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Kiunuueckast 0onibHuna um. Ilerpa Besimkoro C3I'MY um. U. U. MeuyHukoBa, OT/1e/IeHHE

racTpo3Hreposiorun (24-4)
05.06.2023 r.

7Kaj100b1 Ipy MOCTYILIEHUH

Anamnesis vitae

» IlpodeccnonanpHbIe BPETHOCTH. B TEYCHUH 3 JIET WMEJ KOHTAKT C

XUMHAYE€CKUMHU BEIlIECTBAaMHU(0JIEYM, aMMHAK ).

AJepruyeckuil aHaMmHe3: aMOpo3usl (KOKHAsI ChITlb, PUHUT).

Bpennbie mpuBbiuku: B TeueHue 10 et kypuit no 3-4 curapeTsl B ICHb.

HacnencrBeHHOCTh: y 0aOylllke IO MAaTEPUHCKOW JIMHUU LUPPO3

MIEYCHH, BEPOSITHO JIEKAPCTBEHHO-UH TYITUPOBAHHBIM.

» llepenecennbie 3a0oieBaHUsA. BPOXKIACHHAS €IWHCTBEHHAs IIOYKa,
JIBYXCTOPOHHSII TMHEBMOHMS B JeTCTBE (IIyHKIMS IJIEBPAIIbHOM
noJiocTH, 6 ceaHcoB), OpxuT (B 6 JjeTHEM Bo3pacTe), BCKPHITHUE
napanpokrtura ot 12.2020 .

OO6mias ci1adocTh npu
MPUBBIYHON (PU3UUECKON
Harpy3ke (3-4 6auia mo BAIID).

YV VYV

[lepnoauyeckr KpOBOTOUNBOCTD
JIECEH MPU YHUCTKE 3yOOB.

[Teproguuecku TpEMOP MaabIEB

DYK. Oovexmueno: CoctosiHue ynosierBoputenabHoe. Poct 191 cm. Bec 69 kr.

NUMT=18.9 «xr/m>. KoxHbIli TOKPOB (PU3MOJOTHYECKOM OKpaCKH,
runeprnurMenTanus rojeHel. «Cocyaucras ceTouka» Ha TMOBEPXHOCTH
NepeIHE  TPYAHOW  KJIETKH. Ps= UYCC= 82 puTMuU4HBIH,
cummeTpuaHbiii. AJ[ 120/85 mM. pT.CT. SI3BIK YMCTBIN, BIaKHBIA. JKUBOT
MArKui, Oe30o0se3HeHHbI. [ledeHb y kpas pebepHOUM mayru. Pasmepsl
neyeHu 1o Kypsory 10*8*7 cm. CeneszeHka He MAIbITUPYETCS.




Anamnesis morbi &04.2023 r. KoncyibTupoBan r/3
Y kauHuKH Ilerpa Beukoro.
* 03.2023 r. Kiimnuka IICIIOI'MY \ KAK: WBC 4.1*1079/x; PLT
04.2022 r. um. akagemuka W.II. IlaBioBa (miianoBasi 94*1079/x1; nozucuer TLI mo Ponwmo
TpomGouurTonenus (PLT rocnurajuianus no nosoxy BPBHK) (76 *1079/x); HGB 136 r/n. COD
72*1079/.1) (BriepBbIC BEIABICHA), KAK: WBC 2.4*10"9/m; PLT 72*10"9/m; HGB 128 r/n. dMM/a
noncyer TI[ mo ®onuo (80 ¥Y3U OBII: I'enarocienomeranus. BB17mm, CB 12MMm. BAK: ACT 1 BI'H; AJIT uopma; B
*1079/u), neiikonenus (WBC CBo0OoaHas )KHUIKOCTh B 00JIaCTH XBOCTA o6ur. 1 BI'H; II[® 1 BI'H; I'TTII 3
3.3*1079/a), HGB 130 r/m. MOKEITYIOYHON Kene3bl TOMIUHON 10 4.0 cM, Haf BI'H.
KOHCY/IbTHPOBaH IeMaToloroM, MOYEBBIM ITy3bIpeM 10 1.4 cwm. MapKepbl BUDYCHBIX TENaTHTOR
PEKOMEHI0BaH KOHTPOJIb B SIC: BPBII lcr. T —
AWHAMUKE. JAuarno3: KpumnororeHHbi Huppos. Wnumuuposana tepanus YJIXK
(KOHTpOSIb HE BBIITOJIHSAT). %KOMGHI[OB&HO J1000CTIEN0BaHKE. / (250 mr, Beuepom).

quCTBOBaJI cedn YAOBJIECTBOPUTECIAbHO, JIIU30AUICCKHA OTCKH HOI, YCHJIMBAKOIIHUE IIPHA (l)HSH‘leCKOﬁ Harpys3ke

Maii 2023 . BiepBbIe OTMETHJ TPEMOP PYK, 00LIYI0 CJIa00CTh

*

05.2023 .

