denepaibHOE TOCYIaPCTBEHHOE OIOIKETHOE 00pa30BaTENBHOE YUPEKICHHUE
BBICIIIETO 0Opa30BaAHUS
«CHOUPCKHI TOCYTAPCTBEHHBIN MEIUITMHCKUN YHUBEPCUTET
(@I'bOY BO CubI'MY MununcrepctBa Poccuiickoii denepanun)

bone3ns BunbcoHa-KoHoBasiosa
AYTOMMMYHHBIN I'€IIaTUT

Jlaccoik A.B.

«Tomck — 2021»



bomne3nr Bunbcona-KonoBaioBa

(remaToJCHTUKYJISIpHAs JI€reHepalus, renaronepeOpaibHas JucTpodus)

pPEIKOE HACIECICTBEHHOE 3a00JICBaHHUE,
CBSI3AHHOE C HApPYIICHUEM META00IU3Ma MEAU 1
M30BITOYHBIM €€ HAKOILUICHUEM B Pa3INYHbIX
OpTraHax M TKaHIX, IPEUMYILECTBEHHO
IPOSIBIISIFONIEECS CUMIITOMATUKOM ITOPAYKEHUS
[IEYCHU U LICHTPAIbHOW HEPBHOM CUCTEMBI.



THOJIOTHUS U IIaTOreHe?R

[TaTonorn4yeckuil reH, OTBETCTBEHHBIN 3a pa3Butue bB — ren ATP7B,
JIOKAJIM30BaH Ha JyIMHHOM Iuieue 13 xpomocomsr (13ql14.3-g21.1),
COCTOMUT U3 21 3K30HA ¥ MPUMEPHO 7,5 THICAY T€TEPOLUKINIECKUX
OCHOBAHWUM HYKJIEUHOBOW KUCJIOTHI.

Tun HacnenoBaHus 3a00€BaHUS Ay TOCOMHO-PELECCUBHBIM.

g

3a0o0s1eBaHUE TIPOSABISECTCS IIPU FTOMO3UTOTHOM MJIA KOMITAyH/I-
rETEPO3UTOTHOM HOCUTENLCTBE MyTanuii rena ATP7B.



THOJIOTUY U IIaTOreHe?R

ATP7B — ren skcrpeccupyercs, B OCHOBHOM, B IIEYEHU U KOAUPYET MEb
TpaHCIopTupyromyo ATd-a3zy.

CHxeHne pyHKIMU Meab-TpaHcnoptupytoiieid AT®-a3bl B pe3ynbrare MOJIEKYIIPHbIX 1€PEKTOB B reHe
ATP7B npuBOIUT K CHUKEHUIO TeNaTOOUIMAPHOMN SKCKPELIMY MEIU U HAPYIICHUIO BCTPAUBaHUS MEJIU B
LEPYJIOIUIa3MHUH, B PE3YJIBTATE IKCKPETUPYETCS U HUPKYIUPYET aAMOLEPYJIOIIIa3MUH (HEHATPYKEHHBIN
MEIbI0, CPOK TMOJTYBBIBEICHHS] KOTOPOTO COKPAILAETCs BABOE, UTO M OOBSICHAET TUIIOLEPYIOIIA3MUHEMHUIO ),
a M€Jlb HAKaIlJIMBAETCs B PA3JIMUYHBIX OPraHaX U TKAHAX, IPEUMYIIECTBEHHO B [IEYEHHU, TOJIOBHOM MO3rE,
POroBHIIE IU1a3a, MoYKax, 00ecrneynBas NoJIMMoOpPpu3M KIMHUYECKUX MposBieHuii bB.

Bcs nupkynupytoiias (B CBIBOPOTKE KPOBU) ME/Ib CBA3aHA 1IEPYJIOIIa3MUHOM, a Mmapaaokc bB, mpu kotopoi

OTMEYAETCsI HU3KUI YPOBEHb ME/IM B CBIBOPOTKE KPOBHU IPH MEPErPy3Ke TKAHEH, 0ObICHAETCS HU3KUM
YPOBHEM LIEPYJIOIIA3MHUHA.

[Ipu Tsoxenbix dopmax bB, mpoTekarnux ¢ IIUTOIM30M, IMTOBBIIICHUE KOHIIEHTPAIIMU MEIA 10 HOPMBI U
BBIIIIE CBSI3aHO C paclajoM MEPErpyKEHHBIX MEJbIO TeNaTOIMTOB, CBOOOIHAS (HE CBSI3aHHAs
HEePYI0TIa3MHUHOM) ME/Ib KpailHe TOKCUYHA W TIPOBOIIUPYET FreMOJIUTUUECKUE KPU3BI.



DTHUOJIOTHS U IIATOrcHE?R

B opraamn3m Menp OCTynaeT B OCHOBHOM C ITHUIICH.
Haunbonee 0orarsl MeJib0 CIASAYIOIIUE IIPOAYKTHI:
MI€YEHb, MOJUTIOCKH, KpaObl, KDEBETKH, YCTPHUIIHI,
J100CTEPHI, COEBBIE O0OBI, IIOKOJIAA, OPEXH.

