JIHATHOCTHKA HACJIEACTBEHHO
00ycCI0BJICHHBIX (hopm
OPTANBEMOIOTHYCCKOH

NaToJIOTHH

Yn.-xopp. AMHY
E.A. [’ peuanuna

Vipaunckuit uncmuimym xiunuyeckon eenemuxu X vy

[lo pannpim BO3, kaxkabpli nATbLIH
KHTEJIb 3eMJIH PHCKYeT HAa MNPOTAKEeHHH
KH3HH MEPEeHEeCTH TO HJIH HHOE OMyXo0JieBoe
MopaKeHHe.

Puck pa3ButHf paka A YyKpPAHHLEB
COCTABJIACT:

28% pna MYXKYHH;

18% 19 KeHIIIHH.




O0caea0BaHo 197 00JIbHBIX C
ramaprosami B sozpacre ot U 10 56 Jjer.

Vcimoas30BaHbI METOALIS

v COMATOI CHCTHYCCRKOC NECJIC10BaHIC C
CHHAPOMOJIOrMICCKNIM dHAJIN3I0M

Oskupenue y netTem ¢
cuHapomom llpanepa-
Buiaim




Oxupenne y
JTETEH ¢
CUHAPOMOM
bapne-bmira

UxTunozonogobHbie
M3MeHeHHA KOXMU Y
HOBOPOXAEeHHOIro
MasibMMKa ¢ CUHAPOMOM
Hos-NlakcoBoi

MnepanacruyHan
(rmneppacra>xuman)
KOMa y Manbuuka 11
neT ¢ CMHAPOMOM
Innepca-flaHnoca




Junvdpe aema cTom y
HOBOPOJICHHOTO pebeHKa ¢
HacsieAcTReHHOH Jumde iemoii |
tuna (Houne-Muapos aumdeaema)

JInmdeiema cton 1 romeHen
Yy MY7KYUHBL 29 JIeT ¢
HACIICCTBEHHON
numMdeaemoit | tnma (HouHe-
Muipos aumbenema)

BpoxxaeHHan
ToTanbHasd
nunoancTpocpus
(cuHapomM Cenna,
CUHAPOM
BepapavHennu,
ToTanbHasd
amnoaucTpogma u
akpoMeranougHbIn
FMraHTU3M)



sy . LIS

6es

iy

y
HapyLleHUs

noAanexawero y4acTka KocTu npu cuHgpome Agamca-
Onueepa

BpoxaeHHbIN aedeKT KoM cKanbn

«ManupocHbie py6Lbl>» B 061aCTU IOKTEBOTO U
KOJIGHHOIr 0 CycTaBoB (CUHAPOM dnnepca-[aHnoca)




f'MnepkepaTo3 CTOMNbI
(nopoLBeHHbIN
runepKkeparos) B
CTPYKTYpe
3KTOAEpPMasibHOM
AMCNAasumn
rMAPOTUUYECKOHN
(cuHapomMm KnoycTtoHa)

MHoOXeCcTBeHHble
JIEGHTUIO C
CUHAPOMOM
LEOPARD




MurmMeHTHbIE NATHA
uBeTa «Kode C
MOJIOKOM> M KOMXHO-
NOAKOMHbIE ONYX0nH
npu Henpodubpomaroze

(PekxnuHrxayzeHa
6onesHb,
Helpodubpomarosz, I1
T™N)

CuHapom
KnoycTtoHa



CuHapoM
BaapaeHb6ypra

I TMNa

CuHgpomMm

WepeweBckoro-TepHepa)

Horren-noakoneHHuka
CUHAPOM,
OHUXOOCTEOANCIINIAZNA,
CuHapom TepHepa-Knzepa




CuHapoM Dnnuca-BaH KpeBenbpa,
Me303KTolepMaJsibHad AMcnnasusa

NMnnoHnganbHasa AMKa




, CuHApOM akpouedanocuH-
6] naktunum, TMn I,

— 6bonezHb

AnepTta-KpyzoHa

i |

KpannodaymanbHbil guzoctos, Tun I, bonezHb
KpysoHa



AxoHAponnasusa

DeduwunTt anba-L-
MAYPOHUAA3DI,

cuHapom lN'ypnepa,
cuHapom Lleiie, Nypnepa-
Leie cheHOTMN



CuHapoM TayHca-bpokca

Avcnnacruyeckan yuHas
PaKkoBMHa Y AEBOYKH C
CUHAPOMOM
Lepewepsckoro-TepHepa

=~ BN

S

YTonueHne n gedpopMauma yWHOM
PaKoBUWHbI NpKY gnactpodpurueckon
AVCNAazvn




F'Mnonsaasus HMIKHEW YeNoCTU Npun
aHoMmanape lNbepa PobeHa

CuHapomM
LllepelueBCKOro-
TepHepa




YepenHo-knrounyHag
AUCninasua

CuHapomM Mapdana CuHpapomM
PdpumMmeHa-LlenpoHa




«prue belly» syndrome,
cuHapoM apabnoctun
MYCKYNaTypbl YXUBOTA C
aHOManuAMM
MOYEBbIBOAALMX MYTEN U
KPUNTOPXUZMOM

HNonuxocteHoMenus y
AeBOYKH U cecTep npu
cuHapome MapdaHa




KopoTKue KMCTU, 6paxuaakTUNng, yronueHme
AVUCTaNnbHbIX haslaHr y nauMeHTKU € CHHApPOMOM
Po6buHOBa

BpaxuAaKTUANS, U304AKTUIIMS, CUHAPOM
Tpe3y6La Npu axoHApoN/a3um



KnuHopaktunua III-V (a) v V nanbua (6,8)

ApaxHoaaKkTUAng
npu cMHApOMe
MapdraHa




ApaxHoAaKTUNAUA
npu cMHApOMe
MapdraHa

CuHaakTUANAUA




NMNonHasl KOCTHav
CUHAAKTUAUA NpU
CMHApOMe AnepTa

Fr'MNnepMo6GUANBbHOCTDL B
' cycTaBaX KMCTHM NpyU
CUHAApPOMe Dnepca-
HaHnoca




CuHapoMm
PerTa

CuHApOM
®dpuMeHa-LlllenaoHa,

| CUHAPOM «JiMla
CBUCTALUEro»




OnacTpochunueckas aucnaasus

KamntogakTtunua B
CTPYKTYPE
cuHApoMa Tenb
Xawomepa




Nemuruneprpodcdun YwunpeHne AncranbHbIX
danaHr nepebiX Nanbues
npu cMHApoMe
PybuHwTelHa-Teibn

B COMATOIrCHCTHNICCKROC NCCJICTOBAHNC €
RJINIHNKO-TCHCAJIOI'NMYCCKIM AHAJTNI0M

MTH
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v DJIERTPOPMINOIOTITICCKIE

v OLEHKA COMATUYIECKOT 0, HEBPOJIOT MIECKOT0,
rOPMOHAILHOT0, 0(PTATEMOIOTMHMECKOTO
CTATYCOB

CriekTp AUArHOCTUPOBAHHBIX HOZOJOTHICCKUX (DOpM

TYOEPO3HbIH CKIEPO3;
Heiipoduopomatos.

curjipom [ltypre-BeGepa;

cunapom Jlyn-bap:

cugpom Kaunmne.ig-Tpenone-Beoepas
ooseznn I'nmnnensn-J/Innaay;

bouezns Pangw-Ociepa.

- cuapom baoxa-Cyasndeprepa;
cunjipom 1 opanna-1 onbnas
CHHAPOM MHOKeCTBeHHBIX JICHTHUIO;
HEeHPOKOKHLIA MEJIAHO3;
runome.ianos Uro;

HEBYC CANLHBIX KeJjie3 JJHHeHHbIN;
paccesHHLIH AHTHOMATO3 H AP-.




= AHIHONATHSH CeTYATKH OTMeYeHa NpH Bcex ¢gopmax
raMapro3oB H HMesIa Mec1o y 63,45 % O0JILHBIX.

s CHmwkenne ocrporbl 3penus (y 36,5%), unbexuust
cocyaoB ckirep (y 27,4%), a Takoke AaHTHOMATO3HbIE H
0J1aCTOMATO3HbIE OPAYKEeHHSI.

AHrnomMarozubie HOpPaARKEeHUH NPCIACTABJICHDLI.

m AHTHOMATO30M CeTYATKH W/ WIH cKJIepbl ¥ 11 60JIbHBIX
¢ Kiaccunueckoii popmoii 6os1e3un Itypre-Bedepa 1 ¢
Oosie3Hbio I'mnmensi-JIlnnaay;

m TeJICAHTHIKTA3HIMH KOHBIOHKTHBBI, KOTOPbIe HMeJIH
MeCTO Y BceX 00JIBHBIX ¢ cmHapomom Jlvu-bap, pano
MaHH(peCTHPOBAIH H SIBJISLINCH TATOTHOMOHHYHBIM
NPHA3HAKOM 320016 BaHUS.

s [Iporpeccupyromee TedeHne aHr HOMATO3ZHOI' O
NopaskeHHsl OPraHa 3peHusi 0OTMe4eHOo Npu 00J1e3HH
I'nnneasi-JInngay.




HEUPOPETUHAJBHBIU AHTUOMATO3

Bponcicnubin HOPOK pasBHTHS
COCY/I0B [JIa3a H CPEeAHCTO MO3Ia,
HPOSABIAIONIHACA OAHOCTOPOHHEN
AHTHOMOHW CETYATKH, OJHOCTOPOHHEH
apTEPHO-BEHOZHON AHEBPU3MOH B
00JIACTH HPOMEKYTOUHOTO H CPEHETO
MOBTa.

