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AHHOTanus

Bonesnp Bunscona-KoHoBasioBa — pefikoe HacjieZicTBeHHOe 3abosieBaHMe, MepejjaBaeMoe 10 ayTOCOMHO-peLieCCUBHOMY
TUITy, BCTpeuarolieecst ¢ yacTotod 30 c/yyaeB Ha 1 MWUIMOH HacejeHUs U MOXKeT K/JIMHMYeCKH MaHU(eCTUpOBaTb Kak B
JIleTCKOM M TIO[pPOCTKOBOM, Tak M B Oomee crapuieM Bo3pacte. IIpd OTCYTCTBHH Me[b-3/IMMHHUPYIOLIeH Teparud 3TO
3abosieBaHue SIB/SIeTCS PaTabHBIM.

OymbMUHAHTHOE TeueHHe Oosie3sHM BusbcoHa-KoHoBanmoBa siBsieTcsi GBICTPOIPOrpecCHpYIOLM 3abosieBaHUEM, TIPH
KOTOPOM CTPEMUTEbHBIMMA TeMIaMH HaCTyTaeT 3HauWTe/bHOe YXyALIeHWe COCTOssHHs OonpHOro. laHHOe 3abosieBaHue He
BCer/ia HauMHaeT CBOW KJIMHWYeCKHUe MPOSIBIEHUS C TUITIMYHOM CUMIITOMaTUKU. CTOUT OTMETUTh, UTO 1 UCK/IFOUEHUs Jpyroi
STHOJIOTUU TIOP)KEHUs TieueHU (B T.U. BUPYCHOM), TpeOyeTCs [OCTaTOUHOE KOJIMYECTBO BPEMEHM M WCC/IEIOBAHHUM, UTO
nozTBepXKAaeT (akT CJIOKHOCTH JUarHOCTUKY 3abosieBaHus. [IpefcraBieH KJIMHUUECKUH ciydyaid ynbMUHAHTHOTO TedeHUs
Oone3nn BunbcoHa-KoHoBanoBa y pebGeHka 12 jieT, mpyd KOTODOM BOBpeMsI IIOCTaB/eHHBIN /[UarHo3 U paLjOHAIbHO
nofio0paHHbIM MeTO/ JIeUeHUs TI0Ka3a/Iu BICOKYHO 3(PQEKTUBHOCTS.

KmoueBsble cioBa: bosiesus BunbcoHa-KoHoBasioBa, ¢y/isMUHAHTHOE TeueHue, KITMHUYeCKUM cayydait.
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Abstract

Wilson's disease is a rare autosomal recessive inherited disorder with an incidence of 30 cases per 1 million population and
can manifest clinically in childhood, adolescence and older age. In the absence of copper-elimination therapy, the disease is
fatal.

The fulminant course of Wilson's disease is a rapidly progressive disease in which a significant deterioration of the
patient's condition occurs rapidly. This disease does not always begin its clinical manifestations with typical symptomatology.
It is worth noting that to exclude other etiologies of liver damage (including viral), a sufficient amount of time and research is
required, which confirms the fact of the difficulty of diagnosing the disease. A clinical case of fulminant course of Wilson's
disease in a 12-year-old child is presented, in which timely diagnosis and rationally selected method of treatment showed high
efficacy.

Keywords: Wilson's disease, fulminant course, clinical case report.

Beepenue

Bosne3nb BunbcoHa-KoHoBanoBa — pejikoe HacsieicTBeHHOe 3abosieBaHue, repesiaBaeMoe M0 ayTOCOMHO-DPeLieCCUBHOMY
TUIy, BCTpevatoijeecss ¢ yactotoi 30 ciayuaeB Ha 1 MwiimMoH HaceneHus. ITockonbKy maroreHe3 3abojieBaHusl CBSi3aH C
TeHeTUUECKUM HapylleHreM oOMeHa LIepy/ION/ia3MHUHAa M TIOCTEAYHOUIMM M3J/IMIIHAM HAaKOIUIEeHHeM MeJy B OpraH3uMe
(MpeuMylLleCTBEHHO B I€YeHH), TO OCHOBHBIe K/MHWYeCKHe IpOSIBIeHMs, Jarolife BO3MOXXHOCTb 3allOflo3pUTh [AHHYIO
TMaTOJIOTUI0 HAUMHAIOT TMPOSIB/STHCS YK€ B MOJIOZIOM BO3pacTe, NMperMyLleCTBEHHO B MEpUO/ M0JI0OBOro co3peBaHUsi. CoriacHO
CTaTUCTUUECKUM JIaHHBIM, TIPH OTCYTCTBUH Teparmu, Vv 43% O00/bHBIX, Bo3pacToM 13 et (12 roga), oOHapy>XUBaeTCs
LUppOTHUeCcKast TpaHC(opMarLHs reyeHu.

