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Kazakoe B.M."?, Ckopomeuy A.A.', Pyoenxo /I.H."?, Cmyueecxkasn T.P."?, Korvinun B.0."?

MUTOXOHAPHUAJIBHBIE BOJIE3HU: MUOIIATHUMU,

IHIHEPAJTOMUOITIATUA U SHHEP®AJTOMHUEJIOINOJIUMHEBPOITATHUHN

'Kadenpa nesponoruu [ICIIOI'MY um. akaa. W.I1. [TaBnosa, Cankr-IletepOypr, yi1. JI. Toncroro 6/8, 197022, Poccust
2OtaeneHue HepBHO-MbINIeUHbIX Oonesneit ['MII6 2, Cankr-IletepOypr, Poccus

Mumoxonopuu senaomcs eOuHCmMeeHHbLIMU CYOKIEMOUHBIMU OP2AHENTAMU, COOEPACAUWUMU CEOU COOCTNBEHHBIU ceHemu1ecKull
Mamepuai, KOmopblil Hacnedyemes, UCKIIOUUMENbHO N0 MAMEPUHCKOU JUHUY U UMeem C80U COOCMEEHHbII 2eHemU4ecKull Koo.
Hyxneomuonas nocnedosamensrocms mumoxonopuanvrou JJHK (mm/IHK) nonnocmeio pacuugposana. B meil 3axoouposa-
HO 13 CIpyKmypHbIX KOMNOHEHMO8 CUCTEMbl MKAHE8020 ObIXAHUSA/OKUCIUmMENbHO20 hocghopunuposanus (OD), 22 monexynv
mparcnopmuvix PHK (mPHK) u deée pubocomanvivie PHK (pPHK). Humepec k MumoxoHOpusm 60300HOSUICS ¢ mMex Nop Kak
cmano uzeecmnuo, ymo mymayuu mm/{HK npueoosm x 3abonesanusm y uenosexa. Imu mymayuu npoucxooam 6 10-20 paz uawe,
uem mymayuu aoepuou /ITHK. B cmamve npugooumcs kaaccuguxayus MumoxoopuaibHoix 6onesHell, 00yci06/1eHHbIX HAPYUleHU-
em OD. Onucanvl KIuHUYeCKUe U 2eHemuyeckue 0COOeHHOCm, CnOco0bl OUAZHOCMUKY U NPUHYUNBL TedeHUs. OMOebHbIX opM
MUMOXOHOPUATLHBIX DONe3Hel: MUONAmull, SHyedanomuonamuil, SHYeparonoIuHespOnamuil ¢ RPUHAKAMU 2ACMPOUHMECU-
HaNbHOU OUCHYHKYUU UL DOKOBO20 AMUOMPODUUECKO20 CKEPO3A, HACTeOCTNEEHHOU He8PONAMuUL 3pumenbHbix Hepeos Jlebepa.

KnrwdeBbIe CIJ0Ba: MumoxoopuaivHvle O0Ne3HU, MUONAMUL, SHYEPATOMUONAMUU, OUASHOCIMUKA U NPUHYUNDLL TeYeHUs
MUOXOHOPUATILHBIX OONIe3HEl.

Jasa uutuposanus: Kasakos B.M., Cxopoment A.A., Pynenxo /I.1., CtyueBckas T.P., Konbiaua B.O. Mutoxon-
JIpHAIBHBIC OOJIE3HH: MHUOMATUH, SHIE(ATOMHUONATHH U JHIE()aTIOMUETONONNHEBPOIIATHH. Hesponocuueckuil
arcypran 2018; 23 (6): 272-281 (Russian). DOI http://dx.doi.org/10.18821/1560-9545-2018-23-6-272-28]1.
Jdas woppecnonnennun: Kazaxoeé Banepuii Muxainosuu — n-p Mmemn.Hayk, npod. kadeapbl HEBpOJO-
run [ICII6IMY nwm. akax. W.II. Tlanoma, 197022 Cankt-IlerepOypr, yi. JIsBa Tomcroro, 6/8. E-mail:
valerykazakov@mail.ru

Kazakov V.M."?, Skoromets A.A.", A.A., Rudenko D.I."?, Stuchevskaya T.R."?, Kolynin V.O."?

MITOCHONDRIAL DISEASES: MYOPATHIES, ENCEPHALOMYOPATHIES AND
ENCEPHALOMYELOPOLINEUROPATHIES

"Department of Neurology First St. Petersburg Pavlov State Medical University and
“Department of Neurology City Hospital 2 of St. Petersburg, Russia

Mitochondria are the only subcellular organelles to contain their own genetic material, which is exclusively maternally in-
herited and has its own genetic code. The nucleotide sequence was fully elucidated and encodes 13 structural components of
the respiratory chain/OXPHOS system, 22 transfer RNAs (tRNAs), and 2 rubosomal RNAs (rRNAs). There has been renewed
interest in mitochondria since the recognition that mutations of mtDNA cause human disease. This large number of mutations
is happening the 10-20 times greater than nuclear DNA. In articles will written the classification of the mitochondrial diseases
due to distribution of OXPHOS (OF), in which muscle or cerebral dysfunction may be predominate in the clinical picture as
well as a described a peculiarities of clinical picture, pathological and genetic features, principles of diagnosis and treatment
of some forms of mitochondrial diseases, namely: myopathy, encephalomyopathy, encephalomyelopolyneuropathy with gastro-
intestinal dysfunction or ALS signs and Leber s hereditary neuropathy.

Keywords: mitochondrial diseases, myopathy, encephalomyopathy, diagnosis and principal of treatment of the mitochon-
drial diseases

For citation: Kazakov V.M., Skoromets A.A., Rudenko D.I., Stuchevskaya T.R., Kolynin V.O. Mitochondrial
diseases: myopathies, encephalomyopathies and encephalomyelopolineuropathies. Nevrologicheskiy zhurnal
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BBenenmne

MUTOXOHAPUH — ATO BHYTPUKIECTOUHBIC OpTraHel-
JIbI, BhIpa0aThIBatonue OONBIIOE KOJTUISCTBO IHEPTUU
(AT®). MUTOXOHIPHUH HA3BIBAIOT «IHEPTETUYECKUMHU
cTannusamuy» kiaetkd. OHu nonnomarT 90% kucio-

272

poja, MOCTYMAIOIIero B OPraHu3M YelloBeKka, U o0pa-
3ytoT 80-90% AT®. MuUTOXOHIPUM UMEIOT MaTpPHUKC,
Hapy)KHYI0O W BHYTpeHHIOI0O MeMmOpansl [1]. Ha ma-
pYXHOH MeMmOpaHe HaxoasTcs (EepMEHTHI, Y4acTBY-
IOIME B aKTHBAIMU W TPAHCIOPTE JKUPHBIX KHCIOT B
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MaTpPUKC MUTOXOHIPHM, JUIsi 00pa30BaHUs SHEPTUH 3a

cdeT OeTa-OKHCIEHUs YKHPHBIX KHCIOT (0Opa3oBaHUE

anetun-CoA, KOTOPBIH SBISETCS CyOCTpaToM TSl K-

na Kpa6ca). Bo BHyTpeHHEe# MeMOpaHe comepKuTcs 5

MUTOXOH/IPUATHHBIX KOMIUIEKCOB, KOTOPBIC YUaCTBYIOT

B mponiecce BoipaboTke sHeprun (ATD) 3a cueT okwuc-

nautensHoro Qochopunuposanus (OD) kopepmMeHTOB

HAJIH u ®A/IH2. B maTrpukce MUTOXOHAPHUHN MPOHC-

XOIUT OeTa-OKUCICHNE YKUPHBIX KHCIOT M paclleriie-

HHE PA3IUIHBIX METAO0OJUTOB B ITUKIIE TPHKAPOOHO-

BBIX Kuciot (nukn Kpebea) u ob6pazoBanue xopepmeH-

toB NADH u FADH2, xotopslie 3aTeM MOCTyINarT BO

BHYTPEHHIOIO MeMOpaHy MHUTOXOHJIpPHA, IJ€ OKHCIS-

FOTCSl B JIBIXQTEJIBHOW 1€Nu, MPEeACTABISIONIEH cucre-

My TPaHCIIOPTa HOHOB BOJOPOJIa U JIEKTPOHOB YEpe3

4 MUTOXOHIPHUATBHBIX (IBIXaTEIHHBIX) KOMIUICKCA Ha

MOJIEKYJISIPHBIA KUCJIOpoX. [J1aBHBIM TpaHCHOpPTEpOM

anekTpoHOB sBisgeTcss CoQ10, KOTOPBIM TEPEHOCHUT

JIEKTPOHBI OT KomIuiekcoB I, 11, a Taxke »neKTpOoHBI,

oOpa3zyromecss Mpu OKHUCIEHUH JKUPHBIX KHCIOT U

JUIMHHOLICTIOYEYHBIX aMUHOKHCIOT B 1ukie Kpebca,

Ha xomruiekc III, u nutoxpom C, TpaHCTIOPTUPYIOLTHIT

9JEKTPOHBI Ha KoMIuieke 1V [2].

Kosnazum Q10 u mmutoxpom C Hapsigy ¢ mepeHOCOM
JJIEKTPOHOB 110 JBIXaTeIbHOMW ILIeMM OCYLIECTBISIIOT
TaK)ke MEpPeHOC MOHOB BOJOpOJAa M3 MaTpUKCa MHUTO-
XOHJIpUA B MexMeMOpaHHOE MpOoCTpaHcTBO. B mpo-
recce o0paTHOTO TOKA MPOTOHOB BHYTPh MaTpUKCa MU-
TOXOHJIPUH (B KOMILUIEKCE 5) MPOUCXOIUT yTHIU3AIUSL
0CBOOOKIaeMOM B JIBIXATEILHOW IETIH YHEPTHH ITyTEM
tdhocpopumupoBanus AJIID B AT® u qpyrux mMakposp-
rudeckux (ocdaroB u co3maeTcs 3amac dHEPruu Ouo-
JIOTUYECKOTO OKUCIICHUSI.

MWUTOXOHJIPUU UTPAIOT TAKKE BaKHYIO POJIb B Iiepe-
Jlade TeHeTUIeCKON nH(OpMAIK. DTH OpraHeIlIbl IMe-
IOT CBOM T€HOM, HACJIElyEMbIil IO MAaTEPUHCKOMN JIMHUU.
MtJHK, npencraBieHHass B BUAE JBYXLEMOYECUHOI'O
KOJIbIIa, COAEPKUT 37 TeHOB, KOTOPbIe KOAUPYIOT 2 pU-
o6ocomanpabex JIHK, 22 undopmanmonnsx JIHK u 13
CyOBEIMHHUI TTOJIMIENITUIOB, yyacTByomux B OD, me-
pEeHOCE AMEKTPOHOB U HOHOB BOAOpoaa Ha Kuciopox [1].

Pecnimparopnast ienb MUTOXOHIPUH HAXOIUTCS TOJ
KOHTPOJIEM JIByX pa3lelbHBIX TEHETHUECKUX CHUCTEM —
sinepHoro renoma (snepuast JHK — sIHK) n mutoxon-
npuanbHOoTo TeHoma (MT/IHK).)

BonbmmHCTBO MUTOXOHAPHATBHBIX OEIKOB-(hepMeH-
TOB, yuacTByromux B O®, xogupyercs B ss/IHK 1 MmeHb-
me — B MT/IHK.

Kommuexke I — NADH-CoQ okcumopenykraza (obe-
cneuuBarommii okuciaenne HAJIH, oOpasyromryrocs
NPY OKUCIICHUU YKUPHBIX KHUCIIOT, a TAKXKE MAPyBara
" aMHHOKHUCIIOT B nkiie Kpebca) Birovaer 45 cyob-
€JIMHHUII MTOJUITETITH/IOB, U3 KOTOPBIX TOJIBKO 7 KOIH-
pytorea B MTIHK, a 38 — B 1/IHK;

Kommuexke I —  cyknunar-CoQ-okcumopenykrasa
(obecneunBaromuii okucienne MAJIH2, obpazyro-
HIYIOCSI TIPH OKHUCIICHWW JKUPHBIX KHCIIOT, a TaKkKe
amMuHOKHCIOT B 1ukiie Kpebca) comepxut 5 cyone-
IuHUI, Bce kogupytores B 1/ IHK;

Kommuieke IIT — uuroxpom C-okcuaopeayKrasa BKIIIO-
yaeT 11 cyObennHuUIl MOMUIENTHIOB U TOJIBKO 1 — ITu-
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toxpom B xonupyercs B MT/IHK, a octanbubie 10 —

B s1JIHK;

Kommuiexke IV — mutoxpom C-okcmmasza comepxut 13
MOJIMIIENITUIOB, U3 KOTOPBIX 3 KoaupytoTcs B MTIHK
u 10 — B ss/IHK;

Kommuieke V. — AT®-cuHTeTasa, OCyLIECTBISIOLIUI
cunTe3 AT®, BxitouaeT 12 MOIUIIENTUIOB, U3 KOTO-
pbix 2 konupytores B MTAHK u 10 — B s1/THK.
Takum 00pa3oM, B MUTOXOHIPHATILHBIX KOMIUIEKCAX

coaepxkurcs 67 nonunentuoB. M3 Hux Toapko 13 konu-

pytorcs B MT/IHK, a 54 monunentuna — B s/IHK ToO ecTh
renom MTIHK xonTponupyetcs renomom siJ[HK.

Onwucano 6omnee 200 pa3TMYHBIX TOYKOBBIX MYTaIHi
MTJIHK 1 okomo 75% m3 HUX CBSI3aHBI ¢ TEHAMH MHTO-
xoHapuansHoit TPHK.

Kak Oputo yKazaHO, MUTOXOHApPHAIBLHEIC OOJIC3HM,
cBszannble ¢ myTarusivmu B MTJJHK (nedext mt/IHK),
HACJIEMYIOTCS 110 MaTEPUHCKON JTMHUH. ITO 00yCIOBIIe-
HO TE€M, YTO MUTOXOHAPUU HAXOIATCA B XBOCTE CIEp-
MaTo30M/1a, KOTOPBIA OTMaJaeT MPH OIUIOIOTBOPEHUHU
SIMIICKIETKH, TO €CTh MY)KUYMHA HE MepeJaeT Mo Ha-
CJIeNCTBY CBOU MUTOXOHApHUH. OTHAKO T€ KE (EHOTUITHI
MUTOXOJJPUATBHBIX 00IE€3HEH, 00YCIIOBICHHBIC My TaIlN-
SIMH SIICPHBIX T€HOB, MOTYT IMEPEIABAThCS 1O 3aKOHAM
Menpenst.

Hapymenne O® B MUTOXOHAPHUAX MOKET OBITH Iep-
BUYHBIM WM BTOPHUYHBIM. DTO IO3BOJIIET TOBOPUTH O
MEPBUYHBIX ¥ BTOPUYHBIX MUTOXOPUATIBHBIX 0OJIE3HAX
[3, 4].

[epBuuHbIe MHUTOXOJpUANILHBIE 0OJE3HH OOYCIIOB-
nensl mytauusMu B renax MTAHK u sa/IHK, kogupyro-
X CYObETUHUIIBI ABIXaTeIBHBIX KOMIUIEKCOB U AT®D-
CHHTETa3y (KOMILIEKC V), HEMOCPEJICTBEHHO MTOBPEXK/Ia-
rore Od.

K BTOpHUYHBIM MHTOXOHIPHAIBHBIM OOJE3HSM OT-
HOCSATCA T€, KOTOPHIE CBSI3aHBI C MyTaIlUeH SIEepPHBIX
renoB (s1/IJHK), xomupyrommx MUTOXOHIpHATHHBIE
OeJKu, HeMOCPENCTBEHHO He cBs3aHHble ¢ OD. OnHa-
KO HEIOCTaTOK WM AUCRYHKIUS dTUX OEIKOB MOXKET
MOAABJIATh AKTUBHOCTH MOJUIPOTEUAO0B [V KomIuiek-
COB W Hapymark, BTopuaHOo, OD. K Takum Oomne3Hsm
oTHOCsTCS arakcusi Dpuypeiixa (Oemok QpaTakcuH),
6omne3np Bunmbcona (ATdaza tuma 1B), cractudeckas
naparuierus L tprommens (OeIKu ClIacTHH, MaparJieryH,
MITPIOMIICNIMH), CITHHOIIEPEeOSUIApHBIC aTakchu (O6emoK
atakcuH 1-4) u np.

Bropuunble MUTOXOIpHATFHBIE OOJIE3HH TAKXKE MO-
I'YT OBITH OOYCIIOBJICHBI MYTAIlMSIMU B SIJICPHBIX T'€HAX
(s THK), OTBEeTCTBEHHBIX 32 CHHTE3 HEMHUTOXOHIPHAITH-
HBIX OEJIKOB, KOTOpBIE 00pa3yloTcs B pHOOCOMax IMTO-
1a3MbI, HO KOTOPBIE BTOPUYIHO MOTYT ITOBPEXKIATh MHU-
TOXOH/IpUH. Takue 00Je3HH BKIIIOYAOT 0OJNe3Hb XaH-
TUHTTOHA (OENIOK XaHTUHITHH), Oone3Hb [lapkuHcoHa
(Oeok mapKrH) U MUTOXOHJIPHAILHYIO HEBPOTaCTPOUH-
TECTHHAJIbHYIO 3HIEhaToMHonaTuio (0eI0K TUMHINH
¢docdopunaza).

MuTtoxoapuanbHble OOJE3HH — 3TO TeTepOoreHHas
TpyIIIa COCTOSHUH, MPH KOTOPBIX MUTOXOHPHATHHBIE
HapyeHus (rmospexzaenne O nin HapylIeHHe OKHC-
JICHWs JKUPHBIX KHCIIOT) BBI3BIBAIOT DPA3INYHBIE KIIH-
HAYECKHUE TMPOSBICHUSA. MUTOXOHIPUU HAXOMSITCS B
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OB30PbI

KJIETKaX Pa3U4HbIX CHCTEM M OPTaHOB, B YACTHOCTU B
LEHTPaIbHON U epudepruuecKoil HEpBHOM cUCTEME U B
CKEJIETHBIX MBIIIIAX.

WHorna stu nmopakxeHus UMEIOT MYJIBTHCHUCTEMHBII
xapakrep. [loaToMy MOXXHO TOBOPUTH O MUTOXOHIpPHU-
JIBHBIX 3HLE(AIONATHAX, MHONATHIX, >HLE(PAIOMU-
OMaTHsAX, DSHIEATONOIMHEBPONATHIX, dHIEdaTIoMu-
€JIONOIMHEBPONATHSX, KapAHOMHUOIATHAX, HEBpora-
CTPOMHTEHCTUHAIIBLHBIX SHIIe()aTOMHONATHIX U JPYTHX
OpraHoONaTHsIX

MuToxoHApHaIbLHbIe MUONIATHH, 00YCJI0BJIEHHbIE
HAPYLICHHEM OKHCJIHTEJbHOr0 (pocopuiimposanus
(13] B mopuduxanumn)
1. Iporpeccupyromiast HapyKHasi OPTaITbMOTUICTHS
C IPOTPECCUPYIOLIUM IITO30M
2. Ilporpeccupyromuii nro3
3. Okyno-Oynb0OapHast ¢opma (Iporpeccupyromiast
HapyXHasi O(TaTBMOIUICTHSI C MUOTEHHBIM OYIIb-
OapHBIM CHHIPOMOM)
4. KonewunocrtHo-mosicHasi ¢opmMa ¢ HapyKHOU O-
TaJlbMOIUIETHEN
5. Jlume-nonaroyHo-TuiedeBas GopMma C HapyKHOM
odrampMmorieruelt win 0e3 TakoBOH
6. T'enepanm3oBaHHAsI MBIIIEYHAS CITA00OCTEH 03 0h-
TaJbMOTLIIETUT
7. MuormnaTusi ¢ MUAITHSIMHI 1 MUOTJIOOMHYpHEH
8. Muomnarus ¢ MoAOCTPHIM Pa3BUTHEM

MHTOXOH}IPH&J’ILHLIC MHOIIATHH

Knunukxa u ouaznocmuxa

KnuHanveckass TUarHoCTHKa MUTOXOAPHATIBHBIX MH-
omaruii, 00yCIOBIEeHHBIX HapymeHneM Od, 3aTpymHe-
Ha. OHAKO COueTaHWE PA3TUYHBIX MPU3HAKOB U CHM-
[ITOMOB MOT'YT IIO3BOJIUTH 3alI0A03PUTh TAKyI0 OOJIE3Hb.
XapakTepHble KaloObl y Takux OOJBHBIX: 1) TutoXas
MEePEHOCUMOCTh (PU3NUECKOW HATPY3KH M MOBBINICHHAS
YTOMJISIEMOCTD; 2) CeMelHBIH aHaMHe3, 0COOEHHO eCIH
BBISIBISICTCS. HACJICJIOBAaHWE 110 MAaTCPUHCKOW JIMHHU;
3) HaJIMYMe NPU3HAKOB MYJBTUCHCTEMHOTO TIOPAKEHUSI.

Tucmoxumuuecroe uccneoosanue

['ncToxuMuveckoe wcciaenoBaHUe OMONTAaTa MBIII-
Il — Jy4IIee CPEACTBO ISl JMATHOCTUKA MHUTOXOH-
JpuanabHbIX Muonaruil. IIpu cBETOBON MHKPOCKOIHNU
BEIyIIUM MOP(HOIOTHIECKUM TPU3HAKOM MHUTOXOH-
NpUaJbHBIX OONE3HEH, CBA3aHHBIX ¢ HapymeHuem Od,
SIBIISIETCS  OOHApPY)KCHUE BOJHUCTHIX ((heCTOHUATHIX)
KpacHbIX BoJIokoH (BKB) B MblIIIIIIe TpU OKpacke TPHX-
pomom 1o T'omopu.

[Ipu oxpammBanuu Ha C/AI" (1 NADH-TeTpazonnym
peayKTas3a) BOJHUCTHIC BojokHa (BB) oueHns nHTEHCHB-
HO okpamwmBaroTcs B cunuil 1set (BCB), u 310 okpa-
IUBaHWEe 00Jiee YyBCTBUTENBHO JUISI OOHAPYKEHUS U3-
MEHEHHBIX BOJIOKOH.

OTH OKpacKu JEMOHCTPUPYIOT cyOcapKoieMabHbIe
CKOIIJICHHSI N3MEHEHHBIX MUTOXOHIpUH (TIpordeparus
MHUTOXOHJIPH ), ”THTEHCUBHO OKPAIIEHHBIX (B KPaCHBII
LBET TOJIBKO MIPH OKpacke 1o ['oMopH, u B CUHHUI IIBET —
pu okpacke Ha CJII"), KoTopble IPHUIAIOT CapKOIeMME
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Puc. 1. TTonepeunslii cpe3 npsMoi MBIIILBI Oeipa Y MBILIH C TH-
peoTokcrmyeckoll Muonartreil. OTMedaeTcsi BBICOKasi aKTUBHOCTh
cyuunatneruaporenassl (CI') mox capkomeMMoON MBIIIEYHBIX
BosiokoH | Tuma (1,8-2 mpornenra), koropast 00yclIOBI€Ha Mac-
cuBHOU mponudepanmeit mutoxouapuii. Oxpacka va CI, x 200.
Ha6nronenne B.M. Kazakosa [5].

Fig.1. Cross section of rectus femoris muscle of a thyrotoxic my-
opathy mouse. There is a great activity of SDH in the subsar-
colemmal area of type I fibres (1.8-2 proc.) due to the massive
prolipheration of mitochodria. Stain of SDH, x 200. Observation
of Kazakov V.M. [5].

BoiaucThIi BuI. BKB/BCB npezcraBisitor coboit Mop-
(homornveckuii cyocTpar mospexaerns Mt IHK.

Jpyroi rucTOXUMHYECKUI MapKep MUTOXOHAPUATIb-
HBIX 00JIE3HEH — OKpalllBaHue Ha IUTOXPOoM C-OKcH1a3y
(LIOK). Ilpu 3tom Haubomnee yacto BoisiBistores [JOK-
HEraTUBHBIC BOJIOKHA, KOTOPBIE MOTYT MHOT/A Yepeso-
BaTtbes ¢ LIOK-no3utuBHEIMH BoslokHaMu. OkpaiinBa-
aue Ha [1OK Taxxe moxet BeisiBuTh BKB.

Cnenyer ckasats, uto BKB, CJII'-mo3utuBHBIC
(BCB) u LIOK-HeratuBHBIC BOJIOKHA HE SBJISIOTCS CTPO-
ro cneur(UYHBIMU Ui MUTOXOAPHAIBHBIX OoJe3Hen
¢ HapymeaneM O® um MOTYyT BCTpedarbes MpU BOCIIA-
JUTEIBHBIX MUOMATHUAX, THPEOTOKCUYECKON MHOMATUU
(puc. 1) [5] m mpu mmosure. Omrako Hammane BKB
yalle CBSI3aHO C MyTalMsIMM B MUTOXOHJPUAJIbHBIX Te-
Hax (MT/IHK u mT TPHK). B cnyuasx memernuii, nusme-
HeHHble MoJekyasl MTIHK nmpucytcTBytoT B HanOob-
meM konmdectBe B BKB n IIOK-HeraTuBHBIX BOJIOKHAX.

Onexmponnas mukpockonus. 1lpu 371eKTpOHHON
MuKpockonuu (M) MUTOXOHAPUHN 00pa3yloT KPyITHBIE
CKOIUIEHHS M JIOKAJIM3YIOTCSI B OCHOBHOM O]l CapKo-
nemMMoi. OHU MOTYT UMETh OYCHb OOJBINION WIIN OYCHB
MaJIeHbKUH pa3Mep. XapaKTepHbIM NPU3HAKOM SIBIISICT-
Csl HaJTMYYe MapaKpUCTAUINIECKUX BKITIOYEHUI B MUTO-
XOH/IpUSIX, KOTOPBIE JIOKAIM30BaHbl B MaTpUKCE WM B
MEKMEMOPaHHOM TPOCTPAHCTBE, a TaKKe mponudepa-
[IMsl YBEIMYCHHBIX B pa3Mepe MUTOXOHJIPHI, MHOTHE H3
KOTOPBIX COZlepKaT N3MEHEHHBIE KPHUCTHI.

buoxumuueckue ucciredosanus. CymiecTByeT Baxk-
HBIH OMOXMMHYECKUH TeCT JUIsl AUATHOCTUKH MHTOXO-
IpuaidbHBIX Oone3Het OD — 3TO yBenWueHHEe JIaKTara
B KpoBU M HepebpocnuHanbHoi xuakoctu (LICXK).
VYeTONYnBEIIT HEOOBICHUMBIA MOJIOUHOKHCIBIA aIlliI03
MOKET OBITh B&XKHBIM ITpU3HAKOM Hapymenus Od.

OpHako Js TOYHOTO AMAarHO3a MHTOXOAPHAIEHON
00JIe3HN HEOOXOAUM MOJICKYJISIPHO-TCHETHUECKUH aHa-
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mu3 MT/IHK (1 s1/IHK) ¢ ncnons3oBannem metoga Cay-
3epHa, [P u apyrux MonaexyaspHbIX METOAUK.

MuToxoHapHUaIbHBIE MUOTATUU — MUTOXOHJIPHAIb-
Hble OOJIe3HH, NPH KOTOPHIX KIMHUYECKUE IMPHU3HAKU
00yCIIOBJICHBI TIPEUMYIIICCTBEHHBIM TTOPaKEHUEM H Xa-
PaKTEPHBIMHU TMCTOJIOIMYECKUMH M3MEHEHUSIMH B CKe-
JeTHOU MbIie [3, 4].

IIporpeccupyomasi Hapy:kHast 0QTaTbMOILIET Ul
¢ nporpeccupywomum nrozom (ITHO)

[MHO sBnsercss ogauM U3 HanOoJee YacThIX MPOSB-
JICHWI MUTOXOHJPUAJBHBIX MUoOMaTuil. bone3ns 00bI4-
HO Pa3BUBAETCS HE3AMETHO B OJPOCTKOBOM U MOJIOAOM
Bo3pacTe. Kak mpaBmiio, MOSBISIOTCS CHMMETPHIHBII
MEJIEHHO HApacTAaIOUIMA 11TO3 U OTPAaHUYCHHE JIBUKE-
HUS TJIa3HBIX S0JIOK BO BCEX HAIPaBIEHUSIX, OCOOCHHO
BBepX. 3a0o0eBaHe MEJICHHO TIPOTPECCUPYIOIIIEE.

VY Bcex 10 ommcaHHBIX OONBHBIX [6] ¢ «UUCTOI
I[THO oGHapyxuBain OTCYTCTBHE ITUTOXpPOM-C-OKCH-
nasel (xkomrutekca IV). Ilpum rucroxumudeckoMm Hc-
CJIeIOBaHUU OMOMTaTa MBIIIIBI BRIBIUIHCH BB. [Ipu
okpacke Ha I{JOK HaOironanum Mmo3andHoe pacrpeerie-
HHE HEOKPAILLEHHBIX BOJOKOH, BKitouass BKB, numen-
HBIX akTHBHOCTH 3TOT0 (epmenta (LJOK-HeraTuBHBIC
BOJIOKHA) [3].

T'enemuxa I[THO. bone3Hb TreHETHMYECKH TeTepOreH-
Hasg. Onucanbl cnopaguueckue ciaydau [3]. bonee uem
y nosioBuHbI 00sbHBIX ¢ [THO 0OHapyKUBarOT OJMHOY-
HYI0 OOIIMPHYIO AENEIHI0 WIH TyTUTHKAINIO (WX TO U
apyroe) B Mr/IHK. ¥V apyrux 6onsubix ITHO, Hacne-
JIOBaHHAs TI0 MAaTEPUHCKOW JTUHUH, ObUTa 00yCIIOBICHA
TOYKOBBIMH MYTaIlMSIMA HAUOO0JIee 4acTO B TCHE MHUTO-
xoHipuanbHoi TPHK.

OrnucaHbl Takke POoJOCIOBHEIE, B KOTopbIX [THO Ha-
ClIeZIoBajach Mo ayTOCOMHO-IOMUHAHTHOMY THITY WU
ayTOCOMHO-peliecCUBHOMY Tulty [7]. B atux ciydasx
BBISIBISUTHCHh MHOXKeCTBeHHBIE aeiennu MT/HK, koto-
pble SBISUTUCH BTOPUYHBIMHU TIO OTHOILICHHUIO K MyTa-
UM SIIEPHBIX TeHOB. YacTo 0OHApyKHBAIOT Ne(MUITUT
uuroxpoM C-okcuaaszel uiu CoQ10.

['eHeTnueckne JOKYCHI, MPEIPacIOIOKEHHBIE K
MHOXKECTBCHHBIM JIEJICINSAM, OBLIM KapTHPOBAaHHI B
XpoMOCOMHBIX paiioHax 15q25 (ITHO-1), 4q35 (ITHO-
2), 10g23-24 (ITHO-3) u (IIHO-4)10g24. Opnaxo
sIepHBIC TeHbI, oTBeTCTBeHHBIC 3a [IHO, emé He pac-
mupOBaHEI.

ITHO — xIMHWYECKHU M TEHETHYECKU TeTePOTCHHOE
3aboneBanne. Yacto [THO coueraercs co crmabocThio
MBIIII] JINIA, TUIEYEBOTO TMOSICa U MPOKCUMAIBHBIX OT-
JIEJIOB PyK (JIMIIe-JIONaTOYHO-TUIeYeBO (peHOTHIT) HITH
C BOBJICUEHHEM MBIIII] TUIEYEBOTO U TA30BOTO IOsfCA, a
TaK)Ke TPOKCHUMAIILHBIX OTAENIOB KOHEYHOCTeW (KOHEed-
HOCTHO-TIOSICHOH (DEHOTHII) HIJTH CO CJIa00CThIO OyiibOap-
HBIX MBI (OKynoOyns0apHserii Gperorum). Yacto [THO
ACCOIMUPYETCSl C MUTOXOHPUAIILHBIMH SHIEPanToMHO-
natusivu. [THO Hy)HO muddepeHupoBars ¢ ApyrumMu
HEBPOJIOTHYECKUMH OOJIE3HSIMU C MpPU3HAKAMH IITO3a.
[IT03 MOXeT BO3HHUKATh BCIEACTBHE CIA0OCTH MBIIIIIHI,
MOAHMUMAIOIIEN BEKO WJIM IJIAJKOM MBIl BEPXHETO
Beka (MbIma Mromiepa). Paznugaror ciemyromue pas-
HOBHIHOCTH TIaTOreHe3a nTo3a [8].
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MuoreHHbs#d NTO3: MbIIICYHbIE AUCTpOHUH
C BOBJICUEHHEM OyIbOapHBIX MBI — OKyJI0-(papuH-
reanbHas (opMma, KOHTCHUTAJIbHbIE MUOTATHU — MH-
oTyOynsipHasi, LEHTPOHYKJICApHAs, HUTEBUAHAS U
MUTOXOHJpHUANIbHAsA; OpPOUTAIBHBII MHO3UT, MHO3UT
MBILIIIBI, TOJHUMAIONICH BEpXHEEe BEKO, HOJIMMHO3UT,
HapylieHus: oOMeHa Kajus, MHACTEHHs, OOTYIU3M,
sK30(TaTbMHYECKass OPTATEMOILICTHS (IHCTHPEOUI-
Has odrampMomnaTHs, ayTOMMMYyHHass MH(UIBTPATHUB-
Hasi OpOMTONATHS C BOBJICUEHHEM SKCTPAOKYJSPHBIX
MBIIIII).

HeBporeHHBI W NmTO3: OOJNC3HU C TIOPAXKCHH-
€M TJIa30[BUraTeJIbHOTO HepBa (aHeBpU3Ma 3aJHel Co-
€/IMHUTENIbHOW M BEpXHEU MO3KEUKOBOW apTepuid, mpo-
LECC B MTOJIOCTH OPOUTBI, CHHAPOM BEPXHEH IMa3HUYHON
IeIH, TPOMOO3 KaBEpHO3HOIO CHHYCA, CaXapHbIM Jua-
Oer, sHue(anonarust Bepuuke, odranbMoruiernyeckast
MUTPEHb.

CuMnaTud4ecKUd NTO3: ciaboCTb WIK CHH-
KeHue ToHyca MbeIsl Miomnepa. Cunaapom ['opuepa
BBI3BIBACTCSl OPAKEHUEM LIEHTPaJbHOW U mepudepu-
YeCKOW HEpBHOW CHCTEMBI: AMdHIIE(PaTHHONW 00JIacTH,
CTBOJIa MO3Ta ¥ IMJIMOCITUHAIBHOTO LIEHTPa, CUMITATH-
YECKHUX BOJIOKOH, BOKPYI BHyTPEHHEH COHHOM apTepuu
Y B BEpXHEH MIA3HUYHOH 1IesId. DTOT TUI [1TO3a 00bIU-
HO COINPOBOXJIAETCSI MHO30M, SHOPTAILMOM U 4YacTO
YMCEHBIICHUEM ITOTOOTACIICHHSI Ha TOH ke CTOpoHe J10a.

Jleuenue I1HO. Jleuenne 7 6ompubix ¢ [THO u cun-
npomoM Kupnca-Ceiipa B TeueHue 1 roga ¢ ucrnons3osa-
HueM ko3H3uMa Q10 mo 120 Mr B JeHb MPUBEINO K yiTyd-
LICHUIO HEBPOJIOTHUECKUX (DYHKLHUH U CHHKEHHIO YPOB-
HsI MOJIOYHOM U IHPOBUHOI'PAITHOM KUCIIOTHI B CBIBOPOTKE
KPOBH TIOCJIE CTaH/IapTHON (PH3MUYECKOM Harpy3Kku [9].

H3osmpoBaHHAast MHONIATHS CKEJIE€THBIX MbIIIIIY
(0e3 ITHO)

XKanoba Ha 3arpyaHeHHs pU (HU3NUECKON HATpy3Ke
MOJET OBITh CAMHCTBEHHBIM CHMIITOMOM MUTOXOH/IPHU-
aTFHOM MUOIIATHH. YCTAIOCTh OOBITHO HACTYTIAET IOCTIE
JUTHTEIHHON U TIOBTOPSIOICHCS PU3NIESCKON HATPY3KH,
TpeOyroieit HEOTHOKPATHOTO COKPAIIeHIS MBI, Jler-
Kasi CIa00CTh MOXKET BBISBIIATHCS B IPOKCHUMAJIBHBIX OT-
Jefax KOHEYHOCTEH, MPeuMyIecTBeHHO B pykax. Ca-
00CTh U TUIOXas TIEPEHOCHUMOCTh (PU3NYECKON HArpy3KH
MOTYT MHOTJIa COTPOBOXKIAThCs MHOTIoOnHyprei. Kak
u nipu [THO, knmuHMYeckoe TedeHne 3a00aeBaHms OTHO-
CUTEJIBHO ONIaroIpHsITHO.

Tenemuxa u ouaenocmuxa. Jedexrsr MTIHK, cBs-
3aHHBIE C HW30JUPOBAHHON MHUOIATUEH CKEJIETHBIX
MBIIIIL, BKJIKOYAIOT MHOKECTBEHHBIC NIEJICHUU U TOUKO-
Bble MyTallMM B reHe MuToxoHapuaibHoit TPHK. Onu-
caHa OompHas ¢ (HEHOTHUTIOM KOHEYHOCTHO-TIOSICHOM
MUOIIATHEH, ¢ PEUMYIIICCTBCHHOHN CITa00CThIO B MBIIII-
[ax IOSICOB U MPOKCHUMAJIbHBIX OTHENIaX KOHEYHOCTEH.
Juarno3 (meduuurt muroxpoma b) YCTAaHOBICH INpHU
bochopro-MP-cniekrpockormu [10].

Jleuenue. Tlocne neyenus B teduenue 1 roga MeHa-
nroHoM (ButamuH K3) (cHawama 40 Mr B JcHB, 3aTeM
80 mr B yneHb) u ButamMmuHoM C (2 T B JICHb) OTMEUEHO
yAy4IIeHHe — YMEHBIIEHNE CIa00CTH MBIIIIII TIEIEBOTO
Y Ta30BOTO MOsiCa.
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MuToxoapuajibHAsE MHOTIATHS
¢ ATUNHYHBIM NOJOCTPHIM HAYAIOM
(mosmmMuo3uTONONO0HAsT hopma)

[IpuBoanm onmcanne cioyyas [11]. XKenmmna B Bo3-
pacte 38 sner B TeueHue | roga oTrMmevana HEOONbLIME
0oJIM B MBIIIAX M ¢Ia00CTh. 3areM B TeyeHHe 6 Hel
n3-3a OBICTPO HapacTalomeH ¢1ad0CTH MBILIL HOT Iepe-
cTana XoauTh. B KpoBH 00HApYy eHO 3HAYNTENBHOE TI0-
BoiieHue ypoHa KOK u monounoi kuciorsl. COD —
65/45 mm/u. DHMI' — ceHcopHas MOJMHEBPOIIATHSI.
JuddepenuunanbHplii THar€o3 — MOJIMMHAO3UT U MUO3HUT
C BKJTIOUEHHBIMU TEJbI[AMH.

I'ucroxumus (I'omopu Tpuxpom) OHOTITATa MBIIIIIHI —
BOJIHUCTBIE KpAaCHBIE BOJIOKHA, HET BOCTIAJIUTEIbHBIX U3-
MEHEHUI 1 HEKPO3a MBIIICUYHBIX BOJIOKOH. DJIEKTPOHHAS
MHUKPOCKOTIMSI OMONTATa MBIl KPUCTHl B MHUTOXOH-
JpusiX.

buoxumudeckue ucciaeoBaHUsS — yMEHbIIEHa aK-
TUBHOCTb (PEPMEHTOB MHUTOXOHIPHUAIBHBIX KOMIIJICK-
coB I, Il u IV. Anamuz JIHK — uckmroueHs! cHHIPOMBI
MELAS, MERFF, Kearns-Sayre. YcTaHOBJIEH 1UarHos:
MUTOXOJ[pHaIbHast MUOMATHS (C HOAOCTPBIM HaYaIOM)

Jleaernne: CoQ10 — 120 mr/cyt, L-kapauTrH 3 1/CyT, BUI-
tamuH C — 2 r/cyt, Butamut E — 800 mr/cyt. Uepes 3 Hen
0TMEYAJIOCh 3HAUYUTEIbHOE yiTyutreHue. Yepes 3 Mec 00Ib-
Hasl cTaJjla CaMOCTOSITENILHO XOIUTh U Yepe3 1 rog — nosiHoe
BBI3IOpOBIICHHE. Bo Bcex MomoOHBIX Citydasx peKOMEHIy-
eTCsl MCCIIEZIOBAaHNE YPOBHS MOJIOYHOM KHUCIIOTHI B KPOBH.

MuTtoxoHapHaabHbIe YJHIedaToMuONIaATHH,
o0ycyioBJeHHBIe HapymieHneM O®
(o0was xapakrepuctuka) [3, 4, 12]

TepMuH «MHUTOXOApUANBHAS SHIE(aTOMHUOIA-
THsD» BIepBble npemnoxker Shapira m Hygel B 1975
I. JUI OTIMCAaHUsl MUTOXOH/IpHUAJIBHBIX 00JIe3HeH, pu
KOTOPBIX HAOITIOMACTCSI OJHOBPEMEHHOE MOpakeHUe
ckeneTHbIX Mbil u [ITHC.

Hucoynkums I[HHC nomMuHMpyeT B KIWHHYE-
ckoii kapTuHe. Kak u mpu MHUTOXOHAPHAIILHBIX MH-
omnaTtusgx B Mblax noseisiorcs: BKB/BCB, 1IOK-
HEraTUBHBIC BOJIOKHA, KPHUCThI B MHUTOXOHJIPHSX,
MOJIOUHOKHCITBIN arumo3 B LICXK u B kxpoBH, U BHI-
SIBIISICTCS AC(PEKT CYyObEIUHUI] TIOJIHUICTITUIOB MUTO-
XOJIPHAITEHBIX KOMILJIEKCOB.

OTu 0OJNE3HU SIBISIFOTCS MYJIBTHCUCUCTEMHBIMH,
u B OompmmHCTBE ciydaeB nopaxenune [IHC xowm-
OMHUpPYET ¢ TOpaKeHHeM TNepruepruuecKuX HEPBOB,
CKEJIETHBIX MBIIIII, cepana, ceryatku. CirydaeTcs Bo-
BJICUCHHE JKEITY/IKa, KHIIICYHUKA, TIeUeHH U rmouek. [1o
TSOKECTH TIPOSIBIICHUNA OONBHBIC ¢ MUTOXOHAPHATH-
HBIMH 3HIIE(DATOMHUONIATHSIMI MOXHO pa3feiiuTh Ha
2 TPyHIIbL.

B nepBoii rpynne, nposiBIsIOmIecs TSKEI0H MU-
TOXOH/IPHAIBHON InC(yHKIHEH, 607Ie3Hp HaunHAeT-
csl cpasy moclie poxJeHus. B OonbImmHCTBE ci1y4aes
Yy MJIQJICHIIa BBISBIISIIOTCS BBIPa)KCHHAS THIIOTOHWS,
MeTa0OINYECKUH aIfUI03 C TIOBBIIIEHUEM MOJIOYHOM
KHCJIOTHI, OBICTPOE MPOTPECCUPOBAHUE, U CMEPTh Ha-
CTYIIaeT B JIETCKOM BO3pacCTe.

Bropyto rpyrmmny MUTOXOApHAIbHBIX 3HIE(aIO-
MUOTIATHIA COCTABISIOT OOJbHBIC, KOTOPHIE IMOCTE
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POKICHUSI U B PAaHHEM JIETCTBE HE MMEIOT IPU3HAKOB
0OJIe3HH, W OHHM TOSABISAIOTCS 3HAYUTEIHHO ITO3HEE.
B oty rpynny Bkimtouensl: cunapoMm Kupnca-Ceiipa,
MUTOXOHJApHUANbHAS JHIe(haJIOMUONIATHS C MOJIOY-
HOKHCIIBIM alliZI030M M HHCYJIBTOTIOJOOHBIMH aTaka-
mu (cuagpom MELAS), MuokIOHHWYEcKas >THIICTI-
CHUsl C BOJHHUCTBIMU KPACHBIMHM BOJIOKHAMH (CHHIPOM
MERFF), neBponaTus 3puTeIbLHBIX HEPBOB, JHIIEda-
JIOMHUEIIOTaTHsl, HalOMUHaroIas 00KOBOH aMuoTpodu-
yeckuii ckiepo3 — BAC (mitochondriopathy with ALS
syndrome) (tabm. 1).

OT1aenbHble (GopMbl MUTOXOHIPUAIBHBIX
HUedaoMuoOnaTHii
(KJIMHUKA, TMATHOCTUKA, TeHeTUKA U JieYeHHe)

Cunopom Kupuca—Cetipa

Kaunuxa. Kupuc u Ceiip B 1958 . (1ut. mo [13])
BII€PBBIE ONHCAJIH ACCOIHAITHIO:

[THO (Muonaruu) ¢ NUTMEHTHOW JeTreHepaiueit
CeTYATKH W HApPYyIICHWEM CEPJIeYHON MPOBOTUMOCTH
(momnas Gnmokazna cepaua). B OompmmHCTBE ciydaes
6ome3nb pazBuBaetcs 1o 20 net. [locTenmeHHo TOSIBIIS-
€TCsl CHMMETPUYHBIHN ABYCTOpOHHMH NT03. [lapaniens-
HO C TITO30M MEIJIEHHO Pa3BHUBAETCS MPOTPECCUPYIO-
mast HapyxkHast odramsmorerus (puc. 2). Hapyma-
eTcsl ABMKEHHE IJIa3HBIX A0JIOK BO BCE CTOPOHBI. Mo-

TaGnuma 1.
Kiaccudukanuss MUTOXOHAPUATIBHBIX JIHUE(ATOMUONATHIA
[3,4]
Myranus | Jlok. rena | Tun nacnen.
Cunapom
N nu mt/IHK it .
Kupnca-Ceiipa Aesent A cropaz
MuTtoxoHapHaIbHas
sHIIeaToMHONaTHs, TOUKOBBIC
MOJIOYHOKHUCJIBIN mt/IHK .
10 X-CIeTuIeHHBIH
anua03 U UHCYIBTO- ] mt TPHK
MTOTOOHBIE ATTU30BI
(cumpom MELAS)
Muoxknonnueckas
DIIUJICIICUS C LIEPOXO-  TOYKOBEIE TPHK e o
BATBIMM BOJIOKHAMHU 3 mtJJHK ~CHCTLICHHBII
(cunzpom MERFF)
MELAS/MERRF toukoBele ~ MT TPHK  X-cnemnenusiit
Hacnencreennas
HesporaTit TOYKOBBIE TPHK  X-cuerienHslit
3pUTEIbHBIX HEPBOB
JleGepa (HH3H)
HH3H/MELAS TOUYKOBBIE Mt[IHK  X-cnenneHHsiit
Hesponarus, arakcus
W PETHHUT mMTtATdaza .
. TOYKOBBIC X-cLerIeHHbIi
MMUTMEHTHBIN 6 ren
(cunnpom HAPII)
MuTtoxoHapHaIbHAs
HEWPOracTPOMHTECTH-
HaJlbHas HHIedarona- ACTCIH mtJIHK AP
tust (MHI'UD)
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Puc. 2. Cungpom Kupuca—Ceiipa. ¥ 6oxprOro 30
JeT BBIBISICTCS NTO3 U HAPY)KHas OQTaIbMOIUIETHS.
Habmronenue Kazakosa B.M.

Fig 2. In patient aged 30 with Kearns-Sayre Syn-

drome are observe the hemi-ptosis and external ophthal-
moplegia with both sides. (Kazakov’s observation)

Table 1.

Classification of mitochondrial encephalomyopathies
(3, 4]

Mutation | Local.gene Heredity

Is(earns-Sayre deletion ~ mtDNA sporad.

yndrome
Mitochondrial
Encephalo-Myopathy
with Lactic Acidosis point 10 mtDNA Xlink
And Stroke-like point8  mt tRNA m
Episodes (syndrome
MELAS)
Mioclonic Epileosy
with point tRNA Xlink
Ragged Red Fibres point 3 mtDNA m
(MERRF)
MELAS/MERRF point mt tDNA Xlink
Leber Hereditary
Optic Neuropathy point tRNA Xlink
(LNON)
MELAS/LNON point mtDNA Xlink
Neuropathia, Ataxia
and Retinitis Pigmen- point mgATPase Xlink
tosa (NARP) gene
Mitochondrial
Neurogastro-intestinal .
Encephalopathy (MH- deletion mtDNA AR
GIE)

REVIEWS

JKeT OBITh KpaTKOBpPEMEHHas JUILIONus. M3mMeHeHus
CeTYATKU Yy ATUX OOJNBHBIX OOYCIIOBJICHBI TIEPBUYHON
JleTeHepale TUTMEHTHOTO IUTENNs CETYATKH C T0-
cieayronieil nerenepauueit camoil ceruarku. Ha rmas-
HOM JIHE OMNPEACINSIIOTCS CKOTUICHHS MUTMEHTA («COb
C TIepIem»).

