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[ enaTo-neHTUKynapHaqa gereHepauuns
(FNA) nnn 6.Bunbcona-KoHoBa

« OTO HacneacTBeHHoe 3aboneBaHue,
KOTOpOEe NposBnseTcad
npenmMyLleCcTBEHHO B MONOAOM
BO3pacTe 1 XapakTepusyeTcs
LMPPO30M NeYeHmn, 4BYyCTOPOHHUM
pasMAardyeHmem u gereHepawuven -~
basanbHbIX agep I'M, nosiBrneHnem
3€e/1eHOBAaTO-KOPUYHEBOW
nMrmeHTaumm no nepudoepumn
porosuLbl (konbuo Kansepa-
dnenwepa)

* MKB 10: E 83.0 (HapyLwieHne obmeHa
Megn)




[laToreHes

« 3TO HacneacTBeHHada popma HapyLeHnst obmeHa mean u ee
9KCKpeLuumn (C ayTOCOMHO-pPeLIECCMBHBIM TUNOM HacnegoBaHus)

* [laTonornyecknm reH B 1301 XpoOMOMCOME

* MyTauua reHa -> CHUXeHuMe uepyrnonnasmuHa -> M30bITok meagun
-> [1OJ1 -> HapywieHne PyHKUNM MeMOpaH, BbIXoa
nn3ocomarbHbiX epMeHTOB B KNeTKy -> Hap.d. AHK, 6enkos..

« CriepBa Meaib HakannnmBaeTcs B neyeHun, 3atem B ['M,
NecLEMETOBON MeMbpaHe porosuLbl rnasa, aputpouunTtax,
noykax, Koxe, cepaLe, KOCTHO-CyCTaBHOU U 3HOOKPUHHOWN
cucTtemax.



5 dpopm 3aboneBaHus (H.B. KoHoBarnos)

1. AbBaoomMmunHanbHas
* MaHndecTtauus ot 5 go 17 ner
* B npeHeBponornyeckon ctaguu

« XapaKTepHO coYeTaHne naTosiorm nevyeHu ¢ T/uneHuen,
aMeHopeeun, T’MHEKOMACTUEN, apTpanrmamMu, cniieHomMeranuen,
OTEYHO-acCUUTUYECKNM CUHOPOM.



2. ApUTMOrmnepkMHeTn4eckasq

* MeHndecTauusa ot 7 4o 15 neTt xopeoaTteTo3oM Ui TOPCUOHHOM
OUCTOHUEN

« AnzapTtpus, oucdarus sKCTpanmpaMmmaHoro NPONCXoXaeHUs
(M3-3a rMnNepKnHesa 1 pUrnaHoOCTU MycKynaTypbi)

* MO annnenTugopMHbIe MPUCTYMbI, NPOorpeccupytoLlee
cnaboymue

* TeyeHue 3nokayecTBeHHoe, 6e3 nevyeHnsa — neTasrbHbIN UCc304
yepes 2-3 roga



3. lpoxaTtenbHo-purnaHas popma
* MaHnectaumna ot 15 go 25 ner
» be3 nevyeHuns netanbHbIK NCXOA Yepes 5-6 neT

* [TapKMHCOHUYECKUN CUHAPOM, YacTo Ancdarns, gnsapTpusd, Apoxalle-
cCKaHaOupoBaHHaga peyb

4. poxarenbHas
* MaHnmectaunsa B 20-30 neT, nHoraa B 40-50 net
« Hanbonee meaneHHoe TedyeHune 10-15 net

* ,El,po>|<aH|/|e KPYNMHOaMIJINTYOHOE, HapaCTaeT Npu akKTMBHOM OBVWKEHUU OO
crTeneHn gsuraTeribHoOu 6ypl/|, «B3Maxu KpblJibeB NTnu, HE YMEKWLWUX J1IeETaTb»

* MblLLEYHbIN TOHYC HE U3MEHEH
* UI3BMEHEHUS MCUXNKU



5. QKCTpannpamMmmaHO-KOPKOBas
* Pegkasa, MOXET pa3BUTLCSH Ha POHE ApYyrnx doopm

« JKCTpannpamMmuaHblie pacCTpoucTBa + anonfIekTMPOPMHO
pa3BunBatloLLMeca LeHTpanbHble Nnapesbl + 3Ny NPUCTYNbI (Yalle
dooKanbHoro Tuna)



KnuHunyeckana kaptnHa bBK: BapuaHThbI

neqe];ga‘ilcgfldam&%emﬂ yaLe Bcero (50-80%

CryyaeB) 1 NPOABISETCS NOpaXeHnem neveHn un
pas3BUTMEM XPOHMUYECKOIO renaTtuTa,
nporpeccupytowero BnsoTb 40 Lumppo3sa nedveHn. B
KITMHUYECKON KapTUHE 3TON hopmbl 3aboneBaHus
Yyawle npeobnagatoT XenTyxa, acunT, OTEKM,
remopparm4eckum cuHapom, ameHopesi. BoamoxxHo
anutenoHoe 6eccMMnTOMHOE TeveHne 3aboneBaHus,
Hepeako nedeHouyHasa oopma bBK gebiotmpyet
dynbMUHAHTHOM NEYEHOYHOW HELOCTATOYHOCTBHO.

HeBponorunyeckasa gpopma rnposiBnsieTcd
rmnepknHe3amm, TPEMOPOM KOHEYHOCTEWN, rofoBbI,
rpumMacHnYaHbeMm, HapyLeHnaMn novepka,
avsapTpuen, anunencmnen, KOHTpakTypamm npu
CrmbaHnUm KOHEYHOCTEN U MbILLEYHOW PUTMOHOCTLIO.
Cpean NCMXMYeCcKnx HapyLEHNIN, KOTOPLIE
pa3BuBaloTca B 20% crny4aes, Yalle BCero
BCTpeYyarTca NCMX03 N Aenpeccus, ABnsdsacCh B
HEKOTOpPbIX CIy4asix nepBbIM NPOsIBIIEHNEM (Oe00TOM)
3aboneBaHusi U NPMBOASA NALMEHTA K NCUXmaTpy.

