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Obmen enukozena ANAemcs eNABHLIM UCIOYHUKOM dHep2Uuu npu anaspooHoll Ui UHMEHCUSHOU adPOOHOU HASPY3KAX, NO-
IMOMY CUMNMOMbL 2IUKO2EHO308 NOUMU 6Ce20d CEA3AHbL C BbINOIHEHUEM UHMEHCUBHOU (usuyeckou Haepysku. Hapywienus
00MeHA 2NUKO2eHA MO2YM ABUMbCA NPUYUHOU OUCHYHKYUU MBIULY, KOMOPAs NPOABIACMCA HENEPEHOCUMOCMbIO (QU3ULECKOT
HA2PpY3KU, MbIUEUHOU YIMOMIAEMOCIbIO, MUANSUAMU, KPAMNU, PADOOMUOIUZOM C MUOTOOUHYpUel WU npocpeccupylowet
MblueHotl crabocmpio (Muonamueil) 6e3 Kpamnu u Muo2noounypuu. IuKo2eHo3bl — 9mMo KAUHUYECKU U 2eHeMmUYecKU 2e-
mepozennas epynna bonesneti. Onucano 14 6apuanmos enuKo2eH0306 ¢ NOPANMCEHUEM MblY U NPU 6CEX KAPMUPOBAHbL 2EHbl
HA XPOMOCOMAX U pacuiuhposansl nepsuunvle Guoxumuyeckue oegpekmul. Haubonee uwacmo enuko2enosvl Haciedylomes no
AYMOCOMHO-peyeccusHomy muny. B cmamoe npedcmasienvl Kiunuueckue, namoio20aHamoMu4ecKue, 2eHemuyecKue OaHHble
U NPUHYUNDL IeYeHUsL HEKOMOPBIX 2IUKO2EHO0306, NPU KOMOPBIX 6 KIUHUYECKOU KapmuHe OOMUHUPYEm NOPAXCEHUE CKeNLEMHbIX
MbIULY, A UMEHHO ¢ 0euyumom KUCIoU Marbmaswl (2aukozenos muna I1), enukozen paseemensiouwje2o gepmenma (enukozenos
muna I1I), mvrweynoii ghocghopunaszvl (cnuxozenosz mun V), pocgpogppyxmoxunasut (enuxoeernosz muna VII), ¢hocghoenuyepamxu-
Haswvl (enurkozenoz muna IX) u pocpoenuyepammymasul (enuxocenoz muna X).

Crenemmuvie Mbluiyybl UCNONL3YIOM KAK UCMOYHUK DHEpUlU He MONbKO 2NUKO2EH, HO Makdce aunudvl. B omuuuue om anuxo-
2€H0308, MbIUEYHAS. OUCHYHYUA, NPU HAPYUEHUU TUNUOHO20 OOMEHd, BO3HUKAEm ) OONbHbIX NPpU O0BOILHO YMEPEHHOU, HO
OueHb OUMENbHOU (huzuUecKoll Hacpy3Ke, Ha (one 2onodanus. Jladxce OnumenbHoe 20100aHue MOJICen Gbl36amb MUATICUIO U
cnabocmo mviuty. OKucienue Tunudo8 npoucxooum 6 Mampukce MumoxoHoputl. B cmamve npedcmasnenvl ceéedenus o 60-
JIE3HAX MblUY, 0OYCILOBIEHHbIX HAPYULEHUEM MPAHCHOPIMA JHCUPHBIX KUCTIOM ¢ OTUHHOU YelepOOHOU Yenblo 8 MUMOXOHOpul
u Oegpexmom Oema-oKUCIEHUSL HCUPHBIX KUCTOM 8 MUMOXOHOpUaX. OOcyucoaromes KapHUMUHO8As MUONAMUSL, KOMOPAsL U3-
Jlequsaemcs KapHUMuHOM, NOPAdXCeHUe Mbluly, 00yCl061eHHoe deuyumamu KApHUMuH naremumounmpancgepasol 11, ayun-
KO3H3UM A 0e2udpo2eHasvl ¢ 0ueHb OTUHHOLL Y2lepOOHOLL Yenbio t deuyum ecex ayun-kodusum-A dezuopocenas (enromaposas
ayudypust), ¢ NOLOANCUMETbHBIM Oelicmeuem puboguasguna na CKeienHylo Moliiyy.

KnrwodeBble cIoBa: kapuumunosas muonamus, 6onesus Max Apons, 6onesnv Cori-Forbes, oepuyum ayun-CoA oeeu-
opoeenas

Jst uutupoBanusi: Kazaxos B.M., Pynenko J.U., Cryuesckas T.P., Komsrana B.O. Mertabonmaecknue Mu-
OTaTUH: KINHUKO-MOP(HOIOTHYECKNE U TeHETHYECKNE 0COOEHHOCTH, CIIOCOOBI JMaTHOCTUKU U JIEUEHUS OT-
nenbHbIX popm. O630p nuteparypsl. Hesponoeuueckuii scypran 2018; 23 (2): 52—62 (Russian). DOI: http:/
dx.doi.org/10.18821/1560-9545-2018-23-2-52-62.
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Kazakov V.M., Rudenko D.I., Stuchevskaya T.R., Kolynin V.O.

METABOLIC MYOPATHIES: REVIEW OF CLINICAL, MORPHOLOGICAL AND GENETICS
PECULIARITIES, PRINCIPLES OF DIAGNOSIS AND TREATMENT OF ISOLATED FORMS

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

The breakdown of glycogen is an important source for anaerobic or intense aerobic exercise and the symptoms of patients
with glycogenoses are almost invariable related to a strenuous-bout of exertion. The defect can cause muscle dysfunction,
manifesting as exercise intolerance, muscle fatigue, myalgia, cramps, rhabdomyolysis with myoglobinuria or as a progressive
muscle weakness (myopathy) without cramps and myoglobinuria. 14 glycogenoses have been discovered. Inheritance
of glycogenoses is usually autosomal recessive. In article will written clinical, pathological and genetic features of some
glycogenoses in which muscle dysfunction may be predominate in the clinical picture, namely: acid maltase deficiency
(glycogenosis type 11), debrancher enzyme deficiency (glycogenosis type I11), myophosphorylase deficiency (glycogenosis type
V), phosphofructokinase deficiency (glycogenosis type VII), phosphoglycerate kinase (glycogenosis type 1X), phosphoglycerate
mutase deficiency (glycogenosis type X).

Skeletal muscle use not only glycogen as a source of energy, but also lipid. In patients with disorders of lipid metabolism
usually have little difficulty with shorten intense exercise. The oxidation of lipid occurs in the matrix of mitochondria. In
article will reported about some lipid related disorders connected with defects of transport of long chain fatty acids to
mitochondria and the defects of beta-oxidation metabolic pathway in mitochondria, namely carnitine deficiency myopathy,
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carnitine palmytoyltransferase II deficiency, very long-chain acyl-CoA deficiency and riboflavin-responsible multiply acyl-CoA

dehydrogenase deficiency (glutaric aciduria Il).

Key words: carnitine myopathy, McArdle’ disease, Cori-Forbes'’s disease, deficiency carnitine palmytoyltransferase
1l deficiency, very long-chain acyl-CoA deficiency and riboflavin-responsible multiply acyl-CoA
dehydrogenase deficiency (glutaric aciduria II).
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Mera0onuuyeckue MHONATHU BKIIIOYAIOT OOJNE3HU
MBI, 00YCJIOBICHHbIE HAPYILIEHHUEM OOMEHa ITIMKOTe-
Ha (IIMKOT€HO3bI) U JIMIHUI0B (JIMTTHI036I).

boJie3Hn HaKoIJIeHHsI INIMKOTeHA — IJIMKOIr€HO3bI

OOMEeH IIHMKOTeHa SBJSEeTCS TIABHBIM HCTOYHHKOM
SHEPTUH TPY aHA’POOHOH WIIM MHTEHCHUBHOW a’3pOOHOM
Harpy3kax, IMO3TOMY CHUMIITOMBI TJIUKOT€HO30B IOYTH
BCET/1a CBS3aHBI C BBINOJHEHNEM HHTEHCUBHOM (hu3nye-
CKOM Harpy3ku. [ TMKOT€HO3bl MOKHO pa3/IeNIuTh Ha JABE
rpynmsl [1]: 1) 6one3Hu, MPUBOASIIUE K OTPAHUICHHON
NEPEHOCUMOCTH WHTEHCUBHOHN (pU3MYECKOi Harpys3kw,
MHUQJITHAM, KpaMmIld U paOJoMUOIM3Y C MHUOITIOOMHY-
pueii; 2) 6one3HH, BBI3BIBAIOIINE MBIIICYHYIO CIA00CTh
(Muomaruro).

OnHako, 3TO JIeJICHUE YCIOBHOE, TaK KaK Y OOJIbHBIX
MIEpPBOM TPYIIBI C TEUEHUEM PsIZia JIET MOKET IPHCOEIH-
HUTHCS CIIA00CTH MBIIIIII.

I'MuKOTe€HO3bI — 3TO KIMHUYECKH W TEHETHYECKH
rereporerHas rpynma Oonesneil. Onucano 14 BapmaH-
TOB IJIMKOTEHO30B C MOPa)KEHWEM MBI ¥ MPH BCEX
KapTHPOBaHBI TEHBI HA XPOMOCOMaX M pacIIn(pOBaHbI
NEepBUYHBIE OMOXMMHUYECKHE AC(PEKTh (T.e. MPOILYKTHI
TCHOB).

OpHaKo KIMHUYECKas: KAPTHHA BOBIICUCHHS CKEICT-
HBIX MBI HAHOOJIee 9acTO OMHMCHIBACTCS MPH 7 TITUKO-
reHosax [1], koropble, HapsiIy ¢ APYTUMHU [TIMKOTEHO3a-
MU, ObUTH BKITFOUEHBI B Kiaccudukanuto J.C. Kaplan, D.
Hamroud [2].

Jeduyum xucnoti marbmaszwl (unu Kuciou anvgha-
anioko3udasol) (enuxozenos Il muna, 6onesnus Ilowne)

Hedumut xucnoit mansrasel (KM) nHanbonee Tsoke-
JIIA 1 HarOOJIee YaCTO BCTPEUAROIIUICS TIIMKOTCHO3 |3,
4]. BaxxHO OTMETHTB, UTO CpeaH BceX (hepMEHTOB, KOTO-
pble 00ecreunBaroT pacnaj INTUKOTeHa, TOJIBKO KHCas

Tabnuma 1. Table 1.
Kuaccudukanus imkoreHo3os [2] (¢ moaudukanueii) Schema of muscle glycogenoses [2] (with modification)
HazBanue | Tun nacne- | Jlokammsanus [pomykr Type of Type of Gene Gene
[JIMKOTCHO3a | JIOBaHUS reHa reHa glycogenoses | inheritance | localization product
Tun 11 KHCJIas MajibTasa Type II Acid maltase or
(6onesHb AP 17q25 WA KUCIIast (Pompe AR 17q25 Acid alpha-gluco-
Pompe) anbda-roko3ugaza disease) sidase
Tum 111 TJIMKOT€H Type 111 Glycogen
(60m1e3HD — AP 1p21 «eBeTBALmil (Cori-Forbes AR 1p21 yeog
. : debrancher ferment
Cori-Forbes) (bepmeHT disease)
Tun V Type V
(Goresmn AP 11q13 bocdopunaza (McArdle AR 1qi3  Myophosphorylase
McArdle) (MBIIICUHBIN THIT) disease) (muscular type)
Tun VII dbochodpyxro- Type VII Phospho-
(Oone3ub AP 12q13 KHMHa3a ype V. AR 12q13 fructokinase
- . (Tarui disease)
Tarui) (MBIILICUHBIN THIT) (muscular type)
Tum IX Xp Xql3 ¢dochorumepar- Type IX Xp Xql3 Phosphoglycerat
KHHa3a kinase
bochormmepar- Phospho-
T X AP Tp12-p13 MyTasa Type X AP Tpl12-p13 glycerat
(MBIILICUHBIN THIT) (muscular type)
JIAKTaTACTUIPO- Lactate
Tun X1 AP 11p5.4 reHA3a Type XI AP 11p5.4 dehydrogenase
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OB30PbI

MasibTaza (WM Kucias ajib(a-IIoKo311a3a) HaXO[AuT-
cs B JIM30COMaXx, TOTJIa Kak Bce Jpyrue (DepMeHTHI — B
nuroriazMe MeImnbl. [lostomy mpu OGonesnu [lomme
HapyIIaeTcsl pacrajl JIM30COMaIbHOTO TTIMKOT€HA W HET
HAaKOIUICHHUs NIMKOTeHa B nurToruiasme. bonesns [Tomne
— 9TO JTM30COMATBHBIN TJIMKOTEHO3.

J-p Ilomne — natonoroanarom u3 Januu, B 1932 1.
onucan 7-MEeCSYHYI0 JIEBOUKY, Y KOTOPOl OTMEUYaaoch
CKOIIJIEHHE TIIMKOTeHa BHYTPHU JIM30COM B CEpAECYHOMN
MBIIIIE W APYTHUX TKaHIX, U KOTOpas ymepia OT Kap-
nuoMeranuu. ONucaHbl CIEAYIOUIME BapHAaHTHI 3TOTO
TJIMKOTeHO3a: WH(paHTIWIbHAS 0one3Hb [lomme; Oome3Hn
[Momrie y nereit u roHOIICH; OoNe3Hb [lomMrte ¢ o3MHUM
HagasoMm, rmocie 20 JeT (Y B3pOCibIX)

Ungpanmunvnasn gopma. Yacrora 1/138 000 HOBO-
poxneHHbIX. HaumHaaeTcst cpasy mocie poskaeHwsl, Tpo-
SBJISICTCS TEHEPAIM30BaHHOW TUIOTOHHEH, caboCThio
MBIIII, BKJIIOYasl JbIXaTeNbHbIE W OpTraHOMErajueil:
MacCUBHON KapIuOMerajueil ¢ kapaunoMuonaruei, Me-
Hee BBIPAKEHHOW renatoMeraive, CrjieHoMerajiuen u
IJI0CCOMETaJINEH, BCIEICTBUE 3HAYNTENIbHON aKKyMYJIsi-
[IAY JTM30COMAJTLHOTO TIIMKOTEHA B ATHX opraHax [4].

Jlemckas u 106eHunvHas gopmei. Y 0onee crapmmx
neteit (¢ HagasmoM Oosie3Hu 0 15 ;et) ormedaercs: Me-
Hee TsHKEII0e TeueHre. BIABISIFOTCS C1ad0CTh M MUAITHI
CKEJIETHBIX MBI MPOKCUMAIBHBIX OT/IEIOB KOHEYHO-
cTelt 1 mosicoB [4]. Opranomerasns OOBIYHO OTCYTCTBYET
1 c1aboCTh JIBIXaTeIbHBIX MBI OOHAPYKUBAETCS HE y
BcexX 00bHBIX. 45% TpeOyIoT pecpaTopHON MOIEPXK-
ku u 20% OOJBHBIX HCIOJIB3YIOT KPECIIO Ha KoJiecax.
CMepTh HACTyHaeT K KOHILY 2-i JeKa bl dKU3HU.

JuddepeHnpanbHplil T1ardo3 NpoBOJAUTCS C KOHEY-
HOCTHO-TIOsicHON mMuoxuctpodueit (M), M1 dromen-
Ha U bekepa, MOIMMHUO3UTOM, KOHTEHUTAILHBIMU MHO-
MaTHSMH, CIIHHATILHON MBbIIieyHO! arpodueii 11 Tuna.

VY 83pocnvix 60ne3Hb MOXKET HauaThes mocie 20 Jert.
Yactora 1/57 000 HOBOPOXKIEHHBIX.

OTMmeuaeTcst MEJUIEHHO Mporpeccupyromas Muomna-
THS C BOBJIEYCHHEM II0SICOB, MTPOKCUMAIIBHBIX OT/EIIOB
KOHEYHOCTEH U TYJIOBUILA C MUAJITUAMU U BTOPUYHBIMU
MBIIIIEYHO-CKEIETHRIMHA Jie(hopMaIisiMK (KOHTPAKTYPHI,
Kn(oCcKonmo3 u ap.). Onucansl 00NbHBIE ¢ OyIbOapHBIM
M CKamyllo-TIepOHEeaNTbHBIM CHHApPOMaMHA. MOTYT BO-
BJIEKaThCsl IbIXaTeNIbHbIE MBIILBI U quadparma. Okono
40% Hy>XIar0TCs B UCKYyCCTBEHHOW BEHTHIISIIIAN U OKOJIO
50% OOJBHBIX CTAHOBATCS «KOJISICOUYHBIMHY». Hakorure-
HUS TIINKOTEHA B CEP/ICUHON MBIIIIIE HEe HAOIIomaeTcs

VY HEKOTOPBIX B3POCIHBIX OOJBHBIX HUMEIOTCS OUYCHb
JIETKHE CUMITOMBI (aCHMIITOMHBIE TTAITUEHTHI) U OONIE3Hb
JIOJITO HE TUarHOCTHPYETCA, NI IPUHUMAETCS 3a IpyTre
MHOIIATUU — MBIIIEYHbIE TUCTPO(UH, MHUOTOHHYECKAS
muctpodus Il Thna, KapHUTHHOBAST MUOIATHS U Jp. JIU-
MUJ103bl, XPOHUUECKUH MOJIMMHUO3UT, DIIMKOreHo3s! 111, V
u VII tunos, mutoxoHapuansusie Muonaruu, bAC, crnu-
HanbHble Mbimeynsie arpodun 11 u 111 tumos, G6one3ns
Kennenu, muactenus, cuaapom Jlambepra-UtoHa [5]

I'enemuxa. I'eH KapTUPOBaH B XPOMOCOMHOM paiio-
He 17q25. HacnenoBanue ayToCOMHO-peLieccuBHOE [4].
Omnucano 6osee 200 TOUKOBBIX MyTaIliil B TeéHE KHUCIOH
anb(a-ruKo3uAa3sl (MM KUCIIOW Maibrassl). [lpo-
CJIEKUBACTCSI KOPPEIALUS MEXKIY TSHKECTBIO MYTalluu
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U TSDKECTBIO KIMHHYecKoro (eHoruna. Tak, menenuu
WM HOHCEHC-MYTAIIUH C TIOJTHBIM OTCYTCTBUEM KHCIIOH
MaJIbTa3bl 0OBIYHO CBSI3aHBI C MH(MAHTUILHBIM BapHaH-
TOM, B TO BpPEeMs KaK «CIa0ble» MyTallM{d C YaCTUYHBIM
YMEHBIIICHUEM KHUCJIOW MajibTa3bl (MM KUCION anbda-
IIMKO3WIa3bl), TMPOUCXOJSAIINE B CalTax CIUTaliCHHTa,
CBSI3aHBI C BAPUAHTOM, HAYMHAIOITUMCS Y B3POCIBIX [6]

Juacnocmuxa. CHavyana u3y4yaroTcsi akTHBHOCTH KHUC-
nou a-glucosidase (GAA) u neutral glucosidase (NAG) B
cyxoit karute kpoBu {(in dried blood spots (DBSs)}.[1pu
MOJIOKUTEIBLHOM PEe3yNbTaTe TECT MPOBOJUTCS TOBTOPHO.
3aTeM BBITIONHAETCS MOJIEKYIISIPHO-TEHETHIECKOE HCCITe-
JoBaHue KpoBHU (0OHapyxeHHe MyTauuu B rene GAA) n
OTHOBPEMEHHO — OMOXUMUIECKHUI aHAIN3 TKaHEH.

[Tpu OnoxuMuUYeCcKOM aHaU3e KyIBTHBUPYEMBIX (Du-
Opo01acTOB KOXKH («30JI0TOH CTaHAAPT» TUATHOCTHKH), a
TAKOKe MBIIIIL, TIEYSHN HMJIH JICHKOLIMTOB OTMEYAeTCsl OT-
CYTCTBHE KHUCIIOW MaJIbTa3bl (FUTH KUCIIOW ab(a-TITFoKo-
3uAasbl). Jpyrue myKoIuTHIecKue PepMeHThl OCTAIOTCS
B HOpMe. [1pu THCTOXMMUYECKOM HUCCIECIOBAHUH MBIIIIIBI
HaOJII0aeTCst BBICOKOE COZlepyKaHHue IIMKOTeHa B JIN30C0-
Max Y MIPU3HAKU BaKyOoJISIpHON MuomaTiu. Bakyonu nme-
0T JIM30COMAJIBHOE MPOMCXOXKIECHHE, YTO TOATBEPK-
JlaeTcsl BBICOKOM aKTMBHOCTBIO KHCIOH (ocdarassl,
KOTOpasi HAaKaIIMBaeTCs B JIM30COMaX (TIPU THCTOXMMH-
YEeCKOM OKpacke Ha KUCIyto Gocdarasy) ¥ deKTPOHHON
MuKpockonud [4, 7]. OnHako 3TH NPU3HAKU BBISBIISIOT-
cs1 HE BO BceX MBIMax, y 20% B3pOCHbIX comepKaHue
IJIMKOTEHA B MBIIIIIIE OCTAETCS B TIpeiesiaX HOPMBI.

IIpumeHnsieTcs  Takke HMMMYHOTHCTOXMMUYECKHU
METOJ/I C WCIIOJIb30BAaHUEM IONHUKIOHAIBFHBIX U MOHO-
KJIIOHAJIbHBIX aHTUTENl K Kucjoil mansraze. Ha MPT
CKEJICTHBIX MBIIIII OTMEYAETCsl H30UPaTeIbHOE TKEI0E
nopakenue m. adductor magnus [8].

Hcnonp3yroress Takke peHTreHorpamMma  TPYIHOM
KJICTKH (KapJHoMeraiius), dXo-Kapauorpadus (Kapauo-
muomnarus), Y3U (remaromeramus), OMI' (Muomatus), B
aHanuse KpoBu — noBsiieHue yposus KOK, JIL, T'HIT.
Jst Tounoit muarnoctrku Heooxoaum JJHK anamus c me-
JIbI0 OOHAPYKEHHS MyTaLUH B TEHE KUCIION MAJIbTa3bl.

Jis BBISBICHHS TJIMKOTEHO3a Y HOBOPOXKIEHHBIX
UCTIONB3YEeTCs PpeHaTanbHas JUarHOCTHKa (aMHHOIICH-
Te3): MPH IEKTPOHHON MUKPOCKOIINY B KJIETKaX aMHH-
OTUYECKON KHMJIKOCTH MMEIOTCS HM3MEHEHHBIE JIM30CO-
MBI, OTMEYAETCs TaK)Ke CHIDKEHHE aKTUBHOCTU KHCIIOH
MaJjbTasbl B KyJbTUBUPOBAHHBIX aMHUOTUYECKUX KJICT-
Kax WM B BOPCHHKAX XOPHOHA.

Onucanue cayuaa [9]. MyxkduHa B BO3pac-
Te 50 meT XamoBaics Ha 3aTPYTHCHHUS XOOAHOBI U
TYTOTIOIBUKHOCTD 103BOHOYHMKA. Havan xoauts B 18
Mec. B meTcTBe oTcTaBan OT CBEpPCTHUKOB B Oere U mpu
CIIOPTHBHBIX 3aHATUAX. B 15 et oOHapyxeHa KOHTpak-
Typa W CKOJHO3 TO3BOHOYHHKA. B 35 yer mosBuiack
c11a00CTh MBIIIL] Ta30BO-OCAPEHHON 00acTH, 3aTpyn-
HEHHs TIPU BCTaBaHWHU C Tojla M ¢ KopTodek. Craryc.
ATpodus U PUTHAHOCTH MAPACITHHAIBHBIX MBIIII C Ha-
pyLIeHHEeM HOPMabHOW KOH(HIYpaluu MO3BOHOYHU-
Ka — TUIEPIKCTEH3US IIeH, JIOP/I03 TPYIAHOTO OTIeNa U
K103 MosICHUYHOTO OT/eNa. boiabHOM HEe MOT MPUHATH
BEPTUKaJIbHOE TIOJIOKEHHE W HE MOT IOJIHOCTHIO Ha-
KJIOHUTH TyJoBHIIE. KpbUTOBHIHBIE JTOMATKH, arpodust
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U cnabocTh 4-TNaBbIX MBI Oeiep, a TakKe Ci1adoCcTh
SITOAMYHBIX MBI ¥ aaaykTopoB Oenep [9]. KOK — B
Hopme. OMI" — muorennsie m3meHenust. CT mprmi —
aTpodusi U KUPOBOE MEPEPOKIECHUE YETHIPEXTIIABBIX U
napacnyuHAIBHBIX MBI B TPYJIHOM U MOSCHUYHOM OT-
nenax. Ha Ouoncuu nebTOBUIHON MBIIIIIBI C OKPACKOH
I'D, Ha mukoreH, kuciyw ¢ocdarasy 0OHapyKEHO CO-
JIep>)KaHUe IIMKOreHa B BaKyousix [9].

Huddepenumansupiii quarnoz 6oneznu [lomme c
MMO3THAM HadajioM (y JeTell W B3POCIHbIX) MPOBOIUTCS
CO CIEOYIOUIMMH OONE3HSIMHU: KOHEYHOCTHO-TOSICHAS
MBITIIeUHasT AUCTPOdus, MbImiedHas auctpodus [ro-
nieHHa/bekepa, MOMMMHO3UT, PEBMATOUIHBIM apTPUT,
rmukoreHo3amu 111, V u VI tumos [4].

Jleuenue. Vcnionb3yeTcst peKOMOMHAHTHAs! aJIb(a-TTio-
Ko3mma3a (KoMMepdeckoe Ha3Banue Myozyme, 50 mr) B
no3e 20 Mr Ha K MaccChl Tejla BHYTPUBEHHO KarelbHO, 2
pasza B HENEIo, B Te€UeHHEe 78 HeZesb IOHOIIaM U B3POC-
JIBIM; TIPH 3TOM OTMEYaeTcs YaydlleHHe X0Ab0bl 1 YMEHb-
meHue Jerounsix ocnoxHerni [10]. Tlozaaee C.L. van
Capelle u coasr. [11] uameHmu cnocoO JiCYeHUs: BBOIU-
T PEeKOMOWHAHTHYIO alib(ha-ITI0KO3U/1a3y BHYTPUBEHHO
B 2103¢ 20 MI/Kr Macchl Tejla BHYTPUBEHHO, KallelbHO,
Ka)kJIpIe 2 Hegl, B Teuenue 3 sieT. J{pyrue aBTopbl BBOIITH
BHYTPUBEHHO PEKOMOMHAHTHYIO alib(a TIIOKO3UAA3y B
no3ze 20 mr/kr 1 pa3 B HezleINo, yepe3 Hellellio, B TCUCHHE
52 wen. OtmedeHo ynydieHue GyHKIUH apixanus [12].

B skcniepumente (MonenmupoBanue Oonesan Ilomrre
Ha MBIIIaxX) MPOBOAMIN TeHHyo Tepanuio [13]. B ka-
YEeCTBE BEKTOPA HCIOJIB30BAJIM a/ICHOBUPYCHI U aJIeHO-
aCCOIMUPOBaHHbBIE BUPYCHI, KOTOphIe 3arpyxkanu JJHK,
OTBETCTBEHHOH 3a CHHTE3 KUCIJIOH anb(a-TIIoKo31uaa3hl.

[Ipemapar BBOIWIM BHYTPUMBIIIIEYHO ¥ BHYTPHUBEH-
HOo. OTMeyaan HEKOTOPYIO KOPPEKIMIO MHUOIIATHH U CO-
JIepKaHWs TJIUKOT€HA B MBIIIIIIE.

Jegpuyum enuxocen — «0esemesueco hepmenmar
(enuxoeenos Il muna, 6onesus Kopu-@opboca)

Knunuxka. HenocTaToyHOCTh TVIMKOTEH — «JIEBET-
Bsamiero ¢epmentay (IJ1d) — 310 moOpokadecTBEeHHOE
3a00JIeBaHME JIETCKOTO BO3pacTa, KOTOPOE XapaKTepHu-
3yeTcs renaroMeraiuei, 3aIepKKOi pocTa U THITOTIIH-
KEeMHEN HaTOIlaK C yTPaToil CO3HAHMUS.

OTH CUMITOMBI (TUITOTIIMKEMUS C yTPATON CO3HAHUS )
HUMEIOT TEHJICHIIUIO K MCY€3HOBEHHUIO B BO3pacTe I0JI0-
BOTO co3peBaHus. OHAKO OCTAIOTCS TUTOXAast IEPEHOCH-
MOCTh (DU3MUECKOW HATPY3KH, MUAJITUU TIOCIIC HArpys3-
KW, U TO03Ke (B TPEeThel M 4eTBEPTOH JeKaje JKU3HH),
y HEe0OJIBIIIOrO YKciia OONBHBIX, PA3BUBAETCS MUOIATHUS,
yale JUCTaIbHBIX MbIIII [14].

OnwcaHbl pa3uvHble KIMHHYECKUE (PEHOTHUITBI 00-
JIE3HU Y B3POCIIBIX.

1. MeuieHHO TIPOrPEeCCUPYOIIas TUCTAbHAS MUOTIATHSI.

Habmomaercst arpodus u cmabocTh MBI TONEHEH

U COOCTBEHHBIX MBI KUCTEH, OCOOCHHO ThIIBHBIX

MEKKOCTHBIX. Takas KIMHWYecKas KapTHHA, HAININe

CMEIIaHHbIX NpH3HaKoB npu OMI -uccnenoBanuu u

HEPEJIKO 3aMeJIEHIe CKOPOCTH TIPOBEICHUS MMITYITb-

ca (CIIM) mo HepBy JacT OCHOBAaHME ISl AUATHO32

0OJIC3HM IBUTATEIIFHOTO HEWPOHA WIIH Tepudepude-

ckoit HeBponatuu. YpoeHb KOK nossren 1o 3000

REVIEWS

M. ell. Y OONbHBIX 0€3 MPU3HAKOB THKEION MBIIICY-
HOW c1a00CTH OTCYTCTBYET MUOTTIOOUHYPHSL.

2. l'enepanu3oBaHHas MHONATUS C MO3AHUM BOBIIEYE-
HUEM JIbIXaTeIbHBIX MBIIII], MUAITUSIMH, C OBICTPHIM
TSDKEJIBIM MTOpaKEHHEM MBIIIL Ta30BOTO Tosica 1 Oe-
Jiep, TaK 4TO OOJBHON CTAHOBHUTCS «KOJSICOYHBIMY,
MOpaKeHWEM TIeYeHH MU COITyTCTBYIOIIECH IOJMHEB-
pomatueii. Takas muomarusi muddepeHumupyercs ¢
XPOHMYECKUM MOJIMMHO3UTOM, KAPHUTHHOBOH MHO-
maTueH, JePUIINTOM alleTHI-KOYH3UM-A JeTHIpore-
Ha3, 6osne3nbto [lomne n MpleyHOH TUCTpoduei.

3. MuonaTtusi ¢ Ha4aJIbHBIM H30JUPOBAHHBIM MOpaNKe-
HUEM JIbIXaTeNIbHBIX MBIIII], KOTOPYIO HYKHO U de-
PEHIIMPOBATH C TSAXKEIOM MHUACTEHHEH, CHHIIPOMOM
JlamGepra-Urona, arunuaneiM BAC n mMuo3utom c
BKJIFOUEHHBIMU TEJIbLAMU.

4. MuHuManbHas MHUONATHS C MPEUMYIIECTBEHHBIM
HapymeHueM (yHKIUU TICYECHH W C MEIJICHHO Mpo-
rpeccupyoniell MbIe4Hoi ciadocteo. [IporHos
3aBHCHUT OT CTEIMEHH MOPAXCHHUS TEUeHU WU Cepira
(MuokapauoaucTpodun).

Jluaenocmuxa. 1lpn OMOXUMHYECKOM HCCIIEIOBAHUT

— B MBIIIE U JPUTPOLUTAX HAOIIONACTCS CHIKCHHUE

akTuBHOCTH I'JI®, B KpOBU — MOBBIIIEHUE AKTUBHOCTH

KOK, AJIT, ACT, xonecrepuHa, TPUIIULIEPUIOB U TUIIO-

mkemust (Hatomak). [Ipu rucronorndaeckom nccnenona-

HUU MBILIIBI BBISIBISIETCS CKOIUIEHUE Bakyosei. [Ipu ru-

CTOXMMHYECKOM HCCJIEIOBAHUU OTMEYAETCsl CKOTIJICHHE

M3MEHEHHOTO IIMKOI'€Ha B MBIIIIIE U B Bakyossix [ 14, 15].

[Mpu Bemonuennn Y3UW nHaOmromaercsi remaromeranms,

Ha OHMI — cmemanHbie (MHOTEHHBIE U HEBPOTCHHBIC)

W3MEHEHUs, Y psifa OONBHBIX OTMEYaeTcs 3aMelJICHHE

CIIU; ma OKI -runeprpodus JIeBOTO JKeyT04uKa.
Tounslii auarno3 Tpedyet ananuza JJHK, obnapyske-

Hue myTtauuu B rere [JID, xkapTupoBaHHOM B XpOMO-

coMHOM paiioHe 1p21. HacnenoBanue ayTocomMHO-pe-

LIECCUBHOE.

Jleuenue. V130erats TUIIOTTTUKEMHH HATOIAK, OCIIKO-

Basl JIM€Ta C BBICOKMM COJIep)KaHNeM Oelka.

Jepuyum muogocgopunazvl (cnuxoeenos V muna —
bonesns Max Apons)

Max Apans B 1951 1. onncan 30-eTHEr0 My KUuHY,
C paHHEro JIEeTCTBAa CTPaJaBLIECro OOJISIMH, cIa0OCTHIO,
YIUIOTHEHHWEM MBIIII, BO3HUKAIOUUMH TPU CHIIBHBIX
¢usnyeckux Harpyskax. bomesnr Mak Apmis ¢ Tu-
MUYHBIMHU TIPOSIBIICHUSIMH HauyMHaeTcs B J€TCTBE WIU
Yy MOJIOIBIX B3pOCIbIX. JKanoObl Ha OBICTPYIO yTOMIIS-
€MOCTh M IUIOXYIO TIEPEHOCHMOCTh WHTCHCHUBHON (-
3MYECKOH Harpy3KH; OONM B MBILILAX, KPAMIIH U I10SIB-
JICHHE TEMHOTO I[BeTa MOYM (MUOIVIOOMHYPHH) TIOCIIE
WHTEHCUBHOM HAarpy3KH; MBIIIEYHYIO CJIA00CTh IOCIIEe
Harpy3KkH, YIUIOTHEHHE U YBEJIMUYEHHE pa3Mepa MBIIIII,
cepAueOreHusl W IMOBBILIECHHYIO IHOTIMBOCTH BO Bpe-
Msi u3nuecKoro HampsbkeHus [16]. YkazaHHbIE siBie-
HUSI OXBAaThIBAIOT BCE PadOTarolIie B AaHHBIH MOMEHT
MBIILIEUHBIE TPYHIBl. DTU SBJICHUS B IOKOE MPOXOJAT:
paHbIIe BCETo Mcue3aeT 00ib, a c1adoCTh, YIDIOTHEHNE
1 yBEJIMYEHHE pa3Mepa MBI COXPAHIIOTCS B TEUEHUE
HECKOJIbKUX MUHYT WJIM 4acoB, a IOCJIE CHIIBHOTO (u-
3MYECKOTr0 HaNpsKEHNs — B TEUEHNE HECKOJIbKUX JHEH.
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Ha xomnome Bce cumnTombl ycunuBaiorcs. [1lo poBHO
MECTHOCTH B YMEPEHHOM TeMIle OOIBHON MOXKET Ipo-
oexxarb 60—70 M, mocie uero Oer CTAHOBUTCS HEBO3-
MOKHBIM M3-3a CJ1a00CTH M OO0JIM B MBIIIIAX HOT, O0IIEH
ycTanocTi. VKpPOHOKHBIE MBIl YBEIUYUBAIOTCS B
00beMe M CTAaHOBSATCS IJIOTHBIMU Ha OIIyIb. Kak npaBu-
J10, BO3HUKAIOT BEreTaTUBHbIC HAPYILICHUS: TAaXUKAPIUs,
obmreit runepruapos. Cuna, Tpoduka U QyHKIHS BCeX
MBIIII] B ITpe/Iesiax HOpMbI. [1yO0okue pediiekchl CHuxke-
Hbl. XapakTepHass 0COOCHHOCTh OONIe3HH — HEBO3MOXK-
HOCTh Pa30THYTh MaJbIlbl MIOCIE TOBTOPHOTO CHIHLHOTO
cxatusl KUCTU B Kynak. [locme 4—5 CHIIBHBIX CiKaTHit
MaJbIIEB B KyJIaK MOSIBISTIOTCS 00N B CrHOATENIX KHCTH
W TaJbleB, U 3aTpyaHsercs ux pasrudanue. [locue 15
CWJIBHBIX C)KaTHI BO3HHMKAET IOJTHASI OOJIe3HEHHAs! CTH-
OartenbHAasE KOHTPaAKTypa naibiies (puc.l).

Crubareny KUCTH ¥ MaJIbIIEB CTAHOBSATCS OITYXOJICBH/I-
HO B3J{yThIMH, OPFOIITKU MBIIII] YKOPAYUBAKOTCS U YILIOT-

Hstotesd. Yepes 20-30 MUH cTaHOBUTCSI BO3MOYKHBIM pa3-
ru0aHue MaibleB, OOIU MPOXOIAT, HO CJIa00CTh MBIIII]
OCTaeTcsl B TeUeHHe HECKONbKUX yacoB. Ipu nepkyccuun
MBIIII] MOJIOTOYKOM BBISBIISIETCS JIOKAJILHOE YIITyOIIeHHE,
KOTOpOE ocTaercsi B TeueHue 2—4 ¢ (MHOTOHOMOIOOHBIN
poBUK) (puc. 2, cM. 3-10 Tostocy oookkn) [21].

Bropoe apixanue — XxapakTepHbIii KITMHUYECKUH ITPU-
3HaK dToW Oomyesnwm. Ilocie cmasma, yepe3 5 MUH, BO3-
MOYKHO TIOBTOPHOE C)KaTHe KUCTH B KyJlaK C dpe3Mmep-
HBIM HalpsHKEHUEM.

[Ipu umemuyeckom tecre (OOIBHON CXKUMAET Tpy-
1y cUTMOMOHOMETpPA TIPY HAJIOKEHHOH Ha ero Tuie-
40 MaHXKETKe ¢ JaBieHueM Bo3ayxa a0 200 MM pT.CT.)
0omH, cma3M, c1aboCTh M OITyXaHWE MBI HACTyaroT
panbiie (depe3 4—5 cxxaruii NaibleB B KyJaK) U CUIIbHEE
BhIpaykeHbl. [loMrMMO Ki1acCHYecKoM KJIMHUYECKOM Kap-
THHBI, MOTYT HaOJIOAThCS U Apyrue nposisieHus [16]:

Hekoroprie manueHTHl UMEIOT O4Y€Hb JIETKHE CHM-

Puc. 1 (a—6). I'mukoreno3 V tuna. Cungpom Mak Apmuis y MykduHbl 32 net. «Muotonuueckuii» posuk (Puc. 1 a) Ha 1embTOBUIHOM
MBIIIIIE TIOCJIE TIEPKYCCHH, KOHTPAKTypa criudarerneil KHCTH U TalblieB nocie cuiibHbIX cxatuid (Puc. 1 6). Ha ODMI' I moBepxHOCTHOTO
crubarens majblieB IPaBOH KUCTH BO BpeMsl KOHTPAKTYphI crudareseil majblieB ¥ KUCTH HE BBISBICHO HUKAKOH OMOAJIEKTPUYECKOE
aKTUBHOCTH — «anekrpraeckoe momganue» (Puc. 1 ¢-1). Ha ODMI Il npu moreiTke cruGanust majibLeB Yepe3 2 MHH, TIOC/Ie KOHTPAKTYPBI
MBI KUCTH Y TAJbLEB MOSBUINCH BEICOKOAMITIUTYAHBIE KOJIeOaH!sI TOTEHINAIB TOKOB ICHCTBHS (BO3MOXKHBIN ITPU3HAK YTOMIICHUS

mbiiel) (Puc. 1 6-11)

Fig. 1 (a—c). Type V Glycogenosis. McArdle syndrome in a man of 32 years old. "Myotonic” hollow (Fig. 1 a) on the deltoid muscle
after percussion, contracture of the wrist and fingers after a forceful grip is evident (Fig. 1 »). During EMG I of m. flexor digitorum
superficialis of the fingers and right wrist at the period of its contracture the electric activity is not registered, i.e. “electric silence” is
present (Fig. 1 ¢-I). On attempt of flexing the fingers via two minutes after disappearance of contracture of the flexors of fingers and
wrist, a very high amplitude motor unite potentials (possible sign of muscle’s fatigue) were registered on EMG II (Fig. 1 ¢-II).
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IITOMBI, HPEACTaBIECHHbIE «yCTaJOCTHEO» MBIIIL WIN
IUIOXOH BBIHOCIMBOCTBIO, O0€3 KpaMIM U MUOIJIOOMHY-
puu; Y Apyrux OONBHBIX BBIABISETCS TOJIBKO IIPOrpec-
cUpylolIas MbledHas ciadocTs. Kak mpaBuio, y Takux
MAIMEHTOB MHONATUSl HAYWHAETCS B OYCHb MO3JHEM
Bo3pacte [17]. 3. Onucansl ciay4au ¢ TsDKENOH, ObICTPO
MIPOTPECCUPYIONIEH CIa00CTHIO MBIIIII, KOTOPasi BO3HU-
KaeT cpasy IMociie POXKICHHUS, C TSDKEJIOW AbIXaTebHON
HEJ0CTAaTOYHOCTHIO M CMEPTHIO B TeueHHe 4 Mec mocie
poxnenus. AuddepeHuuanbHblii AMarHo3 TPOBOIUTCS
CO CJIEIYIONIUMU OOJNIE3HIMHU: JISHUIUT KAPHUTHHITAb-
mutun tpancdepassl 1I; nepurnur Bcex anmin-CoA nme-
runporenas; aeguuut arun-CoA neruaporenas ¢ 04eHb
JUIMHHOHM yINIEpOAHOM LeNblo; KapHUTHHOBAs MHOINA-
THUS; MUOTOHUS TOMCeHa; MOJITMMHUO3HT.

IHlamodguzuonoeus. biroxkupoBaHue pacnana DIHKO-
reHa OrpaHMYMBACT PEaKIUH B IUKIE TPUKAPOOHOBBIX
KHCIIOT, 3aMeJyIIeT CKopocTh oopasoBanust HAJIH (au-
KOTHH-2JICHUH-TPUHYKJICOTHA) U YMEHBIIAET ero Jo-
CTYH IJIs1 IPOLIECCa OKUCIUTENbHOTO (hocopumrpona-
HUS; HapymaeT BeipaboTky AT® kak mpu aHadpoOHOM
TJIMKOTEHOJIN3E, TaK M 3a CUeT ruapom3a Gpochokpearn-
HAa, a TAK)KE 3a CUET OKUCIUTEIBHOTO QochopuinpoBa-
HUSI, YTO IIPUBOAUT K YPE3MEPHOMY HOBBILLIEHUIO YPOB-
ua AJ1® Bo BpeMs Harpy3KH.

N36pTouHOe 0OpazoBanme AJID, BBI3BIBACT WH-
ruOupoBanue Bcex AT®d-a3, KoTopele obecreynBa-
OT MEMOpaHHBIA TPAHCIIOPT WOHOB. VHrHOMpoBaHWe
Ca-AT®-a3p1 cHIKAET 3PHEeKTUBHOCTD pabOTHI KaJIbIIU-
€BOI'0 Hacoca, 4TO MPOSBIAETCS MPU3HAKOM [UINTENbHO-
ro MbleyHoro cnasma. Muaruouposanue Na, K-AT®D-a3
cHmxaeT apdexTuBHOCTH Na, K-HacocoB, 4TO MPUBOAUT
K M30BITOYHOMY TOBBIIICHHIO BHEKJIETOUHOTO KalHsl, K
HEBO30YIMMOCTH CapKOJIEMMBI, YTO HPOSIBIISICTCS] TUIINY-
HBIM MIPU3HAKOM MBIIICYHOH yTOMIISIEMOCTH.

T'enemuxa. Onucano 6onee 100 pa3TUIHBIX MyTa-
Ui (HOHCEHC MyTallld, MUCCEHC MyTalluu, AeeuH,
MyTalll¥ B caiiTax cruiaiicuara) B reHe Mmuodocdopu-
7a3el, KapTUpPOBaHHOM Ha xpomocome 11q13 [18]. Bce
MyTalUH BbI3bIBAIOT OJIOKUPOBAHUE Pacajia TIIMKOTe-
Ha B MBIIIIE, OJJHAKO HE OBUIO OOHAPYKEHO KOppesi-
WA MEXIy TeHOTHIIOM U ¢eHoTunom. Hambonee ga-
crasi B EBponie HOHCeHc-MyTanust npu Oone3Hu Mak
Apnns 3aKkirouaercs B 3aMEHE LMTO3MHA HAa TUMHUH
(CGG to TGG) B komoHe 49 ¢ 3aMeHON aMUHOKHUCIIOT
apruanHa Ha Tpunrodan [19]. Hacnegosanue ayto-
COMHO-peneccuBHoe. Onucanbl CEMbHU C IICEBJ0IOMU-
HAaHTHBIM HacjiemoBaHWeM (Opak TOMO3HUTOTHI C TeTe-
posuroroii). OnMcaHo y OJHOTO U TOTO K& OOJBLHOTO
HAJIMYHE BYX pPa3HBIX MyTamuii: B reHe Muopocho-
punassl U B TeHe ajenariaeaMuHasbl (ciydait «double
trouble») [20].

Juacnocmuxa. Ha DOMI, 3apeructpupoBaHHOW B
MOMEHT HACTYIHBIIETO CIIa3Ma MBIIIIbI, PETHCTPHUPY-
eTCsl DICKTPUUYECKOE «MOIYAHHUE»; IMOCIE MEPKYCCUU
MBIl BBISBISIETCS  «MHUOTOHOTIOMOOHBII» POBHK
[21]. OTcyTCcTBYET NMOBBIIEHHWE YPOBHS MOJIOYHOH U
MPOBUHOIPAJHONW KUCJIOT B BEHO3HON KPOBH, B3STOMI
BO BpeMs M TOcCJe HIIeMHuYeckoro tecta. I[Ipu ructo-
XUMHUYECKOM M OMOXMMHUYECKOM HCCICIOBAHUN MBIIII-
bl BBISIBIISIETCSI YPE3MEPHOE HAKOIIJICHHE INIMKOT'CHA B

REVIEWS

MBIIIEYHBIX BOJOKHAaX M CHWKCHHWE aKTUBHOCTHU MBbI-
medHoil gocdopunasel [21]. MuornmoOuHypus mocie
Harpy3ku u nosbimenne KOK B mokoe u, ocobeHHo,
BO BpeMsl U mocie pu3ndeckoit Harpy3ku. st ToaHoi
nuarnoctuku Heoobxonum JIHK ananus ¢ nenpio oOHa-
py)XKeHHs MyTanuu B reHe Mmuodochopmiassr. *'P-MPC
(bochopHass MArHUTHO-PE30HAHCHAST CIIEKTPOCKOTIHS)
MBIl [TO3BOJISIET JWArHOCTUPOBAaTh Ooje3Hp Mak
Apasnsg 1o HapyIHICHUSIM SHEPreTHYecKoro MeTaboan3-
Ma Muodochopunassl [22].

Jleuenue. V3aapun — ctuMyaupyer Oera-ajapeHope-
LENTOpbl (aKTUBALMS aJCHWJIATLHKIA3b], yBEIMYCHUE
UAM®). Buramun B, — ipu 5T0M 3a0051€BaHNH YPOBEHD
nupuaokcanbpocdaTa B MbIIILIAX CHUKEH IPUMEPHO Ha
80%. st npoOHOTO Neuennst 6one3nn Maxk Apuist Tak-
JKE€ HCIBITHIBAJIM Pa3/IMuHble MEAMKAMEHTBI, KOTOpBIC
NpUHUMaIA BHYTPb (QpyKTO3a, TIII0K03a, CyKpo3a 75 T,
D-pu6o3a BHyTph MO 15 T B 150 M1 prusronornyeckoro
pacTBopa B TeueHue 7 anei [23].

Jeduyum gocghogppykmorunazuvl (enuxoeenos VII muna
— bonesns Tarui).

Knunuxka. bone3np Tapyn MMeeT CXOAHbIE KIMHH-
YeCKHe MposBICHUs ¢ Oone3npto Mak Apmisa. Berpe-
gyaercsi pexe. OTMedaeTcst moxas MEpPEeHOCUMOCTh
WHTCHCUBHON (DU3MYECKON Harpy3KH, KOTOpasi COIpO-
BOX/ACTCS Pa3BUTHEM MHAITHH, KpamIiiu, ciaabocTu
MBIIII], HCUE3AIOIUMH TOCIIE OTBIXA, U STTN30INYECKOI
MuormoOuHypueit. B otnmune ot 6one3snun Mak Apmans
y OOJILHBIX MMEETCsI: KOMIICHCUPOBAHHAS TEMOJINTHYE-
CKasi aHEeMHMs C THNEepOMIIMPYOMHEMHUEH U PETUKYIIOIN-
TO30M. Muanrum U KpaMmu CONPOBOXKJIAIOTCS TOILITHO-
TOMU, PBOTOH, OOMOPOKOM U CIYy4aroTCsl SMU-TPHUIIAAKH,
runepkpearnHkrHazeMus [24]. deHoMeH «BTOpoe JbI-
XaHHEe» W MHOIIOOMHYpHUS HaONIONAIOTCS peXke, 4eM
npu Oone3nn Mak Aps [1]. [Tomumo BeilIe onucan-
HOM KJIaCCHYECKOM KJIIMHUKH, HAOJII0ar0TCsl OOJBHBIE C
JIPYTHUMHU CHHAPOMAaMHU CO CJIEAYIOUMMH KIMHUYECKUMU
MPOSIBJICHUSIMU: HAYaJI0 Y MOJIOABIX B3POCIIbIX, MEAJICH-
HO TIPOTpecCHpYIoIasl Ci1ad0CTh MBI MPOKCHMANb-
HBIX OTJEJIOB KOHEUHOCTEH M MOSCOB 0€3 KpamIu WIN
MHUOIIOOMHYPHH, T.€. UMEETCS MUOMNATHs; HAadallo a0
2 JIeT ToCNe POXACHWS, TUTIOTOHUS (BSUTBIH pEeOCHOK)
u ObICTpO mporpeccupylomas ¢araibHas MHOMATHSA C
[IPU3HAKaMU MOPa’KEHHsI TOJIOBHOI'O MO3Ia; TeMOJIUTH-
yeckas popma 6e3 IPU3HAKOB MOPAKESHHUSI MBI

T'enemuxa. T'en wmbimedronr (pochodpyKTOKMHASEI
(MODK) kapTupoBaH B XpoOMOCOMHOM pairione 12q13.
Omnucano Oonee 20 myTanwmii B rene MODK. Hacneno-
BaHUE ayTOCOMHO- pelieccuBHOE. bonesHs nposBiseTcs
B romosurote. OTMedaeTcs TeHEeTHYecKas T'eTepOreH-
HOCTh Oosie3Hu. He oOHapyXeHO KOppesiuuu MEXIy
TEHOTHUIIOM U ()EHOTHUTIOM.

