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HaBe/ieHo BiJOMOCTI NP0 OCHOBHI MOMEHTM €TioNorii Ta natoreHesy Xsopoou BinbcoHa—KoHOBanoBa sk renatofeHTUKYNSpHOI AereHepadii, NoB'a3aHoi 3 HAAMIPHUM
HAaKOMMYEHHAM Mifi B TKAHUHAX OpraHiamMy BHACMIZOK YCMaAKOBAHOMO 32 ayTOCOMHO-PELLECMBHUM MeXaHi3MOM JedheKTy 6ifka, skuii TpaHcnopTye Migs. OnucaHo
PiOKiCHUIA BUNAgoK Ae6HTY i nepebiry xsopobu B nauieHTKu, ska nepebysana Ha 06CTexeHHi Ta NikyBaHHi B KHI «|BaHo-®PpankiBcbka 0651acHa auTaYa KniHivHa
NikapHs 1BaHo-OpaHKiBCbKOI 06nacHoi pagu». OCHOBHY yBary 30CepeKeH0 Ha rocTpoMy, aTUNOBOMY NOYaTKy 3aXBOPHOBAHHS, 30KpeMa, Ha 03HaKax BUPXXEHOro
iHTOKCMKAUAHOrO CMHAPOMY, 06YMOBIEHOTO NPOSiBAMI NEYiHKOBOI eHuedanonarii, CTepoia-iHayKoBaHUM [iabeTOM, aHeMI€et0 CKNaaHOro reHesy, KOpOHaBIPYCHO
XBOp060t0, niofepmieto. MMokKazaHO TPYAHOLL [AiarHOCTUKM XBOPOOGW Ha TNi BiACTPOYEHOI MaHichecTauii OCHOBHMX MATOrHOMOHIYHUX NPOABIB i BIACYTHOCTI
[O0CTOBIPHUX 03HAK 3aXBOPOBAHHA. ONMCAHO KMiHiYHY KapTWUHY LbOro BUNALKY Ta 0CO6AMBOCTI nepeobiry. HaBeaeHO NOKa3HMKN OCHOBHUX KMiHIKO-1a60paToOpHMX
METOZiB JOCIMKeHH:. [T0Ka3aHO pe3ynbTaTh iHCTPYMEHTTbHUX METOZIB AiarHOCTUKM Ta METOZIB FeHeTUYHOro 06CTeXEHHs, K y nabopatopisx Ykpaiku, Tak
i 32 KOPAOHOM, L0 Aano 3MOry NiATBEPAMTM [iarHo3 XBopobu BinbcoHa—KoHOBanoBsa. [leTanbHO ONMCaHO NiKyBaHHS LibOr0 KNiHIYHOrO BUMAAKY He TiNbKn Ha
MiCLieBOMY PpiBHi, ane W B OCHOBHIiii MPOBIGHIA HAyKOBO-AOCAIAHIA YCTaHOBI YKpaiHn — HauioHanbHiii guTadin cneuianisosaniit nikapHi «OXMATOUT»
i HauioHanbHomy iHcTUTYTI Xipyprii Ta TpaHcnnanTonorii imexi 0.0. LlanimoBa. HaBeaeHo pexomeHAauii 3 NOAANbLUIOTO CNOCTEPEXEHHS Ta NiKyBaHHS AUTUHN 3a
MiCLieM NpOXXMBaHHA NicNs NPOBeLEHOI OPTOTONIYHOI TPAHCMIAHTALLi NiBOI A0NI NEYiHKM Bif XMBOr0 POAUHHOIO AOHOPA.

JlocnikeHHs BUKOHAHO BIifMNOBIAHO [0 NpuHUMNIB [eNbCiHCLKOI Aeknapauii. Ha npoBeAeHHs 4OCiIKeHb OTPUMAHO iHGDOPMOBaAHY 3rofly 6aTbKiB AUTUHN.

ABTOpY 325BNSOTH NPO BIACYTHICTb KOH(NIKTY iHTEPeCiB

Knto4oBi cnoBa: xsopo6a BinbcoHa—K0oHOBaN0Ba, €TioNoris, NaToreHes, KiiHiyHa KapTuHa, AiarHOCTIKA, 06CTEXKEHHS, NTIKyBaHHS.
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The article presents information on the main etiology and pathogenesis of Wilson—Konovalov disease, as hepato-lenticular degeneration associated with excessive
accumulation of copper in body tissues due to an inherited autosomal recessive defect of a protein that transports copper. A rare case of the onset and course of the
disease in a patient who was examined and treated at the lvano-Frankivsk Regional Children's Clinical Hospital is described. The main focus is on the acute, atypical
onset of the disease, in particular the signs of severe intoxication syndrome caused by manifestations of hepatic encephalopathy, steroid-induced diabetes, anemia
of complex genesis, coronavirus disease, pyoderma. The difficulties of diagnosing the disease against the background of delayed manifestation of the main pathog-
nomonic manifestations and the absence of reliable signs of the disease are shown. The clinical picture of this clinical case, features of the course are described, the
indicators of the main clinical and laboratory research methods are given, the results of instrumental diagnostic methods and genetic examination methods are shown,
both in laboratories of Ukraine and abroad, which confirmed the diagnosis of Wilson—Konovalov disease. The treatment of this clinical case is described in detail
not only at the local level but also in the main leading research institution of Ukraine «OHMATDYT» and «National Institute of Surgery and Transplantology named
after 0.0. Shalimov». Recommendations for further observation and treatment of the child at the place of residence after orthotopic transplantation of the left lobe
of the liver from a living family donor.

