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Annomayusa. llpenctapieH KIMHUYECKHH CITydail MHOTOJIETHETO JIeUeHHsS M HAONIOAEHHS 3a MALUCHTKOH € JAWarHo30M
«bone3ns Bunbcona — KoHoBamoBay. I[aHHOS PEAKOEC HACTIEACTBEHHOC 3a00JIeBaHHE OTHOCHUTCS K OOJIE3HSM HAKOIUICHHS U CBSI3aHO
C HapylieHneM oOMeHa MCIOu. B crarpe paccMOTpeHO TeUueHHE 60H63HI/I, OpOoaHAJIM3HUPOBAHbI JaHHBIC J1a00paTOPHO-MHCTPYMEHTAIb-
Y Y
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Experience in the treatment of a patient with Wilson — Konovalovs disease: a clinical case
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Abstract. A clinical case of long-term treatment and observation of a patient with a diagnosis of «Wilson — Konovalov’s disease» is
presented. This rare hereditary disease belongs to storage diseases and is associated with impaired copper metabolism. The article considers the
course of the disease, analyzes the data of laboratory and instrumental studies conducted on the patient in various clinics. It is emphasized that

during 25 years of dynamic observation and treatment, it is possible to prevent the development of liver cirrhosis in the patient.
Keywords: Wilson — Konovalov disease, course, diagnosis, treatment

BBEJIEHUE

Bonesnr Bunscona — Konosasosa (npyrie Ha3BaHHUS:
renaronepeOpasbHas AUCTPOQHS; TEIMATOICHTUKYISIPHAS
JIeTCHEepaIysI) MPEeACTaBsieT co00H peKoe HacIeICTBeH-
HOoe 3aloJeBaHMe, BBI3BIBACMOE HapylIeHHEM oOOMeHa
ME/I¥ ¢ HAKOIJICHHEM €€ CHadaja B TKaHW MEUCHH, a 3aTeM
U B JIPyTHX opraHax. 3a0oJeBaHHE MPOTEKAET C IPEHMY-
IIECTBEHHBIM TOP)XCHUEM IICUCHH, LEHTPAILHOW HEpB-
soit cucremsl (LIHC), a Takxe ¢ mopakeHueM modex [1].
Briepsrie 6pu1a orcana B 1912 1. aHIIMHACKAM HEBPOJIOTOM
Samuel Wilson y 12 monodvix 60onsHbix ¢ XapakmepHoimu
KAUHUYecKuMy CAMITOMAMH, HAUIMYHEM LUPpO3a TEUCHU
Y U3MCHEHWsAMH B HepBHOH cucteMe. B 1960 1. coBeTckmit
HeBponaronor H.B. KoHoBanoB 3HauuTeNnbHO paciumpui
TIPEACTABICHUS O MATO(QHU3UOIOTHN M KIMHUKE 3TOH 00-
JIE3HH, BBIJCTIAI €€ HOBBIE (JOPMBI, TIPEIVIOKUB Ha3BaHHE
«remaronepedpanbHas TUCTpopisD» [2].

Pacmipoctpanenrocts Oone3nn Bmibcona — Kono-
BasioBa cocTaBisieT ot 1 1o 9 ciaygaeB ma 100 000 Haceme-
Hus [1]. Bone3ns Buitbcona — KoHoBasioBa sSBIIsieTCsl TeHETH-
YeCKH JeTepPMUHNPOBAHHBIM 3a0oeBaHneM. HacnenoBanne

MPOMCXOJNT MO ayTOCOMHO-PELECCHBHOMY THITy. lerepo-
3UTOTBI COCTABISIOT 1 % KIMHUYECKH 370POBBIX JIMII, SIBJIS-
FOTCS] HOCUTEIISIMH TTATOJIOTMYECKOTO aJITeIIsl 1 MOTYT UMETh
aHoMaJu Metabomm3Ma Menu [3].

I'er 6ome3nn Bunscona — Konosamosa ATP7B pac-
MOJIOKEH B JJIMHHOM Iuieye 13- XpOMOCOMBI U KOJUPY-
eT Menb-Tpancnoptupytomyio AT®-azy. OnrcaHo OKoIo
300 myTanmii rera ATP7B [1]. V reTepo3uroTHbIX pomuTe-
neii poxxgaercs 25 % OombHBIX AeTei, 25 % 3M0pOBBIX Je-
Tel u 50 % neTel-reTepo3uroT, y KOTOPBIX T€HOTHIT MOZI0-
6eH pogurensckoMy. [Ipu 6omrezan Buimscona — KonoBanmosa
BBISIBIISIETCSI TEHETHIECKUH Ae(EeKT CHHTE3a IepyioIias-
MHHA, OTHOCSIIIETOCS K anbda-2-TmooynrHam [4].