[THO u nurMeHTHas AereHeparusi CeTYaTKUu 4acTo
aCCOIIMUPOBAaHBl C HapyIIEHWEM CEepIeYHOW MPOBO-
JUMOCTH, a TaKXe 3aJepikKKOH pocTa, MO3KEYKOBOU
aTaKkcHell, CEHCOPHO-HEBPAJIbHON IIyXOTOM, MOBBIIIE-
Huem coaepxkanus Oenka (o 1 r) B LICXK. dedexTs
CepJIeYHON MPOBOAMMOCTH BKJIIOYAIOT JIEBBIM Tepei-
HUU MONYyOJIOK, aTPHOBEHTPUKYIISIPHYIO OJIOKaIy BTO-
poii cTemeHn W MONHYI0 Onokany cepama. Jms mpen-
YIPEKISHUS MOTHOM OJIOKabI cepiia peKOMEHIyEeTCs
MMITJIAaHTAIMS BOAUTENS pUTMa Ha paHHEW cTaanu 00-
ne3Hn. Yacto oTMeuaeTces SHA0KPUHOTIATHS — HapyIIle-
HUE YCBOEHHS TIIIOKO3BI, THIIOMAPATHPE03, TUIIOTHPE-
03 U neduuut ropmoHa pocra. TedeHue 3aboeBaHUS
XapaKTepU3yeTcsl TMPOTPECCUPYIONTUM  YXYAIICHUEM.
CMepTh HACTyHaeT B TEUCHUE BTOPOM WM TpeThel Je-
KaJIbl )KU3HH OT IOJTHOM aTpUOBEHTPHUKYISIPHOI OI0Ka-
Ibl cepana [3].

Juaenocmuxa u 2enemuxa. B MbIlIIedHbIX OHonTaTax
npucyrctBytoT kak BKB, tak m I[[OK-HeratuBHble
BOJIOKHA.

Ha ayromncum — crioHru(popMHBIE H3MEHEHUS, Ipe-
MMYIIECTBEHHO B ITYOOKHX OT/IENax Oeloro BemecTna
TOJIOBHOTO MO3Ta M MO3)KEUKa, B CTBOJIC M B 3aJJHUX Ka-
HaTUKaX CIIMHHOTO MO3Ta.

[Ipn MonekyIsipHO-TEHETUYECKOM HCCIEI0BAHUH
y 90% OoubHBIX ¢ cuHapomoMm Kupnca-Ceiipa 00-
Hapy>KeHbl OOIIHUPHBIE IENEeIUN WU TyTUTMKAUA B
M1/IHK ckeneTHbix mprn. OmQHAKO OMMCAaH HEOOBIY-
HBII 00JBHON ¢ TUMHYHBIM cuHApOoMoM KupHca-Ceii-
pa, y KOTOpOro MpH Ucmoiib3oBanuu Metoga CaysepHa
BBISIBIICHA €IMHCTBEHHAs naenenus pazmepom 4.9 k6
B O pa3NIMYHBIX TKaHIX, BKJIO4as MbImy. Jlemenus
BKJTIOYAITa e (DEeKTHI TEHOB, KOHTPOJIUPYIOMINX 2 CyOh-
eauHunbl komiuiekca AT®-cuHTeTasbl, 0JHYy CyObe-
JMWHAIY KOMIUIeKca uToxpoM C-okcuaassl, U 4 cyOb-
eqununbl komruiekca NADH CoQ. Takum o6paszowm,
y 3TOTO OOJBHOTO B pe3yibTaTe ACICIUH OOHAPYKEH
neduut kommuiekcoB I + IV +V [12, 14]. Onucanbt
penkue 6ombHBIE ¢ cuHIpoMoM Kupuca-Ceiipa ¢ Ha-
pYIICHHEM aKTUBHOCTH CyOBEIUHUI[ KOMILICKCOB
[+1II u xommuekcoB II+III co 3HAUUTENBHBIM CHUXKE-
Huem CoQ10. Jleuenue stux O0onpHBIX CoQ10 mamo
TTOJIOKUTEIBHBINA P EKT.

Jleuenue npu cunopome Kupmuca-Cetipa: KOIH3UM
Q10 B mo3e 150 Mr B AeHb Ha3HAYaIM B TeueHue 1 roma
u 3ateM — 1o 100 Mr/eHp B TeUeHHE BTOPOTO Tofa. DTO
JICYCHHUE TPUBETI0 K YMEHBIIICHHUIO TPEMOpa U aTaKCHUU
Y CHWKCHHIO YPOBHSI MOJIOYHOH KHCIIOTBHI B CHIBOPOTKE
KpoBH W B Mbimiie. OpHako HapykHas oQTaibMOILIe-
TUsl, IeTeHepalys CeTYaTKu U cepedHast AUChYHKIUSL
COXPaHSUTHCH B MPEKHEH CTCTICHM.

VY nIBYX IpYyrux OMUCAHHBIX OONBHBIX C CHHAPOMOM
Kupnca-Ceiipa oOHapykeHO CHHXEHHE LUTOXpoM-C-
okcunasbl (nedekr komruiekca V). DToT cuHapOM da-
CTO SBIIICTCS CIIOPATUYECKIIM.
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Jugppepenyuanvuuiii duacros
Cunopoma Kupnca-Cetipa ¢ cunopomom SANDO

Cunnpom SANDO BKIIIOYAET CEHCOPHYIO aTakTHue-
CKYTO HEBPOIIATHIO ¢ In3apTpuelt (v aucharneii) u odh-
TanbMonapes, 00yCIOBICHHBI MHOXXECTBEHHBIMHU Jielie-
uusaMu mutoxonapuansHoi JIHK. Havano kinnHuyeckux
nposiBlIicHUH — B Bo3pacte oT 19 o 39 ner. YV OoibHBIX
BBISIBIISTIOTCS aTaKTUYECKas TIOXOJIKa, CHIDKEHHE CyCTaB-
HOTO ¥ BHOPAIIMOHHOTO YYBCTBA BCIIE/ICTBUE CEHCOPHON
aKCOHAJBHOM monmHeBpomatuu [15, 16].

MuroxoHapuaJbHasA HIedATOMHONATHS,
MOJIOYHOKMCJIbIHA aM103 M HHCYJIbTONOA00HbIE
snu30asbl (cunapom MELAS)

Kaunuxa. Pavlakis S.G. u coast. [15] (17) B 1984 1.
ONMMCATU CHHJIPOM, BKIIOYABIINI TIeHepaln30BaHHbBIE
AMUIICNITHYECKHE TTPUCTYTIBI, TOJOBHYIO OOJb U WHCYITb-
TOMIOJOOHBIE SMU30bI C TPEXOASIICH TeMHUILICTHEH TN
FeMHUAHOIICUEN B COYETAHUU C MOJIOYHOKHCIIBIM a0~
30M ¥ OMOXMMHYECKUMHU (CHIIKEHHE aKTHBHOCTH (ep-
MeHTOB O®D 1 Mmopdonorndeckumu (BKB) nmpusznakamu
MUTOXOHJIPHATBHOW AUCHYHKLIMHU, KOTOPBIH Hacieno-
BaJICS [0 MAaTEPUHCKOM JIMHNU. Bone3Hb MOXKET Ha4yaThb-
csi B moOoM Bo3pacTte ot 2 10 40 neT.

BonpmmaCcTBO  OONMBHBIX ¢ cuHApoMoM MELAS
MMEIOT HOPMaJIbHOE Pa3BUTHE U YYBCTBYIOT ceOs 370-
POBBIMM JIO TEX TOP MOKA HE MOSBISIOTCS MPEXOAsIINe
TOJIOBHBIC 0OOJIM MUTPEHO3HOTO XapaKTepa ¢ TOITHOTOH
1 pBOTOH. 3aTeM B BO3pacTe 5—15 JIeT MOSBIAIOTCS WH-
CYNBTONON00HBIC AMH30Abl. OHU TIPOSBISIOTCS KOPKO-
BOH CJIENOTON, TEMHAHOIICUEH, JIOKAJIbHBIMU Mape3amMu
MBI WU TeMUILIernei, nuchasueii mim adasueii.

B nauane 3a0oneBaHus BCS CHUMIITOMAaTHKa OBICTPO
perpeccupyer, HecMOTps Ha TpyObie n3MeHeHus mpu KT
TOJIOBHI (OYar MOHWKCHHOW TUIOTHOCTH B 3aThUIOYHOM
none). OMHAKO TeMUTUIET U WTH T€MHUAHOTICHSI MOT'YT CO-
XPaHITHCS IO HECKOIBKUX HeeNb. [Ipruanna nHCYIBTOB
HeusBecTHA. OHU MOTYT OBITh OOYCIIOBJICHBI WIIA aHTHO-
MaTUEeH MENKUX COCYIOB, UTO MOATBEPKIACTCS HATHYIHU-
€M TpoJuQepaiyi MUTOXOHIPHA B COCYJIUCTOH CTEHKE,
i npsMbiM Hapytearem Od B KJIETKaxX MapeHXUMBI
Mo3ra («merabonuueckuii WHMApPKT»). Y OONBHBIX C
cuagpomom MELAS dacto pa3BHBarOTCSl T€HEPATN30-
BaHHbIE KJIOHUKO-TOHUYECKUE CYJOPOTH U MUOKIJIOHUHU.
OHieanonaTus MOXKET MPOSBIATHCS JAeMeHIuei. Bol-
SIBJISIFOTCSL TAK)XKe, KaK M TPU JPYTUX MHTOXOHJIPHAIIb-
HBIX 0OJIe3HSIX, OTpaHHUYCHHAsI TEPEHOCHUMOCTh (U3HU-
YECKOM Harpys3kH, NpU3HAKW MHUOIATUU C MOXyAaHUEM
1 ¢1a00CThIO TIPOKCUMAJILHBIX MBIIII. MOTYT CTpajaTh
MHUMHUYECKHE MBI U TOsABIsIeTcs aMmumust [15].

Juaenocmuka. B cnywae MELAS npu KT ronosno-
IO MO3ra, Kak IPaBWJIO, BBIBISIIOTCS JBYXCTOPOHHUE
CUMMETPUYHBIC KATBIU(UKATHI B 0a3aJIbHBIX TaHTIIHSIX.
[Tocne ocTporo wHCYIBTOMOMOOHOTO TIpUCTyTIa Tipu KT
TOJIOBHOTO MO3Ta BBISIBIISICTCS] CHIKEHUE TUIOTHOCTH, Ha
MPT — MOBBIIIIEHHON WHTEHCHBHOCTH CHTHaN Ha T12-
B3BEIIICHHBIX M300paXCHUAX B 30HE WH(pAPKTa B 3aThI-
JIOYHOM M TEMEHHOM JI0JIAX, KOTOpas HE COOTBETCTBYET
pailioHy BacCKyJIsIpU3allU COCYAaA.

B L1CXK xoHTIeHTpaIus JaKkTaTa IOCTOSHHO TIOBBITIIE-
Ha B 2-3 pa3a. KoHneHTpamnus jakrara B KPOBH MOBBI-
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[IaeTCsl BO BpEMsl MPHUCTYIIOB OCTPOW DHIE(DATONATHH.
[Ipn OMOXMMHYECKOM HCCIENOBAHMM MBIIIIBI MOTYT
00HapyKMBAThCsl U30JIUPOBAHHBIN JeQeKT KoMIuiekca |
WM KOMOMHUpOBaHHbBIE e(hekThl komruiekcoB [ 11 u V.

B omuume ot apyrux MUTOXOHJPHAJIBHBIX MHOIA-
TUH, TIPU THCTOXMMHYECKOM HCCIIEIOBAaHUH MBIIIEYHBIE
BOJIOKHA OKpamuBatoTcs nojoxurensHo Ha LIOK, pen-
ko MoxxHo Hanutu B [IOK-neraruBubie Bonokaa ¢ BKB.
IIpu 31€KTPOHHON MUKPOCKOIIUY — YBEJIMYEHHBIE MUTO-
XOH/IPUH C N3MEHEHHBIMU KPUCTAMHU U MapaKpUCTAIIIH-
YECKUE BKITIOYEHMS.

Tenemuka. Cuanpom MELAS nanbonee wacto Ha-
cleyeTcsl 0 MaTepUHCKOM JMHMM U cBsi3aH ¢ 10 pas-
JUYHBIMU TOYKOBbIMU MyTanusamMu MTJIHK, 8 u3 koto-
prix JokanuzoBansl B MT TPHK. V 80% OonbHBIX TOY-
KOBasi MyTalllisl COCTOUT B 3aMEHE aJIcHWHAa Ha T'yaHUH
B Hykieotuzae 3243. Yame MyTauuu OJHOBPEMEHHO
npoucxoasaT B komruiekcax I, IIT u IV u pexe Tosbko B
komiuiekcax I mim IV. deHoTunel, CBSI3aHHBIC C ATOMU
MyTanuel, rereporeHHsl. Kpome Toro, aHamms popo-
CJIOBHBIX YaCTO BBISIBIISIET IPECUMITOMAaTHYECKUX OOJIb-
HBIX Cpelly POJICTBEHHUKOB MaTepH ¢ HAIWYNEM JaHHON
MyTalHH.

Jleuenue. Tlpuem CoQ10 B mo3e 210 Mr/aeHs u umie-
O0eHoH (HoOeH) B o3¢ 180 mr/nenp (HauanbHas qo3a 90
MT/NieHb) B TedueHre 11 Mec MPUBOAUT K YMEHBIICHHUIO
paccTpoicTB UyBCTBUTEIBHOCTH, MBIILIEYHOH CI1a00CTH
W aTakCHH, BBI3BAHHOMW neprgepruieckoll HeBporaTHeH,
CHIDKEHHUIO YpPOBHSI JIAKTaTa B CBIBOPOTKE KpOBH. JIMX-
JIopoareTar sBJSeTCsl aKTUBaTOPOM IMHPYBATAETHIpOTe-
HA3HOIO KOMILIEKCA, PACIIOIOKEHHOTO Ha BHYTPEHHEH
MeMOpaHe MHUTOXOHIPUH, U CHUXKAET yPOBEHb MOJIOY-
HOH KHUCJIOTBI. DTOT npenapar 3pQeKTuBEH A JICUCHUS
oonbabIX ¢ MELAS [18, 19].

MuokJI0HUYEeCKAs FMUJIENCUSs ¢ BOTHUCTHIMUI
KpacHbIMH BosiokHaMu (cunapom MERRF)

Teuenune Oone3Hn pa3HOOOpa3HOE: MEUICHHO MPO-
rpeccupyloliee B OHUX CITydasx, B APyTUX — OBICTpoe
yxyamenne coctossHus. OCHOBHBIC MPU3HAKU 0OJIE3HU
BKJTFOUAIOT MHOKJIOHUH, SIWICTITHYECKUE TMPHUIAIKH,
MO3KEUKOBYIO arakcuio u muonaruio ¢ BKB. Otmeua-
FOTCS CIIy9au CO CTEPTHIMH WJIM HETIOTHBIMU TPU3HAKA-
MU 0OJIe3HU: JeMeHIIus, nepudeprudeckas HeBpOIaTus,
CHIDKEHHE clTyXa, aTpodus 3pUTeIbHOr0 HepBa, HU3KUI
POCT, TUIIOMATO3 ¥ CIIaCTHYECKas Maparuierus. Y psjaa
6ombpHBIX oTCyTCTBYIOT BKB B MbImmax. Beispmisatorcs
POACTBEHHUKH MaTepH C JIETKOW CHUMITTOMATHKON HITU
0e3 CHMIITOMOB OOJIe3HM, HO HMMEIOIIME MYTallH B
mt/IHK.

T'enemuxa. Y 80% OonpHBIX ¢ cunapomoM MERRF
BBISIBIISIETCS TOYKOBAs MYTalWs: 3aMEHa aJleHWHA Ha
ryanuH B no3unuu 8344 B rene TPHK. Umerores coo6-
IIeHHUsT O Pa3BUTHH 3a00JI€BaHNs Y OOIBFHOTO C MHOXKeE-
ctBeHHbIMU Jienenusmu MT/IHK, o0ycioBneHHoN MyTa-
el sSAepHBIX TeHOB. KpoMme Toro, omucansl O0IbHBIE,
y KOTOPBIX HAOJIONANOCh COUETaHue ABYX OOyie3HEel —
MERRF 1 MELAS ¢ pa3HBIMH TOYKOBBIMH MyTaITUSIMHU
B MT TPHK. MyTanuu vaie nmpoucxoasT B KOMILIEKCE
I u IV (koMOWHMpPOBaHHAS HETOCTATOYHOCTH KOMILICK-
COB) WU B KoMIuiekce .
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Jluaenocmuxa. TloBblllIeHWE JlaKkTara B IUIa3Me U
LHCX He siBasieTcs TUIMYHBIM NMPHU3HAKOM Oosie3Hu. B
nonondenne kK BKB B MbIlIeuHpIX OHOITATaX 4YacTo
BcTpeyarorest LIOK-HeratuBHbIe BOJIOKHA.

HacaencrBeHHast HeBpoONaTHs
3pUTeILHBIX HepBOB JleGepa.

Knunuxa. Jta 0one3Hs, HacaeayeMas M0 MaTepHH-
CKOH JIMHWH, TIPOSIBIISICTCSI OMIIaTepaIbHOM, OCTPON MITH
MOJTOCTPOH, OOJIC3HEHHOHN TIOTEepel IIEHTPAILHOTO 3pe-
HUSI, OOYCIIOBJICHHOTO aTpo(uel 3pUTEIbHBIX HEPBOB.
Cpennuii Bo3pact Hadana — 23 roma, u B 90% cimydaes
Oone3nb nposiBisiercs a0 45 ner. [lourn 85% 3abomnes-
IIUX JIUI] — MY>KIUHBL. B ocTpoif daze 6one3nn ormeda-
FOTCSI XapaKTepHbIE M3MEHEHUS Ha TIIA3HOM JTHE: MUKPO-
aHTHOMATHUS BOKPYT COCKa 3pUTENILHOTO HEpBa, HaOyXa-
HUE BOJIOKOH HepBa U ceTyarkd. OJTHAKO STH U3MEHEHUS
MOT'YT OBITh CJ1a00 BBIPa)KEHBI M JIETKO MPOIYCKAIOTCS.
Kpome Toro, HEeKOTOpbIe aBTOPHI CYUTAIOT, YTO B OCTPOM
WINM TIOJIOCTPOM TIE€PHO/E Pa3BUTHS OOJIE3HM TEPHITY-
MWIISIPHAS MUKPOAHTHOIATHS HAa TJIA3HOM JIHE MOXKET
OTCYTCTBOBATb.

B GonpmmHCTBE CitydaeB y OOJNBHBIX HAOIIONAETCS
TSKeTask U CTOMKas MoTepsl 3peHHsl B TeUeHHE HECKOJIb-
KHX Helenbs Ha 00a ma3a. Oxaako y 50% OONbHBIX HH-
TepBaJI MEXIY MOpaXeHHeM 000MX IJa3 3aHuMaeT 2-4
Mec u pexe — 1 ron [18]. B oTaenbHbIX ciiydasx 3peHue
MOXKET BOCCTaHABIMBAaThcs uepes 6-12 mec. Omucano
BHE3AITHOE YJIy4IlIEeHUE 3pEHHs Yepe3 MHOTO JIeT TIocie
nosiBieHus caenotsl [20, 21].

bonesns Jlebepa mpencraBisieT 0coObIi HHTEpEC. ITO
cucTeMHOe 3a00JIeBaHue, MPU KOTOPOM OJHOBPEMEHHO
C TIOTepel 3peHws, MOPaKEHHEM CepAlla M CKEJIETHBIX
MBI y OOJBHBIX YaCTO BBISBISICTCS Pa3iIUUHasi HEBPO-
JIOTHYecKass CHUMITOMATHKa, TMOX0Xas (EHOTHUIHYECKH
Ha JIpyrue HepBHbIe Oone3Hu. Tak omucaHbl cOYeTaHMs
6ome3nn Jlebepa ¢ pacmpoCTpaHCHHBIMH TOPAKCHUSMH
HEPBHOM CHCTEMBbI, HATOMHHAIOIIMH PACCESHHBIHN CKIIe-
pO3 € MEpUBEHTPUKYISAPHON teMuenuuu3anuein Ha MPT,
naparuteruto Ll tpromnens, 6one3ns [lapkuHcona ¢ Tpe-
Mopom 1 m3MeHeHnsMU Ha KT (mopaxenue 0a3zambHBIX
ranrmes), 6onesns [llapko-Mapu-Tyca ¢ nepudepuye-
CKOM MOTOpPHO-CEHCOPHOM TMOJIMHEBPOIATUEN, MEXbs-
JIEpHYI0 OTaIbMOILIETHIO, CHHAPOM [laprHO, MUOKITO-
HHUIO ITIa3HBIX SI0JI0K M HEOA, CKEJIETHBIC aHOMAaJIUH.

T'enemuxa. Y GonbHBIX ¢ HeBporaTtuei Jlebepa u ux
POACTBEHHUKOB OOHAPYKEHO 15 TOYKOBBIX MyTalHii B
reHax MTIHK, noBpexnaromux kommiekcst I, 111 u IV.
OpHaKO MHOTHE M3 3TUX MyTallui ObUTA TaK)Ke 0OHApY-
JKEHBI Y 3[I0OPOBBIX Jfofiel. He nckimovaercst Takxke BO3-
MOXHOCTb, TOoMMUMO MyTaruu reHoB MTIHK, Bo3HHK-
HOBEHHS BTOPHYHBIX MYTAaIlMil B T'eHaX, KOTUPYIOIIAX
NEepBbI KOMILJICKC HOBBIX aHTHUICHOB TMCTOCOBMECTH-
MOCTH, WTPAIONIUX POJIb B IOSIBICHUH ayTOMMMYHHBIX
MEXaHHU3MOB B IaToreHe3e 00JIe3HN. DTUM MOKHO OBLIO
OBl 00BSCHUTH COCyIIecTBOBaHME Ooe3nn Jlebepa c psi-
JIOM KITMHMYECKHX CHHAPOMOB (HapUMep, PaCCEesIHHBIN
CKJIepo3, MmoymHeBponarus). He uckirouaercss Hanmaue
J0Kyca B X-XpOMOCOME, CBA3aHHOIO € ITOTEpE 3peHusl,
9TO 0OBSACHSCT IIPeodIaaHue MYKIHH.

Jleuenue. Tlo nannabim Klopstock T. u coast. [22],

REVIEWS

OosbHBIE ¢ HeBponaTtuei Jlebepa (MyTaruu — m.3460G
A, m. 11778G>A and m. 144684 T>C and mitochondrial
DNA mutations) uMesn MOJIOKUTENBHBIH d(QdexT npu
teparnuu upederonoM (HobGen): mo 900 mr B neHsb (1o
300 mr 3 pasa B 1ieHb) B TeueHue 24 uen. Jleuenue 6071b-
IIMMH JT03aMH UIe0CHOHA 0E30TacHO U XOPOIIIO Mepe-
HOCHJIOCH 0OJBbHBIMU. OTMEYaNoCh yIydlIeHHe OCTPO-
THI 3peHUS Ha 00a TIrasa.

HeBponarus, aTakcus 1 PETUHUT MUTMEHTHBII
(cunapom NARP)

Bonesns penxo omuceiBaeTcsi B simreparype. Cun-
npom NARP nacnenyercsa no marepuHckoid nHun. OH
XapakTepusyeTcs MPOKCUMaIbHON HEBPOTEHHOM cl1abo-
CTBIO MBIIII] C CEHCOPHOW MOJIMHEBPONIAaTHEN, TUTMEHT-
HOH pEeTHHONATUEN, CYNOPOKHBIMUA MIPUCTYIIAMH, aTaK-
cuell, TpyaHoCTSIMHU oOydeHus, nemMeHnued. Hammuaume
BKB B mbiiie He sSBISETCS MPU3HAKOM 3TOTO CUHIPO-
Ma. CuHApOM 00YCIIOBIICH TOYKOBOM MyTallueil B TeHax
MtIHK. TloBpexmaercs koMIuiekc 5, cyObenuuuma 6
AT®-cunrerasa.

MuTtoxoHApUAJIbHASI HEBPOTraCTPOUHTECTUHAIbHASA
HIEe(}ATOMUONIATHS

Knunuka. Onucana y GonmpHBIX B Bo3pacte oT 10
1o 52 net. Ha nepBslii mi1aH BBICTYNArOT: CHHAPOM Ma-
THa0COPOIMH ¢ HAPYIICHUEM MOTOPUKH KeTyJKa 1 KH-
LIEYHUKA C YaCTBIMHM IICEBIOOOCTPYKLMSIMHU, AHApeEs,
TOLITHOTA, PBOTA, Kaxekcusi, Tuddy3Has JeikosHeda-
jonarusd, MuientTuyeckue npunaaxu [23]. Otmeyaror-
cs TakkKe MOpakKeHHE HApPy>KHBIX MBIIII] I7a3 pa3HOH
creneHd (MTo3, opTanbMonapes Wik 0PTaIbMOIUIETHS),
MUOTIATHs C TUIOMJIa3Ueil CKeNETHBIX MBI WIH CEeH-
COPHO-MOTOpHAs OJIMHEBPONATHS PA3HOM CTEIICHH BbI-
paxenHocTH. OHAKO BCE ATH NMPU3HAKU OTCTYMHAIOT B
CBOUX IPOSIBJICHUSAX HA BTOPOH miiaH. Jpyrue npusna-
KH: HU3KUH pOCT, TMITOKaIMEeMUs1, KapANOTaTus, rernaro-
MaToJIOTHsl, TIOBBILICHUE YPOBHS MOJIOYHOM KHCIOTHI B
kpoBu u LICXK [24].

T'enemuxa. HacnenoBanue ayToCOMHO-PELIECCUBHOE.
IIpu nccnenosannn MTIHK BBIABIAIOTCS MHOXKECTBEH-
HBIC JeNIeIUN B TeHe TUMHUIUH (hocdoprmasel. ['eH kap-
TUpOBaH B xpoMmocoMe 22q13. bonesHb KIMHUYECKH U
TCHETHUCCKHU reTeporennas. HabmomaroTcs cimydan 6e3
JeiiKosHIePanonaTry.

Jleuenue. YnaneHne TOKCUYECKUX MPOAYKTOB C IO-
MOIIbIO reMoAnanu3a. s CTOMKOro yaydIleHns COCTO-
SIHUSI PEKOMEHJIOBAaH IOCTOSIHHBIM reMOOuain3 B Teue-
nue 1 roga, CoQ10 [23, 25].

MuroxoHapuaibHas HHe(aTI0MHeT0NATHS,
nanomuHamomasa BAC

Omnucana >xeHmmHa 37 51eT, y Kotopo# ¢ 1993 1. 6putH
BbIsiBNICHBI KiinHIUeckue u DHMI - mpusnaku BAC — co-
YETaHHOE [IOPa’KeHNUE LEHTPAJILHOIO U epudepudecKo-
ro HEHPOHOB JBUTATENBHOTO ITyTH, CIOHTAHHAs aKTHB-
HOCTb IOTEHIMAJIOB ABUIaTEJIbHBIX eAnHUL. OTMeueHbI
TaK)Ke YBEIMUYEHHE IE€YEHH, TUIIOTUPEO3 M CHHYCOBas
Taxukapaus. B cBsa3u ¢ Tem, 4To MaTh u cectpa 00Jb-
Hoii ymepiu oT BAC, y G0ibHOI yCTaHOBJIEH AMArHo3
cemeiinoro bAC. OqHako MyTanus B TCHE CYTIEPOKCH]I-
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OB30PbI

JUCMyTa3bl He Oblla OOHApy)KeHa, C JIPYroil CTOPOHBI,
BBISIBJICHO TIOBBHIINIEHUE YPOBHS MOJIOYHOW KHCIIOTHI B
KpPOBU ¥ NpH OMOTICHU MBIIIIBI OOHAPYKEH IePUIHT
uToXpoM-C-oKcraa3sl 1 U3MEHEHUE MUTOXOHIPUH.

[Ipu uccnenosanuu JJHK MBITIIIBI BRISIBICHA TOUKO-
Bas myTarus (3ameHa uzoneiaa TPHK) B rene ATda-
3Bl U B TeHE UTOXpoM-B. B ¢Bsi3u ¢ atum nuarao3 bAC
3aMeHEH Ha MUTOXOHIPHOTIATHIO (FITH MUTOXOHIPHAITb-
Hy0 3HIehanomuenonaruo) [25]. Takum oOpa3om, Mu-
TOXOH/IpHAJIbHAS IUTOTATUS MOXKET HarmoMuHatb BAC
no (QeHoTuny u 3IeKTPO(YU3NOIOTHYCCKUM JTAaHHBIM.
[TosToMy y 60mbHBIX ¢ BAC-(heHOTHIIOM B CITydae MeIl-
JICHHOTO MPOTPEeCCUPOBAHUS U HAIUYHSI MYJIBTUCUCTEM-
HOTO TIOpayKEeHMS HEOOXOAMMO UCKITIOYaTh MUTOXOHIPH-
AJBHYIO0 IIUTONATHIO (3HIIE(aTOMUEIIONATHIO).

[puHuuns MeTadoIM4YeCKoOi Tepanuu
MHTOXOHAPHUATbHBIX 00J1e3Hei

Koppexyus ovixamenvroil yenu — komniexcos 1, 2, 3.

1. Youxsunon (CoQ10) mo 90-800 mr (wm 5 MT/KT)
B JeHb B TeueHue 1-12 mec. Jleuenue MbIIIeuHON
yromisieMoctu. CoQ10 — mmaBHBEIN TpaHCIIOPTED
3JIEKTPOHOB ¢ 1 1 2-ro Ha 3-if kommiekc. Kpome Toro,
OH CHJTBHBII aHTHOKCHJIAHT (B 5 pa3 CUiIbHEE BUTAMHU-
Ha E). Oka3pIBaeT NOJIOKUTENBHOE JACHCTBUE HA Me-
TabOJIM3M CepJIeuHON MBIIIIIBL. Y BCeX JIFoeH Tocie
20 net conepkanue kodH3UMa (Q HAYMHACT CHUXKATh-
Ccsl, Y TIOXKHUIIBIX — ocTaeTcst Mano kodH3nMa CoQ10.
B 1987 1. CoQ10 o0bsiBen B CIIIA He3aMeHUMBIM
MUIIEBBIM KOMITOHEHTOM. CTaTWHBI OTHOBPEMEHHO
ONOKHPYIOT TeTTh 00pa30BaHUs XOJIECTepHUHA U KOJH-
3uma Q. Ilpu nedennn craTiHaMu HY)KHO Ha3HA4YaTh
kosH3uM Q10 ot 100-200 Mr 1o 400—-800 mr B 1eHb
[28].

2. Unebenon (HoOeHn) — amamor yomkBuHOHa (CoQ);
AHTHOKCHUJIAHT, OJIOKUPYET TEPEKUCHOE OKHCIICHHUE
JUTHIOB M 00pa3oBaHWE CBOOOIHBIX paTUKANOB,
Y4acTBYeT B TPAHCIOPTE DJICKTPOHOB B JIBIXATEIb-
HOH mernmu MuTOXOHApHA. OOBIYHAS 1032 TIPH MHUTO-
XOHJIPHAJIbHBIX 00JIE3HSIX — 5 MI' Ha | KT Macchl Tena
B AcHb (ipu HeBporatuu Jlebepa — 900 mr B AeHB (110
300 mr 3 pa3a B IeHb, ITOCJE €/Ibl, B TCUCHHE 24 HET;
pu 6one3nn dromenna u @punpeiixa — mo 400-500
MT B JICHb B TeueHue 1 rona) [22].

3. Menamnon (ButamuH K3) 40—80 Mr B 1eHb TIpH Je-
¢uruTe nuToxpoma B.

4. Pubodmasun 75-100—400 mr B neHp B TeueHue 6
Mmec. [lpu nedunure komruiekcos I wnu 11, u mpu ne-
¢unmre amr-kodH3uM A mermaporenas (160-400
mg/day).

5. L-xapuutun (L-carnitine). O6pranas mosa mo 3000
mr/nens (o 1 1 3 pasa B aenb). [Ipu kapHUTHHOBOM
muornarud — 100 mr Ha 1 Kr Maccel Teia B JE€Hb.

6. Ilpennuzonon 20 mr yepe3 AeHb (€CTh Ipyrue cxe-
Mmbl) mwin 1,0 T umm 1,5 r Ha 1 Kr Maccer Tena)

7. Huxinopoauerar no 25 mr Ha 1 Kr Maccel Tena B I€Hb
JUTSI CHIDKCHUSI YPOBHS MOJIOYHOW KHCJIOTHI (TIpH
MOJIOYHOKHCJIOM alluJ[03€) U HOPMaJIU3alUK MUpPY-
BaT JCTUIPOTCHA3HOTO KOMIUIEKCa | MpU CHHApPOME
MELAS [17, 19]
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8. L-Aprunun npu cunapome MELAS no 0,15-0,3 na
1 xr/mMacchl Tena BHyTPUBEHHO TPU WHCYIIBT-IO100-
HBIX CUMIITOMaX B OCTpO# (haze, 3aTeM — BHYTPb.

B xauecTBe TOTOTHUTENBHBIX CPENICTB UCTIONB3YIOT-
cst: tuamuH 300 Mr B ieHb, HUKOTHHaMu A 110 S0—70 Mr Ha
1 Kr Maccel Tena B JIcHb, BUTAMUH Blz, nenutud 100 mr
B JICHb, MYJIFTUBHUTAMIHBI B TeUCHHE 6 Mec, kKapbamase-
IIWH, JTJAMOTPHUDKUH, a Takxke (peHUTOnH ((UHIICTICHH),
(benobapOuTa ¥ TONUpPaMar) Jyisl JICUCHHUS SIUJICIITH-
YECKUX MpUCTYNOB npu cunapome MELAS.

WuBa3uBHAs BEHTHIIAIMSA, a TAKKE a3pOOHast TPEHU-
pOBKa OOJBHBIX C MUTOXOAPHUAIBHBIME OOJIC3HSIMH TPU
MH(AHTUIEHOM JIe(DUIIUTE IUTOXPOM OKCHJIA3bl TIPOBO-
nutcst B TedeHue 3—4 mec. Hekotopble yka3bIBalOT, YTO
cocrosiHre 00nbHBIX ¢ cuHapomoM Jleda (Leigh) ymyu-
maeTcs mocie 4 Hel BEHTHIIALINH.

Uccnenyercst npodHoe neyenue renamu [30, 31]:

1) BBegerne MT/IHK mukoro twma (T.e. HOpMambHOM
MT/JHK) nnm cTBONOBBIX KIETOK B MOPa’KeHHBIC
HEpBHBIE BOJIOKHA aKCOHOB WJIH B MTOPaKEHHBIE HEH-
POHBI (B 9KCIIEPUMEHTE);

2) BBEIEHHE areHTOB, HANIPABIEHHBIX NMPOTHB MYTaHT-
noit MmTIHK;

3) renHas Tepanus B SKCTICPUMEHTE Ha MBIIIax. Beemne-
HHE TeHOB-MOIU(HUKATOPOB MM TEHHBIX MPOAYKTOB
B MUTOXOHJpUH [25-29].

Qunancuposanue. ViccieoBaHue HE UMENO CIIOH-
COPCKOM MOAEPIKKH.

Kongnuxkm unmepecos. ABTOpPBI 3asBISIIOT 00 OT-
CYTCTBUH KOH(IINKTAa HHTEPECOB.
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HOBOE HAIIPABJIEHUE ITPO®PUJIAKTUKH
N TEPAIIMU BOJIE3BHU TAPKHMHCOHA

®DenepaapbHOE TOCYIAPCTBEHHOE OIOKETHOE 00pa3oBaTeIbHOS YIPESKICHNE BBICIIIETO 00pa3oBaHus «Ps3aHCKMI TOCyIapCTBEeH-
HBII MEIMLIMHCKUN YHUBepcUTeT UMeHHU akaneMuka M.I1. ITaBnoBa» Munucrepcersa 3npaBooxpanenus Poccuiickoit @enepanuu,
390029, Pa3anb, Poccust
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B o630pe onucanvr so3mosicnocmu npopunaxmuxu u mepanuu ooneznu Ilapxuncona nocpedcmeom 61usnus Ha 6enoK-mpanc-
nopmep — enuxonpomeun-P (Pgp, ABCBI-6enok). B nacmosiwee épems 8 namozenese NAPKUHCOHUSMA 3HAYUMETbHAS POTb
0MBOOUMCA HEUPOMOKCUYecKUM paxkmopam. Pgp aenaemca oOnum u3z nepenocuuxos, QyHKYUOHUpyIOuUX 6 2eMamosnyeda-
Juyeckom bapvepe, KOMopblll NPensimcmeyem nPoHUKHOBEHUIO HeUPOMOKCUHO8 8 MKaHb Mo3ed. Pgp — mpancnopmep ¢ wiu-
POKOU cyOCmMpamHoll cneyuduuHoCmvio, MpaHcnopmupyrowuil 1uno@uisbtsvlie KceHobuomuxy 6 ouanazone macc om 300 oo
2000 Da. @yuxyuonanvhas axmusiocms Pgp moocem usmensmocs noo enusnuem psioa ¢akmopos eneuneli u 6Hympenueti
cpeovl. B ob30pe npedcmasnensvl pe3yibmamol SIKCHEPUMEHNO8, 8 KOMOPLIX U3VUeHd NPUHAOTEHCHOCHb PAOA HeliPOMOKCUHOS,
accoyuuposannwix ¢ bonesnvio Ilapkuncona, k cybcmpamam, uneubumopam u unoykmopam benxa-mparncnopmepa. Ilpueeden
PO UCCIe008anUll, NOCEIUWEHHBIX U3YUEHUIO Koppenayuu mexcdy 3abonesanuem u nomumoppuzmamu cena MDRI1, kooupyio-
wezo Pgp. Onucanvl nekomopule pabomsl, ceudemenbcmayoujue o chudicenuu akmugnocmu Pgp npu 6onesnu Ilapxuncona.
Tloxaszano, umo psAod nexapcmeeHHbIX npenapamos, UCNONb3YeMbix Ol JedeHus NapKUHCOHUIMA, AGNAIOMC Cybcmpamamu
mpancnopmepa. Onucanvl nepcnekmuebl hpoQuaakmuku 6onesnu Ilapkuncona, ocobenno y auy, 4bs mpyooeas Oesmeinb-
HOCMb C8A3aHA ¢ KOHMAKMOM € MOKCUYECKUMU 8eujeCmeamu, 3a cien npumereHus unoykmopos mpancnopmepa. Iloxaszarvt
603MOJICHOCIU ONMUMU3AYUY nevenus 6onesnu Ilapxuncona y 6onvHblX ¢ horunpazmasueti, NPUHUMAIOWUX HECKOIbKO Jie-
KapcmeenHwlX npenapamos. B cmamve noduepkusaemcsi Heo0X00UMOCHb OdIbHeue20 usyienus Smuonamoene3a 601esnu
Tapkuncona u onpedenenue 6 nem poru Pgp, umo no3eoaum onmumuzuposams apmakonpoQuiakmuxy u papmaxomepanuio
3a001e6aHUA C NPUMEHEHUEeM NOOX0008 NePCOHUDUYUPOBAHHOU MEOUYUHDL.

KnwoueBbie ciioBa: 6onesus llapkuncona; gapmakomepanus, ¢hapmaxonpouiakmuxa; eemamosyepanuveckuii da-
pbep,; 2MUKONPOmeun-P,; GynKyuonantbHas akmusHocme.
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The review describes the possibilities for prevention and treatment of Parkinson's disease through the influence on the transporter
protein — P-glycoprotein (Pgp, ABCBI-protein). Currently, neurotoxic factors play a significant role in the pathogenesis of par-
kinsonism. Pgp is one of the transporters that functions in the blood-brain barrier and prevents the penetration of neurotoxins
into the brain. Pgp has a broad range of substrates including lipophilic xenobiotics with molar mass from 300 to 2000 Da. The
Pgp functional activity can change under the influence of different external and internal factors. The review presents the results
of experiments in which the belonging of different neurotoxins associated with Parkinson's disease to substrates, inhibitors and
inducers of transporter has been studied. A number of studies showed the correlation between the disease and MDR1 (gene en-
coding Pgp) polymorphisms. Some studies noted the decrease of Pgp activity during Parkinson's disease. Some drugs used for
parkinsonism treatment have been shown to be transporter substrates. The review also describes the perspectives of Parkinson's
disease prevention, especially in individuals whose work activity is associated with toxic substances contact, through the use of
Pgp inductors. The possibilities of optimizing Parkinson'’s disease treatment in polypragmasy patients taking several drugs are
shown. The article emphasizes the need for further studies of Parkinson's disease pathogenesis and the implication of Pgp in it.
This will optimize the pharmacological prophylaxis and pharmacotherapy of the disease using personalized medicine approaches.
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Bonesns [lapkuncona (BII) — xpoHudeckoe mpo-
rpeccupyloliee HeWpomereHepaTUBHOE 3a0oJieBaHNE
LICHTPaJIbHOU HEPBHOM CHUCTEMBI, BEI3BAHHOE pa3pyllie-
HUEM W THOEJIbI0 HEHPOHOB YEePHOU CYyOCTAHITHH, CPE/I-
HEro MO3ra U JIPYTuX OTIEJNOB LEHTPAJIbHONH HEpBHOU
CHCTEMBI, UCTIOIB3YIONINX B KAYECTBE HEHpoMenuaTopa
no(aMuH, 4TO MPOSBISIETCS IIUPOKUM CIIEKTPOM JIBH-
raTelbHbIX, HEPBHO-TICUXUYCCKUX W CEHCOPHBIX pac-
CTpoiicTB. B HacTosiiiee BpeMsi B MUpE HACUUTHIBAETCS
Oosee 6 MUJUTHOHOB TIAITUEHTOB C TAHHBIM 3a00JICBaHU-
eM, B Poccuiickoii denepanuu — okoino 210 TeicsY yeno-
Bek [1, 2]. BIl mpuBOAUT K MHBAIMIU3AINH MAIUEHTOB
W CHIDKAeT KadeCTBO JKM3HU HE TOJBKO Camoro Oolb-
HOTO, HO U ero Omu3kux [3]. Uepe3 10-20 net 40-75%
NAalKUEHTOB YMUPAET, a 0KosIo 50% BBUKMBLIMX TpeOyeT
MOCTOSIHHOTO TOCTOPOHHETO yxona [4]. YuuteiBas Ts-
JKECTh W COIMAIBHYIO 3HAYNMOCTH 3a00JIeBaHMs, BECh-
Ma aKTyaJIbHBIM SIBJISIETCSI IOMCK HOBBIX TIOJIXOJIOB K €TO
MPO(UITAKTHKE U JICICHUIO.

BIT npencrasnsier coboii pe3yabrar B3auMOACHCTBUS
TeHETUYECKUX, KOHCTUTYIIMOHAJBHBIX, BO3PACTHBIX,
TOKCHYECKUX (PAaKTOpOB M MexaHu3MoB. HecmoTps Ha
MHOYKECTBO HCCIIEIOBAaHHMM, HAIPABICHHBIX Ha ITOWCK
OCHOBHOU MPHUYMHBI Pa3BUTHUS 3a00JICBaHUS, €TO ITHO-
JIOTHS B HACTOSAIIEE BpeMsl OKOHYATEIHHO HE N3yUYeHa.

Tokcuueckne (pakTopbl B KAYECTBE ATHOJIOTUYCCKUX
nis BIT BriepBeie cTanu paccmarpuBarhes B 80-X rogax
XX Beka, KorJia ObLIO BBISBICHO, YTO ITPHEM HEJIeTaIbHO
MIPOM3BEIEHHOTO arOHICTA OMUOUIHBIX PELIENTOPOB Me-
MepHUJINHA, COJEPIKAIIero Mmpumech 1-metuin-4-heHu-
1,2,3,6-terparuaponupunuaa (MPTP), mpuBomut k
(hopMupoBaHUIO HEOOPATUMOTO ATUIMYHOTO ITAPKUH-
corm3Mma [5]. [laHHOe coenmWHEHHE B3aWMOICHUCTBYET C
Jo(haMUHOBBIMHU TPAHCTIOPTEPAMH, H30UPATEIHHO aKKY-
MYJIUPYETCSI B HUTPOCTPUATHBIX HEUPOHAX M BHI3BIBACT
HX THOCIb.

YCTaHOBJICHO, YTO IO BIUSHUEM HEHPOTOKCHHOB
Mopdosornyeckue mapkepsl bIl — cuHykienH-mo3u-
THUBHBIC BKIIFOUYCHUS BBISBIISIOTCS B OOOHATETHHBIX Y-
KOBHIIaX, HEHPOHAX JOPCAIBHOTO JIBUTATEIBHOTO siipa
OJTy’KTAIOIIEr0 HEPBA, sIApax IIBa U PETUKYISIPHOMN (op-
MaIliH, TOTyOOM TISITHE, YepHOU CYOCTaHIINM, a TAKXKE B
BEreTaTUBHBIX HEHPOHAX €Ile 10 MaHU(ECTAI[UH IBUTa-
TEJIbHBIX HapyLIeHUH [6, 7].

Jlokxazana ponb psa MECTUIMIOB U WHCEKTUIUIOB
B pa3Butuu BIl. B MHOrouMcieHHbIX HCCIEIOBAHUSAX
YCTAHOBJICHA CBSI3b MOBBIIICHHOTO PUCKA PAa3BUTHS 3a-
OoneBaHus ¢ (hepMepPCTBOM U MPOKUBAHUEM B CEITbCKUX
arpONpPOMBINIJICHHBIX PETHOHAX, YTO IMPEHAIoyiaracT
JUTUTEILHBINA KOHTAKT C JAHHBIMHU COeAMHEHUAMHU [8, 9].

B skcrepumeHTe MOKa3aHO, YTO XPOHUYECKOE CH-
CTEMHOE BO3/ICICTBHME DPOTEHOHa (WCIIONB3yeTCs Kak
WHCEKTHUIIM]] M TIECTHUIIM]) U TapakBaTa (IPUMEHSETCS

B KauecTBe repOuLKa) BOCIIPOM3BOAUT MHOTHE KITMHU-
YecKkue, HeHpoxXuMHuueckne M maroMopdosiornyeckue
npusHaku BII [10].

[To maHHBIM MATOMOP(OTOTUICCKUX HCCICIOBAHMIA
YCTaHOBJICHO, YTO YPOBEHb HWHCEKTHLHUAA IUEIAPUHA
B XBOCTAaTOM sijipe naiueHToB ¢ bII nocroBepHO BbillE,
4eM B KOHTPOJIBHBIX 0Opasnax mo3ra [11]. Beisieien no-
BhIeHHBIN puck BIl y nroneit, npodeccnonanbHO KOH-
TAaKTUPYIOUIMX C XJIOPOPTaHMUECKUMH MHCEKTULIMIAMU
[12].

MosnekyasipHOI 0CHOBOM IEHCTBHSI YKa3aHHBIX BBIIIE
HEHPOTOKCHHOB SBJISIFOTCS M3MEHEHHs KOoH(opmanuu
MOJIEKYJIbl IPECUHANTHYECKOTO O€JIKa O-CUHYKJIEUHA U
CHOCOOHOCTh CYIIECTBEHHO YCKOPSATH TEMIT 00pa3oBa-
HUSl B HEMPOHAaX 0-CHHYKJIEHHOBBIX (hUOpPHILT M Tener
Jlesu [13].

OmnpeneneHHOe 3HaYEHNUE B Pa3BUTHN MAPKUHCOHU3MA
NPUIACTCS CIIOCOOHOCTH TIECTHLUIOB HApylIaTh (yHK-
LMOHUPOBAHNE MUTOXOHIPHUH 3a CYET MHITMOMPOBAHUS
KOMIUIeKca | JIpIXaTenpHON Lenu, CTUMYISALUN OKUCIIH-
TEJIBHOTO CTPECcca M PEaKLUi aronTo3a, CHIKCHUS aK-
TUBHOCTH YOUKBHTHUH-TIPOTEACOMHON cUCTEMBI [ 14].

Brusaue apyrux HeHpOTOKCHHOB (MapTaHelr, JKeJe30,
METaHOJI | JIP.) TAK)KEe MOXKET CIIOCOOCTBOBATH PA3BUTHIO
BII 3a cuer arperanuu o-CUHYKJIEHHA, IOBPEKICHHS MU-
TOXOHJPUH, MHIYKIINU OKUCIUTEIBHOIO CTPEeCcCa U MHIH-
OMpOBaHNHM STPOTEACOMHON akTHBHOCTH [15, 16].