The research was carried out in accordance with the principles of the Helsinki Declaration. The informed consent of the patient was obtained for conducting
the studies.
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"iBaHO-DpaHKOBCKMIA HALMOHANbHbBIA MeAULIMHCKMIA YHINBEPCUTET, YKpanHa

*KHIT «/1Bano-®paHKoBCKas 061acTHas AeTckas KinHu4eckas 6onbHuua iBaHo-®paHKoBCKOro 061acTHOr0 CoBeTa», YkpanHa

MpeLcTaBneHbl CBeAEHUS 06 OCHOBHbIX MOMEHTAX 3TUONOrUI 1 NaToreHe3a 60/1e3HK BunbcoHa—KoHOBaN0BA Kak renaro-NeHTUKyNSpHoON JereHepauni, CBsS3aHHOM
C YPE3MEPHbIM HAKOMIEHWEM MefAW B TKAHAX OpraHu3Ma BCNeACTBME HAcnefyemoro no ayTOCOMHO-PELECCUBHbIM MexaHu3MOM fJedekta 6enka,
TpaHcnopTupyemoro meab. OnucaH pefkwid cyyaidi [e6ioTa 1 TeveHnst GONE3HN y MAUMEHTKM, HaxoamBluencs Ha o6cnenoBaHui 1 nededun B KHIT «/iBaHo-
®paHKoBCKas 061acTHas feTckas KnuHuYeckas 60bHULA VIBaHO-DpaHKOBCKOr0 061aCcTHOro coBeta». OCHOBHOE BHUMAHME COCPELOTOHEHO HA OCTPOM, aTUMMYHOM
Havane 3a60neBaHns, B YaCTHOCTM, MPU3HAKAX BbIPDKEHHOrO WHTOKCWUKALMOHHOTO CUHAPOMA, 06YCNOBEHHOTO MPOSBEHUAMI MEYEHOYHOI 3HLedbanonatm,
CTepPOUA-VHAYLMPOBAHHLIM LABETOM, aHEMMEN COXHOr0 reHe3a, KOPOHABUPYCHONM 60Me3HbI0, nuogepmueit. NMokasaHbl TPYAHOCTU AMArHOCTUKMA 6OME3HN Ha
(hoHe OTCPOHEHHON MaHWUEECTALUN OCHOBHbBIX NMATOrHOMOHWYHBIX MPOSBAEHWIA U OTCYTCTBUMWN [OCTOBEPHbIX NPWU3HAKOB 3aboneBaHns. OnucaHa KnuHUYeckas
KapTIHA JAHHOTO KIMHMYECKOr0 Cyyas 1 0CO6eHHOCTM TeyeHns. MpuBeaeHbl NoKa3aTen OCHOBHbIX KIMHUKO-N1a60paTopHbIX METOA0B 06cneA0BaHus. NokasaHbl
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pe3ynbTaTbl MHCTPYMEHTasbHbIX METOAO0B ANArHOCTUKM U METOAO0B FeHETUYECKOro 1CCeA0BaHNs, kak B nabopatopusx YKpauHbl, Tak 1 3a pybexxom, 4To No3BoNnmo
NOATBEPAUTb AMarHo3 60ne3Hn BunbcoHa—KoHoBanosa. Mogpo6bHO ONMKUCAHO feYeHWe AAHHOrO KAMHUYECKOrO CRyvas He TOMbKO HAa MECTHOM YPOBHE, HO
1 B OCHOBHOM BeAyLUEM Hay4HO-WUCCEeA0BaTeNIbCKOM YypeXaeHnn YkpaumHbl — HaunoHanbHOM AETCKOW Cheumanu3vupoBaHHoi 6ombHuue «OXMATLET»
1 HaunoHanbHOM WHCTUTYTE XMpYpPruu M TpaHcnnaHtonorum umenn A.A. LLlanumosa. lMpuBeaeHbl pekoMeHAauMU no fanbHeiemy HabMiofeHNI0 U NeYHeHNo
pebeHKa Mo MeCTy XWTeNbCTBA NOCe NPOBEAEHHONA OPTOTOMNYECKOA TPAHCNNAHTALMN NIEBOI AOAN NEYEHN OT XKMBOO POLACTBEHHOMO OHOPA.

liccnenoBaHue BbINONMHEHO B COOTBETCTBMM C MPUHLMNAMKU XeNbCUHKCKOW feknapauun. Ha npoBefeHne UccneaoBaHuii nony4eHo MHGOPMUpPOBaHHOE cornacie

poauteneit pebeHka.
ABTOPbI 3a5BAAOT 06 OTCYTCTBUM KOH(INKTA UHTEPECOB.

KnioueBbie cnoBa: 6051e3Hb BunbcoHa—KOHOBaI0Ba, 3TMONOMMS, NAaTOreHes, KNNHUYECKas KapTuHa, AMarHoCTuKa, 06Cnef0BaHme, neyeHue.

XBopo6a Binbcona—Konosamosa (XBK)
HaJIe)KUTh [0 PIIKICHUX 3aXBOPIOBaHb,
i3 mommupenictio 1-9 Bumazakis na 100 Ttuc.
nacenenns (y cepennbomy — 1 Ha 25 Tuc.),
31 MIOPIYHOK YAaCTOTOK BUSABJEHHS HOBUX
Bumnaikis B 1 Ha 30Tuc. 1o 1 wa 100 THc. HACE-
JIEHHsI, i3 cepeaHiM BikoM 1e0I0TY MaToJIoTii
11-25 poxis [1,4,9].

3axXBOPIOBAHHS TIOJIATAE B TEMATOJEHTUKYJISP-
Hill ereHepaitii, TOB'd3aHii 3 HAIMiPHUM HAKOIIH-
YEHHSIM Mi/li B TKQHWHAX OPraHi3My BHACJIJIOK
YCIIQ/IKOBAHOI'O 32 ayTOCOMHO-PeIleCUBHUM MeXa-
HizMoM stepexTy Gika, SKUH TPAHCIIOPTYE Mi/lb,
i JlokajmizyeTbcst B MeMmOpaHaX TelaTOIUTIB.
Y pesysabraTi TOTIPHIYETHCS BUBEJACHHS Mifi
3 JKOBUYIO Ta GIOCUHTE3 1ePYJ/IOILIA3MIHY — T'OJIOB-
HOro GiJIKa, 1110 3B'A3y€ Mizb. BinOyBaeTbcs HaKo-
MMUYEHHS MiJli B pi3HUX opraHax (IediHIll, MO3KY,
HUPKaXx, POTiBIli TOIIO) Ta IX YITKO/PKEHHS BHACII-
JIOK TOKCUYIHOTO BILINUBY [3—-5,9].

