NAAUAX
cmon, mazoevle paccmpoiicmea (3ampyoHeHue MOYeUcnycKa-
Hus u depexayuu, IpeKMuabHAs OUCHYHKYUS), NPUCHYRb
paccmpoiicmea pedu, Opodcarue pyK u Hoe, opmocmamuye-
cKas eunomensus, dnU300bl BHE3ANHOU c1AbOCMU 8 HORAX.
Cmepmb 601bHO20 HACMYNUAAQ 8 Pe3YAbmMame XPOHUUECKOll
NoYeuHol HedOCMAamoOYHOCMU HesICHO20 2eHe3a uepe3 7 nem
nocae manughecmayuu 3a601e6anus.

Ilayuenm M., unxcenep-cesizucm 51 eoda, ocmomper
yepes 4 eoda nocae marupecmauuu 601e3HU; UHOEKC MACChbl
mena 17 ke/m?. B demcmee cmpadan yacmuimu ocmpvimu pe-
CRUPAMOPHBIMU 3a00A€6AHUAMU U AHSUHAMU, NepeHec 601e3Hb
bomkuna, onepayuu adeHd3Kmomuu U MOH3UANIKMOMUL.
B 18 nrem npu npoxoxcoenuu 60UHCKOI cAyxcObl nALUEHM ne-
PeHec anneHOUYUm, 0CA0NCHEHHbLI nepumoHumom. B mom suce
nepuoo npu NAAHOBLIX BAKYUUHAUUAX (KAKUX UMEHHO, NAUUEeHM
He YmouHsa) y 004bHO20 08axcObl PA3GUAACH BbIPAICEHHAS
annepeuyeckas peakyus. 3n10ynompebaenue aakozonem @ me-
uenue xcusHu ompuyaem. Cmadc Kypeuus — 6oaee 30 nem.
B 47 1em nosisunuce x#canodst co cmopomsl diceny00uHO-Kuuled-
H020 mpakma 6 sude uepedo8anus 3anopos u ouapeu: 3a 200
nomepsin 10 ke maccor meaa; 6 nocaedyrouiem nPucoeOUHUAUCh
pezyaspHble INU300bl CHUNICEHUST APMEPUANbHO20 0a6AeHUs.,
CONpogodcoaemMbie CUHKONAAbHBIMU COCMOSHUAMU, MAXUKAD-
ousi, speKmuavHas Ouc@yHKuus, 3nu300bl pPaAcCMpolcmea
Dpedu no muny «Kauu 60 pmy» u 080eHue, KpamxoepeMeHHble
INU300bL OHEMEHUS 8 NeBbIX KOHEHHOCMSIX U A3blKe, YXyOuleHue
3penusi. B xo0e obcaedosanus evisieaena decmpyKuyus Cmekao-
8UOH020 mena Ne8020 21a3a, nompebo8asuLas npoedeHus
sumpaxmomuu. Mmeem 300posyro 0o4s 26 aem.

B Heeponoeuveckom cmamyce: ymepeHHAs O0e@UAuusl
A3blIKA 8160, HedogedeHue 21a3HbIX 1010K N0 20PU3OHMANU;
CHUDICEHUe D01e60li U MeMnepamypHoi 4y8cmeumeabHoCmu
C YPOBHsL KOAeHell, CYCMABHO-MbLULEYHO20 YYBCMBA 8 NANb-
yax cmon, euno2udpo3 cmon c eunepkepamoszom. Ilayuenm

makice cooduun 00 3peKmunvbHoil OUCHYHKUUU, KOmopas
Oblaa pacyeHena KaKk nposeaeHue 6e2emamuHoil Hedocma-
mouHocmu.

Ilo pezyabmamam 1ab6opamopHo-uHCmMpPYMeHMAanIbHO20
00C1e008aHUS BbISBACHO: NOYEUHAs] HEOOCMAMOUYHOCHb, «<ONa-
AECUEHYUS» MUOKAPOQ 1€6020 Jceay0ouKa, NPOCOBUOHbLE IX0-
NAOMHble KAIOUEHUS. 8 CIMPYKIYPe MeNCIHCeny004K080I nepe-
20POOKU — NO OAHHBIM IXOKAPOUOSPADUHECK020 UCCAeO08AHUSL;
apmepuansHoe daesneHue npu opmocmamuteckoil npote — 100/60
(nexca), 80/50 (cuos), 65/40 (cmos) mm pm. cm.; wacmoma
cepdeunbix cokpawenuii — 80, 80, 92 yd/mun coomeemcmeenHo;
BbIPAINICEHHOE CHUJICEHUE 8apUAdeabHOCMU CepOeUHO20 pUMMA
npu npobe ¢ enyboxum dvixanuem (1 nepuyenmuns). Inexmpo-
Helipomuoepaghus nepugepuuecKux Hep8os: NPU3HAKU aKco-
HANbHOIU HeUponamuu NPeumyuecmeeHHo 8 MOMOPHbIX 800K -
Hax Hep8oe pyK; CHUMNCEHUEe AMNAUMYObL BbI36AHHBIX KONCHBIX
CUMNAMUYeCKUX NOMEHUUAN08 ¢ PyK U OMCymcmeue ¢ Hoe.
Jannble buoncuu moukoii u moacmoil KUK, UKPOHONCHOO
Hepsa u JIHK-anaausz eena TTR (cm. pucynok) noomeepduiau
duaeno3 ATTR Cys 114. Anaauz JIHK douepu npobanda o6-
Hapyycun ananoeuuHyto mymauuro. B éospacme 54 nrem, cnycms
7 nem nocae manugecmayuu 3aboneganus, nayuenm M. ymep
6 pe3yabmame 0cmpoll cepieHol HedoCmamoYHOCMU.

Ilayuenm A. 6 meuenue dcu3nu arKozonem He 310yH0-
mpebasin, Kypenue ompuyaem. B ocmanvnom xapaxmep
JCU3HU Opambes, 8 MOM yucie NPoheccUOHANbHAsL Oesimensb-
Hocmob, coenadan. Ilayuenmy A. 6vi10 npogedero Kauruue-
cKoe U 1abopamopHO-UHCMpYyMenmanvHoe 00caedoganue
6 mom dce obseme, umo u nayuenmy M., obnapyxscuguiee
amunoud 6 GUONMamax NPMoLl KUWIKU U HaAuvue aHai0eudHoll
mymayuu — 3ameny Tyr114Cys b6e3 unvix npusHaxos 3a60-
aesanus. [layuenm A. umeem Kaunuuecku 300p08uix CblHA
19 nem u dous 22 nem, y komopoii maxice memodom JITHK-
ananusza evisaenena mymauus eena TTR Cys 114. Ilayuenm A.
6 gospacme 56 nem no-npedcHemy He npedsséasem xHcanoo,
xapaxmepHotx ons1 ATTR.

