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Cunzpom Jles, wiM noxocTpas HEKPOTU3UPYIOLIAs dHUedaIoMHONaTHS — HACJIEACTBEHHOE 3200/1eBaHie, 00YCIOBJIEHHOE MyTaIM-
SIMH B reHaX, KOJMPYIOIMX NOJIUIENTH/Ibl KOMILIEKCOB JAbIXaTeIbHOI e MUTOXOHIPHIA 1 0eJIKU, NPUHUMAIOLIKE YyYacTue B cOOpKe
KOMILIEKCOB JIbIXaTeJIbHOH eI MUTOXOH/IPHIi HA BHYTPEHHel MUTOXOHIPHAIbHOI MeMOpaHe. KiiMHUYecKue MposiB/ieHHs CHHAPOMA
Jlest pa3HOOOPa3HbI M XaPAKTEPU3YIOTCA PA3JIMYHBIM BO3PACTOM MOSIBJIEHUS] CUMIITOMOB 3a00JIeBaHMsl, TEMIAMH NPOrpeccupoBa-
HUSI, BOBJICYEHNEM B MATOJIOTHYECKHUIA MPOIECC PA3JIMYHBIX OTIEIOB IIEHTPAIBHOI WK Nepu(epuuecKoil HEPBHOI CHCTEMBI, MeTA-
00JIMYECKNM JIAKTAT-AUUI030M U XaPAKTEPHbIMH HEelPOPAANO0IOrHYeCKHMH H3MEHEHUSIMA IPX MATHUTHO-PEH30HACHO# TOMOTrpadun
roJIOBHOT0 Mo3ra. Onucano codcTeeHHoe KinHUYeckoe Hadmonenne. I1onpoOHo M310KeHbl KIMHNYECKHe CUMIITOMBI, Pe3yJIbTaThl
MbIIIEYHOI OMONICHUM, IAHHbIE MATHUTHO-PE30HAHCHON ToMOrpadun, OHOXUMUYECKOI U MOJIEKY/ISIDHON TMATHOCTHKH Y MANMEHTA.
IIpoBenena muddepeHnnanbHas JMATHOCTUKA B IPYIIe MATOXOHAPUAIBHBIX dHIE(AIOMHONATHII CO CXOIHON KIMHUYECKOI CUM-
NITOMATHKOHA.

Karoueswie crosa: demu, nodocmpas nekpomusupyrowas sHyegaromuonamus Jles, ésnviii pebeHok, rakmam-ayudos, eer Surfl.

Leigh syndrome or subacute necrotizing encephalomyopathy is an inherited disease caused by mutations in the genes encoding the
polypeptides of mitochondrial respiratory chain complexes and the proteins involved in the assembly of the latter on the internal mi-
tochondrial membrane. The clinical manifestations of Leigh syndrome are diverse, which is characterized by the onset of symptoms
at different ages, by various rates of progression, involvement of different parts of the central or peripheral nervous systems into the
pathological process, metabolic lactate acidosis, and characteristic neuroradiological changes as shown by brain magnetic resonance
imaging. The paper deals with the authors’ clinical observation. The clinical symptoms of Leigh syndrome, the results of muscle
biopsy, and the data of magnetic resonance imaging, and biochemical and molecular diagnosis are described in detail. A differential
diagnosis is made in a group of mitochondrial encephalomyopathies and in that of conditions with the similar clinical symptomatology.

Key words: children, Leigh’s subacute necrotizing encephalomyopathy, floppy infant, lactate acidosis, Surfl gene.
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XoHeBposioruu u snuientoaorun MHUUW nennatpun u netckoii Xupypruu
pPasIMYHbBIMU KIIMHUYCCKMMU TTPOABICHUAMM. Mwuto-
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125412 Mockaa, ya. Tangomckast, 1 .2 XOHAPHUAJTbHBIC 00JIE3HU OTHOCITCS K MYJBTUCUCTEM -
Wnbuna Enena CTenaHoBHa — K.M.H., 3aB.OT/Je/I€HUEM ICUXOHEBPOJIOT UK HBbIM 3a00JIeBaHUSIM, YTO 3aTPYIHSIET WX JAUATHOCTUKY
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CKOM1 IeTCKO# OO0JBHULIB

[lepBble KIIMHUYECKUE OIMMCAHUS OTIEIbHBIX HO30-
167004 CoikrbiBKap, yi. [ymkuna 116/6 p A
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167004 CeikrbiBKap, yir. Ilymkuna Jax ObLIM paciiudpoBaHbl EPBUYHbIE OMOXUMUYECKUE

Lipirankosa [lonnna [eoprueBHa — HayyH.CcOTp.J1a0. HACIEICTBEHHBIX 00JIe3-

Heii o6MeHa BelllecTB MennKo-reHeTHyeckoro HayyHoro neHrpa PAMH JIC(i)eKTLI 1 HPEIIOKEHA X TEpBast KJ'[aCCI/I(bI/IKaL[I/IH [3]
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Muxaiinosa C.B. u coasm. MofoCTpas HEKPOTU3MPYIOLLAS SHLedanoMmuonaTis

B nocienHee BpeMsi OTKPBITO 00JbIIOE YUCIO PA3HOOO-
Pa3HBIX MUTOXOHAPUAIBHBIX 3a00JIeBaHUI, CyMMapHas
4acToTa KOTOPBIX, IO Pa3HBIM OIICHKaM, KOJeOJIeTcs
ot 1:5000 mo 1:10 000 x1BBIX HOBOPOXKAEHHBIX [ 1, 2].