Bosne3nb Bunbcona-KoHoBasnoBa siBnisieTcsi 3a00/ieBaHHEM CO CJIOXKHBIM T1aTOTEHETUYeCKMM MEXaHU3MOM, B TIpolLiecce
KOTOPOI'0 TOPaKarTCsl pas/MuHble CHCTeMbl OpraHusMa. Takke [JOCTAaTOUYHO HM3Kasg 4acToTa BCTPeUYaeMOCTU [aHHOIO
3abosieBaHUs OO0y C/IaB/IUBAET [IUTE/IbHBINA JAUArHOCTUYECKUN TIOMCK, C L[eJIbI0 MCK/IIOUEHMs APYTHUX MaTojOTHM U TOYHOTO
TIOATBEPXKJEHUST flaHHOM Oosie3nn. [ToMMMO 3TOro, M3-3a T€HETHUECKOW MPUPOAbLI 3TO 3abosieBaHUe TPYAHO TOAAAeTCS
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KOHCEpBaTHBHOﬁ Teparinu, 0COOEHHO TIpU TSOKEJIOM Te€Y€HHH, B Clydde KOTOPOro €JIrMHCTBEHHbIM criocobom 3(1)(1)EKTI/IBHOFO
JieyeHUs ABJIAeTCA TPAHCIIJIAHTallks ITeYeHu.

MeTto/bl U IPUHIUIIBI HCCTe/J0BAaHUS

Lenb paboTsl. [TpeacTaBUTh U MPOAHATM3MPOBATh KIMHUUECKUI CTyval marueHTa ¢ 6oies3Hbio Buibcona-KoHoBasosa.

3ajiauu MCcieI0BaHUS: TIPe/CTaB/IeHe KIMHUYEeCKOro C/lyyas MaryeHTa ¢ (yJbMUHAHTHBIM TeueHre 6o/e3Hu BuibcoHa-
KoHoBaoBa; ocBelljeHHe TPYAHOCTH JUarHOCTUPOBaHMs 3a00/ieBaHus, B TOM UKCJIe mpolecca AuddepeHLraIbHOTO MOMCKa;
ZeMoHCTpars 3¢GeKTUBHOCTA COBPEMEHHBIX METOZOB JieUueHUs TPU CBOeBPEMEHHO MTOCTaB/IeHHOM /IMarHo3e.

Marepuansl ¥ MeTozibl. V3yueHa uctopusi 6o/e3HM manpieHTa 24 jieT, KOTOpbIi HAaXOJUTCsl Ha aMOy/1aTOPHOM JiedeHUH B
00O «HoBomen-OM» 1. CapaHcka c guartHo3om: Lluppo3 meuenu B ucxofie bosnesnn BusbcoHa-KoHoBanoBa cMeliaHHOU
¢dopmbl, JekoMmIieHcHpoBaHHbIA. C CUHJpPOMaMu LIMTO/NW3a, XO/ecTasa, MOpTaJbHOW TUMepTeH3ud (TreraTocruieHoMeraus,
acluT), eueHOUHO-K/IeTOYHOM HeZloCTaTOYHOCTH.

IMpoaHa/nM3UpOBaHbl OMUCAHHBIE B HAyyHOM JIUTEpaType KJIMHUUECKWe C/yyau TMalueHToB C 0ose3Hbio BuibcoHa-
KoHoBasioBa [iji1 Bblfle/ieHUsI OCOOEHHOCTeH TeueHUs y Tpe[cTaBieHHOro OonbHOro. IIpoBejieH omMcaTenbHBbIA aHaIU3
Tepanuy, OCHOBAHHBIM Ha COBPEMEHHBIX POTOKO/IaxX JIeUeHUs.

Kimanueckui ciryuyau

Maupent B. 12 net, moctynun 20 aekabpst 2012 roga B «JIeTCKy0 peciiyO/IMKaHCKYHO KIMHUUECKYH OO/IBHUIY» T.
CapaHck, ¢ xanobamu Ha c1abocCTh, 601 B KUBOTE U YBeJTMUEHHe KHBOTa B 00beMe.

