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A RESULT OF DIFFERENTIAL DIAGNOSIS
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Summary. When patients with suspected viral hepatitis are admitted
to the infectious diseases clinic, it is sometimes necessary to conduct a
broad differential diagnosis to establish the true nature of liver disease.
The result of the diagnostic search in a number of cases are diseases
that are quite rare in the practice of an infectious disease doctor; such is
Wilson-Konovalov disease. The article presents a description of a clinical
case of differential diagnosis of viral hepatitis in a patient undergoing
examination and treatment in the infectious department of the 2nd
State Clinical Hospital named after V.I. Razumovsky, Saratov. This clinical
case indicates that in some cases a broad differential diagnosis of liver
diseases is required to clarify the true nature of the disease. Wilson-
Konovalov disease is a rather rare pathology. The disease is progressive
and is accompanied by numerous complications that are life-threatening,
so early diagnosis of the disease and timely pathogenetic therapy are
extremely important.
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Anromayus. Tipu nocTynneHn 60NbHbIX C NOZ03PEHMEM Ha BUPYCHBI renatut
B KNUHMKe MHGEKLMOHHbIX Gone3Heli nopoil NPUXOANTCA NPOBOAUTD LUMPOKYI0
AnddepeHLnanbHyto AMarHoCTUKY ANA yCTaHOBNEHNA NCTUHHOI Npupogbl 3a6o-
NeBaHWA neveHu. Pe3ynbTaTom AMarHOCTUYECKOro NONCKa B pAZe CyyaeB AB-
NAKTCA 3a6071€BaHNA, LOBONBHO PeAKO BCTPeYaIoLLMeca B NpaKT1Ke Bpaya-uH-
deKLIOHNCTa; TaKoBbIM ABNAeTcA onesHb BunbcoHa —KoHoBanoga. B ctatbe
MpesCTaBNeHo OMMCaHne KAMHUYeCKoro Ciyyas auddepeHLnanbHoil auarto-
CTUKM BUPYCHOrO renatuTa y 607bHOr0, HaX0AALLEroca Ha 0bcneoBaHm 1 ne-
YeHUN B MHPeKLMOHHOM oTaeneHnn 2-it TKb um. B.W. Pasymosckoro r. (apatoBa.
[JlaHHbIil KNUHNYECKKil Cnyuail YKa3biBaeT Ha To, UTo B pAfe Cyvaes Tpebyetca
wupokas auddepeHumManbHaa AMarHoCTUKa 6onesHeil neueHn AnA yTouHeHus
UCTMHHOIA Npupoabl 3abonesaHna. bonesHb BunbcoHa-KoHoBanosa A0BOMbHO
peakan natonoruA. 3abonesaHne HOCUT NPOrPeCCUPYIOLLIAI XapaKTep U CONpo-
BOXZJAETCA MHOTOUMCIEHHBIMY OCTIOMHEHUAMMN, KOTOPbe HOCAT YrpoXKatoLnii
XapakTep AnA XM3HU, N03TOMY Ype3BbIYAIHO BaXHbI PaHHAA AMarHoCTUKa 6o-
Ne3HI 1 (BOEBPEMEHHO HauaTas NaToreHeTueckan Tepanu.

Kntoyesbie ¢06a: BUpYCHbIe renatuTbl, 3a60n1eBaHNA NeveHy, AarHoCcTuueckuii
MOMCK, ayTOCOMHO-PeLieccUBHOE HacnefcTBeHHoe 3aboneBaHue, renatouepe-
6bpanbHaa aucrpodus, bonesHb BunbcoHa-KoHoBanosa.
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BeeaeHne

onesHb BunbcoHa-KoHoBanoBa (renatouepebpasb-

Has gucTpodun) — peaKkoe ayTOCOMHO-peLeCCUBHOE

HacneacTBeHHoe 3aboneBaHWe, B OCHOBE KOTOPOro
NEXWT reHeTUYeckoe HapylleHne obmeHa meaun € ypes-
MEPHbIM (TOKCUYECKNM) HaKoMIeHNEeM, 0COBEHHO B NeYeHn
N HepBHOW cucteme [1, 2]. DTO MOHOreHHoe 3aboneBaHue
C ayTOCOMHO-PELeCCMBHbBIM TUMOM HaclefoBaHWA: T.e. 3a-
60neBaloT, Kak NPaBWIIo, AETY, KOTOPbIE POXKAAIOTCA Y Mapbl
KNMMHNYECKM 340POBbIX, HO ABAAOLWNXCA HOCUTENAMUN NaTo-
JIOFMYECKOro reHa, pogutenen [3, 4].

B 1912r. B AHMNM amepurKaHCKMM HEeBPOMaTonorom
Camyanem AnekcaHgpom KuHHepom BunbcoHom 6bino cae-
NnaHo nepBoe onucaHne KINHUYECKOW KapTuHbl 3abonesa-
HuA. OH Ha3Ban ee «nporpeccrpylolen NeHTUKYNAPHON
JereHepauuein» U oxapakTepn3oBaln Kak «cemeliHoe 3a6o0-
neBaHMe HepBHOW CUCTEMbI, COYETaloLeeca C LUPPO3OM
neyeHn», NPoOABAALLIEECA HEMPON3BOJIbHBIMU ABUKEHUA-
MM B KOHEUYHOCTAX M TYNOBULLE, MbILIEYHOW PUTMOHOCTBIO,
npuBoAALLEeN K CKOBaHHOCTW, aucharvenn 1 gusaptpuen,
abdeKTHbIMM  BCMbIWKAMK, WMHOTAA MCUXUYECKMMU pac-
CTPOWCTBaMM NPU OTCYTCTBMM MPU3HAKOB MOpa)eHua nu-
pamugHbix nyTtei. OfHAKo CTOMT YKa3aTb Ha ofuH dakT:
3a 30 net pgo onucaHua 6onesHn Camyanem BunbcoHom
Kapnom Bectdanem (B 1883 rogy) n Agonbdpom doH LTpto-
mnennem (8 1898 rogy) 66110 onvcaHo 3abonesaHue, CXoa-
HOe MO KIMHNYECKOW KapTMHE C PacCeAHHbIM CKIepO30M,
HO MoJslyyMBLUEE Ha3BaHWE «MNCEBAOCKNEPO3», CUMMTOMaA-
TWKa KOTOPOro Oblfia NOXoXa Ha 3abonieBaHUe, ONMcaHHoe
BunbcoHom.

