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CNYYAN HACNEACTBEHHOMU MUTOXOHAOPUANIBHOM MNATOJTOTUMN
MNMOAOCTPAS HEKPOTU3UPYIOLLAA DHULEDANTOMMUONATHS
(CUHOPOM JM)

E.B. Owermd', E.E. Onerver, T.H. JJOMApEeHKO’
1 - YO «I'POmHEHCKVY T'OCYNAPCTBEHHEM MEIMIIMHCKM YHVBEPCUTET»
2 = ¥3 «'pomHEeHCKas LIeHTpaJIbHASA TOPOACKasa MOTMKIIH/KSD
3 - V3 «I'pomHeHCKas neTcKas obJlacTHas KIMH/Heckas OONbHIR»

B cmamve npusodumcsi onucanue peokoeo npospeccupyioueco 3a601e6aHss YeHMPAIbHOU HePEHOU CUCTEeMbl, Ha-
C1e0CMEEHHOU MUMOXOHOPUATLHOU NAMOL02UU — NOOOCMPOU HeKpomuupytowel suyegaromuenonamuu (cunopom Jlu),
cnucoxk s3abonesanuil 0isi oug@epenyuanvrol ouaznocmurku. Pacemampueaemest ciyuail KIUHUYECKO20 HAOIIOO0eHUs
JemanvHo2o cunopoma Jlu, ¢ npugedenuem aneopumma KIUHUYeCKoU U napakiuHULecKoll OUASHOCHUKU.

Knioueswvie crosa: mumoxonopuonamuu, OUaeHOCMUKA, euenue.

The article presents the description of uncommon progressive disease of the central nervous system, inherited
mitochondrial pathology — subacute necrotizing encephalopathy (Leigh syndrome) and a list of diseases for differential
diagnosis. A case of clinical observation of fatal Leigh syndrome is described and an algorithm for clinical and paraclinical

diagnostics is given.
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Kaxnas kierka opraHusma 4esioBeKa, 3a MajIbIM UCKITIO-
YEHHUEM, COJIEPIKUT COTHI MUTOXOH/IPUI1 — BEPOSITHBIX JIPEB-
HUX MPOKAPHOTUYECKUX CUMOMOHTOB, COXPaHUBIINX COO-
CTBEHHBI! aBTOHOMHBI F€HETUUECKUI annapaT — MHTOXOH-
npuansayto JJHK (MmtIHK). OnHO#t 13 )KHU3HEHHO BasKHBIX
(YHKIMI MUTOXOHJIPHUI SIBIISIETCSI IPOLIECC POU3BOJICTBA
BHYTPUKJICTOYHOH YHEPTUH — OKUCIIUTENbHOE hochopuitu-
pOBaHHUE — peasu3yeMblii Ha (PepPMEHTHBIX KOMIUIEKCAX bl
XaTeNbHOM LIeNH OpraHe, KOTOpbIe OCYILECTRIISIOT TPAaHC-
nopt a5ekTpoHoB oT NADH u ipyrux cyocTpaToB K yOUXu-
HOHY, CONPSKEHHBIHN C SKCIIOPTOM ITPOTOHOB M3 MaTpPUKCa B
MEXMEMOpaHHOE MPOCTPAHCTBO OpraHesUl. PeBepCHBHBIMN
IIOTOK 3JIEKTPOHOB U NMPOTOHOB CO3JIAET IEKTPOXUMUYEC-
KU rpa/IneHT Ha BHYTPEHHEI MUTOXOHAPHATBHON MeMOpa-
He, HeOOXOMUMBIH 17151 MHuIaluy cuaTe3a ATd. Hesnauun-
TeJbHAsI, OJIHAKO, €/[BA JIM HE camasi BaXKHAs B ()yHKIIMOHAITb-
HOM OTHOIIIEHHH YaCTh CYObEIMHHII IbIXaTeIbHBIX (hepMeH-
ToB TpaHcaupyercs Ha reHax MTJHK. Myramuu mt/IHK
MOT'YT IPUBOJHTH K (DYHKIIMOHATBHOMY JiepeKTy aKTHBHOC-
TH JIbIXaTeIBHON LIETH U CITY)KUTh PUYUHON Pa3BUTHS TsDKE-
JIBIX HEBPOJIOTHUECKUX HAapYIIEHUH HEOHATaIbHOIO U PaH-
HETO JIETCKOTO BO3pacTa, 4YacTo MaHU(ECTUPYIOLIUX CHH]I-
pomom sH1edanonatuu Jlu [2, 4].

