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BPOXOEHHBLIE U HACJIEQAYEMbIE HAPYLLEHUA METABOJIU3MA KAK
NMPUYUHBbI MHCYIBTOB Y MOJIOAbIX NALUMEHTOB U OETEWU

lNyces B.B., JibBoBa O.A.

T'ocyoapcmeennoe obpazosamenvbHoe yupesxtcoeHue gblcuieco npogheccuoHanbHo2o 0opazosanus
«Ypanvckas cocyoapecmeennas meouyunckas akaoemusy PedepanrbHo2o a2eHmcmaa no
30pasooOXpaneHuIo U COYUAIbHOMY PA36UMuUI0, Kagheopa He8posocUuU 0emcKo20 603pacma u
HeoHamoJno2uu

IIo naHHBIM MUPOBOW JIUTEPATYPBI OTMEYAETCS HEYKIIOHHBIM POCT MHCYJIBTOB Yy IE€TE€H U MOJIOABIX
JIIOJIeH, MUK KOTOPBIX MPUXOAUTCS HA MIIAJACHYCCKUMN, MOAPOCTKOBBIA U MOJIOION Bo3pacT (1m0 45
ner). B cTarbe 00001IEHBI COBPEMEHHBIE CBEJICHHS O YacTOTE BCTPEUYAEMOCTH OCTPHIX LiepeOpoBa-
CKYJISIPHBIX KatacTpod 1o mpuuuHe Oosie3Hell metabonu3ma — Dadpu, THIIEProMOIIMCTEHHEMHUH U
cuaapoma MELAS. TIpuBoasiTcst OCHOBHBIE CBEICHHS 10 MTATOTCHETUYECKUM MEXaHU3MaM, TeHaM-
KaHJUJaTaM U KIMHUYECKUM OCOOEHHOCTSIM MHCYJIBTOB, A€OIOTUPOBABIIUX B JETCKOM U MOJIOJOM
BO3pacTe.

KuroueBble ci10Ba: MHCYIBT, peKue 00JIE3HU, MOJIOION BO3PACT.

SOME RARE METABOLI C DI SEASES AS | MMEDI ATE CAUSE OF STROKE IN
CHILDREN AND YOUNG PEOPLE

Gusev V.V., Lvova O.A.

State educational institution of higher education “Urals State Medical Academy”, Fedematyge
for Health and Social Development, childhood neurology and neonatology department

In article the modern data in risk factors according to the rare diseases mageipatients with
stroke is generalizedThe upto-date theory and epidemiological information MELAS, Fabry
disease and hypewsmocysteinemia with variety gepelymorphism causes hypercoagulation and
ischemic strokes in risk groups. All the investigators maintains the necessitymprehensive
research this problem all over the world.

Keywords:. stroke rare disease, young people.

OcCTpble HapyLleHUs MO3roBOro KpoBO-
(OHMK)

B HacToslwee BpeMa W3BECTHO, 4TO

O6paLLl,eHVIFI NPU3HaHbI KakK 4acTOTa BCTPEYaeEMOCTU WUHCY/IbTOB Y

peakas  nmaTtonorus  Ans  MNauueHToB
MOJ0A0ro M AETCKOro Bo3pacta. OaHako B
CBETE COBEpPLUEHCTBOBAHUSI TEXHOMOMNI
MONEKYNSpHO-reHeTnyeckoro obcnenosa-
HUSI, MOSIBNEHMS] HOBbIX NabopaTopHbIX U
MHCTPYMEHTasIbHbIX METOAMK BCe 6GorbLue
nyénukaumi MOCBsILLAeTCs 3TOM

npobneme.