[Tarorenes XBK o6ymoBieHuiT MyTaIli€to reHa,
postammoBanoro Ha 13-ii xpomocomi (miTsHKA
13q14-g21), mo BiAmOBiMa€ 32 KOMLYBAHHS TPaHC-
gokasu ATP7B Cu (MigbTpaHCIOPTYBAJIbHOI
AT®asu P-tumy) [2,7]. ¥V pasi 36ijbieHHs] BHY-
TPIIHBOKJITUHHOrO BMicTy Mimi Gimok ATP7B
CIPSIMOBYETBCS 10 KaHAJbIEBUX MeMOpaH
i crpusie BupiseHHIO i 3 KOBUIO (OJIU3BKO
98% wini). I[Mopymenns axtuBnocti ATP7B,
xapakrepHe 151 oci6 i3 XBK, cripuuntse HaKoIm-
YeHHS MiJli B TEMaToUTaxX Ta aKTUBAIlil TTepeKnc-
HOTIO OKMCHEHHS JIIi/iB i GiJIKIB, 1[0 PU3BOIUTH
JI0 3allaJIbHOTO IIPoLecy B Hedinii 3 ¢hibposyBaH-
HsMm i Tkanuau [5,9]. Icrye monan 300 myTartiii
3a3HavYeHoro rexa, nos's3annx i3 XBK. 3okpema,
myTaitist rera H1069Q o6ymoBIIioe mepeBakaHHsT
HEBPOJIOTIYHOT CUMITTOMATUKH [7].

[Teptri cumnToMU 3aXBOPIOBAHHS 3 SIBISIOTHCS
B JINTHHCTBI a60 paHHiii oHoCTi. Kiriniuna kapTu-
Ha y’Ke pi3HOMaHITHA Ta MOKe OXOILIIOBATH Pi3Hi
opranu i cuctemu. HeBuacHo miarnoctoBana XBK
MIPOTPECYE, MOXKE 3 SBUTHCS TOCTPA HEJOCTATHICTh
HeYiHKH, sika 6e3 TEPMiHOBOTO TIPOBE/IEHHST Mepe-
CaJIKU TICYIHKU XapaKTepPU3YEThCSI BUCOKUM PiB-
HeM cMepTHOCTI [8,9].

Kiiniyna kapTuHa 3aXBOPIOBAHHS [Iy’Ke Pi3HO-
MaHiTHa, OCHOBHI ITPOSIBU TakKi: me4inkoBi — y 50%
XBOPHUX, XapaKTepU3YIOThCS TelaToMeTaJi€elo,
JKMPOBOIO IUCTPOMIETO MEUiHKH, TOCTPUM 200 XPO-
HIYHUM TeTaTUTOM, PO3BUTKOM ITUPO3Y METiHKH i3
CUMIITOMaMU TTOPTaJIbHOI TiMepPTeH3ii Ta TOCTPOIO
MEeYiHKOBOIO HEJOCTATHICTIO; HEBPOJOTIUHI —
y 35% mallienTiB, iarHOCTYIOThCSI O3HAKU CUH/[PO-
my IMapkincona (iHTeHIiiiHMIT TpeMop, OpaanKi-
He3is, PUTIIHICTD, IU3aPTPist), eniJelNTUYHI Harla-
T, MiTPEeHETIOIIOHNIT TOJIOBHUN O1JIb, CIMHOTEYY,
6esconnst; ncuxiarpuyni — y 10%, posaaau ocobu-
crocTi (MIHJIMBICTH HACTPOIO, IPOOJIEMHU B IITKOJI
ab6o Ha pobOTi, IMITyJIbCBHA IMOBEIiHKA), adek-
THUBHI po3naau, ncuxo3u. Kpim Toro, BU3HayaioTh
3MiHU B IHIIIUX OpTaHax i cucreMax: 0(TaIbMOJIO-
riuni nposieu (kisbite Kaiizepa—®eiimepa, kata-
pakra), y 15% mailienTiB pO3BUBAETHCS TEMOJIi-
TUYHA aHeMid 3 Bil'€EMHUM pPE3YyJbTaTOM TECTy
Kymb6ca i skoBrsnuieto, cuuapom MaHKOHI, Kap-
JlioMionaTis, TMOPYIIeHHS PUTMY, OCTEOMAaJIIlis,
0CTEeOTIOPO3, apTPUT, TTAHKPEATUT, 3aTPUMKa CTa-
TEBOTO PO3BUTKY, O€3ILIi/IsA, BiICYTHICTD MeH-
cTpyallii, 3BU4Hi BUKU/HI, Tinotupeos [1,7-9].

OcHOBHUMH MHapakJIiHIYHUMH METOJaMH Jiar-
Hoctuk XBK € Gioximiuni (3HMIKEHHSI PiBHS
1epyJIOIJIa3MiHy B CUPOBATII KPOBI, IMiABUIIEHHS
ekckpellii migi 3 ceueio) ta JIHK-amamniz [8,9].
[liarHO3 BBa)KaiOTh MiATBEPIKEHUM ITiCJIS BUSB-
JIeHHs1 JIBOX pisuux myTtariii rena AT®M-azu 7B
ab6o ojHi€l MyTailii B romosurotHomy crati [6,10].

3a pesysibTataMy KOMII'TOTepHOI a60 MarHiTHO-
pesonancHoi Tomorpadii y xBopux Ha X BK MoKy Th
BUSIBJIATHCS BOTHUIIA HEKPO3Y, aTpodis MiBKYJIb
BEJINKOTO MO3KY i MO30UKa, 6asalbHUX sifIEp, Coue-
BUIENOAIGHOTO si/[pa, TalaMycy, 3y0uactoro sijipa i
qyopHoi cyOcrantii [3,4]. Ilix wac rictosoriuHoro
JIOCJIKeHHs GioITaTy Ie4iHKA BUSHAYAIOTh 301/1b-
meHHs Bmicty Mizi [3,4]. Odranabmonoriyne gocdti-
JUKEHHSI 32 JIONOMOTOI0 TIIJIMHHOI JIAMITU JIA€ 3MOT'Y
B MEBHUX BUMAAKAX (MOXYTb OyTH BifICyTHIMU Y
50—60% martienTiB 3 abOMiHAIBEHOIO (hOPMOIO XBO-
pobu) BUSIBUTH POriBKOBI Kisibiist Kaiizepa— Mureii-
mepa. BoHu He € MaTtorHOMOHIYHUME [1J1sT XBOPOOU
Binbcona—KonHoBanoBa, OCKiTbKM MOKYTb BUSI-
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BJIATUCS TIPU XPOHIUHUX XOJIECTATUUYHUX 3aXBO-
pIOBaHHAX Tevinky [4,9].