Bonesns JIu (D. Leigh, coBpeMeHHBII aHIIIMICKUIA He-
BpOJIOT) — pEJIKOe MpOorpeccupyroliee 3a0oneBaHie EeHT-
PaJIBHOM HEPBHOM CUCTEMBI, IPOSIBIISIONIEECS B PAHHEM J1eT-
CKOM BO3pacTe M XapaKTepu3yrolleecs CUMIITOMaMHU Iopa-
JKEHHUS Ceporo BeIIecTBa TOJIOBHOTO U CIIMHHOIO Mo3ra. B
OCHOBE OOJIE3HH JISKUT TEHETHIECKH JJETEPMUHUPOBAHHOE
HapyllieHue OOMeHa THaMHHA, HacJlelyeMoe YaIle 1o ayTo-
COMHO-peIriecCUBHOMY THITy. BeneacTBue HapyiieHus npe-
BpauieHus TnaMmuHnpodocdara B TuamuHTprdOChaT CHU-
KaeTcs cofepkaHre THaMUHA BO MHOTHX OT/Ieax LIeHTpallb-
HOUM HEpBHOMW CHCTEMBI — B CTBOJIE MO3T'a, 0a3aJIbHBIX TaHT-
JIUSIX, MO3XKeUKe, CIMHHOM Mo3re. B nedyenu onpenensercs
Je(UIMT MTUPYBaTKapOOKCHITa3bl, YTO MIPUBOIUT K HAKOILIE-
HUIO IUpYyBaTa M JIaKTaTa ¥ HApYIICHHUSIM B IIUKJIE TPUKApOO-
HOBBIX KHCHOT [1, 2].

Mopororuueckne U3MeHeHNs B HEPBHOM CHCTEME Xa-
PaKTEpPU3YIOTCS TOPasKEHUEM CEpOro BEIIEeCTBA CTBOJIA MO3-
ra, 0a3aJbHBIX TAHTIIMEB, YETBEPOXOIMHS, TaIaMyca, MO3-
JKeuka, CIIMHHOro Mo3ra. Ilatonorust HelipoHOB BapsUpyeT
OT OCTPOTO KJIETOYHOTO OTEKa JO IMOJIHOIO XPOMAaTONH3A.
BeipaxkenHas nponugepanys acTpoLUTOB, MUKPOTIIUH, SH-
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JIOTEJNHS COCYTIOB OOHAPY)KUBAETCSI HE TOIBKO B CEPOM, HO H
B OeoM Berrectse [1].

Bo3zpacr Hauana 3aboneBaHust BapbUpyeT oT 1 Hemenu 10
2 jner. K TUIMYHBIM HaYaJbHBIM MPOSBICHUSAM OTHOCATCS
3aJIepKKa TeMIIa ICMXOMOTOPHOTO Pa3BUTHSL, JbIXaTElbHbIC
HapYIIEHHUS 110 THITY TUCITHO?, TAXHUITHOD, alTHOD, JBIXaHHs
Yeiina — Crokca. /et cTaHOBATCS BSUIBIMH, COHJIMBBIMU,
CHIYKAETCS MBIIIEYHBIH TOHYC, pPaCCTPanBaeTCsl KOOPAUHA-
LUST IBMDKCHUH, MOSIBIISIETCSI TPEMOP KOHEUHOCTEH, YCHITH-
BalolIuiicss Ipu BO30Y)KIEHUU U 1IeJICeHANPABICHHBIX BH-
xenusx. [To mepe Teuenust 3a001eBaHus THIIOTOHUS MBIIIIL]
MOYKET CMEHSATBCS X CITAaCTUYHOCTHIO, yTPAuYNBAIOTCS JIBU-
raTesibHbIe HABBIKH, MTOSIBIISIOTCS MUOKJIOHMYECKHE TTOJIeP-
ruBanus MbIIL. CyXOKWIbHBIE Pe(IIEKCH CHIKEHBI HITH
TIOBBIILIEHBI. XapaKTepHbI Pa3IMYHbIE 3PUTEbHBIE U TT1a30/1-
BUTaTENbHBIE PACCTPOICTBA: HAPYIIIEHHE IBETOBOCTIPUSITHS,
CHIKEHHE 3PEHHS, BIUIOTH JI0 CIIETIOTHI, aTPO(Hs 3pUTEIh-
HOT'O HepBa, HUCTArM, O(TaIbLMOIUIETHS, TUCKOOPAUHUPO-
BaHHBIE IBIDKEHHS TNIA3HBIX SIOJIOK, KOCOTJIa3He, HapyIlIeH e
peaxiyy 3paykoB Ha CBET, MHO3, MUIpHa3. Moryr HaOo-
JIaThCsl CYIOPOT |, TIIYXO0Ta, ape3bl KOHEYHOCTEH BCIIEACTBUE
Topa)keHus rnepudeprudeckux HepBoB. Hapsiny ¢ 3TuM oT-
MEUaloTCsl pacCTPONUCTBA (PYHKIMU TIE€YEHH, COMPOBOXa-
IONIMECs] CHIDKEHUEM alleTHTa, PBOTOU, MOoTepell Macchl
Temna. Y HEKOTOPBIX OOJIbHBIX pa3BUBAETCS KapIHOMHOIIATHSI.