CmewaHHaa oopmMa xapaktepusyeTcs coyeTaHneEM
HEeBPOSIOrMYECKMNX N NeYEeHOYHbIX CUMMTOMOB.

Pexe B knuHnyeckom kaptnHe bBK moryT
HabrogaTbCs N3MEHEHUS CO CTOPOHbI NoYek (10%
CrnyyaeB) B BUe rematypumn 1 rioKosypum,

YBeAuuYeHHe NevyeHu

Xeatyxa

OCTpbiN renatuT

OYABMUHAHTHAA NeuyeHoYHan

HEAOCTaTOYHOCTL

| NMopTanbHaA TMNepTeH3unA
MeyeHsb Unppo3

AnchyHKUMEN
noueyHbIX
KaHanbues

KocTHana cucrema

| '\\\ 3
Moukn ApTpuT

Paxur

boae3Hb
BuabcoHna-KoHoBanoBa

Cepaue g
fremoAm3s (paapyujeuue IPUTPOLMUTOB)

. LUeHTpanbHas HepBHaA cHCcTemMma

frasa / YXyAlWeHue KOTHHTHBHbIX
cnocobHoOCTEN
U3MeHeHHWA B NOBEeAeHHH
AMCTOHMA
An3apTpusa

YxyauweHue noyepka
YCUAEHHOE CAKHOTeYeHHue
M3MeHne BHeWHOCTH
Auncharmna

Koabua Kansepa-®aenwepa



PorosmyHoe NnMrMeHTHoOEe KOosbLuo
Kansepa-®neunilepa

* )XErnToBaTO-3ErIeHOoro LUBeTa,
no numody porosBuLbl, bornee
LLINPOKOE BBEPXY N BHU3Y,
y3KO€e B OOKOBbIX YaCcTdaX — Y
90% OONbHbIX

+ B LLleneBou namne
onpenensaeTcs 3efIeHoBaTo-
30/T0TUCTOE NOMYTHEHME B
nepeaHeun Kkancyne
XpycTanuka, HanomMmuHatoLlee
KaTapakTy 6e3 HapyLleHUs
3peHns.




[ lcuxnyeckne HapyLleHns

* Y BCEX NALMEHTOB C HEBPOJIOTMYECKUMU HapPyLUEHUNAMMN

* [loHa4any npeobnagatot cybaenpeccmBHblE HAPYLLEHUSA CO
CNe3NNBOCTbIO, pa3apaXXMTENbHOCTbIO, CHMKEHNEM
PaboTOCrNoCODHOCTH

* [TamMATb Ha npoLunbie cobbITUS U CNOCODOHOCTbL K 3aNOMUHAHUIO
OCTaloTCs OTHOCUTENBbHO COXPaHHbLIMMU

* pe3Koe HapyLLeHNe akTUBHOIO BHUMAaHUSA C HEBO3MOXHOCTbIO
cocpefoTodeHns Ansa yCBOeHUs HOBOro Matepuana,

* MSIOXON COOBPAa3nNTENBHOCTLIO,
* OCKylEHNEeM NpeacTaBrieHnn U CIIOBapHOro 3anaca,

* CY>XEHUEM KpYyrosopa, MUHTEPECOB, T.e. 0bLnM 0beHEHMNEM
coaepKaHusi NCUXNYECKON AeATENbHOCTY



« 3aTEM — U3MEHEHUSA NMNYHOCTUN C PACTOPMOXEHHOCTBLIO BIIeYEeHUI,
MMMNYNbCUBHOCTbLIO U aHTUCOLMAlbHbIM NOBEAEeHUEM
(bpoasKHNYECTBO, BOPOBCTBO, CEKCyallbHble 3KCLIECChbl)

* ArpeccuBHOCTb, AENPECCUBHOCTL, AU opUd, XBaCTNIMBOCTb,
NHQAHTUIN3M, NACCUMBHOCTb, NPU COXPAHHOCTU NaMATH,
HabngaTenbHOCTH

* I3apegka wmn3odpeHonogobHble COCTOAHMA, NapaHouaanbHble
nNposiBNEHUs1, pexke — bpen, rannoumHauumn. Takum 00fibHbIM B
NCUXMATPUYECKMX KITMHMKAX CTaBUTCS ANArHO3 LWN3opeHUI, Y4To
BINEYET 3a cOO0ON ANUTENbHbIE KYPCbl TEpannn NCUXOTPOMHbIMM
npenapatamMmu, KOTopble ABMAATCH NOTEHUNANBHO TOKCUYHBIMK, HE
OEVNCTBYIOT HA OCHOBHYO MPUYMHY pa3BUTUSA 3aboneBaHuns U
BbI3bIBAOT HApacTaHNe CUMMNTOMaTUKK

* [pu nporpeccnpoBaHumn — cnaboymmne ¢ aknHETUHECKUM MYTU3MOM



‘pynnbl nuy ona npoBeaeHUA CKPUHUHIa Ha BbisiBrieHue bBK
« OnxxanLume poacTBeHHUKM 6ornbHbIX BBK.

* LA B BO3pacTe OoT 5 A0 35 neT, umeroLue crneaytowme cCMMnToMbl Nnn
3aboneBaHUs:

- XpOHMYeckne onudpgysHole 3abonesaHns nevyeHn HeyTOHHEHHOM
3TUONOIMK (XPOHNYECKUN renaTtuT, LMppo3 nevyeHu, pyrnbMmHaHTHaA
ne4yeHo4YyHas HeOOCTATO4YHOCTD)

- HEYTOYHEHHbIE HEBPONOrMYecKkmne n ncnxmdeckmne 3aboneBaHus

- remoninTnyeckaa aHeMuna HeACHOro reHesa

- apTPUTbI KPYMHbIX CYyCTaBOB HEACHOIO reHesa

- 9HOOKPUHHbIE HapYyLUeHNA HeYTOYHEHHbIe

- NopakeHnqa novYek HeyTOYHEHHbIe

Ob61bLem nccnepoBaHMm Ansg CKPUHUHroBoro oocneaosaHus Ha bBK:
* LlepynonnasmunH n megb B CbIBOPOTKE KPOBU

* 24-4acoBas 3KCKpeuns meagm ¢ Movou

* [eHeTnyeckoe TunnupoBaHme (0bHapyxeHne mytaunmn B reHe ATP7B)



O6GbLemM nepBUYHOro ob6crnenoBaHus,
HeobGxoaMMoro AnA NOCTaHOBKU AMAarHo3a

b
1.
2.
3.

