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ANATHOCTUKA BOJIE3HUN BUJTIbCOHA-KOHOBAJIOBA B lNEPUO/L
MAHLQEMWUN COVID-19: KIIMHUYECKWE HABJIIKO4QEHWUA

KpacHukoBsa B.., Mapkosa A.A., AnapknHa A.B., KawkuHa E.W.
®IrbOY BO Capatosckun MY um. B. N. Pazymosckoro MuHagpasa Poccum

XULOSA

Ushbu magolada COVID-19 pandemiyasi davrida
Vilson-Konovalov kasalligi tashhisining ikkita klinik
kuzatuvi  ko'rsatilgan. Birinchi holda, koronavirus
infektsiyasidan so'ng, bemorda erta tashhis qo'yilgan
Jigar sirrozi, aniglanmagan etiologiya mavjud bo'lganda
nevrologik alomatlar paydo bo'ldi, bu keyinchalik jigar
shikastlanishining sababini izlashda "diagnostic kalit" ga
aylandi. Ikkinchi holda, koronavirus infektsiyasidan keyin
Jjigar sirrozi bo'lgan bemorda jigar etishmovchiligining
tez rivojlanishi ko'rsatiladi.

Kalit  so'zlar: Vilson-Konovalov — kasalligi,
gepatotserebral distrofiya, koronavirus infektsiyasi.

BBEJEHUE

bonesns Bunncona — KoHoBaioBa, nHaue remarone-
peopanbras muctpodust (I'TIJI) — HacoencTBeHHAs mMaTo-
JIOTHsI, B OCHOBE KOTOpOM NexxuT mytanus reHa ATP7B.
Hacnenyercst 3a0oseBaHue IO ayTOCOMHO-PELECCHB-
Homy mipusHaky. I'en ATP7B pacrionoxen B JJIUHHOM
IUIe4e TPUHAIIATOH XPOMOCOMBI W BBINTOJTHIET BaXK-
HYI (YHKIIMIO — KOJUPOBAHUE IPOTEHHA, OTBEYAOIIIE-
ro 3a oOMeH menu. B pesyibrare HapyrieHu GYHKIUH
Meb-TpaHcnoptTupytonieit AT®a3pl, BHYTPHUKIETOYHOTO
TpPaHCIIOPTa MEIH, MPOMCXOAUT CHIDKCHHE SKCKPEINH
€€ C JKCNMYbI0 U HAKOIUICHHE B TEMATOLUTAaX, 4TO IPH
HECBOCBPEMEHHOMW JIMArHOCTHUKE MPUBOAUT K PA3BUTHIO
TeraTuTa W B MOCIEAYIOMEM - IHppo3a nedeHn. Menb
BBICBOOOKIAETCSI W3 MOBPEXKIEHHBIX T'€MAaTOIUTOB M
MOCTYyIAaeT B KPOBb. [IOBBINICHHBIH YPOBEHb HELEPYIIO-
IUTa3MUHHOBOM (ppakimy BeAET K OTIOKCHHIO MeTaslia
B OpraHax-MHUIICHIX, K KOTOPBIM OTHOCSTCS: TOJIOBHOI
MO3T, POTOBHIIA TJIa3 M IMOYEYHbIC KaHAIBIH, T.K. yBe-
JIMYUBACTCS SKCKpeUus Menu ¢ Modoil. Takum obpasom,
HaApyIICHUE TPAHCIIOPTa MEIU B PE3yNIbTaTe MYTaIlUH
BBIIIECYIOMSHYTOTO T€Ha MPUBOIUT K €€ HAKOIUICHHIO B
opranmsme, modtomy I'IIJ] Takxke OTHOCUTCS K «00Je3-
HSIM HaKOTUICHUS.

3Hast ocobeHHOCTH OOMEHa Meau B OpraHusMe
YeloBeKa, NpU IMOJO3PCHUU Ha Ooie3Hb BuibcoHa-
KonoBanmoBa B mmiaH OOCHEIOBaHUS CTOWUT BKIJIIOYATH
HE TOJILKO OIpe/elieHne NMeUYEHOUHON TaHeNH, Lepysio-
IUTa3MUHA U MEAHM B KPOBH, HO U MEIb MOYH, OCMOTp
HEBpoJIora, O(PTaIbMOJIOTa, OMpPEACICHUE KpeaTHHUHA
1 CKOPOCTH KJITYOOYKOBOW (PHITBTPAITUH C TIENIBI0 OLIEHKH
MTOPaKECHUS «OPTAaHOB — MUIIICHE».

