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PE3IOME

Heiiponaabubiit nepouansiit annodycruuaos (HIIA), uan 6oaresus Barrena, — rpymnma HacAeACTBEHHBIX
HelpOAeTeHe PaTHBHBIX 3a00AeBaHMIT, XapaKTePU3YIOMMXCA BO3PACT-3aBUCHMBIM AeOI0TOM, IIPOrPECCUPYI0-
el MMOKAOHMYECKO dMMACICHEN, 3PUTEABHBIMY HaPYIIEHNAMY, IPOIPeCCHPYIOMMMI NHTEAAEKTYAAbHBI-
MM ¥ ABUTATeAbHBIMM paccTporicTBamu. I1pu Bcex dopmax HIJA B roroBHOM MO3re M APYTUX TKAHAX MMe-
eT MeCTO HaKOIAEHME HAaTOAOTHIECKOTO ayTO(PAYOPECHeHTHOTO AMIONUIMEHTA. AMAarHO3 yCTaHABAMBAIOT
Ha OCHOBAHNUM OIPeAeAeHMA aKTMBHOCTH Clelubuyeckux GepMeHTOB B AeHKOLUTAX KPOBY MAM KYABTYpe
KAETOK KOJKHBIX (pMOPOGAACTOB, AAHHBIX IAEKTPOHHOM MUKPOCKONNM GMONTATOB, PE3YABTATOB MOAEKY-
ASPHO-T€HeTNYeCKOTO UCCAeAOBaHNA. B cratbe ommcan kamunmdeckuit caygair HITA ¢ pe6oTrom B Bo3pacte
3 AeT B BuAE IMMACNTHYECKUX TOHUKO-KAOHMYECKMX IPHUIAAKOB M AAABHENIIMM IPOTPECCHPOBAHMEM C
IPUCOEAVMHEHMEeM MMOKAOHNYECKNUX IPHUCTYIIOB, ABUrATeAbHBIX NMPAMMAHBIX ¥ MO3KEUKOBBIX HAapPYyLICHWIL,
VHTEAAEKTYaABHO-MHECTHYECKMX ¥ PedeBBIX PacCTpoicTB. IIpeAcTaBACHHBII KAMHMYECKMII CAydYall Ae-
MOHCTPHMPYET TPYAHOCTH B AMATHOCTMKE HepOAereHepaTUBHBIX 3a00A€BaHMI B AeGIOTE, 00YCAOBAEHHbIE
OTCYTCTBMEM NATOTHOMOHMYHBIX IPU3HAKOB GOAE3HM IPU HENPODUZNOAOTHIECKOM ¥ HEMPOBU3YaAU3AL-
OHHOM 00CAEAOBAHUAX, AKTYAAU3UPYET HEOOXOAUMOCTb IPOBEAEHNS AOIIOAHUTEABHOTO MOAEKYASPHO-Te-
HeTWYeCKOTO MCCAEAOBAHMA.

KaroueBbie cAoBa: HEVIPOHAABHBIN LEPOMAHBIN AMIOQYCHMHO3, PE3UCTEHTHAA IMMACICHUA, MyTalusi B I'eHe
Tpunentuaua nentupassl (TPPI).

KOHq)AMKT VHTEPECOB. ABTOpr AEKAAPUPYIOT OTCYTCTBME ABHBIX WM MOTEHIVAABHBIX KOHq)AI/IKTOB
VHTEPECOB, CBA3aHHBIX C HY6/\I/IK31U/I€I71 HaCTOHIL[eIZ CTaTbu.

Ucrounnk dunancMpoBaHM. ABTOPBI 3agBAAIOT 06 OTCYTCTBUM (DUHAHCHPOBAHM.
Anrst umtupoanns: Kpaesa A.C., Aauduposa B.M., Kopoaesa E.C., Kyssmuna A.B. HeitponaasHslit 5epo-

uAHBIT Annodycuuuos 2-ro ™una. Kanundeckuit cayvait. broasemenv cubupcron meduyunvt. 2019; 18 (4):
244-248. https://doi.org: 10.20538/1682-0363-2019-4-244—248.