Juaenocmuxa. Taxxe xak npu 6one3nu Mak Apuist
npu OMI-uccienoBannyn oTMevaercs OHORIEKTpUYe-
CKO€ «MOJTYaHME» BO BpeMs CIa3Ma MBIIIIbL. BuIsBis-
IOTCSl MUOTCHHBIC/HEBPOTEHHbIE M3MeHeHHst Ha DOMI.
OTCyTCTBYET MOBBIILICHUE YPOBHS MOJIOYHOW M TUPOBU-
HOTPAJHON KUCIIOTHI B BEHO3HOM KPOBH, B3TOM BO Bpe-
MSl M TIOCTIE MIIEMHYECKOTO TECTA.

Nwmeetcst yBenndyeHHe TIIMKOTEHA M CHUKEHHE aK-
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Tabnuma 2.
Kﬂaccn(])l/llcaunﬂ MeTaﬁOHl/l‘leCKl/lX «MUTOXOHJIpHAJb-

HBIX» MHONATHIi, 00YCJIOBIIEHHBIX HAPYLIEHHEM OKHCJIe-
HUS KUPHBIX KHCJIOT — JUMUA030B [3, 28]

Table 2.

Classification metabolic «mitochondrial» myopathies, due
to disturbance oxidation of fatty acids — lipidoses [3, 28]
(with modification)

Ha3zpanue Tun Jloka- [Ipomykr Name Type Gene Gene
JIMIN103a Hacye- | Ju3anus re’a of lipidoses of localiza- product
JI0Ba- reHa inheri- tion
HHUSA tance
Muomnarusi, 00yciIoB- AP 3p21 KapHUTHH Myopathy due to AP 3p21 Carnitine
JeHHas AeHULUTOM carnitine deficiency
KapHUTHHA (KapHUTH- (carnitine myopathy)
HOBasi MHOTIATHS] ) with improvement
JleunuuT KapHUTHH- AP 1p32 KapHUTHHITATb- from carnitine
HaabMeTou TpaHcde- METOMJI TPaHC- Carnitine palmitoyl- AP 1p32 Carnitine
pasbl 11 bepasza Il transferase II deficien-
I'myraposas anuny- AP 4q32-q35 DOT-¢maBomnpo- %Iy palmitoyltransferase
pust II (nedpunur Bcex TEUH-JICTHIPO-
anun-CoA peruzapore- reHasa Glutaric aciduria Type =~ AP 4q32-q35 ET-
HAa3 C yJIy4IlICHUEM (ETFDH)* II (multiple acyl-CoA flavoprotein-
ot pubodaBuHa) AP 15923 ETFDHA dehydrogenase def dehydrogenase
AP 19q13 ETFDHB iciency) with improve- (ETFDH)*

Teduupr ammn-CoA AP 12q22 ment from riboflavin) ﬁg {Sqﬁ g%i ggg
neruaporenas (Acyl- !
CoAD) ¢ kopoTkoit Acyl-CoA dehydroge- AP 12q22
YIIEPOJHON LEMBIO nase (with short chain)
Jedunut annn-CoA AP 19q13.3 AcylCoAD deficiency
JIETUAPOTECHA3 CO Acyl-CoA AP 19ql13.3  AcylCoAD
CpeHENINHHON dehydrogenases (with
YIJIEPOTHOH HEIbI0 middle long chain)
Nedmur amin-CoA AP 2q35  AcylCoAD deficiency
JETHIPOTreHas ¢ Acyl-CoA dehydroge- AP 2q35 AcylCoAD
JUIMHHOH yIIIEPOIHOM nase (with long chain)
LETBIO deficiency
Achuunt amun-CoA AP 17p13  AcylCoAD Acyl Co-Adehydro- AP 17p13  AcylCoAD

JIETUJIPOTe€Ha3 ¢ OYEHb
JUJIMHHOM yIIIepOgHOM
1(S115%)

genase (with very long
chain) deficiency

IIpumeuanue: *— ETFDH — electron-transferring-flavoprotein dehy-
drogenase (anekTporHbIit TpaHcnopt flavoprotein dehydrogenase).

tuBHOCTH M®®K B MbIlIIE NPU TUCTOXUMHYECKOM U
OMOXMMHUYECKUM HCCIICIOBAHUN, MUOTJIIOOUHYpUS, T10-
BbllieHUe akTUBHOCTH KK u npyrux sH3uMOB B KpOBU
(mocnie pu3MUECKUX HArpy30K), TUIEPOMIUPYOnHEMHS,
petuxynonmrto3. JJHK ananms HeoOxomum Jutst yCTaHOB-
nenuss touHoro nauarxHoza. P-MPC (dbochopras MP
CIIEKTPOCKOIIHS) MBIIIIBI TO3BOJIIET JTUATHOCTHPOBAThH
6omne3np Tapyw mo HapymieHUSIM SHEPTreTHYECKOTO Me-
tabonmsma pochodpykTokuHassl [22].

Jeduyum gocghoenuyepamxunazol (OIK).
Tuxoeenos IX muna
Knunuxa. Nebumur OI'K BerpeuaeTcst penko u Mo-
JKET TMPOSIBIATHCI: W30JIMPOBAHHOM MHUONATHUEN WU
TOJIBKO TE€MOJINTUYECKOM aHEeMUEHd WIM COYETaHUEM
MHUOMATHH, TEMOJTUTHUYCCKON aHEMUU U MOPAKECHUS TO-
JIOBHOTO MO3ra C 3aJ€PKKOH YMCTBEHHOTO DPAa3BUTUSA,
MpUNAJAKaMU WM UHCYJIBTAMU U PEAKO — COYCTaHUEM
MHOTIATHH, dHIE(ATOTATHN ¢ TapKUHCOHM3MOM [20].
Onwucana pa3Butas opMa MHUOMATHH Y MYXKYUH B
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Note:*—ETFDH - electron-transferring-flavoprotein dehydrogenase
(anextponubIil TpaHcnopt flavoprotein dehydrogenase).

Bo3pacte 15, 18 u 31 roma, KoTopble KanoBalUCh Ha
IJTOXYIO TIEPEHOCUMOCTD TSKEIION (hH3UUeCKOl Harpy3-
KH. Y HUX BO BpeMsl (pU3NYECKHUX YIPAKHEHUH MOSBIIS-
JMCh MUAJITUH, CITA00CTh MBIIII, KPaMITH ¥ MHOTIIOOH-
HypHs. BHe mpucTynoB oHU OBIIH 370POBBI.

T'enemuxa. bone3Hp Haciexyercsl MO pPELECCHBHO-
My, CIEIJIEHHOMY ¢ X-XpoMocoMoil tumy. ['eH kaptu-
poBaH B XpoMmocomMHOM paiioHe Xql3. Ommcana TodY-
koBast MmyTanus B rene @I'K, kotopas oOHapyxuBaiach
B X-XpOMOCOME BCeX TKaHell (KJIETKH KpOBH, IEYEHH,
MBIIIIA U JIp.), KpoMe criepmbl. OnHako aeduuut OI'K
MOXeT KJIMHMYECKH He MPOSBIATHCSA (OeCCHMITOMHOE
HOCUTEIBCTBO MyTaHTHOTO T'€Ha).

Jluaenocmuxa. Bo Bpems UILIEMUYECKOTO TECTA YPO-
BEHb MOJIOYHOW KHCIIOTHI B BEHO3HOH KPOBH HE IOBBI-
mraetcst. [Ipu OMoXMMUYECKOM UCCIIeIOBaHUH B MBIIIILIE,
a TaKKe B 3PUTPOLMTAX, JEHKOLUUTAX, TpoMOOLUTaX U
KyJIBTHBHPOBaHHBIX (UOpoOIacTax KOKH OTMEYaeTcs
cHmxenue aktupHoctd GI'K. KOK B kpoBH noBbilieHa
1o 2000 en, a Bo Bpems mpuctymna — 10 50.000. Ana-
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mu3 JIHK sHeoOxomum mjis TOYHOro auarxosa. *'P-MPC
MBIIIIBI TTO3BOJISICT AUArHOCTHPOBATH TOT INIMKOT€HO3
[0 HapYUICHUsIM dHEpreThdeckoro Merabdonmsma Qoc-
(hormuneparknHaszsl [22].

Hedhuyum ghocghoeruyepammymaser (OI'M).
T uxocenosz X muna

Knunuka u eenemuxa. ITOT TIIMKOTEHO3 KpaiiHe peji-
ko Bcrpeuaetcs [20]. Ommcanbl OonbHBIE (MYXYUHBI U
JKCHIIMHBI) B Bo3pacTe 17-52 yiet, y KOTOpbIX 00JIe3HBb
MIPOSIBIISIIACH MUAITHSIMH, KpaMII ¥ MHOTIIOOUHYpHUEH
(peaKo) Mociie MHTEHCHMBHOIO (hU3NYECKOIO HaIpshKe-
HUS B TeueHUe KopoTkoro nepuopa. I'en ®I'M kaprtu-
poBaH B XpoMocOMHOW paifone 7pl2-pl13. Haumbonee
pacnpoctpanenHas myTanusi, R49X. Her xoppensiuuun
MEXIy TeHOTUNoOM M (eHorunom. Hacienosanue ay-
TOCOMHO-perieccuBHOe. OnrcaHa ceMbs ¢ HOBOH MyTa-
et B rene @I'M ckesieTHO# MbIIIBI Yy MaHU(PECTHON
reTepo3uroTel. B xpomocomuoM paitone 7pl2-7pl3 ot-
Meuajach TOYKOBas MyTallus, 3aMEeHa I'yaHHHa Ha aJie-
HUH B mo3urmu 209 (BMECTO IJIMIIMHA CHHTE3UPYETCS
acmaprar B komoHe 97). HacnenmoBanue B JaHHOM ceMbe
IIPOUCXOJIFIIO TT0 ayTOCOMHO-PEIIECCHBHOMY THITY.

Juaenocmuxka. Tlociie UCKyCCTBEHHON MIIEMHH TIO-
SIBIISIETCSI KOHTPAKTYPa MBIIIIL, HO COAIEp KaHNE JIaKTaTa
B BEHO3HOH KPOBHM MOXKET HE3HAUNUTEJIHO MOBBIIIATHCS
(B omimume OT JIpyrux TnkoreHo3oB). [Ipu ructoxumu-
YECKOM HCCIIEIOBAHNY MBIIIIBI U 3JIEKTPOHHONH MUKPO-
CKOTTMU OOHApYXKMBAETCS HE3HAYMTEIHHOE YBEITMUECHUE
YpOBHsI THKOTeHa. [Ipu OMOXMMHUYECKOM aHalu3e —
cHIkeHue akTUBHOCTH PI'M u MoBbIIEHUE [NIMKOTEHA
B MbImIe. B OronTare MBI O0HAPYKUBAKOTCS CKO-
mieHus Tpyoouek (tubular aggregates) [20].

boJje3nn HakoMJIeHUs] JJUITHIOB — JIUMHUA03bI

Omnucanpl cIenyroNne MyTH PaCIISIUICHUS JKUPHBIX
KHUCIIOT B MUTOXOHAPUSAX [27]: HapylIeHus TpaHCTopTa
JUTMHHOIICTIOYEYHBIX JKUPHBIX KHUCIOT B MUTOXOHPHUSIX
JUTSL OKHCIIeHUS! (JIeUIUT KapHUTHHA, KAPHUTHH-TIAJTb-
vutraTparcdepassr 1 wim 2 (KIIT 1 u 2) n koMOUHU-
poBanHasi HemocratouHocTh KapuutuHa u KIIT); nHa-
pYLIEHHUST YTHIM3AIIMA MHUTOXOJIPHAIBHBIX CyOCTpaToB
(medunuT cyOBEIMHMII TUPYBATACTHIPOTCHA3HOTO KOM-
miekca u anmwi-CoA mermaporeHas), y9acTBYIONTUX B
0eTa-OKHCICHUH KUPHBIX KUCIIOT.

Hepuyum xapuumuna. Kapnumunosas muonamus

Hagano B mob6om Bo3pacte ot 7 10 52 net. boib-
HBIE MTPEIBSIBIIIOT %KaI00BI HA TUIOXYIO TIEPEHOCHUMOCTh
(m3nyecKol HArpy3Kd, MOBBIIICHHYI YTOMIISIEMOCTD,
001 B MBIIITAX KOHEYHOCTEH W TYJOBHIIA BO BPeMsl U
nociie (PU3UYECKON HArPY3KH, MBIIIICYHYO ci1abocTh. Ha
panHe# Qa3ze Oone3Hu BhiABIseTCS Auddy3Has nerkas
WM YMepeHHas claboCTh ¢ aKIIEHTOM Ha MBIIIIBI Ta30-
BOTO W TIEYEeBOTO Tosica. Het mapanwdeit, OTCYyTCTBYIOT
JIOKAJIbHBIC MBbIIICYHbIC anO(bI/II/I " TICEBAOTUIICPTPO-
¢um mprm. [myOokue pedrexcsl coxpaHensl. Ha pan-
Hel (a3e 0O0JIC3HU HEPEIKO YCTAHABIMBAKOTCS JHATHO-
3BI: MHACTCHUS, MHO3UT WM UCTepUs. B mo3mueit dasze
0o0JIe3HU MBIlIEYHAsE c1ab0CTh HapacTaeT, YCHINBACTCS
TTOSICHUYHBIN JIOp103, OOMBHOM TMOTHUMASTCS C TI0JIa,
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ucnone3ys npuemsl [oBepca. [yGokue peduiekcsl cHU-
’)KaroTcst. AHanu3 KpoBu U ypoBenb KOK B mpepemax
HopMbl. Ha mozaneit ¢aze MoryT ObITh YCTaHOBIICHBI
JTIMATHO3BI — MBIIIIEYHas AUCTpodus 1, Hanbolee 9acTo,
MOJIMMHUO3HT.

Bone3np kmMHWYECKH M TEHETUYECKH TeTepOreHHa.
Onwucana cembs ¢ Je(UIMTOM KapHUTHHA C OKyloda-
pUHTETBHBIM (DEHOTHIIOM C HavajioM OOJIE3HH OKOJIO
50 net. Y GONBHBIX MOCTENEHHO MOSBISLIMCH AUCharus,
TITO3, B psAJIE CITydaeB OblIa Hapy»Hast opraabMoIIierus,
MBILIEYHAs CIa00CTh MJIEYEBOT0 U Ta30BOTO Mosica. ITO
MIPUBOAMIIO K TSHKETBIM ABUTATEIFHBIM HapyIIeHus M. B
MBIIIIE KAPHUTUH PE3KO CHUKEH, BCTPEYAIUCH BOJTHH-
CTBIE KpacHbIE BOJIOKHA, N3MEHEHHBIE MUTOXOHIPHH.

OnwucaHa >KeHIMHA B BO3pacTe 52 JIeT, MpeabsBis-
foII1ast )kajoObl Ha YTOMIIIEMOCTb, 3aTPYTHEHHOE JbIXa-
nue, nuddysnple Muanruy. beuia UckioueHa MuacTe-
HUSl, YCTAHOBJICH TUArHO3 — 0OJIe3Hb COCAMHHUTEIHHON
TKaHH; 10CJic OMOIICHM MBILIIBI YCTAHOBICH JHATHO3
JIepMaToMHO3UT. MoTiia XOIUTh C OOJIBIINM YCHITHEM Ha
KOPOTKHE PacCTOSHHS C MOMOLIbIO Majnouku. [lomyden
XOpomui APPEKT OT MPeTHU30IOHA.

[Tpu BTOPOI1 OMONICHK MBIILIIBI YCTAHOBJIECH JHATHO3
«aehuuuT KapHuTHHAY. [loce geueHus (KapHUTHH 5 1/
CYT, IpeTHU30JI0H 20 MT 4epe3 JIeHb) — BBI3I0POBIICHNE
C HOpMaJu3alueil XoabObl. Y ChIHA M J0YepH — MOBBI-
[ICHHAs] YTOMIIIEMOCTh, MUAJITHH, Te(DUIIUT KapHUTHHA
B MbIme [29].

Ilamoezenes. JKupHbIE KACIOTHI MOCTYMAIOT B CKEJIET-
HYIO MBIIIILY, SIBISISICH CyOCTpaToM JIJisl OKUCIICHHST KaK
B TIOKO€, TaK W Mpu Pu3nIecKoil Harpy3ke. OKucieHue
JKUPHBIX KHUCJIOT C JUIMHHOW IIenbl0 (OeTa-oOKUCICHHE)
MPOUCXOAUT B MaTPHKCE MHUTOXOHApuH. TpaHCcmopT
JUIMHHOILICTIOYEYHBIX JKUPHBIX KUCIOT B MHUTOXOHJIPHH
OCYIIECTBIISIETCS] KAPHUTHHOM, KOTOPBII CHHTE3UpPYyET-
csl B MIEUCHHM, 3aTeM IMOCTymaeT B Mbliy. CBOOOIHBIE
KUPHBIE KHCIOTHI TpaHcpopmupyrorcs B ammi-CoA
¢ nomoieo armmi-CoA NeruaporeHas u, B MOCIETyIO-
IeM, COETUHSIOTCS C KapHUTHHOM. 3aT€M KOMILIEKC
KapHUTHH-alMiI-CoA TIIoC HEeHTpaiIbHBIN KUP MPOXO-
JTUT Yepe3 HapyKHYI0 MEMOPaHy MUTOXOHJIPHIA C TIOMO-
HIBIO SH3MMa KapHUTHH nansmuronnTpancdepasa (KIIT
I), a 3aTem yepe3 BHYTPEHHIOI MeMOpaHy € TTOMOIIIBIO
su3uma KIIT 2 u npoHnKaeT B MUTOXOHApHAJIbHBIH Ma-
Tpukc. B MaTpukce mutoxoHapun aruia-CoA TUTIoC Hel-
TPaJIbHBII JKUP BBICBOOOXKIAETCS ANl OeTa-OKUCICHHUS
¢ obpazoBanneM aneTmi-CoA, KOTOPHIH SBISETCS CyO-
CTpaToM ISl IIMKJIa TPUKapOOHOBBIX KHCIOT Kpabea ¢
nocienyromum obpazoBanueM ATD B kileTke, a KapHU-
THH BO3BpalaeTcs B Mply [29, 30].

Jluaenocmuxka. Cny4aii KapHUTHHOBOW MHOTATHU
(omHO W3 MEPBBIX OMMCAHUH C TMOJHBIM BBI3AOPOBIIE-
HUEM TI0CJIe TpHeMa KapHUTHHA) OBUT TpENCTaBiieH
C. Angellini u coaBt. B 1976 1. [31]. V neBouku 10 et ¢
MHOIIATHEH HESICHOM dTHOJIOTHH, C TSHKEJION Cl1a00CThIO
MBIIII] Ta30BO-O€ApEHHON 001acTH, HEBO3MOXKHOCTHIO
0e3 MOCTOPOHHEH MOMOIIH MOJHATHCS ¢ KPOBATH U CTY-
ma, OblIa JUarHOCTUPOBAaHA KAPHWUTHHOBAS MHOMATHS.
[Mpr THCTOXUMHUYECKOM HCCIIEJOBAHUU MBIIIIBI, TPU
OKpacKe YEpHBIM CYJaHOM U KPacHBIM MaciioM OBLTH
0o0OHapyKeHbl KAl JIMMUZOB B MBIIICUHBIX BOJOKHAX
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OB30PbI

1-ro tuna. IIpu okpacke o ['omopu Tpuxpom, Ha AT®Da-
3y M OKHCJIMTEJIbHBIC ()ePMEHTHI BBISBISUTICH IPU3HAKU
BaKyOJIIpHOM muomnaruu. IIpu 31eKTpOHHONH MHKpPO-
CKOIIMU OTMEYAJIOCh 3HAYUTEIIbHOE CKOIUIEHHE Kallellb
KHpa BOTM3M MUTOXOHJPHI U 1MoJ, capkoiemMMoii. [1pu
OMOXMMUYECKOM HCCIEIOBAaHUN MBIIIIBI HAOMIONAIOCH
OTCYTCTBHME WJIN YMEHbIIEHHE KapHUTHHA. [eH KapTu-
poBaH B xpomocoMe 3p21, HacnenoBaHuE — ayTOCOMHO-
peLeccuBHOE.

Jleuenue. KapHUTHHOBAas MHOMNATHA MOJIHOCTBIO pe-
rpeccupyer mnocjie Ha3HadeHHs L- KapHUTHHA B J103€
100 Mr Ha Kr Maccel Tena, IpeaHu3onoHa no 20 Mr ye-
pe3 JleHb U JUEThI, COCTOALIEH U3 CpeaHeIeNoueuHbIX
Tpuruuepunos. [Ipu cucremHoM nedunure KApHUTUHA
no3a npenapara coctarisier 100—400 Mr/kr Macchl Telna
BHYTpPUBEHHO [32].

Jeduyum kaprumun-narbmumounmpancpepasol
11 (KT 11)

Knunuxa. Henocrarounocts KIIT II BcTpeuaeTcs Ha-
MHOT0 Jatie, ueM HegocTarognocTs KIIT 1.

Y HOBOPOXKACHHBIX € Ie(UIIMTOM 3TOTO SH3UMA Pa3-
BHUBAeTCsl TEHEPAM30BaHHAsA CIa00CTh C THUIIOKETOHE-
MHYCCKOM THUIOITIMKEMHUEH, IMEUCHOUYHON HEIOCTaTO4-
HOCTBIO, KapIMOMHUOIIAaTUEN! U BHE3AHOU CMEPTHIO. Y
B3pOCIBIX Hauano 3aboneBanus B Bozpacte 10-20 jer.
Benymumii KIIMHUYECKUI PU3HAK — IPUCTYIIBI CUIBHBIX
OoJiell B MBIIIIIAX, KPaMITH U MUOTJIOOUHYPHSI, KOTOPBIC
BO3HUKAIOT ITOCJIE YMEPEHHOU JITUTENEHON (hU3NIEeCKON
Harpy3Kky, Ha XOJIOIe WJIM TOcje mpuema Ooratoi »u-
pamu iy uian Ha (oHe ronmonanus. [locie mpucrymna
MBILIEYHBIX 00JIel pa3BuBaeTcs cnabocTh, KOTOpas pe-
rpeccupyeT B TedeHHe HECKOJIbKIX 9acoB. BHe 00neBBIX
MPHUCTYTIOB HUKAKHUX IPOSBICHUN OOJIC3HU MOXKET HE
OBITh.

B npoTHBOIIOI0KHOCTE OOJBHBIM C TIIMKOTCHO3aMH,
y TAIMEeHTOB C HAPYIICHUSIMH JIUMHATHOTO OOMEHa CHM-
IITOMBI TOPAXKEHUS MBIIIII OSIBIISIOTCS TIOCJIE JTUTEIb-
HOM yMepeHHOUW (u3MUecKoil Harpy3kw, 0COOCHHO Ha
¢one ronoganusi. Kpome toro, camo AIUTEIBHOE TOJIO-
JIaHWE MOKET BBI3BATh MUOTIIOOMHYPHIO; B TAKOM CITy-
Yae, BO3MOXXHO MOPAKEHHE JTF000H MBIIIIEYHOHN TPyIIIIbI,
BKJIIOYAst JibIxareibHble Ml [14]. [IpenBectHuKOM
MHUOTIIOOWHYPHUH SBJISIFOTCSI O0JIM B pPa0OTAOIIMX MBIIII-
11axX, KOTOpbIE HUKOTJIAa HE COTIPOBOXK/IAIOTCS PeabHBIM
YKOPOYEHHEM BO BpeMsi OOJIE3HEHHBIX CYIOpOT, YTO Xa-
PaKTEpHO TSI TTIMKOT€HO30B.

T'enemuxa. HacnencTBEeHHOCTh ayTOCOMHO-PeIlec-
cuBHas. [ eH KapTHPOBaH B XpOMOCOMHOM paiione 1p32.
Bonesnp reHeTudecku rereporeHHas ¢ 12 pa3nuaHbpIMU
mytanuamu. B 60% ciaydaeB BCTpedaroTcs TOYKOBBIE
MyTauuu B rene, kogupytomem KIIT II.

Ilamoecenes. bnokana 6era-OKHCIEHHUS H3-3a Hapy-
IICHUS TPAHCIOPTA KUPHBIX KHUCIOT 4Yepe3 BHYTPEH-
HIOI0O MEMOpaHy MUTOXOHIPUH.

Jluacnocmuka. JlmarHO3 OCHOBaH Ha OTCYTCTBHHU
KIIT II B romoreHaTax MBIIIIBI WA B MUTOXOAPHUIX
KyJBTUBAPYMBIX (hHOpOOIACcTOB KOXKU (OHOXUMHUYIECKOE
uccnenoanue). B moue — mMuoroOun (Bo Bpemst mpHu-
crymna). [Ipy rucToXuMHU4IeCcKOM UCCIIeIOBAaHUH MBIIIIIHI,
MIPU OKpPAcKe KPAcHBIM MAcClIOM WU YEPHBIM CYIaHOM
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00HAPYKMUBAKOTCS KarlId JIMITUIOB B MBIIIIEYHBIX BOJIOK-
Hax l-ro tuna [30].

Jleuenue. OrpaHudeHHE S>KUPHON TIUIIH, [UETA,
BKITIOYAIOIIAs TPUIIUIICPUIBI co cpeaneit nemnbio (0,5 T
Ha KT MaccChl Tena). Pam aBTOpoB MCTIONB30BaIU Mpema-
par Bezafibrate, KOTOpBIif OTYETINBO YITYHIITHII OKHCIIE-
HUE JKUPHBIX KUCIOT B MUTOXOHIPHSIX CKEICTHON MBIIII-
e y 6 B3pocibix 00ibHBIX [33, 34].

Heoocmamounocmu eécex ayun-CoA decudpocenas
(enymaposas ayudypust muna I1)

Knunuxa. I'myrapoBast auuaypus WIM HEAOCTATOY-
HOCTh Bcex ammi-CoA-meruporeHas ¢ yaydllIeHUEM
nocJye npuema puoodraBuHa MOXKET POSIBISITHCS Y HO-
BOPOXKACHHBIX U B3POCIBIX.

Hngpanmunvnoiii sapuanm. CyliecTBYIOT CEpJCUHbIC
U TiedeHouHble (Gopmbl. 3abolieBaHUE MPOSBISETCS B
NEepUOI HOBOPOXKJICHHOCTH CHUIIBHBIM METabOINUeCKUM
aIyuIo30M, PBOTOM, Jauapeed, THIIOTITHKEeMUYeCKUMHU
COCTOSIHUSIMM, MBIIICUHON C1ab0CThIO, THUIIOTOHHUEH,
MTOPOKaMH Pa3BUTHS (TIOJIMKUCTO3 MOYeK). beicTpo pasz-
BUBACTCSl TenaroMeranusi, Trumneprpoduyeckas Kap-
JTUOMHUOIIATHS. W apUTMUSA, 3aJEpiKKa TCHXHYECKOTO
paszButus. Tedenue mnporpeccupytouiee. Hasnauenue
pubodnasuna 100 MT B I€HD yITydIIa€T CUMIITOMATHKY
U JIETU MOTYT HOPMaJbHO pPa3BUBATHCS.

Heoocmamounocmo ecex ayun-CoA decuopozenas
¥ 63DOCbIX

Bapuant 1. ¥V B3pocCibIX MHOXECTBEHHAsI HEOCTa-
TOYHOCTh ammi-CoA IeruaporeHas MmposBIIETCS CHUM-
NITOMAaTUKOW OYEHb TIOXOXKEH Ha CUMITTOMATHUKY y OOJTb-
HbIX ¢ nepunutom KIIT2 u ¢ cunapomom Mak Apuist
(tmukorenos). Ilocnme ¢u3nueckolt Harpy3Kd MOSIBIIS-
IOTCSl MUAJITUHU, KpaMIiH, ¢j1a00CTh U MUOTIIOOUHYPHSI.
BonbHOIT HE MOXET TOAHUMATHCS IO JICCTHHUIE H3-3a
MBIIICUHBIX KpaMIIH, OABIIIKK U ciaboctu. [locie or-
JIBIXa COCTOSIHUE yydIraeTcs. boie3sHp MoXKeT HauaThCs
B MTO37THEM JIETCKOM BO3pacCTe.

Bapuant 2. TlpokcumanbHas MHONATHS C TIOBBI-
IIEHHOW yTOMJISIEMOCTBIO U ILIOXOW MEPEHOCHUMOCTHIO
(m3nueckoit Harpy3kd. Y TakuxX OONBHBIX JeQUITUT
Bcex anui-CoA geruporeHas MOKET COMPOBOKIAACTCS
BTOPUYIHBIM CHIDKEHHEM KodH3mMa Q-10 B ckelreTHOM
MBIIIIIIE

Bapwuanr 3. [Tomumuo3uTornomnooHbIe GOpPMBI C MUATI-
TUSIMH U MBIIIEYHOU CITA00CTHIO

Ipumeput 2-20 u 3-20 eapuanmog 6onesnu

Myxuuna 36 net. B teuenue 8 mec mocre-
IIEHHO pa3BUJIach IeHepajM30BaHHAS CIIa00CTh MBIIIII.
[Ipu ocMoTpe — TeTparierust co ciadoCThIO KEBATEIb-
HbIx Mbinn. [loxynen va 14 kr. ¥Yposens KOK kpoBu
2700 (mopma 150 M/E), moBsitien yposens JIAI, AJI/L,
I'TIT, I'IT u MoIOYHOM KHCIOTHI, KETOHOBEIE TEIbIIa
B KpoBHU. [IoOHM>KEH ypOBEHb KapHUTHUHA B KpoBU. IIpu
OMI" — muonarusa. Ha OKI' — Taxukapausi.

[lepBast Owoncusi: BaKyoslsipHasi MUOMATHS C OT-
JIOKEHUEM JIMIHJIOB, JIETKOE CHW)KCHHE aKTUBHOCTH
Bcex ari-CoA jerujporeHas, 0COOCHHO C KOPOTKOM
U CpeJIHEH yIIIepOoHOM 1IETbI0, YMEHBIIIEHHUE COJIepiKa-
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HUSl KAPHUTHHA U JICTKUE TTOBPEKICHUSI MUTOXOHIPHUH.

Jleuenue: xapanuTuH 4 1/cyT, pudodrasun 100 mr/cyT
1 TIPETHU30JIOH 75 MI/CYT.

CocrosHue OBICTPO YIYYIIWIOCH. 3aTeM puboda-
BUH ObUI oTMeHeH. OjiHako 4yepe3 6 Hep 0OJbHON CHO-
Ba CTaj )KallOBAaThCS Ha CIIA0OCTH MBIIII U COCTOSHUE
0O0JILHOTO MPOTPECCUBHO yXymiaiock. CHOBa ObLI Ha-
3Ha4ueH puOodIaBUH, U Yepe3 2 HeJ dTH CHMITTOMEBI HC-
ye3nu. JlBurarenbHas aKTHMBHOCTh HOPMAJIM30Baach,
OOJBLHOM MOCTOSIHHO TIpHHUMaN pudodrasuH. [Ipu 1mo-
BTOPHOW OHMONCHM — IOKa3aTelld KUPOBOTO OOMEHAa B
HOpME, YPOBEHb KapHUTHHA B HOpME W HET M3MEHEHUI
B MUTOXOHJIPHATILHBIX KOMITIeKcax [35].

MyxuaunHa 25 net. beicTpo pa3Buinch ma-
JICHUE amIleTHTa, TOIIHOTAa, PBOTHI, *xaxna. [loxymen
Ha 11 xr. J)KamoOs!r Ha GOJM B MBIIIIAX, TTOBLIICHHYTO
YTOMJISIEMOCTh U 3aTPYIHEHHUE MMOIbEMA T10 JICCTHHIIHI.
Mor X0HUTb TOJIBKO Ha KOPOTKHE paccTosiHusA. Bekope B
Te4eHne 6 Mec TepecTal MOJHUMATh PYKH BBIIIE TOJ0-
BBl 1 HE MOT yJIep>KaTh TosioBy. OObEKTHBHO: CIa00CTh
MBIIIII TIEW W JIWIA, MBI (PUKCUPYIOUINX JIOMATKH,
HaJl- U MOJOCTHBIX, JCIBTOBUIAHBIX, JBYIVIABBIX ILICU,
meu, a Takke TazoBoro mosca. KK, JIJII' HecKoabko
MOBBINICHBI, KAPHUTHUH B CHIBOPOTKE KPOBU TaK¥KE I10-
HwkeH. [Tpu OMI — muonarus. buoncust Mplinbl — Ba-
KyOJISIpHAsi MUOTIATHSL CO CKOILJICHUEM Kupa (IePHUIuT
Bcex amm COA JeruzporeHas, MPEUMYIIECTBEHHO C
KOPOTKOM M CpefHeil YITIepOAHON IeNbi0), MOBPEXK-
JIEHUEM MHUTOXOHIIPUH W AePUIUT KapHUTHHA. Jlede-
uue. Kapuutun 3 r B cytku, CoQ,, 120 mMr B cyTku.
Vnyamenns He O0bu10. Jo6aBunu pudodmasuna 100 mr
B cyTku. Yepe3 6 mec OOMBHOU CTanm XOIUTh, OTHU-
MaTh PYKH, XOTsI OCTaBajach 0O0Jib B MBIIIIAX U yTOM-
nseMocTh. OCOOCHHO CTpajiajy MBIl IIJIEY€BOTO
nosica. IloBropnas 6uoncus: camwkenue auna CoA ne-
ruaporenas. K edenuto nobasiena auera — cpeiHerne-
MOYCYHBIC TPUTIIHIICPUIBI, & 3aTEM MPEIHU3OIOH 8 MT
B JIeHb. TakuM 00pa3omM, OOIBHOM TOTydall MPeIHNU30-
JIOH § MT B JICHb, CPEHEICITIOYCYHBIC TPUTIIUIICPUIBI,
puboduasun 100 Mr B neHb, L-kapHUTHH 3 T B JCHB.
Kypc neuenus 5 ner. Iloutu mosHOe BBI3NOPOBIEHUE
[35].

Y neBouku (oT KpoBHOro Opaka) 13 ner
rmomoctpo, B Teuenne 20 gHEH, pa3Buiauch Auddy3Has
CJ1abOCTh MBIIII], MUAJITHH, U OOJbHAS IepecTalia Xo-
muth. YpoBeHb KOK kpoBu — 538 M/E (HOpMa <180),
SH3UMBI TIeueHH B HOpMme. [Ipu criekrpomeTpun oOHa-
pyxkeH nedunut raBuH-3aBUCUMBIX armmi-CoA aeru-
aporenas. Uepes HECKONBKO AHEH, Mociie Ha3HAYCHHUs
pubodnaBuna (100 Mr/meHs), AeBOYKa Hadajla XOMWTH.
UYepes 6 Mec OT Havyasa JICYCHHsI — MOJTHOE BBI3ZOPOB-
nenue [36].

T'enemuxa. bone3Hb 00yciOBIEHA MyTaIlUeH B TeHE,
OTBETCTBEHHOM 3a JJIEKTPOHHKIN TpaHcnopt, flavopro-
tein dehydrogenase (ETFDH-electron-transferring-fla-
voprotein dehydrogenase) B MUTOXOHAPHIX K HOPMaJIhb-
sl natTepu JIAL [37]. bone3Hb reHeTuuecKu reTepo-
reaHasi. ONUCaHbl CIy4Yau ¢ ayTOCOMHO-PEIECCUBHBIM
HacJeIOBaHWEM C JIOKaJIM3aIieil TeHOB B XpOMOCOMax
15923, 19q13.3 u 4q32. Onucanbl Takkxe peaKue ciy-
Yau C PEIECCHUBHBIM, CIIETUICHHBIM C X-XpOMOCOMOM
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Tury (ressl kaptupoBanbl B Xpl5 u Xpl9, toukoBas
MyTanus, 3amMeHa A Ha G B Hykieotuzae 518).

Jluaenocmuxka. B Moue 1 KpoBU HAOIIOIACTCS yBe-
JUYEHUE TIIyTapOBOW KHUCIOTHL. B Mbimme (u apyrux
TKaHX) OTMEYAETCS CHIIKEHHE aKTHBHOCTH BCEX allyJl-
CoA neruaporeHas, MHOTO CBOOOIHOTO KHpa, BTOPHU-
HO yMEHbIIaeTcs cojiepkanue kapHuTuHa. [lpu rucro-
XUMHYECKOM aHAJIM3€ MBIIIIHl HAXOASIT BOJIHHUCTHIE
kpacHbie BosiokHa. Ha 'P-MPC (docdopHoii MarHuTHO
PE30HAHCHOMW CIIEKTPOrpaMMe) MOXKHO OOHAPYKUTh U3-
MEHEHHSI SHEPreTHYECKOro MeTaboIn3Ma, XapakTepHbIe
st nepuninra ampn-CoA nerunporenas [38]. [l Tod-
HOU AuarHocTuku HeooxoauMm ananu3 JJHK (myranus B
reae ETFDH).

Jleuenue. OTMeueH TMONOXKUTENBHBIH  d(hdeKT
(YMEHbBIIIEHHE TPHU3HAKOB CEPJEYHON HEI0CTaTOYHO-
CTH y JeTel M MpeaynpexkIeHHe IPUCTYIOB ¢ OOIIMHU
1 MHOTJIOOMHYpHEH Y B3pOCIBIX, a TAKKE PEerpecc Wiu
3aMeJJIEHUE MPOTrpPecCUpPOBAHUs MHUOIMATUH Yy AETed U
B3POCIBIX) TTocie JiedeHus: pudodiaasuaom 100-400 Mr
B JeHb. OOOCHOBaHO TakKe Ha3HAYeHUE KapHUTHHA.
B cnyuae Bropudnoro cuwkenus CoQ,  — Ha3HaueHHe
aToro sH3uMa B g03e 500 mr B nens. IIpornos otHocu-
TEJIHHO ONaronpuATHEIH [39].

Hepuyum ayun-CoA decudpocenas
C OUeHb ONUHHOU Y2epPOOHOU Yenblo

Knunuxa. Onncano Oonee 30 GonmpHbIX. Hawano B
JIETCKOM U IOHOIIeCKOM Bo3pacTe. Hambonee wacteie
deHoTunsl: cepaeuHas popma ¢ paranbHOI runepTpo-
¢uyeckoil KapIMOMHOIIaTUEH U redeHoYHas (opma ¢
TUTTOKETOHEMUYECKOU TUTIOTTIUKeMHUEH HaOIIomaeTcs y
neted. Muonarnueckas opma ¢ IpUCTyIIaMu MbIIIeY-
HOH c71a00CTHIO C MUANITHSIMUA M MUOTTIOOMHY pPUEH TTOCIIE
(u3uUecKoll Harpy3KH, C JOOPOKa4eCTBEHHBIM Tede-
HUEM OTMeuaeTcs y B3pocibix. Jleuenue pudodaasu-
HOM (40 mr/cyT), kapautuHOM (100 MI/KT/CYT), THETA —
CpelHelLeoueYHbIC TPUIIULEPUIbI 0e3 dddeKkTa.

Ornucana xeHnmHa 71 roma ¢ AeQUIMTOM OYEHb
JUTMHHOIIeTIouedHOoH anmin-CoA AeruaporeHassl ¢ yimyd-
LICHUEM IOCIE BBEACHUS JaHTposieHa [25]. B Bo3pacte
51 rox mosiBUIIACH TUTIOXAasl MEPEHOCUMOCTh (PH3HUYECKOM
Harpy3KH, caboCTh M HaIpsDKEHUE MBI KUCTEH To-
clie yMEpeHHOM (gu3nueckoit Harpysku. [lo3aHee cramu
BO3HUKATh AMHU30/Ibl TEHEPATN30BAHHBIX MHUAITHIA, MBI-
IIEYHON CJIA00CTH M MUOIIIOOWHYPHUH, KOTOPBIC CIIyda-
JIMCh € yacToTou 1-2 pasa B Mecsil.

[Ipu THCTONOTUYECKOM HCCICAOBAHUHU — CKOILIE-
HUE€ Karenb JKHpa B MBIIIIE, TP OHOXMMHUYECKOM
ucclieJoBaHUU (MMMYHOOJIOTHHT) — CHHJKEH YPOBEHB
ammt-CoA pgerugporeras ¢ O/l B ¢ubpobmacTax
koxku 1 numponurax [26]. Ananmu3 JJHK — toukoBas
MyTarnus B reHe anmi-CoA merunporenassl ¢ OJI1] va
xpomocome 17p32 (JJHK-ananu3) [25]. Ha *'P-MPC
(bochopHOlT MarHUTHO-PE30HAHCHOW CIEKTPOrpaMm-
M€) MOKHO OOHAPYKHUTH U3MCHEHUSI, YHEPTETHIECKO-
ro Meradojau3Ma, XapakTepHbIe Il JAePUIIUTA BCEX
ammi-CoA nerunporenas [38]. Jleuenwe maHTpose-
HoM 1o 100 Mr nBaxbl B J€Hb MPUBEJIO K YMEHbIIIC-
HUIO YWCJIa aTaK ¥ BRIPAKEHHOCTH Muairui. 3a 1 rox
ObLIa TOJNBKO OJ[HA aTaka C TeHEPaJIM30BAHHOW MBbI-
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HICYHO c1a00CThI0 U MHANIBIUSIMHU, 0€3 MUOTIIOOMHY -
pun. Jlo6aBUIN K JICUEHUIO TUETY CO CpeAHenenoyey-
HBIMH TpUTIUIepuiaMu. B TeueHue 4 et npucTynon
c1ab0CTH M MUAITUI OTMeYeHO He ObL10. J[aHTposeH
OKa3bIBACT BIMSHUE HA TOK KaJbIMsl B MBIIIIY H Ta-
KHM 00pa3oM OTpaHMYUBAET NMPOLECC BO30YKICHHS-
COKpAIlleHUs] MBIIICYHBIX BOJIOKOH, YTO MpEAOoTBpa-
maet pabmomuonus [25, 34].

duHaHcupoBaHnue. lccnenoBanue He UMENO CIOH-

COPCKOM MOAACPIKKH.

KondaukT mHTepecoB. ABTOPHI 3asABISIIOT 00 OT-

CYTCTBHH KOH(IUKTOB HHTEPECOB.
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METO/Ibl KOTHUTUBHOM PEABUJINTAIIAN Y MMOXKNJIBIX MAITMEHTOB,
CTPAJAIOIINX HEMPOJETEHEPATUBHBIMHU 3ABOJIEBAHUSIMHU
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0630p nocesuen cospemenHbiM MeMoOam KOHUMUSHOU PeabUuIUMayuy y NOHCUNbIX NAYUEHIMO8, CIPA0awux HeupooezeHe-
pamusHvimu 3a0onesanuimu (bonesus Anvyeetimepa, donesnv Ilapkuncona), a maxoice npugoOsSmMcs OauHbvle 0 KOCHUMUBHOU
peadburumayuu NayueHmos ¢ NOCIeOCMEUAMU UHCYIbMA U JIeeKUMU KOZHUMUSHbIMU paccmpolicmeamu. Koenumuenas peabu-
JUMAYUA OCHOBLIBACMCS HA MEXAHUIMAX HEUPONAACIMUYHOCIU 20108H020 MO32A U (DeHOMeHe KOZHUMUBHO20 YepedpalbHO20
pesepéa. [{okazana 3¢hhekmueHoCns NPUMEHEHUS Y NOHCUTIBIX COYEMAHUS AIPOOHBIX YUIUUECKUX YNPANCHEHUT C KOZHUMUB-
HbIM MPEHUHEOM. B KomniekcHou mepanuu 603MONCHO npumenenue mMenooos ncuxomepanuu. Ilepcnekmugno pazeumue Kom-
NbIOMEPHBIX NPOSPAMM (6 MOM HUCTIe NPUNONHCEHUL 05t CMAPMPOHO8) Ol PAHHE2O BbIABNEHUA U PeAOUNUMAYUY KOCHUMUGHbIX
paccmpoticms y noscuavix. Llenecoobpasen mynbmumooanbHoiil NOOX00 K KOZHUMUSHOU Peabunumayuul y NOMCUIbIX.
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METHODS OF COGNITIVE REHABILITATION OF AGED PATIENTS SUFFERING FROM
NEURODEGENERATIVE DISEASES

Pirogov Russian National Research Medical University (RNRMU), Ostrovitianov str. 1, Moscow, Russia, 117997

Review is dedicated to modern methods of non-pharmacologic cognitive rehabilitation aged patients suffering from
neurodegenerative diseases (Alzheimer disease, Parkinson disease). There are data about stroke and mild cognitive impairment
(MCI) too. The morphophysiologic basis of cognitive rehabilitation are mechanisms of neuroplasticity and phenomen of
cognitive cerebral reserve. There are scientific evidences of combination of aerobic exercises and cognitive trainings in the
elderly. Psychotherapy is one of the eventual methods in complex rehabilitation of cognitive deficit in neurodegenerative
disorders in aged persons. Computer-based (and smartphone applications) programs are very perspective for early detection
and rehabilitation and nonpharmacologic treatment of cognitive disorders in elderly. Multimodal approach to the cognitive
rehabilitation in the elderly is most appropriate.
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VYBenuueHue NPOAODKUTENIBHOCTH JKU3HU Hacele-
HUS Ha IUIaHEeTe IPUBOAUT K YBEJIIMUYEHHUIO PACIpoCTpa-
HEHHOCTH KOTHMTHBHBIX PACCTPOMCTB, KOTOpBIE Hallle
HAOMIOAAIOTCS. B CTapIIeil BO3pacTHOW rpymme. Y JHIl
crapimre 65 JieT neMeHIus Berpedaercs B 3,5-7% ciy-
yaeB: U3 HUX Oosie3Hp Anbureiimepa (bA) ormeuaercs
y 40%, cocymucras memenmus — y 20%, cMemaHHas
nemenuusa — y 20%, apyrue tumnsl gemeHuud —y 20%
[1-3]. Ha cmenuamm3upoBaHHOM HEBPOJIOTHYECKOM

npueme 10 70-75% oOpaTUBIIMXCS MAIMIEHTOB UMEIOT
HeJIeMEHTHBIE paccTpoiicTsa [4, 5].

KauecTBO KM3HM NOXKWUIIBIX JIIOAEH HaANpsMyIo 3a-
BUCHT OT COXPaHHOCTH MHTEJUIEKTAa U aJanTalyud B CO-
nuyme. /lonroneTne B 31paBoOM yMe U TBEpAOH MaMsATH
— 1eJIb MHOTHX, NepemarnyBiux 3a 35—40-1eTauii Bo3-
pactHO#l pyOex. Emie Oosiee akTyajqbHBIM CTaHOBUTCS
COXpaHEHHE NMaMsTH, BHUMaHUS U MHTEIUIEKTa B Oonee
MO3/IHEM BO3pacTe. YUWTHIBas HapacTaHHUE KOIHUTHB-
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HBIX TIPO0JIEM ¢ BO3pacToM, Bce OoJiee COIUaLHO 3HA-
YUMOW CTAHOBHUTCS HEHPOIICHXOJIOTHYECKas peaduim-
TaUsl y MOKHIIBIX.

[Iporuos 3¢ppexTHBHOCTH KOTHUTUBHOH peaduimTa-
UK HAMpPSIMYIO 3aBHCUT OT KOTHUTHBHOTO pe3epBa Ta-
[MEHTa, T.€. BPOXKACHHBIX CTPYKTYpPHO-(YHKIIMOHAIb-
HBIX 0COOGHHOCTEH MO3ra, MPEAIEeCTBYIOMIET0 YPOBHS
00pa3oBaHNsA W AKTUBHOCTH WHTEIUIEKTYaJIbHOW IIPO-
(eccroHanbHOM JeITeNbHOCTH B MPOILIOM, XapakTepa
IpoBeneHus aocyra [6]. B ocHOBE KOHIIEIITUH «KOT-
HUTHBHOTO pe3epBa» JISKUT HJES O TOM, YTO Y JIIOoACH
C BBICOKMM KOTHUTHBHBIM PE3€PBOM HMEETCS CITIOCO0-
HOCTb K ()OPMUPOBAHUIO ONTHMAIbHBIX HEHPOHHBIX CE-
TeW U UCTIOJIb30BAHUIO HOBBIX HEUPOHHBIX CETEH B3aMeH
MOBPEKACHHBIX(T.C. HHTEIUIEKTYaIbHONH THOKOCTH), YTO
MOJKET OBITh CBS3aHO C JOJTHUMH TOIaMHU TPEHHPOBKHU
MOAOOHBIX CIIOCOOHOCTEH ¢ AETCTBA U FOHOCTH, OJ1aro-
nmaps OOydYCHWIO W aKTHBHOW WHTEIUICKTYyaJIbHOH TIPO-
(heccuoHanbHOM JieATeNnbHOCTH [7-9].