006cy:xpeHue
Ha]_[I/IeHT M. CTpagajl CUMIITOMOKOMIIIEKCOM CUCTEM-
HOTO aMUJIOMTHOTO MopaXkeHUs1 ieprudeprIecKoil HEpBHOM

&
»  Sequence Mame: 139 _new Rmmmd&pﬂ,zﬁi
180
GTGGAAT AG G AG GGGGCTCAGC

ol

ITlamonoeuuecku sHauumeolii noaumopghusiii éapuanm eena 114 Cys (3amena
YUCMEUHa HQ MUPO3ul), KOOUPYIOWUL USMEHEeHHbII 8APUAHM 0eAK08020
NPOOYKmMa — mpancmupemuna

Pathologically significant polymorphic variant of the gene 114 Cys (cysteine
substituted for tyrosine) coding a modified version of the protein product
transthyretin
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Cpasrumenvhvie xapakmepucmurxu ATTR y monozueomubix nap

Comparison of ATTR characteristics in monozygotic pairs

Tumn myrauuu
Mutation type

Tect Ha MOHO-
3UTOTHOCTh
Zygocity test

CAIl
B aHaAaMHE3¢e
History of FAP

Je6roT 3a60-
JIEBAHUS: BO3-
pact (Topr),
TepBbIE
CUMIITOMBI
Disease onset:
age (years), first
symptoms

ABTOHOMHBIE
HapyleHUus:
Autonomic
dysfunction

CeHCcoMOTOp-
Had TMoJIn-
HeWpomnaTus
Sensory-motor
polyneuropathy

Kapnnono-
TUYECKUE
HapylIeHUs
Cardiovascular
disorders

Hyy
N/R

He npoBoauics

Not performed
+
29, mape-
25, nuapest CTe3un
25, diarrhea 29,
paresthesias
Henepxa-
HUE MOYH,
OT, nucharus or
OH, dysphagia Urinary
incontinence,
OH
= +

CH
HF

Val30Met

IMonoxuTenbHbIN
Positive

38, CEHCOMOTOPHEIE
HapylIeHUS
38, sensory-motor
dysfunction

30, BeIpaxkeHHbIE
CEHCOMOTOPHBIE Ha-
PYLUEHUS B pyKax
30, pronounced sensory-
motor dysfunction in
arms

Juapesi, SHKOMpE3,
HEUpPOreHHbBIN
MOY€BOU My3bIPb,
SpEKTWIbHAA IUC-
GbyHKIIA
Diarrhea, encopresis,
neurogenic bladder,
erectile dysfunction

Hwnapes, OI, Helipo-

TpoUIECKHE I3BbI

Diarrhea, neurotrophic
ulcers

+

Hapyienust putma
cepaua
Cardiac rhythm disorder

50, ceHCOMOTOPHBIE
HapyIlIeHUs
50, sensory-motor
dysfunction

34, 3HaYNTETHLHOE CHU-
2KEHHME MacCChI TEjla
34, significant weight loss

3aropsl, HEIPOTeHHBINA
MOY€BOM IMy3bIPb, 9PEK-
TWJIbHAST TUCGHYHKIUS
Constipation, neurogenic
bladder, erectile
dysfunction

TacTpakrazus
Gastrectasia

Val30Met
TTonoxuTenbHbII
Positive
+
322’ ﬂnglgf[;’ﬂ 30, cHUKEHUE
i g}’gﬂ iy MBILIEYHON
Y CUJIBI B HOTax
CKaHUd
. 30, decreased
29, diarrhea,
. muscle strength
urnary in legs
difficulty
OpeKTUb-
Cp—— Jnapes, 3a-
DyHKIHA TPYAHEHUS [IPU
YH0r ’ MOYEUCITyCKa-
. HUU
Erectile Di .
. iarrhea, urinary
dysfunction, difficultics
OH
+ (mpenmy-
LIIECTBEHHO
+ MOTOPHAsT)
+ (predominantly
motor)
ATtpno-
BEHTpU- ATpPUOBEHTPU-
KyJIApHasa KyJIgpHasa
OJIoKama OJIoKama
Atrioventri- Atrioventri-
cular cular block
block
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Val30Met

TTonoxuTenbHbIN

Positive

+

+

50, mapecre3uu
50, paresthesias

34, mapecte3uu
00JIb

34, paresthesias and
pain

OI, nuapest
OH, diarrhea

CumnTo-
Mbel ATTR
OTCYTCTBOBAJIU
cmycts 13 net
nocJje aedwoTa
y ero Opara
ATTR symptoms
were absent
13 years after the
onset in brother

CHUMIITOMBI
CAII otcyrcT-
BOBAJIM CITyCTS.

3 roma mociie
nebroTa y ero
Opata
FAP symptoms
were absent
3 years after the
onset in brother

Val30Met

TTonoxuTenbHbIN
Positive

21, ceH-
COpHBbIE
HapyLIeHU
21, sensory
disorders

3amepxkka
MOYH,
SPEKTHIIb-
Has Auc-
byHkuus,
nurapes,
pBota, Ol
Urinary
retention,
erectile
dysfunction,
vomiting,
OH

25, CHIKeHUEe
Macchbl TeJia,
Xry4Jast 60J1b

B HOTrax

25, weight loss,
burning pain in

legs

DpeKTUIbHAsS
auchyHKums,
Japes, 31130~
IIbl HELEPXKAHUS
MOYU
Erectile
dysfunction,
diarrhea, episodes
of urinary
incontinence

TTR Cys 114 Lys35Thr
TlonoxuTenbHbIIn H/y
Positive N/R
+ JlocToBEpHO HEM3BECTHO
Unknown
Cumrito-
Mbl ATTR
OTCYTCT- 66, ceH-
BOBaJIU COpHbIE
CITyCTS HapyLIEHUS
13 ner B HOrax,
46, nuapes, mocie 58, HapylIeHWS  CUHIPOM
KOHcTUManusi  aebroTra 3pEHUs KapnajJbHO-
46, diarrhea, y 6paTa 58, vision ro KaHajia
constipation ATTR impairment 66, sensory
symptoms disorders in
were absent legs, carpal
13 years tunnel
after the syndrome
onset
in brother
HeiiporeHHbIit
DpeKTuibHasS MOYEBOH ITy-
TUCHYHKIIS, 3bIpb, FaCTPO-
or — nape3 -
Erectile Neurogenic
dysfunction, OH bladder,
gastroparesis
+ = + +
CepneuHas He-
JIOCTaTOYHOCTb,
I _ MpenCcepaHbIE _
budprLISIN
Heart failure, atrial
fibrillation
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OxoHnuanue mabauybl
End of table

Hpyrue mposiB-
snenuss ATTR

Other symptoms
of ATTR

DK30reHHbIE
daxTopbl/
pasnuuus

B 2KM3HEHHBIX
COOBITHSIX/
npodeccus
Exogenic factors/
differences in life
events/profession

TpancnaHTa-
IS TTIeYeHN
Liver transplant

JletanbHbIl
MCXOJ, JIET
nocJe aediora
Death, years
after the onset

XITH, mHO-

XKECTBEHHast

HeWponaTus
YH

CRE multiple
neuropathy

OTCcyTCTBHE 3HAYMMBIX
pa3Inyuii B 00pase Xu3HU U
npodeccun
No significant differences in
lifestyle or profession

