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boaesur Biuarcona — KonoBasaosa

* TSHKEIIOE IPOTPECCUPYIOIIEE HACIECICTBEHHOE
3a00JIEBAaHUE, B OCHOBE KOTOPOTO JICKUT HAPYIIIEHUE
9KCKPEIMHU MEAW U3 OpraHu3Ma, IPHUBOAAIICE K
M30BITOYHOMY HAKOILICHHUIO 3TOTO MUKPOJIJIEMEHTA B
TKaHSIX U COYCTAHHOMY MOPAKECHUIO MMapECHXUMATO3HBIX
OPTraHOB W T'OJIOBHOI'O MO3Ta

* CMHOHHMMBI: IeNaToJCHTUKYISIpHAs AereHepalus,
rerarounepeopaibHas JUCTPOhUs



DTOAOT U

* Myranuu rena ATP7B, KoTophIi JIOKaJIM30BaH HA
aIrHHOM 1iede ] 3 xpomocomebl (Jiokyce 13q14.3)
1 KOIUPYET MEAb-TPaHCIIOPTUPYIONTYI0 ATd-a3y
P-tumnia —ATP7B.

* B HacTosIee BpeMeHs UICHTU(PUIIMPOBAHO 60J1€€
600 paznu4YHbIX MyTa1

‘/ /vx ‘

* [lepenaercs nmo ayrocCOMHO-
PELIECCUBHOMY THUITY
* Paciipoctpanennocts 1 Ha 25000




I TaTorenes
ATd-aza 7A

BCAChIBAaHME MEIU U3 KUILICYHHKA U JOCTaBKa
€ro 4epe3 BOPOTHYIO BEHY B IICYCHb

ATD-az3r1 7B

TPAHCIIOPT MCAU N3 BHYTPHUKIICTOYHLIX JCIIO B
KCJIYb

BKJIFOUCHHE MEIU B allolEepyI0ILUIa3MUH JIJIs
CHHTE3a (DYHKIIMOHAJILHOTO Oe€JIKa
[EepyI0IIa3MHUHA



ITaTorenes

HETUYECKUM Ne(PEKT
epmentra AT® 7B $

apyIICHUE CUHTE3a
LEpYI0IIa3MIHA

YBEIIMUECHUE COACPIKAHUS B )/
KPOBH ME/H, HE CBSI3AHHOU C | L
LEPYIOIIa3MUHOM <3
GI[B HAYMHACT b Blood plasma
KJIaJbIBATHCA B IICUCHU, P! QProtein

3pIBasi HAPYILCHHS €€ o S \&
PR Ay

(small intestine)

Copper excretion
into feces
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I IaToreues

[{UTOTOKCHYECKOE Y [UTOJIUTHYECKOE ITIOBPEKICHUE
T'€IIaTOLMTOB IIPUBOJIUT K YBEIMYCHHIO B KPOBHU
“cB0O00OHON” (hpaKIMU MEJIH (Pa3BUTHE TEMOJIUTHYECKUX
KPHU30B)

W3 KpoBOTOKA MEb BITUMUHUPYETCA YepeE3 NOUYKH, BHI3bIBAS
HE(HU3MOJIOTHUECKYIO0 THIIEPKYIIPYPHIO U B U30BITOYHOM
KOJIMYECTBE JCNOHUPYETCA B TKaHAX U opraHax (I'M,
MIOYKH, 171432 U JIp.) mmm) PA3BUTHE XPOHUYECCKOU METHOM
MHTOKCUKAIIUU C TOJIMOPTraHHBIM OPAXKEHUEM



Kaaccudnkanus

AbpoMuHanbHas popMa
I{lepeOpanbHas popma:
PUTHHO-aPUTMOTUIICPKUHETHYCCKAs
OpOXKaTeIILHO-pUTHAHAS (hopMa
apoxkaTelibHas popma
SKCTpAUpPaMHIHO-KOPKOBas (popma



KanHnyeckast KapTuHa

e JleOroT yamie B 5-40 jeT.
* KinnHnyeckuii HoauMoppu3M:
v/ IleueHounas manudecramnusa — 40-50%
v/ Hesponornueckas u ncuxudeckas — 10-35%
v/ I'emaronornueckuit cuHapom 15%
Croenuduyueckuil mpu3Hak - koabla Kaizepa
dreniepa



KanHnyeckast KapTuHa

v/ IlopaxxeHue neueHuu:

* OcTphli renatut (KEITyXa, aCTCHUYCCKUM
CHHJIPOM, AaHOPEKCHSI)

* XpOHUYECKHM rernarut (CuMOToMbl X1 +
konbla Kaizepa-dnenepa)