Menp BBHITIOTHSIET MHOXKECTBO (DYHKITHI B OpTraHM3-
Me. B ocHOBHOM OHa BBICTyIaeT B KauecTBe Ko(akTropa
IUI (PEepMEHTOB, TaKUX Kak mepyioruasMud. C muieit 3a
CYTKHM B OpraHM3M IOCTynaeT oT 2 1o 5 mr meau. [locne
BCACHIBAHUS B KHUIIEYHUKE MEb IIOCTYNAET B NIEUCHB, I7IE
CBSI3BIBACTCSl C CHHTE3UPYEMBIM B IIUTOIUIA3ME Te€IaTo-
IIUTOB IIepyAoIIa3MUHOM. L{MpKynaupyst B KpOBH, MeIb
N30MpaTEIbHO 3aXBaThIBACTCS OpPraHaMH, KOTOPBIE B HEH
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HYXKJAIOTCS, U DKCKpETUpyeTcs ¢ kedbto. HeGomnploe
KOJMYECTBO MEIM HAXOAWUTCS B KPOBH B MOHHU3HPOBAH-
HOW (hopMe B BHIC JaOMUITBHOTO KOMILIEKCA C aTbOYMUHOM
u BeIenseTcss ¢ Modoi. TpancmoptHblil Oenok CMT1
Ha SHAOTEJINH TOHKOW KHUIIKH MEepeMeIlacT Meib BHYTPh
KJIETOK. YacTh MeIH CBA3BIBACTCS C METAJJIONPOTEHHOM,
a Jpyras ee 4acTb C IOMOIIBIO0 TPAaHCIIOPTHOTO OeiKa
ATOX]1 nepemeriaercs B anmapar [oiab/kxH, TIe B OTBET
Ha TOBBINIEHUE KOHUeHTpauuu Mmeau (epment ATP7A
BBICBOOOXKJIAET Mellb 4Yepe3 BOPOTHYIO BEHY B MEYCHb.
B renaronurax 6emok ATP7B cBsi3piBacT Meab ¢ LEpysIo-
IUTa3MUHOM M BBICBOOOXK/IAeT UX B KPOBB, a TAKXKe yJaals-
©T M30BITOK ME/IH C BBIICIISAIONICHCS KeTubio. [Ipu 0omes-
H1 Bunbcona — KoHoBanoBa Hapymiatorcst 00e GpyHKIUH
ATP7B. Menb n30bITOYHO HAKAIJIMBAETCS B TKAHU I€4e-
HH, TIPU 3TOM LEPYJOIUIa3MUH MPOJOKAET BBIIEIATHCS,
HO C HEIOCTAaTKOM MeaM (amolepyomia3MHuH) U OBICTPO
paspyuiaeTcsi B KpoBOTOKe [5].

Korma menu B meueHu cTaHOBUTCS OOJIbIIIE, YeM O€II-
KOB, €€ CBSI3BIBAIOIINX, NMPOUCXOAUT MX OKHCIUTEIHHOE
MOBPEXJCHHUE, YTO NPHBOAUT CHayana K BOCHAIUTEINb-
HOMY TIpollecCy B TKaHH IEUEHH, a 3aTeM K ee (pudpo3y,
KOHEYHOM CTaJuell KOTOPOro CTAHOBUTCS LUPPO3 MEUCHHU.
CHIMXXeHUe WIN OTCYTCTBHE aKTMBHOCTH LIEPYJIOILIa3MHU-
Ha HapymlaeT MOCTYMJEHHE JOCTaTOYHOTO KOJIHMYEeCTBa
MeIH K (pepMEeHTaM TKaHEBOI'O ABIXaHHUS, KPOBETBOPHBIM
opranam. CBo6o/Has Me/b, HAKATUIMBAIOIIASCS B TKAHSX,
6nokupyer SH-rpynmbl MHOTMX (epMeHTOB. B moukax
CTpaaroT NPOKCUMANbHbIE KaHAJIBIEL. B ToI0BHOM MO3re
MopaskaroTcsi 0azaibHble TaHIINY, YepHas CyOCTaHLUS U
3y0uaroe siipo Mo3xkeuka. M130bITouHOE HaKOIUIEHHE MeT
B JISCIIEMETOBOH MeMOpaHe 1iaza o0yClIOBIMBAET KOPHY-
HEBO-3€JIEHYI0 MUTMEHTALMIO Kpas POTOBHUIIBI (KOJIBLIO
Kaiizepa — ®@neiiiiepa). Pa3BuBaeTcs mapagokcanbHasi CH-
TyaIlusi: HapylIeHHe OMOJIOTHUECKUX MPOIIECCOB U3-3a He-
JIOCTaTOYHOTO KOJIMYECTBA MEAU, U OJJHOBPEMEHHOE HAKO-
IUIEHHE MENIU B TKaHSX C CUMITOMATHKON MHTOKCHKALUU
3TUM MeTaioM [6].

