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BBEAEHUE

bBonesHb BunbcoHa — penxoe Hac/IeACTBEHHOE 3a00/IeBaHNe, CBA3aHHOE
C HapylIeH)eM MeTabonn3Ma Mefy U U30bITOYHBIM ee HaKOIIEHNEM IIpe-
VIMYIIIECTBEHHO B II€YeHU I IIeHTPaIbHON HepBHOII cucteMe (Paguenko B.T.,
2003; Hlepnox I1I., 1999; Prochazkova D., 2009; Merle U., 2007). Knuuudeckas
KapTuHa 60/esHy BubcoHa XapakTepusyeTcss MHOTO0Opas3yeM CMMIITOMOB
C TIepBMYHOI MaHuecTalyel 3a60/IeBaHNs y JeTeil ¢ 3-1eTHero Bo3pacra
(Yerkuna T.C., 2011).

YuuTeiBas peaKoCTb 3a00IeBaHVs, B COBPEMEHHON MEIVIIVHCKON TnTe-
paType IpefcTaBIeHbI MO0 ONMMCAHNA KIVHNKO-TA00PaTOPHBIX XapaKTepu-
CTUK OTZHE/IbHBIX CTy4YaeB, MO0 MCCIeOBaHMsI OTPaHNYeHbl 00 beMOM MaJloii
BBIOOpKM 1 pefko mpeBbimaiT 40-50 yenoBek (Nicastro E., 2010; Wang L.,
2010; Tryambak S., 2009; Jimenez G., 2009; Manolaki N., 2009; Muller T.,
2007; baraesa M. 3., 2005), mu60 HabMIONEHNS He pa3TpaHNYeHBbI 110 BO3pa-
CTY, ¥ BBIsIBJIEHHbIE 0COOEHHOCTH [e610Ta, AMATHOCTHKI M Te4eHMsI 60Ie3HN
BuibcoHa pacnpocCTpaHATCA Ha B3POCIYIO U IefMATPUIECKYI0 KOTOPTY
6onmpubix (Taly A., 2007; Merle U., 2007; Machado A., 2005). Ha coBpemen-
HOM 3Talle pasBUTIA MeIMI[MHCKOI HayKM AMarHOCTMKa 6ome3Hu Buibcona
y HeTell He OT/INYAeTCs OT TAKOBOI Y B3POCIIBIX: MCIIONIb3yeMble JIaTHOCTIYe-
CKVle KpUTepuy HapyuleHus Metabonuama Meau u i epeHnmaabHo-uar-
HOCTWMYECKVIe a/ITOPUTMBI C OIMHAKOBOJ YYBCTBUTENBHOCTBIO U TIUMUTUPY-
IOIIVIMM 3HAYEHVAMY IPUMEHAIOTCA KaK B IeIMaTpUy, TaK ¥ BO B3POCIION
npaktuke. B To xe Bpems 60/1esHb BuibcoHa y feTeit 0TIMYaeTcs MPOKIM
HOMMMOP(PNU3MOM KIVHNIECKON CUMITOMATHKI, YTO B COYETAHNNU C OTCYT-
CTBUEM HaCTOPOXXEHHOCTY TI€AYIaTPOB B OTHOLICHMY STOV IIaTOJIOTUY 3aTPYA-
HAET PaHHIOK IMarHOCTUKY 3a00/IeBaHNA 1 HadajIo TaTOreHe TYeCKO Tepa-
MY, OTPULIATETIBHO BIMsAA Ha IIPOTHO3 3a00/I€BaHMS M KA4eCTBO XXU3HU
6onpHOTO.



MABA 1. UCTOPUYECKAA CNPABKA

Bonesup Bunbcona (remarorepebpanbHas gucTpodus, renaToNneHTUKY-
nsipHasi fereHepanus, 6onesub Bunbcona-Konosanosa; kog mo MKB-10
E83.0) — penkoe HacmencTBeHHOE 3a00/IeBaHMe, CBA3aHHOE C HapyIIeHeM
MeTabonm3Ma Meay 11 N30BITOYHBIM €€ HAKOIUIEHVEM B Pa3/IMYHbIX OpraHax
Y TKAHAX, IPOAB/IAIEeCA IPEUMYIECTBEHHO CMMIITOMATUKON MTOPaKeHNA
IIeYEHN U [IEHTPaIbHOV HEPBHOV CUCTEMBI.