XapakTepHbIMUA TIpU3HAKaMU 3a00JICBAHUI M3 TPYII-
ITbl MUTOXOHIPUATTbHBIX 00JIC3HEH SIBISIFOTCST BOBJICUCHUE
B IMAaTOJIOTMIECKUI TIPOIIECC MHOTUX OPTaHOB M CHUCTEM,
Mporpeccupytoliee Wiv BOJTHOOOPA3HOE C MeJIEHHBbIM
MIPOrpecCUpoBaHUEM TEUCHUE U JaKTaT-alnmao3. 11 Bpa-
Yeli-HEBPOJIOTOB OOJIBIION WHTEpPeC TPENCTABISIOT MU-
TOXOHJPUAJIbHBIE 3a00JIeBaHUsI, MPOTEKAIOIINE C BOBJIE-
YeHUEM B TIATOJIOTMUYCCKUI MPOIIECC HEPBHOM CUCTEMBI.
JlaHHOE 00CTOSTEILCTBO OOYCIOBJIEHO TEM, 4TO OO0JIb-
ITUTHCTBO MUTOXOHIPHUATBHBIX OOJIE3HEW TPOTEKaeT IO
Mackoii 3a00JieBaHUII HeHACAeICTBEHHON MPUPO/Ibl, Ta-
KHUX KaK OCTpBIE JMCCEMUHUPOBAHHBIC SHIIC(HATOMUCITH-
TBI, TOKCHYECKUE SHIIedaTonaTuy, TepuHaTaTbHBIC T0-
paskeHUsT HepBHOU cucTeMbl 1 p. M. Hirano n coasr. [6]
OTMEYAIOT, YTO BapradeTbHOCTh TTOBPEKIECHUH TICHTPATb-
HOI HEPBHOI CUCTEMBI B 3HAUUTETLHOI CTCTICHU 3aBUCUT
OT BO3pacTa TalMeHTa. Y MJIaJeHIIEB U NeTeil paHHETro
BO3pacTa XapaKTepHO TIOpakeHUE TIIYOOKWX CTPYKTYP
Mo3ra (6a3aIbHBIX SIIep M CTBOJIA MO3Ta), a B FOHOIIIECKOM
BO3pacTe WM Y B3POCIBIX Yallle BBISBISICTCS KOPKOBAst
MUCGhYHKIUS (IEMEHIMSI, STWIETICUSI, WHCYJIBTOITOm00-
HBIC TTM30/IbI, aTAKCHsT, MUTPEHETIOIO0HBIC TTPUCTYTIHI).

YUuThBass PEAKOCTh OTACTBHBIX HO30JOTUIECKUX
hopM MUTOXOHIPWATBHBIX OOJE3HEH, KaKIbIi KITWHU-
YECKMIA CITyIaif MOKHO CUMTATh YHUKAJIbHBIM. OTicaHue
ocobeHHOCTel TeueHus 3abosieBaHusl, JaOOPATOPHbIX U
HEWpPOPpaTroIOTMISCKUX TaHHBIX MTO3BOJISIET PACIIMPUTh
3HaHUSA 00 3TOW TPYNIIE IMAaTOJOTUIECKUX COCTOSTHUM.
Hacrosiiast craThst TIocBsIllieHa COOCTBEHHOMY KITMHU-
YeCKOMY HAOTIOICHUIO OTHOM M3 HO30JIOTUIECKUX (hopM
MUTOXOHAPUATHHONM TTATOJOTMU — TIOIOCTPO HEKPO-
TU3MpYIOLLEel 3HUedaromuonaTun (00Je3HU, WX CUH-
npoma Jlest). B aH10513bIUHOI IUTepaType 3a00jieBaHue
HaszbiBaeTcsl «Leigh syndrome». YToObl He BHOCUTDH My-
TaHWILY B MIPEICTABJICHUS TIENUATPOB U HEBPOJIOTOB, MBI
TIPUICPKUBAECMCST TPATUIIMOHHOTO UIS PYCCKOS3BITHOMN
JINTepaTypbl TepMuHa — «cuHIpoM Jles». B mocienHee
BpeMsI TIpPUMEHSIETCS Takske Ha3BaHUE — CUHApoM JIu,
YTO MOXKHO CUATATh CHHOHUMOM.

UcTopuueckas cnpaBka

B 1951 . moktop Denis Leigh omyGaukoBan mep-
BO¢ KIMHWYECKOE ONMCaHWe pebeHKa, CTPamTarollero
MOAOCTPOIl HEKPOTU3UpYIOLIEH 2HUEedaToMuonaTuei.
B Bo3pacre 6,5 Mec y pebeHKa TOSIBUIIMCH OBICTPOITPO-
rpeccupyolre HapyeH!s ICMXOMOTOPHOTO Pa3BUTHSI.
BonesHp mporekana B TedeHUE 6 Hel M 3aKOHIMIIACH Jie-
TaJIbHBIM HcXomoM. [Ipu ayrorcwu oOHapyXKeHBI CHM-
METPUYHBIC YJaCTKU TyOUaToOil JeTeHepallud C TIPOJIU-
deparmeit MEJIKMX COCYIOB B ITOKPHIIIKE CTBOJIA MO3Ta,
TajlaMyce, MO3KeuKe, 3aJHUX CTOJI0axX CTUHHOTO MO3Ta 1
B 3pUTEJIbHBIX HEpBax [7].

K HacrosiieMy MOMEHTY B JUTepaType OIMCaHbI
COTHU ciiydaeB cuHapoma Jles. OnqHO U3 TakuxX omuca-
HUii ObLIO OIMyOJUKOBAHO B OTEUECTBEHHON JIMTEpaType
B 2006 1. [8]. [IpuMeyaTebHO, UTO aHAJIOTUYHASI HAIlIEMY
cJlyyaro MyTalys NPUBeEJIa K HECKOJIbKO OTIMYAIoLIecs
KJIMHUYECKOI KapTUHE 3a00J1eBaHNSI.

dTuonorna n natoreHes

Cunzipom Jlest uMeeT BbIpaxKeHHbIN FeHETUUECKUIA 1O~
JuMopdusM. 3abosieBaHrE MOXET ObITh O0YCJIOBJIEHO MY-
tauusiMu MutoxoHapuanbHoit JIHK (rensl, konupytoiiue
CyObEIMHUIIbI KOMILIEKCOB JIbIXaTeJIbHOM 1IEMM MUTOXOH-
npuii umm tpaHcnoptHsele PHK), MmytanusiMu sinepHbIX re-
HOB, KOJMPYIOLIMX MOJUIENTU/IbI KOMIUIEKCOB JIbIXaTeJb-
Hoi eru mutoxoHapuii (NDUFS4, NDUFSS5, NDUFS6,
NDUFS7, NDUFS8, NDUFV1, SDHA), myrauusiMmu
SIIEPHBIX TEHOB, KOHTPOJIUPYIOUIMX COOPKY JIbIXaTebHbIX
KOMIUIEKCOB Ha MUTOXOHIpuaibHoii MemopaHe (SURFI,
COX10, COX15,SCO2, BCSIL) [2, 3, 5,9, 10].