AETEN COCTaBnsieT B cpeaHeM 2-3, npwu

3TOM B  HEKOTOpbIX  HAUMOHANbHbIX
rpynnax oHa gocturaet 29,7 Ha 100TkIC. B
rog. PacnpepeneHne 60/bHbIX C Yy4YeTOM
BO3pacTa W3y4yanocb B UCCNeAOBaHWM
STEPS  Stroke (2007),

KOTOPOro MpOAEMOHCTPUPOBANM BbICOKMIA

pe3ynbTaThl

NMpoUEeHT noaen B Bo3pacte A0 44 net
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cpeav NauMeHTOB C MHCYNbTOM — 11%.
[MokazaHo, YTO MO YPOBHI CMEPTHOCTH,
CK/TOHHOCTU K peunamBMpOBaHUIO,
Hen3beXXHOCTU (OpMUPOBaHUS UHBANUAN-
3UpyloWwmMX  nocneactsui, 6onbHble  C
OHMK B MONogoM n OeTCcKOM BO3pacTe He
OT/IMHAIOTCA OT M3BECTHbIX [AEKPeTnpo-
BaHHbIX rpynn. Tak, [-p Vijeva Ganesan u
konnern (2006r.) ycTaHOBUAN, YTO MoOCne
nepsoro anu3oaa OHMK, npousoLweawero
B BO3pacte OT 21 aHa Ao 19 net, yepes
naATb netr Tonbko 59% naumeHToB He
MMeNn MOBTOPHOro WMHCynbTa. CpeaHun
PUCK MOBTOPEHUS LepebpoBacKynsipHON
KaTtactpodbl B nonynsiumm  60NbHbIX
coctaBnsetr okono 20%, npu coyeTaHuu
ABYX [OKa3aHHbIX (hakTOpoB pucka W
6onee HeYKNOHHO HapacTaeT U A0XoAuT
00 42%.

B Toxe Bpemsi, cnyyan OHMK y petein
M Monmoablx — 3TO, KakK npaswuno,
Ka3yucTuka, CTaBsiWasl B HeAOyMeHue
nepcoHan MnepBUYHOro, HEOTNIOXHOro W
amMbynaTopHOro 3BEHa, 4YTO HeunsbexHo
CKa3blBAETC Ha CKOPOCTM MOCTAHOBKM
AMarHo3a, rocnuTanu3aumMn Ha cneuuanu-
3MPOBaHHbLIA 3Tan OKa3aHusl MOMOLUM U
CBOEBPEMEHHOCTU TepaneBTUYEeCKNX
MEPOMNPUSTUNA.

B oTnnume oT noxunbix (Y KOTOPbIX
OCHOBHbIMW 3TUOMOMMYECKUMN (DaKTOpaMM
ABNSAIOTCA apTepuanbHasi runepTeH3ns u

aTepocknepo3  LepebpanbHbIX  COCYa0B)

CNEKTP MPUYMH, CMOCOBHbLIX BbI3BATb
WHCYNbT B MOJIOAOM BO3pacTe, 4Ype3Bbl-
YaHO WMpOK. Tak, MOACYMTAHO, YTO Yy
yenoseka B Bo3pacte o 30 net 6onee 70
3aboneBaHUt  MOryT CTaTb MPUYMHOM
OHMK TOnbkO wwWeMnyeckoro reHesa!
MynbTudaKkTopranbHOCTb 3TMoNOrnM
3HQUUTENIbHO 3aTPYAHSIET AMArHOCTUYE-
CKUA MOWCK, 0COBEHHO Ha OCTpENMLLEM W
OCTPOM  3Tanax  6one3Hu,  OAHAKO
NpoBOAWUTbL €ro HeobXxoaMMO, MOCKOJbKY
YCTaHOBJ/IEHME WCTOYHMKA LiepebpanbHOM
COCyANCTOM

KaTacTpodbl  onpeaensieT

Hanpas/ieHne MeANKaMEHTO3HOM
KOppPeKUuun 1 NporHo3 Ha peunamBuMpoBa-
Hne OHMK.