CyTo4Has MOTPEOHOCTH - 2-4 MI' ME/IU B CYTKH.
BepxHuii 10MyCTUMBIN yPOBEHB ITOTPEOICHUS MEH -
5 mr ([dannbie I'occananuanaazopa Poccun).
JleuuT Meau B OpraHu3Me MOXKET pa3BUBAThCS MIPHU
HEJIOCTAaTOYHOM MOCTYIUJIEHUH 3TOro 3ieMeHTa (1
MI/CYTKHA M MEHEE), a MOPOT TOKCUYHOCTH 151
yesoBeka paBeH 200 Mr/CyTKH.




DIHUIEMHOJIOT U

YHacrtora BcTpeuaemocTu bB B mmomysstimn
kosieosieTcsa ot 1:30000 mo 1:100000, ¢ gwactoTon
reTEPO3UTOTHOTO HOCUTEIILCTBA
rarojiorundeckoro resa 1:90



®opmel 0one3nu Bunscona-KonoBanona

(abnoMuHANIbHAS) — TSDKEJIO€ IOPaKEHUE MEYeHH, MPUBOAIIEE K CMEPTH PaHbIIIE
HOSIBJIEHUSI CUMIITOMOB CO CTOPOHBI HEPBHOM CHCTEMBI; 3a00J1€BatOT 1eTh. E€ MpoaoKUTENbHOCTD OT
HECKOJIBKMX MECSAILIEB /10 3-5 JIeT MPU OTCYTCTBUH TEPAITHH.

WIn OTJIMYAETCs] OBICTPHIM TEUEHUEM; HAUNHACTCS
TaK)Xe B JICTCKOM BO3pacTe. B KIIMHNYeCcKoi KapTUHE MPe00IagaroT MBIIIEYHAS PUTHIHOCTD, MPUBOJISIIAS K
KOHTPAKTypaM, OETHOCTb U 3aMEJICHHOCTb JIBUKEHUM, XOPEOATETOMAHBIC UM TOPCUOHHBIE
HACHJILCTBCHHBIC JBVIKEHUS. XapaKTePHbI TU3apTpus U aucharusi, CyTopoKHBINA CMEX U TUIad,
ad(heKTUBHBIE PACCTPONCTBA U YMEPEHHOE CHIXKEHHME UHTEIIJIEKTa. 3aboseBanue JyuTces 2-3 rona, 6e3
JIeYeHUs 3aKaHUYMBAETCS JIETAIBHO. O

BCTpEUAETCS Yallle APYyTUX; HAUMHACTCS B FOHOIIIECKOM BO3pacTe,
MPOTEKAET MEJICHHEE, C IEPUOUYECKUMU PEMUCCUSIMU U BHEZAMMHBIMU YXYIIIEHUSIMH,
COMPOBOXKIAIOIIMMUCS CyO(heOpUIbHOM TeMIepaTypoii; XapakTepru3yeTcsl OJJTHOBPEMEHHBIM pa3BUTHEM
TSKETION PUTHAHOCTH U JPOXKAHUS, IPOKAHUE OUEHb PUTMUYHOE (2-8 TpoKaHUI B CEKYHAY ), PE3KO
YCUJIUBAETCS MPU CTATUUECKOM HAMPsHKEHUU MBI, JBUKEHUSX U BOJIHEHUH, B MIOKOE U BO CHE MCUE3aeT.
HNHuorga oOHapyKHUBaIOTCSl aTETOUTHBIE XOpeo()OPMHBIE HACHIILCTBEHHBIC IBHXKCHHS; HAOMIOIAIOTCS TaKKe
nucdarus u quzaptpusi. CpeaHssi IpOoJ0KUTEIBHOCTD dKU3HU OKOJIO IIIECTH JIET.




®opmel 0one3nn Bunbcona-KonoBanona

HauynHaeTcs B Bo3pacte 20-30 JieT, mpoTekaer
I0BOJbHO MemiIeHHO (10-15 jet u Oonbliie); ApokaHKUE PE3KO MpeodIIaaacT,
PUTHUIHOCTD MOSIBJISICTCS JIMIIL B KOHIIE O0JIE€3HU, B PSJIC CIyUacB
HaOII0]a€TCsl TUIIOTOHMS MBIIIIL; OTMeUYaeTcsa aMmuMus, 10 MeayieHHast
MOHOTOHHAs PeYb, TSKEJIbIe U3BMEHECHUS IICUXUKH, YaCThl ad)(PEKTUBHBIC
BenbIlku. HabmrogaroTest anuiienTuopMHbIe MPUIAIKH.

BCTPEUACTCS pExkKE APYTrUX Gopm.
Tunuunbie 415 TenaTo-1uepeopaibHON TUCTPO(DUN HAPYIIICHUS B
JaJbHEUIIIEM OCTIOXKHSIIOTCS allOIIEKTU(POPMHO Pa3BUBAIOIIIUMHUCS
NMPaMUIHBIMU MTAPE€3aMU, SIUICITU(HOPMHBIMU MPUTAJKAMU U TSXKEIbIM
ciaboymueM (0OHAPYKUBAIOTCS OOIIMPHBIE pa3MATUYCHHUS B KOpE OOJIbIITNX
nonymapuit). J{nurcs 6-8 JeT, 3akaHYMBAECTCS JICTATBHO.