Bonesnr Bunbcona-KoHoBanoBa OTHOCHUTCS K Op-
(daHHBIM 3a00JieBaHUSM. PacrpoCTpaHCHHOCTh €¢ [0
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SUMMARY

This article demonstrates two clinical observations
of the diagnosis of Wilson-Conovalov disease during the
COVID-19 pandemic. In the first case, after a coronavi-
rus infection, the patient presented with neurologic symp-
toms in the presence of previously diagnosed cirrhosis of
unspecified etiology, which later became a “diagnostic
clue” in the search for the cause of liver damage. The
second case shows rapid development of liver failure in a
patient with liver cirrhosis after a coronavirus infection.

Keywords: Wilson-Conovalov disease, hepatocere-
bral dystrophy, coronavirus infection.

naunbiM Orphanet cocrasnsier 1-9 ciywaeB na 100000
Hacenenus (B cpemHem 1 Ha 25000), exxeromHas 4acto-
Ta BBISIBIICHUST HOBBIX ciaydaeB — oT 1 Ha 30000 1o 1 Ha
100000 nacenenus. Knunnueckas kapruna I'LIJ] xapax-
Tepu3yeTcsi OONBIIUM MOIMMOP(GHU3MOM B OTHOILEHUH
KaK HEBPOJIOTHYECKUX, TAK M COMATHYECKHUX IPOsBIIE-
Huii. OcHoBHBIMEH (opmamu ['TIJ] sBistroTcs abmomu-
HaJIbHAs U [epeOpaibHasl.

[Tpn abnomuHanbHON (opMe HA HEPBBIH IUIaH BbI-
CTYyNaroT HapyLIeHUs, CBSA3aHHBbIE C MEYEHOYHOU JHC-
(yHKIIMEl: TOBBITIICHNE ITOKA3aTeIel IIUTON3a M XOJIe-
cTa3a, pa3BUTHE NAPEHXUMATO3HOM XKenTyxH, Gpuopos c
HCXOJIOM B LIUPPO3 MEYECHU C MOCIEAYIONMMH IPOsIBIIE-
HUSIMU NIEYEHOYHO-KJIETOUHOM HE0CTaTOYHOCTH.

Bapuantamu nepedpanbHON GOPMBI SBISIOTCS: PH-
THTHO-apUTMO-THIICPKUHETHYCCKAS, JPOXKATCIHLHO-PU-
THIHAsI, JPOXKATEIbHAS M AKCTPAHUPAMUIHO-KOPKOBAs
[1].

MATEPUAJIBI 1 METOAbI NCCJIEAOBA-
HUA

Hcnonb30BaHbl pe3yabpTaThl KIMHUYECKOTO U JIabo-
PaTOPHO-WHCTPYMEHTAJIBHOTO WCCICOBAHUN MAaIieH-
TOK, HaXOAsIuxcst Ha o0cienoBannu B I'Y3 «ObmacTHas
kiuHIYeckas oonpHuiay r. Caparosa (I'Y3 OKB).

PE3VJIbTATHI UCCIIEJJOBAHUN A

Cayuaii Nel. B 2019 rogy nanuentka C., 29 ner B
CBSI3U C TIOSIBIICHHEM PBOTHI C IPUMECHIO KPOBHU 0Oparia-
€TCsl 32 MEIUIIMHCKOW TTOMOIIBI0 B pallOHHYIO OONBHH-
1y, TOCITUTAIM3UPYETCS B OTACICHHE XUPYpruu. B xone
PYTHHHOTO HMCCIICAOBAHHUS BBIMONHSOTCS: Y3 opraHoB
OPIOIIHOM MOJIOCTH — MPU3HAKK [IUPPO3a IIEYECHH U TTOp-
TanpHOU TUneprenH3nn, OIJIC — BapuKo3HOE paciImpe-
nue BeH nuueBoga (BPBII) 2 ct. BrictaBuserca nua-
ruo3: Kpunrorenusiii muppos nedenu. CocrosiBiieecs



