HacneacreeHHbIe

dTdKCUH



HACNEACTBEHHDBIE ATAKCUU

HacneacrBeHHble aTaKCUU — KJIMHUYECKU U
reHeTMYeCKM reTeporeHHas rpynna B
60/1bLUMHCTBE CNyyaeB
nporpeccupyrowmx

3aboneBaHum,

XapaKTepu3yroLwlasaca HapyLweHueM

KOOpAMHAaLMKN ABMXEHUN BCneacreme

nporpeccupylollen gereHepaumm

COOTBETCTBYHOLWMNX adPpdPepeHTHbIX U

3 epeHTHbIX NPoBOAALLUX CUCTEM



KJIACCUOUKALINA HACNEACTBEHHDIX
ATAKCUMA

¢ XPpOHHUYECKHE MPOTPECCUPYIONTAE ayTOCOMHO-TOMUHAaHTHBIE CIIA
** BBI3BIBAEMBIC DKCITAaHCUEH TPUHYKINOTUIHBIX TOBTOPOB,
* IPpyTUMU TUIIAMUA MYTaIlui,

*¢ XPOHHUYECKHUE MPOTrPECCUPYIOIIHUE ayTOCOMHO-pereccuBHbIe CIIA,

** BRI3BIBAEMBIC DKCITAHCHEH TPUHYKINOTHUIHBIX TOBTOPOB,

* IPpyTUMHU TUIIAMHA MYTaIlui,

“* ATakcum, CBSI3aHHBIE C HACIICICTBEHHBIMHU
MeTa00INIEeCKUMU AS(HEKTaMHU.

» BpoxaeHHBIC HACIIeICTBEHHBIC MO3KeukoBbIe arakcuu (AJl, AP, XP)
% Dnu3oandeckue u npuctynooodpasusie atakcuu (Al, AP, XP).
¢+ X-cHerieHHbIe peneccuBHbIe nporpeccupyromme CLIA,

** Atakcuu I[P MUTOXOHAPHUAJIBHBIX IMUTOIIATHAIX.



HACNEACTBEHHDBIE ATAKCUU

! !

BpoxseHHbie XpoHmseckwe Inuaonuseckue
HeNPOTPECCHPYIOLLVE aTaKCHH NIPOrPECCHPYIOLIME ATaKCHH U NPUCTYN00Gpa3HLIe aTakciu

AYTOCOMHO- Mpueryno- AYTOCOMHO-
e AYTOCOMHO- ATAKCHH C MATEPHHCKAM PCTYO e

NOMIHAHTHLIE ATaKCHW oOpacbe | | AOMMHANTHbE
DBUCCCHBHB ATAKCHN | | TAOM HaCAEA0BaHM
(CLA ATAKCMM ATAKCHM




KJINHUYECKAA KAPTUHA
HACJIEACTBEHHbIX ATAKCUUA

®TynoBuHaa aTakcus

® [iInckoopanHauua B KOHEYHOCTSX

® In3apTtpusa u ap. bynbbapHble paccTpouCTBa

®[ nasoasuraTtenbHble HapyLeHUs

®OKcTpanupaMmnaHbie HapyLeHUs

®TlMpaMuaHble HapyLlleHUs

®TlopaxkeHne nepudepnyeckoro
HEMPOMOTOPHOro annapaTa

® leMeHUUS



T’EHOMHASA KJTACCUOUKALIMA AYTOCOMHO-

AOMMHAHTHbIX ATAKCUW

CnuHouepebennspHasa atakcusa 1 Tuna
CnuHouepebennspHasa atakcusa 2 Tuna

CnuHouepebennspHasa atakcua 3 TMna
(6one3nb Mauapo-Axo3edca)

CnuHouepebennspHasa atakcusa 4 Tuna
CnuHouepebennsipHasa atakcusa 5 Tuna
CnuHouepebennsipHasa atakcua 6 Tuna
CnuHouepebennsipHas atakcua 7 Tuna

CnuHouepebennsipHasa atakcusa 8 Tuna

6p22-23
12q 24.1

14q 32.1

16q22.1
11
19p13
3pl2-21

13q21



HACNIEACTBEHHDIE MO3XXEYKOBbLIE ATAKCUU
3KCMAHCUSA TAHAEMHbBIX TPUHYKJIEOTUAHbIX MOBTOPOB

MYTaHTHbIN
aTakcuH-1 c
NOJINIJIyTaMUHOBbIM
Y4acCTKOM

HOpPMaJibHbIN
aTaKCuH-1




KJINMHUYECKASA XAPAKTEPUCTUKA PA3JINYHbLIX
MOJIEKYJIAPHbIX ®OPM AOMUHAHTHbIX ATAKCUMA

e CruHouepeOemsipHas *
arakcus |

« CruHouepeOemsipHas *
aTakcus 2

» CrnuHouepeOemsipHas
aTakcus 3 (00JIC3Hb
Mauapgo-/>x03eda)

