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Pesiome

B cTaTbe npeacTaBneH KAMHWYECKN Cnyyail No3AHeN AMarHoCcTuKM 6onesnn BunbcoHa-KoHoBanoBa Ha cTaguy LMppo3a

neyeHw. MpeactasneHHoe HabnogeHe AeMOHCTPUPYET MaHUbeCTaLMIO KNMHUYECKOW CUMITOMATMKI Y MO0 MaLMeHTKN
EDN: FIIFWI nocne nepeHeceHHo KOPOHABMPYCHOM MHOEKLMM, AeKOMMEHCALIMIO MMEIOLLEeroca LIMppo3a neyeHn ¢ biICTpbIM Nporpeccupo-
BaHVieM NeyeHoYHO HeA0CTaTOYHOCTM NOC/IEe MOBTOPHOIO MHGULMPOBaHNA BUpYcom SARS-CoV-2 1 npuema HeCTepOnHbIX
NPOTVBOBOCMANMTENbBHBIX MPENapaToB, MOCMePTHOE NMOATBEPKAeHWE 33060NeBaHMA.

KntoueBble cnosa: 6onesHb BuibcoHa-KoHoBanoBa, LMPPO3 neyeHn, renatomeranms, ToaHCammnHasbl.
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The article presents a clinical case of late diagnosis of Wilson-Conovalov disease at the stage of liver cirrhosis. The presented
observation demonstrates the manifestation of clinical symptoms in a young patient after a coronavirus infection, decom-
pensation of the existing liver cirrhosis with rapid progression of liver failure after re-infection with SARS-CoV-2 virus and
administration of nonsteroidal anti-inflammatory drugs, and postmortem confirmation of the disease.
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AKTyaII bHOCTb HPOGHEMbI

Bonesup Bunbcona (cuHOHMMBL: 60/1€3Hb Bunbcona-
KoHoBa/I0Ba, renaToNeHTUKY/IApHas IereHepanns,
remarolepebpanbHas AUCTPOUs) — pefKoe TSHKEIoe
HaCTIeCTBEHHOEe MY/IbTUCUCTEMHOE 3ab0/IeBaHue,
HpOoABJIALIeeCA NPEUMYIeCTBEHHO I1e4€HOYHBIMMY,
HEeBPOJIOTMYECKVIMM U IICUXMATPUYECKIMY HapyIle-
HUAMU BCJIE[ICTBYE YPE3MEPHOTO OTIIOXKEHU S Mefiu
B OpraHax u TkaHsax. Knmumyecky 3aboneBaHe MoXeT
MaH1U(}eCTUPOBATh KaK B JETCKOM U IIOLPOCTKOBOM
BO3pacTe, Tak U B 6omee cTapieM. OTHOCUTCA K 4MC-
JIy TPYAHO AMaTHOCTUPYEMBIX 3a00/IeBaHNUII B CBASK
C AZIUTEeIbHBIM JTATEHTHBIM TedeHMeM U IToMMMopdus-
MOM KJIMHMYECKOJ CUMITOMATUKM U ABIsAeTCA (a-
TaJIHBIM IIPY OTCYTCTBUM XeNIaTUpYIoleil Tepannu [1].

Bonesup Bunbcona-Konosanosa (BBK) Buepsbie
6pima omycana S. Wilson B 1912 rogy xak CuHZPOM
CeMelTHOI IeHTUKY/IAPHOT lereHepaly, XapaKTepu-
3YIOIIMIICA PA3BUTMEM LIMPPO3a I€YeH) BCIEACTBIE
HEM3BECTHON IPUYMHBI ¥ HeM30EKHBIM JIeTalTbHBIM
ncxopoM. B TedeHMe momyBeKa mocae 3TOTO IPUIN-
Ha 3a60/1eBaHMA OCTaBaIaCh HEACHOIL, B OTCYTCTBUE
93¢ $eKTUBHOrO IedYeHN s MalMeHThl HPOJOIKAIN
ymuparb. Cutyanus usMeHmnIach, koraa J. Cumings
(1948) mpoeMOHCTPUPOBATL, YTO JAHHOE 3a00/IeBaHe
BO3HMKAeT B pe3y/bTaTe YpPe3MEePHOTrO OTIOKEHU A
MeJM B II€YEHM U T'OJIOBHOM MO3Te. DTO OTKPBITHE
HaBeJ/IO Ha MBIC/Ib O BO3MOXKHOCTY MCIIOTb30BaHUA
9MMMMHALIUU MeI) U3 OPTaHM3Ma B KadyeCTBe MeTO/a
negenusi. B 1955 rogy J. Walshe npepnosxnn ncnons-
30BaTh NMEHUIW/IAMUH. VIMEHHO 3TOT Ipenapar us-
MeHuI nporuos npu BBK, yny4mmn kauecTBo )XU3HM
U YBEIMYMI IPOJOKUTENBHOCTD XKU3HM GONTBHBIX
C DaHHBIM 3a00/1eBaHMeM. BriocjeicTBUN ONHUM U3
METOJOB COXPaHEHUA )KM3HMU NALEHTOB C 60Ie3HDIO
BK crana TpaHCIIaHTaLMs TTedeHn [2].

Coserckuit HeBponor H.B. Konosasnos (1960) npe-
JIOXKWJI TEPMUH «TenaTolepedpanbHas JUCTPODU»,
00paTyB BHUMaHMNeE, 9YTO M3MEHEHU S B MO3Te HUKOT-
Ia He OTPaHMYMBAIOTCA JICHTUKY/IAPHBIMY AlpaMu,
anmeroT guddysHbli xapakTep. VIM BHeceH 60/1bIION
BKJIaJ B U3yUeHMe KINHIIeCKUX GopM U pa3paboTKy
knaccudukanyuy 60mesHn. B oredecTBeHHOI TUTepa-
Type 9T0 3a60/IeBaHNe TPAAUIIIOHHO HOCUT Ha3BaHMe
«6onesub Bunbcona-Konosanosa» [3].

1o JaHHBIM COBpEMEHHBIX UICCIJOBAHMIL, PACIIPO-
CTpPaHEHHOCTb 00/Ie3HM cocTaBnAeT 0Koao 1:7000-
10000 [3].