HGBpOJ’IOI‘H‘IGOKHe CHMIITOMBI
COOTBCTCTBYIOT ITOPOKaM paspHTHA
COCYJIOB.

OeTpoTa 3peHAs] CHHIKACTCH.

Yac1o oT™McHaCTCH 34JICP3KKA pasBHTHA
HHTCJLICKTA.

Koxubie cHMITOMBI (T@HG&HFHBKT&BHH
H aHT'HOMBI KO}KH) BCTPCSHAIOTCH PCIKO.

Tun HaCJICJOBaHHA HC YCTAHOBJICH.

AHIrHOMBI CeTYATKH.

Cunopom Jlyu-bap




Cunopom Jlyu-bap, meneancuakmasuu ckiep
U KOXCU

* BpoxkaenHas riiaykoma
AHATHOCTHPOBAHA Y 3 00JIbLHBIX MPH
Kaaccuueckon gopme 00s1e3HH
IIITypre-Bebepa;

* OTCJIOMKA CETYATKH- Y 2 00/IbHBIX ¢
0ose3nbio HItypre-Bebepa u I'mnnens-
JInHaay.




u TﬂayKoma— 3&60H€B&HI/I6, CBASAHHOC
¢ HAaTONOrHeHn BHYTPHIJIAZHOT'O
AABJICHWA., KAK ITPABUIIO CI'O
[MOBBIIICHHCM, B PC3YJILTATC
HAPVIICHUA CCKPCITHA /AN OTTOKA
BHYTpHFHaBHOﬁ }KI/I,I[KOCTI/I), H
PasSBUTHCM HpOFpeCCprIO]l[eﬁ
HeﬁpOHaTHH AUCKA 3PHTC/ILHOTO Bposkaéanan raaykoma.
HEPBA U ,II;G(bGKTOB [LOJIeH 3PCHH.

» rnaykomaroaHoe
BaoasneHue

rﬂa}TI{OMaTOBHaH SKCKaBaHHH(BﬂaBﬂeHHB B HEHTPE QHCKA 3PUTCIIBHOIO HepBa)

bonesns llImypee-Bebepa, ancuomamos Koxcu 8 odiacmu
unnepeayuu 1 eemeu mpoOUHUUH 020 Hepea U AHSUOMAMO3
cemuameu




1 PacTaHyTeiA
I,“"';'———--——ii——rc.J"l-'a|'|.'_=1HHh|'.7,:1
| Paspuia

PactaHyTan
— . Nepudepuyeckan
ceT4yarka

——— O7ex cetyarkm
.)’

Otcaolika ceT4aTKH — M¥3bIPH OTCJA0CHHOH CeTYaTKH ¢ ﬂBpBFHﬁOM COCYITOB

OnyxoJieBbie HOPAZKeHNs1 OPraHa 3PpEeHNss UMEIN MECTO
y 11,7% O0ibHBIX ¥ OBLINA TIPE/ICTABICHBI:

= ONYXOJSIMH CKJIepbl ¥ 1 6o/IbHOTO;
= OpPOHTHI, 3PHTETHLHOTO HepBa Y 4 00JILHBIX;

= TaMapPTOMAMM PAAYKKH YV 3 OOJIBHBIX C
HeiipopudpomaTozom 1 THnA;

= TaMapTOMAMM JHCKOB 3PHTE/ILHLIX HEPBOB V 4
0O0JIBHBIX TYOEPO3HBIM CKJIIEPO30M;

= HeBYCaMH pajay:KKH (v 1 60/1bHOI0);
= CKJIepbI (V S 00JLHBIX);

= MeJTAHOMOMH PaJy/KKH Y MallHeHTAa ¢
HeiipoguOpoMaTOo30M.




Henpogmopomamos I muna. Ocpmanomonozuueckue
HPOS6JICHUS — 2AMAPMOMbL padyxcku (yzeixu Juwa)

Tyoepo3nstii ckiepos




CuHAPOM PO030BOH KOKH

coUeTaHHEe:

E OIIYXOJIM 1ne'ieHn, Opﬁl*lT,bl H IN'OJIOBHOT'O MO3T'a lIpH CHHApOME
((pﬂ?:ﬂBOﬁ KO/

Cunopom 0azabHO-KI1emo4H020 Hegycd,
He8yc pAoyICKU




Hegyc canvnix
Jcenies auneunvli

Heegyc Cemmona,
Hegyc CK1epul

Heupokooicntic menanos, negyc

CKJ/IEP bl




Oco0eHHOCTH OMYX0JICBOT0 POCTA:

* paHHsIsE MaH(peCcTAlUs 1 MHOAKCCTBCHHbII
XapakTep NnopaKeHusl.

* COYETAHMEC OIMYXOJICH OPOUTHI ¢ OIMYXO0JILIO
MEYEHU U TOJIOBHOIO MO3I'a,

* COYCTAHUE OILYXO0/IM 3PHUTEILHOI0 HEPBA C
OITYXOJISIMH I'OJIOBHOT'0 M CIIMHHOTO MO3ra,

* COMETAHNEFAMAPTOM JHCKOB 3PHUTE/IbHbIX
HEPBOB ¢ MHOKECTBEHHBIM I'aMAPTO3HBIM
MOPAKCHUEM TOJJOBHOTO MO3Ta M MOYEK

n ATpodus JHCKA 3pHTEILHOI0 HepPBa JHATHOCTHPOBAaHA Y 7
00./ILHBIX,

B OTCK AHCKOB 3pDHTC/IBHBIX HEPBOB- Y 13 G0aLHBIX ¢ ONMYXOJJTHAMH
IroJiopHoOI'o MO3ra,

= AHUZOKOPHA - ¥ 4 00/ILHBIX ¢ 00beMHBIMH 00 pa30BAHHAMH
roJI0BHOIO MO3ra.

= B ogHoMm cayuae arpodus 3puTeBLHON0 HEPBA COYETAIACH €
MHKPOPTAIBMOM ¥ pedeHKA ¢ TYOePO3HBIM CKJIEPO30M.

n bydransm zaperucrpuposan v 3 nanueHTos - y 2 jereii ¢
HeiipoduopomaTtozom 2 Tuna u y 1 pederka ¢ 00.1€3HbIO
IlITypre-BeGepa i TH:KeIbIM TeueHHEM BPOKIAeHHOI
rJIAYKOMbl, KOTOPASl HOCHJIA 3JI0KAaYeCc TBeHHbLIH XapakTep. Y
nepoukHu 14 jieT ¢ onyxo/ibio roJIOBHOTo Mmosra oyvdraiasm
COYETAJICH ¢ MYJbcalueil riazHoro 16/10Ka, KoTopas
YCH/IHBAIACH B MOJIOKEHHH JIesKa.

= Pexe ObL/IH THATHOC THPOBAHDBI TeTePOXPOMIA PATYKKI,
CTpadu3M, aMOJIHOTIHSL.




ATpodnus 2puTebHOT0 HepBa — TAKeIoe 3a00/IcBaHNE,
HPUYUHON KOTOPOIo SABISIOTCS COCTOSHWS MIPABOAMITINE K
pazpyIMeHno HEPBHBIX BOJIOKOH W WX 3aMEINEHUIO MIMO3HOH
U COEIMHUTEIILHOW TKAHBIO.

Ampoguu spumeiivnozo Hepea paziudaon Ha.

® TIEPBUYHYIO U BTOPUTHVYIO (BOCXOAAIYIO M HUCXOIAYIO) - B
3ABUCAMOCTH OT TOrO, SIBASSTCS M aTpodusi 3py TEJILHOTO
HEPBa caMOCTOITEbLHBIM 3a00JIEBAHUECM, WA CIICACTBUEM
JAPYIroro 3a00J1eBaHus:;

® YACTHYHYIO U TTOJHYIO - B 3aBHCHMOCTH OT TOI'O, B KaKou
MEpPE MOPAKEH 3pUTEIILHBIN HEPB;

m CTAIAOHAPHYIO U [TPOrPECCUPYIONYIO - B 3aBUCUMOCTH OT
X0Jla TEUCHUS DOJIC3HHU.

ATpo(us 3pUTE/IbHLIX HEPBOB

s B TO#, I HHOH cTelleHH
BbIPaKeHHOe CHILKeHIHe 3PeHsI.

s [lo.qe SpeHHH KOHIEHTPHYCCKH
CYRACTCH, BHIAB/IAIOTCH CJICHILIC ITATHA
- CRKOTOMBEI,

s [lporpeccupyromas arpodus
XaparTepuIyeTcsl HeyKJIOHHBIM
CHHZKReHUEM 3peHHs], CTAIHOHAPHAS -
CTAOHIH3AIHEH 3PUTEIbHBIX (PYHKITHIL

= IHarHoz oCHOBLIBAETCS HA
XaparkTepHon o(hTaTbMOCKONMUYECKON
KApTHHE H HApPYIIeHHH 3pHTETbHbIX

EnegHocTb BUCOYHEIX
CEeKTOpOB AMCKE

BNeaHOCTE BUCOYHBIX

q’yﬂl{uﬂﬁ. CeKTOPOB AMCKa

alIporno:z cepnhesHbIN.