Crenyer OTMETHUTb, YTO PSR HEHPOTOKCHMHOB (6-TH-
npokcunodamut, 1-metmin-4-gpenun-1,2,3,6-rerparunpo-
NUPUANH, POTCHOH U JP.) UCIOJIB3YIOT ISl MOAEIHPO-
BaHMS MMApPKHHCOHU3Ma B DKCIEpUMEHTax in vivo [17].
OnTrMabHON MOJIETIBIO SIBJISICTCSI TIOKOKHOE BBEJICHU-
€M KpbIcaM POTEHOHA B JI03€ 2,5 MI/KT Macchl Tena 1 pa3
B AeHb B TeueHue 1-4 nexn [18-20]. IIpeumyiiectBom
POTEHOHOBOW MOJENH SBJISETCS CIMOCOOHOCTh HEWpO-
TOKCHHA ITPOBOLUPOBATH N10(haMUHEPTUUECKYIO HEHPO-
JIereHepaIunio, HandoIee CX0XKYIO [0 CBOUM CHMIITOMaM
1 MOJIEKYJISIPHO-OMOIOTMUECKUM MPU3HAKAM C TAKOBBI-
Mmu y BII. B wacTHOCTH, BBEIEHHE POTEHOHA ITPUBOJIUT
K N30MpaTenbHON MPOrpecCcupyomei qereHepauny Hu-
TPOCTPUAPHOTO ITyTH, MOI0OHOM TOU, YTO HAOIIONACTCS
y marenToB ¢ BII [21], a Takxe kK 00pa3oBaHUIO yOUK-
BUTHH- U O-CUHYKJIEUH-ITO3UTUBHBIX BKJIIOUYEHUN B HU-
rpajbHBIX KJIETKaX, KOTOPbIE CXOAHBI ¢ Teiblamu Jlesu.

lemarosunedanuueckuii 6apeep (I'DB) — duswmo-
JIOTUYECKUH Oapbep, 3aIIMINAIOMUNA  IICHTPATBHYIO
HEPBHYIO CUCTEMY OT IPOHUKHOBEHMSI TOKCHYECKUX BE-
LIECTB U3 CUCTEMHOI0 KpoBoTOKa. DyHKINOHNpPOBaHNE
I'DB obecnieunBaeTcs HaJIMYUEM B €r0 CTPYKTYpe ABYX
KOMITOHEHTOB. [lepBbIit W3 HUX (CTPYKTYpHBIH/ huzmde-
CKuil Oapbep) HpencTaBisieT COO00i TUIOTHBIE KOHTAKTHI
MEXIY SHAOTEIMOLMTAMH MO3TOBBIX KAaIMJUIIPOB, KO-
TOpBIE OTrPaHUYMBAIOT TPAHCHOPT BOAOPACTBOPUMBIX
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MoJIeKys1. BTOpoii KOMIIOHEHT (CesIeKTUBHBIN/OUOXHUMU-
4ecKui 6apbep) BKITIOUAeT crienu(puIecKue TpaHCTIOPT-
HBIE TIPOTEUHBI, PACTIOIOKEHHBIE KaK Ha JIIOMUHAIbHON
(oOpareHHO B KpOBB), TaK U Ha Oa3anpHOI (0OparieH-
HOIl B MO3TOBYIO TKaHb) MEMOpaHaX SHIOTETUATHHBIX
KIIETOK, KOTOpbIe ()YHKIIMOHUPYIOT B Ka4eCTBE HACOCOB
U TIPENSATCTBYIOT NMPOHHKHOBEHHIO B MO3T IIHPOKOTO
CIIEKTpa PA3IMIHBIX BEIIECTB, B TOM YHUCIIE M KUPOpa-
CTBOPHUMBIX [22, 23].

s BII, kak v Ju1st Apyrux BUAOB XPOHUUECKOU HEH-
ponerenepanuu (0oJe3Hb AnbLreiimMepa, MM30PPEHUS,
ayTH3M) W STIICTICHH XapakTepHa auchyHKus ['9b ¢
HapyIIeHUEM CTPYKTYpBI IIJIOTHBIX KOHTAKTOB U AU3peE-
TYJSIITHEH OCITKOB-TPAHCIIOPTEPOB. BHIABICHO yBeIHUe-
Hue nponunaeMoctu I'Db npu mapkuHCOHM3ME B uep-
HOM BEIIEeCTBE CPEAHETO MO3Ta U CTpPUATyMe, 9To CBS3a-
HO C U3MEHEHHEM DKCIIPECCUH TPAHCIIOPTHBIX OCNIKOB U
0eJIKOB MEKKJIETOUHBIX KOHTAKTOB, MUKPOIIOBPEKICHHU-
€M COCY/I0B, CKOIUIEHHEM aKTMBHPOBAHHON MHUKPOTIIINH.
B mporecce akTuBaIny MUKPOIJIMH BBICBOOOXKTAIOTCS
MIPOBOCHAJINTENBHBIE IIUTOKUHBI C MO CIETYIOINM U3Me-
HEHHEM JKCIIPECCHH OCJIKOB TUIOTHBIX KOHTaKTOB ZO-1
W OKKIIonuHa. BocnanurenbHas runepakcnpeccus oen-
KOB MEXKJIETOYHOW aJre3uu o0yerdyaet MUTPAIHIO UM-
MYHHBIX KIJIETOK B 00JaCTh MOBPEXKICHUS, YBEIHUUBAs
npornmaemocts ['0b [24,25].

OmHMM W3 TIEPEHOCYHKOB, (DYHKIIMOHUPYIOMIUX B
I'Ob, asnsercs rmukonporens-P (Pgp, ABCB1-6enok),
kogupyeMblii reHoM MDRI wnin ABCBI. Pgp mnpen-
craBisieT coooit a(duirokcHbil ATd-3aBuCHMBII TpaHC-
MeMOpaHHBIN Oeslok ¢ MoneKyisipHoi Maccoit 170 k/la,
YIQIAIONIUH U3 KJIETKH BO BHEKJIETOYHOE ITPOCTPAHCTBO
Y TOJIOCTH OPTaHOB BEIECTBA PA3IMYHON XUMUYECKON
TIPUPOIBL.

Briepsrie on Obu1 00HapyskeH R.L. Juliano u V. Ling
B OIyXOJIEBBIX KJIETKAX SMYHMKA KUTANHCKOTO XOMSKa B
1976 1. [26]. IToaTOMY epBOHAYaIBHO MPEANONArajoch,
YTO OCHOBHas (YHKIMS IaHHOTO OenKa-TpaHCIopTe-
pa 3aKIIovaeTcsi B Pa3BUTHU PE3UCTEHTHOCTH OITyXO-
JIEBBIX KJIETOK K XUMHOTepanuu. B Hacrodiiee Bpems
Pgp BrIsSIBIIEH BO MHOTHX OpraHax M TKaHSIX YelOBeKa U
JKUBOTHBIX: Ha OMJIMAapHOM MOBEPXHOCTH T'eMaTOIMTOB,
anMKaIbHON MOBEPXHOCTH AMUTEIHAIBHBIX KJIETOK TOH-
KOTO M TOJICTOTO KMIIEYHUKA, B MeMOpaHe SMUTEIHOIH-
TOB TIPOKCHMAJIbHBIX TIOYEYHBIX KaHAJBIIEB, B KIETKAX
MMMYHHOM CHCTEMBI, B AIMTEINAIBHBIX KIETKAaX KOPbI
HAJIIOYEYHUKOB U 1Ip. [26, 27].

B I'Ob Pgp nokann3oBaH B 3HJOTEIUOIUTAX (HA JIIO-
MUHAJIBHON MeMOpaHe, B 9H/I0TUIa3MaTHYECKOM PETHKY-
JyMe, Be3UKylax, aJepHOH MeMOpaHe), a TaKKe IIHajb-
HBIX KJIETKaX ¥ HEMpOHaX TOJIOBHOTO Mo3ra [28].

Pgp — Oenok-nepeHoCcUYrK C MHUPOKOH cyOcTpaTHON
cnenu(pUIHOCTRIO, TPAHCIIOPTHPYIOIINH JTMTOGUIILHBIE
KceHoOMoTHKHU B jauarnaszone macc or 300 go 2000 Da.
K ero cybctparam OTHOCATCS OpraHWYEeCKHE KaTHOHBHI,
ciaOble OpraHUYecKre OCHOBaHMsI, HEKOTOPhIE OpPTraHu-
YeCcKHe aHWOHBI U He3apshKeHHBIE COEIUHEHUS, B TOM
YHUCIIE MONUIENTH Bl U UX TPOU3BOAHBIE [26].

DyHKIHMOHAIBHASL AKTUBHOCTh Pgp Moxer wusme-
HATBHCS (TTOBBIMIATHCS WM CHUXKATHCS) TOJ BIUSHUEM
psna GakTopoB BHEIIHEH M BHYTpPEHHEH cpelbl, B TOM
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YHUCJIE U JICKAPCTBEHHBIX BemiecTB [27]. [lpu cHmkennun
(yHxumonupoBanus Pgp, Hanpumep, Ha GoHe mpuema
UHTUOUTOPOB Oelka-TpaHCHopTepa, MPOHHIIAEMOCTh
I'Db ms ero cyOCTpaToB W WX COAEpIKaHUE B TKAaHU
MO3ra yBEeJIMYUBACTCS, U, HA00OOPOT, OBHIIICHHE aKTHB-
HocTH Pgp, Hanmpumep, mpu nmpuemMe WHIAYKTOPOB Oeka-
TpaHcIopTepa, MPUBOJUT K YMEHBIICHHIO KOHLIEHTpPa-
MU eTo CyOCTpaToB B TOJIOBHOM Mo3re [27].

C nossiieHueM aktuBHOCTH Pgp B ['Ob cBsa3bIBatoT
pa3BUTHE JIEKAPCTBEHHO-PE3UCTEHTHOW OIIHIICTICUH,
HeAPPEKTUBHOCT (hapMaKOTEpaul OCTPOTro HapyIIe-
HHSI MO3TOBOTO KPOBOOOpAIeHHS B 00JIE3HN AJTbITei-
mepa [29].

O 3aBUCUMOCTH MEXAy (QYHKIHMOHHpOBaHWEM Pgp
n BII cBUIETENbCTBYIOT MCCIIENOBAaHUS, TIOCBALICHHBIE
M3YYEHUIO KOPPEISANU MEXITy MOTUMOppU3MaMu TeHa
MDR 1, KooupyIoUero TpaHCIopTep, U pa3BUTHEM 3200~
JICBaHMUA.

B pa6ore C. Kiyohara u coasr. (2013) na 606 nanues-
Tax SIMOHCKOW HaIoHaabHOCTH (238 ¢ Oone3npio Ilap-
KHHCOHA M 368 310pOBBIX 10OPOBOJIBLIEB) OLICHUBATIACH
xoppensius nomaMopdmsma reaa MDRI C3435T ¢ pu-
CKOM Da3BUTHUS 3a00seBaHusl. Y MalMeHTOB C TeHOTHIIOM
TT Ob11 BBISBICH TOBBIIICHHBIA pHCK pa3BuTus bIl mo
CpaBHEHHIO ¢ OoibHBIMU ¢ TeHoTturiom CC. VY nuil ¢ an-
nenbio 7, ynoTpeOsiomyX anKoroiib, puck pa3Butus bI1
OBLT 3HAYUTEIHHO BBIIIIE TI0 CPABHEHUIO C MAIIUEHTAMH C
CC reHOoTHIIOM, HE YIOTPEONISIOmUME amkorois [30].

Ha 288 nauuenTax ¢ BII 1 313 KOHTpONBHBIX NaLUEH-
Tax IIBEICKOW MOMYJSIIMKM ObUIA BBISBICHA KOPPEIISIIHS
MeXIy HamaueM nojauMopgHoro Mapkepa C12367 rena
MDRI w 3a001eBaHreM, B TO K€ BpeMsi HOIUMOPHHU3MBI
2677G/T/A n 3435C/T sSBIATUCH He3HAYUMBIMH [31].

Taxoke Mera-ananu3 S.S.S.J. Ahmed u coasr. (2016)
MTOKa3aJl OTCYTCTBHE KOPPETISAINH B €BPOIIEHCKOMN U a3H-
aTCKOH MOMYJISIUSIX MEKAY HaTHYUEeM MOIMMOP(HHOTO
mapkepa C3435T rena MDRI wn pa3sutueM BII na an-
JIeNIbHBIX, TOMO3UTOTHBIX, PELIECCUBHBIX M JOMHHAHT-
HBIX MoziensiX. C Ipyroil CTOpOHBI aBTOPHI 0OHAPYKHITH
CTaTUCTUYECKYIO 3HAYMMOCTb BIUSHHA MOTUMOpPH3Ma
C1236Tuna peueccuBHoi Mmoxenu [32]. B uccnenoBannm
C. Funke u coasrt. (2009) na 300 G6onbubIX U 302 KOH-
TPOJBHBIX MAIUEHTAaX EBPOMEHCKON MOMYyISIIANA TaKkKe
He ObUIO BBISIBICHO accouuanuu passutus bI1 vu ¢ ox-
HUM U3 n3y4aeMbiXx 10 MOHOHYKIICOTHIHBIX TOIHMOP-
¢uzmoB rena MDRI [33].

TakuM 00pazoM, B paboTax MO HCCICIOBAHHUIO B3a-
UMOCBs3U nonumopduzmos rena MDR1 u ¢popmupoBa-
nuem bII noxy4eHs! mpoTHBOpPEYNBBIE pE3yIbTaThI, 03-
TOMY JAaHHBIH BOIPOC TpeOyeT AanbHEHIIero u3y4eHusl.

B narorene3e BII HemanoBakHYIO poJib UTPAET Iie-
pebpanbHOE BOCHANEHUE, MEAUATOpaMH KOTOPOTO SIB-
JISIOTCS] IUTOKUHBL; TIPU 9TOM MHOTHE M3 HUX ((hakTop
HEKpo3a oIyxosed, MHTepdepoH-y, MHTEpIeHKuH-1[3,
MHTEPICUKUH-6) MOIYIUPYIOT (YHKIIMOHHPOBAHUE
Pgp, 4T0 KOCBEHHO CBUAETEIHCTBYET 00 U3MEHEHHH aK-
TUBHOCTH O€JIKa-TpaHCIopTepa MOA BIMSHUEM JTaHHBIX
uutokuHoB npu BII [34] .

B HacTosiiiee BpeMst U3BeCTHBI HEKOTOPBIE padoThI,
CBUETEILCTBYIOIINE 00 M3MEHEHHWH aKTUBHOCTH Pgp
MIPU APKUHCOHHU3ME.
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B uccnenosanmu R. Kortekaas 1 coasr. (2005) merogom
(hOTOHHO-OMUCCHOHHOW TOMOTpadMK YCTAaHOBIECHO BO3-
pacTaHue MPOHUKHOBEHUSI MedeHHOro ''C Bepamammia —
cyoctpara Pgp— B ronoBHo# Mo3r y marmenTos ¢ bI1 [35],
YTO CBUJIETENBCTBYET O CHIKEHHH aKTUBHOCTH TPAHCIIOP-
tepa B I'DB. [Ipu 3TOM KOHUEHTpaLUs CaMOT0 TPaHCIIOp-
Tepa wiu konmuectBo nPHK rena MDRI He Bcerma Kop-
penmpyeT ¢ u3MeHeHHeM ero dPQITIOKCHON aKTHBHOCTH,
YTO MOXKET OBITH BBI3BAHO PA3MUUYUSIMHU B TPAHCKPHIIIH-
OHHBIX M TPAHCJISIIIMOHHBIX Mpoleccax [36].

IIpu ouenke skcmpeccuu Tpancmnoprepa B I'9b cpen-
HEro Mo3ra KphIC IMOKa3aHO JIOCTOBEpPHOE 3-KpaTHoe
yBeIMUEHHE KOJINYecTBa Pgp-TIO3UTHBHBIX KIETOK MpU
MMAPKUHCOHU3ME, MOJIETUPYEMOM 28-THEBHBIM TTOJIKOXK-
HBIM BBEIGHHEM pOTeHOHa | pa3 B CyTKH, 1O CpaBHE-
HHIO ¢ KOHTPOJIBHOU Tpymmoi [37].

B pa6ore A.L. Bartels u coasr. (2008) na 10 manu-
eHTax ¢ pa"Hel ctagueit bII He BBISIBIEHO YMEHbIIICHUS
(YHKIMOHAILHOH aKTUBHOCTH TpaHcnoprepa B OB,
orpenensieMoll 0 00beMy pacrhpeeeHHus] MEYeHHO-
ro''C-Bepanamusia B MO3Te, OHAKO MTOKA3aHO yBEJINYe-
HUE€ TIPOHMKHOBEHHUS JaHHOTO cyOcTparta Oenka-TpaHc-
noprepaBo (poHTaIBHBIE OTJENBI TOJIOBHOTO MO3ra y
OOJBHBIX HA TO3IHUX CTamusax 3abonmeBanus [38]. As-
TOPBI CBA3BIBAIOT JIAHHBIE PE3YNBTAThI C TEM, YTO, BEPO-
ATHO, CHWKEeHHE (DYHKIIMH Pgp mpoucxonuT MMeHHO Ha
Oosee mo3nHux cragusx BII.

B mocmepTHOM mccienoBaHnr 00pas3oB TOJIOBHOTO
Mo3ra nauueHToB ¢ BII BBISIBIEHO CHUXKEHHE YPOBHS
uPHK rena MDR IB 53HIOTENHANIBHBIX KJIETKaX CTpUATYy-
Mma [39].

N3BecTHO, uTO pacnpocTpaHeHHOCTh BII BhIe y
naruenToB crapmie 60 net [1]. B pabore M. Bauer u
coaBrt. (2017) mokaszaHo, 4To pacrpeaesiecHne MEUEHHOTO
"C-Bepanammia B TKaHb MO3ra JOCTOBEPHO HE OTJINYa-
ercs y 5 mosioabix (26=1 rox) u 5 moxumbix (6846 ser)
30POBBIX JIOOPOBOJIBIIEB MYKCKOTO Toa. OgHaKo IMo-
CJIe YaCTUYHOTO WHTHOUPOBAHUS TPAHCIIOPTEPa (TapHK-
BUAp B J103¢ 3 MI/KT) 00bEeM pacrpe/ieieHusl BelecTBa
CTaTHCTUYECKH 3HAYNMO BO3POC Y MOXKUJIBIX TTAIIIEHTOB
[40], uro cBUAETENBCTBYEeT 00 YMEHBIIEHHH (DYHKIIHU-
oHanmpHOU akTuBHOCTH Pgp B I'Ob. Takum oOpasom, c
BO3PACTOM ITPOUCXOIUT CHIKEHHE (DYHKIIMOHUPOBAHUS
TPaHCIIOPTEPA, YTO MOXKET SBISATHCS OIHOW W3 MPUYUH
Manudecrammu bI1 y mokuibix 00JIbHBIX.

B psne wuccnenoBaHuid W3ydeHa NPUHAJJICKHOCTD
HEHPOTOKCHUHOB, accolupoBaHHbIX ¢ BII, k cybcTparam,
MHTHOWUTOpaM U MHIYKTOpaM Oenka-TpaHcroprepa Pgp.

B pabore G. Lecoeur u coasr. (2006) Ha KIETOYHON
muarn  Caco-2 mokaszano, 4to (hochopopraHmIecKuit
MECTUIM TUa3UHOH siBIsieTcs: cyocTpatom Pgp, a B skc-
MIepUMEHTE Ha caMIlaX KpeIc Sprague-Dawley BhISIBIICHO,
YTO OH MHIYLUPYET SKCIIPECCHIO TeHa mdr]a B KUIIeUHH-
Ke TIPH €ro S5-HeBHOM mpHreMe B fo3ax 2—20 mr/kr [41].

B skcnepumenTe Ha nuHuM kietok HepG2 ycranos-
neHo, uto 1,1-0uc(4-xmopodennn)-2,2,2-TpuxaoposTaH
(JAT) ne sBnsiercs cyoctparom Pgp, onqHako HHrHOupYy-
et 6emok-Tpancmoprep [42].

B uccnenoBanmsx in vitro S.E. Lacher u coasr. [45]
BBEISIBJICHO, UTO TapakBaT He ctumynmupyeT ATda3zHyro
AKTUBHOCTH B Pgp-pI3UTHBHBIX MeMOpaHaxX, HE WHIH-

REVIEWS

oupyer TpaHcropt cyoctpara Pgp — pomamunHa-123.
Pe3ucTeHTHOCTh K LMTOTOKCHYHOCTH, BBI3BAHHOH ma-
pakBaToM, HE H3MEHSETCS B KIETKaX, JKCIIPECCHPY-
rommx Pgp, Kak npu HaIM4MM, Tak ¥ IPU OTCYTCTBUHU
nHrnbuTopoB Tpancnoprepa — GF12091 u Bepanamuna,
a TpPaHCOMUTEINAIbHAS IPOHUIIAEMOCTh HE N3MEHSIETCS
B KJIETKaX, SKCIPECCUPYIOLINX M HEIKCIPECCUPYIOINX
TpaHcnoprep. Pe3ynbrarsl JaHHBIX SKCIIEPUMEHTOB CBH-
JETEIbCTBYIOT O TOM, YTO TIapaKBaT HE SBISIETCS CyO-
ctparom Pgp [43]. OmHako B APYTroM SKCIIEPUMEHTE TI0-
Ka3aHo, YTO MHIYKIHUS TPAHCIIOPTEpa BHYTPHOPIOLINH-
HBIM BBEIECHUEM JICKCAMETa30Ha CHUXKAET TOKCHYHOCTh
napakBaTa: YrHETaeT ero JIETOYHYIO aKKyMYISIIHIO U
YCHUJIMBAET KUILIEYHYIO SKCKPELHIO, YTO TOBOPUT O MPH-
HaJJISKHOCTH repounuia k cyocrparam Pgp [44].

B uccrenoBanmsax in vitro Ha TpeX TPaHCIOPTHBIX
Mmozensax (crumynsauus AT®as3noil akTuBHOCTH B Pgp-
AKCTIIPECCUPYIONIX MeMOpaHaX; KCCHOOMOTHK-WHIYIIN-
pOBaHHast IUTOTOKCUYHOCTH; MHTHOUpoBaHue 3¢ ¢iokca
ponamuHa-123) yCTaHOBIIEHO, UTO DSl HEHPOTOKCHHOB
— JMA3UHOH, POTEHOH, HOH |-mMeTHi-4-Qenun-4-hpennn-
nmupuanna (MPP) — senstores cyberparamu Pgp [45].

CHmxenne aktuBHocTH Pgp B I'Ob MoxeT npusecTtn
K aKKyMYJISIIIMA HEHPOTOKCHMHOB — CyOCTpaToB Oernka-
TpaHCHOpTEpa B TKaHU TOJOBHOTO MO3Ta U, KaK Ciel-
CTBUE, CIIOCOOCTBOBAThH PAa3BUTUIO HEHPOTEHEPATUBHBIX
nporeccoB W MaHudecrauun Oone3nn llapkuncona.
CrnietyeT OTMETHUTb, YTO (hapMaKoTeparuio 3a00JIeBaHUS
HaYMHAIOT YK€ MPU BBIPAKECHHON KIMHUYECKOH CHM-
nrTomaruke, korgaa 70% nodaMUHEPrUISCKUX HEUPOHOB
paspyiieHo [46], u oHa HampaBieHa HUCKIIOYUTEIBHO
Ha TIOBBIIIEHUE KadecTBa XHU3HU MauueHToB. OnHUM
U3 MEPCIEKTUBHBIX HANPABICHUH NPOQUIAKTUKU BO3-
HUKHOBEHHS W JTANbHEHIIEro MporpeccupoBanust 3a00-
JIeBaHUsl, 0COOCHHO Y JIULI, 110 POAY AEATEIBHOCTH KOH-
TaKTUPYIOIINX C TOKCHYECKUMH BEIeCTBAMHU, SIBISETCS
IpUMEHEHUE HHAYKTOpoB Pgp.

B Hactosmee BpeMsi MHIyLMpYIOllee BIMSHHE Ha
0eJIOK-TPaHCTIOPTEP BBIABJICHO Y Psilia JIEKapPCTBEHHBIX
CpEeACTB — JeKcaMeTa3oHa, KapOaMasenuHa, MopQHHa,
pudaMIUIIMHa, PETUHOEBON KHUCIIOTHI, (PeHOTHA3MHA U
np. Onnako, moMuMoO BiIMsIHUS Ha Pgp, oHM 00nagarot
MITUPOKUM CTICKTPOM MOOOYHBIX 3(PPEKTOB, a BEIIECTB,
CEJIEKTUBHO aKTUBUPYIOIMXTPAHCIIOPTEP, B HACTOSIIICE
BpEMsi HE CUHTE3UPOBAHO.

N3BectHO, uTo Bo3pacT Aedrota bII BhIle y KeHIIUH,
geM y My>X9uH [47]. DTo cBs3aHO ¢ 60jiee BHICOKHM CO-
JepikaHreM JodaMuHa B HEOCTpuaryme, oOyClOBJIEH-
HBIM aKTUBHOCTBIO 3cTporeHoB [47]. IlockombKy 3cTpo-
TeHBI OKa3bIBAIOT CTUMYJIHpYIolee BIusHUE Ha Pgp [48],
MOXKHO TTPEITIONIOKHTh, YTO MIMEHHO MOBBIIIICHHE aKTHB-
HocTH Oenka-Tpancnoprepa B 2B criocobcTByeT ymMeHb-
IICHUIO PYCKa pa3BUTHA 3a00JI€BaHNA y JKEHIIMH, a IPo-
BEJICHUE 3aMECTUTEJILHOM Tepanuy B KIIMMAKTEPHUECKOM
neproJie CriocodcTBOBao Obl npoduiakTike BIT.

Cospemennas Qapmaxorepanusi BI1 Bkmouaer npu-
MEHEHHE JO(paMUHEPTHYECKHX CPEJICTB: aHaJoroB JIO-
¢ammHa (JI€BOMIOTA), MHTHOUTOPOB MOHOAMHHOOKCHIA-
3bI (CEJIereIMH), arOHUCTOB J0(aMUHOBBIX PEIECIITOPOB
(mpamuniexcon, mupudennn) [49]. Ha xymbrype Kpbicu-
HBIX SHJOTENHANBHBIX KiIeToKk Mo3ra GPNT moxasaHo,
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YTO Psiji MPOTUBONMAPKUHCOHMYECKHUX CPEJICTB: JICBOIOTIA,
OpPOMOKPHIITUH, INEProjuJ U INPAMHUIIEKCOI SBIISIFOTCS
cyocrparamu Pgp, [50-52]. U3BecTHO, 4TO OpOMOKpHII-
THH TaKXe SBISIETCSI MHTUOUTOpOM TpaHcmopTepa [S0].

Kak 0but0 ckazano Beiie, bI1 wame manudectupy-
eT B MOXKHJIOM BO3PAacTe€ U COIPOBOXKIACTCS HaJIUYU-
eM Jpyrux 3a0oJeBaHUii, 4TO TpeOyeT MPUMEHEHUS y
KOHKPETHOTO OOJIBHOTO HECKOJNBKHMX JIEKapCTBEHHBIX
npenaparoB. [Ipu Ha3HAYEHUU MPOTHBONAPKUHCOHUYE-
CKHX CpencTB-cyocTparoB Pgp HeoOXoAMMO YyUHUTHIBATS,
YTO UX NMPOHUKHOBEHHE Yepe3 reMarodHIepaTndecKuil
Oapbep MOXKET TTOBBIMIATHCS MTPH KOMOWHAITHN C WHTH-
outopamu Oenka-TpaHcmoptepa. K unrubutopam Pgp
OTHOCHTCS DS IIPENapaTroB, MUPOKO NPUMEHSAEMBIX B
KapJHOJIOTHYECKON NpakTHKe (Bepamamui, BapdapuH,
KapBeIWJION, HUGEIUITNH, aMAOApOH U 1p.), a TaKKe
HeHpoIpoTekTopsl — Mekcuaon u adobdazon [53-55].
[TosToMy TIpr KOMOWMHHPOBAHHOW 3THOIATOTCHETHYC-
CKOM Teparuy MOXKET MOTPeOOBaThbCs CHHMKCHUE 103
MPOTUBOMIAPKMHCOHNYIECKHX MPENapaToB.

Takum oOpa3zoM, OeTambHOE M3yYEHHE 3THUOIATO-
rede3a BII n onpenenenue B HeM poiu Pgp mo3Boaut
ONTUMH3HPOBATh (PapMaKkONpPOPHUIAKTUKY U (apMako-
Tepanuio 3a00JIeBaHHs C IPUMEHEHUEM TIOJIX0JIOB TIep-
COHU(HUINPOBAHHON METULMHBI.

Qunancuposanue. Pabota monaepxaHa TPaHTOM
Poccuiickoro onaa GpyHmaMeHTaIbHBIX UCCIICI0BAHUI
p_al8-415-620003.
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Bgenenmne. bonesns Anbureiivepa (BA) siBisieTcsi caMbIM paciipOCTPaHEHHBIM HEHpOJereHepaTUBHBIM 3a00JIeBaHUEM B
nomyisaiuu. Yacto y nanueHTos ¢ BA oTMeuaeTcst coueTaHHOE MOpaKeHHe TOJIOBHOTO MO3Tra COCYIUCTOM 9THOI0THH (11e-
peOpanbHas Mukpoanruonarus). CiMHOBasi MapKUpoBKa aprepuaibHol kpoBu (ASL — arterial spin labeling) siBnsiercs
OJJHUM M3 COBPEMEHHBIX M MEPCIIEKTUBHBIX METO/I0B KOJIMUECTBEHHON OLIEHKH Nepdy31H rOJOBHOTO MO3ra y MaleHTOB
¢ BA.
Heas. OneHnTs MOKA3aTeNN peruoHapHoro nepedpansaoro kposoroka (LK) ¢ ncrons3zoBannem metona ASL y manneHToB
¢ BA ¢ xpoHu4eckoll uiemMueii roloBHOro Mosra — epedpanbHoii Mukpoanruonarueit (I{IMA) u Ge3 Hee.
Marepuana u meroabl. O6cnenoBana rpymnma u3 20 60mpHBIX (CpeaHuit Bo3pact 66 + 10 ner), Bkaroyaromas 11 mamuen-
ToB ¢ BA 6e3 npusznakoB LIMA u 9 nanuentoB ¢ BA ¢ [IMA. HccnenoBanue npoBOAMIIOCE HA MarHUTHO-PE30HAHCHOM
Tomorpage «Siemens Magnetom Skyra» ¢ naaykiueir MmarantHoro nostst 3 Ti. B mporoxon oGcnenoBannst Oblia BKIIIOYEHA
HMITYJIbCHASI [T0CIIE0BATEIbHOCTh CIIMHOBOW MapKUPOBKHU apTepHaibHON KpoBH. C UCIIOIb30BAHUEM ITPOrPAMMHOTIO TIPO-
JyKTa JUlsi OCTIpoIieccopHoii oopadorku nanueix Olea Medical Sphere 3.0 B py4HOM pexnuMe M3MEpsUTUCh MTOKA3aTeIINn
peruoHapHoOro 1epedpaibHOr0 KpOBOTOKA B PA3IMYHBIX OTAENAX CEporo BeLlecTBa rojoBHOro Mosra. IIpoBeneHo pac-
HIMPEHHOE HEWPOTICHXOIIOTHYECKOE HCCIIEIOBAHNE, MOATBEPIKAAIOIIEEe HATMYME Y BCEX MAIMCHTOB JIEMEHIIMH JICTKOH U
YMEPEHHO! CTETICHHU.
Pe3yabTarel. Bersieneno camkenue mokaszareneil 1IK y mammentoB ¢ BA ¢ [IMA, B cpaBHennu c manuentamu bA 6e3
IIMA. Hanmenpiiue noka3zarenu L[K ObLv BBISIBICHBI B BEpXHEH BUCOYHOM; CPeIHEH BUCOYHOMN; 3aThUIOYHO-BHUCOYHOM;
BepxHeil 100HOM 1 yrioBoit u3BuianHax. Ces3u nokasaresneit LIK ¢ HeliporicuxonornyeckumMu XapakTepuCTUKaMHu He 00-
Hapy»KeHO.
3akiouenne. ASL sSBisieTCsl 4yBCTBUTEIBHBIM METOZIOM B OIICHKE iepeOpasbHOil epdysun npu BA.
KnwueBbie CJ0Ba: demenyus, bonesnsb Anvyeeimepa, MUKPOAHSUONAMUS, MACHUMHO-PE30HAHCHAS MOMOSPAGhUs, Memoo
CNUHOBOU MAPKUPOBKU APMEPUATLHOU KPOBU, DECKOHMPACIHAS MACHUMHO-PE30HAHCHAS NePY3Us.
Jst nutupoBanus: Mepkyinosa M.C., Cononosuukos B.1., Kobepckas H.H., [lepenrennoa E.M., Curunsm
B.E., I'puaun B.H., fAxno H.H. MeTtoa cniuHOBO# MapKupoBKH apTepraibHON KPOBU B OLIEHKE PETHMOHAPHOIO
1epeOpaIbHOTO KPOBOTOKA y MAIIMEHTOB ¢ 00JIe3HbI0 AmbIireiiMepa. Hesponoeuueckuil scypran 2018; 23 (6):
290-298 (Russian). DOI: http://dx.doi.org/10.18821/1560-9545-2018-23-6-290-298.
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Introduction. Alzheimer s disease (AD) is the most common neurodegenerative disease in the population. Often, patients
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with AD have a combined brain lesion of vascular etiology (cerebral microangiopathy). Arterial blood spin labeling (ASL —
arterial spin labeling) is one of the most modern and promising methods for quantifying cerebral perfusion in patients with
AD.

Objective. To assess regional cerebral blood flow (CBF) using the ASL method in patients with AD with chronic cerebral
ischemia — cerebral microangiopathy (CMA) and without it.

Material and methods. 4 group of 20 patients (mean age 66 + 10 years), consisting of 11 patients with AD without CMA
and 9 patients with AD with CMA, was examined. The study was conducted on a Siemens Magnetom Skyra magnetic reso-
nance imaging scanner with a magnetic field induction of 3 T. The examination protocol included an impulse sequence of
arterial blood spin labeling. Using the sofiware for postprocessing data processing Olea Medical Sphere 3.0, the indicators
of regional cerebral blood flow in various parts of the gray matter of the brain were measured in a manual mode. A neuro-
psychological study was performed, confirming a presence of mild to moderate dementia in all patients.

Results. A4 decrease of CBF was revealed in AD patients with CMA in comparison with AD patients without CMA. The
lowest CBF were found in the upper temporal; middle temporal; occipital-temporal; upper frontal and angular gyrus. No
correlation was found between CBF measures and neuropsychological results.

Conclusion. ASL is a sensitive method in assessing cerebral perfusion in AD patients.

Keywords: dementia, Alzheimer's disease, microangiopathy, magnetic resonance imaging, arterial spin labeling, non-
contrast magnetic resonance perfusion.
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bonesnr Aunbnreiivepa (BA) sBusieTcs Hambonee
pacnpocTpaHeHHOH (OPMOI JEMEHIIUN B TIOMYJISILIMHA —
Ha Hee npuxoanutcs 60—-70% Beex ciayqaes [1, 2].

Cuuraercs, 9To BA BOo3HUKAET BCIIEICTBUE IPOTpec-
CUpYIOIIeH aKKyMYJISIIUY BHEKJIETOUHBIX aMIJIOUTHBIX
OJISIILICK, a TaKke HeHpoQUOPHMILISIPHBIX KITyOKOB H (oc-
(hopunmpoBaHHOTO Tay-TipoTenHa. CBs3aHHBIE C STUM
HeHpojiereHepaTuBHbIE HM3MEHEHHS XapaKTepU3YIOTCS
KakK OOIINM, TaK U pETHOHAPHBIM YMEHBIIIEHHEM 00beMa
CEepOro BEIECTBA TOJIOBHOTO MO3Ta, BBISBISIEMBIMU TIPU
WCTIONb30BAHUN CTPYKTYPHBIX METOZOB HEMPOBHU3yaH-
3anuu [3, 4].

XpoHWYecKasi HEIOCTAaTOYHOCTh KPOBOCHAOKEHUS
TOJIOBHOTO MO3Ta MIPaeT BAKHYIO POJIb B MaTOreHE3e
JaHHOTO 3a00meBanns. KimroueBbIMI MeXaHU3MaMH pas-
BUTHSI paccMaTpuBaeMOro MaTOJIOTHYECKOTO Ipolecca
pu BA sBIsIOTCS AMCHYHKITHSA TeMaTodHIIE(haTHIeCKO-
ro O6apbepa, runonepgysusi BEmecTBa TOJIOBHOIO MO3-
ra, MPUBOAAIIAS K €T0 XPOHUYECKON THTIOKCHH, a TaKKe
JUCHYHKIUS YHIOTEIUS COCYIOB [5].

JL1st TOUHOM KOTMYIECTBCHHOH OIICHKH IIepeOPaTbHOTO
kpoBotoka (LK) u nepedpansroro oobema kposu (LIOK)
B KITMHUYECKOM TPAKTUKE MCTIONB3YETCs PSIJ] TPAJUIIHOH-
HBIX METOJIOB OLICHKH Tepdy3un roJIOBHOTO MO3ra: Tep-
(y3uoHHAs! KOMITBIOTEPHAsI 1 MArHUTHO-PE30HAHCHAST TO-
morpadus (Dynamic susceptibility contrast), onHo(hOTOH-
Has smuccronHas Tomorpadus (ODIKT) u mozurponHo-

amuccroHHast Tomorpadust ¢ 18F-dpropae3okcurimroko3oit
(ITOT-®AI) [6]. MeTox crTuHOBOW MapKUPOBKU apTepH-
anpHON KpoBHu (arterial spin labeling — ASL) sBiseTcs
OTHOCHTENIFHO HOBBIM U €I11€ HEAOCTATOYHO M3Y4YE€HHBIM
crtocooom oreHkd LK [7]. OnHako B cpaBHEHHUH C IPY-
rUMH Tieppy3HOHHBIMU MeToaukamu, ASL umeer psin
MIPENMYIIIECTB: METOJ SIBIISICTCS HEMHBA3UBHBIM, HE Tpe-
OyeT BBEJICHUS B OpPraHM3M KOHTPACTHOTO Iperapara, He
CBSI3aH C BO3ACHCTBMEM Ha OPraHW3M HOHHM3HPYIOIIETO
m3nyuyeHus [8, 9]. ASL mo3BosyisieT OLICHUTH IMoKa3are-
Ju permoHapHoro LK, To ecTb CKOpOCTH MPOXOXKIACHUS
apTepualIbHOM KpPOBHM 4Yepe3 ONpPENENICHHBIM y4acTOK
TOJIOBHOTO MO3Ta M KOJMYECTBEHHO M3MEpSETCS B MUII-
muutpax Ha 100 T TKaHU BElIeCTBa TOJIOBHOI'O MO3ra B
munyTy (Mi/100 r/mun) [10]. B xaduecTBe 3HIOr€HHOTO
KOHTpacTupoBaHus mpu ASL HCIOIB3YIOTCS MPOTOHBI
Bonopona H aprepuanbhoii kpoBu. C MOMOIIBIO TIOCHE-
JIOBaTE€IbHOCTH WHBEPCHSI-BOCCTAHOBJIICHUE ITyTEM Kap-
TUPOBAHUSI MEYEHHBIX CIIMHOB BOJOPO/A apTepHabHON
KPOBU B TKaHH TOJIOBHOTO MO3Ta YCTaHABIMBACTCS TPO-
CTPaHCTBEHHO-BPEMEHHOE pacIipeielieHne KpPOBOTOKA.
PazHura Mexy n300paXeHUsIME ¢ MEUEHBIMH ITPOTOHA-
MU U M300paKEHUSIMH 0€3 MapKUPOBKH (KOHTPOJIBHBIC
M300paXeHMs) MCTIONB3YETCs U CO3MaHus iepdy3noH-
HBIX KapT JUIl KOJMYECTBEHHOTO M3MepeHHs nepdy3un
[11]. OcHoBHBIM HemoctaTkoM ASL sBIsieTCs HHU3KOE
OTHOILIGHHWE CUTHAJI / IIyM, OCKOJIBKY TPHUTEKAIOLIHE K
MECTY CKaHUPOBAaHHUSI MEUYEHBIE TIPOTOHBI apTepHATEHON
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KNUHNUYECKME MCCNEAOBAHNA N HABIOAEHNA

KPOBH cojiepKar TOJIBKO 0KoJio 1% curHasma ctaTuueckoi
TKaHu [12].

VY nauuentoB ¢ BA Habmonanocs nuddysHoe cHU-
keHue nokasareneil LK, ¢ mpeumyiecTBeHHON JIoKa-
nu3anyei B 001acTH NOSICHON U3BWIIMHBI, IPEAKIUHbS,
TEMEHHBIX JI0Jiel, HWKHHX OTAENOB JIOOHBIX JIONIEH
[13-16]. B paborax M.A. Binnewijzend u coast., H.K.
Mak u coasr. [14, 17] otmMeuanach koppemsiust auddys-
HOTO M pernoHapHoro cHwxkenus 3HadeHudt LK ¢ mo-
KazaTejas MU HEHWPOICUXOJIOTHYECKUX IIKall — KpaTKon
HIKallbl OLEHKH MNcuxuueckoro craryca (Mini mental
state examination), KOTHUTHBHOW CYOIITKaIbl OICHKH
Oonesnu Anprreiimepa (ADAS-cog)). B nccnenosanuu
E.S. Musiek u coasr., D. Tosun u coasr. [18, 19] cpas-
HUBanuch nokaszarenu nepdysun ASL u [IOT-OAT y
naiueHToB ¢ BA W Ul U3 KOHTPOJILHOU rpynibl. beuio
BbIsIBIIEHO, 4TO ASL oGnanaet cpaBHuMoit ¢ [IDT-OI]
YyBCTBUTENBHOCTRIO W creruduaHocTeio (80-90%).
B pa6ote T. Yoshiura u coabr. [20] y manueHnToB ¢ BA
ObUTO BBISIBJICHO 3HAYUTEIHHOE CHIDKEHHME IOKa3are-
neit 11K B oOnacTu 3aHeil 4acTH MOSICHON M3BUIUHBI U
MPEAKINHbBS B CPABHEHUH C KOHTPOJIBHON I'PYNIION.

OpHako MpU CUCTEMATHYECKOM JINTEPATypPHOM IIO-
ncKe, ObUIa HaiJieHa JIMIIb OJHA CTaThs, B KOTOPOH
OIICHUBAINCHh U CpaBHHBaNHCHh mokasarenu LK y ma-
nueHToB ¢ BA 0e3 mpU3HAKOB XPOHUYECKOW HIIEMHUHU
TOJIOBHOTO MO3Ta M C COCYJIUCTOW MHUKPOAHTHOIIaTUEH.
B pabore M.R. Benedictus u coasr., Q. Zhang u coabT.
[21, 22] y 6onpHBIX ¢ BA oTMeuanach MoNoXHUTENbHAS
koppensiust ypoBus LIK ¢ 00beMOM TOIOBHOTO MO3Ta,
a TakXKe OTpHIATeNbHAs KOPPENANHs ¢ KOIUYECTBOM
04YaroB TUNEpUHTEHCUBHOTO curHana B T2- u FLAIR-
HMMITYJIBCHBIX TTOCJEIOBATEIIBHOCTAX, JIOKATU3YIOIIHX-
csi B OEJIOM BEIECTBE OJIOBHOTO MO3ra. ABTOPHI CUH-
TalOT, YTO AaHHBIM MeTton ASL MOXET NPUMEHSTHCS
JUTSL BBISIBIICHUSI AUCQYHKIMH MUKPOLUPKYISATOPHOTO
pycna npu BA.

Ilenpro umcciemoBaHusi Oblla OIICHKA ITOKa3aTelsieH
PETHOHAPHOTO 1epeOpaTbHOTO KPOBOTOKA C HCIIONB30-
BaHueM Metona ASL y manmeHToB ¢ bA, coueraromeics
¢ niepedpanpHOM Mukpoanrromnatueit (LIMA) u 6e3 Hee.

MaTepna.ﬂ U METOAbI

O0cnenoBano 20 OonbHBIX ¢ BA Ha cramuu Jer-
KO M yMEpeHHOH JeMeHInu B Bo3pacte oT 45 mo 85
net (cpenHuii Bozpact 66 £ 10 net). Bcem manueHTam
OBLIO MPOBEICHO HEWPOICHUXOJIOTHUECKOE HCCIIEI0Ba-
HUE, OIICHUBAIOIIEe COCTOSHIE KOTHUTUBHBIX (DYHKIINH,
C UCIOJB30BAHUEM KOJWYCCTBEHHBIX HEHPOIICUXOJIO-
TUYECKHX MK U TECTOB: KpaTKas IIIKajia OIIEHKH TICH-
xmyeckoro craryca (KILIOIIC), mkana onenkn 100HOH
nmucysakmmu (LLHOJI), Tect Ha mamsTh «12 coB», TecT
Ha Ha3bIBAaHHUE JUTEPATHHBIX U KAaTETOPUATBHBIX acco-
[HAIAN, TECT PUCOBAHMUS YacOB.

Tapamempor MP-cxanuposanus

Bcem mamuenTam Obuia mpoBelleHa MarHUTHO-pe-
30HaHCHas ToMOrpadusi roJIOBHOIO MO3ra Ha BBICOKO-
nonsHOM MP-tomorpage (MAGNETOM Skyra 3.0T,
«Siemens AG», MronxeH, ['epmanus) ¢ Hcmonb30Ba-
HUEeM |6-KaHaJbHOU KaTyIIKW AJi UCCIEAOBAHUS TO-
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J0BHI U 1en. MP-nipoTokon BKIto4an B ceds cieyro-
1[1e UMIylbCcHbIE nocienoBaTeabHoctu: 3DMPRAGE
(Magnetization-Prepared Rapid Acquisition Gradient
Echo), Sagittal plane, TR 2300 ms, TE 2,41 ms, FA 80,
TI 921 ms, FOV 275x275 mm, Matrix 320x320, Slice
thickness 0,9 mm, Voxelsize 0,9x0,9x0,9 mm?, Aver-
ages 1; T2 TSE (TurboSpin-Echo), Sagittal/axial plane,
TR 10000 ms, TE 100 ms, FA 1500, FOV 240x240
mm, Matrix 384x384, Slicet hickness 2 mm, Pixel
size 0,6x0,6 mm?, Dist. factor 0,6 mm, Averages 2; T2
FLAIR (Fluid-Attenuated Inversion Recovery), Axial
plane, TR 9000 ms, TE 81 ms, FA 1500, TI 2500 ms,
FOV 220x220 mm, Matrix 320x320, Slice thickness 4
mm, Voxelsize 0,7x0,7 mm? , Dist factor 1,2 mm, Av-
erages 1; 3DTOF (Time of flight), TR 21 ms, TE 3,43
ms, FA 180, FOV 200x181, Matrix 384x364, Slabs 4,
Slices per slab 40, Slice thickness 0,5 mm, Dist. fac-
tor -0,1mm, Averages 1.Taxxe Obuta mpoBenena 2D
EPI (Echo Planar Imaging) PASL (Pulsed Arterial
Spin Labelling) — ummynbcHas MOCIEI0OBATENEHOCTD C
ACUMMETPUYHON MapKUPOBKOM apTEpUAIBHBIX CIIMHOB
B COCTaBE TOJICTOTO MHBEPCHOHHOTO ciaba, pacmoia-
raroerocs JUCTaIbHO 10 OTHOIICHUIO K BH3YyaJU3U-
pyemsbiM cpe3aM, TR 2500 ms, TE 12,0 ms, TI1 700 ms
(Bpemsi ¢ MOMEHTA TI0JJaul UHBEPCHOHHOTO MMITYJIbCa
JIO TIPUMEHEHHST TOBTOPSIONINXCS CaTyPaIlMOHHBIX UM-
nynbcoB), TI1s 1600 ms (BpeMsi ¢ MOMEHTA MTOJa4H WH-
BEPCHOHHOTO UMITYJIbCA IO OKOHYAHUS TTOBTOPSFOIIHX-
Csl caTypaiuoHHbIX UMITYIbcoB), TI2 1800 ms (Bpems ¢
MOMEHTA TOIaYl WHBEPCHOHHOTO UMITYIbCA /10 TTOTY-
YeHHS MEePBBIX (MMPOKCUMAIBHO PACIIOIOKEHHBIX) cpe-
30B) FOV 256x256 mm, Matrix 64x64, Slice thickness
8 mm, Number of slices 9, Voxelsize 4,0x4,0 mm?,
Averages 1, Number of slices 9, 91 measurements (tag
and control) (91 mapa u3mMepeHUt — KOHTPOJIBHBIX U C
MapKHUPOBKOH apTepUaTbHBIX CIIHOB)).

[Nopaxxenue Genoro BemiecTBa rojIOBHOIO MO3ra, Xa-
paKTEepHU30BaBIIIEECs] HATMYHEM 04aroB N3MEHEHHOTO CUT-
Hasa (runepuHTeHCUBHBIX B T2- 1 FLAIR-uMmynbcHBIX
MTOCIIEIOBATEIILHOCTAX ), B CYOKOPTHKAIBHBIX U TIEPUBEH-
TPUKYJISIPHBIX OTJIENAX, OI[CHUBAIOCH C TTIOMOIIBIO BU3Y-
anpHOM 1Kaibl Fazekas, roe: 1 — TodyeuyHble eqUHUYHbBIE
o4aru 1epeOpaabHON MUKPOAHTUOIIATHH, 2 — 04YarH, ¢ Ha-
JaIbHON TCHACHIMCH K CIUSHUIO, 3 — CIIMBHOE 0YaroBO¢
MOpPaKCHUE BEIECTBA T'OJIOBHOTO MO3Ta, 3aHUMAROIIee
Oomee /s remucdepsr [23].