BK:

COop aHamMHe3a
dunankanbHoe obcrnegoBaHue
JTabopaTopHble TECTbI:

Pa3BepHyTbIN KIMHUYECKNUI aHaNn3 KpoBu
N aHanns Mo4un

B/x aHann3 KpoBu (_?I/Iﬂl/cllg)yGI/IH oowmnmn n
dopakumn, AT, ACT, WO, TTTI,
KpeaTuHWUH, MOYEBWHA, MMHOKO33,
XOJ1IECTEPUH)

Koarynorpamma

Llepynonna3muH 1 meab (npsimas
dpakLms) B CbIBOPOTKE KPOBU

24-4yacoBas 3KCKpeLuns meagm ¢ Mo4von

[[eHeTnYeckoe TUNnpoBaHue
(0BbHapyxeHne mytaunn B reHe ATP7B)

iccnepoBaHue KpoBW Ha MapKepbl
BUPYCHbIX renatnuToB (HbsAg, anti-HCV)

NHCTpymMeHTanbHoe obcrieqoBaHue:
* Y3W opraHoB 6pHOLLIHOM NONOCTH

« D30(paroracTpogyoaeHOCKOMNus

* YnbTpasBykoBas aonnneporpagnd
(y3ﬂr|>_) y porpad

* PeHTreHonorn4eckoe 5
nccrnegoBaHue opraHoB rpyaHou
KNeTKu

« GnbpockaHNpPoOBaAHUE NEYEHM
(dbnbpoanacTtomeTpus)

* buoncus ne4venu (c
onpegeneHnem cogepxaHna meagun
B TKaHM Ne4yeHn)

 MPT ronoBHoro mosra
» KoHCcynbsTauum:

* OCMOTpP OKYNUCTOM C MOMOLLIbIO
LLIeneBOoU fiamnbl (OOHapyxeHue
Konbua Kansepa-®dneuniuepa)

» KOHcynbTauua HeBpornora
» KOHCynbTauua ruHekorsora



[lnarHocTuka

1. KpoBb

* CHUXKEHME KOHLIEHTpaummn obLlen meam v LepyrnonniasMmnHa B
CbIBOPOTKE KPOBU;

* MOBbILLEHNE KOHLIEHTPaLUMn cBOOOAHON Meun B CbIBOPOTKE KPOBMU;
2. Moua
* MOBbILLEHHAA 3KCKpeuna megm ¢ CyTO4HOU MOYOu;

3. Hanunune poroBnyHoe korbla Kansepa-®dneuviiepa rnpm ocMoTpe
OKYITMCTOM B LLENeBOV namrne;

4. NOBbILLUEHME KOHUEHTPaUUn meam B bnontatax neyeHu;
5. BbiBINeHne cneymuyecknx Mytauum.



[lnarHocTuka
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« MPTI'M T2 pexunm — runepnHTEHCUBHbLIN CUrHan ot 6asanbHAX
aaep, 6enoro BewecTsa nosyLwapuin, CTBOSIOBbLIX CTPYKTYP

Tpw rpynnbl 60NbHbIX

1. [lceBoonapkMHCOHMYeCKasa — aunartauma 3 xenygodka. yY
BorbHbLIX BpaAnKNHE3Ns, pUrMOHOCTL, HapyLLeHne
no3HaBaTeNbHbIX QYHKUUNA.

2. [NceBgocknepotuyeckas (no tuny Bectdana - Ltpromnens)
— C 04aroBbIM NOpaXeHMeM TariamMmycoB. Y 60rIbHbIX aTakcus,
TPEMOP, CHXKEHNE UHTENNEKTA.

3. OncKnHeTnyeckas — oMaroBoe nopaXkeHne ckopsynol
bnegHoro wapa. Y 00rbHbIX AUCKUHE3NS!, AN3apTpuUS,
opraHn4yeckme N3MeHeHust MIMYHOCTH.

ET: 16
He xapakTepHbl: adpa3us, arHo3us, anpakcus, TR: 47000
NONUHEBPUTUYECKUI cnHOPOM. BoamoxkHa mnenonatums npu HEAD
npucoeanHenmn nopTanbHON TMMNEPTEH3UMN. 5 OFis5 Dep :
Wwass L3807 DOV Z210x2100m




« bonbHas M., 28 neT, B 4eTCTBE pocna 3aMKHYTbIM PEBEHKOM, OTMEYarnMCb CIIOXKHOCTU B KOHTAKTE
CO6CBepCTHI/IKaMI/I, OAHOKINMAaCCHUKN «4acTo n3gesanucb, obmxanu, ogHaxabl bbina CUnbHoO
n3ouTta.

« Bnepsble 3abonena B 1999 roay, B BO3pacTe 16 fneT nocrie NoCTynneHns B IMHIBUCTUYECKUN
NHCTUTYT. OTMeYanncb 6eCrnoKoMCTBO, TPEBOXHOCTb, HENenocTb B noBedeHuu. [Nonyyana Kypc
Tepanuu B ncuxuarpudeckom bonsHuue, 3atem Habnoganacs ambynaTtopHo, NpMHMMana
HOOTPONMbI, MUKPOLMPKYIAHTBI, MOAAEPXKNBAIOLLYIO TEPAruMIo — KIonukcosioMm-geno.CoctosiHue
ONuTenbHOE BPEMS OCTaBanoCb CTabUMNbHbIM.