B Hactosamee Bpemsa bBK paccmarpmBaercs kak Ha-
CNIefICTBEHHA A ITATOIOT A C Ay TOCOMHO-PeIleCCHBHBIM
TUTIOM Hac/efJOBaHM A, MME0IIas BbICOKYIO ajleNb-
HYI0 TeTeporeHHocThb. B ocHoBe bBK - MyTanus rena
ATP7B Ha 13 xpoMocoMe, KOTOPBIT KOZUPYeT TPaHC-
MeMOpaHHbIT 6etok AT®asy7B. CHmkenne QyHKIUU
Menb-TpaHcnopTupytomeit AT®a3spr B pesynbrarte
MaTOTeHHBIX BapuaHToB B reHe ATP7B B kommayHz-
reTepO3UTOTHOM M/IY TOMO3UTOTHOM COCTOSHMY NTPH-
BOAMT K HapylLIEHNIO TeaToOMINAaPHOI 9KCKpeLuu
MeZIJ 1 HapylIeHMIo e€ BCTpayBaHMA B IlePy/IONIa3-
MuH. [TOCKONbKY Nepuos NoMy>KM3HY alloLepyIo-
1a3MuHa (epy/IonniasMuH 6e3 Mefju) 3HaYUTeNbHO
KOpOUe TAKOBOTO y IIepy/IONIa3MIHa, HarPy>KeHHOTO
Menbo (5 4 mportus 5,5 cyT), npu BBK, kak npasuio,
B KPOBI HAO/TIOZIETCSI CHIDKEHME COflePXKAHNA LIePyIo-
nnasmMuHa. OpHako, y TpeTu naunuenTos ¢ bBK ypo-
BEHb IIepy/IONIa3MIHA B KPOBU MOXKET OBITD B ITpefie-
JlaX HOpMa/IbHBIX 3HaYeHui1. IIpu BBefieHnu B pannon
pebeHKa MeibcofiepKaluX IPOfyKTOB HAYMHAETCA
Iporpeccupyloljee HaKOI/IEHNe Me/[/ B ITeYeH, a 3a-
TEM B TOJIOBHOM MO3Te, II0YKaX, POrOBUIE I71a3a, 4TO
HPUBOAUT K OKUCTUTE/TbHOMY ITOBPEXIeHIIO TKaHel
U KJIeTOYHOMY anonTo3y. Hakonnenne menu B mapes-
XMMaTO3HBIX OPTaHaX COINPOBOXK/IAeTCs CHUIKEHMEM
copiep>KaHust o011eit Mefiu B ChIBOpOTKe. [loparkeHne
PasIMYHBIX OPraHOB 0OYC/IOBINBAET MOMNMOPGHU3M
KIMHUYEeCKUX IposIBIeHnii 60e3Hn. Takum o6pasom,
BBK MoxHO paccMaTpuBaTh KaK MYJIbTUCUCTEMHOE
3abonesanue [1, 4].

BBK xapakTepusyeTcs AJIUTETbHBIM 0€CCUMIITOM-
HBIM Te4YeHNUeM, OJ[HAKO NporpeccupoBaHme 3aboe-
BaHIUA MOXeT ObITb OYeHb ObIcTpbIM. IIpy Hanmnyuun
IEeKOMIIEHCMPOBaHHOTO IIMPPO3a VJIN OCTPOIL Ieve-
HOYHOII HETOCTATOYHOCTH BO3HIKAET HEOOXOTUMOCTD
TPaHCIUIAHTAL MY IIe9eH M [5].

JOuarnoctruka BBK 6asupyercs Ha BBISABIECHUU
KOMOMHAIMY KIVMHUYECKNX CUMIITOMOB, JaHHBIX
nabopaTopHOro 06CnIeOBaHUA U MOJIEKYIAPHO-
TeHEeTMYEeCKOTO TeCTMPOBAHN A, TUCTONOTMIECKOTO
JCCIeNoBaHMsA OMONTAaTOB nevenn [1, 6].

Jleuenne BBK BxiodaeT guerorepannio (OrpaHu-
YMBAIOTCA IIPOSYKTHI C BLICOKVIM COfiep>KaHUEeM MeJiu),
MeZIbXe/IaTHUPYOI[YI0 Tepanyio (IeHUIVIIAMIH, TIpe-
Haparsl IJMHKa), CUMITOMATIYECKYI0 TePaIio HeBPO-
JIOTMYeCKMUX MPOABAEHN, XMPYypPruueckoe gedeHmne
(rpaHcrranTanus nedenn) (1, 4].
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KnuHunuyeckoe HabnwogeHne

IMaumentxa H. 18 neT rocnuTanusmpoBaHa B ra-
CTPOIHTEPOIOTNYECKOe OTHEeNeHNe B OKTAOpe 2022 T.
¢ >kaymobamMu Ha 60U B HYDKHUX OT/€eNaX >KMBOTa,
HapyllIeHMe CTy/Ia IO TUIIY 3aII0POB, IePHOANYECcKoe
[IOKa/IbIBaHe KOHYMKOB IIa/IbIleB PYK U HOT, O0IIYI0
c1aboCTb.

Ycmopus 3a6onesanus: cautaet cebst 60TbHOI B Te-
yeHue 5 yet (c 2017 1.), KOrja BIiepBbIe TPy IOTpel-
HOCTM B JiueTe OTMeTIIa 60N B HU>KHUX OTJenax
JKMBOTA, YPeXKeHMe CTya Jo 2-3 pas B HeJesIo, Tuc-
koMdopT Bo BpeMs gedekaryn. Obpaiianach K Hefu-
aTpy II0 MeCTY KUTEeIbCTBA, CO C/IOB ITALMEHTKM — BbI-
IIO/IHA/IACh UPPUTOCKOIN A, BbIAB/IEHA JOMMXOCUTMA
(mOKYMEHTHI He IIpefjoCcTaB/IeHbl). JIeKapCTBEHHBIE
Ipenaparsl He HpUHUMaJIa, COOM0fana ueTn4ecKue
PeKOMEH/IaLINM C YA OBIETBOPUTETBHBIM 3P PEKTOM.
B 2019 r. Boino/HeHa GpuOPOracTpOsyoieHOCKONINA
(OT'IC) - 6e3 maTonorun. B ganpHeleM nanueHTKa
HEOJHOKPATHO 06palianach K HefUaTpy MOMUKINHNA-
K11, 0TMEYa/IMCh I3MEHEeH N A B aHA/IN3aX KPOBIL, OFHAKO
KaKIe — CKa3aTbh He MOXeT, aMOy/TaTopHas KapTa He
npegocTasineHa. Hacrosmee yxynuenue ¢ ¢pepans
2022 r., KOrpga moce nepeHeceHHoM KOpOHaBUPYCHO
uHGEKI UM TOABIICA JUCKOMOPT B BEPXHUX OTHENaX
>KIBOTA, IIPU 06C/Ie[JOBaHN BBIABICHO IIOBBILICHME
YPOBHA TpaHCaMMHa3 110 3 HopM. ['acTposnTeponorom
10 MECTY >KUTeIbCTBA Obl/Ia HA3HAYECHA TepaIis rerna-
TOIPOTEKTOPaMM, MHIMOUTOPAMY IPOTOHHOI IIOMIIbI,
(depMeHTaMM — BCe peKOMEHALMN COOIIOaMa B IOJ-
HOM 06beMe. B centsibpe 2022 I. Ipit y/IbTPa3ByKOBOM
UCCIeOBaHUM OpraHoB 6piourHoit monoctu (Y3U
OBII) BbIAB/IEHBI: TellaTOMerans, CIJIeHOMETalns;
nnddysHble MISMEHEHUA TKAHU IIeYeHM U IIOJKely-
JIOYHOI >KeJIe3bl; YIUIOTHEHMe CTeHKY 1 fepopManus
JKETIHOTO Iy3bIpsi. O6paTuiack K raCTpOIHTEPOIOTY
nonuKaMHNKN O6/1aCTHOIM KIMHINIECKON GOTbHUIIBI
r. Caparosa (I'Y3 OKB). IIpu o6cnenoBanny HBsAg
u anti-HCV He 06Hapy>keHbl, B 00111eM aHa/I13e KPOBU
(OAK): remorno6un 88 r/n, octanbHble IIOKa3aTeIN
B Ipefienax pepepeHCHBIX 3HaYeHMIT. PekoMeHJoBaHa
TOCHUTANN3aLUA B OT/ie/IeH)e TaCTPO3HTEPOTIOTUN
I'Y3 OKB.