= Ha coxpanenue 3peHHs MOKHO
PACCUHTHIBATH MPH CTAGHIN3AIHH
YaACTHYHOH aTpoduH.



s Mukpodpraasmusa - yMeHLIICHHE IJIA3HOI0 10.,10KA B pazMepax,
BTOPHUHBIN 3HO(TAIBLM, IT03 1 KOCOTIAZHE

Miukpodrams

OmnyxoJib TOJIOBHOrO MO3ra, OpOUTHI M 3pUTEJILHOTO HEPBA Y
NalUeHTKH ¢ HerlpoduoOpomatosoM I tuna. CoctosHue

IMOCJIC OIICPATHBHOI'O JICHCHHU A
¥ TR 'n"""ﬁﬁf-'_ﬁ”"“j i




S 4

Tyobepo3nstii ckaepos,

drcuondmius cemuaddmKiKu

Cunopom Knunneas-Tpenone,
AHZUONAMUS CEMUAMKU




-

bonesznv Panow-0Ocaepa,
AHZUORAMUSL CEMUAMKU

Cunopom neoepoicanusi nucmenmad,
AHCUONAMUSL CEMYAMKU




) Cuaapom MaxKerona-
OnOpanta.
Pacxoasimneecs
KOCOIIA3He.
Jedninnt homaTHEro
KA

Marxrona-Oabpaiira
CHHAPOM Y MATEPH.
Aegpuyur ghoaaraoro
I{HKAR. SAOPOBbIE
AETH




MHOKECTBEHHBIN XOHAPOMATO3




Rinaldo, Matern, Bennett. Annu. Rev. Physiol. 2002; 64: 477502

MuToxonapuaabHbIe 00J1¢3HI U

OMDTATBMOJIOTHIECKAS

nHaToJ0oruy

Tg)aHCI'IODT KHUPHBIX KUCIOT K [3-OKUCneHune
1

g-C g fatty acids

- Carnitine C,-C,, fatty acids

Carnitine

Long-Chain Transporter

Fatty Acid
Transporter

Carnitine nitine

Acyl-CoA

C1B
— Acyl-CoA

Acylcarnitine

Acylcarnitine

Carnitine

Acyl-CoA

FADH, FAD*

| Steroidogenesis

| Ketogenesis l

FADH,

Acetyl-CoA FAD*

y O NADH+H
NAD"  NADH+H"

Acetyl-CoA NAD*

Plasma
membrane




MuroxonapruanbHas JIHK

ADPD E %%

/bEAF 155560 O (Mow 1s257A N

. LHON 14484 C
Ao ENEAS RS o s A

ATPase 8

- BonesHb Anbureinmepa
/ BonesHb [NapKUHCOHA;

- HENpPOCEHCOpHan
rnyxoTa;

- HacneacTBEHHad
HelpoodhTansmonaTua Jlebepa;
- LHON u auctoHus

(MUTOXOHApUAnNbHas
MuonaTua, aHuedanonaTus,
nakraT-auMaos u cygoporm);

- MMOKNOHanbHag
anunencusa B co4eTaHumn ¢
"pPBaHHbIMU" KpaACHbIMU
MblLU€YHbIMU BONTOKHAMMU;

- HeponaTusa, aTakcus un
MUIMEHTHbLIN PETUHMUT;
- NeTanbHas
nporpeccupyloLlas
SHUedanomuonaTus




n VUmoXoHopudiibHble OONCSHI -
FCTEPOrCHHAs Py 3a00JICBAHNMN,
OOy CIHOBJICHHBIX TCHCTUYECKUMMU,
CTPYKTYPHBIMA, OMOXUMHYECKAMU
Ac(pexTaMu MUTOXOHAPHAN 1
HAPYIIEHUEM TKAHEBOI'O JIBIXAHUS

JInarHoctnika MATOXOBAPAAILHBIX
HapyLIcHnn

MronmarAge CKry CHHIPOM

s MEnmegnas ¢cnadocTh, THIOTOHHAS 1
aTpPOhHHs
m Muanrun

s CHIKEHHAC TONEPAHTHOCTH K (DH3UICCKAM
Harpy3Kam




llopaskenve HeHTpAILHON U
nepudepnuecKor HEPBHOM CUCTeMbI
s PecrimpatopHbIN AUCTPECC-CHHAPOM
s HapylicHrc NCUXOMOTOPHOTO PA3BUTHA
s Cyaoporu
s ATakcus
s [lupammaHele paccTponcTsa

s HapymieHue co CTOpOHBI T1a30ABUTATCICH
(HapykHas o()TaTbMOIUICTHSA, TITO3 U Mp. )

» [lonmuHEBpOIATHS

M

e

JleBoCTOpOHHSS 0P TAIBLMOILICT U,
MOJIHBII TITO3 JICBOT'O IJ1a34.




llopaxkenne neyeHn
= [Iporpeccupyromas renaroMeraima
s Oudpos neucHn

s JBJICHISA NEUYECHOYHON HENOCTATOMHOCTI
Ilopaskenne cepana
» ['uneprpodputeckas KapImoMmnonaTusi

Ilopaxenne nmouex

s Tpuaja ®ankoun (pocharypusi, 1JIH0K03ypusi,
AMUHOALIWLYPLisT)

IHAOKPHUHHbIC HAPYILICHYSI
m JjiepiKKa pocra
s | HnoranKemMus
Ilopaxenue ciayxa
m [eiipoceHcopHas riuyxora

Ilopaxenne 3peHns
m ATpodus 3pATEIILHBIX HEPBOB
m [[urmenThas jiereueparys ceT4yaTku
s Karapakra

Hapymenms

KCIIYJOYHO-KHUINICYHOI'O TPAKTA
m [loBTOpHAs prota
m /lnapes
m [JaHkpeatut




SPUTEJIBHOI'O HEPBA ATPO®IA BPOARJIEHHAA

Paznuuaion 0se dhopmbl 3a001e6anisi.:

s PeneccreHad Gopaa arpodiii 3pHIEIEHOTO HepRa HAUMHACTCA B
TIEPBBIE TOMBL, MHOTIA MPOARTAETCA ¢ CAMOTO POMICHII.
3peHie OTCYTCTRYET 00 SHAUNTENHHO CHIKEHO.

n JlovmHAHTHAA BHopMa TPOARIAETCH ¢O MIKOMBHOIO BOZPACTa B
BHJIE TOCTeIICHHOTD HOHMIKCHIS 3PCHIA.

»  ATpodiid 3pUTeNbHBIX HEPBOB B 5TOM CIIyHdae He IPUBOMUT K
CIIETIOTE, Tak Kak HepUepUaecKoe 3peHie B 3HAUNTEIHHOM
Mepe coxpamgercd. UTMedaeTesd Halitune CHHE-7KeITon
Avxpomartoncuit. VizyeHerns Hoid 3peHis 3aKiiodaioTesd B
XapakTePHbIX eHTPaTbHBIX 1 HapalleHTPalbHbIX CKOTOMAX.
Ha raazHoM AHe MnieeTcd MpocTasd aTpothis 3pUTEIbHBIX
HEPBOB ¢ IIPENMYIIECTBEHHO BUCOTHBIM 1 TToONneTHeHrenM. 15
OOJTACTH MAKYJIEL MHOT /I8 HAGMOACTCA CIIETKA EBIPAKEHHRS 5 B
IATMEHTAIIE U CTYIICBAH MKy IADHbII pethiexc. lIporsos e
[IPY PELICCCUBHON (DOPME TAFEIIBIN, TIPU JOMIHAHTHON —
OTHOCHUTEIHHO OIarONpPIATHBLIA.

s [ mcTonormmeckn HaGJHO,Hae’I‘CH ACCTPYKIINA HCPBHBIX
BONMOKOH H 3aMENTETIHC P TIIAOZHON 1 COG,I[I*]I—[PITBJ]LHOfI
TKAHHIO.

CETHATKH JAET'EHEPAIIUA IITMI MEHTHA S

(PETUHHUT INNUT MEHTHBIN)

n [irsvenrasiiz petvmmt (I1P) — rpyrma
TeHETHUHMECKN PA3HOPOIHEIX 3a00ICBaHNI, =

KOTOPHIE XAPAKTEPUZYIOTCA TEMHOBON CIENOTON 1 3
HAPYIICHVEM IO 3PEHI. g >

= B GONBMMHCTES CIIYIACE Ha MOMEHT Hadama
2a00MeBaHIs OCTPOTA BPEHNA He CHITAACTCH,
NOZAHEE MOKET MPONZONTH yTpaTa HeHTPaTbHBIX
NIOJIEH 3PeHIE, CBAZAHHAY € ZalHEeH KallCyIApHON
KaTapaiToN il OTeKOM MAKYIAPHON ODIACTI,
HACTO colpoBokaaromx [P

n Pammre nzneHeHNd ToNe 3peHid BUIHBD Kak
HeDOIBIIE CKOTOMBI TTepUGePHITHEIX OTASIOR
CeTHATKI, MIOCTENeHHO CIMBAACh 1 00pazyd
TePUBEPIHECKYIO KOMBIEBHIHYIO CKOTOMY C
HOCIISAYIOIIMM CYKEHIEM IO 3PEHUS.

s a rmasHom e [P nposergeTca HAMTIUEH
AT MEHTHBIX OTJIOMEHNI B 0DIACTH SKBATOPA
(«KOCTHBIE TeNbIay ), CY/KEHIEM apTepril 1
BOCKOBHITHOM aTpohrel 3pUTebHOTO HepBa.




XPYCTAJIHKA NOMYTHEHHUE HACJEJICTBEHHOFE
(KATAPAKTDLI HACJHEACTBEHHDIF)

I. Kaﬂcyﬂﬂpﬂble HJIH RANICYNO-JICHTHRYJ/IHPDHbBIC KaTapaRkTbI:
‘NnepeaHAA NMOJITHPpHAHA,

‘IlepeIHAd Kalcy/JadpHas,

*3a/THAA NOJISIPHAH,

*3a/IHAH RalCYJ/JIHApPHau.