Mo 3apybexHbiM [AaHHbIM B 3TOM
rpynne naumeHtoB okoso 20% uwemnye-
CKUX WHCYNbTOB Aaxe rocne rnpoBeaeHus
TWATeNbHOr0 AMarHOCTUYEeCKOro roucka
OCTalOTCS 3TUOSIOMMYECKN HesACHbIMU. B
Poccum e, Kak MokasblBalOT HEMHOro-
yncneHHole nNybnnkaumm, 3ToT noKasaTtesib
gocturaetr 65-70%, 4TO 3Ha4YUTEeNbHO
3aTpyaHseT

BbidB/IEHME nMNauneHToB C

TAkOM naTonorMer W NpensTCcTBYyEeT
(bopMUpOBaHNIO AEKPETUPOBAHHbLIX Py
60MbHbIX AN NPOBEAEHWUS MEPBUYHOM
npodunnaktmkn 6onesHn B MOSIOAOM
BO3pacTe.

Fpynnoit  3Tuonormyecknx ¢akTopos,
poSib KOTOPbIX B reHe3e WWEeMUYECKUX

BapuaHToB OHMK HecoMHeHHa, SBNSATCA
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b6one3Hn obMeHa M KNeTouyHoro metabo-
NM3Ma, K KOTOPbIM OTHOCST FMneproMoum-
CTENHEMWUIO, aecnunt a-
ranakro3nnruaponasbl (bonesHo ®abpu) n
MELAS-CUHAPOM.

MHorune 3apybexHble 3nMaemMmonormye-
CKMe wuccnenoBaHus NOATBEpAUSN, UTO
He3aBMCUMbIM (PAKTOPOM pUCKa cepaeyHo-
COCyaMCTbIX 3aboneBaHuii y NaUMEHTOB
MOSI0AOr0 BO3pacTa M [OeTen SIBNSETCS
rmneproMoLuCcTEMHEMHMS, Npy KOTOpoM
OTMeYeHa CuNbHas MNpsiMasi CBS3b Mexay
YPOBHEM  rOMOUMCTEMHA U PUCKOM
pazsutna OHMK. B [aHun usyyann 207
NMaumneHToB C ULIEMNYECKMMU NUHCYTbTaMM,
n B 16% cnydyaeB 6bina BbisIBAEHA
runepromouuctenHemms. B ®dpemuHrem-
CKOM  MPOCMEKTUBHOM  MUCCreaoBaHUM

MOKA@3aHO  CTAaTUCTMYECKM  3HAYMMOe
YBE/IMYEHNE YacTOTbl CTEHO30B COHHOW
apTepum  npu

YPOBHE  rOMOLMCTENHA

cebilwe 14,4 wMkmonb/n (Npy 3TOM
OOHOBPEMEHHO 6blNla CHWXXEHA KOHLEH-
Tpaumst (ponneBor KMCNOTbl U NMUPULOKCH-
Ha d¢ocdaTta). ITM CBeaeHus noaTeep-
XAEHbl UeNbiM psiAOM [aHHbIX, KOTOpble
3amMkCcuMpoBann, 4TO Yy  BrMepBble

MepeHeclnx  ULIEMUYECKUA  WUHCYNbT
MauneHToB MOSI0AOr0 BO3pacTa, YPOBEHb
romMoumMcTtenMHa B Nna3Me [OCTOBEPHO
Bbllle, YEM B KOHTpOJSibHOW rpynne (13,7
MMonb/n 1 10,8 MMONb/N COOTBETCTBEHHO,

p<0,001). Wcnonb3oBaHWe perpeccuoH-

HOM MOAENM aHanm3a AaHHbIX MO3BOMNIIO
YCT@aHOBUTb, 4TO BO3pacTaHWe YpPOBHS
roMoUMCTEMHA Ha Kaxabil 1 MMonb/n
NpMBOAWIO K  YBEJIMYEHMIO  pucKa
pa3BUTUA MHCYNbTa Ha 5,17.