M3 ucmopuu u3Hu: pocaa 1 pa3BuBaIach co-
OTBETCTBEHHO Bo3pacTy. OnuH pebeHOK B ceMbe.
HacnencTBeHHOCTD He OTATOLIEHA. A/IZIeprudecKye
peaxiuy Ha 1eKapCTBEHHbIe MIpenapaTsl, OIepaTuB-
Hble BMeNIaTe/IbCTBa oTpunaet. [lepennsannii Kposu,
KpoBe3aMeHuTenell He 6p110. XpoHndeckue 3a60-
neBaHusA: fudPy3HbI 300 1 cTemeHN, 9K30T€HHO-
KOHCTUTYLMOHa/IbHOE O)KMpeHue 1 cTeleHn, Ba3o-
MOTOPHBIII PUHNT, TP 0ObIKHOBEHHbIe. Manapueri,
Ty6epKy/nie3oM, BUPYCHBIM IellaTUTOM He 6oresa.
B kOHTaKTe ¢ MHPEKIMOHHbIMU OONTbHBIMU He Obla.
3a mpepensl CapaTOBCKOIT 06/1aCTU B TedeHue 3-X JIeT
He Bble3ana. OT KOPOHABUPYCHOI MHPEKINN He
BakuyHMpoBaHa. [lepe6onenra COVID-19 B despae
2022r.

O6pbextuBHO: Poct 170 cm. Bec 95 kxr. IMT
32,9 xr/m*. Temneparypa rtena 36,6°C, Cocrosanne
ymoBnerBopurenbHoe. IlomoxeHne akTUBHOE.
Cosnanne sacHoe. KoxHble MOKPOBBI 0OBIYHOI OKpa-
CKM, Ha KOXe INIIa — YTPU, Ha KO>Ke BepXHell 110J10-
BMHBI I'PYHOI KIeTKM — €MHUYHBIE COCYJUCTDIE

3Bé30uky. CImsnucThie 060MI0YKM PO3OBOTO LIBETA.
Typrop xo>xu 06br4HbIIL. IT0IKOKHa A KIeTyaTKa pas-
BuTa M30bITOYHO. OTeKOB HeT. JInMbaTnyeckne y3/bt
He manpnupyoTca. CycTaBpl: HOABUKHOCTD aKTUB-
HasA nonHasA. Akponaxuu HeT. [Ipu uccnemosanum op-
TaHOB JIbIXaHNA IPy/iHAsA K/IeTKa HOPMOCTEHIYeCKasl.
Yucno ppixannit 17 B munyrty. [lpn ayckynbranun
IBIXaHNe Be3UKy/sApHoe. OpraHbl KpOBOOOPAIICHA:
BEPXYIIEYHBI TOTYOK OTPAHNYEHHBI, B 5 MeKpebe-
pbe, Ha 0,5 CM KHYTpU OT CpeJjHe-KII0YMYHON TNHIY;
COCYJMCTBIi TyYOK He BHICTyMHAeT 3a Kpas IPYAUHBL.
ITpm ayckynbTanum TOHBI CEpAIIA ACHbIE, PUTMIYHBIE.
YCC 80 ymapos B MunyTty. Ilynbc 80 BoH B MUHYTY,
OJITHAKOB Ha 00eNX PyKaX, yJJOBIeTBOPUTETbHBIX
kavecTB. [Iyabc Ha apTepnAX HUKHNX KOHEUHOCTEI
coxpaHeH. AJl 120 n 80 mM. pr. cT. BapnkosHoro pac-
MY peHNs BeH HIDKHUX KOHeYHOoCTel HeT. OpraHbl
IMIeBapeHMs: A3bIK 00I0XKeH 6eIbIM HaleToM,
BJIQ>KHBIIT; 3yObl CAHMPOBAHBI; JeCHBI HOPMaJIbHOI
OKpacKy; IIT0TaHMe CBOOOJHOE; MUH/Ja/INHEI He BBI-
CTYIIAIOT 3a Kpas HeOHBIX Jy>KeK. Pacmupenns Bex
Ha nepepHelt OPIOIIHOI CTeHKe HeT. Pacxo)XmeHms
MBIIII] TTepefHell OPIOLIHO CTeHKY HeT. ACIIUT Hep-
KyTOpPHO He onpefiendercsa. JKuBoT npu naapnanun
MATKMI, YMEePeHHO 60/Ie3HeHHbIIT B BEPXHUX OTAENAX,
IpeNMyILIeCTBEHHO B IpaBoM moppebepbe. [leyeHb
110 Kpalo pebepHOI Ayru, Kpali MmeyeHu MIOTHO-
9/aCTUYECKOI KOHCUCTeHIIN. Pa3Mepsl medeHn mo
Kypnosy 10x8x7 cm. JKenmunblit Iy3plpb HE Ha/b-
nupyerca. Cumnromsl Kepa, OpTHepa, 3axapbuHa,
O6pasnosa, Mioccu-Teopruesckoro, Bacunenko -
OoTpuIlaTeNbHbIe. bOIESHEHHOCTY B 30HAX POEKINK
IIOJIKeNyJOuHO JKkene3bl HeT. Cee3seHKa He I1ajb-
nupyercs. Pasmepsr o Kypnosy 9x5 cm. ConsapHble
Toukyu 6e360e3sHeHHbIe. AYCKYIbTAI[MsI XKXUBOTA!
nepuctanbTuka aktusHaA. Ctyn 1 pas B 2 fHA,
0OBIYHOrO IBeTa, 6€3 MaTOMOTUIEeCKIX IPUMeCeil.
MouencnyckaHue perynspHoe, 6e3bone3HeHHOe.
Cumnrom ITacTepHaIIKOTO OTpUIIATENbHBI C 06e-
nx cropod. Iloukn He manpnupyrorca. Ilanpnanus
110 XOJy MOYETOUYHMKOB Oe36onesHenHad. [Inypes
He yuutbiBaeT. llluToBuaHaA >xenesa yBenmnyeHa jjo
1 cremenn, 6e360mMe3HeHHA s, MATKO-9TaCTIIECKOI
KOHCUCTEHILIMMU, OTHOPOJHOI CTPYKTYpbl. Momo4HbIE
JKeJe3bl CUMMeTPUYHbIe, 6e360/Te3HeHHbIe, MATKO-
39/1aCTUYHON KOHCUCTEHII M.

Hanwdne oXupeHus, CMHAPOMA IIMTONN3A HA aM-
6yIaTOpPHOM 3Talle, OTCYTCTBIE SJAHHBIX 3a IIOpasKe-
HIe TIeYeHY MHOI 3TUONOTUY TT03BONIUINA BHICTABUTD
IIpefiBapUTeNbHbII fuarHos: OcHosHoe 3a6onesarue:
HeankoronbHas XMpoBas 00Ne3Hb MeYEHM: CTe-
aTOTENaTUT MUHMMATbHOM CTeNeHN aKTMBHOCTI.
CntenoMeranusA. XpoHU4ecKuii 6eckaMeHHBII XOJIe-
LIUCTUT, yMepeHHOe 06ocTpenne. CTeaTos MOmKeIy-
TIOYHOI >Keye3bl.

Donosoe 3a60nesarue: IK30reHHO-KOHCTUTYLINO-
Ha/lbHOE OXKMPeHue 1 CTeneHn.

Conymcmeyroujue 3abonesanus: JuddysHslit 306
1 cTeneHy, QYHKINIO YTOYHUTb. Ba30MOTOPHBDIII pu-
HUT. YTpU OGBIKHOBEHHBIE.

YyuTpiBas Hanu4dMe CUHAPOMA IIUTONN3A B MO-
JIOIOM BO3pacTe, OBI/IM 3aIIAHMPOBAHBI MCCIIENO-
BaHMSA /I MCK/ITIOYEHNU S ayTOUMMYHHOTO TenaTuTa,
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6one3un Bunbcona-KoHoBanoBa, I0BEHU/IBHOTO Te-
MOXpPOMAaTO3a.