YBeAnueHHue neyeHu

ANCOYHKUMENH Xentyxa
NOYeYHBbIX OCTpbIM renaTtur
KaHaAbLeB DOYyAbBMHUHAHTHAA NeJyYeHoOYHasn

HEeAOCTaATOYHOCTb
MopTtanbHaA rTMNepTeH3unA

/ KocTHana cuctema

Paxur
/

BoAae3Hb
BuabcoHa-KoHoBanosa

Cepaue
\ remoAn3s (paspylieHue 3PUTPOLIMTOB)

YXyAlLEeHHWEe KOTHUTHUBHbIX
cnocobHoOCTEeH
M3meHeHUA B NoOBeAeHMH
AUCTOHHUA

An3apTpuna

YXyAlWleHMe nouepka
YCUAEHHOEe CAKHOTeUeHHue
M3mMeHne BHELWHOCTH
Auvcharmna

Koabua Kanzepa-Oaenwepa

UeHTpaAbHaA HepBHAaA cUucTemMa



IlopaxxeHue neyeHu

beccuMnToMHas rermaroMeraiaus
H3oaupoBaHHas CILIEHOMETaIus

]_[I/ITOJ'II/ITI/I‘—IG CKas aKTUBHOCTH OMOXMMHYECKUX ITOKa3areiiei

Crearoremnarut

Octpsiii (GyJIbMUHAHTHBIN) FeIaTUT

AyTOMMMYHOIIOJIOOHBIN FeNaTuT

Luppo3 neueHu




ITopaxxenue LTHC

JlBurarenpHbIe HapylIeHUs (TPEMOP, HEIPOHU3BOJIbHBIC JIBUKCHMS )
CIItOHOTE€UEHHUE, TU3APTPHUS

Purnnnas nuctonus

[IceBmoOyap0apHBII CHHAPOM

Bererococynucras 1ucTOHUSA

MurpeHnenoo0HbIe TOJIOBHBIE 001

becconnumna

JIMCTOHUYECKHE aTaKu



I lcuxnarpuyeckne CUMIITOMBI

Jlenpeccus
HeBpoTryecKoe MOBEICHNUE
M3MeHeHns JINYHOCTHU

IIcuxos




Jlpyrue cuctemsl

Odranemonorus: konbia Kalzepa-dieniiepa, «MeaHas» KaTapakTa
['emonmuTnyeckas anemust

JlepMarosoruueckue NposIBICHUS: «TOJyObI€ HOTTEBBIC TYHOUKH)
[TaTronorus movyex: aMruHOAUAYpHUsl, HEPPOIUTHA3S

[TaTonorus ckesera: paHHAN 0CTEONOPO3, APTPUT

[TopaxxeHue cepaua: KapAMOMHUONATHS, HAPYIIICHUS] PUTMA
[TankpeaTur, ke TYHOKaMEeHHasi 00JIE3Hb

[ ' nnonaparupeoansm, TMraHTU3M

HapymeHnre MEHCTpyalIbHOTO 1IKMKJIa, O€CIIOAME, ITIOBTOPHBIC BHIKHUIBIIIIN







JlabopaTropHass JUarHOCTUKA

Bbuoxumuueckuit ananus

. Kpoeu (0OTMEe4aeTcs
Knunuueckuii ananu3s

YMEPEHHOE MOBBIIIIEHUE Koazynocpamma
Kpoeu (B psJic C1ydacB "
koHIeHTpau AJIT, (camxkenue [ITHU n
BBISIBJISICTCSI
ACT, B psae ciyyaeB nosbiieHue MHO).
rEMOJIMTAYECKAsT aHEMUA ).
D, [TTOD,
OmpyoOuHa).
OnpeneneHune cymounoiu
HUccnenoBanue Pedl Y

IKCKpeuuu meou ¢ Moo
(MOBBIIIEHNUE CYTOYHOU
SKCKPELMU MEAN C MOYOM:
0a3anbHOI — Oosiee 50
MKT/CyT; B ipo0Oe ¢ JI-
neHunmmiaMuHoM (500
MT X 2 pa3a B CyTKH) —
oonee 1600 MKr/cyT).

KOHIICHTpaILlUU
uepyioniazmuna 6
Cbl8OPOmMKeE Kpoeu
(CHUYKEHUE YPOBHS
epyJaoIia3MruHa B

CBIBOPOTKE KpPOBU (MEHEE
20 mr/mm));



NHcTpyMeHTalIbHAsT JUArHOCTHUKA

Y3U OBII: moxeT ObITH BBIABIIEHA
renaromeranus ¢ Jupdy3HpIMu
M3MEHCHUSIMHU ITApEHXHUMBI IICUYCHH B
BUJIC TUIIEPAIXOTEHHOCTH U

" Duopoanacmozpaghus newenu: nis
MEJIKOO4YaroBO HEOAHOPOIHOCTH. ¥
HEMHBA3UBHOM OILICHKHU BBIPAKEHHOCTH
[Ipu HamUUuK HUPpPO3a B MapeHXUME
(ubpo3a rmeyeHu.
BU3YaTU3UPYIOTCS y3JIbl pEreHepaliu,

CEJIC3E€HKA YBEIIMYEHA, [PU [IBETOBOM
JOIIUIEPOBCKOM KapTUPOBAHUU —
MPU3HAKYU TTOPTAIBHOW THIIEPTEH3UMU.