I[TepBoe xmHMYecKoe onycanue 6omesHu Buibcona 6p1o gano K. Wilson
B 1912 I. KaK «CeMelTHOro» 3a00IeBaHNs, XapaKTePUSYIOIIeroCs: COYeTaHHbIM
HOpaKeHVeM TIe4eH) 1 TOJIOBHOTO MO3Ta, Ha4a/IoM B MOJIOZIOM BO3PacTe C fla/ib-
HeVIIINM IPOrpeccpOBaHVeM PUTHAHOCTI, AUCharny, Au3apTpyi, TUIIepPKITHe-
30B, ICUXMYECKMX PACCTPONCTB ¥ IOMTYy4YMBILETO Ha3BaHME IPOTPeCCUpYyIOLIeit
TIEHTUKY/LAPHOI JleTeHepanyi. B TedeHne HeCKONMbKIX NOC/IERYIOMINX JeCATIIIE-
TVt OBUI JOCTUTHYT 3HAYNMTE/TbHBIN IIPOTPECC B IIOHVIMAHUY PO/IY MEM B IIaTO-
reHe3e 3a00/IeBaHNs, @ TAKXKE K/IMHUYECKVX U TeHETMYECKIX aClIeKTOB OOJIe3HM
Bunbcona. B 1929 1. I. Scheimberg, 1. Sternlieb, E. Vogt, 8 1930 r. E Haurowit,
B 1945 1. R. Glazebrook mpogeMoHcTpupoBanu HakomIeHNEe MeAN B IeYeHU
1 6a3aIbHBIX AZIpax FOJIOBHOTO MO3Ta y IAIEHTOB ¢ 60/e3HbI0 BuibcoHa.
B 1948 r. B. Maldelbrote BriepBbIe omyica IOBBILIEHHYIO CYTOYHYIO SKCKPEIII0
MeJy C MOYO¥1 Y 00/IbHBIX ¢ 6071e3HbI0 Buibcona, B 1954 1. G. Cartwright otme-
YeHO IOBBbIIIeHVe CBOOOHOI Met B CBIBOPOTKe KpoBy. B 1952 1. H. Scheinberg
u D. Gitlin ompepermm cBs3b 3a601eBaHNA ¢ IOHVDKEHHBIM YPOBHEM IIepy-
JOIIZIa3MMHA B IJIa3Me€, OJJHAKO IOIBITKYM T€pPaluy ¢ MOMOLIBI0 JOHOPCKOI
I/Ia3MBbl OKa3amuch OesycremHpiMu. B 1948-1960-x rogax H. B. Konosanos
3HAUUTE/TbHO PACUIMPIII MIPEACTaBIeHN O KIMHIYECKO KapTuHe, maTodu-
suonoruy 6onesHy Bunbcona, BbiienuB ee GOpMBI — OPIONIHYIO, apUTMO-
TUIIEPKMHETUYECKYIO, JPOXKATeIbHO-PUTUIHYIO, JPOKATEIbHYIO M SKCTPaI-
PaMUTHO-KOPKOBYIO, IIPEJ/IOXKVB TEPMIH «TelaTolepedpanbHas fuctpodus».
C 1983 r. ucnonb3yercsi COBpeMeHHas1 Knaccudukanus 6omesun BuabcoHa,
npemnoxeHHas J. Walsh, mocTpoenHas Ha cTeneHy BHIPaXeHHOCTY KIVHIYE-
CKOVI CMMIITOMATVKM ¥ BOBJIEYEHNA IIEYEHN U IIEHTPa/IbHOV HEPBHOM CHCTEMBI
B IIATOJIOTTIECKIIL IIPOIIECC, COITIACHO KOTOPOI! BBIIEIIAIOT CIeAyIoIye GOpMBbI
3a00/meBaHNsA: 0€CCHMIITOMHYIO, IIEY€HOYHYIO, IIlepeOpaIbHYIO ¥ CMELIaHHYIO.
B 1985 1. 6611 O1IpefiesieH maToornyecKuii reH 6ome3Hn Buibcona u jokasaH
Ay TOCOMHO-PELIeCCUBHBI XapaKTep HacTeTOBaHNMs, a B 1993 I. JaHHBIII TeH ObLT
UAEeHTUUIVMPOBAH VM KIIOHVPOBAH.



Bonesub Bunbcona y fgereii

C 1950-x rof;0B Ha4aTO IPUMEHEHNe XeNMMPYIOLeli Tepany Ipy 60/1e3HN
Bunbcona: B 1956 r. J. Walshe npepmoxun i qyinTenbHON Tepanuu npu
6one3un Bunbcona JI-neHunuIIaMmuH, 4TO CTAI0 PEBOIOLMOHHBIM IIPO-
pBIBOM B Tepanuu 607e3HU BuabcoHa, CYMTABILIECS 1O 9TOTO OTKPBITHUS
¢aranpHbIM g1arHo3oM. C 1960-x rogoB HauaTo 3¢ deKTUBHOE IpUMEHEHe
IpeIapaToB L{MHKA, TeTPaMOIOaaTa aMMOHYISI, TPMEHTMHA TIPY HEIlePEHO-
cuMocTy Jl-eHnumIIaMyHa y ManyeHToB ¢ 60e3Hbio BuibcoHa. bonesnn
BuibcoHa cunTaeTcst OfHUM 13 IEPBbIX TeHeTUIeCKIX 3a00IeBaHMIl [TeYeH,
II/Is1 KOTOPOTO OBLT HavifieH 9 deKTUBHBIN METON TePATINIA.



FMABA 2. NATO®U3N0JI0TUA BONE3HU BUNIbCOHA

NB! B ocHoBe nmatorese3a 6omesuy BuibcoHa neXKUT reHeTUYEeCKN
meTepMuHNpoBaHHOe Hapymenne ¢pynkun ATP7B (ATP-a3s1 Tvma B),
NpUBOJAILEe K CHIDKEHUIO 9KCKpenuil MeAU B KeT4b V1 HAapylIeHNIO
BCTPaMBaHUA B I[epPyIONIa3MIH, YTO B CBOIO O4Yepeb NMPUBOAUT K
M30BITOYHOMY HAKOIUIEHUIO MeM B TeNaTOIUTAX M VX pa3pyLIeHMIO,
TIOBBILIEHNIO COJePXKAHNA CBOOOTHOI MeI B CBIBOPOTKE KPOBU M KOM-
NMEHCAaTOPHOMY YBeIIYeHNI0 IKCKpelyy Mey ¢ Mo4oii. KoHnenTpanusa
LepyI0IUIa3MIHA B CBIBOPOTKE KPOBU MMeeT AMATHOCTUYECKOe, HO He
IaTOreHeTI4eCKoe 3HaYeHIe.

Hecmotps Ha T0, 4TO 6071€3Hb BuibcoHa n3BecTHa JaBHO, 00yC/IOBIEHHbIE
€10 OVMOXMMMYeCKUe HapyIIeHNs IPOJIO/DKAIOT M3Y4aThCsA. YCTaHOBJICHHOI
npuYnHON 607e3HM BunbcoHa ABIseTCS HapylleHMe MeTabonMM3Ma Meju,
BbI3BAHHOE CHIVDKEHVIEM SKCKpeL Mell B XKe/T4b, 4YTO IIPUBOJUT K €€ HAKOII-
JIEHUIO B TOKCMYECKUX KOHI[EHTPalUNAX B IIeYeHY, TOJIOBHOM MO3Te, II0YKax
Y JPYTMX OpraHax, 4To obecredrBaeT MOMMMOP(U3M KIMHUYIECKNX IIPOsB-
neHni1 3aboneBaHu.

Menb KaK Ba>KHBIV JUETYECKIIT Hy TPUEHT ABJAETCA KOaKTOPOM MHOTUX
(dbepMeHTOB, TaKMX KaK IIUTOXPOM c-oKcupasa, Cu/Zn-3aBucumas Cynepokx-
CUAIMCMYTa3a, MM30COMaNbHas OKCMJas3a, TUPO3UHA3a, JOaMIH-3-TUApO-
KCUIasa, Iepy/IolIasMIUH 1 IPYTUX, YIaCTBYs B IIpolieccax MeTabonmsma
JKere3a, PO yKU MM KaTeX0TaMIHOB, INTMEHTOB, aMIHMPOBAHNA IENTHOB,
MUTOXOHJPUAIbHOTO OKVCIEHNA Y aHTVOKCY/IAHTHOM 3alUThL. PeaKTMBHOCTD
Meziu o6ecrieunBaeT ee MOTEHIMATbHYI0 TOKCUYHOCTD PV HapylLIeHUN KIIe-
TOYHOT'O TOMeOCTasa.