VAK 616.8-003.99-056.7:576.311.344:576.385.7
https://doi.org: 10.20538/1682-0363-2019-4-244—248

A clinical case of neuronal ceroid lipofuscinosis type 2.
Kraeva L.S., Koroleva E.S., Alifirova V.M., Kuzmina A.V.

Siberian State Medical University (SSMU)
2, Moscow Trakt, Tomsk, 634050, Russian Federation

ABSTRACT

Neuronal ceroid lipofuscinoses (NCL, Batten disease) are a group of inherited neurodegenerative diseases
characterized by age-related onset, progressive myoclonus epilepsy, visual impairment and progressive
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intellectual and motor disorders. In all forms of NCL, the pathological autofluorescent lipopigment
accumulates in the brain and other tissues. The diagnosis is made following determination of the activity
of specific enzymes in blood leukocytes or cell culture of skin fibroblasts and investigation of biopsy
specimens with electron microscopy as well as molecular genetic research. The article presents a patient
with the onset of the disease at the age of 3 with epileptic tonic-clonic seizures, with further progression
of the disease in the form of myoclonic seizures, motor pyramidal and cerebellar disorders, as well as
intellectual, mnestic and speech disturbances. The presented clinical case demonstrates difficulties in the
diagnosis of neurodegenerative diseases at onset, as well as the absence of pathognomonic signs of the
disease during neurophysiological and neuroimaging examinations, which makes it necessary to conduct
additional molecular and genetic research.

Key words: neuronal ceroid lipofuscinoses, progressive myoclonus epilepsy, mutations in the tripeptidyl
peptidase (TPP1) gene.
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BBEAEHUE

HevipoHanApHBIT — IepPOMAHBIN  AMIO]YCIMHO3
(HIJA) sBasieTcst opHOM u3 HambOAee 9aCcTO HacAe-
AYEeMBIX AeTCKUX HelpOAereHepaTUBHBIX NaTOAOTHIL.
CyMmapHas dYacrota BCTpedyaeMocTH Bcex Gdopm
3aboaeBanusa B mupe cocraBager 1 : 25000 [1-4].
B 3aBucuMOCTM OT KAMHMYECKON KapTHUHBI ¥ BO3-
pacra Ae6I0OTa CHMITOMOB BBIAEASIOT BPOSKAEHHYIO
(CNCL), nadaunmuapuyio (INCL), nosaxmono nadan-
tuapHyio (LINCL), oBernannyio (JNCL), B3pocayio
(ANCL) dopmer HIIA u cesepuyio annaencuio (NE
PEMR). Ha ceroanamuuii Aenp onncaso 14 reneru-
geckux ¢popm HIIA [5-7], coobmaerca o 6oree yem
360 atmorormveckux mytanmsax HIJA [8].

LINCL (2-, 5-, 6-, 7-if Tumbl) — T€HETUYECKN Te-
TepOTeHHAad IPYyINNa, XapaKTePU3yImaicia CXOAHBIM
BO3pacTom Aebrora. B 3aBMcMMOCTH OT RAMHUYECKO
KapTuHbl GOAE3HM ¥ MOAEKYASPHO-T€HETUIECKO-
ro aedexra BpiaeAsioT kaaccumueckuit LINCL (2-i
tun cLINCL), ¢unckuir LINCL (5-1 tun fLINCL),
ublraHCKMIZ/MHAMIZCKMIZ MAM DPaHHUI IOBEHMUABHBIN
LINCL (6-1 Tun vLINCL), typenknit Bapuant (7-i
tun tLINCL) [9].