Opnak, He3Ba)KalOUM Ha Pi3HOMAaHITHI METOAU
JIIAaTHOCTUKHM IhOTO 3aXBOPIOBAHHS Ta BIIPOBa-
JPKEHHS HOBUX METO/IMK 1 CXeM JIiKyBaHHH, BCTa-
HOBJIEHHSI JIlarHO3Y 4YacTO € CKJQJHUM 1 BiJICTPO-
yenuM, a XBK Moke mpusBoauTé 70 paHHBOI
iHBasTiiM3aiii i HaBiTh 3arubesi XBOPUX MOJIOLOTO
BiKy [4,8,9].

Koiniyauii BUnamaok

HaBoaumo mpukiiaz BJacHOTO CIIOCTEPEKEHHS
Bunasiky XBK, mo manidecrysama B autsdomy
BIILI.

HiBunnka 10 poxkis, 27.01.2021 rocmiTasnizoBa-
Ha Ha TaCTPOEHTEPOJIOTIUHE JIIPKKO eH/IOKPUHOJIO-
riunoro Bimmisenns KHII «IBano-@pankiBcbka
obslacHa auTsAYa KiiHiuHa jikapHst [Bano-Dpan-
KiBcbkoi oOstacHoi paay (KHIT «IBano-Mpankis-
ceka O/IKJI I® OP») 3i ckapramyu Ha 3Ha4YHE
MMOKOBTIHHSI CKJEp 1 IIKIpHUX IIOKPUBIB,
sKe BUHUKJIO PAINTOBO, a TaKOK Ha IepiofnyHe
GJIIOBAHHSL.

3a TaHNMU aHaMHe3y BCTaHOBJIEHO, 0 TUTH-
Ha xBopie 3 rpyand 2020 poky. 3axBopioBaHHS
MaHidecTyBaso 3 GJrOBaHHS, sKe OaTbKM TPaK-
TyBaJu K TOTPINIHICTh y XapuyBaHHI (BKUBaH-
Hs1 MaHzapuHiB). [ToBropHe OJrOBaHHS BiAMiTH-
Ju 3a 2-3 TWXHI MTOTOMY, TOJI K BUSIBUJIN
[IO’KOBTIHHSI CKJIep 1 IIKIPHUX IOKPUBIB. ¥
pesyJbTari 300py aHaMHE3y BCTAHOBJIEHO, IO
MPOTATOM OCTaHHIX /IBOX POKIB y MIBYNHKU CIIO-
cTepirajmucs ICUXOHEBPOJOTIUHI 3MiHM: ITepio-
JIMYHO BUHUKAB HEBMOTHMBOBaHUI cTpax (IIpu
mepexo/ii 3 OiHi€l KIMHATU B iHIITY TOIIO), BiMi-
yasiacs (ikcartist morsaay B oanin Touri. Ha i
cellaTMBHOI Teparnii mepepaxoBaHi CUMITOMU
TUMYACOBO 3MEHIITYBAJTUCS.

3 aHaMHe3y KUTTS BiZIOMO, 1110 TUTHHA T1epedy-
Ba€ Ha JMCIIAHCEPHOMY CIIOCTepesKeHHi B Hedpo-
Jiora 3 ITPUBO/IY Ta30BO1 AUCTOIIII HUPKH, 32 ITePio]]
2016—-2018 pp. Tpuui nepebyBaia Ha 0OCTEKEHH]
i1 mikyBanHi B HedposoriaHomy Biaminerni KHII
«IDOJIKJT IO OP». 3a manumu 1abopaTOPHIX
Ta IHCTPYMEHTAJbHUX JIOCJI/[PKEHb, TIOPYIIEHb i3
60Ky (DYHKI[#l TIEYiHKU Ta 11 CTPYKTYPHUX 3MiH Y
BKa3zaHUl 1epioj; He BU3Havasocs. [locikents
BUKOHAHO BIJITOBiIHO /10 TPUHIUIIB ['ebcinchbKOol
nexsaparitii. Ha mpoBenieHHS AOCHIIKEHb OTpUMa-
HO iH(OpPMOBaHy 3rojty GaThKIB IUTHH.

3a miciieM MpOoKMBAHHS [[IBYNHKY OOCTEKEHO
Ha MpeMET BIPYCHUX TENaTUTIB i MMICs OTpuMa-
HUX HETaTUBHUX Pe3yJbTaTiB CKEPOBAHO Ha KOH-
CYJIBTALLIO JI0 JIiKapsi-racTPOeHTePoJIora 06/1acHO]

JIATSY01 KOHCYJIbTATUBHOI TOJIKIIHIKA, SKUM 1
JIMTUHY TOCITITaIi30BaHO.