OntumanpHOe copepxanue Meny B opranusme 70-100 Mr, n3 KOTOpBIX
10-20 Mr HaxoAMTCA B II€YE€HM, & OCTA/IbHOE B IIPOYMX OPTaHAX U TKaHAX.
BanmaHc aTOro Metana obecrednBaeTcs XeryLodYHO-KIIIeYHOIT abcopOmeit
" OMIMapHOIT 9KCKpelneit. B cpefiHeM THEBHOI pal[iOH YelOBeKa COMIEPXKUT
4-6 mr Menu, 40% OT 3TOTO KOMMYECTBA BCACHIBAETCS B KUIIIEUHNUKE, CTOJIb-
KO Ke 9KCKpeTupyercs ¢ >xemybto. [Ipu 60mesnn BunbcoHna skckpenys Megu
C JKETYbI0 pe3KO CHIDKeHa 1 cocTaBnAeT 0,2-0,4 MI/cyT, YTO IPUBOJUT K €€
1306BITOYHOMY HAaKOIUIEHMIO B oprannusMe. Hanbonee 6oratel Mefbio cenyo-
1[yie IPOJYKTHI: IIedeHb, MOJUIIOCKM, KpaObl, KpEBETKM, YCTPULIBL, TOOCTEPHI,
coeBble 000D, IIIOKOTIAJ], OPEXIA.
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Bonesub Bunbcona y fgereii

BcacpiBanue Meny u3 NUIIM IPOUCXOAUT B KeTyfIKe ¥ IPOKCUMAIbHbIX
OTHenax TOHKoI KUKy, I[TocTymnienne Meu B SHTEPOLUT OCYIIeCTBIIACTCS
¢ momoubio BeicokoadppuuHOro nepenocuynka CTR1, nuBaneHTHOTO TEpe-
Hocuyka DMT1 1 MexaHM3MOB IMHOLIUTO3a. DKCKpelVs MeIM U3 SHTEPOLUTA
B KPOBOTOK ocymecTBiAercs ¢ nmomoupio Cu-ATPase — ATP7A, 6nokn-
POBKa KOTOPOTO UTpaeT KIIYEBYIO po/b B IIaToreHe3e 6one3Hu MeHkeca.
HeBcocapmasicsa menpb (40-75%) ocTaeTcst B SHTEPOLUTAX B CBSI3aHHOM
C MeTa/UIOTMOHeVHaMM (LIMCTeVHCOepKAIMMI IIPOTENHAMI) COCTOSIHUN
U yHanAeTcs yepes3 KMIIEeYHMK IIPY IeCKBaMally PECHUTYATOTO SIUTENN,
IIpefoXpaHssa, TAKUM 00pa3oM, BHYTPUK/IETOUYHbIE CTPYKTYPBI OT M30BITKA
He TOJIbKO IOHOB MeJiM, HO ¥ IITHKa ¥ KafiMusA. BcocaBIiascsa Meb CBA3bIBaeT-
Cs B KPOBU C @/IbOYMVHOM, TUCTUIMHOM ¥ MAaKpOITIOOY/IMHOM — TPaHCKYyIIpe-
VIHOM, IIOCTYHaeT B 6o/bIeM KonudectBe (0komo 90%) B eYeHb U MEHbIIeM
KOJIYeCTBE B IpyTYe OpraHbl ¥ TKaHU. He3HaunTeNbHAA YacTh Mefy, TOTEPSB
CBA3D ¢ OeIKaMI-IIepeHOCYMKaMM, GUIBTPYETCS B IIOYEYHBIX KITyOOUKax.

[Teuenb sABNAETCA LIEHTPATbHBIM OPIraHOM IOMEOCTa3a MefM, Ifie MPONC-
XOJIAT IPOLIECCHI BbIJieIeHsI M30bITKA 9TOr0 MeTaJlIa U3 opraHusma. B rema-
TOLMTAX MeJb MO/IBEpPraeTcs CBA3BIBAHUIO C PA3IMUYHBIMU NIPOTEMHAMMU.
[TepeHoc Meny yepe3 MeMOpaHy renaToOLNTA OCYLIECTBIIACTCS C TOMOIIBIO
nepeHocunkoB CTR1, DMT1, aHa/IOTMYHBIX ITepEHOCUMKAM MeJIV B SHTEPO-
uTax. BHyTpy remaronyuTa Meib CBA3bIBAETCA C META/UIOLIAIIEPOHAMM, KOTO-
pble TPAaHCIIOPTUPYIOT €€ K MeCTaM CUHTe3a Me[bCofep>Kall[X IIPOTEVHOB:
CCS-1manepoH TpaHCHOPTUPYET Mefb K NUT030/1bHOI Cu/Zn-3aBUCUMOI
cynepoxcupmucmyrase (SOD1), COX17-MeTaniomanepoH nepeHoCUT Mefb
K MUTOXOHAPUAM, e ¢ nomoubio SCOI/SCOII-npoTenHOB TPOUCXOIUT
BCTpayBaHMe MeM B IIUTOXPOM C-oKcupaasy, Aroxl (mmm HAHI1) meranno-
HIanepoH fgocraysaeT Mefab K ATP7B B anmapar Tonbmpxu, ctuMynupys Kara-
MUTUYECKYI0 aKTUBHOCTb nocnenHero. ATP7B — MmenbTpaHcnopTupyiomas
AT®-a3a P-tuma, TpaHcMeMOpaHHBIN TePeHOCYMK KaTMOHOB MeMIM, MCIIOMb-
3ytommii sHepruto ruapomsa AT®, npencTapisaeT co60it reHETMYeCKN JieTep-
MMHJPOBaHHOE IIeHTPa/IbHOE 3BEHO ITaTOTeHe3a B HapyLIeHN OOMeHa Men
npu 6onesun Bunbcona. OcHoBHble ¢pyHkiuu AT®-a3pr 7B 3akmodanTcs
B 9KCKpeLY M30BITKA MeIV B >KeTYb VI BCTPayBaHVe MV B LIepY/IOI/Ia3MUH.