B HOpMe romoumcTenH BOCCTaHaB/MBa-
eTcd [0 METUMOHWHA uYepe3 peakuuio
peMeTUIMpoBaHus, KoTtopas obecneunBa-
€T LUMKN nepeaayy MeTWNbHOW rpynnbl B
MHOIMOYMUCNIEHHbIX peakumnsx mMeTabonusma
B KJEeTKax. MnepromMouncTenHeMus
CTAHOBUTCSA pe3yNbTaTOM BPOXAEHHO WM
HaCNeACTBEHHO CHMDKEHHOM aKTUBHOCTM
epMeHTOB UMKN@  peEMETUINPOBAHUS.
OOHMMKM U3 OCHOBHBIX FE€HOB, KOHTPOU-
pylowmx obMeH MEeTUOHMHA, SBASOTCS
MTHFR (KoanpyoLmni epmeHT
MeTuneHTeTparuapodonaTpeaykrasy) w
MTRR (OTBETCTBEHHbIN 33 a[AEKBATHYIO
paboTy  romMouucreMHMeTUnTpaHcdepas-
peaykTasbl); BuUTaMMHbl B6, Bl2 wu
onveBas KMCNoTa SBASIOTCS KO3H3MMaMu
aTuX ¢epMeHTOB. B HacTosilee Bpems
M3y4yeHbl  MNAToOMIOrM4yecKkMe  BapuaHTbI
annenen, accouMMpoBaHHbIE C TUMNepro-
MOLIMCTEMHEMMEN N LiepebpoBacKyNspHbI-
MW HapyweHusaMn — 31o MTHFR 677C>T,
MTHFR 1298 A>C n MTRR 66A>G. Tak, y
naumMeHToB B Bo3pacTe 5 MecsueB — 15
NET, NepeHeclmX ULLEMUYECKUN MHCYNbT,
YPOBEHb roMoumcTerMHa O6blal MOBbIWEH Y
66%, BCe OHWM OKas3anncCb HOCUTENSIMU

reTepo/roMO3uroTHbIX  MNOAMMOP(U3MOB
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MTHFR n/unn MTRR (3bikos B.I1., 2008).
Y xutenen ANTanckoro Kpasi, nepeHecLumnx
ULIEMUYECKUIA UHCYNbT B Bo3pacTe 17-45
net wu uMmerwmnx  TpombodunbHoe
coctosiHne, B 41,3% ypoBeHb romMouu-
cTerHa 6bin 3aMKCMPOBaH KakK BbICOKWUN,
y 50% 60MbHbIX BbISIBIEH aNnfesbHbIN
nonumoppmsaM no MTHFR, npuyem B
37,5% B BMAE rOMO3UrOTHOrO HOCUTESb-
cTBa, a Y 41,7% B BMAe KOMOBUHaummM C
nonMmopdusmMoM reHa PAI-1 (Konnektus
asTopos, 2009r).

MneproMouncTenHeMuUs peanunsyeTtcs B
WLWIEMUIO HEPBHOM TKaHW CReayrowmnMm
06pa3oM. [loBbileHHbIE  KOHUEHTpauuu

rOMOLUNCTENHA MOryT npnBOAUTb K

rMnepnpoayKumm TPOMBOKCaHa,

YrHETEHUIO CMHTe3a TpoMmboMoaynuHa,
6e3 kotoporo TpomMbuH He ob6pasyer
KOMMNfekca, aktusupytowero 6enkosble
aHTUKoaryngaHTel npotevH C u S,
CunTaeTcsl, YTO roMOLMCTENH UHIMMBUpyeT
HECKONbKO aHTUKOArynsiHTHbIX MexaHu3-

MOB, B pe3y/ibTaTe Yero Aaxe yMepeHHoe

€ro rnoBbIeHMe MOXET CnocobcTBoBaTb
KaK runepkoarynsiumm, Tak u runeparpe-
rauMm  TpoMbouMUTOB, YTO MPUMBOAUT K
BO3pacTaHUIO puUCKa apTepuasnbHbIX WU
BEHO3HbIX TPOM6030B B 2,5-4 pasa.