[MpumepHo y 30% OONBHBIX B 1IepeOpPOCIMHATIBHOM KU~
KOCTH OOHApY)KUBAIOT yBEIMUYEHHE COZIEpKaHUs Oellka U
HEBBICOKHH IDICONUTO3 JTUM(OIMTApHOr0 Xapakrepa. Ha
OKT BoLsBISIOT Tpeobiaianre Hecrenupuueckoil MeIeH-
HOBOJTHOBOW aKTUBHOCTH. [IporHo3 HebnmaronpusitHbIit. [1po-
JIOJDKUTENBHOCTH Oone3Hu 1o 2 siet. Jleuenue He pa3padora-
HO[1,3,4].

Jlnarsos B aMOyJ1aTOpHBIX YCIOBHSX 3aTpyaHeH. [Ipen-
TIOJIOXKUTENBHBIA JUATHO3 CTABST HAa OCHOBAHWH PO PECCH-
PYIOLIET0 HapacTaHUs HEBPOJIOTMYECKHUX PACCTPOKCTB, yKa-
3BIBAIOIIMX HA M30MPAaTeNbHOE OPaKEHNE CEPOT0 BEIECTBA
TOJIOBHOT'O U CIIMHHOTO MO3Ta ¥ HAJIMYMS TIOBTOPHBIX CIIY-
yaeB 3a0omeBanus B ceMbe. JJuddepeHunanbHeli quarto3
MIPOBOJISIT C aMaBPOTHYECKON UANOTHEH, JTeHKOTUCTpOdhus-
MU, MUOKJIOHYC-3TIHJIETICUEH, SHIIe(haTIOMUETUTOM HH(EK-
LIMOHHO-aJIEPTHUECKOro renesa. VckimounrensHas 3aBUCH-
MOCTb OpTaHOB U TKaHe# or cucteMbl cuHTe3a AT® yactud-
HO OOBSCHSET MOMUMOP(U3M KIMHUYECKUX IPOSIBICHUM,
XapaKTepHBIH ISl MUTOXOHIPUAIIBHBIX 3a00JIeBaHMUi, 0CO-
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OeHHO y nereid. OOMIe KITMHUYECKIX CHHIPOMOB HapsiIy C
OIpaHMYEHHOCTBIO UCIONB30BAHUS T€HETUYECKOTO CKpH-
HHUHI'a MPEACTABIISAET OCHOBHYIO IPUYKHY 3aTPYIHEHUI T1-
ArHOCTHKH 3TUX COCTOSIHUH B KiTMHUKe. Kpome Toro, 3Ha4u-
TeNIbHAs YacTh CITy4aeB MOXKET OBITh TIPe/ICTaBIICHa PEIIKH-
MH ¥ HOBBIMH I'€HETHUECKUMH Je(eKTaMH COMHHUTEIBHOM
3HAYUMOCTH, YTO ellle OOJbIIe OrpaHNYMBAET BO3MOKHOC-
TH MOJIEKYJISIPHO-TEHETHYECKOM BEpUPHKAIINH KJIHHIYECKO-
r'o IMarHo3a MUTOXOHpronaTui [ 1, 4].