HasnavyeHa Tepanus ¢epMeHTaMM, TeIaToOIpo-
rexTopamu (YJIXK B cyrounoit gose 1000 mr/cyr),
copbenramu (9HTepocrens o 1 m.i1. 4 pasa B jeHb
depes 1 gac mocre expl), pebroTukamu (CycrieH3us
JIAaKTY/I03b1 IO 15 MJ1 3 pasa B ieHb), CIa3MOTUTUKAMMI
(me6eBepuH 200 Mr 110 1 Karicyse 2 pasa B I€Hb).

ITpu o6¢cmeoBaHUYM B OT/I@/IEHUN TaCTPOIHTEPO-
JIOTMY B aHA/IM3aX KPOBYU BBIABJIEHDI CIelyIOI /e M3~
MeHeHVA: HOpPMOXPOMHAsA aHEMM JTIeTKOW CTereHNn
(remorno6uH 96 /1), He3HAYUTENbHOE ITOBBIIIEHIE
CO3 po 15 mM/4; runoanbbymmuHemus — 32,5 /11, ru-
nepaMMoHyeMust — 102,0 MKMOJIb/JI, rutiepounupyou-
Hemusi (6unupy6un o61mnii - 33,0 MKMOJIb/TT, Gun-
PyOMH mpsAMoIi — 14,6 MKMOJIB/T), CUH[IPOM IIUTONN3a
(ACT -121,3 E/n, AJIT - 93,2 E/n), curgpom xomecrasa
(ITTTI-190,7 E/n, menounas ¢pocdarasa - 195,0 E/n),
CHVKeHMe XOnMHacTepassl - 2334,0 E/n, nepyno-
nnasMuHa - 12,7 mr/gn, noeimenue CPb - 7,1 mr/m.
OcrajbHble IIOKa3aTeIN B pefenaXx pepepeHCHbIX
sHayenuit. Koazynozpamma: mpusHaky KoaryaonaTun:
AYTB - 41,5 cexk., pubpuHorex - 1,66 /1., IpoTpoM-
6mHoBOE Bpems - 18,2 cex., MHO - 1,67. ITokasatenn
97IeKTPOTTMTHOTO COCTaBa KPOBM B IIpefielax HOPMBI.
Ananu3s kposu na supycruvie cenamumor: HBsAg, AT k
HCV - He 06Hapy>KeHbL. Dnacmomempus neueHu: uc-
cnepoBanue He nHGopMaTBHO. PI/]C: XpOHMYECKIIT
ractput. OKI: puTM CMHYCOBBII, YUCTIO CepAEeUHbIX
COKpauleHuit 79 B 1 MIUH, HOpMajbHOE IIOJIOXKEH e
90C. Koncynomauus Hegponozd: 5kanobsl Ha 00IyI0
CaboCTh, MEPUOANIECKOE OLIYIIeHIe IOKATbIBAHNS
B pyKax 1 Horax. Co3HaHMe ACHOe, KOHTaKTHA, ajleK-
BaTHa. [IBYDKEHNA ITIa3HBIX A0JI0K B IIOJTHOM 00'beMe,
Hucrarma Her. JIn1jo cuMMeTpudHoe. I3bIK TPy BBICO-
BBIBAHMU 110 CpeHel NHuN. [71I0TaHNe He HapyLIeHO.
Tonoc 3ByuHblit. [Tape30B KOHEYHOCTEN HET, pedIeKch
cpemHe XuBocTH ¢ pyk D=S, TopnuHble KoneHHbIE
pedrmeKchl, aXM/IIOBBI COXPaHEHbI, ITATOMTOTNIECKIX
CTOIIHBIX 3HAKOB HeT.

Hapyuennit MpILIIe4HOTO TOHYCA, I'MIIEPKUHE30B
BO BpeMs OCMOTpPA He BBIABIAETCA.

Y4uuTbIBasA BO3pACT MalMEHTKY, Ha/IM4Ylie BhIPajkeH-
HOTO ITOpa)keHM A IedeHM (rernaToenpeccyBHbI CUH-
LPOM, TUIIOKOATY/IALINA), CHIDKEHME Liepy/IoIIa3MUHa,
OTCYTCTBUE JAaHHBIX 32 TeMOXPOMATO3 ¥ BUPYCHBIE Te-
TIaTHUTBI, HA TIePBbIIT I1aH B A1 depeHIanbHol ana-
THOCTHKe BbI1Ia 607e3Hb Bunbcona-KoHoBaoBa, Bo3-
MOYKHO, C ICXOZIOM B ITNppo3 nedenn. IImannposanocey
TPOEKpaTHOE MCC/IeIoBaHNMe LiepY/IOIIa3MIHa, OIIpe-
Je/ieHyIe 9KCKpeLMy MeIy B CyTOYHOI MOYe, OIIpefierie-
HJIe KOHLIEHTPALIMI MEJIM B CBIBOPOTKE KPOBY, OCMOTP
okynucra (kornbuo Kaitzep-®reiiuiepa).

OpnHako, Ha 5- CYyTKM B CTAI[MOHApe y MaIjueHTKN
nopHAMack TemMneparypa 37,5°C, moaBumuch 60nn
B ropse. MeTo[oM MMMYHOXPOMATOr pah4ecKoro
aHanusa onpepienied aHTureH upyca SARS-CoV-2
B Ma3KaX CJIM3UCTON 000TOYKU HOCOITIOTKY U POTO-
rnoTky. ITo snmuaeMudeckyM MOKa3aHUAM OO/IbHAS
6bl1a BbINMCaHa Ha aMOy/IaTOPHOE JIeYeHNe C AMAarHO-
30M: KpInTOreHHbIII renaTuT MUHUMA/IBHO CTeNIeHN
akTuBHOCTU. bonmesnp Bunbcona-Konosanosa Bepo-
ATHasA. IIpu BpINMCKe JaHBI peKOMEHJAlMN: IpueM
Y XK B gose 1000 MI/cyT., CMPOII TaKTY/I03bI /IUTENb-
HO, Me6eBepyH IIpU O0/IAX B )KUBOTE; TeHETUIECKOe
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TectTupoBanue 6omesun Bunbcona-Konosanosa (aHa-
nu3 myTanuit rena ATP7B), akckpenus Menu B Cy-
TOYHON MOdYe, Liepy/oinasMut Kposu); ANA, SMA,
anTy — LKM-1, AMA-M2; roctiuTanusanus B OTaene-
HIIe TaCTPO3HTEPOJIOTUY Yepe3 MeCAIl [/ faabHel-
1ero o6ceoBaHMsA, pelleHNsA BOIIpoca o 6uorcun
HeYeHM.