SajHAA TIONAPHAA KATAPAKTa [lepepHsada KarcyIsapHas KaTapakTa

XPYCTAJIMKA INOMYTHEHHE HACJIEACTBEHHOKE
(KATAPAKTDLI HACJHTEACTBEHHDBIE)

1. KﬂTﬂpﬂR’I‘bI, PA3BHBAKIIHECH B HOPMAJIBHOM XPYCTAJNHRKOBOM 3aYaTKe.
* 3BEe3aMATAH,

* pa3opBaHHasA HAABOE,
* NBeTHAH,

* 3M6pHOHHﬂﬂ HnepeqHAd AKCHIVIAPHAH,
¢ TOUYCUYHAH,

¢ HeEHTpAJABHAH NBLICBHIHAH
* AdepHan; 30HYJIHPDHAH

] -
-
. - i L

BBEBI[T-IaTElH KaTapaxTra

BposkieHHaa aepHas KaTapakTa

Beneunag KaTaparTa




XPYCTAJNUKA HOMYTHEHHE HACJIEJACTBEHHOE
(KATAPAKTDLI HACJHEACTBEHHDIF)

III. Karapaktsl, pazBUBatOMMEcs HA aHOMabLHOM
m XPYCTAINKOBOM 3a9aTKE:
= BEpeTeHOOOpa3HAas:
m JIUCKOBUHAS WA KOIbIIEBUIHAA,
B KPUCTAILIMYECKAs KOPAJIOBUIHAS.

K]_JHCTEIJIJIPI'LIE CKad FaTaparTa

XPYCTAJIMKA INOMYTHEHHE HACJIEACTBEHHOKE
(KATAPAKTDLI HACJHTEACTBEHHDBIE)

IV. lHoanas MemépanHas WiH puOpo3HAA KATAPAKTA




JapHbIe MOPJOIOTMUECKAX NCCISHOBAHNN,
CBUICTEIIBCIBYIONINE O PPy O0oM HATONONAN
MUTOXOHAPYN

s [Ipomud)eparivsg MATOXOHIPHIA

s [lomumophusm MUTOXOHAPUHN ¢ HAPYIICHUCM (DOPMbI
U PAa3MEPOB. AC30PTaHU3AUMS KPUCT

s CKOMICHUSI aHOMAIbHBIX MUTOXOHAPUH MO
CapKOICMMOU

n [lapakprcTaTMICCKUC BKIFOYCHNA B MUTOXOHAPHAH
= Hanuuue MexQUOPULISPHBIX BAKYOICH

Cunapom Kepuca-Cenpa

x 3abo./leBaHNd NposB/IseTcsl B Bo3pacte 4-18 Jier
n [Iporpeccupyoinas Hapyxaas oQprajibMoILIer ns
s [lurMeHTubIn peruanT

s ATaxkcusi, HHICHIIHOHHBIN TPEeMop

= ATPHOBCHTPHRY. SIPHAA 0/10KA1a CepAa

s [loBbimenne yposus Oejika B niepeOpocnnHATLHOM
swmpocTu oodiee 1 r\un

= "PBanbie" kpacubie BoJ1oKkHA B OMonrarax cxkeJIeTHbLIX
MBI




HacnencrBeaHas arpodrs 3pUTEIbHBIX
HepBoB Jiebepa

s MarepuHckuii THII HAC/Ie/JOBAHUS
n JleOloT 3a00/1eBanns B Bozpacte 20-30 jier

| OCTpOG WIN MogocTpoc CHUYRCHNEC OCTPOTHI 3PCHUH HA
O/IHH H/TH 002 rJ1aza

s Coveranue ¢ HEBPOJIOT HUECKUMHA U KOCTHO-CYCTABHLIMH
HAPYIIIe HHSIM I

s MHKPOAHTHONATHS CeTUYATKHA

n Hporpeccnpylomee TCHUCHHC C BOCMORKHOCTHIO PEMHCCHHI
WIH BOCCTAHOBJ/ICHHH OCTPOTLI 3PCHHH

SPUTEJIbHOI'O HEPBA ATPO®US JIEBEPA

PacwwpeHwue aKkCoHOB

YTparta HepBHbIX —f
BONOKOH
|

BneaHoCThL AMCKa

PacluMpeHve akcoHoB —%
f

Y\ | MepunanvunnapHbie
— | TeneaHrmaKTasmum




Cranapom NAPR (AeBpomanns, aTaKkchs,
HATMEHTHBIN PETAHNT )

MarepuHCKI THIT HACIE 0B AN

Coucranue HEBPOUATHH, ATAKCUN U HUIMEHTHOL'O
pernHnTa

3IePKRKA IICUXOMOTOPHOI'0 pa3BUTNA
Jdementis

Ha/muue "pBaHbix' KpacHbLIX BOJIOKOH B
OHMONITATAX MBLIIIICYHOI TKAHN

Cunapom MERRF (MuokmoHyCc-30uICOCHS, "PBAHBIC"
KPAaCHBIC BOJIOKHA)

MaTepuHcKnii THII HAC/Ie{0BAHNA
/le6roT 3a00/IeBaHNA B Bo3pacte 3-65 jrer

Muormonnueckas >SNIICNCHsI, ATAKCHA, AeMeHI[HA B COYeTAHNHN
¢ HeilipoceHCOPHOIL IIyX0Toii, aTpodueii 3pure/ILbHBIX HEPBOB H
HAPYIIe HIAME TJIy00KOH YYBCTBUTEIHHOCTH

JlakTaT-anmmos

IIpu npoBegennn 31 ob¢c1e10BaHNsA BRIABIAIOTCH
reHepaain3oBaHHubIe YIMIICNTHYCCKHE KOMILIEKChI ' mormcmaiik-
Menrennasi BoJtHa"

"PBanbie" KpacHbIe BOJIOKHA B OHOIITATAX CKeJIe THBIX MBIIIIII
IIporpeccupyioiiee reuenue




MumoxoHapranbHbIE SHITE()ATOmATAN

Cunodpom Jles (nojgocrpasi HERKPOTUZHPY IOIIAS
SHIECPATOMUCTONATI )

= HAPACTAINAS MBINIEYHAN ITHIOTOHUS,
B ATAKCHS H HUCTAI'M,

= NHpaAMHAHbIE CHMITTOMbBI,

m OpTAJALMOILIET HSI

= aTpohus 3puTe/IbHLIX HEPBOB.

B KAPANOMUOMATHS

B JICTKHI MeTA00 I eCc KMl almnIos.

4
e

v

V= Y

¥

)

MHTOXOH,Z[pHaJ'IbHaH 00JIe3HD
[MpocekBeHUpOBaHHbIA reH TPHK — nusuH.
HailgeHbl MyTaumm 8836A/G (metfval), 8472C/T(profleu?), 8614T/C




MuTtoxoHapHanbLHAsS OOJIC3HD

[MpoBeaeH nonHblii cukeenHc MTAHK. Hanpaenbl myTaumm 1888G/A,
2706A/G, B8697G/A, 8860G(thr/ala), 11251A/G, 11719G/A,11812A/G,
14687A/G, 14766C/T, 14905G/A, 15326A/G, 15452C/A, 15607AJG,
15928G/A.

[MpoeeaeH nonHblA cukBeHe MTAHK. HangeHbl myTaumm
14470T/C, 14766C/T, 15326A/G.




JMepnmuT (poTATHOIO NUAKIIA,
FHINOMETHIAPOBAHNAEC, HAPYIICHNE
0O0OMeHa MEeTHOHNHA

YuukajnbHbie (PYHKIUM METHOHNHA

® YUYACTBYET B PCAKLMAX TPAHCMETHIHPOBAHMUS
s CIYKHT JOHOPOM MCTHJIbHBIX TPYIIIL;
= B cuHTe3¢ OMOTOTHYCCKH aKTUBHBIX BCIIICCTB;

s [[puHHMAET yUaCcTHE B CHHTE3€ HYKJICHHOBBIX
KHUCJIOT;

» JBIACTCSA aKLICOTOPOM MCTHIA AJIA J-
METHJICHTUAPO(OIaT-rOMOLIUCTCHH-
meTuiTpancdepassl (MCTHOHHH-CHHTA3BI).




buojiornuecrasi (pyHKUysi METMOHNHA

s HezamMeHuMasa aMHUHOKHUCIOTA
s Kommonent amunoarii TPHK OmocuuTassl

s KoMmoHeHT MeTadoam3Ma TIIHIIHHA, CCPHUHA H
TPHAHUHA

s KOMIIOHCHT THCTHIMHOBOTO OOMEHA
s KOMITIOHCHT METHOHHHOBOIO META00IN3MA

s KOMIIOHEHT CEIECHOAMHHOKHUCIOTHOTO
METa00IHN3MA

s KOMITOHCHT THPa3HHOBOTO METAdOIH3Ma

m [ eHHbIU ROAUMODPU3M - ITO
N3MEHEHHs B
[OCJIeI0OBATE/IbHOCTSAX CTPYKTYPbI
reHOB, BCTPEYaKLINecs C
Pa3JIHYHON YaCTOTOH U UMEIOLIHE
BJAMSAHNE HA (PYHKIHIO OCJIKOB.




l'emn MTHFR

m Jlokasm3zauus — 1p36.3.

m /linHa koaupyrwwero peruoHa — 1980
I.H.

m [HociienoBaresibHOCTL AK
IBOJIIOLIMOHHO COXpaHeHa

m CTpykTypa — 11 3x30H0B asimHou o1 102
10 432 n.H. U UHTPOHOB JJiMHOHN 250-

1500 n.H. (oauH — 4200 n.H.).