Kaaccuueckuit cLINCL, nan 6oaesns SInckoro —
BuABIIOBCKOTO, ABASETCA ayTOCOMHO-DPEIeCCUBHBIM
nporpeccupyoomum 3a6oaeBaHneM, KOTOpoe 00y-
CAOBAEHO CHUJKEHMEM aKTMBHOCTM AM30COMAABHOMN
TPUTNENTUANATIENTHAASBI, KOAMPYeMOi reHom CLN2
(TPP1I). Ora popma HIJA muporo pacupocrpaneHa
B mMupe. AeGroT 3a60AeBaHMsA PETUCTPUPYETCS Yalle
B Bo3pacTe 2—4 AeT B BMAE Te€HEPAaAU30BAHHBIX TO-
HUKO-KAOHMYECKMUX MPUCTYIOB, 3aAEPSKKU pPEYeBO-
ro passutusi, atakcun. [lo mepe mporpeccupoBanus

60A€3HN NMPUCOEANHAIOTCA APYTVE TUIbI IPUCTYIOB
(MrorAOHMYECKME, aTuMIMYHble abCaHChl, (POKaAb-
Hble), Pa3BMBAIOTCSA ABUTATEAbHbBIE, MO33KEYKOBBIE
¥ KOTHUTMBHbIE PACCTPOICTBA, BO3HMKAET IOCTE-
[IeHHOEe CHJSKEHNMe 3peHMs, MPUBOAAIIee K MOAHON
caenore B Bo3pacrte 4—6 aer. Teuenne 3a6oreBanms
OBICTPO HPOTPECCHPYIOLEe C AETAABHBIM MCXOAOM B
TeyeHMe HECKOABKUX AeT [4, 7, 10—14]. Ilpn npose-
AeHNUY MarHUTHO-pe3oHaHcHON Tomorpadunu (MPT)
FOAOBHOTO MO3Ta y MOAABAFIONIETO GOABIIMHCTBA
NanyueHToB OOHApYXKMBAIOT AUMPDY3HYIO KOPTH-
KAABHYIO M CYOKOPTMKAaABHYIO aTpoduio BeuiecTsa
TOAOBHOTO MO3Ta M MO33K€4Ka, a TaKJKe IIOBBILICHE
nHTeHCHBHOCTM MP-curmasa B mepuBeHTpUKyAAp-
HOM GeAOM BellecTBe ¥ CHIJKEHME MHTEHCHBHOCTH
MP-curnara B o6racTy 6a3aAbHBIX TaHTAMEB U Ta-
Aamyca [11]. Ha aaexrposnnedarorpacdun (33T
PeruCTPUPYIOT yMeHbIIEHNE aMIAMTYABI OCHOBHOTO
KOPKOBOTO pUTMa, OTCYTCTBME C(POPMIPOBAHHBIX
COHHBIX BepeTeH BO BpeMsA CHa, OcArabAeHMe IAeK-
TPOPU3NOAOINIECKON peakiuyn Ha HPOObI C OT-
KpBIBaHMEM-3aKPbIBaHMEM T'Aa3 C IOCACAYIOMmEN Ae-
npeccuer aabda-puTMa MO CpPaBHEHUIO C (POHOBOM
KOPKOBOJ akTuBHOCTbIO [4, 12].  Bapmantsr mo3sa-
ueit nHpantuabHou popmbr HIIA nmeor cxoanyio
KAMHMYECKYIO KapTHHY, HO OOYCAOBAEHBI pPa3HbIMMU
MOAEKYAAPHO-TeHeTHYeCKUMM AeeKrTaMu.

KAMHUYECKUN CYYAN

IMTanmentka II., 05.06.2014 roaa poskaenns (3
ropa), mocrymura B Aerckywo kamHury Cu6I'MY
01.11.2017 r. ¢ sxaro6amu Ha CYAOPOSKHBIE MUOKAO-
HUYECKMe IPUCTYIbI B KOHEYHOCTAX C 4aCTOTON 2—3
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pasa B CYTKM, HETATMBHbBI{ MMOKAOHYC HOTax C ma-
AEHVAMM, HEYCTONIMBOCTD IIPK XOABOE.