TpeHnpoBKa KOTHUTUBHBIX (DYHKIIMH B BHJE pa3BH-
BAIOIIMX WP AAaBHO Jl0Ka3aja cBOIO 3((eKTUBHOCTH y
nereii [10], HO mporecchl HEHPOIUTACTUYHOCTH TTPOUC-
XOJSIT HE TOJIBKO B PAa3BUBAIOILIEMCSI IETCKOM MO3Te, HO
1y oXmIbIX mozaei [11, 12].

AHanu3 KOTHUTHBHBIX QyHKUM# y 2315 neuxnuecku
3IOPOBBIX PECIOHICHTOB cTapiie 65 eT B Y3Ibce J0-
Kasall, YT0 U3MEHEHHUE 00pa3a KU3HU B TOKHIOM BO3-
pacre (TpaBUIILHOE NMUTAHKE, yBeIHUeHNE (QU3NIecKOM
AKTUBHOCTH, YBEIUYEHHE COIMAIBHBIX KOHTAaKTOB W
CTHUMYJIMPOBaHNE YMCTBEHHOH aKTHBHOCTH, YMEHBIIIE-
HUE yIMOTPeOIeHHS aIKOTOJIS U 0TKa3 OT KypeHHsl) CIo-
COOCTBYIOT COXPaHEHHIO KOTHUTHBHBIX (DYHKIHIA U KOT-
HUTUBHOTO pe3epna [13].

KoHnenuusi HEHpOMIaCTUYHOCTH TO3BOJISET IPE-
MTOJIOKUTH BO3MOXKHOCTH BOCCTAHOBIIEHUS BBICIITUX TICH-
XMYECKUX (YHKIUH, HECMOTPSl Ha MPOAOJIKAIOLIANCS
mporecc THOenn HEHPOHOB M JIETeHEPaIlui0 CHHAIICOB,
TaKk KaK Hapsgy C TeHEeTHWYeCKHMMH MEXaHH3MaMH CTa-
peHus paboTaIOT U MEXaHU3MBI, POTUBOICHCTRYIOIINE
crapeHuto. MiMeroTcst 1aHHbIe, 4TO BBICOKAs SKCIIPECCHSI
MO3TOBOTO HelpoTpodudeckoro pakropa (brain-derived
neurotrophic factor (BDNF)), obnanatromiero Heiiporpo-
TEKTUBHBIMH CBOWCTBAMH, Yy HEKOTOPHIX TAIHEHTOB,
cTpajaromux BA, TO3BONSET HONbIIE COXPaHATh WH-
TEJUIEKT U MaMATh, 9eM MOXKHO OBLTO OBl 0XKHUIATh CYIs
MO BBIPAKEHHOCTHU aTpoUuecKuX U3MEHEHUH Mo3ra Ha
MarHuTHO-pe3oHaHCHOM Tomorpaduu (MPT) [14].

Jnist ieyeHnss KOTHUTHUBHBIX PACCTPONCTB MIPUMEHSI-
FOTCSI HOOTPOIIHBIE MTPeTaparbl U CHenu(PpHUIecKnue «IIpo-
TUBOAEMEHTHBIC» CPEICTBa — MHTMOMTOPBI AllCTUIIXO-
TUHACTEpassl, omokaropsl NMDA penentopos u qpyrue
npenaparsl [15, 16]. B To e BpeMst O0NbIION HaydHBIH
W TPAKTHYECKUI MHTEpPEC MPENICTABISIOT METOMbI Tpe-
HUPOBKM M BOCCTAHOBJICHHUSI BBICHIMX IICHXMYECKHX
byHKIMA 0e3 NPUMEHEHHsl JIEKAPCTBEHHBIX CPEJNCTB
WM B COYETAHUU C (papMaKoTepaIHei.

MHorre TOXWIbIE JIOMHM HMEIOT ONBIT paboThl ¢
KOMITBIOTEPOM, OOJBITUHCTBO IEHCHOHEPOB TOJIB3YIOT-
Csl TQJDKETaMi, MHOTHE MTPAIOT B KOMITBIOTEPHBIC UTPhI
(coOmparoT ma33ibl, UTPAIOT B KAPTOUHBIC WTPHI, MIaX-
Marbl ¥ TIPOY. ), TOJIB3YIOTCS] IOMCKOBHKAMH M COIIUANTb-
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HBIMHU CETSIMU; M B MOCIIEAYIOIINE TOJbI CTAPETh OyayT
erie Oosee «IPOJABUHYTHIC)» TOJIb30BATEIN KOMITBIOTEpa
U MHTEPHETA, YTO JIeNIaeT Bce OoJiee akTyabHOM paspa-
OOTKY OHJIAlH - TPEHWHTOB KOTHUTUBHBIX (PYHKITHH.

KoruutupHasi peaOminTanys MOXKeT TOAPA3IEIIsATh-
Csl Ha HECKOJIbKO OCHOBHBIX HAITPaBIICHUH BOCCTAHOB-
neHust: 1) pedeBbIX U A3BIKOBBIX HABBIKOB (YCTHas peyb,
CJIOBAapHBIM 3arac, MUCHEMO), 2) ONEPATUBHON TaMSTH,
3) BHUMaHUs, 4) yNpaBisSIOMNX QYHKIHNA U OBITOBBIX
HaBBIKOB, 5) MMPOCTPAHCTBEHHO-MOTOPHBIX cucTeM [17].
Ha »Tu 6a3oBble 6110KM HampapiieHa peaOuInTanus Bbic-
IIUX TICUXWYECKUX (DYHKIHHA MOCIIe WHCYIBTa, TPaBMbI
rojoBHoro mo3ra u ap. [18, 19]. IIpu stom nmoapazyme-
BAETCs, YTO 32 NCKITIOUEHUEM MTOCTPaaBIeil 30HbI MO3-
ra oCTaJbHblEe YYaCTKM MO3ra paboTaloT HOPMaJIbHO U
MOTYT B M3BECTHBIX MpezesiaX B3sITh Ha ceOs QyHKIUU
pa3pyLeHHO! 00I1acTH.

Baxnyro pomb nMeeT Taxke KOPPEKIIHs 3MOIHO-
HAJIBHBIX (TPEBOXKHBIX U JCMPECCUBHBIX) PacCcTPOICTB.
[Momumo dapmakoTepanuu, sl YaCTH NAUEHTOB MO/~
CIIOPbEM B COXPAaHEHHWH M BOCCTAaHOBJICHHHM KOTHUTHB-
HBIX U aQQEKTUBHBIX MPOSIBICHUN CIYKHUT OOIIEHHE C
KUBOTHBIMU: IPEAAHHOCTh U pu3nyecKas OJU30CTh Te-
TUIOTO JKUBOTO JPYra — KOIIKK WM COOAKH — IIOMOTaeT
MIOXKWUJIOMY 4YEJIOBEKY MEHBIIIE YyBCTBOBATh OJUHOYE-
CTBO, MPOSIBIISITH 3200TY, BBITYJIMBATh HA CBEXKEM BO3/Y-
X€ HE TOJIbKO MOXHATOTO TTUTOMIIA, HO ¥ 3aCTaBJIATh ce0s
MIPOMTH HECKOJIBKO KPYroB BOKpyr noma. I1o gaHHbIM
MOJILCKUX aBTOPOB, KaHUCTepamnus («CoOaKOTeparms)
MIOMOTaeT MOXKHIIBIM MAallUEHTaM B KOPPEKIIMU TPEBOXK-
HBIX U JISPECCUBHBIX PACCTPOWCTB M YCKOPSIET MIPOIIECC
peadwiInTanyy Nocjae MePeHECEHHBIX MHCYIBTOB U JIp.
[20].

B ciyuae nelipogereneparuBHbix 3a0oneBannii (bA,
oone3ns [lapkuncona (BII) m ap.) nereHepaTwBHBII
IpOIIeCC PacpoCTpaHsIeTCss B KOHEYHOM UTOTe Ha OOJIb-
ITMHCTBO MO3TOBBIX CTPYKTYp, TMOpakasi UX B OTpese-
JICHHON TI0CJIe0BaTeIbHOCTH W HEPaBHOMEPHO (3TH
3aKOHOMEPHOCTH TOBPEXKICHHUS JIe)KaT B OCHOBE AU(D-
(hepeHIMaIbHO-TUATHOCTHYECKUX MPU3HAKOB Pa3HBIX
BHJIOB JeMeHIM). TeM He MeHee, UMEIONTUICS KOTHU-
TUBHBII pE3epB W MEXaHW3Mbl HEHPOIUIACTHYHOCTH U
TIpH HEHPOIETeHEPaTHBHOM MPOIIECCE TTO3BOIISIOT OTpe-
JeNICHHOE BpEeMsI XOTs Obl YaCTHUYHO KOMIIEHCHPOBAaTh
(hyHKIIMIO yTpadeHHBIX HEWPOHOB M CHHAIICOB 33 CUET
JOpPYTHX, OTHOCHTEIILHO COXPAaHHBIX CTPYKTYp M CeTel
mosra [21].

B MynabTHLIEHTPOBOM, paHIOMHU3UPOBAHHOM, KOH-
TponupyeMoM kimHudeckoMm uccienoBanuu ACTIVE
(Advanced Cognitive Training for Independent and
Vital Elderly — nmponBuHYTBHII KOTHUTHBHBIA TPEHWHT
JUIsS. HE3aBUCUMOW M JKU3HECIIOCOOHOM CTapOCTH) MpH-
Hs10 yaactue 3000 moxwmibix sxuteneid CLUA (cpennuit
Bo3pact 74 rona, 76% >KEHIIMH), HAOIIOAABIIUXCS B 6
[EHTPaX; AaHaJM3HPOBAIOCH BIMSHHE KOTHHUTUBHOTO
TPEHHMHTa Ha YIIy4IICHHE YMCTBEHHBIX CIOCOOHOCTEH
(ynpasienue puHaHCcaMU, MPHEM JIEKAPCTB, MMOJH30Ba-
HUE TeneOHOM M BOXKJECHHE aBTOMOOWJIS) C MOCIEAy-
IOIIMM HaOIOJICHHEM B TeYeHHE 5 NeT (OICHHBAINCH
MEHTAJIbHBIE CIIOCOOHOCTH, Ka4eCTBO JKW3HU, HHCTPY-
MEHTaJbHAsl aKTHBHOCTH B TMIOBCETHEBHOM KU3HN) [22].
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Tpenunr cocrosn u3 10 ceccuit mo 60-75 muH uepes
5-6-HenenbHBIA WHTEpBal. TPEeHWHT MaMATH (OKYCH-
poBaJicsi Ha TPEHHUPOBKE BEpPOATBLHOW AIHM30AMYCCKON
[aMsITH, B KOTOPOM YYaCTHUKH UHCTPYKTUPOBAJIHMCH HC-
MOJIb30BaTh OPTaHU3ALINIO, BU3YyaIH3all1Io, aCCOIUAIlUN
JUISL YITyUIIEHHs PETUCTPALUU U BOCIIPOU3BEICHUS CIIH-
CKa CJIOB M KOPOTKHMX paccka3oB. TpeHMHI MBICTUTENb-
HOTO TpOLECCHHra (JOKYCHpOBAJCS Ha PEIICHHE IpO-
OJeM JUTS CEpHIfHBIX NATTEPHOB - YYACTHUKOB 00yYain
KaKk MICHTU(UIHUPOBATh, OJOKHPOBaTH U MapKUPOBAaTh
MaTTepHbl B aOCTPAKTHBIX cepHsxX OyKB U CJIOB U MpPEa-
CKa3bIBaTh CIIEIYIOLINE 3JIEMEHTHI B IIOCIIEI0BATEIBHO-
cTi. TpPEeHMHT CKOPOCTH MPOLECCHHTa (OKYCHPOBAJICS
Ha IOMCKE 3PUTEJIbHBIX 00pa30B, MOSBISIOIINXCS Ha
JKpaHe KOMITBIOTEPA C YMEHBIIAIOLINMCS BpEMEHEM T10-
SBJICHUS H C yBEJIMUCHUEM MACKUPOBKHU 3THX 00pa30B.
Yepes 11 u 35 mec nocie nepBoHayaIbHOIO TPEHUHTA
IIPOBOAMIINCH 4 NOTIOJIHUTEIBHBIX 3AKPEIUISIOIINX 3aHsI-
THA 10 75 MUH uepe3 3-HeaenbHbIA nepuoa. AHanu3 pe-
3yABTAaTOB TIOATPYIIIBI TTOKUIIBIX MAI[IEHTOB, UMEBIINX
YMEpPEHHOE KOTHUTHBHOE PACCTPONCTBO, HE BBIIBUI
MTOJIOKUTENHHOTO A deKTa KOTHUTUBHOTO TPEHHWHTAa B
OTHOILIEHUH NaMATH 4Yepe3 2 roja, HO, TAKKe KaK U y
3[IOPOBBIX TIOKWIIBIX JIFOAEH, ObLI0O OTMEUEHO YITydlle-
HUE MBIIUIEHUS] U CKOPOCTU peakuuid [22], 4To yKa3bl-
BaeT Ha HEOOXOAMMOCTH Pa3paboTKu crieruduaeckux
KOTHUTUBHBIX TPEHUHTOB JUISI TPEHUPOBKU MaMsITH MPU
HayMHAroIeMcsl HelpoJiereHepaTUBHOM IpoIIecce.

ITokazano [14, 23], 4TO KOTHUTUBHBIA CTUMYJISIU-
OHHBIM KOMITBIOTEPHU3UPOBAHHBIA TPEHUHT YBEIMUUBACT
[IOKa3aTeNy MO KPaTKOW IIKaje OLUEHKH ICUXUYECKOTO
craryca (KIIOIIC) u xadecTBO XU3HU Y O0TBHBIX BA.
Ho tpebyer n3ydenusi, kKakue U3 ynpaXHEHUH U TEXHUK
HanOosee ONTHMANbHBI, KAKOBA JOJKHA OBITH TPOAOII-
KHUTEIBHOCTb TPEHUPOBOK. [Ipumenenne 30-MuHYTHBIX
€KEJTHEBHBIX KOMIIbIOTEPHBIX KOTHUTUBHBIX TPEHUHIOB
y 16 aBcTpanuicKUX MOXKHWIBIX MALKUEHTOB C YMEPEH-
HBIM KOTHUTHUBHBIM PaccTpOWCTBOM B TE€UEHHE Mecsla
rmokas3ano 3(PQEeKTHBHOCTh, B OTHOIICHUH YIYYIIIEHUU
BHHUMAHHUSI, CKOPOCTH PEAKLUM, 3pUTENbHON NaMSATU U
ynpasisiomux  GyHknuid  [23]. PanmommsupoBaHHOE
KOHTPOJIMPYEMOE HCCIIEIOBAHNE KOMIIBIOTEPHOTO KOT-
HATUBHOTO TpeHWHTa y 80 OOMBHBIX C HAYaIbHOU W
nerkoi craauei BA 3 pasa B Heneno Ha MPOTSHKEHUU
12 Hem TMoKa3aJio CTAaTUCTHYECKH 3HaYUMyio 3 dex-
TUBHOCTh B OTHOIIEHHWH NaMsITH, BHUMaHMs, A3bIKAa U
yopasisomux Gyaknuid [24]. KokpeitHOBCKH 0030p
2012 1., moCBAMIEHHBIA 3(PEKTUBHOCTH BIMSHUS KOT-
HUTUBHOM CTUMYJIALUM Ha (PYHKIMOHUPOBAHUE IALU-
eHToB ¢ bA, mokasaJ, 4To JaHHBIA BHJI KOTHUTHBHOTO
TPEHHMHTa OKa3bIBaeT HEOONBIION MO3UTHUBHBIN P PeKT
Ha KorHUTHBHBIE (QyHKUMHU [21], HO TpeOyroTcs nanb-
Helmme OoJiee MPOAOIDKUTENbHBIE TPOCIIEKTUBHBIE U
PaHIOMHU3UPOBaHHBIE KOHTPOIMPYEMBIE HCCIIEIOBAHNS,
B KOTOPBIX CJEAyeT YUUTHIBaTh Kaue€CTBO KU3HU U ObI-
TOBYIO a/IalITALUIO.

B pangoMu3upoBaHHOM MPOCHEKTHBHOM HWHTEp-
BCHIIMOHHOM KOHTPOJIMPOBAaHHOM HCCJIECOBAaHUN HTa-
JBSHCKUX YYEHBIX, B KOTOPOM MpUHUMaNN ydacTtue 321
MOXKUJION MallMeHT C IEMEHLMEH JIETKOW U yMEpPEHHOU
cTernieHn Npu BA W yMepeHHBIM KOTHMTHBHBIM pac-
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CTPOMCTBOM, OBLIO MOKAa3aHO, YTO MPOBEICHUE KOTHH-
THBHOTO TPEHUHTa Ha MpoTshkeHuu 2 mecses (10 cec-
cuii o 90 muH B rpynmnax no 10 yuacTHukoB, 1 pa3 B
HEJIeTI0 C TOCIEAYIONUM BBIITONHEHHEM JOMAITHAX
3aJIlaHU) TPUBOJUT K JOCTOBEPHOMY YITyUILIEHHIO KOT-
HUTHUBHBIX (QYHKITUH (TaMsATH, BHUMaHUA) U (PyHKITHO-
HaJBHOTO cTaTyca (MOBCEAHEBHOM aKTUBHOCTH). Y TO-
KHUITBIX Y9aCTHUKOB KOHTPOJIHHOMN TPYTIITHI, HE MMEBIIINX
KOTHUTHUBHOTO CHUKCHHS, TAKXKE YIYUIIUIUCH TTOKa3a-
TEJW TIaMSTH U TIOBCETHEBHON aKTUBHOCTH [25, 26].
Hexortopsle uccnenoBareny monararoT, YTO KOTHH-
THUBHBIE TPEHUPOBKH JOJDKHBI 005S3aTeIFHO COYETATHCS
¢ ¢usnyeckumu ynpaxHenusmu [27]. Kak mokazano
pPaHIOMHM3MPOBAHHOE KOHTPOJIUPOBAHHOE O-MECSIHOE
HCCEeNOBAaHUE SIMTOHCKUX M KOPEUCKUX YUYEHBIX, B pe-
3yJbTaTe MOMYTOAOBBIX 3aHATHH (PU3MUECKUMHU YIIpaK-
HEHUSMH B COYECTAaHWU C KOTHHUTHUBHBIM TPEHUHIOM Y
0onpHBIX ¢ BA yiydmaroTcst mokaszarenn KorHuTuBHOM
nomkanel oneHkn BA (Alzheimer’s Disease Assess-
ment Scale-Cognitive Subscale) (ADAS-cog), KIIOIIC
u Tecta pucoBaHus yacoB [27]. Ilocne 12-HenenbHBIX
3aHATUM MOrof y NAalMEeHTOB C YMEPEHHBIMU KOTHH-
TUBHBIMH DPAaCCTPONCTBAMH YIIy4YIIAINCH TTOKA3aTeln
3pUTEITHHO-TIPOCTPAHCTBCHHBIX HABBIKOB, YMECHBIIIA-
J1ach TPEBOXKHOCTh U JICTIPECCHUBHBIC CUMITOMBI [28].
CyIecTByIOT JaHHBIE, YTO PETYIISPHBIE CEPIIEIHO-COCY-
JTUCTBIE TPEHUPOBKH — B TOM 4YHCiIe (pU3MUecKas akKTHB-
HOCTb, TUTaBaHUE, 3aHATHUS HA IUIUIITHYECKUX TPEeHaXe-
pax, CKaHIMHABCKas XOAb0a W OOBIYHBIC PETYISpPHBIC
MIPOTYJIKM Ha CBEXEM BO3YyXE IMO3BOJISIOT 3aMEIINTh
nporpeccupoBanue cocynucron nemennuu (CI) u BA
[29, 30]. MeTa-ananu3 u3yuenus koHrneaTpanuu BDNF
y MAIMEHTOB C JIEMEHIINEH, 3aHUMAIOIINXCS a9POOHBIMU
(U3NUECKUMH YITPaKHEHUSIMH, TTOKa3aJl POCT KOHIICH-
Tpamnuu 3Toro ¢akTopa B mepudeprudeckoil KpoBH, To-
JIOKUTETHHO KOPPEINPOBABIINIA C yTydIlIEHHEM IO TaH-
HBIM KOTHUTHUBHBIX TecTOB [30]. B pangoMu3zupoBaHHOM
KOHTPOJIMPYEMOM HCCIIeIOBaHUH (PMHCKUX NAUEHTOB C
BA 06pu10 MOKa3zaHO, YTO YacoBble (pU3MUECKHE YIIpaK-
HEHUs 2 pa3a B HEJENIO0 OKa3bIBAIOT HE3HAYMTEIHHBIN
MTOJIOKUTETBHBIA A (EeKT Ha KOTHUTHBHBIC (YHKITUH
[31], uTO CcBsA3aHO, MO—BUAUMOMY, C HEJOCTATOUHOM Ya-
CTOTOM M MTPOJIOJKUTEIIBHOCTBIO 3aHATUH. ABCTpUNCKOE
HCCIIEZIOBAaHUE 10 MPO(UIAKTHKE WHCYIIETA, B KOTOPOM
mpuHsI0 yaactue 877 denmoBek (Bo3pacT 65 + 7 mer,
55% 'KeHIIMH), 3aHUMAaBIIUXCS KapIUOPECIUPATOPHBIM
¢uTHECCOM, IOKa3ayo, 4To 0Ooee BBICOKHNA YPOBEHD
o0bema kuciaopoaa (B MWLIMIMTPAX) Ha KUJIOTPaAMM
macebl Tena (VO max) cBa3aH ¢ JTyqliuM OOIMM KOTHU-
TUBHBIM (DYHKIIMOHWPOBAHUEM M BBIITOJHEHHEM 3aj1a-
HUH Ha MaMsTh, YIPABISAIONIME QYHKIIMA U JIBUTATEIIb-
HbIe HaBBIKU. [Ipu 3TOM aBTOpamMu He OBLIO BBISBICHO
CTaTHCTUYECKH 3HAUMMOW CBSI3U MEXJy pe3yJbTaraMu
BEITIOJTHEHUSI TECTOB M HaJMYMEM W3MEHEHHWH B Oerom
BEIIIECTBE, JIaKyHaX U arpodueli roJoBHOro Mo3ra [32].
PangomMusnpoBaHHOE KOHTPOJMPYEMOE HCCIIENO-
BaHUE NMpPUMEHEHus rumMHacTuku Tail Yu (MenneHHbIE
TUTaBHBIE YNPAKHEHUS HA PACTSHKEHHE MBI U YITyd-
HIEHHE MOJBM)KHOCTH CyCTaBOB KOHEUHOCTEW M TMO3BO-
HOYHWKA B COYETAHWH C JbIXaTeJIhbHOW TMMHACTHKON
U Mmenuranuen) B Teuenue 3 Hen mo 50 muH 3 pasa B
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HEJICNI0 B MEAWIIMHCKOM IIEHTpE, 3aTeM 12 Hex camo-
CTOSITeNIbHBIE 3aHATHA JoMma y 60 mamueHToB (B BO3-
pacte 60 et u crapimie), mpoxuBaronmx B Tanmanne,
C aMHECTHYECKUM BapHaHTOM YMEPEHHOTO KOTHUTHB-
HOTO PaccTpoiicTBa MPOAEMOHCTPUPOBAIU JOCTOBEP-
HOE yIydIlIeHHWe TIOoKa3arenel BBHITIOJHEHUS TECTOB Ha
JIOTHYECKYIO MaMsTh, MPOCTPAHCTBEHHbIE (YHKIHH H
BHHMMAaHME, 8 TAK)KE YMEHbILIEHUE pUCKa naaeHui [33].

[IpocriekTuBHOE MCCIIEeI0BaHUE KOTHUTUBHBIX (DyHK-
uuid y 1249 noxxumbix KEHILUH ¢ BEPOSITHBIM YMEPEH-
HbIM KOTHMTHUBHBIM PAacCTPONCTBOM (CpeaHMH BO3pacT
82,2+2,8 roma) Ha MPOTSHKEHUH S JIET T0KA3aJI0, 9TO J0-
3UpOBaHHbIC (YU3NYECKHE Harpy3Kd (xoap0a) crocod-
CTBYIOT YMEHBITICHUIO PHCKA Pa3BUTHS JeMEeHITNH [34].

Pesynbrarel  6-MECSYHOTO  PaHAOMHU3UPOBAHHOTO
KOHTPOJIMPOBAHHOTO HccienoBanus 86 sxkenmuH 70—80
JIET C BEPOSTHBIM YMEPEHHBIM KOTHHUTUBHBIM PacCTPOM-
CTBOM, KOTOPBIC 3aHUMAJINCh a3POOHBIMHU (PU3NICCKUMHI
YIPKHCHUSMHU JBAXK/bl B HEJENI0, IMOKA3all JOCTO-
BEpHOE yBEIMUEHHE 0O0BeMa THUImokamna (10 TaHHBIM
MPT momHOCTBIO 3 Tecna) [35].

Cpenu HENEKapCTBEHHBIX METOJIOB KOTHUTHBHOM pe-
adWIUTallMK TIPUMEHSIETCS TaKXKe TpaHCKpPaHHUAJIbHAs
MarHuTHas CTUMYJISIIHSA, OJHAKO HCCIEIOBAaHUS, Kak
MIPAaBUIIO, MAJIOYUCIICHHBI 1 HEOOXOAMMO IMPOCIIEKTHB-
HOoe HaOmomenue. Meta-ananu3 7 uccinegoBanmii (94
naruenTa) 3GQGEKTUBHOCTA ITOBTOPHOW TpaHCKpaHU-
aNbHON MarHWTHOW CTUMYJISIIIMM Y TTallMEHTOB, CTpajia-
IOIIKX JIETKOM M yMEpEeHHOH neMeHuued npu BA, mo-
KaszaJl, 4YTO BBICOKOYACTOTHAs MAarHWTHAs CTUMYJSIUSA
(>1.0 Hz) nocroBepHO >(pdeKTHBHEE HU3KOYACTOTHOM
(<1.0 Hz) u ctumynsamusi mpaBoi J0pcoiaTepaibHOM
MpePpOHTAILHOW KOPHI M OWjiarepaibHas CTHUMYJISIUSI
JopcosarepaibHON NpePOHTAIBHON KOPBI IOCTOBEPHO
(»<0,05) ynyumaer xorauTHBHBIE QyHKIHU [36]. Ho
JUIsl yOeTUTENBHBIX BBIBOJJOB OTHOCHTEIBLHO (P PEKTHB-
HOCTH 3TOT0 MeToza mpu bA HeoOxommumo mpoBeieHne
JIOTIOJTHUTENBHBIX KOHTPOJIMPYEMBIX HCCIIEIOBAaHUN U
M3yYeHUE OTIAJICHHBIX PE3yIbTaTOB.

KommuecTBennsiii ananuz D01 nocie 4,5-mecsauaHo-
ro (54 ceanca) coueTaHusI TPAaHCKPAHHAIBHOH MarHUT-
HOW CTUMYJISIIIMA ¢ KOTHUTHBHBIM TPEHUHTOM ITOKAa3all
CTaTUCTHUYECKH 3HAYUMOE YIydIlIeHne IoKa3aTeneit
KIIIOIIC u yBennueHue AenbTa-akKTUBHOCTH B BHCOY-
HBIX JIOJISIX MO3ra y MallMeHTOB C JIETKOW cTajueid bA
[37]. Ho otnanenHble pe3yabTaThl 3TOTO UCCICIOBAHUS
eIlIe He MOJTyYeHBI.

Opnaxo B pangoMu3upoBanHoM uccienoBanuu LIFE
(Lifestyle Interventions and Independence for Elders,
W3MeHeHUs CTHUIIS )KU3HU U HE3aBUCHMOCTBD JUIS TIOXKH-
JIBIX ), B KOTOPOM TIpUHSIH ydacTue 1635 yenosek ot 70
1o 89 ner u3 8 uentpos B CIIIA, 66110 MPOIEMOHCTPH-
POBaHO, YTO 3aHATHS yMEPEHHOH (PH3MUYECKON aKTHBHO-
CTBIO (X0/1b0a, TPEHUHT BEIHOCIIMBOCTH, YITPKHEHUS Ha
MOBBIIIICHNE THOKOCTH ), TAaK)Ke KaKk M 00pa3oBaTeIbHbIE
CEMUHAphI B COYCTAHUM C YIPAKHCHHUSIMH Ha PACTSHKe-
HUE BEPXHUX KOHEYHOCTEH, HE OKa3bIBAIOT 3HAYMMOTO
BIIMSIHHSI HA KOTHUTHBHBIE (DYHKITMH U PUCK Pa3BUTHUS
neMeHnuu B TedeHwe roja [38]. CmemyeT OTMETHUTB,
YTO JUIA OIEHKH KOTHUTHBHBIX (DYHKIWH aBTOPBI HC-
MOJIb30BAJIM OTPAHUYCHHBIH HaOOp TecTOB (LU(pPOBOE
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CHUMBOJIbHOE KOAMPOBAaHKE U3 MIKalbl Bekcnepa u nepe-
pabOTaHHBIN TECT 3ayYMBaHUS CIIOB XOIKHHCA), HE HC-
CJIC/IOBAJIUCH Ka4eCTBO KM3HU M OBITOBasi aKTUBHOCTh
Y9aCTHUKOB.

UYemnickre aBTOpPBI MPOBETH OJIMHOYHOE CIIENIOE paH-
JIOMHU3UPOBAaHHOE KOHTPOJIHMPOBAHHOE HCCIEIOBaHUE
a¢ddexruBHOCTH 24 3aHATUH (3 3aHATHS B HEICIIO 110
20-30 MyH) WHAWBHUIYabHBIM KOTHUTUBHBIM TPEHUH-
TOM JJISi TICHXWYECKH COXPaHHBIX (0€3 KOTHUTHBHBIX
HapyIIeHUH 1 IeNPECCHH) TOXKIIIBIX JIFOJCH B BO3pacTe
67,9 £5,59 (60-84) nert. B rpyrmre cpaBHEHUS TPOBOJIHU-
JIUCH 3aHATHUS 110 HHTEpecaM (TI0 COOCTBEHHOMY BBIOOpY
NOXKMUJIOTO uenoBeka). McciaenoBanue mokasano craru-
cTudecku noctoBepHoe (p<0,05) yrmydmieHue mokasare-
Jieid 10 MHAEKCY O0IIEro cyObeKTHBHOTO CaMOYyBCTBHUS
BO3-5 (Bcemupnas OpraHmzamus 3mpaBoOXpaHEHUS
(BO3)) y mOXWIBIX JItOfIeH, 3aHHUMAaBIIUXCS JEATEIb-
HOCTBIO, BBIOPAaHHOW MMH CaMOCTOsATeIpHO [39]. DT
JaHHBIC YKa3bIBAIOT HA HEOOXOJUMOCTb COBEPILICHCTBO-
BaHHSA W HEOOXOIUMOCTh WHJIMBUIYATU3UPOBAHHOTO
MOAX0/a K pa3padOTKe KOMIBIOTEPHBIX TPEHUHTOB JUIs
TIOXKHJIBIX.

CoBpeMeHHBIE KOTHUTHBHBIE TPEHHHTH — KOMIIBIO-
TEpHBIC WTPbI JUIS NAIMEHTOB — ITO3BOJISIIOT B UTPOBOM
(hopMe TpeHHpOBaTh MEPLEIIUI0, BHUMAHUE, MOTOPHBIE
HaBBIKH, IAMSTH U YIPABISIONINE QYHKIIHH.

W3ydeHne pesyiabpTaToB TOAOOHBIX KOMIIBIOTEPHBIX
TPEHUHTOB MOXKET MOMOYb B paHHEH JMAarHOCTHUKE Ha-
YUHAIOIIUXCS KOTHUTHBHBIX PACCTPOMCTB Y TOXKHIIBIX
mrofei. AHanu3 pe3yasTatoB 2212 monk3oBateneit (Bo3-
pact 44-79 ner) KOMIBIOTEPHOTO OHJIAWH TPEHHHTA
orepatuBHOM namsitu Luminosity (CusiHue), KOTopbIe B
TedeHue roga umenu 40 TPeHUPOBOYHBIX CECCHIA, a 3a-
TeM 10 KOHTPOJNBHBIX CeCCHil B TE€UEHHE CIIEIYIOIIErO
rojia, B OTHOIIEHHWE TIOKa3arenel MmaMsaTH, 3a0bIBUMBO-
CTH, 00y4aeMOCTH TIOKa3aJl, YTO MOJB30BaTEIH C YXYII-
eHneM Tokazareneid Ha 25% («aexnaifHepbl») HMEIOT
NOBBIIICHHBI PHUCK pa3BuUTHA 3a00JeBaHUM, COMpPO-
BOXKIAIOIINXCA KOTHUTUBHBIM J€(PHUIIMTOM. ABTOpaMHU
oOHapyKeHa TaKKe CTaTUCTHYCCKH 3HAYMMasi MTOJI0KH-
TebHAs KOPPEJAHs Ooee XyAInX oKa3areinen ¢ Bo3-
pacTtom yuacTtHuKOB [40].

Mera-ananu3 17 KOHTPOIMPYEMBIX HCCIEIOBAHUN
KOTHUTHBHBIX KOMITBIOTEPHBIX TpeHUHroB [41], mpo-
BEJICHHBIM aMEepUKAHCKUMH TICHXHATPaMH, TIOKa3all UX
JOCTOBEpHYIO clalylo W yMepeHHYIO0 3((PEeKTHBHOCTH
B OTHOILIEHHMM OOIMX KOTHHUTHUBHBIX CIIOCOOHOCTEH,
OTJCILHBIX KOTHUTUBHBIX (DYHKIMI (BHUMaHHE, OIle-
partuBHAsI U JOJTOBPEMEHHAS TIAMSITH), TICHXOCOIHAITh-
HOTO (PYHKIIMOHHMPOBaHMS (B TOM 4YHCIIE YMEHBIICHUE
nerpeccun ). KoMIbroTepHbIe TPEHUHTH MTPOJIEMOHCTPH-
poBaM HauOOIBIINI NOJTOKUTETBHBIH ) deKT y 00ib-
HBIX C YMEPEHHBIMH KOTHUTHBHBIMH PaCcCTPOMCTBAMH.
JocTtoBepHOCTh 3(P(PEKTUBHOCTH KOMIIBIOTEPHBIX Tpe-
HUHTOB y OOJILHBIX C JIEMEHIIMEH OblIa HUKE U Kacaach
YAy4IIeHUs 00IIET0 KOTHUTUBHOTO (PYHKITMOHUPOBAHUS
Y 3pUTENILHO-TIPOCTPAHCTBEHHBIX QyHKIMA. [Tprdem B 3
WCCIIEZIOBAaHUSAX OIIEHWBaTIAach A3(PPEKTUBHOCTh TPEHUH-
TOB BUPTYQJILHOW PEajJbHOCTH C MOMOIIBIO MPUCTABKA
Wii Nintendo [41].

Kuralickre aBTOpBI, HCCIIEIOBABIINE BIUSHAE KOM-
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TUIEKCHBIX KOMITBIOTEPHBIX TPEHHUHTOB (75-MHHYTHBIE
3aHATHSI C UCTIONIb30BaHUEM MEXaHMU3Ma 00paTHOM CBA3U
3 pasa B HEIEIIO Ha MPOTSHKEHUU 24 Hell) Ha KOTHUTHB-
Hble (PYHKIIUHN TIOXKUJIBIX Jtoed crapiie 70 JeT ¢ Kor-
HUTHBHBIMHU paccTpoicTBaMU, MPOKUBAIOLIUX B JIOMax
IIpecTapenbiX, He BBIABWIN CTAaTUCTUYECKH 3HAYMMOTO
YAYYIIEHUs MpPU HEHPOICUXOJOTHUYECKOM HCCIIeI0Ba-
HUM B OTHOIICHUM MaMSTH, f3bIKa, 3PUTEJILHO-IPO-
CTPAHCTBEHHBIX (YHKIHMH, XOTs TCHACHIMH K YITydllIe-
HUIO ObUIN OTMEUEHBI. B TO e Bpems 3T0 HccienoBaHne
[I0Ka3aJio, YTO y MAalMEHTOB C I100aJbHOM KOPTHUKAIb-
HO¥ atpodueit <15 6amroB mo nanasiM MPT romoBHOTO
mo3ra (1,5 Tecna) ZOCTOBEPHO YAyUIIATUCH 3PUTEIBHO
— mpoctpaHcTBeHHbIe QyHKIHH (p< 0,05). Bo3zmoxHO
JH C TIOMOUIBIO MOJOOHBIX TPEHHHIOB 3aMEUIUTh CKO-
POCTh HEMPOAETeHEPAaTUBHOTO MIPOLecca UM JOOUTHCS
aKTUBAIMM TPOLIECCOB HEHPOIIACTUYHOCTH, MOKAXYT
JanpHelmue Oosee UINTENbHbIC IPOCIEKTUBHBIE HC-
cienoBanus [42].

AHaIM3 KOTHUTHBHBIX HWHTEPBEHIMH Yy OOJBHBIX,
ctpagatomux BA u BII, mokazan, 4ro mpuMeHeHUE
KOTHUTUBHOH CTHMYJISIIMU TIPU HEJIEMEHTHBIX KOTHH-
TUBHBIX PAaCCTPOWCTBAX, & TAKKe HA PAHHUX CTaIUsIX
BII crocoOCTByeT yaydIeHUIo OOIIeT0 KOTHUTHBHOTO
cTaryca, COLMAIBHOIO (YHKIMOHMPOBAHMSA, KadecTBa
JKU3HU U TIOBBIIIAET CAMOOIIEHKY MaIueHToB. [lomoxu-
TeJIbHAsl TUHAMUKA KOTHUTUBHOTO cTaTyca uepe3 20-25
3aHATUH KOTHUTHBHBIM TPEHHHTOM KOppEIHpoBasia C
yAy4dlIeHHeM MeTa0oiau3Ma B JJOOHOM M TEMEHHBIX J10-
JISIX MO3ra, a TakKe C MOBBIIIEHHEM JKCIIPECCHH TeHa
nepeHocunka nodammaa DAT1 9/10 mosropos [43].
Crenyer y4uThiBaTh, 4TO JUIs MPOBEICHHS Oe3ymnped-
HBIX M TIIATEIbHBIX HAyYHBIX MCCIICAOBAHUH C LEIBIO
olleHKH 3()(EKTHBHOCTH METOJMK KOTHUTHBHOW pea-
OuaMTAMM HEOOXOOUMO MPOAOIKUTEIBHOE KIMHUKO-
TICUXOJIOTMYECKOe M HEWPOBH3yaJM3allMOHHHOE COIIO-
CTaBJICHUE, A TAK)KE aHAIN3 OMOMapKEPOB.

AHanu3 3pPEKTUBHOCTH MYJIBTUMOAAIBLHOW KOTHU-
THBHOU peadbmmranun 240 manuentoB ¢ bII mokasair,
yT0 Jiyuuine nokasarenu mo recram ADAS-Cog u [llka-
naM auis nocneactsuil bII — nmo3HaBarenbHbIE CIIOCO0-
Hoctu (Scales for Outcomes in Parkinson’s disease-Cog-
nition (SCOPA-Cog) npoaeMOHCTpUPOBAIHA TAITUCHTHI,
MOJy4aBIINe KOMIUICKCHYIO peaOunuTanuio — 4-He-
JIeJIbHBIE TPEHUPOBKH B peaOMINTAllMOHHOM OTJEICHUN
(3aHATHS C pyUKOH U OyMaroi, KOMIbIOTEPHBIN TPEHUHT,
TpaHc(ep-TPEHUHT — 3aJaHUs C UCIIOJIb30BaHUEM IIepe-
MEUIEHHs B MPOCTPAHCTBE C HUCIOJIb30BAHMEM CTpare-
I'MH, HABUTAUY, CU€Ta, MHEMOHMYECKHUX MIPABUI U IP.
(HanpuMmep, MOWTH B Mara3uH, KyUTh IPOIYKTHI U MIPHU-
TOTOBUTH 00e/, MONTH B OAHK M OIJIATUTH KBUTAHIIUU
U T.I.), GU3NUECKUE TPEHUPOBKH), 3aTeM O-MECSUHBIN
TPEHUHT JIoMa. ABTOPBI MPHIILIK K BBIBOAY, YTO 1pu BIT
HCIOJIb30BAHNE KOMITBIOTEPHBIX KOTHUTHBHBIX TPEHUH-
TOB YIIy4IIaeT ONEepPaTUBHYIO MaMsTh, CKOPOCTH MPOIIEC-
cuHra, yrpasistoniie QyHknun [44].

Uranbsiackue aBropsl [45] uccnenosanu 3ddexTus-
HOCTh KOTHUTUBHOTO TPEHHUHTA MOCPEJICTBOM €XKCIHEB-
HOTO BBITIOJIHEHUS CYJIOKY He MpoTshkeHun 6 mec y 10
nauueHToB ¢ BII ot 50 no 80 ner B oH-nepuoae, nocie
npreMa oJo0paHHOM Tepanuu npenapaTamMmu JIEBOIOTIbI

REVIEWS

(Y HEKOTOPBIX B COUYETAaHHHU C arOHHCTaMH J0(aMHHa) B
cpaBHeHnU ¢ 10 370pOBBIME JTOOPOBOJIBIIAMU TOTO K€
BO3pacTa M S5 mauMeHTaMu ¢ Toil ke craaueit BII, He
MTPOXOAVMBINMMH KOTHUTHUBHBIA TpeHHUHT. [IpuMensich
CYIOKY JIETKOTO YpOBHS 4x4, MarMeHThl 3aroiHsIn 2
070Ka eXeTHEeBHO Ha MPOTSHKEHUW 6 Mec. 3alaHus Cy-
JIOKYy TPEHHPYIOT OMEpPaTUBHYIO MaMATh M BHUMAaHUE.
HccnenoBarenu oIeHWBaIM TMOKA3aTeIM BBITOJHEHUS
MoaudupoBaHHOH Bepcun Tecta CTpyma B couera-
HUU ¢ QyHKOHoHansHOM MPT (omeHMBamach akTHBa-
Usl Pa3UUHBIX 30H Mo3ra). Y naunueHtoB ¢ BII (kak B
OCHOBHOW, TaK M B KOHTPOJIBHOH TpyTIie) HaOMOmaIach
AKCTCHCUBHAsI aKTHBAIIMsl KOPbI, BOBJIEKAIOIIasi Ouiiare-
paNbHO BEepXHHWE JTOOHBIC M3BWIIMHBL, JIEBYIO HUKHIOIO
TEMEHHYI0 HW3BHWIMHY, OHMJIATepPaJIbHO IaparunminoKaM-
MaJbHBIE W3BUJIMHBI, JIEBYI0 BEPXHIOIO BHCOYHYIO H3-
BUJIMHY, TIPaBbIE CKOPIIYyIy M OJEIHBIA MIap W JIEBOE
XBOCTATO€ SJpO. Y 37A0POBBIX MOXKHWIBIX JIIOJEH OTMe-
yaJjcs Ipyroi marTepH aKTUBALIMK, BKIIIOYABIINI JIEBYIO
MIPENEHTPATBFHYIO W3BIIINHY, JIEBYIO CPEIHIOI0 JIOOHYIO
W3BUWIHHY, IPaBYI0 BHYTPEHHIOIO YaCTh TEMCHHOU JOJIU
1 JIEBYIO HIDKHIOIO TEMEHHYIO M3BIWJIMHY. Y TAIlUEHTOB,
MPOLIEANIUX TPEHUHT, JOCTOBEPHO YIIYUILAJIOCh BPEMs
peaxiuu, yMEHbIIIaJI0Ch KOJINYECTBO HEMTPABIIIBHBIX OT-
BETOB U ITPOITYCKOB, YTO COMPOBOXKIAIOCH YMEHBIIICHU-
€M SKCTEHCUBHOMW KOpTUKaIbHOM akTuBaiuu. [lokazare-
JIY IAITMEHTOB, TIPOIIEANTUX TPEHUHT, OBUIH IOCTOBEPHO
JydIiie u OJIMKe K TIOKa3aTeNsiM 3I0POBBIX JIOJICH, YeM y
OOJIBHBIX, HE 3aHUMABIINXCS TPEHUHTOM [45]. OTH naH-
HBIE YKa3bIBAIOT Ha HEOOXOAUMOCTh pa3pabOTKH CTaH-
JIAPTU3UPOBAHHBIX TPEHHWHIOB ISl YIYYIICHUS KOTHHU-
TUBHBIX (QYHKIUH y nanuenTos ¢ BIT.

PangomusnpoBaHHOE HCCIENOBaHHE KOTHHUTUBHOTO
TpeHuHra y 87 manueHToB (CpeaHuit Bo3pact 68 neT) ¢
1-3-#1 cragmett BIT mokasaio, yTo ucnonk3oBanue 20
CaMOCTOSITENIbHBIX 3aHATUNA TPEHUHTa CKOPOCTH KOTHU-
THUBHOTO TIpOIlecCUHTa — cognitive speed of processing
training (SOPT) (5 3amanuii exkeIHEBHO Ha MPOTSHKEHUU
3 mec) 3¢(eKTHBHO B OTHOIIEHUH YITYYIIEHHS CKOPO-
CTH peakluil u 3puTeNbHOro BHUManHus [46]. IlepBuu-
HBII Pe3yJIbTaT OLEHUBAJICS C ITOMOIIBIO TECTA OLEHKU
MOJIE3HOTO MOJIS 3PEHNUs, a BTOPUYHBIN — ITOCPEICTBOM
KOTHUTHBHOTO CaMOOTIPOCHHKAa M OIPOCHUKA Jempec-
CHUBHBIX CUMIITOMOB. ABTOPBI CTaThbH CCBHUTAIOTCS TAK¥KE
Ha yKe JoKa3aHHyo 3¢ dekTnBHOCTE TpeHuaTra SOPT v
3JI0POBBIX MOKUIIBIX JIFOJIEH — yMeHblIeHne Ha 48% pu-
CKa JIOPOJKHBIX CTOJIKHOBEHHH W MPEKpaIIeHUs BOXK/Ie-
HUSl aBTOMOOWIISI B TeueHue Ommkanmmx 3—5 set. [Ipo-
BEJICHHOE HCClleZloBaHUe (YpPOBEHB [OKa3aTeIbHOCTH
— Knacce 3) nokazano a¢dexruBHocts Tpenunra SOPT y
MAIICHTOB, CTPAIAIOIINX JICTKUMHU U YMEPEHHBIMH TIPO-
sinenusmu BII [46].

Merta-ananmu3 5 6a3 JaHHBIX 10 PaHIOMHU3HPOBAH-
HBIM KOHTPOJIMPOBAHHBIM HCCIICOBaHUAM 3((HEeKTHB-
HOCTH KOTHUTHUBHBIX TPCHHHTOB y TMAIMEHTOB ¢ 1—3-it
craquamu bII (272 mammeHTa) HpOIEMOHCTPHUPOBAI
CTaTHCTUYECKH 3HAYMMOE YIy4llIeHHWE B OTHOIIEHUHU
OTIEpaTHBHOM MaMsITH, CKOPOCTH PEAKINI M YIIPABIISIO-
mmx Qynkuuit [47].

B cnenom panaoMu3upoBaHHOM HcclieqoBaHuu 123
IIBEJICKUX TAIIMEeHTOB (CpenHuil Bo3pacT 62 rona) ¢ oT-
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OB30PbI

JaJICHHBIMU TIOCTICJICTBUSIMU TIEPEHECEHHOTO MHCYIBTa
(maBHOCTBIO OT 10 MecstieB 10 5 yreT) Oblia oKa3aHa -
(DEKTHBHOCTh MYJITUMOAAIBHOTO MOAX0Ja K peaduiu-
Talliy KOTHUTUBHBIX (DYHKIHN Y MAllMEHTOB C YMEPEH-
HBIMM KOTHUTHBHBIMU HapymeHusiMu [48]. B onHoMl u3
rpymi manueHToB (41 deroBek) MpUMEHSUTHCh 3aHATHS
MY3BIKOM U PUTMUKOMN, B Apyroi rpymnme (41 yenosek) —
BepxoBas e3/1a. B TeueHue 12 Hex mameHThl ocemany
3aHSTHS JABaXK/Ibl B HEJENIO. YIIyUllIeHUE BBICHIUX TICH-
XUYeCKUX (PyHKIUH (10 CKPHHHUHTY BBICIITNX TICHXUYE-
CKUX (PYHKIMH HEBPOJIOTMYECKOr0 MHCTUTYTa bappoy)
U OTIepaTHBHON MaMsATH (IT0 TeCcTy OYKBEHHO-UMCIIOBOI
MOCIIeIOBAaTEIbHOCTH) OBUIO CTOWKHM M COXPaHSJIOCH
gepe3 3 1 uepe3 6 Mec Mocie MPOBEISHHON MYIBTHMO-
JanbHOU Tepanuu. TakKe y MalueHTOB CTaTHCTHYECKU
3HAYMMO TOBBIIIAINCEH TTOKA3aTeNN CHJIBI, MTOXOAKH U
paBHOBECHs. DTO HCCIIEOBAHUE JAEMOHCTPUPYET Tec-
HYIO B3aMOCBSI3b peaOMINTAllNU ABUTATEIHHBIX U KOT-
HUTHUBHBIX (DYHKUHUI U BOZMOKHOCTH CTOWKOTO yITydIIe-
HUS TIOCJIe MYJIBTHMOJIAIFHON peabuIuTali JTaKe B
MO3IHEM BOCCTAaHOBUTEILHOM MEPUOAE UHCYIIBTA.