V3 aHamHe3a M3BECTHO, UTO C HOSIOpsi 3TOro ke rofa 60/ibHOro Hauanu OecrioOKOMTh CyXol Karenb M cyOdebpunbHas
TeMrepaTypa, Npu obpaijeHud B amOynaTOpHOe yupexJeHue Obln BBICTaB/IeH JUarHo3: OCTPbIi OPOHXWUT W Ha3HaueHo
cooTBeTCTBeHHOe JieueHre. Ha ¢oHe MpoBoAKMMOI Teparnuy yepe3 Tpoe CyTOK NMPHUCOeAUHNINCH JKano0bl Ha 00/M B )KUBOTE, a
TaKXe Ha 00/ B JIeBOM KOJIEHHOM cycTaBe. BosbHOMY ObUIO BBIJAHO HaripaB/ieHHe Ha OMOXHUMHUEeCKWil aHaiu3 KpOBU OT
27.11.2012, Ha KOTOPOM OBIIIO OOHAPY)KEHO YBe/IMUeHHe MeuéHOUHBIX 1Mp00. B CBSI3U C 3THIM U COMHUTENBLHOM KIMHWYEeCKOH
KapTUHOM, 6OomMbHOMY B aMOysiaTOpHBIX YCIOBUSIX OBUT BBICTaB/eH [UarHo3: JJUCKWHe3Ws >KeTUeBBIBOJALIMX MyTed u
Ha3HaueHa Teparus kKeJJUerOHHbIMU TperiapaTaMu.

12 nekabpst 2012 roga, 6oneHOM B. rocnivtanusuposad B LIPB, rjie rnpousBe/ieH psifi MHCTPYMEHTAIbHBIX UCC/Ie[0BaHUH, a
VIMEeHHO:

YnBTpa3sByKOBOe UCC/Ie/j0BaHNe OpraHoOB OpIOIIHOM I0/I0CTH. 3aK/IroueHNe: TIPU3HaKY refarocrjieHoMeraauy, cBoboAHo
JKUIKOCTH B OpIOIIHOM TIOJIOCTH, B MajioM Ta3sy, B NPaBOM I/IeBpa/JbHON MOMOCTH. Pe3Kkoe yBenndyeHHE JKeTYHOTO ITy3bIps,
yBe/IMUueHue NofpKeny0uHOM Kere3bl C peakTUBHBIMU U3MeHeHUsIMH.

O630pHast peHTreHorpadusi OpraHoB IPyAHOM KIeTKH. 3aK/toueHue: IIpaBoCTOPOHHSISI cerMeHTapHasi mHeBMoHust S9-S10.

B 3TO0T Xe ZieHb 60/bHOM ObUT TiepeBe/ieH B «Pecny0O/iuKaHCKY0 MHPEKIMOHHYI0 KTUHUYECKYH0 OOBHULY» C JUAarHO30M:
BHebOonbHMYHAs TPABOCTOPOHHSISI CeTMeHTapHasi THEBMOHUsI, BUPYCHBIN TelaTWT 1107, BOMPOCOM. B cTalmoHape mosyyarnt
COOTBETCTBYIOIIleE JIeUeHHe, a TakKKe Oblla MUCK/IIOUEHA BUPYCHas 3THOJIOTUS TopakeHus neueHd. 20 nekabpsi 6osmbHOW B.
IMepeBeneH B «JIeTCKyt0 pecriyOIMKaHCKYHO KIMHUUYEeCKYH0 O00bHULY» T. CapaHCK C MarHO30M: TelaTUT HesiCHOW STUOJIOTHH,
LIMppO3 [leueH!, CUH/POM MOPTa/IbHON THUTIepTeH3UH, [TeueHOUHasl HeloCTaTOUHOCTb.

OOBEeKTUBHO COCTOSIHWE TIPU TOCTYIIEHWH paclieHeHO Kak Tsokenoe. JKMBOT yBeqnuyeH B 0ObeMe, IOIOKUTE/bHBIA
cumnToM GuirokTyauuu. [leyeHb BBICTYTAeT W3-Toj, Kpas pebepHOM nyru Ha 5 cM, pasmepsl neueHu no Kypnopy: 15x14x13
CAHTUMETPOB COOTBeTCTBeHHO. Cesie3eHKa BBICTYIAeT W3-TOf Kpas peGepHOW Ayru Ha 5 cM. [To/IOKUTe/TBHbIE CUMITTOMBI
Kepa, OpTtHepa 1 Menpens.

B pesynprarax 0OIeKIMHUUECKUX J1aOOpPATOPHBIX METOJOB WCC/IeOBAHUM, MPOBeJeHHbIX B mepuof ¢ 13.12.2012 mo
11.01.2013, oTMeyasoCh M3MEHEHHe OIpee/leHHbLIX ITIOKasaresel [0 C/eAyIOIUX 3HaueHHi: eldkouuros go 18,1x10%mw
TpombGorionerust o 91x10%n, yckopenne COD g0 39 MM/4, TIOBBILIEHHE YPOBHs IIe/IOUHOM (ocdarassl g0 732 en/n,
nioeeltienye I'T'T mo 221 en/n, ToBbIIIEHHWe TI0Ka3aTelel amuiasel o 317 en/s1, TuroKanbliemMus Ao 1,12 MmMmons/n. B obiiem
aHajM3e MOUM 0TMeuasiach MpoTenHypus, 6enok — 150 r/m.