Cran AIBYMHKN Ha MOMEHT TOCITITaI3aIil TSK-
KUi, 0OyMOBJIEHUI TIPOSIBAMH TI€YiHKOBOI HEO-
CTAaTHOCTI: CBIZIOMICTb TIOMIPHO 3aTbMapeHa, Ha
3alUTaHHS BiJINOBiZIa€ TOBIJIBHO, i3 3aTPUMKOIO,
HediTKo. ByioBa Tijla HOpMOCTEHIUHa, Bi/[PKUBJICH-
Hs — 33J10BlIbHE. BupaskeHa sKOBTYIIHICTD HIKip-
HUX MOKPHUBIB, Ha IIKIPi 06/TIYYsT, CIIUHU, TIePe/THIi
MOBEPXHi TPYAHOI KJIITKM — APiGHI MMyCTy/Ib03Hi
Bucuianus. ITacTo3HicTh KUTHIb, HAGPSIKM Ha CTO-
nax ¥ romiznikax. Cxyepu ikrepuuHi. J3uK BOIOTHIA,
oOkmaeHuii 6iuM HaboToM. CIIM30Ba POTOIJIOT-
KM posKeBa, 6e3 matosoriynux 3min. [lepudepnuni
JiiMmaTUdHI BY3JIM TIPU MAJIblallii He 301LIbIIeHi,
pyxomi, He Gomoui. Hajx siereHssMu mepKyTOpHO
SICHUH JiereHeBUI 3BYK, ayCKyJIbTaTUBHO — JIUXaH-
HsI Be3UKYJISIpHE HAa BChOMY TIPOTS3i, i3 4aCTOTOIO
20 nuxaapbHUX PYXiB 32 XBUJIUHY. Meski BiTHOCHOT
CepleBoi TYMOCTI — y MeKaxX BIKOBOI HOPMH,
yacToTta ceprieBux ckopoueb — 106 3a XBuiauHy.
JKusit oxpyrmioi dhopmu, 3BUYAWHUX PO3MIpIiB,
CHMETPUYHUIL, IOCTYITHIIA aJIbIallii, He GOI0YHNIL.
[Teuinka i cese3iHKa He MAJBIYIOTLCH, BiPi3KU
KUIIEYHUKA TTaJIbIIAaTOPHO — 0e3 0COOIMBOCTEN.
®Diziosioriuni BifATIPaBIEHHS: CEYOBUITYCKAHHS
BiJIbHE, ceYa HACUYEHOTO KOBTOTO KOJIbOPY, BUITIO-
POSKHEHHSI PEryJIsipHi, 0opMJIeHi, 5KOBTOTO 3a0ap-
BJIEHHS, €3 M1aTOJIOTYHUX JOMIIIOK.

Y nunamiili B MaIfieHTKW BiMivajsocd TOTip-
IIEHHST CTaHy 3a PaXyHOK HApOCTAlOYMX MPOSBIB
TMeYiHKOBOI eHIiledasonaTii, HEBPOJIOTITYHOI CUMII-
TOMATHKH Ta TIPUETHAHHS KOPOHABIPYCHOI XBOPO-
O6u, y 3B'SI3Ky 3 UMM JiBUMHKA I[€peBeeHa
710 BiJiTiJIeHHST iIHTEeHCUBHOI Tepartii.

3a yac nepebyBaHHs B CTAI[lOHAPI MOHITOPUHT
OCHOBHMX J1abOPaTOPHUX IMOKA3HUKIB TMOKa3aB
PO3BUTOK aHeMii (3HW)KEHHS TeMOTJIOOIHYy —
Bix 145 r/n mo 91 r/n, epurpouuTie —
Bz 5,27x10" /11 no 2,75x10" /1), TpomMboIUTONEH T
(Bim 154x10°/n mo 40x10°/11), HapocTaHHs JIeHKO-
uutosy (mo 17,1x10°/n). Bigmivanacs rimomnpore-
inemist (1o 45,01 1/01), npsima rinep6imipy6iHemist
(1m0 252,07 MKMOJIb/JT), HAPOCTAHHSI PiBHS TpaHCca-
MiHas3 (anmaninaminoTpancdepasa
(AnAT) — o 468 on, aciaprataminoTpaHncdepasa
(AcAT) — mo 754 opn), ayxuoi docharasu
(110 970 on), nmaxrataerigporenasu (o 640 ox/n),
ramaraytamigTpancrentiaasu (10 95 ox/i).

Biamivanu 3HauHI KOJIMBAHHS I[IOKA3HUKIB
KOaryJjorpamu:  MPOTPOMOIHOBOTO  iHIEKCY
(TIT) (Bim 10,1% mo 137,6%), nporpombiHOBOTO
vacy (Bix 11,1 10 54,6 ¢), mokazHUKa MisKHAPOIHO-
ro HopmasizoBanoro BigHomenus (Bix 0,85 10
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4,19), akTMBOBaHWI1 YaCTKOBMIT TPOMOOILIACTHHO-
Buit wac (Bix 19,1 mo 61,3 ¢), ¢dibpunoreny
(Bim 0,98 10 0 v/01), antuTpomM6iny (Bia 3,5 10 7,7).
Criocrepiranocs miiBUIeHHS piBHSA D-1umepy 110
1017,3 nur/mu. PiBHi Tiikemii — y Mexax Bij
3,2 mmouib/a o 15,9 MMouib /1.

JlutrHy 0OCTEKEHO Ha MpeAMeT TrelaThTiB
i Emmreiin—bapp-indikyBanns. Bipyc renatuty B:
anti HBc IgM — ne Bugsseno, HBV DNA —
He BugsiieHo; reraruty C: HCV RNA — He Bu-
spJieno; renatuty A: anti HAV IgM — ne Bussiie-
no; remaruty E: IgM — 0,38 (nmopma — <1,0);
Enmreitn—bapp: IgG-EA — H©He Busgsieno,
IgG-EBNA — 55,47, IgM-VCA — He BUsBJIEHO,
aCMV G — ne Bugsieno; aCMV M — rpannuna
konterTpatisg, CMV IIJIP — ne Bussieno). /lani
MeYiHKOBOI ayToiMyHHOI ntanesii: AMA M2 (anTtu-
MITOXOH/IpiaJibHI aHTUTINIA) — TOTPAHUYHUMN
piBenb; LKM 1 (anTutiza 10 MiKpocoM TIeUiHKY Ta
Hupok | tunty) — "eratusni; LC 1 (anTHIIMTO3201b-
Hi TlediHkoBi aHTtuTLia | TUIy) — mOrpaHuYHU
piBenb; SLA/LP (anTuTina 10 pO3YNHHOTO aHTHTE-
HY TIeYiHKY /THIIIYHKOBOI 3271031 ) — HETaTUBHI.