HccnenoBanue o0pasza jKM3HU U KOTHUTHBHOTO pe-
3epBa 2315 MCUXWUYECKHU 3IOPOBBIX MOKUIIBIX JIOACH
crapmre 65 meT mokazano [49], 4To 3MOpOBEIH 00pas
XKHU3HU (nuera, GUTHEC, yMEPEHHOE yrnoTpeliieHne ai-
KOTOJISl K OTKa3 OT KypeHHsI) B COYETAHHU C COLUATLHON
1 UHTEJUICKTYyaJIbHOW aKTUBHOCTBIO CITOCOOCTBYIOT CO-
XpaHEHUIO KOTHUTUBHBIX (DYHKIUI B IOXKUIIOM BO3pac-
Te.

[IpuMeHEeHnEe KOMIBIOTEPH3UPOBAHHOTO MOTOPHO-
KOTHUTHBHOTO TpeHWHTa Ha anmnapare @usuomar (Phys-
iomat) y 105 manueHToB ¢ JIeTKOi U YMEpEeHHOH JeMeH-
uuel B Bozpacte 82,7+5,9 roga npoaeMOHCTPUPOBAIIO
CTaTHCTUYECKU JIOCTOBEPHOE YIIyUlICHUE TICHXOMETPH-
yecKkux nokazarenei [50].

ABTOpBI, M3y4aBiHe PPEKTHBHOCTH HCIOIb30Ba-
HUS TIPUWIIOKEHUS Ut cMapTQoHa iVitality s oneHku
5 TpaIuIMOHHBIX KOTHUTHBHBIX TECTOB (3allOMHUHAHUE
CJIOB, TeCT cilexeHus, Tect CTpyma, BpeMs peakiui u
TecT onepaTuBHOM namMaATH) y 151 310poBoro yyacTHu-
Ka (cpemHmii Bo3pact 57,3+5,3 roma) Ha MPOTHKECHUU
6 Mec, TOKa3ajdl CTaTUCTHYECKH JOCTOBEPHYIO BaJH/l-
HOCTH TecTa ciekeHus U Tecta CTpymna 1Mo CpaBHEHUIO
C TPaJUIIMOHHBIMU OyMaXKHBIMU BapUaHTAMH, a TaKKE
MIPOIEMOHCTPUPOBANIN yIyUIIEHHE TIOKa3aTesieil TecTa
cnexxeHust U tecta CTpyma y HCIBITYeMbIX Ha MpOTS-
KEHWH BPEMEHH WCCIIEZIOBAHUS, TOTA KaK MOKa3aTeIn
3allOMUHAHUS CJIOB, BPEMEHHU PEaKUH U OIEepaTUBHON
MMaMATH OCTABAJINCh CTaOWIBHBIME [51]. Bammmuzarus
MPUIOKEHNUHN [T CMapT(OHOB C LIEIbI0 HEHPOIICHXO0JIO0-
THYECKOTO TECTHPOBAHHS W KOTHUTHBHBIX TPEHHPOBOK
B Oy/yIIeM MO3BOJIIUT MPOBOAMUTH MTUAEMHUOIOTHIECKIE
WCCIIEIOBaHUS U PACIIUPUTH BO3MOYKHOCTH OH-JIAHH pe-
aOUITUTAIIHH.

B kadectBe METONOB HENEKAPCTBEHHOW Tepanuu
KOTHUTHBHBIX PAaCCTPONCTB MOTYT MPUMEHSTHCS TaK-
K€ METOJIbl CTaHJAPTHOW IICHXOTEpPaIMU, TaKUEe Kak
MOBe/IEHYeCKasl Teparusi, OPHEHTaIusl B pPeaJbHOCTH,
MOJJICPKUBAIONIAsl TEpamys, Teparus BOCIIOMHHAHH-
SIMH, a TaKXe allbTePHATUBHBIC BUJBI IICUXOTEPAITUU
— apT-Tepanusi, My3bIKOTEpaIHsi, Teparus JesTeIbHO-
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CTBIO, M JIOTIOJIHUTENIbHBIE BHU/IBI TICUXOTEPANIUU — apo-
Marepanus, CBETOTEPausi, MyJIbTUCEHCOPHBIH MOAXO,
KpPaTKOCPOUYHbIE KypChbl KOTHUTHBHO-TIOBEIEHYECKON U
MEKJIMYHOCTHOH Tepanuu [52]. DT MeToAbl HanpaBiie-
HBl Ha YITy4llIeHHe OBITOBOM M COIMAJIbHOM ajanTanuu
MOXWJIBIX TAIEHTOB, KOPPEKIMIO SMOLMOHAIBHBIX U
MIOBEJIEHYECKNX PACCTPOMCTB.

BrlenpuBeneHHble AaHHBIE YKa3blBalOT Ha IIEp-
CIEKTUBHOCTh M HEOOXOAMMOCTH pa3pabOTKH COBpe-
MEHHBIX KOMIIBIOTEPHBIX IPOrpaMM, HAalPaBJICHHBIX Ha
paHHee BbISIBICHHE KOTHUTUBHOTO Je(QHULIUTa U UHIUBU-
JIyaJIn3UpOBaHHbBIE TPEHUPOBKH BBICIINX INCUXMUYECKUX
¢ynkuuit. LlenecooOpazHo cozmaHne KOMIBIOTEPHBIX
IIPOTPaMM, [TO3BOJISIOLINX TPEHUPOBATH HECKOJIBKO KO-
HUTHBHBIX (YHKIIMH OHOBpEMEHHO [53].

JanbHeilliee COBEPIIEHCTBOBAHUE MPOTPAMMHOIO
o0ecrieueHus] BUPTYaIbHOW PEalbHOCTH MO3BOJIMT pas-
palaTbIBaTh KOMIIBIOTEPHBIE TPEHMHIM AJIS MOXKHIIBIX
NalKEHTOB C JITKUMH, YMEPEHHBIMU HEJIEMEHTHBIMHU
KOTHUTHBHBIMH PacCTPOCTBAMH, a TaKXKe TPEHUHTH
JUIsl OOJNBHBIX JAEMEHIMEH, YYHUTHIBAIOIINE WHIUBHILY-
aJbHBIE OCOOCHHOCTH W3MEHEHHUS KOTHUTHBHOTO CTa-
Tyca, a TaKKe 3peHHs, CIyXa, OCS3aHMs, MOTOPUKH U
KOOP/IMHAIINY JIBUKEHUH. J{J1s1 TOKHITBIX OONBHBIX KOM-
MBIOTEPHbIC TPEHUHTH JOJDKHBI OBITH COOTBETCTBEHHO
a/IaNTUPOBAHbI — UMETh YETKHE SIPKUE, KpyTHbIe Tpadu-
YEeCKHe KapTUHKH, MPOCThIC MHCTPYKLHH, COACPKaHHUE
U JIM3aiiH UTP JOJDKHBI YYUTHIBATh BKYChI U NIPE/IIOYTE-
HUSI TOXKUJIIBIX MOJIb30BaTENICH.

Heo0xomumo TiiaTenbHOE HEHPOIICHXOIOTHIECKOEe
U HEWPOBU3YaIN3alMOHHOE COINOCTABJICHHE Pe3yJbTa-
TOB KOTHUTHBHBIX TPEHHHIOB, IPOBOIUMBIX PETYISIPHO
B TEUEHHE JUTMTEJIbHBIX EPUOI0B HAOIIOAEHUS, YTOObI
OLICHUTDH CTPYKTYpHBIC U (DYHKIMOHAIbHBIC U3MEHEHUS
y HanueHToB, 3(P(EeKTUBHOCTH MPOBOAMMBIX BMeELIa-
TeNbCTB U ONTUMU3HPOBATH CTPATETHIO U TAKTHKY Jiede-
HUS 1 KOTHUTHBHON peaOmInTalyy NanueHToB, CTpaga-
IONIMX HEHpoJereHepaTUBHBIMU 3200JICBAaHUSMH.

[louck onTuManbHBIX MAPaMETPOB KOMIIBIOTEPHBIX
TPEHUHIOB KOTHUTUBHBIX (DYHKIMH CTAHOBUTCS BaKHOU
3aj1aueid, perieHue KOTOPO MOXKET 3HAUYUTENbHO YIyd-
HINTh Ka9€CTBO M MPOTHO3 KOTHUTUBHOH peaOuInTanuu
MOXUJIBIX AIIUEHTOB.

KoruutuBHass peaOumuTanusi y NOXKWIBIX IOJDKHA
OBbITh KOMIUIEKCHOH M COYETaTh TPEHUPOBKY BBICLIMX
MICUXUYECKUX (QYHKIMH (IaMsATh, BHUMaHHE, MepLel-
Ous ¥ Ap.) ¢ peadWINTaue TBUTATSIBHBIX (DYHKITAH
(3aHATHS (QU3KYIBTYpOH) M 3MOLMOHAIBHOW KOPpEK-
[IMEH, a TaK)Ke COIMAIBLHOM afanTalueH MOKHIIBIX, 9TO
MO3BOJIUT YAYUIIUTh Ka4eCTBO KU3HH U OBITOBYIO He3a-
BHUCUMOCTb.

Kpaiine BaxkusIM [uis mpoduiakTuky addekTHBHBIX
HapyIIeHuil (TPEeBOTH, ACTPECCHH U JIp.) y TOXKHIIBIX
MAIMEHTOB SBISIETCS COXPAaHEHHE SMOLMOHAIBHO 3Ha-
YUMBIX KOHTaKTOB C JICTbMH, BHYKaMH, JPYTUMH POJ-
CTBEHHHUKAMH, IPY3bsIMH U KOJUIET'aMH, COCEISIMU U .

Taxum 006pazoM, BOZMOXHOCTH TPEHUPOBKH U XOTA
OBl 4aCTUYHOTO BOCCTAHOBJICHHUS (DYHKLIMOHHUPOBAHUS
MO3Ta C TeHETHYECKH JETePMHUHUPOBAHHBIM JleTeHepa-
THUBHBIM IIPOLIECCOM CYLIECTBYIOT M TPeOyIOT JasbHEH-
nrero m3ydeHust. [lepcriekTnBHa pa3paboTKa OH-ITaliH



NEVROLOGICHESKIY ZHURNAL, N2 2, 2018
DOI: http://dx.doi.org/10.18821/1560-9545-2018-23-2-63-70

KOTHUTHUBHBIX TPEHUHTOB ISl TIOKUJIBIX JIFOIEH B UTPO-
BOW (hopme, yUHTHIBAIOIIMX OCOOCHHOCTH BO3PACTHBIX
M3MECHEHWI BBICHIMX TCUXWUYECKUX (yHKuui. Yem
paHble AUarHOCTUPOBAHO HAJMYME KOIHUTHBHBIX Ha-
pPYUICHUH M Ha4aTo KOMIUIEKCHOE HeWpopeaOHuInTaIu-
OHHOE JICYCHHUE, TeM OOJIbIle IIAHCOB 3aMEUINTh HEl-
polereHepaTUBHBIN NMPOLECC U YAYUIINTh KOTHUTUBHBIE
(hyHKIIMH, CTIOCOOCTBOBATH AKTUBHOMY JIOJITOJIETHIO

Konguaukt untepecoB. ABTOp 3asBIsIeT 00 OTCYT-
CTBHU KOH(JIMKTA HHTEPECOB.

duHaHcupoBaHme. VccienoBanue He UMEIIO CIIOH-
COPCKOM MOJAEPIKKH.
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Mopo3z A.A., Hyxcuotit E.IL., Cenusépcmos F0.A., Aopamwviuesa H.1O., Kpomenkosa U.A., Hnnapuowrun C.H.

PEJIKASI ®OPMA JEHKODHIEPAJIOIIATHH,

ACCOIIMUPOBAHHASI C TEHOM DARS2: POCCUMCKHM ONIBIT
OI'bBHY «Hayunslit nentp Hesponorum», ®I'BHY HI[H, 125367, Bonokonamckoe 11, a. 80, Mocksa, Poccus

Beenenmne. Jletikoonyegpanonamus c npeumyujecmeenbiM nopaxiceHuem Cmeoua 20/106H020 MO32a U CHUHHO20 MO32a U NOBbIULEH-
noim aakmamom npu MP-cnexmpockonuu (JICCJI) pedkoe nacnedcmeennoe 3a60nesanie HEPEHOU CUCIEMbL, ACCOYUUPOBAHHOE
¢ mymayusimu cena DARS2. Knunuuecku JICCJI nposignsiemcs: cuMnmomamurol nopaxcenis NupamuoHo2o mpakmad, MO3diceuKd,
3A0HUX KAHAMUK08 cnunno2o mosea. MPT eviagnaem ougghysnoe nopasxcerue b6enozo eeujecmsea 6016UWUX NOTYULAPUL, CMBOA
201061020 MO32d, CRUNNH020 Mo32d, MP-cnekmpockonusi — nogwiuienue ypoghs nakmama. JICCJI cuumaemcs demckou namono-
auetl, g3pocavle gopmul Kpaiine peoku. Mol npueooum onucanue 9 nayuenmos c 83pocnoii popmotl 3aboneéanus. Marepuan u
Metoabl. Obcnedosano 9 nayuenmos (4 oc, 5 m; cpeonuii sospacm 29+7,8 2o0a). Bcem nayuenmam nposeden nespono2uieckuil
u Hetiponcuxonoauyeckuti ocmomp, MPT 2on06n020 u cnunnoz2o mo3zea u MP-cnekmpockonus 20106H020 M032a, CEKEEHUPOBAHUE
eena DARS2. Pesynwratsl. [Ipu cexsenuposanuu cena DARS2 obnapysicen wupokuii chekmp namozennvix mymayuil. Y ecex
nayuenmos oviia sviaeiena mymayus rs367543010 co cosueom pamku cuumvléanus, 3ampazusarouias 6mopol UHMpPOH 2eHd,
6MOPas. Mymayus, pasHunacs cpeou NayueHmos. 8 nayuenmos oKa3anch KOMNAayHo-2emepo3ueomuulMu HOCUMeNAMU O8YX My-
mayuti, y 00H020 Ovina Haidena auutb oona mymayus (Ouaenoz JICCJI 6vin evicmasnen, onupascy na MP-kpumepuu). Y ecex
NayueHmog GbisA61eHbl PaziuiHble CUMNIMOMbL NOPAJICEHUS NUPAMUOHO20 MPAKMA, MO3JICEUKA, CHUHHO20 M032a, Y 6 — Nnpu3HaKy
nonunesponamuu, y 8 — koenumueHwle u agpexmuenvie paccmpoticmea. MPT u MP-cnekmpockonus evlsiguniu munuuHule OJis
JICCJT usmenenus. 3akmaiouenue. Beposmno, uacmoma ecmpedaemocmu e3pocivix gpopm JICCJI snauumenvro eviute, uem npu-
HAMO cuumams Ha ce2o00HawHull oenwv. JICCJI cnedyem paccmampusamy, KaK 6epoOAmHbIll OUACHO3, Y 63POCIbIX NAYUEHINOS C
NUPAMUOHOTL U MO3ICEUKOBOT HEOOCMAMOYHOCIbIO, A MAK Jice JietikodHyedanonamueil no oankvim MPT.

KnrwoueBsie cixoBa: nelikosruedanonarus, deroe seuecmeo, JICCIH, MPT, MP-cnekmpockonus, DARS2, nupaMuIHbIHA
CHHJIPOM, MO3KECUOK.
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Moroz A.A., Nuzhniy E.P, Seliverstov Y.A., Abramycheva N.Y., Krotenkova I.A., Illarioshkin S.N.

RARE HEREDITARY LEUKOENCEPHALOPATHY, ASSOCIATED WITH DARS2 GENE
MUTATIONS: RUSSIAN EXPERIENCE

Research center of Neurology, Volokolamskoye shosse-80, Moscow, Russia, 125367

Introduction. Leukoencephalopathy with brainstem and spinal cord involvement and lactate elevation (LBSL) is a rare disease
of the nervous system, associated with DARS2 gene. Typical clinical signs are pyramidal, cerebellar, and dorsal column dys-
function symptoms. MRI reveals heterogeneous white matter hyperitnensity, selective involvement of the brainstem and spinal
cord. MR spectroscopy shows high lactate level. Usually LBSL manifests in a childhood, adult-onset forms are extremely rare.
We hereby present 9 cases of the disease manifested in the adulthood. Material and methods. Nine patients (4 f, 5 m; 29+7.8
years) were examined. All the patients received a neurologic and neuropsychological testing, brain and spinal cord MRI and MR-
spectroscopy, DARS?2 gene sequencing. Results. DARS2 gene sequencing revealed a high spectrum of different mutations. The
frameshift mutation rs367543010 in intron 2 of DARS2 was revealed in all cases. The second mutation differed among the patients.
Eight patients were in compound heterozygous state, in one case only a single mutation was found, but the LBSL diagnosis was
confirmed by justifying the specific MRI criteria. In all patients different combination of pyramidal, cerebellar and dorsal column
symptoms was found. Six patients shows polyneuropathy symptoms, eight patients - psychoneurological symptoms. MRI and MRS
revealed findings typical for LBSL. Conclusion. Late onset LBSL is not as rare as it was supposed to be. We suppose LBSL shall
be considered to be a possible diagnosis in adults with ataxia, pyramidal dysfunction and leukoencephalopathy signs on MRI.

Keywords: leukoencephalopathy, cerebral white matter, LBSL, MRI, MR spectroscopy, DARS2, pyramidal dysfunction,
cerebellum.
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JleiikosHIIEpaonaTuss ¢ MPEUMMYIIECTBEHHBIM TIO-
pakeHUEM CTBOJIa TOJIOBHOI'O MO3ra M CIIMHHOIO MO3-
ra U MOBBIIICHHBIM YPOBHEM JIaKTaTa 1Mo JaHHbIM MP-
cnekrpockonuu (JICCJI) mpencranser coboil penkoe
HaCJIEZICTBEHHOE 3a00JIeBaHNE HEPBHOM CHUCTEMBI, ITPO-
SBJISIOILEeCs B OOJIBIIMHCTBE CIIy4aeB Pa3sBUTHEM HHXK-
HEero CHacTUYeCcKOro mapamnapesa, MO3KEUKOBBIMHU Ha-
PYLICHUSMH, a TAaK)Ke CUMITOMAaMH TTOPAXKECHUS 3aHUX
KaHaTHKOB crnuHHOTO Mo3ra [1]. Ilepsas myOnukanus,
MOCBALICHHAS 3TOMY 3a00JIEBAaHMIO, MPUXOOUTCA Ha
2003 ., 1 ¢ Tex MOp B JUTEpaType BCe yalle MOsBIIA-
1oTcst onucanus kauHudeckux ciydae JICCIL. Tem He
MeHee, SMTUIEMHOIIOTUIECKUE IAHHBIC M0 ATO OOJIE3HU
Ha CErOJHSLIHUN A€Hb OTCYTCTBYIOT.

B 2007 1. Obuta mokazaHa CBsI3b MEKAY Pa3BUTHEM
JICCIJI u mytauusimu B rene DARS2, koqupyromeM MU-
ToxoHApuanbHyto acnaptui-TPHK-cunterazy — dep-
MEHT, OTBEYAIOLINH 32 MPUCOEIUHEHUE OCTaTKa aca-
parunoBoit kucnoTsl kK TPHK [2]. B mactosiee Bpems
onmcano 6onee 60 MyTaluii, BCTPEUAIOIINXCS BO BCEX
17 5K30HaX M HEKOTOPBIX MHTPOHAX MPUYMHHOTO IeHa
[3]. 3abomeBanme HaciemayeTCs IO ayTOCOMHO-peIec-
CHBHOMY THITY, TAKAUM 00Pa30M, JIsl €0 BOSHUKHOBEHHUSI
HEO0XO0OMMO HaJIMYMe MyTalllu B TOMO3UTOTHOM COCTO-
SHUM, JUO0O0 ABYX Pa3IMYHBIX HATOTEHHBIX MYTaIHH.
OnHa W3 MyTanwii, Kak IPaBUIIO, 3aTParuBaeT 2 HHTPOH
reHa, a BTOpas MOXKET pacriojarathCsi B JIOOOM HHOM
sKk30HEe 00 mHTpoHE DARS?2 [3, 4]. MyTanuu npuBo-
JSIT K HApYLICHUIO CIUTAHCHHIA U CUHTE3y (epMeHTa ¢
PE3KO CHIKEHHON aKTUBHOCTBIO, PE3YTFTATOM YEro SB-
JsieTCsl HapylleHHe CHHTE3a BCEX MHUTOXOHAPHAIBHBIX
6enkoB. Knunmueckn JICCJI mposiBngercs nupamun-
HOW HEAOCTAaTOYHOCTBIO, OOJIbIIIE BRIPAKEHHON B HOTaX,
MO3KEYKOBBIM CHHIPOMOM, HapyllIeHHEM TIIyOOKOH
YyBCTBHUTEJIILHOCTH U CEHCUTHUBHOM arakCHel B pe3yilb-
Tare mopaxeHus cnuHHOTO Mosra. Taxke mpu JICCJI
BO3MOKHO Pa3BUTHE MOJIMHEBPONATHH, KOTHUTHUBHBIX U
JpyTUX NICUXUYECKUX Hapymienuit [1, 5, 6].

BaxHo oTmMeTuTh, YTO A PaccMaTpUBAEMOIo 3a-
OoneBaHMsl OMHCaHBI crenru(UIecKue W3MEHEHUs, BbI-
siBisiemble ipu npoenenuun MPT ronoBHoro u cnus-
HOT'O MO3Ta: U3MEHEHHE CUTHaJa OT Oesloro BelecTBa,
TMIIOMHTEHCUBHOE Ha T1-B3BEIICHHBIX H300pa)KEHUIX
(T1-BU) u runepunTeHcuBHOE Ha T2-B3BEIIEHHBIX U30-
opaxenusx (T2-BU), mokanmzyromieecs NepuBEHTPUKY-
JISIPHO, B TITYOOKUX OT/IeNIaX MOMyIIaphid O0JIbIIOro MO3-
ra, 3aJHUX OTAEJIaX MO30JIUCTOrO Tena, 3aJHeM Oenpe
BHYTPEHHEH KaIlCyIbl, HOMYIIAPUSX MOPKEUKA, BEPXHUX
1 HIDKHHAX HOXXKAaX MO3KEUKa, & TAKXKE B IMHMPaMUIHbBIX
W CIIMHOMO3KEYKOBBIX MyTsX. B cmuHHOM Mo3re, mpe-
HMMYLIECTBEHHO, Ha LIEHHOM YPOBHE, OTMEUYaeTcs pac-
MIPOCTpaHEHNE MaTOJOTHYECKOro IMpolecca Ha 3aJHue
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u 00koBBIe KaHaTUKH. [Ipu MP-criekrpockonmu Hepen-
KO BBISIBJISICTCSl CHIDKEHHUE NMUKa N-areTunacnaprara u
MTOBBIIIICHUE THKOB JIAKTaTa U MHOWHO3HUTONIA B HM3MeE-
HeHHOM Oesiom BemectBe [6—8]. Tpaauumonno JICCJI
cyuTaNach JAETCKOM IaTOJIOTHEH, Tak Kak 3a0ojeBaHue
MaHU(ECTUPYET, KaK MPaBUIIO, B JICTCKOM BO3pacTe U
MIPUBOANT K TPyOON WHBAJIMIM3AINHU TMAIMEHTOB K Ha-
yaiy Tpersero aecsruierus [3]. Tem He MeHee, B JH-
TepaType BCTPEYaIOTCs eMUHIUYHBIE CITyYan OIMCAHUS U
B3pocibix Gopm JICCII [9-12]. Ha ceromusiiiHui IeHb
JICCJI ¢ mo3gauM Ae60TOM Majio n3ydeHa U IpeacTaB-
JSIET ONpeelICHHbIE CIIOKHOCTH JUIS TU(PEpeHITUATb-
HOM AWarHOCTUKHA. MBI IPUBOINM OTHCaHUE 9 cirydaes
JICCJI ¢ nmo3nHuM 1e0r0TOM.

MarepuaJj 1 MeTOIbI

Hamu Obu10 00Ce10BaH0 9 nanueHToB (4 )KEeHIHBI
1 5 My>x4rH) B Bo3pacte oT 21 g0 43 net (29+7,8 roga),
HarpasJeHHbIX B Hayunsiii nentp nesponoruu (HLIH) B
niepuon ¢ 2013 no 2017 rr. HanpaBuTenbHbIE TUAarHO3bl
BKJIIOYAJI B ce0sl CIIMHOIICPEOCIUIAPHYIO aTaKCHIO, Ha-
CIIEJICTBEHHYIO CITACTHYECKYIO MMaparieTuio U paccesH-
HBIW CKJIEPO3.

Bcem narmmenTam ObLT MPOBENICH MOIPOOHBIN HEBPO-
JIOTUYECKUM U HEHPOIICUXOIOTMUECKUN OCMOTp, a TaK-
k¢ MPT rosioBHOro M CIMHHOIO MO3ra Ha MarHUTHO-
pezonancHom Tomorpade Magnetom Verio (Siemens,
I'epmanus) ¢ BenmMauHOM MarHUTHON HHAYKIHH 3 Tecna.
MPT ronoBHOTO MO3Ta BKJIHOUaia B ceOsl CTaHIapTHBIC
pexumbr T2 dark-fluid (FLAIR), T2-BU1 un T1-BU ans
OIICHKM OYaroBOr0 IMOPAa’KEHHUSI BELIECTBA T'OJIOBHOTO
MO3ra M UCKJIIOUeHMsI Apyroi narogorun. MPT crinHHO-
ro Mo3ra BeINOJHsUIach B pexkume T2-BU B carurrans-
HOM M aKCUAJIbHOM MPOEKIHUsX.

Kpome TOro, ObLTa TpOBEACHA OIHOBOKCEIHHAS
MarHUTHO-PE30HAHCHAS CIEKTPOCKOIHUS IO BOIOPOIY
("H-MPC) ¢ Bpemenem 3x0 (TE) 30 mc. Bokcernbl BbI-
CTaBISTUCHh HA YYaCTKH U3MEHEHHOTO OeJIOTO BEleCcTBa
TOJIOBHOTO MO3Ta.

T'enomnas JIHK marueHTOB BBIIEISIIACH U3 JICHKO-
IUTOB TIepU(PEpPUUECKON KPOBU C IMOMOIIBI0 Habopa
Wizard Genomic DNA Purification Kit (Promega). Bce
9K30HBI M IPUJIEKAIINE YIYACTKH HHTPOHOB reHa DARS2
aMIUTA(UIIUPOBAIMCE B TIOJMMEPAa3HOW IEMHOW peak-
I C TOCJICAYIONINM MPSIMBIM CEKBEHHPOBAHHEM Ha
KaIIIPHOM TeHeTrdeckoM aHanm3arope ABI Prism
3130 (Applied Biosystems).

PesyabTarsl

MornexynapHO-TeHeTHUECKH aHalu3 BBIABHI Y 8
MAIMEHTOB HOCUTENIBCTBO JBYX IMAaTOI€HHBIX MYTaluil
B rede DARS2, Bce manueHTh HAXOAMIKWCHL B KOMIIA-
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Puc. 1. Myranus c. 228-21 20delTTinsCC (15367543010, 2 unTpon
rena DARS?), npuBozsiiias Kk HapyIIeHUIO paMKH CUUTHIBAHUSL.

Fig. 1. Frameshift mutation ¢.228-21 20delTTinsCC (rs367543
010) in intron 2 of the DARS2 gene.
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YVH]I-TETEPO3UTOTHOM COCTOSIHMU. Y OJHOTO NalyeHTa
ObpUTa OOHApyKeHa JHINb OJHA TAaTOTeHHAs MYyTallus,
KOTOpasi, TEM HE MeHee, Obuta MakopHoi. Kpome Toro,
y BCEX MAIMeHTOB OJHA M3 ABYX MyTauui (y OJHO-
ro TMalyeHTa eIUHCTBEHHAs MYyTalus) 3aTparuBaia
BTOpPOW WHTPOH TeHa, YTO MPHUBOAWIO K CIBUTY paM-
KM CYHUTHIBAHMS M HapyLIEHWIO cIUIaiicuHra: c.228-
20 21delTTinsC (n=7), ¢.228-21 20delTTinsCC (n=2),
rs367543010 (puc.1). Bropas mytamus 3arparuBaia 5
uHTpoH (¢.492+2 T>C, 15142433332 (n=2)), 5 2K30H
(c.455G>T,rs121918208 (n=2) u c.416T>C (n=1)), 6 7k-
30H (¢.536G>A, 15121918210 (n=2)) u 6 uaTpoH (¢.617-
9 617-6delTCTT, rs760225866 (n=1)). Bce BBIsIBICH-
HbIC HAMH MYyTaIliu ObUTM omucaHbl paHee. CoriiacHO
UMEIONIMMCS Ha CETOJHSIIHUHN JICHb OIyOIMKOBAaHHBIM
JTAaHHBIM, MYTallid B UHTPOHE 2, 9K30HE 5 W MHTPOHE
5 sBusitoTCs 4acThiMU. OCTallbHbIC MYTAIIUU ONKUCAHBI B
JTUTEeparype B eMMHUIHBIX KIMHAYECKUX CIydasX.

VY 7 mauueHToOB ceMEHHbI aHaMHe3 He ObUI OTATO-
meH. JlBa mammWeHTa SBISIOTCS POXHBIMU OpaThsIMu,

Ta6unuma 1.
XapakTepuCcTHKA NalMEHTOB
ITaument 1 2 3 4 5 6 7 8 9
IToxn XK K M M XK M XK M M
Bospact
nebrora, 27 18 18 13 40 17 18 23 19
JICT
Boszpact
nocra-
HOBKH 39 31 30 28 43 23 24 24 21
JIMarHo3a,
JICT
2 UHTPOH 2 UHTPOH 2 UHTPOH 2 UHTPOH c.228- 2 UHTPOH 2 UHTPOH 2 UHTPOH
c.228- c.228- c.228- c.228- 20 21del c.228- c.228- c.228- c.228-
Tenomun 20 21del 20 21del 20 _21del 20 21del TTinsC 20 21del 20 21del 20 2ldel 20 21del
TTinsC TTinsC TTinsCC  TTinsCC 6 UHTPOH TTinsC TTinsC ~ TTinsCC TTinsC
5 9K30H 5 UHTPOH 6 9K30H 65k30H  ¢.617-9 617-  55K30H 5 9K30H - 5 UHTPOH
c455G>T ¢.492+2 T>C ¢.536G>A  ¢.536G>A  6delTCTT  c455G>T c.416T>C c.492+2 T>C
Knnanueckne XapaKTCPpUCTUKN |
[upa-
MUJTHBII ++ + ++ +++ + ++ + ++ ++
CHHJPOM
Moszxeu-
KOBBII ++ ++ +++ +++ + + ++ + +++
CHUHAPOM
[Topa-
KCHNC ++ ++ + + + ++ ++ + +
CIIMHHOT'O
Mo3ra
Homares- + ++ +++ +++ — +++ + — —
ponarus
Kornu-
THUBHBIC U
Icuxoria-
TOJOTH- ++ + + + ++ ++ +++ — +++
ecKue
Hapyle-
HUA

I[MIpumeuanus: [Iupamuauelil cuaApOM — «+» Tuneppeduexcus, peduekc babuHcKkoro, erkuil HIKHAH Mapanapes; «++» runeppeduexcus, ped-
Jsiekc babuHCcKoro, MOBBIIEHHE MBIIEYHOrO TOHYCa B HOTaxX I10 CIAaCTHYECKOMY THITY, KIIOHYCBI CTOII; «+++» runeppeduexcust, peduexc babunckoro,
HOBBIIICHAE MBIIIEYHOTO TOHYCA B HOTaxX IO CIIACTUYECKOMY THITY, KJIOHYCBI CTOI, YMEPEHHBII 1100 rpyOblii HIDKHHI mapanapes. Mo3KedKoBbIit
CHHJIPOM — «+» HICTarM, TUIIOTOHHS U THIOPe(IICKCHS B PyKaX, JHCAHAJI0XOKHHE3; «++» HUCTAarM, AU3apTPHs, THIOTOHUS U TUIIOPE(ICKCHS B PyKaXx,
JMC/INAZIOXOKUHE3, TUCMETPHs, TUCKOOPIMHALUS, JIETKast JMHAMUYECKast aTakCHsl; «+++» HUCTArM, rpydast Iu3apTpysi, TUIIOTOHUS U rHopedekcus,
KOOP/IMHAIIMOHHBIEC HAPYIICHHs, Tpy0Oas JMHAMUUeCKas aTakcHs, TUTyOarus Tynosuia. [TopaxkeHne CIHHHOTO MO3Ta — «+» CHUYKEHUE BUOPAIIOHHON
qyBCTBHTEIFHOCTH B HOTAX; «++) CHIDKCHHE BUOPAIHOHHON YyBCTBUTEIBHOCTU B HOTAaX, CEHCUTHBHAS aTakchs. [lonmMHeBpOmaTHs — «+» THIECTE3Hs;
«++» TUNeCcTe3Hsl, CHUKEHHE aXUIUIOBBIX PeIICKCOB; «+++» IUIecTe3Us, CHIMKEHUE aXHIUIOBBIX pediekcoB, redopmanust cron. KOrHUTHBHBIE U IICH-
XOIATONIOTUYECKHEe HAPYIICHHS «+» CHUKEHHE 00beMa ONEepPAaTUBHOM NMaMSATH, CHIKEHUE aKTUBHOCTH IICHXUUYECKOU NESATEIbHOCTH, YTOMIISEMOCTD;
«++» TPEBOKHO-JIEIPECCUBHOE PACCTPOUCTBO JIMOO BBIPAXKEHHAs SMOLIMOHAJIbHAS JIA0MIBHOCTD; «+++»2JIEMEHTHI allpaKCHH, arHO3MH.
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OJIMH W3 TAIMEeHTOB 3a0ojiesl B Bo3pacte 13 jet, apy-
roil — B Bo3pacte 18 net. TeM He MeHee, KIMHUYECKUE
MPOSIBIICHUS 3a00JICBaHKS Y YKa3aHHBIX OOJBHBIX OBUIH
BEChbMa CXOXKH.

Knuanveckne u HEWpOBU3yalIH3allMOHHBIC Xapak-
TEPUCTUKH TAIMEHTOB MPUBEICHBI B Ta0n. 1 u 2, coot-
BETCTBEHHO. Bozpact nedrora 3a001eBaHMs BapbUPOBAI
ot 13 mo 40 met (22,5+8 roma). Bce mamueHTsl nMenn
cxoxkuil peHorum. [lepBbIM CUMIITOMOM BO BCEX IpH-
BEJICHHBIX CITydasX OBbUIM IIATKOCTh M HEYCTOHYHBOCTH
nipu xoan0e. [1o Mepe nmporpeccupoBanus 3a00JieBaHUS
Yy BCE€X MAaIMEHTOB Pa3BUBAJICS HWKHUM CHACTUYECKUU
napamnape3 oT Jierkoro (n=5) mo ymepeHHoro (n=4).
Kpome TorOo, TpM OCMOTpE BBISBISUINCH TOBBIIICHHE
1yOOKHX peduiekcoB ¢ HOT (1#=9), KJIOHYCBI U MAaTOJO-
THYeCKre pediiekchl B Horax (n=2). B pykax, HanmpoTHB,
TOHYC ObUT HEe U3MeHEH (n=3) 0o Jaxke CHUXKEH (n=06),
mIyOokue peduieKchl TakkKe He ObUTM M3MEHEHBI JTHOO
OBUIM CHIDKCHBI, CHJIA B PyKaX Y BCEX MAI[MCHTOB ObLIa
coxpaHHOU. Y Bcex OOJTBHBIX OTMEUAIHCH MO3KEIKO-
BBIC CUMIITOMBI B BHJIC TUHAMHUYECKOW aTaKCUH Pa3HON
CTCTNICHH BBIPAKEHHOCTH, TUCMETPHUH U JTUCKOOPJIHU-
HaIlUM B KOHEYHOCTSX B COYETAHUH C WHTCHIIMOHHBIM
TpeMopoM (n=7), aucTarMoM (y 8 TAIlMEHTOB HUCTArM
OBUT BBIpaXKEH HErpy00, BO3HUKAN IPH (PUKCAIUU B30-

pa u ObICTPO 3aTHXall, y OAHOIO MAalMEHTa OTMEYaJCs
rpyOBIii KPyITHOPA3MaIIUCThI HUCTarM C POTaTOPHBIM
KOMIIOHEHTOM, OBII THOCTOSHHBIM, COXPAHsUICS NpH
B3IJISIZIC BO BCE CTOPOHBI). Y BCeX 9 MAIlMEHTOB UMEIHCH
NPU3HAKK TOPAXKEHUS 3aJHUX KaHATHUKOB CIIMHHOTO
MO3ra B BHJE CHH)KEHHS BUOPAIIMOHHOW UYBCTBHTEIIb-
HOCTH M CEHCUTHBHOW aTakcwd. Y 7 TMalMeHTOB OBLIU
BBISIBJIEHBI TIPU3HAKU MTOJMHEBPONATHH: CHIDKEHUE 00-
JIEBOW 4yBCTBUTENBHOCTH (n=4), Aedopmanus CTOI 110
TUMY NOJNBIX (n=4), y MalueHToB 3 ¥ 4 OTCYTCTBOBAJIU
axuioBel peduekcel. [Ipu anexkrponelipomuorpaduu
(6 manMeHTOB): BO BCeX Ciydasx ObLIHM BBISBICHBI MPHU-
3HAaK{ aKCOHAJIBHOT'O MPOLecca ¢ BOBJICYEHUEM CEHCOP-
HBIX (n=1), MOTOpPHBIX (17=2), CEHCOPHBIX U MOTOPHBIX
BOJIOKOH (1n=3).

VY 6 manueHToB 0TMEYANI0Ch HETpyboe CHHKECHHUE Ta-
MSITH, Y 3 — JIeTKas anpakcus B pykaxX. ¥ 2 OOJBHBIX
ObUIM BBISIBJICHBI MSITKHE TICHXOIMATOJIOTHYECKUE Hapy-
LICHUS B BUJAE TPEBOXKHO-IEIPECCHUBHOIO CHHAPOMA,
SMOLMOHATFHON TaOUIBHOCTHU U TJIAKCHBOCTH.

Ha moment ob6pamenus B HIIH crax 3abomeBanus
MaIUEeHTOB BapbupoBai ot 3 10 15 et (8+5,3 rona). Tem
HE MEHee, IPAaKTUYECKH BCE NMALMEHTh! ObLIN CIIOCOOHBI
CaMOCTOSITENILHO NEPEABUraThCs (32 UCKIIOUEHHEM I1a-
IIUEHTOB-CHOCOB, KOTOPHIE B BU/TY BHIPAXCHHOCTH aTaK-

Table 1.
Patients’ profiles
_Patient | 1 2 3 4 5 6 7 8 9

Sex F F M M M F M M
Age at 27 18 18 13 40 17 18 23 19
onset
Diag-
nosed at 39 31 30 28 43 23 24 24 21
the age of]

2 intron 2 intron 2 intron 2 intron c.228- 2 intron 2 intron 2 intron

c.228- c.228- .228- c.228- 20 21del .228- c228  c.228- c.228-
Genotype 20 21del 20 21del 20 21del 20 21del TTinsC 20 21del 20 21del 20 2ldel 20 21del

YP® TTinsC TTinsC TTinsCC  TTinsCC 6 intron TTinsC TTinsC  TTinsCC TTinsC
5 exon 5 intron 6 exon 6exon  c.617-9 617-  5exon 5 exon - 5 intron
c.455G>T ¢.492+2 T>C ¢.536G>A  ¢.536G>A  6delTCTT  ¢455G>T c¢.416T>C ¢.492+2 T>C

Clinical features |
Pyrami- ++ + ++ +++ + ++ + ++ ++
dal signs
Cerebel- 4+ ++ +4+ 4+ + + + 4+ + 4+
lar signs
Spinal
cord o+ ++ + + + ++ o+ + +
involve-
ment
Polyneu- + ++ +++ 4+ — +++ + — —
ropathy
Cognitive
andmood | + + + ++ ++ +++ — +++
distur-
bances

Note: Pyramidal signs — «+» hyperreflexia, Babinski sign, slight lower papaparesis; «++»hyperreflexia, Babinski sign, muscle spasticity, foot clonus;
«tt+tyhyperreflexia, Babinski sign, spasticity, foot clonus, severe lower paraparesis. Cerebellar signs — «+» nystagmus, muscle hypotonia in arms, dys-
diadochokinesis; «++» nystagmus, dysarthria, hypotonia and hyporeflexia in arms, dysdiadochokinesis, dysmetria, discoordination, amyotaxia; «-+++»
nystagmus, dysarthria, hypotonia and hyporeflexia in arms, discoordination, severe amyotaxia, titubation. Spinal cord involvement — «+» vibration
sensitivity reduction; «++» vibration sensitivity reduction, sensitive ataxia. Polyneuropathy — «+» hypaesthesia; «++» hypaesthesia, decreased ankle
jerk reflexes; «+++» hypaesthesia, decreased ankle jerk reflexes, claw feet. Cognitive and mood disturbances - «+» decreased short term memory,
decreased mental activity, fatigability; «++» depressive disorders or mood swing; «+++» apraxia, agnosia.
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Tabnuma 2.
JlaHHBbIe MATHUTHO-PE30HAHCHON TOMOTPa()uu NALMEHTOB.
Pesyabratet MPT
W3menenue curnana ot:
I'my6okux oT/IenoB 6eoro BenecTsa OONbIINX MOTyIaApUit + + + + + + + + +
3asmero Geqpa BHYyTPEHHEN KaIlCyIibl + + + + + + + +
Mo3onucroro tena + + +
ITpoeKiust MMPaMUIHBIX MYTEH B CTBOJIE FOJOBHOIO MO3ra + + + + + + + + +
MO3KEUKOBBIC HOXKKHU + + + + + + + +
YepBb MO3KEUKA + + + + +
3ajHKUX 1 OOKOBBIX KAHATHKOB CIIHHHOTO MO3Ta + + + + + + + + +
PesyabTarel MP-cniekTpockonuu
TToBbIlIeHAE [THKA JIAKTATA + + + + + + + + +
Table 2.
MRI data.
MRI signs
Signal abnormalities:
Deep white matter + + + + + + + + +
Posterior limb of the internal capsule + + + + + + + +
Corpus callosum + + +
Pyramidal tracts within the brainstem + + + + + + + + +
Cerebellar peduncles + + + + + + + +
Vormis + + + + +
Posterior and lateral funiculi + + + + + + + + +
MR-spectroscopy
Lactate elevation + + + + + + + + +

Puc. 2. T2-BU MP-u300paxeHns B akCHaIbHON U CaruTTalbHOM NpoeKuusaxX. M3MeHeHHbIH curnain ot: A, b — nyOokux oTenos 6eso-
TO BeIIeCTBa OOJBIINX MONTymapuii; B — 3ajHero Oeapa BHyTpEeHHEH KaIcyibl ¢ 00eHX CTOPOH; I' — MOCTa FOJIOBHOTO MO3Ta U CPETHUX
HOXKEK Mo3xkeuka; [, E — meiHoro oTiena CIMHHOTO MO3Ta.

Fig. 2. T2 WI showing hyperintense signal from A, B — deep white matter, C — posterior limb of the internal capsule, D — pons and
middle cerebellar peducles, E, F — cervical spinal cord.
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Puc. 3. A — nokanu3zanus BOKCeJa B 30HE W3MEHEHHOro 0Oeo-
r0 BEUIeCTBa B MMPaBOM IONyIIapuu Ooipmioro mosra; b — MP
criekTpockons o Bogopoay ¢ TE=30 mc nemoHCTpHpyeT MOBBI-
LIEHHBIN MUK JIAKTATa.

Fig. 3. Single voxel MR spectroscopy. A — voxel localized within
the affected white matter, B — elevated lactate level (TE=30).

CHY HA JJIUTEIHHBIC PACCTOSHHS TIEPEIBHUTATUCEH TIPU
MOMOIIIA WHBAJIHMJIHOTO Kpecia), oOCIyXuBaTh ceos,
Y4HUTBCS MO0 padoTaTh.

MPT ronoBHOro Mo3ra (¢ 3aXBaToOM IICHHOTO OTACIIA
CIIMHHOTO MO3Ta) BBIABIJIA ¥ BCEX MAIMEHTOB Xapak-
tepuble U1 JICCJI usmenenus. B nepuBeHTpuKymsp-
HBIX oOmactsax (n=9), B MPOEKIHWH KOPTHKOCIUHAIb-
HBIX TYTEH B MOCTY TOJIOBHOTO MO3Ta, IMPOJ0ITOBATOM
Mosre (7n=9), B 3aJHUX KaHATUKAaX CIUHHOTO MO3Ta U
JaTepallbHbIX KOPTUKOCIIMHAIBHBIX TPAKTaX B CTUHHOM
Mosre (n=9), B Mo3oaucToM Tene (n=4), 3amueM Oenpe
BHYTpPEHHEH Karicynbl (#=7), B MO3IKEUKOBBIX HOKKaX
(n=T), yepBe MOKEUKa U €ro Moylapusax (n=3) ompe-
JIEJSUTACH 30HBI TIATOJIOTHYECKOTO CUTHAA, THUIEPHH-
tencuBHOro Ha T2-BU u runountencuBuoro Ha T1-BU
(puc. 2).

MP-cniekTpockonust BeIsIBUJIA Y BCEX MMALIMEHTOB I10-
BEIIIICHUE CONEPKAaHUs JIaKTaTa B W3MEHEHHOM Oerom
BemecTse (puc. 3).

YuuteiBas HeOONBITYIO BEIOOPKY IMAIIHEHTOB, CIIOXK-
HO TOBOPHUTH O KaKHX-JHOO KIMHUKO-TEHETHUYCCKUX
MO0 KIMHUKO-HEHPOBHU3YaM3alIMOHHBIX KOPpEs-
nusx. Tem He MeHee, HauOosee Tpydas KIMHUYCCKAs
CHMIITOMaTHKa OTMedajach y cHOCOB, UMEBIIUX MY-
Taluu B dk30He 6 reHa DARS2. Y oaHON IallMEHTKH,
nMeBIIel Hambojee MIATKYI0 CHMIITOMATHKY, BTOpas
MyTalusl HaXOAWIACh B UHTPOHE O B HEMOCPEACTBEH-
HOHN ONMM30CTH K 2K30HY 7, W, BEPOATHO, 3aTparmBaja
ero cailt crutaiicunra. Koppensuuit Mexay reHoTUIIOM
Y KIIMHUYECKUMH TIPOSBIICHUSAMH WITU CTETICHBIO Topa-
JKEHMS BEILECTBA IOJIOBHOTO MO3ra no gaHHsiM MPT
BBISIBJICHO HE OBILIIO.

Obcy:xnenue

JICCJI Obuta BmepBBIE OMHCaHa CPAaBHHUTEIHLHO He-
naBHO. Ha ceromHsIHUN J€Hb KIMHUYECKHUX Cllyda-
€B POCCHICKMX NAIMeHTOB OMYOJMKOBAHO HEMHOTO.
B3pocnbie (opmbl 3a0oieBaHMsI CUUTAIOTCS KpanHE
PEAKUMH — OTUCAHBI U enuHnIHbIe cimydan JICCJT
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¢ mo3aHuM Jiedrotom [9—12]. Hamu npencrasieHo mep-
Boe B Poccun ommcanne cepuy KIMHUYECKUX CIydacB
JICCII ¢ mo3manM HavaioM. Takke, HACKOJIbKO HaM HM3-
BECTHO, MBI MIPEJCTABIISIEM CaMyl0 KPYITHYIO Ha CEerojl-
HSIIHUN JIHb BBIOOPKY OOJIBHBIX CO B3pOCIIoi GpopMoit
3a00eBaHMs.

Crenyer OTMETUTH, YTO JBOC U3 OMUCAHHBIX HaMU
MManueHToB 3aboiienu B Bo3pacte 13 (manueHt 4) u 17
(mamueHT 6) net, yTo (HOpMaIbHO OTHOCUT UX TpyIIe
JICCJI ¢ nebroToM B JeTCKOM BO3pacTe. MBI TTO3BOIIIH
cebe BKIIIOYUTH JAaHHBIX MAlMEHTOB B HAIly BBIOOPKY
B BUIy Toro, 4TO0 Kiaccnueckas JICCJI nebrotupyer B
paHHEM JIETCKOM BO3pacTe, OBICTPO MPOrPEecCUpyeT H
MIPUBOANT K TPyOON WHBAIMIM3AINU TAI[MEHTOB K Ha-
YaJry TPEThEro ACCATHIETH KU3HU. B IpencTaBieHHbIX
K€ HaMH| CITydasx 3a00JIeBaHIE UMENI0 MATKOE T0OpOKa-
YECTBEHHOE T€UYEHHUE, MEJIJIEHHYI0 CKOPOCTb MPOTPECCH-
poBaHUsA, 9TO B OOJBIEH Mepe XapaKTepHO I B3pPOC-
aeix ¢popm JICCIIL.

Knuandeckas kaptuHa 3a00J€BaHUsl OJHOTO TMaIld-
enTa umena tunuunsle 1 JICCII npossnenust, Helpo-
BH3yaJIM3allMOHHOE 00CIIeIOBaHNE ITO3BOJIMIIO BBISIBUTH
XapakTepHbIe /sl 3a00JeBaHUs MU3MEHEHHS BEIECTBA
TOJIOBHOTO MO3Ta, a MOJICKYJSIPHO-TEHETUYECKUI aHa-
T3 TIOATBEPANI MMaTOTEHHYI0 Ma)KOPHYIO MYTAIlHI0 BO
BTOpOM HHTpoHE. Onupasich Ha JIMTeparypHbIe JaHHbIE
Y pPEKOMEH/IalIMU OTHOCHUTEIIEHO MTOCTAHOBKH JHarHO3a
B aHAJIOTUYHBIX CUTyallUsiX, a Takke JaHHble Van der
Knaap w coaBrT.., BIepBBIE OMNKCABIINX 3a00JCBaHUE,
naiueHTty Obl1 BeicTaBieH auardos JICCII [2].