Anammnes 3a60re6anus. Biepsbie TOHUKO-KAOHM-
9eCKMil HIPUCTYI C TOTepell CO3HAaHNMA NPOU3OIIEA
y GOABHOI BO BpeMS UIPbl Ha AETCKOM MAOLIAAKE
B anpeae 2017 1. u GbIA paciieHEH KakK MOCAEACTBHUE
yAapa IOAOBBI, IOAYYEHHOTO 33 HEAEAIO AO IPHUCTY-
na. AeBouka 6blra TOCIMTAAM3NMPOBAHA B CTALMOHAD
C AMArHO30M «COTPSCEH}E T'OAOBHOTO MO3ra, IIM-
AenTudeckuit cuappom». Yepes 2 HeA TOHMKO-KAO-
HUYeCKMil mpucTyn mosBTopuacs. IIpm mpoBepenwn
O3T 25.05.2017 r. Gbira BBIABAEHA IMUAENTUIECKAS
AKTUBHOCTb B BUAE OCTPOJ-MEAAEHHON BOAHBI CAe-
Ba B 3aThIAOYHO-3aAHEBMCOYHON o6AracTu B (oHe,
eAMHMYHBIX KOMIAEKCOB IIO THUIY <IMK—BOAHA» M
(IOAMIMK—BOAHA» CIPaBa IO BCEM OTBEAEHUAM C
TEHAEHIMeN K GMAaTePaAbHON CUHXPOHM3ALUM TO-
cAe GOTOCTUMYAALUMA U eAVHUYHBIX OCTPBIX BOAH IIO
THUIY AOGPOKAYeCTBEHHBIX AMUAENTHPOPMHBIX MAT-
TepHOB AeTCTBa AuPPy3HO mocae GOTOCTUMYAALNN.
ITocae KOHCYABTALUM IMMAENTOAOTA MAIMEHTKA IO-
Ayyaia AedeHue IPOTUBOCYAOPOSKHBIMM Ipenapara-
MM BaABIPOEBON KUCAOTHI (AemakumH xpoHocdepa).
[pu pocTisReHnn A03bl penapata 30 Mr/Kr B CyTKH
y peGeHKa BO3HMKAA aAAepIUYecKas peakius B BUAE
BBIPAJKEHHOTO OTeKa CAM3MUCTONM OGOAOYKM HOCA C
OTCYTCTBMEM HOCOBOTO ABIXaHNMA M OTEK eBCTaxue-
Boil TpyObl. IIpemapar GbiA 3aMeHEH Ha KOHBYAEKC,
Ipy mpueMe KOTOPOTo TaKKe pa3BUAACH aAAeprude-
CKasg peakuus B BuAe YAywbA. AarpHeimas cmeHa
AEKapCTBEHHOTO CPEACTBA Ha TONAMAaKC IIpMUBeAd K
yBeAWdeHno dactorel npucrynos. C mioma 2017 r.
HanMeHTka NPUHUMAET AeBeTHpaneram (Kemmpa)
noArokuTeApHBIM 3dpderrom. Ha ¢done mposoan-
MOJI Tepammy 3aperucTPMpOBaHa KPAaTKOBPEMEHHA
pemuccus (2 mec). TOHMKRO-KRAOHMYECKUE TPUCTYIIBI
BO30GHOBMANMCH C IIPEKHEI 4aCTOTOM MIOCAe IepeHe-
CEHHOTO OCTPOTO PecHupaTopHOro 3aboreBaHMA B
centsa6pe 2017 r.

Anammnes xusnu. IlanuenTka poauaach B CPOK C
maccont Teaa 3 700 r, omenka mo mkare Amrap 8§-9
6aArOB, OT NEPBON OepeMEHHOCTH, IPOTEKABLIEN
6e3 ocAOKHeHMIT. PaHHee ICMXOMOTOpPHOE pa3BuUTHE
AO Ae6ioTa NPUCTYIOB COOTBETCTBEHHO BO3PACTY.
3aaepiKKa peyeBOro PasBUTHA.

