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NMAUMEHTKA M. 38 AET

[py nocTynAeHUU NpeAbsBAsIAQ }KAaAODbI Ha:

BbipaxkeHHYto 0buyto caabocTb

TsaxecTb B npaBoM noapebepbe

YBeAnyeHue B pasmepax KMBOTa

OApbILWKaA, MOTAUMBOCTb

YBeAnyeHMe Maccbl TeAa Ha 5 Kr B TeyeHmne HeaeAn
YyBCTBO »KXKEHUSA B KOXKeE

Cyaoporu Hor

OTekun Hor K Beyepy



AHAMHE3 XXN3HA

m [oa poxaeHus: 1980 roa

m OO6pa3oBaHue: BbiCLLEE NEAArOrMYECKOoe

m CeMmelHoOe MOAOXKEHME: 3aMY>KEM, eCTb 2 AeTeN

m BpeaHble npuBbIvKK: OTpULaEeT

m CeMelHbIM aHaMHe3: OTeL, YMEp OT paKa A€rKUX, MaTb — OT paka MaTKu

m [vHekoaornyeckmm aHamHes: ¢ mas 2018 roaa Ao ceHTabpsa 2018 ropa npuHUMaAa »KaHUH, MOCAEAHSIS
MEHCTpyauus B ceHTsb6pe



AHAMHE3 3SABOAEBAHUNA

_ 1998 ron 2016 ron Anpeas 2018 OkTs10psb 2018
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/\/
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V3U,

Tepanus -
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NpUHMMaET
aTapakc

T

[locnuTaAmsaums,
HeyTOYHEHHas
3TUOAOTUA
LMppPO3a MeveHu



TP NMOCTYINAEHNI

m OObuiee cocTosiHME CpeAHEN TAXKECTU, ICHOE CO3HaHUe
m NMT = 26,4 (M36bITOUYHAsA Macca TeAa)
m Koxka, cAnsucTbolie bAepAHO — po30Bble, YMEPEHHOM BAAXKHOCTU

m KMBOT yBeAMUeH 32 CYET HeHanps)KeHHOro acuuTa, MArKMM, YMEPEHHO OOAE3HEHHbIM B MpaBOM
noapebepbe

m CuMnTOMOB pasaparkeHust GploLLIMHBI HET
m [leyeHb +2 cM oT Kpass pebepHOM Ayrv Mo NpaBoM CPEAUHHO-KAIOUUYHOM AMHUMK
m [laAbnupyeTca HUXKHUIM MOAKOC CEA€3EHKM, NepKyTopHo |2*5 cm

m [lacTo3HOCTb roAeHen



OBLUMMN AHAAN3 KPOBU

OPUTPOLUTHI 421 10*12/n 35-52
I'emorinoOuH 125 t/n 110-155
I'emaTokput 38 % 32 -45
TpoMOoUUTHI 168 10*9/n 180 - 320
Cpennuii 00beM TPOMOOIIUTOB 12 pa 7-10,4
TpomMOokpuT 8% 10 - 50
JIumdoruTel abc copepkaHue 0,8 10*9/n 1-4,5
Jlum@oruTel 29% 18 - 40
MOHOIIUTEI 2% 1-11

COD 10MMm/g 2-20



AJIT 49 En/n 4-32
ACT 63 En/n 4-32
D 196 En/n 40-250
y-I'T 171 En/n 5-40
Anb0ymMuH 36,4 r/n 35-52
bunnpyoun oOmmit 26,8 MKMOJIB/JT 5-21
bunupyOuH CBSA3aHHBIN (TTPSMOI) 10,9 MxMoOmb/11 0-7
bunrpyOuH cBsI3aHHBIN (MPSIMOiN) 15,9 mxmonb/n 5-14
onporememaprep |
Anbda-deronporenH 11,8 Hr/mn 1,09-8,04
CA-125 182,1 En/mn 0-35
CA-19-9 22,47 En/mn 0-35
S e R
IIpoTpoMOMHOBBIM HHACKC %0 71 % 70-130