lNokasaHo, 4YTO BBeAeHMEe B pauMnoH

3epHOBbIX  MPOAYKTOB,  06OralleHHbIX
donveBo  KMCnoToW,  NpuUBENO K
CHWXXEHUIO  YPOBHS  CMEpPTHOCTU  OT
WHCYNbTa. MeTaaHanu3 BbISBW, 4YTO

AOMNOSIHUTENBHOE YNOTpebneHne B nuLly

onneBon  KMCNOTBI  TaKXKe  MOXET
CHWXKATb PUCK pasBUTUA UHCYnbTa. bonee
BblpaXXeHHOEe CHWXeHWe pucka Habnwoga-
Nnocb npu yBenmyeHnm nepuvoaa
MOCTOSIHHOrO npuemMa (oMEBON KUCOTHI,
4yTO  CONpOBOXAAaeTCs 60nbLMM
CHWKEHMEM YPOBHS FTOMOLMCTENHA.

B HacToswee

BpeMsi  BblpaboTaHbl

pekoMeHaauMM Nno  nepBUYHON "
BTOpu4YHOM npodmnaktuke OHMK y petein
M MNauMEHTOB MOSIOAOMO BO3pacTa C
[IOK@3aHHOM

(Tabn. 1).

rMNPeroMoLnCTENHEMUEN

Tabnuua 1

BospacTHble A03MPOBKM (ONMEBON KUCIOTbI U BUTAMMHOB Y AETEN C FOMOLMCTEMHEMUEN U Kapano-,

LiepebpoBackynsipHOM NaTosnormei

(Child Neurology Society Ad Hoc Committee on Stroke in Children, 2005)

Bo3pacT nauuneHTa Jo 3 net Jo 6 net Jo 10 net Crapuwe 10 net
Qonvesas KncioTa 25-100mMKr/cyT 75-400mKr/cyT 100-400MKr/cyT 150-400MKr/cyT
ButamuH B6 1,0 mr/cyt 2,0 mr/cyt 2,0 mMr/cyt 4,0 mr/cyT
ButamuH B12 100-300MKr/cyT 100-300 MKr/cyT 300 MKr/cyT 300 MKr/cyT

ButamuH E 50-800 ME 50-800 ME 50-800 ME 50-800 ME
ButamuH K 10 MKr/cyT 20 MKr/cyT 30 MKr/cyt 55-65 MKr/cyT
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BeposaTHo, nccneaoBaHMe  YPOBHSA
roMoLUMCTENHA, MyTaLuin B reHax MTHFR K
MTRR [O/MKHbI CTaTb HEOTbEM/IEMbIM
KOMMOHEHTOM KoMrMiekca obcneaosaHus
MY MOJSI0AOro  BO3pacTa, nepeHeclmnx
UIEMUYECKUA UWHCYNbT. BbisiBneHne vy
MaUMEHTOB M3 Trpynn puUCKa YMepeHHOM

rmnepromMouncTenHeEMnin n/mnu reTepo3n-

FOTHOW  HEeAOCTaTOYHOCTU  (PEPMEHTOB,
TPaHCOPMUPYIOLMX ~ FOMOLIMCTEMH B
METUOHWH, AOSHKHb HEN36EeXHO

NpMBOAUTL K KOPPEKLUW HYTPUEHTOB, B
TOM uMCne Takux Kak ¢onveBas KUCNoTa,
B6, B12 n gp.

Bbonesnb ®abpu 3aHMMaeT BTOpOE
MeCTO Mo 4acrtote nocne 6onesxu lowe
cpean  nusocoManbHon  natonormn (1
cny4dain Ha 40000 My»)XCKOro HaceneHus, B
obwen nonynsiumm 1:117 000). Hacneny-
eTcs No X-CUEernjeHHOMY peLecCMBHOMY
TMNY, TO €eCTb OTCyTCTBYeT nepeaaya
nMpu3Haka OT OTuUA K CbiHy, MpU 3TOM BCe
po4vepu 6onbHOro otua 6yayT HoCUTENAMM
MaToNOrM4YecKoro  peLeccMBHOrO  reHa,
XOTS1 K/IMHUYECKN Yy HUX 3aboneBaHue He

nposiBATCS,  waM  6yayT

cTepTble
nposieneHns 6onesHu.