Busnauenus piBHS 1ePyI0IIa3MiHYy:
03.02.2021 — 1,0 (wopma — 0,16-0,45),
08.02.2021 — 17,0 (22,61); piBenp Mizi B 1000Biit
ceui — 124,5 mr/mo0y (Hopma — <50,0).

BpaxoBytoun ermijicuTyaitito 3 KOpOHaBIPYCHOIO
XBOPOOOIO, TAIEHTKY HEOAHOPA30BO TECTYBAJIM
Ha npeamer iudikysanus Covid-19: 28.01.2021,
04.02.2021 IgM SARS CoV-2 — wnHeraTuBHUI,
19.02.2021 PHK Bipycy SARS CoV-2 — Bussie-
Ho, 24.02.2021 PHK Bipycy SARS CoV-2 —
He BUSIBJICHO.

3a JlaHUMU YJIbTPa3BYKOBOTO JOCJI/KEHHS
opraniB dyepeBHoi mnopoxkuunu (¥Y3/[ OYII):
MeviHKa po3TalioBaHa TUTIOBO, HA 1 ¢M BuCTymae
3-T1ij1 Kpato pebepHOl yTH, PO3Mip TPaBoi 101 —
105 MM, s1iBoi — 46 MM, xBocTa — 1,5 MM, TTapeHXi-
Ma TIOMIPHO Ti/IBUIIIEHOI €XOT€HHOCTI, €XOCTPYK-
Typa ApiOGHO3EPHUCTA, O3HAKU TEPUMIOPTATHLHOTO
$i6posy. TIpokcuMasbHa YacTHHA XOJEJ0Xa —
3 MM, He mommpenuil. [lediHKoBI BeHW 3aCTiliHi.
/KoBuni xomm ymrisbHeHi. BopitHa Bena —
9 MM, He posmwupeHa. HIBUAKICTH KPOBOTOKY
B TIOpTa/IbHIN BeHi — 34,4 cM/c. JKoBuHUMiT MixXyp
ckopouenuit. IlifnrynkoBa 3ao3a Bi3y€eThCA Ha
BCHOMY TPOTSI3i, TapeHximMa Judy3HO i/ [BUIEHOT
€XOTeHHOCTI, CTPYKTypa HEOIHOPi/HA, KOHTYPH
yiTKi, piBHi. BipcyHroBa mpoToka He IOITHUPEHa.
Cenesinka He 30iJblleHa, CTPYKTypa OMHOPI/IHA,
80x33 mm. Cene3inkoBa BeHa He PO3IINPEHA,
4,2 mMm. IlIBuaKiCTH KPOBOTOKY B CeJIE3IHKOBIN
BeHi — 26 c¢m/c. Hupku: TazoBa aucromis mpaBoi

HUPKH, TTpaBa HUpPKA — 92x42 MM, nmapeHxima —
11 MM, giBa Hupka — 98x40 MM, mapeHximMa —
11 MM, KOHTYpPM HMPOK YiTKi, PiBHI, nudepeHili-
allisi KOPKOBOIO 1 MO3KOBOTO IIapiB 30epeskeHa,
€XOTeHHICTh TapeHXiMM 3BUYaliHa, MOPOKHUCTA
crcTeMa He PO3IINUPEHa, APIOHI €X0 + BKIIOYEHHS.
CeuoBnii Mixyp 3 ocazom. Meteopusm. O3Haku
MTOPTAJIbHOI TillepTeHsii.

YibTpa3sBykoBe 0OCTEKEHHST MUTOMOAIOHOT
3aJI03W Ta ceplls, ejekTpoeHiedasorpadis He
BUSBUWJIN MATOJOTIYHUX 3MiH.

3a IaHuMHU eJieKTpokapziorpadii: put™ cuny-
coBuii 3 yactotoio 95—102/xB, Taxikapmis, cUH-
JIPOM PaHHBOI PeroJgpu3aliii MIYHOUYKIB, TiBU-
IIEHHST BOJBTAXKY B JIIBUX TPYAHUX BiJIBEIEHHSX,
(benomen Bropouennst PQ.

3a JaHUMU KOMII I0TepHOI ToMorpadii ediHKT
3 KOHTPACTHUM TiICUJIEHHAM (IOBEHHE BBE/IEHHS
tomorekcoay 350): kaprtuHa, XapakTepHa IIpu
IIUPO3i METIHKU.

Koncyabramisi oprambmosiora (kinbig Kaiize-
pa BiJICYTHI, IUCK 30pOBOTO HepBa O6e3 3MiH), Jep-
matosiora (miozepMisi), HeBpoJiora (MediHKOBa
eH1edasnonaris, nmedinkona koma I).

BpaxoBytoun Bunieornucati /laHi, BCTAHOBJIEHO
Jiar’os:

Ocnosnuii: «XBopoba Binbcona—Konosasosa.
Yceknapaenns ocaoBHoro: [{lupos nevinku, gexom-
nencoBana ¢opma. IleuinkoBa entedanonaris.
Crepoin-inaykoBanuii giaber. AHEMisI CKIQTHOTO
reHesy, JIETKOTO cryniens». Cynymuii: «Koponasi-
pycta xsopoba. Covid-19. (PHK Bipycy SARS
CoV-2 Bix 19.02.21 — BugaBIEHO), JIETKOTO CTYIIE-
H, cTaflisl pekonBasiecteHii. [liomepmisis.