B oannou cmamve npusedeno kaunuieckoe Habniode-
HUe Cy4as 1emaibho2o cunopoma Jlu, manugecmuposas-
uie20 3a0epoIcKotl memMna Quu4ecko2o U NCUXOMOMOPHO-
20 pa3eumusi, HapACManuem MO3NHCEUKOBOU HedOCAMOoY-
HOCHU, HAPYICHOU OPMAaTbMONIe2Ul 8 pe3yibmame CuUM-
MEMPUIHO20 NOPAICEHUSL CMBONA 20T06HO20 MO32d, 6bl3-
sanno2o mymayuet ¢ cene SURF 1. Omnocumenvnas peo-
KOCHb MUMOXOHOPUONAMUL 8 KAUHUYECKOU NpaKmuKe u
Manas u3gecmHoOCmsb IMOU HO30102UYECKOLU 2PYNNbl 8 Ye-
JIOM, a Makdjce MUNUYHAs KIUHUYeCKas Manugpecmayus
CUHOpOMA 6 NPedCmasieHHOM HAOII00eHUU NPedcmas)is-
1om unmepec O0Jisi WUPOKO20 Kpy2a HeGpOnAmonNozos, ne-
oUAmpo8 u MeOUYUHCKUX 2EHEMUKOS.

[TpuBomUM KIIMHIYECKOE HAOIFOACHHE.

Bonwras E. 2006 roma poxaeHus, oT 3-if OepeMEHHOCTH,
nporekasuieii Ha pone OPBU B 11-12 Henens OepemMeHHOC-
TH, Xpornueckoit @ITH B 36 Henenp, herpes labialis B moce-
JTHEM TpuMecTpe OepeMeHHOcTH. Posbl 2-e cpouHble, 6e3
0COOCHHOCTEH, oreHKa mo Anrap 8/9 6amios. ManmoBecHast
K CPOKY TecTaniuy, Bec pH poxxaeHnu 2750 . Beinucana u3
ponnomMa Ha 7-e cyTku. [0noBy ynep>kuBaeT ¢ 3-X MecsIeB,
CHJIMT C 8-MHU MecsiIeB, He XoauT. /1o Ooe3Hn OXOTHO Mon3a-
J1a, CTOsUIa, TIepecTynana y onopsl. B ¢pusnueckom pazsuruu
cTaja OTcTaBaTh ¢ 6 MecsLeB, B ABUraTesbHOM —c 1 rona. Ha
TIEPBOM TOJTY JKU3HH 00CJIE0BANIaCh B FACTPOIHTEPOIIOTH-
YECKOM OT/EeJIeHHH, BBICTaBJeH 11-3: «[{enmuakus. [unocrary-
pa». OcMoTpeHa TeHeTHKOM B PeciryOnnkaHCKoM MeanKo-
T€HETHYECKOM IIEHTPEe — F€HETHYECKOM MaToIOrHH Ha MO-
MEHT 0OCMOTpa He BbIsiBIIeHO. B Bo3pacte 1 roga oOcnenoBa-
Ha Ha TOPMOHAJIbHBIH CTATYC, BBISBJICHO ITOBBIIIIEHHE YPOB-
Hs KopTu3ona B 1,5 paza. Crapimii cuoe mpodanaa (opar), ot
nepBoro Opaka MaTepH, 3[0pOB M €ro IICUXO(pH3HUIECKOe
pa3BUTHE COOTBETCTBYET Bo3pacty. Poautenu pebeHka 3710-
POBBI. JIBOIOpOIHBIH 15151 0THA O0JIEN pacCesTHHBIM CKIIEPO-
30M (3a0omen B 27 JieT, yMep 4epes S JIeT OT Hadajia 3aboe-
BaHHUA).

Manudecranus HacTosero 3adoneBanus OblIa B BO3-
pacre 1,5 net, B nepuoj] pekonBajiecteniuu nocie OPBU,