B Hactosiwee BpeMsi 6one3Hb ®abpu

OTHOCAT K  rpynne  JIN30COMasnbHbIX
6onesHeN HaKoMMeHusi, CBA3aHHbIX C
HacneacTBeHHO 06yCnoBneHHbIM

AedekToM nusocomanbHoro depmeHTa (a-

ranakTo3unrmaponassl), BC/1eACTBME

KOTOpOro B JIn3ocomax HAOTENUA

KPOBEHOCHbIX COCYAOB HaKamnjvMBatoTCs
ravkocuHronunuasl. MpocBeT cocyaos
obnuTepupyeT  BMAOTb A0  MOJSIHOM
OKK/O3UM, B pe3yfibTaTe 4Yero Mpomcxo-
AUT 3aMeAsieHMe U MOSIHOE MpeKpalleHve
KpoBOTOKa. Takue mnpouecchl uUKCUpyoT
B MepuHEBpUN nepudepruyeckmx HEpBOB,
FONIOBHOM  MO3re,

noukax, cepaue,

MeYyeHu, Cenie3eHKe,  MoMKENyA04YHOM
Xenesbl, B KOXe, NpocTaTe, BO BCeX Tunax
MbILIEYHOM TKaHW. WMHCynbT npu AaHHOM
NaToNornM, BEpPOSTHO, BbI3BaH Mporpec-

CMBHbIM HaKoOMnieHneM Cq)VIHFO}'IVII'IVIﬂOB B

MO3roBbIX cocyaax, M3MEHEHMSIMU
NOKaNbHOro naTTepHa MO3roBOro
KPOBOTOKa,  HapylleHWEM  COCYAWUCTOM

YyHKUMM W pa3BUTMEM 3HAOTENMNANBHOM
BacKy/onaTuu. MOAMCMCTEMHOCTb
MOPaXXeHUS1 U pa3HOOBpasne KIMHUYECKOM
CUMMNTOMATUKM CYLLECTBEHHO 3aTPYAHSIET
HO30/10rMYECKY0 AMArHoCTUKY, OCOBEHHO

Ha paHHMX 3Tanax 6one3nn. KMMeHHO

LepebpoBacKynsipHble KaTacTpodbl,
WHGpAPKTbI  MMOKapaa M Mo4veyvHas
HeA0CTaTOYHOCTb orpaHuMuMBaloT

NPOAOC/IKNUTENBHOCTb XXM3HU MALMEHTOB C
6one3Hbio Pabpun - 6OABLINMHCTBO U3 HUX
ymupatoT nocne 40 ner.

Mpn 6onesHn ®abpu  UWEMUYECKUN
WHCYNbT M TPaH3UTOPHbIE MLLIEMUYECKUNE
aTakn OTMedatoTcsa B 27% cnydaes. [lo

JaHHbIM nccneaoBaHu Mehta u Ginsberg
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(2005), Hanbonee paHHWE TPaH3UTOPHbIE
nwemMmnyeckmne aTtakm 6binm 3adukcmposa-
Hbl Y nauMeHTa B Bo3pacte 12 nerT.
CpeaHuin BO3pacT pa3BuTUs Lepebposa-
CKynsipHoM naTtonormv npu  60ne3Hun
®abpu coctasnsieT 33,8 y MyxXunH u 40,3
rofa Yy >EHLMH, a 4acToTa fNeTanbHbIX
MCXOQOB Yy 3TUX MaUMEHTOB [OCTUraet
55%. [pynnoin wccneposatenen 6bin
npoeBeAeH CKPUHWHI 721 nauneHTa B
18-55  ner,