Llepynomnasmuu — 132 kDa 6emok, cuHTe3UpyeTcsl MpeuMyllecTBEHHO
B IIEYEHM M SBJIAETCS peareHToM ocTpoit ¢aspl. LlepynomnnasMuH cBA3bI-
BaeT 6 AaTOMOB MeJiy U IIpeBpallaeTcs B rooLepy/IoNIa3MIH; OCTaBIINIA-
cs1 010K, He CBSA3aHHBIN C aTOMaMM MeJiy, IIPefCTaB/IAeT alloLePy/IOIIas-
MuH. llepynonnasmuu npeacrabnser co6oit Gpeppookcupiasy, sABasgeTCA
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bonesup Bunmbcona y gereii

IJIaBHBIM IIEPEHOCYMKOM Me[U B CHCTeMe KPOBOOOpaAIleH s, OTBEYAIOLIVIM
3a 90% TpaHCIopTa JAHHOIO MUKPO3TIEMEHTA Y 3[l0pOBOro 4yenmoBeka. [lpn
0onesHy BuibcoHa HapymIaloTCsA MPOLECChl BCTPAVBaHNA MM B IepYIIO-
ITa3MVH, B P€3y/IbTaTe Yero IMeYeHbI0 CUHTE3MPYETCS alloLepy/IOIIa3MIH,
BpeM:A HUPKY/IALUN B KPOBU KOTOPOTO PE3KO CHIDKEHO 110 CPAaBHEHMIO C TOTI0-
LI€PY/IOIIa3MUHOM, YTO ABJIAETCA NPUYNHON CHVDKEHHOTO YPOBHSA JAaHHOTO
Oeslka B CBIBOPOTKE KPOBY, OIpeNe/IsieMOro B OO/NbIIMHCTBE C/IyYaes Ipu
6one3nu Bunbcona. [Ipy HOpManbHO BHYTPUK/IETOYHON KOHI[EHTpaIun
meny ATP7B nokammayercs B anmapare [onbmxm, obecriednBaeT BCTpayBaHue
MeJM B aNloLepy/IoIIa3MIH, KOTOPBII TpeBpallaeTcs B TOIOLEePY/IOIIa3MIH
U OTBeYaeT 32 TPAHCHOPT MeAu B KpoBU. [Ipy moBpIIeHHON KOHIIEHTpa-
1y BHyTpukieTouHoit Megu ATP7B gucnounpyercs us annapara Tonbmpxu
B LIMTOIUIa3MaTNYECKIIe BE3UKYIIbl, OCYILIeCTB/IAA SKCKPELIO M30bITKA MeN
B >kenub. TakuM obpasom, nokanusanus ATP7B B remaTonure 3aBucuT
OT KOHIIEHTPalM BHYTPUK/IETOYHON Mepu. IIpy HM3KoM may HOpManTbHOM
KoHUeHTpauuu megu ATP7B nokanusyercs B annapate lonbmxu 1 oTBedaeT
3a MeTa//IM3aLMIO aloLepynoIIasMiHa. IIpy MoBpIlIeHHON KOHLIEHTpalun
BHYTpuKIeTouHol Mefu ATP7B nepemeraercsa B IUTOINIa3MaTHYeCKIe
BE3VKYJIbl, 0OecreunBas SKCKpelnio n30bITKa MeIM B >kenmdb. B TpaHcropre
MeJIM B JKeTYHble KaHa/Iblbl IPMHIMAIOT y4acTVie HEABHO OTKPBITbIE TPAHC-
MeMmOpanHble nnepeHocuriky COMMD1 (MURR1) nu MRP2. V36b1TOK Menn
B IIMTOI/Ia3Me HaXOAUTCA B CBA3AHHOM C ITTyTaTMOHOM M 3aT€M MEeTaJIIOTH-
OHEVMHAMM COCTOSHMU U IIOCTYIAeT B IM30COMBI, 00pa3ys HepacTBOpUMbIE
IO/IMIMEPBI, KOTOPbIE TAKXKE BBILE/IAIOTCA B XKeTYHbIe KaHa/blbl. Pasmynble
MyTaLMy MOTYT BIUATH Ha pasHble pyHkiuy ATP-a3pr 7B B pasHoii cremnenny,
II03TOMY MO>KHO IIPEAINIONIOKNTD, 4YTO IIPY HEKOTOPBIX MYTALMAX HAPYLIAeTCA
9KCKpelLsA MefIU B )Ke/T4yb, HO IIPY 3TOM BCTPaMBaHMe MM B LI€PY/IOIIAa3MUH
U €r0 9KCKpelMs B KPOBb He M3MEHATCA. TakuM o6pa3oM, fajbHelilIee
V3y4deHMe CBA3M MOC/Ief0BATe/IbHOCTY MYTAl[Uy U CTPYKTYPBI U QYHKINK
ATP7B saBnsercsa nepBbpIM IIAaTOM K JTy4IIEMY ITIOHMMAaHUIO MOJIEKY/IAPHBIX
MeXaHM3MOB, JIeXKAIINX B OCHOBe 60/1e3HY BuibcoHa.

[TaTorenHble 9¢PekThI N30bITKA MU B KJIETKE OIIOCPEIOBAHbI TeHepaluet
CBOOOJHBIX PafMKaIOB, KOTOPbIEe MCTOIAIOT KJIETOYHBIE 3aIachl IJIIOTATM-
OHa 1 TOKOQeposa, OKUCIAOT TUINABL, GePMEHTHI U O€IKMU IUTOCKeTeTa.
BcnencTBue noBbllIeHNA BHYTPUK/IETOYHON KOHIIEHTPALMM Mefiu IIOBPeXK/ia-
€TCs1 MHOXKeCTBO BHYTPUK/IETOYHBIX CHCTEM, BK/TI0Yasi MeMOpPaHbI OpraHes,
IHK, Mmuxporpy60ukn, pasnmnaHble 6eky 1 (epMeHTBI, XOTs TOYHasI K/IeTO4-
Hasi MUIIEHb, HA KOTOPYIO BO3/Ie/ICTBYeT U30OBITOK Meniu, HeusBecTeH. Ha paH-
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Bonesub Bunbcona y fgereii