NHcTpyMeHTalIbHAsT JUArHOCTHUKA

MPT u KT 201061020 M032a: BBISBISIIOTCS
noHwxkenue miotHoctu Ha KT u
TUTIEPUHTEHCUBHOCTD curHana B T2 u T1
pexxumax MPT B ob6nactu 0a3ainbHBIX sIEp
TOJIOBHOTO MO3ra. Tak)Ke BBISBIISIIOTCS
W3MEHEHMSI CUTHAJIa B 00JIACTH CTBOJIA
TOJIOBHOTO MO3ra, TajaMyca, MO3Ke4Ka B
couetanuu ¢ 1udp@dy3Hoi aTpodueit Kopbl U
OeJIoro BeIiecTBa roJJOBHOTO MO3Ta.
N3menenuss MP-curnana ot CTpykTyp
TOJIOBHOTO MO3ra MOTYT OTCYTCTBOBATh Yy
7-17% netelt co cMemanHon Gpopmoit
00se3HM BuiibcOHA MpU HATMYHUU
HEBPOJOTMYECKONM CUMIITTOMATUKHU B BUJIE
TpeMopa, TU3apTPUr U U3MECHEHUSI
MBIIIEYHOTO TOHYCAa IO
AKCTpAUPAMHUIHOMY THUITY.

Koncyneranus ogpmanvmonoza c
0CMOMPOM CO WiE1e60U IAMNOU:
BU3yaJn3upyroTca Kosbla Kansepa-
Qrieniiepa U MEIHYIO KaTapakTy 110 TUITY
«TOZICOIIHYX).



Ceemoeoii MUKDOCKORUA Ouonmama neyeHu. MOp(l)OJ'IOFH‘IeCKaH

KapTUHA KPYITHOY3JIOBOTO IUPPO3a MEYCHHN B UCXO0/1€ 00JIe3HU
Buiibcona, ObIBAIOT ClTydan M MEJIKOY3JI0BOTO uppo3a. s

Ka4eCTBEHHOTO BBISBJICHHS JACTIO3UTOB MEIU B IICUCHOYHON TKaHU
HCIIOIB3YIOTCS Pa3TNIHBIC THCTOXUMHYECKIUE METOABI OKPACKH
(pomamuH, pybeaHOBas KHCIIOTa, OPCEHH, METO TuMMca ¢ cepoii),
OJTHAKO, BCE OHM UMEIOT HU3KYIO JUATHOCTHYECKYIO IIEHHOCTD.

Onpeodenenue cooeprcanus meou 6 MmKAHU NEYEHU:
MTOBBIIIEHUE KOJIUYECTBEHHOTO COACPKAHUSI MEY B TKaHU
neuenu 6onee 250 MKI/T,

Monexkynapno-zenemuueckoe uccie008aHus. BO3MOXEH
MOWCK YaCThIX MYyTallMK, a B CJIy4a€ UX OTCYTCTBHUA — ITOJTHOE
cekBeHnpoBaHue resa ATP7B.



JlmarHocTuka

bamnprag mkana quarmoctuku 6osie3Hn Buibcona

L. CavnToMmbl Baxnl I1. /TabopaTopHbIe TeCThI Baxnl
1 Kombua Kaiizepa- 1.9KCKpeITHd MeIH ¢ MO90H
refimepa - HopMa 0
- IPHCYTCTBYIOT 1 | -1-2 HopMHl 1
- OTCYICTBYHOT 0 |-0Oomee 2 HopM 2
- HOPMa, HO YBETHUEHHE 0onee 5 HOpM 2
TIPHE 1IPo0e ¢ NEHUYULIAMUHOM
2 HefiponcHXHATpHIECKad 2. KonugecTeeHHOE onpeneeHHe MeTH B
CHMITTOMATHKA _(H3MEHEeHHT OHOMTATAX NEYeHH
Ha MPT) - HopMa -1
- IPHCYTCTBYET 1 [-50-250 Mxr/r 1
- OTCYICTBYET 0 bomee 250 yxr/T 2
3.KyMbc-HeraTHBHAA 3.PojavHH - NO3MTHBHEIE TEeMATONHTE!
TeMOTHTHYIECKAA AHEMHT (IpH HEBOIMOKHOCTH KOTHYECTBERHOTO
- IPHCYTCTBYET 1 | o;mpezeneHns Mew B NeYeHH
- OTCYTCTBYET 0 - IPHCYTCTBYIOT 0
- OTCYICTBYIOT 1
4.VpOBEED NepVIOMIA3MHHEA B CEIBOPOTKE
KDOBH (IpH HopMe Oomee 20 Mr/am)
- HopMa 0
-10-20 1
- Megee 10 2
III. MoaekyasApHo-reHeTHYecKoe HCC/IeJ0BAHHe (BbIAB/IEHHe MYTALHI reHa
ATP7B)
- TOMO3HT0Ta, KOMIAYE-TeTePO3HT0Ta 4
- TeTepO3HroTa 1
- MYTAIHH He 00HApYAEHO 0

CyMMapHbI€ OaJlIbI:

4y OoJiee: BbICOKAS

BEPOSITHOCTD
0osie3nn Buiscona;

2-3: bosne3Hb
BunbcoHa BEpOsATHA,
HO TpeOyeTCs
najbHENIee
oOcJienoBaHuE
MMalMeHTA;

0-1: boie3Hp
BuascoHa
COMHUTEJIbHA.