« CnuHouepeOemsipHas -
atakcus (5),6, 8

* CnuHouepeOesIpHas
arakcus /

« CnuHouepeOesipHas
araxcusa 10

ATakcus, quzapTpus, mupaMuaHas ~— 6p22-23
CUMITOMAaTHKa, 0()TaIbMOILICTUs

ATakcus, MEJJICHHBIE CaKKabl, 12q 24.1
YTHETEHHUE CYXOKHIIBHBIX PE(PIIEKCOB,
IApKUHCOHU3M

ATakcusi, JUCTOHMS, CTACTUYHOCTh,  14q 32.1
NapKUHCOHU3M, HEBPOIIATHS,

aMUOoTpo(uu, 0hTAIBMOILIETHUS C

(P€HOMEHOM «BBIITYYCHHBIX TJ1a3»,
(acuuKyIAUU TEPUOPATHLHON

MYCKYJIaTypbl

H3ommpoBaHHas aTakcus ¢
T0OpPOKAYECTBEHHBIM T€UCHUEM (8-
CEHCOpHas HeBpoIaTus+)

ATakcus C IMTMEHTHOM JIETCHEpaIen
CETYATKH

ATakcusi, CyJIOpPOKHBIE IPUCTYIIbI



AYTOCOMHO-AOMUWUHAHTHDIE CLA

* B Poccuu HanOoJiee pacnpocTpaHEHHOU (PopMon
aBisierca CLHA 1 tuna, a myranuu B Tpex
ocHOBHBIX IreHax CILIA1, CIIA2 u CLIA 3
BBISIBJISIFOTCS. CYMMapHO 00JIe€, YeM Y ITOJIOBUHBI
BceX 0onbHBIX ¢ AJl CITA



BOJIE3Hb ®PUAPENXA

PacnpoctpaHeHHocTb — 2-5 Ha 100.000 HaceneHuns
Tun HacnegoBaHMSA — ayTOCOMHO-PELIECCUBHbIN

[[eH FRDA— 9q13-21 (dppaTakcuH - genoHupyeT u

BbIBOAWUT XKE1e30 U3 MUTOXOHAPUN)

XapakTep MyTaumu — 3KCNaHCUg TaHAEMHbIX TpuU-
HykneoTuaHbIX noBTopoB GAA (N < 50, 6onesHb > 100)



NCCNEAOBAHUE N'EHA BOJIESHW
PPUAPEUXA — GAA-TECT NOKA3AHO:

- Bo Bcex ciyyasx paHHHAX UAUONATHYECKUX aTaKCHUM, €CIIU
IpU4rHa 00JIE3HU HE SICHA U HE MOXKET OBITh MCKIIIOUECH
AP* tun Haciieq0BaHUS

- B cny4asx arakcui JeT€HEPaTUBHOM MPUPOBI C YETKUM AP
HacJeJ0BaHUEM — HE3aBUCHMO OT Bo3pacTa JeOroTa
3a00JICBaHMS.

- B ciyydagax criopagu4yeCcKux aTakCuM JeT€HEPATUBHOU
IpUPOJIbI (HE3aBHCUMO OT BO3pAacTa) — NpHU HAIIUYHH B
KJIMHUYECKOW KapTHUHE XOTS Obl OTJEIbHBIX CUMIITOMOB,
OOBIYHO CBOMCTBEHHBIX arakcuu dpuapeiixa
(kapIHOMHONIATHUS, HAPYILICHUE ITPOIPUOICIITUBHOM
qyBCTBHTEIIHHOCTH)

*ayTOCOMHO-PEIIECCUBHBIN THUI HACIIEIOBAHUS



MOP®OJIOTM4YECKUE NSMEHEHWUA
NPU BOJIESHN ®PUAPENXA

BoBnekatoTcs.

e 3aaHue KaHaTukn CM npenMyLLecTBeHHO B JS1toMb0-
CakpasibHOM oTAaene

e 3aaHue kopelikn CM

e BokoBble cTONObLI (MMPaMUAHBLIM NYTb U MYTb
dnekcuka)

o [lepudepunyeckne HepBbI
(BO/IOKHa, OTBeYatoLme

e 3a BOCMpuSATUE rybokon
YyBCTBUTESIbHOCTW)

e (CTBOM MO3ra M MO3XXe4yoK
(no3gHue ctagun)