Cnycta HekoTopoe Bpemsa, B 1921 rogy, aBCTPUNCKAM
HeBponorom fannem 6bifI0 YCTaHOBNIEHO, YTO M3MEHEHUs,
npoucxogalyme B Mo3re npu 3ToM NaTonormm, He orpaHu-
YMBAIOTCA NEHTUKYNAPHBIMU AAPaMM U BO MHOTUX CIy4anX
JaXke cusibHee BblpaXkeHbl B ApYrux otgenax mosra. bouin
CAenaHbl BbIBOAbl, UTO «MPOrpeccMBHan NEHTUKYNApHas
JereHepauma» M «NCeBAOCKIEPO3» ABAAITCA pPa3HbIMU
dbopmamy 0gHOro 1 TOro e 3aboneBaHus, KOTOPoe Bpay
Ha3Basn «renaTtoNeHTUKYNAPHON AereHepauuen». MNosgHee
AnekcaHgpom [lpuropbesnyem brvpHom B 1953 rogy no-
cne aHanm3a 30 cemel, B KOTOPbIX Habnoganucb 6onbHble
C CUMMTOMaMWU, ONUCaHHbIMK BunbcoHom, 6b1n10 ycTaHoBNe-
HO, UTO 3aboneBaHNe UMeeT ayTOCOMHO-PELIECCUBHbBIN TUM
HacnegoBaHuA. B 1960 rogy oTeuecTBEHHbIM HEBPOMATONO-
rom akagemmkom AMH CCCP Hukonaem BacunbeBuuem Ko-
HOBAJIOBbIM OblIM 3HAUNTENIBHO PacLUMPEHbl NMEILNECs
JaHHble 0 NATOU3NONOrNK, NAaTOreHe3e U KIMHUKE JAaHHO-
ro 3aboneBaHus, a TakXKe NpeAcTaBiieHO MHOe Ha3BaHVe —
«renaTtouepebpanbHas guctpodusi» [5]. YueHbln npepgno-
XUn Takxe BblgeneHve 4-x GopM mnopaeHWA HepBHOW
cucTembl U ofiHY abgomuHanbHyto. LWLnu rogbl, n B 1974r.
aMepuKaHCKni yueHblinn J1. Dpommep npuBen fokasatenb-

Cepus: EcmecmeeHHble u mexHu4yeckue Hayku N25 mat 2022 a.

CTBa HapyLWeHVA npouecca GUIMAPHON 3KCKpeuun meau
npw 6one3Hun BunbcoHa [6onesHn BunbcoHa — KoHoBanosa
(BBK)]. NInwb B 1985 1. PeHe ®priagmaHOM 1 COaBTOpPaMK Oblin
OTKPbIT MyTaHTHbI reH (ATP7B), pacnonoXeHHbIn B ANUH-
How yactu 13- xpomocombl (yuactok 13gq14q921), myTtauunm
KOTOPOro 1 AaloT Hayano pasBuTUIO AaHHOroO 3aboneBaHms.
B HacToAWee Bpema naeHTudULMpoBaHo nopagka 200 my-
Tauui reHa ATP7B, KoTopble NpUBOAAT K HapylleHuam 6m-
NNAPHON 3KCKPELUN Mefi U K HAKOMEHMIO 3TOFO MUKPO-
SN1eMeHTa CHayana B MeyeHu, a 3aTemM 1 B ApPYrux opraHax
1 TKaHAX [6-8].

MIMeHHO pe3ynbTaToM MHOXeCTBa FeHHbIX MyTauui AB-
nAeTcA U36bITOYHOE OT/IOKEHVE Meay B OpraHax-MULLEHAX
N 3HOOreHHoe oTpafieHne mefbto [9-11]. M36bITOK MOHOB
Mean B TKaHAX NPUBOAUT K aKTUBM3aLUN MNepeKUCHOro
OKMNCNIEHVA NUNWUAOB, OKUCTIEHMIO 6ENKOB 1 NMNUAOB Mnas-
MaTUYECKON U MUTOXOHAPWANbHON MeMbOpaH. V3meHseTcs
AKTMBHOCTb JIM30COMasbHbIX pepMeHTOB, YHKLMOHUPO-
BaHve [HK, nponcxoaut cHMeHue cofepkaHuA aHTUOK-
CMAAHTOB — FNyTaTMOHa M BUTamuHa E [12-15]. MexaHu3m
«IOKHON HEeNpPOTPAHCMUCCUMN» ABMIAETCA BaXXHbIM  dfie-
MEHTOM B Pa3BUTUMN HEBPONOMMYECKUX OCITOXKHEHUI Mpur
6one3Hn BunbcoHa — KoHoBanoBa. B pe3ynstate pekap-
BOKCMNMPOBAHMA B KULLEYHMKE HEKOTOPbIX aMUHOKUCIOT
ob6pazytotca GeHVN3TUNaMUH, TUPaMUH 1 OKTONMaMUH (N0X-
Hble HeNpPOTPaHCMUTTEPDI), KOTOpble CMOCO6HbI 3amellaTb
NCTUHHbIE HEPOMeAMaTopPbI, B NMepByto ovepelb Hopaape-
HanvH 1 godamuH. VMimeetca npeanonoxeHune, YTo N3mMeHe-
HMe QOCTYMHOCTY NPeALeCcTBEHHNKOB MEAMATOPOB CO3AaeT
npenaTCcTBME A1 HOPManbHOW HeMpoTpaHcMuccun. B nnas-
Me KpOBW BO3pacTaeT cofepaHne apoMaTnyecknx aMmHo-
KUCNOT — TUPO3UHa, peHunanaHnHa n TpuntodpaHa, uto Mo-
XeT 6bITb 06YCNOBIIEHO HAapYLLEHWEM X Ae3aMUHUPOBaHNA
B NneyeHn. B 10 ke BpemaA CHMKaeTcA coaepKaHne aMUHOKMC-
NOT C pa3BEeTBIEHHON Lienblo (BanuH, NeNUUH 1 N30M1eNUUH),
4TO, BEPOATHO, CBA3aHO C yCKOpeHuem ux MeTabonvsma
B CKeJIeTHbIX MbILLILAX 1 NMOYKax B pe3ysibTaTe rmnepuHCynn-
HemMuu, KOTopasi CBOMCTBEHHA GOJSIbHBIM C XPOHUYECKNMM
3aboneBaHUsMU neyeHW. [laHHble Tpynmbl aMUHOKUCIOT
KOHKYPUPYIOT MeXAy COO0I 3a BO3MOXHOCTb TPaHCMOPTM-
poBaTbCA B ronoBHOM mo3r [12, 13, 16, 17]. Ha HayanbHbIX
CTapuax 3aboneBaHnA Mefb OTKNaAbIBAeTCA B renatoumTax,
3aTeM — B FOJIOBHOM MO3re, NpenmyLLecTBeHHO B 6a3anb-
HbIX FaHrMAX, Yalle BCero B uyeuyeBMUEOOpasHbIX Agpax,
a TaKXe B IpuTpoLMTaX, NOYKax, KoXxe, cepALe, KOCTHOM TKa-
Hu. OTKNaablBaeTCA Melb B AeCLIeMETOBOM MembpaHe rnasa,
yTO NpPUBOAUT K GopMMpoBaHMio Konbua Kansepa — Onen-
wepa [9, 13, 18, 19]. HakonneHne megn B NeYeHU Josnroe
BpeMs npoTekaeT 6e3 COOTBETCTBYIOLLEN CMMMATOMATWKM,
HO Yy MHOTMX NaLWeHTOB C MablX IeT MOXKeT onpeaenaTbca
MOBbILLIEHVE YPOBHA NMeyeHOUHbIX aMMHOTPaHchepas.