Hyy
N/R

XITH, oTioXeHUsT aMu -

XITH Jiouaa B CTEKJIOBUIHOM

CRF

TeJle
CRE, amyloid deposits in
the vitreous body

O6a 6paTa — aBTOMOOWJIbHBIE MacTepa
Both brothers are auto mechanics

O6a 6paTa onepupoBaHbI IO MTOBOIY
KPECTIIOBO-KOMYMKOBOM KUCTHI
OTCyTCTBYE 3HAUMMBIX PA3TUIMI
B 00pase XU3HU U1 Ipodeccru
Both brothers underwent surgery for pilonidal cyst

10

No significant differences
in lifestyle or profession
+

13

2Kus crycts 6 et mo-
cjie nedwTa
Alive 6 years after the onset

CuHapom

CHHIPOM CyXO-
CYXOro rja3a
DTS Dry E;)erg/i::i?ome
syndrome

PaznmmmaHoe o6pa3oBaHue U pox
MpoGheCCUOHAIBHBIX 3aHSTUIA
(HE YTOYHSIETCST)
Different education and type of
professional career (no elaboration)

H/y
N/R

Ilpumeunanue. B cmamosx M. Munar-Ques u coasm. u G. Holmgren u coasm. npusodumcs onucanue 2 hap MoHO3U20MHbIX 0AU3HeU08 (Kaxcdoii nape
coomeemcmayem 20pu3oHmanbhas suelKa). 3a uckauenuem napvt 6ausneyos, onucannoii G.H.Jr. Sack u coasm. u K. Ruzhansky u coasm., éce

nayuenmot 6oi1u myxcckoeo noaa. ATTR — transthyretine (TTR) amyloidosis (HacredcmeenHbLil MpaHCMUupemuHo8blil aMUA0UO03); H/Y — He YKA3AaHO,
CAIl — cemetinas amunouonas noauneiiponamus; O — opmocmamuueckas eunomensus; CH — cepdeunas nedocmamounocmo; XITH — xponuueckas
noyeunas HedocmamouyHocmo;, 4YH — uepentvie Hepeol.



Kaunuueckuii pazoop

HepBHo-Mblweynbie O JIE3HH

XUMUIecKuit
WHXEHEp, BO3Ien-
CTBUE MBILIbSAKA
M TPUXJIOPITUTICHA,
06JIb111asT OKCITO3M -
LU OPraHUYECKUM
PacTBOPUTEIAM,
2 oOIIMpPHBIE OTTe-
pauuuy ¢ HapKO30M,
KypeHue
Chemical engineer,
exposure to arsenic
and trichlorethylene,
bigger exposure to
organic solvents,

2 massive surgeries
under sedation,
smoking

XUMUYECKUI
WHXEHED,
€XEHEB-

HBIA TPUEM
pPBIOBETO XMpa,
KOpOHapHOe
LIIYHTUPOBA-
HUe B 58 et
Chemical
engineer, daily
intake of fish oil,
cardiac shunt at
58 years

O6a OpaTta — COTPYAHUKU MOJULIAN
Both brothers are police officers

12

Kus
Alive

Kus
Alive

Kus
Alive

3HauYMMbIe
aHaMHe-
CTAYECKUE
COOBITHS
OTCYTCT-
BYIOT
No
significant
events in
medical
history

Kus
Alive

Tematur A
B 7 JIeT, BOUH-
cKasl ciryxoa

B cejeHnu 846 M

HaJl YDOBHEM
mops (B 18
JIET B TCUECHUEC
6 Mec)
Hepatitis A at 7,
military service
in a village and
at 846 m above
sea level

(at 18 for 6 months)

Kus
Alive

OTJIOXEHUS
aMuIoua B
CTEKJIOBUJTHOM
TeJie, MHOXKe-
CTBEHHAas Hel-
pomatust YH/
OKYJIOJIETITO-
MEHMHTIea b-
HBIE OTJIOXE-
HUS

Amyloid deposits

in the vitreous
body, multiple
neuropathy
of the CN/
oculoleptome
ningial deposits

WuxeHep-
CBSI3UCT,
aICHOTOMMUA,
TOH3WLIIKTO-
MU, afneHa-
9KTOMMUS,
OCJIOKHEHHas
TIEPUTOHUTOM
Annepruue-
CKHE peaKkiInyu
Ha BaKIIMHa-
A
Radio engineer,
adenoidectomy,
tonsillectomy,
appendectomy
complicated by
peritonitis

HNuxe-
Hep-CBs-
3UCT
Radio
engineer

XKus
Alive

OTCcyTCTBYE 3HAUMMBIX
pa3Inyuii B 00pase KU3HU
¥ ipodeccun
No significant differences
in lifestyle or profession

8 Kusa
Alive

Note. In articles by M. Munar-Ques et al. and G. Holmgren et al. two pairs of monozygotic twins were described (a horizontal cell corresponds to a pair).
All twins were male except pairs described by G.H.Jr. Sack et al. and K. Ruzhansky et al. ATTR — transthyretine (TTR) amyloidosis; N/R — not reported;
FAP — familial amyloid polyneuropathy; OH — orthostatic hypotension; HF — heart failure; CRF — chronic renal failure; CN — cranial nerves.
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HepBHo-Mbiweynbie BONIE3HU

Knaunuueckuit pazoop

CHCTeMBI I BHYTPEHHUX OPTaHOB M yMep uepe3 7 JIeT ITOCIIe
nebrora O6one3Hu. B To ke Bpems ero Opat, MMEKIIUIA
aHAJIOTMYHYIO0 MyTaluio B TeHe 77TR 1 OTIOXKEHUS aMUJIO-
WA B TIPSIMOM KMIIIKE, KITMTHUYECKU 3I0POB.

B smonckoit 1 Huaepmanackoii cembsax ¢ ATTR Cys
114 mapsl MOHO3UTOTHBIX OJIM3HEIIOB HE OIMMCAHBI, OMHA-
KO B SITTOHCKOM CEMbE TaKKe, KaK M B pacCMaTpUBAcMOM
ciydae, ObII BBISIBJICH | aCHMITTOMHBII HOCUTEITh MyTallvM.
Hwmerormecst B mrepartype ormmcanuss CAIT B ceMbsix ¢ Mo-
HO3UTOTHBIMU Omn3HeamMu otHocatcd K ATTR Val30Met
[22—26], 3a nckmodeHeM 1 Tapbl allIkeHa3bl POCCUICKOTO
W PYMBIHCKOTO TIporcXoxaeHus ¢ myTtamueit Lys35Thr [27].
XapakTepHBIM TS BCEX T1ap, 32 NCKIIIOUEHNEM SITTOHCKOM,
SIBJISICTCSI pa3IMdye B TCUCHUH OOJIC3HN — BpeMEHU 1e0I0Ta,
CTEeIeHU BBIPAXXEHHOCTH M CKOPOCTU Pa3BUTHUS CUMIITO-
MOB, a TaKXXe OCOOCHHOCTSIX KIIMHMYECKMX ITPOSIBJICHUIA
(cM. Tabimiry). B kauecTBe BO3MOXHBIX TIPUYWH yYKa3aH-
HBIX OTJIMYUI OOCYXXHAIOTCS TeHETMYECKHE, BKIIIOYAsT
SIUTCHETUYECKNE, M HeTeHETUIeCKHe (PaKTOPHI, a TAKXKe
nx coderanme. K HereHetnmyeckKuMm (pakTopaM OTHOCSIT
TaK1e COOBITHS, KaK OOIIMPHBIC ONICPaTUBHEIC BMEIIIATE b~
CTBa, BEIpAKEHHbBIE aJlJIepruuecKre peakliny, BAKIIMHALIVN,

MIMETOIIHE TIPSIMOE MJIM OTTOCPEIOBAaHHOE AEMCTBHE Ha BKC-
TIPECCHUI0 MyTaHTHOTO TeHa. Cpeny TeHeTUIeCKIX (paKTo-
OB BBIIC/ISIIOT CJTyJaifHbIe COOBITHS Ha KJICTOUHOM MJTH MO-
JIEKYJISIPHOM YPOBHSIX IO MJIM BO BpeMsI Ipoliecca twinning
(HeBBISIBIICHHBIM MO3aWIM3M, MEJKWE IeJICIIUA HIDKE
YPOBHSI IIUTOTEHETUIECKOTO pa3peIlIeHIS 1 Ip. ).