KnuHuyeckue nposBneHns

Knunuueckue nposiBieHust cuHapoma Jles pocra-
TOYHO Pa3HOOOPa3Hbl U XapaKTepU3YIOTCS PA3IUYHBIM
BO3PAcTOM Hayaja 3a0ojeBaHMs, DPA3HBIMU TeMIIaMU
MPOrpeccupoBaHus, MPEUMYILIECTBEHHBIM BOBJIEUYEHUEM
B IMATOJIOTMYECKUIA TTPOLIECC Pa3HbIX OTAEIOB LIEHTPAJb-
HOI uiu neprdepruyeckoil HEpBHOM CUCTEMBI.

Cunapom Jlest neGroTUpyeT B JETCKOM M MOAPOCTKO-
BOM BO3pacTe ¢ MUKOM MaHudecTalu Ha MepBOM Toay
*ku3Hu. Kak mpaBusio, Hauano 3ab0s1eBaHUsI TPUXOJUTCS
Ha MnepBble MECS1bl XKU3HU U YACTO COBIAJAET C TEUEHU-
eM MHOEKIIMOHHbIX 3a00JI€eBaHUI, COMPOBOXAAIOIINXCS
BBICOKOI Temrieparypoii. MHorna Hauvany 3abosieBaHUSI
MpeallecTByeT npoduiakruyeckasi npuBuBka. TeueHue
3a0071€BaHUSI OOBIYHO IPOTpeccUpyloniee ¢ ObICTPbIM
aTaJIbHBIM UCXOJIOM B TEUEHUE HECKOJIBKO MECSIIEB WU
Helleib OT TOSIBJIEHUSI MEPBbIX KJIMHUYECKUX CUMIITO-
MOB, HO OMUCaHBI cilyyau ¢ 0oJiee MEAJIEHHbIM MPOrpec-
cupoBaHueM [3, 4, 11].

OCHOBHbIE KJIMHUYECKHUE MPOSIBIEHUS TPU MaHUdec-
TalMu 3a00JI€BaHUSI B pAHHEM BO3pacTe CJelylolue: yT-
paTa paHee NMPUOOPETEHHBIX ICUXOMOTOPHBIX HABBIKOB,
reHepaJlu30BaHHAsl MbIIIeYHAs] TUIMOTOHUSI, MPOOIEeMbI
€O BCKapMJIMBaHUeEM (cy1aboe cocaHue, HapyleHUsl IJ10-
TaHMs, CHUKEHUE arrmeTuTa, MOBTOPHbIE PBOTHI, HEYC-
TOWYMBBIA CTYJ), MPOrpeccCUpyloliee CHUXKEHUE 3PEHUsI
BCJIeACTBUE aTpodUU 3PUTETBLHOrO HEpBA W/WJIU TUT-
MEHTHOHM [JereHepalMyu CeTYyaTKu, MPOrpeccupyroas
HapyXHasi opTaJIbMOIJIETHsI, CHUXXEHUE CTyXa, pOoTaTop-
HbIIl HUCTArM, atakCcusi W SMUJIENITUYECKUE MPUCTYIIbI.
ITo mepe mporpeccupoBaHusi 3a00jieBaHUSI HApacTaloT
HeBpoJiornyeckue HapyiueHus:: auddys3Has MblledHas
TUIIOTOHUSI TpaHCOpPMUpYETCSI B CHACTUUYECKUIl TeT-
pamnapes, yyallaloTcs dMWIENTUYECKUE MPUCTYIIbI, pa3-
BUBAETCSl CMEIIAHHBIA OyJbOapHO-TICeBI00YIbOAPHbII
napaauy. Jpyrumu yacTblIMU CUMIITOMAaMU SIBJISIIOTCS 3a-
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JepxKKa pocta, nu3aptpus. Hepenko HaGmonaioTcs abl-
XaTeJIbHbIC HapyIIeHUs B BUIEC U3MEHEHUS pUTMa JIbIXa-
HUS (IMCITHOD, aITHO3), KOTOPHIE MOTYT OBITh IPUIMHOMN
JiletasibHOTO Ucxona [2—4, 11, 12].

ITpu manudecrauuu cunapoma Jles B 6osiee crtapiieM
BO3pacTe BEAYIINMH KIMHIYECKIUMU CUMITTOMAMM STBJISI-
JOTCST aTaKCUsI, KTCpalTMpaMUIHbIe HAPYIICHUS U TIPO-
IPeCCUpYIOLIMI UHTEJIEKTyalbHbIi neduuur [2].

OwvarHocTtuka

[Ipu mpoBemeHN MarHUTHO-PE30HAHCHON TOMOTpa-
bum TOJTOBHOTO MO3ra OOHAPYXKWBAIOT CHUMMETPUIHBIC
ovYarv TOBBILIEHUsSI MHTEHCUBHOCTU cUTHayia B T2-B3Be-
IIICHHOM PEeXKUME B TICPUBECHTPUKY/ISIPHOM O€JIOM BEIIeCT-
Be, MO3XKeUKe. XapaKTepHBIM ITPU3HAKOM SIBJISTFOTCS] 04arh
HEKpPO30B B 00JIACTU CKOPJIYIIBI, OJICTHOTO TTapa, XBOCTa-
TBHIX SIIEP, TAJIAMYCOB, YEPHOU CYOCTAHIIMU M TTOKPBITITKE
CTBOJIa TOJIOBHOTO Mo3ra. OTMeyaeTcsl BapuaOeIbHOCTh
HEWPOPaIMOIOTUIECKUX TMPU3HAKOB. Tak, B OXHOW W3
rnocjeaHux nyonukanuii [13], MOCBSIIIEHHBIX TOW MpO-
GsieMe, TIOCTOSTHHBIM TIPU3HAKOM ObUTa aTtpodus Mo3ra,
a TIopakeHHe 0a3aIbHBIX TAHTIMEB OBUTO BBISIBJICHO Y 2 U3
8 OOJIBHBIX, Y 4 MAIIMEHTOB BCTPEYAINCH SIBJICHUSI IEMUe-
JIMHU3AIMK Uy 3 ObUTM OOHApYKeHBI M3MEHEHUS CTBOJIA
MoO3ra M cyOTallaMUYecKuX siaep. MarHUTHO-pe30HaHC-
Hasl CTIIEKTPOCKOIIWS BBISIBIISICT CHYDKECHUE CONCpPKaHMSI
N-anermnacnaprara v IMMOBBIIICHUE YPOBHS JIAKTaTa B T10-
paxkeHHbIX oTaesax mosra |3, 4, 12, 14].