lenaTouepebpanbHas AUCTPOGUA MOXKET BKIOUYATb
B ceba cnegyowme ¢opmbl. bprowHaa ¢opma xapakrepu-
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3yeTCA TAXKENbIM MOPaXKEHNEM NeYeH, NPUBOJALLNM K -
6eny naumneHTa 0 Pa3BUTUS HEBPOJIOMMYECKOW CUMMTOMA-
TUKW. NpoJomKUTENBHOCTb 3a60N1EBaHNA — OT HECKOJIbKUX
mMecAueB go 3-5 net. Yawe Bcero BCTpeuvaeTca y AeTen.
PurngHo-aputmo-runepknHeTnyeckas (paHHsa) ¢opma xa-
paKkTepusyeTca ObICTPbIM TeyeHuem u MaHudecTupyetcs
B [eTCKOM BoO3pacTe. KnnHmnyeckasa KapTuHa NposaBnaeTca:
MbILIEYHOW PUTMAHOCTbIO, NPUBOAALLEN K KOHTPaKTypam,
O6pagnKnHesnen, xopeoaTeTonaHbIM UM TOPCUOHHBIM TU-
nepknHesom. BcTpeuatoTca apdekTuBHbIE pacCTPONCTBa,
KOTOpble COYEeTATCA C YMEPEHHbIM CHWKEHUEM WHTen-
nekKTa. 3abosieBaHMe ANUTCA OKONO 2-3 NeT, 3aKaHYMBaeTCA
neTanbHbIM UcxofoMm. [ipoxaTenbHo-purnaHaa popma, Kak
NpaBuIo, HauMHaAeT NPOABAATbCA B KOHOLIECKOM BO3pac-
Te, TeueHue ee HGonee meaneHHoe, BONHOOGpa3Hoe € pas-
BUTMEM rpyboli purngHocTn n apoxaHua. CpefiHAa npo-
OOMKNTENbHOCTb »KM3HU — OoKoNo 6 neT. [lpoxkaTtenbHas
¢dopmMa HaumHaetca B 20-30 neT, MO AAUTENBHOCTN MOXET
pocturatb — 10-15 net n 6onee. B KNMHMYeCKon KapTuHe
Ha NepBbIl NfaH BbICTyNaeT ApOXaTeNbHbIN MMNepKnHes,
BO3MOXHO nofABNeHne puUrngHocTn. BcTpeualotca snu-
nenTndoOpMHble MPUMAAKN. DKCTPanMpamMuaHO-KOPKOBas
dopma BcTpeuaetca pexe. [Npu AaHHOW NaTONOrMN TUNUY-
Hble Ana renaTtouepebpanbHoO AUCTPOGUN N3MEHEHUSA
OCJIOXKHATCA anonnekTMGopMHO Pa3BMBAIOLLMMUCA LiEH-
TpanbHbIMK Nape3amu, 3NUnenTuGoOPMHbIMK NpUNagKamm
N CTONKON AemeHumen. Hepeako obHapyunBatoTca obLumnp-
Hble oyaru pasmaryeHusa B Kope 6onbLumx nonywapui. MNpo-
JNOMKNTENbHOCTb 3aboneBaHna — okosno 6 net [11, 22, 23].