“)Kypnan meopemuueckoil u Kiunuueckou meouyunst ”, Ne5, 2024 2.

kpoBoteuenne u3 BPBII. B nanpheiimem mnanueHTka
HAOTIOMAaeTCs B TMOJHKIMHUKE MO MECTY >KUTEIHCTBA,
co0JIIOZIaeT PEeKOMEHJOBaHHYIO Teparuio. JlaHHble 10-
MOJTHUTENBHBIX 00CJIeIOBAaHNUM, BBINIOJIHCHHBIX HA aM-
OyTaTOpHOM JTarle, HE TPOSCHWIM MPUYIHHY IOpake-
Hus niedeHu. B HosOpe 2021 roga manueHTka OTMETHIIA
TOSIBJICHHE JIMXOPAJKH 10 cyO(eOpHIbHBIX 3HAYECHHH,
MaJIONIPOAYKTHBHOTO Kallllsl, B CBA3H C YeM 00paTuiiach
32 MEAULIMHCKOM TTOMOIIBIO: BBITIOJIHAIACH PEHTTEHOTpa-
(ust OpraHoB IPYIHOHN KJIETKH — ABYCTOPOHHSS ITOJIHCET-
MEHTapHast THEBMOHUS; Ma30K U3 HOCOIJIOTKH METOJIOM
[P - wnentudummposan Bupyc COVID-19. Ilocne
MepeHECEHHON KOPOHABUPYCHON WH(EKIINU TOSBIISIFOT-
Csl «HOBBIE» CHMITOMBI: TPEMOp BEPXHUX KOHEYHOCTEH
n aciut. B despane 2021 roma rocnuTaNM3UpOBaHA B
ornenenue racrposureposiorun I'Y3 OKB. Ilpu 00b-
EKTHBHOM OCMOTpE OOpalajii BHUMAaHHE Ha JKEJTYIL-
HOCTH KOXKHBIX ITOKPOBOB, THOMHWYKOBBIC BBICHITTAHUS
10 THUIY aKHE KOXKH JIMIAa W BEPXHEHW YacTH TYIOBHUIIA,
COCYIUCTBIC 3BE3JIOUKU 110 BCEMY Tely, HKTEPUYHOCTb
cKJIep, OTEKU HIKHUX KOHEYHOCTeH. JKMBOT yBesnueH
B 00B€Me 3a cuér aciura. [Ipu mampbnanum KUBOTa OT-
MeJasnach OOJIe3HEHHOCTh B TIPABOM ToApedephe; Iie-
YeHb BBICTyIaJIa M3-10J Kpasi pébepHOil qyru Ha 3 cMm,
pasmeps! neuenu 1o Kypnosy 14x13x%12 cm, cenezénka
BBICTyTIAJIA M3-TI0]T Kpast pébepHoi ayru Ha 3 cM. BBuay
MPOTPECCUPOBAHUS  NEUEHOUYHO-KIIETOYHOM  HEI0CTa-
TOYHOCTH, TIOSBJICHHUSI HEBPOJIOTMYECKOH CHUMIITOMA-
TUKH, Yy TAIMEHTKU 3amojo3peHa Oosie3Hp Buibcona-
Konosanosa. B xone maboparopHO-HHCTPYMEHTAILHOTO
HCCIEIOBAHUN OTMEUaINCh TpoMOouToTieHus (42 X/7),
cHIDKeHHe anbO0ymuna (32 r/i1), MoBbIIIEHUE OOLIETo U
npsimoro ousmpyouna (34,7; 17,2 MKMOJIB/JT), CHHYKEHUE
YpOBHS mepysoriazmMuta (18 mMr/min) m Meam B KpOBH
(153 wmxr/m). ITanuenTka ocMoTpeHa O(PTaIHLMOJIOTOM:
BbIABIIEHO Koubllo Kaifsepa-®neiimuepa. I1pu reneruue-
CKOM TE€CTHPOBaHMM 0OHapyskeHa MyTauus rena ATP7B.
ITonTBepxknena 6one3np Bunbcona-KoHnosanosa, Ha3Ha-
YeHO JIeUeHNEe J[-MeHUIMIUIAaMHHOM C TIOJIOKUTEIHHBIM
apPeKTOM.