[Ipr OUOXMMHMYECKOM HWCCICIOBAHUU MBIIIEYHOTO
OuonTara 0OHAPYKMBAIOT U30JIMPOBAHHbIE UM COYETAH-
HbIe TeeKThl IbIXaTeIbHBIX KOMIUIEKCOB. B KpoBu oOI1-
penessieTcst TIOBBIIIICHUE YPOBHS JIAKTaTa, KETOHOBBIX TEJT
[2—4, 10, 12].

B kauecTBe WITIOCTpAIINY IPUBOIUM BBIITUCKY U3 WC-
TOpUM OOJIE3HU MAITUCHTA.

Pe6enok JI.W. noctynui BriepBbie B OTIEJIEHUE MTCU-
xoHeBposorun Ne 2 PIIKb Poc3npaBa B Bo3pacte 3 jer
2 mec. Poaurenu npeabsBiisiiv kaao0bl Ha yTpaTy pedeH-
KOM IIBUTATeJIbHBIX HaBBIKOB, HEBO3MOXHOCTH XOIBOHI,
TPEMOP PYK ¥ TOJIOBBI, ATKOCTD B ITOJIOXKESHUH CHUJIS.

W3 anamHe3a 3a00JIeBaHMS: POIUTETN CUYUTAIOT pe-
OeHka 0oJbHBIM ¢ Bo3pacta | roma 1 mec, Korma cra-
JI1 oOpamiaTh BHUMaHUE Ha HEYCTONYMBOCTH ITOXOIKH.
B Bo3pacte 1 rom 4 Mec mocie MmepeHeCEHHOTO OCTPOTO
pPECTIMPAaTOPHOTO 3a00JIeBaHUST IBUTATEIbHBIC Hapyle-
HWSI CTaJIU SIBHBIMU — CTaJla 3aMEeTHA IATKOCTh ITOXOIKH,
pebeHOK <«ITPUBOJIAKMBAl» IPABYIO CTOMY IPU XOIbOE,
TTOSIBIJIOCHh KOocoriazue. B 2 roma 3 Mec mpucoeamHUICS
TPEMOP PYK, C OOJIBIIICH BRIPAXKEHHOCTHIO cTIpaBa. J{Bura-
TeJIbHBIC HAPYIICHUS TTOCTETIEHHO MPOTPECCUPOBAIA —
K 3 TomaM peGeHOK IepecTal CaMOCTOSITEIBHO BCTaBaTh 1
XOJIUTh, HEYBepeHHO cujell. [IcuxopeueBoe pazButue 6e3
VXYAIIEHWs] — MaTh OTMeYajia YBEJIWYCHUE CIIOBAPHOTO
3ariaca, hopMupoBaHue hpa3oBoii peun.

W3 anamHe3a XuU3HU: peOCHOK OT 2-if GepeMeHHOC-
™ (1-51 GepeMeHHOCTh 3aBepIIUIach POIaMU, MaTbUUK

NMCUXOHEBPOJIOINs

3I0POB), TIPOTEKaBIIIC Ha GOHE yrpo3bl BHIKUIBIIIA Ha
cpoke 36 Hem, MayoBoousI. MaTh CTpamaeT HEWpOIup-
KYJISITOPHOUW TUCTOHWEW IO TMIEPTOHWMYECKOMY THITY,
oXupeHueM 3-ii cTeneHu, Muonuei 2-i ctereHu. Pomabl
BTOpEIE, B CPOK. OMHOKPATHOE HETYTOE OOBUTHE ITyTIOBU-
Hbl BOKPYT 1eru. Macca tena npu poxaeHuu 3320 r, 1jiu-
Ha 54 cM, OKpPYKHOCTb ToJIoBbl 35 cM. 3akpuyas cpasy,
oleHKa o nikajne Anrap 8—9 6asios. Pa3zsutue pedbeHka
1o 1 roma 1 Mec cooTBeTcTBOBaJIO Bo3pacty. [lepeHeceH-
Hble 3a00JIEBaHMS: OCTPBHIC PECIMPATOPHBIE BUPYCHBIE
WHGbEKIUN, OPOHXUT, OCTPHIN KaTapaTbHBIM OTHUT.

HacnencTtBeHHOCTh — He OTSATOIICHA, KPOBHOPOICT-
BEHHbII1 OpaK OTpUIIAETCSI.

Ilpr TOCTYIUIGHMM COCTOSTHWE CPEIHEW TSKECTH.
MabuuK MOHMKEHHOTO MUTaHust. OTMeUeHa 3amepkKa
¢usnyeckoro pazputusi — macca tena 10 xr, poct 84 cMm.
OKpYXHOCTb ros10Bbl — 49,5 cM. KoXHble TOKPOBBI Os1e/1-
HBIE, YUCTHIC. BBIpaXXeHHBIN TUTIEPTPUXO3 TYJOBUIIA U
KOHEYHOCTeW. Buammble CTM3UCTBIC PO30BBIC, BIaXKHBIC.
Jlnmdbatrnaeckue y3ibl He yBeanueHsl. HocoBoe mprxaHme
He 3aTpyaHeHO. PUTM IbIXaHUST HETIPaBWIBHBIN — TICpH-
OJIbI MTPABUITBHOTO PUTMA YEPEIYIOTCS C TIEPHOIaMU yJa-
IIEHUS YaCTOTHI IBIXaHMS, IIPU 3TOM CaAaMOYYBCTBHUE He
CTpasaeT W IIBET KOXHBIX ITOKPOBOB He MeHseTcs. Cep-
JCYHBIC TOHBI TPOMKHUE, PUTMUYIHBIC, KOPOTKUIA CHCTO-
JIMIECKUI TITyM Ha BepXyIke. 2KUBOT MSATKHIA, TOCTYIICH
TTyOOKOM mabianuu. [1edeHp 1 cesle3eHKa He yBeauJe-
Hbl. CTyJ, Iuype3 He HapyIIeHBI.