PacnpocTtpaHeHHocTb BBK, no gaHHbim Orphanet, co-
ctaBnaet 1-9 cnyyaeB Ha 100 TbiC. HaceneHus (B cpegHeMm
1 Ha 25 TbIC.), @XerofHas YacToTa BblABNIEHUA HOBbIX Cllyy4a-
eB — oT 1 Ha 30 Tbic. #o 1 Ha 100 Tbic. Hacenenus. OaHako,
no 6osee CBEXMM AaHHbIM COBPEMEHHbIX NCCNefOBaHUN,
BbBK BCTpeuaeTcA HaMHOro yalle, Yem CYMUTaNOCb paHee:
okosio 1:7000-10000 Bmecto 1:30000 (Coffey A.J., 2013,
Bandmann, O., 2015). Hocutenem gedpeKTHOro retepo3mnrot-
HOrO reHa, N0 OPUEHTUPOBOYUYHBIM OLIEHKaM, ABNAETCA KaX-
ablii 90-100-1 (1%) uenosek [9]. B Mmupe 3aboneBaHue yxe
HacumTbiBaetca 10-30 MIH. 60MbHbBIX; HOCUTENLCTBO MaTo-
niornyeckoro reHa otmevaetca B 0,56% cnyyaes. OTmeTuM,
yto bBK BCTpeuaeTca oguMHAKOBO YaCTO KaK Yy MYXKUUH, TaK
N Yy KeHWWH. KnuHnyeckaa maHudectauma 3abonesaHus,
KaK NpaBunio, MpoOnUCxoauT B paHHeM Bo3pacTe (B Bo3pacTe
4-5 nert). B otgenbHbix cnyyaax gebiot BBK Habniopaetca
B 6onee nosgHem Bo3pacte — nocne 50 net (42% cnyyaes)
[10]. Bo 2-m 1 3-m gecATunetuax xmnsHnm y 34% nayneHTos
MaHUbeCTMpPYOT HeBposiornyeckne, a y 10% — ncuxuye-
CKMe CMMMTOMbl (KOTOpble, eCnn 1 NOABAAIOTCA, TONbKO
K 19-20 rogam). B otaenbHbIx cnyvasx gebiot BBK Habnto-
naeTca B 6bonee nosgHem Bo3pacte — nocne 50 net [20-21].

MopaxeHne HepBHOWN cuUCTEMbI Mpu GonesHn Bunbco-
Ha — KoHOBanoBa MOXeT ObITb He TOJIbKO NepPBUYHbIM, CBS-

3aHHbIM HeMoCcpefCTBEHHO C HapylleHVem obmeHa menu,
HO 1 BTOPUYHBIM — renaToreHHbIM, BbI3BaHHbIM LIPPO30M
neyeHn. Hanbonee xapakTepHbiM/ N1abopaTOpHbIMK 3Me-
HeHusAMU Y 605bHbIX BBK ABNATCA CHMXEHME copepKaHms
uepynonnasmmHa 1 «obuein» Mean B KPOBW, MoBblleHne
«NpAMO» MefiM B KPOBU, 1 YBeNMYEeHNe 3KCKpeuun meau
C MOYOW, a TaKKe ee COAePKaHWA B TKaHAX NeYEHUN U IMKBO-
pe. C NoMOLLbIO LIeNIeBOM Nammnbl OCMaTPUBAIOT POroBULYY
rnas (obHapyxuBaioT Konbua Kaiisepa-Oneiwepa). Mposo-
oAt KT u MPT ronoBHoro mo3ra, nedyeHu n HK-gnarHoctu-
Ky. [poBoANTCA NEHNLNINAMUHOBBIN TECT.

KnuHnuecknn cnyuan. Mauuent I, 34 roga. Mpoxunsaet
B . CapaToBe. Moctynun B NHbEKUNOHHOE oTaeneHue 2-i
Kb 19.04.21 no camoobpalleHuto.

Mpun nocTynneHny NpegbsaBAAn XKanobbl Ha BblPaXKeH-
Hylo 06Llyl0 cnabocTb, rONOBOKPYKEHUE, TOLWIHOTY, CHU-
KEHWe anneTuTa, TAKEeCTb B NPaBOM nopapebepbe, pasxu-
KEHHbIN CTyN, cnaboCTb B KOHEUHOCTAX, 3HauuTenbHoe
CHWKeHWe Beca.

Ha npoTaXeHun MHOrux et cTpagaeT XpPOHNYEeCKMMIN
3abonesaHuamn KKT: gyopgeHuTom, xoneunctutom, ped-
NIOKC-racTpUTOM, accoummnpoBaHHbiM ¢ Helicobacter pylori
(HP); nmeeTca rpbika NuWeBOAHOrO OTBEPCTUA Anadpar-
mbl. C aBrycta 2020 roga noasuiacb MHOrOKpaTHaa pBOTa,
COMNpOoBOXAatoLasacs 03HOO6OM 1 OOLWMM HEJOMOTaHUEM,
KOTOpYI0 NMauMeHT CBA3an C MNOrpewHoOCTAMM B NUTaHUN.
O6patunca K Bpayy racTpoaHTeposnory. [Npn obcnepoBa-
HUM BbIABJIEHO MOBbIWIEHME TpPaHCaMUHa3 B CbIBOPOTKe
KpoBu (AJIT — 970 e/n, ACT — 2260 e/n), ITTMN (93ea/n);
MapKepbl BMPYCHbIX renaTuToB 6binv OTpuLaTENbHbIMU.
MauneHTy ObINO PEKOMEHOBaHO feyeHne renTpanom,
nocne 4Yero OH CTan OTMeyaTb YnyylleHue CaMouyB-
CTBMA. YXy[LIeHne COCTOAHNA BO30OHOBMNOCH C HOAGPA
2020 ropga, Korga NoABUNUCH ClabocTb, HeJOMOTraHue, Obl-
CTpaA YTOMAEMOCTb, XeNTYLWHOCTb KOXWU U CKnep, ToL-
HOTa, MeprUoMNYECKN PBOTA, CHXKEHME MacCChl Tena Ha 5 Kr,
B 3TOT Xe Nepuof NoABUIINCH BbipaXXeHHas cnabocTb B KO-
HEYHOCTAX, OHEMEHME B HMX 0 YPOBHSA KOJIEH, OHEMEHNE
KucTei. Mpn NoBTOpHOM 06CIefoBaHM GbIN BblABAEHDI
runepounupybuHemua — 110,2 mkm/n (npamon Gunupy-
6u1H), pepmeHTemma: AJIT — 1399,6 e/n, ACT — 942,8 e/n,,
nosbiweHne yposHen WO — 196 e/n n ITTMN — 172 e/n.
bbin rocnutanu3npoBaH B racTPoO3HTEpPONOrnyeckoe oTae-
neHune [JopoxHon 6onbHULbI, Fae Haxoaunca ¢ 17.12.2020
no 31.12.2020, BbinncaH ¢ gnarHo3om 1. AyTOMMMYHHbIN
renaTtuT, TAXKeNomn cteneHn. XpoOHUYeCKii NOBEPXHOCTHbIN
pedniokc-racTput, accouunpoBaHHbin ¢ Hp, ctagus o6o-
cTpeHus. MoBePXHOCTHBIN fYOAEHWT, CTagma 060CTpeHus.
lpblXka NULWEBOAHOIO OTBEPCTUA Anadparmebl. 2. MonvHes-
PUTUYECKNIA CUHAPOM AUCMeTaboNnYecKoro reHesa, ceH-
CcopHO-MoTOpHaa dopma. AcTeHOBereTaTMBHbIN CUHLPOM.
B nocnepytowme mecaubl ambynatopHo neuunca Asatua-
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npvHom 50 mr no 1 7. 1 p/c, lentpanom — 400 mr 2 p/c, Oa-
MoTUANHOM — Mo 1 T. Ao 3aBTpakKa, [abaneHTnHom 300 mr
no1T2p/a.