KOHHCHTyaHBHaH OMOXIMIS B q)H?.HO.]IOFHH roMonucruga

T pascavmmn-

Metnonus poBage

B12 ,/‘—‘“\

B11 "

R
Q MHTFR ) = I'omormmceTeny -

S~

/"'f—_———%\”x
CBS )
~—_—B6




Yacromsl ceHomUNos i aiiefieli HoauMopusmos
Co7/T MTHER u A66G MTRR e estbopke nayuenmoe

T I'enoTnHnbI B Koa-Bo o Ozaniaemast
oJIIMOphHEIMbI i o Yacrora, % 4acToTA
reHoTHIIOB, %0
N=1238

&1 999 43.5 519.96/ 42.0
S TT 104 3.4 111.42/9.0
MTHFR 8 395 48.1 606.62/ 49.0

& 70.0

0 30.0

AG 351 41.4 606.86/ 49.0

GG 450 36.3 402,22/ 32.5
Ao6oG AA 276 2255 229.00/ 18.5
MTRE A 43.0

G 57.0

Hacmonbl pAcHpedereHiis KoMAayHo0e nouMopguses
Co77T MTHER / A66G MTRR ¢ eviOopxe nayueHmos

Kovimaynasr C677T/A66G K‘:IJ:]E:[EB?;?B Hacrora, %
Co77T Htzg/ A66G Htzg 275 18.0
Co677T Htzg/ A66G Hmzg 209 I 1)
C677T Hmzg/ A66G Htzg 40 5
Co677T Hmzg/ A66G Hmzg 42 3.4
N/N 147 LS
Co677T N/ A66G Htzg 249 20.1
Co677T N/ A66G Hmzg 199 16.1
Co677T Htzg/ A66G N 107 8.6
C677T Hmzg/ A66G N 22 L/




Yacmonvl ceHOmunoe i avienet noaumopgusmos Co7 71 MTHER u
A66G MIRE ¢ coioopke Marepeii, UMeouiny oemeti ¢ CUHOpoMom

Jayna
Mo mvo ppuzmbi Fengg:g;:lﬂ é‘ﬁ;ﬁi Hacrora, %
N=37
Gl 18 48.6
C677T M 2 5.4
MTHFR (£ 17 46.0
£ 70.3
ir o
AE 14 37.8
o GG 13 55,7
MTRR AA 10 27.0
£ 46.0
G 54.0




Kaaccudpyxauyst (N, Blau et al., 1996)

Hapyutenue— Pacnpeoeaenue no Horanu- Ne MIM
ROPAICCHABLI KOMIO HER I IHKAHAM sauun
Xpomocom
10.1 MeTHOHHHAIEHO3HJITPAHC- ITeuenn 250850
tdepaza (MAT) neuenn
10.2 IlucTaTHOHHH OeTa-CHHTA3A ITeuens; roToBHOH MO3T; 21qg22.3 236200
(CBS) JUM$PoBIacThI; KYJIBTHBHPYEMBIE
pubpodiacTbl, AMHHOIHTBI H
XOpHaJIbHbIE BOPCHHBI
10.3 I'amma-iucTaTHoHa3a (CTH) ITeueHn; aumMPobIACTEI; 16 219500
10.4 CyasduTtokcHaaza, H30JHpo- ITeuenn; noukwu; AérKkue; cepaile; 272300
BaHHafd, WIH kKodakTop MoaudaeHa | aum@obaacTel; XopHalbHbIe
10.4.1. Tum A BOPCHHBI; KYJILTHBHpPYEMEIe
10.4.2 Tun B $pubpodiacTbl H AMHHOIUTEI
252150
252160
Knacenduxaums (N. Blau et al., 1996)
Hapyuierniie— Pacnpeoenenue no Jdokanu- | Ne MIM
ROPANCEHHbLIL KOMAOH LM MKAHAM 3anuA
Xpomocom
10.5 5,10- Ieyens; muMpormThI, 1p36.3 236250
Metuaenrerparuapotoar- JUM(pPOOJIACTBI; XOPHAJIBHDIE
peaykraza (MTHFR) BOPCHHBI; KYJIbTHBHPYeMbIe
(PpudpodAaCTHI
10.6 MeTHOHHHCHHTA3A IeyeHb; KYILTHBHPYEMbIE 236270
(MeTHaKobamamun) cblE, cblG $pudpodIaCcTBI H AMHHOITHTBI 250940
10.7 Mertnamanonni-CoA- IlevyeHn; KYJILTHBHpY€EMbIe 277400
MyTa3a ($puOpodIACTBI H AMHHOLIUTBI 277410
(2JeHO3HIKO0DATAMHH) H 277380
MeTHOHHHCHHTA3A
METHJIK00ATAMHH)




HepocrarounocTh HucTaTnonnn oera-cunrasza (CBS) (no

N. Blau et al., 1996)

Cucmend CUMBHOMBUMAPKEPLI Hem- | Bspoc-
CKiil Jdbie
GOGPUCIH
Cnenundmieckiie IKTONUA XPYCTAINKOB 1232 =5 -
KJANHHYecKIe YmMceTBeHHAs 0TCTAIOCTh -~ £+
CHUMITTOMBbI TpovmoosmbonuecKne - -
OCJIOYKHEHU S
Crnenunduaeckue Ocreonopos -k =
KIANHHYEeCKIe
CHUMITTOMBI
ConenuaabHas MeTHOHMH B ILIA3MeE KPOBHU
JIAGopaTopun I'omonucT(e)nH, cBOOOIHBII

/o01IHil B MJ1azMe KPoOBH
I'omonpcTeHH-HCTEHH B
nJiazMe KpoBH

IMucrun B U1azme

1 'omoneTiH B MoYe
I'omonpicTeHH-ICTENH B MOYe
IIpo6a Ha HUTpOHAHHT B MOYe

+ S = s

+ o = o

HegocTaTodHOCTL MACTATHOHNH OeTa-cuaTa3a (CBS)
(no N. Blau et al., 1996)

Cucied

Cumnmomel MapReper

emc-Kitil
6O3pUCH!

Bipoc-
JAbLe

1HC

YMCTBEHHAA 0TCTAJI0CTh
ITenxnarpuyeckne CUMIITOMbI
Ipucrynsi

Hudaprrbi

I 1aza

banzopyirocts
IKTONUA XPYCTAJINUKOR IJ1a2a

CreleTHAA

Croamnos
ApaxHoJakTHIHNA—«MapgpaHo-
UIHbIE TIPUZHAKID)

edopmaniny rpyauHbI
BajasrycHas qedpopmanng KoJjieHa
Octeoniopo3s

B H B B H | H B BB BB

H H H H H | H B HHH

Cocyaucran

Orxrmoznn

H-

H_

JHepmatoJsiorndecKkas

IIpnauB KpoBH K JHILY

H

H_




Hepocrarounocts S,10-mMeTuiienrerparuapodoiarpeykrabl

(MTHFR)
(no N. Blau et al., 1996)
Cucmema Cumnmomot/ Hemckui Bapocisie
MaApKepol 603pacH
Crnenudpuvecrue YMETBEeHHAA O0TCTAJIOCTE -+ +
KRANHNYCCKRUEC
CUMITTOMbI
Crnennaanaaa MeTHoHUH B ILJIa3Me KPOBH n wiM | n wiM |
n1aGopaTopua I"'omonmct(e)uH, CEODOAHBIN 3 T
/00IIIHH B IJ1a3Me KPOBH
T'omoncTeNH-LIUCTEHH B i 1
Jiazmve KpoBH
IIpo%a Ha HUTpOLIHAHU B & +
MOoue
I'omonpicTiH B Mo4e i 1
IMucrtatHoHuH B MoYe n uwin T n i 7
5-Metun-THF B IICK ! Il
AHomasbHas 3T -+ =k

-
Hepocrarounocts S,10-mMeTniienrerparuapodosiarpeykrasbl

(MTHFR)
(no N. Blau et al, 1996)
Cucriema Cumnrmomot/ Jemcruil Bspociie
MApKepol 603pacH

I1MHC YMCTBEHHAA 0TCTAJI0CTD =+ oo
Hapymenus nmoxoaxku = +
lHenxnarpuueckue =
paccTpoucTBA
Mukpouedaann == =e
Ilpucrynbi e =

Cocynucrasn Oxxno3snn == =

MbnneuHas CaabdocTh B KOHEYHOCTHX - o




POYHKIHOHAILHAA HEJOCTATOYHOCTh MeTHOHHHCcHHTA3LI (cblE, cblG)

(no N, Blau et al., 1996)

Cucmemd Cumnmonrisl/ Hemcknii | Bspoc-
MAPReEPbY 603pac Jibte

Cunennduyeckue OrcraBanue B pa3BuTHN y:- +

KINHNYECKHEe Merai00/iacTHAA AaHeMIA - +

CHMIITOMBI

CrenuajibHas I'omonucTuH B Mo4e T T

JaGoparopusn MeTHoHHH B ILIA3MeE KPOBH l-n l-n
I'omonucr(e)un, cBoOOHLIIN i i
/o01mnii B 11azMe KpoRU

Oo6b1uHan MakpouurapHas aHeMusi + =

Jadoparopusn AnovanbsHas D1 =+ =+

.
PDYHKIHOHAILHAA HEJOCTATOYHOCTh MeTHOHHHCHHTA3LI (cblE, cblG)

(no N, Blau et al., 1996)

Cucmend Cumnmonrtot/ Hemcerxnii | Bapoc-
MApKepvl 6ospacm Jle

IMHC KT: arpodun rojioBHOro == =
MO3ra
YMeTBeHHAS OTCTATOCTD = L
I'umnoronus —= +
I pucrynni - =
Hapynienns noxoaku = =
llepudepnueckas =+ ==
HeBpOHATHSA