AM6yIaTOpHO, CO CTIOB MaTepy, MallMeHTKa JIedN-
J1ach 10 IIOBOAY KOPOHABUPYCHON MHEKIUY IPOTHU-
BOBMPYCHBIMM IIpeNapaTaM, >KapOIOHIKAOI MY,
TeMIlepaTypa CHU3U/IACh, YyBCTBOBAJIA Ce0s YILOBIET-
BoputenbHo. O6CIeoBaHE 1 IeYeHYEe, PEKOMEH/0-
BaHHOE I10C/Ie BBIIVICKM 13 CTAI[IOHAPAa, IPOBEMIEHO He
6b1710. B KOHI[e HOAOPSI epes] IITaHOBOI TOCIIUTaIN3a-
IjMeil B TaCTPO3HTEPOIOTMYECKOe OT/le/IeHNe Y Maly-
€HTKV BHOBb IIOBBICH/IACH TeMIlepaTypa 0 $he6pub-
HBIX 3HaYeHW 1, TOABUINCDH OOJIN B TOpJIe, IPUHIMAaJIa
napaieTaMos u u6ynpodeH ¢ BpeMeHHbIM 3 dekrom,
yepes BO€ CYTOK IPUCOEUHNUINCH PBOTA KeM4YbIo,
myapes, XeNTYIMHOCTb KOKHbIX IIOKPOBOB, B CBA3M
C4eM pOANTeAMY AL MeHTKM Obl/Ta BbI3BaHa 6purasa
CKOPOJI MEVIIMHCKON IIOMOII M, TOCTIMTaIN3/POBaHA
B MH(EKIMOHHBII CTalMOHAP, Ie pu o6cIeoBa-
HUU BBIABIEHDI IPU3HAKY AHEMUM TAKENTOI CTeIIeHN
(remorno6un 60-51 /1), rpombonuronenus (120-
85x10°/1m) cHuDKeHMe anbbyMMUHA [0 23 I/71, KOarymo-
natus (AYTB 43-87 cek), asoTemus (MoyeBuHa 10-12—
12 MmMonb/, KpeatuHyH 184-180-169-181 MKMOTIB/ 1),
Iporpeccupyolee MOBbIIIeHNe 00111ero OunmnpyonHa
(173-304-306 mxmosnb/n). Y3V moyek: UCToleHME
HapEeHXUMBbI, CUMIITOM «BbIJJe/IAIOIIXCA TMPAMUTOK».
ITpu KT OBII o6Hapy>keHO CKOIICHIE XULAKOCTHU
B OpIOIIHOI TOOCTH, A1 dY3HbIE M3MEHeHU s [IeYeH N,
crTeHOMerayA. B MHGeKIIMOHHOM CTaIMOHape Maly-
eHTKa ITPOBe/Ia 5 CYTOK, JAHHBIX 33 MH(PEKIVIOHHYIO
MaTOJIOTHIO He ToydeHo. IIpoBofumack Ae3sMHTOKCH-
KaIlMOHHA s, TeNaTOIPOTEKTUBHAA, TACTPOIPOTEKTHB-
Hast, aHTNOaKTepuaibHas Tepallis, 9HTePOCOPOEHTHI,
1a3MoTpaHcdysus 6 103, remoTpancdysus (2 £03bt
3PUTPOB3BeCH I 1 1032 OTMBITBIX 3PUTPOLUTOB), OBII
HasHayeH npenHu3onon 90 mr/cyTku. s ranbHeiiie-
TO JIedeHUs U 00CTIeJOBAHNUA TI0 TAXKECTI COCTOAHNA
HampasieHa B OPYIT Ne 2 TY3 «O6mactHas KiuHude-
ckas 6onpHuIa» . CapaToBa.

B OPUT Ne 2 manmueHTKa Ha MOMEHT OCMOTpa
»Ka7mo0bl He MPe[bABIIANA IO TAXKECTU COCTOSHMS.
CosHaHNe yTHETEHO [0 CTeIIeHY OITylIeH N, JOCTY -
Ha (pOpMarbHOMY KOHTAKTY, OTBEYaeT OJHOCIOXHO,
6bicTpo ucromaerca. Counusa. Barnan pukcupy-
eT MePUOAUIECKH, IIPOCHODI BBIIOMHSIET C 3aePK-
KoI1I. BuMMbIX nIape3oB, Mapannyeil KOHEYHOCTeI
HeT. CyXO)XM/IbHBIE U NePUOCTaNbHbIE PedaeKCchl
Huskue D=S, cumntom BabMHCKOTO C 2-X CTOPOH.
YyBCTBUTETBHOCTD COXpaHeHa. TpeMopa B KOHETHO-
CTAX HeT. MpIIIeYHbI TOHYC B KOHEYHOCTAX CHIUKEH.
MennHreanbHbpIX 3HAKOB HET. SI3bIK B IIOIOCTU PTa,
IO cpefHelt TMHUY, aTpoduit A3bIKa HeT. MbIIIeYHBIX
arpoduit HeT. KO>KHBIIT ITOKPOB XKE/ITYUIHBI, TEIUIBIIL,
cyxoit. VikrepuuHOCTD cKitep. COCyayCThIE 3Be3/J04KI
o BceMy Teny. Ha xoxxe BepXHeit YacTu TPyAM, TnIle —
THOTHMYKOBBIE BBICHIIIAHMNA TI0 TUITY akHe. [[manosa
HeT. OTeK) HMYKHUX KOHEYHOCTEN IO YPOBH: KOJIEH,
OTeKI KUCTeil, TaCTO3HOCTD INIIA; OTEKNU MATKIE, Oe3-
6oresHeHHbIe. [IbIXaHMe CIOHTAHHOE, KIMHUYIECKN
spdextuBHOe. SpO2 98%. AyCKYIbTaTUBHO: IBIXaHME
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BE3MKY/LAPHOE, IPOBOJAUTCA 110 BCEM JIETOYHDIM I10-
1AM, XPUIIBI He BBICTYIIMBatoTcs. [eMomHaMmKa cra-
6umpHas. Al 100 u 60 MM pT. cT. ToHBI ceppLia Ipu-
ITyIIeHbl, puTMuyHble. [Iybc Ha TyYeBbIX apTepuax
YIOBNIETBOPUTENBLHOTO HANIPSKEHNA U HATIOTHEHN A,
86 yIapoB B MUHYTY, PUTMUYHBIIAL. S3BIK BIa>KHBbIIL,
06710)xeH 6enbiM HazmeToM. JKIBOT yBenndeH B 06beMe
3a CYeT YPEe3MEePHOTO PasBUTH A IOKOKHO-KIPOBOII
KJIeTYaTKM, MATKMIL. [lepycTanbTyiKa BRICTYIMBAETCA.
CYMIITOMOB pa3pa>keHNs OPIOMNHBI HeT. TOIHOTHI,
PBOTHI HeT. BEITIOZTHEHBI OYNMCTUTETbHbIE KN3MBI,
IIPOMBIBHBIE BOJIbI YNCThIE, 6€3 TaTOIOTNYeCKIX IPU-
Meceil. MoJya KOHIJEHTpUpOBaHHas, HacblllleHHAs,
TEMHO->KeJITOTO 11BeTa, MYy Pe3 YUUThIBAETCA.

BricTaBnen guaruos: OcHosHoe 3a6onesanue:
KpunToreHHbIil TeMaTUT BLICOKOI CTeNeHM aK-
TUBHOCTU. bonesns Bunbcona-KoHoBanosa Bepo-
sitHas1. [ledeHouHast sHUedamonaTus 3 cT. ACINT.
Cnnenomeranus. Auemus. Tpombonuronenus.
XpoHndeckuit 6eckaMeHHBI X0MeLUCTUT. XPOHHU-
YeCKUI TacTpuT.

Ocnomnenus: TledeHOYHO-K/IETOUHAA HElOCTA-
TOYHOCTB. ['enmaTo-penanbubIit cuaApom. OIIIT 1 cT.
Conymcmeyrwujue 3a601€6aHUs: DK30T€HHO-KOHCTH-
TyLMOHaIbHOE OXupeHue 1 crenenn. [Tuddysusrit
306 1 CT., PYHKI[MIO yTOYHUTD. BAa30OMOTOPHBIIT pMHUT.
Yrpu o6sikHOBeHHbIe. KOpoHaBUpyCcHast nHbeKI,
Bbi3BaHHasgs COVID-19, Bupyc upentndunmuposax
B OKTs6pe 2022 rofja (peKOHBaJIECIEHT).