ComaTnyeckuii CTaTyc — IDaTOAOTM He OGHapy-
SKEHO.

Hebporozuwecxuii cmamyc. Iloxopka ataktmye-
ckag. IIpu xoapbe pebGeHKa BCerpa NPUAEPSKMBAET
MaTh, TaK KaK AeBOYKA CIIOTBIKAETCS, MOKET yIacTb.
Anio B 1OKOE CHMMETPWMYHO, TAasHble mean D =
S. 3pauku oxpyraoit ¢popmsr, D = S. 3a MmoroTkOM
CAEANT, OOBEM ABVIKEHMI TAA3HBIX A0AOK NOAHBIN,
uucrarma Het. Hocory6GHble CRAQAKM CHMMETPUYHBL.

Tonyc B xoHeyHocTAx cHuskeH. CyXoskuabHble ped-
AEKChl BEPXHMX KOHEYHOCTeN KuBble, paBHble. Ko-
A€HHBIE ¥ aXMAAOBBI pe(AEKChl JKMBbIe, PaBHbIE C
ABYX cTopoH. IlaTorornyeckue KucTeBble ¥ CTOMHBIE
3HaKyM He OOHapysKeHbl. Peur He pa3sura, rOBOPUT
OTAeAbHbIe IpocThle cAoBa. IIpu ocmoTpe HeoAHO-
KPAaTHO OTMEYaAMCh IPUCTYIBI B BUAE MMOKAOHMI
KOHEYHOCTe!l M MUATOHMYECKMEe NPUCTYNBI B BUAE
eAVHMYHBIX mapeHuil. PeGeHOK B maeMe, TpaBM HeT.

Aannvie rabopamoprvix uccaedobanuii. B obuem
¥ GMOXMMUYECKOM aHAAM3aX KPOBMU, IPU UCCAEAOBA-
HMYM KPOBYM Ha MH(MEKIuM, aHAAU3AaX MOUYM IAaTOAO-
TUM He BBIABACHO.

Ha 99T or 02.11.2017 aAOMMHMpPYET BBICOKO-
aMIAUTYAHAsA MEAAEHHO-BOAHOBAafA (DOHOBAA ak-
TUBHOCTb.  Permcrpupyiorcs  reHepau3oBaHHBIE
smyAenTU(OpPMHBIE IaTTePHBI B BUAE AMGPQPY3HBIX
OCTPBIX BOAH, KOMIIAEKCOB (IMK—TOAMINK—BOAHA ».

MPT ronosroro mosra or 09.11.2017: MP-npu-
3HAKM PACHIMPEHNS KOHBEKCUTAABHBIX HAPYIKHBIX
AMKBOPHBIX IPOCTPAHCTB, AMKBOPHBIX NPOCTPAHCTB
6a3aAbHBIX OTAEAOB ¥ BHYTPEHHMX AMKBOPHBIX IIPO-
CTPAHCTB 3aMECTUTEABHOTO Xapakrepa (puc.).

AnddepennarbHblit AMarHO3 IPOBOAUACT MEK-
Ay SIMAENCHEH C MMOKAOHMYECKM-ACTaTHIeCKUMN
npucrynamu (CMHApoM Ay3e) 1 IpOTpeccupyroLMu
MUOKAOHYC-3NUAENCUAMY, O6YCAOBAEHHBIMU HENPO-
AETEeHAPTUBHBIMU 3300A€BAHUAMM — TaHTAMO3UAO-
30M, MUTOXOHAPMAABHON IAaTOAOIMEN.

Aedenne manyeHTKM 3aKAOYaAOCH B IIOCTOAHHOM
npueMe IPOTUBOCYAOPOSKHBIX IpernapaToB: A€BETH-
pameram (kemmpa) B Ao3e 70 MI/KT B CyTKM, AaMO-
tpupkua (Aammkrtar) 50 mr/cyr. Pexomenaosamo
IPOBEAEHME TEHETHYECKOro OGCAeAOBaHMA Ha Ia-
HeAb JMMUACICHUNL.