JlikyBaHHS MalliEHTKN BKJIOYAJIO TPU3HAYEH-
HST OpaJIbHO TaKWX Ipenaparis: Hopmase (7,5 mui
3 pasu/no0y), minexc dopre (1 Tabaerka/mody),
asnbanopmikce (400 mr 2 pasu/no0y), Gije Byrijis
(1 Taberka Tpuui/no6y), ypcodanbk (250 mr aBi-
ui/noby), KympeHis (03a TUTpOBaHA  —
n0 25 mr/xr/n6), nanronpaszosn (20 Mr 3paHKy);
NOBEHHO — po3uuH Pinrepa, fionoctepu, Tpudac,
TJTI0K032, (Di3i0JIOTIIHUN PO3YWH, TeraMepll, Terl-
TpaJi, IepaKCOH, KaHaBiT, OKTaILiac, anboymin 10%,
CBIKO3aMOpOJKeHa TIIa3Ma, TPOMOOKOHIIEHTPAT,
anbpanopMmike, npeaHizomon (31.01-15.02.2021
y no3i 1,5 mr/kr/m), comymeapon (3 15.01.2021
y 71031 1 Mr/KT/1), TAIKIPHO — iIHCYJIIH AKTpAaITi/
(3-4 On 5-6 pasis/no0y). ¥ Bigisenni iHTeH-
CUBHOI Tepalii y 3B'd3Ky 3 TSIKKICTIO CTaHY,
0OYMOBJIEHOIO TIPOSIBAMU TIEYiHKOBOI eHIedaio-
1arii, IiIBYMHKY TOJIyBaJIN Yepe3 Ha30racTPAJIbHUN
3oH7 (Pecypc Onrumym). [IpoBesieno 1ricTh cean-
CiB rinmepbapuyHOi OKCHUTEHAIII].
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[Ticst HeraTUBHOTO pe3yJbTaTy OOCTEKEHHS
na Covid-19 Ta gacTkoBoi cTabimizarnii cramny /iB-
ynHKy focrasieHo 10 H/ICJI «<OXMATIAUT», ne
IIPOJIOBKEHO 00CTEKEHHS I JIIKYBaHHS, SIKE BKJIIO-
yaio0 aHTHOaKTepialbHy /AaHTUMIKOTHYHY TEPAIIiio
(ximaned, MeporeHeM, 3iBOKC, (IyKOHA30.I),
3aMiCHY HUPKOBY Teparifo ehepeHTHUMU MeTO/-
kamu (CVVHDF — GesnepepBHa BeHO-BEHO3HA
remopiadinprpaitis, MPS — mrasmodopes, IO —
remogiadiaprpaniss, FPSA — wmeron amcop6buii
¢paxmionoBanoi paninie mirazmMu), iHQY3iIHHY
Teparito ta poszunnu esekrpositie (0,9% NaCl,
7,5% KCl, 10% kanpliifo rIoKOHAT ), TTapeHTepaib-
ne xapuyBanus (10% i 20% po3umH TJIIOKO3H,
10% aminoBeH), mpenapatu KpoBi (€pUTPOIUTH,
CBI’KO3aMOpPO’KeHa TIa3Ma, TPOMOOKOHIIEHTPAT,
20% anpOymin), copbeHTn (JIaKTy103a, aTOKCiT),
rinoTeH3uBHy Ttepario (e6paHTii, OGepJinpu),
remaTonpoTekTopu (TayTaprid, 6epiTioH ), KOpek-
1if0 KoaryJomnatii (reMoKcaM, KaHaBiT, OKTAIJIEKC,
aTeHaTuB), (ypoceMis, acKOpOIHOBY KHCJIOTY,
KYIIPEHiJI, ceaHcu rinepbapuyHoi OKCHUTeHaIlii.

[Ticaa J1000CTEKEHHS B H/CJI
«OXMAT/WNT» BcranoseHO IiarHO3:

Ocnosnuii: «XBopoba Binbcona—Konosaso-
Ba». Yckaaouwenns ocnosnozo: «llupos mediHkw,
nexomiteHcoBana ¢opma. IleuinkoBa ennedasto-
maTtiss. XpOHiYHA II€9iHKOBAa HEIOCTAaTHICTD.
[TannuTomneHisa: aHemis TAKKOTO CTYTICHS, TPOM-
Goumrornenis, seiikonenis. Koaryaonaris. Aciut.
Aprepianbua rineprensis [ crymens. /[BobGiuna
OPOHXOITHEBMOHIS, CTa/(isl PO3PIIIEHHST».

[l TmosambIioro onepaTUBHOTO JIIKYBaHHS
MaIieHTKy ckepoBaHo 0 HarionaabHOTO iHCTUTY-
Ty Xipyprii Ta  TpaHCIJIAHTOJIOTil  iMeHi
0.0. lllanimoBa HAMH ¥Yxpainw, jie Ha TOl 9ac
BiKe repedyBajia Ha 00CTeKEHHI MaMa IIalli€HTKH.
[Ticas BiAmOBiAHOT TIATOTOBKY AUTUHI TTPOBEIEHO
OPTOTONIYHY TPAHCIIJIAHTAILIO JIIBOT /10JIi TTeYiHKN
BiJI JKUBOTO POJAMHHOTO IOHOPA (MAaTU JIIBUNHKN).

3a pesyJbTaTaMM TATOTICTOJOTIYHOTO JIOCTIi-
JUKEHHS KoHcTaToBaHo 1upo3 nedinku, METAVIR
F4 A0, BoraumieBy reMoparidyny TpaHchopMaliiio
CeINT, PEAaKTUBHI 3MiHU B YCiX JIOCJI/KEHUX JIiM-
(haTuHMX By3Jsax.

[licnasionepartiitie AONILIEP-A0CIiIPKEHHS ITOP-
TaJIBHOI CUCTEMU: JIiHIliHA MIBUAKICTh KPOBOTOKY
nevinkoBa aptepis (Pc) — 0,37, ingexc pesucrenT-
Hocti meuinkoBa aptepisi (Ri) — 0,52, miamerp
BopitHoi Benn — 10,0, MBUAKICTH BEHO3HOTO
BinTOKY, ycepenHeHa 3a yacom (TAV PV) — 05,
00'eMHMII KPOBOTIK BeHO3HOTO BiaToKy (Q PV) —
1000,0; HupkoBi BeHU MPOXijHI, (hazoBa CTPYKTY-
pa KpoBOTOKY 30epeskeHa, 3MiHeHa.

Konrnenrparisi Takposiimycy kposi FK 506 —
9,3 ur/mi.