Knunuueckast kapruHa 6one3nn Buibcona — Kono-
BAJIOBa BKJIIOYAaeT B ceOsl CHMITOMBI MOPAaXKEHUsI Iieve-
Hu u [{HC. Tleuens mepBoil moaBepraeTcss TOKCHUECKO-
My BO3JCHCTBUIO MEAM, HayMHAas C JIETCKOTO BO3pacTa.
HeBponoruueckue mposiBICHUsS pa3BUBAIOTCS IO37IHEE,
BBO3pacte oT 15 10 30 et [7]. Takxke B KITMHUYECKOM KapTH-
He 3a00JIeBaHUS HEPEIKO MIPUCYTCTBYET KapAHMOMHUOIIATHSL.

[TopaxeHue meuyeHU MOXKET OJTHE TOABI OCTaBATh-
csi OECCUMIITOMHBIM WMJIM MMETh CTEPTYIO KIMHUYECKYIO
KapTHHY, MO3TOMY 3a0ojieBaHME dYallle AUATHOCTHPYIOT
JIUIIB TP MOSBICHUH HEBPOJIOTHYECKOM CHMIITOMATHKH.
Ha nauanpHO#M cTaguu O0osie3HH M3MEHEHHS B TIEUYCHH He-
crienuduIecKkue — MENIKO- M CpeIHeKareIbHas KUPOBast
JUCTpOQHs, HEKPO3bl €AMHUYHBIX TEMIATOLUTOB, IEPUTIOP-
TaJbHBIN (uOpo3. [anee mopakeHHe MEYCHU MPOTEKAET
KaK XpOHUYECKHUI aKTUBHBIM I'€NIaTUT C JKEJITYXOH, BBICO-
KO aKTHMBHOCTBIO TpaHCAMKHA3, THIEp-TaMMa-InoOymnu-
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Hemueil. [Ipu nporpeccupoBaHuM Ipouecca pa3BUBaeTCs
LUPPO3 MEYEHU C NOPTAIbHOU I'MIIEPTEH3UEH U IEYEHOU-
HO-KJIETOYHON HEIOCTAaTOuHOCTHIO [1, 2, 8].

Cpenu HEBPOIOTHYECKHX CHUMITOMOB NPUCYTCTBY-
eT (PIeKCOPHO-OKCTEH30PHBIA TPEMOp, 4acTo JU3apTpHsl,
NICUXUYECKHE HapyIleHHs B BHJE arpecCUBHOCTH, Jie-
npeccuu, anatuu. Ero BeIpaXeHHOCTh KoieOleTcs OT eBa
3aMETHOTO JPOXKaHMs PyK A0 TpeMopa BCEro Tena, KOTo-
pBIH yCHIIMBaeTCs IPH BOJIHEHUU. TpeMop MableB BBITS-
HYTBIX PYK THITUYHBIN, «ITOPXAIOMi». Y BCeX OONBHBIX
OTMEYaeTCs MbIIIEYHAs TUCTOHUS [2, 9].

Teuenue Oose3HU O€3 JICUCHHUS MPOTPECCUPYIOIICE,
C TIepHoJaMu peMuccHii u oboctpenuid. Hanbonpimast ne-
TanbHOCTh (50 %) oTMedaeTcsl mpu MEYCHOYHOH (hopme
C MacCHBHBIM HEKpPO30M M I'€MOJIM30M Yy JeTell paHHEero
Bo3pacra. CMepTh OOJILHBIX OT HEBPOJOTMYECKHUX Hapy-
HIEHUI MPU OTCYTCTBHM Tepaluu HACTYNaeT B CpPeIHEM
yepe3 10 et mocie 1e0rTa 3a00IeBaHus.

Jlns muarsoctuku 6onesnn Bunbcona — KonoBaioa
UCIIOJIB3YIOT OCMOTp C TIOMOIIIBIO I[EJIEBOH JIaMITHI (3elie-
Hoe KombIo Kaiizepa — ®neiiniepa Ha pOToBHIIE), OMpe-
JIeNieHHe ypPOBHA IEpyNOIUIa3MHUHA CBIBOPOTKH (CHHXKeE-
HHE KOHIIGHTpalMU IiepyjiomiasMuHa Huwke 20 mr/mn
win >50 % OT HUKHEH TPaHUIBl HOPMBI TIPU pedepeHce
20—60 Mr/mt), onpeescHue YpOBHSI CBOOOTHON MEH ChI-
BopoTKH (>1,6 MKkM/n mipu pedepence 525-1725 mkr/m),
OIIEHKY CYTOYHOM SKCKPEIUU MeJIi ¢ MOYOH (TIOBBIIIIEHNE
skckpennu >100 Mkr/cyt.) [1], MoJeKyIsSpHO-TeHeTHYe-
CKHUIl TeCT CEKBEHHPOBAaHHs FT€HOMA.