HUX CTa[IAX e4eHOYHO-KIETOYHOTO MOBPEX/eHM A BOB/I€YEeHE B IIPOLeCcC
SH/IOTIA3MATUYECKOTO PETUKYITYMa, MUTOXOHJPUIL, IEPOKCUCOM U AAPbIIIEK
B COYETAHVM CO CHVDKEHNMEM aKTMBHOCTY MUTOXOHJ[PMA/IbHBIX (PepMEHTOB
BefleT K MePeKMCHOMY OKVCTIEHUIO JINIINJ OB, HAKOIIJIEHUIO TPUITIULIEPUIOB
Y lajiee K HeKpo3y renaronyutos. OOpasymooimuiics B pe3y/ibTaTe epeKICHOTO
OKIVICTIEHUA IUIINO0B MaJIOHOBBIN AMA/Ib/IeTU L CTUMY/IMPYeT CMHTe3 KoJIIare-
Ha, CIoco0cTBYA pubporeHesy. JInsuc neperpy>keHHbIX MeJ[bIO TelIaTOLNTOB
IIPUBOJUT K IIOBBILIEHVIO YPOBHS CBOOOJIHOI MV B CBIBOPOTKE 1, C/Iefj0Ba-
TeIbHO, CYTOYHOI 9KCKpEeLMM €€ C MOYOI 1 HAKOIIJIEHNIO B OpraHaX-MUILIEHAX.

[Tpu nsydyennn 6one3nu BuibcoHa MCIONB3YIOTCSA pa3INyHble MOJENN
Ha >knBOTHBIX — KpbIchl LEC (Long-Evans Cinnamon) — MyTaHTHas BeTBb
Long-Evans xpbic ¢ Mogu¢uIpoBaHHON (PYHKIMOHATBHON HEZOCTATOY-
HocTbI0o ATP7B, y KOTOpBIX B BO3pacTe 3—4 MecsAleB CHOHTAaHHO pa3BMBa-
eTcsA Qy/IbMIHAHTHAA ITe4eHOYHAsI HETOCTAaTOYHOCTD, COIPOBOXKAAIOIASACS
40% nmeTanbHOCTHIO; Y BBKMBIIMX JKMBOTHBIX Pa3BUBAETCA XPOHUYECKOE
3abojeBaHNe IIeYeHN C HU3KUM yPOBHEM L[epY/IOIIa3MIHA Vi TIOBBIIIEHN -
€M II€YEeHOYHOJ KOHIIeHTPaluy Mefi, 4YTO MMUTUPYeT MHOTUE KIMHUYe-
CKue, OMOXMMIYecKe ¥ TUCTONOTNYecKye Ipu3Haky 6one3Hu BuibcoHa.
Hakonnenne Meny y ZaHHOJ IMHNUY KPbIC CBAA3aHO CO CHIDKEHUEM €€ 9KC-
KpeLuy B XKel4yb BC/IEACTBME HapYIIeHN A BKIIOYEHNA Me[J B IM30COMBI,
B TO BpeMs KaK BBICBOOOXKIEHNE TIM30COMAIbHOI MeIM B JKelT4b He Hapy-
meHo. [I1s1 M3y4eHus BHYTPUK/IETOUHOTO TPAHCIOPTA MY UCIIONb3YIOTCA
pas/IMYHbIe BYU/bI TeHHO-MOAV(UIMPOBAHHBIX BUIOB OaKTEPMil, JpOXKKe,
KPBIC, MBIIIIelT, CO0AK, a TaKXKe KY/IbTYpbl pa3/IMYHbIX TKaHell. Tak, Hampu-
Mep, MeXaHM3MbI BCACBIBAHMSA MeIM M3Y4eHBI Ha poxOKax Saccharomyces
cerevisiae n Schizosaccharomyces pombe, ¢ TOMOIIBIO KOTOPBIX OBV V/JEHTH -
¢unmpoBansl 4 TpaHcMeMOpaHHbIX epeHocunka Megy (CTR1, CTR2, CTR3,
CTR4), nrparomue onpeyesIeHHYIO pojb B OCTYIUICHNU MEV B 3TV OPraHu3-
Mbl. [lanbHeline UCCIef0BaHMA TIO3BOIMIN BHECTU ICHOCTb B IOHMMAaHMe
(YHKIMIT aHAJIOTMYHBIX IIEPEHOCYMKOB Y M/IEKOIIMTAONINX. bepIHIToHCK e
Tepbepbl ABWINCH MOZE/BIO /L1 OTKPBITHS Y M3y4eHVs GYHKIVI TpaHCMeM-
6panHoro nepeHocunka megu COMMD1 (MURR1).
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MABA 3. TEHETUMECKUE ACNEKTbI BOJIE3HU BUJILCOHA

NB! bonesnb BuibcoHa — ayTOCOMHO-pelleCCUBHOE HAaC/IeCTBEHHOe
3aboneBanne. 3a6oneBaHne NPOABIAETCA MPY TOMO3UTOTHOM W/YUIN

KOMIIAYHA-TETEPOINUTOTHOM HOCUTEIbCTBE NMATOTOIMYE€CKOI'0O I'eHa
ATP7B.

B 1993 ropy 6BUI OTKPBIT IIATOJIOTMYECKWIT TeH, OTBETCTBEHHBIN 3a pas-
Butue 6onesuu Bunbcona. 9ror red (ATP7B, takxxe WND) nokannsoBan
Ha JyIMHHOM Iitede 13-i1 xpomocomsl (13q14.3-q21.1), coctont n3 21 sx3o-
Ha ¥ IIPUMEPHO 7,5 ThICAY reTePOLMKINIECKMX OCHOBAHUI HYKIEMHOBOI
Kkucnotsl. Ien ATP7B skcnpeccupyeTcss B OCHOBHOM B II€4E€HU U KOAUPYeT
MepnbTpaHcnopTupyouyo AT®-azy (AT®-asy 7 B unmn ATP-asy 2, ATD-azy
P-tuma). CHiokenne pyHKIMM MenbTpaHcnoptupyomeit AT®-a3bl B pe3yib-
TaTe MOJNEKY/IAPHBIX fedekToB B reHe ATP7B npuBOgUT K CHYDKEHMIO Tela-
TOOVM/IIAPHOIT SKCKpelV MeU Y HAKOIUIEHVIO Me[iY B Pas3/IMYHbIX OpraHax
VI TKaHAX, IPEVIMYIIeCTBEHHO B IIeYeH, TOIOBHOM MO3Te, IT0YKax, obecreyn-
Basl MOMMMOP(U3M KIVMHNIEeCKVX O0sABIeHNIT 60e3Hn BuibcoHa.