A
Pucynox 1 — Komnvlomepnasa momozpagua nayuenmru E ¢ nemanvnoim ucxooom cunopoma Jlu
B cmeone zonoenozo mo3za, pacnpocmpanssace om npooonzosamozo (A) 0o cpeonezo mosza (b), 6 061acmu nooKopKosvix aoep
(B), cummempuuno c 08yx cmopon eu3yanu3upylomcsa yuacmKu nogvliieHHoz2o cuznana 6 pexcume T2, cnuscennozo 6 pexcume T1
€ 00CIMAamo4HO YemKuUMU HEPOSHLIMU KOHMYPAMU, 6bIMAHYMOI (popmbl. OmoenvHvie 04azu umerom no8bluLeHHbLIL CUZHAT 6
pescume DW. Cmpykmypa mo3sceuka ooviunan. CybapaxnoudanvHoe npocmpancmeo u 60Ko6ble Heelyo0ouKu He paciiupeHvl
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BO3HHUKJIH 5KaJI00BI Ha OTCYTCTBHE ONOPHI Ha MPABYIO HOX-
Ky, IIaTKOCTh B MOJIOKEHUH CHJISI U CTOSI, HapylIeHHEe KOop-
JIMHAIMY B pyKaX. Bellen3noxkeHHbIe Kano0bl MOsSBUIIUCH
yepes 2 Heaenu nocie nepenecenHoit OPBU, ¢ Tennenueit
K HApaCTaHUIO B TEUECHHE MOCIIETYIONIEeH HEIENH, 110 TOBOY
4ero pedeHOK MOCTYITHI B CTallMOHA.

CocrosiHUE TP TOCTYIICHUH CPEAHEH CTETIeHH TSKEC-
TU. B cO3HaHUM, KOHTAKTYy JIOCTYITHA, COIIPOTUBIISIETCS OC-
MoTpy. OOpallleHHYIO peub TOHUMAET, BBIIOIHSIET IPOCThIC
uHCTpyKIMU. CHUANT CaMOCTOSITETIbHO HEYBEPEHHO, HE XO-
IUT. B BepTUKaIbHOM TOJIOKEHUH Teja, PU MOAJIEPIKKE,
OTCYTCTBYET Omopa Ha mpaByto HOXKY. Co ctoponsl YH:
BBISIBJISIETCSl KPYITHOPa3MAalIUCThI TOPU30HTAIILHBIN U BEp-
TUKAJIbHBI HUCTAarM C POTaTOPHBIM KOMITOHEHTOM, YCHIIU-
BAIOIIUIACS B KpallHUX OTBEACHMSX TNIA3HBIX SIOJIOK; JIerKoe
OrpaHHYeHHe MOBHKHOCTH INIA3HBIX SI0JIOK KHAPYXKH, 2-CTO-
poHHU#t dK30(pTanEM. MbleuHbI ToHyC nuddy3HO CHU-
eH. [myOokue peduieKchbl 0KHMBJICHBI, 0e3 yOenUTeIbHOM
pa3Huibl. Bei3piBaroTcs natonormdeckue peduiekcs — Skoo-
cona-Jlacka u babunckoro cripaBa. B moze Pombepra He cto-
ut. [Ipeamers Geper HeyBepeHHO. VIHTEHIIMOHHBIN TpeMOop
B pPYKax U HOrax. MeHuHreanbHble CHMITOMBI OTPULIATENb-
HBIE.

B ananm3e mkBopa: 1uto3 6/3, 6enok 0,55 r/n. B nporen-
Horpamme — runorammariiooynuaemus (7,31 mpu N-13-22).
B o01iem anasti3e KpoBH — aHEMUIS JIETKOW CTENeHH TSHKECTH
(Hb—112 r/n).

Ha MPT ronoBHoro mo3ra ObLIO BBISIBIICHO BOCHIATIATENb-
HOE MOpaYKEHUE C JIOKaIn3alueil B odactu ratamyca, 6a-
3aJIbHBIX FAHIIHSX, B CTBOJIE TOJIOBHOTO MO3Ta C 2-X CTOPOH,
T7Ie BBISIBJICHBI O4ary MOBBIILICHHOT0 CHIHAlIA B pexxume T2
CHIKEHHOTO B pexxuMme T1 ¢ 10CTaTOYHO YeTKMMHU HEPOB-
HBIMH KOHTYPaMH BBITSHYTOH (hopMbI (cM. prucyHOK 1). MPT
TOJIOBHOT'O MO3Ta yepe3 2 HeJeu 0e3 CyLIeCTBEHHO! qHa-
MUKH.

Ha ocHOBaHMYM NONTy4EeHHBIX JJAHHBIX BHICTABIICH KJIMHH-
YecKuil TruarHo3: «BupycHbIN 3HIE]ATUT HEYTOYHEHHOU
3THOJOrUH. MUHUMAaJbHAs 1iepeOpaiibHas JUCHYHKLIUS C
ATOHUYECKHU-aCTaTHYECKUM CHHIPOMOM, 3aJIePIKKOIH MOTOp-
Horo pa3ButHs. ['unocrarypa. Jlemuennansupytoiiee 3a60-
JIeBaHUE TOJIOBHOT'O MO3ra?»