Hesposoruueckne mposBIeHUS], IMEBITHE MECTO Y
MalKMEeHTOB, HE OTVIMYAJIUCH OT TUITMYHON KIMHUYECKON
kaptunbl, onucanHou st JICCJI. Tem He meHee, y Bcex
NalyeHTOB ObLIM OTMEYEHBI HEerpyOble HapYIICHUS KOT-
HUTUBHBIX (DYHKIIHIA, 9TO HEXapaKTEPHO IS B3POCIBIX
(dopm 3abosieBaHusi. Y OOJNBIIMHCTBA IMAIMCHTOB HE
OBLTO OOHAPY)KEHO HAPYIIEHHS BBICIINX MCHXHYECKAX
(dyHKIUIA, TEM HE MEHee, MPAKTHUECKH Y BCEX OTMENNCh
OBICTpast yTOMIISIEMOCTh M CHH)KEHHE aKTHBHOCTH IICH-
XUYECKOHN JIeITEILHOCTH.

TakuMm obpazom, knmuandeckas kaptuaa JICCJI me-
cneun¢uuHa. CoueTaHne CHUMOTOMOB MOpPaKEHUsI -
PaMHIHOTO MYTH, MO3KEUKa ¥ 3aIHUX KaHATHKOB CTTHH-
HOTO MO3ra Yalle BCero HaBOAUT Ha MBICIb O TUAarHO3e
oomnesan Opuapeiixa MO0 MHBIX BaPHAHTOB CITHHOIIE-
pebemtsapHbIX aTakcuii. Tem HEe MeHee, Ui HUX HE Xa-
paKTepHO W3MEHEHNE CHUTHaja OT BEIIeCTBA TOJIOBHOTO
Mmo3ra npu nposerneann MPT. ®denorun cnimHouepebden-
JSIPHOM aTakCWU B COYETAHWU C MOPAKCHUEM 3aJHUX U
OOKOBBIX KaHATHKOB CIIMHHOTO MO3ra M MO3KEYKa Xa-
paKTepHBI 1T AcHUITNTA BATAMUHA B1 ,» OITHAKO IPH T'H-
TIOBUTaMKMHO3€ B, He pa3BMBAETCs NMOPaKEHUE CTBOJIA
TOJIOBHOTO MO3Ta.

Oco0bIe CIO)KHOCTH BO3HHKAIOT IIPH IPOBEICHHUH
muddepeHIanbHOr0 UarHo3a ¢ JeMHEITUHU3UPYIO-
IMMH 3a00JI€BaHNSMHU IIEHTPATLHOW HEPBHOM CHUCTe-
MBI, B 0COOCHHOCTH C pacCcessHHBIM CKJIEPO30M, TaK Kak
00a 3a00J1eBaHUs UMEIOT CXOXKYIO KIIMHUYECKYIO KapTH-
Hy u cxoxue n3menenust Ha MPT. U Bce ke mst JICCIL
yIaeTcs BBISBUTD PAJ OTIMYUTENBHBIX YEPT, TAKUX KaK
OTCYTCTBHE OOOCTPEHUH M peMHCCHii, Ooiiee MenjieH-
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Hoe mporpeccupoBanue, npu MPT OGonee muddysHbiit
Y CIIMBHOM XapaKTep OYaroB MOPa’KeHHs BEIIECTBa Io-
JIOBHOT'O MO3r'a, KOTOPbIC HE HAKAIJIUBAIOT KOHTPACTHOE
BEIIECTBO U HE UMEIOT TeHJICHIINH K perpeccuu Ha (poHe
UMMYHOTEpAIHH.

Taxum oOpaszoMm, muddepeHnatpHas THarHOCTHKA
JICCJT nocrarouHo Ttpymoemka. OcoOble CIIOKHOCTH
BO3HHKAIOT, KOTJIa PeYb HAET O B3pPOCIBIX (hopmax 3a-
OoJieBaHUs, TaK KaK CUMIITOMBI BBIPAXECHBI HErpyo0o,
a X BO3HHKHOBEHHE W PA3BUTHE CHIBLHO PaCTSIHYTHI
BO BpeMeHH. OcCTaeTcsi HE JIO KOHIIA SICHBIM, IOYEMY
Bo3pact nebrora JICCJI crons BapmabesieH — OT paH-
HEro JAETCKOTO J0 B3pOCioro Bo3pacta. M3BecTHO, 4TO
BO3HHUKHOBEHHE MyTamwii B reHe DARS2 Bemer HE K
MTOJIHOMY TIPEKPAICHUI0 Pa0OThl MUTOXOHIPHAILHOMN
acnaptui-TPHK-cunTeTasbl, a JUIIbL K CHUKEHUIO €€
akTuBHOCTU [2, 14]. BeposaTHO, pa3Hble T€HOTHUIIB, a
MMEHHO KOMOWHAIIMK MyTalliii 1 UX B3aUMOJIEHCTBUE,
BEIyT K CHIDKCHUIO (DEPMEHTATUBHOM aKTUBHOCTHU
pa3HOW cTeneHu BbIpaXeHHOCTH. OTpe/eieHHbIC Te-
HOTHITBI MOTYT OOYCIIOBJIMBATh KpaliHe MATKHE (eHO-
TUMWYCCKHUE MPOSIBIICHMSI, B BUy Yero OOJibIas 4acTh
JICCJI ¢ nmo3nHuUM Ae0I0TOM OCTaeTcsi HepacHo3HaH-
Hoii. Co3naeTcsi BeyarjieHUe, YTO UCTUHHAS 4acToTa
BcTpeuaemocTd JICCJI 3HAaUUTENbHO BBILIE, YEM IPHU-
HATO CUMTATh HA CETrOAHAMIHUNA neHb. Oquaxo mid 00-
Jiee TOYHOTO TOHUMAaHHUS 3TOTO SBIICHUS U TTOWCKA YeT-
KHX KJIMHUKO-TEHETHYCCKUX KOPPEISIUI He00X0IUMO
oOcnenoBanre OoJee KPYITHBIX BRIOOPOK TAI[UEHTOB.

Kongpnuxkm unmepecos. ABTop 3asBisieT 00 OTCyT-
CTBUH KOH(IIUKTA HHTEPECOB.

Q@unancuposanue. Viccnenopanue He UMEJO CIIOH-
COPCKOM MOJAEPIKKH.
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KNUHNYECKME NCCNEAOBAHMA N HABIOAEHNA
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AMHECTHYECKUHN CAUHJIPOM, PEUEBBIE U PETI'YJISITOPHBIE HAPYIIIEHU A
B KNIMHUKE OCTPOI'O MIIEMHUYECKOI'O UHCVYJIBTA
C HPEUMYHMECTBEHHBIM HOBPEKIEHUEM XBOCTATOI'O SAAAPA

OI'BOY BO [IpuBOMKCKAN HCCIAETOBATEIBCKAN MEIUIMHCKHN yHUBepcuTeT Mun3apaBa Poccnn, 603950, Hmxauit Hosro-

pon, Poccust

Ocmpoe pazeumie KOZHUMUBHBIX HAPYWEHUT 6 KIUHUYECKOU KapmuHe UMeMUuyecko2o UHCYIbma npusooun K oudazHocmude-
ckum mpyonocmsam. IIpusooumes: onucanue KIUHUYECKO20 CyYas OCMpPO20 PA36UNs AMHECIMUYECKo20 CUHOPOMA 8 COUema-
HUU ¢ anamuetl, NOOKOPKOBOU agasuell, aH0302HO3Uel U KOZHUMUSHLIMU HapYUleHUAMY Y 43-1emHeti O0n1bHOU ¢ uleMUyecKuM
uncynomom. Ilo oannvim netipoguszyanuzayuu y O60NbHOU ObLIO BbIAEIEHO NPEUMYUECBEHHOE NOPAdCeHUe 20N08KI U mend
7166020 x60cmamozo s0pa. Haubonee cmotikumu y ORUCAHHOU NAYUEHMKU OKA3ATUCH PACCIMPOICEA KPAMKOBPEMEHHOU CI1y-
X0-peuesoll namamu «100HO-NOOKOPKOBO20» MUNd, 06eOHeHue pedu, HapyueHUs NPoU3B0IbHO20 BHUMAHUA U YRPABIAIOWUX
@yHKyuil, coxpanasuiuecs yepes 3 mec nocie UHCyIbma.

TIpusodumcs kpamkuii 0630p IUMePAmMypbl O 60NPOCAM, KACAIOWUMCS NAMO2EHEe3A U KIUHUYECKUX 0COOEHHOCMel KOZHUMUG-
HbIX HAPYUWEHUT! NPU UUEMUYECKOM NOPANCEHUU X80CMAMO20 A0pd.
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AMNESTIC SYNDROME, SPEECH DISORDERS AND EXECUTIVE DYSFUNCTION IN ACUTE
ISCHEMIC STROKE WITH PREDOMINANT CAUDATE NUCLEUS LESION

FSBEI HE Privolzhsky Research Medical University MOH Russia, 603950, Nizhny Novgorod, Russia

An acute cognitive decline in a patient with ischemic stroke causes diagnostic difficulties, so analysis of such cases is important.
We report the case of a 43-year-old woman with acute ischemic stroke who had anterograde and retrograde amnesia, apathy, lack
of illness insight, subcortical aphasia and executive dysfunction. Visuoconstructive functions were relatively preserved. According
to magnetic resonance imaging (MRI), the ischemia area involved mainly head and body of the left caudate nucleus.

Long-term episodic memory in this patient had been improving fast within the first three months afier the stroke, but verbal short-
term memory deficit, word fluency decrease and executive dysfunction regressed insignificantly.

The brief review of the literature is given to summarize the pathogenesis and clinical features of cognitive disorders associated
with acute ischemic lesion of caudate nucleus.
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KornuTrBHBIE M TIOBEACHUYECKHE PAcCTPOMCTBA 3a-
HUMAIOT CYIIECTBEHHOE MECTO B KIIMHUKE COCYIHCTOTO
MopakeHus1 0azajbHBIX TAHIJIMEB, TIOCKOJIBKY B HOpME
ux Helipodusnonornyeckasl akTMBHOCTh CBsI3aHa ¢ 00e-
CIIeYeHHEM He TOJBKO JIBIYKSHHIA, HO M TTO3HABATEIBHOM
nesitenibHOCTH [ 1-9]. M30mupoBaHHbBIN HHPAPKT XBOCTA-
TOTO sJIpa BCTPEUAETCS PENIKO, COCTaBIsAs okojo 1% or
Bcex uueMuyeckux MHCynsToB [10]. OcTpoe pazButue
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KOTHUTUBHBIX HapylICHUH B €ro KIMHUYECKOH KapTHUHE
MPUBOIUT K TPYAHOCTSIM auarHoctuku [10, 11].

Ilon wammm HaOmMOIEHNEM HaXOAWJIAch ITAIlMeHTKA
W., 43 rona, nocTynuBILas B perHOHAIBHBIN COCYAUCTHIN
LIEHTP B CBSI3U C OCTPO PA3BUBLIMMUCS HAPYIICHUSIMU
MaMsTH, PeY U OBeJCHMs. B aHaMHe3e oTMevanucs rme-
puoanyeckue noabemMol AJl, 01HaKO MO ATOMY MOBOJLY HE
oOcenoBanack. [lanmenTka cHadana Oblia TOCTaBICHA B
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PpaiioHHYI0 OOJIBHUILY B CBSI3H C TE€M, YTO Y Hee BHE3AITHO
3aMeJITIIIach pedb, M OHA CTalla HeaIeKBaTHO BECTH ceOs,
HarpuMep, BOMIS B MPOAYKTOBBIA MarasuH, IOIPOCHIIA
MIPONIABIIUITY IIOAKIIOUUTH Tene]oH», mepecrana opH-
EHTHPOBAThLCS B MECTE, XOTS y3HaBajla 3HAKOMBIX JIFofieit
7 MOIJIa KpaTrko M3Jararh MpOCTble MbICIU. B TedeHme
MEPBBIX CYTOK OHA Obla TepeBelicHa B PeruOHabHBIN
COCYIUCTBII LIEHTP, TA€ MO JAaHHBIM KOMIBIOTEPHON TO-
Morpaduu royioBbl OblIa OOHAPYKEHA 30HA OCTPOH HIlle-
MHWH B TIPOEKIMN XBOCTATOTO Sipa CIIeBa.

B nHeBposoruueckoMm craryce oTMedasach CIIaKeH-
HOCTBH TIPaBOW HOCOTYOHOW CKIIaJIKH, JIETKas THIIOMH-
Mmusi, OpagukuHesns. Cuiia B KOHEYHOCTSIX ObLIa coxpa-
HEHa, CyXOXKMIIbHBIC pe(IJIEKCHI C pyK M HOT— OOBITHOMN
aAMIUIATY/IBI, CUMMETpUYHbIe. OTMEYallOCh IMOIIAThIBA-
HHE B ipoOe PomOepra u JieTkuii HHTCHIIMOHHBIN Tpe-
MOp B pyKax IpH BBIIIOJHEHUH MaJbLIEHOCOBON MPOOHI.
UyBCTBUTENBHBIX HAPYIICHWHA W MEHUHTEAJbHBIX 3HA-
KOB He ObUT0. Ha niepBbIii IJ1aH B KITMHHYECKOW KapTUHE
BBICTYIAJIN KOTHUTHBHBIE HApyIIeHHA: OOJbHAs Tpa-
BMJIBHO yKa3blBajla CBO€ MMs M HMMEHA JIeTel, OJTHaKO
JIOTTyCKaJa Tpyoble OMMOKY TPY Ha3bIBAaHUU MECTa CBO-
€ro HaXOXJICHUS U TEKyIIeH Iarhl, ObUIa KpaliHe MaJio-
CIIOBHA 1 Oe3bIHMIIMATHBHA. Ee crioHTanHas akTHBHOCTH
OTrpaHUYMBANIACH YJIOBIETBOPCHUEM OCHOBHBIX (hH3HO-
JOTUYECKHUX TTOTPEOHOCTEH.

Pa3sBepHyTOE Helponcuxonmornyeckoe 0o0ciIenoBa-
HUe OBUIO MPOBEACHO Ha 3-i JIeHb MOCIe Pa3BUTHUS WH-
cynbTa. Bo BpeMmst Oecespl ManMeHTKa MPOSBIISIa Mallo
MHTepeca K MPOUCXOASIIEMY BOKPYT U K COOCTBEHHOMY
cocrostanro. CHIKeHHe MOOYXIEHUH K JeSATeThbHOCTH
COYETaANIOCh C OOEAHEHHEM SMOLMOHAJBHBIX peaKuil
(aOymus). IlpaBmiIbHO Ha3pIBaia CBOE WMMs, HO HEBEp-
HO — TEKYIIH roj, HapuMep, cuuTas, uto uaetr 1974
rox (Bmectro 2017). CnoHTaHHast pedeBasi aKTHBHOCTh
ObuIa CyIIECTBEHHO orpaHuueHa. Ha Bompockl oTBeva-
Jla 3aMeJIEHHO, OIHOCIIOKHO; TIEPUOUISCKH OTMEeYa-
Jack 3xoJnanus. SIBHbIe TMPOM3HOCHTENbHBIC Ae(EKTHI
B peun oTcyTcTBOBasU. CIIOBOCOYETAHUS U MPEIIIOKE-
HUsl ObUIM JIMIICHBI CHUHTAKCHUYECKHUX OIIMOOK, HO TIO-
CTpoeHHe (pa3 MPenCTaBILIOCh YIPOIICHHBIM, a CIIO-
BapHBIN 3amac — cKynHbIM. [loBTopenue OykB, clOB U
MPOCTHIX TPEMIOKEHUN OCTAaBAIOCh COXpPaHHBIM. BhbI-
MOJIHSAJIA TIPOCTBIE 3a/1aHUs, HO HE MOHUMAJIa CIOXKHbIE
MHCTPYKIIUH (HarmpuMep, He MOTJIa II0Ka3aTh MPaBoi py-
KoM JIeBBIH T1a3). B Tecte Ha nmuTepanbHble acconauu
MaIrMeHTKa Ha3biBajia 3a OlHy MHHYTY | CIIOBO Ha 3aJaH-
HyI0 OyKBY, @ B TeCT€ Ha KaTeropuaibHbIe acCOLUAINN
HE CMOTJIa BCIOMHUTHh HHM OJHOTO Ha3BaHWS PACTECHUS,
YTO YKa3blBajO Ha pE3KOe CHIKEHUE (OHETHUECKOU U
ceMaHTH4YecKoW OermocTu pedu. UTeHue W HamucaHue
IO/l IMKTOBKY MPOCTBIX CJIOB U CJIOBOCOYETaHHUH OBIIO
COXpaHEHO, OJJHAKO MMENHCh OMMOKU MPH HalWCaHUU
CIIOKHBIX cJIOB (arpadwus). Dnu3oauveckas namsTh Ha
HEIaBHHE U OTJAJICHHBIC COOBITHS ObLiIa rpy00 HapyIie-
Ha: HEe MIOMHMJIA, YTO €Jia Ha 3aBTPaK, He MOIJIA OIHCATh
HU COOBITUS TIPEIBIIYIINETO AHS, HU 00Jiee OTAaICHHbIC
Ba)KHBIE COOBITHSI CBOCH JKM3HU. Takke OTMEYaluCh U
BBbIpa)KEHHBIE HAPYIIIEHU CEMaHTHYECKOTO KOMIIOHEHTa
JIOJITOBPEMEHHOW MaMsITH Kak Ha (PaKkThl JIUYHON HCTO-
pun (HEeTpaBHIBHO YKa3blBalla COOCTBEHHBI BO3PACT,
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TO/ CBOETO POXKICHUS, TOABI POXKACHUS ICTEH), TaKk U
M3BECTHBIE HCTOpUYeCKHUe (DaKThI (HarpuMep, OTBETHIIA,
yto Jlens [1oGenpl mpazauytot 12 anpens; He cMOIJIa Ha-
3BaTh rojibl Bemmnkoit OteuecTBeHHON BOWHBI). Hapsiy ¢
KoH(baOyIssIMH, HAOIIONATHUCEH AOJITHE May3bl BMECTO
OTBETa WJIN YXOJ OT MPSIMOTO OTBETA.

OTMeyanuch BBIPAKEHHBIE HAPYLICHUS KPaTKO-
BPEMEHHOH CIyXOpPEUeBOM MaMsITH: HEMOCPEICTBEHHO
BCJIEJ 3a BpauoM MPABUIIBHO TOBTOPHJIA PAJl U3 TPeX
CJIOB, OJTHAKO Yepe3 5 MUH, 3aI0THEHHBIX HHTEphepHupy-
IOILEH JACSITEIbHOCTHIO, HE CMOTJIa BCIIOMHUTH HU OTHO-
ro u3 HUX. BocnpousBecTy oueHb KOPOTKUM U MPOCTON
pacckas He cMoria. Pe3ynbraTel TecTa Ha 3ay4lUBaHUC HE
CBSI3aHHBIX 1O cMBICTy 10 CIIOB CBHAETENHCTBOBAIN O
PE3KOM CHIDKEHUHU MPOAYKTUBHOCTHU IIpoLIecca 3ayunBa-
HUS: KpUBas 3alIOMUHAHUSA uMena popmy «3-3-3-2-2,
[IPH 3TOM B OTBETaX MPUCYTCTBOBAIN KOH(DAOYISIUKN U
niepceBeparun. Uepes 5 MuH O0bHAS HE BOCIIPOM3BETa
HU OJHOTO CJIOBA U HE y3Halla HU OJHOTO CJIOBA B CITU-
CKe, BKITIOYABIIEM HapsAy C paHee MPEIbsSBISBITHMU-
cs u apyrue cioa. [loacka3ku KareropuanabHOro TUIA
a¢dexra He manu. [lareHTka HEe 0CO3HABaa OIMIMOOK
B CBOMX BBICKa3bIBaHUSX W HE MEPEKHUBAJA IO TIOBOILY
HUX, KOTJa Ha OTH OMMOKM YKa3bIBal Bpad. 3pUTEINb-
Hasl TIaMsITh CTPaJiaia HECKOJIbKO B MEHBIIEH CTEICHH:
B TECTE Ha 3allOMMHAHUE 4 MPEeIMETHBIX N300pakeHui
CMoOTJIa aKTHUBHO Ha3BaTh 2 U3 HUX, U TIPABUIIBHO Y3HaJa
3 KapTUHKH U3 8 pa3IMYHBIX H300paKCHUN.

CriocoOHOCTh  KOHIIEHTPHPOBATh, MEPEKII0YATh |
MOJIEP>KUBATh YPOBEHB MPOU3BOIHLHOTO BHUMAHUS ObLIa
PE3KO CHIDKEeHa: BO BpeMsl 00ciieoBaHMsI OOJIbHAsT HEO/I-
HOKpAaTHO TMpeKpaliana BHIIOJIHEHNE 3alaHii U BO3Bpa-
ajach K HAM TOJBKO TMOCJE MOBTOPHBIX MOOYKICHUI
CO CTOPOHBI Bpaya. J[omycTriia MHOKECTBO OIIUOOK TIPH
BBITTOJTHEHNH 331aHUs Ha TIO)KUMaHUE PyKH Bpada B OTBET
Ha 3a/aHHyto OykBy. He crnipaBmiach ¢ TecToM Ha BBIYH-
tanue u3 «100 no 3», He Ha3BaB HU OJTHOTO MPABUIILHOTO
3HaueHus. [IpocTble 3aaHns Ha CIOKEHHE OTHO3HAUYHBIX
UQp BHITOIHSIIA TTOCIE TTOBTOPHBIX MPOCHO TPaBUIIb-
HO (olepaloHalibHas CTOPOHA cYeTa He CTpajaia), HO
HE MOIJIa CIPaBUTLCS ¢ OoJiee CIIOKHBIMU apru(MeTHdIe-
CKUMU JCUCTBHUSIMH, TPSOOBABIIUMH COCTABIICHHS TPO-
IpaMMBbl U3 HECKOJIBKUX ACHCTBUN. BBIABISIINCE JIerKue
HapYyIICHUS 3pUTEIHHO-IIPOCTPAHCTBEHHOTO MpPaKCUca B
BHJIE HEOONBITUX JUCMETPUUECKUAX OIMHUOOK TPU CPUCO-
BbIBaHUM Ky0a. MIMeNuch nMpu3HaKky NalIbIEBON arHO3WU:
HE MOIJIa Ha3BaTh MaNbIBl CBOCH PYKHU MPU YKa3aHWU Ha
HUX BpadoM, a TAKXKE MOKA3aTh COOTBETCTBYIOIINUI MaJIel]
IIpU €ro HasblBaHUM. [Ipyrux HposIBICHUN ayToTOmnar-
HO3UHM HE OBbLI0. 3pUTEIBbHBIN, CIYXOBOW M KHHECTETH-
YECKUM THO3MC OCTABAIUCH COXPaHHBIMU. BbINosHeHne
MPOOBI «KyJaK-PeOPO-KUCTh TPU OIICHKE TUHAMUYECKO-
O TIPaKCHCa XapaKTepPHU30BaJIOCh MAaTOJIOTMYECKON MHEP-
THOCTBIO, IIEpCeBEPALMSIMU, HEBOBMOKHOCTBIO YCBOCHUS
JIBUTATEIBHON TporpamMMbl. B rpaduueckoii mpode nme-
JIMCh MHOXKECTBEHHEIE repceBepaiun. Kunecterndeckuit
MIPAaKCUC TI0 pe3yJbTaraM MpoObl Ha BOCHPOM3BEICHHE
MOJIOKEHHUST PYKH CHJISIIETO HAMPOTHB HCCIIEIOBATEINs
Ob11 coxpanen. C 3ajaHusiIMK Ha 00001IIeHIEe, CPABHEHHUE
(TecTsl Ha HAXOXK/IEHHE CXOCTBA MEXKAY OOBEKTaMHU) M
abcTparupoBaHue (TOJKOBAaHUE TEPEHOCHOTO CMBICTA
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KNUHNYECKME NCCNEAOBAHMA N HABIOAEHNA

MOCTIOBUI] M TIOTOBOPOK) HE crpaBmiack. CymMMapHas
oreHka 1o MoHpeabCKOH IIKaJle OUEHKN KOTHUTUBHBIX
¢ynkuuit (MoCA-tecty) cocraBmia 5 u3 30 6ayuios.

Taxum oOpa3oM, Ha MEPBBIN IJIaH B HEHPOTICHXOJIO-
TMYECKOM CTaTyCe BBICTYIAIN PEryasiTOPHBIE pacCTPOi-
CTBa B BUJIC aCIIOHTAHHOCTH, 3aMEJICHHOCTH IICUXUYe-
CKUX TIPOIIECCOB, TPYAHOCTEH BXOXKICHHA B 3aJjaHMS;
a TAaKXKe Pe3KOoe CHWKEHHE OErIOCTH PedH C yMEHbIlle-
HUEM CJIOBAPHOIO 3amaca U aMHECTHMYECKUH CHHIPOM
C HapyLICHUEM 3ay4MBaHUsl HOBOH M BOCIIPOU3BEACHUS
paHee u3BecTHOW MH(pOpMALINH.

B ofmem KIMHHYECKOM aHalIu3e KPOBH OTKJIOHE-
HUll He ObU10. MMmenach mucnunupemus. PesynbraTbl
pa3BepHYTON KOaryjaorpaMMbl M aHAJIM30B KPOBU Ha
peBmaTonHbIi (hakTop, LE-KkneTku, aHTHHEHTPOPHIIb-
HbIE UTOIJIA3MAaTUUECKUE AHTUTENA, AaHTUTENA K JBYX-
cinupanbHoit JIHK He BeisiBuin naronoruu. Ilokasarenu
o0mmero amanmsa JUKBOpa OBUTH B TpeAesiax HOPMEI.
JlyriekcHoe CKaHMPOBaHUE KCTPaKpaHUAJIbHOIO OT/Ie-
na 6paxuonealbHBIX apTepruid YTONIICHUS KOMITIEKCA
WHTHMa—-Melua, aTepoCKICPOTHYECKUX OJISIIEK U Te-
MOJUHAMHYECKH 3HAYNMBIX HapyIIeHUIl KPOBOTOKA TIO
apTepusiM He 0OHAPYKHIIO.

Ilo nmaHHBIM MarHUTHO-PE30HAHCHOM TOMOIpa-
¢uu (MPT) rooBHOTO MO3ra OBUTH BBISBICHBI 3 30HEI
OCTpOi1 UIIEMUH, TIepBasi NX KOTOPHIX 3aHMNMaJIa 00JIaCTh
TOJIOBKH U TeJla XBOCTATOIO sifjpa, Ye4eBULIEOOPa3HOTO
sJipa ¥ BHYTPEHHEH KarCyibl JIEBOTO TOMyIIapus (pHuc.
1, ypoBeHsb cpesa 1, 2). Bropas 30Ha oCTpo#l HIIEeMHUH
rMesia HeOOobIe pa3Mephl (TuaMeTp 10 9 MM) U JIOKa-
JIM30BANIach MEPUBEHTPHUKYISIPHO Y 3aJHETO pora JeBo-
ro OOKOBOTO KeJIyJ04Ka, a TPEThs (Iuamerp 1o 13 mm)
pacriosiaraiach B JICBOM HOXKKE MO3T'a, PaclipoCTpaHssiCh
KpPaHUAIBHO B MPOCKIUU YEPHOTO BEIECTBA J0 cyOTa-
namudeckoro Tena JIbronca (cM. puc.l, ypoBeHb cpesa
3). Henb3st ObITIO MCKITIOUNUTH TaKXKe BOBJIEYEHHE B 30HY
WIIEMHH JIEBOTO COCLIEBUAHOTO TEJA, XOTS 1OCTOBEPHO
CYIHTB O €ro MOBPEXKICHUH ObLIO 3aTPYIHUTEIEHO BBU-
Ny HEJOCTaTOYHOTO HMPOCTPAHCTBEHHOIO pPa3pelleHus,
3aJJaHHOTO MPOTpaMMOi HCClIeOBaHUs (B YaCTHOCTH,
TOJIITHA CPE30B cOCTaBsIa 4 MM 1 5 MM). [1o maHHBIM
MPT Takske BBISABIAINCH MHOKECTBEHHBIE KUCTHI C Te-
pUQOKaNbHBIM INIMO30M KaK IOCJIEACTBUS JaKyHapHBIX
WHQAPKTOB B MOIYOBAIBHOM LIEHTPE CIIPaBa, JTyYHCTOM
BEHIIE, JIEBOM TaJlaMyCe U IEpUBEHTPUKYJISIPHO Y 3aHE-
ro pora JieBoro 0OKOBOTO jkenynouka. Haubomee xpym-
Has KucTa pazmepamu 1,5x5,9x8,6 MM pacrionaraisach B
JYYHCTOM BeHLe crpaBa. MP-anrunorpadus ronoBHoro
MO3ra [1aToJIOTUH HE BBIIBUIIA.

Ha ocHoBaHuM pe3yibTaToB KIMHUYECKOTO, J1abo-
paTOpPHOTO W WHCTPYMEHTAJLHOTO OOCITIETOBAHUS OBLT
YCTaHOBJEH KIWHUYECKMH auarHo3: «Wmemuueckuit
WHCYJBT ¢ (hopMUpOBaHMEM 30H OCTPOW MIIIEMHUH B 00-
nacty 0azajbHBIX SiIEP U BHYTPEHHEH Karcysbl clieBa,
MIEPUBEHTPHUKYIIIPHOTO OEJI0T0 BEIIECTBA Y 33 THETO pora
OOKOBOTI'O JKEJTy/I0UKa CJICBa U B JIEBOW HOKKE MO3Ta; He-
YTOUHEHHBIM MOATHUII, OCTpbId nepuoi. IIpaBocTopon-
HUHM LEHTPaJbHBIM MPO30Mape3, arnaThko-a0ylIndecKui
CHUHJIPOM, aMHECTHYECKHH CHHAPOM C SIBICHUSMHU pe-
TPOrpasHOW W AHTEPOrpajHONW aMHE3HH, BHIPa’KCHHBIC
HapyLICHUs YIPABISIOMIX QYHKIHHA, ada3us «ImoaKop-
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Uepes 3 Mec B HEBPOJIOTUYECKOM CTATyCe MalUeHT-
K{ COXPaHsUIach JIETKasi TMIIOMUMUSL 1 OpauKUHE3Us,
a TakKe Herpy0O BBIPAKEHHBINH MEJIKOAMILTUTYIHBIN
MHTEHLIUOHHBIA TPEMOpP IpPH BBIIOJIHEHUN MaJble-
HOCOBO mpoOkl. PedeBass akTHBHOCTH HECKOJIBKO T10-
BBICHJIACH TI0 CPaBHEHHUIO C OCTPBIM IEPUOJOM HH-
Cy/lbTa, HO B II€JIOM CIIOHTAHHAas W AMAJIOTOBas pedb
ocCTaBaJlaCh MAaJIOCJIOBHOM, MEIJICHHOM, XapaKTepu-
30Bajach TPYAHOCTSIMH T0AOOpa CJIOB M HalUYHEM
«CIIOB-TIAPA3UTOB» — «THUIIA», «KAK ObL», «HY», «HY
BOT», «Tak» U np. [lanuenTka cymena COY4MHUTL OYEHb
KOPOTKHH paccka3 O BaKHOM COOBITUHM B CBOCH JKH3-
HU (omHcalna, Kak MyX €€ BCTpedall [TOCJIe BBIITUCKH U3
POAIOMa), OMHAKO COCTaBUIIA €TO BCEIO U3 HECKOIBKUX
MpOCTBIX mpennoxeHuil. [IponsHocurensHble U CHH-
TAKCUYECKHE OLIMOKH B BBICKA3bIBAHMSX OTCYTCTBO-
Bajii; MoBTOpeHHe ¢pa3 ObuIO MpaBUIBLHBIM. B Tecte
Ha JINTepaJIbHBIE ACCOIMAIINY 32 OTHY MUHYTY Ha3Baja
Bcero | crmoBo Ha 3amaHHylo OyKBY, a B TE€CTE Ha Ka-
TEropuaibHbIE aCCOIUAINU — 4 CIIOBa, YTO YKa3bIBAJIO
Ha COXpaHsABILIEECS CHUKEHUE (POHETHUECKON U CeMaH-
TH4YecKoi Oermoctu peun. [loHMMaHWe CIOXHBIX HH-
CTPYKILMM, BKIIOYABIIMX IPEAJIOKHBIE KOHCTPYKIUU
M KOHCTPYKIIMHM POAMTEIHHOTO MaJeka, MPaKTHIECKH
MOJIHOCTBI0 BOCCTAHOBMJIOCH. BBIABISAINCH TpHU3HA-
KA HEIOJIHOM aHO30THO3MU. Tak, aKTHUBHBIX >KaJio0
Ha COCTOSIHUE 3/10pOBBSI OOJIbHAS HE MpEabsBIIsiIa, HA
BOIIPOC O HaJMYUU MPOOJIEM CO 30POBHEM OTBETHIIA
oTpHULATeNbHO. B TO e BpeMsi 0oibHast OTpHLIATENb-
HO OTBETHJIA HA BOIPOC, CMOIJIa Obl OHA BEPHYTHCS K
npexxHel pabdore. [loHMMaHue CIOXKHBIX WHCTPYKIUI
YAYUYLIWIOCh, HO OCTaBaJIOCh 3aMEIJIEHHBIM M COIPO-
BOXKJIAJIOCh HMX IPOrOBapUBaHUEM M IOBTOPEHUEM.
Hapymienus namMsATH 4acTUYHO perpeccHpoBajIu: Mpa-
BWJIBHO, XOTS U TIOCIIE TOJITUX Pa3AyMUH, Ha3Banta CBOI
BO3pAcCT U Iofl pOXKIEHUS, BO3PACT U TOJl POXKAECHUS Je-
Tel, Tekyuryro naty. IIpu npoBepke KpaTKOBpEMEHHOM
CIIyXOpeueBOll MaMATH IOCJI€ OJHOKPATHOIO Mpelb-
ABIJICHUA Psiia U3 5 CJIOB CaMOCTOSITEIBHO BCIIOMHHMIIA
muib 1 cI0BO, OJJHAKO KaTeropHajbHbIE MOJICKA3KH, B
OTJIMYHE OT OCTPOTO MEpPUOJa WHCYIbTA, JaIH HEKO-
TOpbIl 3((EKT U MOMOINIHM BOCIPOU3BECTH €I OHO
cioBo. [IpaBmibHO y3HAIA 3 M3 HA3BIBABIITUXCS 5 CIIOB.
PesynbraTel TecTa Ha 3ayuMBaHHE HE CBSI3aHHBIX I10
cMbIcTy 10 CJ0B TIO CpaBHEHHIO C OCTPBIM IEPHOIOM
HMHCYJbTa TAaKXKe HECKOJIBKO YIYUIIWINCh, OJHAKO B
L[€JIOM CBUAETEIBCTBOBAIN O BBIPA)KECHHOM CHIKCHUU
NPOAYKTUBHOCTH Mpoliecca 3ayuynMBaHUA: «KpHUBas 3a-
moMuHaHus» uMmena gopmy «4-4-3-3-4». He cmorma
BOCIIPOM3BECTH KOPOTKUH MPOCTOM pacckas, mepemy-
TaB TIOCJIEZIOBATEILHOCTh COOBITHI M MOTEPSB CMBICT
IIOBECTBOBaHUsA. 3pUTEIbHAs MaMsATh, KaK U B IEpPBbIE
MOCJIe MHCYINIBTA THU, OKa3aJIaCh HECKOJIBKO COXpaHHEe,
YEeM CIIyXO-peueBas: MOCiIe OJHOKPATHOTO NMpeabsBIIE-
HUS 6 TIpEeAMETHBIX M300pakKeHUH CaMOCTOATEIHHO
BCIIOMHMWJIA 2, a y3Hala CPeAd MPOUYMX H300pakeHUH
Bce O mpeaMeToB. DMHU30AMYEcKas MaMATh M0 CpaB-
HEHUIO C OCTPBIM NEPHOAOM HHCYJIbTA YIYYIIUIACh.
CMoriia Bocripon3BecTH Hanbolee 3HaYMMbIe OT/JaJICH-
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HbIC COOBITHSI CBOCH KHU3HHU, XOTS OIKCAla UX KpaiiHe
CKaTo M 0JHOCIOKHO. COOBITHS OCTpEHIIero nepuoaa
MHCYNIbTa aMHE3HPOBaja MOJHOCThI0. CeMaHTHYeCKUHI
KOMITOHEHT JOJTOBPEMEHHOW NaMSTH Ha HM3BECTHHIE
ucTopuyeckue (hakThl MO CPaBHEHHIO C OCTPBIM IIe-
PpHOJIOM WHCYJIBTA YAYUIIHIICA: HAlpUMep, IPaBIIBHO
HaszBajia rogsl Beamkoin OteuecTBeHHON BOMHEI Ce-
MAHTUYECKHI KOMIIOHEHT JOJITOBPEMEHHOM MaMsTH
Ha COOBITHS TUYHOM KU3HU OCTABAJICS HAPYIICHHBIM:
HaIpuMep, UCIIBIThIBAA 3aTPyIHEHIS TPH Ha3bIBAHUHU
nar poxaeHus gereit. CrnocoOHOCTh KOHIIGHTPUPO-
BaTh, MEPEKIIOYaTh U MOAAEPKUBATH YPOBEHD MPOU3-
BOJIBHOTO BHUMAaHMS OCTaBajaCh PE3KO HAPYIICHHOM:
TaK, OOJbHAS JOITYCTHIIa MHOXECTBO OITHOOK TIPH BBI-
yutanuu u3 «100 1o 7» ¥ coBepLIEHHO HE CpaBUIIaCh
¢ BapuantoM b Tecra «IIpoknanbiBanus mytu». [lpu
CYUIECTBEHHO YJIYYIIMBIICHCS BO3MOKHOCTH CpaB-
HEHUA W HAaXOXJEHUS OOIINX CBOMCTB MPEIMETOB CO-
XPaHSUIUCh BBIPAXKEHHBIC HapyIIeHUs a0CTparupoBa-
HUs (110 JTAaHHBIM BBITIOJIHEHUS 33J]aHUS HA TOJIKOBAHHE
CMBICIIa TTOCJIOBHII), XOTS WHTEPIPETAIUIO pe3yJbTa-
TOB 3aTPYIHSIIO pe3koe 00eIHEHNE PEYH U TPYIHOCTH
nogoopa cioB. C HapylIEHUSIMH a0CTPaKTHOTO (cIIo-
BECHO-JIOTHYECKOT0) MBIIIICHHSI KOHTPACTHPOBAJa CO-
XPaHHOCTh HAIJISHO-JIEHCTBEHHOTO MBIIUICHUS: Ha-
npumep, O0onbpHAs OBICTPO KW 6€30MMO0YHO HAXOaUIA
BBIXOJ] U3 TPEAJIATaBIINXCS €l YBEITWIMBAIOIIUXCS 10
CJIO)KHOCTH HApHCOBAHHBIX JIAOMPUHTOB. Kunecreru-
4yeckoi ampakcuu He Obu1o. COXpaHsIHCh JIETKUe Ha-
pYUICHHS 3pUTEIBHO-IPOCTPAHCTBEHHOIO TpaKcuca,
MIPOSIBIIBIIAECS, HAIIPUMED, B BHJIE yTPAThI MTEPCIEK-
TUBBI B M300PaXCHUH OJHOTO M3 YIJIOB Ky0a TMpH KO-
nupoBannu oOpasua. B rpadudeckoii mpobe ommodku
(nmepceBepaiuu) UCUYE3IHU, OJJHAKO BBIITOJIHEHUE MPOOBI
«KyJnaK-peOpo-IaJ0Hb» OTIHYAJIOCh 3aMEICHHOCTHIO
U HaIlPSDKEHHOCTHIO, HATMYUEM MTEPCeBEPALI.

Taxum oOpa3om, depe3 3 Mec Tocie WHCYIIBTa MHe-
CTMYECKHE pacCTPOicTBA YAaCTHYHO pPErpeccHpOBalIH,
COYETAasICh ¢ PE3KUM CHIDKEHHEM OCIIOCTH pedH, 00-
MM 3aMEJICHHEM MICUXUYECKON JEesITeIbHOCTH U 3Ha-
YUTEIHFHBIMU HAPYIIEHUSMH TPON3BOJILHOTO BHUMAHUS
U YIPaBISIOMMX (QYHKIHMN, PEKAE BCETO — BO3MOXK-
HOCTH aOCTparupoBaHMUs.

Ob6cy:xneHue

JlnarHo3 MIIEMHYECKOro MHCYyJbTa y OONbHON He
BBI3BIBAJI COMHEHHMS, OJHAKO TOATHII €ro OCTajics He-
yTouHeHHbIM. C y4eTOM Hajau4us B TOJOBHOM MO3Te€ y
JKCHIIMHBI cpeHHX JIeT (43 To/a) HECKOILKUX HEOOb-
IIMX 30H OCTPOM MIIEMHH M MOCTHUIIEMHUYECKUX JaKy-
HapHBIX KHUCT TPU OTCYTCTBHM aTepOCKIEPOTHYECKHUX
HM3MEHEHUI apTepuil TOJIOBHI U LIEN, MOXKHO OBUIO Mpea-
roJiarath, 4YTo Mpy HAJTMYUH THIIEPTOHNYECKON O0Ie3HN
pa3BUTHE MHCYIbTA y Hee ObIJIO CBA3aHO C KAPIHUO3M-
Oonmeit. J{1st BEISICHEHHS TIPUYMH MHCYJbTaA TMAallUeHTKE
OBIIIO pEKOMEHIOBAHO MajbHEHIIee 1000CIeIoOBaHHE.

Pesynbrarsel HEHpOBU3yaIU3alUU YKA3bIBAJIX Ha IIpe-
HMMYILIECTBEHHOE MOPaXEHHUE JIEBOTO XBOCTATOTO SIIpA.
WzonupoBaHHbBII HHPAPKT XBOCTATOTO SApa Yalle BCETO
pa3BHUBAETCs B 30HaX BACKYJSIPHU3ALMN JATEPAIBHBIX U
NepeIHUX JEHTUKYIOoCTpuapHbIx aprepuit [11, 12]. Oc-
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HOBHBIMH €0 IMPHUYMHAMH CIYKaT KapIuo3MOOIHs U
aHruomnarus Meakux cocynon [10, 11, 13].

Nmemnyecknii HHCYNIBT y HaOMIoAaBIIeCs HAMU Ta-
[IUEHTKH MaHU(PECTUPOBAIT KOTHUTUBHBIMH U TTOBE/ICH-
YECKMMU PACCTPOUCTBAMH.

KoruutuBHbIE HapyIIeHNs, B TOM YUCIIE ¥ aMHECTH-
YeCKHI CHH/POM, NPH MOPaKeHUH XBOCTATOTO SiApa pac-
CMaTpHUBAIOTCS KaK pPe3ylbTaT pa3pyIIeHus] HeHpOHAb-
HBIX CETeH, COEAMHSIOMNX IOJKOPKOBBIE CTPYKTYpHI C
KOPO¥H TOJIOBHOTO MO3Ta, ITPEXk/IE BCEr0 — C €€ MpepoH-
TanpHBIMU oTAenamu [4, 6, 14]. Jlo HacTosIero Bpeme-
HU coxpaHmia cBoe 3HaueHme momenb G.E. Alexander,
OMHMCHIBAIONIAs 5 MapayIeNbHBIX HEHPOHAIBHBIX KPYTOB,
M3 KOTOPBHIX 3 00EcreunBarOT KOTHUTHBHBIE (DYyHKIIMH
[15]. Ilpenmomaraercs, 4TO JOpcojiaTe€paibHBIA KpyT
(mopcomnarepanpHas TpedpoHTaTbHAS KOopa—Iopcoiare-
palibHBIE OTHEBl XBOCTATOTO SIpa—ONeqHbId Iap—Ta-
JamMyc—nopcoJiarepaibHas mpedpoHTaTbHas Kopa) He-
00X0MM JUIsl TIOJTHOLIEHHOW peau3aluy YIpaBIIsSIOIIX
¢bysaxmmii [15]. [lepemuuii TUHATYISIPHBIA KPYT, BKIIOYa-
IOMIMH MeIuaabHyl0 (POHTAIBHYIO KOpY, NMpHiekaliee
PO, BEHTPOMETUANbHBIE OTAENBl XBOCTATOTO S/Ipa,
OnenHBIN 1Iap, TanaMyC M MEIUabHYI0 (POHTAIBHYIO
KOpY, MMEeT OTHOIIeHWe K HeHpodn3noIornieckomy
00€CIICYeHUI0 MOTHBALMOHHBIX TPOLECCOB. Meauaib-
Hasl yacTh OpOMTO(MPOHTAILHOTO KpyTa BOBJeUeHa B 00-
paboTKy MH(POPMALUK O COCTOSIHUM BHYTPEHHEH Cpelibl
OpraHusma, a JlarepajbHas 4acTb OpOMTO(PPOHTAIEHOTO
Kpyra (opbutodhpoHTambHAs KOpa—BEHTPOMEIUALHBIC
OTAETBI XBOCTATOTO sipa—ONeAHbINA IIap—TaniaMyc—op-
outopoHTaNbHAS KOpa) MpPUYACTHA K OpraHu3alluu
MOBEJICHYECKOTO OTBETa C YYETOM JMOIMOHAIBHON
orenkn uH(popmaruu [16, 17]. CooTBETCTBEHHO, pa3-
pYILIEHHE TOpCoIaTepaIbHOrO MpepOHTAILHOTO KpyTa,
Kak I10JIaratoT, PUBOIUT K HAPYIICHUAM YIPABIISIONIAX
(GyHKIUH, NepeHero NUHTYISPHOTO Kpyra — K amaTHy,
opOUTO(MPOHTATFHOTO Kpyra — K pacTOPMa)KHBaHHIO
MoBe/IeHUYeCKNX peaknuii [16]. B HacTosmiee Bpemst 5Tu
npeacTaBieHus: paciuupsitores [4]. bazanbHble ranmiuu
CTaJI pacCMaTpHUBaThCs KAaK «BOPOTa», PETyIHPYIOIINeE
nepenady MHGOpMAIMK B HEHPOHAIBHBIX KPYTrax ITyTeM
«BKJTIOYCHUS» WM «BBIKJIIOYCHHUS» TaJaMOKOPTHKAJIb-
HBIX TIOTOKOB HMITyJIbcarmu [18, 19].

JlokazaHo y4yacTie 0a3ajJbHBIX TaHIJIUEB B HEHPOH-
3MOJIOTUYECKOM KOHTPOIHPOBAHNY KOTHUTHBHBIX (PYHK-
LU, BKIIIOYasi BHUMaHHE, TTIaMATh, peUb, YIPaBISIOLINE
(GyHKINM W Jake HEKOTOpbIe 3PHUTETHHO-TIPOCTPAH-
CTBEHHBIC (DYHKLUH — TaKHe, HAIPUMeEp, KaK MbICTICH-
HOE BpaleHne 00beKTOB IS MPEICTABICHUS UX B 3T0-
LEHTPUYECKOU cucTeMe koopauuar [4, 17-22].

Heiiporicuxomoruueckue # TMOBEACHYECKUE pac-
CTpOICTBA OMTUCAHBI IIOYTH Y ITOJIOBUHBI OONBHBIX C 04a-
TOBBIM TTOpaKeHHEeM OazaibHBIX TaHrmeB [23]. Kpurn-
YeCcKUM (PaKTOPOM B OTHOLICHUH TSKECTH M CTOMKOCTH
KOTHUTHBHBIX HAPYIICHUI CYUTAETCSA CTENEHb MOpaxke-
HUSI TOJIOBKHM XBOCTATOTO SIIPa, B TO BPEMSI KaK MOBPEX-
JIEHNE CKOPITYIIBI M OJIEIHOTO I1apa Ha COCTOSHUH TI03HA-
BaTeJbHBIX (DYHKIIMI CKa3bIBAETCSl B MEHBIICH CTEIICHU
[7]. Eciu ouaroBbie MMOBPEXKICHUS YCUEBUIICOOPA3HOTO
S]Ipa Yale MPOSBISIOTCS WHEPTHOCTHIO TICHXUYECKHX
MIPOIIECCOB, PEUEBHIMH U TIOBEACHYECKUMHU CTEPEOTHITH-
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SIMH, KOMITYJIbCUSIMH [7], TO XapakTepHbIMU MpU3HAKA-
MH OCTPOTO COCYAMCTOTO MOPAXKEHHsI XBOCTATOTO Aapa
CYUTAIOTCS CIYTAaHHOCTh CO3HAHUS C MCHXOMOTOPHBIM
BO30YKJICHHEM, IOCIIC YMEHBIIICHHUS KOTOPOTO Ha Tep-
BBII IJIAaH HAYWHAIOT BBIXOJWTH amaTus ¥ aOynmus, Ha-
PYUICHHE PETYJSAIUU TCUXUYCCKUX U TMOBEICHUYCCKHIX
peakmuii, paccTpoiicTBa mamsaTu u auzaptpust [7, 10].
Hapsiny ¢ 3Tum yka3eiBaeTcs Ha BO3MOXXHOCTh Pa3BUTHS
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MpHU JICBOCTOPOHHMX OdYarax HWIIEMHH HICOMOTOPHOM
anpakCUu B pyKax, IEYHO-A3BIYHON alpakCuu, AU3ap-
TPUH U HEKOTOphIX (hopMm adazum [7, 11, 22]. Kpome
TOTO, MPH NMPaBOCTOPOHHUX OYarax B CTpUATyMe, OCO-
OCHHO paCIpPOCTPAHSIOUINXCS HAa BHYTPEHHIOIO Kall-
Cylly, OIHMCAaH «MOTOPHO-3KCIJIOPATOPHBIH» BapUaHT
3pUTENBHO-TIPOCTPAHCTBEHHOTO HETJIEKTa, MPOSIBIISIO-
LIMKACS B OTPaHUYCHHUM MOMCKOBBIX ABMKCHUH HpaBOn
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Puc. 1. MarunTHO-pe30HaHCHAs: TOMOrpaMMa NalueHTKH Ha 9-e
CYTKH TOCITUTAIU3aINH.