CxeMa mTuardHoCcTuku 0oJie3HN BUJIbCOHa-

KonoBaiioBa

K&+
Hep<20 Mxr/zn
24-h Cu >50 MxT

l

DHOIICHA MeYeHH ¢
KOJTHYIeCTBeHHOH
OLIEHKOH
COAEpPKAHHT METH

>250 \ﬁ

<250 MKT/T

K®+ K& - K& -
Hep=20 nr/mn Hep<20 yvr/on Hep<20 »x/mn
24-h Cu =50 v 24-h Cu =50 s 24-h Cu =50 vz

<50 MKT/T

/

JApyToH JHArHO3

F

o

MonexyazpHo-
TeHEeTHIECKOe
HCCIIeJOBAHHE

[

Boae3zss BuabcoHa

50-250 MKT/T

\/

DHOIICHT NeYeHH C
KOTHYECTBeHHOH
OLeHKOH
COOEpAAHHA MEIH

>250 MKT/T




PekoMenayercs
HAYMHATH C
IIAETHI,
HaIpaBJICHHOU
Ha
YMEHBIIECHUE
MMOCTYIICHUSA
MEU B
OpPraHU3M.

Jleuenue

[Tpoaykr Mesb, mr s 100r [Tpoaykt Mejtb, Mr 8 100r
[TeyeHb Tes4bs KapeHas 239 Mannna 0,170
[leyenn GapaHbs KapeHas 13,5 Abpukoc 0,170

Yerpuiisl 15 Peauc 0,150

Yrpu BapeHsie 6.6 Sliina KypHHble 0,150
Jlpoxoku cyxue 50 Kaprodens 0,140
Kakao-nopouok 39 Caeka 0,140
[Tiope TomatHoOE 29 baknaxau 0,135

CeMeHa 110/ICO/IHeYHHKA 23 Kusu 0,135
OpexH Kelllblo 21 YecHok 0,130
Kpeserku BapeHsble 1.9 KpbikoBHHK 0,130
Kpabb! Bapenble 1,8 CMopo/IHHa YepHas 0,130
Opexu Gpasuibekue 1,8 3eMJIAHHKa cajloBas 0,125
CeMeHa ThIKBEHHbIE 1,6 Canar 0,120
CemeHa KYHXKYTa 1,5 ['pyma 0,120
Taxunu 1,5 Kanycra bpokkoiu 0,120

Owmaps! BapeHble 1.4 Abnoku 0,110

OpexH rpetikue 1,3 [Tomuzop 0,110
OpexH KepoBble 13 Pejibka 0,100

Oyuayk 1,2 Orypuis! 0,100

Apaxic 10 & 0,100

ClaKHH




Jl-nmeaunuiIaMuH

[Ipeacrasnser co00it MPOU3BOAHOE NEHUIIMIIMHA, MOJIEKYJIa KOTOPOTO
COJIEP>KUT CBOOOJHYIO CYJIb(OUAPHIBHYIO TPYIIY, C TOMOIIBI KOTOPOI
OCYIIIECTBIISIETCA XeJIaTOpHAsi aKTUBHOCTh JJAHHOTO Ipernapara

I[-HCHI/IIH/IJ'IJ'IEIMI/IH MO6I/IJ'II/13y€T MC/Jb U3 IICYHCHHU U JPYTI'UX OPIraHOB U
YBCINYIHNBACT €C MOYCBYIO OKCKPCIINIO, 4 TAKIKC HHAYIHHUPYCT CUHTC3
MCTAJNIOTMOHHMNHOB.

Jl1g nereu TeparneBTUYecKas 103upoBKa Jl-neHuuiuiaMmuHa coctapisieT 20
MI/KT/cyT. Koppekius 10361 Ipenapara mporu3BOAUTCS MO MEPE CHUKECHUS
YPOBHSI SKCKPELUHU MEJIH C MOYOM.

B cBsi3u ¢ HanuuneM y D-nieHuIuIIaMiuHa aHTUITUPUI0KCUMHOBOTO 3 (PeKTa K
Tepanuu A00aBIIsIIOT BUTaMuH B6 nepopaiibHo B 103€ 25- 50 MI/cyT.