B anpene 2021 roga, nocne npekpalleHnsa Nnogaepxmnsa-
loLLen Tepanumm, B Te4eHe ogHOM Hegenn Npomn3oLwwno yxya-
LeHie CaMOYYBCTBUA, COMPOBOXAAOLLEeeca HapacTaloLlen
CNaboCTbio, KENTYXOWN KOXW U CKlep, TOLHOTOW, NO3biBaMM
Ha PBOTY, Pa3>KWKEHHbIM CTYJIOM, OTMeYanucb napacresnu
B AMCTaNbHbIX OTAENaX HUMXKHUX KOHeYHocTel. B TeueHne
nocnegHnx 3-x MecAueB OTMeYas CHUXKEHMe Maccbl Tena
Ha 14 kr. Mpn ambynatopHOoM 06CnefoBaHUN B KPOBU CO-
XpaHANUcb bunmpybuHemna — 89,8 MKM/N, pepmeHTeEMUSA:
ANT — 823,3 e/n, ACT — 392,9 e/n, 3HaunUTeNIbHO MOBbICU-
nacb LU® — 333 e/n, ITTN — 176,3 e/n. 19.04. 2021 r. camo-
CTOATENbHO 06paTUNCA B NpremHoe otaeneHne CIKb Ne 2
1 6b11 rOCNUTanM3npPoBaH B 14 oTgeneHue.

JaHHble O MepeHeceHHbIX B [eTcTBe 3aboneBaHuAX
U o 6onesHAx poauTeneit oTCyTCTBYIOT. OTMeuyaeTca Ha-
nuurie xpoHuyeckux 3aboneBaHuit KKT Ha NpoOTsKEHMM
MHOTUX JieT. BUpycHbiMy renatutamm He 6onen. Tybepkynes
y ceba n poacTBeHHMKOB oTpuuaeT. lo Hoabpa 2020 roga
HUKaKNX CUMMTOMOB CO CTOPOHbl HEPBHOW CUCTEMbI HE OT-
meuan.

B cTraunoHape BbifiBNEeHbl cnegylolme natonormyeckme
N3MeHeHUA: Bblpa)keHHaa acTeHUs, NauneHT BANbIN, Ha BO-
MpPOCbl OTBEYAET 3aMeAJIEHHO, COHNMBBIV fiHEM, 6ECCOHHU-
ua B HoYHoe BpeMs. Kaxekcua. CiabocTb B HUPKHUX KOHEY-
HOCTAX. YMepeHHasA XenTyxa KOXu 1 CKnep; oTMeyaloTca
eVH/YHble COCYAMCTblE 3BE3[0UKM Ha KOXe rpyam 1 cnu-
Hbl. [MacTO3HOCTb B 0651aCTU CTOM W roneHen. MmMnepemus
MUHAANVH. KpoBaBble KOPOUYKM B HOCOBbIX Xofax. Y nauu-
eHTa oTMeyanacb 6one3HeHHOCTb B NpaBoM nogpebepbe,
OKOJIONYMNoYHoW 061acTu, HanpaXeHHbI acuuT. Pa3mepbl
neyexun no Kypnosy 14/10/9, npu nanbnaumy HUKHUN Kpan
OCTpbI, NNOTHbIN. CTYN XXNAKUIA, aXONNYHBIN.

BonbHOM 6blT OCMOTPEH HEBPOJIOrOM, OTMEUYEHO Hapy-
LeHne 4yBCTBUTEJIbHOCTU B HUXHUX KOHEYHOCTAX MO MNo-
JINHEBPUTNYECKOMY TUNY; BbICTaBJIEH AWarHO3: Jucme-
Tabonuueckasa nonvHenponatTMa ¢ NperMyLeCTBEHHbIM
nopa<eHnem HUXKHUX KOHEUYHOCTe CeHCOMOTOpPHON dop-
Mbl.

Ha ocHoBaHWK AaHHbIX aHaMHe3a 1 0ObEKTMBHOIO OC-
MOTpa 6bls1 MOCTaBNEeH NpeABapUTENbHbIN AUArHO3: OCTPbIN
renatut HeyTOYHEHHOWN STUOJNIOMMNK, XKENTYLWHbIA BapuaHT.
ConyTcTBytoOLME 3a60NEBAHNA: XPOHUYECKNIA NMOBEPXHOCT-
Hbll pedroKC-racTpuT, accounmnpoBaHHbIn ¢ Hp. NMoepx-
HOCTHbIA AyodeHuUT. pbika NMLWEeBOAHOro OTBEPCTUA Au-
adparmbl. Jonuxocurma. MNonMHEBPUTUYECKUIA CUHLPOM
OMcmeTabonmyeckoro reHesa, CEHCOPHO-MOTOpHasA dopma.
AcTeHoBereTaTUBHbIN CUHAPOM.

[ns yToOuyHeHMA ArarHosa v NpupoAabl NATONOMMYECKNX
M3MeHeHWI Y 60n1bHOro 6bifo NpoBefeHO obcneqoBaHMe,
KOTOpOe MO3BONUIIO BbISIBUTH Crlefytoline faHHble: B 06-
emM aHanmM3e KpOBWM — YMepeHHas aHeMusA (CHUXKeHue
sputpounTos (3,05 * 10'%/n) n remorno6unHa (102 r/n), nen-
kountos (14,3 10°/n). NenkouuTtapHas dopmyna (03uHoO-
dunbl — 1%, 6azopunbl — 1%, Jiumboumntbl —11%, MOHOUU-
Tbl — 12%). CO3 — 32 Mm/u.