Cayuaii Ne2. ITauuentka T., 18 ner. Tocnuranuzu-
pOBaHa B racTpOIHTEPOJIOrHYECKOE OTJEJICHUE CTALNO-
Hapa B okTs0pe 2022 rozaa ¢ xamodaMu Ha OO B KUBO-
Te, TOMHOTY. [Ipr 00BEeKTHBHOM OCMOTpE: KEIATYITHOCTh
KOXKHBIX ITOKPOBOB, HKTEPUYHOCTH CKJIEP, yIpeBas ChIIb
10 THITY aKHE Ha KOXKe JIMIA, TeICAHTHOAKTA3UH Ha KOXKe
BEpXHEH ITOJIOBHHBI TPYAHON KIIETKH, OOJE3HEHHOCTH
MIPH TAJBIAINA B MPABOM TOIpeOephe, rermaToMerais
— IeYeHb BBICTYyIaia Ha 2 CaHTHMETpa M3-1oj Kpasi pé-
OepHOl 1yru — Kpail IeYeH! HEPOBHBIN, 3a0CTPEH, TyB-
CTBUTEJEH, pa3Mepsl iedueHu mo Kypnosy 11x10x9 cwm.

IIpu nabopatopHOM 0OCIEIOBAaHUH OTMEUAIHChH
CHIDKEHHE Te€MONIOOMHA JI0 YPOBHSI aHEMHUH JIETKOH
CTENEeHU; CHHJPOM LUTOJIN3a YMEPEHHOW CTEIIEHH BBbI-
paKEHHOCTH, TUTIoANBEOyMuHEeMUs (32,5 1/11), THIIepOH-
TUpyOorHEeMus (TIOBBIIIEHHE O0IIEro U MPSIMOTO OWITHPY-
ouna 33,0 MxMoib/i1; 14,6 MKMOJIB/J COOTBETCTBEHHO),
cHIkeHue nepynorutasmuna (12,7 mr/mn). Ilo nanHbIM