Ilocmnpoyeccopnas obpabomra oannwvix ASL

[IpousBonunace BuU3yalibHas OIIEHKA H300paxe-
HUIl Ha Hanuuue apredakToB (Hampumep apredaxThl
JIOKAJIbHOW HEOJHOPOJHOCTH MATHUTHOTO OIS WU
apredakThl OT ABIMXKEHHS manueHTa). [locTpoeHue
riepdy3UOHHBIX KapT U JajbHeHInas KoJTndecTBeHHAs
oreHka ckopoctu LIK nmpoBoanircek ¢ HCONB30BaHHEM
MIPOTPaMMHOTO OOECIeYeHHsI I TOCTIPOIIECCOPHOI
o0pabotrkn MP-nanubix Olea Medical Sphere 3,0. [Tpu
nomoiu pexxuma FUSION BbINOMHSIIOCH HaJIOXKEHUE
Ha aHaromu4ueckue nzoopaxenus (3D MPRAGE) nep-
(hy3MOHHBIX KapT /It O0Jee TOYHOMW JIOKaTU3alnu 00-
nacteld maTepeca (puc. 1, cM. BTOPYIO CTp. OOJOXKKH).
OOGacTi wHTEpeca OBLITN BBIZICICHBI BPYUYHYIO U JTIOKa-
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TabGnuma 1.
XapaKkTepucTUKH NMALUEHTOB ¢ 00/1e3HBI0 Anblreiimepa

0e3 HepedpaJbLHOH MUKPOAHTHONIATUM U € LepedpanbHON
MHMKpOAHTHonaTueii

TTauuents! | ITaneHTH ¢ COYETAHHOMN
¢ BA narosnorueit (BA+1IMA)
Uwucno manueHToB 11 9
Cpennuii Bo3pact (yletr) 66 + 10 76 + 5*
IMon (% >xeHIHH) 5 (45) 6 (67)
KIIOTIIC (6asmrsr) 20+4 19+4
LIOJIJT (Gansbr) 12+1 13+£3

CLINICAL RESEARC HES AND CASE REPORTS

Table 1.
Summary of demographic characteristics
AD AD patients with
patients cerebral microangiopa-
thy (AD +CMA)
Number of patients 11 9
Age (years) 66+ 10 76 + 5%
Gender (% female) 5(45) 6 (67)
MMSE (points) 20+ 4 19+4
FAB (points) 12+1 13+£3

IIpumeuanue: BA — Gonesnp AunblreiiMepa 6e3 MpU3HAKOB Iiepe-
OpanpHOil Mukpoanruonartiu; BA+IIMA — Oomnesnp Ausblreiimepa c
nepebpanpHoit Mukpoanruonarueii; KIIOIC — kparkast mikajia OLeHKH
ncuxuueckoro craryca; IIOJIJ] —mkana oneHkH JT00HOH AuchyHKINM;
® — CTaTHCTHYECKas JOCTOBEPHOCTH paziauyuid p < 0,05

JIN30BAJIUCh B KOPTUKAJIBHBIX OT/IE€JIaX T'OJIOBHOIO MO3-
ra B 00OJacTH THUIIOKAMIIOB, TapardIIOKaMITaIbHBIX,
BEPXHUX, CPEAHUX BUCOYHBIX U 3aTHUIOYHO-BUCOUYHBIX
W3BWJINH, BEPXHUX U CPETHUX OTACIIaX JOOHBIX TOJEH,
YIJIOBOW W3BWJIMHBI, B 00JIACTH BEPXHEW M HIDKHEU Te-
MEHHBIX JIOJIbKaX, 3aJHCH YacTH MOSICHOM HM3BHJINHEIL,
MOCTLEHTPATbHON U3BUIMHBI U MPEAKIUHBS. Pasmepnl
oOiacteil mHTEpeca ObUTM CHMMETPUYHBI M OIICHUBA-
JUCh OmiaTepanbHO. M3MepeHus MpoBOIUINCH IBYMS
CIICIMATICTAMHU B 00JIACTH HEHPOBU3YaTHU3AIUH.

Cmamucmuueckas 00pabomka 0aHHbIX

Craructudeckas oOpaboTKa JaHHBIX BBITTOIHSIACH
B mporpamme Microsoft Excel 2010 ¢ ucnonbp3oBanuem
Hanctpoiiku «llaker amanmm3ay. OCyIIeCTBISIINCH KOP-
PETSALMOHHBIA aHAIN3, MOCTPOCHUE MHOXKECTBEHHBIX
JIMHEHHBIX PErpPeCcCHOHHBIX MOJIeNIeH, aHanu3 4acToT-
HBIX XapaKTePUCTUK U3y4aeMbIX BenuduH. [IpeaBapu-
TeTbHO OBbLIa MPOBEZeHa HOPMHUPOBKA U KOAMPOBAHUE
HUCXOIHBIX AaHHBIX. HopMupoBKa 3akitodyanach B MpHU-
BeJIeHNN HA0OpOB 3HAYEHHH Ka)XJIOTO H3MEPEHHOTO
rnapameTpa s BceX 00JacTell Mo3ra K eIIMHUYHOMY
uHTepBaNY. JlaHHBINA MOJX0 MO3BOJIAET B AajbHEHIIIEM
paboraTth CO BCeil COBOKYIMHOCThIO 3HAYCHHI MPU3HA-
KOB KaK C €IMHBIM ILIEJIBIMHA B €IMHOM MacIiITadbe BeJu-
YUH.

Pe3yabrartsl

IIpu anamuse nmanHbix MPT B CTPYKTypHBIX HM-
MyJIBCHBIX TTocienoBarenbHOCTsIX (T1-, T2-B3BemeHHbIE
nzobpaxenusi, 3DMPRAGE) y Bcex manueHToB oTMe-
ganachk Auddy3Has aTpodus BEmecTBa TOJIOBHOTO MO3-
ra, IpEUMYILECTBEHHO B 001aCTH MEIUAILHBIX OT/ACIOB
BHUCOYHBIX JIOJICH, TapaIMMONIECKHIX CTPYKTYp (3amHne
OT/EJbI TOSICHOM HM3BWIMHBI U 00JacTh MPEIAKINHbBS).
[TanenTs! OBLIM pa3iesieHbl Ha ABE IPYIIIBL: C U30JIH-
POBaHHBIM HEHpOJereHePaTUBHBIM MOPaYKEHUEM TOJIOB-

Note: AD — Alzheimer’s disease without cerebral microangiopa-
thy; AD+CMA — Alzheimer’s disease with cerebral microangiopathy;
MMSE — mini-mental status examination; FAB — frontal assessment
batter;

* — statistical reliability of differences p < 0.05

HOTO MoO3ra anblreiiMmepoBckoro tuma (11 60TpHBIX) U
¢ couerannoit [IMA (9 OonbHbIX) (Tabn. 1) (puc. 2, cm.
BTOPYIO CTP. OOJIOKKH).

[IpoBeneH aHamu3 COBMECTHOTO pacIpeieNeHus Mo-
Jy9eHHBIX HOPMUPOBAHHBIX 3HAUYCHUH B CIUHUIHOM
untepsaiue [0; 1] mnsa Bcex obnacteil Mo3ra, B CpaBHH-
BaeMBIX Tpymmnax 0onmpHBIX (puc. 3). Pasmep mara mms
MOCTPOCHHS TUCTOTpaMM ObLT BeIOpaH paBHbM 0, 1.

W3 puc. 3 BunHo, uTo Tpu BA C H307IMpPOBaHHBIM
HeHpoJIereHepaTUBHBIM MTPOIECCOM UMEETCSI IPaKTHIe-
CKH paBHOMEpPHOE paclpeesieHHe BETUYNH, TOTAa KaKk
MPH HAJWYUU MHUKPOAHTHOIATHH HAaWOOJbIIEe YUCIIO
m3Mepenuit npuxoautcs Ha narepsais 0-0,1 u 0,1-0,2,
a B unrepnan [0; 0,5] nonanarot 3HaueHus: 74% uzme-
pennii. Cpennuii nokasatens LK mpu BA cocraBmsn
0,506+0,28, a ms BA+LIMA — 0,285+0,23 (p<0,001).
OT0 yKa3bIBaeT Ha BbIpaxkeHHOe yMeHbIieHue LK y ma-
nueHToB ¢ bA ¢ [IMA, HaOmogaBIeecss BO BCeX HCclie-
JyeMbIX 00JIacTax Mo3ra, HO HanOosee 3HAYUTEILHO B
30HE 3aTHUIOYHO-BUCOYHOW M3BHWIIMHBI U BEpXHEH 1100-
HOW W3BUJIMHBI.

[Tokazarenn BenmunH LK B pa3mmuHbIX 007aCTAX
MO3ra B CPaBHMBAaEMBbIX I'PYIIax MPHUBEICHBI B Ta0MI. 2.
Bo Bcex oOmacTsix BENWYHHBI KPOBOTOKA IIPU U30JIUPO-
BaHHOI BA Oosbire yem nipu BA ¢ LIMA. HanbGonbime
pasIUIHs HAOMIODAIOTCS UIS: BEPXHEH BUCOYHOM M3BH-
JIUHBI; CpeNHEH BUCOYHOM W3BWIMHBI; 3aTHLJIOYHO-BU-
COYHOM M3BHWJINHBI; BEpXHEH JTOOHOW M3BUIIUHBI U YTIIO-
BOM M3BWIMHEL. B CBOIO ouepenp, HAMMEHBIIHNE pa3iu-
Yusl HAOJIOMAIOTCS B 3aJHEH 9acTH MOSCHOW U3BUIIMHBI
Y TIPEAKJIAHBS.

[IpoBeneno cpaBuenne rpynn ¢ bA u bA ¢ [IMA B
3aBUCHUMOCTH OT CTETICHH MMOpaKEHHs OEJI0oro BeuecTBa
rosioBHOTO Mo3ra no mkaine Fazekas (puc.4). Cpennuit
Bo3pacT nanueHToB co Il crenensto no mkane Fazekas
cocraisin 78,254+4,79 roga u ¢ I crenennio — 74,8+5,72
roma. Bugno, uro 1l crenens mo mxkaine Fazekas oriu-
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Puc. 3. Pacnipenencenue 3Ha4eHU#H 11epeOpabHOr0 KPOBOTOKA JIJISl BCEX PACCMOTPEHHBIX 00IaCTel MO3ra y OOJIbHBIX C H30JUPOBAHHON
0oJ1e3HbI0 AJIbIreiiMepa u ¢ COYeTaHHONH MUKPOAHTHOTIATHEH.
[Ipumeuanue: IloocuY omioxena gacTora, T.e. uncio 3Ha4eHni LK momasmmx B mHTEpBa, KoTophlii ykasad Ha ocu X (0-0,1; 0,1-0,2; 0,2-0,3 u .11.).

Fig. 3 Distribution of cerebral blood flow values for all considered brain areas in patients with isolated course of Alzheimer’s disease
and with microangiopathy.
Note: Frequency is plotted along the Y axis, i.e. the number of cerebral blood flow values within the interval that is indicated on the X axis (0-0.1;

0.1-0.2; 0.2-0.3, etc.).

CTHAX I'OJIOBHOI'O MO3Ira B CpPaBHUBAE€MBbIX Ipynmax

TabGunuma 2.
Iloka3zarean Mo03roBoro KPOBOTOKa B Pa3/IMYHbIX 00J1a-

O06acTv rOJI0BHOIO

BA BA+IIMA P-value

Mo3ra
Turmokamm 0,490 + 0,301 0,263 0,226 0,007
Taparummokam- 0,527 +0,299 0,330 +0,281 0,032
ITaJIbHAas1 U3BUJIIMHA
Hoctuentpanbhas ) 4oe 4 (287 0293 £0218 0,029
HN3BUJIMHA
Bepxmia BucouHan ) 4eq 1 318 0246+0.245 0,007
U3BUJIMHA
Cpennss BUCONHA ) 199 4 (757 (248 + 0,208 0,001
HN3BUJINHA
3aTbUIOUHO-BUCOU- ) qec . (986 0,120+ 0,081  <0,001
Has U3BUJIMHA
Bepxusia nobnas ) se5 4 0947 023440,143  <0,001
HU3BUJIMHA
Cpenuas nobHas 579 4 0274 0.328+0.194 0,001
HN3BUJINHA
Vrnosas u3BmimHa 0,563 £0,264 0,293 £ 0,289 0,002
Bauas wacTE 0= 4194 (591 (3074£0,196 0,153
SICHOU N3BUJINHBI
Hinkss TeMeHHAt () 5534 (318 032640252 0,012
J0JIbKA
Bepxuss TeMeHHas ) sce L 940 0,402+ 0258 0,038
JOJIBKa
[peaxnunbe 0,390 £ 0,269 0,320 +0,293 0,436

IIpumeuanne: BA — Gone3np Anplreiimepa 6e3 MpU3HAKOB Iepe-
OpaspHOI Mukpoanruonaruu,; BA+LIMA — 6one3np Anbureiimepa ¢ Ha-
JIMYUEM 1iepeOpalibHOM MUKPOAHTHOTIATHEH.
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Table 2.

Cerebral blood flow values in different regions of the brain
in the compared groups

Regions

of the brain AD AD+CMA P-value
Hippocampus 0,490 0,301 0,263 +0,226 0,007
Parahippocampal 5574 6999 033040281 0,032
gyrus
Postcentral gyrus 0,468 £ 0,287 0,293 +£0,218 0,029
Superior temporal ) 4e5 1 (318 024640245 0,007
gyrus
Middle temporal 0,497 £ 0,252 0,248+ 0,208 0,001
gyrus
Occipitotemporal - 10\ (986 0,120+ 0,081  <0,001
gyI'llS
Superior frontal 0,582+ 0,247 0,234+0,143 <0,001
gyrus
Middle frontal gyrus 0,572+ 0,274 0,328 £0,194 0,001
Angular gyrus 0,563 £0,264 0,293 +0,289 0,002
f"“er“’r cingu- 0,417+0291 0,307+0,196 0,153
ate gyrus
Inferior pariental - 5534 6318 032640252 0,012
lobule
Superior pariental 5604 (540 0402+ 0258 0,038
lobule
Precuneus 0,390+ 0,269 0,320+ 0,293 0,436

Note: AD — Alzheimer’s disease without cerebral microangiopathy;
AD+CMA — Alzheimer’s disease with cerebral microangiopathy



NEVROLOGICHESKIY ZHURNAL, N2 6, 2018
DOI: http://dx.doi.org/10.18821/1560-9545-2018-23-6-290-298

CLINICAL RESEARC HES AND CASE REPORTS

Puc. 4. Tloka3zarenu MO3roBOro KpOBOTOKA Y MAIMEHTOB C OOJIC3HBIO AJIbIINeiMEpa ¢ pa3HOW CTEIICHBIO BBIPAXKCHHOCTH LiepeOpaibHON
MMKPOAHTUOIIATHH.

IIpumedanue : M- NOKa3aTelIu MO3TOBOIO KPOBOTOKA y TTALIMEHTOB ¢ OOJIC3HBIO AJblreiiMepa U LepeOpaibHOil MUKpoaHTHoNaTuel ¢ | crenenpio
MOopakeHUs! OEJIOro BEIIECTBa TOJIOBHOTO Mo3ra 1o 1kane Fazekas; [l — mokasareny MO3roBOro KpoBOTOKA Y MAIEHTOB ¢ 0OJIE3HBbIO AJIbIreiiMepa 1
nepeOpanbHOi MUKpoaHnTuonaruei ¢ 11 cTeneHpio mopaxeHus Oenoro BelecTBa rojIoBHOro Mo3ra 1o 1kaie Fazekas

* — CTAaTUCTUYECKH JTOCTOBepHBbIe pasnuuust (p < 0,05) Mexay rpyniamMy NalueHToB ¢ epedpabHON MUKPOAHTHOTIATHEH € TIOpaKeHHEM Oeloro Be-
miectBa rofoBHoro mosra I u Il crenenn no mikane Fazekas.

Fig. 4 Cerebral blood flow values of patients with Alzheimer’s disease with varying stages of cerebral microangiopathy.
Note: M — cerebral blood flow values in AD patients with cerebral microangiopathy with I grade of white matter damage according to the Fazekas

scale; W — cerebral blood flow values in AD patients with cerebral microangiopathy with II grade of white matter damage according to the Fazekas
scale.

* — statistically significant differences (p <0.05) between two groups of patients with cerebral microangiopathy (I and II grade of the Fazekas scale).

YaeTCsl PE3KUM TaJCHUEM BEJIMYUH KPOBOTOKA BO BCEX
00JTacTsIX TOJIOBHOTO MO3Ta.

13 puc. 4 BUJHO, YTO UMECCTCA CTAaTUCTHYCCKaAsA 10-
CTOBEpPHOCTh pasnuuusa nokazareneit [IK nmo Bcem uc-
CJICJIOBaHHBIM O0JIACTSIM FOJIOBHOTO MO3ra, KpOME BEpX-
HEW BUCOYHOH M 3aJHEHN 4acTH NOSACHON U3BUIIMHBI.

Jns moucka 3aBUCMMOCTEN MEXAy BEIMYMHAMU
kpoBoToka W Tmokasareiasmu KILOIIC, HIOJIJ] Owut
MPOBENICH KOPPETSIIUOHHBIA aHAIN3 U TOCTPOCHUE MHO-
JKECTBEHHBIX JINHEWHBIX PErPECCUOHHBIX MOJEIEH NS
BCEX HCCIICJIOBaHHBIX 00iacTedt Mo3ra. CTaTHCTUYECKU
3HAYUMOM 3aBUCUMOCTH MEX/1y BETUUMHAMU KPOBOTOKA
Y HEHPOIICUXOJIIOTUYCCKUMHU IIKAJIaMH HE O0OHAPYKEHO.

Oo6cy:xneHue

HccenenoBanue 1OKazallo CHMKEHUE IIOKa3aTesien
K y mauuenroB ¢ BA ¢ MukpoaHruonaruen, no cpas-
HEHHUIO C «M30JIUpoBaHHON» BA, B HanboJb1ei cTeneHn
B TpyIIIE MalMEHTOB C TIOpakeHHeM Oeloro BelecTBa
II crenenu no mkane Fazekas. Hanmenpime noka3zare-
mu 1K ObITM BEIBICHBI B BEPXHEH BUCOYHOM; CpemHei
BHCOYHOM; 3aTBUIOYHO-BHCOYHOM; BEpXHEH JOOHOH W
yriioBoi m3BmiImHaX. B pabore Benedictus M.R. u co-
aBT. [21] ObLIM MOJTYYCHBI CXOXKHE PE3YJIbTaThl, OJTHAKO,
B ATOM HCCJIEAOBAHUU CPAaBHUBAJIHMCH I'€MOAMHAMHYE-
CKHE TOKa3aTesid He OTACIBbHBIX 00JacTedl TOJIOBHOTO
MO3Ta, a cpefHee 3HAUCHHE TII00aTbHON TepeOpalbHOM
nepdy3uu. [1o gaHHBIM STHX aBTOPOB, CHHKEHHBIE IO-
kazarenu LK xoppemupoBasm ¢ 00beMOM TMOpaKEHUS

Oernoro BemiecTBa U 001el aTpodueli ceporo BemecTra
TOJIOBHOTO MO3Ta y ManueHToB ¢ bA ¢ Mukpoanruormna-
treit. OOpaiaeT Ha ceOs BHUMaHHE OTCYTCTBHUE IO Ha-
[TUM JTAHHBIM CTaTHUCTHUYECKHU JOCTOBEPHBIX pa3IUYUil
Mexay nokaszarensimu LIK B rpynnax nanuentos ¢ [IMA
1 0e3 Hee B MPEAKINHBE U B 33]{HCH YaCTH MOSICHON W3-
BwinHbL. [lo naHHbIM HccienoBanus A.S. Maros [24]
HauOoJIee yCTOMUNBOE CHIDKCHHE MEePPy3Un Ha Pa3HbIX
cTamusax pa3BUTHsA BA HaOMIOMaMOCh TaK)Ke B TIPEIKITH-
HbE U B 33/IHCH YaCTH MOSICHONU U3BUIIMHBI. ABTOPHI pac-
CMaTpUBAIOT 3TH TIOKa3aTend nepy3nun Kak (QpyHKIHO-
HaJbHBIN Mapkep BA.

CBs13p MEXIy CTEIICHBIO IMOPaKCHUs Oeoro Bele-
CTBa TOJIOBHOTO MO3ra U ymeHbienuem LK y manuen-
TOB ¢ BA ¢ MHUKpoaHTHOIIaTHEH HA CETOMHSIITHUN EeHb
B MOJIHOHM Mepe He sicHa. B uccnenoBanusax Q. Zhang u
coaBT. 1 N. Schuff u coasr. [22, 25] ¢ ucCHOIB30BaHU-
em MetonoB ASL u IIDT-®/II" He oOHapyKeHO CBSI3U
MEXY BBIPAXKEHHOCTHIO MUKpoaHruonaruu ¢ [K y ma-
nueHToB ¢ BA. Onnako B pabore N. Kimura u coasr.
[26] ¢ ucrionp3oBarrem ODOKT OBUTO BBISIBIICHO CHH-
skeHue peruonanbHoro LK y manuentoB ¢ BA ¢ nHanu-
greM MUKpoaHruonaruu. [Ipu 3Tom, Kak U B HAIIEM HC-
CJIeJIOBaHNU, HE OOHAPY)KEHO Pa3JIMuYMi 110 MOKa3aTero
KHIOIIC y 601pHBIX C JETKON U YMEPCHHOU CTETICHBIO
nopakeHus Oesoro BemecTsa [25, 26].

JlaHHBIC O CBSI3U MEX/y CTCICHBIO MOPAXKEHUsS Oe-
yoro BemiecTBa U mokazarensmMu 1K y moxmmbix mro-
JIed ¢ XpOHUYECKOW WIIEMHEH T'OJIOBHOTO MO3ra, 0e3
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3HAYUTEIIBHOTO HAPYIICHHS KOTHUTUBHBIX (YHKIUH,
B OONbIIMHCTBE paboT ¢ mpuMeHeHneM ASL, He sBis-
10Tcs ogHo3HauHbiMU. B pabdore Schuff N. u coast. u
Benedictus M.R. u coaBt. [21, 25] He ObLIO HalimeHO
CBSI3W MEXKJy 00bEMOM IOpPaXCHUsI OEJIOTO BEIIECTBA
u nokazarenamu LK. OnHako, B MpoOBEICHHOM METa-
ananuse Shi Y. u coaBT. [27] oTMedaach B3aUMOCBSI3b
MEKy CHI)KEHHbIMM mnokazatensmu LK u cTenenbro
BBIP@YKEHHOCTH MOpaXKeHUsi OEJ0ro BEleCTBa TOJO0B-
HOTO MO3Ta y TaIlMeHTOB C IepeOdpaibHONH MHKpPOaH-
ruonarueit. OqHoi u3 npuuuH pa3sutus LIMA sBnser-
cs Bo3pacTHOU (akrop. Ilo HAIMUM TaHHBIM, BO3pacT
001pHBIX ¢ [IMA OBLT JOCTOBEPHO BHIIIIC, YEM Y TAIHU-
€HTOB C «U30JIUpOBaHHON» BA.

HmeroTcst gaHHBIE O TOM, YTO LIEpeOPOBACKYIApHAs
[1aTOJIOTHUs CBsA3aHa ¢ pa3BuTueM BA u ee Hamuuue crno-
coOcTByeT OoJiee 3HAYUTEIBHOMY CHHKEHUIO KOTHUTHB-
HBIX (OYHKITHH 110 Mepe TeueHus 3a0oneBanus [28, 29].
OTcyTCTBHE B HAIIEM HCCICAOBAHUU PA3IUUHI MO JaH-
HBIM HEHPOIICUXOJIOTHYECKOTO TECTHPOBAHUS MEXKITY
nanueHTamMu 6e3 u ¢ LIMA npu oOHapyXeHUH 3Ha4IH-
MBIX pa3iuuuii mokazareneit ASL B GombmmHCTBE 00-
nacteil MOXKeT ObITh 00YCIIOBICHO OTCYTCTBHEM MPSAMOM
CBSI3U MexXly nokazaressiMu LK B kope 1 OIKOPKOBOM
0eJoM BelecTBe.

Hannume He3HAYUTENHOTO KOJMYECTBA ITyOu-
Kallii, a Tak)Ke HWCIOIBh30BaHUE PA3NMYHBIX METONIOB
OIICHKH IIepeOpalibHOM mepdy3un, 3aTpyaHsICT MPOBe-
JICHHE CPAaBHUTEILHOTO aHAIHM3a Pe3yJIbTaTOB IOITYYeH-
HBIX B pa3HbIX UcclieoBaHusAX. Kpome Toro, pasnnyHbie
MPOrpaMMBbl  TIOCTITPOIIECCOPHON 00pabOTKH JTaHHBIX
ASL npenocrapisitoT uHpopMaluio o nokasareasx K
M0-pa3HOMY, M YaCTO 3aBHCAT OT 0a30BBIX MaTeMaTH4e-
CKHUX aJITOPUTMOB.

OrpannyeHueM Hamiei padoThHl SBISAETCS HEOOb-
Ioe 4Yucio oOcleoBaHHBIX OoNbHBIX. [lomyueHHBIE
JaHHBIE HOCST TpPEABAPHUTENBHBIN XapakTep, TeM He
MEHEe, MOXHO ClIeNaTh BEIBOA, uTOo ASL siBisieTcs 4yB-
CTBUTEIFHBIM METOJIOM OIIEHKH IepeOpalbHOM mep-
¢y3un y nanueHToB ¢ BA ¢ cocymucThIM mopakeHuem
Oenoro BemectBa. JlocToitHncTBa ASL mepen npyrumm
METOAaMU OIICHKH IepeOpaibHOi mnepdy3uu, HEewH-
Ba3MBHOCTH METOJ[a, BO3SMOXXHOCTh OTCJIC)KMBAHUS Te-
MOAMHAMUYECKUX TOKa3areled ¢ TEYCHHUEM BPEMEHU
TTO3BOJIAT B OYAyIeM BKITIOUHTH OCCKOHTPACTHYI0 MP-
nepdy3uio B cTaHAapTHU3UpOBaHHBIH MP-mpoTokon
o0cne0BaHNs MANMEHTOB C HeWpoaereHepaTHBHBIMHU
3a0oneBanmsamu [30, 31].

Kongpnuxm unmepecos. ABTopbl coodmaioT o0 oT-
CYTCTBHHM B CTaThe KOH(IUKTa HHTEPECOB.

@Dunancuposanue. ViccienoBaHre BBITOIHEHO 3a
cuet rpanTa Poccuiickoro Hayunoro ¢onaa (nmpoekt 17-
11-01288).
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THE ASSOCIATION BETWEEN CEREBRAL PERFUSION AND SEVERITY OF CEREBRAL SMALL
VESSEL DISEASE ACCORDING TO MAGNETIC RESONANCE IMAGING IN THE CONTEXT OF
THE REHABILITATION POTENTIAL IN ACUTE ISCHEMIC STROKE

'FSEI HPE «Perm State Medical University named after Academician E.A. Wagner» Ministry of health Russia,
614000, Petropavlovskaya, 26, Perm, Russian Federation

Institute of Continuous Media Mechanics of the Ural Branch of the Russian Academy of Sciences, 614013, Aca-
demician Korolev Street, 1, Perm, Russian Federation

3Perm Region «City clinical hospital Ne 4», 614107, Kim, 2, Perm, Russian Federation

Aim. 7o study the relationship between cerebral perfusion and severity of cerebral small vessel disease (SVD) in the context of
the rehabilitation potential in acute ischemic stroke (IS).

Material and methods. 50 patients with IS and 10 persons of the control group were examined. All patients underwent
standard examinations, including brain MRI with an assessment of lacunes, enlarged perivascular spaces (PVS), leukoareosis
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and cerebral microbleeds (CMB). Cerebral blood flow (CBF) was quantified in the middle cerebral artery territory according
to ASPECTS scale by non-contrast magnetic resonance ASL-perfusion.

Results. In patients with IS, unlike the control group, a lower CBF in M3 white matter within both hemispheres and in the
cortical part of M6 of the ipsilateral hemisphere is revealed. The number of lacunes in the contralateral hemisphere is related
to perfusion in 8 ASPECTS areas. The number of PVS is associated with CBF in insula, lenticular nucleus, M3 of the opposite
hemisphere, M6 and internal capsule of the affected hemisphere. The severity of leukoareosis correlates with CBF in 4 zones of
the opposite hemisphere. The greatest number of correlations with CBF in basal ganglia was observed for CMBs of the affected
hemisphere. Total severity of SVD is also associated with CBF in several areas. The severity of neurological deficiency and
dynamics of patient's mobility, functional and cognitive status correlates with CBF.

Conclusion. Global perfusion status is associated with severity of SVD and rehabilitation potential in acute period of IS.

Keywords: Small vessel disease, perfusion, cerebral blood flow, rehabilitation potential
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BBenenue. [IpornosupoBanne peabUINTAIMOHHOTO
MCXOJIa UHCYJIBTa HE MOXET OBITh MOJHBIM 0€3 OLCHKH
a¢dexToB runonepdy3un, KOTopas SBIAETCA KITFOYe-
BBIM (DaKTOpPOM, CBS3BIBAIOIIMM arepoTpomM003 ¢ Mo-
BPEXJICHHEM MEJKHX COCYIOB M BEIIECTBA TOJOBHOTO
MO3ra. BOJBIIMHCTBO HCCIENOBAaHUNA C OLIEHKOM Iep-
(hy3un rooBHOTO MO3ra (IIPEUMYIIIECTBEHHO, METOIOM
KOMIIBIOTEPHOU TOMOTrpaduu), MOCBALICHBI OMpeaese-
HUIO €€ JUarHOCTUYECKOM M NPOrHOCTHYECKOM LIEH-
HOCTH y NAIMEHTOB, KOTOPBIC SIBJIAIOTCS KaHIUAATaMU
Ha TpoMOomuTHYeCKyIo Tepamnuio. [lepdy3nonnoe wc-
CJICIOBAHHUE MO3BOJISIET OLIEHUTH TaKHE MapaMeTphbl, KaKk
CKOpOCTh MO3roBor0 KpoBoToka (CMK) (cerebral blood
flow), o0bem Mmo3rosoro kposoToka (OMK) (cerebral
blood volume) u cpennee Bpems Tpanzura (CBT) koH-
TpacTHOro mpemnapara (mean transit time). Ha ocnoBa-
HUU COYETAaHUS yKa3aHHBIX IMapaMeTpPOB OMPEIEIeTCs
nepy3uoHHBIH TpodmIb — OOCTHEHHBIN, H30BITOY-
HBIN W 3JI0KauecTBeHHBIN [1, 2]. Ha Texymuit MoMeHT
1enecooOpa3HocTh ydera mep(y3nOHHOTO MaTTepHa
[IpU OIPENEJICHUN TOKa3aHUN U NPOTHBOIIOKA3aHUHN K
penepdy3MOHHOW Teparnuyu OKOHYATEeILHO HE YCTaHOB-
nena. MccrnenoBanuil, B KOTOPBIX ObI MMPOBOIMIOCH U3-
Y4YeHHE B3aWMOCBS3U Tiep(y3HOHHBIX TapaMeTpoB 3a
npeaesaMi OCTPEHIIero Mepruoia HHCYAbTa C peaduin-
TallMOHHBIM MOTEHIAIOM OCTPOTO IepHuoia 3aboeBa-
HUs1, HE 00HAPYKEHO.

AnsrepratuBoii KT-mepdys3un sBisiercs OecKoH-
TpacTHass ~ MarHWTHO-pe3oHaHcHas (MP)-nepdysus
o MeTOAy MedeHHbIX cnuHOB (arterial spin labelling,
ASL), xoropast mo3Bossier ouenutb CMK. Ilpakxtude-
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CKO€ NMPUMEHEHHE JaHHOTO METOAA, a TAK)Ke HaydHbIE
HCCIIEIOBAHUSI C €ro HCIOJIb30BAHUEM, IIPEUMYIIe-
CTBEHHO OI'PaHUYEHbI OCTPEHUIINM NEPHOIOM HHCYIBTA.
Tak, IEHHOCTh METO/1a B IIEPBBIE Yachl 3a001€BaHUS 10~
Ka3aHa B OTHOLIEHMM IPOTHO3MPOBAHUS pPa3BUTHUS Te-
MOpparuvaeckon Tpancopmaruu [3], HACHTHPUKAITIN
apTepualbHON OKKIIO3UU [4], oTOOpa MalueHToB Ha
TPOMOOJIUTHYECKYIO TEpPaNUIO MPU HAJIUYUU MPOTUBO-
MoKa3aHuil Kk KoHTpacTupoBaHuto [5]. Ho B uenom cum-
TaeTcs, 9TO JAaHHBIA METO B OCTpeIel a3ze HHCYIbTa
ycrynaeT kontpactTHoit MP-niepdysun. [Ipu aTom moxa-
3aHO, YTO nepdys3ust 10 METOAYy MEUCHHBIX CIIMHOB I10-
3BOJISICT MOJIyYUTH JOMOJHUTENIbHYI0 HHPOPMALMIO HA
TKaHEBOM YPOBHE O MapeHXMMAaTO3HOM PE3epBE M MO-
KeT OBITh UCIIONIb30BaHa ISl ONpeiesieHus iepedpoBa-
CKYJISIPHOTO pe3epBa M TUIONepy3HOHHOTO CHHIpOMA
[6]. Ha mpumepe 310pOBBIX JIMII TOKa3aHO, 4TO mepdy-
3Hs1 TOJIOBHOTO MO3Ta 1o naHHbIM ASL acconmupoBana ¢
MHUKPOCTPYKTYPHBIMH U3MEHEHHUSMHU OEJIOro BEILECTBa,
U B ITOXKUIIOM BO3pacte TUnonepdy3us MOXKET YCKOPSTh
pazoOmieHre aHaTOMUYECKUX CBsizeld [7, 8].
Herenepanus u pazoOiieHue 0eIoro BemecTna To-
JIOBHOTO MO3Ta SIBIISIIOCTCS OIHUM W3 MPOSIBICHUH TaK
Ha3bIBaeMOil 1iepeOpanbHOil OOJIE3HU MENIKHX COCY/IOB
(LIBMC), mpencrapmnsitomieit co00i CIIOKHBIA TaTOMOP-
(donornyecknii ¥ HEHPOBHU3yaTU3aIIMOHHBINA (HEHOMEH,
B OCHOBE KOTOPOTO JICKUT MOPAKEHHE MEJIKHX COCY-
JIOB TOJIOBHOTO MO3Ta [9]. OCHOBHBIMU TPOSIBICHUSIMU
HUBMC mo nmanasiM MP-tomorpadum (MPT) ciyxar
OCTpbIC JIaKyHapHbIC HH(APKTHI, TAaKyHBI, THIIEPUHTCH-
CHUBHOCTP O€IloTO BelecTBa (JIeiKoapeos), pacuinpeHue
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nepuBacky/sipHbIx npoctpanctB (I[1BIT) u nepedpais-
Hble MukpokpoBomimsHus (LIMK) [10]. HUBMC cuy-
JKUT OCHOBHOHM MPUYMHON COCYAMCTHIX KOTHHUTHUBHBIX
HapyILIeHNH, CBSA3aHa C HOCTYPaJIbHBIMH, TA30BBIMU pac-
CTPOMCTBAMHU U JICNPECCUEH, a TAKXKE MPUBOJUT K BO3-
pacT-acCOUMUPOBAaHHONW moTepe HezaBucumocTH [11].
HecMoTpst Ha BBICOKYIO KIIMHUYECKYIO MOTPEOHOCTD, B
JAUTEpaType HE CyIIECTBYeT YHU(DHUNPOBAHHON U BajIM-
JU3UPOBAHHOM IIKAJIbI HEHPOBU3YaIU3aLHOHHOW OLIEH-
ku niposiBiienuit LIBMC [12], u pons runioniepdysuu B ee
Pa3BUTUHU OCTAETCS MPAKTUUYECKH HE U3YUEHHOM.

Lesb uccnenoBaHusi: U3y4nUTh B3aUMOCBS3b MEXIY
MO3TOBOH TepQy3ueil 1 BBIPaKCHHOCTBIO MPOSIBICHUN
HBMC o manasiMm MPT B KOHTEKCTE peaOMIHTAIIOH-
HOTO MOTEHIIMaa OCTPOTo MepHoia UIIEMUYECKOTO HH-
cynsra (MN).

MarepuaJj 1 MeTOAbI

Oo6cnenosansl 50 namuentos ¢ MU u 10 i 6e3 nH-
CyJIbTa U KOTHUTHBHBIX HapyIICHUH, COMOCTABUMBIC T10
OCHOBHBIM XapakTepucTukaM. KpurepusimMu BKIro4eHUs
B HCCJIEJOBAHUE MTOCITY WK OCTpbIi nepuon MU, Bepu-
(urupoBanHoTO MpH omonw pexkuma MPT nuddyzno
B3BemeHHbIx n3o0paxenuit (JIBN) (diffusion weighted
images), BOSMO)XKHOCTb TIPOBe/IeHUs cTaHaapTHON MPT
TOJIOBHOTO MO3ra W HallMuue KaueCTBEHHBIX M300pa-
JKEHMH. B mcciieqoBanue He BKIIOYAINCH MAIUEHTHI C
MOCIENYIOMM JIeTaJbHBIM HCX0AOM. BceM GonbHBIM
BBINOJIHSUIOCH KJIIMHUYECKOE, JIAO0PAaTOpPHOE U MHCTPY-
MEHTaJbHOE O00CeJOBaHNE COIIACHO JCHCTBYIOLIMM
MOPSIAKY U CTAaHJAPTY OKA3aHMsI MEAULMHCKON IIOMOIIN
OOJILHBIM C OCTPBIM HapylIEHHEM MO3TOBOTO KpPOBOO-
opamenns (OHMK).

OneHka HEBPOJOTMYECKOTO M (DYHKLIMOHAIBHOTO
cTaryca MpoBOAMIACH C HCIIOIb30BAHHEM CIIETYIONIHX
METpHUK: IIKaja WHCYJAbTAa HAUOHAIBHOTO HHCTHTY-
Ta 310poBbs (NIHSS) nmpu mocTyrieHnn u BbIIHCKe,
MoHpeanbckasi IIKajla OHEHKH KOTHUTHBHBIX (DYHKIMN
(MoCA-tecT), nnaexc moomnsHoctn Pusepmun (MMP),
MonudupoBanHas 1mkana Pankwa (MILP) u Tect
orenku mioranust Gugging Swallowing Screen (GUSS)
(pu BBITIUCKE), TECT PyHKIUHN pyku DpeHyaii.

Bcem marmmentam Ha 5-10-¢ CyTKM TPOBOTUIOCH
MPT-uccnenoBanue ToJI0BHOIO MO3Ta Ha BBICOKOIONb-
HoM MPT GE Helthcare Brivo MR 355 co 3Hauenuem
HanpspkeHHOCTH MaruutHoro nosst 1,5T. [Iporokon uc-
CJIC/IOBAHUS BKITIOUAN B ce0sl CIeIYIONIHe HMITYJIbCHBIE
nocaenoBatenbHocTr: T2, T1, FLAIR (Fluid attenua-
tion inversion recovery); rpaJIMEHTHYIO MOCIIE0BATEb-
HOCTh T2 Star Weighted ANgiography (SWAN); muddy-
3MOHHO-B3BEIICHHYIO mocaenoBatenbHocth (DWI) co
3HaueHueM b-daxropa 0 c/mm? u 1000 ¢/mm?. TTomydeH-
Hble n300paxkenus npu MPT-uccnenoBanun oopadarsi-
Bany Ha paboueit cranmmu AW VolumShare 5 ¢ ucmons-
30BaHUeM OCHOBHBIX (Viewer, Reformat) u cnienmmzu-
poBannbix (Ready View) mporpaMMHBIX MPHIIOKEHHH.
Ha ocnoBanun DWI, momyueHHBIX C MCHONB30BaHUEM
IBYX b-(pakTopoB, ObUTH OCTPOEHBI KAPTHI H3MEPSEMO-
ro ko3 dunmrenta nuddysun (ADC) s KomudecTBeH-
HOW OICHKH BETMYMHBI TUPPy3un B ydacTke HHDapKTa.
Kpome »3TOro, ¢ MCHosib30BaHHEM MOCIEAOBATEIbHO-
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creit T2, T1, FLAIR mpousBoaniack OlleHKa CTEIICHU
nmopa)keHus: Oenoro BemiecTsa 1o mkajie Fazekas, xomn-
YEeCTBEHHAsI OLIEHKA KHCTO3HBIX CTPYKTYpP (JIaKyH, pac-
MIMPEHHBIX TEPEBACKYISIPHBIX TPOCTPAHCTB). JlakyHBI
COCYIUCTOTO MPOUCXOXKJICHUS ONPEAEIISIINCh KaK KpyT-
JIbIE VT OBAJIbHBIE TIOAKOPKOBO PACIOJIOKEHHBIE 30HBI
pazmepoMm oT 3 10 15 MM, MO CUTHAIBHBIM XapaKTepu-
CTHKaM HWACHTUYHBIE 1epeOpOCTMHAIBEHOW JKAIKOCTH.
Jleiikoapeo3 MACHTU(PHULINUPOBAJICS KaK 30HBI TUIICPUH-
TEHCHUBHOCTH OENOTo BEIIeCTBa TOJIOBHOTO MO3Ta Ha
T2-UMITyTbCHBIX TIOCJIEOBATENBHOCTAX 0e3 00pa3zoBa-
Hust nosioctedt. [Tox TIBIT moHuManuch mpocTpaHCTBa,
cleayrolre THTUYHOMY XO/1y COCY/IOB YEpEe3 Cepoe UITU
0enoe BemecTBO rOJIOBHOTO MO3Ta, 0 CUTHAJIBHBIM Xa-
PaKTEpUCTHKAM HJCHTHYHBIC JIUKBOPY, TUAMETPOM HE
oomee 3 mm. UMK nnenTrduInpoBaNCh Kak MajeHb-
kue (2—3 MM, MakcumanbHO 10 10 MM) oOnacTu Bbima-
IIEHUsI CUTHAJNA ¢ «d(PQPEKTOM IBETEHUS» Ha TOCIIEI0-
BaTenbHOCTH TpagueHTHoro 3xa SWAN [13]. I'pagamus
HelpoBU3yann3aMonHbIx nposeiernii LIBMC npous-
BOJMJIACH CIICAYIOIIUM 00pa3oM. 3a OCHOBY OBLT B3AT
TIPUHLIMII, NCTIOJIB30BAHHBIN B paboTax J. Staals u coasT.
[12]. ABrops! npemnokuiu 4-0aJIbHYIO LKAy, TIe 3a
HaJIMYME KaXJIOTO W3 YEThIpeX MapKepoB jaercs mo |
oainy (1 u 6onee nakyHna, 1 u 6onee LIMK, neiikoapeo3
2 wim 3 creneHu, yMepeHHele u BeipakeHHbIe [IBII B
0a3aNpHBIX TaHMIUSAX). B pa3BuTHE NaHHOTO TPHHIIU-
Ta TMPOBEJICHO JajbHelIee paHKUPOBaHUE OTACIBHBIX
MP-mapkepoB: 0 makyn — 0 6amios, 1-4 makyssr — 1
oait, 5-10 nakys — 2 6ama, 6onee 10 nakyH — 3 Gaina;
0-20 IIBIT — 0 6aymutos, 21-50 IIBIT — 1 6amr, 51-100
IIBIT — 2 6amna, 6onee 100 IIBIT — 3 6amra; Fazekas
0 — 0 6annos, Fazekas 1 — 1 6amn, Fazekas 2 — 2 Oainia,
Fazekas 3 — 3 6amna; 0 LIMK — 0 6amnos, 1-4 [IMK — 1
oamn, 5-10 IIMK — 2 6amna, 6onee 10 [IMK — 3 0an-
na. Takum 00pazoM, cyMMapHasi OlIeHKa BEIPRKEHHOCTH
OBMC no npennioxkeHHOM 1iKase coctasisia or 0 1o
12 Ganos.

[Tpu momomy nepdy3uOHHO-B3BEIIEHHON MOCIIEN0-
BaTeIbHOCTU 0e3 OOJIIOCHOTO BBEJCHUS KOHTPACTHOTO
npenapara (ASL) xommaectBerHo orneHnBaitach CMK B
Oacceiine cpenHelt Mo3roBoit aprepun B 10 30HaxX M03-
ra B cootBeTcTBUHU co mkamoit ASPECTS [14]. Jannas
10-0ayuibHast 1IKaIa MO3BOJISCT OIICHUTh HAIMYHUE WU
OTCYTCTBHE HIIEMHUYECKUX M3MeHEeHHH B 10 30HaX M03-
ra, B TOM 4HCJ€e, B 6 pernoHax KpPOBOCHAOXKEHUS Cpe-
Helt Mo3roBoit aprepuu (M1-M6), xBoctarom siape (C),
octpoBke (1), BayTpenneii kancyne (IC) u yeueBuueo-
opaznom simpe (L). B 3omax M1-M6 omenka mapame-
TPOB MO3TOBOTO KPOBOTOKa MPOBOIMJIACH OTICIBHO B
KOPKOBOM U TIOZIKOPKOBOM BEIIIECTBE.

Cmamucmuueckas obpabomka Oannvix. Craru-
cTudeckas oOpaboTka MPOBOMWIACH C HCIOIH30BAHU-
eM nakera npukiagHsix nporpamMMm STATISTICA 8.0.
CpaBHUTENBHBIN aHAIN3 JIBYX HE3aBHUCHUMBIX IPYIII 110
KOJIMYECTBEHHOMY TIPU3HAKY BBIMOIHSIICS C IIOMOIIBIO
Kputepusi ManHa-YUTHH, 110 KAU€CTBEHHOMY NPU3HAKY
— C HCIIONB30BaHMeM KpuTepus Xu-kBaspar. [Ipu mpo-
BEJICHUH KOPPEJSIIIUOHHOTO aHAJIN3a TPUMEHSUIICS KpH-
tepuii CriupmaHa. B tabnumax npezacraBieHa MeanaHa
1 MEXKXKBApPTHIIbHBIA HHTEPBAIL.
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KNUHNUYECKME MCCNEAOBAHNA N HABIOAEHNA

Tabnuma 1.

XapakTepucTHKA MATHUTHO-PE30HAHCHBIX MAPKEPOB Iie-
peOpanbHOli 60/1€3HU MEJIKHX COCY/I0B

Table 1.

Characteristics of magnetic resonance markers of cerebral
small vessel disease

H .
Ha cropo- HpOT;BO- Ipynma On the Onthe | Compari-
Mapxkep He ouara* | monoskrod | CPABHE- p Marker |side ofthe | opposite | son group p
cTOpOHE** HUSTF* * lesion * side ** HoAE
*_*%% (0,007 ®_seokok
Jlakyrsr 1 (0-1) 0 (0-1) 0(0-0)  4x swxs 0.026 Lacunes 1 (0-1) 0(0-1) 0 (0-0) **—***06%0276
MBI 15(1-2) 15(1-2) 05(0-1) .o .. 0012 ’
. — — > sk ksksk
’ S =20, #h_HHK) 012 PVS 15012 15012 050-1) s wungols
MK 0(0-1) 0 (0-0) CH ’
Jleii 1,5 (1-2) 1(1-2) cH CMB 0(0-1) 0 (0-0) ns
OO6uwmit WMH 1,5 (1-2) 1(1-2) ns
Gan 4(3-5) 2(1-3) 0,002 Total 4 (3-5) 2 (1-3) 0,002
IMpumeuanue. [IBII — BeIpaXEHHOCTh NEPHBACKYISAPHBIX IIPO- Note. PVS—perivascular spaces; CMB — cerebral microbleeds; WMH

ctpadctB; [IMK — nepebpanbHble MUKpOKpoBOM3IHsHus; Jleit — BbIpa-
YKEHHOCTD JICHKOapeo3a; CH — Pa3JInyusl CTaTHCTHYECKH HE3HAYUMBI.

Pe3yabTarsl

Bospact o0cneoBaHHBIX MAIMEHTOB BaphUPOBAT OT
21 nmo 86 net u B cpemneM coctaBui 66,2+12,.3 net. Cpenu
BKJTFOYEHHBIX B aHAIN3 MareHToB 06110 30 MyxunH u 20
skeHIwH. TspkecTs uHcynbTa mo NIHSS BapsupoBana ot 1
1o 26 6aoB U B cpemHeM coctaBmia S (3-8) 6amios. 12
narmentam u3 50 (24%) Obula poBe/icHa BHYTPUBEHHAS
TpoMmOonmTraeckas Teparus. [1o utoram oOcnenoBanus y
9 nanpentoB (18%) muarHoCTUpOBaH arepoTPOMOOTHYIE-
ckuit, y 11 6ompHBIX (22%) — KapAn0dMOOINIeCKuit, y 8
nauueHToB (16%) — nakyHapHbIid 1y 23 00cienoBaHHBIX
(46%) — MHCYIBT HEM3BECTHOW STHOJIOTHH.
Y 00cIeI0BaHHBIX MAIMEHTOB 3a(pUKCUPOBAHO OOJIBIIICE

— white matter hyperintensities; ns — not significant.

yucno JakyH 1 [IBIT 1o cpaBHEHUIO ¢ IpymIoi 310pOBbIX
quu. B rpynme uncynsra LIMK BbisiBiens! y 11 natmenToB
u3 50 (22%), npu 3toM y 5 GomnbHbIX (10%) LIMK 3aduk-
CHPOBaHbI KaK B KOPE, TaK U B 0a3aJbHBIX FaHIIMSX WU
0eToM BelIecTBe U JnIb y 3 narueHToB u3 50 (6%) nabmo-
Jamch cyryoo xkoprukaipHble [IMK. Pazmiunii B kommae-
crBe LIMK u BbIpakeHHOCTH Jieiikoapeo3a He BBISBIIECHO.
Cymmapsslii pesynbrar mkainsl LIEBMC B rpynne uHcyisra
JIByKPATHO TIPEBBICKJT TAKOBOM B TPYIIITE KOHTPOJIS (Taou. 1).

Kak npencrasieno B Tabi. 2, MalMeHThl ¢ UHCYJIBTOM
OTJIMYAJIUCH OT TPYIIIBI KOHTPOJIs Oosiee Hu3koii CMK B
OemoM BemecTBe 30HBI M3 B mpezienax 000uX Mmoyiia-
puit, a Taxoke 6onee Huzkoir CMK B kopkoBoii wactu M6

TabGnuma 2.
CxopocTh MO3roBOro KPoBOTOKA B IPyIIie HHCYJbTA H KOHTPOJIS
Wucynbt
3ona Koutponp*** P
Wnewn* | Konrp**
M3 xopa 45,5 (36,1-59,5) 49 (43,1-57.4) 51,9 (46,7-60) *_*%0,034
M3 6 *ARX%0,0451
€JI0€ BELIECTBO 18,05 (15,4-22,9) 20,4 (15,4-24,2) 22,1 (19,5-28.,5) HHk k(). (27
M6 *#%0,001
Kopa 41,35 (28,8-55,9) 49,45 (40,6-61,4) 55,35 (47-66,3) %K) 049
OcTpoBoK 48,3 (41,5-56,2) 50,5 (41,9-55,5) 53,45 (44,8-58,1) * %0041
IIpumeuanue. Uncu — uncunarepaipbHoe ovary noiymrapue; KoHTp — KOHTpiaTepaapHOE odary mojiyIiapue
Table 2.
Cerebral blood flow in the stroke and control group
Stroke
Zone - Control*** P
Ipsi* | Contr**
M3 cortex 45,5 (36,1-59,5) 49 (43,1-57.4) 51,9 (46,7-60) *#%0,034
. *AE%(0,0451
M3 white matter 18,05 (15,4-22,9) 20,4 (15,4-24,2) 22,1 (19,5-28.,5) H_EHH() (027
*_#%0,001
M6 cortex 41,35 (28,8-55,9) 49,45 (40,6-61,4) 55,35 (47-66,3) *_RE() (049
Insula 48,3 (41,5-56,2) 50,5 (41,9-55.5) 53,45 (44,8-58,1) * 0,041

Note. Ipsi—on the side of the lesion; Contr — on the opposite side.
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UIcuiIaTepaibHoro nonymapus. Ha ctopone nHgapkra
Mo3ra orMmeuanachk cHmkeHHass CMK mo cpaBHeHHIO ¢
KOHTpaJaTepalbHBIM IONYIIapUeM B KOPKOBOW YaCTH

M3, M6 u ocTpoBKa.