AUTB 37,8 cex 23-35



BMOXMMNA MOYHA

Menp B Moue 181,07 Mxr/1 0-35
CyTOYHOE KOJI-BO MOYH 1,61 n

Menp B CyTOUHOM MOYE 2772 MKT/CyT 3-50



CHILD-PUGH LLUKAAA

o e Points*
Clinical and Lab Criteria 5
Mild to moderate Severe
I h
EncepnelopaRty None (grade 1 or 2) (grade 3 or 4)
. Mild to moderate Severe
Ascites None - . . : :
(diuretic responsive) (diuretic refractory)
Bilirubin (mg/dL) <2 2-3 >3
Albumin (g/dL) >35 2.8-35 <2.8
Prothrombin time
Seconds prolonged <4 4-6 >6
International normalized ratio <1.7 1.7-2.3 >2.3
Child-Turcotte-Pugh Class obtained by adding score for each parameter (total points)
Class A = 5 to 6 points (least severe liver disease)
Class B = 7 to 9 points (moderately severe liver disease)
Class C = 10 to 15 points (most severe liver disease)




YAbTPA3BYKOBOE MCCAEAOBAHME OPFTAHOB BPIOLLHOMU

[MOAOCTHU U SABPIOLUNHHOIO NMPOCTPAHCTBA

m [leyeHb: KOHTYpbl YeTKMe, HepoBHble. PaaMepbl YBEeAUYEHBI, 3XOreHHOCTb MOBbILIEHA. DXOCTPYKTYpa
BblpakeHHO AMGPY3HO- HEOAHOPOAHas, C Yy4vacTKaMM OoAee HU3KOM U BbICOKOM 3XOreHHOCTH,
y3aonopob6Horo ctpoeHus. CocyAUCTbIM pUCYHOK AedpopMmnpoBaH. [ledeHoOUHbIE BEHbI HEe pacLUMPEHO,
UMEIOT U3BUTOMU XOA.

m >KeAuHbit ny3bipb: paamep 6oabwon | 19 * 37 mm, opma M3MeHeHa, ¢ nepernboM B Lwielike. ToALLMHA
CTEHKM yBeAndeHa, 2.0 MM. OXOreHHoCTb CTEHKM TMOBbIWEHHAs, 3XOCTPYKTYpa OAHOPOAHas.
[lpucteHouHble obpa3oBaHus He BbisiBAeHbl. CoaepXXMMoe C  HeBGOAbLIMM  KOAUMYECTBOM
MEAKOAMUCMNEPCHOM FMNep3XOreHHOM B3BECM.

m BHyTpMneyeHoOYHbIe KeAYHble MPOTOKM He paclumpeHbl. [ enaTokoxoaepoX: He pacluupeH, 4.0 Mm.

m [loakeAyaouHas »KeAe3a: KOHTYpbl YeTKMe, poBHble. Pa3amep He yBeAMYEeHbl. DXOreHHOCTb YMEpPEeHHO
MOHUXKEHA, SXOCTPYKTYPa YMEpPeHHO AUPPY3HO — HEOAHOPOAHas. [AaBHbIM MaHKpeaTUYeCKMI MPOTOK
He pacCLUMpEH.



KT MCCAEAOBAHME BPIOLLHOM MOAOCTU C BHYTPMBEHHbBIM

KOHTPACTNPOBAHWMEM

m [leyeHb: KOHTYpbl 4YeTKue, Byrpuctble. [lonepeyHbiit pasmep 166150 MM, BepTUKaAbHbIM pa3mep
NpaBoM AOAM MO TMPaBOM CPeAHEKAYUYHOM AMHUKM |62 MM. KoadduumeHT cooTHoeHuUs
nornepeYyHMKa XBOCTaTOM AOAM K npaBor pAoae — 0,83 (Hopma meHee 0,65). [AoTHOCTL NapeHxMMbI B
NpeAeAax HOpPMaAbHbIX 3HavYeHUM. CTpyKTypa An¢pPy3sHO HEOAHOPOAHaS.

m CenaeseHka yBeAnueHa B paammepax Ao 139 * 72 *|197 mm. CeaeseHouHbIM MHAEKC paBeH 1820 (HopMma
meHee 420). B LeHTpaAbHbIX OTAEAAX ONPEAEASETCA reMaHrMoma

m OnpeaeAsieTca peKaHaAM3MPOBaHHAsi OKOAOMYMOYHas BEHa AMAMETPOM 6 MM.

m 3akaoudeHue: KT npusHakmM uupposa neyeHu, cCMHAPOMa MopTaAbHoM runepTeHsun. KT — kapTuHa
€ANHUYHOMN MPOCTOMN KUCTbl A€BOMN MOYKU, FTEMAHTUOMbI CEAE3EHKM.



KOHCYAbTAUMA CINELUMNAANCTOB

m [laumeHTKa ocMOTpeHa OpTaAbMOAOTOM.