I Ipenaparsl 1iuHKa

(cynabdar, OKKCh, alleTaT IUHKA)

[Ipemaparsl HUHKA HHAYLIUPYIOT METATIOTUOHUHBI YHTEPOIIUTOB,
001aJar0IMX BEICOKUM CPOJICTBOM K MEJIH, YTO TIPUBOIUT K
3aXBaTy MY W3 MUIIU METaNIOTUOHUHAMU, CBSA3BIBAHUIO B
SMUTEINN KUIICYHUKA, U IPEMSITCTBUIO a0COpOIMK MeTajia B
CUCTEMHBIN KPOBOTOK C BBIJICJICHHEM U30bITKA MEJIU C KaJIOM.
[Ipemaparsl IMHKA MEHEE TOKCUYHBI, YEM XEJIaTOPHI.

3a py0exoM s JieueHMs 00J1e3HM BHiIbCOHA HCIIOIB3YIOTCS
TpueHnTuH (TpUATUIICH TeTpaMuH) U TeTpamonnoaaT aMMOHHMS,
OJIHAKO Ha POCCHUMCKOM (papMaKoJIOTHUYECKOM PBIHKE TaHHBIC
npernaparhl He 3aperuCTPUPOBAHBI.



XUAPYPrudeCKOe JICUCHUE

PekoMEH0BaHO IIPOBEACHNE OPTOTONUYECKOM TPAHCIIAHTAIMM TICYCHHM.

pa3BUTHE PYITLMUHAHTHON MEYCHOYHOM
HEJIOCTAaTOYHOCTH;

* HEO()(PEKTUBHOCTH TEPAIINM XEJIaTOpaMH
MEJI1 B TCUCHUE HECKOJIBKUX MECSIIEB Y
MAIMEHTOB C JEKOMIICHCUPOBAaHHBIM

HOK&S AHUS: LIMPPO30M IICYEHHU;

* BOBHHUKHOBEHME TSKEJION MPOTrPECCUPYIOIIECH
MIEYCHOYHON HENOCTATOYHOCTH MPHU
CaMOCTOSITEJILHOM MPEKPAIICHUM JICUCHUS,

* MPOTPECCUPYIONIUX U HEOOPAaTUMBIX
HEBPOJIOTHYECKUX HAPYIICHUSIX.



IIporpeccupyroiiiee remnaroneIuIrIApPHOE
BOCIIAJICHUE HESICHOU THOJIOTHH,
XapaKTEPU3YIOIIEECA HATTMYUEM
[IEPUIIOPTAIILHOIO I'€IIaTruTa,
rurepraMmMariooOyInHEMUH, IIE4Y€HOYHO-
ACCOLIMUPOBAHHBIX CHIBOPOTOYHBIX Ay TOAHTUTE
M MIOJIOKATEIbHBIM OTBETOM Ha
UMMYHOCYIIPECCUBHYIO TEPAIIUIO.



Otuonorus AUT" HenssecTHAa

OcHoBHoOM (aktop narorene3a AUI - reneTnyeckoe nNpeapacoiokeHue, T0 €CTh UMMYHOPEAaKTUBHOCTb
K ayTOAHTUTCHAM.

s AUT xapakrepHa TecHas CBSI3b C PsIZIOM aHTUT€HOB TJIaBHOTO KOMILJIEKCA TUCTOCOBMECTUMOCTH
(MHC, HLA y yenoBeka), y4yacTBYIOIIKNX B UMMyHOperyisiTopabix mnponeccax (HLA DR3, HLA DR4 u

Ip.).

OpHako HE UCKIIFOYAETCS BO3MOXKHOCTh BO3HUKHOBeHUsI AUT™ BenencTBre nepBUYHO 00YCIOBICHHOTO
HapylIEHHWSI UIMMYHHOTO OTBETA, KOT/la NOSIBJIICHUE «3aIPEIIEHHBIX KJIOHOB) ayTOPEAKTUBHBIX KJIETOK
MPOUCXOIUT U 0€3 BO3JICUCTBUSI TPUTTEPHBIX (PAKTOPOB. DTO B3aUMOJIEHCTBUE UHIYyLUpYyeT T-
KJIETOYHbIC UMMYHHBIE PEAKLIUH [IPOTUB AaHTUTEHOB I'€aTOLMTOB, YTO BEJIET K PA3BUTHIO
MPOTrPECCUPYIONIUX HEKPOBOCHATUTEIBHBIX U (PUOPOTUUECKUX U3MEHEHUW B TKAHU ITCUYCHU



AHNI" paccMarpuBaeTCs KAk OTHOCHUTEIILHO
pelkast 00J€3Hb: €ro paCOpOCTPAaHECHHOCTD B
EBpornie u CHIA cocrasisier 3-17 ciaydaeB Ha

100 000 nHaceneHus, a eKeroaHast
3a0o0jieBaemMocTh — 0,1-1,9 cimyuaeB Ha 100 000.
B Poccuu B CTPYKTYpe XpOHUUYECKUX I'E€IaTUTOB

y neren pona AWUI cocrasisier 2,0%. JleBouku u
YKEHIIIMHBI COCTABJIAIOT 75 % OOJIBHBIX



AUI 1-ro Tuma xapakrepuszyeTcs HaJIMYUEM B CHIBOPOTKE
AHTUHYKJICAPHBIX WM AHTUIIAJKOMBIIICYHBIX AHTUTEN B
tutpe >1:80 y B3pocabix u >1:20 y nerer. Ha gointo 3toro
TUMA, TIPEICTABIAIONIECTO COO0M KJIaCCUUEeCKUM BapUaHT
0one3nu, npuxogutcs 6onee 90% Bcex ciryuae AUT.