* B ceHTAbpe 2007 roaa, B BO3pacTe 24 neT, y 6051bHOW BriepBble NosiBUnacb HEBPOornyeckas
cMMNTOMaTUKa B B1UAe HacuiibCTBEHHOIo NOBOPOTA rONOBbI B CTOPOHY C HANPAXXeHNEM MbILLL
LLIen, BblpaXKeHHbIM 00SieBbIM CMHAPOMOM, CIIlOHOTeYeHneM. B aToT »e nepuog obocTpunach
ncuxmnyeckas cumntomartumka. Ctana Banouv, 6e3biHMLMaTMBHON, Kanpu3HOW, UCMbITbiBana
4yBCTBO DECnokomncTea, cTpax, 0cobeHHO nepen BbIXO40M U3 AOMa, CTpax CMepTy, cribilana
royioca B ronose, 3actaBnsoume YTo-nNnMbo Aenartb: «Nogouan K MaMe U yaapb €€ YeM-HNbyab»,
ecnun noaxoavna K okHy, cribiliana npukas — «BbIbpocuch U3 OKHa», B rorioBe 3By4yana My3blka —
«rnobegHbI MapL». [ogBmnuck xanobbl Ha YacTble 3anopbl 40 9-10 AHen, HapyLleHne
MEHCTPYaribHOIo LMKa B BUAE 3a4ePXXKN MEHCTPYaunn Ha 5-7 agHen. Knonnkcon-geno obin
3aMeHEH Ha conuaH, Ho adpdekTa He ObIso.

* B ceHTa6pe 2008 roga pesko yCUNUICcAa MblLLEYHbIM cna3Mm B Lee, NoSBUNUCH KonebaHus
apTepuarnbHoro gaeneHus. Conuad Obin 3aMeHeH Ha 3UNpeKc, nory4yara Kypcbl Tepanuu
MuopenakcaHTaMmu ambynaTtopHoO 6e3 NoMOXNTENbHOW ANHAMUKN,

« B peBpane 2009 roga Haxogunachk Ha cTauMoHapHOM NeYeHnn B NCUXMaTpU4eCKon KIMHUKE.
[Mony4ana neveHuve: penaHuym, Unknogon, Mmuaokanm. Ha dpoHe nposogmMmMmoun Tepanun
HECKOJSIbKO YIy4LLINIOCh NCUXNYECKOE COCTOSIHUE.



B HeBponornyeckom crtatyce: Xo00TKOBbIN pedriekc rpyobin MOCTOAHHbIN.
[ onoBa HaknoHeHa BnpaBo, C MOBOPOTOM BNEBO, NMPOMU3BONLHO NOBEPHYTH
rosioBy NpAMo He MoxeT. OrpaHn4YeH HaKknoH BreBo, NOBOPOT BMpaso.
KoppurmnpyoLmx xxectoB HeT. [lnsapTpusa npm ckoporosopkax. [lapesos B
KOHEYHOCTSX HET, MbILLIEYHbIV TOHYC NOBbILLEH NO NnacTU4yeckomy Tuny B
MblLLLIAX LLen, NeBON PYKW; B MblLLLLI@X HOT, TYJIOBULLA HE U3MEHEH.
Pednekc AkobcoHa-Jlacka ¢ OBYX CTOPOH. HeycTon4ymnea B yCINOXXHEHHOW
nose Pombepra. iucmetpua, 6osbLue BblipaXXeHHasi B MpaBoun PyKe.
HenocTosAHHbIN TPEMOP KNCTEW. 3aTpyaHEHA xoabba rno NpsAMon FIMHNUN.
[TouepK HEPOBHbLIW.

B obuwiem aHanmnae KpoBu, Mo4vn 6e3 natonorun. YBennyeHme akTMBHOCTU
[TTIM oo 41 ME/L (Hopma oo 32 ME/L), nokasatenu AJIT, ACT, weno4Houn
docdraTasbl, bunmpyoduHa, TMMonoBon NpoodbI B npegenax HopMbl.

Y3W opraHoB OpIOLLHOW MOSIOCTU — YBENNYEHUE pa3MePOB NeYEHN,
KOHTYPbI POBHbIE, 9XOreHHOCTb ANddY3HO NOBbILLEHA, CTPYKTYpPa
OOHOpOOHag; cerie3eHka He yBennyeHa. Meab CbIBOPOTKM KpoBU — 18,2
MKMOJSb/n (HopmMa — 12-24 MKMOIb/N), uepynonnasmmH — 0,453 r/n (Hopma —
0,2-0,6 r/n), cyTodHas Meab Mo4n — 2,4 mmornb/n (Hopma — 0,03- 1,26
MMOnb/n).



YuuTtbiBas Hanmyme cnactnyeckou KpueoLleu,
On3apTpumn, NNacTUYeckoro rmnepToHyca,
NCUXNYECKNX HapyLLEHUN, AUCMEHOPEMW,
NaTonornm neYyeHu, BbisBNeHHbIX HapyLleHnn
MeTabonnama meam rnocTaBneH AnarHos:

[ enaToneHTuKynspHasa gereHepauus,
apoxaTtenbHo-purngHaa goopma. HaszHayeHa
MeOeroHHasa Tepanus (LWMHKTepanb, KynpeHun c
nocTeneHHbIM TUTPOBaAHUEM A03bl) U
COOTBETCTBYIOLLLAA cuMnToMaTnyeckasi tTepanus.

Ha dpoHe npoBoAMMOro rievyeHnsa otMmevarnach
NONOXWUTENbHasA AMHaAMMKA B HEBPOJIOrMYECKOM
cTatyce nauneHTKN: HECKOSTbKO YMEHbLLUUITUCH
NpOsIBlIEHNSA CNaCcTUYEeCKOU KpuBOLLIEN, MOSIBUNACH
BO3MOXXHOCTb NOBOPa4yMBaTh rofioBy BNpaBo K
cpeaHen NUHUKU, HO NMCUXUYECKNe NPOosIBIIEHNUS
3aborieBaHnsA He Db KyrnmpoBaHbl NOSTHOCTLIO.