YpoBenb cpe3a 1: akcHalbHOE CEUCHHE Yepe3 BEPXHIOI J4acTh MO-
3omucroro tena. la. FLAIR-BY, Tonmmuna cpesa 4 mwm. 16. dud-
(y3HOHHO-B3BELIIEHHOE M300paXkeHHe ¢ (HAKTOPOM B3BEIICHHOCTH
muddysmu b=1000, Tommuuua cpe3a 4 mm. 1B. KoHTypHas kapra
30HBI OCTPOIl HIIIEMHN Ha YpPOBHE cpe3a 1: MoKa3aHO BOBJEUYEHHE B
HIIEeMUYECKHH odar roJIOBKM XBOCTATOTO SIAPaA.

YpoBeHb cpe3a 2: akCHalbHOE CEUCHHE Ha YPOBHE HIDKHEH JacTH
mo3onucroro tena. 2a. FLAIR-BU, Tonumna cpesa 4 mum. 26. {ud-
(y3HOHHO-B3BELIEHHOE M300paxkeHHe ¢ (HaKTOPOM B3BEIICHHOCTH
mudoy3un b=1000, Tonmmua cpeza 4 mMm. 2B. Konrtyphas kapra
HIIEMUYECKOTO TIOpasKeHNsI Ha YPOBHE cpe3a 2: MOKa3aHO aHATOMH-
YeCKOe B3aMMOOTHOIIEHHE 30HbI OCTPOH HIEMHH H OCHOBHBIX TTOJI-
KOPKOBBIX CTPYKTYD.

YpoBeHnb cpe3a 3: QpoHTANBHOE CEYCHUE HA YPOBHE CpeIHEW Ya-
CTH MO30JMCTOro Temna. 3a. T2-B3BeleHHoe H300pakeHre (TONIUHA
cpe3a 5 mm). 36. KontypHast kapTa Ha ypoBHE cpe3a 3, IOKa3bIBa-
I0IIasi pacIpoCTpaHEHWe ouara MIIEMHH W3 JIEBOH HOXKKH MO3Tra B
HAaIpaBJIEHUH JEBOTO COCLIEBUHOTO TeIa.

4. YpoBHHU NTO3UIIMOHUPOBAHUS TPEX MPEACTABICHHBIX CPE30B.
Yenouble o6o3HayeHus: b)K — Goxoble xemynouku, I — Tpetnit
xkenynouek, HM — Hoxxka mo3ra, Moct — Baponues moct, MT — mo-
3onucroe teno, Tan — Tanamyc, XBSA — xBocraroe sapo, YA — yeue-
BunieoOpasznoe sapo, bII — brenusiit map, UB — uépHoe BeuiecTso,
CT — cocueBunnoe teno, BKII — BHyTpeHHsIs Kalicylia repeaHee
6enpo, BK3 — BuyTpennss kamncyna 3agaee 6eapo, MTC — mexrana-
MHUeckoe cpamenue, K — mocrumeMndeckre KUCTEL. 30HBI OCTPOH
WIIEeMUH TIOKa3aHbl 3aJMBKOH, MOCTHIIEMHYECKNE KHCTBI — TOUEU-
HOH 3aJIUBKOI.

Fig. 1. MRI images of the 43-year-old woman with acute ischemic
stroke, the 9th day of hospitalization.

The 1st section level: MRI in axial slices at the level of the upper
part of the corpus callosum. 1a. Brain MRI (FLAIR) in axial section
showing higher intensity in the left basal ganglion, thickness of slice
4 mm. 16. Brain MRI (DWI) in axial section showing restricted
diffusion in the left caudate nucleus. 1B. Schematic representation
of the affected left caudate nucleus in this case compared to the axial
images of the same patient.

The 2nd section level: MRI in axial slices at the level of the lower
part of the corpus callosum. 2a. Brain MRI (FLAIR), thickness of
slice 4 mm. 26. Brain MRI (DWI), thickness of slice is 4 mm. 2B.
Schematic representation of the ischemic lesion, the anatomical
relationship of the ischemic focus and major subcortical structures
is shown.

The 3rd section level: MRI in coronal slices at the level of the middle
part of the corpus callosum. 3a. T2-weighted image, thickness of
slice is 5 mm. 36. Schematic representation, showing the spread of
the ischemic focus from the left cerebral peduncle in the direction of
the left mammillary body.

4. The three levels of MRI slices.

Legend: BX — lateral ventricles, III — third ventricle, HM — cerebral
peduncles, Moct — pons, MT — corpus collusum, Tan — thalamus,
X84 — caudate nucleus, USI — lentiform nucleus, B — pallidus, UB
— substantia nigra, CT — mammillary bodies, BKIT — anterior limb of
internal capsule, BK3 — posterior limb of internal capsule, MTC —
interthalamic adhesion, K — postischemic cyst.

The areas of acute ischemia are shown by pouring, the postischemic
cyst — by multiple points.

PYKH B JICBOH ITOJIOBHHE NMPOCTPAHCTBa (Hampumep, B
TecTax Ha 00O3HAYEHHE CEPeIMHBI OTPe3Ka WU Ha 3a-
YepKHBaHUE CHMBOJIOB Ha jucte Oymarm) [7, 11, 22].
B T0 e BpeMs HE TUIIMYEH «CEHCOPHO-TIepIenTyallb-
HBII» BapHaHT 3PUTENBHO-NPOCTPAHCTBEHHOTO HETJIEK-
Ta, MPOSBISTIONIMNACS ()EHOMEHOM «yracaHus Mpu Ou-
JaTepajgbHOU 3putenpHoi ctumyisauuu [10].
WmeBmieecst y OOJBHOW CHIDKEHUE TOOYXKICHHN

RESEARCHES AND CASE REPORTS

K JIEATeIbHOCTH M OTPAaHUYCHHE CIIOHTAHHON AaKTUB-
HOCTH OTHOCHTCS K XapakTepHBIM NpU3HAKaM HH ap-
KTa XBOCTAaroro sjpa. [lodtu y mosoBHUHBI MAlMEHTOB
C 3TOH JOKaIM3alUeil MOPAKEHUS MO3Ta BBISBISIETCS
COBOKYMHOCTb TaKUX HEPBHO-TICUXMUYECKUX HapyIle-
HUH, KaK yruromenne apQekra U OTCYTCTBHE PEaKITHit
Ha SMOIIMOHAJILHO 3HAYMMBbIC CTHMYJIbI, Oe3pa3inuue K
OKPYXKAIOITUM COOBITHSM M COOCTBEHHOMY COCTOSTHHIO,
HEBO3MOXHOCTh CaMOIIOOYKICHUS ¥ MHHUIIUAIIUH TIeJIe-
HaIPaBJICHHOHN JCATEIIBHOCTH (aCIIOHTAHHOCTD), PE3KOE
o0e/IHeHUE PEYeBOW M JABUTATECILHOW aKTHBHOCTH, OT-
CYyTCTBHE KPUTHUKH K CBOEMY COCTOSHHUIO, KyMCTBCHHAS
IIyCTOTa», YBEJIMUCHHUE JIATEHTHOTO NIEPUOAA OTBETOB Ha
3aJaBaeMble BOIIPOCHI TPH COXPAHEHWH BO3MOXKHOCTH
HEKOTOPOM HHTEJUIEKTyanbHOU nestenabHocTH[S, 10].
DTOT CHHAPOM B KOHTEKCTE OIHCAHIS MOPAXKCHUS O~
KOPKOBBIX TaHIJIMEB OJHMMH aBTOPaMU O0O3HAYaeTCs
KaK «ararus», IpyruMu — Kak «a0yJius», a TPeThUMHU —
Kak «armarusi/adymus» [14, 16]. [lo maenuto L. De Witte
1 COaBT. [24], CHHIPOM MOTHBAIIMOHHO-TIOBEJICHIECKUX
HapyIICHUH MPU MOpaXeHNN 0a3alIbHBIX TAHTJINEB U Ta-
JlamMyca B HauOoJIbIIeH CTeNeHH COOTBETCTBYET «ayTOaK-
THUBAIMOHHOMY» BapUaHTYy anaTuu, Mo Kiaccu(uKauu
R. Levy u B. Dubois [24]. Takxe i OIUCAHUS 3TOTO
CHH/IPOMA HCIIONB3YIOTCS TaKUE TEPMHUHBI, KaK «aTH-
MOPMHUSD, KIICUXUYECKAsT aKHHE3HS», «yTpara ICuXuye-
CKOW CaMOAKTHBAIANY, «ICPHUIIAT CAMOAKTHBAIIAM |5,
25]. Yka3aHHBII CUHIPOM OIUCaH MpH JABYCTOPOHHHMX,
peke — OMHOCTOPOHHHX TTOPAKEHHSIX 3PUTEIHHOTO Oy-
rpa, OJeqHOro mapa, XBOCTaToro siipa WM cpaszy He-
CKOJIBKUX CTPYKTYp CTPHUO-TIAJUTUAAPHON CUCTEMBI, IPU
9TOM OH MMEET OOJIBILIOE CXOACTBO C CUHAPOMOM TIOpa-
JKEHHSI JIOPCO-MEINATIbHBIX OTIENIOB MpedpPOHTATBHON
KOpHI [5, 7]. Ero mpoucxoxaeHue mpu COCyAUCTOM IO-
paKEHUHM XBOCTATOTO si/ipa OOBSCHICTCS MPEepPhIBAHUEM
Ha ypoBHe 0a3ajbHBIX TAHIIIUEB KOPKOBO-TIOJKOPKOBOTO
MEPeHEer0 NUHTYISPHOTO M JO0PCOJIaTepaIbHOTO TIpe-
(hpOHTAIBHOTO KPYrOB UMIYJbcanuu [5, 7].
OTMeJaBIIHEeCs] peIeBbIe PacCTPOICTBa (pe3koe 00e-
JIHCHUE U 3aMEeJJICHUE PEUH, 3aTPyAHCHUS IPU MOUCKE
CJIOB, OJTHOCIIO)KHOCTH OTBETOB Ha BOIIPOCHI, IIepceBe-
paluu Ipu J0CTATOYHO COXPAHEHHOM MOHUMAHUU PEUr
Y HA3BIBAHUU MPEIMETOB) IO CBOMM XapaKTEPHCTHKAM
Onmu3kH K To# (hopme adazuu, KOTopasi B OTEUSCTBEHHBIX
KIaccupUKanusaXx 0003HAYACTCS KaK «JIUHAMUYECKAs
atazus». Ee BOSHHKHOBEHUE MPH TOPKEHUH 0a3alib-
HBIX TaHIJINEB OOBACHSIOT Pa300IIeHNEM JIOKATM30BaH-
HBIX B TEPEAHHUX M 3a/JIHUX OTNENaX KOPbI TOJOBHOTO
MO3Ta «PEUYEBBIX IIEHTPOBY», UMEIOIINX CBSI3U C JIEBBHIM
XBOCTAaTBIM IIPOM U BHYTpeHHEH Karicysoi [10].
JIBurarenbHas ¥ pedeBasi aClIOHTAHHOCTh Y OOIBHOM
COYeTasach C OCTPBIM PACCTPONCTBOM MaMATH, KOTOPOE
BCTpEYAETCS TMOYTH Y TPETH OOIBHBIX C WHCYIBTAMH B
o0acTé XBOCTATOTO s/Ipa, 4TO OOBACHSETCS BOBIIEUE-
HHUEM TOCJIeTHET0 B HEUPO(PU3UOIOTUICCKHE CHCTEMBI
obecrnieuenust mamaru [10, 11]. Kpome Ttoro, ommcan
CiIy4ail TpeXOAAIero HapylleHHs IMaMsATH C TOJTHON
aHTEepOTPaIHON aMHe3Wel W YacTUYHOH (TOJBKO Ha
COOBITHSI HEJAaBHETO IMPOIIJIOro) peTporpagHoi amHe-
3Uel, KOTOPBIM MO CBOUM IPOSIBICHUSIM COOTBETCTBO-
BaJ IMpHU3HAKaM TPAH3UTOPHOHN II00AJILHOW aMHE3uH,
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y OOJIBHOTO C 04aroM OCTPOW HMIIEMHUU B TeJie MPAaBOTO
xBocTaroro sanpa [11]. XBocraroe sapo, Kak MOKa3blBa-
FOT HEKOTOPBIC KIIMHUYECKHUE HAOIOICHUS, MOXKET OBITh
Ooree 3HAYMMO AJIsi 00ECIeYeHUs] MHECTHUECKHUX TPO-
1IECCOB, YeM ueueBHiieoOpasHoe sapo [7]. YkazaHHOMY
MHEHHIO MTPOTHUBOpEYaT pe3yabTaThl MPOBEAeHHOTO M.
Arsalidou u coaBr. [6] MeTa-aHamM3a OOJIBIIOTO YHCIIA
MyOJIMKaIni, CBHIETENLCTBYIONINE O TOM, YTO JIJISl HeW-
poduznonoruueckoro obdecreyeHuss padoueit maMsTu
(momneprxaHue B KPaTKOBPEMEHHOM MaMSITH MTOCTYIAr0-
el HH(GOPMAIIUU U yIIPABJICHUE €10 U3 BCeX 0a3alibHbIX
TaHTIIMEB) HanOoJIee 3HAYUMBI TIEPEIHIE YIACTKH CKOP-
JIYTIbI YEUEBUIICOOPA3HOTO s/Ipa, a HE XBOCTATOE S/IPO, B
TO BpeMs KaK aKTHBAIHs TIOCIEIHEro Ooee BayKHa IS
OpraHM3alMy MPOIECCOB IUIAHUPOBAHUS U MPOU3BOJIb-
HOTO TIEPEKITIOYEHNS TICUXUYECKIX TPOIECCOB. YKa3bl-
BaeTCs Ha TO, YTO IPU MHCYJIBTaX B O0JIACTH XBOCTATOTO
sipa Oosiee BRIpaKEHBI aHTEPOTPAHAS aMHE3HS W CHU-
JKEHHE KPaTKOBPEMEHHOM MaMsATH, YeM PEeTpOrpajHas
aMHe3us ¥ HapylIeHUs JOJTOBPEMEHHOHM mamsTu |3,
13]. Cumuraercst Takke, 4TO JABYCTOPOHHEE MOPaXKCHHE
XBOCTATBIX sIJIEP CIIOCOOHO BBI3BIBATh ITI00AIBHYIO aM-
HE3WI0, B TO BpeMsI KaK MPHU OJTHOCTOPOHHHUX MHCYIBTaX
C JIOKaJIM3anuei B 006JacT XBOCTATOTO Apa MHECTHYE-
CKHE TPYIHOCTH KacaroTCsi B OCHOBHOM aKTUBHOTO BOC-
npousBeneHus uadopmarnuu [1, 3, 10, 26].

VY onucanHol OONBHON B OCTPOM IMEPUOIC WHCYIb-
Ta UMEJIMCh rpyOble HApYIICHHS KaK JOJITOBPEMEHHOMN
AMU30/IMYECKON M CEMaHTUYECKON MaMsTH, TaK U Kpa-
TKOBPEMEHHOMN MaMSTH, C HEBO3MOKHOCTHIO aKTUBHOTO
BOCIIPOM3BEACHUS W y3HaBaHUs nH(popMmarmn. OgHaKO
crycTs 3 Mecsilia OHa BOCCTaHOBHJIA CIIOCOOHOCThH Kpa-
TKO ONHCHIBaTh HanboJsiee Ba)KHBIC DMH30/BI M3 CBOCH
MIPOIIION JKU3HU U MPOU3BOJIBHO BOCIIPOU3BOIUTH U3-
BECTHBIE €l 110 Oone3HH (PaKkThl W3 JTUIHOU M OOIIe-
CTBEHHOM wuctopuu. [laMATh Ha mpeAlIeCTBOBABIINE
WHCYIIBTY COOBITHS Y OOJIEHOM BOCCTaHABIMBAJIACH OBI-
CTpee, YeM KpaTKOBPEMEHHasi MaMsTh, 3pUTEIIbHAS Ta-
MSATh BOCCTAHABIIMBAJIACh JIyUIlle, YeM CITyXOpedeBas, a
y3HaBaHHE — JIy4Ille, YeM aKTUBHOE BOCIIPOHM3BE/ICHUE
nHpopmanmu. Takum 0Opa3oM, Hallle HAOMIOICHUE CBU-
JIETEITLCTBYET O BO3MOXKHOCTH Pa3BUTHUSI aMHE3UU JIaKe
MIPH OTHOCTOPOHHEM MH(ApPKTE XBOCTATOTO SApa, C TO-
CJICIYIOIUM YACTHYHBIM BOCCTAHOBJICHUEM TTAMSITH.

[IponcxoxneHne aMHECTHYECKOTO CHHApPOMA IIPH
MOPaKEHUU XBOCTATOTO SJIpa TPYIHO OOBSICHHUTH C TO-
3UIMI TPEICTaBICHUH 0 (PYHKITHOHUPOBAHIH KOPTHKO-
CTPUAPHO-TAJIAMO-KOPTHKAJILHOW CHCTEMBI, B CBSI3H C
gem T. Benke u coaBT. [7] mpeayioKuian 1Be THITOTERHI,
KOTOpBIC HE HMCKIIOYArOT Apyr apyra. CormacHo mep-
BOH THIIOTE3e, HAPYLICHHUS MaMSTH MPH MOBPEKICHUU
0a3aJIbHBIX TaHIJIHUEB OOYCIIOBJICHBI MOBPEKICHHEM UX
CBsi3el ¢ TAKUMM CTPATETHYeCKH 3HAYUMBIMHU JIJISI MHE-
CTHUYECKHX (PYHKIUH CTPYKTypaMH, KaK THUNIIOKAMIT U
Tamamyc. UTo KacaeTcsi caMoro XBOCTaTOro A1pa, TO €ro
pOIb B 00€CIIEYeHUU MHECTHUECKHUX MPOIECCOB JI0 CHX
MOp HE CTOJIb OYEBUJIHA, YTOOBI OE30rOBOPOYHO CUUTATH
COOCTBEHHO €T0 MOBPEXK/ICHHE MPUUYUHON PacCTPOICTB
namsati [7]. ComnacHo BTOpOH THIOTe3e, HapyIIeHUsS
MaMSTH TP OCTPOM HIEMHUYECKOM TTOBPEKIACHUN XBO-
CTaToro siipa BTOPUYHBI [10 OTHOIIICHUIO K OJTHOBPEMEH-
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HO BO3HHUKAIOIIUM paccTpoicTBaM MOTHBALIMH, BHIMA-
HUS ¥ yIpaBISIomux QyHKIwii [7].

Tsoxenble KOTHUTUBHBIC, MOTHBAllMOHHBIE W IOBE-
JCHYECKHE HapylLIeHus (BKIIOYaroue alyliuio, Hapy-
HICHUS YIPaBISIOMUX QYHKIMA, BHUMAHHUS U MIAMSITH)
yaie BCTPEYaroTcs Y OONBHBIX ¢ OOMIMPHBIMU WHbap-
KTaMH XBOCTaTOTO SIIpa C paclpoCTPaHECHHEM 30HBI
WIIIeMHUH Ha 00JIaCTh MepeTHeTo Oepa BHYTPEHHEH Karl-
CyJIBl MJIH Ipyrue Onusnexanme cTpykrypsl [10]. M3o-
JMPOBAHHOE U HEOOJIBILOE TI0 Pa3MepaM HIIEMHUYECKOE
MOPa)KEeHNE XBOCTATOTO sIJIPa MOXKET POSIBISITHCS JIUIIb
JIETKUMHU PEUEBBIMHU PACCTPONCTBAMU, CIIA00CTHIO JIULIE-
BOW MyCKyNarypbl Win (GpanuoOpaxuaibHbIM Mape3oM B
repBbie 1HA WHCYIbTa [10].

CrenyeT OTMETUTB, YTO B IAHHOM CITy4yae He UCKITIO-
4aJl0Ch BOBJIEYEHHUE JIEBOTO COCLIEBUJHOIO Teja B 30HY
OCTpPOH MIIEMHU (XOTS OCTOBEPHO YTBEPKIATh ITO
ObUIO HEBO3MOXHO H3-32 HEAOCTAaTOYHOIO IPOCTPAH-
CTBEHHOTO pazpeuieHus MP-uzobpaxenust). 1ot daxr,
10 HAIlIEMy MHEHHIO, 3aCITy>KUBAET BHUMAHUSI, TI0CKOJIb-
Ky JaXe OIHOCTOPOHHEE IOpPaKEHHE COCLEBUIHOTO
TeJa CoCOOHO MPUBECTH K Pa3BUTHIO aMHECTUYECKOTO
cunapoma [27]. s Gonee ToHKOH MOP(HOIOrHYECKO
OLIEHKH COCIICBUIHBIX TEJ, OYEBUIHO, TPEOYeTCs MTOBBI-
LICHUE pa3peliaoneldl CriocOOHOCTH NPOrpaMMbl CKa-
HUPOBaHU;, B MEPBYIO Ouepe/ib, 1eJIeco00pa3Ho Mpu-
MEHEHHUE CPE30B TOJNINHON He Oosiee 3 MUITUMETPOB.

3akjoueHue

Knunnueckass xapTHHA HMIIEMHYECKOTO HWHCYJBTa C
[IPEUMYLIECTBEHHbIM BOBJIEUEHHEM XBOCTATOIO sIIpa
MOYKET BKJIIOYAaTh OCTPOE PAa3BUTHE aMHECTHUYECKOIO
CHUHIPOMA, COYETAIOIIErocs C arnaruel, peueBbIMU Ha-
PYLICHUSIMH U PETYIATOPHOM qucyHKInEH.

YV HabmiomaBmieiicss 60MbHOM B OMIKalIIMe MeCsIIbl
MOCJIE MHCYIBTA KOTHUTUBHBIE HAPYILIEHUS PErpeccupo-
BaJIM JIMIIG 9acTU4HO. Hambomnee CTONKMMHU OKa3aluch
paccTpoiicTBa KpaTKOBPEMEHHOM CIyXOpedeBOM MaMs-
TH, UMEBIIHIE «JIO0OHO-TTOJIKOPKOBBII» THII, a TAKXkKe 00e-
JHEHUE Peud, HapyLICHUS IPOU3BOJIBHOTO BHUMAHUS U
YIPaBISIOMNX QYHKIUH.

Hannune npusHakoB uiieMun 0a3alibHBIX TaHITIHEB
0 JJAHHBIM HEHPOBU3YyaTU3aIMH Yy OIIMCAHHON OOIBHOM
C OCTPO Pa3BUBLIMMCSI aMHECTUYECKUM CHHAPOMOM HE
MCKJTIOYAJIO y HEe OTHOBPEMEHHOTO UIIEMUYECKOTO I10-
BPEXKICHHUS COCLIEBUAHBIX TEN, HaJCKHO BepUULIMPO-
BaTh KOTOPOE HE yAaJloCh B CHIIy HEIOCTaTOYHOU pas-
pelIaronei CriocOOHOCTH HCII0Ib30BAHHOMN IPOrpaMMbl
CKaHUPOBAHHUS.

Y G0NBHOTO ¢ OCTPBIM AMHECTHYECKUM CHHIPOMOM
MIPYU UIIEMHUYECKOM HHCYJbTE, Y KOTOPOTO IO JaHHBIM
MPT BbIsIBASIETCS TPEUMYLIECTBEHHOE MOPAXKEHNE XBO-
CTaToro spa, 11eIecoodpa3Ho JOMOIHUTENBHO OLIEHU-
BaTh COCTOSIHME COCLIEBUAHBIX TN, O3ULIUOHUPYS Cpe-
3Bl Yepe3 UX LEHTPBI, CHUKAs TOJIIMHY cpe3a 10 3 MM,
a TaKXKe MCIOJb3Ys APYIHe CIIOCOObI MOBBIMIEHHUS MIPO-
CTPAaHCTBEHHOTO Pa3pelieHHs U300paKEHHI.

Asmopul svipadicaiom 61a200apHOCMb 8payy omoe-
Jienust 0711 OONIbHBIX C OCMPBIMU HAPYUEHUAMU MO32080-
20 kposoobpawenust Huorcecopoockozo pecuonanibnoeo
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cocyoucmoeo yeumpa Eeoposoii Enene Anexcanoposne
3a nOMowb 8 006C1e0068aHUlL OOTBHOI.
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Benenne. Kocnumugras Oucghykyus Ha ce200HAUHUI OeHb A68emcsi 0OKA3AHHbIM OCLOJICHeHueM caxaprozo ouabema (C/I).
Oonaxo, 6onpoc 0 HAMUYUU AHAMOMUYECKUX U MEMAaOONULeCcKUXx UsMeHeHUll 8 20I06HOM MO32e, d MAKJice UX C6:A3U C noKaame-
JIAMU Y2le600H020 0OMena, 00 cux nop ocmaemcsa omkpoimoim. edb. Uzyuums pesynvmanmvl MaeHUmMHO-pe30HAHCHOU MOMO-
epapuu (MPT) u npomonnotl MazHumno-pe3oHancHoll CReKMpoCKonuu 201061020 moszea nayuenmos ¢ C/{ 1-2o muna monodozo
603pacma u ux 3aUCUMOCHIb OM noKasamenell y2ie600H020 00MeHA U pe3yiibmamos HetponCUxoI02ULecko2o MmecmupoBaHus.
Marepuan u meroabl. O6ciedosano 120 nayuenmos ¢ CII 1-e0 muna, epynny konmpons cocmasunu 36 300poswix auy. Beem
VUACIHUKAM NPOBEOEHO HEUPONCUXON0SUYECKOe MeCMUpOsanue U aHau3 yene00H020 0OMeHa (2nuKeMis HAMowax, 2uKupo-
8anHblll 2cemoznooun). 58 nayuenmam ¢ C/[ 1-eo muna u 20 nuyam uz epynnel KOHMpPOJa NPO8EOEHO HENPEPbIBHOE MOHUNOPUPO-
sanue anuKeMuu ¢ onpeoenenuem Kodgguyuenmos sapuadenvrnocmu u evinoanenvt MPT u npomonnas MazHummo-pe3onancHas
CneKmpocKonus 201061020 mosza. Cmamucmuueckas 0bpabomka npogedena ¢ nomougvio npoepammul IBM SPSS Statistics 20.0.
Pe3yabTrarsl. Buiasieno cuudicenue cymmaprozo banna MoCa-mecma y nayuenmog ¢ C/ 1-eo muna oo 25-26 (p<0,001). Oyenka
pesyniomamos MPT nokazana crusicenue obvema cepozo u ysenuuerue odbema 6enoco eewecmaa Kopbl 2010681020 mozea (p<0,05)
y nayuenmos ¢ C/{ 1-2o muna, dononnumensmulil ananus 2UNNOKAMna ¢ 06eux CmopoH He iUl 00CIOBEPHO20 USMEHEHUs] €20
o0bvema, no cpagnenuio ¢ Koumponvrou epynnoil (p<0,05). Ilo pe3yromamam npomoHHOU MASHUMHO-PE3OHAHCHOU CNEKMPOCKO-
Nl 207106HO20 MO320 BbIABIEHbI SHAUUMbLE USMEHEHUS. COOPAHCAHUSL OCHOBHBIX Memabonumos (N-ayemunacnapmam, KpeamuH,
Kpeamurghocgham, xonur) 6 kemrax 2on06Ho2o mosea (p<0,05), a maxoice ux 63aumMocesnsu ¢ NOKA3AMEIMU BAPUADETbHOCTIU
enuxemuu (p<0,05). 3axmouenne. C/ [-2o muna accoyuuposan co cHudcenuem navamu u enumanus. Memooom MPT eviagneno
YMeHbleHue 00beMO8 Cepo20 Bewecmea U ysenuierue 00bemos benozo eeujecmsa Kopbl 201061020 Mozea y hayuenmos ¢ CJJ 1-2o
muna. Pasnuyer 6 obvemax cunnoxamna ne obnapyiceno. Cmamucmuyueckuii aHanu3 8blAGUI 83AUMOCEA3b MeHCOY NOKA3AMeAMU
sapuabenvrocmu enukemuu y hayuenmog ¢ G/ 1-eo muna u cooepoicanuem 0CHOGHbIX MeMadonumos, 8 YaCmHOCMU Kpeamuna, 8
KIIemKax 207106H020 Mo32a, 0coberHo ¢ cunnokamne (p<0,05).

KnrogeBbIe cioBa:caxapusiil ouabem 1-20 muna; 20108HOU MO32; MACHUMHO-PE3OHAHCHAS CNEKMPOCKONUSA, KOZHUMUG-
HAsL OUCPHYHKYUSA, KDeamuHt,; SUNNOKAMN.
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THE USE OF MAGNETIC RESONANCE RESEARCH METHODS OF THE BRAIN IN PATIENTS
WITH TYPE 1 DIABETES MELLITUS AND COGNITIVE DYSFUNCTION

!Siberian State Medical University, 634050, Tomsk, Russia
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Introduction. Cognitive dysfunction is currently a proven complication of diabetes mellitus (DM). However, the question of the
presence of anatomical and metabolic changes in the brain, as well as their connection with the parameters of carbohydrate
metabolism, is still open. The aim. To study the results of magnetic resonance imaging (MRI) and proton magnetic resonance
spectroscopy (H-MRS) of the brain in patients with type 1 DM and their dependence on the parameters of carbohydrate me-
tabolism and on the results of neuropsychological testing. Material and methods. /20 patients with type 1 DM were exam-
ined, and a healthy control group comprised 36 healthy individuals. All participants underwent neuropsychological testing,
carbohydrate metabolism (fasting glycemia, glycated hemoglobin) was evaluated. 58 patients with type 1 DM and 20 persons
from the control group underwent continuous monitoring of glycemia with the determination of the coefficients of variability,
performed MRI and H-MRS of the brain. Statistical processing was carried out using the IBM SPSS Statistics 20.0.0 program.
Results. 4 decrease in the total score of the MoCa test in patients with type 1 diabetes was revealed up to 25-26 (p<0.001).
Evaluation of MRI results showed a decrease in the volume of gray and an increase in the white matter content of the cerebral
cortex (p<0.05) in patients with type 1 DM, but there was no significant difference in hyppocampus volume. Significant changes
in the content of major metabolites (N-acetylaspartate, creatine, creatine phosphate, choline) in brain cells (p<0.05), as well as
their relationship to glycemic variability (p<0.05) were revealed. Conclusion. Type 1 is associated with a decrease in memory
and attention. The MRI method revealed a decrease in the volume of gray matter and an increase in the white matter content
of the cerebral cortex in patients with type 1 DM, no differences in hippocampal volumes were found. The effect of glycemic
variability in patients with type 1 DM on the content of major metabolites, in particular creatine, in brain cells, especially in
the hippocampus, was established by statistical processing.
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Brenenne. Caxapusiii quadet (CJ1) siBisieTcsi BAXKHBIM
(hakTOpOM pHCKa B pa3BUTHN KOTHUTHUBHBIX HapyIICHNH,
TaK KaK JaHHOE 3a00JIeBaHHUE — 3TO METa0O0INIECKOE pac-
CTpPOWCTBO, KOTOpOe 0OmagaeT MyIbTH()AKTOPHBIM AeH-
CTBUEM Ha pa3luyHble TKaHU U oprasbl. LleHTpambHas
HEpBHAs CHUCTeMa He ABJSIeTCS HCKIoueHneM. JlaHHoe
MIPEIIONIoKEHUE ObLTO BBICKa3aHo emie B 1922 1. [1], a B
1950 . B MTepaTypHBIX UCTOYHUKAX MOSBUIICS TEPMUH
«muaberndeckast sHedanonarus» [2]. K Hacrosmemy
BpPEMEHH MMEETCS ps KPYIMHBIX PadOT, JOKA3bIBAIOIINX
OTPHIIATETBHOE BO3/ICHCTBIE XPOHUUECKON THITCPIIIHKE-
MHH Ha KOTHUTHBHBIE QYHKIMH y TarenToB ¢ CJI [3-5].
[Tpu 3TOM OCTAIOTCSI OTKPBITHIMU BOIIPOCHI: COIPOBOXKIA-
FOTCSI JIM BBIIBJICHHBIE HApyIIEHU aHATOMUYECKIUMHU HITH
METa0OTMYECKIMH U3MEHEHHSMU B TOJIOBHOM MO3T€ Yy
nareHToB ¢ CJI, a Takxke oTMedaeTcs JIn OTpUIATeIbHOE
BIIMSIHUE Ha COCTOSIHWE KOTHUTHBHBIX (DyHKIWH JEKOM-
MICHCAIIMH YTIIEBOHOTO OOMEHA.

CKpUHHMHTOBOE BBISIBJICHUE JIETKUX KOTHUTUBHBIX Ha-
pYLIEHUI TPOBOAUTCA C MCIIOJIb30BAHUEM HEUPOIICUXO-
JIOTHYECKUX TECTOB, HamOoJee paclpoCTpaHEHHBIM M3
KOTOpBIX sBIIsieTCsl MOHpeanbckas IIKaja OLIEHKH KOr-
auTHBHBIX QyHKImi (MoCa-tect) [6]. AHaTOMHYECKYIO
COXPaHHOCTb CTPYKTYp TOJIOBHOTO MO3ra HCCIENYIOT C
WCTIONIb30BAaHUEM PA3IMYHBIX BU3YATU3UPYIONINX METO-
JIOB, B YaCTHOCTH MarHUTHO-PE30HAHCHOW ToMOTrpadun
(MPT). Merabonmuuecknii cocTaB TKaHEH B HACTOSIIECE
BpeMsl HE WMHBA3WBHO MPWKU3HEHHO MOKHO OLIEHHUTh
TOJIKO C TIOMOIIIbIO MPOTOHHOW MarHUTHO-PE30HAHCHOU
CHeKTpocKomnuu [7].

Lenb HacTOAIIETO MCCIENOBAHUSA — M3YUNUTh PE3YITh-
tarsl MPT 1 pOTOHHONM MarHUTHO-PE30HAHCHON CIIEK-
TPOCKOTIMH TOJIOBHOTO Mo3ra narmerToB ¢ CJ1 1-ro tTuma
MOJIOZIOTO BO3pacTa M MX 3aBUCHMOCTH OT IOKa3aresieit
YIJIEBOJHOTO OOMEHA U PEe3yNIbTaTOB HEHPOIICHXOIOTHYe-
CKOI'0 TECTUPOBAHUSI.

MarepuaJj 1 MeTOIbI

[IpoTokon uccnenoBanusi 0on00OpeH DTHUECKUM KO-
muterom 'BOY BIIO Cu6I'MY Munznpasa Poccumn.
Boino obcaenosano 120 namuentos ¢ CJI 1-ro tuma, u3

HuX 63 (52,5%) myxuunsbl, 57 (47,5%) »xeHmuH. [pyr-
Ty KOHTPOJISI COCTaBHIIN 36 YeNoBeK, COMOCTAaBUMBIX 110
oy M Bo3pacty. KimHuko-maboparopHasi xapakTepu-
CTHKa 00CIIeIOBaHHBIX JIUII ITPEJICTaB/IeHa B Ta0I. 1.

C/ 1-ro Tuna auarHOCTUPOBAIM B COOTBETCTBUU C
aIrOPUTMaMU CHEUATU3UPOBAHHON MEIULIMHCKOM MO-
MOTIIH OOTBHBIM caxapHbIM auadetoM 20151, 2017 . [8,
9]. Monomoii Bo3pacT MalMEHTOB U TPYIIBI KOHTPOJIS
OTIPEIEISUTA COTTIAcHO Kitaccudukaruu BeemupHOit op-
raHM3alUy 3paBooxpaneHus — He oonee 44 ner (BO3,
2015). 30,8% manuenToB ¢ C/[ 1-ro Tnuma uMenn ctax
3aboneBanus menee 5 net, 45,8% — or 5 go 10 et u
23,3% — 6omee 10 net. 64,2% 60apHbIX ¢ CJI 1-T0 THIIA
MOJTyYaJIH JICYCHUE B PEKUME MHOTOKPATHBIX HHBEKIIUH
WHCynnHa, 35,8% — B pekrMe TOMIIOBOI MHCYIHHOTE-
parmuu.

CIl — sto 3aboneBaHNe, KOTOPOE COMPOBOXKIACTCS
OOJIBIIIMM KOJIMYECTBOM OCIOKHeHUH. CoriacHo amiro-
pUTMaM CHENUATU3UPOBAHHON MEAUIIMHCKOM MOMOIIU
OosnbHBIM caxapHbeiM auaberom 2015 ., 2017 1., npu
JTAHHOM 3a00JICBaHUM MMEETCSI PsiZi OCHOBHBIX OCIIOXK-
HEHUH, Cpely KOTOPHIX AradeTHduecKas PEeTHHONATHS,
KOoTOpasi y HalluX MalueHToB BcTpedanack B 55,0%
ciydaeB, nuaderndeckas Hedpomatua — y 36,7% mna-
[UCHTOB, a TaK)Xe ANa0eTHUECKas TTOJIMHEBPOIIATHS — Y
49,2% 1maeHToB, BOIICAIINX B JAHHOE MCCIICIOBAHUE
[8, 9].

OpnHako B OUIMAIBHBIX AJITOPUTMAX M IPOTOKOJIAX
OKa3aHUs MEIUIIMHCKOH TOMOIIM OTCYTCTBYET TaKOe
KITMHUYECKH BaXHOE OCIIOKHEHHE, KaK JradeTndecKas
sHIedanonaTus, KOTopasi CIOCOOCTBYET CHHKEHUIO
MIPUBEPIKEHHOCTH JICYCHUIO W CHIDKAET KaueCTBO Camo-
KOHTpOJIs y nanueHToB ¢ CJI, 9To mpuBOUT K yXyuamie-
HUIO COCTOSIHHS KOMITCHCAITUH YTJIEBOJHOTO OOMEHa, a
3HAYUT CIIOCOOCTBYET OoJiee OBICTPOMY Pa3BUTHIO JIHA-
OCTHYECKUX MHUKpPO- M MakpoaHrnomarmii. K cokare-
HUIO, YaCTOTy BCTPEYaeMOCTH JuadeTnueckoi sHIeda-
JIOTIaTHH Y HAIIHX MAIMEeHTOB PETPOCIIEKTHBHO OIIEHNUTh
HE Y/ajoch, TaK Kak B aMOYJIaTOPHBIX KapTax OTCYT-
CTBYIOT JaHHBIE O BepU(PHUKAINN JAHHOTO OCIOKHEHHS.
[TosTOoMy B X0z1e pabOTBI BCEM Y4aCTHHKAM HCCIIEN0Ba-
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TabGnuma 1.
Kimnuko-1adoparopHasi xapakTepucTuka oociaenoBanubix jul (Me; Q1-Q3)
CJI 1-ro Tumna ['pynna koHTpOIS
[Toxazatenu
MYXK4YHUHEI (1 =63) | JKeHIHUHBI (1 = 57) MyKauHEI (1 = 20) | JKeHIHHBI (1 = 17)
Bospacr, coowut 28 [24; 32] 30 [26; 34]
Bospacr, c00s1 28 [24; 30] 29 [26; 33] 29 [26; 35] 30 [26; 33]

WUMT, xe/m?

UMT, xe/m’

I'moko3a KpoBH HATOIAK, MMOIb/]
I'moko3a KpoBH HATOILAK, MMOIb/]
I'muxupoBaHHBI reMoroonH, %

I'muxupoBaHHBII reMorioouH, %
CAJl, mm pm.cm.
CAJl, mm pm.cm.
JAL, mm pm.cm.

23,6 [22; 24,7
23,6 [22.3; 24,5] 23,8 [21,9; 24.,9]
8,3[7,41;9,8] *

8,7[7.4;9.8] * 8,0[6,9;9,7] *
8,1[7.4;8,7]*
7,8[7.3;8,6] * 8,3[7.5,891*

120 [117; 124]
121 [117; 125] 120 [117; 123]
79 [77; 81]

24,1 [22;25.9]

24,4[22,1; 25,9] 22,9 [22; 25.,9]
4,8[4,2;5,0] *

4,8[4.6; 5,11 * 4,5[4,0; 5,0] *
4,9[4.8;5,1] *

4,9 [4,8;5,0] * 4,9[4,7;5,1]*
121 [118; 124]

122 [118; 125] 121 [119; 124]

79 [77; 81]

OAL, mm pm.cm. 80 [78; 82]

79 [77; 81] 79 [77; 81] 79 [77; 82]

Mpumeuanus C/ — caxapusiii quader; UMT — unnekc maccer tena; CAJ] — cucronmueckoe aprepuanbHoe nasienue; JJAJ] — quacronmyeckoe

aprepuaibHoe AaBieHue. * — p<0,05.

Table 1.

Clinical and laboratory characteristics of the examined persons (Me [Q1:Q3])

. DM type 1 Control group
Indicators
men (n =63) | women (n =57) men (n =20) | women (n = 17)

Age, years 28 [24; 32] 30 [26; 34]
Age, years 28 [24; 30] 29 [26; 33] 29 [26; 35] 30 [26; 33]
BMI, kg/m’ 23,6 [22;24,7] 24,1[22;25,9]
BMI, kg/m’ 23,6 [22,3; 24,5] 23,8 [21,9; 24,9] 24,4 [22,1;25,9] 22,9 [22;25,9]
Fasting blood glucose, mmol/l 8,3[7,41;9,8] * 4,8[4,2;5,0] *
Fasting blood glucose, mmol/l 8,7[7,4;9,8] * 8,0[6,9;9,7] * 4,8 [4,6;5,1]* 4,5[4,0; 5,0] *
HbAlc, % 8,1[7,4;8,7]* 491[4,8;5,1]*
HbAlc, % 7,817,3; 8,6] * 8,31[7,5;89]* 4,9[4,8;5,0] * 491[4,7;5,1] *
SBP, mmHg. 120 [117; 124] 121 [118; 124]
SBP, mmHg. 121 [117; 125] 120 [117; 123] 122 [118; 125] 121 [119; 124]
DBP, mmHg. 79 [77; 81] 79 [77; 81]
DBP, mmHg. 80 [78; 82] 79 [77; 81] 79 [77; 81] 79 [77; 82]

Note: DM — diabetes mellitus; BMI — body mass index; SBP — systolic blood pressure; DBP — diastolic blood pressure. * — p < 0,05.

HUsl ObUIa NPOBE/CHA OICHKA KOIHUTHUBHBIX (DYHKIIUH
¢ ucnoip3zoBanrneM MoCa-Tecta, KOTOPBIH OIICHUBACT
COCTOSIHME Pa3JIMYHBIX KOTHUTHBHBIX C(ep:BHHUMaHUE
Y KOHIICHTPAIIUIO, HCIIONHUTEIbHbIC (PYHKIIUH,ITaMSTh,
SI3bIK, 3PUTEIIBHO-KOHCTPYKTUBHbBIC HABBIKH, aOCTPaKT-
HOE€ MBIIUICHUE, CYET HOPUEHTAIIHIO.

XapakTepucTUKa BapuadeIbHOCTH YPOBHS INTUKEMHUH
Obl1a BeIMONHEHA s 58 manmentoB ¢ CJ| 1-ro tuma
MOCJIC TPOBEJCHHS HEMPEPHIBHOTO MOHUTOPUPOBAHUS
YPOBHS TIIFOKO3BI KPOBH C MOMOIIBIO mprbopoB Care-
Link iPro-2 uGuardianReal-Time (Medtronic, CIILIA).
Jlnst pacuera OCHOBHBIX IOKa3aresiedl BapuaOeIbHOCTH
IJIMKEMUN HUCTIONB30Bajcsa KanbKyisTop EasyGV [10]
C ompeeNieHHEeM CIeAYIONuX Ko3(pHUINEeHTOB: CTaH-
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nmapTHoe oTkioHeHue (SD), MHAeKC U TETHHOTO MTOBBI-
mienus imkemud (CONGA), uHIeKe Ta0MIbHOCTH TITH-
kemun (LI), mHmekc J (MHOUKATOp KadecTBa KOHTPOIIS
IIMKeMHH), UHeKe pucka runormukemun (LBGI), un-
nekc pucka raneprimukemun (HBGI), cpennee cyTouHBIX
pazmuunit (MODD), cpennss aMruMTyga KoieOaHUiA
mmukemun (MAGE), cpennee 3nauenne prucka (ADRR).
Paccunrannbie K03 GUITMEHTHI BapHaOSIIbHOCTH TITHKE-
MHHU C YYETOM PEXHMOB HHCYJIHMHOTEPAINH TPEICTaB-
JIeHBI B Ta0M. 2.

MPT rosoBHOro mMo3ra U HPOTOHHYIO MarHUTHO-
PE30HAHCHYIO CIIEKTPOCKOITUIO TOJOBHOTO MO3ra Ipo-
Bogwk 58 manuentam ¢ CJI 1-ro tuna u 20 aunam u3
TpyNIBl KOHTPOJS Ha ammapare Magnetom Symphony
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Tabnuma 2.

XapakTepucTuKa noka3artesieil BapuadeasHocTu rmukemun (Me; Q1-Q3)

ITanments! ¢ CI 1-ro Tuma

[Tapamerpsl

BCC MalMCHTHI

PEKUM MHOKECTBEHHBIX PEKUM ITOMITOBOM HHCY-

(n=58) WHBEKIMI nHCYIMHA (1 =36) nuHoTepanuu (n = 22)
CrannaprHoe otkiionenue (SD), mmonv/n 6,25 [3,1;7,7] 6 [3,25;7,35] 6,45 [2,8; 8,4]
gzﬂexc JUTATEIHbHOTO ToBbIIeHus keMuu (CON- 4,65[3,3; 7.3] 47[3,25; 6,75] 4,55 [4;7,3]
), MMOIB/TL

Wunexe nabmnsrocTr mmukemun (LI), (vmvonv/n)’/4 4,25 [3,3; 5,1] 4,5[3,5; 6,551* 4,0512,8; 4,51*
J-index 54,15[22,4; 73,6] 45,65 [23,4; 74,1] 60,55 [22,4; 69,7]
Wupekc pucka runornukemuu (LBGI) 3,85[2,6; 5,2] 3,3[2,1;4,95] 4,25 [3,6; 5,4]
Wunexc pucka runeprmukemun (HBGI) 7,75 [5,6; 12,5] 9,55 [6,8; 18,4]* 6,9 [3,9; 9,51*
Cpennee cytounbix paznuuuii (MODD), mmons/n 3,8512.,9; 5,6] 4,312,7;5,7] 3,412,9;4,2]
CpeHsist aMIUTUTY/Aa KOJIeOaHn IITMKeMUT 7.6 [4,6; 8.9] 8,15 [6,45; 9,3]* 5,5 [4,3; 8.2]*

(MAGE), mmonw/n
Cpennee 3nauenue pucka (ADRR)

45,95 [28,9; 57.8]

49,7 [42,1; 59,8]* 27,85 [24,3; 47,2]*

Mpumeuanue: *—p<0,05.

Table 2.

Characteristics of the measures of glycemic variability [Me [Q1;Q3])

Patients with DM type 1

Parameters all patients multiple injection of insulin pump insulin therapy
[n =58) [n =36) [n=22)

Standard deviation [SD), mmol/I 6,25[3,1;7,7] 6[3,25;7,35] 6,45 [2,8; 8,4]
[Cé’gﬁgggs overlapping net glycemic action 4,65[33;7.3] 471325, 6,75] 4,55[4;7,3]
Lability index [LI), /mmol/l)2/hour 4,25(3,3;5,1] 4,5[3,5; 6,55]* 4,05[2,8; 4,5]*
J-index 54,15 [22,4; 73,6] 45,65 [23,4; 74,1] 60,55 [22.,4; 69,7]
Low blood glucose index [LBGI) 3,85[2,6; 5,2] 3,3[2,1;4,95] 4,25 [3,6; 5,4]
High blood glucose index [HBGI) 7,75 [5,6; 12,5] 9,55 [6,8; 18,4]* 6,9 [3.,9; 9,51*
Mean of daily differences [MODD), mmol/l 3,85[2,9; 5,6] 4,3[2,7;5,7] 3,4[2,9;4,2]
Mean amplitude of glycemic excursions [MAGE), 7.6 [4.6: 8.9] 8,15 [6,45; 9.3]* 5.5 [4,3; 8,2]*

mmol/l
Average daily risk range [ADRR)

45,95 [28,9; 57,8]

49,7 [42,1; 59,8]* 27,85 [24,3; 47,2]*

Note: *—p<0,05.

1,5T (Siemens) B OO0 «JIJILl MUBC-Tomck». MPT
BBIIOJIHSUIM [0 CTAHAAPTHOM METOOUKE B AaKCHalb-
HOH, CaruTTajibHOM U KOPOHAIBHOM mpoekuusx. Ilo
pe3yabraram MPT ¢ momMonipio NmporpaMMHOTrO IaKe-
Ta aBroMarnueckorr cermenranuu Free Surfer (CLIA),
KOTOPBII [TO3BOJIAET CErMEHTHPOBATh OeJloe BEIIECTBO,
KOPTHUKAJIbHOE W CYOKOPTHKaJbHOE CEpOe BEILECTBO
[11], BeumCISUIH 00BEMBI CEpoTo M OEIOr0 BEIIeCTBa
KOpBI TOJIOBHOTO MO3Ta, a Takke 00bEeM THIIOKaMIIa.
[IpoTOHHYI0 MAarHUTHO-PE30HAHCHYIO CIEKTPOCKOIINIO
MIPOBOAMIM €O BpeMeHeM penakcaimu TE = 135, 00b-
€M BOKCEJIS COCTABISUI 1,5 cM?, pUKCHPOBAIN OCHOBHBIE
crnektpsl xonuHa (Cho), kpearnna/ocdoxpearnna (Cr/
PCr), N-anetunacnaprara (NAA).