Jleuenune 6one3nn Bunbcona — KonoBaiosa momxk-
HO HA4YMHATHCS Cpasy IOCJE YCTaHOBJICHHS AMAarHo3a H
IIPOJOJIKATLCS BCIO KM3Hb. Pocculickue KIMHUYECKUE
PEKOMEHJallMM O TUArHOCTUKE M JICYEHUIO OOJIe3HU
Bunscona — KonoBasnoBa, a Taxxe EBpomeiickas ac-
couuanus 1o uzydeHuto Oonesner neyenu (EASL) [1,
2, 3] peKOMEHAYIOT, MOKH3HEHHO, NPHEM XeJIaTOpOB.
OTHoTpoNHas Tepanus BKIo4aeT D-neHuumiaMut (Ky-
IIPEHUIT), KOTOPBIN SIBISETCS IpernaparoM BelOopa, IIu-
POKO HCIIOJIB3yeMBIM BO BCeM MHpe. D-neHunumiaMuH
00pasyer KOMIUIEKCHI CO CBOOOJHOM MeNbIO Yepes Cyiib-
(¢bruapuibHBIe TPYNNBI U BBIBOAUT UX ¢ Mouoil. [locie
Hayasa JedeHus: D-NeHnIUIaMUHOM CUMIITOMBI 3200-
JIEBAaHUS TCYCHH YIYy4IIalOTCs B TEUEHHE HECKOIBKUX
Helenb WM MECSAIEeB, HEBPOJOTMYECKHE MPOSBICHUS
KOPPEKTUPYIOTCS MeJuleHHee. [l moanepkuBaronie-
TO JIEYCHHS, COIVIaCHO KIMHMYECKUM PEKOMEHIAIUAM,
TaKXKe HCIOIb3YIOTCA Mpenaparbl ITUHKa (IUHKTepan),
XOTSI IMHK MOXET HCIOJIB30BaThCs B KAUECTBE TEPaIlluU
NepBOH JIMHUM TIPU OECCHMITOMHOM TE€UCHUHU OOJE3HH
[2, 10]. ITpu neuenun 6one3nn Buiabcona — KoHoBanosa
TaK’Ke UCIOJIB3YIOTCS YHUTHOI, BUTAaMUH B6, maninenTam
PEKOMEHIOBaHO cobmtoneHne aueTsl Ne 5.

[Mpu neuennn Oosne3nn Buibcona — Konoanosa
TaKk)Ke BO3MO)KHA YPreHTHasl TPAaHCIUIAHTAlMs TEYCHU —
enuHCTBeHHast d((dexTrBHas Mepa NmpHu (QyIbMUHAHTHOM
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nedeHouHoit Henocratounoctu (II-C). Ilpu umppose me-
4eHU B ucxone Oone3nu Buibcona — KoHoBasioBa TpaHc-
TUIAaHTalMs TEYeHM IOKa3aHa B Cllydae JEKOMIIEHCHPO-
BaHHOT'O IUppO3a NECYCHU MPU OTCYTCTBHUU OTBETA HA Ia-
torenetuueckoe yeuenue (I1-C).

[poruo3 3aboneBaHusi NPHU CBOEBPEMEHHOH IMArHO-
CTHKE W Hayaje JICUCHHUS, a TaKkKe COONIONCHUN MalMeHTOM
PEKOMEHAIINH TIO JICYSHHIO U HAOJFOICHUIO ONIarOnpUsI THBIH.

Jlnst wimoctpatwu TedeHust done3nyu Bunbcona — Kono-
BAJIOBA IIPUBOJIUM CIIEAIOIIee KIIMHIHYECKOe HAOIOIeHHE.

VY 6onbHO# K., 53 rona, ¢ 19-1eTHero Bo3pacTa rmosiBu-
JIaCh KCITYHIHOCTb KOXXHBIX ITOKPOBOB, BbIpaXCHHaAsA Clia-
60cTb, yacTast cMeHa HacTpoeHHs (IuKIoTHMus ). Crapinit
Opar 6oybHOM, cTpafaBimii 6oe3Hb0 Buiibcona — Kono-
BajioBa, yMmep B Bo3pacte 21 roga. KoHcynsTupoBaHa B KITH-
HuKe HepBHBIX Oonesnerd | MOJIMU, r. MockBsa, B anperne
1998 1., BBIBICHO CHW)KEHHE COAEp)KaHUS IIepyJoInias-
MHHa ChIBOPOTKH KpoBH (16 mr Ha 100 Mi1) ¢ MOBBIIICHHU-
€M CYTOYHOW DKCKpenuu Memu ¢ Mouoi 1o 200 MKr/cyr.,
Ha OCHOBaHHWH 4YCTro 6])1_]'18. JAUarHoCTupoBaHa renaToJICHTH-
KyJISIpHasi JIeTeHepaLys.