KoHCYyJIbTHPOBAaH HEBPOJIOTOM:
sHIIeaonaTusi HEYyTOYHEHHAs C JIETKOU
MAPaAMHUIHO-MO3KEUKOBONH HETOCTATOYHOCTHIO
cJIeBa.

KoncyabTupoBan odraabmosorom: OU
[IpecOmonusi, aHTHOMATHS CETYATKH, KOJBIIO
Bunnscona-KonoBanona.

{ 05.2023 . KAK: WBC 3.5*1079/u;
PLT 86*1079/a; noacuer T1I mo

®onmuo (78 *1079/a); HGB 136 r/m.
COD 17 mm/1.

BAK: ACT, AJIT, oOw. bunupyOun
Hopma; [II® 1 BI'H; I'TTII 2.5 BI'H;
OO6uuii 6enok 73 r/im; Anboymun 37 /.
Tocnuranuzauusa B KIUHUKY [lerpa
dotorpadus U3 IMIYHOTO APXUBA Besaunkoro -




WBC 2.9*1079/u;

PLT 79*1079/u;
noacyer; TII mo
®onmo (72
*1079/n);

RBC 4.1*10"M2/m;
HGB 136 1/x;

TecT cBA3H
yucesa 60 cek.
AUDIT 6 6annoB
CAGE 0 6annos.

ACT 28 en/m;
AJIT 16 en/m;
P 141
en/a(1BI'H);
bunupyOun o6mmit
14.9 MKMOIB/I1;
AabOymun 31 r/m;
MHO 1.36;
IIporpomoun 62%.

Tocuramuzanus B kiMHUKY Ilerpa Besukoro

¥Y3U OBII: npuzHaku
cruieHoMeranuu, Tuddy3HbIx
U3MCHCHUHM TICYEHU T10 TUITY

HMPpPo3a NMeYeHHu, MOPTAIbHOM
runeprensuu (BB 16.3 mm.
CB12 mM.), Xo1e10X3KTa3uu,

CBOOOIHOW KUIKOCTH B
OpIOLIHOM MOJIOCTH.

»ASMA 1:160 Tutp,
ANA 1:640 Tutp
(TUn cBeueHUs
TPaHYJSPHBIN),

LKM 8,1 AU/ml.
»>1g G 22,69 r/n (1.3
BT'H), Ig A 6,14 r/a
(1.5BI'H). Ig M 1,74
r/1(N).

Menb B cHIBOPOTKE
kpoBu 14.40 mxmMouIb/
(N 11.00-25.00
MKMOJTB/JT)
Hepyiaonaasmun 201
mr/a (N 200-440 mr/m)
Menb B cyTOuHO# MoYe
5.60 mxmoin/a (N 0.9-
1.26 MKMOIIB/ 1)

Iloka3areaun oOMeHa
JKeJie3a B Ipenerax
pedepeHnca

Koncynomavyus ogpmanvmonoza:
BH3YAJM3UPYOTCH Kojabla Kaiizepa-
dDjenmepa.

Koncynomauus nesponoza:

Muaznoz: I'ematosieHTUKYJISIpHAsE JAereHepamms(
00J1e3Hb Buabscono-KonoBasiona),
ApoxkaTreJbHass ¢popMa ¢ NPEeXOASINM JIETKUM
NOCTYPAJBHBIM TPEMOPOM KHCTEH, JErKuM
CTATHKO-JIOKOMOTOPHBIMH HAPYLIEHUSIMH.
PexomengoBano: MPT romoBHoro Mo3sra, nmjaHoBast
TOCIIUTAIA3AIMS B HEBPOJIOTUYECKOE OTICICHUE.

duacrorpadus

neuenu: 13.38 klla,
METAVIR F4 *

IIpoBeeHHOE JIeUeHME:
AnsoymuH 20%- 100 mi/cyT Ne3 B/B.

14.06.2023 1. BBIIIUCAH B CBA3H
C OTKA30M OT JAJIbHEHIIero
00cJIe10BaAHUA

YIXK 500 mr/cyr.
Jlaktynoza 10 mur/cyr.




Beinucka u PEKOMEHIAUN

Knunuueckuii 3axniouumenvHulii OUAZHO3:

OcHoBHoli: Lluppo3 medyeHH BepoOATHO B Hcxoxe 00JIe3HH
Buabcona-KonoBanoBa (cmemannasi popma ¢ nopaxennem IHIHC),
kaacc B (9 oammoB mo Yaiina-Ilblo) MHHHMMAaIbLHOIM
onoxumuueckoii akrtuBHoctu. MELD* 13 6ajuioB. F4 mo
METAVIR (Qaacrorpadus ot 06.2023r.).

Ocaoxknenue: I[lopTanbHas TUNEPTEH3Us: PACIHIMPEHUE BOPOTHOM,
CEJIC3CHOYHOM BeH. Bapuko3Hoe pacmmpeHde BeH mnuieBoga 1
crenenn. Actutr 1 crenmenu. CmneHomeranus. [UnepcrieHU3M:
TPOMOOIIMUTONICHHSI JISTKOH CTEIEHH TSOKECTH, JICHKOIICHHUS JIETKOM
crenenu TsokecTH. [leduenounas sunedanonarus 0-1. ['enaronenpeccust.
ConyrcrByromuii: EnuHcTBeHHass mouka. Bapukosnast 0one3Hb BeH
HIDKHEX KoHeuHocTel, XBH lct. Xonemoxskrasus.