KpUNTOr€HHbIM WHCYNbTOM, Ha HalInyune

BO3pacTe CTpajaoLLmx
bonesnn ®@abpu (oueHmBanacb aKTuB-

HOCTb  @-ranakro3ugasbl, a  Takxe
npucyTCcTBMe MyTauum reHa a-GAL) -
6onesHb 6bina AanarHoctuposaHa y 4,9%
MYX4YMH U 2,4% >XeHwuH. Haubonee
yacTto

MH(apKTbl  NIOKaNM30BauMCb B

BepTebpobasnnsapHoM 6acceliHe 7
KoppenvpoBsanu C COCYAMNCTbIMM
N3MEHEHNAMM (BonuxoakTaTnyeckas
naTtoniorns BoisiBneHa y 42,9%).
JlabopaTopHble MeToabl UccneaoBaHus
CTaHOBSATCA onpeaensiowmmMm npu

NocTaHOBKe  amarHosa. Y  60MbHbIX
PErMCTPUPYIOT KpalHe HU3KWE MokasaTe-
17 aKTMBHOCTU NTM30COMasibHOro
(bepmeHTa a-ranakTo3uaasbl B NeNKouu-

Tax nepudgepnyeckon kposu (Hopma 55,2

+12,7), nnasMe KkpoBu (HopMa 24
HMONb/Y/Mr 6enka). [NpeHaTanbHas
AMAarHOCTMKa ANns  CeMerd  UMELMX

OTArOWEHHbIN aHaMHe3 no  6onesHu

®abpu BKAKOYAET OLEHKY aKTUBHOCTM a-
ranakto3ungasbl A B KynbType ¢dnbpobna-
CTOMNOAOOHBbIX  KMETOK  aMHUOTUYECKOM
XWAKOCTU. HakoHel, B Halen CcTpaHe
AOCTyneH MOJIEKYNISAPHO-FEHETUYECKNIA
aHanu3 — BbISIBIEHNE MyTaumn AedeKTHO-
ro reHa (LleHTp MonekynsipHou AuarHo-
CTUKM, r. Mockea).

CuHppoM MELAS (MUTOXOHApPWanbHas
sHUedanonaTtus, NnaKkTaT-aumaos,
NHCyNbTONOAO6OHbIE 3MM304bl) 3aHUMaeT
OOHO W3 BeaylWwux MeCT B PeuTuHre
npuunH OHMK B ™MonogoM M [eTCKOM
Bo3pacTte. [Moka3aHo, uto B 17% cny4yaes
MMEHHO MHCYNbTbl BbICTYNAOT B Ka4yecTBe
MaHUMECTHbIX  MPOSIBNIEHNA  CMHAPOMA
MELAS, B AanbHEWLLIEM XXe UX Perncrpu-
pytloT C 4actotoM 99% KW OTHOCAT K
KapAWHanbHbIM CUMMTOMaM pa3BeEpPHYTOM
CTaaum 6onesHu Hapsgy C MuonaTtuye-
CKMM CMMMNTOMOKOMMEKCOM, (heHOMEHOM
«pPBaHbIX» KpaCHbIX BOJIOKOH M JNaKTaT-
aunaosoM (Hirano M., Pavlakis S.G.,
1994).

MNaTtoreHe3 cuHapoma MELAS cBsizaH C
BapuabenbHbIMM TOYKOBBIMW MyTauUMSMU
MUTOXOHApWanbHou AHK, 4To NpuBOAUT K
HeA0CTaTOYHOMY CUMHTE3Y puMBocoManbHOM
PHK ¥ nporpeaneHTHO HapacTalowemy
AeuumTy NpoayKUMU MUTOXOHAPUANbHOM
HakonneHue

JblXaTenbHON Lenu.