ITpu mocTymieHnn obpaltaay BHUMaHNe B aHA/IN-
3ax KpoBu: runonboymunemus (20 /), asoTeMus (Mo-
gyeBnHa 10 MMOJIB/T; KpeaTnHMH 184 MMOJIB/M); TUIIEp-
6unupy6unemus (o6mmit 6umMpy61H 173 MKMOJB/1);
koarynonarys. [Tpn KT OBII: ckomneHne >KngKocTn
B OPIONIHOI ITONIOCTY, 3a6PIOIIMHHOM IPOCTPaH-
CTBE ¥ TIOJIOCTY MaJIoro Tasa, AuddysHble u3MeHe-
HIA MTAPEHXVMBI TIeYeHN U MOJKeNTyJOTHOM >Kele3bl.
CrieHOMeranms.

HasnayeHa TepanusA: e3MHTOKCUKAIVIOHHAs, ajie-
MeToHMH 800 MI/CyTKM B/B, TaKTy/n103a, MEKCUIO
600 Mr/cyTKM B/B, MVHIVIOMTOP IPOTOHOBOI IIOMIIbI
(omemnpason 40 mr/cyT), anTnb6aKTepuanbHas Tepa-
mus (MegakcoH 2 rp/cyT, pudaxkcuMus 600 Mr/cyT),
Bepowmpox 100 mr, dypocemns 80 MT, IpeTHU30IO0H
180 Mr B/B, CIIa3MONUTUKY (IPOTABEPUH), COPOEHTDI
(punpTpyM™M), OUMCTUTENbHDIE KIM3MBI C TAKTY/IO30I1.

HecmoTps Ha mpoBoAMMOe Ie4eHte, Y HallMeHTKN
MPOrpecCUpoBas IedeHOUHasA He[OCTaTOYHOCTD,
sHIledasoNnaTHA, B [UHAMIKe HapacTaa ypOBeHDb Ou-
nupy6una (061 6unupyous 660 MKMOIb/I, Ip. 6u-
nupy6un 370 mxonb/nm), Tpancamunas (AJIT 312 E/n,
ACT 667 E/n), B cBAA31 ¢ YeM KOHCHIMYMOM IIPUHATO
pelleHMe 0 Hauasie 0OMEHHOTO IIasMadepesa, yBelu-
YeHMM J03bI afieMeTHOHMHA fo 1600 MT /cyT.

ITpomomxkanoce obcnenoBanme manueHTku: Y3/
OBII: mevens: II3PII]] 122 mm, II3PJI]T 71 M, He yBe-
nudensl. CTpykTypa nuddysHo HeofHOPOLHAS.
OXOreHHOCTDb yMepeHHO cHIKeHa. COCTOsAHME COCY -
croit cuctembl: BIIB 11 mm, HIIB 19 mm. Kenunble mpo-
TOKM He pacIIMpeHbl, CTeHKV He n3MeHeHbI. JKeTaHbIit
my3bIpb: 59x21 MM, GopMa HelmpaBUIbHAA — IIepernd
B Tefle, CTEHKa 3 MM, BeCh IIPOCBET 3aII0THEH I'yCThIM
COIePXKMMBIM (PKeTub), KOHKPEeMeHTOB HeT. X0/Iefox
5 mMm. Ilomxenymounas >kenesa: ToaoBKa 21 MM,
Teno 14 MM, XBOCT 17 MM, CTPYKTypa OHOPOJHas,

9XOTE€HHOCTb He MU3MEeHEHa, KOHTYPhI YeTKIe, BUP-
CYHTOB IIPOTOK He Busyanusupyercs. CeneseHka:
143X63 MM., I/I01A/Ib 72 CM?, CTPYKTY Pa OHOPO/HAS,
ceneseHoyHasA BeHa 8,3 MM B d. CBOOOHAA KITKOCTD
BU3Ya/IM3UPYeTCs BO BCEX OT/ie/axX OPIOIIHOI HOMTOCTH
B 6O/IBIIOM KOMMYECTBE, B MAjIOM Tady (C/I0I TOMIH-
HOIt 44 MM). Ynvmpassykosoe uccnedosarue nodex:
IIpaBas IOYKa: IOJI0KEeHNE o6bIuHOE, 127%53 MM,
TOMIIMHA MAPEHXMMBI 17 MM, cTpyKTypa auddysHo
HeOJJHOPOJiHa 1, OBBIIIEHHOII 9XOIJIOTHOCTY, Ha GPOHe
KOTOPOJI BBITENAIOTCSA TUIIO9XOTeHHBIE M PAMU/IKI,
JalleyHO-T0XaHOYHAsA CYICTeMa He I3MEHEeHa, KOH-
KpeMeHTBI He 00Hapy>KeHbI. JleBast IIOUKa: TO/IOKEHIe
06b14HOE, 138X55 MM, TOILIMHA MapeHxumsl 15 MM,
cTpykrypa auddysHo HeofHOPOHAsA, TOBBIILIEHHO
9XOIUIOTHOCTH, Ha POHe KOTOPOIl BBIJETIAIOTCA I'N-
TT03XOTeHHbIe MMPAMULKY, YaIlleYHO-TOXaHOYHA A
CIICTeMa He M3MeHeHa, KOHKPeMeHTbI He 0OHAPY KEHBL.
YBennuenne pasmepos 1 guddysHble M3MeHEHN Ma-
peHXUMbI 06eux modek. CUMITOM “BbIJ/IAIONUIVIXCS
nupaMupiox”. Penmeenozpagus neekux: HaTomOT UM He
BoLsABNIeHO. PI/C: rpy6OIl OpraHM4ecKoll MaTOIOT NI
He BBIABNIEHO. [Ipokmonoz: remoppoit 1 ct. IxoKI:
DU 68% (M-pexxum). Tormuua 3C 1,0 cm. Tommuua
MOIXKII 1,0 cm. JIIT 4,1 cm OK go 3,9 cm, M 10 4,1 cm).
IIIT 3,85 cm. Xapakrep mBykeHnsa MIKII mpaBuib-
Hblit. uacronndeckas pynkuus JDK Hapyiiena mo
penaxkcanuonHoMy tumy. Hapymennue 1oxanbHo
COKPAaTMMOCTH: He BhIABNIeHO. HIKHAA momas BeHa
1,58 cM, Ha Bpoxe cnagaerca <50%. [lepukapp: cena-
panus 3a IICIDK 0,3 cm. CIJIA 45 mMm pr. cT. IKI:
cunycosblit putMm ¢ YCC 80 B Muu. CpeiHHOE MO0~
sxkeHne DOC. [lenpeccus cermenTa ST 1o 1 MM B V3-
V6. [lynnexcroe ckanuposanue apmepuii u 6eH nouex:
IIPM3HAKOB CT€HO3a I0YEeYHbIX aPTepPNIi He BBIAB/IEHO.
BryTpunoueyHbIll KpOBOTOK He HapyIIeH. JJynnexkcHoe
CKAHUPOBAHUE COCYD06 2eNaAmOOUNUAPHOL 30HDL:
V. Portae - 17,5 mm, V. Lienalis - 11,8 mm. [Ipusnaxn
IIOPTAIbHON TMIIEPTEH3UN. YbmpPa3eyKkosoe ucce-
0osaHue Mamxy u NpUOAmKo8 mparcab0oMuHanIbHoe:
yAbTpa3ByKoBasg KapTuHa I Gpasel MeHCTPyanbHOTO
muKmIa. ACInT.