Kak crnenyer u3 Tabm. 3, 4yucio JlakyH oOpaTHO ac-

CLINICAL RESEARC HES AND CASE REPORTS

cormuupoBano ¢ CMK B 3orax M2, M3 ¢ o0eux cTopoH,
M6 Ha cTopoHE O4ara U MHTAKTHOro octpoBka. Ilpu-
YyeM, KOJMYECTBO JaKyH B Ipejesax KOHTpajarepalib-

HOI'0O noJiymapus CBA3aHO C I1OKa3aTeJIeM Hep(l)YSI/II/I BO

Bcex 30Hax o ASPECTS kpome BHyTpeHHEH Karicyibl

Tabnuma 3.

Pe3yabTaThl KOPPEIALUMOHHOIO AHAIN3a CKOPOCTH MO3r0OBOI'0 KPOBOTOKA 10 30HaM B cooTBeTcTBHU ¢ ASPECTS 1 map-
KepaMHM HepedpaIbHOil 00J1e3HH MeJKHUX COCY10B

M1 M2 M3 M4 M5 M6 c [ ] L I

ui KIT ui KIT ui KIT Ui KIT Uil KIT ui KIT
K[5|k[5|k[5|k[5|x[B|[x[B[x[B|k[B|x[B[x][B[x][B[x][5|" """ ™" ™"
Mo [0 00 -0000-0-00000000000-20---02020 0 -
Bl Kn o[- - = = - = - 2 -0 - = -0 - - - - - - < - < - - - - 000 - -
c [00000-0--0--000000000-000202020200 0 -
Mo [0 0000000000 -00000000-000020-2020 -0 -
EKH 00000000000O0-00000000-000020-2020 -0 -
c [00000000000-00000000-000020-2020 -0 -
JedlI [0 0 0 0 0 0 0 - 0000000 -000000000O0O000 0 0 0
Meii3 |0 0 - - 00 -00 - --000-0-0-00=--2020-20200 - -
Jeii [0 0 - - 000000 --000-0000000-020202000 0 0
Mo |- - - =00 -0-0-0-0- - - - - =00 - - - - -0 - - - -
2 Ko [000-000-0--0-00-000000-0002002020 00
c [000-000-00-0-00--00000--0-0202020 - -
WBMC 0 - - - 0000 - - - -00--0-0-----00200200 - -

IIpumeuanue. 3nech u B 1adm. 4: Vi — uncunarepanpHoe nonymapue; Kim — KoHTpanarepanbHOE MoJyIiapue; ¢ — CyMMapHOe KOJIWYECTBO IEMEH-
toB; K — CBF B kope; b — CBF B 6enom Bemiectse; JIK — kommnuectso naxys; [1BIT — BeipaskeHHOCTh NEPUBACKYISIPHBIX TIpocTpaHcTB; Jle#l] — meiiko-
apeo3 Ha YPOBHE IEpeHUX pOroB OOKOBBIX XKely10uKoB; JIei3 - sieiikoapeo3 Ha ypoBHE 3aJHUX POTOB OOKOBBIX >KeIy04uKoB; JIeit — 00mas BbIpaskeH-
HOCTb Jieikoapeo3a; MK — konuuectBo MukpokpoBomsnusiauit; IIIBMC — pesynbrar mikanst BMC; 0 — 3aBUCHMOCTh CTaTUCTUYECKH HE3HAUMMA; «—»
— 3HauMMasl OTPHLATEIbHAS KOPPEISILHOHHAS 3aBUCHMOCTh

Table 3.

The results of the correlation analysis of cerebral blood flow by zones in accordance with ASPECTS and markers of
cerebral small vessel disease

Ml M2 M3 M4 M5 M6 C IC L I

i c i c 1 [ i ¢ i C i c . . .
CX |WH1 CX |wm CX |wm CX |Wm CX |wrn CX |wm CX |Wm CX |wm CX |Wm CX |wm CcX |Wm CX |wrn ' ¢ ! ¢ ! ¢ ! ¢
i oo0o0-000O0O0-0-00000OOO0OO0OOCOO0OC-029- - =-="01010 0 -
ot T e | (K (J )
S oo0o0o0o0-60--0--00O0O0OO0O0OO0O0O0O-00W09090909090 0 -
i oo0o0o0o0O0OO0OO0OO0OO0OO0O-000000OO0O-0O00O090-090 -0 -
g c oo0o0o0o0O0O0OO0OO0OO0OO0O-0000000O0O-0O00090-090 -0 -
S oo0o0o0o0O0O0OO0OO0OO0OO0-0000000O0O-0O00090=-0w90 -0 -
aWMH |0 0 0 0 0 0 0O - 00OO0OOO0OOS-00W0HO0O0HW0WO0OHO00UO0TUO0OTUO0OTU0TUO0 0 00
pWMH (O O - - 00 - 00 - - - 0O0O0-0-0-0O0=--0H40.-09090 - -
WMH oo606--00O0OO0OOO0O0--00O0=-00OO0OOHO0O0O0S=-049090909090w90M0o0
. i - ---00-0-0-0+-0=9--=-»=-=+-=-=-00=-- - = -0 - - - -
% c oo0oo0-000-0--0-00=-000O0OO00O0O0=-0@90T90W90W90W90W9090M0o0
S oo0oo0-000-00-0-00--000O0O0©O0=--06=-066©90w90w90 - -
SVDS o ----00O0O0O9---=--00--0+-0=9-=-=»=-=-=»=-0690900w90w090 - -

Note. Here and in tab. 4: i — on the side of the lesion; ¢ — on the opposite side; s — sum of elements; cx — CBF in cortex; wm — CBF in white matter;
LC — lacunes; PVS — perivascular spaces; aWMH — anterior white matter hyperintensities; pWMH — posterior white matter hyperintensities; WMH —
total white matter hyperintensities; CMB — cerebral microbleeds; SVDS — small vessel disease score; 0 — correlation is statistically insignificant; «—»
— significant negative correlation
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u yeyeBuiieodpasnoro siapa. Kommuecrso I1BII B 3Haun-
TEJIbHO MeHbLIEH cTenenu conpsixeHo ¢ CMK — B 30Hax
OCTpOBKa, 4edeBUIle00pa3Horo sijpa, M3 mpoTUBOIO-
JIO)KHOTO nonyuapus, M6 u BHYTpEHHEW Karcyibl Ha
CTOpoHe oyara. Pa3HHUIIBI B MaTTepHE KOppesauuii B 3a-
BUCUMOCTH OT Jatepanuzauuu [IBII He BbIsBICHO.

BripaskenHocTh neitkoapeo3a koppenuponana ¢ CBF
B 30Hax M1, M3, M4 u M6 npoTHBOIIOJIOKHOTO MOIY-
mapus. [IpuMeuarenbHo, YTO 3HAYMTENBLHO OoJee MIM-
POKWHI1 TPOCTPAHCTBEHHBIN CIEKTP Mep(y3MOHHBIX KOP-
pemauuit (M1-M6, BHYTpeHHsIsI Kalcyilna U OCTPOBOK)
HaOmonascs A 3a{HET0, HEXEH MePeIHEero NepUBeH-
TpUKYIsIpHOTO Jeikoapeo3a. Yucno LMK accouumnpo-
BaHo ¢ CMK B 3omax M1-M3, M6, xBocTaroro spa
Ha MPOTUBOIIOJIOKHON cTopoHe, M4 1 ocTpoBKa ¢ 00e-
HUX CTOpoH, M5 Ha ctopoHe ouara. Konnuecto [IMK
Ha CTOpOHE MH(apKTa KOppeaupoBaio ¢ nepdysueii B
Ipeaenax NpakTUIecK BCEX MCCIEI0BaHHbIX 30H.

Cpenu Bcex MapKepoB HanOOJIbIIEeE KOJTUIECTBO KOP-
pemsuit ¢ CMK B oGmactu 6a3abHBIX siep HaOoma-
nock g LIMK nopaxennoro nomymapus. [Ipu stom
napajokcainbHo, 4To yucio [IMK koHTpasarepaibHOro
MOJyIIapHs, BBIPAKEHHOCTh JieKkoapeo3a (0COOEHHO,
Mepe/IHET0) BOBCE HE OBLIM COMPSDKEHBI ¢ nepdy3ueit
nanHbix 30H. s nakyn u [IBIT HaGmonanock cpennee
YUCII0 Koppensnui ¢ nepdysueit ryookux 30H. C nep-
¢y3ueit M1-M3 (nepuranruoHapHbIx) 1 M4-M6 (cy-
MIparaHrinOHAPHBIX) 30H B HAWOONBIIEH CTEIICHU CBSI-
3aHO YMCJIO JIAKYH MHTaKTHOTO MOJIYyIIApHs, TOTIA KaK
o01ee Yucio JaKyH OOJblIe acCOIMUPOBAHO ¢ mepdy-
3ueit M1-M3. [IpenctaBieHHOCTh OCTaJbHBIX MAPKEPOB
MIPUMEPHO B PABHOM CTEMEHH CONPSKEHA C KPOBOTOKOM
B IIEpH- U CYNParaHJIMOHAPHBIX 00JacTsX.

OO6mwmii 6amt IHIBMC accorunposan ¢ CMK 301 M1,
M3, M5, M6 1 ocTpoBka ¢ obeux cropoH, M4 koHTpaia-
TEPAJILHOIO IOJTyIIapHs, a Takke M5 Ha cTopoHe ouara.
[Tpu 5TOM, Hanbosee cTolkre KOpPensIHn 3apUKCHPOBa-
HBI Ji71s1 30H M3 1 M6 (puc. 1, cM. 3-10 1onocy o0JI0KKH).

Janpaenmmit ananmm3 mokasan, uto CMK He cBs3aHa
¢ BO3pacToM narueHToB. Habmronancs psia koppemsiunit

CMK ¢ BBIpa)X€HHOCTBIO CTEHO30B BHYTPEHHUX COHHBIX
aprepuil u cucremHolt nepdysueii. CMK B kopTuKaiib-
HOM yacTu M5 MHTaKTHOTO MOJyIIapHs acCCOIMUPOBaHa
C MPOLEHTOM cTeHo3a Ha cTopoHe mHpapkra (=0,31;
p=0,036). Ilepdy3us BHyTpEeHHEH KaIICYIIBI ¢ 00EUX CTO-
POH CBsi3aHa CO CTEHO30M HIICHJIATEpalbHOW apTepUH
(r=0,31; p=0,046; r=0,34; p=0,029). Opakumsi BEIOpO-
ca cepaua koppenupoBana ¢ CMK B OenoMm BeriecTse
M2, M3 u M4 308 unTaktHOTO Tomymrapus (r=0,35;
p=0,019; r=0,33; p=0,029; r=0,37; p=0,012). MHoxe-
CTBEHHBIE 00paTHBIE KOPPEIAIUH HAOMIOAATNCH MEXTY
MO3TOBBIM KPOBOTOKOM M CHCTOJMYECKHM apTepHallb-
HBIM JIaBJICHHEM TP MTOCTYIUICHWHU B CTAIlMOHAp: B 30-
Hax M1, M3, M4, M5, M6, ocTpoBka ¢ 00eUx CTOPOH,
TOJIOBKHM XBOCTATOTO si/ipa M YeYEBUIIEOOPa3HOTO sapa
nHTaKkTHOTO moiymapus (p=0,023; p=0,014; p=0,018;
p=0,042; p=0,036). BaxkHO OTMETHUTbH, YTO BEIMYMHA
CUCTOJINYECKOTO apTepHaIbHOTO JABJICHUS HE CBs3aHa
¢ BeIpakeHHOCThIO MapkepoB LIBMC, B ToM uncie ¢ Ko-
nuaectBoM [IMK.

Kax cnemyer u3 tabmn. 4, BBIpaXEHHOCTh HEBPOJIO-
THYECKOro JeUINTa MPH MOCTYIUIGHHH B CTAIMOHAP
accoruupoBana Toipko Jmmb ¢ CMK B 30He M6 Ha
CTOpPOHE ouara, Torna kKak pe3ynsrar mkaisl NIHSS npu
3aBEpILCHUU TIEPBOTO dTara JICYCHUs] U peabuinuTaiun
compsikeH ¢ nepdys3ueii Bcex 30H HHTepeca B Ipe/ienax
oboux monymapuidi. CXOXKHH CHEKTp KOppeIsui Ha-
Omronacst st MOOMIFHOCTH TIAIIMEHTOB COTIIACHO WH-
nexcy Pusepmu. KOrHUTHBHBIN CTaTyC MAIUSHTOB MPU
BeITicke cBsi3ad ¢ CMK 308 M1 u M3 ¢ o0enx cTopoH,
a Takke M4 u M6 KoHTpanarepaabHOro MONyIIapHs.
OyHKIHA KUCTH acCOIMMPOBaHa C mepdy3nell B 30HaX
M2 u M6 ¢ o6eux ctopod, M3 u M4 nuHTaKTHOTO MOITY-
mapus, M5 Ha cTOpoHE ouara, a TakXke UIcuiarepalib-
HOTO OCTPOBKA. BBIpaKEHHOCTh JUC(aruu KOpperupo-
Bana ¢ nepdysueit M1 u M5 Ha ctopore ouara, M3, M6
U OCTPOBKA MTPOTUBOIIOJIOKHOTO mostyapus. [Tpumeua-
TETHHO, UTO ¢ (PyHKIMEH TII0TaHus OBLI CBsI3aH KPOBO-
TOK MMEHHOTO B KOpe 0003HauEHHBIX 30H (32 HCKIIOYE-
areM M3). Pesynerar MILP mipu 3aBepIiiieHUH epBOTO

Tabnuma 4.

Pe3yJ'l]>TaTI>I KOPPECJIAIIMOHHOI0 aHAJIN3a CKOPOCTH MO3IroBOro KpoBOTOKa 1O 30HAM B COOTBETCTBUMU C ASPECTS u kin-

HUYEeCKHUMHU JAHHBIMH

Ml M2 M3 M4 M5 M6 c [ic|[ L[
HIT KIT uI KII U1 KII HI1 KII Wn KIT HII KIT
K|B|k|[B|K|B|K|B|{K|B|[K|B|K|B|[K|B|K[B[K|B|K[B[K|B|™" ™™™
NIHSSn 0 0 0 0 0 0 0 0 0 0 0 00 0000000 -0002000202000 0
NIHSSB 0 - 0 0 - - = - = 0 - = 00 - - = =00 - - -0 - - -0 -0 - -
UMP 0 + 0 0 + 0 0 + 0 + + 00+ +0+00+0+0+ 0+ 0+ 0 + +
MIIP 0 - 0 0 - -0 - -0 -000 - --000-20-0-20=-20-20 -0
MoCA 0 + 0 + 0 0 0 0 + 0+ + 000 +000000+00020000 00
® 0000+ +0+00+000+0++00+0+0+20200°00+ 0
GUSS 0 0 000+ 0000 +00000+00000+00000T00 0 +

[Ipumeuanue. NIHSSh — pesynbrar mkainsl HHCYI5Ta HalmoHanbHOTO HHCTUTYTA 30POBbs IPY MOCTyIUIeHUH B cTaninonap; NIHSSB - pesynsrar
IIKAJIBI HHCYIbTa HanmoHamsHOTO MHCTHTYTA 370POBBS IIPH BEINUCKE U3 cTannoHapa; @ — pesynsrar Tecta OpeHyait.
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The results of the correlation analysis of cerebral blood flow by zones in accordance with ASPECTS and clinicaTl iltz)llt; B
Ml M2 M3 M4 M5 Mo C IC L I
i c i c i c i c i c i c ) ) _ )

CX |Wm| CX |[Wm| CX (Wm| CX [Wm| CX (Wm| CX |Wm| CX |[Wm| CX [Wm| CX |Wm| CX |Wm| CX [Wm| CX |wm ! ¢ ! ¢ ! ¢ ! ¢
NIHSSm 0 0 0 0 0 0 0 0 0 0 0 0 0OOOOOOOO-00DO0OO0OO0OTUO0OUO0OO0OO0O0O0
N[HSSB O - 0 0 - - - - -0 - -00----00=---0=- - -0 -0 - -
RMI 0 + 0 O +00+0++00++0+00+0+0+ 0+ 0+ 0 + +
mkRS 0 -00--0--0-00O06---00O09-0=-0-0-0-20 -0
MoCA 0 + 0O+ 0 00O+ 0+ +0O0O0O+O0O0O0UO0OO0OO0O+O0UO0UO0OUO0OTO0OTO0OO0OO0O0
F coo0o00++0+00+000+0++00+0+0+ 00000+ 0
GuUss o0 00OOS+O0OO0OO0OO0OT+O0O0OO0OO0OO0O+O0O0OOO0OO0OSTFTO0OTO0OTO0OTO0OTO0OTO0OTO0OO0 +

Note. NIHSSa — National Institutes of Health Stroke Scale on admission; NIHSSd — National Institutes of Health Stroke Scale on dicharge; ® —

Frenchay Arm Test

stana peadbunuranuu conpsbken ¢ CMK M1, M5, ckop-
JIYTIbl, Ye4eBULIE00Pa3HOTO A/Ipa, BHYTPEHHEH KaIlCyJbl
1 OCTPOBKa Ha CTOpoHe MH(papkra, M5 Ha NpOTUBOIIO-
JoXHOM cTopone, M2, M3, M6 ¢ o6eux cropoH (puc. 2,
CM. 3-10 TTOJIOCY OOJIOKKH).

Oo6cy:xneHue

B nccnenoBannn n3ydeHa B3aMMOCBS3b MEXKIY MO3-
roBOM mepdy3ner u BIPAKEHHOCTHIO TPOSIBICHUH 11e-
pebpanbHOil O0JIe3HN MEIIKHX COCYI0B 0 TaHHBIM MPT
B KOHTEKCTE peadINTAIIIOHHOTO MTOTEHIIHAIa OCTPOrO
nepuona UU. Ilo cpaBHEHHIO ¢ KOHTPOJIBHOM IpynIoi
MAIMEeHTHl B OCTPOM IEepHojie 3a00IeBaHUs XapaKTe-
pu3oBaIIMChH Oosiee BHICOKUM urcioM JakyH u [IBII, Ho
He omnyanuch koaudecTBoM [IMK 1 BBIpa)kK€HHOCTBIO
neiikoapeo3a. AHanu3 cymmapsuoro 6pemenn LIBMC no
pa3paboTaHHOW IMIKalle TOKasal JBYKparHO OOJbIIYIO
MIPEACTABICHHOCT MapKepoB 3a00JIeBaHUS B OCTPOM
Meprojie MO0 CPaBHEHUIO CO 370POBBIMH JuuaMu. [Ipu
HCCIIEIOBAHUM MO3TOBOTO KPOBOTOKA BBISIBIIEHO CHHKE-
uue nokasarenst CMK B 3one M3 6acceitna CMA ¢ o6e-
HUX CTOPOH M 30He M6 Ha cropoHe ouara. bosee BbIcO-
KHI KPOBOTOK B JAHHBIX 30HAX, a TAKXKe 30HE OCTPOBKA,
HaOII0AaJICsT HA CTOPOHE HACTOSAIIEro UH(pApKTa B CPaB-
HEHUH C IPOTUBOIIONIOKHBIM NosymapueM. Cieayer oT-
METHTD, 4TO 30HEI M3 m M6 oTHOCSTCS K 3aJHEH YacTH
Oacceitna CMA.

KoppesnsiiimoHHblil aHanu3 NpojieMOHCTPUPOBAI Ha-
auyre oOpaTHBIX B3aMMOCBS3EH MEKAY BBIPAKEHHO-
cteio MapkepoB LIBMC u mo3roBoit nmepdysucii. Hau-
OosblIee YnciIo Koppemsiuuii ormevanock it LIMK Ha
CTOpOHE MH(APKTA, JTAKYH «MHTAKTHOIO» IOJyIIapus, a
Takke 3aaHero Jeikoapeosa. Yucno IIMK Ha cTopone
nH(papkra acconuupoBano ¢ CBF B obmactu 6azaims-
HBIX sep, Torna kak [IMK «uHTakTHOrO» mMomymapus
HE CBS3aHBI ¢ TaHDmMoHapHOU mepdysueit. [lepdys3us
MEPUTaHIIIMOHAPHBIX 30H CONPSDKEHA C OOIIUM YHCIIOM
naxkyH. [lomydenHble JaHHBIE COTTIACYIOTCS C pe3yabTa-
tamu L. Guo u coasrt. [15], moka3aBuium, 4yTo y nauueH-

TOB C XpPOHUYECKIUMH JIAKyHaMU B PAaHHEM BOCCTaHOBHU-
TesbHOM nepuozae nHeyasta CMK B Genom BemiecTse,
Hapy»KHOW M BHYTPEHHEH KaIlCyJie HUKE 110 CPABHEHUIO
C COOTBETCTBYIOLIMMHU 00IAaCTAMH y 310pOBbIX JHL. [Ipn
9TOM KPOBOTOK B CMEXHBIX C JIAKYHAMH 00JIaCTsIX HE OT-
JU4ascs OT KOHTPOJBHBIX 3HAaueHWi. B HemaBHeM Me-
Ta-aHaJIM3€e MCCIIeIOBAHNN ¢ MPUMEHEHUEM Pa3IHIHBIX
METO/IMK OIEHKH MO3TOBOTO KPOBOTOKA, B TOM YHCIIE
ASL-nepdy3un, nokazaHo, YT0 CHUKEHHBIH MO3TOBOM
KPOBOTOK XapaKTepeH Ui IMallueHTOB ¢ Ooiee BhIpa-
YKCHHOH TMIIEPUHTEHCUBHOCTHIO OejIoro BeecTsa [16].

3auKCHUPOBaHBI MHOXKECTBEHHBIE KOPPEISIINN MEXK-
ny oburm 6anmom LIBMC u nepebpanbHoii mepdysueii
MPAKTHYECKH BO BCEX UCCIIEOBAHHBIX 30HAX, MPEUMY-
[IECTBEHHO, B 3aAHuX oTAemax Oacceiina CMA. Bax-
HO OTMETHUTH, YTO KOPPEISAIIUN HAOIIONAINCh C epdy-
3MOHHBIMU TIOKa3aTelsiMu 000uX mosymapuid. B cBere
MTONTyYEHHBIX JAHHBIX MOXHO TPEATIONIOKUTH, YTO IIe-
peOpanbHast runonepQy3ust CIyKUT OTHOW W3 MPUYHH
nporpeccupoBanusa LIBMC. /laHHble BBIBOJ COIIaCyeT-
csi ¢ pesyiabraroM uccnenoBanus N. Promjunyakul u co-
aBT., COTJIACHO KOTOPOMY, BOKPYT 30HBI JIEHKOapeo3a Cy-
nrectByeT 30Ha cHwkeHuss CMK (nenymOpa), Hannune
KOTOPOM acCOUMMPOBAHO C IKCMAHCHEH THUIEPUHTEH-
cuBHOCTU Y noxkunbix jui [17]. Tlokazano, uto CMK
B KOpE TOJIOBHOTO MO3Tra I0 JaHHBIM ASL-mepdy3un
ACCOLIMMPOBaHa C HMHTETPATUBHOCTHIO MOAKOPKOBOTO
0enoro BemIecTBa pa3HBIX OTAEIIOB MO3Ta Y 3I0POBBIX
nun B Bo3pacte oT 23 no 88 ner [7].

[lonmyueHHsple aHHBIE TOTOJHUTENBHO ITOATBEPXK-
JIAIOT, YTO MATOJIOTUYECKUE W3MEHEHUs], CBSA3aHHBIE CO
CIIOPAINYECKOM HEaMWIOUIAHOW MMKPOAHTHOIIAaTHEH,
HapyLIalT ayTOPEeryJsHi0O MO3TOBOIO KpoBOoOparie-
HUSL ¥ CHHKAIOT MakCUMalibHYO repdysuto [18]. Poib
XpOHHYECKOH runomnepdy3un 0eaoro BeumecTa BCIeI-
CTBUE CYXXEHHS TPOCBETa COCYIOB JI0OKa3aHa B OTHO-
meHnn (HOpMUPOBAHUS JIeHKoapeo3a W 3aKIovaeTcs,
MMOMHUMO TIPOYEro, B JETreHepaluy MHUEIMHHU3UPOBAH-
HBIX BOJIOKOH B PE3yJbTaTe HEMOJHOTO CEJIEKTHBHOTO
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HEKpOo3a OJIMTOJEHAPOLUTOB. B TIpPOTHBOMOIOKHOCTH
JTAHHOMY MeXaHu3My, (OpPMHUpPOBAHHE OCTpPBIX JaKy-
HapHBIX UH(APKTOB, TPaHCPOPMUPYIOIIUXCS Aajee B
JIaKyHBI, OOBSCHSETCS OCTPOW OKKIo3ued mepdopan-
Ta W MaHHEKpo3oM [9]. B HacTosIeM wucciaeaoBaHuU
HEe TIOATBEpXKJeHAa 3Ha4MMasi pOoIlb TperepedpaabHO-
ro KpOBOTOKa B M3MEPEHUH Mep(y3HoHHOTO cTaryca B
OCTpPOM TIEpHOJIe MHCYIbTa, 0COOEHHO, B Tpeieax Mo-
paxenHoi remuchepsl: koppensiuuii CMK ¢ BbipakeH-
HOCTBIO aTepOCKJIepo3a COHHBIX apTepHil TPAKTUIECKU
HE HaOII0IaI0Ch, ACCOIMALH C CEPACYHBIM BEIOPOCOM
00HApYKEHBI TOJIBKO i1 30H M2-M4 «HMHTaKTHOTO»
nonymapus. [Ipu sTom arepockiiepo3 KpymHBIX apTe-
puii paccMaTpwBacTCs B KadecTBE (akTopa, KOTOPHIN
MOCPECTBaM TOBPEKACHUSI TeMaTodHLEPaINnIeCcKOro
Oapbepa ciocoocTByeT nporpeccupoBanus LIBMC [19].
B3aumocsa3s nmemudeckux Mapkepos LIBMC c are-
POCKIIEPO30M W CHCTEMHOH THmornepdy3ueit sSBIseTCS
Oonee OYEBUAHOM, YTO TIOKA3aHO B PS/IC UCCIIEIOBAHUM
[10], B Tom uncie, coOcTBeHHBIX [20].

OcoO0blif MHTEpeC MPEeACTaBISIET BBISIBICHHAS acCo-
nyarus Mexay runonepdysueit u koiaundectsom [[MK.
UYactora BeiBienus LIMK B HacrosiiieM ncciaenoBaHuu
cocraBmia 22% (11/50 manueHToB), 4T0 0Ka3aioch CTa-
TACTUYECKH HEOTIIMYMMO OT JAHHBIX 3JOPOBBIX JIHII.
Tem He MeHee, B Oonee KPYIMHBIX HCCIIETIOBAHUAX TTOKa-
3aHo, yTo yactoTa Bcrpeuaemoctu LIMK npu MU Briine,
YeM B MOmynanuu u pocturaet 35—71% [21]. [Tpu atom
BBISIBIICHHAS B cclienoBannu yactora [[MK 3naunTens-
HO BBIII€ UX BCTPEYAEMOCTH B CEBEPHO-aMEpPUKAHCKON
nomynsamuu — 5% 1o JaHHBIM OOCIEIOBaHUS KOTOp-
b1 The Northern Manhattan Study (NOMAS) [22]. ¥V
OOJIBIIMHCTBA MAIMEHTOB COMIACHO Jokaau3anuu [IMK
SIBUJIUCh TIPOSIBIIEHUEM CIIOPaJMuecKoil HEe aMWIOH]I-
HOW MHKPOAHTHOIIATHH, B OCHOBE KOTOPOH JIKHUT TIO-
pakeHHEe MEJKUX COCY/IOB, CBA3aHHOE C BO3ECHCTBHEM
COCYIOHCTBIX (paKTOPOB PUCKA, B TEPBYIO OYepenb, ap-
TepuanbHOW runeprensuu [18]. Ilpu manHom Bapuan-
te LUBMC pazsurne LIMK cBs3ano ¢ hopmupoBaHuemM
MuKpoaneBpusM [9]. C aprepuanbHO TUIIEpPTEH3UEH B
HanOOJIBITNICH CTENEHN acCOIMUPOBaHbI ITyookue [IMK
[23]. Benymast posnb apTepuanbHON TMIEPTEH3UH, Kak
(haktopa, onpenensromero nep(y3nOHHBIA CTaTyC BHE
octpeiimero nepuoga M nponemoncTpupoBaHa B Ha-
CTOSIIIIEM HCCIIEIOBAHWHU: BBICOKHH YPOBEHb CHCTOIH-
YECKOT0 apTepHaIbHOTO JIaBIEHUS IPU MOCTYIIJIEHUH B
CTAIMOHAp HETATHUBHO CBs3aH C mepdy3ucit OONMbITHH-
CTBa MCCJIEJIOBAaHHBIX 30H Mo3ra. [lomyueHHsle pe3yib-
TaThl MOATBEPKIAIOT O3HUIINIO, coTtacHO KoTopoi [IMK
qaiie HaOIIOAaloTCsl y MAMEeHTOB ¢ MIIEMUYECKUM He
KapAn03MOOIMYECKIM HHCYIBTOM, TITyOOKUMH WIIH JIa-
KyHapHBIMH MH(papKTaMH 1 arepockiepo3om [23]. [Tpu
9TOM HAMH HE TOJIy9EHO JaHHBIX, CBUACTEIHCTBYIOMINX
O HaJM4YUM HEMOCPEACTBEHHOW CBSA3HM MEXIy BEIMYU-
HOM CHCTONMYECKOTO apTepHaIbHOTO JaBICHUS TP TI0-
CTyIieHuu B ctaunoHap u uuciaoMm [IMK, a taxxe BbI-
pakeHHoCThIO Apyrux MapkepoB LIBMC. Takum o6pa-
30M, 1epedpasibHas THrnonepdy3us sSBISIeTCS HE3aBUCH-
MbIM (pakTopom narorenesza LIBMC, B Tom uucne, [IMK.
M3BectHo, yto CMK no nanneim ASL y nun cpennero
BO3pPacTa C CEepleuHO-COCYIUCTEIMU (pakTopaMu pHcKa
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KOppeNupyeT ¢ mapaMeTpaMu KapauoMeTadolndecKoit
JUCPETYISIIUU U MOYKET CITY’)KUTh OMOMapKepoM cepJied-
HO-cocyaucToro pucka [ 16, 24]. Kpome Toro, cyiecTBy-
€T MPOTHUBOIIONIOKHAS TOYKA 3PEHUS, B COOTBETCTBHU C
KOTOpOM cTapeHHe U JeHKkoapeo3 CONMpPOBOXKIAIOTCS KOp-
KOBOW aTpodueil U CHIDKEHHeM HeHpOHaIbHOW aKTHB-
HOCTH, YTO NMPHUBOANUT K YMEHBIUIEHUIO MOTPEOHOCTH B
ero riepdysun [16].

B wuccnenoBanun BIiepBbIe MPOJIEMOHCTPHPOBAHBI
accoruanuun CMK B ocTpom nepuoge MHCYyIbTa C UH-
JUKATOpaMu KIMHUYECKOr0o M (DYHKIMOHAIBHOTO HC-
xona 3aboneBanus. [IpakTiueckn He CBA3aHHAS C W3HA-
yaJIbHOM TskecThio uHCynbTa o NIHSS, nuskas CMK
BCEX HMCCIIEZIOBAaHHBIX 30H O0OWX MONYIIApU SBIIIACH
HETaTUBHBIM MPEIUKTOPOM BBIPAKEHHOCTH HEBPOJIO-
THYECKOro JeuIuTa Py 3aBEepIICHNH MEPBOTO dTara
nedeHus u peabmmmtannu. CXOXKHUHA CIIEKTP KOppesui
HabOmonasics i MOOMIIBHOCTH HarnueHToB. KorauTus-
HBIA CTaTyC TAlMEHTOB acCOUUHPOBaH C mnepdysueit
nepenHel W 3amHed mepuraHrInoHapHo 30H CMA ¢
o0enx cropoH. Taxke oOpaiiaer Ha ce0st BHUMaHUE Ha-
JIYre KOppemsIuii KOTHUTHBHOTO cTaryca ¢ nepdysueit
NepeHeN U 3a/{Hel CynparaHIMOHAPHBIX 30H «MHTAKT-
HOTO» Tonymapus. [lomydenHble JaHHBIE COTTIACYIOTCS
C pe3yabpTaTaMy HAIUX UCCIIEA0BAaHU, TPOAEMOHCTPH-
pPOBaBIINX, YTO MATTePH KOTHUTHBHBIX HApPYIICHUH B
OCTPOM TIEPHOJIE UIIIEMHYECKOTO WHCYIBTa aCCOIUUPO-
BaH ¢ QPAKIIMOHHON aHI30TPOTIHEH «MHTAKTHOTOY» HUX-
HETo (PPOHTO-OKIMITATATIHHOTO U IIUHTYIISIPHOTO ITy4YKOB
[27]. Baxxno ormeTuTh, uto BenumuunHa CMK mo ASL-
niepdy3uu CTPOro acColMupoBaHa ¢ HEHPOHAIEHOU aK-
TUBHOCTHIO [26]. PaHHMMU BicCieI0BaHUSI C MPUMEHEHU-
€M TO3UTPOHHO-IMHCCUOHHON TOMOTpaduu J0Ka3aHo,
YTO MO3TOBOW KPOBOTOK U METa00JIN3M B3aUMOCBSI3aHbI,
B YaCTHOCTH, Y TIAIIMEHTOB C BETETATUBHBIM COCTOSIHH-
eM [27]. [TosToMy accoraiii MO3roBOro KpOBOTOKA C
KOTHUTHBHBIM CTaTyCOM MOTYT OBITH OOBSICHEHBI, B TOM
4YHUCIie, YPOBHEM HEHWPOHAIbHOM aKTUBHOCTH OTMEYECH-
HBIX B MCCJIEZIOBAHUH 30H TOJIOBHOTO MO3Ta U OTPaXkaTh
peopraHu3aluio Mo3HaBaTeIbHON cepbl B OCTPOM Iie-
puoze 3a00IeBaHUS.

[IpumeuarenbHo, YTO (DYHKUUS KUCTH, CTPOTO JIe-
TEPMUHUPOBAaHHAS ~ AHATOMHUYECKOH  IIEIOCTHOCTHIO
JIBUTATEJILHOM KOPBI U KOPTUKOCITMHAIBHOTO TPAKTa BO-
BJICYEHHOTO TIONYIIAPHs, aCCONMUpPOBaHa ¢ nepdysueit
MHOKECTBa 30H 00eux remuchep. Januoii dakt yka-
3BIBAET HA 3aBUCHMOCTH JIATEPAJTM30BAHHBIX (DYHKIIHH,
IIOMUMO TIPOYEro, OT o0Iel uepedpansHoi nepdysun.
M3BecTHO, UTO CTOMKWN TIepy3HMOHHEIN nucOamaHCc B
KOPTUKAJILHOW CEHCOMOTOPHOH CETH, M3MEpSEMBIH B
MOKOE B BOCCTAHOBHUTEIHHOM IE€PHO/IEC HHCYJIbTA TPHU
nomoun ASL, CBSi3aH C IUIOXUM BOCCTaHOBJICHUEM
(YHKIIMM PYKH TOCIIe MHCYIbTa [28], MOITOMY BBISIB-
JICHHbIE KIMHMYECKHE acCOLMALMU BO3MOXHO HHTEP-
NPETUPOBATh HE TOJBKO B KOHTEKCTE TUnonepdy3un Ha
(hoHE CTPYKTYPHOTO TOBPEXKIEHHUS TOJIOBHOTO MO3ra
(0cTpOro UM XPOHUYECKOTO0), HO U B CBETE 1Al TUBHBIX
niep(y3nOHHBIX H3MEHEHUH CTPATerHueCKUX 30H MO3Ta,
o0ecTeunBaroInX BOCCTAHOBICHHE (DYHKIIMHU B YCIIOBHU-
SIX paHHEH peaduIuTaIuy.

Taxoke BBISIBIIEHA 3aBUCUMOCTH BBIPAXKEHHOCTH JIHC-
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(baru OT COCTOSIHUSI KPOBOTOKA B KOpPE HEKOTOPBIX
MepH- ¥ CyNparaHIMOHAPHBIX 30H 00OWX IONyIIAPUH.
ITonydeHHble JaHHBIE CBUJIETEIILCTBYIOT O BEICOKOM 3HA-
YUMOCTH TOJYIIAPHOW Mep(y3uu st OCYIIECTBICHUS
¢dyHKIMH roTanus B octpoM nepuoze MU u cootHocsT-
Csl ¢ pe3y/nbTraTaMu HUCCIEAOBAHUN MOCIEAHEr0 BpeMme-
HU, TPOJEMOHCTPUPOBABIINX IHUPOKOE KOPTUKAIBHOE
MIPENICTAaBUTENHCTBO (PYHKIIMU TIIOTaHHS: TEMEHHO-BH-
COYHbBIE 00acTH, Tpe- U MOCTICHTPaJIbHAS M3BUIMHA,
OTIepKYIsIpHasi 00JIaCTh, CylipaMapruHalbHas N3BHIIMHA
1 mojjIesKalee 0eoe BEeIecTBO, a TAKKe TUMOUIECKIe
CTPYKTYPbI ITPABOTO MOJIYIIAPUS U CEHCOPHBIE 30HBI Jie-
Boro nomymapus [29, 30].

Haxonen, nmpoBeieHHOE HCCEOBaHUE MPOAEMOH-
CTPUPOBAJO, 4YTO pe3yasraT MoauduIpoBaHHON
Kbl PHKUH MpU 3aBEPUICHUU JIEYEHUS HETaTUBHO
aCCOLIMUPOBAH C runonepdysueil OOJBIIMHCTBA HC-
CJICIIOBAHHBIX 30H B mpeaenax oboux momymapuii. [Ipu
9TOM YKa3aHHBbIC KOPPEJALIMU HE 3aBUCST OT BO3pacTa
MManueHToB. TakuM 0Opa3oM, 00NN HEBPOIOTHIECKUIH
craryc, (YHKIHS KUCTH, IJIOTaHUE, MOOMIBHOCTh, KOT-
HUTHUBHBIC CIIOCOOHOCTH M CTENEHb MHBAJIMAM3AIMU B
OCTPOM MEPUOJIC UILIEMUYECKOTO HHCYIBTAa YETKO acco-
LUUPOBaHBI ¢ IepQy3ueit 000MX MONTyIIapUil TOIOBHOTO
mosra. PanHee HaMU MOKa3aHO, YTO PE3yNbTAT IIKAJbl
HBMC sBnsieTcst 3HAYMMBIM MHIUKATOPOM HEBPOJIOTH-
YECKOT0, KOTHUTUBHOTO 1 (DYHKITHOHAIBHOTO CTaTyca Ha
MOMEHT 3aBEpIIICHUS MTePBOTO Tarna iedeHus. Hanboms-
i HeratuBHbINA BKIag LIBMC B TskeCTh UHCYBTA OT-
MEYaeTCsl y JKEHIINH, TaIHeHTOB MOJIOJO0TO U CPEIHETO
BO3pacTa, OOMBHBIX CaXxapHBIM JTUA0ETOM, IMAlUEHTOB C
HEKapIU03MOOIMYECKUM UHCYJIBTOM, MAJIBIM Pa3MepPOM
ouara M yTOJNILEHUEM KOMILIEKca nHTUMa—menua [20].

B nenom, Ha OCHOBaHUM MPOBEACHHOTO HCCIIECIOBA-
HUS MOXKHO 3aKIFOYHTh, YTO TIIOOATBHBIN Tiepdy3noH-
HBIN CTaTyc acCOLMUPOBaH ¢ BeIpakeHHOCThI0 LIBMC n
peadbuIUTAIIMOHHBIM MTOTEHIIHAIOM B OCTPOM IIEpPHOJIEe
Hn.

Kongpnuxkm unmepecos. ABTOpbl cO00IIAOT 00 OT-
CYTCTBUH B CTaThe KOH(IUKTA HHTEPECOB.

Qunancuposanue. VccieqoBaHue HE UMENO CIIOH-
COPCKOM MOIAEPIKKH.
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BJIUAHUE BO3PACTA, KOMOPBUAHBIX CEPAEYHO-COCYAUCTbBIX

U DMOIIMOHAJBHBIX ®PAKTOPOB HA JIETKOE KOTHUTUBHOE

CHUXEHMUME B CPEJHEM, ITIOKNJIOM U CTAPYECKOM BO3PACTE

'Kadenpa HepBHbIX 60nesneit u Heiipoxupypruun PIAOY BO Ilepsoiit MIMY um. .M. Ceuenosa Munsapasa Poccun (Ceue-
HOBCKUH YHHBepcHUTET), yi. TpyOernkas, 1.8, ctp. 2, Mocksa, 119991, Poccuiickas deaepanusi;
*Hayuno-uccnenonarenbckuii otaen Heposnorun @IAOY BO Ilepssiit MI'MYVY um. .M. Ceuenosa Mun3zapasa Poccun (Ceue-
HOBCKHI YHHUBepcHTET), yiI. TpyOenkas, 1.8, cTp. 2, Mocksa, 119991, Poccuiickas denepanus

Jlézxoe koenumuenoe crhudicenue (JIKC) xapakmepusyemces scanodamu nayueHmos Ha yxyoulenue namamu u /uiu opyeux Koe-
HUMUBHBIX (YYHKYULL, He 3ampyOHsIouue 00bIUHYIO NPOPECCUOHANLHYIO U COYUANbHYIO Oesmenbrocmb. Knunuueckoe netipon-
cuxonoeuyeckoe Ucciedo8anue BbIAGIsAem UsMeHeHus, He 00Cmu2auue Cmenenu yMepeHHo20 KOCHUMUBHO20 pAcCmpoucmad.
JIKC, kak u cybvekmugHoe KOGHUMUBHOE CHUICeHUe, MOodicem Oblimb NPEOUKMOpoM pa3gumus 601ee MmANHCENbIX KOSHUMUBHBIX
HapyuweHutl 6nioms 00 pa3eumusi OemMeHyuu.

Hennlo HecaexoBanust Obl1 ananu3s Helponcuxono2uieckux xapakxmepucmux nayuenmog ¢ JIKC cpeonezo, nosicunozo u cmap-
4ecKo20 803pacma 6 3a8UCUMOCHU OM 803DPACIA, HATUYUA CePOEUHO-COCYOUCIBIX PaKMOPO8 PUCKA U COCIMOAHUSL IMOYUO-
HanbHO-appekmusHol cepuol.

MarepuaJ 1 MeTOABI HCCAeAOBAHMS. [Ipoananuszuposansl pesyivmamul oocnedosanus 320 nayuenmos (234 scenuyunsl, 86
MYdHcuUn) 8 803pacmuuix epynnax 45-59 nem, 60-74 nem u 75—89 nem 6 cpasnenuu ¢ nokazamenamu 104 300posvix ucnvimy-
eMbIX ¢ meMu e 803DACMHbIMU Xapakmepucmukamu. Hccnedosanue 6kniouano Kiunuieckoe oociedosanue i npumeHenue
Habopa wiKan u ONPoCHUKOB, OYEHUBAIOWUX KOCHUMUBHbBLE QYHKYULU U IMOYUOHATLHIIL CINAMYC.

PesyabTarsl. Haubonee snauumvimiu yCmouduugblMu pasiuiusmi 300p06slx ucnvinyemvix u nayuenmog c JIKC pasnuvix 6o3-
pacmuulx epynn 6uL10 yxyouleHue noKazamenet namamu, Ynpasuisiowux QYHKYutl u CHUMCeHue 3HaveHus Kpamkou WKabl
oyenKu ncuxuieckoeo cmamyca u 6amapeu 10610t oucynxyuu. ObHapysicensvl paznuyus 8 803pacmHol OUHAMUKE KOZHUMUG-
nozo cmamyca nayuenmog ¢ JIKC u 300poswix auy. Cpasnenue noxazameneii Nayuenmos ¢ j1eeKumil  ymMepeHHbIMU mpeeodic-
HO-0enpeccusHbiMU PACCMpOUCmeami ¢ NAYUEHMAaMU AHATOSUYHBIX 803PACHHBIX SPYNN De3 IMOYUOHANLHO-APDPEKMUSHbIX
PAaccmpoiicme 3HaUUMbIX paziudull He 0OHapyJcuno. Bvisgneno enusanue conymemeyowux cepoeqHo-cocyoucmolx pakmopos
pucKka Ha noxasamenu 100HbIX YNPAGIAIOWUX YHKYULL.

3akiouenue. [lonyuennvie dannvie noomeepicoarom npagomeprocms gvioenenus JIKC cpedu 0oymepeHHbIX KOSHUMUBHbIX
paccmpoticme, noKa3vleaion 0coOeHHOCMU 803PACMHOU OUHAMUKY KOZHUMUBHO20 CIAMYCd, OMCYMCmeue e2o C6s3u ¢ IMO-
YUOHANLHBIMU PACCMPOUCNEAMU.

KnrwueBbie c0Ba: kocHumusHsie HApyuerusl, 1eckoe KOCHUMueHoe CHUJICeHue, HeoeMeHmHble Kozﬁumueﬂblepaccmpoﬁcmea
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THE INFLUENCE OF AGE, COMORBIDE CARDIOVASCULAR AND EMOTIONAL FACTORS
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Subtle cognitive decline (SCD) is characterized by patients’ complaints about their memory and other cognitive functions that
do not make difficult professional or social activity. Clinical neuropsychological research reveals some changes, which does
not fit definition of mild cognitive impairment. SCD as well as subjective cognitive degradation can predict more severe cogni-
tive disorder, including dementia.

The primary aim of the research was to analyze neuropsychological features of middle-aged and elder patients who suffer from
SCD. Patient groups were based on age, cardiovascular risk factor and the state of emotional condition.

Material and methods. We analyzed the data of 320 patients, including 234 women and 86 men of 45-59, 6074, 75-89 age
groups. These results were compared to 104 healthy subjects of the same age groups. The research included clinical and neu-
ropsychological evaluation of cognitive functions and emotional status.

Results. The most significant differences between healthy subjects and the ones with SCD of various age groups were memory
scores and executive functions as well as decline in Mini mental state examination and Frontal Assessment Battery. The dif-
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ferences in age connected cognitive status of patients with SCD and healthy ones were found. The comparison of patients with
mild and subtle anxiety disorders with patients without emotional disorder of the same age has not revealed any significant
differences. It was found that cardiovascular rvisk factors influence frontal managing functions.

Conclusion. The collected data confirm SCD specification among premild cognitive functions and decline show the peculiari-
ties of age connected cognitive status as well as absence of negative connection between emotional disorder.