HeBponoruueckuii cratyc

OOGI1IeMO3rOBBIX U MEHUHTEATbHBIX CUMIITOMOB HET.
UepenHbie HEpBBI: HAPYKHBIA OodTaabMOIapes3, CXOMAsi-
meecst Kocornazue OD<OS, serkuil nape3 MUMHUYECKO
MYCKYJIaTyphl CIIpaBa 1o LeHTPaJIbHOMY TUITY, KOHBEPTH-
PYIOLIMI HHUCTArM, MPAKTUYECKH TMOCTOSTHHBIM MEJIKO-
AMIUTUTYIHBIA BePTUKAJIbHBIA HUCTAIM C POTATOPHBIM
KOMITOHEHTOM, JIeBMAllvs SI3bIKa BIIPaBO, (PUOPHILISP-
Hble TOAEPTrMBaHUSI B MBIIILAX s3bIKa. JIBUTaTeIbHAS
cdepa: TONIOBY AEPXKUT, CUIUT C TTOAAEPKKOI, ormopa Ha
Horu cinabasi. Kugos rpyaHoro otaena 3a cuer ciaboctu
Mmbii. [Ipy moamepkke TMOXoaKa aTaKTHKO-TIOJUHEB-
putndeckas. JAnddy3Hast MbllIeqHasT TUTTOTOHUS C CUM-
NMTOMaMM «CBOOOIHBIX HAaAIUIeUHii», «iapda», KpbLIo-
BUIHBIX JIOMATOK, «CKJIAJIHOTO HOXa», Tiepepa3rubaHueM
B KOJIEHHBIX CycTaBaX Mpu orope. [MmoTpoduu MBILIIL
Iuddy3HbIe, MPEUMYIIECTBEHHO BbIpaXKeHbl B AUCTATb-
HBIX OTJeNax, OOJiblle B HOTax. MBIIIIBI TIPY Tajblia-
LIMY UMEIOT «T€CTOBATYIO» KOHCUCTEHLIMIO. [umoTpodus
MBIIIL aCUMMETPUYHA Ha HUKHUX KOHEUHOCTSX — pa3-
HHULIa B 00beMme Oexep, rosieHei coctasisier a0 0,5 cm,
D>S. CyxoxwunbHble peduekcol ¢ pyk D>S, cHUXeHHI,
KOJIEHHBbIE M aXWJUIOBBI PE3KO CHIKEHBI, O0€3 acuMMeT-
pun. HemocTosSTHHO BBI3BIBAIOTCS MATOJIOTMYECKHE TTHpa-
munHble pediekcel babuHckoro, Pocconumo. bprotiHeie
pedIieKCchl JKUBbIE, CUMMETPUUHbBIE. B KOOpAMHATOPHOI
cdepe BeIpakeHHas cTaTUYecKast 1 JMHaMUYecKasl aTak-
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cusl, TIPU 3aKPBITBIX IJ1a3ax aTakCHsl Pe3KO YCUIIMBAET-
cs. Peub ckanmupoBaHHas. JlucMeTpusi U Tpemop Ipu
BBIITOJTHEHUU KOOPAMHATOPHBIX Tpod, D<S. Briciiue
KOpPKOBbIe (DYHKIIUU: B CO3HAHUU, HA OCMOTP pearupyer
aZiekBaTHO, peub (pa3oBasi, UTPYLIKAMU UHTEPECyeTcsl,
KOHTaKTeH, yibioaercs. [1o opueHTUPOBOUHOI OlLIEHKE
rpy0Oro CHUXKEHMSI MHTEJUIEKTA HET.

Pe3ynbTaTtbl 00CnenoBaHus

KimmAandeckuit aHamm3 KpoBY, OMOXUMUICCKUIA aHa-
JIu3 KpoBU (001U OesloK, albOYMUH, MOYEBUHA, Kpe-
aTUHWH, TJIIOKO3a, aJlaHWH- W aclapTarT- aMUHOTpPaHC-
depasbl, OUIMPYOUH OOIIMIA, KaWii, HATPUI, KaIbIIUA,
dochop, menounast docdaraza, KpearuHpocHoKuHa-
3a), KIMHWYECKUI aHAIM3 MOYM, KOTIPOTpaMMa — B TIpe-
JieJTax HOPMBI.

Dnekrpomuorpadus HakKoxXHas B Bo3pacTe 2 JieT:
CIMTOHTAHHOM aKTUBHOCTU HET, JAHHBIX, CBUAETEIbCTBY-
JOIIUX O TIEPBUYHO-MBIIIICIHOM TTOPaXKEHWH, HET. DJIeK-
TpoHelipomuorpadusi B TOM 3Xe BO3pacTe: TMPU3HAKU
HEBPAJILHOTO TTOPaXKEHMS TT0 CMEIIaHHOMY THUITY (C TIpe-
00J1alaHueM IeMUETMHU3ALIUN).

DnexrpoHeiipomuorpacdusi B Bo3pacte 3 jer 2 Mmec:
P HAKOXXHOM OTBEICHUM OWOIOTECHIIMAJIOB C CHUM-
METPUYHBIX MBI BEPXHUX M HIDKHUX KOHEYHOCTEN
B TTOKOE CTIOHTAaHHOW aKTUBHOCTHU TICPEIHEPOTOBOTO M
NIEHEPBAIIMOHHOTO XapaKTepa He orpenensercs. [1pu co-
KpallleHU! BBISIBIISIIOTCSI KpUBbIe MHTEP(PEPEHIIMOHHOTO
THUTIA, pa3pekeHHBIC, MPEUMYIIIECTBEHHO C HIDKHUX KO-
HEYHOCTEH, C TCHICHIIMEH K 3aJITTaM.

ViBTpa3ByKoBOE WCCIIEIOBAaHUE OPTraHOB OPIOITHOMN
MojiocTu: mnedeHb 94x38 MM (yBequyeHa), MapeHXUMa
C TIOMUYEPKHYTBIM COCYIMCTBIM prcyHKOM. [Tomkemymod-
Has xene3a 16x8x17 MM (yBellmdeHa), KOHTYpbI pOBHBIE,
TapeHxrMa YMEepeHHO HEOTHOPOIHA; cesie3eHKa 63x22 MM
(He yBenMueHa), TTOMYEPKHYT COCYIMCTBIN PUCYHOK; CTEH-
Ka XEJIYHOTO ITy3bIpsT He M3MEHEeHa, B IPOCBETE OCaIoK
Ha Y4; TIOYKM PACITOJIOKEHBI OOBIUHO, JieBass — 69x24 MM,
npaBast — 65x25 MM , TapeHxrMa 6e3 0COOEHHOCTE, Ya-
IIIEYHO-JIOXaHOYHAST CHCTEMA C TUTOTHBIMHM CTEHKAMU.

DnexTposHuedarorpaMma: 6e3 KIMHUYECKU 3HA4Yr-
MBIX U3MEHECHUM.

OKI: cuHycoBasi apuTMMSI C YacCTOTON CepIACUHBIX
cokpaienuit 111—125 B munyty. HopmanbHoe Hampas-
JIEHWEe 3JICKTpUUYECKON ocu cepaiia. HemomHast Giokana
ITpaBoOif HOXKY TTyuKa [ica.