3akniouenue

Ormmumcanneblii crydaii AT TR y MOHOBUTOTHBIX OJTM3HELIOB,
MMEIOIINX pa3Hble KIIMHUYECKUE TIPOSIBICHUS TIPU HAIM-
YUY JOKA3aHHOT'O T€HeTUYECKOTO JedeKTa, MpeacTaBIsieT
MHTEepeC B IMOHMMAaHMU IaTOreHe3a HacJieJICTBEHHOTIO
ATTR 1 nzyyeHnr reHeTU4eCKUX U HereHeTUYeCKMX (Pak-
TOPOB, OMNpPEACSIONNX KIMHUYECKYID MaHU(eCTaluio
ATTR. Panunssa nuarnoctuka CAII craBuT Borpoc o Ha-
3HaueHun crneurduueckoro JieueHnss ATTR kak y nuix
C KJIMHUYECKUMMU TIPOSIBJICHUSIMU, TAK U Y ACUMIITOMHBIX
HOCHUTEJIEH.
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Konghepenyuu, cumnosuymot, cogeuyanus

Mockesa, 28—29 oxkmsaobps 2016 e.

HayyHo-npakmuyecKan KoHepeHyus
C MeXMAYHapPOAHLIM YYyacmuem «AymouMMYyHHbIe nopakeHus
neputhepuyecKkux HepsoB U Mblwy»

28—29 okTs6ps 2016 r. B r. Mockse na 6a3e Hayunoro kimnndeckoro nentpa OAl

«PoccuiicKue JKeJie3Hble J0POri» MPOILIA HAYIHO-

MpaKTHYeCcKasi KOH(epeHus ¢ MeXKIYHAPOIHBIM YIACTHEM «AyTOMMMYHHbIE TIOpaxKeHus nepugepuyecKnx HEPBOB U MbII». B 1Byx-
IHeBHOIl KoHbepennu npuHs yyactie 319 yenoBek, He CYMTAsi OPraHM3aTOPOB W YYACTHHKOB BBHICTABKM. B paMkax meponpusitus

MPO3BYYAJH TOKJIA/IbI, KACAIOMIKECS AKTYAJIbHBIX BOMPOCOB TMATHOCTHKH M COBPEMEHHOI Tepanun ayTOMMMYHHBIX 00Jie3Heill HeiipoMo-

TOPHOTO anmmapara.

[MepBolif 1eHb KOH(PEPEHIIUM HAaYaJICsI C CUMITIO3UyMa, Op-
raHM30BaHHOTO Tpu Toanepxxke KoMmmanuu CSL Behring u mo-
cBameHHoro 100-neTuio onucanust cunapoma liteHa—bappe
(CI'B). B o6o6matomem coobmenuu (C.C. Hukutux, Mocksa)
OBbLJT pACCMOTPEH MHTPUTYIOLIUI TTyTh Pa3BUTUS COBPEMEHHBIX
npenctapiaeHuii o CI'b Kak o reTeporeHHo Ipyrie COCTOSTHUM —
OCTPO BOCHAJIUTEIIBHON IEMUEITIMHUZUPYIOIIEN TTOJTMHENpona-
tun (OBJIIT), ocTpoit MOTOpHOII aKCOHAJIBHOI HEHpOoIaTuu,
OCTPOM MOTOPHOW M CEHCOPHOM AaKCOHAJIBbHOW HEWpONaTwuu,
cuaapoma Munepa ®@uiepa, sHuedanura bukepcrada u npy-
rux, 6osee peakux popm. O6CYyKIanuch MpoodaeMbl IMAaTHOCTH-
k1 1 muddepenmanbHoi auarHoctuku CI'B, a Takke mokazaHbl
Ppe3yIbTaThl 0000IIEHHBIX UCCIENOBAHM TT0 TOKa3aHHOM 3 deK-
TUBHOCTH TepaIiiy BHICOKMMU J03aMU BHYTPUBEHHBIX UMMYHO-
rnooynmHoB (BBUI) yenoBeka kiacca G ¥ IporpaMMHOTO T1a3-
Magepesa. BMmecrte ¢ Tem ObUTO TakKe yKa3aHO Ha HEOOXOIUMOCTh
YEeTKOTO CIeI0BaHUST KIMHUYECKUM PEKOMEHIALIMSIM, B YaCTHO-
ctv npu HasHauyeHnu BBUT nobuBaThbes coOII0AeHMST MPOITUCaH-
HBIX B MHCTPYKIIUSX TO3UPOBOK: HAIMYKE 0OPaTHOI KOPPESILIM-
OHHOM CBSI3W CUMNOTOMOB C YPOBHEM KOHIEHTpaluu
MMMYHOTJIOOYJIMHA B KPOBM M0OKa3aJ10, YTO HU3KKME J03bI Mpena-
paTa He O0ecreurBalOT KIMHMYECKOTO YAYYIIEHHMS] COCTOSTHUS
nauuenTa ipu CI'B. B ouepenHoii pa3 Obu10 00pallieHo BHUMaHue
Ha TO, YTO C MO3WLIMU JTO0Ka3aTeJIbHOI MEIUIIMHbI Ha3HaYeHUe
koptukoctepounos rnpu CI'b nmpuzHaHo Hea(p(HEKTUBHBIM U CO-
MPSKEHO € BBICOKUM PUCKOM Pa3BUTHUSI HEXKeJIaTEIbHbIX SIBJICHUIA.
HasHaueHue KOPTMKOCTEPOUOOB AOJKHO OBITh IMOJTHOCTHIO
HUCKJIIOUeHO U3 anropurma jiedeHust nauveHToB ¢ CI'b (Dr. Clau-
dia Sommer, Bropuoypr, [epmanus). beiiu npencraBieHbl K-
HUYeCKue HaOJI0AeH s, OCHOBaHHbIC Ha KypallUuu caMoii 00Jb-
moit koropthl naiueHToB ¢ CI'b B Poccuu (H.A. Cymnonesa,
Mocksa), paccmoTpeHbl ocobeHHocTH OBJIIT B ieTckom Bo3pacte
(A.K. ITakapsiH, MockBa). Ha ocHoBaHUY TaHHBIX U3 29 rOpoIoB
U obnacteit Poccuu, HecMoTpst Ha TPYIOEMKOCTh, HEOOXOAUMMOCTb
HaJIM4MS CTIeHMaTbHOTO 000PYI0BaHUS U MIepCcOHaIa, PUOPUTET
B JeyeHun CI'B mo-npexHemy ocraercs 3a 1uia3madepe3oM.
B niepBylo ouepenb 3T0 CBSI3aHO ¢ BHICOKOM cTtouMocTbio BBUT.