TakKe MpoBeieH J1ab0paTOPHBIN aHalMM3 Ha CYTOUHYIO 3KCKPELMio Meau ¢ Mouoi ot 14.12.2012: cyTouHas 3KCKperus
Meau ¢ Mouoit 0,12 mr B 1 iutpe mouu (Hopma 0,04 — 0,1 mr).

Metogom OTZIC ObLIM BBISIBIEHBI 3PO3UM  JBEHAZALIATHIIEPCTHOM KWIIKH, TUIIEPIUIACTHYECKUM TacTPOAYOAEHUT U
racrpo33odareanbHbiii pedokc.

IMo AaHHBIM YJABTPA3BYKOBOTO HWCC/IEA0BAaHMSI OPraHOB OpIOIIHON MojocTH (B AvHamuike oT 29.12.2013) BbIHECEHO
3aK/IIoueHue: TIpU3Haky Au(Ey3HOro YIyIOTHEHHUs NapeHXUMbI IeyeHH ¢ (uOpO3HbIMU M3MEeHeHHSIMH, CUH/POM IOpTabHON
TUIepTeH3UY, yBe/lMueHe TMOpKeNyL0uHON ene3bl U 1oyeK B oObeMe. EfiuHNUHBIe Ka/nblMHATHI B cene3eHKe. CBOOOjHAs
JKHIKOCTh B ODIOILIHOI IT0JIOCTH B TIPABOM JIaTepalbHOM KapMaHe, )KUJKOCTh B TIPABOY MJIeBpasIbHOM 110710CTH 20 ML

C uenbio Haubosiee TOUHOM BepUQUKAIMK [UarHo3a, HasHaueHo MPT opraHoB OpIOIIHON MOOCTA U 3aOPHOLIMHHOTO
MPOCTPAHCTBA, IO pe3y/lbTaTaM KOTOPOrO BbIHECEHO 3aK/IoueHWe: [emarocriieHoMeranausi, IaHKpeaTUT, eQUHUYHBIE
Ka/IbLIHATHI B Ce/le3eHKe, aCL{uT.

Ha ocHoBaHuu >kanob, aHaMHe3a W JaHHBIX JIaOOPaTOPHO-WHCTPYMEHTATbHBIX HCC/IeOBAaHUKM BLICTABIEH [UArHO3:
OcHoBHoI: VpionaTHueCcKril BLICOKOAKTHBHBIN TeraTryT, reueHouHast HefjoctaTtouHoCTh I11 crenenu. ITogo3peHue Ha 60/1e3Hb
BunbcoHa-KoHoBasioBa, remnaroLie/UIFO/IAPHY0  KapuuHoMy. OcC/IOKHeHMsI OCHOBHOrO JuarHosa: Lluppos rmeuenw,
nporpeccupytolljee TedeHrue. CUH/POM NOPTanbHOM rUnepreH3nu. AcIT. IIpaBoCTOpOHHUI TH/IPOTOPAKC.