100 ;-—-

MEb
63,546

3d"? 4s'



JleyeHune

1. MCKJ‘I I_OL_IeHlAe I/I3 I'II/ILL"M npOﬂyKTOB C IIpoayxTel nHTaHHEA Gorareie Measso (Cu)
BbICOKMM CO,D,Gp)KaHl/leM Me I/I (OpeXM, MeyeHb Apaxuc QyHAayk Kpesertxa Fopox
Lokonag, kode, kakao, 60boBbIe, rpnbHbl, - o p ~ ik
nevyeHb,noTpoxa) ﬁ i’;{o = A \ pe
2. [-neHnyunnamuH -> obpasyeT xenaTHble
KOMMJEKCbl C Meabto, K. BbIAENATCA C
MOYOW S & e
Ha3Ha4valoT B 403e 20Mr/Kr/CyTKW, Ha4MHagqa ¢ 250 e X
Mr/CalTKI/I (exxeQHEBHO U Yépes AeHb BHYTPb
3a 3 MI/IH D'O eﬂlbl V”-”/I L‘Iepe3 2 L‘Iaga I-IOCJ-Ie eﬂ'bl) Tpeuxmi opex DucTawxm OscaHka Qacons OcbmuHor
B TedeHue 1—2 Heaenb C AanbHenwnm 32y, D e gEx A6
MOCTENEHHbLIM YBerMyeHneM A03bl Ha 250Mr B 2 AP = WYy =

Hepento. [lo3a cuntaeTca apPEeKTUBHON, eCnu
CyTOYHas aKCKpeunsa Meam ¢ MoO4You npeBbIllaeT
2'™Mr/n. B panbHenwem agekBaTHOCTb A03bl
ornpenenstoT no ypoBHIO cBObogHOW Mean B
CbIBOPOTKE KpOoBU (HE MeHee 10 MKr/mn).



[Npenapamebl UUHKa — OrPaHNYMBAIOT NOCTYMNEHME MEAN B OPraHU3M nyTem
KOHKYPEHTHOro OroKMpOBaHNA peLLeNTOPOB Ha CNM3UCTOM 0060M04YKE TOHKOM KMLLKK 3a
cBsA3biBaHWe ¢ 6enkamu. Mpun ANMTENBHOM NeYeHnn obnaaatoT MeHbLLEN
TOKCUYHOCTbIO, YTO YMEHbLLUAET PUCK pa3BUTUS MOOOYHbBIX 3heKTOB, BOZHUKAIOLLINX
Npwn neyYeHnn D-NeHnumMnnaMmmHom. LINHK n ero nponsBoaHbIE MPUMEHSAIOT B
cTaHAapTHOM Jo3e 50Mr BHYTPb 3 pa3a B CyTKM B cOCTaBe KOMOVMHNUPOBAHHOWM
Tepanun (ONs CHKEHNS A03bl D-NeHNLUNIIaMUHa C LENb CHUKEHNS NOOOYHbIX
C-)CbeeKTOBL&, a Takke B Ka4ecTBe MOHOTEpPanun y ManoCUMMNTOMHbIX M aCUMMATOMHbIX
naUneHToB N NPN HENEPEHOCUMOCTHU D-NeHNUUNaMmnHa.

AnbTepHaTuBa: MedbXxenaTupyrowmn TPUEHTUH, cynbdaT/aueTtar umHka, TeTpabopat
HaTpUS

[pn Tepanun xenatamu oobaenaTb OonbLIME 403kl MMPUAOKCUHA, aCKOPOUHOBOW
KUCMNOThI.

3. [Nnasmadreppes
4. Nepecaaka neyeHu



lapnonartunyeckas
Kanbundounkaums
OasaribHbIX raHrnmes, R R A A BT
bone3Hb Papa e

SABNAETCH PeAKNM reHETUYECKNM
HacrneacTBEHHbIM
HEBPOSIOrM4YeCKMM pacCTPOUCTBOM.
XapakTtepusyeTtcs aHOMalbHbIMU
OTNOXEHUEM KanbLKWA B CTEHKAX
COCya0B 1 B 0bracTtax Moara,
KOTOPbIE€ KOHTPONMMPYOT MOTOPHbIE

doyHKUMN.

* NPEUMYLLECTBEHHO B 6a3arnbHbIX
raHrmusax, 3yb4yaTbIx aapax Sanenoan ity Soocen OM, Apmouos AN,
MO3XKeYKa 1 Kope ronoBHOro
MO3ra.




dopmbl 3aboneBaHus

e OBeHUNbHaAa popma NpPosABNAeTCAa y AeTen N NOAPOCTKOB
XOpeeun Unmn XxopeoaTretTo3om, ANCTOHNEN, AN3APTPUEN,
anunenTU4YecKUMun npunagkamu. Y HEKOTOPbIX - OTMeYaEeTCH
YMCTBEHHada OTCTanoCTb, ApYrme — UHTeNneKTyanbHo
coxpaHHbl. C BO3pacTOM rmnepKknHesbl MOryT 3amMeLlaTbCo
NapKUHCOHUYECKUMN CUMNTOMaMMN.

e CeHMnbHaa doopma - NapKMHCOHU3M, KOTOPbIN XapaKTepunasyeTcd
rMNOKNHE3NEN, PUTMOHOCTLIO, MUKPODOa3nen, prekcopHom
no3ou, 3ameasieHHOW MOHOTOHHOM PEYbIO, MOXKET
CONpOBOXAAaTbCA OPYrMMU 3KCTpannpaMmmuaHbIMmM CUHAPOMaMMU,
AeMeHUnen noaKkopKoBO-NTOOHOMo Tuna, MO3)KEYKOBOW aTakCuen,
pexe — nMpamMmmaHou He4oCTaTOYHOCTbLIO, ANUMEeNTUYECKUMU
npunagkamu, HegepXaHNem MouM.



ITnonoruna n natoreHes bonesnmn dapa.

« 3TMOMNOMMSA OKOHYaTESbHO HE YCTaHOBIIEHA.
* MaToreHes -HapyLeHne Kkanbuui -doocdopHoro oomeHa.