CoxpaHANTOCh MHEHME O HATMYNY Y TALlVIeHTKI
BbBK ¢ mopaykeHueM reueHn. YIUTHIBAA HaIn e IOP-
Ta/IbHON TMIIEPTEH3MM, IeYeHOYHO-KJIETOYHOII Heflo-
CTAaTOYHOCTH, KIMHUYIECKNIT IMarHo3 OblT nepedop-
mynuposaH: OcHosHoe 3abonesanue: LINppos medeHn
kpunrorenHsiit knacc C mo Yaring — [Teio (12 6anos).
MELD 40. bonesunr Bunbcona-Konosanosa BepoAT-
Has. [lopranbHas runeprensusa. CrneHoMeraans.
Tpombonuronenus. Anemus. Acuut. IledeHouHas
sHnedanomnarus 3 ct. Karerepusanus mpasoii BHY-
TpeHHell sipeMHOI BeHbl. [Tnasmadepes Ne 6. VIBJL.
Octporit remopmanus Ne 2. OcnionHeHUs 0CHO8HO20 3a-
6onesanus: IledeHOUHO-K/I€TOYHA A HEJOCTATOYHOCTD.
lematopenanbubiit cuagpom. OIIIT 1 cT.

YuauTbiBas He6IaTONPUATHBIN IPOTHO3, IPOBO-
IVJIOCh HECKONIBKO TeleMeIUIIMHCKIX KOHCY/IbTa-
uuit ¢ PI'bY «HMMUII TpaHCNIIaHTOMOTUY U UCKYC-
CTBEHHBIX OpraHoB M. Axafiemuka B.J1. lllymakoBa»
Munspgpasa Poccun g1 pelenns Bonpoca o mnepe-
BOJIe MAI[MEeHTKM B CIIeI[MaN3MPOBAHHOE YUpeK/e-
HMe JUIA IIPOBeNeHNA TPAHCIUIAHTAIMY TIeYeHMU.
O6cneoBamich POACTBEHHUKIM Ha MPeiMeT BO3MOXK-
HOCTY POJCTBEHHO TPAHCIITTAHTAIIVIN.
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B OPUT Ne 2 nposoauaach Tepanus 1o crefyo-
I[YIM OCHOBHBIM HaIlpaB/IeHUAM: UHY3MOHHAA (fe-
3MHTOKCUKALIMOHHAA), KOPPEKLMA I'UPO-MOHHOTO
6anmaHca, aHTMO6aKTepuaabHasA, TaCTPOIPOTEKTOP-
Has, TeaToOIpPOTeKTOpHAA, MeMOpaHOCTaOMIN3 M-
pymoIas, SHTEpPOCOPOEHTRI, CTUMYIALUA MOTOPUKI
JKeNTyJOYHO-KUIIEYHOTO TPAKTa, CTUMYIALMA I04ed-
HOT'O KPOBOTOKA, Pasrpy3Ka KpyroB KpoBoobpalieHus,
HYTPUTHUBHAsA NOJNEP>KKa, KOPPEKI A TeMoCTasa,
anbOyMMHeMnu, KOppeKIusA aHeMuy, Iasmadepes
Ne 6, ocTpbli reMofiManus ¢ yabrpaduabTparueit Ne 2.

HecmoTpsa Ha IPOBOAMMYIO TePAINIO, COCTOAHUE
TIAI[MEHTKYM OCTaBaIOCh KpaiiHe TsAXKe/IbIM — IIpoTrpec-
CUpOBaja eYeHOYHas U HoYeYHasA HeJJOCTaTOYHOCTb,
sHIedanonaTys (yrHeTeHe CO3HAHA O KOMBI), JIVIC-
GYHKIMA CUCTeMbI TeMOCTa3a, HapacTajy ABJIEHUA
OTeKa IOJIOBHOIO MO3Ta, AbIXaTe/lbHad HeJloCTaToY-
HOCTb. [TanuenTka 6bI1a HepeBeileHa Ha UCKYCCTBEH-
HYI0 BeHTU/IANMIO Terkux. Ha 8-e cyTku npe6bIBanus

O6cyxpeHne

B npuBeieHHOM K/IMHMYECKOM HaOII0IeHNN UMea
MecTo no3pHAA fuarHocTrka bBK ysxe Ha dunanbHOI
CTaMM XPOHMYECKOTO 3a00/I€BaHS IIEYEHM — IUPPO-
3a. CeflyeT OTMeTUTD, YTO B TeYeHMe 5 /IeT MaljieHTKa
HpebsBIsIa XanoObl Ha 60NN B )KMBOTE, HEOJHO-
KpaTHO 06paiianach K raCTpOIHTEPOJIOTY 1 IEAUATPY
MONMKIMHUKY, a B 2022 Tofy, IMOC/IE TIepeHeCeHHOI
KOpOHaBMPYCHOI nHpekuuu (3a 7 MecALes [0 mep-
BOJ1 TOCIIMTA/IM3ALMIU B CTAL{MOHAP) OBIIO BBISIBIEHO
HOBBIIIEH)E TpaHCAMMHa3 10 3 HopM. OfHaKO 06-
clefloBaHNMe JI/Is1 MCKII0YeHM A MaTONIOT UM NeYeHN
He NIPOBOJM/IOCH, HA3HAYAIMCh TeaTONPOTEKTOPDI
¢ BpeMeHHBIM 3¢ dextoM. IIpu mepBoii mIaHOBOI ro-
COMUTANU3AL UM UMEIA MECTO IPU3HAKY, YKAa3bIBAIO-
1I1e Ha TPOABMHYTYIO CTa[iMI0 IIOpakeHN A MeYyeH!.
B kauecTBe OCHOBHOTO 3a00/IeBaHM S, YYUTHIBASI MO-
JI0[10J1 BO3pacCT NalleHTK!, OTCYTCTBIUE JaHHBIX 32
BUPYCHbIE I'elIaTUThI, TeMOXPOMATO3, IpeJIoaranach
BBK, cHM>XeHMe IepynonmasMiHa MOATBEPKAAI0
NIpeATIOIOKEeH e, OfHAKO MH(UIMPOBaHNE TTAI[MEeHT-
KI1 KOPOHABUPYCHOI MH(EKI[NIT He TO3BOINIO IPOBe-
CTY IONHOLIeHHOe o6cmenoBanne. Ha ambyraropHom
9Tare peKOMeHIOBaHHbIE UCC/IeAOBaHM (B TOM Y1CIIe
cTonb 3HaUMMoe 115 Bepuduxanuu BBK renernyeckoe
TeCTUPOBaHMeE) U JieyeHNe He TpoBoaunnck. C xa-
POIOHIMKAIOIEN 1I€/IbI0 MAIlMEeHTKA HEOJHOKPATHO
MpUHMMAaJIa HECTEPOUJHbIE IIPOTUBOBOCIATATE/IbHbIE
npenaparsl (HIIBII), uro, HapsAxy ¢ KOpOoHaBUPYC-
HOJT MH(eKI1eil, MOITIO BbI3BATh [JEeKOMIIEHCAL[IIO
MaTOIOIMYEeCKOTo Mpoljecca B IeYeHN C pa3BUTIEM
TSXKEJION TI€YeHOYHOI, a 3aTeM IOIMOPTraHHO He-
BOCTATOYHOCTH U rubenpio nanuenTku. Hammune
IIOPTa/bHOM I'MIIEPTEH3UN U reNaTOLenpecCUBHO-
rO CMHAPOMa IO3BOJIM/IO BBIHECTY B KJIMHMYECKUIT
IOMaTHO3 LMPPO3 IeYeHM, OTHAKO [0 IOCMEPTHOTO
TUCTONOTMYeCKOro noaTeepxiennsa bBK stuonorus
I[Mppo3a MeYeH N OCTaBaaach KpunToreHHoit. Kparine
TAXKeEJI0e COCTOAHME, OBICTPOIPOrPeCcCUPYIOLINIT Xa-
paKTep IOpa’keHus Ie9eHN, OTCYTCTBIE JOCTATOYHOTO
BpeMeHU M1 NOMCKa JOHOPA He NO3BOIVMIN TPaHC-
MOPTUPOBATD NAL[MEHTKY B LIEHTP TPaHCIIJIAHTOIOT UK
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COCTOSIHME C OTPUIIATEIbHON JMHAMMUKOI: OCTAHOBKA
addexTuBHOrO KpoBoobpameHns. Ha xapguomo-
HUTOpe — n3onuuuA. Ilynbcanusa Ha eHTpanbHbIX
apTepusax He onpepiensaerca. PeaHnManmonHple Me-
ponpusaTus B redenne 30 MUHYT pe3ybTaTa He Jaln.