YunuTbiBass OCHOBHOM [JMarHo3, a TakXe ero OC/JAOXKHEeHHWs, TalueHTy ObUI0 Ha3HaueHO JieueHHe: C
TIPOTHUBOBOCIIA/IUTE/IbHOM 11e/Ibl0 — TIPeJHU30/I0H B Jl03e 2 MI/KI, BHyTPUBEHHO B CYTKH, B NOC/Ie/YIOLleM PeXHUM Teparuu
v3MeHeH Ha 1,5 MI/KI BHYTPHUBEHHO B CYTKH; C IIe/bl0 KOPPEKLMHY 1T0TepH BHEKJIETOUHOW JKUJKOCTA — CTepo(yHAUH B [j03e
500 M1, BHYTPHMBEHHO B CyTKU; C JUyPeTUYeCKOH 1L1eNbl0 — MaHHHUTOJ B Zio3e 1 I/KT, BHYTPUBEHHO B CyTKH; Pypocemus B
Jlose 1 MI/KI, BHYyTPUBEHHO B CYyTKHU; CIIMPDOHOJIAKTOH 25 MI' B CyTKM, BHYTpPb; auerasosamuf, 250 Mr B CyTKW, BHYTPb C
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JIeTOKCULIMPYIOIlel 1le/Ibl0 — OPHUTHH, BHYTPUBEHHO; C Lie/IbI0 CHIWKEHUs CEeKpeLMM CO/ISIHOM KHC/IOTBI B JKelyflke —
oMerpasos B fo3e 20 MI, BHYTPUBEHHO B CYTKH; 330Merpa3on 20 Mr B CYTKH, BHYTpb; C IlIa3MoO3aMelljatollel lienp —
anbbymuH B f03e 0,7 T/Kr, BHYTPUBEHHO B CYTKH; CBe>Xe3amopokeHHas ruiasma B(III) Rh* B go3e 20 Mr/kr BHyTpUBEHHO B
CYTKHM, CO CHIDKEHUEM f103bl 70 10 MI/KT; C reMOCTaTU4YeCcKOW Le/Ibl0 — MeHa/JuoHa HaTpus Oucyabdut B go3e 15 mr
BHYTPHBEHHO B CYTKH; C TelaTONpOTeKTUBHOMN 1ie/lbl0 — afieMeTHOHUH B fio3e 400 Mr B CyTKH, BHYTPUBEHHO MeTOZOM
TUTPOBAHUS; C MPOTEOJIMTUUECKOM Liesibto — anpoTuHuH B fio3e 100 000 Ep, 4 pasa B CyTKM, BHYTPUBEHHO; C Lie/biO
TOBBIIIEHUS] NEPUCTA/IBTUKY KHIIEUHWKAa — JIakTyn03a B fo3e 30 M B CYTKM, BHYTPb; C Lie/bI0 TIOBBILEHHUS YPOBHS
snektpomuToB (K'Y, Mg?) — Kamusg ¥ Mardusi acraparvsar B fo3e 350 MI' B CYTKH, BHYTPb; KETYETOHHOW IIE/bI0 —
ypCofe30KcHxosieBas KUca0Ta B fo3e 500 Mr B CyTKU, BHYTPb, B IIOC/IeYIOIL|EM pe)KUM Tepanuu usMeHeH Ha 1000 Mr B CyTKy;
apTUILOKA JTMCTheB 3KCTPakT B flo3e 200 Mr B CyTKH, BHYTPb; C FaCTPONPOTEKTHUBHOM 1ie/Ibl0 — BUCMYTa TPUKaIUs JULIMTPaT B
no3e 120 Mr B CyTKH, BHYTPb; C CIIa3MOJIMTUUECKOM 1]e/Tbi0 — MebeBepuH B /103e 135 Mr B CyTKH, BHYTPE;

[Bakabl IPOBOAMIACE MYHKLVS TTPABOM I/IeBpaIbHOM TIO/IOCTH C 3BaKyallye sKccyara.

OpHako Ha (oHe TPOBOAWUMOM TepanmMy y MaryeHTa OTCYTCTBOBaJa IIOJIOKUTeNbHas [UHAMHKa, He HaOmomanoch
HOpMa/IM3allii  (PYyHKMOHA/BHBIX TpO0 TIeueHH, YXYALIAIMCh TI0Ka3aTe/ld TreMOCTas3a, a TakXe IpOrpecCHpOoBaH
LIMPPOTHYECKIEe U3MEeHEeHHsI TIeueHH C CHHIPOMOM TOPTa/IbHOM rurepTeH3ud. C yueToM BbILIeNepeurcIeHHOTO, MalueHT ObuT
HarpaBJieH Ha JOTMOTHATEILHOe 00C/Ie/joBaHre U U3MeHeHUs TaKTUKY jeueHust B ®I'BY «PHIIX um. akaz. b.B. ITeTpoBckoro»
I. MoCKBa C Lje/Ibl0 OKa3aHHUs1 BbICOKOTeXHOJIOTMUHON TTOMOIIU.

IMoctynue B ractposHrteposnoruueckoe otaeneHve «PHIIX wuM. akaz. B.B. IletpoBckoro» r. MockBa, 6onbHOMY B. Ha
OCHOBaHMU TPOBeJIeHHBIX J1ab0paTOpHbIX UCC/Ie0BaHUI (CHIKEHHe YPOBHS Liepy/Ior/jia3sMHMHa, SKCKpeLysl Med B CyTOUHOH
Moue 842,3 Mr/cyTku, yBenuueHue (EpMEHTOB IUTOMM3a, OWIMpyOuHeMuu, (pepMeHTOB Xosiecta3a) ObUT BbICTaBJ/eH
KIMHAYeCKUH  [MarHo3: LMppo3 IedeHW B HUcxofie OosmesHn BunbcoHa-KoHoBanoBa  cmelnaHHONW — (opMB,
JleKOMIIEHCUPOBAHHBIA, C CHHJpOMaMHU LMTO/M33, XOjecTa3a, IIOpPTAaJbHOM TWIEPTeH3UH, [eUyeHOYHO-KJIeTOUHOH
He/I0CTaTOYHOCTHU. ITokaszaHa TpaHCIUIaHTAaLUs TIeYeHN.