Mpy BUOXMMMYECKOM MNCCNIELOBAHNM KPOBY OOHApYXe-
Hbl BbICOKME 3HauyeHuA TpaHcamuHa3 (AJTT — 2723,6 e/n,
ACT — 2226,5 e/n), bunnpy6buHa: obuero (410,8 MKMOSb/N)
1 npamoro (279,4 mkmonb/n), nosbiweHue WO (173,5 e/n),
TN (67,9 ep/n), amunasbl (135 ea/n), depputnHa (1118
Hr/mn.). OTmeuanocb CHuXeHune anbbymnHoB (29,8r/n)
npu obuwem 6Genke 68,8 r/n, CHYXeHNe LepynonnasmmHa
(146,5 mr/n npn Hopme 200-600 mr/n). YpoBHM OKO3bI,
KpeaTUHWHA, MOYEBMHbI, CbIBOPOTOUYHOIO Xenes3a, TpaHC-
¢deppurHa ocTaBanncb HopmasbHbIMU. Mpu nccnegoBaHUK
Koarynorpammbl Ob11M MOBbILLEHBI NMPOTPOMOVHOBOE Bpe-
M4 (19,5 cek) n AYTB (49,8); cHukeHbI: TTTU (51%) n ypoBeHb
¢dunbpurHoreHa (1,85 r/n).

B obLiem aHannse Mmoun — LBET KOPWUUHEBbIN, peakuus
wenoyHas, 6enok 0,3 r/n, nerkoumnTbl 15 B Nosie 3peHuns, no-
NOXUTESbHbIE XeNYHble MUTMEHTbI B MOYe.

B cBA3M C yMeHbLIEHEM KONMYECTBa Lepynonia3MrHa
B KpOBM Oblfia NcciiefoBaHa dKCKpeUns Megn B CYyTOUYHOM
KoNnyecTBe Mouu, KOTopasi 0Ka3anacb MoBbIlWEHHONW Ao 72
MKr/mn (npyv Hopme 3-45 mMKr/mn).

[na yTouHeHus npupopbl 3aboneBaHns 60nbHOM 6bin
obcnefoBaH Ha BUPYCHble renatuTbl, LMTOMeranoBupyc-
Hyl0 UHdEKUMIo, OMMUCTOPX03, TOKCOKApOo3, TPUXMHeNnes,
BUY-nHdekymio: pesynbtathl  6bIIM  OTpULATENBHBIMM.
He nonyunnu gaHHbIX 1 32 @y TOMMMYHHbIV renaTuT.

Mpwn Y3U opraHoB 6ptoLWHON NONOCTM U NOYEK, BbINOM-
HeHHO yepes AeHb Noc/e NOCTynneHNA 60NbHOrO B CTalu-
OHap, oTMeyvanucb anddysHble N3IMEHEHMS 1 YBENUYEHNE
pa3mepoB neueHu, Andody3Hble N3MEHEHUA MOAXeNnyaou-
HOW >kenesbl, yNioTHeHre CUHYcoB noyek. CBoboaHan xua-
KOCTb B OPIOLLIHOM NONOCTU B He6ONbLLOM KonnyecTse. [Mpu
Y31 opraHoB 6pioLwHO NONOCTN Yepes Hefesto BbIABEHbI
Npu3HaKkn renatocnaeHoMerannu, YnJoTHEHUA CUHYCOB
nouek, AndPysHble N3MeHeHNA B NOKENYLOUYHON »Kenese.
Mpw MPT opraHoB 6ptoLWHON NONOCTW KapTriHa AnddYy3HbIX
V3MeHeHWI NapeHX1mbl neveHu. [opTanbHas runepreH3uns.
CnneHomeranuaA. AcuunT. PeakTuBHbIN XONeuncTuT. XpoHu-
yeckmin naHkpeatut. MPT ronoBHOro mosra no3Bosinna Bbl-
ABUTb NPU3HAKN YMEPEHHbIX apaxHOVAaNbHbIX U3MEHEHNI
NIMKBOPOKMNCTO3HOIO XapaKTepa, peTpouepebennapHyo
apaxHoOUAaNbHYIO KUCTY, NAHCUHYCUT, KUCTY NPaBomn ranmo-
poBow nasyxu. I3ameHeHuna Ha IKI npm nocTynneHnmn xapak-
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Tepun3oBanucb cnHycoson Taxnkapguen ¢ YHCC 92-95 B MuH.,
HapyLWeHNAMN BHYTPXKENYL0UYKOBOM NPOBOAMMOCTH. MNpu
nostopHol JKI uepe3 Hagento BobisiBNEHbI Anddy3HO-OU-
6poTUYECKMEe U3MEHEHVA MUOKapha, NpeumyLlecTBeHHO
3afiHee-BepxylleyHoN 06nacT neBoro enygouka. lNpwu
peHTreHorpadunm nerkmx natonorum obHapy»KeHo He 6biso.

YunTblBaA CHUXKEHME YPOBHA Liepynonsia3mmnHa B CbiBO-
POTKe KpOBM, MOBbILLEHNE IKCKPELUN Mefy C MOYOW, a TaK-
e HEBPOOrMYECKyl0 CUMMTOMATUKY, 60/IbHOM Bbln 0CcMo-
TpeH odTanbMonorom — 3aB. Kadbeapou rmasHbix 6onesHen,
4.M.H., npod. KameHckux T.I.: npu o$pTanbMoOOUOMUKPOCKO-
NuUK BbIIBIEHO porosrnyHoe Konbuo Karnsepa-Onenwepa.