Ha ¢one npoBeneHHOro e4eHust — aHTHOAKTepHaIbHAS
Tepanusi (1eTpUaKCoH), MPOTUBOIPUOKOBBIE MpErapaThl
(mudutrokaH, GIIykoHA3071), MPOTHBOBUPYCHBIC (30BUPAKC),
TOPMPHBI (IeKCaMeTa30H), HEUPOTPOITHBIE TIpenapaTHI (ITH-
pateramM, HelpoOMHIMH ), MeTabonnueckas tepanus (But C,
E, Tnamun, L-xapHUTHH), quypeTHkH (hypoceMun), Kapauo-
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MeTabonu4ecKkue npenaparsl (MIIIPOHAT), COCYIHCTBIC
npenaparsl (AKTOBETMH, SMOKCUTIHH ), HIMMYHOMOTYJTUPYIO-
e cpeactsa (ramma BB), mykonutuku (aMOpokcod, ¢iry-
umynmi), GepMeHTHI (KpeoH), 5youoTtuku (oududopm, u-
HEKC) OTMeUeHa IOJIOKUTENTbHAsS IMHAMUKA: IEBOYKA CTalla
SMOIMOHAIILHO aKTHBHEE, YBEpEHHEE CHIETh, MOJI3aTh, CTO-
STh y OMNOPBI, TIEPECTyNaTh, MEHEe BBIPaKEHbI HUCTarM U
aTaKcHsl B TIOJIOXKEHUH CTOSI (TIPH TTOJIEPIKKE).

VYunThIBas Hajdu4IKe y peOeHka Au3paduuecKoro crary-
ca, TUIIEPTPUX03a, THITOCTATYPHI, 3aJIePIKKH (PU3NIECKOro 1
MOTOPHOT'O Pa3BUTHS, OTATOILIEHHOH HACIIEICTBEHHOCTH 10
paccesiHHOMY CKIIEpO3Y, IIOCTETIEHHO HapacTarolIeii HeBpo-
JIOTUYECKONW CHUMNTOMATUKHU M KapTuHbl MPT ronoBHOro
MO3Tr'a, HaIllpaBJIcHa Ha KOHCYJIBTAIHIO B PeciyOrKkaHCKuin
MEJIMKO-TeHETUYECKHIA IEHTP), C IIENbI0 UCKITIOYEHUS JIe0t0-
Ta HACJIEACTBEHHOTO JIEMHUEINHU3UPYIONIEro 3a001eBaHus
TOJIOBHOTO MO3Ta, T7ie ObLI 3a1moo3peH cuHapom KopHennn
nie Jlanre.

Jlanee, ¢ LeNbIO YTOYHEHUS TUATHO3a, B MEANKO-TCHETH-
yeckoM HaydHoMm LeHtpe PAMH, B naboparopun Hacnen-
CTBEHHBIX OoJe3Hel oOMeHa BetecTB nposenena JJHK-mu-
arHOCTHKa, BEIIBUBINAS dacThle MyTanuu B rene SURF1, Ha
OCHOBaHHMHU YETO BBICTABJIECH 3aKIIOYUTENBHBIN AUArHO3:
[Momoctpast HeKPOTH3UPYIOIIas SHIIe(HaTOMHOATHUS (CHHI-
pom JIn) — HacneicTBEHHAss MUTOXOH/IPHAIIbHAS TIATOJIOTHSL.

Crycrst 3 Mecsiiia 00JIbHAs TOCTYIHIIA TIOBTOPHO B KJIH-
HUKY B CBSI3H C YXY/IILICHUEM B HEBPOJIOTHYECKOM CTaTyce —
Hayajia yTpaduBarh IPpUoOpPETEHHBIE paHee HaBBIKH, 1 B CO-
MAaTHYECKOM — CHIDKEHHE MAcCChI Telia, C1abocTh, cyodeo-
puiurer. CocTosiHME TP TOCTYIUIEHUH CPEIHEW CTereHH
TspkecTH. Ha GoHe coxpaHeHHOTr0 CO3HAHMS ¥ SMOIMOHAIb-
HOMH BSUIOCTH, OTMEYAJINCh BEIPKEHHAs CTATHYECKasl v JTU-
HaMHYecKas aTaKkCHsi, MbIleyHast Au(dy3Hast TUIIOTOHHS,
IJ1a30/IBUraTesbHble HapylIeHns. PEHTreHONOrn4YecKy BhIsB-
JIeHa OCTpast IBYCTOPOHHSIS O4aroBasi THEBMOHUSL. Beimiica-
Ha U3 HEBPOJIOTMYECKOrO OTJEIICHUs Yepe3 Mecsll 0e3 cy-
IIECTBEHHOM TTOJIOKUTEIHHON JUHAMHUKH B HEBPOJIOTUYEC-
KOM CTarTyce, Mo JUHAMHYECKOe HaOIOIeHNE Y4acTKOBOTO
neMaTpa ¥ HeBPOoIaTosora.