[Tocne TIpoBefeHUs1 [OTOMHUTENBHBIX METOZOB 00C/ej0BaHUsl, KOTOpble He BBISIBUIM TPOTHUBOIOKA3aHUNA K
TpaHCIVIaHTAL[UY TIeYeHH, U TIpeoTiepariioHHON ToaroToBky, 04.02.2013 naHHOMY 60/1bHOMY ObLTa TIPOBE/IEHA TenaT3KTOMUs
C coOXpaHeHHeM HIDKHeH N0/101 BeHbl, OPTOTONHYeCKas! TPaHCII/IaHTaLMs JIeBOM [I0/IN [TeueHu OT MaTepH.

B nocneonepanyoHHoM nepuofie obpamlana Ha cebs BHUMaHMe OOWIbHAs W [JJIMTe/IbHOEe BpeMs I1POJOJDKaBLIAsCS
nasMapess IO CTPaxOBOYHBIM JpeHaxaM. Ha 36-e CyTKuM moC/e ONepaTMBHOIO BMeLIATe/IbCTBA, Y/BTPa3’ByKOBbIM
WCCe[joBaHreM, ObLT TIOATBEPIK/EH MPOTSHKEHHBIN CTeHO3 COOCTBEHHOW apTepuu TpaHCIvIaHTaTta. B cBs3u ¢ uem 12.03.2013
OoNbHOMY TIpOBeZieHa aHrvorpadusi YpeBHOTO CTBOJA, Oa/yiOHHAs aHTMOIIACTHKA apTepyil MeueHOYHOTo TpPaHCIVIAHTaTa.
HecmoTpst Ha afileKBaTHO TMPOBOAVMYIO Teparvio IoC/e JaHHOro BMemaresnscTBa, 28.03.2013, mo JaHHBIM KOMITbIOTEPHOU
ToMorpaduy, BbISIBIEH CyOTOTa/bHBIA pecTeHO3 apTepuy I1eUeHOYHOTO TpaHCIIaHTaTta. B TOT ke [eHb BLIMO/HEeHa
aHrrorpadus YpeBHOTO CTBOJIA, OUQYPKALMOHHOE CTEHTHUPOBAHKME apTEPHH MEYeHOUHOro TpaHCIlaHTara. Yepes ceMb CyTOK
TI0CJIe JAHHOTO BMeIaTe/IbCTBa, 110 pe3y/bTaTaM y/IbTPa3ByKOBOIO MCC/eA0BaHUs AUarHOCTUPOBAH OCTPBIM TpoMO03 apTepun
MeYeHOUHOro TpaHCIIaHTaTa. IlaljMeHT SKCTPEHHO [OCTaB/leH B OIepaljUoOHHYyl0, [[e IIOBTOPHO Oblna BhINO/IHEHA
a"rrorpadusi YpeBHOTO CTBOJA, OanIOHHAsE AHTUOIVIACTHKA apTepyil Ie4eHOYHOr0 TPaHCIIaHTaTa.

Uepes Hezieto 00I1jee caMOUyBCTBHE IMaL{eHTa 3HAUMTEIBHO Y/IyUIIIIOCh, COMaTHUeCcKoe COCTOsIHHe O0/IbHOTO MPU3HAHO
VAOBJIETBOPUTE/IBHEIM. [l0C/Te TpOBeJjeHUsT KOHTPOJIBHBIX J1abOPaTOPHBIX WCCIeN0BaHWH, OTPa)KAIOLIVX TOT0XKUTETbHYHO
JVHAMUKy OMOXMMHUEeCKHX TIOKa3aTeled KpOBW, MAlMeHT ObLI BBIMHCAaH M3 CTaljMOHapa mof amOynatopHoe HabmiofeHHe
XUpYpra o MecTy JKUTeIbCTBa U Ha3HaueH M0 )KU3HeHHBIM IT0Ka3aHUsIM TaKpOJIUMYC.

Hernocpe/cTBeHHBIMU KPUTEPUSIMH, OTPaKarolUMU 3¢ (eKTHBHOCTb TIPOBE/IEHHOrO JIeUeHHsl sBJisilaCh HOpMasd3aliyis
nokasaresneii ¢epmenToB nedeny, AJIT u ACT, cHwKeHHe aKTUBHOCTH BOCIA/IUTE/BHBIX NIPOLIECCOB, UTO MOATBEPIK/Aanoch
TOCTeleHHOW HopManu3alyel ypoBHs eliKonuToB U CO3, a TakKe CHIDKeHNe YPOBHSI SKCKPeLM MeJj1 B CyTOYHOU Moue.