JI1sl KOHTPOJS COCTOSIHUSL IIEYEHU U KOPPEKLUH
mpoBoxuMoOro jedeHuss D-menunumuiaMmuHoM ¢ 1998 1
M0 HACTOAIIECEe BPEMs MPOXOIUT €KEroHOe AHMCIaHCep-
HOE HaOJIo[eHNe COTPYJHHKaMHU Kadeapbl BHYTPEHHUX
6one3neit ®PI'BOY BO «Bosrorpajackuii rocygapcTBeH-
HbIIl MEJUUMHCKUN yHuBepcutTeT» Munsapasa Poccun
(BoarI'MVY) u neyenune Ha 6a3e racTpoIHTEPOIOTHYECKO-
ro otnenenus 'bY3 «Bonrorpanckas obnactHas KIMHU-
yeckas OonbpHuna Ne 1» (I'30 BOKB Nel) mpenapartom
D-nenunmmiamus (kynpenmi) B goze 750-1000 mr/cyr.,
TenaToNnpoTEeKTOpaMH: SCCEHIHAalIe 10 2 Kalcynsl 3 pas3a
B I€Hb, BUTAMUHBI I'PYIIIbI B no cxewme. E)KCFOI[HO nmpu-
HUMaeT npenaparbl IMHKa (HUHKTEpan) mo 124 Mr/cyT.
KypcoM B TeueHHe | Mecsna. Y MarMeHTKH BBIABISETCS
konblio Kaitzepa — @neiiepa Ha poroBuile, NEPUOgNIC-
CKHM TIPUCYTCTBYIOT MBIII€UHasi c1ab0CTh, TPEMOpP PYK,
Hapymenue noxonku. Ilo mamusim Y3U OBII ¢ nByx-
MEpHOH cABUTOBOM 3mactomerpueil ot 2019 . — crearo3
nedeHu, cragus ¢pudposa neyenu F2. B naboparopuu ka-
(denpsl BHyTpeHHUX Oone3neld BonrI'MY HeonHokpaTHO
(uKCHpOBaIKCh HU3KHE KOHLEHTPAIMU LEPYIOIIa3MHu-
Ha CBIBOPOTKH KpoBH (7—16 Mr/min).

[Tpoxoxaunna Kypcel 00ciIe0BaHus U JICUCHUS C Ina-
rHo3oM: «bonesns Bunbcona-KoHoBanoBa, cMemanHas
(dopma: ¢ OpaKeHHEM TEYeHH B BUJE CTeaTorenaruTa
C CHHJPOMOM LIUTOJIN3a YMEPEHHOW aKTUBHOCTH; C IIO-
paK€HUEM LEHTPaJIbHOU HEPBHOU CUCTEMBI, C Pa3BUTH-
€M JIMCMETa0oNNYeCKOi dHIe(anonaTuu B BUiE IKCTpa-
MUPaMHIATBHBIX PacCTPOMCTB, Oynb0apHOrO CHHAPOMA,
BECTHOYI0-KOOPUHATOPHBIX PACCTPOUCTBY. Y MAaIUECHT-
KM B Bo3pacte 23 jer Oblia OEpeMEHHOCTh, 3aKOHYUB-
mrasicst poXKIACHHEM 3]I0pPOBOTO 00CIE0BAaHHOIO CHIHA.
B Hacrosmiee BpeMs nanneHTKa paboTaeT BOCIIUTATEIeM
JIETCKOTO Caja.
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IIpu nmocnenneit mnanoBo# rocnuranusanuu B '00
BOKB Ne 1 ot 11.10.2022 1. ayio0bl Ha TOBBIIICHHYIO
YTOMJISIEMOCTh, MBIIICUYHYIO Cl1aboCcTh. bojei B kuBOTE,
KOXKHOTO 3yzaa, nucnencuu HeT. [lposiBnenuii remoppa-
rHYecKoro cuuapoma HeT. CTyN peryisipHbIi, Oe3 maro-
JIOTHUECKUX IpUMecedl. AIeproloruuyeckuii aHaMHes:
0J1aroNpHsITHBIMH.

IIpu ocMoTpe BpauoM-HEBPOIOIOM B HEBPOJIOTHYE-
CKOM cTaryce ObLIO OTMEYEHO: PUTMHUYHBIN TPEMOp KO-
HEYHOCTEH, OOJIbIIe BBHIPAKEHHBIH B PyKax, PUTHIHOCTD
MBI ¢ JEHOMEHOM «3y04aToro Kojeca» CHMMETpHYHAS,
Oonbiie B pykax. [Ipu 3ToM cuiia MBI HE CTpajaia,
pedIIeKTOPHO# pa3HHUIIBI BRIABICHO He ObUT0. OTMEYaHCh
JIeTKasi HEYBEpEHHOCTh IPU BBINOJIHEHUU KOOPAWHATOP-
HBIX TP00, HeycToWYnBoCTh B 1mo3e Pombepra. Iloxomka
araktudeckasd. Co CTOPOHBI YeperHO-MO3TOBOM WHHEp-
BaIlMM OTMEYajlach HEKOTOpasi CMa3aHHOCTh pedu, Au3ap-
Tpusi. Hapymienuii moranus BelisiBieHO He Obuio. Cama
MAIEeHTKa OTMEeYajia, YT0 TPEMOpP BIEPBbIC MOSBUIICS O-
cie 25 JeT, yCHINBANCS IIPU BOJIHEHHUH, TIPOTIaaaj BO Bpe-
Msi cHa. HapyIieHunst OXOIKY ¥ peyH MOSBUIINCH U CTaIH
HapacTarh B MOCIEIHUE 5—7 JIeT, JO 3TOr0 TPYIHOCTEH
OHa He UCHBIThIBANIA. [IpH OlleHKe CHX03MOIMOHAIBHOTO
cTaryca II0 TOCTIUTAIBbHON IIKane TPEBOTH M JIEIPECCUH
OBUTH BBISIBIICHBI HOPMaJIbHBIE MTOKA3aTENIN TPEBOXKHOCTH,
CYOKJIMHUYECKUE MPOSBICHHS Jerpeccii. KorHuTuBHbIE
CHOCOOHOCTH HE cTpajand, mo mkaiae Moca-Test mamu-
eHTKa HabOpasa 29 6aios.