* OCHOBHOW NPUYMHOU, KOTOpPasd MOXET NPUBECTU K AAHHOMY _
HapyLLUeHUo obMeHa cumMTaeTca NepBUYHbIN (ayTOUMMYHHbIN) UMK
nocneonepaunoHHbIN 3HOOKPUHHBLIN aaeHoMaTo3 LWNTOBMOHOW NUbOo
napaLnToBNOHOU XKenesbl.

° ,U,pyFI/IM BO3MOXHbIM MEXaHN3MOM Ha3blBakOT XpOHI/I‘-IeCKVIﬁ
pPeECNNPaTOopPHbIN arkarnos, npnBoAALLNN K ANEKTPOJITUTHBIM
HapPyLeHNAM (B BUOe rmnepkKkarbuynemMniu, FI/II'IOHanI/IeMI/II/I), N KakK
crniegcrtesue npmBoadLnn K rMnoKCUin royioBHOro Mmoa3ra.

« CyLLIECTBYET MHEHUNE O FTEHETUYECKUX MEXaHM3MaX HapyLUEHNS
obmeHa Kanbuma npu 6onesnn Papa, accoUnmpyembix C
onpeaeneHHbIM TOKYCOM XPOMOCOMbI 14q.



Cnopaaunyeckue cny4vyau

*y OONbLHLIX rTMNonapaTpPeos3oM, y aAeteun ¢ bonesHbto dayHa,
NenKosHLuedanmtamu.

* Nocrie BBegeHus B cybapaxHonganbHOe NPOCTPaHCTBO
MeTaTpekcaTa, nocne obnyyeHus Yyepena,

* OTPaBMIEHUS YrapHbIM ra3oM, CBUHLIOM, MPU XPOHNYECKON
MHTOKCUKaLMN BUTAMUHOM D.

*y NNL, NepeHecLUnx KpacHyxy, y oonbHbix Cl1ALom.

*V MOXUNbIX ML, NO3TOMY Yallle BCTpevaeTcs criydanHoe
coyeTaHme boresHu NapknHcoHa n Kanbumdukaumm 6asanbHbIX
raHrnmeB, Hexenn bonesHb Papa.



KnnHuka

« YacTo npoTtekaeT 6€CCMMNTOMHO, NPU XXN3HU BbigBNsAeTca y 1-2 %

* Goldscheider n coaBT., npoBeas KT ronoBHoro moara y 8000 60SIbHbIX,
OOHapyXunnu Kanbundukaunto 6asanbHbIX raHrmMeB Y 19, N TONbKO Y 6 U3
HUX MMESNNCb KIMHNYECKME CUMMTOMbI BONE3HMN.

Knaccunyeckoun Tpmnagou npu b® aenatorcs

* TUMNYHbIE HEUpoONCcUXmaTpuyeckmne CUMMNTOMblI,

* rMnonapaTtnpeons

* CUMMETpPUYHas Kanbumndukaumns 6asanbHbIX raHrMeB
OLHAaKO Yalle BCTpeYatoTcs HenosHble popMbl 3abosieBaHus.



HeBponornyecknmu
CUMNTOMaMW

* 3KCTpanMpamMmuaHblie HapyLleHus s beeiomia gl
(pUrMgHoOCTbL, TPEMOP, TMNEPKNHESLI - '
Xopes, TpeMop, ANCTOHUSA, aTETO3,
opodauunanbHasa AUCKUHe3ns), T ——

* Npexoasine unm cTonkne
nMpamMuaHble 3HaKW,
anMnenTu4eckne NpUCTynol,
nemMeHumns.




* KH aBnsatoTcs BTOpbIM NO pacnpoCcTpaHEHHOCTU CUHOPOMOM,
* 3@ HUM CIeayT MO3XXeYKOBble CUMMNTOMbI U HAPYLLUEHUSA peyn.

* Hepeako oTmMevaloTcs NPosABIEHUS rmnepnapaTmpeosa unu
rmnonapaTupeosa: nokanbHble CyA0pOorn, TETaHNYeCcKne
cna3mbl, 60nu B AucTanbHbIX OTAeNnax KOHeYHocTen,
NMONOXUTENbHbIE CUMMTOMbI XBOCTEKAa U Tpycco.



KH

* CHNWXEeHUeEM NaMATun Ha TeEKyLLne U rnpoLsibie CO6bITI/IFI,

* 3amMeJ1IeHHbIM MbIWLJTIEHNEM, HeyCTOIZHI/IBbIM BHUMaHNEM,

yracaHMem CnocobHOCTU K aHanmMTUYeCKON U CUHTETUYECKON
MHTENNEeKTyanbHOW OeATENbHOCTH

*y AETEN NPUBOAUT K ONUrodppeHUK, BO B3POCNOM BO3pacTe — K

Pa3BUTUIO KOPKOBO-NOAKOPKOBOW JEMEHLINMN C SNeMEeHTaMM
arHo3umn, anpakcumn, anekcumn.



* KT 'M/Pr vyepena - MHOXeCTBEHHbLIE MAaCCUBHLIE CUMMETPUYHBbIE
o4aru obbI3BECTBNEHUSA NMOAKOPKOBLIX rAHIMNEB (Yalle brneaHoro
LLiapa) 1 KoneHa BHYTPpeHHeW Kancynbl (PeHTreHonorm4eckum CUHAPOM

Boneanb §apa

(a) beckoHTpacTHasa KT, akcnanbHbIN cpea: y nauneHTa ¢ 6onesHoto Papa
onpegensieTcd Knaccuyeckas npoTskeHHasi Kanbuudukaunst 6asanbHbix
raHrnues u Tanamycos. (6) MPT, T2* GRE, akcnanbHbI Cpes: y TOro xe
nauueHTa OTMEeYaeTCs CHKEHNE NHTEHCMBHOCTU CUrHana ot 6asanbHbIX
raHrnues. Takas kapTuHa Ha T2*GRE obycnoeneHa covyetaHuem
KanbunduKauum 1 OTNIOXKEHNEM Xerneaa.