KPUTUYECKOIo  KO/IM4yectea MyTa HTHOW

MuToxoHApuanbHon AHK (dpeHoTunmnyecku
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3Ha4uMMbIM nonaratoT 6onee 89%), ocTpas
HeA0CTaTOYHOCTb SHEpreTUYecKnx
cybCcTpaToB B COBOKYMHOCTW C MOBbILIEH-
HOWM KOHLIEHTpaLmen NPOAYKTOB
MaTonornyeckoro obmeHa AblXaTenbHOM
Uennu u uUMKNa TPUKApOOHOBBLIX KWUCNOT
nexat B OCHOBE WMHCYNbTOB Y TaKuX
MaLneHToB,

KOTOpble npeanaratoT

Ha3blBaTb MeTabonmyeckumum. Mpu
NMpOBEAEHUN HEMPOBM3yannsaumMm o4aru
NMHapkToB O0b6HapyxuBaloT B obnactu
6onblwmx nonywapun (4o 80%), pexe - B
NMOAKOPKOBBIX MAHIINSIX Y MO3XKeuUKe.

MNpwn nogo3peHnn Ha cuHapoM MELAS vy
60nbHbLIX  MccneayloT  6uonTaT  Mblwl,
YPOBEHb auMao3a M NnakTata B KPOBU U
LiepebpoCnMHaNbHOM XXMAKOCTU, MOKa3aHO
MONIEKYNIAPHO-FEHETUYECKOE  UCCNeaoBa-
HWe ANna BbisSBNEHWs Haubonee 4acTom
MyTaumn 3243 A>G MWUTOXOHAPUANbHOM
AHK.

B 3aknyeHne HeobxoaumMo OTMETUTD,
yTO 0cobeHHOCTU TeveHuss OHMK y petei
W N1 MOMOAOro BO3pacTa CBUAETENbCT-
BYeT O MeXAUCUMMIMHAPHOCTM  3TOro
BOMpoca, HeobXxoAMMOCTM KOHLEeHTpaumu
yCUnum

MHOImMx cneunanncTon -

HEBPOJ/IOroB, HENPOXMPYProB, MEHETUKOB,

remMaTtonoroB, peBMaTonoroB M np.
MHeHWe uccnegoBaTenen eanHOAYLWHO - B
HacTosLlee BpeMs HeobxoanMo (opMupo-
BaTb rPynnbl pucka MO  PasBUTUIO
WMHCYNbTa Yy AeTel WM vy MOMoAoro
BO3pacTa Ha OCHOBAHMM aHAMHECTUYECKMX
CBEAEHWI, TWaTeNbHOro 0b6cneaoBaHuUs
MauneHToB M CYBKIMHMYECKMX MNposiBie-
HUI BonesHw.

Cnenyetr noAgyepKkHyTb, 4YTO FeHeTude-
ckne akTopbl pUCKa  ULLIEMUYECKOrO
WHCYNbTa WrpaloT CyLEeCTBEHHYIO pOfb B
€ro 3TMonornm, 0CO6EHHO y Nl MONOAOMO
BO3pacTa. JTO paclIMpSsieET CyLIEeCTByOLMe
npeacTaBneHuns 0 reTeporeHHOCTH
MWEMNYECKOTO WHCYNbTa W ewe pas3
CBMAETENbCTBYET O €ro HeOAHOPOAHOCTMU
Mo MexaHuW3MaM M NPUYMHaM BO3HMKHOBE-
Hus. ObHapyxxeHne 6MOXMMUYECKUX Wnn
reHeTUYeCKnX MapKepoB 6onesHel
obMeHa M CBSA3aHHbIX C HUMMKM TpoMbO-
COCTOSIHWM

q)l/lfl bHbIX No3BOJIAET

3HA4YUTENBbHO MNOBbLICUTb  BO3MOXHOCTU

a1eKBAaTHOIro NaToreHeETU4YeCKOoro

NEYEHUsi, NEPBUYHOWN M BTOPUYHOW

NPOUNAKTUKA  OCTPbIX  HapyLUEHWiA

MO3rOBOr0  KpOBOOOpALLEHUs,  mpexae

BCEro, y iy Monoaoro Bo3pacta.
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