V3BecTHO okomno 380 myTtaumit ATP7B. HacToTa BcTpedaeMoCTy 60/1e3HN
Bunbcona B nomynAnum Kone6aeTcs, 10 MHEHUIO PAa3/IMYHBIX aBTOPOB,
ot 1:30000 mo 1:100 000 ¢ 9yacTOTOI reTepo3UroTHOro HocuTenbcTsa 1:90.
Bonee BbIcokas yacToTa BCTpedaeMocTy OonesHu Buabcona HabmofaeTcs
B Knrae, fInonun u Capauaum u coctasnset 1:10000. Hanbonee pacupoctpa-
HEHHbIMU MyTauuAMu B rene ATP7B cpeny eBpOIIeOUIHOI pachl ABIAETCA
¢.3207C>A (p.H1069Q) B 3x30He 14, BcTpevaromjasicsi mpuMepHo B 11,0-58,8%
cnydaeB. Okorno 50-80% manueHTOB ¢ 60/1e3HbI0 BuibcoHa, IpoXKMBarOmuX
B cTpaHax lenTpanbHoii, Boctounoit u CesepHoit EBpomnbl, ABA0TCA HOCK-
Te/IAMY IO KpaliHell Mepe OFHOV aJ/UIeN C JaHHON MyTanuell. Cpeny eBpo-
IIeJICKOTO Hace/IeHVsI BCTPEYaloTCs TaKXKe MyTaluu B 9k30He 8 (2299insC,
G710S), B ak3oHe 15 (3402delC), B sx3one 13 (R969Q), omHako yactora
BCTPEYAEeMOCTY JaHHBIX MyTauuii coctaBnaAeT MeHee 10%. YacTora BCTpe-
gaemoctu Mmytauun H1069Q B poccuiickon nomynanum cocrasnsget 30,5%,
myTanym 3402delC — 2,2%. B bpaswmm B 30% cirydaes 6omesHy BunbcoHa
OIIpeNieNAETCA My Tal A ¢.3402delC, cpeny MOHTOIOMIHOIT pachl — MyTanusa
¢.2333G>T (p.R778L) B 8-M 3x30He, ugeHTUdUIIPYeMast ¢ YacToTOI 12-45,6%
B 3aBMCUMOCTY OT TEPPUTOPMUAIBHOTO apeasa IPOKUBaHMA. 3aboneBaHue
IpOAB/AETCA IPU TOMO3UTOTHOM VMJIM KOMIAYHJI-T€TEPO3UTOTHOM HOCH-
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Bonesub Bunbcona y fgereii

TenbCcTBe MyTanuii rena ATP7B. XapakTep HaclefoBaHus 3a00/IeBaHNA —
ayTOCOMHO-PEeLVCCUBHBII.

Pasnuynbie mytanun ATP7B MOTyT OKa3bIBaTh B/IMAHME Ha pa3iNyHble
YPOBHU MOJIEKY/IApHOro QPyHKUMOHNpoBaHys AT®-a3pl: KaTaTUTUIECKYIO
akTuBHOCTb AT®-aspl, mpoliecchl IepeHoCca MOHOB MeJiy, TOCTTPAHCIIALN-
OHHYIO MOAVIPUKAIIVIO, IPOTENH-TIPOoTenH B3anmopevicteye (ATP7B-Atox1,
ATP7B-COMMDI), nepemernenne AT®-a3pl B IUTOIIa3MaTIYECKE BE3N-
KYJIBI ITpY M30BITKE BHYTPUK/IETOYHON Mefy, 0OecriednBas, TaKuM 06pasom,
pasIuyYHbIe TeHO-(PEeHOTUIIMYeCKYIe KOppesuyy pu 6o1esHyu Buibcona u,
COOTBETCTBEHHO, MOMMMOPPU3M KIMHNYECKUX NposaBaeHnii. Tak, Hanpu-
Mep, TOMO3UTOTHOe HocuTenbcTBo H1069Q acconympyeTtcs ¢ 6oree O3gHIM
BO3pacToM MaHudecranun 6one3Hy BuabcoHa ¥ MEHbIINM HapylLIeHVEeM
Mmertabommama mepu. Hammane myraunn 3402delC koppenupyeT ¢ pasBuTieM
mucdarum y manumeHToB ¢ 6one3Hbio Buibcona. [oMo3urorHoe HocuTeNb-
ctBO R778L mposBisieTcst paHHel Me4eHOYHOI CUMIITOMATUKOM 601e3HN
Bunbcona. OgHako pasHooOpasue KIMHNYECKVX IPOsBJIEHNI, HabmoaeMoe
y NManyeHToB ¢ 60/1e3HbI0 BuibcoHa, MOXKeT OBITh He TOIBKO Pe3y/IbTaToM
aJUIeTIbHOVI Te TEPOTeHHOCTY, HO, BEPOSATHO, U APYTUX (PAaKTOPOB, HEM3BECTHBIX
B HacTosAlllee BpeMs, IIOCKO/IbKY pa3IndMs B KIMHNYECKOV CUMIITOMATHKE,
BO3pacTe Jie0I0Ta ¥ XapaKTepe TedeHNs 3a00/1eBaHNs HaOTIOfAMNICh Y O/IM3KIX
POICTBEHHMKOB, IMEBILNX [iBa NIEHTUYHBIX MyTaHTHBIX ayensd reda ATP7B.