Model for End Stage Liver Disease (MELD)

MELD score= 10x[0.957x log e (creatinine) + log e (bilirubin) + 1.12 x log e (INR)] + 643

3 month mortality according to MELD score

Hospitalized pt. % e T6% 8%  100%

MELD score

Outpatient cirrhotic ~ 2% 6% 50%

Pexomenapanumn:

v' Jluera. VIckiroueHre MPOAYKTOB OOraThIX MEIbI0: CYOIIPOMYKTHI, TIEYEHBIO, MOJUTFOCKH, OPEXH,
KaKao-TIPOJYKThI, TprObI, 0000BbIE U HEKOTOPBIE KPYIbI-TPEUHEBAs, OBCSHAS.

locniuranusanus B OTAEIIEHUE HEBPOJIOTUHU B IJIAHOBOM IOPSIIIKE.

KoHTponp KIMHMYECKOro aHaJIM3a KpOBH, OMOXMMHMYECKOTO aHajiu3a KpPOBH, Koarylorpammsl 1
pa3 B 3 Mecsla ¢ NepecuyeToM IPOTHOCTUYECKUX HMHIEKCOB.

AN

OI'JIC, Y3U OBII u onpenenenuss ADII 1 pa3 B monroza.

MPXTIIT, MPT rosoBHOro Mo3ra B IJIAHOBOM MOPSIJIKE.

AN NI NN

IIOCJIC IIOO6CJ'ICIIOB&HI/I$I.

AN

MCECAlla.

v' Jlakrynosa ([rodanak, aHajgoru) mo 5 Mit 2 pasa B CyTKH, UTUTEIBHO.

I'emaToOunorncHst B MIaHOBOM IMOPAAKE, IMOCJIC KYIIMPOBaHUA aCIIMTA.

I'enoguarnoctuka 6one3nun Bunbcona-KonoBanoBa (ananu3 myranuii rena ATP7B)
VIAXK (Ypcodanbk, Ypcocan, ananoru) 250 mr- no 1 karncyne 2 pasza B neHb. Koppekuusi 10361

Pudakcumun (Anspa Hopmuke, ananoru) 200 mr no 2 ta0. 3 pa3a B AeHb 7 THEW KaXKI0Tr0O

Scoring system developed at the Sth International Meeting on Wilson's disease, Leipziz 2001*

1. CHMATOMEI Eann 1. NaGopaTropHeieé TECTH Eanns
1. Konbus Kansepa- 1. JEcepeuns Meawm ¢
Pnedwsaps g MOUOH
- APMCYTCTEYHT 2 V - HOpME 1]
- OTCYTETEYRT 0 -1-2 HOpPME

- Gonee 2 WopM

- HOpME, HD YEENMUSHIKE

Gonee 5 Hopa npu npofe |2
NEHWLMNNEMUHOM
. 1 TIpH3EARH DOpaEeHAA 2. Konnuecteenmoe
' ITHC w/enE asMeHeHnT OnpeganeHne Meju e
| aa MPT GHMONTATEX NEUSHK
- EHPEHEHHEE 2 - HOpMS -1
i J = 50 - 250 mrrr 1
- VMEDEHHBIE
yMep Bonee 250 mer'r Z
- OTCYTICTEYET 0 3. PoasmuH-NosMTHEHES
renaTouuT= (Nps
3. KymBc-HeraTvEHER HEBOSMOKHOCTH
FEMOMNTIIECKER BHEMWUA KONWLEOTEEHHOMD
ONpeaseneHnA Meaw 8
neuaHm).
- NpPMCYTCTEYET 1
- OTCYTCTEYET 0
- NDWCYTETEYHT Q
= OTCYTCTEYWT 1
4. ¥posaHe _
WepyNonnasMuHs B Hror: 5 bamnoe.

e I »
CLIEOPOTEE KROSW (npy CyMMapHEIE DATIEL:
Hopse Sonee 20 mrfan) l

p— ' 4 1 Donee: BEICOKAS BEPOATHOCTE
= M L] W
C10-20 1 Ooneznn Bunscona;
menze 10 5 2 - 3: boneaur, Bunncona

1. MonegynspHo-
reHETHUECKDE
WCCREL0BDHAE
(ELIRENSHWE MYTIUUIA rexa
ATPTB)

- MOMOENroTs, KOMNaYHO-
reTepoaMroTa

BEEpOATHA, HO Tpedyercs
JanpHeHmes oDCIeTOEaHHE

MaIHCHTA,

0 - 1: borezae Buarcona

COMHHTEIEHA

= FETEPOINIOTAE

- MYTEUMA He 0SHapYREHO

[=]

Diagnosis and phenotypic classification of
Wilson disease. Liver Int. 2003 Jun; 23(3):

13942