IIo pesynpTaTaM MaTOIOr0aHATOMUYECKOTO BCKPBI-
THA: IIedeHb pasMepaMu 27x18x15x11x8 cm, Maccoit
2400 r., IJIOTHOM KOHCUCTEHLIMMU, JKE/ITON OKPACKMU,
HOBEPXHOCTb METKOOYTPUCTAs, Ha Pa3pe3e — HEOJHO-
posiHasA, pUCYHOK KenToro npera. CeneseHka pasme-
pamum 20x13x5 cm, maccoit 700 1.

[Ipu rucronornyeckomM UcCnefOBaHUy IIPEnapaToB
NIeyeH!: BeHO3HOEe ITOTHOKPOBIE, KPYITHOKaIeTbHa A
XKUPOBasi [UCTPOGUs, BHIPa>KEHHBII IOPTaIbHBIII
¢$ubpo3 ¢ mopTO-MOpTANBHBIMY CeTaMu ¢ GOPMUPO-
BaHJE€M MHOXECTBEHHBIX JIOKHBIX JIONEK, TOTA/IbHBII
HEKPO3, XeTIHbIe TPOMOBI; IIPY JJOIIOTHUTEIbHO
OKpacKe Ha Mefib 10 BiibcoHy 0OHapy>KeHO OTIIO-
JKeHMe MeJiu.

TJ1 BHIIOTHEHN A TPAHCIIJIAHTAIINY TIEYeHN C I[eIBIO
IpefoTBPalleH s He6IarONPIUATHOTO MCXOfa.

[To-Bupnmomy, nuarsoctuka bBK aBngerca cmox-
HOII 3ajjaueii 1 HPaKTUKYIOIIero Bpaya. 9TO MOXeT
OBbITH CBSA3aHO C HEJOCTATOYHOI OCBE/JOM/IEHHOCTDIO
Bpadvell O JAHHOII ITaTONOT UM, JOCTATOYHO PenKOit
BcTpeyaeMocTbio bBK, oTcyTcTBMEM OmNbITa BeleHUA
TaKMX MarueHTos. KpoMe Toro, B TeueH1e MHOTUX JIET
CHMIITOMBI 3a60/1eBaHMS MOTYT OBITH HeCIIeL NI THDI-
MU B pe3y/ibTaTe MHOT000pasuisi KIMHIYeCKNX Gpopm
6onesnn. HecoMHeHHO, paHHsAs AMAarHOCTUKA U Ha-
3HavYeHMe Mefbxenarnpytomeit Tepanun bBK ysenu-
YMBAIOT LIAHCBI OJTATONPMATHOTO MICXO/1a 3a00/IeBaHIIAL.

CormacHo aHHBIM, TOTYYEHHBIM U3 KITMHUYECKIX
HabmomeHnit, guarnos BBK o6bIuHO 3amasgbpiBaer
Ha 4-15 51eT, AMarHoO3 CTaBUTCA Ha 3Talle HUPpPO3a
HeYeH VIV TIPYU IIPUCOeMHEHNY HEeBPOIOTIeCKOIt
cUMIITOMaTUKM [4].

ITo faHHBIM MuTEpaTypbl, febioT BBK y 601bHBIX
C Ie4eHOYHOIT HOPMOIT Hanbojee 4acTO XapaKTepuso-
BasICsl a6OMIHATIBHBIM CUHIPOMOM C GOISAMY B XKU-
BOTe, yBe/lIMYeHNeM IIeYeH), CUHAPOMOM LIUTOIN3a
Pas3IMYHOI BEIPaXKeHHOCTH U TIOBBIIIEHEM aKTUBHO-
CTH 1je/I0uHOM pocdarassl. BospacT Mmanndecranum
BBK mosxer 65ITh OT 3 0 74 et (CpefgHMIT BO3pacT
13,2 roga) [3]. Yauje Bcero mepBeIM KIMHUYECKUM
npospnenneM bBK ABndeTcs HesHaunTeNbHaA remaTo-
Merausi, a TabopaTOPHBIM — yMePEHHO€ MTOBbIIIIEHIE
TpaHCaMIHa3 B CBIBOPOTKe KpoBH [7]. B Haltem cinyvae
y MalMeHTKN Ha aMOy/IaTOPHOM 3Talle Tak)Xe BBIAB-
JANNCHh CMHAPOM IIMTOIN3A ¥ TeMaTOMeranys, ITo
00513aTe/IbHO IO/DKHO HACTOPa)kKMBATh Bpaya B IJIaHe
HapHelero o6c/nesoBaHUA A4 OUCKA IIPUYIMHDBI
HOpa’keHN sl eYeHN.

Oco6eHHOCTHIO IIPE/ICTABIEHHOTO KIMHIYECKOTO
ciyd4as sB/seTcs HosiBleHue y naunentku ¢ BBK 60-
7Iell B BEpXHMX OT/eTaxX )KMBOTA, CHHIPOMA IIVTONMN3A
HOC/Ie IepeHeCeHHOI KOpOHaBUPYCHOI NHpeKIuy,
IeKOMIIEHC ALV MMEIOLIeT0Cs LIPPOo3a IMedeH N ¢ Obl-
CTPBIM IIPOTPeCcCHpPOBaHMEM eYeHOTHOI HeJJOCTaTOu-
HOCTM TI0C/Ie TIOBTOPHOTO MH(UI[MPOBaHIA BUPYCOM
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SARS-CoV-2 n mpuema HIIBII, nosgusaa nocMepTHasA
nuarHocTuka bBK.

CoracHO KTMHUYECKMM PeKOMEeHJalMAM, CKPU-
nyHr Ha BBK po/keH mpoBopnThCA y B3pOCTbIX U fleTelt
crapite 1 rofja, MMeIOIIMX HeOObACHIIMOE ITOBBIIICHNE
CHIBOPOTOYHBIX IEYEHOUHBIX TPaHCAMIHA3 (a/laHMHA-
MuHOTpaHcdepasbl 1 acapTaraMiHOTpaHCepassl),

3aKknwuyeHune

Taxum 06pa3oM, IPaKTUIECKOMY Bpauy HEOOXO-
AMMO IIOMHHUTD, YTO NPHU TI0O0M IOpa’KeHUN IIe-
4eHM, 0COOCHHO y MallIeHTOB MOJIOJOTO BO3pac-
Ta, HEOOXOAMMO IPOBOAUTD CKPMHIHT Ha 60/Ie3Hb
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K crarpe

[To3gusst grarnoctuka 6onesun Bunbcona-Konosanosa (cTp. 217-223)

To article

Late diagnosis of Wilson-Konovalov disease (p. 217-223)

PucyHok 1.
Okpacka
reMaToKCUNH-
303VH. YBenuyeHue
% 129.1

PucyHok 2.
OKpacka Ha mefib.
YBenuyeHve x 492.8