Ili1aza Huerarm + +
AnoMaabLHAS -~ +
3JIEKTPOPEeTHHOT pAMMA
IHonm:xennas ocrpora =L +

3peHus




Hepocratounoets eyiibdurokennassl (no N. Blau et al., 1996)

Cucmema

Cumnmomsi’
MAPKEPBE

Hemc-kitit
eo3pacn

Bipoc-
Abte

Crneunduueckue
KJUHHYECKHE CHMIITOMbI

HpHCT}"l’[bl, He IMMoJJdanIIHeCH JeUYeHHI
DJKTOINHA XPpYCTAJHEKOR I'1a3a
Ba;[epmlca NCHXOMOTODHOTI'O pAa3BHTHA

+

+
+

O0bIunas JadopaTopus

IIpu HegocraTouHoCTH KodakTOpa
MOJHOTeHA:
MOYeBafl KHCJI0TA B IIJIazMe
MoYeBas KHCJI0Ta B Moue

CrnenpajbnHas
nabopaTopus

Tect Ha conep:xaHue cylbdHTa B MOUe
S-Cyab(douncTedH B 1J1azMe
S-CyabdoiicTedH B Moue
Taypun B mnazme
Taypun B Mmoue
CyabsgaTt B Moue
I{ucTuH B n1azme
Tuocyasgar B moue
IIpu HegocTaToOUHOCTH KodaKkTOpa
MOJHOTeHA:

KCAHTHH B MOYe

TUNOKCAHTHH B MOYe
MPT/KT: aTtpodus roioBHOro Mo03ra,
AHIATHPOBAHHEIE SKeJIYI0UKH

— e e D — + |——

—_——

— 33y + [#——

H——

-
HBI[OCT?ITO‘IHOCTI) Cy.]_lbq)HTOKCHI[le%BI

(no N. Blan et al,, 1996)

Cucmena Cumnmomot’ Hemckun | Bspoc-
MAPKEPSI sospacm abLe

ITHC AKcHAJILHAA THIIOTOHHSY +
nepudpepHIeCKAs] THIIEPTOHHA
(OcHOBHBIEe MOTOPHBI€E IIPHCTYIIbI + =
OtcTaBaHHe B pa3BHTHH +
I'emunuierusi, araxcusi, XopeenogooHbIe i
JBHKEeHHUS

Inaza IKTOIHA XPYCTAIHKOB

AKenynodHo-kHIIeYHbIH | 3aTpyAHeHHS IPH BCKAPMJIHBAHHH ik

TPaKT




@O YHKIHOHAJILHASA HeJ0CTATOYHOCTh MeTHIMAJTOHII-CoA -
MyTa3bl H MeTHOHHHCHHTAa3bI (cblC, cblD, cblF) (ro N. Blau

et al., 1996)
Cucriena Cumnmompt/ Hemcrunt | Bapoc-
MAPKepbl 603paCH Jibie
Cnenndguyecrue Or1craBadue B pazBUTHH =+ +
RIANHNYECKIE 3ajlep:Kica B pazBUTHH + o
CUMIITOMbI Meraao6/iacTHas aHeMIsA £
CnenuainLuasn I'omouncTiH B MoYe 1 i
TabopaTopHs MeTHiMaloHOBAHA KHUC/I0TA B 4 1
MOUe
MeTHOHHMH B IJIa3Me KPOBH l-n l-n
I"omonict(e)uH, cBOGOAHLIN & 0
/oOIINI B IJIa3Me KPOBU
Obb1uHas MagrpouutapHas aHeMUs +
JadopaTopusi I'nnepcermenTo-siiepHbIE =
IpPaHYJIOLUHTHI
Tpomooumronenns +

(I)YHKI[HOHaHBHaH HeJOCTATOYHOCTE MeTHIMAJI0HHI-CoA -

MyTa3bl H MeTHOHHHCHHTA3BI (cblC, cblD, cblF)

(no N. Blau et al., 1996)

Cucriema Cumrrmomot/ Hemcrkuit | Bapocist
MAPKepbl 603pacH e
LHC YMCTBEHHAs 0TCTAJI0CTD =5
I'nnoTonns = +
Jletaprus o=
Ilpucrynbi =
MbIeyHaa ClACTHYHOCTh =
Muegonarusa ==
Hapyumienune noxoaxu £
Hapyiennaa peus ==
JemeHnms +
OcTpbId 1ICHX03 ==
I'naza JlereHepanuda ceT4aTicH ==




HexocTarounocTh raMmMa-1mmueTaATunonasbI
(no N. Blau et al., 1996)

Cucmemna Cumnnmiompl/  Hemcerun | Bzpocisie
MApKepot so3pacm

CrienuduiccKie OTCYTCTBYIOT
KIIMHUYECKUE
CHMIITOMBbI
CrenuanbHas [TucTatnoHuH B mwiazme | T i
nAadopaTopus KPOEH

[lneTatnoHnuH B MOYE 1 0

|

Kannnueckne npus3Haxkn KAACCHYCCKOI IOMONHCTHHYPpHHA

s MenrajinHas peTapiannusa

m [Icuxnyeckne HAPYIHICHHH

s Cygoporn

s CKejleTHBIC HAPYIIeHHS (JO/THXOCTEHOMeJIH )

s CocyaucTble HAPYIIeHHsI, BRIIOYAKOIIHE
apTepHaAJIbHbIe TPOMOO03bI (ApTePHATILHY I OKKIH3UI0
KOPOHAPHBIX, NepedpabHBIX U NepH(epHIecKHX
COCY/I0B) H BeHO3HbIe TPOMO03bI (BKIIOYAs MO OJIUIO
JIETOYHOH apTepnn)

s OcTeonopo3s

u I[HCHOKEII[HH XpyCra/inka, MHOITHA, HPHIO0JAHHE




I loABBIBIIX

XPyCTAAHKA

Caumkn nipog. Gerding, Olten

Y 17 (2,71 %) nanuenToB 00HAPYAEH KOMITAYH/L
romosuror 677 C/T MTHFR n 66A/G MTRR

OcHoBHBbIe KINHHYeCKHEe IPOABJIeHHS: Yacrora,

(%0)
becnioane 18,2
AHeBpH3IMA A0PThI 9.1
Bapuko3Hoe paciinpeHiie BeH HUKHHX 20

KOHe4YHOocT el

HapyuieHnne 3HepreTHYecKOro o0MeHa 36.4
Bpoxjiennasn katapakra y pedGeHKka 9.1
3anep:kKra NCUX0-MOTOPHOI0 PA3BUTHA 18,2




Markasa

romopucTunypuaAa

Kommaymp 677 C/T MTHER
B TOMOZULOTHOM COCTOAHIUHA
u 66A/G MTRR B
reTepo3uroTHOM COCTOAHNN

Heaocrarounocte MTHER C677T (htzg) u MTHFER A1298G (htzg)

Anarnos: Xponnueckuii annedasnTt (repnernyecKiii 1 HHTOMETaAOBHPYCHBIIT ). DnHaencH,
TeMHTIAPE3, 3AACPKKA PeUeBOrs PasBUTHA

KRPO16
Cucmena Curmonel/ naprep sl Jemeruiy
eospacm (13
e
CreTphmeckie HudarmipHag STHNSITHIeckasd SHIe(hamomaTi, B .
KITHHIUECKHE CHMITTOMbI I porpeccupyromad YMCTBeHHAD PeTApJalFl POMOCIOBHOM:
Hepponornaeckrie 1 NCHXHNeCKie paccTponcTRa, M0 (PEHNA,
HHCYIIBTHI,
HH(JAPKTHL,
CIeIIIaTbHBIC OMOTITICTIE B MO'e gﬁ%%{%%
TMa0OPaTOPHbIE NMeTHiManoHOBad KHCIoTa B Motde i
00CIeAOBAHNAA METHOHHH B IJIa3Me KPOBIH ApTepii
[ OMOMHCT (S }HH B IIashic KPOBH

(ODBIYHbBIE TAOOPATOPHBIE
OOCIE LOBAHIA

MakpolurapHad aHeniA
[ AllCpCeTMEHTO-djlcPHbIE TPAHYIIOMIHTHL
TpoMOOLUTONEHIA

HaC

MHOKecTBEHHBIE COCYANCTRIE OYarh

[ HTTOTPOMHSI MO3OIIACTOTO Tela
BHEIIHAT B YMepPeHHasd BHYTPEHHSS THAPOehamia
KrcTa MTOOHOH JOIH MO3Ta
YMCTBEHHAA OTCTANOCTh
[ [PHACTYITBI
BIINIEYHAA CHACTHIHOCTh

apyIICHHE XOAbObI

HapyTicHie peun
[[ehX03

['maza

DOK30JeBHALINA ¢ BEPTHKAITBHBIM KOMITOHCSHT ORI




JANarHoCTUYECKUH AJIropuTmM

NMot1a

h A

T oMolHC THHYPHA

l

l MeTHmMaToHOBaA KHCT0TA (MMEK) B Mo'e | l

Her /

MeTHOHHH a
B ILTA3zME T
=
: Her AKTHEHOCTH Her -
AxTHEHOCTE MTHFR | AHATIR KOMILTEMEHTAITHOMIOH T PYTIILI

[HCTATHOHHH
DeTa-CHHTAZEI|

= | e |

k4 b 4 ¥ v

[ HeJocTATOMHOCTE ] HeqoCTATOYHOCTE { JdeperThI chlE, chlG } (,[[C(Ilﬂ{"rhl chlC, cblD, J

¥

chl

MTHFR ITHCTATHOHHH 0eTa- chlF
CHHTAZEI




HHCTRTHOHHH-GETRCHHT&S& ,[lE(l)H[lHTZ CXEMA JIEIEHNA 1 MOHHTOPHHI'A

HeneqeHHEIE TAIMEHTEL

¥

[BG 100 Mr B ABHE B 'TEMEHNE 2 HEARAL,
inobarpieHie poAATOR b MT B ABHE HA NPOTTHEHIM 2 HEAENE

MCCABAOBIHITE TOMOITMCTIHA, BATEM

/‘!