Ananu3 mukBopa — umto3 0,3/Mm3, 6etok — 0,53 /1
(Hopma no 0,42 r/m)

Konuenrpanus nakrata B Kpou 4,2 MMOJIb (HOpMa
no 2,0 mmonw), B jukBope 3,0 Mmosnb (HOpma
110 2,2 MMOJIb).

MarHuTHO-pe30HaHCHasE TOMOTIpaMMa
Mo3ra — 6e3 0COOEHHOCTEN.

PeGeHok ocMOTpeH OKyJUCTOM: OJeIHOCTh, MOHO-
TOHHOCTb JWUCKOB 3PUTEIbHBIX HEPBOB, MAaKYJISIPHBII
pedieke CTyIeBaH, 3epHUCTOCTh CETYaTKU. 3aKiode-

TOJIOBHOI'O

HHE: MaKyJTOAUCTPOMUsI, YacTMUHAS aTpodusT 3pUTEIb-
HBIX HEPBOB.

Knunuueckuii deHoTun pedeHka, nMHaMUKa 3a00-
JIEBAaHUS C YTPAaTOil B TIEPBYIO OUYEPEIb JBUTATEITHHBIX
HaBBbIKOB, BBICOKUII YPOBEHbB JIAKTaTa B KPOBU M JIMKBOPE
TTO3BOJIVIIN 3aITOI03PUTH 3a00JIeBaHNE U3 TPYIIITHI MUTO-
XOHIPUAIBHBIX 3HIedaromuonatuii. C Ie1bl0 YTOYHe-
HUS AMArHO3a JJTsI IPOBEIeHUsT MBILIIEYHOM GUOTICUM pe-
O6eHok ObLT HampaBiieH B MockoBckuiit HUU nennatpuun
M IETCKOM XUPYPIUN.

MpbiieyHast GMOIICHsI BBITIOJIHEHA B Bo3pacTe 3,5 JIeT.
Hcrionb30BaHbl  CICAYIONIME METOABI  MCCIICIOBAHUS:
CBETOBasi MUKPOCKOMHS (OKpackKa TI'eMaTOKCWIMHOM U
303WHOM 1 MOAUMDUIIMPOBaHHBIM MeTonoM [omMopu 3amo-
POXEHHBIX CPEe30B, OKpacka 1mo Kocy, rucToxummaeckoe
BBISIBJICHUE CYKIIMHATICTUAPOTECHA3bI, ITMTOXPOMOKCHIA-
3B ¥ IUTTUIIOB, IBOMTHOE OKpAIIIMBaHNE Ha CYKIIMHATICT -
poreHasy M IIMTOXPOMOKCHUIA3y, MOP(hOMETPHSI, OKpacKa
reMaTOKCWJIMHOM U 303UHOM U (hocdopHOBOIb(HpaMoBoOii
KUCJIOTOI — reMaTOKCWIIMHOM ITapa(HOBBIX CPE30B, THC-
TOXMMUYECKOE BbIsIBJIcHUE TiukoreHa mo I[llabanary),
9JIEKTpOHHAsi MuKpockonust. Orumcanue: OOMIMiA TU1aH
CTPOECHUST CKEJIETHO-MBIIIEYHOM TKAHU U KOXH He MU3Me-
HeH. [lepuMu3nit HECKOJIBKO paclIupeH, OPYTUX MaToJo-
TMYECKUX M3MEHEHMIA CO CTOPOHBI COCMUHUTETBPHOTKAH-
HBIX 000JI0YEK He BBIABICHO. Pa3zMepsl MUOHOB, pa3Mephl
W pacripenesicHue MBIIICYHBIX SIep, XapakTep CcUepUIcH-
HOCTH COOTBETCTBYIOT HopMme. Popma MUOHOB — TCHICH-
WS K OKPYTJICHUIO BOJIOKOH. ATPO(UPOBAaHHBIX M HEKPO-
TU3MPOBAHHBIX MBILICUHBIX BOJIOKOH HeET. TWITbI MUOHOB
pacripeie;ieHbl MO3aU9HO, WX KOJMYECTBEHHOE COOTHO-
IIeHWe B TIpeetax HopM. [laToornyeckunx BKIIOUCHUN 1
MPU3HAKOB CTPYKTYPHBIX MUOTIATHI He 0OHapyxeHo. Pac-
TpezieieHre W o0Iasi aKTUBHOCTh MCCIIEIOBAaHHBIX dep-
MEHTOB: BO MHOTHX MBIIIEYHBIX BOJIOKHAX OIpPEACISIeTCS
cybcapKoJieMMalbHOE CHIDKEHUE WX aKTUBHOCTH. «PBa-
HbIX» KpacHbIX BOJIOKOH (RRF) Het. Pacnipenenenuie aunu-
JIOB, KaJIBIUST W TIIMKOT€HA B HOPME. YJIBTPacTPYKTYpHBIC
XapaKTePUCTUKN MUOGDUOPWILT, CapKOIeMMBI, T-CHUCTeMBI
3HAYUTENILHO HE M3MEHEHBI. [PyObIX MI3MEHEHUI KOJTMUeC-
TBa U Pa3MepPOB MUTOXOHIPHIT HeT. Bo MHOTMX MUTOXOH-
NPYSIX OTIPEMICIISTIOTCST MEJIKME WHTPAMUTOXOHIPUATEHBIC
BKITIOUCHUST HESICHOM TMTPUPOIBI. YIBTPACTPYKTypa KOXKU —
0e3 BbIpaXKEHHBIX MATOJOIMUYECKUX OCOOCHHOCTE, 3a 1C-
KJTIOYCHNEM aHOMAJIbHBIX CKOTUICHUI TPyOOM3MEHEHHBIX
YBEJIMYEHHBIX MUTOXOHIPUI B SMUAEPMOLINTAX U COEIU-
HUTEJIbHOTKAHHBIX 3JIEMEHTOB. 3aKIt0ueHre — MoOpGoJIo-
TMYECKHEe TTPU3HAKK TIOJTMCUCTEMHON MUTOXOHIPHUATHHOM
HEIOCTaTOYHOCTH. [laHHBIC MBIIICYHOM OWOTICMM TION-
TBEPIWIIA TIPEAITONIOKEHUE O MUTOXOHAPUATBHON 3HIIE-
damoMuonaTi, OMHAKO KOHKPETHas HO30JIOTHYeCKast
¢opma He ObLIa yCTaHOBJICHA.