B 3aKAIOYEHME: MpU OCMOTPE 32 LLLEAEBOM AaMMol nMMeeTcs KoAbLo Kalzepa- Paenwepa.




KAMHUYECKUN AVATHO?3

m Linppos neyenu, kaacc B no Child-Pugh. [MopTaAbHas
rMNepTeH3us: CNAEHOMEraAms, acumT

m boAe3Hb BuabcoHa-KoHoBaAoOBa



AEHEHUE

1) A0 YKB Ne 2, Ha poHe AaHHbIX NpenapaToB NOSBUAUCH CYAOPOTM
m YpcocaH |,0/cyT

m [ena-mepu,

m [enTpaa

m Bepownupon 350 mr/aeHb

m Aueta 5 ctoa



BOAE3Hb BUABCOHA - KOHOBAAOBA

AyTocoMHo- peLeccMOBHOe 3a60AeBaHUE, FreH pacnoAoXKeH B |3 xpomocome
CHWHOHMMbI: renaToAEHTUKYASIpHAA AereHepauus, renatouepebpaAbHas aAuctpodus)
Snuaemmnonorus: 1:30 000. O6HapykuBaeTca y NaLMeHTOB B OCHOBHOM B Bo3pacTe 5-35 aet

Dopmbi: AbAOMMHaAbHasA/ LepebpaAbHas

[lpn ocmoTpe:

OdTanbmororuveckmne npusHaku: KoabLo Kansepa- DAeniepa, KaTapakTa NOACOAHEYHUKA
HeBpoAorunyeckme npusHaku: TpeMop, aTakcus, AUCTOHUS
[leyeHo4YHas HepOCTaTOYHOCTD

AndPepeHunarbHBIN AMArHO3: OCTPbIA BUPYCHBIM renaTtuT



BOAE3Hb BUABCOHA- KOHOBAAOBA. TTATOIEHE3.
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BOAE3Hb BUABCOHA- KOHOBAAOBA. OPIAHbl MULLEHA

Hepatomegaly

Jaundice

Acute hepatitis

Fulminant hepatic failure

Portal hypertension: bleeding varices
Cirrhosis

Proximal renal
tubular dysfunction

Bone
Renal Arthritis

| Rickets
/

/
Wilson's
Disease —

Cardiac
Hemolysis

Central nervous system

Eye

Deterioration in school performance

Behavloral changes

5) Inco-ordination (handwriting deteriorates)
Resting and intention tremors

Dystonia

Dysarthria

Excessive salivation

Mask-like facies

Dysphagia

Kayser Fleischer rings




YY LLAOJWJIN L7300 0 D0 LJINDTYALINY 1YL LINLUNINT 1

KT TOAOBHOIO MO3lrA

[[OAOBHOM MO3r MAIrKMI, C 3aMEeTHOM NOTEpEM
MOBEPXHOCTHOrO U rAybokoro 6eAoro BeLLecTBa, HO
NPUCYTCTBYET OTHOCUTEAbHOE COXpPaHEHUe
MOBEPXHOCTHbIN KOPbI

Handbook of Clinical Neurology, pages 77 — 89,
AuréliaPoujois, JacquelineMikol, 2017



BOAE3Hb BUABCOHA- KOHOBAAOBA. AEMEHUE

m Aueta 5 cTOA, UCKAIOYEHME MPOAYKTOB, BoraTbix Meablo (LLOKOAaA, Kode, opexy,
6ob6oBble 1 TA)

m [lpmnem npenapatos, BbIBOASILLIME M3 OPraHU3Ma MEAD:
D-neHnUMAAAMUH, COAM UUHKA, TPUEHTUH uan TETA ( HeT B Poccun)
m [paHcnAaHTauuA neyeHu

B OKCNEepUMEHTaAbHble MEeTOAbI: KAETOYHas Tepanus, MCMOAb3OBaHUE
Me3eHXMMaAbHbIX KAeTOK, AocTaBka B AHK ¢yHkumoHaAbHOro reHa ATP7B

EASL Clinical Practice Guidelines: Wilson’s disease, 2012
Update on the clinical management of Wilson’s disease, Petera Hedera, 2017
DeapeparbHble KAMHUYECKME PEKOMEHAALIMU MO AMArHOCTUKE U AeveHUio boaesHn BuabcoHa — KoHoBanoBa, 2013



m Cnacmnbo 3a BHUMaHMe