Cremyrolasi rociuTamu3aius pedernka uepes 4,5 mecs-
11a B peaHNUMAaIIOHHOE OTAEIEHHE C )KaI00aMH Ha OIBIIIKY,
TIPUCTYIBI 3aJIEP)KKU ABIXaHUS, TPEMOP, LIHAHO3 HOCOTYO-
HOT'O TPEYroJbHUKA, OTKa3 OT €/Ibl, PErpecc NPHOoOpETEHHBIX
paHee HaBBIKOB, IIOBBIILIEHUE TEMIIEPATYPHI.

[Tpu mocTynieHNy oTMeuaeTcsl OTpULaTeNIbHAS TUHAMHE-
Ka B HEBPOJIOTHYECKOM CTaTyCe: perpecc IMICUXUYECKUX (hyH-
KIIWii, HE CUITUT, HE CTOMT, TOJIOBY HE YAEPKHBAET, CIOHTAH-
HBIH KpyTHOpa3MaIHUCThIi HUCTArM, Hapy>KHast O TaIbMOTT-
JIeTHsl, BBIpa)KEHHAsl MbIIIEYHasi TUIIOTOHUSI, aTaKCHsl, Tpe-
MOp B KOHEUHOCTSIX, JbIXaTebHbIC HAPYIICHNSI [0 THITY JIHC-
ITHO3. PeHTreHosormaecky BbIsIBIICHa KapTHHA OCTPOI IBYX-
CTOPOHHEHN 0YaroBO MTHEBMOHUHU.

3a BpeMsi IpeOBbIBaHMS B OT/CICHUH peaHUMAInH IIpo-
BEJICHO CIIEyIOIIIee JIeYeHHe: aHTHOAaKTepHaibHas Teparys
(uedTprakcoH), HEHpPOTPOIHEIE MpenapaThl (Mupaleram,
HelpoMuIrH), Metabonnueckast Tepanis (BuT E, Tmamun, L-
KapHUTHH), IUYPETUKH ((PYypOCEMHT), KapAHOMETa0OIIYec-
Kue npenapaTsl (MIJIIPOHAT), COCYIUCThIE IpenapaThl (ak-
TOBETHH), MYKOJIUTHKU (aMOpOKcoi), (hepMEHTHI (KPEOH),
9YOMOTHKH (JIHEKe). [leBouKa rmosy4asa TakiKe MUTaHue Mo
300 MJ1 UCKYCCTBEHHOM NMUTATENBHON cMecH 4 pa3a B CyTKU
4yepes 30H/1.

Uepes 6 aHei nmocie nocTyIieHus, HECMOTPSI Ha IIPOBO-
JIMMOE JIEYSHHE, 3apErUCTPUpOBaHa CMePTh OOJILHON BCIle -
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CTBUE PEKYPPEHTHOM JIETOYHOH WH(EKIIMH M OCTAHOBKH
neixanus. IlaronoroanaTomuueckuii quaraos: bonesss Jlu,
MHOKECTBCHHBIC CHMMETPHYHBIC [IHAJIBHBIC PYOIlbI, MHO-
YKECTBEHHBIE MEJIKHE KHUCTHI C 36PHUCTHIMHU IIapaMH, OTEK U
YYaCTKH KOJUIMKBAIIMOHHOTO HEKPO3a, JUCTPODUS TITHab-
HBIX KJIETOK 1 MHO>KECTBEHHBIE KJIETKHA-TEHH TOJIOBHOTO MO3-
ra.