Bombioil nHTEpec BeI3BaIo COOOIIEHE 006 OCTAaTOYHBIX Ha-
pyleHusix pu otaeabHbIX ¢opmax CI'b no pesysabsratamM KJIMHU-
Ko-Heipodusunomornyeckoro aHanuza (JI.A. IpuinrHa, Mocksa).

B mepepbiBax Mexxmy TOKJIagaMu TPUCYTCTBYIOIIME Ha KOH-
depeHIIMKM aKTUBHO YYacTBOBAJIM B TPAIUIIMOHHOM MacTep-Kiiac-
ce Mo KJIMHUYecKoi anekTpoHeiipomuorpadun (OHMTI') — He-
3aMEHUMOMY METOIY TMAarHOCTUKU MATOJIOTMU TTepuhepruuecKoin
HepBHoii cuctemsl (C.I. Hukonaes, Bnagumup), a Takske uMenu
BO3MOXHOCTh O3HAaKOMMThCS ¢ MHGbOpMaLMeil 0 mpenaparax,
ucnonb3dyeMmbix cerofgHs it BBUI-tepanuu (CSL Behring,
IIBeitnapust), Tepanuu oTaeabHbIX OpdaHHbIX Oose3Hel (Gen-
zyme, @paHiys), ¥ MOCTIEAHUMU MHXEHEPHBIMU M TIPOTPaMM-
HBIMU PEIICHUSIMU [UTSI AMarHOCTUIECKUX Heiipodu3noornie-
ckux KomruiekcoB (Heitpocodrt, Poccust).

IlnenapHoe 3acenaHue ObLIO MOCBSIIIEHO BOMIPOCAM JMar-
HOCTUKM HACJICACTBEHHBIX U ayTOUMMYHHBIX TIOJIMHEMpOTIaTHii
€ 00CYXJIEHUEM COBPEMEHHBIX BO3MOXHOCTEN MOKUCKa MPUYUH-
HOro reHa u rmnpobOiem orpaHudyeHuit JJHK-guarHoctuku
(C.A. Kypb6atos, BopoHex). [TogpoO6HO paccMOTpeHbI KpUTe-
pUM KIMHUYIECKOU W HEeWPOMU3NOTOTUIECKON TUarHOCTUKHI
XPOHUYECKON BOCHAJIUTEIbHON NEeMUETUHUZUPYIOIIECH MOIU-
Hetviporiatuu (XBIT) (A.JI. KypenkoB, MockBa), 0cOOEHHOCTHU
BO30YIMMOCTH TieprdepruecKoro HepBa Mpu My TETU(hOKATBHOMN
moTtopHoit Helfiponiatuu (M.O. KoBanbuyk, YTpext, Hunepnan-
nb1). [lpencraBiieHbl pe3yabTaTbl 0COOEHHOCTE coHorpaduye-
CKUX U3MEeHEeHU neprdepruieckrux HEPBOB IMPU HACTIEICTBEH-
Hbeix nonuHeiponatusx (E.C. Haymosa, Mocksa) u XBJII
(d.C. OpyxwunuH, fApocnaBib). OCOGEHHOCTIM KJIMHUKHU
¥ TAKTUKE BeEHUS MAIIMEHTOB C UIMOMATUIECKIMU BOCTIA -
TEJTbHBIMA MUOIATUSIMA OBITM TIOCBSAIIEHBI 2 COOOIICHUS
(T.M. Anekceesa, Cankr-Iletepoypr; A.H. XenkoBckas-Cep-
reeBa, MockBa). D(heKTUBHOCTD UCTIONB30BAHUSI XUMEPHBIX
MOHOKJIOHAJTbHBIX aHTUTEJT K TIOBEPXHOCTHOMY aHTUTEHY B-iM-
dountoB — CD20 (putykcumMab) B Tepaluy MalueHTOB ¢ MU-
acTeHuell ObUTIa TPOJAEMOHCTPUPOBAaHA Ha KIIMHUYECKOM Mate-
puaje ciyyaeB, Pe3UCTEHTHBIX K PYTUHHBIM BUAAM Teparuu
(H.H. epbakoBa, MockBa).
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Bropoii neHb KoH(pepeHIINN OTKPBLT 00630p 0COOEHHOCTEM
NMArHOCTUKU M moaxonoB Kk jedyeHuto XBII mo pesynabraram
uccienoBanuss PRIMA (Jean-Marc Leger, [Tapwxk, ®paHims).
Jlokimamunk paccMOTpes KiacCU(PUKaLU ayTOUMMYHHBIX TTO-
paxkeHnil nepudepudeckKoil HEPBHOM CHCTEMBbI, OCTAaHOBUJICS
Ha MecTe B 0011t CTpYKType 3a00JIeBaeMOCTH U METOIaX THar-
Hoctuku XBJII, npogeMOHCTpUpOBa CIOXHOCTU, TTOACTEPE-
rarolme CrelaJIrcTOB B OTAEIbHBIX CyJasiX, a TaKXKe IMPUBEIT
MPUMEPHl AJITOPUTMOB Tepanuu. B yacTHOCTH, OH yHOMSIHYI
Ppe3yJIbTaThl BEHICOKOI0KA3aTeIbHBIX MEXIYHAPOIHBIX MHOTOLIEH-
TpoBbIX uccienoBanuii PRIMA (¢ ncmnonb3oBaHueM IpernapaTa
[MpuBumxen) u ICE, koTopbie B CBOe BpeMsI SIBUJIMCh OCHOBaHUEM
151 BkioueHust BBUT B coBpemeHHbIe cxeMbl Teparuu XBJIIT,
YTO 3HAYUTEJILHO MOBBICUIIO BEPOSITHOCTD OJ1arOMPUSATHBIX K-
HUYECKMX UCXOIOB IS JaHHOM KOTOPTHI MAllMEHTOB.

TeMy TuarHOCTUKY 1 COBPEMEHHOM TaKTUKU JIUEHMS 00JIb-
Hbix XB/IIT npomomkuim 1oKiaaabl 00 0COOEHHOCTSIX 3TOM MO~
Heitponatuu ¢ octpbiM HavyasioM (H.A. CymoneBa, Mocksa),
kimmHn4eckux popmax XB/I1 y nereit (A.JI. KypenkoB, MockBa)
M ycriexax B Tepanvy 1aHHOTO 3a00JIeBaHUs B IETCKOM BO3pacTe
nummyHornooynuHamu (P.11. bemb6eeBa, Mockga).