B Poccuiickoit @efepanuy MONEKYIAPHO-TEHETUYECKOE MCCIeJOBAHE
OCHOBAHO Ha CKpVHVHI'OBOM OIIpefie/IeHNY Hanbosee YacThIX J/Is JAHHOTO
apeasna myrtaumit reHa ATP7B: ¢3207C>A, c.3402delC, ¢.2304insC, c.1770insT,
.1340_1343del4, c.3649_3654del6, c.3627_3630del4. CymmapHnas napopma-
TUBHOCTb JJAHHOTO AMAarHOCTUYECKOTO IPOTOKOJA Y POCCUICKUX OOTBHBIX
pocturaet 40%. Kpome TOro, BO3MOXHO IpOBeeHe KOMITTIEKCHOI JUMarHo-
CTUKM C€MbJ U TIOMCK MYTallMil BO BCEil KOAMPYIOLIE ITOC/IeN0BATeTbHOCTI
reHa ATP7B MeTo0oM IPsAMOTO aBTOMAaTUYeCKOTO CeKBEHVPOBAHMA.
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FMABA 4. KNACCUOUKALMA BONE3HU BUIbCOHA

B coorBeTcTBUM ¢ MexxyHapoaHoi knaccudukanueit 1 MKB-10 pis
IIaTOJIOTMM MICIIOIb3yeTcs Ha3BaHMe «bomesHb Bumbcona» (E83.0). Opnako
B OTEYEeCTBEHHOI TUTEPaType TaKXKe IPUMeHsIeTCs CIeyolas TePMUHOTIO-
rus: 6onesHb Bunbcona-KoHoBanoBa, renaTtoneHTUKY/ISIPHAS leTeHepalis,
rerarolepebpanbHas JUCTPODUL.

B Hacros1ee BpeMs MCHOMb3yeTcst KnaccuyKalys, IOCTPOeHHast Ha K-
HIYEeCKVX IpU3HaKax 00JIe3HY, COYeTaHNM IOPXKeHMsI IeYeHN 1 IIeHTPaib-
HOJI HEpPBHOII CUCTeMBI, nipefiokeHHast J. Walsh (1983).

®opmsI 60ne3nn Bunbcona (kmaccudukanys J. Walsh, 1983):

+ OeccumnromMHas popma;
+ TIedeHoYHas popMa;

+ 1epebpanbHas popma;

+ cMemaHHas popma.

CormacHo kmaccudpukauyy H. B. Konosanosa (1960), B 3aBUCUMOCTI OT
BOBJIEYEHMA B IATOIOTMYECKUIT IIPOLIECC MEYEHN U IJ€HTPaIbHOM HEPBHOM
CHCTEMBI ¥ XapaKTepa 9KCTPANMpPaMUJHON CUITOMATUKI PaCO3HAIT 5 Gopm
rerarolepebpanbHO guCTpodun.

bpromuasa (abmommHanbHasa) popmMa — TsDKeNoe MOPaKeHNe IedeH N,
IpUBOJsIlee K CMEPTY PaHblIIe MOSBICHNUS CUMIITOMOB CO CTOPOHBI HEPBHOI
CHCTeMBL; 3a0071eBat0T [ieT. [IpOmO/DKUTENBHOCTD — OT HECKOIBKIX MECSIIEB
o 3-5 ner.

PurnpgHo-apurMornnepKkuHe TMYeCKast, WIN paHHssA, popMa oTinIaeTcs
OBICTPBIM TeYeHVEM; HauMHAeTCS TaK XKe B IETCKOM Bo3pacTe. B kmHmyeckoi
KapTyuHe NpeoOIaaloT MbIIIeYHAasl PUTUAHOCTD, IIPUBOAALIAsE K KOHTPAKTY-
paMm, 6eTHOCTD ¥ 3aMeJICHHOCTD IBVDKEHMIIT, XOpeOoaTe TOUIHbIE VI TOPCH-
OHHble HAaCWJIbCTBEHHbIE [IBIDKEHMS. XapaKTepHbI AN3apTpust u gucdarus,
CYZIJOPOXKHBIVI CMeX 1 IUTad, adheKTUBHbBIE PAaCCTPOIICTBA ¥ YMEPEeHHOe CHU-
JKeHMe MHTeIeKTa. 3a0oneBanme INTCsa 2—3 Tofia, 3aKaHYMBAETCS JIETA/IBHO.

JIpoxaTenbHo-purngHas ¢popma BCTpedaeTcs yalle Jpyrix; HauMHae TCs
B IOHOIIIECKOM BO3pacTe, TeYeT Mefi/IeHHee, TOPOii C peMICCHUSIMU 1 BHe3all-
HBIMU YXY/IIEHUSAMY, COIPOBOXIAINMUCS CyOdeOpuIbHON TeMIepaTy-
POJi; XapaKTepusyeTcs OJHOBPEMEHHBIM Pa3BUTMEM TSKEION PUTMTHOCTI
VI IPOKAHUSA: IPO>KaHVe OYeHb PUTMIYHOE (2-8 IPOyKaHMII B CEKYHAY), Pe3KO
YCUIMBAETCs P CTaTMYeCKOM HAIPsDKEHMUI MBIIIL], JBVDKEHMSX Y BOJTHe-
HUU, B IIOKO€ ¥ BO CHe ucye3aeT. VIHOrga 0OHapy>XMBAIOTCS aTeTONU/HbIE
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Bonesub Bunbcona y fgereii

xopeodOpMHBIe HACUIbCTBEHHbIE IBVDKEHNST; HAOTIOAI0TCS TakoKe gucdarus
u qu3apTpus. CpefHsaA NPOAODKATENbHOCTD XIU3HI OKOJIO 6 JIET.

JpoxatenbHasa popma HaunHaeTcs ¢ Bo3pacta 20-30 j1eT, TeyeT JOBOIbHO
MemieHHO (10-15 et u 6o71bILIe); IpOXKaHYE Pe3KOo Mpeobagaet, pUTMAHOCTD
HOSIB/ISIETCSI JIMIID B KOHIIE 60JIe3HN, 2 OPOJ HAOMIONAeTCsl ITUIOTOHVST MbIIIIIT;
OTMeYaeTcsl aMUMMsI, MeJ/leHHasi MOHOTOHHAs pedb, TsDKe/ble M3MeHeHNUs
IICUXUKY, 9acTbl addekTnBHbIe Benbiuky. Habmopatorces snmnentudopmMHble
IpUIaIKN.

IKCTpanMpaMUFHO-KOPKoBaA popMa BcTpedaeTcs pexxe Apyrux Gopm.
TumnmaHble 7151 remnaroliepedpanbHOI JUCTpobUM HApYIIeHNUs B JaIbHeIIeM
OCJIO>KHSIOTCS aNoIIEKTH()OPMHO pa3BUBAIOIIVMUCS IUPAMUIHBIMHI [Tape-
3aM, AN TUGOPMHBIMIU IIPUIIAIKAMI U TsDKeTbIM ctaboymueM (0OHapy-
XKVMBAIOTCA OOIIVPHBIE pasMATYeHVs B Kope O0IbIINX moymapuii). [Inrca
6-8 71eT, 3aKaH4YMBaAETCA TI€TaNIbHO.
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FMABA 5. KIUHUYECKAA KAPTUHA BOJIE3SHU BUJIbCOHA

NB! Bone3np Bunbcona He06X0MMO UCKITIOYATH Y BCeX JieTeit OT 3 10
18 et ¢ pu¢dy3HbIMU 3260/1eBaHNAMY TTeYEeHU Y/ VTN OPAKEHUAMM
LIeHTPa/IbHOM HEPBHOM CUCTEMbI HEYCTAHOBIIEHHOI'O I'eHe3a.