AWI" 1-ro Tuma BcTpeyaeTcs B JJt0OOM BO3pacTe, HO Yalie
oT 10 mo 20 xet nim ot 45 no 70 xer.

[TIpun AUI 2-ro Tumna B CEIBOPOTKE OIPEICIISIOTCS aHTUTEIIA
K MUKPOCOMaM KJIETOK MEYEHU U SMUTEIHATbHBIX KIETOK
KJIyOOUKOBOTO arinapara rmo4ek tumna 1.

AHI" 2-ro tuna cocTtasisgeT okono 3-4% BCeEX ClIydaeB
AU, 00JbI11yI0 4aCTh OOJIBHBIX COCTABJISIOT JIETH OT 2 J0
14 ner..



renaroMerainy Ui
CIUICHOMETaJIuu (npu
pPa3BUTHH LIUPPO32
MIEYCHN );

0oJ1eil B IpaBoOM
noapeodepne;

Ha KOXK€ TeJICaHTUIKTA3HM
(«COCYIUCTBIX 3BE3/I0UECK)

JIMXOPAAKH;

IIPU3HAKOB KENTYXH,
acuuTa, BAPUKO3HOTO
pacuIMpeHus BEH
nuuieBosa (pyu pa3BUTUA
UPpO3a NICYEHH );

BHETICYEHOYHBIX
MIPOSIBIICHAMN
(ayTOMMMYHHBIN
TUPEOUIUT, A3BEHHBIN
KOJIUT, CaxapHbIi AuabeT u

Jip.)

cJ1a00CTH, MMOBBIIIICHHON
YTOMIISIEMOCTH;

aMeHOpen

OTCYTCTBHE B aHAMHE3€
HEeJaBHETO MpuemMa
renaToTOKCUYHBIX

penaparoB



AYTOMMMYHHBIN T€MIaTUT XapaKTEPU3yeTCs IMUPOKUM CIEKTPOM KIMHUYECKUX MPOSIBICHUIM: OT
0€CcCUMITOMHOTO /10 TSXKEJIOT0, C HATMYUEM WK 0€3 BHETIEUEHOUHBIX MPOSBICHHM, KOTOPhIE MOTYT KacaTbCsl
IIOYTH BCEX OPTaHOB U CUCTEM.

\

AWI y nereit B 50-65% XxapakrepusyeTcs BHE3AMHbIM HAYAJIOM U MTPOSIBICHUEM KIIMHUYECKUX
CHUMIITOMOB, CXOJIHBIX C CHMIITOMaMH OCTPOTO BUPYCHOTO remnatuta (pe3kas ciiadbocTb, TOIIHOTA,
aHOPEKCHSsI, BEIpaKEHHAS JKEITyXa, MHOT/IA JTUXOPaIKa).

B psane ciaydaeB 3aboneBaHne pa3BUBaeTCS HE3AMETHO C ACTCHOBETETATUBHBIX MPOSIBICHUH,
apTpalrHii, MUAJITHIA, O01el B 00IaCTH MPaBOro NOAPeOephsi, HE3HAYUTEIHHON JKEATYXH.

WHoii BapuaHT Havyasa 00JIE3HN — MOSIBIICHUE JTUXOPAIKH C BHETICYSHOYHBIMH MPOSBICHUSMU
(ayTOUMMYHHBIN TUPEOUIUT, I3BEHHBIN KOJIUT, TEMOJTUTHYSCKAs] aHEMHUSI, UTUOTIaTHIECKast
TPOMOOLIUTOIECHUSI, CaXapHBIM TUa0eT, IeTHaKus, TIOMEPYIoHePPHT U 1Ip.). XKenTyxa mpu 3ToM
BapHaHTE TCUCHHUSI MOSBIISIETCS TTOKE.

3aboieBaHNE HEMIPEPHIBHO MPOTPECCUPYET U HE UMEET CaMOTPOU3BOJIBHBIX PEMUCCUH. YITyUllIeHUS
CaMOYYyBCTBUS OBIBAIOT KPAaTKOBPEMEHHBIMH, HOPMAJIU3AINA OMOXUMUYECKUX TOKa3aTesiel He MPOUCXOIUT



OAK: 3HaUNTEILHOC
noBbIieHue COD,
YMEPEHHO BBIPAKECHHYIO
TPOMOOIIMTOIICHUIO, PEXKE
— JICUKOIICHHUIO; aHEMHMUIO.

OnpeneneHue mMapkepos
BUPYCHbBIX 2eNAMUMOGE:.
CEPOHETaTUBHOCTH 110
MapKepaM BUPYCOB
rernatutoB A, B u C.



AJIT u ACT: 5-10 u Oonee KpaTHOE MOBBILICHUE.

Bbunupyoun: noBeieH B 2 1 0oJiee pa3 IPEUMYLIECTBEHHO 3a CUET
npsiMON (hpaKIiuu.

y-2n00ynunoe (IgG): 6osee yem B 2 pasa BbIIE HOPMAIBHOTO YPOBHSI.