Ha ocHOBaHMM HaNVUMA NPU3HAKOB NOPaXKEeHUA NeYeHN,
COUETAIOLLMXCA CO CHUXKEHVEM Liepynonna3mnHa B nepude-
pUYeCKon KPOoBK, yBEIMYEHMEM IKCKPeLn Mean B CyTou-
HOW MouYe, a TakKe Hanunumem Konel Karizepa-Onenwepa
Ha porosuLe rnas, 6ol BbiCTaBeH AnarHos: lenatoneHTuKy-
nApHanA gereHepaums, abgomnHanbHaa ¢opma. ConyTcTBy-
owne 3a60s51eBaHNA: XPOHUYECKUIA NMOBEPXHOCTHLIN ped-
NIOKC-TacTpU1T, accoummpoBaHHbin ¢ Hp. [loBepXHOCTHbIN
ayoneHuT. pbiKa MULWEBOAHOrO OTBepCTMA Auadparmel.
XpoHMYecknin naHKpeaTut, obocTpeHue. ucmetabonunye-
CKaa NofiMHenponaTa C NPenMyLLeCTBEHHbIM NOpPaXXeH -
€M HVXKHUX KOHEUYHOCTeN, CEHCOMOTOpHas dopma.

BonbHomy 6bina noctaBneHa abpgomuHanbHas ¢opma
renatoneHTUKynApHon paereHepauunn. Hesponorunyeckas
CUMMTOMAaTMKa Obla obbedvHeHa B COMyTCTBYlOLlee 3a-
6oneBaHue, Tak Kak Mmelolmeca y 60NbHOrO HEBPOOru-
yeckre CYMMNTOMbI He COOTBETCTBOBA/IN TEM, KOTOPble Ha-
6ntogatotca y 60nbHbIx ¢ BBK. Y 6051bHOro Ha nepsbii nnaH
BbIXOAWUNN cNaboCcTb N OHEMEHUE B HVXHMX KOHEUYHOCTSX,
HapyLlleHne YyBCTBUTENbHOCTM B HUX, YTO He XapakTepHO
ana BBK, npu KoTopoi 4yBCTBMTENBHOCTb OObIYHO COXpa-
HeHa. BmecTe ¢ Tem, TnnyHbIX AnA BBK cumntomoB B Buge
MbILIEYHOW PerngHoCTy, MMNepKNHe30B M PacCcTPoMNCTBa
NCUMXUKK Y 60NIBHOTO He 6bl10. B ronoBHOM Mo3re 06blUHO
nopaxatotcA 6asanbHble raHruUy, 3ybuyatoe AAPO MO3XKeY-
Ka 1 yepHasa cybCcTaHUuMA, Yero He OTMEUEHO y Halero 60sb-
Horo npu MPT. Ho n3BecTtHO, UTO HeBponornyeckne CMm-
ntombl Npu BKB HepeaKo noaBnAOTCA NO3Xe, Ha GoHe yxe
MMeloLLIerocs MopaXxeHus neveHun. Kpome 3Toro, nosiBneHme
CUMMNTOMOB MOpPaXeHNa HePBHOW cMCTeMbl Npy 3aboneBa-
HUAX NeYeHN MOXKeT ObITb BTOPUYHbBIM, 00YCNOBNEHHbIM re-
MaTOreHHbIM JENCTBMEM.

B cTaumoHape nauneHTy 6blI0 MPOBedeHO criedyollee
neyeHmne: AEe3NHTOKCUKALMOHHAA Tepanusa (B/B KamnenbHO
Pemakconom 1 pa3 B cyTku, Kypc — 11 gHeln; PeambepuHom,
P-pOM HaTpusa xnopuaa C gobaBneHnem p-pa uutodnasu-
Ha 2 pa3sa B cyTKkK, Kypc 10 gHen), renatonpoTeKTopsbl (B/B
CTPYWHO, 3aTem KanenbHo p-p ®ocdornnd 1 pas B cyTKky,
Kypc 11 AHen), NPOKMHETUKN (p-p MeToKnonpammaa BHY-
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TPVMbILLIEYHO, 2 pa3a B CYTKW, KYpcC 4 OHA), IMIOKOKOPTUKO-
cTepouapl (aekcametasoH 12 mn B/B CTPYIMHO, KypC 7 OHeN,
B/B CTPYMHO 8 Mr Kypc — 13 gHel), MOYeroHHble npenapa-
Tol (p-p Pypocemnga B/B CTPyiHO 20 Mr B CyTKM Kypcom 3
[HsA, B/B CTPYNHO 40 Mr B CYTKN KYpCOM 7 fiHel, B/B CTpYi-
HO 60 Mr B CyTKM Kypcom 10 gHen). ractponpoTeKTopsbl (B/B
KanenbHo: p-p ®amoTMANHA, 2 pa3a B cyTKK, Kypc 11 gHen;
kancynbl Omenpa3sona 20 Mr BHYTpPb 2 pa3a B CyTK/ A0 efbl,
Kypc 10 gHen), depmeHTaTMBHbIE NpenapaThbl (MaHKpeaTuH
30 EQ} 1 TabneTtka 3 pa3a B CyTKM BO BpeMs efbl, Kypc 21
[eHb)), BuTamuHbl rpynnbl B (B1, B6, B12, B/B cTpyiiHO, 1 pa3
B CYTKW, KypC 4 OHA), SHTepOCOpPOEHTbI (HEOCMEKTVH Mo 1
nakeTuKy 3 pasa B CyTKM 3a 1 yac fo efpl, Kypc 10 aHen).
Mommmo 3T1oro, 6biNa NpoBefeHa reMocTaTnyeckas Tepanus
(p-p OTam3mnata HatpumA 12,55-2,0 B/M 2 pa3a CyTKU Kypcom
7 [OHeln) n KoppeKuusa runoanbbymmHemunn (B/B KanenbHO
p-p AnbbymnHa 5% no 100 mn yepes fieHb Kypcom 7 fHeNn).
Linanko6anamun 1000 Mr BHYTpMMbIWEYHO, 1 pa3 B CYyTKH,
Kypc 17 gHen.

B pesynbraTe jleueHna COCTOSHME MALMEHTA Yny4luu-
NOCb: McUe3na COHIMBOCTb B JHEBHbIE YacCbl, YMEHbLUNINCH
obuwan cnabocTb, agnHamua, cnabocTb B KOHEYHOCTSX, ro-
NOBOKPYXXEHUNE, XENTyXa KOXW U CKiep, NpeKkpaTtununcb
TOLWIHOTA, PBOTa, NepecTana 6ecnoKonTb TAXKECTb B NMPaBoOM
noapebepbe, HOPMaNM30BancA CTyf, BOCCTaHOBWACA anne-
T, 6ONbHON NepecTan TepATb Bec. Micues oTeuHo-acumTU-
YeCcKuin CMHAPOM, OAHAKO HEBPOJIOrMYeCKas CUMNToOMaThKa
0CTaBaslaCb Ha NPEXXHEM YPOBHE.