Keywords: cognitive disorder, subtle cognitive decline, non-dementional cognitive disorder
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B nocnennue roasl HabIIOAAETCS BO3pACTAIOLINN HH-
Tepec K HEIEMEHTHBIM KOTHUTHUBHBIM PACCTPOMCTBAM.
310 00YCIIOBIEHO OTCYTCTBHEM 3HAUUMOT0, YCTOMYMBO-
1o 3(bexTa UMEIOMHXCSI CPEICTB BO3ACUCTBUS TIPH Be-
JeHnHU OOJIbHBIX C JIEMEHLMEH n Hanbolee pacnpocTpa-
HEHHBIM COCTOSTHHEM — 00JIe3HbI0 Anbnreiimepa. Haun-
Oonee paHHAS JUATHOCTHKA KOTHUTUBHOTO CHUYKCHUSI
Ha JIONIEMEHTHON CTaJuU TIPEAINOoaraeT BO3MOXHOCTh
BTOPUYHOH MPO(QUIAKTUKH KOTHUTHBHBIX PACCTPOMCTB.
Cpenu HeJIeMEHTHBIX KOTHUTHBHBIX HapyIICHUH BbIJIe-
JISIOT YMEPEHHOe KOTHUTHUBHOE paccrpoiictBo (YKP)
(anmn. mild cognitive impairments) U Tak Ha3bIBacMOE
MpelyMEepeHHOE KOTHUTHBHOE CHMXKeHre (aHTIL. premild
cognitive decline). B 6onpimuHcTBE pabot npemxyMepeH-
HOE KOTHUTHBHOE CHMXXECHHE aCCOLMUPYETCsl ¢ CcyOb-
eKTUBHBIM KOTHUTHBHBIM cHkeHueM (CKC) (anrm.
subjective cognitive decline), kpuTepusMu KOTOPOTO
MPUHATO 0003HAYaTh HAJIUYME JKajJ00 Ha HapyIIeHUE
naMsITH U\WIK IPYyTuX KOTHUTHBHBIX (DYHKLUI OpU OT-
CYTCTBUM 3HAYUMBIX OTKJIOHEHHUH IPU HEHPOICUXOJIO-
rudeckoM uccnenoBanuu. Kpurepuem pazgenenus YKP
n CKC npesaraercs cuutaTh CHIKEHHE IOKazaTenei
HEHPOTICHXOIOTMYECKUX TECTOB B Oosiee yem Ha 1,5 cur-
MBI 110 CPAaBHEHUIO C HOPMaJIbHBIMH BO3PACTHBIMHU, T€H-
JIEPHBIMU, 00pa30BaTeIbHBIMU XapaKTepPUCTHKaMH |1,
2]. Bmecre ¢ aTuM B psie paboT BBIAEISIOTCS TPYIIIBI
[AIMEHTOB C NPEIyMEPEHHbIM KOIHUTHBHBIM CHHXKE-
HHUEM, B KOTOPBIX KJIMHUYECKH 3HAUNMO€E CHUKEHNE TI0-
Kaszareynel HEeHPOINCHXOIOTMYECKOTO HCCIEIOBAaHUS HE
nocruraet ypoBHss YKP. D10 coctosiHne o6o3Hayaercs
Kak Jierkoe korauTuBHOe cHIKeHue (JIKC) (anm. subtle
cognitive decline). Ha ocHoBanum uccnenoBaHuii, pa-
Hee MPOBEJCHHBIX B HAllleH KIMHUKE, Mbl TAKXKe I10Ja-
ramy uenecoodpasubiM Beiaenenne JIKC BHyTpu npea-
YMEPEHHOTO KOTHUTHUBHOTO CHIXeHU [3]. Hamu Obutn
npeoxkeHsl cnenyronme kputepun JIKC [4]:
® CHIDKEHHE KOTHUTHUBHBIX CITOCOOHOCTEH 1O CpaBHe-

HHUIO CO CPEIHUM BO3PACTHBIM M 00pa30BaTebHBIM

YPOBHEM, KOTOPOE MOXKET UMETh OTPAKEHHE B 7KaJIo-

0ax manueHTa Wik He 0CO3HABATHCS CyObEKTHBHO;
® OTCYTCTBHME U3MEHEHUI MHTErPaJIbHBIX [TOKa3aTeneu

KOTHUTUBHBIX (DYHKUMH MO AaHHBIM OOIIUX CKPH-

HUHTOBBIX IIIKaJ, HapuUMep, KPaTKOH IIKajbl OLEH-

K{ TICHXMYECKOTO CTaTyca,
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® OTCYTCTBUE KaKHX-THOO OOBEKTHUBHBIX HapyIICHUH
WIH TPYTHOCTEH TMOBCETHEBHOTO (PYHKIIMOHHUPOBA-
HUSL.

e [Ipu pacmmpeHHOM HEHPOIICUXOJIOTHYECKOM HCCIIe-
JIOBAaHUU BBIABISAIOTCS JIETKUE M3MEHEHHUS IO PsIy
TECTOB, HE BBIXOJIAININE 32 MPENEbl Pa3InIuii 00Ib-
e 4yem Ha 1,5 y OT HOpMaJIbHBIX [TOKa3aTesei.

B namreii npeapiaymiei myomukanuu [S] Mbl 1MOKa-
3aJli, YTO MPeAyMEpEeHHOEe KOTHUTHUBHOE PacCTpOiiCTBO
CIIeIyeT pa3/iessaTh Ha CyObeKTHBHOE KOTHUTHBHOE CHU-
JKeHHe, MPU KOTOPOM MpH HAJIMYUHU Kajo0 MalueHToB
Ha yXyAIIeHUE MTaMATH WIH IPYTHX KOTHUTHBHBIX (PYHK-
LU HEUPOIICUXOJOTUYECKOE UCCIIEIOBAHUE HE BBISBIISA-
€T OTKJIOHEHUW OT CPEeIHEeCTAaTUCTUYECKONH HOPMBI, U
JIeTKO€ KOTHUTHUBHOE CHIKEHHE, XapaKTepH3YyIolleecs
HeOompmuM (MeHee 1-1,5 y) CHIKEHHEM HECKOIBKHX
rokazaTesieil Impu pacIIMpeHHOM HEWpOICHXOIoruye-
CKOM HCCIleIoBaHNH. BoNbHBIE MOTYT BBICKa3bIBaTh JKa-
J00BI Ha TIOBBIIICHHYI 3a0BIBYMBOCTh, CHUKCHUE KOH-
[EHTPAallMd BHUMAaHWA, TOBBIIICHHYIO YTOMIIIEMOCTH
IIPU YMCTBEHHOW paboTe, MHOTIA — TPYAHOCTH T0100pa
HYKHOTO CIIOBA B pa3roBope. YKa3aHHbIE KaJI0ObI Ipe/I-
CTaBJISAIOT cOOOW BEeChbMa aKTyalbHYIO JUIS TAalUeHTa
pobJeMy, KoTopasi CIy>KUT MOBOAOM JUIsl oOparieHus
K Bpauy. [lanueHTsl Ipu 3TOM MOJHOCTHIO COXPAHSIIOT
HE3aBHCHUMOCTP B ITOBCETHEBHOW KHU3HHU.

Lenbro uccnenoBanus sIBUICS aHATIU3 HEHPOIICUXOIIO-
rudeckux xapakrtepuctuk namueHTtoB ¢ JIKC cpenmero,
MOKHUJIOTO M CTapUECKOr0 BO3pacTa B 3aBHCUMOCTH OT
BO3pacTa, HaJIM4Hs CEPJICYHO-COCYUCTHIX (PaKTOPOB PH-
CKa U COCTOSTHHS SMOIIMOHATBHO-a)()eKTUBHON CEPHI.

MarepuaJ U METOBI HCCJIEIOBAHNS

[Ipoananu3upoBaHbl pe3yabTaThl  00CIEOBaHUS
320 mamueHToB (234 *KEeHIITIH U 86 MYKJIHH) B BO3pacTe
44-89 ner (cpenuuii Bo3pact 66,9+8,8 rona), oOpaTus-
LIMXCs € JKajlo0aMy Ha HapyLICHUsI IaMATH, yIOBJIET-
Bopsitonx kputepusim JIKC. Ilokazatenn manueHToB
CpaBHUBAJNCH ¢ Toka3atemsiMu 104 310pOBBIX JrOAEH
(33 myxumH u 71 S>KEHIIMHBI, CPEAHMH BO3PACT
64,2348,14 Tona), He MPEIBABIABIINX KAJIOO MPHU aK-
TUBHOM PacCIpoce Ha HapyLeHHE NaMsITH WIH APYTHX
KOTHUTUBHBIX (yHKIUHA. OOCae10BaHNne IPOBOIUIOCH
HE3aBHCHMO IIECThIO CIEHHMATUCTAMHU MO 001emMy
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npotokony. Y 72% mnanueHToB ObLIO BhICIIEEe 00pa3o-
BaHWE, OCTallbHble MMEIHU CpEeJHEe U HEOKOHUYEHHOE
BhICIIee OOpazoBaHue. BeceM manmueHTaMm U 3J0pOBBIM
JUIaM TPOBOJMINCH HEHPOIICHXOJIOTHIECKOe HCCle-
JIOBaHWE C HCIOJH30BAHUEM KOJIMYCCTBCHHBIX HEMH-
POTICHXOJIOTHYECKHX IIKAJ [6]: KpaTKas IIKaiza OleHKH
ncuxuyeckoro craryca (KILIOTIC), 6arapest TecToB aiist
oneHku oOoHoH muchynakiuu (BTIIJ]), TecT Ha maMsTh
«12 cnoBy, TECT HA HA3bIBAHUE JTUTEPATHHBIX U KaTETO-
pHATBHBIX aCCOIMAINA, TECT Ha 3PUTENBHYIO TaMITh
BenToHa, TecT mocie0BaTeNbHOTO COeAMHECHMS Udp
n OykB (Trial making test, TMT gactu A u B) bocton-
CKUH TecT Ha3bIBaHUs, TECT MOBTOPCHUS HU(P B Mpsi-
MOM U 00paTHOM TOpsIIKe, Mpoda Ha KOHCTPYKTHUBHBIH
MPaKCUC «KyOWkK» (MalMeHTa MPOCWIM HApUCOBATh
00BEMHYIO TeOMETPUICCKYIO PUTYpy KyOa, Impu HEBO3-
MOKHOCTH CaMOCTOSITEJILHOTO BBIMOJIHEHUS 3aJaHus
MMaMeHTy TpeaiarajJoch CPHUCOBAaTh (GUTYpYy KyOa),
rpadomMoTOpHAas Mpoda «3a00p», TECT HA CUMBOJIBHO-
nndposoe koguposanue. B rpymnmne manuentos ¢ JIKC
MIPOBOJMIIACH KIMHUYECKas OIICHKa SMOLMOHAIBHO-
a(h(heKTHBHBIX PACCTPOICTB.

Pesynbrare! 06ciae10BaHNS 3aHOCHIIUCH B MHANBULY-
aTpHYI0 (POPMANTM30BaHHYIO KapTy MAIMCHTA U B JIajlhb-
HEHWIIeM TOABEepPrajiuch CTAaTHCTUYECKON 00paboTKe C
HCIOJIb30BaHUEM cTaHmapTHOro nmaketa SPSS v.17. s
aHaIM3a 3HAYMMBIX OTIUYAN MEXKITy JByMsI BBIOOpKaMHU
UCIIOJIb30BAJICSI HEMapaMeTpuueCKuid kputepuii ManHa-
YutHu. Jlns aHanmu3a CBSI3W MEXKAY Pa3IUIHBIME Tepe-
MCHHBIMH HCIIOJIB30BAJICS KOppeJ’[HHHOHHBIﬁ aHaJIu3
CnupmMmeHa.

Pesyabrarsl

s aHanu3a BIMSHUSL BO3pacTHOrO (Qaxropa Ha
[I0KA3aTeNy HEHpPONCUXOIOTHYECKOTO HCCIIEA0BaHUs
naruenTsl ¢ JIKC Obuin pa3neneHsl Ha 3 BO3pacTHBIC
TPYMITBl — CPETHET0, MOKUIIOTO U CTapYecKOTo BO3pac-
ta. B [ rpynmy — ot 44 10 59 ner — BkimtoueH 71 yenoBek
(cpemuuit Bo3zpact 54,3+3,9 roma), Bo Il rpymmy — ot 60
1o 74 ner (cpemnuit Bozpact 67,5+3,9 roma) — BOILIO
180 gemnosek, Il rpynmy — ot 75 no 89 ner cocraBmim 69
yenoBek (cpennuit Bozpact 78,2+3,0 roga). Ilo ypoBHIo
o0pa30BaHus, TeHEPHON MPUHAIIIEKHOCTH OT/IEIHHbBIE
BO3PACTHBIC TPYMIIBl MALMEHTOB WU 3I0POBBIX JIHL HE
paznuuanuch. CpaBHEHHE Pe3ylIbTaToB HEWPOIICHXOJIO-
THYECKOTO HCCIJICAOBAHUS MALMEHTOB M 30POBBIX JIMIL
Pa3HBIX BO3PACTHBIX T'PYMI TOKa3ajlo, YTO IMalUEHTHI
CPEIHEro BO3pacTa JOCTOBEPHO Jy4lle CHPABISINCH C
OoJIbIIeH YacThIO 3aJlaHUi 110 CPABHEHHUIO C TAllMeHTa-
MH HOXKHUJIOr0 BO3pacTa U CTapuecKoro Bo3pacrta, Toraa
KaK B KOHTPOJILHOHW TPYIIIE BIMSIHAE BO3PACTHOTO (hak-
TOpa KacaJoch TOJIBKO 4 1oKa3aresieil - KaTeropruaibHbIX
accormanuii, TMT wactu A, BTJIJl u HEenocpencTBeH-
HOTO BocTpou3BeneHus 12 cios (Tadm. 1).

[Ipu cpaBHEHMH TpEX BO3PACTHBIX I'PYTIIT MAIIMEHTOB
¢ JIKC u 3710pOBBIX HCIIBITYEMBIX 0OHApYKEHO, YTO TIa-
nueHTsl ¢ JIKC nocroBepHo Xyske CIpaBIsSIOTCS C HEW-
POTICHXOJIOTHICCKUMH TecTaMHu (cM. Tabu. 1). [1pu sTom
HaAOTIOAAIOTCS 3HAYMMBbIC Pa3INYMsl, KACArOIIUecs] BO3-
pPacTHOM AMHAMMKM KOTHUTHUBHOIO CTaTyca 3I0pPOBBIX
nroneii u marenTos ¢ JIKC.

CLINICAL RESEARC HES AND CASE REPORTS

Y 310pOBBIX HCIBITYEMbIX KOPPEISILIUOHHBIN aHa-
T3 HEUPOIICHXOIOTUYECKUX I[oKa3arejei ¢ Bo3pac-
TOM TOKa3aJI CTATUCTHYECKHU TIOCTOBEPHEBIC YMEPCHHBIC
OTpHIaTebHbIe KOppensanuu ¢ oommmM Oamiom BTJI/]
(r=-0,339, p<0,001), TecToM Ha TaMATh «12 CIOB» Kak
MIPH HETIOCPEICTBEHHOM, TaK X OTCPOUYESHHOM BOCITPOU3-
Beaenuu (r = -0,532, p<0,0001 u r = -0,351, p<0,001),
TECTOM TOBTOpEHHUs mu(p B MPSIMOM U OOpaTHOM TIO-
paake (r =-0,490, p<0,039 ur=-0,479, p<0,044), nosno-
xutenbHast koppersaius ¢ TMT gacteio «By (r = 0,407,
2<0,007). ¥ namuentos ¢ JIKC xoppensiuu Boime 0,3
He 00HapYKEeHBHI.

Bbl10 mpoBeAEHO CpaBHEHHE HEUPOICUXOJIOrHYe-
CKHX TIOKa3aTeJel ManrueHTOB B 3aBUCUMOCTH OT Halln-
Ysl CEPJICUHO-COCYTUCTRIX (DAKTOPOB pHCKaA (HATUYKE B
aHamMHe3e MH(apKTa MHOKapja, apTepruaIbHON TUIep-
TEH3UH, JAPYTUX CEPIEUHO-COCYUCTBIX 3a00JICBaHUI).
JIms vicKITIOUeHus BIMSHUS BO3PACTHOTO (hakTopa Mmpo-
BEJICHO CPAaBHEHME CXONHBIX MO BO3pacTy rpymm: 134
MAIeHTa C CeP/ICYHO-COCYTUCTHIMH (DaKTOpaMH pHCKa
(cpenuuii Bo3pacT 63,69+6,93 rona) u 91 nanueHt 6e3
HuX (cpemnmii Bozpact 62,29+8,14 roma). Ilo momy u
YPOBHIO 00pa30BaHus TPYIIIBI JOCTOBEPHO HE pas3iinya-
auck. Ilo naHHBIM HEMPONCUXOJOTMYECKOTO HMCCIIENO-
BaHUS TAIIMEHTHI 03 CePIeUYHO-COCYTUCTHIX (PaKTOpOB
pucka nocroepHo Jyuiie (p<0,007) BBINONHSIN TECT
Ha Ha3bIBaHUE JIMTEpPabHBIX accoumaruii (12,98+3,7
u 11,5943,5 coorBercTBEeHHO), HaOpamu OoJiee BBICO-
kuit 6amr mo BTJI/ (16,8+1,00 u 16,5+0,95 cootBet-
cTtBeHHO, p<0,03), mydie CUpaBHINCH C TECTOM CHM-
BONIbHO-ITM(pOoBOTO KopmupoBanus (41,8+7,2 u 36,5+£7,9
COOTBETCTBEHHO, p<0,05), M0 OCTaTBHBIM MOKA3ATEIISIM
TPYTIIITEI HE PAa3INYanCh.

Ha ocHOBannu KJIMHHUYECKON OIIEHKHA dMOIIMOHAIIh-
Horo cocroguus nanueHToB ¢ JIKC ObUIM BBIAEIICHBI
rpymmna ¢ JIErKUMUA U YMEPEHHBIMHU TPEBOKHO-JICIIPEC-
CHUBHBIMH PacCTPOMCTBAMH U TpyTma 0e3 SMOIMOHAIb-
HBIX paccTpoiicTB (OP). I'pynmna ¢ OP Bxirouana 99 ue-
JIOBeK, cpenu manueHToB Obumn 81 >xenmmaa (81,8%)
n 18 myxuun (18,2%), cpeanuii Bo3pacT rpymmsl co-
craBun 62,2 + 8,3 roma. I HMCKIIIOYSHHUS BIIMSHUS
BO3PACTHOTO (pakTOpa W ypOBHS 00pa3oOBaHMs CpeIu
manueHToB 0e3 DOP Obuta momoOpaHa aHaNOTHYHAS
rpymnmna nanueHToB. [pynmna 6e3 OP Bxiroyana 113 ma-
rmeHToB — 38 myxunH (33,6%) u 75 xenmuH (66,4%),
cpeaHuil BO3pacT KOTOpBIX cocTaBuia 63,7+6,5 ropa.
Cpenu manweHTOB CPEIHETO Bo3pacTa 38 IMamreHTOB
(53,5%) umenu OP. Cpenu manueHToB MOKHUIOTO BO3-
pacta rpymma ¢ OP coctosna u3 49 genosex (27,2%).
B III Bo3pactHoi#i Tpymme (cTapuie 75 jeT) ToabKo y 9
genoBek (13%) ormewammce OP. Cpenn mammeHToB C
OP sxeHmuH otmeuanock gocroBepHo (p<0,02) 6osb-
me. He oOHapykeHO HeTaTUBHOTO Bo3neicTBus OP Ha
KOTHUTUBHBIE ()YHKITHH.

O0cyxnenue

B Hammx npempiaymumx myOnukarnusx [3—5] Obuio
MOKa3aHO, YTO YCPETHEHHBIC XapaKTePHCTUKU KOTHH-
TUBHOTO craryca nanueHToB ¢ JIKC ommuuanuce or Ta-
KOBBIX 3IO0POBBIX JIUI] TIO0 OOJBIIMHCTBY TECTOB, YTO,
COOCTBEHHO W MOATBEP/IIIO IPABOMEPHOCThH BBIICICHUS
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Tabnuma 1.
CpaBHeHue Heliponcuxojornyeckux nokasareseii nanuenTon ¢ JIKC u 310poBbIX HCHIBITYEMbIX B Pa3HbIX BO3PACTHBIX
rpynmnax
Bo3spactubie I rpynna II rpynma [II rpymnna
IpYIIIBI (45-59 ner) (60-74 rona) (crapue 75 ner)
IMokazarenu MaLUEeHThI 3710pOBbIC MaUEeHTHI 3710pOBbIC HaLUEHThI 3710pOBbIE
Ywucio manyueHToB 71 35 180 57 69 12
Hon Myx 18 (25,4%) Myx 9 (25,7%) Myx 44 (24%) Myxk 19 (33,3%) Myx 26 (36,8%) Myx 5 (41,7%)
XKen 53 (74,6%) Ken 26 (74,3%) Ken 136 (76%) Ken 38 (66,7%) Ken 43 (63,2%) Ken 7 (58,5%)
Bospacr, roast 543+39 5544+32 67,5+3,9 66,9 + 3,83 78,2+3,0 77,9 + 3,37
109+3,2
Jlutepanbabie 12,8 £ 3,8 15,7 + 3,03 12,1+34 15.643.0 . 12,3+ 1,39
accouualuu HkRK Tk ammeee ST T
Kareropuansasie 14,6 +£3,9 16,8 +2.8 13,6 £4.5 13,0+ 3,6
accouuanumu 16,7+34 17,1 +£2.9 s A [T 1] mmmg
9,2+0,9
Tecr pucosarus 9,6+ 0,6 9,7+ 0,4 9,3+07 9,5+0,5 « 9,6+ 0,52
4acoB ke mmEm
1
M acts A ST0£22,7 4564102 58,6+ 29,3 499+95 646542869 0119
2
IMTuacte B, 13682369 13444304 14154454 WIS 409500356 1621+ 1404
28,3+0,9
KILIOIC 28,9 f 0,9 293408 28,7+ 0,9 204408 . 28,67 0,49
fkkk EmEmgo L1 ]|
16,8+ 0,9 16,6 + 1,0 16,3+ 1,0 16,0+ 0,0
BTJI], e 17,40 £0,7 s 17,2 +£0,8 mmeee -mo
7,07 + 1,60
12 cn4013 HB 7,80 + 1,38 1031+ 1,20 7,41+ 1,54 9,00+ 1,61 - 8,09 + 1,64
(caM) Sedededk Seveded - TTT]
4,05+£1,51
12 C.HSOB HB 3,72 + 1,37 1,63 + 1,13 JORORORR 2,80 + 1’55 4,09 4 1,47 3582 + 1560
CKII ekt AAA mmm
11,24 + 0,94
12 cios HB 1632060 193,005  11A2E089 4165 050 * 11,91 +0.30
o0ree wekedk s s s -
12 coB OB 75+1,5 10,0+ 0,9 7,3+1,54 8,9+ 1,32 7,26 + 1,69 8,73+ 1,19
(cam)’ * PR AAA kK —
12 cos OB 44+1,7 4,1+1,28 3,0+ 1,37 4,35+1,72 3,0+ 1,18
s 1,9+0,9
CKI1 % ek AAA Tk amm
12 cnos OB, IL70£0.50 944005  1152£070 41890030 11654058  11,73+047
ob1ee k%
Tect noBropenus
A B IpIMOM 6,92 i: 1,11 8.0+ 0,87 6,1*f*1,42 8.21 + 0,95 6,0+ 1,51 6,0+0,0
HopsiKe oo -
Tect noBropenus
mabp B o6paTEOM 45+1,12 6.0+ 1.42 3,98 +1,31 6,00+ 1.41 3,87+ 1,55 4,0+0,0
% Seded ° T
MOpSIJIKe
Tect noBropeHus 11,5+2,07 14,00 £ 2.0 9,89 +£2.41 1429 +2.29 9,88 £2,10 10,0 £0,0
uudp CyMMapHO des dedede 0 -

IIpumeuanue: ' —TeCT HOCISAOBATEILHOTO COSAUHEHNMS LH(P; ? — TECT MOCIIEI0BATEILHOTO COSIUHEHHs (P 1 OyKB
* — TecT Ha mamsTh « 12 CIIOBY, HEMOCPEACTBEHHOE BOCIIPOH3BEICHNE, OOIIee YHCII0 CIIOB;  — TeCT Ha MaMsITh «12 CI0BY, HEMOCPEICTBEHHOE BOCIIPO-
U3BEJICHHE, KOJINYECTBO CJIOB, HA3BAaHHBIX CAMOCTOSITEIBHO; ° — TECT Ha MaMsTh «12 CIIOB», HEMOCPEACTBEHHOE BOCIIPOU3BEICHHE, KOJIMYECTBO CIIOB,
Ha3BaHHBIX C KATEropuabHO# MOJCKA3KOIL; ¢ — TeCT Ha MamsTh «12 CI0B», HEMOCPEACTBEHHOE BOCIIPOM3BEICHHE, 00IIee KOTHIECTBO CIIOB

7 — TecT Ha mamMATh «12 CIIOBY», OTCPOUCHHOE BOCIIPOM3BEACHHE, KOJIMIECTBO CJIOB, HA3BAHHBIX CAMOCTOSITENBHO; & — TeCT Ha mamsTh «12 cioB», OT-
CPOYCHHOE BOCIIPOU3BEACHNE, KOJIMYECTBO CJIOB, HA3BAaHHBIX ¢ KATETOPUAIBEHON MOCKA3KOil; ! — TecT Ha MaMATh «12 CJIOB», OTCPOUYCHHOE BOCIPOH3-
BeJicHUe, 00lIIee KOIUIEeCTBO CIIOB.
J10CTOBEpHOCTH pa3Inyuii oKasarenell 3M0pOBbIX HCHbITyeMbIX U naiueHToB ¢ JIKC B aHaIOrHYHBIX BO3pacTHbIX rpymmax: * — p<0,05; ** — p<0,01;
*xx — p<0,005; **** — p<0,001. JlocTOBEpHOCTb pa3IMUMi OKa3aTesel 3J0pOBbIX UCIIBITYEMbIX U nanueHToB ¢ JIKC B pa3HbIX BO3pACTHBIX IPyMIIaX:
A —cpasuenue | u Il rpynn (A —p<0,05; A A —p<0,01; A A A —p<0,005; A A A A —p=<0,001);
2 — cpasrenne 11 u 111 rpynrz‘o —p<0,05; @8 — p<0,01; e0® — p<0,005: 000 — »p<0,001);

— cpasuenue | u Il rpynm
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— p<0,05; ™™ — p<0,01;

[ ] ]

= p<0,005; """ _ ;,<0,001).
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CLINICAL RESEARC HES AND CASE REPORTS

Tabnuma 1.

Comparison of neuropsychological markers of patients with SCD and healthy subjects in different age groups

Age groups I grou II group III group
(45-59 years old) (6074 years old) (over 75 years old)
Neuropsy>
chological markers | patients with SCD | healthy subjects | patients with SCD | healthy subjects | patients with SCD | healthy subjects
Number of patients 71 35 180 57 69 12
Male 18 (25,4%) Male 9 (25,7%) Male 44 (24%) Male 19 (33,3%) Male 26 (36,8%) Male 5 (41,7%)
Sex Female 53 Female 26 Female 136 Female 38 Female 43 Female 7
(74,6%) (74,3%) (76%) (66,7%) (63,2%) (58,5%)
Age, years 54,3+3,9 554+32 67,5+3,9 66,9 + 3,83 78,2+3,0 77,9 + 3,37
. 10,9+3,2
+ + ’ ’ +
islgzrcailations 12’5**}8 15,7+3,03 12,i**3,4 15,6 £3,0 * 12’-3--1539
[ LYY
Categorial 14,6 £ 3,9 16,8 £2,8 13,6 £4,5 13,0+ 3,6
associations 16,7+3,4 17,1£2.9 Sk A T T mmme
9,2+0,9
gloclg 9.6+ 0.6 97404 9,3+0,7 9,5+0,5 * 9,6 +0,52
rawing test ek (LT
1
TMT part A’ S70£22,7 456+ 102 58,6+ 29,3 499+95 64,65+2869 20 E1L9
2
TMT part B 3682369 m4as324 14152454 DIEIRS 409500356 162121414
28,3+0,9
MMSE 28,9 f 0,9 203408 28,7+0,9 204+ 0.8 . 28,67 + 0,49
*dekd EmEmge L1 1 ]
16,8 +0,9 16,6 £ 1,0 16,3+ 1,0 16,0 0,0
FAB* s 17,40 + 0,7 . 17,2+0,8 mmeeo -mo
. 7,07 £ 1,60
12 words dlgect 7,80 £ 1,38 1031 + 1,20 7,41 £1,54 9,00+ 1,61 - 8,09 + 1,64
(no prompt) wekdek dedededk - T TTT]
12 words with 4,05+1,51
categorical hint, 3,72+ 1,37 1,63 1,13 Sk 2.80 £ 1,55 4,09+ 147 3,82 £1,60
direct® e AAa mmm
. 11,24 £0,94
12 w70rds direct, 11,63 + 0,60 11,93 +025 11,42 + 0,89 11,80 + 0,50 " 11,91 +0.30
total sedesk Sk -
12 words delayed 75+1,5 10,0+ 0,9 73+1,54 89+ 1,32 7,26 + 1,69 8,73+ 1,19
(no prompt)® % Sk AAA Sk amm
12 words with
categorical hint, 44+1,7 19409 4,1+£1,28 3,(1dAcAl ,37 435+1,72 3,0+1,18
delayed 0 * wokE *wk [T 1]
12 words delayed,  11,70£0.50 4y g4, g5 HS2£070 169,030 1165+058  11,73+047
total et
Digit span direct 092 111 8,0+ 0,87 61+ 1,42 8.21+0,95 6,0+ 1,51 6,0£0,0
* *kk P ™
Digit span revers 451,12 6,0+ 1,42 3,98 1,31 6,00 £ 1,41 3,87+1,55 4,0+0,0
% Seded ° T
Digit span total 11,5+ 2,07 14,00 £ 2,0 9,89+ 2,41 14294229 9,88 +2,10 10,0 0,0
%k *kk [ X ) []

Note: '—Trial making test, part A; 2 — Trial making test, part B; *— MMSE — Mini-Mental State Examination; * — FAB — Frontal Assessement Batte-
ry; ° — 12 words direct repetition without prompt; ® — 12 words direct repetition with cateigorical hint; 7 — 12 words direct repetition total;  — 12 words

¥ — 12 words delayed repetition total
Statistically significant difference of patients with SCD and healthy control in same age groups: * — p<0,05; ** — p<0,01; *** — p<0,005; **** —

delayed repetition without prompt; ° — 12 words delayed repetition with categorical hint;

£<0,001.

Statistically significant difference of healthy subjects and patients with SCD in different age groups: A — comparison I-II groups (A —p<0,05; A A

2 p<0,01; A

A p<0,005; AAAA - p<0000);e n Ll
— comparison I-III groups (" — p<0,05; ™ — p<0,01; - p=<0,005; —p=<0,001).

e — comparison II-III groups (e — p<0,05; ee — p<0,01; eee — p<0,005; eeee — »p<0,001);
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KNUHNUYECKME MCCNEAOBAHNA N HABIOAEHNA

3TO# (hopMbI (CTaaMM) KOTHUTUBHOTO CHWbKeHus. Hawm-
Ooylee yCTOMUYMBBIE CTATHCTHYECKH JIOCTOBEpPHBIE pa3-
JIMY¥sI, OTMEUCHHBIC TIPH CPABHEHUH BCEX TPEX BO3PACT-
HBIX TPYII KacajJKuCh TECTOB HA MaMsITh, YIPABISIONIAX
¢yHkumi u naTerpanpHoro nokaszarens — KIIOTIC. O6
AHAJIOTHYHBIX U3MEHEHUSIX KOTHUTUBHBIX (DyHKIWH TpH
«JIOyMEPEHHOM), JIETKOM KOTHUTUBHOM CHW)KEHHWH, Ipe-
KIIMHUYECKOM CTamuu 00JIe3HN AJTbIreiiMepa, COOOIIaroT
Takxke apyrue uccnenonarenu [7-10]. Ilo Hammm naH-
HBIM HauOOJIbIIee YHCIIO PAa3IHIUi UMEIIOCh MPH CPaB-
HEHMHU TpyIIN cpeaHero Bospacra (60—74 net), a camoe
MaJjoe — MeXKIy TPyIIaMH CTapdeckoro Bo3pacra (75 et
U crapiue). B cpaBHUBaeMBIX TpyMIiax CPeAHEro U MOXKH-
JIOTO BO3pacTa CIEKTP pa3TuInuid ObLUT OTM30K IO COCTABY.
[Tpu 5TOM HauboIIee CTATUCTUIECKH 3HAYNMBIE PA3THINS
oOHapy)keHBI B TecTax Ha maMsaTh U bTJI/], uTo yka3niBa-
eT Ha NIABHYIO Ae(EKTHOCTh MHECTUYECKUX U YIPaBIIs-
forux (hyHKIui. brm3kas TeHaeHIns coxpaHseTcs U Ipu
CPaBHCHUHU CAaMbIX CTapIIMX TPYIIl, HO CTATUCTHYCCKH
JIOCTOBEPHBIC pa3Inyusi 0OHAPYKEHBI TOIBKO IO TIOKa3a-
TEJII0 OTCPOYCHHOTO BOCHPOU3BENICHUS, UTO, BEPOSITHO,
CBSI3aHO C HEOONBIIINM YHCIOM HAOIIOICHNUH B ATOW BO3-
pacTHOM TpymIie 300pOBbIX JHL. TakuM 00pazoM, MOKHO
TOBOPUTH 00 YCTOWYHMBOM KOTHUTHBHOM JIe(HIIUTE Y TIa-
nuenTos ¢ JIKC pasnoro Bo3pacra.

CpaBHeHHME BO3pacTHOW JIMHAMUKHA KOTHUTHBHOTO
craryca nanueHToB ¢ JIKC 1 310poBBIX MMOKa3ano Bax-
HBIE pa3iuyus. B To Bpemst Kak pu cpaBHEHUH TOKa3a-
TeJIel TPy CPETHET0 U TOKHUIIOTO BO3pacTa MalieHTOB
¢ JIKC paznuumii He 00HAPYKEHO, ¥ MOKUIIBIX 30PO-
BBIX JIFOJIEH 3HAYMMO CHIKAJINCh PE3yIbTaThl TECTOB Ha
MamsTh U, B MeHbllel crenenu 3Hadenue bTJIJ. Hanpo-
TUB, TIPYU HAIUYHW PA3IUYANA TOJBKO IO ITOKA3aTelsM
BTJI/] npu cpaBHEHUU IPYIII MOKUIIOTO U CTAPUECKOIO
BO3pacTa 3J0pOBHIX JUI], y marenToB ¢ JIKC BrisiBieHa
0oJjice 3HAYMTENIbHAS JUHAMUKA — OHa Kacamach BTJI/I,
KIIOIIC n tecra moBTOpeHus mudp B IpsMoM U 00-
parHoM mopsinke. To ecTh MOMUMO €CTECTBEHHOTO BO3-
PacTHOTO Pa3BUTHS JOOHOW MUCHYHKIMU Y 3TO0POBBIX
moneit, npu JIKC nabmonaercst yxXyAleHne HHTETPpajib-
HOTrO ToKasarens korautuBHoOro craryca (KILIOIIC) u
(YHKIIMYA BHUMAHWSI.

Hambomnpiee 9Mcio cTaTHCTUYECKH 3HAYMMBIX pas-
ymunii y manueHToB ¢ JIKC 1 3710pOBBIX BBISIBUIIOCH PU
CPaBHEHWH TPYII CPETHETO W CTApPUYECKOrO BO3pacTa.
Ho mpu 3TOM, y 300pOBBIX JHIl Hauboiee 3HAYUTENb-
HbIE pa3jinyuus Kacajluch TecToB Ha namsaTh u BTIII, a
B rpynie nauueHToB ¢ JIKC umenucy pa3nnius TeCTOB
Ha JINTepaIbHbBIE U KaTeTOPHAIBHBIE aCCOIMAIINN, PUCO-
BaHMs YacoB, HEMOCPEACTBEHHOTO BOCIPOHM3BEICHHS,
nokazareneit KILIOIIC u BTJI/. M3 aToro BumHO, 4TO
y 370pOBBIX JHI Hanbojee 3HaUMMas OTpHUIATENIbHAS
JMHAMHUKa KOTHUTHBHOTO CTaryca pa3BHUBAeTCs MO JI0-
CTHXEHUIO TIOKMIJIOTO BO3PACTa, IIPH 3TOM YXYIIIAIOTCS
no0HbIe (YHKIMH 1 IaMsITh, a y manueHToB ¢ JIKC mpu
OTCYTCTBHH JAJIbHEHIIIEr0 KOTHUTUBHOTO CHW)KCHUS B
MOYKUJIOM BO3pacTe, OHO MPOTPECCHUPYET B CTAPUECKOM
BO3pacTe — MEepPUOJie C HANOOJIBIIUM PUCKOM Pa3BUTHS
JeMeHuu. KoppensiuuoHHbIA aHanu3 MOATBEPIUI U3-
BECTHYIO CBSI3b CHW)KCHUS MaMSTH, BHUMaHUS U YIIPaB-
TSIOIUX (QYHKIMHA C BO3PACTOM Y 3I0pPOBBIX JONEH. Y
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nareHToB ¢ JIKC rtakoil cBs3u He OOHApPYKEHO, YTO
YKa3bIBaeT Ha MHOW — MaTOJIOTHYECKHIA TeHEe3 KOTHUTHB-
HOU TUCHYHKIHH.

AHanu3 BO3MOXKHOTO BIHSHHUS COCYAHMCTHIX (PaKTo-
poB pucka mpu JIKC mokazan ux CBsI3b C YXyIAIICHUEM,
IJIaBHBIM 00pa3oM, ympaBisomux (QpyHKIuiE. ITo co-
IJIacyeTcs ¢ M3BECTHBIMM JaHHBIMU O XapaKTepe KOTHH-
TUBHOW AMCQYHKIIUU TIPH EepeOpOBACKYIAPHBIX pac-
CTpOICTBAX.

B nurteparype, kacaromieiics HEJIEMEHTHBIX KOTHH-
TUBHBIX PacCTPOICTB, OONbIIOE BHUMAHHE YACISETCS
PO AMOITMOHATEHO-aPPEKTUBHBIX HAPYIICHHH B HX
pazButuu. Mmeronuecs JaHHBIE HEOMHO3HA4YHBI [11-—
14]. MsI He OOHAPYKWIIH OTPHUIATSITHLHON CBSI3H MEXKITY
HaJIMYUeM JIETKUX U YMEPEHHBIX TPEBOKHO-ICTIPECCUB-
HBIX TIPOSIBIIEHUI ¥ KOTHUTHBHBIM CTaTyCOM ITAIlUEHTOB
¢ JIKC. Tot dakt, 4To SMOLHOHAIBHBIE PACCTPOMCTBA C
HanOOJIBINICH YacTOTON MMENHCh Y TAIlMEHTOB CPEIHE-
ro Bo3pacta u Jumb y 13% OonbHBIX cTapuie 75 Jer,
TOBOPUT O BTOPHYHOCTH SMOLMOHAIBHBIX HAPYIICHHUH,
€CTECTBEHHOM pEeaKIMM TPEBOT'M Ha CHMYKEHHE KO-
HUTHBHOTO CTaryca. B MOJb3y 3TOr0 MpEeAroNoKeHs
CBUJICTEILCTBYET NTOMUHUPOBAHUE KEHIIUH Cpeau Ma-
IIUEHTOB C AMOIMOHAJIBHBIMU HapymieHusIMH. OrpaHu-
YEHUSIMH MCCIICIOBAHHMS SIBJISIETCS OJTHOKPATHOCTH HEM-
POTICHXOJIOTHYECKOTO HccienoBanus narueHTos ¢ JIKC
Y 37I0POBBIX JIHAII.

3akjoueHue

[lonmy4yeHHsle naHHBIE MOATBEPKAAIOT MpPaBOMEp-
HOCTH BBIeneHus Gopmsl (ctamun) JIKC cpequ moyme-
PEHHBIX KOTHUTHBHBIX paccTpoiicTB. HamOonee 3Haum-
MBIMH OTJIMYHMAMH OT [10Ka3aTeJIeil KOHTPOJIbHOM IPyMIIbI
3[J0POBBIX JIML OBLIO YXyALICHHE MaMSTH, YIPABISIOMINX
(hynkuuii, camxenune 3nadernii KIIOIIC, BTJI/ ¢ nan-
OONBIIMMHU PA3IMUUSIMU CPEJH MALMEHTOB CPEIHEr0 U
MOXXHUJIOTO BO3pacTa. B oTimume OT 3710pOBBIX JIUIT Y Ta-
uuenToB ¢ JIKC e oOHapy>KeHO 3HAaUMMBIX KOPpPEISLAT
KOTHUTHBHOTO cTaryca ¢ Bo3pacToM. Ilokazana cBs3b
YXYALICHUs! JOOHBIX (PYHKLUH C COCYIUCTHIMU (haKTopa-
MU PHCKa ¥ OTCYTCTBHE CBSA3M KOTHUTUBHOTO CHUYKEHHUSI C
TPEBOXKHO-/ICIPECCUBHBIMU PACCTPOHCTBAMHU.

Kongnuxkm unmepecoe. ABTopbl coodmaoT 06 ot-
CYTCTBHH B CTaTbe KOH(IMKTAa HHTEPECOB.

Q@unancuposanue. Pabora BBIIOIHEHA TPU TOJ-
Jepkke komnanuu Mepu-dapma.

Pabora monmepkuBaercsi «lIpoekToM NOBBIIICHHUS
KOHKYPEHTOCITIOCOOHOCTH BEIYIIMX POCCHHCKUX YHU-
BEPCUTETOB CPEeAN BEAYIIMX MHUPOBBIX Hay4HO-00pa3o-
BaTEJIbHBIX LIEHTPOBY.
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CUHIPOM I'MAEHA-BAPPE C BYJIbBAPHBIMHA HAPYIIEHUSIMU,
ATAKCHUEW U TUIIEPCOMHMUMEW B JIEBIOTE 3ABOJIEBAHUSI
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bynvoaprvie napyuenus 6 dedrome cunopoma [ utiena-bappe (CI'b) scmpeuaiomcs pedko u co30arom ouazHocmuyeckue mpyo-
Hocmu.

Habnmiooanu 6onenyio 55 nem, 20chumanu3upo8anuylo 6 63U ¢ paseumuem amakcuil, Ha3oianuy, Ousapmpuuy, napecmesui
U NOBBIUEHHOU COHTUBOCTU, OOCMUSUIUX HAUDOTBIULEN BLIPAMCEHHOCIU Yepe3 cymKu. T1ep8oHauanbHo GbLl OUACHOCMUPOBAH
«NAKYHAPHBITL CMBONOBOU UMEMUYECKUTL UHCYIbIY, XOMSA KIUHUYECKUue 0cOOeHHOCMU, Hapacmanue CUMNIMoMO8 Ha Npomsi-
JICEHUU CYMOK, OMCYMCMEUE 04A208 UeMUU NO OGHHBIM HEUPOSU3YAIU3AYUL U OMCYMCMeUue Qakmopos pucka UHCYIbma 3d-
CMasAnU comHesamvcs 8 ouazrose. Iposoounocs 06ciedosanue 01 UCKIIOUEHUs. MUACTeHUY, HeUpOuHpeKyull, 6acKyIuma.
Ha 9-i1 0env 3a60nesanus na one peepecca Ha30aauul, OU3APMPUU U AMAKCUU Y OOTLHOU PA3GUNCS OOHOCMOPOHHUL nape3
MUMUYECKUX MbluY, a Ha cledyrouull 0enb — auyeeas ounieeust. CyxodcuibHble peiekcobl ¢ Hoe K Jmomy OHI0 ucuesu, peg-
JIEKChL € pYK ObLiu CHUMCeHbl. Tlape3o6 6 KOHeYHOCMAX He OblLI0, HO ANEeKMPOHEUPOMUOSDADUS BbIABUILA NPUSHAKU NOPAICEHU
MOMOPHBIX AKCOHOB JUYEBbIX, TOKMEBbIX U MAN0bepyosuix Hepeos. bvin duacnocmuposan amunuunviii eapuanm CIb. Ilo
CBOUM NPOAGILEHUAM OH COOMBEMCMEOBAN «OCMPOMY 0YIbOapHoMy napanuyy nuocy. OcobeHHOCMbIO AGIANL0C, OMCYMCMEUe
nosviuenus oenxa 6 LIC)K k konyy 2-ii nedenu 3a001e8aHUs U OMCYIMCMEUe AHMUMEN K 2AHIUO3UOAM 8 KposuU. JleueHue exto-
uano naasmaghepes. Yepes mecsy 6ce KIUHUYECKUE CUMNIMOMbL PE2PECCUPOBATU.

CI'B 6 amunuyHbIx CIyuasx mModlicem Manugecmupoeams Oy1b0apHbIMU HAPYUWEHUAMU U AMAKCUel, Yo HeoOX00UMO yuumbl-
8amv npu OupeperyuanbHoU OUazHOCmuKe co CMeoI08bIM UHCYILINOM.

KnrwueBbie cuoBa: cunopom luiiena-bappe, ocmpwiii 6y1b0apHblil napaiuy—niioc, 0Cmpas MOMOPHAS U CEHCOPHAsL AK-
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GUILLAIN-BARRE SYNDROME WITH BULBAR PALSY, ATAXIA AND HYPERSOMNOLENCE AS
INITIAL CLINICAL FEATURES

'"Federal State Budgetary Educational Institution of Higher Education «Privolzhsky Research Medical Univer-
sity» of the Ministry of Health of the Russian Federation. 603950, BOX-470, Nizhny Novgorod, pl. Minina and
Pozharsky, 10/1

Federal State Budgetary Institution of Health Care of Nizhny Novgorod region «Nizhny Novgorod Regional
Clinical Hospital named after N.A. Semashko»

Bulbar palsy as an initial clinical sign of Guillain-Barre syndrome (GBS) is a rare condition causing diagnostic difficulties.
Here, we report a 55-year-old woman admitted to a stroke center because of development of nasolalia, dysarthria, ataxia, par-
esthesias and hypersomnolence. These signs became most severe a day after the onset. Limb weakness was absent. The initial
diagnosis was a “lacunar brain stem ischemic stroke”, although there were doubts in this diagnosis because of the atypical
clinical features, subacute development of the signs, absence of acute ischemia on MRI and lack of stroke risk factors. Addi-
tional investigations to exclude myasthenia, neuroinfections and vasculitis were performed. Nasolalia, dysarthria and ataxia
regressed almost completely within 9 days but unilateral paresis of facial muscles followed by facial diplegia developed at this
point. Deep tendon reflexes were absent in legs and were decreased in arms at this moment. There was no motor weakness in
limbs, nevertheless electrophysiology indicated bilateral involvement of motor fibers not only in facial but also in both ulnar
and peroneal nerves. An atypical variant of GBS was diagnosed. This variant met the features of the “acute bulbar paralysis
plus,” which J.K. Kim and co-authors classified as a separate variant of GBS in 2016. At the same time, this case can be re-
garded as a variant of Bickerstaff brainstem encephalitis which pathogenesis is close to that of Miller Fisher syndrome and
GBS typical form. The particular feature was the light pleocytosis without increased protein in the CSF by the end of the second
week as well as the absence of antibodies against single ganglioside species in the serum. The treatment included plasmapher-
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esis. All clinical symptoms regressed in one month.

A CASE REPORT

Thus, it is important to consider atypical form of GBS as the possible cause of subacute bulbar palsy in the differential diag-

nosis of a brainstem stroke.

Keywords: Guillain-Barre syndrome; acute bulbar palsy—plus; acute motor and sensory axonal neuropathy,; Bickerstaff’s

brainstem encephalitis; case report
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BynvOapHble HapymieHus npu cuHApoMe | wmifeHa-
bappe (CI'b) ormeuaroTcs MPUOTUZUTENHLHO y TPETH
0oapHBIX [1], OMHAKO B caMOM HadJalie 3TOro 3adojieBa-
HUsI OHM BO3HUKAIOT PEJIKO, B OCHOBHOM ITPH TAKUX €rO
aTUIMYHBIX BapuaHTax, Kak (hapuHro-IepBUKO-Opaxu-
anbHas popma, cuHIpoM M.Duiepa v CTBOIOBOH dHIIE-
(hamut bukepcradda [2-5]. B 2016 r. J.K. Kim u coasr.
NPEATIOKIINA BBIJCITUTh CAMOCTOSTEIbHBIA aTHINYHBIN
BapuaHT CI'b, 0003HaueHHBIN UMM KaK «OCTPBIH OyIb-
Oapubiii napanuy rwirocy (OBIIIT) [6]. Ero otnuuuTesns-
HBIM NIPU3HAKOM CIIYKUT OCTPOE Pa3BUTHE B 1€00TE 3a-
OoJieBaHMsI BHIPAKEHHOTO OyJIb0apHOTO CHHIpOMA TpPHU
OTCYTCTBMU JBHUTaTeJbHOIO Ae(UIMTAa B KOHEUHOCTSIX.
Ora ¢opma CI'b Bcerma co3maeT AMArHOCTUYECKUE
TPYIHOCTH, TIOCKOJIEKY TpebyeT auddepeHrpoBanus ¢
JpYTOi Marojorued, paHHUMHU TPOSIBICHUSIMA KOTOPOH
MOTYT OBITH OCTPBIE/TIOMOCTPHIC OyIIbOapHBIC HapyIIe-
HUS (CTBOJIOBOM HMHCYIBT, SHIE(ATUT, MUACTEHUs, 00-
TYJIU3M U JIp.).

[on nammm HaOmoneHrneM Haxonuiack OonbHas H.,
55 mer, oneparop OEH30KOJIOHKH, KOTOpasi ObLIa TOCTIH-
Tanu3upoBaHa B Hukeropoackuii pernoHaJIbHBIN COCy-
mucteiid entp (PCLL) ¢ mogo3pennem Ha WHCYIIBT.

3a 2 Henenu 10 TOCHUTAIM3alNK OONbHAs MepeHec-
Ja OCTPYIO PECIHpaTOpHyI0 HH(EKIHIO, OCIOKHUB-
mrytocsi OpoxutoM. Jlednnach aMOyaaTOpHO MO MECTY
JKUTENbCTBA (MpUHUMala anTuonoTnkn). Hakanyne ro-
CIMTAIM3ALUH HA IIyTH JOMOH C HOYHOM CMEHBI 1109y B-
CTBOBaJIa, UYTO €€ MpH XoAb0e momarkiBaet. Jloma neria
OT/BIXaTh, & MPOCHYBIIKMCH IOCIE MPOAOIKUTEILHOTO
JTHEBHOTO CHA, 3aMETWJIa JIETKYI0 THYCaBOCTh TOJIO-
ca. Ha crenyromiee yTpo rHycaBoCTh yCHIIMIACh, PeUb
CTaJla HEeBHATHOM, a MU MUTHE BOJIA CTaJla BHUIMBATHCS
yepe3 Hoc. Bo3Hukia obmias cnabocTh M MOBBILICHHAS
COHJIUBOCTb, YXYIIIMIACh KOOPAWHAIMUS JBIKCHUH B
7eBoil pyke. boibHas nocraBieHa B CTalMOHAp C IO-
JI03peHUEeM Ha MHCYAbT. O4aroB OCTpOii MIIEMUHU B IO-
JIOBHOM MO3T€ 110 JaHHBIM KOMIIBIOTEPHOM TOMOrpadun
(KT) u marautHO-pe3oHancHoU Tomorpaduu (MPT) ue
ObUIO, OIHAKO HAa OCHOBAHUM KIMHUYECKUX JAHHBIX Y
00JIbHOH OB IMarHOCTHPOBAH JaKyHAPHBIH CTBOJIOBOM
nmeMudecknii WHCYIBT. [Ipy 060cHOBaHWHM MUarHo3a
YUUTBHIBAJIUCH JIOCTATOYHO OCTPOE pa3BuUTHE OyibOap-

HOW CHMITOMATHKH W aTaKCHH, a TakkKe TOT (paKT, 4To
qyBCTBUTENBHOCTS MPT B 1uarHocTuke CTBOJIOBBIX
JIAaKyHapHBIX WHCYIIETOB HE SIBJISETCS CTOIPOIIEHTHOM.
BonbHas Obuia rocUTAIM3UPOBaHA B OJOK MHTCHCHB-
HOW Teparvu, a 4yepe3 CyTKH NepeBelieHa B OT/eNIeHHE
Ui OOJBHBIX C OCTPHIMU HApyLICHUSIMH MO3TOBOTO
KpoBOOOparieHus.