(a) MPT, T1-BW, akcrnanbHbI cpes: y 3TOro e naumeHTa oTMeYyaeTCs NoBblLLeHe
WHTEHCMBHOCTM CMrHana ot 6asanbHbiX raHrnves. Kanbumndukaumnsa tuna apa obycnoenvsaert
ykopo4yeHue BpeMeHn T1 — 3710 ee xapaktepHbivi npusHak. (6) MPT, T1-BW, akcnanbHbIn cpes:
y 3TOro Xe nauueHTa onpeaensieTcs cxoxee ykopoveHue spemenun T1 B Tanamycax. [laHHble
N3MEHEHMS COOTBETCTBYIOT OTITOXEHUIO KarbLus, KOTopble BU3yanuaunposanuck npu KT.
BonesHb ®apa sBnseTca gereHepaTMBHbIM 3a60neBaHNEM HEPBHOW CUCTEMbI, KOTOPOE
NposiBNAETCA ABYCTOPOHHEN CUMMETPUYHOW KanbLmdurkaumen 6asanbHbIX raHrnmes,
Tanamycos, 3y64aTtbix saep u 6enoro BelecTsa 60nbLINX NONYLLIAPUIA.



JleyeHune

« CUMNTOMATUYECKOE - yNyYlLlEeHUE KanbLnn-gpocopHOro
obmMmeHa;

*Npn HAINMnM4mMm CMMMNTOMOB MNMapKNHCOHU3Ma NMpeanoyvYTnTeribHee
NCMNOJ1b30BATb MNpenapartbl J1€eBOA0IbI (Manonap, CUHEMET,
HaKOM), HeXXenwu ,EI,OCbaMI/IHOBbIe dlOHUCTHI.

« B kayecTBe NaTOreHeTUYEeCKOro nevYyeHns NnokasaHbl Ha3Ha4YeHNe
aHTNOKCUOAHTOB, MO3roBbIX METAOONNTOB, BO3AENCTBME Ha
SNEKTPONNTHbLIN COCTaB KPOBM.



llaTtoreHeTuyeckue pakTopbi
KOTHUTUBHOW ONCHYHKUMUM NPU ankoronusme

- TOKCUYeCKoe gencrteue ankorons

FyTaMaTHaA aKCaNTOTOKCUYHOCTL

‘TAMKepruyeckuin daKkTop

“alTUMEHTapHbIM PaKTop - AedUUUT TMAMUHAE. HUWauuHa
rmneproMmouncTennHeMus

“cHWKeHue BDNF

‘nocneacTeunAa aHUuedanonatum BepHuke-|
neyeHoYHan aHuedanonaTtus

=1 R 17
ua UMT
S=14) Vi |

o
CVUHAPOM anHoO3 BO CHe
ACNPecCcusA, Tpesora




AINKOronbHas AeMEeHUNS

AnKororibHas 3aBUCUMOCTb ¢ PerynapHbiM notpebnexHunem
Gonee 4-5 ctaHaapTHbIX AO3 ankoronsa B AeHb bonee 5 ner

[locTeneHHoe Hayano u MeaneHHoe nporpeccupoBaHue

KOrHUTUBHbLIN AebuunT ¢ npeobnagaHueM nobHoi
ANCYHKUNK

Hanuyune APYITNX HEBPONOrMYECKNX N CoMaTUYECKnXx
OCJIOXXHEHUN ankoronuama

TeHaeHuus K ctabunusauum unu ynyyweHunto
KOrHUTUBHOrO cTaTyca B OTCYTCTBUE ynoTpebneHus
arikorons oonee 2 mecsueB

VICKNoYeHb! apyrune npudnHbl KOrHUTUBHOIO CHWXEHUA




ANKOronbHas AEMEeHU NS

HapyuK%ﬂWIMCﬂOﬂHHTeﬂbHMXbeHKuHU

SPUTENBbHO-NPOCTPAHCTBEHHbIE
paccTponcTea

HapyleHue namaTn Ha cobbiTus
CODCTBEHHOWN KU3HU
CoYeTaHue c amounoHanbHo-
NTUMHOCTHBIMU HapyLeHUAMU




Heunposuayanusauums
NPW ankoronbHOW AemMeHuun

v dudphysHan uepebpansHan
aTtpoduns y 50-70% BonbHbiX

v peumyliecTBeHHoe nopaxeHue
nobHon gonu, numbuyeckon
CUCTEMbBI, MO3XEuKa




SHuedanonaTtus BepHuke
PekomeHgauun EFNS

1. KnuHuyeckas auarHocTuka OB gomkHa yyutwisaTh PA3NUYHYIO KNUHWKY Y
AIIKOTOITMKOB 1 He ankoronukos (yposeHs pPekomeHgauum C)

VI XoTA, OB vauwe npesanupyer y nuu, 3NOynoTpednsAoWmUX ankoronem, AaHHoe

3abonesaHue cnepyer 3anoAo3pUTb NPU BCEX KNUHUYECKUX COCTORAHUAX, KOTOPbIE

MOTYyT NpUBEeCTU K HEAOCTATOMHOCTU TUAMUHA

2. KnuHuyeckas anarHocTuka Yy ankoronukos TpebyeT Hanuuusa 2-x us 4 NPU3HaKkos
v' HeaocTaTtouyHOCTb NUTAHUS

v [hasogsuratenbHble HapyLlweHus
v AUCHYHKUUA MO3XKeuKa

v VIaMeHeHHoe co3HaHue unu nerkue HapyLlWeHa namAaT (yposeHs B)

3. YpOBEeHb TaMunHa HeobxoauMo onpeaensTsb HEMEeANEeHHO A0 ero HaszHayeHus

4. MPT ucnonb3oBaTh B kayecTse NHCTPYMEHTA, NoATBepXaaLero AMarHo3 ocTpoi
JHUEedanonaTum y ankoronukos. Tak u y He ynotpebnatowmx nuy (yposeHs B)
S TwaMuH cnepyeT HasHauyaThb 10 yrnesonos, 8 gose 200 Mr 3 pasa B eHb.
NPeAnoYTUTENbHO BHYTPUBEHHO (YpoBeHb C)