[IpencraBieHHble B AOKJIaIax OTEYECTBEHHBIX 3KCIIEPTOB
JIaHHbIE HAIIUIM MOATBEPXICHUE B pe3ybTaTax MpOBEIeHHOTO
B ayIUTOPUU MUCbMEHHOro aHketupoBaHusi (M.A. JloryHoBa,
Mocksa). B onpoce npuHsun ydactue 64 crneuuanucta u3 46
JiedeOHO-TIpo(UIaKTUIECKUX yupexaeHuii 28 ropogos Poccun.
BoabnHCTBO onpolleHHbIX moaTBepawin, uyro ciayyau CI'b
u XB/IT BcTpeyaroTcss B MX KJIMHUYECKOM MpakTUKe, MpuyeM
MHOTHE yJacTBYIOIIIME B ONpOce HAOII0AaI0T TAKMX MallMEHTOB
peryJsisipHo (He pexe 1 6oabHOro B KBaptan). Tepanueit 1-ii au-
nuu CI'b B Poccun gsnsiercst mnasmadepes (48 %), 38 % pe-
CITIOHIEHTOB U1 JeueHns HazHavyaau BBUT, 10 % omnpoleHHBIX
yKa3aju, YTO BOIIPEKU COBPEMEHHbBIM PEKOMEHIALIUSIM MTO-Tpe-
JKHEMY MIPOI0JIKAIOT MCITOIb30BaTh INIIOKOKOPTUKOUIBI. Pe3yiib-
TaThl aHKETUPOBAHUS MMOKa3aJld, YTO armnaparypa sl IpoBee-
HMSI BBICOKOOOBEMHOTO IIazMadepesa uMmeeTcst TOJIbKO B 59 %
JIe4eOHO-NMPODUIAKTUYECKUX YUPEXKIEHUI, YTO BbI3bIBAET CO-
MHEHHUE B aJIeKBaTHON peajin3aliuy 3Toro MeToaa tepanuu. I1o-
naBJstonee 6oabIMHCTBO (81 %) ONpPOIIEHHBIX MOATBEPIIIH,
yTo npu Beibope BBUT nprHMMaoT BO BHUMaHUE CofiepKaHue
TIEACTBYIOILIETO BelllecTBa — MMMyHOIToOymiHa G, HO TIPY 3TOM
He BCeraa OTHAlOT MpeNoYTeHre COBPEMEHHBIM IIperapaTam
10 % xoHueHTpauuu. [TocneaqHee 0O6CTOSTETHLCTBO MOXKET OBITH
CBSI3aHO C HEOCTATOYHBIM OITBITOM MCITOJIb30BaHUSI ITperiapaToB
C BBICOKOI KOHIIEHTpaIlMeii MMMYHOTJIOOYTMHOB.

[posByvanu gokianbl o nuddepeHIMaTbHON TMarHOCTUKE
BOCMAJIUTEIbHBIX U HacheacTBeHHbIX Muomnatuil (C.C. Huku-
TUH, MoCKBa), TOHKOCTSIX ITOCTAHOBKM AMAarHO3a W JIeYCHUS
HeBpaiirnueckoi amuorpoduu (I.C. IpyxuHuH, Apocnasisb).

Bo BTOpOI1 MONIOBUHE [HS OblIa MpencTaBieHa Tema nua-
THOCTUKU pa3IMYHbIX oinHeliponatuii: DHMI-ocobeHHocTH

XapakTepa HeBpAIbHOT'O MOBpeXIeH s Tpu auddepeHInaTbHOM
noucke (J.A. IpuimmnHa, MockBa) 1 MarHUTHO-PE30HAHCHAs
KapTuHa KoHckoro xBocta ipu XBJIIT (A.®. Bacunenko, Yens-
OMHCK). BbLT MOAHAT BaXKHBIN BOMPOC O BHEAPEHUM B TPAKTUKY
YHUGUIUPOBAHHOTO HampaBJeHUs IJis1 MPOBEICHUSI HEHpo-
(husunonornyeckoro odcien0BaHKS MALMEHTa C TMOA03PEHUEM
Ha HEPBHO-MBIILIEYHYIO MaTOJOTMI0. MenuimHCcKas ayiuTopust
ObL1a coMIapHa C MHEHUEM BBICTYIAIOIIMX O TOM, YTO HEOOXO0-
JNIUMOCTb pa3pabOTKU HaIpaBJIEHUS CBSI3aHa C HEJOCTATOYHOM
MHOOPMUPOBAHHOCTBIO Bpayeil O BOBMOXHOCTSIX U OTpaHuyYe-
Husix DHMI-mMeTonoB, 4TO BeAeT K CHUXXEHUIO NMOHUMAaHMUS
MOJYyYEHHBIX Pe3yJIbTaTOB U, COOTBETCTBEHHO, BJIUSIET HA IMOCTa-
HOBKY MPaBUWIBHOTO [uarHo3a. C 60JbIIMM 3HTY3Ua3MOM y4acT-
HUKN KOH(MEPEeHIIMN O0CYXIaI MaTepUaibl, TIpeICcTaBIeHHbIE
J.A. TpuimHoit Ha ocHOBe ombiTa paboTel HayyHoro ueHrtpa
HeBpoJoruu, a Takke M.O. KoBanpuyk (Yrpext, Hunepnanmbr)
0 TJIaBHBIX TIOJIOXKEHUSIX, 3a1adax u 1essx DHMI-obcnenoBanus
Ha TipuMepe paboThl HEBPOJIOTUUECKOTO OTEIEHUST YHUBEPCUTET-
CKOTO MEIUIIMHCKOTO IIeHTpa YTpexTa. Bbino mpuHsTO pereHue
ormyOIMKOBaTh B XypHasie « HepBHO-MbIIeyHbIe OOJIe3H» TIPei-
BapuTeNIbHBIN BapyaHT «Hanpasienus Ha DHMI -uccienoBanue»
IUTST PACCMOTPEHUST €T0 BCEMU 3aMHTEPECOBAHHBIMY CTIETIAATACTAMM.

Buumanuio ciymatesneilt ObUTA TIPEIIOKEHBI PE3YIBTAThH
KJIMHIYECKUX HAOIOIEHNI BOCTIAJIMTEIbHBIX HEHPOTIaTHii B OT-
nenbHoM peruoHe (JI.I. 3acnaBckuii, CankT-IleTepOypr), mpu-
Mepsl pazsutust OBJIIT B Xxoze iedeHUs XUpyprudecKoi mHpeK-
uuu (H.B. 3apeunosa, Huxxuuit Hosropon) u CI'b mocie
6apuaTtpuueckoit onepanuu (I.A. lerrepés, Mocksa). [Ipen-
CTaBJIEHBI ONTMCAHNE MPAKTUIECKUX CITydaeB MUACTEHUIECKOTO
cuHapoma Jlambepra—MToHa B BUIE «MacKu» ayTOUMMYHHOTO
nporuiecca (1.B. Biomasen, MockBa), mpuMep JieueHUs CUHIAPOMaA
JIptouca—Camnepa (B.H. Kucenes, Cankr-IleTepOypr) u naH-
HbIe TMHAMUYIECKOTO HAOMIONSHMS 32 TTAlUeHTaMU C MyJIbTH(O-
KaJIbHOII MOTOPHO# Helipomartueit Ha (poHe Teparmuyu UMMYHO-
rM00yTMHAMUA C TIOMOIIBIO YIBTPa3BYKOBOTO WCCIEIOBAHUS
nepudepnveckux HepoB (E.C. HaymoBa, Mockga).