Craructudeckyro 00pabOTKy pe3yibTaToB MPOBOIH-
JIM METOJJaMH OIIMCATEeJIbHON, YACTOTHOM M CPAaBHUTENb-
HOW CTaTHCTHKHU C ToMoIIbio nporpaMMbl IBM SPSS
Statistics20.0.0. I[IpoBoauau mpoBepKy Ha HOpMallb-

HOCTh pacmupezesieHus pu3Haka ¢ moMoIpio W-TecTta
[Hanmupo-Yunka. s HEHOPMalIbHO pPacHpeleIeHHBIX
rapaMeTpoB MPOU3BOAMIHN pacdeT kBapruien (Me, Q1-
Q3). 3HAYUMOCTh PA3IUYHN TSI HE3aBUCHMBIX JTAHHBIX
OLICHUBAJIU 110 Z-KpuTepuro MaHHa-YUTHU JJIT HEHOP-
MaJbHO pacHpeieNeHHbIX AAHHBIX, 3HAYMMOCThH pas3-
JUYWN JUTST 3aBUCUMBIX JAHHBIX — TI0 KPUTEPHUIO YHII-
KOKCOHa. B3amMocCBsI3p mokaszareneil onpenensian Mnpu
oMoty koppersinu Crupmana. J[ocToBepHOCTE pas-
JUYXN A7 KAUECTBEHHBIX [TOKa3aTelel OLeHUBAIN IPU
MOMOIIN KpHUTepHsi XU-KBajpaT. 3HAYMMBIMU CUUTAIU
paznuuus npu p<0,05.

Pesynbrarsl

B xoze paOoTh! OBIJIO BBISIBICHO CTATUCTUYECKH 3HA-
YIMOe CHIDKEHHE pesynsratoB MoCa-TecTa y mamnmeH-
ToB ¢ C/] 1-ro TMMa B cpaBHEHUH C TPYMION KOHTPOISL
(»<0,001) (ta6u. 3). [Ipu 3TOM B X0/1€¢ aHAIM3A OTACIIb-
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Tabnuma 3.
Pe3yabTaThl HElPONCUX0J0rHYECKOro TecTupoBanusi|Me;

Q1-Q3)

[TarueHTHI
¢ CJI 1-ro Tuna

[TanueHnTs! rpymn-
Bl KOHTPOJIS

ANBTEpHUPYIOUIMHI Ty Th
[1 6amm)

Ky6 [1 6amn)

1[1;1] 1[1;1]

1[1; 1] 1[1;1]

Yacer [3 Oanna) 31[2; 3]* 3[3;3]*
HaseiBanue [3 Gasa) 3[3; 3] 31[3;3]
Buumanue [6 6amioB) 43;5]* 6[5; 6]*
IToBropenue ¢pa3ssl 2 [1.5;2] 2[2;2]
[2 Ganna)

Bernocts peun [1 6asn) 1[1;1] 1[1;1]
AbcTpakuus [2 6anma) 2[2;2] 2[2;2]
OTCpOYEHHOE BOCTIPOU3- 43; 471* 515; 51
BezieHuE [S 0auioB)

OpuenTanus [6 6anioB) 6 [6; 6] 6 [6; 6]
Cymwma [30 GautoB) 26 [25; 26]* 29 [29; 29,51*

Table 3.

Results of neuropsychological testing (Me [Q1; Q3]]

Patients with Control

DM type 1 group

Trail Making Test Part B 1[1;1] 1[1;1]
(1 point]
Cube (1 point] 1[1;1] 11 1]
Clock-drawing task (3 points] 312; 3] 3[3; 3]
Low-familiarity animals 3[3; 3] 3(3; 3]
(3 points]
Attention (6 points] 413; 5TF 6[5;6]*
Repetition of complex 2[1.5;2] 2[2;2]
sentences (2 points]
Phonemic fluency (1 point] 1[1; 1] 1[L; 1]
Verbal abstraction (2 points] 2[2;2] 2[2;2]
Delayed recall (5 points] 4[3;4]* 515; 51
Orientation (6 points] 6[6; 6] 6[6; 6]
Amount (30 points] 26 [25;26]*  29[29;29,5]*

IMpumeuanne: * - p<0,05.

HBIX 3aJaHui OBbLIO BEISIBIIEHO 3HAYMMOE CHIDKEHUE Oal-
7108 110 3aaaHusAM vackl (p=0,002), Baumanne (p<0,001)
1 oTcpoueHHoe Bocnpousseaenue (p<0,001).

Ormenka pe3ynsratoB MPT romoBHOTO MO3Tra moka-
3ajla 3HAYUMOE CHWKCHHE O00OBEMOB CEpOTO BEIIECTBA
KOpBI TojioBHOTO Mo3ra (p<0,05), a Takxke 3HAUNMOE
yBEIIMYCHHE 00BEMOB OCIIOTO BEIIECTBA KOPBI TOJIOBHO-
ro mosra (p<0,05) y mammmentoB ¢ CJI 1-ro Tuma B cpaB-
HEHUH C TPYIMION KOHTPOJIS, TIPU 3TOM CTaTHCTUYCCKU
3HaYMMOM pa3HUIBl B 00beMax THIMIOKaMIIa BBISBICHO
He Ob11o (Tabm. 4).

IIpu oneHKe pe3ynabTaToOB MPOTOHHOM MarHUTHO-pe-
30HAHCHOHM CIIEKTPOCKOIIHH, MONyYEHHBIX C ITOMOIIBIO
YCPEAHCHUA NaHHBIX, BBIABJICHO 3HAYMMOC CHHIKCHUC

Note: *—p<0,05.

coziepkanus N-areTwiiacrnaprara, kpearnda u ¢ocdo-
KpeaTHHa B CEPOM BEIIECTBE TOJIOBHOIO MO3ra CIIpaBa
U yBeIHUYCHHE cojepkaHusi (hocokpeaTHHa B TUIIIIO-
KaMmIle CrpaBa W cjeBa, N-alleTwiacnaprara B THIIO-
Kamrie crpaBa U N-aretuiiacrnaprara B 0eJIoM BellecTBe
y nangueHToB ¢ CJ[ 1-ro Tuma B CpaBHEHUH C TPYNION
koHTpoIs (p<0,05). IIpu uccaenoBaHny OTHOIIEHUH Me-
TaOOIUTOB OOHAPY>KEHbI 3HAUNMbBIC CHH)KEHHSI OTHOLIIE-
HUI XoNHa K pocdokpeaTrHy B THIIIIOKaMIIE CJIeBa, XO-
mHa K pocdokpearnHy u kpearnHa K (pocPoKpeaTHHy
B THIIIIOKAaMIIE CIIpaBa, KpeaThHa K N-aleTuiacriaprary
B OeyIoM BeIEeCTBe, a TAKXKE YBEJIMUCHUE COOTHOLICHHUS
(dhocdokpearnna k N-aneTuiiacnaprary B THIIIOKaMIIE
crpaBa y nauueHtoB ¢ C/[ 1-ro tuna B cpaBHEHUH C

TabOmnuma 4.

O0BEMBI ceporo, 0€J10ro BelecTsa  runMnoKaMina B MWUIHJIUTPaX, cerMeHTUpoBaHHbIX B FreeSurfer [CILIA) [Me; Q1-Q3)

ITokazarens [Tarnentst ¢ C/1 1-ro Tvna | ITanMeHTBI TPYIIIBI KOHTPOJIS | p
OO6BEM ceporo BeleCTBa KOPbI TOJIOBHOTO MO3ra, ¢’ 516,95 [504,71; 542,1]* 543,19 [523,24; 554,17]* 0,004
O6bEM GesIoro BelecTBa KOpbl TOJIOBHOTO MO3ra, ¢’ 675,37 [661,33; 687,68]* 630,66 [625,03; 641,59]* 0,001
OO0BEM rummokKamma cjiesa, cu’ 3,08 [2,93; 3,2] 3,09 [3; 3,24] 0,325
OO6BEM THIIOKaMITa Cripasa, cam’ 3,09 [2,92; 3,23] 3,01[2,9; 3,21] 0,537
IMpumeuanue: *—p<0,05.

Table 4.

O0BEMBI ceporo, 0€J10ro BelecTsa U runmnoKaMna B MWLUIHJIUTPaX, cerMeHTUpoBaHHbIX B FreeSurfer (CILIA] (Me; Q1-Q3]

Parameters Patients with DM type 1 | Control group | P
Volume of gray matter in the cerebral cortex, cm’ 516,95 [504,71; 542,1]* 543,19 [523,24; 554,17]* 0,004
Volume of white matter in the cerebral cortex, cm?’ 675,37 [661,33; 687,68]* 630,66 [625,03; 641,59]* 0,001
Volume of the hippocampus on the left, cm? 3,08 [2,93; 3,2] 3,09 [3; 3,24] 0,325
Volume of the hippocampus on the right, cm? 3,09 [2,92; 3,23] 3,01 [2,9; 3,21] 0,537

Note: *—p<0,05.
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Tabnuma 5.

B3anmocBsi3p NOKazaTeliell yriieBOAHOro o0MeHa W pe-
syasTatamu MoCa-tecra

| Cymmapaslii pesynasTar MoCa-tecta
-0,54%*
-0,51%*

IIpumMedaHue: 3HAUMMOCTh Koppersiin * — p < 0,001

HbAlc

I'mukemus HaToIIAaK

Table 5.

Correlation of the parameters of carbohydrate metabo-
lism and MoCa test results

The total MoCa test result
-0,54*
-0,51*

Note: the significance of correlation * — p < 0,001

HbAlc

Fasting glycemia

rpynmnoit koutpous (p<0,05). [Ipu noBokcenbHON OLeH-
Ke cofepkaHus kpeatnHa u ¢pochokpeaTnHa B 00IacTH
THIIIOKaMIa 0OHAPYKEHO 3HAYMMOE CHIKCHHUE YKa3aH-
HBIX METa0O0JIMTOB, 0COOEHHO B 3aIHUX OT/AENAaX I'MIIIO-
Kamria ¢ ooeux cropoH (p<0,001).

IIpu comocTaBiieHNN MMOKa3aTeIei yIieBOIHOTO 00-
MeHa (IIIoKo3a KpoBu Haromak, HbAlc) ¢ pesynbrara-
MH HEHPOTICUXOJIOTHYECKOTO TECTHPOBAHMS OBLITH 00HA-
PY’KEHBI CTaTUCTUYECKH 3HAYMMBIC CBS3U — YEM BBILIC
OBLIH TIOKA3aTeN! YIIIEBOJAHOTO OOMEHa, TEM XyKe ObLITO
BeInmosiHeHne MoCa-tecta (Tadm. 5).

IIpu 5TOM CBSI3M MEXKAY pe3yJbTaTaMu HEHPOIICHUXO-
JIOTMYECKOr0 TECTUPOBAHUS U 10JIOM, Bozpactom, UMT
U cTa)keM 3a00JICBaHUS BBISIBIICHO HE OBLIO.

boina mpoBezneHa OLGHKA CBSA3M MEXKIY pe3ylbrara-
MH HEWPOIICUXOJIOTHYECKOTO0 TECTHPOBAHMUS U JIAHHBIMHU
MPT ronoBHoro mo3ra. B xone KoppesiiiHOHHOTO aHaAIU-
3a BBISBJICHA CTAaTUCTHYECKH 3HAYMMasl TTOJIOKHUTEIbHAs
ciabas B3aMMOCBSI3b MEXIy cymMoii OamtoB o MoCa-
TECTy M 00bEeMaMHU CEepOro BEIIECTBa KOPHI T'OJIOBHOTO
mo3ra (p=0,036) u runmokamma cripasa (p=0,015).

[lpu ananuze B3auMOCBs3U KOA(PPHUIMEHTOB Bapu-
a0eThbHOCTH TIIMKEMUU U PEe3yJbTaTOB HEHPOIICHXOJIO-
THYECKOTO TECTUPOBAaHUSI ObLIa OOHapy>KeHa OTpHlla-
TeNbHAs KOPPENAINNOHHAS CBSI3b MEXAY CyMMapHBIM
pesynbratom MoCa-tecta u ko GUIHEeHTaMHU JTa0HIThb-
HocTH mukemun (p=0,008), cpemHUM CYTOYHBIX pa3iv-
yuit (p=0,005) u cpenuum 3uadeHue pucka (p=0,032).

Jli1s BBISBIIEHUS! CTETIEHW B3aMMOCBS3M MEXIY II0-
Ka3aTesiIMA BapHaOEIbHOCTH TIMKEMUH y TAlWeHTOB
¢ CI 1-ro Tumma W JaHHBIMH, TIOJYYEHHBIMH B XOJC
oneHku pesynsratoB MPT u poTOHHON MarHuTHO-pe-
30HAHCHOH CTIEKTPOCKOITHH, TPOU3BEIEH KOPPEAIINOH-
HBII aHanu3. BreisiBieHa oOpaTHas B3aMMOCBSI3b MEXKIY
WHIECKCOM JJUTEIHHOTO TOBBIIICHUS TIIMKEMHAN U 00b-
emMoM rurnokammna ciea (r=-0,27, p=0,044).

ITo pesymsratram H-MPC ObuT Takke TpOBEACH
aHaJiM3 B3aUMOCBS3U ¢ Kod(duureHTaMu Bapuadelb-
HoctH. [lo xoaddummenty nHaeKca AIUTETHHOTO TO-
BBILICHUSI TIMKEMHH Obla BBISBICHA TOJIOKHUTEIbHAS
KOpPENSIUOHHAs CBSA3b C TIOKa3aTeNsiMH KpeaThHa
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(r=0,38, p=0,003) u pocdokpearuna (r=0,49, p<0,001)
B THIIIOKAaMIIE cripara, GochokpearnHa B cepoM Bellle-
ctBe cmpasa (r=0,28, p=0,036) u N-aneTunacmaprarom
B cepom BemectBe cnesa (r=0,3, p=0,024). Ilo xo3¢-
¢unreHTy nabWIBHOCTH TIMKEMUH — OTpUIATeNbHAasI
KOPPEJIAIUOHHAS CBSI3b C MOKA3aTesIMKU XOJIMHA B THII-
nnokamrie ciesa (r=-0,27, p=0,044) u dhochokpearuna
B rumnmokamrie crpasa (r=-0,3, p=0,023). [lo xo3hdu-
ety J-index, KOTOpBI SBJsIeTCS MHIUKATOPOM Ka-
YecTBa KOHTPOIS TIIUKEMUH, — TIOJIOKUTEIbHAS KOppe-
JSUAOHHAS CBsI3b C IMOKaszarensmMu kpearuna (r=0,29,
p=0,03) u dhochokpeatnHa B cepoM BEIIECTBE CIIpaBa
(r=0,3, p=0,022). [To ko> duimeHTy HHICKCa pUCKA TH-
MOIIMKEMUM — TIOJIOKHUTENIbHAS KOPPEISIUOHHAS CBSI3b
¢ mokazatemsiMu N-aleTuiacrnaprara B THIIIIOKaMIle
cnera (r=0,33, p=0,012) u B 6enom BemectBe (1=0,29,
p=0,026). ITo ko3P PuULMEHTY CPEAHETr0 CYTOUHBIX pa3-
JUYUA — TIOJIOKUTENbHAS KOPPEISIHS ¢ ToKazaTejaeM
N-anerunacnaprara B cepoM Bemiectse ciesa (1=0,43,
p=0,001). ITo ko3 dhuHeHTy CpeTHETO 3HAYCHIS PHUCKA
— OTpULAaTeNIbHasi KOPPEJALMOHHAs CBSA3b C [TOKa3aTes-
mu pocdorpearnna B 6emom Bemectse (r=0,3, p=0,02) u
N-auerunacnaprara B cepoM BemiecTse crpana (r=0,27,
p=0,041). Ilo xorddunrenTaM cTaHIAPTHOTO OTKIOHE-
HUSI, MHJIEKCA PHCKA TUIIEPIIIMKEMHUU U CPEIHEN aMILIn-
TyZbl KOJICOAHUI TIIMKEMHH CTATHCTHYECKH 3HAUYUMBIX
Koppessinuu  oOHapykeHo He Obuio (p>0,05). Taxoke
OBUT BBISIBIICH PSIJ] TIOJOKUTEIBHBIX U OTPHIATEIBHBIX
KOPPEJAUi MeX Ty KOdpPHUIHEeHTaMU BapuadeTbHOCTH
(KpoMe CTaHJIapPTHOTO OTKJIIOHEHUS U CPEeTHEN aMILIUTY-
JIbI KONIEOAHNH TIIMKEMHUHW) ¥ COOTHOIICHUSIMH MeTa0o-
JIUTOB B UCCIIETyEMbIX O0JIACTSIX.

O6cy:xnenue

ITonydenHsbie pe3ysbTaThl HEUPOICUXOIOTMYECKOTO
TECTUPOBAHUS, CBUACTEIBCTBYIOIIUX O HAJIMYUU KOT-
HUTHUBHON mauchyHKImU y manueHToB ¢ ClI 1-ro Tuma,
COMIACYIOTCS C JAHHBIMHU KPYITHOTO METa-aHaju3a, Mpo-
BenenHoro B 2005 . A.M.A Brands u coasr. [3], ipo-
neMoHcTpupoBasuiero BnusiHnue CJI 1-ro Tuma Ha cocTo-
SITHIE OCHOBHBIX KOTHHUTHBHBIX JOMCHOB, B YaCTHOCTH
MaMSITH U BHUMaHMSL.

B pa6ore Laura E.M. Wisse u coaBt. mpu aHanmuse 3
KpPYIHBIX HccilefoBaHuil y nanuenToB ¢ CJI 2-ro Tuma,
CoIepIKAIIUX JaHHBIE 00 OIpeIeTICHIH 00bEMOB Pa3IHy-
HBIX CTPYKTYp TOJIOBHOTO MO3Ta, OBLIO ITOKa3aHO YBEIH-
YyeHue 0011l aTpo K TOJIOBHOTO MO3Ta IPH OTCYTCTBUU
arpo(uu rUMnIoKamIia B CpaBHEHUH C TPYTIIION KOHTPOIIS
[12], gTO cormacyeTrcsi C HaTUMU PE3yIIBTaTaMU.

[TomyueHHBIE B X0/Ie HACTOSIIIIETO UCCIIEIOBAHMS JIaH-
HBIC O CHIDKEHUU CONEP KaHMs KpeaTHHa B TUIITIOKAMIIE
1 OJTHOBPEMEHHOM BBISBJICHHH HAPYIICHUS MAMSTH I10
pesynbTaTaM HeMpOoICHXOIOTHYECKOTO TECTUPOBAHUS Y
maruerToB ¢ CJI 1-ro Tma coBmagaroT ¢ JaHHBIMU, T1O-
mydeHHbIME B padote E.B. JlaproHnoBoii, B KOTOpoOii pac-
CMaTpuBaach POJIb MAarHUTHO-PE30HAHCHOW CIIEKTPO-
CKOTIMH B HCCJICIOBAHUU MHECTUYECKOM NeATeTbHOCTH
3JI0OPOBBIX B3POCIBIX, B XOJ€ KOTOPOW ObIJa BBIABICHA
MIOJIOKUTETIbHASL KOPPEIALMOHHASL CBS3h MEXKIY COAEP-
YKaHWEM KpeaTHHa B THUMIIOKaMIle, 0COOEHHO B JIEBOM, C
paznuuabiMu Bugamu namatu [13]. Ilpu atom kpeaTus u
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(docdokpeaTHH SBISIOTCS MapKEPaMHU SHEPreTHUECKOTO
0o0MeHa KJIETOK TOJIOBHOTO MO3Ia U CHOCOOCTBYIOT IVIM-
kou3y [14—16], 4To MOXKET OBITh CJICJICTBUEM Pa3IHUUs
[0 KOHLEHTpauuu KpeatnHa u gochokpearnna y 60m1b-
HBIX C/I, y KOTOpBIX OCHOBHBIM MPOSIBIICHUEM 3a00J1eBa-
HUSSIBIISICTCATUIIEPIIIMKEMUSI.

K coxanenuto, B JuTEpaTypHBIX HCTOYHHKAX HET
JAHHBIX O B3aMMOCBSI3M MEXIY IOKa3aTelsiMU BapHa-
OCNBHOCTH TJIMKEMHUH W CTPYKTYPHBIMH M MeETa0OoIIu-
YECKMMHU M3MEHEHUSIMH T'OJIOBHOTO MO3Ia, IO JaHHBIM
MPT u npOTOHHOH MAarHUTHO-PE30HAHCHOW CIIEKTPO-
CKOIIMM, TaK KakK MOAOOHBIE HCCIENOBaHMSA 1O HAaCTO-
AIIETO BPEeMEHH He MpOoBOAMJIMCH. B Hameil pabote
BIIEpBBIC ObLTa TTOKa3aHa CBSI3b MEXAY PSIIOM K03 hu-
LUEHTOB BapuaOeNbHOCTH IIIMKEMHUH U pe3yJabTaTaMu
BU3YaJIM3UPYIOLINX METOIOB UCCIIEIOBAHUS.

3ak/oueHue

B xome paboter ycranosneHo, uro C/I 1-ro tuma
OKa3bIBacT BIMSHUE HA COCTOSTHIE KOTHUTUBHBIX (DYHK-
[UH, OIIEHEHHOE C MOMOILBIO HEHPOIICHUXOIOTHYECKOTO
tectupoBaHus. I1o nanueiM MPT BbIABIIEHBI CTPYKTYD-
Hble M3MEHEHUS TOJOBHOTO MO3ra, TaKHE KaK CHUXKe-
HHUE 00beMa Ceporo BEeIIeCTBa KOPBI TOJIOBHOTO MO3Ta U
yBenuueHne o0beMa 0es1oro BeIecTBa KOpbl FOJIOBHOTO
mo3sra. [Ipu 3ToM, AOCTOBEpHOW pa3HUIBI MO 00BEMY
TUIIIIOKaMIIa BBISIBIICHO HE OBLIO.

Pesynbrarel, moyueHHbIE B XO[¢ NAaHHOH paboThI,
CBHJIETEILCTBYIOT O POJNM BIUSHUS IOKAa3aTellel BapH-
abenpHOCTH TiMKemuu y manuentoB ¢ CJ[ 1-ro tuma
Ha HM3MEHEHHUE COJEP)KaHUs OCHOBHBIX METa0OJIUTOB,
KOHLEHTPALUsI KOTOPBIX ObUIa ompeesieHa ¢ MOMOIIBIO
MPOTOHHOW MAarHUTHO-PE30HAHCHOM CHEKTPOCKOIINH,
B KJIETKax TOJIOBHOTO MO3Ta, OCOOCHHO B THIIIOKAaM-
1€, OHAKO HEIOCTaTOYHOE KOIMYECTBO JUTEPATYPHBIX
JTAaHHBIX O CBSI3U MEXy JaHHBIMH MOKa3aTeIsIMH TOBO-
PAT 0 HEOOXOIMMOCTH JOTIOTHUTEIBHBIX HCCIIEIOBAHUIT
B JAHHOM 00JIacTH.

Kongpnukm unmepecos. ABTOpHI 3asBISIOT 00 OT-
CYTCTBHHU KOH(IMKTa HHTEPECOB.

Q@unancuposanue. Pabora BBHIOIHEHA NpPU IOJI-
niepkke rpanTa mnporpammsl «YMHUK» ®onpa conei-
cTBUsl nHHOBaNWsAM — foroBop Ne 118961'Y/2017 ot 03
ntonst 2017 .
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JIUTEJNBHASA AHTUTHIIEPTEH3UBHAS TEPAIIUSA
N HEPEBPOBACKVYJIAPHBIE OCJIOXHEHUSA

AzepOaiipKaHCKII TOCYIapCTBEHHBI MHCTHTYT YCOBEPIICHCTBOBAHMS Bpaueil mMm. A. AnueBa, kadenpa tepamun, AZ1012,

Baky, Azepbaiimkan

Wensw. M3yuumeo erusinue onumenvroti Henpepuvlenoti anmueunepmenszuenoti mepanuu (AI'T) na yepebposackynsipHoie 0caodic-
HeHus y nayuenmos ¢ apmepuanvholl eunepmensuetl (Al) no umozam 20-nemrne2o HadIOOeHUA.

Marepuai u MeToAbl. B uccredosanue bvinu sxaouervt 225 myocuun 6 sospacme 30-59 nem (cpeonuil éo3pacm 46,5+3,28
2ooa), cmpaoarowux Al Bce nayuenmor npunumanu AI'T kax 6 ude MoHomepanuu, max u ux pasiuiHulx KOMOUHAYUU U 6
meuenue 10-20 nem nHaxoOunuco noo HAOIIOEHUEM CHeYUATUCTOS.

Pesyabrarsl. Ha ¢one onumenvnoii AI'T ocnoscnenus AI' ommeuenwvt y 29 nayuenmos (21,1%), u nuwo 3 uz nux (2,2%) ymep-
e om Opyeux npudun. M3 29 nayuenmogy 12 uenogex (8,7%) 603nukau yepebposackyisapHvle 0CIOACHEHUS], U3 HUX 8 NOLOGUHE
cnyuaes ¢ pamanvuvim ucxooom (6 nayuenmos, 4,3%). Llepebposackynapuvie 0crodicrHenus 603HuKanu wacmo (6 75% ciyuaes)
Ha ¢one nevenus f-adpeHodIoKamopamil.

Bakmatouenne. Juumenvuas nenpepuvignas AI'T ¢ adekeammuvim KOHMPoOLEM apmepuaibHo20 0agieHus NO360sen YMEHbULUMb
yacmomy e€ 0CI0ICHeHUl, 8 YACMHOCU, 00HY U3 Hauboree 4acmvix Gopm yepedpoBaACKYIAPHBIX OCIONCHEHUI — UlleMude-
CKUX UHCYTIbINOS, 8 O JHce 8pemMs ONUMenbHblll npuem [-aopeHoOI0Kamopos He npedomepauiaen ux paseumusl.

KnrwueBbie cnoBa: apmepuaibHas S2UnepmeHn3usl, aumucunepnieH3uenasil mepanust, uepe6p03acxyﬂﬂpuble OCJIOJHCHEHUAL,
uemuyeckul UHCY1bM
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LONG-TERM ANTIHYPERTENSIVE THERAPY AND CEREBROVASCULAR COMPLICATIONS

Azerbaijan State Advanced Training Institute for Doctors named after A. Aliyev, Department of Therapy, AZ1012,
Baku, Azerbaijan

Objective: To study the effect of prolonged continuous antihypertensive therapy (AHT) on cerebrovascular complications in
patients with arterial hypertension (AH) following a 20-year follow-up.

Material and methods: The study included 225 men aged 30-59 years (mean age 46.5 + 3.28 years) suffering from AH. All
patients took various antihypertensive drugs, both in the form of monotherapy, and their various combinations and for 10-20
years were under the supervision of specialists.

Results: Against the background of prolonged AHT complications of AH were observed in 29 patients (21.1%), and only 3
of them (2.2%) died from other causes. Of 29 patients, 12 (8.7%) had cerebrovascular complications, half of them fatal (6
patients, 4.3%). Cerebrovascular complications occurred frequently (75% cases) during treatment with p-blockers.
Conclusion: Continuous AHT with adequate control of blood pressure can reduce the frequency of its complications, in
particular, one of the most frequent forms of cerebrovascular complications — ischemic strokes, while the long-term receiving
[ -blockers does not prevent their development.

Keywords: arterial hypertension, antihypertensive therapy, cerebrovascular complications, ischemic stroke
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AptepuansHas runeprensus (Al') — onno u3 ca-
MBIX PacHpoCTpaHEHHBIX 3a00JEBaHUI CEPAEUYHO-CO-
cyauctoil cucremsl (CCC), mpuBogsmas K paHHEl
WHBAaJMAN3ALUN U OCJIOXHEHHUSIM B BUJE MH(APKTOB
muokapaa (MUM) u MHCYNbTOB, CepAeYHON M moyed-
HOM HENOCTAaTOYHOCTH, NPHYEM IIOJIOBHHA M3 HUX
MPUXOJUTCS Ha TPYLOCHOCOOHBIN BO3pACT, W JIHILIb
okxo10 20% BBDKMBIIMNX OOJBHBIX MOTYT BEPHYTHCS K

npexHed pabdote [1, 2]. HecMoTpst Ha HOCTUTHYTHIE
yCIiexu MenuKaMeHTO3HOW Tepamuu Al, mpoOiema
obecnieueHuss e€ 3(pPeKTUBHOCTH M OE30MACHOCTH,
MO-TIPeXXKHEMY aKTyallbHa B TPeOyeT CBOETO PEIIeHHS.
OO0 3TOM CBHAETENBCTBYET BBICOKAsl YaCTOTA BO3ZHHUK-
HOBEHHMS KapAuaJbHBIX U LEepeOpOBACKYISIPHBIX OC-
JoXKHEHUH y 60nbHBIX ¢ AL, KOTOpas HE yMEHbILIACTCS
Jlayke IPH JOCTATOYHO CTAOMIBHOM KOHTPOJIE apTepH-
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ajpHOTO NaBienus (A/J]) 1 JoCTHKEHUN ero KeaaeMo-
ro yposss [3].

UzBectHO, uTo AI' — Hanbonee pacnpocTpaHeHHBIH
M MOIIHBIN (pakTop pucka (pa3BUTHS JTHOOOTO THTIA HH-
cynbta [4]. [IpumepHo 2/3 BceX MHCYIIBTOB, U MTOJIOBUHA
Bcex cirydaeB niemudeckor 6onesnu cepana (MbC) 06-
ycnoBieHsl Al, 1 €KerofHO 3TO CTAHOBUTCS IPUYMHON
7 MITH cMepTel 1 64 MITH ciiyvyaeB MHBaIuAHOCTH. Oco-
OeHHO crITbHAA CBsA3b HaOmonaeTcs Mexay Al 1 puckom
(arampHOTO M HeaTabHOTO WHCYNBTA [5]. B oTnmmune
ot UBC, npu KOTOpOi TOMHHHUPYET aTepPOCKICPOTHYC-
CKO€ TIOpakeHHE KOPOHAPHBIX apTepuil ¢ HapyIIeHHEM
KPOBOCHAOKEHUSI MUOKapJa, dTHOJIOTHSI MHCYIbTa Te-
TeporenHa. CHIKeHHEe apTepuaibHoro masieHus (AJl)
YMEHBIIIAeT YacTOTy BCEX TUIIOB MHCynbTa [6]. Mera-
aHaJIM3 KPYITHBIX IPOCIEKTUBHBIX HCCIETOBAHUN II0-
Kasall, 4To cHmkeHue AJl Ha 5 MM PT.CT. IPUBOAUT K
YMEHBIIIEHUIO YacTOTHl BO3HUKHOBEHHS WHCYJIGTA Ha
42% [8, 9]. OueBuaHO, 4TO POJIb AHTUTUIIEPTEH3UBHON
teparuu (AI'T) B mpodunaxTrke nepeOpoBacKyIsPHBIX
ocyokHeHn A" He OAIeKUT COMHEHHUIO.

ens uccnenoBanus: M3yunTh BIMSHUE JJIUTEIILHOU
HernpepsiBHON Al'T Ha 1IepeOpoOBacKyIIpHBIE OCIOKHEHHUS
y marrieHToB ¢ Al o uroram 20-1eTHero HaOFOICHNSI.

MarepuaJj 1 MeTOIbI

B wuccnenoBanne ObITM BKITIOYEHBI 225 MYyXKYHH B
Bo3pacte 30-59 ner (cpenuuti Bospact 46,5+3,28 roxna),
crpamarommx Al, 6€3 COIMyTCTBYIOMMX 3a00JICBaHUH,
TpeOYIIIUX CIENHUaIbHOTO JeUeHHs. boiabHbIE, BKITO-
YeHHbIE B MCCIIEIOBaHIEe, HAXOMINCh 1107 HaOIIOneH -
em B Teuenne 10-20 net (B cpennem 10,5+1,32 rona). 3a
BECh MIePHO/ HAOIIOICHHS MTAIlUeHTHl TPUHUMAIN aHTH-
runeprensuBHble cpeacTa (AI'C) u3 pa3Hbix dapMako-
JIOTUYECKUX TPYIII, B YaCTHOCTH, [-aIpeHOOIOKATOPHI
(B-AB), anraronuctsl kanbnus (AK), mHTHOUTOPHI aH-
ruoTeHsuH-npespamiaromero gepmenra (MAIID) wmu

JTNYPETHKH, KaK B BU/I€ MOHOTEPAITHH, TaK U X Pa3iiud-
HBIX KOMOWHAIUHN.

Ha ¢one mpoBomumoit mmurenpaolt AI'T m3ydanuch
TaKXKe MPUBEPKEHHOCTh K JICYCHHUIO C HCIIOIb30BAHHEM
tecta Mopucku-I'puHa, a TakKe KauecTBO YKHU3HHU I10
onpocHuky MapOyprckoro yHuBepcutera General Well-
Being Questionnaire” (GWBQ).

Jluarno3 3a0ojieBaHMs YCTaHABIMBAJICS HAa OCHOBE
TIIATENBHOTO, BCECTOPOHHETO KJIMHHUKO-WHCTPYMEH-
TaJbHOTO MCCIICIOBAHUS Y YaCTH OOJBHBIX B YCIOBUAX
CTaIlMoHapa, a y 4acTh OONBHBIX — amOyiaropHo. O6-
CJICZIOBAHUE BKIIIOYAIO JabOpaTopHbIe KIMHUYECKHUE,
OMOXMMHUYECKHE W WHCTPYMEHTAIbHBIE METO/BI HCCIIe-
noBanud. [lepen BKIrOueHHEM B HCCIIEIOBAaHHE HEBPO-
JIOTHYECKoe 00CIeI0OBaHNE HE BBISBHIIO CTPYKTYPHBIX
HapyIlIeHUH.

CrarucTHYEeCKHM aHAIN3 TTOJTYYCHHBIX JAHHBIX TIPO-
BOJUJICS C TIOMOILBIO MTAKETa CTAaTUCTHUECKUX HaOOPOB
JBM PC AT Ha KOMIIbIOTEpE C HCIOJIB30BAHHEM KOP-
peNSIMOHHOTO aHanmu3a B mporpamme Microstat. [lo-
CTOBEPHOCTH MOJTYUYEHHBIX JaHHBIX OMpEeNnsiiach ¢ uc-
MOJTb30BAHUEM HETMapaMeTPUYEeCKOTO KpuTepus Yailta
(W-kpuTtepwuit) u napamerpuyeckoro T-kpurepus CTbio-
JICHTA.

Pe3yabrartsl

Hedaranbubie nepeOpanbHble OCIOXKHEHHUS B MPO-
necce jiuresibHoM AI'T Ha pa3HbIX CpOKax JieUeHUs
BO3HHKJIM JIMIIb y 6 O0NBHBIX, 4TO cocTaBmio — 4,3% u
nposiBisTuck MU (tabm. 1).

B 370i1 rpynmne 60JbHBIX CpeIHH BO3pACT COCTABUII
59,0+6,9 rona, mmtensHoCcTh Al - 8,83+4,08 roga. Oc-
noxHeHne Al' Bo3HUKan B cpeHeM uepes 8,6+4,5 rona
HETPEpBIBHOTO JIedeHHA. /s 3TUX TMaIMeHTOB OBLIH
XapaKTEpHbI BEICOKHE MCXOAHbIE 3HaueHus AJl, Hu3Kas
MIPUBEP>KEHHOCTH K JeueHuro. Llenessie ypoBuu AJl no-
CTUTHYTBI HE OBLIH.

TabGnuma 1.

KianHnueckasi XapakTepucTHKA 6 MAIMEHTOB, MepeHeCINX HINeMHYeCKUH HHCYJIbT B Ipoluecce NINTeJIbHON aHTUTH-

NepTEeH3UBHON Tepanuu

B Wcxonublii AJl mocrne nedeHus T ———
ospact JmtensHOCTD ypoenb AJl, K MOMEHTY BO3HUKHOBEH. [Ipo- [Ipusep- Te I;HHH
NN | BMOMEHT VAP 16 yauana MM pm.cm. NU, mm pr.cT. JIOJKAT. | JKEHHOCTh P
n/n | BOSHHUKHOBC | o etust JIeYCHMs K
Hus U, 0 ’ ' 03Bl
2000bl c00b! CALl JAJL CALl JAJL TOABI JICUCHUIO mpernaparsl AOSEL,
Mr/cyT
1 62 15 198 132 130 9 12 mmsxas  2nanpwm 80
KopuHpap 60
2 53 10 180 120 140 100 15 HU3Kast KaIlOTeH 100
3 58 8 178 118 140 98 HU3Kas AQHANPWINH 80
4 62 5 200 102 140 82 9  mmkag ~ parowonm 15
HaJI0JI0J 160
5 51 5 220 130 146 92 4  mmwan Kopmadap 60
HaJI0JI0N 40
6 68 10 190 118 138 96 7 Huskas ~ oMOTCH 20
TUTNOTHA3UL 25
7 59,0+6,9 8,83+4,08 1943+17,1 120+£12,2 139+6,5 94+73 86=+4,5
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HenoctmxeHnue 1eneBbIx ypOBHEW YacTHYHO O0b-
SICHSIETCSl HU3KOM NMPUBEPKEHHOCTBIO K JICUCHMIO, Ya-
CTHUYHO TEM, YTO B TOJIbI JICUCHHUsI ATHX 00JIbHBIX (1986 —
1996 1.) 1O yCIIOBUSAM HCCIIEAOBAHUS AOCTATOYHO OBLIO
cumxennst AJl go yposus HAJl < 95 mm pr.cT, a He
<90 MM PT.CT., KaK OBITO PEKOMEH/IOBAHO B ITOCIIETYIOIIEM.

O6cy:xneHue

[IpoBeneHHbI aHaMN3 MO3BOJISAET CAENATh BBIBOJ O
TOM, 4TO Heperyasipubiil npuem AI'C, HuU3Kas mMpuBep-
JKEHHOCTB K JICYEHUIO UTPAaeT BaXKHYIO POJIb HE TOJBKO
B BO3HMKHOBEHWH KapAWaJbHBIX ocloxHeHnd AJl, HO
u uepedpanpHbix [10]. Takke oOpamaer Ha cebs BHH-
MaH#e TOT (akT, uyTo HepedpaIbHbIE OCI0KHEHUS BO3-
HUKaJIM B LIEJIOM B OTHOCUTEIBHO 00JIee TIO3AHNE CPOKU
nociie Hadama AI'T B guamazone ot 4 mo 15 mer. Tak,
L.J. Launer u coaBT. yCTaHOBUJIU, YTO MPHU MPOAOIKU-
tenbHOCTH Al Goniee 5 nieT y 73% NaInueHToB Kak cpeji-
HETo TaK M MOKUJIOTO BO3PAacTa BBISBISIIOTCS KOTHUTHB-
Hble HapymeHus [11].

YUto xkacaercs pexuma AI'T u wHcrnonb30BaHHBIX
AT'C, T0 0c000i1 3aKOHOMEPHOCTH BBISIBUTH HE YAaJIOCh.
BeposrHo, 6onee 3HAYUMYTO POJIh B [UTHTEIHHONR MHOTO-
nerHeit AI'T urpaer cam daxt cHmkeHus AJl, 4ero Mox-
HO JAOOUTHCSI IPU BBICOKOH MPHUBEPKEHHOCTH OOJIBHBIX
K JICUCHHIO U, YTO TIO3BOJIUT MOCPKUBATh CTAOUIIbHBIC
3HaueHus1 AJl, COOTBETCTBYIOLIUX LIEJIEBBIM YPOBHSIM.

Hamm nansble comnacyrorcs ¢ BBIBOJAMH, C/IENIaH-
HBIMU B pe3yJIbTaTe MeTa-aHajlu3a 8§ KPYIHBIX paHIO-
MHU3HMPOBAHHBIX KIMHUYECKHUX MCCIEIOBAaHUH O TOM,
yto akTuBHasg AI'T mpuBOAUT HE TOJIBKO K CHMXKEHUIO
4acTOTHl BO3HUKHOBEHHS MHCYIBTA, HO U K CYIIECTBEH-
HOMY YIyUIIIEHUIO KOTHUTUBHBIX (pyHKIHH [12].

Uccnenosanue HEP (Hypertension in Elderly
Patients) mokasamo, 9TO pUCK pa3BUTHS WHCYIhTa Ha
42% ObL1 MEHBIIE B TPYIIE aKTUBHOTO aHTUTHIICPTEH-
3UBHOTO JICUCHUS 110 CPABHEHUIO C €€ OTCyTCTBHUEM [ 13].

RESEARCHES AND CASE REPORTS

Pesynbrars! uccnenosanniit VALUE cBuAeTenbCTBYIOT O
TOM, 4TO CHIDKeHUE AJl yMEHBIIAeT PUCK Pa3BUTUS UH-
cynbTa B OonbIeii crernenu, uem UM [14].

Hcxons u3 pe3yasTaToB HAIIEro UCCIET0BaHMS, MBI
MOXKEM CJlieJlaTh aHAJIOTMYHbBIM BBIBOJ, MNOCKOIbKY M
pa3BHUBaeTCs U B paHHHE, U B MO3/IHUE CPOKH JIEUEHHUS,
HECMOTpS JTaXKe Ha TOCTIKCHHE IEICBRIX YPOBHEH Al
U BBICOKYIO MPUBEPKEHHOCTH K JIeUeHUI0. B To Bpems
KaK B TpyTIe MalieHTOB, NMEBIINX IepedpasbHbIe OC-
noxkuenuss AI'T, oTMe4ueHbl HU3KAsT TPUBEPKEHHOCTD K
JICYEHHUIO U HEJIOCTH)KEHHE 11eJIEBBIX YpoBHeU. HacTtoTra
NN Oba naxe Hmxe, uem UM (4,3% mnporus 5,07%
COOTBETCTBEHHO).

Brmusaue A’ Ha cepaeyHO-cOCyaHCTHIE 3a00JeBa-
Hus (CC3) 01O MpOaHATM3UPOBAHO HA OCHOBE METa-
aHanmu3a 61 MPOCIEKTUBHOTO UCCICAOBAHUS, BKIIIOYAB-
mero 1 MITH B3pOCIBIX TarueHToB [15]. 3a aToT mepuos
ObLTO 3aperucTpupoBano 55 861 MiH cmepTel, U3 KOTO-
poix 7,1 M (12,6%) Obl1u cBsizanbl ¢ UBC, a 6,48 miH
(9,6%) oOycnoBreHs! MHCYIBTOM. Eciiy cpaBHUTH Halu
nauuble o cmepTHOCTH oT UBC 1 uHCynbTa y OONBHBIX,
nonyuaBmmx AI'T — 7,2% u 4,3%, cOOTBETCTBEHHO, TO
MBI BUJIUM, YTO B pe3yasrare jummrerasbHoil AI'T moutu B
2 pa3za CHMXKaeTCsi CMEPTHOCTh OT Kapauo-miepedpoBa-
CKYJISIDHBIX TIPUYHH y 00JbHBIX ¢ Al

AHanu3 ($akTopoB, MOBIUABIINX Ha IEpeOpOBACKY-
JSIPHBIC OCJIOKHEHUS, HE BBISBHI OCOOOH 3aKOHOMEp-
goctH BimssHusg AI'T Ha ucxonsl Al Ocnoxuenus Al
orMeuensl y 29 (21,1%) nanmentoB u aums 3 (2,2%) u3
HUX YMEPJH OT Apyrux npuuud. U3 29 nanuentoB y 12
(8,7%) BBISBICHBI 1IEPEOPOBACKYIISIPHBIC OCIIOKHEHUS,
MIpUYeM B paBHOW cTereHH (aTaibHbIe U He(aTaIbHbIe
ucxozsl — 1o 6 (4,3%) yenosex.

UTo0bI eTabHO PACCMOTPETHh BO3MOKHYIO POJTh HC-
noJsib3yeMbix AI'C ¥ ux koMOUHaIMI B BOSHUKHOBEHUHU
1epeOpOBACKYIIPHBIX OCIIOKHeHHH Al, MBI TIOmBITa-
JIMCh TIPOBECTH OoJee MoApOoOHBIN aHaAIN3 BCEX CIyvacB

TaGnuma 1.

KinHnueckasi XapakTepucTHKa 6 MALMEHTOB, NepeHecINX HINeMHYeCKUl HHCYIbT B Npouecce NIUTEeJIbHONH AHTUIH-

MepTeH3UBHON Tepanuu

A . Initial blood pressure, Blood pressure after treatment Antihypertensive
ge at the | Duration of mmH; by the time of occurrence of | Dura- Compli- thera
NN |time of isch-| AH before & an ischemic stroke, mm Hg. | tion of pt Py
n/n | emic stroke, | treatment, treatment, tance 0
reatment Dose
years years SBP DBP SBP DBP years Drugs ’
mg/day

1 62 15 198 132 130 96 12 low napnlin i
2 53 10 180 120 140 100 15 low  Kapoten 100
3 58 8 178 118 140 98 5 low  Anaprilin 80
4 62 5 200 102 140 82 9 low  yratsiol )
5 51 5 220 130 146 92 4 low ~ Romnfar P
6 68 10 190 118 138 96 7 low Eiggii?;zi . e
7 59,0+ 6,9 8,83+4,08 1943+17,1 120+122 139+6,5 94+73 8,6x4,5
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KNUHNYECKME NCCNEAOBAHMA N HABIOAEHNA

OCJIOKHEHUH, cBA3aHHBIX ¢ Al ¢ yueToM mpoBOAMMO¥
MOHO- U KOMOMHHPOBaHHOW Tepanuu. [Ipu sTom ObL10
YCTaHOBJIEHO, YTO Ha l-W CTajuu OAMH Tpenapar Ha-
3HaYeH 3 MalueHTaM, U3 KOTOphIX 2 momydanu B-Ab, 1
oonpHON — UAIID; Ha 2-i cTyneHH JIeYeHUS] HaXOMAH-
JUCh 6 MAalMEHTOB, KOTOPbIE MOJIy4ajad: KOMOWHALHIO
B-Ab c runotnazunom, AK unn UATI®, u Toneko 1 na-
uueHt — MAIID ¢ nuypeTukom, U, HAaKOHEL, Ha 3-i CTy-
MEeHH — 3 TanueHTa, U3 KOTOPBIX BCE TOIydand KOMOH-
Haruio B-Ab ¢ AK u muypernxom. Kak BumHO, y 9 3 12
YeJIOBEK € LepeOpPOBACKYIISIPHBIMU OCIIOKHEHUSIMH (T.€.
B 75% cnmy4aeB) B iedeHue ObITH BKITIOYEHHI B-Ab, pn-
geM y 5 (55,6%) u3 HuX pa3Buiics (arajbHbIA WHCYIBT,
ay 4 (44,4%) — nedaranbHBIN.

Takum oOpaszom, B rpynme nanueHToB ¢ Al, momy-
gaBmux mutenbHyo AI'T, daransHbie 1 HeaTaIbHBIE
LepeOpOBaCKYIISIPHbIE OCJIOKHEHHUSI BO3HUKAIM IIpe-
AMYIICCTBEHHO Y JINIl, MpUHUMaBmUX (-Ab, kak mpu
MOHOTEpAINH, TaK U pu KomOuHauuu ¢ apyrumu AI'C.
Kak moxaszan ananmz ¢pakTopoB, BIUSIONMX Ha Heb1aro-
MPUATHBIN UCXOA AMUTENBHOTO JedeHust Al, y O0IbHBIX
C 11epeOpOBACKYISPHBIMU OCJIOKHEHUSIMH OTMEYasach
HU3Kasi IPUBEPKEHHOCTH K JICYCHHIO, B YACTHOCTH, Ya-
CTBIE MPOIMYCKH B MPHEME JIEKapCTB, YTO, KaK M3BECT-
HO, B ciy4ae JiedeHus J-Ab upeBaro nociencTBusiMHu B
BUJIC CHH/IPOMa OTMEHBI, BIUIOTh /10 pa3suTus MM wim
pe3koro nogbema A/l ¢ BBITEKaIOIMMH OTCIOAA TOCIIE-
CTBHSAMH. B TO ke BpeMsi MBI HE MOXKEM UTHOPUPOBATH
MOJTy4YeHHbIC HAMH JIaHHbBIC O HEraTUBHOM BKkiaze B-Ab
B KoHeuHbIe Touku Al. Hamm maHHbIe COOTBETCTBYIOT
UMEIOIUMCS  pe3ysibTaTaM MeTa-aHaIN30B KPYIHBIX
PaH/IOMM3UPOBAHHBIX  HCCIIEOBAaHUM, KacalolIUXCs
ponu B-Ab Bo BropudHOM poUITaKTUKE OCIOKHEHUH
ATl [16, 17].

Mera-ananu3 16 paHIOMU3UPOBAHHBIX KOHTPOIUPY-
€MBIX HCIIBITAaHUH, B KOTOPBIX CPABHUBAIUCH dPPEKTHB-
HocTh PB-AB u mpemapartoB Ipyrux Kiaccos, IOKasall,
YTO BO BCEX UCCIIEIOBAHUSIX OTHOCUTENBHBIN puck (OP)
WHCYIIBTa TIPU UCTIONb30BaHuu B-Ab okazancs crarude-
CKM 3HAQYMMO BBIIIE, YeM TPU HCIOJIL30BAHUHU APYTHX
nperaparos - 16% npu 95% noBepuTENT HOM HHTEpBAJIE
(AN) ot 4 no 30% (p=0,009). s obieli cMEpTHOCTH
OTMEUaJIaCh CXOAHAS TEHACHLMSA: IPU HCIONb30BaHUU
B-AB 1o cpaBHEeHHMIO ¢ penaparaMu JAPYTUX KJIACCOB —
OP cMmepTH cTaTUCTHYECKH HE3HAYMMO IOBBIIIAJICS Ha
3% mipu 95% ot —1 10 8% (p =0,014) [18, 19].

Hawnbomee BeIpakeHHOE pazinuune Mexnay B-Ab m
JOpYTHUMH IIpenaparaMu ObIIO OTMEUEHO ISl PUCKA pas-
BHUTHSI MHCYJIBTA TIPH UCIIONB30BaHnK areHonona (OP =
1,26 ipu 95% JI1 ot 1,5 o 1,38; p <0,0001; n=156301)
[20].

B wuccnenoBanmn ASCOT — B PL A (Anglo-
Scandinavian Outcomes Trial-Blood Pressure Lowering
Arm) ObUTO TIOKA3aHO, YTO IIPH NPUMEHEHUH aMJIOANIIH-
Ha 0 CPAaBHEHHIO C aT€HOJIOJIOM JOCTOBEPHO CHUKAET-
cs1 yacrora CC3, yactora pazsutus MM u nHcynera Ha
16% [21].