[Ipu ocMmoTpe manMeHTKa MpeAbsIBIsIa KajloObl Ha
HEBHATHOCTh PEYM, THYCAaBOCTh T0J0Ca, 3aTPYyIHEHUS
MpH MUThe («BOJIAa BBUIMBAETCS 4Yepe3 HOC»), HEYCTOU-
YUBOCTh TIPU CTOSHUU, OOMIYIO CIa00CTh, MOBBIMICH-
Hy!0 COHIMBOCTh. CocTosiHHE €€ OBLIO PaclieHEeHO Kak
TSDKEOE B CBS3M C HANMYHEM OylIbOApHBIX HAPYIICHUH,
COTPSDKEHHBIX C MOTEHIUAIBHON yrpo30il AJis KU3HU.
ObvexmusHo: TeMIepaTypa Tella, 9acToTa CEPISUYHBIX
COKpAIIICHHI U JIbIXaHHsI, apTePHAbHOE JIaBIIeHHEe — B
npejenax HOpMaJIbHbIX 3HaueHui. boiibHast OpueHTH-
poBaHa B MeCTe, BpEMEHH M COOCTBEHHOW JIMYHOCTH,
aJIeKBaTHO OTBEYAeT Ha BONPOCHI, XOTSI BHUMaHHE KOH-
HEHTPUPYET C TPYAOM, OBICTPO HCTOIIAETCS, ITEPHOIN-
YECKM 3achlnaeT. MeHMHIealbHbIX 3HAaKkoB HeET. JIBu-
KCHHS TIA3HBIX SOJIOK B MOJTHOM 00beMe, HUCTarM He
BBIABIIAETCSA. 3payky CpPeJHUX pa3MepoB, PEaKIHUU HX
Ha CBET W KOHBEPIeHIIMIO COXpaHEHHI. V3MeHeHHs co
croponsl V-VIII nap uepenHbIX HEPBOB OTCYTCTBYIOT.
NmeroTcst Hazomanust, CHUKEHHE TTOJIBUKHOCTH MATKOTO
HeOa rpu QoHaruu, 0ojiee BIpAKSHHOE ClIeBa, Ouiiare-
pajgpbHOE CHIDKEHHUE TIIOTOYHOTO W HEOHOTO PedIIeKCOB,
nu3apTpust (peub HEBHSITHAs, HEIJIaBHAsA, C May3aMu,
C MCKa)XCHHEM apTUKYJSINHA M COTTACHBIX, M TIIACHBIX
3BYKOB, IPUOIKAIOMIAsICSA K «CKAaHIUPOBAHHOI» peun).
I'moranne TBepmO¥ MUK HE HAPYIICHO, IBMYKEHUS SI3bI-
Ka COXPAHCHBI, SI3BIK MPU BBICOBBLIBAHUU PACIOJIOKEH
Mo cpenHeit muuauu. [lanprieHOCOBYIO TIPOOY ClIeBa BBI-
MOJTHSIET ¢ TPOMAaxXMBAaHUEM M MHTEHIMEH, aJIbLIEHOCO-
BYIO P00y CIpaBa M MATOYHO-KOJICHHYIO MPOOY ¢ 00enx
CTOPOH BBITIONHSET NMpaBUiIbHO. OObEM aKTUBHBIX JIBU-
KEHHUH BO BCEX CycTaBax MOJHBIN. COMPOTHBIIEHUE TIPU
HCCJIEeI0BAaHUHU BCEX OCHOBHBIX MBIIICYHBIX TPYIII PYK U
HOT JIOCTaTOYHOE, ape3bl B KOHEYHOCTSAX OTCYTCTBYIOT.
CyXOXKHIIbHBIE PEPIEKCHI C PYK OOBIYHOW aMILIUTY/IbI,
CUMMETPUYHBIC; KOJICHHBIE U aXHIUTOBBI pe(IICKCHI HU3-
kue. [1aTomornyecknx KUCTEBBIX U CTOITHBIX 3HAKOB HET.
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B sTOT )¢ meHp BedepoMm OonbHAS TOYYBCTBOBAJA
JTUCKOM(OPT B IIee — MO CIIOBaM OOJIbHOM, «IIEH KaK
OyATO pasmyno», W MOKaJIbIBAaHUE B JIEBOH, a depe3 He-
CKOJIBKO YacOB — M B IPaBOW pyke («Kak OyATO OTIe-
Kalla PyKH»), XOTS MPH OCMOTPE CHWKEHHS ITOBEpX-
HOCTHOH ¥ TIIyOOKOW YYBCTBHUTEIBHOCTH OOHAPYXKECHO
He Ob1t0. [TapecTe3nu coxpaHsINCh Ha MPOTSHKEHUH TI0-
CJEeyIOUIUX TPEX JHEH.

JlabopaTtopHoe W MHCTPYMEHTAIBHOE OOCIICIOBAHUEC
MIPOBOIMIIOCH B COOTBETCTBHU C PEIIAMEHTOM OKa3aHUs
MEIMIMHCKON TIOMOIIM OOJIbHBIM C OCTPHIMU Hapyliie-
HUSIMH MO3TOBOTO KpoBooOpamerus. Hapsiy ¢ atum uc-
KITIOYQJIMCh JIPYTHe BO3MOXKHBIE TIPUYMHBI OyiIp0apHOTrO
CHHJIPOMA, TOCKOJIbKY JIMarHO3 UIIEMIYECKOTO HHCYIIBTa
BBI3BIBAJI COMHEHHSI W3-3a OTMEYABIIErocsi Ha MPOTSDKeE-
HUM CYTOK HapacTaHWs THyCaBOCTH rojioca v TU3apTpuu;
OTCYTCTBUS AUC(Aruy U Mape3a MBIIIIIL S3bIKa [TPU HAJIU-
YUK OJTHOCTOPOHHETO Tape3a MATKOTO Heba; OTCYTCTBUS
(axkTopoB pHcKa HMHCYIbTa. BO3MOXKHOCTH OOTynHM3Ma
ObLIa OTBEPTHYTA B CHITy OTCYTCTBHSI COOTBETCTBYIOIIIETO
MUINIEBOTO M AMHJEMHOIOTHYECKOTO aHaMHe3a, OTCYyT-
CTBHA B KIIMHUYECKON KapTWHE HAPYIICHUH 3pEHUs, JANC-
(arum 1 raCTPOMHTECTUHAIBHOTO CHHAPOMA.

PesynbraThl OOMEKITMHIYECKOTO U OMOXMMHYECKAX
aHAJIN30B KPOBU (KJIETOUHBIN coctaB, COD, remorio-
OWH, TIIIOKO3a, OCOK OOImMi M OelkoBBIC (PpaKITHH,
C-peakTuBHBIM O€JIOK, TpaHCAMUHA3bl, KPCATUHUH,
(hpaKIuy JTUIMOTIPOTENHOB, AIEKTPOIHUTHI, TOPMOHBI IITH-
TOBHJIHOM JKeJIe3bl), MOKA3aTeIN CUCTEMbI CBEPThIBAHUS
KpPOBH, Ta30BOTO COCTaBa KPOBH M AIIEKTPOJHUTHI KPOBH
OBUTH B TIpe/iesiax HOpMbl. MOHUTOPHHT apTepUabHOTO
nasieaud U DKI maronornu He BBIIBWI. V3MeHEHUN B
JISTKUX T10 JAHHBIM PEHTreHOTpaduu He OOHApPYKEHO.
[To pe3ymbTaraM IymIeKCHOTO CKaHWPOBAaHHUS TeMOJN-
HAMUYECKH 3HA4YMMBbIe HapyIIEHUS KPOBOTOKA 1O JKC-
TpakpaHHaJbHBIM apTepusaM OpaxuoredaabHON cUcTe-
MbI oTcyTcTBOBasn. KT-anrunorpadus maTonoruu cocy-
JIOB TOJIOBHOTO MO3Ta HE BBISBUJIA.

Ha 2-it nenp nociie BO3HUKHOBEHUS IEPBBIX CUMIITO-
MOB 00JIe3HM ObljIa BHITIOJTHEHA JIIOMOAIbHAS ITyHKITHS.
KieTouHsI# cocTaB U pe3ynbTarbl OHOXUMHUYECKOTO HC-
cienoBaHus nepedbpocnuHanbHON KuaKoctr (LICXK) He
OBLTH N3MEHEHBI.

Ha npoTtsskeHnn nepBbIX Tpex JHeH y O60IbHOI co-
XpaHsUIHCh BBIPQXXEHHAsT THYCABOCTh TOJIOCA, AM3ap-
TpHs, aTakcHs, TapecTe3nu, oodmas caabocTh U Pe3Ko
BBIp@XCHHAs COHJIMBOCTh — HE TOJBKO HOYBIO, HO U
OOJIBIIYIO YacTh JTHEBHOTO BPEMEHHU CYTOK OHa cCIiaja,
a KOTJia BCTaBaja W THITANACh WITH, TO JepXallach 3a
MOMOIITHKUKA, 4TOOBI yaepkaTh paBHoBecue. Yacrora
CEpJICYHBIX COKpAIICHWH W JBIXaHWs, TJIOTaHWe, CHia
MBIIII] B KOHEYHOCTSIX OCTAaBaIUCh COXpaHHbIMU. C KOH-
11a TPEThEeTo THS OOJIe3HW HA4YalOCh OBICTPOE yydlle-
HUE B BUJIC YMEHbBIIICHUS BRIPAKCHHOCTH aTaKCUH, THY-
CaBOCTH ToJIoca 1 obmeli craboctu/comnmBocth. Yepes
5 nHEH BOCCTAHOBWJIACHL IIOABHMXKHOCTH MSTKOIO HeOa
pu (poHAIINN, CUS3TH HEYCTOWYHBOCTE B pobde Pom-
Oepra 1 MUMOIIOTIaIaHUE TIPU BBIMIOJIHEHUH TaJlbIe-HO-
COBO TIpoOBI cieBa. OqHAKO HA 6-f IeHb 00JIE3HHU TIPH
HEBPOJIOTMYECKOM OCMOTpPE OTMEYEHO HCUYE3HOBEHHE
KOJIEHHBIX 1 aXWUJUTOBBIX PE(IIEKCOB.
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B aror nepuoz nponomkanock oociueroBaHue 00Ib-
HOW JIJISl BBISBICHUS/UCKITIOYEHUST aHTU(HOCHOTUITH/I-
HOTO CHHJPOMa M BAaCKyJUTa KaK BO3MOXKHBIX MPUYUH
«MOJIOZOTO MHCYJBTa», a TAaKXKe MHUACTCHUH, HEHPOUH-
(dexmii, nopdupHun KaKk anbTepHATUBHBIX HHCYJBTY JIU-
arHo3oB. AHaJIM3bl KPOBU Ha TPOoMOO(MINIO 1 roMOLH-
CTEMHEMHUIO TMaTOJIOTMYECKUX M3MEHEHUH He BBIABUIIU.
AHTHTENI K BUPYyCYy HMMYHOAC(ULIUTA YEJIOBEKA, K BH-
pycam renaruta C u B, kapauonununy, anturen K 6era-
2-IMKONIPOTEnHy 1, a TakXkKe aHTUTEN K UTOILIa3MaTH-
YeCKMM aHTUTeHaM HEUTPOQHUIOB U aHTHHYKJICAPHBIX
AHTUTEN B IIa3Me KPOBU HE OOHaApyKeHO. DKCIpecc-
TECT Ha MOP(UPHUIO OKazaJcs OTpHUATeIbHBIM. [Ipo3e-
PHHOBasA IP0o0Oa, MPOBEACHHAS IJIs1 HCKJIIOUEHUS MHACTe-
HUH, TaKOKe OblIa OTPULIATEIHHOM.

Pesymerarsr anexrponetipomuorpaduaeckoro (SHMI)
MCCIIEZIOBAaHUSI HEPBOB BEPXHUX KOHEYHOCTEH, BBIIIOI-
HEHHOTO Ha 7-i 1eHb 00JI€3HH, HAXOAWIUCH B IIPEAeIax
HOpPMaJIbHBIX 3HaueHU. CTaHAAPTHBIN IEKPEMEHT-TECT
C TeTaHU3alKel, IPOBEICHHbIN B 3TOT XK€ JIeHb, HE BbI-
SBWI JIEKPEMEHTa AaMIUINTyAsl M-oTBeTa KpyroBoi
MBILIIIBI TPABOTO 11333, IPaBOM 1€JIBTOBUIHON MBIILIIbI
¥ MBIILII] IPABOTO TUIIOTEHapa MpU AIEKTPUUECKON CTH-
MYJISILIUM COOTBETCTBEHHO JMLIEBOTO, OJKPHUIBLIOBOTO
1 JIOKTEBOT'O HEPBOB C YacTOTOM 3 MMITyJIbCca B CEKYHY,
a TaKk)Ke CYLIECTBEHHbIX U3MEHEHUH aMIIUTybl M -0T-
BETOB B MEPHOABI MOCTAKTUBAIIMOHHOTO OOJIETYeHUsT U
[IOCTAKTUBALIMOHHOIO UCTOLICHHUS, YTO CBHICTEIbCTBO-
B0 00 OTCYTCTBHM HapylIEHHH HEPBHO-MBIIICYHON
nepenayu.

Ha 9-i1 nenp 3aboneBanus Ha (oOHE MOJHOTO BOC-
CTaHOBJICHHS PAaBHOBECHS U KOOPAMHALMU JBMKCHUN U
MIOYTHU MOJHOTO perpecca napesa Msrkoro Héda y 60ib-
HOI BO3HMKJIA CHJIbHAsI 00JIb B BUCOYHBIX OOJIACTAX U
HIDKHEN MOJIOBUHE JTMLA. Benen 3a 3TuM yepe3 HeCKOIb-
KO YacoB pa3BWJIACh CIA00CTh MHUMHYECKHX MBIIII]
JICBOW IOJIOBHMHBI JIMIA, a Ha crueayrommid (10-i) neHp
— W TIpaBo# ero monoBuHBL. Kak BcromuHama 6osbHas
Mo3JHee, Y Hee «JIMLO OKaMEHeJo, TyObl BUCENN, BEKU
HE 3aKpBIBAINCH, a U3 TNIa3 TEKJIH cie3bl». [Ipu HeBpo-
JIOTHYECKOM OCMOTpE OBbUI BBISBJICH JABYCTOPOHHMI
napajnd MUMHUYEeCKUX MbII. Cuiia B KOHEYHOCTSX, B
TOM YHCJI€ B MAJIOOEPLOBBIX MBIIIAX U MBILIIAX, Pa3-
rUOAIOINX CTOITY U MaJbIIBI CTOIBI, 0CTABAIACh COXPaH-
HOH. CyXOKniIbHbIE PeIIEKCHI C PYK BBI3BIBAIUCH, XOTS
aMIUTATY/Ia UX OblIa CHUKEHA, a KOJIEHHBIE M aXHJIJIOBbI
pedrexcrl orcyTcTBoBanu. [latonornueckux 3HaKOB HE
Obu10. Hapymenns koopauHauy M YyBCTBUTEIHHOCTH
orcyrcTBoBasin. CumnTom Jlacera Obul oTpuLaTelIb-
HBIM. B 3TOT NIeHb AMarno3 WHCynabTa ObLT CHST M AHa-
THOCTUPOBaH aTunu4Hbli BapuaHT cunapoma CI'b. Ero
KJIMHUYECKHE XapaKTepUCTUKU COOTBETCTBOBAIHU MpH-
3nakaM OBIIIT, omucannesiM B 2016 r J.K. Kim u coas-
TOopaMu: Oynb0apHble HapyIIEHHS, aTakCHsl U MapecTe-
3UM B pyKax B Je0roTe 3a00JeBaHUSA; YTHETEHHE CyXO-
KUIBHBIX PEQIEKCOB MPU OTCYTCTBHU MApE30B MBI
KOHEYHOCTEH; OTCPOYEHHOE BO3HHUKHOBEHHE JHIIEBON
JUIJIETUH; HapacTaHUe CHUMIITOMATHKH Ha IPOTSKeE-
HUM MEHEE, YeM YEThIPEX HEEeNb C MOCICIYIOUIM €€
perpeccoM [6]. Pegynbraret DHMI Ha 13-ii nens 3a60-
JeBaHus ObLIM CIIEAYIOIINMU: CPEAUHHBIE (MOTOPHbIE U
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CEHCOpPHbIE TOPIHHU), OOJIBIICOSPIIOBBIC, HKPOHOKHBIC
HEpBBI B HOPME, HE3HAYUTEIHLHO CHUKEHBI M-OTBETHI C
JUTEBBIX U JIOKTEBBIX HEPBOB, 3HAYUTEIHPHO — C Majo-
OepIIOBBIX HEPBOB, YTO MOXKET OBITH MPH aKCOHATBHOMN
HEBPOTATUU JAaHHBIX HEPBOB.

Pesynbrarel MOBTOpPHOH JTFOMOATBHON ITyHKIIMH Ha
13-i1 nenp Oonesnu: 1uto3 19 kierok (18 HeliTpopuiios,
1 mamdonwmt) B 1 MKit; 6emmok 0, 26 1/11; mmroko3a 3,60 1/7;
xyopubl 118,0 MMosb/in. BeisBiIeHHE JIETKOTO TUICOIIH-
TO3a M OTCYTCTBHE OEIKOBO-KJIETOYHOH JUCCOIHAIIHN B
HCX He sBuIMCH TOBOJOM AJIS IEpECMOTpa JUarHos3a
CI'b. OxonuaTenbHBIH nuar€o3 ObUT chopMymHpoBaH
cieayromumM oopazom: Cunapom ['mitena-bappe: octpas
MOTOPHO-CEHCOpHAsl aKCOHAJIbHAsA HEBPOTATHs C OyIib-
OapHBIMU HApYIICHUSIMH, aTaKCUEH ¥ TUIICPCOMHUCH B
nebrore 3a0oseBaHus, JIMIEBOW IUILIETHEH, JIETKUMH
CEHCOPHBIMU HapyLICHUSIMHU.

NmvMyHoNOrHUeckuit  ananu3a (JIaifH-010T), OCy-
IIECTBICHHLIN Ha 17-i IeHb OOJE3HH, aHTUTEN KIlac-
coB JgG/M k ranmmosugam GM1, GM2, GM3, GM4,
GDla, GDI1b, GD2, GD3, GT1a, GT1b, GQ1b B criBO-
POTKE KPOBH HE BEISBUIL.

[Tocne ycranonenus quarno3a CI'b 6omnbHO# ObLTO
HauaTo JIeYeHHe ¢ MPUMEHEHUEM Iia3mMadepesa; BCero
IpoBeZIcHO 3 ceaHca 4Yepe3 JieHb. Jlunesast nuruierus
perpeccupoBaia depe3 3 Hejl OT Hadana 3a00JeBaHMsL.
[Ipu moBTOpHOM OCMOTpE OONBHON Yepe3 7 Mec B He-
BPOJIOTUYECKOM CTATyCE BBISIBISLIACH JIUIIG JITKAsl TH-
ITOMHUMUS1, HE3HAYUTEIbHBIH HOCOBOW OTTEHOK rojioca u
OTCYTCTBUE CYXOXKHIbHBIX PE(IICKCOB KaK C PyK, TAK H C
Hor. Pe3ynbratel nosropHoit DHMI uepe3 7 mec nocie
Hayasia 00JIe3HU HE OTIIMYAJIMCH OT IOKazaTesnel, moy-
4yeHHBIX Ha 13-11 1eHp 3a001eBaHus.

Oo6cy:xneHue

Cungpom I'mitena-bappe Hapsiny ¢ KJlacCHUECKOM
(hopmoit BKITIOUaeT pejikue KIMHUYECKUE BapUAHTHI, KO-
TOPBIE MOTYT OBITh YETKO OYEPUEHHBIMH, PEAyLIIPOBaH-
HBIMH, aTUITUYHBIME WIH TIepeKpecTHbIMU [7, 8]. IMeH-
Ho arunnuHble BapuanTsl CI'b npencrapnsior Hanbob-
[IMe TPYIHOCTH JUIsi TUarHOCTHKH, Tpelpacnonaras K
omKOKaM MpH paclo3HaBaHUM JAHHON MAaTOJIOTUH U 3a-
no3jajaoMy Hadany crnenuduyeckoi repamnuu [9]. Takas
CHUTYaLUsl CJIOKWIACh U B ONTMCAHHOM clydae, Korja He-
tunmusbli Uit CIB ne6roT 3a0oneBanust ¢ Oynb0apHBIX
HapyLIeHNH NepBOHAYAIBHO MPHUBET K HEBEPHOMY JHa-
TCHO3Y WHCYJBTa M OTCPOUECHHOMY Hadajy aJleKBaTHOTO
JICYCHUSI.

AtunnyasiMu Bapuantamu CI'b cumtarorcst cun-
apom Mwiepa ®umepa, (apuHro-epBuKo-Opaxu-
anpHas Gopma, mapanapeTHueckas MOTOpHasi GopMma
n30MpaTenbHBIM BOBJICUCHUEM HOT; JIMIIEBAs AUIUICTHS
WIN Tape3 OTBOASLIMX HEPBOB B COUETAHUH C MapecTe-
3USMH; CEHCOPHBIN aTaKTUYECKUM BapUaHT; BapUaHT C
nanaucapronomueit [1,4, 5,7, 9, 10]. K atomy crincky B
2016 1. J.K. Kim # coaBT. MpeaTOKUITN T0OaBUTE TAKKE
OBIIII [6]. OcnoBanuem ans npuszHanus OBIIII Bapu-
aatoM CI'b MOXeET CITy’)KUTh UX MaTo(QU3NOIOTHIECKOE
CXOJICTBO M HAJIMYME TaKUX OOIINX KIMHUYECKHUX MpPU-
3HAKOB, KaK YTHETEHUE CyXO)KUJIbHBIX pe(IIeKCOoB, HOpa-
JKEHHUE HapsAay ¢ Oyap0apHO IpyNIoi U APYTrUX Yeper-
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HBIX HEPBOB, aTaKCHs, CHIYKEHHE CKOPOCTH TPOBEIEHUS
mo HepBaMm 10 naHHbIM DHMI, ansOymMuHOKIETOUHAsS
nucconmanus B LICXK, Hanuuwme aHTUTET K TaHIJIMO3H-
JlaM B CBIBOPOTKE KPOBH, MOHO(A3HBIN XapakTep Teue-
HUS OOJIE3HU C MPOrPECCHPOBAHUEM CHMIITOMATHKU Ha
MpOTsDKEHNH He Oonee yeM 4 Hen [6]. B To e Bpewms,
no muenuto J.K. Kim u coasr., nposiBinenust OBIIIT ne
COOTBETCTBYIOT AWArHOCTUYECKHM KPUTEPHUSIM IPYTHX
arunnyHbX opMm CI'b [10], 4To ¥ MOCITYKUIO OCHO-
BaHHMEM [JIsl ONMCAHMS €r0 KaK CaMOCTOSTENILHOIO pejl-
koro Bapuanta CI'b. Kak nonarator J.K. Kim u coasr.,
OTCYTCTBHE IJIa30/IBUraTENIbHBIX HAPYIICHUH OTIMYAeT
OBIIII ot cunnpoma M. @umepa, xapakTepusyrolle-
rocsi cnaboCThbI0 3KCTPAOKYJSIPHBIX MBIIIL, aTakCHUEeH
n apednekcueii [11]. Yto kacaeTcss oCTporo pa3BUTHUS
Oynmb0apHBIX HAPYIIECHUH, TO OHU HE MOTYT CIYXHUTh
JuQdepeHInalIbHO-IMarHOCTHYECKUM [TPU3HAKOM, T10-
CKOJIBKY MOTYT OTMEUaThCsl (XOTS U PEKO) U MPH CHH-
npome M. @umepa [5, 11]. Ommmuuem OBIIIT ot da-
punro-tiepBuko-6paxuansHoro Bapuanta CI'b sernsercs
OTCYTCTBHE Iape3a MBI cru0areneil e W MBI
MPOKCUMAIIBHBIX OTAENOB pyK [12]. OT merkux mposiB-
nenuit knaccuueckoit popmel CI'b, a Takxke oT ee «mepe-
Kpecta» ¢ cuaapomom M. @umepa, OBIIIT otnmugaercs,
no muenuto J.K. Kim u coaBr., orcyrcTBHEM ciaaboctu
MBI KOHEYHOCTEH [6].

[IpoananmusupoBaB ucropuu Oone3nu 184 manmen-
TOB, JieunBImxcsi B Kopee B 2012-2013 rr. mo moBomy
cunapoma ['nitena-bappe, J.K. Kim u coasr. pacuenuin
11 ciyuaeB kax OBIIII. IlepBeiMu cuMnTOMamu y 3TUX
OospHBIX Yamie Bcero (B 6 u3 11 nnu 55% ciryyaes) ciy-
JKUITU AU3aPTPHSL M/MITH HAa30JIANIHs, & TAK)Ke HEYCTOMYH-
BOCTb Ipu Xoab0e (B 2 u3 11 unm 18% ciryuaes); pexe
BCTPEYAINCh TOJIOBOKPYKEHHE, OIIYIIEHHWE ITOKaJIbl-
BaHMs B KOHEYHOCTAX, Aurionus. Ilo mepe pas3Butus
0OJIe3HM K HavaJdbHBIM CHUMIITOMAM MOIJIM MPUCOCAH-
HUTbCS apediexcusi, o(TanbMOIIErusi, 1BYCTOPOHHUN
napagny OTBOJAIINX HEPBOB, HAPYIIECHHSI TyBCTBUTEIb-
HOCTH, OJHOCTOPOHHSS WM ABYCTOPOHHSSI €l1a00CTh
MBI JIMNA. J[pIXaTenbHbIX HapyIIeHHH He ObUTO HU B
OIIHOM city4ae [6].

VY nabmonaBiueiics HaMH OOJBHOM NMEPBBIMH CHM-
TITOMaM# 3a00JieBaHUsI ObUTH HA30JIadUs U ITH3apTPHS,
YTO COOTBETCTBYET AaHHBIM 00 MX HauOONbLIeH BCTpe-
gaemoctu B aebrore OBIIII [6]. B moms3y OBIII kax
arunuuHoro Bapuanta CI'b y GonbHo#l H. cBuaerens-
CTBOB&JIN TAaKXe aTaKCUs, IAapEeCTe3UH, IOCTEIIEHHOE
YTHETEHUE CYXOXKHMJIBHBIX PE(IIEKCOB HOI U PYK IpH
OTCYTCTBMHM I1aPE30B B KOHEUHOCTAX, OTCPOYCHHOE OU-
narepaipHoe BoBieueHHe VII uepenHbsIX HEpBOB, Kpa-
TKOCTh TIE€PHO/Ia TPOTPECCHUPOBAHHUS CHMIITOMATHUKH,
ANEKTPOPU3NOIOrHUECKUE MTPU3HAKN aKCOHAJIBHOM MO-
JUHEBPOIAaTHH C BOBJEYEHHEM HEPBOB KOHEYHOCTEH
(mpeuMy1IeCTBEHHO HOT).

OTCcyTCTBME TPOTPECCHPYIONIEH MBIIMIEYHOH cla-
00CTH B KOHEYHOCTAX CUHUTACTCS BAXKHBIM OTINYHEM
OBIIIT or kmaccuueckoit popmer CI'b u ocHOBaHuEM
st npuurciaenuss OBIIIl k atunuuHBIM BapHaHTaM
CI'b [6]. B aT0ii CBSI3M MOXHO OTMETHTh, UYTO JHATHO-
CTHYECKHE KPUTEPHH, YKa3bIBAIOIINE HA CIA00CTH B KO-
HEYHOCTSX KaK HanOoJsiee 3HaunMbIii ipuzHak CI'b, co3-
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KNUHUYECKIIA PA36OP

JIABaJIUCh MPEKAE BCETO IS €r0 KIIACCHYECKOM OPMBI
[5]. Tak, Hapumep, OoIbHBIE ¢ cUHAPOMOM M. Dwutepa,
IIpH KOTOPOM Iape3bl B KOHEYHOCTSIX OTCYTCTBYIOT, HC-
KIIIOYQJIMCh U3 UCCIIEOBAHUS 110 TPOBEPKE BATUIHOCTH
Brighton xpurepues CI'b [13]. HekoTopbie aBTOpPBI J0-
MyCKAIOT Ipu cuHapome M.Duiepa J1erkyro, co CHUKe-
HUEM CHJIBI JI0 4 0aJIoB, 1ab0CTh B KOHEUHOCTSIX [11],
OJJHAKO €CJH c1a00CTh B KOHEUHOCTSIX MPOTPECcCUpyeT
1 CTAHOBUTCS BBIPAXXEHHOM, TO IHAarHOCTUPYIOT «IIepe-
KpecT» 3TOT0 CHHIpoOMa ¢ Kiaccuaeckoi dopmoit CI'b
[10,12].

Kpurepun nuarHoCTUKM COOCTBEHHO AaTHIMYHBIX
BapuantoB CI'b Opum mpemmoxensr B 2014 . B.R.
Wakerley un coast. [10]. B aToif kmaccubukanum ot-
cyrereyer OBIIII, koTopelii B KauecTBe caMOCTOS-
TenpHOTO peakoro Bapmanta CI'b ObuT omumcaH AByMs
rogamu no3aHee [6]. B To ke Bpems, Ha Hall B3LJIA,
B COOTBETCTBHH C T€M KJIACCU(PUKALMOHHBIM I1OIXO-
JIOM, KOTOphIid ncrnonb3oBanu B.R. Wakerley u coasr.,
OBIIIT MoXHO pacIeHUTh KaK HETOTHBIA CHHIpOM M.
@dumepa, a He Kak camocrtosTenbHblii BapuanTt CI'b.
JleficTBUTENHHO, HE OTPHIIAA MATOTEHETHYECKON OOII-
Hoctu CI'b u cunnpoma M. @umepa, B.R. Wakerley u
COAaBT. OTHECIM UX K JBYM pa3HbIM KiacCH(UKAIINOH-
HeIM rpynnam. 1 B rpynmne CI'b, u B rpynne cuaapoma
M. @umiepa OHU BBIACIWIA KJIACCUUYECKUM BapUAHT U
HECKOJIBKO PEAyLIMPOBAaHHBIX BAPHAHTOB («IOATHIIOB)
C y4eTOM HaJIM4uus TaKUX TPeX MPU3HAKOB, Kak c1aboCTh
OMNpEJeNICHHBIX MBILICYHBIX TPYII, aTakcus W THIEp-
comuus. [{ns CI'b xapakTepHbI mape3bl MBIIII] IPH OT-
CYTCTBHMHM aTaKCHU U TUIIEPCOMHUU (IIPH KIACCHUECKON
(hopMe — MBIIII BCEX YeThIpeX KOHEUHOCTEH, a MpH He-
MOJIHBIX BapHAHTAX — MBILII] JIMLA, OyJIbOAPHBIX MBIIIL,
MBIIII TOJBKO PYK WK TodbKo Hor) [10]. st cunapoma
M. ®umepa c1aboCTh MBI KOHEYHOCTEH HE XapaKTep-
Ha. Ero knmaccnueckast popma xapakrepusyercst opranb-
MOIIIETHEN U aTaKCUeH MpH OTCYTCTBUU T'MIIEPCOMHMH,
B TO BpeMsI KaKk I'MIIEpCOMHUS YKa3bIBaeT Ha BapUaHTHI
cuaapoma M. @umepa ¢ Bosneduennem [THC: nubo Ha
cTBONIOBOH sHIIeQanuT bukepcradda, mubdo, npu oTcyT-
CTBMHM O()TaNIbMOIIIETHH, — HA TAKYIO €TO pelyLInpOBaH-
HYI0 QOpMY, KaK «OCTpasi aTaKTUIeCKasi THIIEPCOMHHUSDY
[10]. Cemys atoit moruke, OBIIII, 1o HammemMy MHEHUIO,
MOXHO OBIJIO OBl pacleHUBATh KaK BTOPYIO PEoyLHPO-
BaHHYIO (opMy CTBOJIOBOTO dHIleanmnuTa bukepcrad-
¢da, B CBOIO ouepeab, MPU3HAHHOTO Pa3HOBHUIHOCTHIO
cuaapoma M. @umrepa ¢ Bosieuenuem [IHC [8, 9, 12].
JleficTBUTENBHO, COUETAHNE AaTaKCUM M THIEPCOMHHMHU Y
OTIFICAaHHOM HamMU 00BHOM H. yKa3pIBaeT Ha 3aMHTEPECO-
BanHOCTh L{HC, uTo cOnmmKkaeT BO3HUKINIEE Y Hee 3a00i1e-
BaHME C HETOJHON (M3-32 OTCYTCTBUS O()TAITBMOIIIETHH)
¢dopmoii ctBostoBOrO SHIEanuTa brkepcradda.

OO6pamano BHUMaHUE, YTO y HAIIeH MAIlMeHTKHA Ha
(oHe pe3Ko BBIPAKEHHON HA30JIaJIHU U AU3APTPHHU IJI0-
TaHWE OCTaBAJIOCHh COXPAHHBIM. BO3MOXXHOCTH JTHCCO-
OUAlUU MEXIy HAJIMYMEM JU3apTPUU U OTCYTCTBHEM
JUcQariuy M JbIXaTeIbHbIX HAPyIICHUH MPH aTUITHYHBIX
¢opmax CI'b uzBectna. Tak, B 2017 1. S.Izadi u coaBT.
onmucanu naruenTa ¢ CI'b, koToperit OB TOCTUTATN3HU-
POBaH B CBSI3M C BO3HUKULIECH 3a AECATH IHEH IO 3TOTO
JU3apTpUe, JIByCTOPOHHUM MapajiidioM MUMHYECKHX
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MBI, TAPECTE3UIMH B NUCTAIBHBIX OTJEIaX KOHEY-
HOCTEW U OTCYTCTBHEM CyXOXKHIIbHBIX PE(IIEKCOB C HOT,
IIpH 3TOM JUcCGarus u JbIXarejibHble HAPYIICHUS Y HETO
orcyrctBoBan [14]. XKano6 Ha c1ab0oCTh B KOHEYHO-
CTAX OOJNBHOMW HE MPEBSBIISI, a IPH OCMOTPE OBLIO BBI-
SIBIICHO JINIITh HE3HAYUTEIBHOE CHUKEHNE CHUTBI MBIIIII]
MPOKCUMAaNbHBIX 0TnenoB Hor [14]. IIpossnenus 3a60-
neBaHus B onmrcaHnHOM S.Izadi 1 coaBT. ciry4ae cooTBeT-
ctBoBaiu npusHakaMm OBIIII, XoTs aBTOPHI 3TOrO TEPMU-
Ha HEe UCTob30Bau [14].

OTcpoyeHHOE pa3BUTHE Mapajndya MHUMHYECKUX
MBIIIII, BO3HUKIIIETO y OOJIBHOM Ha 9-if neHb 00JIe3HN Ha
(hoHE MOUTH TIOJTHOTO perpecca Ha30JIauK, aTaKCUU U
TUTIEPCOMHUM, BCTPEUAETCS M MPH APYTUX aTHITHIHBIX
¢dopmax CI'b, nanpumep, — npu cunapome M. Oumepa
[11].

Uro kacaeTcst oTcyTCTBUS MOBhIeHUs 0ernka B [ICXK
y HaOmomaBIIciicss HaMH OONBHON Ha BTOpPOH Hemene
3a00JieBaHMsI TIPU HAJIMYUM JIETKOTO HEUTPOPHUIBLHOrO
TUIEOINTO3a, TO ITOT (PAKT HE MPOTUBOPEUUT JUATHOZY
CI'b. UmeroTcst maHHBIE O TOM, YTO COJCpKaHUE Oel-
ka B mukBope npu CI'b ocraercs B mpenenax HOPMBI y
ITOJIOBMHBI OOJBHBIX Ha MPOTSDKEHUH TIEPBON HEHenu
3a00eBaHusl, a Ha MPOTSHKEHUH €r0 BTOPOW Helenn —
npubmusurensHo y 10% Gonbubix [12]. C. Fokke u co-
aBT. OOHAPYXHJIHM OCIKOBO-KJICTOYHYIO JIUCCOIMAIUIO
b B 290 u3 455 (64%) npoaHanu3upOBaHHBIX UMHU
ciayuaeB CI'b [13]. CnexyeT yIuTHIBaThH U TO, YTO ITOBHI-
meHue ypoBHs Oenka B LICXK mpu atunnusbeix Gopmax
CI'b nabmromaercs emie peke, 4eM MPHU KJIaCCHUECKOM
topme. Tak, Hampumep, TpU CTBOJIOBOM HHIIE(AINTE
Bukepcradda O0eKoBO-KIETOUHAS JUCCOIUAIINS B JINK-
BOpE BBIABIISIETCS BCETO JIMIIh Y TOJOBHUHBI TIAIIEHTOB
[12]. ITpu OBIII ans0yMHHO-KJIETOYHON AUCCOIMALINN
B LICXK ne Obuo B 8 m3 11 (72%) ciryqaes [6].

Onucansl ciy4ad IJIEOLMTO3a TPU OTCYTCTBHUH CY-
mecTBeHHOTo noBbImieHns O0enka B L{CXK y GompHBIX ¢
CI'b [14,15]. HdomyckaeTcss Takke BO3MOXKHOCTBH TIpe-
AMYIIECTBEHHO HeTpodrmpHOoro 1ureonnuTo3a B LICK,
IIPU YCJIOBUH, UTO IieonnTo3 — jerkuii [16]. [Tomuep-
KHUBaeTcs, 4To TunuyHbIM 411 CI'b npusHakoM siBisieT-
cs gucno kietok B LICK, ne mpesrimaromiee 50 B of-
HOM MUKPOJIUTPE, OJHAKO CAMH KJIETKH TIPH 3TOM MOTYT
OBITh KaK JIUM(OIUTAMH, TaK U MOIUMOPDOSIICPHBIMU
neikonuTaMu (3perasiMu HeHTpodmamn) [5].

OHMI Ha 13-t neHp 00Je3HM BBISIBUIIA TIOPAKCHHE
MOTOpPHBIX aKCOHOB, Ha YTO yKa3blBajla HOpPMaibHas
CKOPOCTb PacripocTpaHeHHs BO30Y)KICHHUS 1O CEHCOp-
HBIM (CPEAMHHBIA ¥ UKPOHOXKHBIA HEPBHI) U ABUTATEIb-
HBIM (JIMIICBOM, JIOKTEBOH, CPEIUHHBIN, OONBIICOEPIIO-
BbIif, MaJI0OEPIIOBHIII HEPBHI) HEPBAM, NPU CHIDKEHUHU
ammutyasl M—otBeroB. Tor ¢akt, uyto mpu DHMI
CEHCOpHBI KOMIIOHEHT aKCOHAaJbHOW HEBpPONATHUU HE
OBLT MTOATBEPKICH, MOXKET ObITh OOBSICHEH TPaH3UTOP-
HBIM XapaKTepOM TOPAXCHHS UyBCTBUTEIBHBIX BOJIO-
KOH U HEJOCTAaTOYHOM uyBCTBUTENbHOCThI0 DHMI mist
BEepU(HKAIIMU JIETKOTO MOBPEXKICHUS UYBCTBUTEIBHBIX
BOJIOKOH. OJTHaKO, C y4€TOM MO3UTHBHBIX CEHCOPHBIX
(heHOMEHOB B KIIMHMYECKOM KapTHHE 3a0oseBaHus (Ta-
pecTe3uu B pyKax W B Iiee Ha 2-i JeHb, a TaKXKe Mpe/-
[IECTBOBABIINE JTULEBON IUILUIETUH OOJIH B HIKHEN 4a-
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cTH JHIa Ha 9-if eHb 3a00ieBaHus), IOpaKEHUE MepH-
(heprueckux HEPBOB y 00IpHOI H. OBIIIO paciieHeHO Kak
OCTpasi MOTOPHO-CEHCOPHAasl aKCOHAJIbHAsI HEBPOTIATHS,

N3BecTHO, uTO npu CI'b MunieHpo 1151 UMMYHHOU
aTakyl MOXET OBITh HE TOJIBKO MHEIUH, HO M aKCOHBI,
YTO W TOCIYXXHJIO OCHOBAaHWEM JUJISl BBIJCIICHHS €ro
AKCOHAJIbHBIX BAPHAHTOB (OCTpast MOTOpHAas aKCOHAJIb-
Has HEBPOIATHS W OCTpas CEHCOMOTOpPHAs aKCOHAIb-
Has Hepomatus) [7]. ContacHo nanubiM J.K. Kim u
coasT., mpu OBIIII mpenmyiecTBEHHOE TTOBPEIKICHIE
AKCOHOB HAOJIONACTCSl PeXKe, YeM MHUEIHMHA, HO OHO
BO3MOXHO [6]. B wacTHOCTH, Hame HaOIIOIEHHUE CO-
Iacyercs ¢ OMMcaHUeM KJIMHHYecKoro ciydvas S. Ray
u P.C. Jain, xotopeie y 13-nmetneit nesouku ¢ OBIIII
BBISIBUIIM CHWDKEHHE aMIUIUTYAsl M-0TBeTa Mo mpaBo-
My CpPEANHHOMY W TIPaBOMYy MajoOepIoBOMYy HeEpBam
(4TO YKa3bIBAJIO HAa aKCOHOIIATHIO), IIPH ITOM KIMHHYE-
CKH HaOJIONaIOCh JIUIIb NCYE3HOBEHUE CyXOKMITHHBIX
pedIIeKcoB € KOHEYHOCTEHW MPH COXPAHHOCTH CHIIBI
MBIIIII PYK ¥ HOT [4].

V naOmronasiieiicss HaMU OOJIBHOM MMEIAch KIIMHU-
KO-HeWpo(u3noIornieckas JIUCCOLUAIINS, 3aKITF0YaB-
11asCcsl B HECOOTBETCTBUU MEXKAY HATMYMEM B KIIMHUYE-
CKOW KapTHHE Mapajudya MUMHYECKHUX MBI LA — U
JIIIb JIETKUMH H3MEHEHUSIMU aKCOHOB JTUIICBBIX HEPBOB
1o JTaHHBIM cTUMYIInnoHHoM DOHMI, a taxke Mexmy
COXPaHHOCTBIO CHJTBI MBIIIIII-Pa3ru0aTesell CTOI U 1mallb-
IEB CTOI — U BBIPQYKEHHBIM CHIDKEHHEM M-0TBETOB TpU
CTUMYIISIIUN MaJOOEPIIOBBIX HEPBOB, YKa3bIBABIIIMM Ha
NOpaKCHNUE MX MOTOPHBIX akcOHOB. OObSICHEHHUs TPHU-
YUH TaKOW JMCCOIMAIINY B JINTEPATYPE MbI HE HAIILIH.

AxconanpHas HeBpomnarusa npu CI'b cumraercs pe-
3yAbTaTOM HMMYHHO-OTIOCPE/IOBAHHON araku Ha ak-
comeMMy HepBa [5]. AHTHTena, BeIpabaThIBacMbIC B
OpraHM3Me€ 4YellOBeKa IIPOTHUB JHUIOOIUTOCAXaAPH/IOB
HEKOTOpBIX OakTepuil, mpexae Bcero, Campylobacter
jejuni, cTIOCOOHBI B TIEPEKPECTHON MMMYHHOW peakinuu
MOBPEXAaTh TAHIIMO3UIbl YEJIOBEKa, BXOJAIINE B CO-
CTaB MHEJIMHA IIBAHHOBCKUX KIIETOK, CHHANTHYECKUX
MeMOpaH, HEPBHOMBIILICUHBIX OKOHYaHUH 1 aKCOJIEMMBI
[5, 17, 18]. Ilpu OCTPhIX MOTOPHBIX AKCOHATBHBIX I10-
JIMHEBPONATHIX AHTUTAHTIIMO3HUIHBIE AaHTHTENa Mpea-
CTaBJICHBI TOAKIaccaMu UMMyHornmoOynwmHa G W Tpe-
HMMYILECTBEHHO CBA3BIBAIOTCS ¢ ranmuosuzamu GM1 u
GD1a [17]. IIpu OBIIIT y G0MBHBIX ¢ ayTOUMMYHHBIMH
HEBPOMATHSAMHU Yallle BCEro OOHAPY)KUBAIOT ayTOAHTH-
tena k ranrmro3uaam GTla u GQ1b [6]. Otu anTHTENA
acconMupoBanbl U ¢ aApyrumu Bapuantamu CI'B, mpo-
SIBJISIFOIUMHUCST  OyJTbOApHBIME HAPYIICHHSIMH, B TOM
qHcie U ¢ PapuHrO-IEPBUKO-OpaxualbHBIM BapUaHTOM
CI'b [2, 19]. Pexxe mpu OBIIII o6Hapy»)uBaroTCs ayTo-
anTuTena kK ranrmo3nny GQIlb; onu ke ABISIIOTCS OC-
HOBHBIM QHTUTEHOM IPH JIPYTOM aTUIIHYHOM BapHaHTe
CI'b — cungpome M. @umepa [6, 19]. YV nabmronaBiieii-
cs1 HaMH OOJIBHOM He OBUIO BBISIBIIEHO aHTUTEI KJIACCOB
JgG/M HH K OJHOMY W3 CIEIYIOIIUX TaHTJIHO3HIIOB:
GM1, GM2, GM3, GM4, GDla, GD1b, GD2, GD3,
GTla, GT1b, GQ1b. B 3T0l CBSI3M ClleAyeT OTMETHUTH,
YTO IMPKYJIUPYIOIIME ayTOAHTUTENa K TaHIIHO3UJIaM
BbIIBILSIIOTCS TUib y 60—70% OonbubIX ¢ CI'B, 1 ux o1-
CYyTCTBHE HE UCKIIOYAeT ykazaHHoe 3a0osneBanue [19].

A CASE REPORT

OnHO M3 OOBSICHEHHH OTCYTCTBHSI B CHIBOPOTKE KPOBH
YKa3aHHBIX aHTUTEIT y OOJIBHBIX C OCTPHIMU ay TOUMMYH-
HBIMH TIOJIMHEBPONATUAMH 3aKJIIOYaeTCsI B BO3MOXHO-
CTH MX OBICTPOIO SHJIOLUTO3a, TO €CTh 3aXBaTa U3 KPOBU
MeMOpaHaMH HEWPOHOB M PETPOTPaIHOTO TPAHCIIOPTA B
TEJO KJIETKU ¢ mocnenyrouieil snumunanueit [19]. Ilo-
CKOJIbKY aHaQJIN3 KPOBH Ha TaHIIIMO3U B! ObUT B3SIT JIUIIb
Ha 17-i mens 3a0oneBaHus Ha OHE perpecca CHMIITO-
MaTUKH, TO OTCYTCTBUE ayTOAHTUTEN MOXET OBbITh CBSI-
3aHO C MX JIMMHHALMEH U3 KPOBH K ITOMY BPEMEHHU.

OmnboYHOE YCTAaHOBJICHHS JUArHO3a «UHCYJBTY B
Havaje 3a00JIeBaHus OBIJI0O BO MHOTOM 00YCIIOBJICHO OT-
CYTCTBHEM OCBEIOMJICHHOCTH Bpadedl 00 3TOM pelKkoM
BapuanTe CI'b m 0OBEKTUBHOM CIOXHOCTBIO €ro Jud-
(epeHnnanbHOM AUarHOCTHKH.

Ilo cpaBHEHMIO C JIJaKyHapHBIM CTBOJIOBBIM HHCYJIb-
tom OBIIII xapaktepusyercs Oojee pacTIHYTBIM BO
BPEMEHHU pa3BUTHEM OyIbOApHBIX HapyIIeHUH (B 3TOM
CBSI3M IpHJIAraTesibHOe «OCTpbli» B HazBaHuu OBIIIT
MCTIOJIB3YETCS C TOW )K€ JI0JIeH YCIOBHOCTH, KaK M MPHU
o0o3nauenuu apyroro Bapuanta CI'b — octpoii Bocna-
JUTETFHOW JIEMUENNHU3HUPYIOUIEH TOJMHEBPOIIATHH).
OCOOEHHOCTBIO CTAaTUYECKOW aTakCMH y OOJIBHBIX C
arunnyHbIME BapuantamMu CI'b sBisierca oTcyTcTBHe
Jarepajn3aliy, CTOIb XapaKTepHOU Il OCTPOro COCy-
JIACTOTO TopaskeHus Mo3keuka [3]. Tak, manpumep, Ha-
OnronaBIasicss HAaMU OOJIbHAsSI OTMeYasia, YTo MPH XOAb-
0e ee «kadajo BIIPaBO-BJIEBO», HO HE OTKJIOHSIIO B O/IHY
Kakylo-To cTopony. Pan cumnromos OBIIII, Hanpumep,
JIBYyCTOPOHHHE MAapecTe3NH B KOHEUHOCTAX U JUIUIETHUS
MHUMHMYECKOH MYCKYJIaTyphl, BOOOILIE HE XapaKTepHbI
JUISL JTaKyHApHBIX HMHCYJABTOB. BakHOoe 3HaueHue s
Bepru(UKaMM WHCYJAbTA UMCIOT JaHHBIE HEHpOBH3ya-
nu3anuu, xotsa gaxe MPT ¢ ucnonb3oBaHueEM pexuMa
(P y3UOHHO-B3BEIICHHBIX N300paKEHUH MIPU OCTPBIX
JITaKyHapHBIX UIIEMUYECKUX O4arax B CTBOJIE TOJIOBHOTO
MoO3ra JaeT JOKHO OTPULATENIbHBIC Pe3ylabTaThl Oosee
4yeM y TpeTu 00osbHBIX [20].