B pamkax KOHTpOJsSI COCTOSIHUSI TpaHCIIaHTara, B 2024 rogy ObLia BbINo/HEHa OUOTICUs TIEYeHU JaHHOMY OOJIbHOMY 10
pe3ynbTaTaM KOTODOW BBbIHECEHO 3akK/loueHue: IIPU3HAaKOB OTTOP)KEHHs He BbIsBIeHO. VIMeeTcsi MHUHMMarbHas
HecrieLduueckas UHOUIBTPALUS JUMGOLIUTAMH MOPTAJbHBIX TPAKTOB, KOTOpPAas MOXKET ObITh OOyC/IOB/IEHa AUTETbHBIM
MpUeMOM HMMMYHOZleTIpeCcCaHToB. [laHHOe 3aK/IFoueHHe OIATh ’Ke MOATBep)K[aeT YCIEIHOCTb TPaHCIIAHTaljud IedeHU
JlAHHOMY MaLMeHTy, HO y>Ke B [IOIFOCPOUHOM MepCrieKTUBe.

O0cyxaenue

B mpeacTaB/ieHHOM K/IMHMYECKOM (C/lydae OMucaH 0OosibHOM c  Gone3Hbto  BusibcoHa-KoHoBasioBa, koTopas
MaHH(eCTUPOBaja B paHHEM TO/IPOCTKOBOM Bo3pacte. OMMcaHHBIN Cylyyai, TIOKa3bIBaeT, UTo JlaHHOe 3abosieBaHue He BCerja
HauMHaeT CBOM K/IMHUUECKHE TPOSIBJIEHUS C TUIMAYHOM CHUMIOTOMAaTUKU. CTOMT OTMETWUTb, UTO [Jisi WCK/IIOUEHUs APYToit
STHUOJIOTHU TIOpa)KeHUsi reveHu (B T.4. BUPYCHOI), MOTPeOOBaNOCh AOCTaTOUHOE KOJIMUYECTBO BPEMEHU W UCC/IeJOBAHUM, UTO
MOATBEPXKAaeT (PAaKT O CJIOKHOCTU AUATHOCTUKU 3a00/1eBaHMsL.

JaHHBIA KIMHUUECKUM TpUMep JEeMOHCTPUPYeT TO, UTO [UArHOCTUKA U JiedeHus Oosie3nu BusbcoHa-KoHoBamoBa
BbI3bIBAET MHOXKECTBO TPYJHOCTeH Ha BCeX 3Tarax BeJeHWs IMaljMeHTOB C 3TOW MaTojiorvei. TakuM GOMbHBIM AaxkKe Mocje
YCITeIIHO MPOBEJIEHHOr0 JIeUeHus], T0Ka3aH Pery/isipHbIi MpreM MeJUKaMeHTO3HBbIX CpeACTB, ambynaTtopHoe HabofgeHue, a
TaK)Xe CTPOTUH KOHTPO/Ib OMOXMMHUUEeCKHH TI0Ka3aresield KpOBH, KOHLIEHTPAL[UA YPOBHS MU U LIePy/IOr/Ia3MUHa.

ITpoBoAst CpaBHUTENBHBIM aHaMM3 C KIMHUUYECKMM CiydaeM OosbHOro c 0Gose3Hbio Busbcona-KoHoBanoBa, KOTODBIH
OMHCaH B [IPyrOM HWCC/Ae[0BaHUU [2], MOXKHO BBISIBUTb s 0COOeHHOCTel. B ciiyuae, KOTOpbIN ObUT B3ST AJisi CPaBHEHUS,
onucaHa ciepyromas curyauust: ITanuent C., 10 seT, rocnuTasyM3vpoBaH C OTEUHBIM CHHJPOMOM, aCLIUTOM, yBe/ld4YeHHeM
MeYeHH, CO BPEMEHEeM TPUCOeIUHUIUCH TPEMOP PYK M COCYJUCThbIE 3BE3/[0UKA HA HWKHUX KOHEUHOCTSIX; T0 JIabopaTopHbIM
MOKAa3aTe/isiM aBTOPbI OTMEUAIOT Y Tal[MeHTa aHEMHI0, TPOMOOIUTOIEHMIO, yMEPEHHOE MOBBIILIEHNs] YPOBHS aMHHOTpaHC(epas
(BmepBbie UX TOBBIIIEHHE OTMEeUaeTCsl C LIeCTU/IeTHero Bo3pacTa, B Jja/ibHellIeM WX ypOBeHb HaxoAwscs B npepenax 40-100
En/n), moBbIIeHUsT YPOBHs OW/IMpyOVMHA W TIOBBIIIEHHOTO COJiep>KaHue Mequd B Moue. [laHHBIE 3/1aCTOMETPUU TeUeHU
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COOTBETCTBOBa/IM CTaguu (Gubpo3a F4. YcTaHOBAeH mpe/BapUTe/bHBIA quarHo3: Bosesns BusbcoHa-KoHoBasioBa, 1{Uppo3
TeyeHH.