MornekynsipHO-TeHeTUYeCK1e TaHHbIe. B 1aboparopun
HaCJIENICTBEHHBIX 00Jie3Hell oOMeHa Mennko-TeHeTuIecC-
koro HayyHoro ueHtpa PAMH mnpoBeneHo uccinenoBanue
HanboJIee pacIpoCTPaHEHHBIX MyTaIIMiA B TeHaX MUTOXOHI-

POCCUNCKWIA BECTHUK NMEPUHATOJIONMN U MNEAVNATPUU, 6, 2009

61




puanmsHOU JIHK AT®a3e1 6, TpancrioptHoit PHK neiitinaa
u sinepHoro reHa SURF1. B rene SURF1 BbIsiBieHa myTa-
st ¢845delCT B roMO3UTOTHOM COCTOSTHUM.

JleueHue: xanusi oporat, puOOKCUH, TIULIUH, AU0a-
30J1, aKTOBETHH, 1IEPEOPONU3KH; KypChl Ko3H3uMa Q,,
ButamuHa C, pubodiaBuHa, HUKOTUHAMUOA, BUTAMU-
Ha E. Ha BBeneHMe JIeBOKapHUTHHA OTMeuajach pBOTA,
B CBSI3U C YeM Tperiapat ObUT OTMEHEH.

Ha cdoHe Tepanuu cocTosiHrEe 0CTaBaIOCh CTAOMIbLHBIM
B TeueHue 8 mec. Y pedeHKa yBeIuuuIach ABUraTeabHast
aKTUBHOCTb — HavaJl 1ToJ13aTh, 32 OMHY PYKY XOIWI OoJiee
YBEPEHHO, CTajl CUICTh, XOIUTb Y OIOPHI, YMEHBIIUICS
TPEMOP PYK. YBEIMIWICS 00beM JIBVKEHUS TIa3HBIX s10-
Jok. B Bo3zpacre 3 et 10 mec mosiBUIach BbIpaXeHHast
BSUTOCTb, OJICTHOCTh, OTMEYaJlaCh OMHOKpPATHAsT pPBOTA, yT-
paTa CO3HaHUsI, HapyIlIeHUe AbIXaHUsI 0 ITOJTHOM OCTAHOB-
KU, cepleuHasi IesITeIbHOCTh He Hapyllanach, HAXOMWIICS
B OTJC/IEHUM peaHUMAaLlMi B TeueHUe 2 CyT Ha MCKYCCT-
BEHHOI BEHTWISILIVM JIETKUX. B JanbHeiieM oTMevYanoch
yCUJIEHWE HHUCTarMa, MmosiBUJIOCh TOTNepXUBaHue, AN3apT-
pvisi, THYCaBBIi OTTEHOK rojioca, CHUKEHUE IBUTaTeTbHOM
akTUBHOCTU. BbIcTpoe mporpeccupoBaHue 3ab0JeBaHUS
MPUBEJIO K CMEPTU B Bo3pacTte 4,5 JieT.

06cyxpeHue

TouHasT TWMATHOCTMKA MUTOXOHAPUATBHBIX 0O0JIe3-
HeW TIPeNnCTaBisieT OoJbImve TpyaHocTH. KiTmHMYecKast
KapTHHA He BCErja IMOJHOCTbIO YKJIAJAbIBACTCS B paMKU
KOHKPETHOTO CHHIPOMA, YTO CBSI3AHO C BBIPAKCHHOM
TeHETUIECKOM TeTePOreHHOCTHIO (MyTalluM HECKOJIBKUX
SIIEPHBIX T€HOB W reHoB MuToxoHapuaibHoit JHK) u
3¢ HeKTOM reTeporuia3Mmuu B Ciiydyae MyTalMii MUTOXOH/I -
puansHoii JIHK [3, 5,9, 10].

YV o0cienoBaHHOTO HaMM TMalMEHTa HAa OCHOBAaHUU
COUYCTaHUST TIPOTPEIMEHTHOTO XapakTepa TEYCHUS 3a-
0oJIeBaHUSI, MBIIICYHON TUIIOTOHWUU, AaTaKTHYECKOTO
CHUHIpOMa, TOJMHEBPUTUYECKOTO CUHIpOMA, IOpaxke-
HMSI CO CTOPOHBI TJIa30BUTATEIbHBIX HEPBOB, HATUYUS
JlaKTaT-alua03a OblI0 MPEATNOoJIOXKEeHO HAC/IeACTBEHHOE
HeiipoMeTabonyeckoe 3a0o0jeBaHUe U3 TPYIINbl MUTO-
XOHAPUATBHBIX dHIehasoMuonaTuii. BHyTpu Tpymmmsl
HacJIeICTBEHHBIX O0JIe3HE 0OMEeHa, MMEIOIIINX CXOTHYIO
KJIMHUKO-HENPOpaTroIormuecKyto KapTUHY, TuddepeH-
IMaTbHO-TMAarHOCTUIECKUH Psit BKiTFouast ciHIpoM Kep-
Hca—Celipa, CHHIPOM HEBPOTIATUM, aTAKCUU, TTUTMEHT-
HoI1 iereHepanuu cetTyatku (cuHapom NARP), cunapom
CEHCOPHOW aTaKCUW, AW3apTpuu MW odTraabMoliapesa
(cunapom SANDO) [2, 3, 13, 15]. Kak u y obciienyemoro
HaMM TIaIlMeHTa, BEAYIIUMU KITMHUISCKUMU CUHIPOMa-
MU TIPY BBIIIICHA3BAaHHBIX 3200JICBAaHUSX SBJISIIOTCS TTPO-
rpeccupylolee TeYeHNE, aTAKTUIECKUI 1 TIOJTMHEBPOITa-
TUIECKUU CHHIPOMBI, odTasbMonape3. OTIUIUTETEHON
ocobeHHOCTbIO cuHapoma Jless or cuHapoma NARP
CITY>KUT OTCYTCTBHME TIPOTPECCUPYIOIICH 3amepKKU WH-
TEJICKTYaJIbHOTO Pa3BUTHSI, YTO OBLIO OTMEYEHO y Ha-
mero manueHTa. OTCYTCTBUE MMUTMEHTHOW JeTeHEPaIu

NMCUXOHEBPOJIOINs

CeTYaTKU CTABUJIO TIOJ COMHEHUE HaJIWMYWe CHUHIPOMOB
NARP u SANDO, X0Ts1 1 He TTO3BOJISITIO TTOJTHOCTBIO MC-
KtounTh ux redeHue. [pu cunapomax NARP u SANDO
B OTUIMYME OT CUHApoMa Jlest TosiBIeHre TIePBBIX CUMIT-
TOMOB OOBIYHO MPUXOJUTCH Ha 00Jsiee MO3AHUIN BO3PAaCT,
a TeyeHue 3a00JieBaHMs B OTJIMYUE OT cUHIpoma Jles xa-
pakTepusyeTcs 0oJiee MeUIEHHbIM ITPOrPEeCCUPOBAHUEM.