[Maruentke B yenosusix [0 BOKE Ne 1 B okTs6pe
2022 r. 65U IPOBECHBI HHCTPYMEHTAJIbHBIE 00CTIe10Ba-
uust. 3akmoueHue DI/IC: mOBepXHOCTHBINH pedIroke-330-
(arut, HEJOCTATOYHOCTh KAapJUH, CMEIIAHHBIH T'acTpUT,
SPO3MBHBIA aHTPAIBHBIN T'aCTPUT, TOBEPXHOCTHBIA OYIIb-
OUT, BAPHKO3HOTO paclIMpEeHHs BEH MTUILEBOJIA HE BBISBIIC-
Ho. 3akmouenue Y3 OBII: nuddysHbie u3MeHeHus TKa-
HY TIEYEHH I10 TUITY CTearo3a NPy HOPMaJbHBIX pa3Mepax
neuenu (13,2 x 7,2 cMm), XOJECTEPO3 JKEITUYHOTO MY3bIpS,
nuddy3HbIe M3MEHEHUS] TKAaHH TOKEITYI0YHO HKeJe3bl.
[Ipu3HaxoB nmopranbHOM runepren3un Het. [lanneie OKI:
cunycoBbIif put™, YHCC 65 B MuH, ropuzontaigsaas D0C,
aucTpoduyeckne n3MeHEeHHs B MUOKap/Ie.

JlaboparopHble aHaNMM3Bl TPH MOCTYIUIEHUH OT
12.10.2022 r.: AJIT 56,6 En/n, ACT 36,0 Ex/n, Ouupyous
obumit 10,9 Mxmoub/n, OunmupyOouH npamoit 2,0 MKMOIB/J,
OunpyOouH Hempsimod 8,9 MkMmonb/n. [Trokosza  KpoBu
6,06 MMOJIB/J1, JKEJIe30 CBIBOPOTKH 22 MKMOJIB/JT, KPEATUHUH
KpOBHU 99 MKMOJIB/J1, MOUEBHHA 5,5 MMOJIB/I1. C-peakTUBHBII
Oemok 5 wmr/m, obumit Germox 86 1/, anbda-ammiaza
41,2 En/n, ramma-moyrammirpadcdepaza 142,1 En/n, me-
nouHast ¢ocdaraza 66,3 En/n, oOumii xonectepuH KpoBU
7,52 mmonb/n. 12.10.2022 r. OOmwmii ananmu3 kposu: RBC
(eputporute) 4,17 10'%/n, HGB (remomiobun) 135 r/m,
HCT (remaroxput) 39 %, MCV (cpenHuii 00beM 3pHTpPO-
muroB) 93,5, MCH (cpemHee comepikaHue I'eMOIIOOMHA
B aputpormte) 32,3 nr; MCHC (cpenHsis KOHIIGHTpaLus
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remoroduta B aputponure) 345 r/n, RDW (mmpuna pac-
NpEZIeNIeHHs. SPUTPOLMTOB 110 00bemMy) 11,7 %, PLT (Tpom-
Gouter) 245 x 10°/1, MPV (cpenuii 06beM TPOMOOIIUTOR)
10,1, PCT (tpomoormrokput) 0,24 %, PDW (umpuna pac-
npezieNieHust TPOMOOIUTOB 110 00bemy) 13,2 %, WBC (nieid-
Koruts) 7,5 % 10°%/1, 6azodust 0 %, 303unoduis 0 %, Heii-
Tpoduibl nanoukosinepusie 4 %, cermenrosinepHsie S0 %,
mmdorutst 40 %, MoHOLUTHI 6 %, COD 32 MM/4.

12.10.2022 r. HbsAg — He oOHapyxeHO. AHTHTENA
k auti-HCV — He oOHapyxeHo. Anrutena 1gG u 1gM
Kk Treponema pallidum — uve obHapyxeno. DA BUY —
OTPHLIATENILHBIN.