Ipu ocmorpe 03.10.2018 B aAmHamuke depe3 rop
6oabnoi III. oTMedaeTcs mpPOrpeccHMBHOE YXYALIEHME
cocrogumsa. IlanmenTka yTpaTmaa HaBBIKM CAMOCTO-
ATEAbHOM XOABOBI, peun. CamocrosTeAbHOe muTa-
Hie HeBo3MOkHO. O6pameHHyI0 pedb He HOHMMAET.
CTont TOABKO IpM HOAAEPIKKe, BapyCHAas YCTAHOB-
ka crom. IIpoch6bl He BBINOAHSET, MPOAYKTUBHOMY
KOHTAaKTy HepocTynHA. KoskHble MOKpPOBBI M BUAVIMbIE
cAmauctbie 060104k uncToie. I'aa3ubie mean D = S.
3paukn oxkpyraoit gopmer, D = S. Asmwkenna raas-
HbIX A6AOK B MOAHOM oObeme. CAeAUT 32 MOAOTKOM
HenpoAoAKuTeAbHO. Hucrarma ner. Peaking 3paukos
Ha cBeT coxpanena. HocoryGHble CKAAAKY CHMMETpHY-
upl. O3KMBAEH TAOTOYHBI pedaerc. ['mnepcarnsanys.
I'roranne He 3aTpyAHeHO. MBlIIeYHBI TOHYC BEPXHUX
KOHeYHOCTel TPpy6o He n3meHeH. OObeM aKTUBHBIX U
IIACCUBHBIX ABMJKEHMI B KOHEYHOCTAX MOAHBIL. Cyxo-
SKUAbHBIE pedAEKCH C PYK OKMBAEHbI, paBHbL. [laTo-
AOTMYECKUX pedAeKCOB HE OOHAPYIKEHO.
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Pucynoxr. MPT roaosroro mosra 6oapnoit Il.: ¢ — carutrasbHbii cpes, b — akCUaAbHbINA Cpe3

Figure. Brain MRI of the patient Sh.: ¢ — sagittal section, b — axial section

B HMKHMX KOHEYHOCTAX IIOBBIUIEH TOHYC MKPO-
HOSKHBIX MBIIII 10 DAacTHdeckomy tuiy. Pedaexcer
KOAEHHbIE ¥ aXMAAOBBI BBICOKME, paBHbL IlaTonrorm-
veckue pedaexcol baburckoro ¢ AByx cropos. Or-
MeYaloTC IOCTOSHHBIE MUOKAOHMYM B KOHEYHOCTIX
¥ TyAOBHMIIe, NAaACHMI HET, APYIMX IPUCTYIOB Ha
(boHe IPOBOAMMON Tepalmyuy He 3aperUCTPUPOBAHO.

B ara6oparopun moarexyaspHou natororun «Ie-
HOMeA» OBIA BBIOAHEH MOUCK IaTOT€HHBIX MYyTaIjuii,
aCCOIMMPOBAHHBIX C HACAEACTBEHHBIMU (opMamMu
AMMAENCHIA, INUAETITHIECKUX HIedaronaTuit. Boras-
A€Ha paHee OIJCAHHAs F'OMO3UTOTHASA MYyTaluA B K-
3one rena TPPI (chrl1:6638271G>A,rs119455955),
IPUBOAAIAA K IOABAGHMIO CaifTa IpPesKAeBpPEeMeH-
HOV TepmmHanyu TpaHcaduuu B 208-m kopOHE
(p-Arg208Ter, NM_000391.3). Myrauusa omnucana
B KOMIIAYHA-T€TePO3UTOTHON TIpynie IalyeHTOB C
HIA tun 2 (OMIM:607998#003). Yacrora myrarmum
B KoHTpoAbHON BeiGOpKe EXAC cocrasaser 0,0173%.
MyTammio caeAyeT pacleHuBaTh Kak MAaTOTeHHYIO.