MarHuTHO-pe30HaHCHasE ToMmorpacdusi TOJOBHOTO
MO3Ta [TOMOTAeT B AMarHOCTUKE MHOTUX HACJIEICTBEHHBIX
3a00s1eBaHuil. B 6osblIMHCTBE HAOIOIEHUIA BBISIBIISIIOT-
Csl XapaKTepHble U3MEHEHMUsI, YKa3bIBalolle Ha Ompe/e-
JIeHHYI0 Ho3oJjiornyeckyto dopmy. [lpu cunapome Jlest
HaJIMIre CMMMETPUIHBIX OMIaTepaIbHBIX HEKPO30B B 00-
JIACTH TTIOIKOPKOBBIX TAHTJINEB SIBJISICTCS TATOTHOMOHWY -
HBIM TIPU3HAKOM. B TO ke BpeMsT OTCYTCTBHE YKa3aHHBIX
W3MEHEHUI He UCKITI0YaeT CMHIpoMa Jlest, 9To MBI M Ha-
OJitoasIu y Haiero namueHTa. OauH u3 MHGOPMaTUBHbBIX
METOJIOB BBISIBICHUSI MUTOXOHIPHWAIBHBIX OOJIe3HEeW —
Mopdosornyeckoe UcciaenoBaHue MbIIIEYHOTO OMOoITa-
ta. OgHaKo OOHApYyKEHHbIE U3MEHEHUSI HE TTO3BOJISIIOT
BepUOUIIMPOBATh TOUHYIO (GOPMY MUTOXOHIPUATEHOTO
3a0osieBaHMsI. Tak 1 y 00CIeIOBAHHOTIO HaMU TallMeHTa
MOPGOJOTUIECKN OB BBISBICHBI HecIen(puIecKue
MPU3HAKA MHMTOXOHIPHWAIbHBIX HApYIICHUH, HE I103-
BOJIMBILINE YCTAHOBUTb KOHKPETHYIO HO30JI0TMYECKYIO
¢dopmy 3aboneBaHus. Cieayer OTMETUTb, YTO MOpdo-
JIOTUYECKOE MCCIIeIOBAaHME MbIlIEYHOro Ouonrara 06e3
KOJIMIECTBEHHON OIIEHKW aKTUBHOCTH (PEPMEHTOB MU-
TOXOHAPUIA He SBIISIETCS MHMOOPMATUBHBIM IS 00JIC3HU
cunapoma Jles [12].

Jst moATBepKAeHUsT MarHo3a HeoOXOAMMO TPOBe-
neHue cneunanusupoBaHHoil JHK-guarHoctuku, 4yrto
U ObLIO ceslaHo B HauleM ciiyvae. [lo gaHHBIM JMTepa-
TYpBI, HauboJIee YacTol IPUIMHON cUHApoMa Jles sBis-
forcst MyTau B TeHax AT®as3er 6 (MUTOXOHApUATHHAS
OHK) u SURF1 (anepnas AHK) [1—3, 5, 9, 10, 16].
B naGoparopuu HaciencTBeHHbIX Oosie3Hel oOMeHa Be-
ectB Meauko-reHeTuueckoro HayuHoro neHtpa PAMH
ObLJT TPOBEJIEH aHAJIM3 Ha PACIPOCTPAHEHHbIE MYyTalluU
B 3TUX T'eHaX, YTO TO3BOJMIO YCTAHOBUTHh TOYHBIN JIHa-
THO3 HallleMy NauueHTy — cuHapoM Jlesi, oOycioBiaeH-
Hbiit ¢845delCT myranueii reHa SURF1 (romosurora).

K coxanenuio, 10 nocienHero BpeMeHu He pa3zpabo-
TaHO 3(D(HEKTUBHOE JICUeHE MUTOXOHIPUATHLHBIX 00JIe3-
Heii. B 0CHOBHOM ITPUMEHSTIOTCS TIpeTtapaThl — IMepeHoC-
YUKW 3JICKTPOHOB B IIBIXaTEJIEHOM 1IETTM MUTOXOHIPHIA,
pa3iuuHble KOpaKTopbl, aHTMOKCUAAHTHI [8, 17]. Vka-
3aHHBIC JIEKAPCTBEHHBIC CPEACTBA TIOYTH BCETHa TIPUBO-
ISIT K YITYYIICHUIO COCTOSTHUS ITAlIMeHTOB, HO, 3TO YIIyd-
IIeHNYe, KaK MpaBUiio, BpeMEHHOE.

3akno4yeHue

OrnrcaHHOE BHINIE KIWHWUYECKOE HAOTIONEHUE T03-
BOJISIET BBIIEIUTb OCHOBHbBIE KIMHUYECKUE CUMIITOMBI U
JlabopaTopHbIe JaHHbIE, CBUACTEILCTBYIOLINE O HATMYUHI
cuHapoma Jles:
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Mporpeccupymolliee TeyeHue 3aboJeBaHUsl C IMOCTe-
MEeHHOM YTpaToil NBUTaTeIbHbIX HABBIKOB P MUHU-
MaJIbHbIX HAPYIIEHUSIX ICUXOPEUYEBOTO PAa3BUTHUS;
HapyXHbI odTasibMonapes;

aTakcusi;

BbIpaXXeHHasl MblLIEYHAas! TUTIOTOHUSI;
MOJUHEBPUTUYECKUIA, MUOMATUYECKUI CUHAPOMBI
B COUYETAHUM C YMEPEHHO BbIPAXXEHHBIMU MUPAMUI-
HBIMU CUMIITOMaMU;

BbIpaXXeHHasi TECTOOOpa3Hasi KOHCUCTEHLIMSI MBbIILIL]
Mpy NajabNaluu;

HapylIeHWe PUTMa JbIXaHus;
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