12.10.2022 r. O6mwmii ananu3 Moun: o0beM 50 M,
Mpo3pavHas, [BET KeAThIi, mioTHocTh 1,008, pH 5.0, 00-
it 6emok 0.021 1/, TIOKO3a — HET, KETOHOBBIE TElla —
HET, SMUTEIUI TUIOCKUI — CTUHUYHBIN B I1./3p., JICHKOIIU-
Thbl — €CAUHHUYHBIC B l'[./3p., OPUTPOUUTHI — HET.

HeBpOJ’IOFI/I‘IeCKI/Iﬁ CTaTyC: MOBBIIICHUEC MBIIIICYHOTO
TOHYCAa B MPOKCUMAJIbHBIX OTAC/IaX PYK U HOT 11O KJIOHH-
yeckoMy crarycy. CyXouibHble peiekcsl B HOpMe.

Ilepen Hauasom KypcoBoro JiedeHus (Hosops 2022 1)
B D0 BOKB Noe 1 Obul mpoBesieH KOMIUIEKC TECTOB
Ha HaJim4yKe rnedeHouHoi sunedanonaruu (I13). Tecr cBs-
31 yucen (tect Peiirana) coctaBun 73 cexyHas! (I-11 wim
npomexytouHas craaus [19). Ilo mkane acreHHUECKOro
cocrosiaus JI.JI. Mankosoit (ILIAC) narnmenTka HaOpaia
70 6amoB (cnadas actenust). [1o aHKeTe OIEHKH KauecTBa
*u3Hu (onpocHuk SF-36) — 75 6annos (ymMepeHHOE CHU-
JKEHHE KaueCTBa JKU3HHU).

[ToBTOpPHO B JMHAMHUKE MO OKOHYAHHIO KYpPCOBOTO
neuerns B I'90 BOKB Ne 1 npoBeneH KOMILIEKC TECTOB
Ha HaJIn4Ke nedeHouHol sHuedanonaruu (I19). YposeHb
aMMHyaKa KalnuUIIPHOW KPOBH MPU TIOBTOPHOM HCCJIEIO-
BaHUM CHHU3HJICS, COCTaBHB 71 MKMOJIB/J (JIerKasl THIe-
pamMMonuemusi). TecT cBSI3M uuWced 3HAYUMO CHHU3WIICS
1o 57 ¢ (I cragus I13). ITo IIIAC Habmronanock HEOOb-
1Ioe yayd4illeHHe co CHIKeHHueM J1o 68 6amos. 1o ankere
OLICHKH Ka4yecTBa )KU3HH TaKKe HAOI0NaOCh YayYlleHUe
KauecTBa KM3HU CO CHIDKeHneM 10 70 Oanos.

[Naupentke OBLT BBICTABIEH OCHOBHOW JIMarHo3:
E83.0 bone3us Bunbcona — Konosanosa cmeniannas Gop-
Ma: ¢ IOPAXKCHUEM IICUCHU B BUJIC CT€aTorernarura ¢ CUH-
JIPOMOM IUTOJIN3a YMEPEHHOH aKTUBHOCTH, IOPaKEHHEM
LEHTPaJIbHOW HEPBHOW CHCTEMBI, C PA3BUTHEM ICMETA00-
JMYeCKOW dHIIe(aNONaTuy B BUAE SKCTPAITUPAMHIATIbHBIX
paccTpoicTB, OyapOAPHOTO CHHAPOMA, BECTHOYIIO-KOOP-
JIMHATOPHBIX PaCCTPOUCTB 10 aHaMHe3y. COMyTCTBYIOIINE
muarHo3el:  K21.0  TacrpossodarecansHbiii  peduiroke
¢ 330darurom. K29.3 DpozusHslii ractput. K86.1 Xponu-
YECKUU NTAaHKPEATHUT.

[NaunenTtke npoBeneHo JedeHue: quera — croi Ne 5,
pactBop pemakcoi 400,0 B/B kamenbHO 1 pa3 B IeHb, pac-
TBOp (ochorms 2,5 B/B cTpyliHO 1 pa3 B JieHb, Karcy-
a1 omenpaszon 20 Mr mo oHo# 2 pa3a B JieHb, TaOJIETKH
MaHKpeaTHH MO0 OAHOW 3 pa3a B JIeHb, pacTBOpP THaMHHA

182

T. 20, Ne 3. 2023

JOURNAL
OF VOLGOGRAD STATE
MEDICAL UNIVERSITY

50 mr/mn 1 mMn B/M 4epe3 AeHb, PacTBOp MUPUAOKCHHA
5-0 mr/mn 1 Mt B/M depe3 JieHb, PacTBOp I[HaHKaOasia-
muHa 2,0 1 pa3 B 1eHb B/M, Karcyibl (GOCHOIINB MO IBE
3 pasza B nenb. Jloza D-neHunmnamuza (Kynpenuia) Obiia
cKoppekTHpoBaHa ¢ ee ymeHbluenuem ¢ 1000 no 750 mr/cyT.
per os. Hy)KkHO OTMETUTb, 4TO, NMPOBOAUMYIO TEpAIUIO
D-nenununamMuHa nalueHTKa IepeHoCUT XOpoIlo, Moooy-
HbIX 3((HheKTOB HE BBISIBISIIOCE.