Ha ocHOBaHMM MOAEKYASPHO-TEHETHYECKUX Map-
KepoB ¥ IIaTOTHOMOHMYHOM KAMHMYECKOM KapTHHBI,
KOppeAupyome ¢ AAHHBIMM HelpopuanoroTHnIe-
CKOrO O06CAeAOBaHWA, NALMEHTKe OBIA BBICTABAEH
AVAaTHO3: HEVPOHAABHBIN IEePOMAHBIN AUIOQYCIN-
HO3 2-To Tumna, 60oae3Hp JHckoro — bBuapmoscko-
ro. DOMAENCHA TeHeTHMYecKasd C MMUOKAOHMYECKUMMU
npucrynamyu 6e3 yTpaTsl CO3HaHUA. ATarTUYeCKMUit
CUHAPOM, HIKHAS CIACTHIECKAs AMIAEIMSA, KOTHM-
TUBHBIE M peYeBble HAPYLIEHNUA IPOTrpeccupyloiye.

3ARK/IIOMEHUE

Hacroammit cay4ayd pe3nuCTEeHTHOTO TedYeHMUsA
smmaencunm ¢ AeGoToM B BO3pacTe 3 AeT, Ipo-
IpeccUpyomyuMyn ABUTATEABHBIMY, MHTEAAEKTYaAb-
HO-MHECTMYECKUMY, PEYEBBIMM HAPYIIEHUAMU ObIA

BepuUIMPOBAH HA OCHOBaHWUM HPOBEAEHHOTO MO-
AEKYASIPHO-TEHETUYECKOTO MCCACAOBAHMA U BBI-
SBA€HHOM TOMO3WTOTHOM MyTanuyu B 3IK30HE TeHa
TPP1. Haauume B Ae6i0Te TOHMKO-KAOHUYECKMX
IPUCTYIOB C YTPaTOM CO3HaHMA M peMyuccuein Ha
¢one Tepammm, HecmermpUIECKMX M3MEHEHMI HA
MPT roaroBHOTO MO3ra B BMAE KOPTMKAABHON W
cyOKOpTHMKRaABHONM aTpoduy u namenennit na IIT
B BuAe AUGDPY3HON IMUMAKTUBHOCTM  C aKIEHTOM
B 3aTHIAOYHO-3aAHEBICOYHO 06AacTy mocae (oro-
CTUMYAALMY HE TO3BOASET AMArHOCTHMPOBATH HAAM-
4ye TeHeTMYEeCKO} Iporpeccupymomei hopMbl mu-
AEICHMM Ha HAYaAbHOM 3dTane 3aboaeBaHusa. ToAbKO
AAaAbHeJIee IPOrpecCHpOBaHMe C MPUCOEAVHEHUEM
MUOKAOHMYECKMX TNPUCTYIOB, ABUIATEABHBIX NMpa-
MUAHBIX ¥ MO3JKEYKOBBIX HAPYIIEHMI, MHTEAAEK-
TYaABHO-MHECTMYECKUX WM PEYEBBIX PACCTPOIICTB
HO3BOAMAO IPEAIOAOKUTH HAAWYNME IPOTPECCUPYIO-
et AMMAeNCUN Ha (hOHe HelPOAETeHepaTUBHOIO 3a-
GOAEBAHMS M MPOBECTUM MOAEKYASIPHO-TEHETUYECKOE
06CAeAOBaHME AAS MOATBEPSKAEHUS TEHETUYECKON
npupoAbl 3a6oaeBanns. Takum 06pazom, HEOOXOAM-
MO IIMpe UCIOAB30BATh MOAEKYASIPHO-TEHETHIECKOe
06CAeAOBaHME HA TAHEAM BMUAENICUU TPU PaHHEM
HayaAe NPUCTYNOB y AeTell ¥ OTCYTCTBMEM CTPYK-
TypHbIX usmenernit Ha MPT, nossoasitomux o6bsc-
HUTH NPUPOAY IMUAEICUMA.
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