B xone HackilieHHO# MporpaMMBbl KOH(MEPEeHIINMY YIaCTHU-
KaM ObUTY MPOJEMOHCTPUPOBAHBI CaMble Pa3HbIE ACTIEKThI TUaT-
HOCTUKM, TPUMEPHI COOCTBEHHBIX KITMHUYECKUX HAOMIONeHUT,
B3IJISLIBI POCCUMCKUX U 3apYOEXHBIX CIIEIIUATMCTOB Ha BOIIPOCHI
Tepanuy U MOCTAaHOBKY IMArHo3a NMpy 0OHApYKeHUY TTOPaKEHUST
nepudepruIeckoit HepBHOI cucTeMbl. HeManoBaXkHO 115 Tpak-
TUKYIOIIUX Bpaueli, 4To KoHhepeHI s MPoLUia aKKPeIUTaIUI0
B CHICTEME HENPEePbIBHOTO MEAULIMHCKOTO 00pa30BaHUs U yJac-
THE B Hell MPeJ0CTaBMUIIO BO3MOXHOCTh MOJTy4eHUsI cepTuduKa-
Ta ¢ HAYKMCIEHUEM 00pa30oBaTesIbHbIX OAJLIOB.

bnarogapum 3a MoAroToBKY M OpraHU3aLuIo0 KOH(pEpeHLIMNU
TeHEepaIIbHOTO CIIOHCOpa — OnodapMalleBTUYECKYI0 KOMITAaHUIO
CSL Behring, a takke kommanuio Genzyme n OO0 «Helipocodr».

Mamepuan noocomosuna JI. M. bopuckuna
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HepBHo-mblweykbie OJIE3HH

Uihopmauuga ond aBmopos

Mpu HanpasneHum CTaTbi B pedakLmio XypHana «HepBHo-MblLueyHble 6onesHu»
aBTOpaM Heo6X0MMO PYKOBOZCTBOBATLCA CieZyHLUNMM NPABUNAMY, COCTABIEHHBIMI
C yyeTom «EguHbIX TPeGOBaHMIA K pyKOnucAM, NpeocTaBnaemMbiM B G1OMeaMLIMHCKIE
xypHanbl» (Uniform Requirements for Manuscripts Submitted to Biomedical Journals),
pa3paboTaHHbix MeXayHapoAHbIM KOMUTETOM PEJAKTOPOB MERMUMHCKMX XKYPHANoB
(International Committee of Medical Journal Editors).

1. 06wue npaBuna

- (TaTbA B 06M3aTeNbHOM NOPAAKE AOMKHA CONPOBOXKAATLCA OGULMANBHBIM
pa3peLLeHreM Ha nybnuKaLnio, 3aBepeHHbIM NeYaTbio yupexxaeHns, B KoTo-
pom paboTaeT nepBblii B cucke aBTop. My nepBUYHOM HanpaBAeHuH pyKo-
MIUCK B peSiakLMIo B KONKU IMEKTPOHHOTO NCbMA JOMKHbI ObITb YKa3aHbl Bee
aBTOpbI AaHHoI cTaTby. 06paTHYIo (BA3b C pefaKkuumeli bynet nopaepxuBatb
OTBETCTBEHHbIil aBTOP, 0003HaUeHHbIil B CTaTbe (CM. MYHKT 2).

MpeacTaBnexue B pedakLnto paHee ony6nMKoBaHHbIX CTaTell He JONYCKAeTCA.

2. 0popmneHne faHHbIX 0 CTaTbe U aBTOpPaxX

MNepBas CTpaHULA AOMKHA COflepxaTh:

+ Ha3BaHue ctatbu.

+ WHuymanbl 1 pamunum Bcex aBTopoB.

« YueHble cTeneHu, 3BaHNA, JOMKHOCTH, MECTO PaboTbl KaX0ro U3 aBTOPOB.

« TonHoe Ha3BaHue yupexpeHns (yUpexxaeHuii), B KOTopom (KOTOPbIX) Bbl-
nonHeHa pabota.

« Anpec yupexzaeHus  ykasaHuem UHAeKca.

MocnenHAn CTpaHuLa BOMKHA CoflepXaTh:

« (BezieHuA 06 aBTope, OTBETCTBEHHOM 32 (BA3b C peaKLmeli:

— Damunus, nms, 0T4eCTBO NOMHOCTBH.

— 3aHumaeman JOMKHOCTb.

— YyeHas cTeneHb, yueHoe 3BaHue.

—[lepcoHanbHblil - MexayHapoaHblit - uaeHTumkatop ORCID  (nogpobHee:
http://orcid.org/).

—NepcoHanbHblii penTudukatop B PUHL| (nogpo6Hee: http://elibrary.ru/
projects/science_index/author_tutorial. asp).

— KoHTaKTHbIii TenegoH.

— Pabouwit agpec ¢ ykasaHnem MHAeKca.

— Anpec 3neKTpOHHOI NouTbl.

« (kaH noanuceii Bcex aBTOPOB C(TaTbyl.

3. 0popmneHue TeKcTa

(ratby npuHMMatoTca B dopmarte doc, docx, rtf.

LWpndT —Times New Roman, pasmep 14, mexaycTpounbiii uxtepsan 1,5. Bce cpa-
HULLbI BOMKHBI 6bITb MPOHYMepOBaHb. TeKCT CTaTbt HAUNHAETCA CO BTOPOI CTPAHMLbI.

4. 06bem cTareit (6e3 yyeta UNNIOCTPALMI 1 CIMCKA IUTEPATYpbI)

OpuruHanbHas ctaTbs — He 6onee 12 cTpaHuL (60nbLwnit 06bem fonyckaetca
B UIHANBMAYANbHOM NOPAZKE, N0 PELIEHMIO PefaKLim).

Onucanne KNMHMYECKNX CNy4aeB — He bonee 8 cTpaHuL.

0630p nuTepatypbl — He 6onee 20 CTpaHUL.

Kpatkue coo6ieHns 1 nncbma B peAakuuio — 3 CTpaHuLibl.

5. Pestome

Ko Bcem Bupam cTateit Ha 0TAENbHOI CTPaHULe JOMKHO ObITb NPUNOXKEHO pe3to-
Me Ha PYCCKOM 1 aHINIACKOM (M0 BO3MOXHOCTI) A3blKaX. Pe3tome JOMKHO KpaTKo no-
BTOPATb CTPYKTYpPY CTaTbU, HE3ABUCUMO OT ee TeMaTHKN.

06bem pestome — He Honee 2500 3HaKoB, BKNtYas npobenbl. Peiome He JOMMKHO
COpepXaTb CCHINKM Ha IUTEPATYPHbIE UCTOUHUKM U MANKOCTPATUBHBII MaTepuan.

Ha 370l e cTpaHuLie NOMeLLATCA KNioueBble C0BA HA PYCCKOM 11 aHTNIACKOM
(no BO3MOXKHOCTY) A3bIKaX B KonuuecTse ot 3 10 10.

6. C(TpyKTypa cTateil

OpuriHanbHas CTaTbs JOMKHA COREPXaTb ClieaytoLLMe pasaenbl:

- BeepeHue.

« Lenn.

« Matepuanbl n MeTogpl.

« Pesynbratbl.

« 06cyxpeHue.

« 3aKntoueHue (BbIBoAbI).

« Kondnukr nntepecos.