[Mocre mpoBeAEHHOTO JICYEHHUS COCTOSIHUE MTAIIMEHTKH
3HAUUTENBHO yimyummwiock. OHa OblIa BbIMucada u3 120
BOKB Ne 1 21.10.2022 1. ¢ pekOMEHIAUSAMHE: COOIONCHIE
nuerpexuma Ne 5, a Takke nuera mpu peduiroke-330daru-
TE C UCKITFOYEHHEM T'a3UPOBAHHBIX HAIMUTKOB. [IpofomKuTh
npueM D-nenurmiaMuna (KynpeHuia) 250 Mr mo ogHoi
tabneTtke 3 pasa B 1eHb (B 103¢ 10 750 Mr/CyT.) Ha mMOCTO-
SIHHOM OCHOBe. D3omernpazon 20 Mr mo ofHoi TalneTke
1 pa3 B ieHb yTpOM HaTomIak 1 Mecdrl. Ypcoae30KkcuxosueBas
kucioTa 250 Mr 1o oiHOM Karcyse 2 pasa B ieHb 2 MecsIa.
CrupoHOIaKTOH (BepoumupoH) 25 mr 1 pa3 B JIeHb yTpoM
uuterbHo. Pebamumun 100 Mr mo oxHO#t Tabnetke 3 pasa
B JieHb | Mecsi. Makcunak 1o ogHo# karcyne 1 pa3 B 1eHb
nocre ykuHa Ha 4 Henenu. [lankpeatnH o oqHoi Tabierke
3 pa3a B zieHb BO BpeMs efipl 1 Mecsi. [enaronpoTeKTopsl
KypcaMu 10 6 Henenb ¢ mepepbiBamu mo 3 mec. (docdo-
IJIMB TI0 JIBE KalCyjbl 3 pasza B JieHb, dcceHIuane Gopre
TI0 /IB€ KariCyJibl 3 pas3a B JICHb, KapCHJI, JIETAJIOH, CUITUMA-
puH). Butamuns! rpynms! B kypcamu onuH pa3 B 6 Mecs-
nes. Konrpoiap OAK, KOHTpOJb MeueHOYHBIX (DEpMEHTOB
4yepe3 OJMH Mecsll, HaOII0IeHNEe YUacTKOBOIO TepareBTa,
racTPOIHTEPOIIOra, HEBPOJIOTa.

B 2022 r. marnuenTka mpeaocTaBuia Ha Kadenpy
BHYTpeHHUX Oone3Heit Bonr'MVY npoBeneHHsle B 1u-
HaMHKe pe3yJbTaThl JIaopaTopHBIX 0O0CiIeN0BaHHMA
(c ynyumenuem). Ileuenounsie npoosr: AJIT 35 En/m,
ACT 32,0 En/n, 6unupybun obmuidi 10,7 MKMOIB/T,
OunupyOuH npsMoit 2,7 MKMOIIb/N, OUNUPYOUH Henpsi-
Mol 8,0 MKMOJB/JI, KpeaTMHUH KpoBH 91 MKMOB/I,
MoYeBHHA 5,4 MMOJIB/JI, TaMMa-TIIyTaMIITpaHc(epasa
49 En/n, menounas ¢ocdarasza 62 En/n, oOuuii xose-
cTepuH KpoBH 5,9 MmMounb/n. 12.10.2022 r. O0uiuii ana-
U3 KpoBH B HOpMe, COD 15 Mm/u.

SAK/IIOYEHUE

[IpoBeneHa neMOHCTpaIlUsl PEKO BCTPEUAOIIETOCs
B KJIMHHUYECKOHN MpakTHKe mpumepa Oone3nn Bumbcona —
KonopanoBa. JlaHHble aHamMHe3a, pa3BUBAIOIIUECS
y OOJIBHOW 3KCTPaNUPaMUIHBIC PACCTPONCTBA B COYCTA-
HUU C NIATOJIOTHEHN MEeYEHU, CHUKEHHUE COAEPKaHUS LEpy-
JIOTJIa3MHUHA B CHIBOPOTKE KPOBH, HAIMYUE POTOBUYHOTO
xonbiia Kaiizepa — dreiiepa mo3BossiFOT TOBOPUTH 0 00-
ne3nn Bunbcona — KoHoBanoBa B cTaauu cyOKOMIIeHCa-
uu. BakHO OTMETUTH, YTO Ha MPOTSHKEHUU 25-JIETHETO
JICYCHUS C TUHAMUYECKUM HAONIOJIECHUEM 32 COCTOSTHUEM
MallMEHTKN yIaeTCsa NPENOTBPALIaTh y HEE€ pa3BUTHE LIUP-
po3a neueHwu.
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