N3meHunnce 1 nabopatopHble nokasartenu. Hopmanu-
3oBanncb CO3, nokasaTtenb afbbymMuHa M B Koarysnorpam-
Me — NPOTPOMOMHOBbIN NHAEKC, PrbprHoreH n AYTB. 3Ha-
UYNTENIbHO YMEHbLUUINCL MOKa3aTeny obuiero n npamoro
6unnpy6buHa (48,8 n 33,6 mkmonb/n). B meHbLUen cTeneHwy,
HO BCe-TaKM YMEHbLUWINCh, MO CPAaBHEHNIO C AaHHbIMMW NP
noctynnexuu, yposHu AJIT (570,6 en/n). ACT (124,4 ea/n),
W®d (278,4ep/n), depputnHa (636Hr/mn), a B Koarynorpam-
Me — NPOTPOMOUHOBOE Bpems (9,9cek). BmecTe ¢ Tem, no-
BblCMNNCb ammnasza Kposu (535,5eg/n). ITTIM (576,6en/n),
4TO, BO3MOXHO, 00YCNIOBJIEHO 0OOCTPEHKIEM XPOHNYECKOTO
naHKpeaTuTa.

BonbHoW 6bin BbINMCAH 13 CTaUMOHapa Ha AanbHelnwee
ambynaTopHoe neyeHve CO cCrefyloWUMn pekomeHdauu-
Aamu: koHTponb OAK, OAM kaxpgple 2 Hepgenu. B anHamunke
Y3/ opraHoB 6plowHON nonoct yepes 3-6 mecaAues. Jle-
yeHue: renatonpoTeKkTopbl— rentpan no 400Mr AnnTenbHo.
MepgbanumuHupytowasa Tepanna — T. MeHnyunnammHa-Ha-
1B (Mnn KynpeHwun) no 250 Mr BHyTPb HaTOLIaK B TeueHune
7 QHen C nocneayoLwmm nccnegoBaHnemM CyTOYHOM SKCKpe-
UMM Meam C MoYOoN C uenbio nopgbopa noanaepkuBaioLlen
[03bl. B TeueHne cnepytownx 4-x Hegenb A03y NeHUUUINa-
MMHa noBblwaTb Ao 450-500 mr/cyT. AnnTenbHO — BUTaMnH
B6. 3HTepocopbeHTbl BHYTPb 3 p/CyT 9 AHEN Kax bl MecaAL,.
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BblI0 PEKOMEHAOBAHO HAbMIOAEHUE TAaCTPOIHTEPOSIOrOM,
HEBPOJIOrOM, MPOBeAEeHNE TEHETUYECKOrOo UCCNeaoBaHNSA
Ha 6one3Hb BunbcoHa — KoHoBanosa.

Mpwu pasroBope c 605bHbIM CYCTA NoArofa nocse Bbl-
MNCKM M3 CTaumMoHapa BbIICHEHO, YTO B CBA3M C Hebnaro-
NPUATHON aNngemMmnonornyeckorn oéctaHoskon no Covid-19
6onbHOM K Bpayam He obpallanca, ONoNHUTENbHble uccne-
[l0BaHUA He NPOXOAWA, NPUMEHAN PeKOMeHOBaHHble Npwn
BbINMCKE M3 CTauMoHapa npenapatbl. 3abonesaHne npo-
JOJKaeTca No BOJSIHOOOPA3HOMY TWMY C MEPUOAUNYECKUM
YCUNIEHVEM KENTYXW, CUMMNTOMOB MHTOKCUKaLMK, KOTOpble
MoCTerneHHO CHUXKATCA, U COCTOAHME ynydwaetcs. o cno-
BaM GONIbHOrO, COXPaHSAIOTCA CnabocTb 1 nepuoanyeckmne
60NN B HUXKHUX KOHEUYHOCTAX, MPUCOeaNHUANCH 60NK B KO-
neHHbIx cyctaBax. OfHaKko Ha GoHe peKoMeHI0BaHHOrO fe-
yeHuA, cobnofeHna aneTbl U pexnma 6onbHOM 3a 3To Bpe-
M npubasun B Bece noutu 20 Kr (Bec B HacToALlee Bpems
67 Kr).

OCO6EHHOCTBIO [AHHOTO KJIMHWYECKOrO Cily4yas siBAs-
€TCA TO, YTO KJIMHUYECKME CUMMTOMbI 6ONe3HU, NO3BONMUB-
wue 3anopo3putb bBK, passunuct y 6onbHoro B 34 ropa.
Bo3moXHO, 3aboneBaHne npoTeKkano NaTteHTHO, uan Obino
3aMaCKMpPOBAHO XpoHuueckummn bonesHammu KKT, npu Ko-
TOpbIX GYHKLMOHaNbHOE COCTOAHME MeYeHn 1 noKasaTenu
HapyLlweHun obMeHa Meau B OpraHM3Me paHee He mccre-
[OBannCb, U HEBPONOTMYECKOW CUMMTOMATUKN Yy 60/IbHOTrO
He 6bino.

BonesHb BunbcoHa-KoHoBanosa 4OBOMIbHO peaKan na-
TonoruA. 3aboneBaHne HOCUT MPOrPeCcCMpYIoLWMn XapaK-
TeP U COMPOBOXAAETCA MHOTOUMCIEHHBIMU OC/IOKHEHN-
AMM, KOTOPble HOCAT YrPOXaKoLWMNA XapakTep ANs KU3HK,
BEAYT K MHBANNAHOCTW 11 CMEPTM 6OMbHBbIX, MO3TOMY Upes-
BblYaiHO BaXXHa PaHHAS AMarHOCTMKa 6GOne3Hu, a CBOEB-
peMEeHHO HauaTasl maToreHeTUyeckas Tepanua Mo3BonA-
eT NPeAoTBPaTUTb TAXENOoe TeueHne U MPOAJSIUTb KU3Hb
60nbHOroO.
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