HecMoTpst Ha CXOXXeCTb JByX 3THX C/Iy4yaeB, a UMEHHO, MOoA0OHOCTh OMOXMMHUUECKUX TI0Ka3areseid, HHCTPYMeHTa/lIbHbIX
JAHHBIX U OT/E/bHBIX KJIMHUYECKUX TPOSIBJI€HUM, a TaK)Ke OTCYTCTBUE B 00OMX C/ydasix MaTOTHOMUYHOTO CHUMIITOMA JiJIst
JlaHHOTO 3abosieBaHus B Buzie Kosell Kazepa — ®neliiiepa, CTOUT OTMETUTh OT/IMUME: B OMMUCAHHOM aBTOPAMH Ciiyuae, /1e0roT
3a00/ieBaHUS SIBISIETCSI OJJHUM U3 KJIAaCCUUECKHX, TOTZA KaK y OMKChIBAEMOro Hamu 00/IbHOro, 60/1e3Hb Hauasa MPOSIB/ISETCS
[IOBOJIbHO Pa3HOOOPA3HBIMU M HETUITUUHBIMUA CUMITOMAaMH, UYTO 3aTPYJHUIO JUAarHOCTUUECKUM TIOMCK. B wurtore, oboum
60/ibHBIM OblJIa TMPOM3BEJEHa OPTOTOIMUYECKAass TPAHCIUIAHTALUs [JOMH [eUeHH OT POACTBEHHOro JOHOpa, U B JBYX 3THX
ciyyasix omnepauusi (C mocnaeqyrolvM Ha3HaueHWeM TperapaToB UMMYHOCYTIPeCCHU) TI0Ka3asa IMOJI0KUTe/IbHbIe pe3y/bTaThl,
YTO yKasbIBaeT Ha 3 PeKTHBHOCTb JAHHOTO MeTOo/a JieUeHusl.

Ha ceropHsIIIHWI [1eHb TPAHCI/IAHTALUS TTeUeHN caMblil 3QQeKTUBHBIN MeTo[ JiedeHus: 6osie3Hn BunbcoHa-KoHoBasoBa,
HO Haubosiee TMEPCIEKTHBHbIE METO/bl, KOTOpble HAa [aHHBIA MOMEHT HaXOJATCA B CTaAuu pa3paboTKu, SBISIOTCS
TPaHCIUIaHTALMsl K/IeTOK TeueHW U reHHas Tepariusi. [IpoBe/ieHHble Ha CErofiHSIIIHUMN [leHb WCC/IeI0OBAHUSI C TIpUMeHeHHeM
JAHHBIX METOJ|0B, TPeOyIOT [JajsbHedInuX HabmoneHn, uTo Obl MOXXHO OBLIO TOBOPUTH 00 MX BO3MO)KHOM TOSIBJIEHUU B
KJIMHUYe CKOM MTPaKTHKe.

3ak/iloueHue

TakuM o6pa3om, cBoeBpeMeHHas Bepudukanus 6one3nn Bunbcona-KoHoBaoBa, mpe/icTaB/seT cobod HeMaso rpobsiem,
HO BOBpEeMsI YCTaHOBJIEHHBIN AWAarHo3, Orpefie/ieHre MPaBWIbHON TAKTHKY JIeUueHHe COITIaCHO COBPEeMEHHbIM KIMHWYeCKHUM
peKOMeHJaLMsAM, Jake B caydae (yJbMHUHAHTHOIO TeueHUs], KakK B ONMCAHHOM K/IMHUUYECKOM Ciyuae, M03BOJISIET HE TOJIBKO
TIpeJOTBPATUTh JajbHefdIlee TIpOrpeccrpoBaHye 3a00sieBaHus, HO U CO3/1aTh OJ1aronpursiTHBIE YCIOBUS KM3HH IS TALMeHTa, C
ripodeCcCOHaNIBLHON U COLIMAMbHOM TOUKU 3peHuUs.
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