] ®@: 0ObIMHO HOPMAJIBHBIN WJIN CJIETKA MOBBIIIEH, MOXKET OBIThH
MOBBIIIIEHA AKTUBHOCTh ramMmarmioTamuiTpancnentuaassl (I'TT).

B chIBOpOTKE HOpMaJIbHOE COICp)KaHUE al-aHmumpuncuna, meou u
uepynoniazmuna.



[Ipu AUTL 1-ro
TUMNA:
AHTUHYKJICAPHBI
¢ (ANA) n/unu
AHTUIIIAKOMBI
meuHslie (SMA)

[Tpu AUI 2-ro
TUMA: AaHTUTEJA
K MUKpPOCOMaM
KJICTOK MEYECHU

U TI0YEK
(anti-LKM 1).

CepoHeraTuBHO
CTb I10
AHTUMUTOXOH/IP
HaJlbHbIM

dHTUTCIIaM
(AMA).

ITammeHTOB C
KJIIMHUYECKOHN
kaptunou AUT
CEPOHETATUBHBIX I10
ANA, SMA,
anti-LKM 1
HEOOXOIUMO
IPOTECTUPOBATh Ha
HaJIMYue IPYTUX
ayTOAHTUTEN:
anti-SLA, anti-LCl,
pANCA u np.



Y3U neuenu u ceneszenku:
YBEJIMYEHUE TICYEHH U PEKE
CEJIC3CHKH, IPU3HAKHU
MOPTAIbHON TUIIEPTEH3UU U
IAPPO3a MEYCHHU.

AIJIC: npu HAIMYUU
COOTBETCTBYIOIINX
Kao0 UK MPU3HAKOB
MIOPTAIILHON
THIEPTCH3HH.

buorncuu neuenu - 15t ONpeAeeHns CTENECHH
AKTUBHOCTH BOCIAIMTEIBHOIO MPOIECCa U CTAANU
3a00J1€BaHUs, & TAKKE UCKITIOYEHUS IPYTUX
HO30JIOTHYECKUX (POPM.




OtuorponHoro jieuenusa AUIL He cymectyert. [loaTomy
PEKOMEHYETCA ITPOBOAUTH MMATOTEHETUYECKYK) NMMYHOCYIIPECCUBHYIO
TEPAMUIO.

MOHOTEpAaIus MPEAHU30JI0HOM B BLICOKOM HAYAJILHOM J103€
60 MI/CyT ¢ OBICTPBIM CHHXKEHHEM B TeueHHe 1 Mecsiia 10
20 Mr/cyT.

KOMOMHHPOBaHHAs TEpaIusl BKIOYACT Ha3HAUYCHHUE
npeaHn3010Ha B Jo3¢ 30 Mr/cyT u azatuonpuHa B o3¢ S0
MTI/CYT C OBICTPBIM CHHMKEHHUEM J103bI IIpeaHKn3010Ha Ha 10
MT/CYT MOCJI€ MEPBOM HEACIU U Ha 5 MI/CYT MOCJe BTOPOH

HEJIeNIA TEPANUM 10 NOJIepKUBAKOIIEH 10361 10 MI/CyT.




OtcyTcTBHE
JIOCTaTOYHOIO
addexTa win mioxas
IIEPEHOCUMOCTD
MIPEIHN30JI0HA U [Muknocnopun A
a3aTUOIIPHUHA JAET 2,5-5 mr/kr/cyt
OCHOBaHUE
MONBITATHCS
HA3HAYUTH JAPYTHE
UMMYHOCYIIPECCOPHI.

Takponumyc
0,05-0,1 mMr/kr/cyT

Huknodochamu
—1,5 mr/kr/cyT



B cBsi3U C peabHOM BO3MOXKHOCTBIO ITPOBECHUS TPAHCIUIAHTAIINN
MICYEHU y JICTE PEKOMEHIYETCA CTPEMUTHCS K HanboJiee paHHEN
nuarHoctrke AT 1 CBOEBPEMEHHOMY BBISIBIICHUIO TIOKA3aHUM K
MIPOBEJICHUIO TPAHCIUIAHTAIIMN TIEYEHU Y JETEU C IIPU3HAKAMU
nuppo3a mnedeHu (L11), nedyeHOYHOKIETOUYHOM JIEKOMIICHCAIIUEH U
PAa3BUTHUEM TEMATOLEIITIOIAPHON KAPIIUHOMBI.

[Iporuo3 TpaHcmaaHTAUU OJAarONPUSTHBIN: S-JIETHSS BBKUBAEMOCTD
npeBbimaet 90%. BmecTe ¢ Tem ciienyeT yduThIBaTh BO3MOKHOCTD
peLUAMBA, 4aCTOTA KOTOPOTro cocTaBideT B cpeanem 10-35%. B To xe
BpEMs ITIOCTTPAHCILIAHTALIMOHHAsI HMMYHOCYIIPECCHS, B IIEPBYIO
ouepenb ' KC, HE TOJIBKO MPEAOTBPAIIAOT OTTOPKEHUE, HO U
MO3BOJISIIOT KyIIMPOBAaTh PEIUIMB.