* OdyjrpbMEHAHTHASA IICYECHOYHASA
HEAOCTATOYHOCTh

* [luppo3 nieueHu
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KanHnyeckast KapTuHa

v/ LIHC - skcTpanupamugHas CHMIITOMATHKA:
TPEMOP, PUTUIHOCTD, TUIIEPCAITMBALINA,
OpaJuKUHE3HSI, JUCTOHUS MBIIIIEYHOTO TOHYCA,
00€IHECHNEC MUMMKH, TU3APTPHUS, HAPYIICHUS
KOOpAWHAINY ABVKEHUU U MEJIKO MOTOPHKH,
M3MEHEHNE MOXOIKH! : '
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OYKH — MUHOALIUIYPUEH,
ruriepdocdarypuei,
TUIIEPKATBIIUYPUEH, TIIFOKO3YPUEN,
YPUKO3YPHUEU, TIOTEPEN KIS,
nepuuTomM OUKapOoHara,
IIOYECYHBIM TYOYIIPHBIM aI1i1030M

CepaeuHo-cocyaucTas CUCTEMA -
KapAuOMMOIIaTUU

OnopHO-ABUTATEIILHBIN anapar -

aTOJIOTMYECKUE HAPYILICHUS -
UTUYECKUE AaHEMHUU

KanHnyeckast KapTnHa

Kannnueckan manndecrauns 6oesnn
Buascona-Konosasosa

Hefiponcmarieckise
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Kaitzepa ®aefuuepa
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NEMCHOMHAR
HEAOCTATOMHOCTH
Ocreonenms

Ilopaxermie novex
(crmuIpom Dasmon)



KanHnyeckast KapTuHa

v/ JlepMaTosiornueckue
IPOSIBIICHUS -

roJIyObI€ JIYHKH Y HOTTEBOIO
J10Ka, TUIIEPIIUTMEHTALIMS KOXKHU

¢/ OHJOKpHHHAs CUCTEMa-
TUIIOTIAPATUPEO3 U HAPYIIICHUE
TOJIEPAHTHOCTH K TJIIOKO3E,
3aJIepKKa II0JIOBOIO CO3PEBAHUS,
TMHEKOMACTHS, ITPU
BO3HMKHOBEHUM OCpPEMEHHOCTH
BBICOKA BEPOSATHOCTD
CaMOIIPOM3BOJIbHBIX a0OPTOB




AuarHocruka

[Tokasaren oOMeHa menu:

CHMXEH YPOBEHDb CHIBOPOTOYHOI'O LEPYJIOILIa3MHUHA
<0,2r/1 (N 0,2-0,6)

IToBrimeHa 24-4acoBas SKCKpeHys Meau ¢ Mo4ou >1,6
MKMOJIBL/CyT (N 0,1-1,6) unmu >80 MKI/CyT.

[ToBBIIIIEHO COMEpKaHNE MEIN B TKAHU IICUCHU
(omomncus) >70-250 mkr/r cyxoro Beca (N 40-50) niu
>4 MKMOJIB/T cyXoro Beca (N<4)

YPOBEHD ‘“HELIECPYIOILIA3MHUHOBON MM TOKCHYHOM
M€ ChIBOPOTKH >1,6 MKkMOJIB/JT wian >250 Mkr/i (N
<150 mr/mn), mpu 3TOM ypOBEHb OOIICH MEeIU
ChIBOPOTKH N (12-24 MKMOJIB/JT) MU CHUKEH



AuddepennaabHbIN AVIaTHOS C
XPOHNYECKUM TeIlaTUTOM

+* Kimanueckue gjaHHBIC:

* (CoueraHue CHMIITOMOB XPOHHUYECKOTO
reraTuTa ¢ HOPaKCHUEM JPYTUX CUCTEM

 Chnenuduyeckuil CUMIITOM - KoJibla Karizepa-
drneniepa

% JlaGoparopHbic JaHHBIE:
* l3mMmeHeHUe moKa3areiaei oOMeHa MeIun

* OtrcyrcTBHE CrICHU(DUUECCKUX MAPKEPOB
XPOHUYECKOI'O reraTrura



CI111COK MCIIOAb30BaHHOM
AUTEPaTyPhl

* DenepanbHbIC KIMHUYECKUE PEKOMEH JAIIMHA
10 TUATHOCTHKE U JICUCHUIO O0JIC3HU
Bunscona-KonoBanona

* http://neurosys.ru/bolezni/bolezn-vilsona-kon
ovalova

* http://lekmed.ru/info/arhivy/bolezni-organov
-pischevareniya-u-detey-64.html



acrOO 3a BHIUMAaH