Brusiaue B-Ab Ha 1iepeOpanbHBI KPOBOTOK JIaBHO
MpUBJIEKAT0 BHUMaHUE y4eHbIX. Tak, B uione 2006 r.
kaHazckue uccienosarenu N.Khan u F.McAlister omy-
OJIMKOBaJIM pe3yNbTaThl MeTa-aHamu3a dPPEeKTUBHOCTH
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B-AB, Ha ocHOBaHMHM 32 paHIOMHU3UPYEMBIX KOHTPOJIHU-
pYEeMbIX HccaenoBaHui, BkItodarommx 145811 manu-
enroB ¢ Al. U 6bu10 nokazaHo, uro B-Ab He ycrymator
JIPyTAM KJlacCcaM aHTWUTHIIEPTEH3WBHBIX IIPEIapaTroB B
OTHOILIEHUHM CHUKEHHS pPHUCKAa CepleuyHO-COCYIUCTOM
cMepTH, nH(apKTa MUOKap/a 1 WHCYIbTa [22].

KpymHomacmtabHble  KOHTPOJIHpYEMblE MeEXIyHa-
pomusie Tpaiiasl (MOSES, ASCOT, PROGRESS, LIVE
u 1p.) nokazanu, uro AI'T B-AB nnn ux komOuHanmen
B cpenHeM Ha 40% CHIKaeT pUCK BOSHUKHOBEHUS MH-
cynbToB. VMccenoBaHus CBUAETENBCTBYIOT, YTO B IMPO-
(hnmaKTHKe WHCYNFTOB M PA3BUTHH KOTHUTHBHEIX Hapy-
meHui y 00sbHBIX ¢ A" BakKHYIO pOJb UTpaeT caM (akT
camxkenns AJl [23, 24].

B 10 XK€ Bpemsi, cOrmacHO JaHHBIM AMEPUKAHCKHUX
YYEHBIX, YBEIMYEHHE PHCKAa Pa3BUTHS HMHCYJIbTA, Ha-
Omrofaroneecs y HEKOTOpPBHIX mauueHtoB ¢ Al, mpu-
auMaomux B-Ab, MokeT OBITH OOYCIIOBIIGHO BapHa-
OCIBHOCTBIO TE€HOB, KOAMPYIOMIMX [B-aApeHepruueckue
penenropsl. Rozenn Lamaitre (Yausepcuter Bammnr-
toHa, Cuami, CILIA) npoBenu MccaeoBaHUE C YUaCTH-
eM 659 maruenToB ¢ AI' u UM, 279 ¢ AI" u IN, u 2249
MalKUeHTOB ¢ HeoclokHeHHOU Al Okazanoch, 4To y na-
LMEHTOB C [} -aJpeHepruYeCKUMH PELENTOPaMi OTHO-
HICHUE [IAaHCOB Pa3BUTHs MHCYJIBTa MpH npueme B-Ab
coctaBmwio 1,77 mpu HANTUYUU XOTS OBl OJHON KOTTHUHU
aiens ¢ nonumopgusmom rs 2429511, u 0,74 npu Ha-
JUYWU ABYX ajureieil. BapmaGenmbHOCTB 3TOTo TeHa Tak-
JKE€ BJIMsUIA HA pUCK pas3BuTus MM, acconuupoBaHHOIO
¢ mpuemMoM B-Ab, ¢ COOTBETCTBYIOIIMMH OTHOIIIEHUSIMHU
mancoB 1,08 u 0,67 [25].

OTHU JTaHHbIE aMEPUKAHCKUX HCCIEJOBAHUM MO3BO-
JISIOT COBEPIIEHHO C HOBOW TOUKM 3pEHMS, a UMEHHO —
TeHETUYECKH JICTEPMUHUPOBAHHBIN KOHIIETIIIUN paccMa-
TPUBATh HEraTUBHOE BiMsiHUE B-AD Ha BO3HMKHOBEHUE
epeOpOBACKYIISIPHBIX OCIOKHEHUH Y OONBHBIX ¢ Al
Ananu3 koHeuHbIX Touek Al npu anutensHoit AI'T mo-
kazain, uro cpeau AI'C B-AB oka3sIBaroT HETaTHBHOE
BIUSIHUE Ha UCX0abl Al, 4TO, YACTUYHO CBSI3aHO C MOJa-
BJICHHEM MEXaHM3MOB ayTOPETYJISIIMHA MO3Ta U YacTHU-
HO — TEHETHYECKH JIETEPMUHHPOBAHO KOAMPOBAHUEM
B,-anpenopenenTopos.

TaxuMm ob6pazom, nutensHas HenpepsiBHas Al'T, Ha-
psiy ¢ afeKBaTHBIM KoHTposieM AJl, o3BosiseT yMeHb-
LIUTh YaCTOTy €€ OCIIOKHEHUMU, B YACTHOCTH, OJIHY U3
Hamboee 9acThix (opM IepeOpPOBACKYISIPHBIX OCIOXK-
Hennit — W, B To ke BpeMs JuIMTenbHbIN nipueM B-Ab
HE TIPEOTBpAIIaeT UX Pa3BUTHSL.

Kongpnukm unmepecos. ABTOpHI 3asBISIIOT 00 OT-
CYTCTBHHU KOH(IMKTA HHTEPECOB.

Q@unancuposanue. Viccnenopanue He UMEJO CIOH-
COPCKOM MOAAECPIKKHU.
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by a number of factors, in particular vitamin B, deficiency. However, the nitrous oxide (N,0) effect has not been adequately
studied as an etiological factor in the development of spinal cord injury. The relevance of the study of N20O, as a striking factor,
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BBenenue

Buramun B, -neuuuTHbIE COCTOSHMS BCTPEYAIOTCS
MpeuMyIecTBEeHHO B Bo3pacTte 30-50-Tu JeT U pa3Bu-
BAIOTCSl B OCHOBHOM TIPH HEIOCTAaTOYHOM MOCTYIUICHUU
[[MaHOKoOalaMUHA B OPTaHU3M C MHUIICH, HAPYIICHUU
€ro ycBOeHUs B kemymouHo-kumedHoM Tpakre (JKKT)
(HemocTarouHOCTh BHyTpeHHero (akropa Kacna, arpo-
(bnyeckuii racTpUT, MOCIEACTBUS OMEPATUBHOTO Jieue-
HUS), @ TAKXKE MPU COCTOSHUSX KOHKYPEHTHOIO MOTpe-
Onenus BuTamuHa B, (renbMHMHTO3BI, GEPEMEHHOCTD,
HOBOOOpazoBanust). HemocrarouHocTh 1uaHokoOaa-
MUHA TPUBOJUT K IIMPOKOMY CIIEKTPY KIMHHYECKUX
NPOSIBIICHUH, MPEkKAe BCEro Merajio0IacTHOW aHeMUHU
[1]. OnHUMU U3 OCHOBHBIX HEBPOJOTMYECKHUX OCIOXK-
HEHHH JaHHOTO COCTOSIHHSI SIBJISIFOTCSI TOPAYKEHUE CIIHH-
HOTO M03Ta — (YHUKYIISIPHBIA MHEII03, TTPOSBISIOIIUHCS
PAZOM HEBPOJIOTUYECKUX M HEPBHOICHXUYECKHX pac-
CTPOMCTB, a TaKke OBICTPO MPOTPECCHPYIOIIECH ITOIH-
HeBpomaruen [2, 3].

Oxkcupn azota (I) (3akuch a3oTa, «BECEIAIIUN Ta3y,
«BO31yx MOuIb»y) — mpeacrapiseT co00il OeCIBETHBIN
HETOPIOYHIA T'a3 CO CITAaIKOBATHIM 3aI1aXOM M TIPUBKYCOM,
TsKenee Bo3ayxa. BemiecTBo Obiio momyuyeHo B 1772
rofy aHDMHCKUM Qu3ukoM U umocodom Jxozedom
[Mpuctiu. 3akuch a30Ta MPUMEHSIETCS] B MEIMIIMHE KaK
WHTAJISAIUOHHBIA aHECTETHK, MPOMBIIIECHHOM MPOU3-
BOJICTBE, B aBTOMOOWJIBHOH cepe, B MUIIEBOH Mpo-
MBIIUICHHOCTH. B HU3KHMX KOHIICHTPAIMSIX BBI3BIBAET
ONbsIHSIOIINH A (deKT, TokcuyHa. B cTpykType BuTaMuH
B, ,-1eGuuuTHBIX COCTOSHMI MHTOKCHKALMS 3aKHChIO
a30Ta 3aHMMAaeT BECbMa HE3HAUNTENIbHYIO YacTh.

Hpedcmaeﬂﬂefw onucanue Haue2o HabaOeHUs.

IManmuent C., 24 ner, crynent, B mapte 2017 1. 06-
partuics B KIMHUKY C jkajlo0aMu Ha OHEMEHHue Hor (B
0o0JacTy KOJCHHBIX CYCTAaBOB, HIDKHEW TpeTH Oemep,
TOJICHEH ), YyBCTBO JKKCHHsSI M IMOKAJIBIBAHUS B KUCTSIX,
c1ab0CTh B KOHEYHOCTSIX, I3MEHEHHUE TT0YepKa, YyBCTBO
«IPOCTPEJIOB JJIEKTPUIECKOTO TOKa» W3 MICHHO-TPYI-
HO¥ 00JIaCTH MMO3BOHOYHUKA B PYKH M HOTH MPH MaKCH-
MaJbHOM HAKJIOHE ToJIoBhI Briepen. Cunraet cedst 60Ib-
HBIM ¢ KoHIa Aexadps 2016 1., Korga OTMETHII 9yBCTBO
OHEMEHHUS B 00JIACTH OJTHOTO KOJICHHOTO CYyCTaBa, 3aTeM
OHEMEHHE CTaJ0 CUMMETPUYHBIM, U OTMETHJI PacIpo-
CTpaHEHUE OHEeMEeHUs Ha Oe/ipa, MPOKCHUMAaIIbHBIC OT]Ie-
7e1 ToNIeHed. B xontie staBapst 2017 1. 3aMeTHi1 oHEMEHNe
00euX KUCTEH, KOTOPOE CMEHUIIOCH YyBCTBOM «ITOKAJIbI-
BaHUS WJIHU JKKCHUSD», U3MEHEeHHe rouepka. C cepeiHbl
(heBpass 10 BpeMEHU TOCTIUTAIN3AIMU OTMedal ToCcTe-
MIEHHOE MEJJICHHOE BOCCTAHOBJICHHE YYBCTBHUTEIHHO-
CTH, HApaCTAaHUE MBIIIEYHON CHITBI.

AHnaMmHe3 xu3HU 0e3 ocoOeHHocTel. Haciencrren-
HOCTh HE OTSTOINEHAa, XpPOHWUYECKHEe 3a00ieBaHUS U
BPEJIHBIC TPUBBIUKY OTpUIiai. [Ipu 1eneHanpaBieHHOM
cOope MaHHBIX 00 yIOTpeOIeHNN TOKCHYECKUX H TICH-
XOAKTUBHBIX BEIIECTB OTMETHUJ, 4TO ¢ CeHTOps 2016
. HEPETYISPHO BJABIXAJN 3aKHCh a30Ta C pa3BieKaTellb-
Holl nenwto. C centsiops 2016 . mo ¢eBpans 2017 1.
Y4acTOTa MHTAISALINN U IO3UPOBKA ra3a MOCTOSHHO TI0-
Beimanuck. Ceapmoro ¢epains 2017 1. mocne ynorpe-
ONeHusl 3aKMCH a30Ta HE CIPaBWICH C YNpaBiIeHHUEM
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aBTOMOOWJISI — MPOU30IJIO JIOPOKHO-TPAHCIOPTHOE
MIPOUCIIECTBHE, B PE3YNIBTaTe YETro IMOIYYHII ITePEIoM
KOCTEH JIEBOW TOJIeHH, YITHObI KOJCHHBIX CyCTaBoB. B
JlaTbHEHIIIeM HHTAISIUN TPEeKPaTHIIL.

B comarunueckom craryce 06e3 ocobeHHocTel. B He-
BPOJIOTHUECKOM CTaTyCe: MBIIIEYHAss CHJIa B KHCTAX
CHWXKeHa 10 4 0ayuioB, TUHAMOMETPHs cripaBa 18, cie-
Ba 13 krc, mmybokue pediaeKkchl ¢ BEepXHUX KOHEYHOCTEH
cpenHeli xxuBoctd, D=S; ¢ HIDKHUX: KOJICHHBIN, aXWil-
7oB cHIKeHbI, D=S. [laTonoruveckne KucreBbie ped-
nekcel Pocconumo, Pocconmumo-Benneposuua ¢ aByx
cTopoH. Jlerkoe CHMMETpUYHOE CHI)KEHHE BUOPAITHOH-
HOWM YYBCTBHUTEIBHOCTH B JHCTAJbHBIX OTJENAX HIK-
HUX KOHEYHOCTEH, JIErKO€ CHHYKEHUE IMOBEPXHOCTHOM
YyBCTBHTEJILHOCTH HIDKHUX KOHEUHOCTEH IO MOJH-
HEBPOIMATHYECKOMY THITYy C YPOBHS CEPEIUHBI TOICHEH.
Koopannaropssle mpoObl: MasibLe-HOCOBYIO, MSTOYHO-
KOJICHHYIO, BBITIOJHIET C WHTEHIMEW, OOJbINe ClieBa.
B npob6e Pombepra nomarsiBanue 0e3 4eTKo# Jarepa-
mu3arui. Hapymenust QyHKINH Ta30BbIX OPTaHOB HET.
JucTtanpupiil runepruapos. IloaoKuTenbHbIH CUMITOM
Jlepmurra.

Jlannsie 1abopamopnbix u UHCIMPYMEHMATbHBIX Me-
moooe obcredosanusi. OOUIMIA aHATU3 KPOBH U MOYHU
0e3 maromoruu. AHanu3bl KpoBU Ha rematut B u C,
BUY, cudunmuc orpunarensHel. B OnoxuMuueckom
aHanu3e KpoBu nosbimienne yposus AJIT no 94,7 En/n
(mopma: 11,0-50,0), xonectepuna 7,26 Mmonb/n (HOp-
Ma: 3,7-6,0), TpurmunepuaoB 6,32 MMOIB/1 (HOpMa:
0-2,25), JIITOHIT 2,81 mmomns/n (mopMma: 0,6—1,2). Ila-
[IUEHTY OBLIO BBITOJIHEHO HCCJIEIOBAaHUE IIepeOpOCITH-
HapHOM )uakocth (LICXK): kxnmuanyecknit 1 6MoXuMu-
yeckuit ananu3bl L{CXK 6e3 matonorun, ananus LICXK Ha
AHTHUTENA K TAaHITIMO3UAaM, CYIb(paTuay OTPULATEIbHO.
KoMIieKkcHbIH TecT TMarHoCTUKU PacCessHHOTO CKIIEpO-
3a — OJMIOKJIOHAJIBHBIN Ig U cBOOOAHBIC JIETKHE IENH
nmmyHornoOynmuHoB B L[CXK, Oe3 maronorum. Ckpu-
HUHT OOJIe3HEeW COCTUHHUTEIHHONW TKaHW OTPHIIATEIIeH.
brina BemosnHeHa snekTpoHeipomuorpadus (OHMI)
C HCCIIeIOBAaHNEM HEPBOB BEPXHUX M HIDKHUX KOHEY-
HOCTEW. BBIsBIIEHO JIeTKOe MOpaKeHHe CEHCOPHBIX BO-
JIOKOH n.n. peroneus superficialis dextra et sinistra (1o
TUIy AaKCOHO- W MHEIMHOIATHH), JIETKOE MOpakeHHe
CEHCOPHBIX BOJOKOH n.n. suralis dextra et sinistra (o
TUIy MUCIHMHONIATUH), JIeTKas CMEIIaHHasT HeBPOIATHUs
(aKCOHO- W MHENMHOIATUH) MOTOPHBIX BOJIOKOH N.N.
peroneus sinistra ¢ OlokoM TpoBeneHuss ummynbea 11
CTEMEHH, JIeTKash MHUEITUHONATHs MOTOPHBIX BOJOKOH
n.n. peroneus dextra, tibialis dextra et sinistra ¢ ypoBHs
BepxHel Tpetu roneHn. DHMI -nokaszarenn MOTOPHBIX
M CEHCOPHBIX BOJIOKOH HEPBOB BEPXHHX KOHEYHOCTEH
B TIpe/esiax HOPMaJbHBIX 3HAYCHWH. 3pHUTEIbHBIC BBI-
3BaHHBIC MOTCHIMAIBI 0€3 MaTONOTHH. AHANIN3 KPOBHU
Ha BuTaMuH B 0 269 nmons/n (Hopma: 187-883).Ana-
JIU3 KpoBU Ha romoructenH: 13,08 MxMob/i1 (Hopma: 5,
46-16, 20). Cnenyet OTMETHTD, YTO TIAIIMEHT MPUHIMAI
MOJMBUTAMHUHHBIC TIPENapaThl, COACPKAIIUe BUTAMUH
B,, u ommeByro KUCIOTY, MOCIE MHTOKCHKALMH, & TaK-
K€ BBINOJIHEHNE HCCIIEIOBAaHUM MAaHHBIX IOKazaTenei
CIyCTsl 2 MeC TOCIie MPEeKpalieHus yIoTpeOaeHus 3a-
KHCH a30Ta.
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27.02.2017 r. marueHTy ObLIa BHITOJHEHA MATHUTHO-
pe3onancHas Tomorpadus (MPT) meliHoro otnena mo-
3BOHOYHHKA: B pexxumMe T2 onpenensieTcss HEOTHOPOIHO
TIOBBIIIICHHBI CHTHAM OT 33 JHIX MEAHAILHBIX OTACIIOB
CIIUHHOTO MO3ra Ha ypoBHE C2-C6 CerMeHTOB ¢ YMEHbB-
[IeHreM WX 00beMa 3a CYeT JeTreHepaTHBHBIX M3MEHe-
HUM, IPOSBJICHUS JeMHUEIMHU3UPYIOILEro npouecca?

IToropro MPT mieitHoro oTjena MO3BOHOYHHUKA
Onina Beinosinena 07.03.2017 r.: Ha ypoue C2-C6 cer-
MEHTOB (MPOTSKEHHOCTh 0 83 MM) OTMEYaeTCs He-
3HAYUTEJIPHOE PACIIUPEHUE CIIMHHOTO Mo3ra, Tuddy3-
HOe noBblliecHHe MP-curHana npeuMMynecTBEHHO OT
€ro IEHTPAIBbHBIX U 33HUX OTAeJIOB. KOHTYpBI 30HBI
u3MeHeHHoro MP-curnana HedeTkue, paclpocTpaHeH-
HocTh — 70 50% B nomnepedyHoMm ceueHuu. [locae BHY-
TPUBEHHOTO BBEJCHHUS KOHTPACTHPYIOIIETO BEIIECTBA
MIPU3HAKOB €r0 MMaTOJOTUYECKOTO HAKOIUICHHS HE OT-
Meuaetcs (puc. 2).

[TanuenTty Obula Ha3Ha4YeHa Teparus, BKIFOYABIIAsL
B ce0s1 BHYTPUMBIIIEYHOE BBEJEHUE ITHaHKOOATaMITHA
B 03¢ 1000 MKr/cyT B TeueHue 7 qHEH, ¢ MOCIETyO-
mmM BBeaeHreM B no3e 1000 MKr/Hen, B TeueHue 3
Mec, IpUeM METHOHMHA, IepopaibHo, B 103e 750 mr/
CyT, B Teuenue 1 mec, nupuaokcuna ruapoxnopun (B,)
4 Mr + kucnora Qoauesas 5 Mr + nuaHOKOOATaMHUH
(Blz) 6 MKT, IEpOpabHO, IO OHOM TableTKe B JCHBb
B TeueHHe | Mec, Kypc aHTHOKCHIAHTHON
1 MeTa0OJMYECKOW Tepanuu B BHJE BHY-
TPUBEHHOTO KalleJIbHOTO BBEJCHHS WHO-
3uH + puboQIaBUH + SHTapHAs KHCIOTa
+ HUKOTUHAMUJ ¥ THOKTOBOW KHCJIOTHI B
TeyeHue 10 aHell ¢ mociaeayromuM nepe-
XOIIOM Ha TepopaybHble (JOPMBI JaHHBIX
npemnapatoB B Tedenne 1 mec. Ha done
Teparuu MalHeHT OTMETUI TOJIOKUTENb-
HYI0 JUHAMHUKY B BHJI€ YMEHBIICHUS 30H
TUIECTEe3UH, YAy4llIeHHe BUOpaIlMOHHON
YyBCTBUTENHHOCTH, YBEIMYCHNS MBITICY-
HOH cuibl. [Ipu MOBTOPHOM OCMOTpE ue-
pe3 4 Mec TalUeHT Kao0 He TPEeIbsIBIIS-
€T, B COMaTU4EeCKOM M HEBPOIOTHYECKOM
CTaTyCe MaTOJIOTUH HE BBISIBICHO, BHITION-
HeHa KoHTponbHag MPT meitHoro otne-
Jla CIIMHHOTO MO3Ta Ha BBICOKOIIOJIEHOM
tomorpade (1,5 Tm) — maTonmoruveckux
M3MEHEHHI BEIIeCTBa CIIMHHOTO MO3Ta He
BBISIBIICHO (pHcC. 3).

Oo6cy:xneHue

Juppepenyuanvnoni  ouaenoz.  Muenut
yaile JUarHOCTUPYETCS NP CIETYIOIINX
AyTOMMMYHHBIX M JIEMUCIHHU3UPYIOIINX
3a00JI€BaHMsIX, TaKUX KaK pacCesHHbIN
CKJIepo3, Oomne3Hb [leBrKa (ONTHKOMHUEIHT),
CUCTEMHast KpacHasl BoJT9aHKa, aHTU(hoc)o-
JMITUITHBIA  CHHIPOM, TapaHeoIuiacTHye-
CKUH CHHJPOM, OCTPBIN JUCCEMHHUPOBAH-
HbIH SHTIehanuT, cunapom Hlerpena. Taoke
T epeHIINAIEHYIO TUATHOCTHKY CIIETyeT
npoBoauTh ¢ BUY-accounnpoBaHHoOi mMue-
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Puc. 3. MPT mieiiHoro oT/iena Mo3BOHOYHUKA B IMHAMUKE (4 Mec
ocjie Hauasa Tepanuu).

Fig. 3. MRI of cervical spine in result of treatment within 4
months

JIoTIaTHel, HelpocuduircoM, HEHpoOOpPETHO30M, cap-
Kou030M [4—6].

Jleyenue

OCHOBHBIMH HaNpPABICHUSMU TEPANUU SBISCTCA
MpeKpaIieHne MHTOKCHKAIINN 3aKUChIO a30Ta, BHYTPH-
MBIIIIEYHOE BBEJCHUC IMAHKOOAlaMUHA, METUOHHHA,
AHTHOKCHIaHTHAs, MeTabonndeckas Tepamus. Vcxoms
Y3 TmaroreHe3a 3a00JieBaHUS MPUMEHEHUE METHOHWHA
PEKOMEHIOBAHO TOJBKO B CIIydae OTCYTCTBHS THIIEPTO-
MOIMCTEUHEMUMU.

3aKkJIroueHue

B nanHOW cTarbe NpEACTABIEHO KIMHUYECKOE Ha-
OJIOZCHNE TONOCTPOTO PAa3BUTHs LIEPBUKAIBHOM MU-
eJIOTIaTHH, BBI3BAHHOW XPOHHMYECKHM YIMOTpEOIeHHU-
eMm 3akucu azoTa. [latorenermueckuii >pdexr 3akucu
a30Ta 3aKJIoYaeTcsl IaBHBIM 00pa3oM B CIOCOOHOCTH
OKHCJISITh MOHBI KOOAIbTa B COCTaBe LMaHKOOAIaMMHa,
TakuM 00pa3oM HHrHOUpyst 00pa3oBaHKEe METHIIKOOaa-
MHHa — KO(AKTOpa METHOHMHCUHTA3bI, yYaCTBYIOLIETO
B CUHTC3C¢ MCTHOHHWHA, YTO NPHUBOAUT K CHUKCHUIO BbI-
paboTKM S-aneHO3MIMETHOHWHA, HEOOXOIMMOTO IS
MeTHIHPOBaHUs (OCHOIUITNIOB MUEITHHOBOH 000J104-
KM, JEMHEIMHHU3AlUN [IPOBOAHUKOB CIIMHHOTO MO3Ia,
MOJIMHEBPONATHH U aTPOQHH 3pUTEILHBIX HEPBOB.

Onpenenenne ypoBHs BUTaMuHa B, B KpoBu siBIs-
C€TCA MaJ'IOI/IH(I)OpMaTI/IBHBIM, Oosee YYBCTBUTCIIbHBIMU
[IOKA3aTesIMH CIIy>KaT YPOBHU TOMOLIMCTENHA U METUII-
MajOHOBOH KHCIOTHI [6, 7]. BaxxHOH 0COOEHHOCTHIO
KJIMHUYECKOM KapTHUHBI SBJSIIOTCS OTCYTCTBHE HA paH-
HUX CTaJMsIX COMaTHYCCKHUX TPU3HAKOB JeduiuTa BU-
TamuHa B ), Takux Kak aQTO3HBIH W aHTYISPHBIA CTOMa-
TUT, XCUJIINUT, UBSMCHCHUN I'E€MaTOJIOTMYCCKON KapTUHBI,

RESEARCHES AND CASE REPORTS

Hapsily C BBIPAKCHHBIMH HEBPOJIOTHYECKUMHU TIPOSIBIIC-
HUSIMU: TOKCHYECKas M AUCMETA00IHYECKasl IMOJMHEB-
pomarus [1-4], muenonarusi. OCHOBHBIMU HaIIPaBJICHU-
SIMH TEPAIluU SIBJISIFOTCS TPEKPAIeHHe WHTOKCUKAIIUU
3aKHChIO a30Ta, BHYTPUMBIIICYHOE BBE/ICHHUE I[HAHKOOA-
JTaMWHA, aHTHOKCHJAHTHAs, METa0OIMYecKas Teparusl.
Hcxons u3 nmaroreHesa 3a00sieBaHus IPUMEHEHUE METH-
OHHMHA PEKOEMHJIOBAaHO TOJBKO MPH OTCYTCTBHUU THUIIEP-
TOMOIIUCTCHHEMUHU.

JlaHHO# HaOMIONEHNE TaKXkKe IEMOHCTPUPYET He0O0-
XOJMMOCTh MAaKCUMaJIbHO OBICTPOI TMarHOCTUKH U (-
(heKTUBHOCTH PaHHETO HavaJia TepPaIny.

Konghnuxkm unmepecos. ABTOpHI 3asgBIAIOT 00 OT-
CYTCTBUU KOH()IIUKTa UHTEPECOB.

Qunancuposanue. ViccieoBaHUE HE UMEJO CIIOH-
COPCKOM MOAAEPIKKH.
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OBO3PEHME

OBO3PEHUE

C IIMUAT T.E., 2018
YIK 616. 72=58

Pexomennanun EBponeiickoro kKOMuTeTa mo MCCjiael0BAHUIO U JIEYEHUIO PACCETHHOIo cKJjepo3a u EBpo-
neiickoii akanemun HeBposoruu (ECTRIMS/EAN) no JieyeHn10 NAlUEHTOB C PacCesiIHHbIM CKJIEPO30M.

X. Montalblan, R. Gold, A. Thompson et al. ECTRIMS/EAN guideline on the pharmacological treatment
of people with multiple sclerosis. Europ. J. Neurol, 2018, v.25, p.215-237.

IImuom T.E.

Kadenpa nepBubix 60se3neit u neripoxupypruu I[lepporo MI'MY um. .M. CeuenoBa, MockBa

[IpeacrapieHbl eBpOTEHCKUE PEKOMEHIAIINH 10 TIPH-
MEHEHHIO Pa3IMYHBIX MPEraparoB, U3MEHSIONINX Te4e-
Hue paccestHHoro ckiieposa (IIMTPC). [ns BeipaboTKH
000CHOBaHHBIX PEKOMEHIAINI TPyTINa SKCIIEPTOB U3 27
BEIYIIUX CHENUAIUCTOB (KIMHULIMCTOB M PaIMOIOTOB),
3aHUMAIONIMXCS TPOOIeMOil paccessHHOTO CKiepo3a
(PC), mpoananusupoBaia pe3yabTaTbhl MHOTOYHUCIICH-
HBIX KJIMHUYECKUX UCCIIEIOBaHUH, OITyOJIMKOBAHHBIE JI0
KoHIa jaekadps 2016 T. u, TIe BO3MOXKHO, MpOBeNia MX
MeTa-aHaJu3.

Boeutu chopmynupoBansl 10 BOmpocoB, M0 KOTOPHIM
B HEBPOJIOTMYECKOM COOOIIECTBE IO CUX TOp HET e/Ih-
Horo MHeHHs. OHHU KacatoTcst 3PPEKTUBHOCTH pas3iiny-
veix [IUTPC, cybontrManbHOTO OTBETa Ha TEpaIuIio,
e€ 0e30MMacHOCTH, CTPATEruu JICYeHUs manueHToK ¢ PC
Ipu OEPEMEHHOCTH.

PC — naubonee uactas mpuuMHa HeTpaBMaruye-
CKOMl MHBajnuau3alMyd B MOJIOAOM Bo3pacre. B Ha-
cTosimiee BpeMmsi B EBpome 3aperncTpupoBaHO OKOJIO
700 000 marmenTtoB ¢ PC, a Bcero B Mupe UX mpuMep-
HO 2,5 muH. Dpa natoreHeruueckoro jgeueHust PC na-
gajack B 1993 1. ¢ mosiBieHus mepBoro mHTEphepoHa
oera (M®), a B 2017 r. EBponeiickuM MEIUIIUHCKIUM
arearctBoM (EMA) 3apeructpuposano yxe 11 npemna-
paToB. DTO JAaeT MOTEHIIHAIBHYI0 BO3MOXHOCTh HH]IU-
BH/IyaJIM3UPOBAHHOTO MOJX0/a K JICUCHUIO MAIUCHTOB
¢ ydeToMm OanaHca monb3a—puck. OJHAKO pa3IHYHBIC
Mexanm3mel aeictus [IMTPC, tpeboBaHus MOHHUTO-
PUPOBaHUS COCTOSIHUSL OOJIBHBIX TIPH UX MPUMEHCHHH,
pa3iIryHbIe PUCKH, BOSHUKAIOIINE TPU HCIIOIb30BAHHH
TOTO WJIM WHOTO Tpernapara, JesarT 3a/1a4y MepcoHa-
JIN3UPOBAHHOTO JIEUCHMSI BECbMa CIIOKHOW. Bcee eme
OCTAIOTCS MPOTHUBOPEUYUsS MO TOBOAY OTHOCHTEIHHOM
3¢ (HEeKTUBHOCTH MpenaparoB, TOr0 — KOMY, KOrjua
KaKoW Tpermapar clieflyeT Ha3Ha4yaTh, U ONTHMAaJbHO-
ro cpoka Havana tepanuu. [logoOHbIe MPOTHBOpEUUs
00ycIoBIIeHBI TeTeporeHHocThi0 PC, M3MEeHEeHUsIMU B
JTIUArHOCTUYCCKUX KPUTEPUSIX, HEJAABHUM BbIICICHUEM
HoBoTO oATHa PC (IepBUYHO-TIPOTPECCUPYIOIIETO C
00OCTpEHUSIMH) a TaKe HEOJHO3HAYHOCTHIO Pe3yib-
TaTOB MPSIMBIX CPABHUTENBHBIX HcclieoBanmii. Kpome
TOr0, HECMOTPSI Ha BBIJCICHUE HECKOIbKHUX MPOTHO-
cTuyeckux (pakTopoB pampHelmero tedenus PC, HeT
€JIMHOTO MHEHUSI, KAKUX TAI[UCHTOB CJICNyeT OTHOCHUTD
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K IpyIIaM BBICOKOIO HJIM HU3KOTO PUCKa i BbIOOpa
METO/Ia TepPaIlnu.

IIpencraBieHHble PEKOMEHIAIIUN KAaCcAOTCS MIPUMeE-
Henust [IMTPC, ono6perabix EMA st neuenwust B3poc-
JIBIX TIAIIMEHTOB, 0€3 yyeTa X KOMOMHUPOBAHHOTO MPH-
MEHEHHsI WM TPEeraparoB, HaXOISAIIMXCS Ha CTaIuu
KIIMHUYECKUX HCCIIeOBaHUN. [pyIIon 3KCIepToB HE
paccMaTpHUBaIiCh METOABI HETPAIUIIMOHHONW MEIHIIH-
HBI, a TAKXE€ BOMPOCHI CUMIITOMATUYCCKOTO JICUCHHS U
KyInUpOBaHHUS 000CTPEHUH.

I. Bonipochl 0 NPUHATHM pellleHUs
0 HayaJjie Tepanum:

1 Hyosicno nu navyuname npumenenue IHUTPC na-
yueHmam ¢ KIUHUYECKU U30TUPOBAHHBIM CUHOPOMOM
(KUC), nezasucumo om moeo, y0081emeopsiom Jjiu OHU
Kpumepusm 0ocmogeprnozo PC?

Pexomennamuu:

— moboit mpenapar u3 rpynnsl [IUTPC nomxen
Ha3Ha4YaThCcs TOJBKO B LEHTPaX, KOTOPhIE MOTYT
00ecrneuynTh MOHUTOPHHT TIAIIUEHTA, aJIEKBaTHYIO
OLIEHKY KIMHWYECKHX ¥ HEHpOBH3yalU3alMOH-
HBIX JIaHHBIX, & TaK)Ke OIICHWUTh HEKEIaTeIIbHbIC
apnenust (HA) — npu KUC ¢ maumentamu, nme-
oMy odarn Ha MPT, xapakrepusie mns PC,
HO KOTOPBIC HE COOTBETCTBYIOT KPHUTEPHUSIM J10-
ctoBepHOro PC, MOXKHO OOCYINTH BOBMOXKHOCTB
HazHayeHus: uaTeppeponoB Oera (D) unu mia-
tupamepa amerart (I'A)

2. Hyoicno au naznauame IHUTPC nayuenmam c
pemummupyrowum (PPC) u emopuuno-npoepeccupyio-
wum (BIIPC) PC u xaxoti npenapam evlopams?

Pexomennmamnumn:

— mpu aktuBHOCTH PPC, ompenensemoii mo gactore
oboctpenuii u/unu no nanueiM MPT (akTuBHBIC
O4ary WM MOsIBJICHUE HOBBIX, a TAKXKE IPH yBe-
JUYEHUU B pa3Mepax CTapblX 0YaroB) CIEAYeT
HaunHaTh Tepamnuio [IMTPC. D1o Takxke kacaercs
KUC, orBeuatomiero kpurepusim PC

— mnpu aktuBHoM PC wmmeercs OombInoil BeIOOp
npenaparoB — U@, nerunupoBanneiii D, TA,
tepudayHamua, aumeTriadymapar, KiaapuOuH,
(uHronMMoOA, AaKIM3yMad, HaTaIu3yMad u ajueM-
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Ty3ymMad — ¢ pa3Hoil creneHbio 3PpHEeKTUBHOCTH.
Pemenne o Ha3HAYeHWW TOTO WIJIM WHOTO TIperia-
para, rmociie 00CyXIEHHs C TAlUEHTOM, 3aBUCHUT
OT CJIEAYIONNX (haKTOPOB:

— JMYHOCTH MAIMeHTa W HaJM4Yusl Y HEro KOMop-
OMIHBIX 3200JICBaHMIA, CTEIIEHU TSHKECTH U aK-
tuBHOCcTH PC; mpoduns 6ezomacHoCTH npenapa-
Ta; €ro0 JOCTYITHOCTH;

— mamumentaM ¢ BITPC M0XHO Ha3Ha4yaTh BBHICOKO-
no3Hble D, HO cnemyeT oOCYIWTh ¢ HUMH He-
OJTHO3HAYHYI0 (PPEKTUBHOCTh ATHX MpPErapaToB
Npy J1aHHOM BapuaHTe TeueHusa PC, a Taxke ux
0e301acHOCTh ¥ IEPEHOCUMOCTH;

— MOXXHO TaKXXe paccMaTphBaTh BO3MOXKHOCTH Ha-
3HAYEeHUs1 MUTOKCAaHTpoHa npu akTuBHOM BIIPC,
nHpOpMHUpYs TamueHTa 00 ero 3pQeKTUBHOCTH
1, 0COOEHHO, O MEPEHOCHMOCTH M BO3MOMKHBIX
HeXenmarenpbHbIX sBieHmsIX (HS);

— MOYKHO TaK)e paccMaTpuBaTh BOZMOKHOCTD PH-
MmeHeHuss nipu akTuBHOM BIIPC okpenm3ymaba
WK K1agpuduHa

3. Hyoicno au naznavamo [HUTPC nayuenmam ¢ nep-

suuno-npoepeccupyrowum PC ( IIIIPC)?

Pexomennarmus:

— CJeyeT UMETh B BULy BO3MOXKHOCTh Ha3HAUCHHS
OKpenm3ymMada

[Ipu naznayenunm moboro ITUTPC neobxomnmo

CTpOTO CJIe/I0BaTh HHCTPYKIIUSAM 10 IPUMEHEHHIO Tpe-
raparoB, MOHUTOPUpPOBaTh HSl M y4HTHIBaTH BO3MOXK-
HBIE PUCKH.

I1. Bonnpochl BegeHMsl TALMEHTOB:

4. Ymo y nayuenmos ¢ PPC, nonyuarowux [TUTPC
6 meuenue nepsvix 6/12 mecayes mepanuu npeockasvl-
eaent NOBLIUEHHDIL PUCK UHBAIUOU3AYUU 6 0YyOyujem
— obocmpenus u/unu npoepeccuposarue u/uru MPT-
aKmueHocms?

Pexomenpanuu:

— OIICHUBATh KOMIUIEKC KaK KIIMHUYECKUX, TaK U

HEHPOBU3YaITN3aIUOHHBIX JIAHHBIX;

— MPT cnenyer nposoauts B T2 B u T1 BU-
peXMMax, Ha BBICOKOTIOIBHOM armapare, u Io-
JYYCHHbIC JaHHBIC [O/DKHBI OBITH OIICHEHBI
KBIM(UIIUPOBAHHBIM pajuonoroM. llpu sTom
MOSIBJICHUE HOBBIX WIIM YBEJIMYCHHE B pazMepax
ouaros B T2 BU mmeer Oosbliiee 3HaYEHHUE, YEM
HakoruieHne koutpacra B T1 BU. TlosBienne kak
MUHUMYM | HOBOTO ouara mpejcKa3biBaeT 3aMeT-
HOE HapacTaHWe WHBATUAN3AINH K 4—5-My TOIy
co criequuaHOCTHIO 70% U UyBCTBUTEIILHOCTBIO
—85%.

5. Koeoa nayuewmam, HAuaguwum HNpUMeEHEHUe
ITUTPC, cnedyem svinoansmo MPT ons oyenku s¢ghgpex-
mugHocmu npenapama?

Pexomennamuu:

— ouenuBarb nanHele MPT crenyer uepe3 6 mec
[ocJie Havaja Teparuy U CpaBHUBATH C PE3yJb-
taramu MPT uepes 12 mec neuenusd. [Ipu sTom
CJICJIyeT YYUTBIBATH CKOPOCTh HACTYIUICHUS JICH-
CTBUS Ipenapara U akTUBHOCTH OOJIe3HH;

— TaIlHeHTaM ¢ HU3KHM PHCKOM Pa3BUTHSI IPOrpec-

REVIEW

cupytomie MyabTu()OKaTBHON JTEHKOTUCTPOPUH
(ITMJI) MPT cniemyeT mOBTOPATH KaXIbIiA TOJI;

— npu BbIcOKoM pucke pa3Butus [IMJI (mamuunn
antuten K JC BUpYyCY, IPOAOIKUTEIBHOCTh TEpa-
nuu Hatanmuzymabom Oosiee 18 mec) MPT ciienyer
MPOBOAUTH Kaxkible 3—6 Mec;

— IIpH BBICOKOM pucke pa3zsurus IIMJI u nepexone ¢
HaTtanmzymaba Ha Apyroi npenapar MPT ciieqyet
MPOBOJIUTH Cpa3y MOcie MpeKpalleHus Tepanuu
HaTalIn3yMa0OM | IPH Hadajie HOBOW TepaIui.

II1. Bonipochl cMeHbI Tepanuu

6. ¥V nayuenmoe ¢ PPC, nonyuarowux U@ unu IA u c
coxpanaowumucs npusnakamu akmusnocmu PC 6 nep-
8blll 200 mepanuu, Hys#cHo au meussmo UD na I'A u Ha-
0bopom unu credyem nepexooums Ha 6onee aKmueHbslll
npenapam?

Pexomennamnun:

— TIpuW coxpaustomieiics Ha ¢poHe npuMeHeHUs D
umu ['A axtuBHocTH PC cnemyeT mepexonuTs Ha
Ooee A PeKTHBHBIE TTpenapaThl:

— TM0Ka3aHo, YTO MPH MEepeBoJIe C Mperapara rnepBo-
To psja Ha aneMTy3ymald depes3 2 rozma Teparuu
3HAYUTENILHO CHIYKAETCS CPEIHErofioBasi 4acToTa
oboctpennit — ¢ 0,52 mo 0,26; OojbIre MaMeH-
TOB 0e3 obocTpenuit — 66% 1o cpaBHeHuUIO ¢ 47%,
MeHbIIIe OONBHBIX C HAPACTAHWEM WHBAITUIN3AITIH
— 13% no cpaBuenuto ¢ 20%.; MOSBICHUE HOBBIX
WM YBEIMYMBIINXCSA B T2 04aroB Takyke CHAXKAET-
cst ¢ 68% 10 46%. Cxoxkue pe3yasTaThbl MOTyUYEHBI
Y TIpY TIepeBOJIe Ha (PMHTOJIMMOJ U HaTaanu3yMao;

— pelieHHe O TMepexoje Ha KakoH-uOo mpenapat
ciexyeT o0CyKaaTh C MAIeHTOM C y9eTOM HaJH-
YHs y HEro COMYyTCTBYIOUIMX 3a00JeBaHUM, MpPO-
¢uns 6e30MmacHOCTH TIpenapara, TSHKeCTH/aKTHB-
Hoctu PC.

7. Hocne npexpawienus npumeHeHus blCOKOAKMUB-
Hozo npenapama y nayuenmos ¢ PPC nyxcno nu nepe-
X00umo Ha opyeyro mepanuio?

[Tocne oTMeHBI BBICOKOA((EKTUBHBIX NpenapaToB
NPUMEHSJINCh pa3Hble BapUaHThl: 0e3 MPUMEHEHUS
I[INTPC, ¢ HazHaueHneM KopTukoctepouaos, UMD umu
I'A, duHTOMMMONA € PA3THYHBIMEA «OTMBIBOUHBIMI TIE-
puomamu. Harpumep, rpu riepexojie ¢ Haranu3yMmada Ha
(UHTOTUMO] OTMBIBOUHBIN Tiepuoa y 20% marueHToB
obu1 10 3 mec; y 31% —3—6 mec n'y 59% — Gonee 6 mec.

Pexomennamnuu:

— TIpU TpeKpalleHnd MPUMEHEHUs BhICOKOd(Dhek-
TUBHOTO TIpernapara BCIIEACTBHE ero Hedpgek-
TUBHOCTH WJIM TI0 COOOpaskeHUsIM 0€301acHOCTH
HY»XHO HaYMHATh JPYTYIO BBICOKOA(P(EKTUBHYIO
teparnuto. [Ipu e€ Hagase ciemyer UMETh B BULLY:

— deM OoJblasi akTUBHOCTDH (KJIMHMYECKass U He-
poBH3yanH3anMoHHast) OblIa 10 Havaja mpebIIy-
el Tepanuy, TeM paHbllle HAaYMHATh MMPHMEHe-
HUE JIPYTOTO Iperapara;

— TPH 3TOM HEOOXOMMO YUYHTBIBATh MIEPHOJ MOTY-
KU3HU 1 OMOJIOTHYECKYIO0 aKTHBHOCTD TPEABIIY-
LIETo Mpernapara, a TakKe BEpOSTHOCTD Pa3BUTHS
pebayaa-3¢dexra (0cOOCHHO MPU TMPEKpAIICHUN
JICUCHUS HaTAIM3yMaOoMm).
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OBO3PEHME

8. V nayuenmoe ¢ PPC npu npexpawjenuu npumene-
HUS 8bICOKOAKMUBHO20 NPEnapama ecms Ju PUCK 803-
00HOBIEHUA WU YCUIeHUsE aKmugHocmu bonesnu (peba-
yHO-9ppexma)?

— pebayHa-3¢d ekt mociae oTMEHBI BBICOKOAKTHBHO-
ro npenapara, Kak IpaBiiio, BO3HUKAET U 0OBIYHO
paccMmarpuBaeTcs Kak BO3BpAaIleHHE K aKTHBHO-
ctu PC, xoropas Obina 10 nedenusi. OJJHaKo ecTh
Pa3HOYTEHHS JTOTO OIPENEICHUS: OT OIEHKH
«XyIKe, UeM JIO JICUCHHS» J0 OLICHKHU «HapacTaHnue
aktuBHOocTH PC mocne oTMeHBl HaTannzymada B
BUJIC YBEJINYCHUS HE MCHEE, YeM Ha 4 aKTUBHBIX
ogara B T1».

9. Ymo nyuwe ons nayuenmog ¢ PPC, nonyuarowux
TIUTPC, komopvie 0cmaiomcs KIuHU4ecKu 1 paouoio-
2U4ecKu CmaduIbHLIMU 00120€ 8peMsl — NPOOONICATND
mepanur uiu npekpamumas?

Pexomennanus:

— mnponorkars npuMeHenne [INTPC y kmuandeckn u

PaIMOTIOTHYECKH CTaOMIIBHBIX MAlMEeHTOB NPH CO-
XPaHSIOMINXCS 0€30MTaCHOCTH U MTEPEHOCUMOCTH.

IY. Bonpoc npumenenusi IMTPC
npu 0epeMeHHOCTH WU e¢ MJIAHUPOBAHUHU

10. Kaxoti 0ondicna bbime maxkmuka y JHCeHwuH, no-
myuarowux [IATPC u nianupyiowux OGepemeHHOCmb,
UL NpU He3an1aHUpoOBaAnHoOl bepemerHocmu?
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Pexomennamnuu:

— HEeoOXOIUMO COO0LIATh KEHIIUHAM IE€TOPOJHOTO
Bo3pacrta, yro [INTPC Henp3s mpuMeHATh BO Bpe-
Ms1 OepeMeHHOCTH, 3a HekitoueHneM ['A B 1oze 20
MT;

— IUJIAaHUpYOLIE OEPEMEHHOCTD JKEHILUHBI C BBICO-
KHM pUCKOM peakTuBanuu PC MOTyT npoaokarhb
npumenenne U u ['A o HactymieHus 6epemeH-
HocTH. [Ipn oueHb BHICOKOW aKTUBHOCTH 3a00J1e-
BaHMS MOYKHO PacCMOTPETh BONPOC MPUMEHEHHUS
9THX MPENapaToB ¥ BO BpeMs OEpeMEHHOCTH;

— OKCHIIMHAM C COXPAHSIOLIEHCS BBICOKOW AKTHUB-
HocThio PC crenyer mocoBeTOBaTh OTIOKHUTH
O0epeMeHHOCTH. [l TeX, KTO BCE k€ XOueT 3a-
OepeMeHeTh, WM MPH He3aIUIaHUPOBAHHOW Oe-
PEMEHHOCTH MOKHO PACCMOTPETh NMPOAOIIKEHHE
JICYCHUS] HATaIM3yMaOoM BO BpeMs OepeMeHHO-
CTH TOJIBKO I10CJI€ TTOJIHOTO OOCY>KIEHUS BO3MOXK-
HBIX OCJIOKHEHUH; PU IUIAHUPOBAHUM OEpeMeH-
HOCTH aJbTEPHATHBON MOXKET OBITH PUMEHEHHE
aneMTy3ymMa0a, HO He MeHee, YeM uepes 4 Mec Io-
e mocieAHer HHPy3Hu.

[IpencraBnenHsle pekoMeHAAMH OynyT MEepecMo-
TpeHsl uepe3 S JeT. B ciyyae e MosiBIeHHsI HOBBIX J1aH-
HBIX I10 IPEUMYIIIECTBAM WM HEAOCTAaTKaM y>Ke N3BECT-
HBIX CTPaTeTWH WM TIOSBICHWU HOBBIX — IIEPECMOTP
OyZIeT OCYIIECTBIICH paHee.



K c1. B.M. Ka3zakoBa u coaBT.

a(a) 6 (b) 6(c)

Puc. 2 (a—6) Cunnpom Mak Apmuis. buonicust m. vastus lateralis y Mmy>xunnbl 32 jert.

a) Konrpoub. Okxpacka Ha IIMKOTeH (HopMaiibHOe aeieHne M.B. Ha Turiel). 6) bonbHoi. Okpacka Ha IIMKOTEH.
BuaHo upe3MepHOe HakoIIeHHe TIHKoreHa B M.B., 0co0eHHO moj capKoieMMOH, OTCYTCTByeT nenenne M.B.
Ha TuIbl. 8) bonbHoii. Oxpacka Ha Muodochopuiiazy — yMepeHHOE CHUKEHUE aKTHBHOCTH MHUO(OCHOpHIasbl.

Fig. 2 (a—c). McArdle syndrome. Muscle’s biopsy in the patient aged 32.

a) Control. Glycogen staining. Muscle biopsy shows normal divisions of muscle fibers to the types. b) Patient.
Glycogen staining. Muscle biopsy shows a very high accumulation of glycogen inside muscle fibers especially
under the sarcolemma, the division of muscle fibers to the types is absent. c) Patient. Myophosphorylase staining.
Muscle biopsy shows moderate loss of myophosphorylase (21).