PaccmarpuBasi mpuBeieHHOE HAOMIOEHHE, MOXKHO OT-
METHTh, UTO Y MAIIMEHTKH ¢ CHHApoMoM JIu ObLiIa onrcaHa
[1, 2] maTornomonnynasgs MPT kapTuHa CUMMETPUYHOCTH
MTOPaYKEHHUs CTBOJIA MO3Ta C HApyIIICHHEM BUTAILHBIX (DYHK-
i, MaHugecTanueld 3a00eBaHus Moce roja, 04aroBon
HEBPOJIOTUYECKON CUMITTOMATHKOM, 3aJIEPKKOI TEMITOB ICH-
XO(hM3MYECKOTO PA3BUTHSI, TIPU CKYTHOCTH CIIEKTPa MeTabo-
JIUYECKUX HapyIIEeHUH. DTH NPOSBICHUS TOCTYKUINA OCHO-
BAaHUEM 3aIIOJI03PUTh HACIEICTBEHHOE IeMHUEITNHU3UPYIO-
1iee 3a001€BaHKe TOJIOBHOTO MO3Ta U HAIIPAaBUTh Ha NPOBE-
JIEHUE MOJIEKYJISIPHO-T€HETHUECKOTO CKPUHHUHTA, B PE3Yilb-
TaTre 4ero ObUIM OOHAPYKCHBI YACThIC MYyTallMd B TeHE
SURF1, xapakrepHble [j1s1 HACIEACTBEHHON MUTOXOHIPUAITh-
HOM MaToJIOTH, HA OCHOBAHUU YETO BHICTABJIECH MPHKU3HEH-
HbIM auarao3: «Ilogoctpas HekpoTH3UpYyrOIIas HIedano-
Muenonatus (cuaapom Jin)».

MOHO OTMETHTh HETHITMIHBIA OCTPBIN XapaKTep K-
HUYECKON MaHu(pecTaluy 3a00JIeBaHus B TIEPUOJI PEKOHBA-
necueHuuu nocie OPBU, uto onpenenuio TpyrHOCTH B AU-
arHOCTHKE 3a00JIeBaHUsl, 8 TAK)KE MACKUPOBAaHHE CUMIITO-
MAaTHUKH SIH30J[aMH PECIIMPATOPHBIX HH(pekimid. C yueToMm
HaM4¥s y OOJNILHON 0YaroBO¥ HMPOrPECCHPYIOIICH CHMII-
TOMAaTUKH, UMEBIIEH MECTO HECTONKON PEMUCCUU C YMEHB-
[IEHUEM BBIPAKEHHOCTH HEBPOJIIOTHYECKON CUMIITOMATUKU
TOCJIe HA3HAYEHHsI METa0IMYECKON Teparuu, Hellb3s ObLI0
UCKITIOUHTH SHIIEPanut. OJHAKO UCCIIEOBAHIS KPOBH H JINK-
BOpa HE BBISIBUJIM IIPHU3HAKOB BOCTIAJTUTEIHHOM peaKiiuy.

B npaxTudeckoM M1aHe BayKHBIM MPEACTABISIETCS TAKKE
MIPOTPETUCHTHBIN XapaKTep TeUueHHs 3a00JICBaHUS C PEKYp-
PEHTHBIMH 3ITH30aMH JICTOYHOM HH(EKIIUH U PE3KUAM YXYII-
LIEHHEM COCTOsIHUS Ha uX (oHe. He uckiroueHo, 4ro Heo-
JHOKPATHO PEUUAUBUPYIOIIAA WHPEKIUA ABJSUIACH CICH-
CTBHEM HapyIIeHUs UIMMYHHOT'O CTaTyca, YTO XapaKTepHO
JUTSL IEMUETTMHU3UPYIOIIUX 3200 IeBaHHIH.

Jns MUTOXOHAPHOMATHH, BHI3BAHHBIX MYTALHSIMU
Mt/IHK, xapakTepeH monumopdu3M KIMHAYECKUX MPOSIBIIC-
Hui. OTHaKO BO MHOTHX CITy4asiX yIaeTcsl IPOCIeIUTh B3au-
MOCB$I3b CHIEIH(PUIECKOro KOMILUIEKCa CHMIITOMOB C XapaK-
TepoM crenuduueckoro reHerudyeckoro nedekra. Bee ato
MIPEIoaraeT Creu(GUIHOCTh SKCIPECCUH TEX WM WHBIX
MyTallui B TATOTC¢HE3¢ MUTOXOHAPHOIATHI, 00BSICHSIS IPO-
THOCTHYECKYIO IIEHHOCTh U BaKHOCTh TEHETUYECKOM uar-
HOCTHKH.
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