Y BiZIHOCHO 3a/I0BIJIbHOMY CTaHi JIBUMHKY
BUIIHMCAHO TIiJI CITOCTEPEKEHHS 32 MiCIIEeM TTPOXKHU-
BaHHS, 3 PEKOMEHJAIISIMU TI0/I0 TOAJbIIOTO
JikyBauHsg (MPOKCiyM, amUKJIOBIp, ypcodalbk,
GicenToJ, AUMIPUAAMOJI, MeIApPOoJ, ajasarpad,
3aCTOCYBaHHs OaHAaKy) Ta 0OCTeXeHHsT (KOH-
TPOJIb KOHIIEHTPAIIil TaKpPOJiMyCy KpOBi 1110 7 mi0,
JIOTITLJIEP-/IOCIIIJIZKEHHST TIOPTAJIBHOTO KPOBOTOKY
1 pas Ha 14 xi6, criocrepeskeHHsT Xipypra, racTpo-
€HTEePOoJIora, TiefliaTpa 3a MicIleM MTPOKUBAHHS ).

[Ticsist BUNIMCKU IMTHUHY TIOBTOPHO IOCIITATI30-
Bano 0 KHII «IBano-®pankisebka O/IKJI 1D
OP» nnisa odbopmiieHHS COIIabHOI JTOIMTOMOTH
y 3B'SI3KY 3 OTPUMAHHSIM CTATyCy 1HBaJII/Ia IMTUH-
crBa. Ha wac mepeOyBaHHSI Ha CTalliOHaApHOMY
00CTeKEeHHI CTaH JIBUYMHKU BiJIHOCHO 3a/I0BiJIb-
uuii. Ckapr i3 OOKy TpaBHOI cHCTEMU HA TIOJIAE,
AKTHUBHA, alleTUT BiJ[HOBJIOETHCS, JJaHi 00 €KTUB-
HOTO 00CTeReHHsT 6e3 0COOTMBOCTEIA.

[Tapakniniuno BigMiYeHO JHINE ITiABUIIEHHS
piBast AAT 10 1,5 HOpPM, TOII SIK iHII TOKa3HUKN
OyJsin B MeKax HOpMaJIbHUX BenunH. J{aHi Koary-
JlorpaMu: IpoTpomMbiHoBuii ingeke — 135,6%, mpo-
TpoMObiHiB yac — 11,2, MOKa3HUK MisKHAPOIHOTO
HOpMaJizoBaHoro BigHomenus — 0,86, ¢pidOpuHO-
red — 1,92, akruBoBaHMIl YacTKOBMIT TpoMOOILIa-
cTuHOBMiT yac — 17,8, arperaitist TpoMGOIUTIB —
85,1. Anamni3 kposi Ha rakpostimyc FK- 18,9 rir/mur.

onmep-n1ocaipKeHHs: NOPTaIbHOI CUCTEMMU:
MevyiHKa po3TaloBaHa THUIIOBO, HE BUCTYIIAE
3-T1ij1 Kpaio pebepHoi ayru. Po3mip mpaBoi moui —
106 MM, miBoi — 46 Mm. Ilapenxima migBHUIIEHO1
€XOTeHHOCTI, EXOCTPYKTYpa He OIHOPITHA 32 paxy-
HOK JIIJISHOK IiBUIIEHOI €XOTeHHOCTI 6e3 YiTKMX
KoHTypiB. sKoBuHi Xomm He ymiibHeHi. [Ipok-
CcUMaJibHA YacTUHA X0Je0Xa — 4 MM, He TTOTpe-
nuii. [ledinkoBi Benm He posmmpeni. BopitHa
BeHa — 10,4 mwm. IIBuakicth KpoBOTOUYy —
0,33 Mm/c, kpoBOTiK Jaminapuuii. HuskHs mmoposk-
HHUCTa BeHa — npoxifHa. [leyinkoBa aprepis Mak-
cUMajbHa CHUCTOJIIYHA INBUJKICTD 0,52 m/c.
Makcumanbaa giacroigyaa — 0,16 m/c. RI 0,66.

3a TaHMU TEHEeTUYHOTO MApPKYBaHHS, TIPOBEIEHO-
ro B MeiuHiit taboparopii Invitae (Can Dpaxiucko,
Kamidopnig, CIITA), y 11i€i XBopoi izeHTrhiKoBaHO
mytartii reniB AP1S1, ATP7A, ATP7B, CP, SLC33A1.
Tak, ATP7A signosigae 3a xBopoOy Menkeca, 1110
SIBJIsIE cO00I0 X-3U€TIEHEe CITQIKOBE 3aXBOPIOBAHHS,
MOB'sI3aHe 3 TIOPYIIEHHSIM OOMiHY Mijli B OpraHiami
soman, a ATP7B Busnavae xBopo0Oy Bisbcona [7,9].

Ha 1eit yac y BiJHOCHO 3a/10BLIIBHOMY CTaHi
IUTHHA TepedyBae i AMCHAHCEPHUM CIiocTepe-
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JKEHHSM IefiaTpa, JUTSYOr0 TaCTPOEHTEPOIOra,
JIUTSYOTO Xipypra 3a MiclleM TIPOKWUBAHHS
Ta OTPUMYE PEKOMEH/I0BaHe JIiKyBaHHs.

OO6roBopeHHst

CxJaiHiCTh BCTAHOBJIEHHS J1iarHO3Y B IIbOMY
KJIHIYHOMY BHUNAJAKY OOyMOBJIEHA TOCTPUM
ITOYaTKOM 3aXBOPIOBAHHS 3 PaIlTOBOIO IOSIBOIO
KJIIHIYHOI CMMITOMATHUKU IE€4iHKOBOI HeJ0CTaT-
HOCTIi, HIBHUJIKAM PO3BUTKOM IIMPO3Y HEYiHKU
Ta BIJICYTHICTIO TTATOTHOMOHIYHUX J[IaTHOCTUYHUX
KpuTepiiB 3axBoptoBanHA. Curifi 3a3HAYNTH, IO
MICUXOHEBPOJIOTIYHA CHUMITOMATHKA, HasgBHA
B INTWHY MTPOTSTOM OCTaHHIX IBOX POKIB Y BUTJIS-
Jli IepioZINYHOI NOSIBU HEBMOTUBOBAHOIO CTPAXY,
ikcartii morJsy B OIHIN TOYII, HE IHTEPIIPETOBA-
Ha HaJIEKHUM UYMHOM, 1110 CBiYUTH PO BIJCYT-
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