« Tlpn HanMumu QUHAHCUPOBAHNA WCCNELOBAHUA — YKa3aTb €ro MCTOUHMK
(rpaHTUT.4.).

- bnaropapHocTu (pasgen He ABnAeTcA 06A3aTenbHbIM).

7. UnnioctpaTuBHbIN MaTepuan

VinniocTpaTBHBIM MaTepuanom ABAAKTCA GoTorpadum, pUCYHKM, Cxembl, rpadu-
Ki, AMarpaMMmbl, Tabanubl.

WnntocTpatuBHbIit MaTepuan fomxkeH 6biTb NpeACcTaBeH B BUAE 0TAENbHbIX haii-
0B 1 He GUrypupoBaTh B TeKCTe CTaTby. [laHHble TabnuL He JOMKHbI NOBTOPATD JaH-
Hble PUCYHKOB U TEKCTa 1 Hao60poT.

Oororpadum npesctaBnawtca B dopmate TIFF, JPG, CMYK ¢ paspewueHuem
He meHee 300 dpi (Touek Ha Aioitm).

PucyHku, rpa¢ukm, cxembl, Anarpammbl npegctaBaAlTca B popmate EPS
Adobe lllustrator 7.0—10.0 unu Office Excel.

Bce pUCYHKN [OMKHbI ObITb NPOHYMEPOBaHbI U CHAOXEHBI MOAPUCYHOUHBIMM
noanucamu. OparmeHTbl pUcyHKa 0603HauaIOTCA CTPOUHBIMU BYKBaMMU pyccKoro anda-
BUTa — «a», «O» U T.[1. Bce coKkpalieHna, 0603HaueHna B BIUE KpUBbIX, OYKB, LMP
W T. JI., NICNONb30BAHHbIE Ha PUCYHKE, AOMKHDI ObITb pacLuMGpoBaHbI B NOAPUCYHOUHOIA
nopnucn. MoAnucy K pUcyHKaM JaloTcs Ha OTAENbHOM JINCTe NMOC/e TeKCTa CTaTbul B 0f-
HOM C Heil daiine.

Ta6nuubl J0MmKHbI ObITb HAMAZHBIMU, UMETb Ha3BaHUe U NOPALKOBbIA HOMeP.
3aronoBky rpad AOMKHbI COOTBETCTBOBATD MX COAepKaHuIo. Bce cokpaleHus pacnd-
POBbIBAOTCA B NPUMeEYaHNN K Tabnuue.

8. EaHuLbl n3MepeHna n coKpalleHus

Envnuubl n3mepenna patotca B MexayHapogHoii cucteme eguxn (CH).

CokpalLeHna CoB He JoNycKaloTcA, kpome 06LienpuHATbIX. Bce abbpeBuatypbl
B TEKCTe CTaTbit JOMKHbI ObITb MONHOCTHI paciundpoBaHbl Npu NepBOM YOMUHAHUN
(Hanpumep, HepBHO-MblLeuHble 6one3nu (HMB)).

9. Cnucok nuTepartypbl

Ha cnenytoLueii cTpanuLe nocne TeKcTa CTaTbit JOMKEH pacnionaratbca Cucok
LMTUpYEMOil IuTepaTypbl.

JluTepatypa NpUBOAMTCA B NOPALKE UNTUPOBAHUA. Bce NCTOUHNKMN JOMKHbI ObITb
MPOHYMepOBaHbI, HyMepaLya 0CyLLECTBAAETCA CTPOTO NO Mepe LUTUPOBAHIA B TeKCTe
(TaTbi, HO He B andaBUTHOM NopAZKe. Bce CCbINKi Ha MMTEPATypHbIE UCTOUHUKIA B TeK-
(Te (TaTbyl NeyYaTaloTca apabckumm Ludpamm B KBaapaTHbIX Ckobkax (Hanpumep, [5]).
KonuuecTBo umtupyembix pabot: B OpUrMHanbHbIX CTaTbAX XenatenbHo He bonee 20—
25 CTOYHUKOB, B 0630pax uTepaTypbl — He bonee 60.

(CcbInKu AOMKHBI AABATbCA Ha NEPBOUCTOUHUKI U HE LIMTUPOBATb 0AUH 0630p, rae
OHM YTIOMSAHYTH.

(CcbINKM Ha Te3cbl BOIMOXKHDI MCKIIIOUMTENbHO Ha 3apybexHble 3paHua, ony-
6NMKOBaHHbIE Ha AHITUIICKOM A3bIKe.

Ccolnkn Ha aBTopedepaTbl AuccepTaumii, HeonybankoBaHHble paboTbl, a Takke
Ha JlaHHble, NoNyyeHHble 13 Internet, He JonyckaloTca.

(cbInKM Ha NMTEpaTypHbIe UCTOYHUKK JOMKHBI GbITb OGOPMAEHBI CeayoLNM
obpazom.

[InA Kaxporo UCTOYHMKA HeOBX0AMMO yKa3aTb: Gamunii U MHULMANbI ABTOPOB
(ecnm aBTOpOB Gonee 4, yka3biBaKOTCA NEPBbIe 3 aBTOP, 3aTeM CTaBUTCA <1 Ap.» B pyC-
KoM uw "et al.” B aHTNIACKOM TeKcTe).

ABTOpbI LUTUPYEMBIX UCTOYHUKOB JOMKHbI ObITb YKa3aHbl B TOM e NOpAAKe,
4TO U B NEPBONCTOUHNKE.

10. KoHpnukT MHTEpecoB

B KoHLe cTaTbi Heo6Xod1MO YKa3aTb HanuuMe KOHGANKTA MHTEPECoB ANA BCex
aBTOPOB. B cnyyae oTcyTCTBUA KOHONMKTA MHTEPECOB B KOHLIE CTaTbi CIelyeT KOHCTa-
THPOBaTh Crefylolee: «ABTOPbI 3afABMAIOT 06 OTCYTCTBUM KOHGAMKTA WHTepe-
co»/"Authors declare no conflict of interest”.

(TaTby, He COOTBETCTBYIOLME AAHHbIM TPE6OBaHUAM, K PacCMOTPEHMUIO
He NPUHUMAIOTCA.

06wme nonoxeHus:

« PaccmoTpeHue cTaTby Ha MpeaMeT My6NMKaLMN 3aHUMAET He MeHee 8 He-
henb.

« Bce noctynatowume cTatbu peLieH3upytoTca. PewieH3ua ABNAETCA aHOHUMHOIA.

« Pepakuma octaBnsAet 3a coboil NpaBo Ha pefiakTUPOBaHNe CTaTeil, NPeCTas-
NeHHbIX K nybaukaumm.

« Pepjakuma He NpefoCTaBAAET aBTOPCKYE IK3eMnNAPbI XypHana. Homep xyp-
Hana MOXHO NOJYYMTb Ha 061X 0CHOBAHHAX, CM. UHDOPMALIIO Ha CailTe.

Matepuanbl  gna  ny6nukauyum  npuHMmaloTcA  no  appecy
info@neuromuscularru ¢ nometkoit «OTBeTCTBeHHOMY CekpeTapto. [ly6nukauma
8 HMb».

MonHas Bepcua Tpe6oBaHMII NpeCTaBNEHa Ha cailTe XypHana.