V3U opraHoB OpIONTHOW IOJIOCTH — YBEJIHMYEHHUE pa3-
MEpOB TICYCHH. YUHUTHIBAsI BO3PACT MALMCHTKH, TaHHEIC
71a00paTOPHO-MHCTPYMEHTAIBHBIX HCCIICOBAHUIA, HMe-
JCh OCHOBaHMs mpennonarars Hanuuue ['TJ], nmanu-
poBanioch nanbHelmee obcienoBanne. OQHAKO B CTa-
IIIOHape OTMEYAJOCh ITOBBIIICHHE TEMIIEpaTypsl Tea
10 cyOdeOprIIbHBIX 3HAaUYCHUT. B Ma3ke U3 HOCOIIOTKH
BoIsiBiIeH BUpyc SARS-CoV-2. IlanmenTka Obuta BbINHU-
CaHa W3 CTAIMOHAPA IO SMHIEMHOIOTHYECKAM ITOKa3a-
HUSM ¢ nuartosom: bonesns Buiabscona-KonoBasoBa Be-
positHast. Ha amMOynaTtopHbIil 3Tam JaHbl peKOMEHIAUU
MO J000CIeN0BAHUIO C JalbHENIIeN TOBTOPHON roCHu-
TaIU3alneil: MPOBECHNE MOJICKYIIPHO-TEHETHYECKOTO
TECTHPOBAHUS, CCICOBAHIE MEIN MOYH U CHIBOPOTKH
kpoBu. OnHAKO Yepe3 ABE HENENHM ITOCIE BBITUCKH W3
CTallMOHAPa B JJOMAIHKUX YCIOBUSX y IMAIUCHTKA BHOBb
MOSIBUIIACH KaTapajbHbIe CUMITOMEI, OOJIU B TOpIIE, MO~
BBIIIICHHUE TEMIIEPaTypHI Tea 10 (heOpIIbHBIX 3HAYCHUH,
B CBSI3M C Y€M IPUHIMAJA JKapOTIOHIDKAIOIINE CPEICTBA
(HecTepouIHBIC MPOTHBOBOCIAIHUTEIILHBIC MPEapaThl).
Ha ¢one ux mpumeHeHHs HapacTaja CJadOCTh, HpH-
COEMHIUIMCH TOITHOTa W pBOoTa. B HOs0pe 2022 Toma
MaIMeHTKa TOCTIUTAIN3NAPYETCsS B MH(DEKIMOHHBINA CTa-
[UOHAD, [JIC HA 5-¢ CYTKH BBIMOJHSIETCS [MOBTOPHOE HC-
cnenosanue [P na COVID-19 — Bupyc He 0OHapyxeH,
BBICTABIIETCSl JTMAarHO3 «KOpPOHABUpYCHas WH(EKIHs,
pexoHBasieceHT». Yepes3 5 CyTOK MO TSAXKECTH COCTOsI-
HUS C BBIPAKCHHBIMH TPU3HAKAMHU [TEYCHOYHO-KIICTOU-
HOW HEJIOCTaTOYHOCTH IIEPEBOUTCS B OTACICHUE PCaHU-
MaIu 00JaCTHON KIIMHWYeCKoW O0obHUIIEI T. CapaToBa.
HecmoTps Ha MHTEHCHBHYIO TEpAIHIO TI0 BCEM HAIpPaB-
JICHUSIM, OTMEYAJIOCh YXYAIICHUE COCTOSHUS, MPOrpec-
CHpPOBaHHUC IEUYCHOYHOW, IOYCYHOW HEIOCTATOYHOCTH.
Bbronornyeckast cMepTh MAIMEHTKH HACTyIiIa Ha 8
CyTKH B OTJEJICHMHM peaHumainuu. [Ipu ayrorncuitHom
UCCIICIOBAHUY: TICUCHD YBEIIMYCHA B pa3Mepax, JKeJrasi,
IUIOTHOW KOHCHUCTCHIIUH, MeJKoOyrpucTas. [Ipu ructo-
JIOTHYECKOM HCCIICJIOBAaHUN TKAHH TIEYECHH BBIABISUTUCH
TOTAJLHBIA HEKPO3, BRIPAKEHHBIH TOPTAIBHBIA (HHUOPO3
C MOPTO-IMOPTAIEHBIMU CeNnTaMu, (HOPMUPOBAHHE MHO-
JKCCTBEHHBIX JIOXKHBIX [0JeK. [IpW JOMOIHUTEIBHOM
OKpacKe TKaHH MCYCHH 110 BUIIbCOHY 00HAPYKEHO OTIIO-
JKCHNE MEIIH.

[IpencraBneHHsle  KIWHUYECKHE  HAOTIOICHUS
JEMOHCTPHPYIOT TIO3JHIOK JHATHOCTHKY OOJIC3HU
Bunbcona — KoHoBasnioBa Ha craguu [Uppo3a Me4eHH y
MOJIONBIX JKeHIWH. KopoHaBupycHas wH(peKuus cro-
coOCTBOBaJIa PAa3BUTHIO Pa3BEPHYTOH  KIMHUIECKOM
KapTUHBI, YTO H ITO3BOJIIIO MPEIIOIOKUTh HAMYUC Y
MAIMEHTOK TenaronepeOopatbHON AUCTPODUH.