Teapemet

roMoIMCMH=60 nmoas fa

CoMoLMCTTH (HNEEHEH, HO= 60 MMOAE /A

I'oMOIMCTMH He MEMEHEH

¥

h 4

B G- VE CTBUTEARHE £

Bé-gactiryno 4yBCTBMTEARHEE

COMOIMCTHH = 20 MMoAE fA

COMC I CTHE > 20 MMOAE /o

k.

¥

b J

A 4

EG-HeTyBCTBMTEARHEE

h

SobapneHna BETAMHA M /110
oEEAHEHHIA CEAIMI AMETY B
COMETAHIM © ANMMHORM CACTHEIMIT
THAPCAMZATORAMN {CBODOAHEIMMI O
METHOHIHA)

Aobaenernd BeTaHL 1 ST
oEEAHEHHAA DEARANIT AMETL E
COYETAHNM & ANMMHORITCAOTHEIMI
THAPCAMEATORAMIT (CBOGOAHEIMM OT
METHOHIH)

Aobapnierne GETIMHA 3T EEEAHEEHO 1
San obeareHad DEARANDT AMETE B
COMETAHWK ¢ ANITHOEM CACTHEIMIT
FHAPOAMBATOpAN (CEODOAHEIMIT OT
METHOHMHA)

¥

b

h

MDI—[PI”IDPHI—[[" ¥POBHA AMHHOKHCAOT 36 NMECHIER EiKeMEeCaTHO (,&CTH), ﬁe*raym, AOBEAEHHE A0 CAMOI0 HHIKOTO YPOBHA I'OMOITHCTHHA

He BBINIE G0 MMOAR /A

ePeHUHAIbHO-
PUBTTHHHLIX (POPI COMOUHCHINHYPUN 1 MOHOZEHHBIX (hopi

HACHOCIHHYCCRKHE KPUICPHH

COCOUHIINCTIbHO-TKAHHBIX OHCHIAZIHH

IIpu3Haku 3a00meBAHHA CHHApOM CuHapoM CHuapom I'"onio- CHHApOM
bumaca CTHRIEpA Beklina- IHCTHHYPH A Mapdana
Mep4yezaHu

Tun HacJ1eJ0BaHHH
A/JL + + + = E
A/P : _ _ + o
H3imenenns OINOPHO-
ABHI'aT¢JILHOI'O
alnmaparta.
*apaxHOIAKTHINA + - e 5 +
* IJIHHHbLIE€ TOHKHE o + - + -+
NNAJbLIbLI
*OpaxXHIAKTIINA - - + l A
TejocoxeHne:
*ACTEHHYECKOE s 5 e - e +
*runepcreHl44ecroe = - 1 = =




Ucrosrsie oup@peperiudibHo-0ouazHoCIUHecKie KpUumepun
PUBTIHIBIX POPIT 2OMOUHCHIHYPUN 1 MOHOZEHHbIX (hopHt

COCOUHIUINCIbHO-TKAHHBIX OHCHIIAZIHH

IIpuzHAKH 3260/IeBAHHS

CHHApOM
bumnca

Cunapom
CTHRIIEpa

CHHApOM
Beiima-
Mep4yezaHun

T onto-
HHCTHHYPHS

CHHApOM
Mapdana

Medopmanus rpyHo
KJIeTKH

+/-

+/-

-+

Kudockoanosnbi

+

Paz0oaranHocTh
CYCTABOB

+/-

Bpoxnennbie
KOHTPAKTYPbl KPYIHbIX
H MeJIKHX CYCTABOB

OcTeonopos

Paseurne aprposo-
APTPHTOB

Ocrosrsie oupepenuidibHo-0udaeHoCmudecki e kpumepuny
PABTIHBLX (DOPI COMOUHCTIIUHYPUN U MOHOZCHIBIX (HOPpI

COCONUHUICTbILO-MKAIIBIX ONCIAAZIH

IIpH3HAKH 32001 BAHHA

CHHIOpoM
Brica

CHHIOpOM
CTHEIEpa

CHHOpOM
Beiita-
Mepezanu

I'ono-
IHCTHHYPHA

CHHOpOM
MhMapdpana

Cmopuiennas gopma
YIUHOI pAKOBHHBI

+

IlaTosiorus cepaeyHo-
COCY/THCTOIl CHCTEMBbI:

* BpOsK/IeHHbIE TIOPOKH
cepana

*[PO.JIATNIC MHTPAJIBLHOTO
KJIanaHa

*AaHEeBPH3MA AOPThbI

* TPOMOOIMOOTHH

+/-

IHarororus rJas:
*MOABLIBHX XPYCTAJIHKOB
smukpochepodaxus
*BTOPHYHAA IJIAYROMA

* BpOAIeHHAS MHOTHUS
BLICOKOH CcTenmeHn




Ocrosnbre oud)hepernaibHo-ouazRoCdecKie Kpumepu
PABTINYHBLY (HOPI COMOUUCHIUHYPUN Y MOHOZEHILBLY (DOpM

COCOUHNIICHbILO-MKAIILbIX OWCIAA3 U

IIpHzHAKH 2a00JIeBaHIA

CHHapoM
Brnca

CHHOpOM
CTHEIEpA

CHHOpOM
Beiima-
Mlepuezann

T omo-
IHCTHHYPHA

CHHOpOM
Mapdana

Cmopimennas popma yurHoi
PAKOBHHBI

-+

Hopaskenne ITHC:

SCHH KeHHe HHTeIeKTA
SIIAPATHYH MAPe3bl
eCyJ0poru

e

+-

++

+Jc

JIabopaTopHble TaHHbIE
HN3MeHeHNs1 aAMHHOKHCJIOTHOTO
CMEKTPA CHIBOPOTKH KPOBH H
MOYH

*MIOBBIII¢HHE YPOBHA
MeTHOHHHA

SI10AIB/I€HHE TOMOLIHCTHHA
SCHIKeHHe ITHCTHHA

IloBbIlIeHHEe TTOKA3ATEICH
MOYeIHOH IKCKPeIllHH .
META0O0IHTOB COeIHHUTEIbHOH
TKAHH:

#OKCHITPOJTHHA

o 'Al’

+ +

++

+-
+f-

+ +

++

Monoreanbsie CHHAPOMbI
(pOpMATBLHOTO FEHE3a




Cunapom Kopuaennn /le Jlanre
AHIromaTHUs cerTuYaTKu

Cunapom I'oasaenxapa

m Tun HaCc/ICAJOBAHHUH — HEH3BECTCH

s KiimHn4eckne Xapakrepucruku:

O mocTroponng s ruioILIA3HA JHIA, ACHMMeTpHus
ITHOY IbOAPHBbIE /1€ pMOU/IbI, Yallle OJHOCTOPOHHHE

YIHbIEe pPAKOBHHBI YMEHBIIIEHBI B pazMepax, AedopMupoRaHbI,
AHOMAIBLHO PACHOJI0/KEHbl, YACTO ATPEsH HAPY/KHOLO
CJIYXOBOTI'O IPOX0/a, AHOMAJINHN CPEeIHEro yxa, rJyxora

AHOMAJINHN MO3BOHKOB
BpoxaeHHbIe NOPOKN cepaia




Kounoboma Beka, Jarodprainm.




Cunnjapov Cvinta-Jlevum-Onmna

m [un HACJICAOBAHHUA — aYTOCOMHO-peLUiCCI/IBHLIﬁ

n Kimnnueckas XAPAKTCPUCTHKA.
n [penaraibrasd runorpodus U rHnoIIasmus

n YUcpenibic auzmopdun: achopMUpOBAHHBIC, HU3KO
PACIIOJIOKCHHBIC VIIIHBIC PAKOBHHBL,
KOPOTKHAH HOC ¢ MIUPOKHUM KOHUYHKOM M BBIBEPHY THIMH KHAPYKA
HOBAPSMHE, JUTHHHBIH HHILTP, MUKPOTHATHSL.

s AHOMAJIHH KOHEUHOCTEH

m [lopokn BHyTpeHHuX opranos (BLIC, anoMainu mMoYcK,
HapyIIcHHUE JOOYISIHHN JICTKUX, THIOPOCTEHO3, MAXOBDIC TPHIKH ).

s YMCTBEHHAS OTCTAIOCTD

| 3HHK3HT (ﬂﬂTOJIOFH‘lECKaﬂ RKOKHAH CRJIATKA B 00.1ACTH
MEAHAIBHOT'O YI'JIa l".]'lﬂSﬂ).

s BpoxaéHubii 3NHMKAHT 92¢TO NPpWIAET JUIY BU/A JOKHOTO
KOCOLJIAZHSL.

s OO0LIMHO HMHNKAHT CTAHOBHTCHA MeHee 3aMeTHDLIM ¢ BO3pacTOoM, HO
HNpH COXPAHAIITNXCH H3MCHEHHAX BOIMO/KHO HECKROJILKO
BAPDHAHTOB IVIACTH1E€CKHX onepaunﬁ.

m Taxme nzsmMeHeHH S 0YeHb YACTO BCTPEIAKTCH Y BOCTOYIHBIX
HaHHOHMbHOCTEﬁ.




n Kocorazue (crpaduzm) - OTKIOHCHUE T/IA3HOTO I06/I0Ka OT TOUKH
(puKcapy B peayiibiate HAPYINCHUS CHHOKYIISAPHOTO 3PSH U
(OHOBPEMEHHO JABYMSI [J1A3aMH) M PasBUTHS aMOMHOII K
(CHHIKCHHC OCTPOTHL 3pCHHUA B OTCYTCTEHE OPraHHYCCKUX
H3MCHCHHN 171838 WK 3PUTCI/IBHBIX [POBO AAIIHX Y TCH ).