Kmuanueckoe otnmume OBIIIl ot Oorynm3ma B
ocTpeiiieM nepuoje 3a00JeBaHNs 3aKII0YaETCs B OT-
CYTCTBUH COOTBETCTBYIOLIETO 3MUIEMHOJIOIHYECKOIO
aHaMHe3a, HAJIMYNK B KIMHUYECKON KapTHHE aTaKCUU
U 4yBCTBUTEJIbHBIX HapyLICHUH NMPH OTCYTCTBUU IJIa-
30/IBUraTeIbHBIX HapyIICHUH, a0JOMUHAJIBHBIX CHM-
NTOMOB ¥ HUCXOJSIIETO TUIIA PACIPOCTPAHEHUS Hape-
30B [6].

Octpast mepeMexaromascs MopPUpHs MPH CBOEM
TSAKEJIOM TE€YEHUH MOXKET CONPOBOXKJATHCS Pa3BUTHEM
Oynb0apHOro CHHIpPOMA, JBIXATENbHBIX HAPYLICHUH U
nape3a MUMHU4eckux Mo, B otmnane ot OBIII, kpa-
HUAJbHAs HEBPOMATHUS MPH OCTPOM TepeMerKaromeincs
noppupHuu pa3BUBaeTcs yke Ha (POHE BBIPaKEHHOH ci1a-
00CTH B KOHEYHOCTSIX U OoJieil B HUX; y OONBHBIX OT-
MeyaroTcst a0lOMUHaIbHBIE CUMIITOMBI (00JIN B KHMBOTE,
pBOTA, 3aropbl), U3MEHEHNE IBETa MOYH, MOBHIIICHUE
apTepUaIbHOTO JaBJICHUS, TaXUKApAHs, 3a/epiKKa MO-
YEeHCITyCKaHMs, a TaKkKe ICHUXWYECKHE paccTpPONCTBa.
Jlnarno3 octpoil mepemexaromieiics moppupun Bepu-
(UIHPYIOT IyTEM BBISBJICHUS TIOBBILICHHSI IKCKPEIHHN C
MOYOH JIebTa-aMUHOJICBYJIMHOBOM KUCIIOTHL U 11OpQo-
OWIIMHOTEeHA.
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KNUHUYECKIIA PA36OP

@DYyHKINOHAIFHOE BOCCTAHOBJIEHHWE Yy OIHMCAHHOM
6omnpHOI H. sBistmock ObicTpeIM U ONHBIM. Harre Ha-
Omtonenue coracyercs ¢ ganabivu J. K. Kim u coasr.,
KOTOpBIE OTMETHIIH PErpecc BCEX KIIMHUIECKUX CUMIITO-
MOB Ha npoTskeHnu 3 Mec y 10 u3 11 (91%) 601bHBIX ©
OBIIII. C yyeTtoMm TOro, 4To HEBpPOMATHS Yy HAlllCH Nalu-
CHTKH SIBJISUIACHh aKCOHAIBHOM, yKa3aHHBIA (PAKT TaKKe
CoTyIacyeTcs ¢ MPECTaBICHUSIMH O TOM, YTO OCTpasi aK-
COHaJIbHasl HEBPOMATUS OTIMYAETCS OT KJIACCHYECKOTO
Bapuanta CI'b 6osee yacToif BCTpe4aeMOCThIO HE TOJb-
KO OYEHb TSDKEJIOT0, HO TAKKE M JIETKOrO Te4eHHs 3a00-
neBanus [1, 5], a BoccTaHOBIIEHHE (PYHKIIMHA TTPOTEKACT
ObICTpPO [7]. BO3MOXHOCTH XOPOIIEr0 BOCCTAHOBIICHHSI
MpU OCTPOX aKCOHAIBHON ayTOMMMYHHOM TOJMHEBPO-
MaTuU OOBSICHAIOT TEM, UTO ayTOAHTHUTENA K aKCOJIeMMeE
MOTYT JIMIITh BPEMEHHO HApyIIaTh IEJIOCTHOCTH Tepe-
XBaToB PaHBbE M TeM caMbIM BBI3BIBATH MPEXOASIINE
OJIOKW TIPOBENEHUS, KOTOPHIE 3aTeM OBICTPO PETPecCH-
pytot [19].

Taxum o6pazom, CI'b MOkeT B peAKUX aTHIMHIHBIX
cirydasix MaHu(ecTUpoBaTh OynbOapHBIMU HapyIICHUS-
MU, aTakCHUell W TUIEepCOMHHUEH, YTO HEOOXOIUMO y4H-
THIBaTh NpH JU(QepeHIHaNIbHON AUATHOCTUKE CTBO-
JIOBOTO HWHCYNIbTa B TIPAKTHKE COCYAHCTHIX IIEHTPOB.
3HaHue KIMHUYECKUX 0COOCHHOCTEH aTUITUYHBIX BapH-
anTtoB CI'b onpenenseTcss BAXXKHOCTBIO PaHHETO Hadaja
ero crienuGUYecKol Tepanuu, HeOOXOJUMOM I KyTTH-
POBaHUs ayTOUMMYHHOTO TIpOIlecca.

Kongnuxkm unmepecos. ABTOPHI 3asBISIOT 00 OT-
CYTCTBUU KOH(IINKTA HHTEPECOB.

Qunancuposanue. ViccnenoBanue HEe UMENO CIIOH-
COPCKOH TOIJIEPIKKH.
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TPEBOBAHUS K PYKOITMUCAM, HATTPABJISIEMBIM B XKYPHAJI
cocmasnenslt ¢ yuemom mpeoosanuii Boicuieii ammecmayuonnoit komuccuu P@ u « EOunvix mpebosanuii K pyKonucsam, npeocmagiaemsim
6 DuomeOuyUHCKUE JHCYPHATIBLY, Pa3padomannblx Mexcoynapoonsim KOMUmemom pedaKxmopos MeOUUUHCKUX HCYPHAI08

1. OBIIUE IMTPABHUJIA. Crarbs 10DKHA UMETh BU3Y PYKOBOIUTEIIS U
COIPOBOXKIATHCS OQUIMATEHEIM HalIPaBICHUEM OT YUPEKACHUS, H3 KOTOPO-
IO BBIXOAUT CTaThbsl, B HEOOXOAUMBIX CIIydasX — HKCIEPTHBIM 3aKITIOYCHHEM.
B HampaBnennu crnefyer yka3arb, ABISETCS JIH CTaThs JUCCEPTALOHHOMN.

CTaTbs JOJDKHA OBITH OANHICAHA BCEMH aBTOPAMH, UTO JAET IPABO XKyp-
HaJly Ha e MyOIUKALHIO B OYMa)KHOM H (MJIH) DJICKTPOHHOM (opMaTe U pas-
MeIIeHHe Ha caiiTe )KypHania (H30aTelbCcTBa).

Henp3s HanpaBisiTh B peakiUio paboTh, HalleYyaTaHHbIC B HHBIX H3/a-
HUAX MM OTHPABJICHHBIC B UHbIC U3/IaHUS.

Pepakiyst ocrasiisieT 3a c000i1 IIPaBO Ha COKpALlleHNE U PeJJaKTUPOBaHIe
IPUCTIAHHBIX cTaTell. JJaToi MOCTYIIeHUA CTaTby CYUTAETCA BpeMsA IOCTy-
IUIEHVI OKOHYATETIbHOTO (IIepepaboTaHHOr0) BAPMAHTA CTATHNL.

2. IIJIATA 3a my6auKanuio pyKOIHCeH ¢ aCIHPaHTOB HE B3UMAETCs.

3. CTATbS npucsutaercs B penakuuio B pacrnedatke (1 5k3.) ¢ 06s3a-
TEIbHBIM IIPUJIOKESHUEM DIICKTPOHHON BEPCUH MM I10 JJIEKTPOHHOM IoYTe.

4. CTATbS nomxna 6bITh Haneyatana mpuprom Times New Roman
unn Arial, pasmep mpudTa 12, ¢ IBOWHBIM HHTEPBATIOM MEKIY CTPOKAMH,
BCE I0JIsT, KPOME JICBOTO, IIMPUHOI 2 CM, JieBoe mone 3 cM. Bee crpaHuist
JIOJDKHBI OBITh IPOHYMEPOBAaHBI. ABTOMATHYECKUIT EPEHOC CIIOB HCIIONB30-
BaTh HEJNb3A.

5. OBbEM crareii He o/mKeH npeBblmarh 18 crpanuil (BKIOYas M-
JIOCTPALNY, TaO/IMIIBL, Pe3IOMe M CIICOK IUTePATypBl), peLieHsuit u nHpop-
MAI[OHHBIX COO0MIeHNMIT — 3 CTp.

6. TATYJIBHBIN JIMCT nomxken coaepxars: 1) haMuinio 1 HHULHA-
1Bl aBTOpA (aBTOPOB), 2) HA3BaHUE CTATHHU, 3) MOJHOC HANMEHOBAHUE YUPEK-
JICHHs, B KOTOPOM paboTaeT aBTOp, B MMEHHTEIHFHOM IaJiexe ¢ 00s3aTeib-
HBIM YKa3aHHEM CTaTyca opraHmsanuu (abOpeBuaTypa nepes Ha3BaHHEM)
¥ BEIOMCTBEHHOH NPHHANIEKHOCTH, 4) MOYTOBBI HHAEKC YUPEKICHUS,
ropoj, cTpaHy; 5) koHTakTHyo HHopManuo: ©.1.0. noimHoCThIO H anpec
9JIEKTPOHHOMN MOYTHI ABTOPA, OTBETCTBEHHOI'O 3a IEPENUCKY.

Ecm aBTOpOB HECKOJIBKO, Y KaX[0il (paMWmy U COOTBETCTBYIOLETO
YUpeX/ieHNsA HpoCTaBIsAeTcsa LudpoBoit nHuekc. Ecm Bce aBTOphI cTaThn
PaboTAIOT B OHOM YYPEK/JeHIN, YKa3bIBaTh MECTO PAbOTBI KaXK/[OrO aBTOPa
OT/Ie/IbHO He HY)KHO, IOCTaTOYHO YKa3aTb yYpeXXJeHlie ONMH pas.

O0pa3sen TUTYJILHOTO JIHCTA:

10.A. Paxmanun!, V1.E. 3pikoBa', T.I1. ®eguukunal, JI.T. Conenosa®

[MOAXOo4bl K M3YYEHINIO POIM BOJHOT'O ®AKTOPA B PAC-
I[TPOCTPAHEHHOCTU MH®EKI UMW Helicobacter pylori

'OI'BY HUM sKkonmorum 4enoBeKa M TUTYMEHbl OKPY)KAIOIel CPefibl M.
AH. Coicra Munsppasconpassurtust PO, 119121, Mocksa; 2OI'BY Poccuii-
CKMit OHKOOTMYecKuii HayuHblit neHTp um. H.H. broxuna PAMH, 115211,
Mocksa

[na xoppecnondenyuu: Conenosa Jlus I'ennanpesHa, Isolenova@mail.ru

7. AHOOPMANUA AJ151 PUHI

Ha otnenbHO# cTpaHHIE YKa3bIBAIOTCS JOMONHHUTEIBHBIC CBEICHHS O
KaXJIOM aBTOpe, HeoOX0quMbIe Jiis 00paboTKu xypHana B Poccuiickom nH-
nekce HayqHoro nutupoBaHuss: @.1.O. MOTHOCTEIO Ha PYCCKOM SI3BIKE U B
TPaHCIUTEPALMH, YUeHas CTENeHb, YUCHOE 3BaHUE, JOJKHOCTb, e-mail st
KOHTAaKTOB C aBTOPAMH CTaThi (MOJKHO OJJMH Ha BCEX aBTOPOB).

Oopa3zen:

Paxmanun IOpuii AnaronseBnd (Rakhmanin Yu. A.) — a.m.H., npodec-
cop, akageMuk PAMH, nupektop uHCTHTYTA;

3pixoBa Mpuna Esrensesna (Zykova L. E. ) — n.M.H., pyk. 1a0. uarso-
CTUKH 3KOJIOTHYECKH 3aBUCHUMOM MATOJIOTUH C TPYNIOH THTMEHUYECKOM K-
MePTH3BI;

Oenuuknna TatesiHa [laBnoBHa (Fedichkina T. P.), k.M.H., B.H.C. J1a0.
JIMAarHOCTHKH YKOJIOTUYECKH 3aBUCHMOM MATOJOTHU C TPYIION FMIHEHHYe-
ckoii akcneptussl, feditchkina@ yandex.ru

Conenosa Jlus I'ennanbesHa (Solenova L.G.) — n.6.H., cT. Hay4. COTp.,
Isolenova@mail.ru

8. Manbheiimmit IIJIAH IOCTPOEHMSI opurnHaibHbIX cratei 1071-
JKEH OBITh CJICIYIOIINM: PE3IOMe, KIIOUEBBIC CIIOBA, KPATKOE BBEJCHUE, OT-
pakaroliee COCTOSHUE BOIIPOCa K MOMEHTY HAIIMCAHUS CTaTbU M 3a/la4d Ha-
CTOSIIIIETO MCCIIEIOBAHNUS, MATEPUAIIbl K METO/IbI, PE3YJIbTAThI U 00CYKICHHE,
BBIBOJIBI 110 ITyHKTaM HJIN 3aKJII0YCHHE, CIIUCOK LUTUPOBAHHOM JINTEPATYPBL.

W3noxeHne cTaTbi JOJDKHO OBITH SICHBIM, CKaThIM, 0€3 JUIMHHBIX HCTO-
pUYECKUX BBEAECHUH M mMoBTOpeHuil. [Ipennourenue cieayer oTaaBaTh HO-
BBIM M INPOBEPCHHBIM (haKTaM, pe3ysibTaTtaM UIMTEIbHBIX HCCICAOBAHMIA,
Ba)KHBIX JUUIS PELICHUS IPAKTHIECKHUX BOIIPOCOB.

MeToanKa HcClIeI0BaH|il J0KHA OBITh ONHCaHa OYCHB YETKO, TAK YTO-
OBl €¢ JIETKO MOXHO OBLIO BOCIPOU3BECTH.

Hy»HO yKa3aTb, SIBJISIOTCS JIM NIPUBOJUMBIC YHCIIOBBIC 3HAUCHHS IIEp-
BHYHBIMH HJIN TIPOU3BOJAHBIMH, IPHBECTHU MPEJCIBI TOYHOCTHU, HAACKHOCTH,
HHTEPBAJIBI IOCTOBEPHOCTH, OLICHKH, PEKOMEHIAINH, IPUHSATHIC WIH OTBEP-
THYTBIC THIIOTE3bI, 00CYKIaeMBIC B CTAThE.

9. CTAHJIAPTBI. Bce TepMuHBI 1 ONPEJICNICHNS TOIKHBI OBITh HAYYHO
JIOCTOBEPHBI, UX HaNKcaHKe (Kak PyccKoe, Tak M JIATHHCKOE) JI0JIKHO COOTBET-
CTBOBAaTh «DHIMKJIONEIMIECKOMY CIOBAPI0 MEAMIIMHCKUX TEPMUHOBY (B 3-X
ToMax, 1mox pex. akazn. b.B. Ilerposckoro).

JlexapcTBEHHbIC MPENapaThl JOMKHbI ObITh IPUBEICHBI TONBKO B MEK-
JyHApOJIHBIX HEMAaTEHTOBAHHBIX HA3BAHUAX, KOTOPBIE YIIOTPEO-TIA0TCA TIep-
BBIMH, 33aTE€M B Cily4ae HEOOXOAMMOCTH IPUBOJNTCS HECKOJIBKO TOPTOBBIX
Ha3BaHMIl MpenaparTos, 3aperucTPUPOBAHHBIX B Poccuu (B COOTBETCTBHH C

nH}popMaIMOHHO-TIONCKOBOM cuctemoii «Kmudap-Tocpeectp» [[ocynap-
CTBEHHBII peecTp JICKAPCTBEHHBIX CPE/ICTB]).

XKenarenbHo, 4T00BI HanMcaHHe PEPMEHTOB COOTBETCTBOBAIIO CTaHAAP-
Ty Enzyme Classification.

XKenarenbHo, 4T0OBI HACNIEAYyEMbIC MM CEMEiHbIC 3a00JIeBaHUsI COOT-
BETCTBOBAJIM MEKIyHAPOIHON KIACCH(UKALMH HACIELYEMBIX COCTOSIHHI Y
yenoBeka (Mendelian Inheritance in Man [http://ncbi.nlm.nih.gov/Omim]).

Ha3BaHusI MUKPOOPTaHU3MOB JIOJI)KHBI ObITh BEIBEPEHBI B COOTBETCTBUH
¢ «OHIMKIIONEANYECKUM CJIOBAPEM MEIUIIMHCKUX TEPMHUHOBY (B 3-X TOMax,
nof pen. akan. b.B. I[lerpoBckoro) win nmo uzganuio «MeauunHCKas MUKPO-
ouomnorus» (mox pex. B.1. ITokpoBckoro).

Harnucanue ©.1.0., ynnoMHHAaeMbIX B TEKCTE, JIOJPKHO COOTBETCTBOBATD
CHHCKY JIUTEepaTypbl. [IOMUMO OOIICHPHHATHIX COKpALCHUH SIUHUL] H3Me-
peHusi, PU3NUECKUX, XUMHUYECKUX U MAaTEMAaTHYCCKUX BEINYMH M TEPMHHOB
(Hanpumep, AHK), nonyckatorcs ab0peBraTypbl CJI0BOCOUETAHUMN, 4ACTO T10-
BTOPSIOIINXCS B TeKCTe. Bee BBOAMMBIC aBTOPOM OyKBEHHBIE 0003HAYCHHUS
u abOpeBUaTyphl JAOJDKHBI ObITh pacuIM(pOBaHbl B TEKCTE IPH HX MEPBOM
yIIOMUHaHUU. He J101ycKaroTCst COKpalleH st POCThIX CIIOB, JJaXKe €CIIM OHU
4aCTO MOBTOPSIOTCS.

J103bI JIGKapCTBEHHBIX CPEJICTB, CAWHHIIBI H3MEPEHHS U IPYrHe YHUCIICH-
HBI€ BEJIMUMHBI 0JDKHBI ObITh YKa3aHbl B cucteme CH.

10. ABTOPCKOE PE3KOME. ABTOopcKoe pe3loMe K CTaThe SBJISeT-
Csl OCHOBHBIM HCTOUYHHUKOM HH(GOPMAIMU B OTEUECTBEHHBIX H 3apYyOEKHBIX
NHGOPMALMOHHEIX CHCTEMax M 0a3ax MaHHBIX, HHACKCHUPYIOLUIMX JKypHAI.
Pestome noctynHo Ha caiite OAO “U3natenscTBo «MeauuuHay”, Ha caiite
Hayunoit >7eKTpOHHO} OHOIHOTEKN U HHACKCUPYETCS CeTeBLIMH IIOUCKOBEI-
MH CHCTEeMaMH.

ITo aHHOTALMH K CTAThE YUTATEIIO AOKHA OBITH IIOHATHA CYTh HCCIIEI0-
BaHusL. 1o aHHOTAaIMK YUTATEND JOJDKEH OIPEAEIUTh, CTOUT JIH 00paIaThest
K HOJIHOMY TEKCTY CTaThH JUIS IOJydYeHHs Oojee MOoApoOHON, HHTEepEeCyo-
mei ero uHdopmanuu. PesromMe MOMKHO HM3/araTh TOJIBKO CYIIECTBEHHbIC
¢axTel paboTsl. IIpHBETCTBYeTCS CTPYKTypa AaHHOTAIMH, IIOBTOPSIOIIAS
CTPYKTYpy CTaThbH M BKJIIOYAIOINAsi BBEICHHE, LICJIM U 33/1a4H, METOMbI, pe-
3yJIbTaThl, 3aKI0YeHUE (BbIBOJBI). OJIHAKO: MpeIMeT, TeMa, Leidb PaboThl
YKa3bIBaIOTCS B TOM CIIydae, €CIIM OHU He SICHBI U3 3araBUs CTaTbU; METO]
WIH METOOJIOTHIO MPOBEICHHST pabOThI LEeIeCO00pa3HO ONMUCHIBATH B TOM
cllydae, eCIM OHM OTJIMYAIOTCS. HOBH3HOW MIH MPECTABIIAIOT HHTEPEC C TOY-
KU 3pEHHUsI JTaHHOH pabOThIL.

Pe3roMe HODKHO HAuYMHATHCS ¢ MHGOPMAIMH, COIEpIKAIICHCs Ha TH-
TynbHOM JucTe. OObEM TEKCTa aBTOPCKOTO PE3IOME OINpEJCNseTcsi Coaep-
JKaHHeM IyOnukanuy (00BbeMOM CBEICHHUM, NX HAYYHOH IIEHHOCTBIO W/HIIN
MPaKTHYECKUM 3HaYEeHHEeM) U TOJDKeH ObITh B npenenax 100-250 cios.

Pe3toMe I0MKHO COIPOBOXK/IATHCS HECKOIBKIMH KJIIOYEeBBIMH CJIOBA-
MH WIH CJIOBOCOYETaHUSIMHU, OTPAKAIONIUMH OCHOBHYIO TEMAaTUKY CTaTbU
1 00JIerJaroNIuMH KIacCHUKALUIO pabOThl B KOMIIBIOTEPHBIX MOMCKOBBIX
cucreMax. KimroueBble Cl10Ba MepeuHCIIsSIOTCS Yepes TOUKy ¢ 3ansaToi. Pesto-
M€ U KJIIOYEBBIC CJIOBA JOJDKHBI OBITH IIPEICTABICHEl KAK HA PYCCKOM, TAK
M Ha aHTJIMICKOM si3bIKax. [Ipu nepeBoae GpaMuiIny aBTOPOB PEKOMEHTY-
©TCst TPAHCIUTEPUPOBATH TAK XK€, KAK B MPEABLAYIINX My OIHMKALUIX HIIN 1O
cucreme BGN (Board of Geographic Names), cm. caifT http://www.translit.
ru. B otHOomennn opranu3anuu(uii) BaKHO, YTOOBI OBbUT yKa3aH O(pHIHAIb-
HO NPHUHATHINA aHTITMHCKUI BapHaHT HAUMEHOBAHUS.

11. TPEBOBAHMUS K PUCYHKAM, npeacTaBiIeHHbIM Ha 3JIEKTPOH-
HBIX HOCHTEIsIX. UepHo-Oelble ITpUXoBble pUCYHKH: GopMart daitna — TIFF
(pacwmpenne *.tif), mobas mporpamma, MOAAEPKUBAIONIAST ITOT (opmaT
(Adobe PhotoShop, Adobe Illustrator u T. 1m.); pexxum — bitmap (OuroBas
kapTa); paspemenue 600 dpl (mukceny Ha A10¥M); BO3MOXKHO HCIOJIb30BAHHE
cxarust LZW wn npyroro; Hocurenn CD-R, CD-RW; o0s13aTensHO Hammame
pacmedaTky, IpuYeM Kaxk[aas HUIIOCTpalus JOJDKHA OBITH pacredaTaHa Ha
OTZIeNIBHOM JncTe. TeKCT Ha HINTIOCTPAUSIX JOJDKEH ObITh YEeTKUM.

12. IOJAIMNCHU K PUCYHKAM U ®OTOTI'PA®USAM rpynnupy-
IOTCSl BMECTE U JAIOTCsl Ha OTACNBHOM JucTe. Kaaplii pUCYHOK JOIDKEH
HUMETh OOIIHIA 3ar0I0BOK M PACIIM(POBKY BCEX COKpalIeHUit. B moammcsx K
rpadukaM yKa3bIBarOTCsl 0003HAYCHUS 110 OCSM aOCIIMCC ¥ OPJIMHAT U SIMHH-
(bl U3MEPEHUS, TIPUBOJATCS MOSCHEHUS 110 KaK10H KpuBOi. B moamucsax k
MHKpO(OTOrpadusiM yKa3bIBAIOTCS METO/] OKPACKH U YBEIHUCHHE.

13. O®OPMJIEHUE TABJIMII: cBepxy cmpaBa HEoOXOAUMO 000-
3HAYUTH HOMEp TaOIMIbl (ecy TaOuuIl OOJIbIIe, YeM OJ(HA), HIKE JaeTCst
ee Ha3BaHue. CokpalieHus ClIOB B TabiMIax He Jomyckatores. Bee mmdps! B
Ta0JIHIaxX JOJDKHBI COOTBETCTBOBATH HU(PaM B TEKCTE U 00S3aTEIIBHO JIOJIK-
HBI OBITH 00Pa0bOTaHbl CTATHCTUUECKH. TaOIHIBI MOJKHO 1aBaTh B TEKCTE, HE
BBIHOCS Ha OT/ICJIbHBIC CTPAHHIIBL.

14. BUBJIMOTPA®UYECKHUE CIIMCKMU. IlpaBuibHOE onucaHue
HCIIONB3YEMBIX HCTOYHUKOB B CIIMCKAX JINTEPATYPHI SBISCTCS 3aJI0TOM TOTO,
4TO LUTHUPYeMast MyOIuKanus OyaeT ydTeHa IpH OLCHKE HAay4HOH JesTelb-
HOCTH €€ aBTOPOB U OPraHU3alUi, B KOTOPBIX OHH PaboTaoT.

B opHrHMHAJIBHBIX CTATBAX JONYCKAaeTCs LUTHPOBATHL He OoJiee 30
HCTOYHHMKOB, B 0030pax JIUTepaTyphl — He 0oJ1ee 60, B JIeKIMAX U APYIUX
MaTepuasiax — 10 15. bubnuorpadus nomkHa coaepkarh, IOMUMO OCHOBO-
TI0JIaraloIyX padoT, Iy OIHKALNH 32 TIOCIIEIHAS 5 JIeT.

B crincke nurepatypsl Bce paOOThI IEPEUHCIISIOTCS B HOPSIAKE UX LIUTH-
poBanusi. bubauorpadguyeckue CChUIKH B TEKCTE CTATbU NAOTCS LUQPOIl B
KBaJ[PaTHBIX CKOOKaXx.

CchUIKH Ha HEOMyOIMKOBaHHbIC PaOOTHI HE JOIYCKAIOTCSL.



YuutbiBasg TpeGOBaHHS MEKIYHAPOAHBIX CHCTEM LHUTHPOBAHUS,
oudbanorpadguyecKkne CNUCKH BXOASAT B AaHTJIOA3bIYHBI 0JI0K CTAThH H,
COOTBETCTBEHHO, JOKHBI 1aBaThCsl He TOJbKO Ha sI3bIKe OPUIHMHAJIA,
HO U B JaTHHHUE (poMaHCKuUM ajdasurom). [TosToMy aBTOpHI cTaTel
JIOJDKHBI JaBaTh CHHCOK JHTEPATyphl B JBYX BapHaHTAaX: OAWH Ha SI3BIKE
OpHIrHHaja (PyCCKOS3bIUHbIE HCTOUHMKN KMPUIIIMIEH, aHIJIOA3bIYHBIE J1a-
THHUIICH) ¥ OTACIBbHBIM OJIOKOM TOT e CIUCOK nuteparypsl (References)
B POMAHCKOM aJ(aBuTe A5l MEXKIYHAPOJHEIX 0a3 JaHHEIX, IIOBTOPSS B HEM
BCE HCTOYHUKH JUTEPATYPhI, HE3aBUCUMO OT TOTO, MMEIOTCS JIM CPEM HUX
nHOCTpaHHbIe. EcM B cITHCKe €CTh CCBHUIKH Ha HHOCTPAHHBIC ITyOJIHKAIIH,
OHU IIOJHOCTBIO MOBTOPSIIOTCSI B CIIMCKE, TOTOBAIIEMCSI B POMAHCKOM all-
tasure.

Tpancautepupyrorcs HaMHIMH aBTOPOB U PYCCKOA3BIYHBIC HA3BAHUS
HCTOYHHKOB. IlepeBosrTcs Ha3BaHUs cTaTeil, MOHOrpaduii, COOPHUKOB CTa-
Tel, KOH(EPEHIHIl ¢ yKa3aHUEM I10CJIC BBIXOIHBIX JaHHBIX, KOTOPBIC JAIOTCS
B uudpoBoM (popmare, ero s3bika (in Russian). HazBanue ucrounuka Bbije-
JISIETCS. KyPCUBOM.

ITockosIbKy BO3MOXKHBI Pa3INYHbIC BAPHAHTBI TPAHCITUTEPALUN (aMHIIHIA,
IPH MPHTOTOBICHUH CCHUIOK HA CTAThH, OIMyOIMKOBAHHBIC B JKypHAlax H3-
narenberBa «MeIuIHay, PeKOMEHIyeTCsl HCIIOIb30BaHNue JAHHBIX C CaiiToB
www.medlit.ru wim www.elibrary.ru.

TEXHOJIOI'USI IOATOTOBKHU CCBLIOK =

C UCITIOJIb30BAHUEM CUCTEMbBI ABTOMATUYECKOU

TPAHCJIMTEPALIUU U NIEPEBOJYUKA

Ha caiire http://www.translit.ru MOXHO BOCIIOJIB30BaThCSI IPOTPAMMOIL
TPaHCIIUTEPALIMU PYCCKOI0 TEKCTA B JIATHHUILY.

1) Bxoaum B nmporpammy Translit.ru. B okolke «BapruaHTbI» BbIOMpacM
cuctemy TpaHciurepanun BGN (Board of Geographic Names). Berasisiem B
CreLHaIbHOE M0JIe BECh TEKCT Oubiorpadun, Kpome Ha3BaHUS KHUIU WM
CTaTbH, HA PyCCKOM SI3bIKE M HAKHMAeM KHOIIKY «B TPAHCIUT».

2) KonmpyeMm TpaHCIUTEPUPOBAHHBIA TEKCT B TOTOBSILUNICS CIHHCOK
References.

3) IepeBoaum ¢ momorikio nepeBoaurka Google Ha3BaHUE CTaTbH, MOHO-
rpaduu, COOpHUKa, KOHPEPSHIINH U T.JI. Ha aHIINHCKUH S3BIK, ICPEHOCHM €TI0
B roToBsimuiics crmcok. IlepeBon, 6e3ycioBHO, TpeOyeT peilakTHPOBaHHMSL.

4) OObeuHseM OIMCaHUsI B TPAHCIIMTE ¥ IEPEBOHOE, OOPMIISs B COOT-
BETCTBHH C NPHHATHIMH TIpaBmiiaMu. [Ipu 3ToM HEOOXOMMMO PacKphITh MECTO
u3nanust (Moscow) 1, BO3MOXKHO, BHECTH HEOOJIBLINE TEXHUYECKHE TTOMPABKH.

5) B KOHIIE CCHUIKM B KpyTIJIbIX CKOOKax ykasbiBaercs (in Russian).
Ccblika rorosa.

IIpuMepbI TPAHCIUTEPALHHI PYCCKOSI3BIYHBIX HCTOYHHKOB
JINTEPATYPbI VISl AHIJIOSI3BIYHOI0 0JI0KA CTATHH

Onucanue cmamou u3 syxcypuana

Krasovsky G.N., Yegorova N.A., Bykov I.I. Methodology of harmonizing
hygienic standards for water substances, and its application to improving san-
itary water legislation. Vestnik Rossiyskoy AMN. 2006; 4: 32-6 (in Russian).

Onucanue cmamou u3 )1eKMPOHHO20 HCYPHANA

Bbenozepos FO.M., [loseans M.HU., Ocmanos U.M., [llabenvrukosa E. 1.,
Mazomeoosa III.M. TpodorpornHoe BIHSIHHE KapHHTCHA Y HOAPOCTKOB C
MIPOJIATICOM MUTPAILHOTO KJIallaHa U MOBBIICHHOM yToMIIsieMocTbio. 2011.
Avaiable at: http://www.rosmedportal.com/index.php?option=com_cont
ent&view=article&id=1388:2011-10-04-02-23-15&catid=25:the-project
(Accessed 31 October 2013).

Onucanue knuzu (monozpaguu, coopruka):

Pokrovskiy V.M., Korot’ko G.F., eds. Human physiology. 3rd ed. Mos-
cow: Meditsina; 2013. (in Russian)

From disaster to rebirth: the causes and consequences of the destruction of
the Soviet Union. Moscow: HSE Publ.; 1999. (in Russian)

Latyshev V.N. Tribology of cutting. v.1: Frictional processes in metal cut-
ting. Ivanovo: Ivanovo St. Univ.; 2009. (in Russian)

Onucanue mamepuanog kongepenuuii

Usmanov T.S., Gusmanov A.A., Mullagalin 1.Z., Muhametshina R.Ju.,
Chervyakova A.N., Sveshnikov A.V. Features of the design of field develop-
ment with the use of hydraulic fracturing. In: New energy saving subsoil tech-
nologies and the increasing of the oil and gas impact: Proceedings of the 6th
International symposium. Moscow; 2007: 267-72. (in Russian)

Onucanue Humepuem-pecypca:

APA Style (2011). Available at: http://www.apastyle.org/apa-style-help.
aspx (accessed 5 February 2011).

Onucanue duccepmavyuu:

Semenov V.1. Mathematical modeling of the plasma in the compact torus:
diss. Moscow; 2003. 300 p. (in Russian)

Onucanue I'OCTa:

State Standard 8.586.5-2005. Method of measurement. Measurement of
flow rate and volume of liquids and gases by means of orifice devices. Mos-
cow: Standartinform Publ.; 2007. (in Russian)

Onucanue namenma:

Palkin M.V. The way to orient on the roll of aircraft with optical homing
head. Patent 2280590, RF; 2006. (in Russian)

IIpumepsl oopMiIeHUs CCHLIOK
HA JIHTEPATYPY AJISl PYCCKOSI3bIYHOI YaCTH CTATbH

Kypuanvuvie cmamou:

Bepkuna JI.M., Terecmanuy H.P., Muwun J].B., Bomuxoe A.I'., Jlomos
I0.M., [epsabun I1.I". u np. KoHCTpyHpOBaHUE HOJIMMEPHOTO IpernapaTa s
ceposioruueckoil quarnoctuku renarura C. Bonpocs! Bupyconoruu. 2012;
1:45-8.

Yyyanun A.1. I'punn: ypoku navaeMuu (KIMHHYeckue aciektsl). [Tymns-
monozorus. 2010; Ipun. 1: 3-8.

Aiuti A., Cattaneo F., Galimberti S., Benninghoff U., Cassani B., Calle-
garo L. et al. Gene therapy for immunodeficiency due to adenosine deaminase
deficiency. N. Engl. J. Med. 2009; 360(5): 447-58.

Glauser T.A. Integrating clinical trial data into clinical practice. Neurol-
ogy. 2002; 58(12, Suppl. 7): S6-12.

Knuzu:

Meouxk B.A. 3ab6051eBaeMOCTb HACEJICHHS: HCTOPHSI, COBPEMEHHOE COCTO-
sIHUE M MeToJjosiorus usyueHus. M.: Menununa; 2003. 512 c.

Bopobves A.H., pen. PyKoBOACTBO MO reMarojoruu. 3-¢ u3a. T. 3. M.:
Heroguamen; 2005. 416 c.

Paosunckuii B. E., pen. Ilepnoneonorus: YuedHoe nocobue. M.: PYIH;
2008. 78 c.

Beck S., Klobes F., Scherrer C., eds. Surviving globalization? Perspec-
tive for the German economic model. Berlin: Springer; 2005. 239 p.

Michelson A.D., ed. Platelets. 2 ed. San Diego: Elsevier Academic
Press; 2007. 1398 p.

Mestecky J., Lamm M.E., Strober W., eds. Mucosal immunology. 3™ ed.
New York: Academic Press; 2005. 2064 p.

I'naewl ¢ knuze:

Heanosa A.E. TenjeHIMU U IPHYMHBI CMEPTH HacesleHus Poccun. B kH.:
Ocunos B.I"., Peibakosckuii JIJIL., pen. [emorpadpuyeckoe passutue Poccun B
XXI Bexe. M.: Oxon-Hudopm; 2009: 110-31.

Silver R.M., Peltier M.R., Branch D.W. The immunology of pregnancy.
In: Creasey R.K., Resnik R., eds. Maternal-fetal medicine: Principles and
practices. Sth ed. Philadelphia: W.B. Saunders; 2004: 8§9-109.

Mamepuanvt nayunvix xongepenyuii, asmopegepamuol:

AKTyanpHbIe BOIIPOCHI FeMATOJNIOTUH U TpaHchy3Homoruu: Martepuaibl
Hay4YHO-TIpaKkTHUeckol koH(pepenmun. Cankr-IlerepOypr, 8 mroms 2009 r.
CII6.; 2009.

Canos H.A., Mapunywxun /[.H. Axymepckas TakTUKa MPU BHYTPUY-
TpoO6Hoit rubenu mnoga. B xu.: Marepuaist IV Poccuiickoro ¢popyma «Matb
u auts». M.; 2000; 4. 1: 516-9.

European meeting on hypertension. Milan, Jine 15-19, 2007. Milan;
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Harnden P., Joffe J.K., Jones W.G., eds. Germ cell tumours V: Proceed-
ings of the 5th Germ cell tumour conference. 2001, Sept. 13-15; Leeds; UK.
New York: Springer; 2001.

Menvnukosa H.B. KInHUKO-OMOXUMHYECKHE M MOP(OIOrHUECKHE H3-
MEHEHH IIeYCeHH y OOJILHBIX C aTepOreHHON aucnunuaemueii: J{uc. ... kanm.
Mez. Hayk. M.; 2008. 126 c.

Borkowski M.M. Infant sleep and feeding: a telephone survey of Hispanic
Americans: diss. Mount Pleasant (MI): Central Michigan University; 2002. 120 p.

DeKmponnble ucmoUHUKU:

Pesouronus, npunsitas ['enepanbaoil Accambieeit Opranuzanun O0b-
enuHeHHblx Hanmit Ne 66/288. bynymiee, KOTOPOro Mbl XOTUM. 27 OIS
2012 roma. Available at: http://www.uncsd2012.org/thefuturewewant.
html; http://daccess-dds-ny.un.org/doc/ UNDOC/GEN/N11/476/12/PDF/
N1147612.pdf? OpenElement.

Abood S. Quality improvement initiative in nursing homes: the ANA acts
in an advisory role. Am. J. Nurs. 2002; 102 (6). Available at: http:/www.
psvedu.ru/journal/2011/4/2560.phtml.

ABTOp HeCeT 0TBETCTBEHHOCTDb 32 NPABHJIbLHOCTHL OHOIMOrpaduye-
CKHX JaHHBIX.

15. PEAJAKIIMOHHASI DTUKA.

Jlocmoseprocmyb dannbix. COTIACHO ATUYECKUM 00s3aTENIbCTBAM Y4e-
HBIE JOJDKHBI IIPE/ICTABIATh JOCTOBEPHBIE PEe3yIbTaThl HAyYHOU PaboTHI IS
nyOIuKayu.

Asmopcmeo. Bcee nuiia, 0003HaAYCHHBIC KaK «aBTOPBDY, TODKHBI COOT-
BETCTBOBATh KPUTEPUSIM ITOTO IIOHATHUSL. YUacTHEe KaKIOr0 aBTopa B pabote
JIOJKHO OBbITh JOCTATOYHBIM JUISl TOTO, YTOOBI IPUHATH HA Ce0sl OTBETCTBEH-
HOCTB 32 €€ COJCPIKAHMHC.

Konghnuxm unmepecos.

Y4acTHUKHM TIpoliecca PeleH3UMPOBaHUsS U IMyOIMKAIMK TODKHBI CO00-
AaTh O HAJINYUHU KOH(INKTA HHTCPECOB.

Mmnooicecmeennvie nybnuxayuu. Perakins He paccMaTpHBaeT PyKOMH-
CH, OZIHOBPEMEHHO IIPe/ICTABICHHbIC [UIs ITyOIMKALUK B JAPYTHE JKyPHAJIBI, a
TaKKe padOTHI, KOTOPbIC B OOJNBIICH YacTh yKe ObUTH OMyOJIMKOBaHbI B BUZIE
CTaThH MJIM CTaJIM YacThIO APYTOil paboTHI, IPEACTAaBICHHON MM IPHHSATOI
JUIs Iy OJTMKaIMU KAKMM-JIM00 JPYTUM NEYaTHBIM M3aHUEM WM 3JIEKTPOH-
HBIMH CPEICTBAMH MAacCOBOH MH(OpMAIMH. DTa MOJUTHKA HE HCKII0YACT
PAacCMOTpEHHE CTAThH, HE MIPUHATON K ITyOIMKALMN IPYTUM JKyPHAIOM, HIII
MOJIHOTO OITMCAHMSI, MPEACTABICHHOrO I0CIe MyOINKAIUK MPEeBAPUTEIIb-
HBIX Pe3yJIbTaTOB (TE3HMCOB), MPECTABICHHBIX HA NPO(ECCHOHATIBHBIX KOH-
(epeHmusx.

k ok ok

CraTbu, 0popMIIEHHE KOTOPBIX HE COOTBETCTBYET HACTOSILIMM Tpe-
OoBaHMsIM, paccMaTpuBaThcs He OyayT. IIpuciaHHble PYKOIMUCH, KOTO-
PBIM OTKa3aHO B MyOIMKAINHU, 0OPATHO HE BO3BPAILAITCS.

Aemopckue 3Kzemnaapsl HE TIPEyCMOTPEHBI; JKypHAT MOXHO IIONTy-
YUTh TOJBKO MO HOJIHCKE.

C nozxpoOHBIM H3I0XKEHHEM IMyHKTOB «ENUHEBIX TpeOoBaHUIl K pyKOIH-
CSIM, TIPEACTABISIEMBIM B OMOMEIMIIMHCKHE JKYpPHAIIBD, pa3padOTaHHBIMU
Mesk/IyHapOJHBIM KOMUTETOM PEAAKTOPOB MEIULIMHCKUX )KYPHAIIOB, B 4acT-
HOCTH 3THYECKHX BOIIPOCOB, MOKHO O3HAKOMHUTBCS Ha HAIIIEM CalfTe (B mepe-
Boje oT 2006 roja), OpUrHHAIBHYIO BEpCHIO (Ha aHMIMHCKOM si3bike, 2010
rojl) MO’KHO IOCMOTpeTh Ha caiite www.JCMJE.org.



K cT. M. C. MepKy10BOii U COABT.

Puc. 1. Pyunoe Boienenue obmacreit nH-
Tepeca ¢ nomomeio pexkuma FUSION B

130.53. -107.87. 60. P T1pOrpaMMe MOCTIIPOLECCOPHOI 06paboT-
haigkn:v’:ssf&{?ﬂ v 2¢ 13@;) nmarabix ASL — Olea Medical Sphere

llpumeuanue: Ha amarommdeckue u30-
opaxenuss MPRAGE-umnynscHolt  mocie-
JIOBAaTeIbHOCTH  BBIMOJHSIOCH — HATOKCHHE
LBETHBIX MNepQy3uoHHbIX KapT. Ha pucynke
MPEICTaBICH TPUMEpP PYIHOTO BBIICICHHUS
obnacreit untepeca (region of interest-ROI) B
CHMMETPUYHBIX YYaCTKaX KOPTHKAIBHBIX OT-
nenax npasoit (udpst 1, 3, 5) u nesoii (2, 4, 6)
remMuchep TOIOBHOTO MO3Ta.

Fig.1 Manual selection of region of inter-
est in ASL perfusion map using the FU-
SION mode of postprocessing programm
Olea Medical Sphere 3.0.

Note: Anatomical images of the MPRAGE
— pulse sequence were overlaid on color per-
fusion maps. The figure shows an example of
manual selection region of interest (ROI) in
symmetrical areas of the cortical regions of
the right (figures 1, 3, 5) and left (2,4,6) hemi-
spheres of the brain.

Puc. 2. U3o6paxkenust FLAIR-uMIynbCHOM TOCIIEIOBATEIFHOCTH Y MALIMEHTOB ¢ 00JIe3HBIO AJbIreliMepa ¢ H30IMPOBaHHBIM Helipoaere-
HEpaTHBHBIM IIPOLIECCOM U € LiepeOpaIbHON MUKPOAHTHOIATHEH.

IlpumMedaHue: a) OTCYyTCTBHE OYAr0B MUKPOAHTHOTIATHH, aTPpO( s BEIIECTBA TOJIOBHOTO MO3Ta Yy MalieHTa ¢ 00J1e3Hb0 AJblreiimepa, 0) eMHUYHbIC
TUINICPUHTEHCUBHBIC OYaru MUKPOAHI'MOIIaTuN oesroro BCIIECCTBA I'OJIOBHOI'O MO3Tra — Fazekas I, B) odaru MUKpOaHIruomnaruu, ¢ HavyaJIbHOU TeHZ[CHHHeﬁ K
ciusauio — Fazekas I1.

Fig. 2 FLAIR images of Alzheimer’s disease patients with isolated neurodegenerative course and with cerebral microangiopathy.
Note: a)absence of lesions of microangiopathy, diffuse atrophy of the brain in Alzheimer’s disease patient, b) single lesions of microangiopathy of the
white matter of the brain — Fazekas I, ¢) lesions of microangiopathy at the beginning of confluency — Fazekas II.



K cT. H. A. KaiijieBoii 1 coaBT.
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Puc. 1. [IpocTpaHCTBEHHBIH MAaTTEPH B3aUMOCBSI3H MEXKAY Pe3yJbTaTaMH MIKAIbI HepeOpatbHON 00JIe3HN MEIKHX COCYIOB H CKOPOCTBIO
MO3TOBOTO KPOBOTOKA. [ palueHT KPacCHOTO OTpakaeT CHIIy OTPHUIIATEIILHON KOppEssuu 1o 3HadeHuto koddduiuenra Cnupmana. Ce-
PBIM IIBETOM OTMEYEHBI 30HBI, B KOTOPBIX KOPPEJSLHUS CTATUCTUUECKU HE 3HAaYMMa. 30HUPOBAHME MO3Ta MPOU3BEACHO B COOTBETCTBUU
co mkanoit ASPECTS: BbiJiesieHbI perHOHbI KPOBOCHAOXKEHUS cpe/iHeit Mo3roBoit aprepun (M1-M6), xBocTaroe siapo (C), octporok (I),
BHyTpeHHss karcyna (IC) u ueueBunieodpazuoe sapo (L). B 30nax M1-M6 oTenbHO 0TMEUEHO KOPKOBOE U MOJIKOPKOBOE BeliecTso. Ipsil
— uIcuiarepanbHoe nonymapue. Contra — KOHTpaIaTepaabHOE HONyLIapye.

Fig. 1. The spatial pattern of the relationship between the results of the cerebral small vessel disease score and the cerebral blood flow. The
gradient of the red value is a negative correlation on the value of the Spearman coefficient. Gray marks the zones in which the correlation is
not statistically significant. The brain is zoned according to the scale ASPECTS: isolated regions of the blood supply to the middle cerebral
artery (M1-Mo6), caudate nucleus (C), insula (I), internal capsule (IC) and lenticular nucleus (L). In M1-M6 there is a separate cortical and
subcortical matter. Ipsil - ipsilateral hemisphere. Contra - contralateral hemisphere.

ganglionic supraganglionic

level 0.3 05 level

Puc. 2. TIpocTpaHCTBEHHBIN NAaTTEPH B3aMMOCBSI3U MEXK/Yy CKOPOCTBIO MO3TOBOI'O KPOBOTOKA M PE3y/bTaToM IIKaybl PaukuH. I'paguent
KPacHOTo OTpa)kaeT CHITy OTPHULATENHFHON KOppeNsuy o 3HadeHuro koddpuunenta Crnupmana. CepbiM IIBETOM OTMEUYEHBI 30HBL, B KO-
TOPBIX KOPPETSIUS CTATUCTHUECKH HE 3HaYnMa. 30HHPOBAHHME MO3ra Mpon3BeneHo B cooTBeTcTBUU co mKkanoii ASPECTS: Beinenenst
pEeruoHbl KpoBOCHaOKeHMs cpeaiHel Mo3roBoi aprepun (M1-M6), xBoctaroe siapo (C), octpoBok (1), BuyTpennss kancyna (IC) u yeye-
BuneodpaszHoe s1po (L). B 3onax M1-M6 oTeapH0 0TMEUEHO KOPKOBOE U ITOJIKOPKOBOE BeliecTBo. [psil — urcunarepanbHoe mojyniapue.
Contra — KOHTpaJIaTepaIbHOE MOIyIIapHeE.

Fig. 2. The spatial pattern of the relationship between the cerebral blood flow and the result of the Rankin scale. The gradient of the red
value is a negative correlation on the value of the Spearman coefficient. Gray marks the zones in which the correlation is not statistically
significant. The brain is zoned according to the scale ASPECTS: isolated regions of the blood supply to the middle cerebral artery (M1—
M6), caudate nucleus (C), insula (I), internal capsule (IC) and lenticular nucleus (L). In M1-M6 there is a separate cortical and subcortical
matter. Ipsil — ipsilateral hemisphere. Contra — contralateral hemisphere.