OBCYXJEHUWE PE3VIIbTATOB

B mepBOoM KIMHHYECKOM CiIydae TOJIBKO TIOSIBIIE-
HUE HEBPOJOTMYCCKOW CHMIITOMATHKH Y MAIIMEHTKH C
XPOHUYECKHM MOPAKCHUEM ICYCHU MO3BOJIMIO 3arlo-
no3puth Oone3ns Buibcona-Konosanosa. Ilopaxenwne
HepBHOH cucTeMbl xapaktepHo st ['TJ]. OmHako, mosB-
JICHAE HEBPOJIOTMYECKUX CHUMIITOMOB B JJAHHOM CIIydac
OBUIO CIPOBOIMPOBAHO KOPOHABHPYCHOW WH(QEKIIHEH,
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MIPU KOTOPOM B MATOJIOTHYECKHUH MPOIIECC BEChMa YacTO
BOBJIEKAaeTCs IIeHTpaibHas HepBHas cuctema [2]. Bo
BTOPOM CJIydae HaOIOIaNOCh IPOrPECCUPOBAHUE Ieué-
HOYHOM HEJOCTATOYHOCTH C PA3BUTHUEM IOIUOPTaHHOMN
NUCHYHKITMHM TIOCJIe TEePEeHECEHHONH KOpPOHABUPYCHOM
nupexnun [3]. [IporpeccupoBannio 3a00eBaHUS TTede-
HU C pa3BUTHEM IIEYCHOYHOM HEIOCTATOYHOCTHU CIIOCO0-
CTBOBAJIM TIpsiMasi TEMATOTPOIHAsT aKTHBHOCTH BHpyca
SARS-CoV-2, onocpenoBaHHOE BIUSHUE Ha KIETKH Tie-
YeHN CHCTEMHBIX PEaKIHil, BOSHUKAIOMNX IPH KOpPOHa-
BUPYCHOH WH(EKIHU, MPUMCHEHUE TeNaTOTOKCHYHBIX
JIEKAPCTBEHHBIX CPEICTB [5].

BaaronapHocTu. ABTOPHI BBIPAXKAIOT MPU3HATEb-
HOCTPH 3aBEAYIOIIEH TacTPOIHTEPOIIOTHIECKUM OT/ele-
aueMm ['Y3 «OKby P.B. JIskumieBoii 3a oka3aHHYIO TO-
MOII[b MPH cOOPE MaTepuaa JJis HalMCAHUS HACTOSIICH
CTaThbH.
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CJIOXXHOCTU QUATHOCTUKU U ITO4BOPA TEPAITUU
FPAHYJIEMATOS3A C NOJIMAHT MUTOM C OPBUTAJIBHBIMU

NMPOABIIEHUSIMA

Margeesa H.A., lasnetoBa 3.M., Yynwesa tO.J1., Wamcnesa [.LU., Kuazes A.B.
®IrbOY BO Capatosckun MY um. B.N. Pazymosckoro MuHagpasa Poccum

XULOSA

Poliangiitli granulomatoz (GPA) — bu o'pka (95%
hollarda), yuqori nafas yo'llari/ sinuslar (75-90%
hollarda) va buyraklar (80% hollarda) ishtirok etadigan
klassik uchlik belgilari bo'lgan tizimli nekrotik vaskulit.
GPA har qanday organga, shu jumladan ko 'rish organiga
ta'sir qilishi mumkin. Ushbu magqolada ofialmologik
ko'rinishlar - o'ng orbita yumshoq to'qimalarining
granulomatoz  yallig'lanishi  ko'rinishidagi poliangiit
bilan ANCA-salbiy granulomatozni aniglashning klinik
holati tavsifi keltirilgan. E'tiborga loyigki, jarayonning
kech tashhisi, steroid asoratlarni rivojlanishi bilan
monoterapiyada glyukokortikoidlarni uzoq muddatga
buyurish, siklofosfamidni buyurish, kasallikning IgG
4 bilan bog'lanishi, davolanishga qarshilik. Genetik
Jihatdan yaratilgan biologic preparatlar bilan boshlash.

Kalit so'zlar: poliangiit bilan granulomatoz, tizimli
vaskulit, orbital psevdotumor, IgG4 - bog'liq kasallik,
terapiyaga qarshilik.
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SUMMARY

Granulomatosis with polyangiitis (GPA) is a system-
ic necrotizing vasculitis with a classic triad of symptoms
involving the lungs (95% of cases), upper respiratory
tract/sinuses (75-90% of cases), and kidneys (80% of
cases). GPA can affect any organ, including the organ
of vision. This article presents a description of a clinical
case of detection of ANCA-negative granulomatosis with
polyangiitis with manifestation in the form of ophthal-
mological manifestations - granulomatous inflammation
of the soft tissues of the right orbit. Noteworthy are the
late diagnosis of the process, long-term prescription of
glucocorticoids in monotherapy with the development
of steroid complications, prescription of cyclophospha-
mide, and resistance to treatment. Initiation by genetical-
ly engineered biological drugs.

Keywords: granulomatosis with polyangiitis, sys-
temic vasculitis, orbital pseudotumor, 1gG4-assosiated
disease, resistance to therapy.