CXO,‘_'[H]J_[BCCH KocCorJazHe




COCYJIUCTOI'O TPAKTA H CETYATKH RKOJIOBOMA

* boabHble NpPeILABAAIOT :KAJA00bl HA BbIIaJeHHe YYACTKA MO
3peHHsl WIH pe3Koe CHUKeHHEe OCTPOThl 3peHHsl B 3ABHCHMOCTH OT
JTOKAIH3ANHH KOJI000MBI.

* YacTo K0/1000Ma XOPHOHIEH COUETACTCH ¢ K0I000MOil paxy/KRKi, HpH
ITOM  NPHCOEHHAIOTCH SKAJIO0bI HA  CBETOOOS3Hb, HAJIHYHE
KOCMeTHYeCKOro jiederra.

KomoGonma pagy:KKu 1 acCOlMMPOBaHHaAA ¢ Hell Komoboma XopHoHIeH

Cunapom
NnceBao
Jnsapaca.
Koaoooma

PAYKKH



JNATCHEeTHYECKHE 00/163HA

BnHreHeryyeckad boAe3Hb
(THITOMETHAHPOBAHNE, BHIPASHBIICCCA B
xpomocomuaoM (46,XY, 9 phqgi1 )

H FEHHOM TOANMOpgOHIME
(ayvragna 677 C-T B rereposHrorHoM
COCTOAHNH)).

Marxas romoyncrenHypud. CHHAPOMAAbBHAA
ITHACIICHA

(zoaybete craepst, cxofdugeecs Kocoziasiue)



Hecoreprrenneiii ocreoremes.
Aeurmr hosarroro nukaa
(ToAyDbIe CKAEDEI)

CuHapomM 3nepca-flaHnoca ¢ HapyweHueM obMeHa cepocogepawmx
aMWHOKMCIIOT U MyKOMNOMIMCaXapugoz0B.

O6Hapy»eH nonumopduzm MTHFR G1793A, MTRR A66G B
reTepo3uroTHOM COCTOAHUM

INUKAHT, TMNEPTENopU3M, HUCTArM, akzodTanbM, MHbEKLUA COCYQOB
cKnep




DI HCHHAPOM.
Tomonmmcraaypua’
AHraonarig cerdark

Pebenox K.
Anarnos npu HanpasieHun: acpukcua. CyAoposKHBII
cuHApOoM. UTEeKk roAOBHOTO MO3TA.
Yrounennbiii Anarnos: Meraboanuecknii kpus. HbO
JKUPHBIX KHcAOT. loMmonucTunypusa, I Tun




Pebenox A.
Anarnos npun nanpasaennu: Koma.
Yrounennni aAnarnos: Koma. Meraboanvecknii kpus.
HbBO >xupubix kucaor. N'omonucrunypusa, I tun

-u

JlmarHo3 npu Hanpasnenuun: BINP LIHC. N'uapouedanus.

YTouHeHHbIH AnarHo3: BMP LLHC. Kuctbl ronogHoro Mosra. HapyweHue obmMeHa
MUPHLIX KMCNOT. HapyweHue obMeHa cepocogepallnx aMUHOKUCNOT —
noanmopcpusmM B reHe MTRR B roMO3UroTHOM COCTOSAAHUM



AnmaAypus, ramepaMoHHeMad
(MeHHHIOIIeAE, KHCIBI TOAOBHOIO MO3Ia).
Aeuanur dhoraraoro nakaa

T omonmemBypHa
K04060MBI pasyorek H XOPHOHACH

ACBOQI'O H IIPABOI0 I'A333,
KoA0DOMa SPHTEABHOI'O HEPBA
Hpagoro riasa




‘f«‘& "’l g'?‘.:ﬁ el :
v \Y il 0, il B
y s B

,+ ‘ A f y B
MuroxoHApHAABHAA 6OAE3HD.

Hapynreane ¢hosarnoro qukaa

(MOHTOACHAHBIH pa3pes raas, peAkHe pecHHIIbI, 0103, IK30hTarbM)

DrHreHerHuYecKkag boie3ts
Mosanaras ¢popsta CHHApOMA
Hlepemercroro-Tepuepa.

Hapyimenne ¢posaraoro QUKAa (HOAHMOpPOH3M B reHax
CHCTeMBI (posaTHoro Oukia. ODHApVKeH TOAHMOpPH3M
677 C/T MTHFR B rerepo3uroIHoM COCTOAHHH, TeH
aHAOTEAAH AABHOH NO-caaTAa3561 4a/4b B roMo3HroTHoM
cocroganr). Hapyrmenme sgepreriyeckoro obyMeHa
(MNGIE?).

Bposkaenupni ropH30HTAABHBI] HHCTAIM C POTOTOPHBIM

KOMHOOHEHTOM (cHepaTHBHAA KOPPEKIHA).
£ InoepsyerponiseckiIl aCTHIMATHAM 0DOHX FAA3.
‘ AstGarronag




€ 78

CeMeHHbIT CAVYAH ITHTCHETHYCCKOH D0oACIHH.
Iunovernanpopanmne AHK, Aegpninr poaarHoro qHKAa, HAPYIICHHE OOMEHa METHOHIHA
(MozanyHAZ hopma TprcoMuEH 110 2 XpoMocome, XpoMOCOMHBI HOAHMOpghH3M 11O
xpomocome 1), Tosumopgpuzver B rerax gpoaarsoro guraa: MTHFR 677 C/T' B
rereposurorHom cocroanni, MTRR 66 A/G B roMOIHTOTHOM COCTOAHIH

St -

Caaapom Aayraa, pervasdpHa:d dhopma. Aedhunut hporartaoro nukaa




Cunapom AayHa, mozanuHasa ¢gopma. Aepunnt oraTHOro MUKAA




s b ;9,.,

Cunapom Koxena. CHHAoi\I Koxena.
Markaa 1'11Y Hapymenue poraTnoro mukaa

AHOMAJITHN 17123 BKJIIOYAKOT: MAOIIHIO, CTPAOH3M,
MHUKPOPTAILMIIO, KOJIOOOMBI PALYKKH

I omogncruaypHna.

Bpo>xaenabrn ropH30HTAABHBIH HHCTATM




Marxaa romonacTHHYPHA
(HapyirieHHe TpanccyAbQaTHpoBAHHA MeTHOHHHA)
Hoxrraa cybarokcanqusa XpycraisHka

Dauregernieckad 00Ae3Hb: HAPYIIICHHE 00MEHA THKOIPOTCHAOB
(AepexT HOCTIPaH CAAIHOHHOH MOAHQHKAITHH AH30COMAABHBIX
¢gepmenron). Hapyrrenme oomena ghoraraore nukaa (HoaaMopghasm
66A—G (122M) B reme MTRR B reTrepo3HroTHOM COCTOAHHH).
XpomocoMHBIH HOANMOphI3M:

46, XY, 14 ps+.

AAHHHBIE (09€Hb AA\HHHBIE) PEeCHHAIIBI, THITEP TEAOPH3M,
CePO-roAyVerIe CKAEPHI, STHKAHT)




Crébc npotania. ‘ &
Hoammopghram 66A—G (122M) B {
reae MTRR B re TEPOIHTOTHOM 1 B

COCTOTHHH ‘ % " i
Querno d1unHbIC, 2YyCHIble PECHUIb, R

RACHO3HOCHIb 6€K,
cepo-20.1ybsie criiepet.

BuiBoani

= byayniee MEANMUMHBL — PEAKHUE HACACACTBCHHbBIC
OOJIC3HMH.

= YICIbHBIM BCC HACICACTBCHHO OOYCIOBICHHBIX
dopm aerckoit caenoTsl (50,9 -66,6%) nMmeet
TCH/ICHITHIO K TIPOTPECCHPVIOMIEMY POCTY.

s [IpuduHbl pOCcTa VACABHOIO BECA:

L OpCAOTBPAIICHHUC PECTHUHOIIATHH 34 CHCT a/ICKBATHOI'O
BEIXAKUBAHWA HCAOHOITNICHHBIX.

2. DJKCIIQHCHA I'CHCTHKH B O(I)T&HLMOHOFHIO;
3. COBCPHICHCTBOBAHHUC MCTOJOB THAI'HOCTHKH,

4. Hapyimenune sniureHeTHIECKON PEryJIsiliuA NeHOMA .




BoiBoani

[ [penyiipexiienne ohraibMOIOrH9ECKON HaTONOTMA JIOJKHO
ObITh OCHOBAHO HA TOYHOW HOB0JIOIHYECKON JMarHOCTHKE,
HCIOJIb30BAHAN TPEX YPOBHEH IIPOQPUITAK TAKA
HACJIC/ICTBCHHBIX 3a00JICBAHUI ¢ YUCTOM JICHCTBUS
HEraTABHBIX (PAKTOPOR BHEINTHEHW CPEIbI.
JECTABUANBUPYIOMAX (DYHKIMIO TEHOMA.