{al EFNS gudebnes for dacnous therapy and preventaton of Werncke encephalophaty. Eur J Neurol 201(
{

’ |y e nbon and Yeatment of Weerse RISANCH Syndrome 1 peooie I
tham P ~alaghan K, Kuryvillg 1 200rge S. Thiamene prevenbon and reatment of Werncke Korsakoff S . i




JHuedanonatna BepHuke KopcakoBa

« [1INNTENbHbIN 3anon -> HecbanaHcUpoBaHHOE NMUTaHUE, PBOTA,
aonapes, nopaxeHune XKT ¢ HapywleHneM BcacbiBaHUa ->
Neouunt B1 -> HapyweHue yTunmnsaunm rmoko3bl HEMpoHaMU

* OcoDEeHHO yA3BUMbI:MO3XXeYoK, cTBon I'M, Tanamyc,
rmnotanamyc

‘AJ'IbTepHaTI/IBHbIe NPUYNHBbI: AJNTIMTESTIbHOE IroriogaHune,
HeEaJEeKBATHOE NapeHTeparibHoe nnTtaHne, CUHApPOM
HapyLleHHOIo BCaCbiBaHUA



KnnHuka

* OcTpo/NogocTpo

* Mo3xeukoBasi atakcusd, npeobnagaeT actasus-abasms npu

HEe3Ha4YNTENbHOWN BblPa>XEHHOCTU ANCKOOPANHATOPHbIX
PAcCTPOUCTB B pyKax

[ masogBuraTenbHble paccTpoOUCTBa:

rOpn3oHTanNbHbIW/BEPTUKANBHLIA HUCTArmM, AUNNonug,
cxopgsllieecsd kocornasme u gp.

* YTHETEHUEe CO3HaHuns



KH

* Mopdonormnyecknn cybcTpaTt — MmeanarnbHble aapa Tanamyca
* I3onnpoeaHHOEe nopaxeHune namatu (apyrne KH He xapakTtepHsl)

« 3akoH Pnbo — namaTb Ha Tekyuwime n HegaBsHne cobbITUS HapyLLleHa B
bonbllen cTeENEHN, YEM Ha OTOANIEHHbIE

* BoipaXXeHHble HapyLleHUsa anM3oan4vyeckomn namsaTu
* [1pn aTOM COXpaHHOCTL NpoLeaypHOU U ceMaHTUYECKOU NaMATH

« KOHTpOrb 3anoMnHaHUA, NOACKa3Knu, MHOXXECTBEHHbIN BbIDOP HE
YBENMUYMBAKOT pe3ynbLTaTUBHOCTb TECTOB HA NAaMSATb

« KoHdhabynsuum (rnoxxHble BOCIMUHAHUSA)

* HapyweHna namaTtm ctayMoHapHbl (Mano
NporpeccupyroT/perpeccnpytoT)



[lennapruyeckas nemeHuus

v [1ledbunumnT HMauunHa

v euHgpom «3[» — anapes, oepMmartut, AeMeHLUs

v [lemeHUus, NCUX0o3, CNYTaHHOCTb CO3HaHUA,

nupamuaHble, aKCTpanupamuaHble, MO3Xe4KoBble

CUMMTOMbI, NONMHEBPONATUA, HEBpoNaTus

3pUTENbHOro HepBa

v [NopnobHo aHuedanonatun BepHuke,

ankoronbHasa nennarpa Hepeako HOCUT ..

6eccuMnTOMHbIN XapakTep = Y
:

v BeegeHue TuamuHa 6e3 npeasapuTensHordl

BBEASHUA HUKOTUHOBOW KUCNOTbI MOXET

NPUBECTU K CMepTENbHOMY Ucxoay




IleyeHne pemeHuun npu ankoronuame

[lpekpalleHne npuema
ankorons

TnamuH n gpyrme
BUTaMWHbI, HUKOTUHOBAS
Kucnora

MemaHTuH, X3
HenponpoTeKkTopshl




MemaHTuH, X3

YMEHbLIAT ankoronbHoe nospexaeHue LIHC,
ynyyiwaeT KOTHUTUBHbIE hyHKUUN U
HEWPOMOTOPUKY U NpeaoTBpaLLaT noaasneHmne
HeuporeHesa

YMeHbLaKT noTpebneHune ankorons y )XUBOTHbIX C
ankoronbHoOW 3aBUCUMOCTbLIO

CHWXaKT CTENEHb NOBPEXAEHUA HENPOHOB U
npenoTepallaeT ux rubens

[peaynpexaarT pasBuTUe ankoronbHow
LepebpanbHON aTpodum




LinTukonuH kak HEeNPONpPOTEKTOp
NMPOTUB HENPOTOKCUYHOCTU anKorons

: MHorooESeLuaromee noTEHUWanbHoOe cCpeacTBo nevyeHus
3aBUCMMOCTEen

BN HA XONUHepruyeckmue cucTembl, UIMTUKONUH MOXeT
OCNabnATh TAry U CUMNTOMbI abCcTUHeHUnn 3a cuer
YBENNYEHUA CoaepXXaHus aueTUnxonuHa u nocneayoLlei
Modynauuen goamMmmHeprnyeckon cucTemMsi

BesonaceH

XOPOLIO NnepeHocuTcs

MOXET ObiTb NoneseH AN CHWKEHUA ynotpebneHus
ankorons




JleyeHune genpeccuun y nauneHToB ¢
Oenpeccuen u ankoronbHOW 3aBUCUMOCTbIO

v KOTHUTUBHO-NOBEAEHYECKaA Tepanusa

v MOTUBALMOHHOE UHTEPBbLIO

v'npenapaTtamu Bbibopa ABNAOTCA CUO3C |

v 3hHeKTUBHbI ANA NEeYeHUs Aenpeccum y NAUMEHTOB C ankoronnsmMom, a
perpecc genpeccuun ysenuuusaet aekTMBHOCTb NPOTUBOANKOroNbHOM

Tepanuu
v CUO3C yMeHbluatoT noTpebneHve ankorona nauueHTamu c ankoronbHoOw

saBucumMocTsio Ha 10-70%