KJTMHUYECKUE KPUTEPUN BOJIESHW
PUOAPENXA

()]
AP macnenoBanue
Hauano 3a0omeBangus no 25 jner

IIporpeccupyroias npeuMyIeCTBEHHO
CEHCUTHUBHAA aTaKCHUs

Jlnzaprpus
CyxoxuiabHas apedaeKkcus

YTpara riry0okoii 4yBCTBUTEIILHOCTH B
NUCTAJIBLHBIX OTHEIaX KOHEUYHOCTEU

AXCOHaJIbHAasA CEHCOPHAs HEUPOIIATUS

DKCTpaHEBPaAJIbHbIC IPOSBICCHUS



IKCTPAHEBPAJIbHbDIE NPOSIBJIEHUA
BOJIESHN ®PUAPENXA

KapanoMuonaTtug

CkeneTHble aeopMaLum
- CKOJIM03
- «cTona dpuapenxa»
DHAOKPUHHbIE HapyLleHUS
-caxapHbin amnaber
-rMMNOroHaAn3M
ATpodus 3puTenbHbIX HEPBOB, KaTapaKTa




AYTOCOMHO-PELLECCUBHASA ATAKCUA,
OBbYCJ/IOBJIEHHAA AEOPULIMTOM
BUTAMUHA E (CMHAPOM AVED)

MyTauuu B reHe, OTBETCTBEHHOM 3a BbIpaboTKy
nepeHocyuka anbda-tokopepona (8qil3)

KnnHuyeckas n naTtonoroaHaTtoMmM4yeckasl KapTuHa
naeHTM4YHasa 6onesHn ®puapenxa ( 3a UCKITIOYEHUEM
DEAKOCTU 3KCTPAHEBpPAsbHbIX NPOSB/IEHUI)

CBoeBpeMeHHast AMarHoOCTMKa MU NOXXN3HEHHOoe
Ha3HavyeHne Tokopeposia 5-10 Mr/kr B AeHb

npekpawaeT aanbHeunee NporpeccMpoBaHne
aereHepauumu!




ANOOEPEHLIMAJIbHAA ANATHOCTUKA
HACNEACTBEHHbIX ATAKCUU

PaccesHHbiin cknepos

XpoHnyeckas HeQoOCTarovYHOCTL KposooOobpaweHns
8 seprebpancHO-0a3znNapHON cucreme

MHDapkKT mo3xeuka

AHOoOmManumnm kpaunoeseprebpansHonm obnacmm
(ApHonsna-Kuapwn, lenaun-Yokepa v Ap.)

ATakTUHecKkmiin BapmaHT AeTCKOro uepebpansHoro napanmyia
HopmortenausHans rmapouedannsa (cuHapom Xakmma-Anamca)

ObuvemMHbIn NPpoUEeCcC 3anHen YepenHom SMKn
(HespuHOMa VIl napsb! YepenHbix HepsosB v Ap.)

MHTOKCMKaAuUMM (XpOHUYEeCKNN ankoronmam,
NPOTUMBOCYAOPOXHLIEC Npenaparbl, CONM THRXEeNbLIX MmetTannos)

IOBeHMNBHLIA BapMaHT GonesHn NeHTMHIrtoHa
(artaktnyeckas opma)

fenaroneHTMKynNsapHas aereHepaums
(6one3sns Bunucona-Konosanosa)

Henpocudwmnuc
HenpoClhin
fnoTupeos

Mapaneonnacruyeckmnii npouecc (pak nerkmnx n OpoHxos,
nmmoonponudeparmBHbie oNyxonm v Ap.)

Cucremuncin aedOmnunt suramMmHoOB B .., Donuesonm KkMcnorTol




NEYEHVE ATAKCUW
Aﬂ, CLIA

[penapaTbl aMaHTaanHa 200 mr/ cyTkun (NK-mMepu, MUAaHTaH)

e [IpenapaTbl, NOBbILLAKOWME aKTUBHOCTb LIEHTPabHbIX
XOJIEHEPrMYeCcKnX NpoLEeCccoB — aHTUXOSIMHACTEPA3HbIE
npenapatbl (ranaHTaMUH, MNPO3E€PUH, PUBACTUIMUH), XOJTNH-
anbgocuepat (rNMaTuInH)

e HecenektueHble B-6nokatopsl (aHanpunnH 20-80 Mr/cyTkn)
e ButamuHbl rpynnel B, acceHumane, HOOTPOrHbIE NpenapaThbl
6onesHb Opuapenxa

e [lpenapaTbl-kOppeKkTopbl MYHKLMN MUTOXOHAPUIN (Ko3H3UM Q10,
naebeHoH, SHTapHasa KMCNoTa, KapHUTUH 1 ap.)

e AHTMOKCMAAHTbI (anbda-Tokodepon n ap.)

e XenaTHble COeANHEHNS, CHUXAIOLWME YPOBEHb BHYTPUKIETOYHOIO
Xenesa (aechepan, aedepunpoH n ap.)