Kimmandeckas kaptuHa 6ome3Hu BuibcoHa XxapakTepusyeTcsa MHOT0oo6pa-
3UeM CYMIITOMOB J peIKO MaHU(eCTUpyeT [0 5-1eTHero BodpacTa. OgHaKO
OIMICaHbI CIy4Yan Jiebrota 6one3un BubcoHa y pebeHKa 1o JOCTIKeHN 2 JIeT,
IMppo3a IeYeH B 1cxope 601e3Hy Bubcona y 3-71eTHero peOeHKa 11 pasBUTHA
OCTPOIl IEYeHOYHOI HEeOCTAaTOYHOCTY y pebeHKa 5 et. Hanbornee mosmHmit
ne6roT 601e3HM BribcoHa omvican y manyenTa 70 set. Taxoke MMeIOTCs coob1ite-
HIA 0 OECCYMIITOMHOM TedeHny 0071e3Hy BuyibcoHa, BBLB/IEHHOM ITyTeM MOJIe-
KY/IAPHO-T€HeTNYeCKOTO TeCTYPOBAHMs Y IBYX CHOMMHIOB B BodpacTe 80 fieT.

PasBepHyTas K/MHMYeCKas cuMITOMaTyKa 6one3Hn BuibcoHna xapakrepn-
3yeTcsl 3HAYUTeTIbHBIM pasHooOpasueM, 00yC/IOB/IeHa TeM, YTO HeOCTaTOYHAs
9KCKpeLys Mey IPUBOANT K €€ HAKOIIEHNIO B Pa3/IMYHbIX OpraHax U CUCTe-
Max, IpOABJIAETCA NPEUMYLIeCTBEHHO CUMITOMAaMy MOpa>KeHNs IeYeHN,
LIEHTPa/IbHOM HEPBHOI CUCTEMBI, I71a3, peXKe IoYeK, KOCTeN, Ceplia, XKeles
BHYTpeHHeil cekperyt. HeBpornormdeckas cuMmnToMaruka 6omesuy Biibcona
MaHM(peCTUpyeT M03Xe, YeM ITOpakKeHNe NTeYeHM, B OO/IbIIMHCTBE CIyYaeB
Ha BTOPOM-TPETbeM JIECATUIETUN KU3HY, HO MOXET IPOABIATLCA U B JIET-
CKOM BO3pacrTe. B nccnenoBanmAx, NpoBeeHHbBIX Ha IIeINAaTPUYECKON KOTOPTe
00/bHBIX ¢ 6071e3HBI0 Bu/IbCOHa, TIOKa3aHO, YTO B e00Te 00/Ie3HN OpasKeHNe
[I€YEeHOYHOI ITAPEHXMMBbI BBIABJIAETCA C 4acTOTOM 69-88%, B TO BpeMs Kak
HEeBPOJIOTMYeCKask CUMITOMATUKA OMNCaHa B 2-26% HaOIIOfieHNIL.

Co6cTBEHHbIE AaHHbIE

B uccnedosanuu, nposedeHHOM HA 6a3e 2actpPOIHMEPONIOZU1EcK020 Omoerie-
Hust ¢ zenamonoeuyeckoti epynnoii PIAY « HMUI] 300posvst demeti» Munsopasa
Poccuu, 6 komopoe 6v111 exntouer 101 pebeHok c 6one3Hvio BunvcoHa 6 so3pactme
om 5 00 18 (cpeonuii so3pacm 12,3 + 2,9) nem 6v710 nokazao, umo cpeoHuti 603-
pacm nepsuuHoti manupecmavuu 6onesHu Bunvcona y Habnrodaemuix 60nvHbIX
cocmasun 9,3 + 3,4 200a, npu 3mom HAUANbHBLE KTUHUYECKUe NPOSETIeHUS patee
3 nem He ommeuanucv. CpedHuil 8o3pacm demeti npu YycrmaHos/IeHUU OUAHO3A
6onesru Bunvcona cocmasun 12,1 + 3,0 2o0a. Ilepuod meouyumckoeo Habmo0eHus
om MoMeHmMa nepeutHoli Manupecmauuu 3a601e6aHUL 00 NOCMAHOBKU OUa-
eHo3a 6one3Hu Bunvcorna cocmasun 6 cpedHem 3,0 + 2,8 200a npu MUHUMATIbHOM
epemeny Habmo0eHuss om 3 mecAues u makcumanvHom — 0o 11 nem. Cpeou
Habnt00aeMbLx O0NLHBIX CMEUAHHAs Popma bone3Hu Bunvcona npu nepsuunoti
ouazHocmuke 3a6onesanust bvina ycmarosnena y 21,8% oemeii, neueHouHas —
¥ 78,2%. Haubonee panHuii 603pacm 0e61oma Hesponou1eckoti CUMnmomMamuxu
6onesHu Bunvcona e nposedeHHOM UCCne008aHUl Obisl YCMAHO87IeH Y 0e60UKU
6 nem, neweHouHoti — y peberka 3 nem.
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FMABA 6. MOPAYXEHUE MEYEHW NPWU BOJE3HU BUNbCOHA

NB! Ilopa>xenne nedeHu npu 6one3Hn BunbcoHa y mereit MoXKeT Ipo-
SIBNIATHCA B BUje Py TbMUHAHTHOTO TeIaTUTA, XPOHIMYECKOTO TeNmaTnTa,
OUppo3a NedyeHN. XapaKTepHO IMCTONATOIOTNYeCKOI 0COOEHHOCTHIO
MopakeH!: NedeHN npu 6ome3Hu BunbcoHa y fereil ABIAeTCA code-
TaHMe BPICOKOTO YPOBHA CKIEPOTUYECKNX M3MEHEHNII ¢ MUHUMA/b-
HBIM I HU3KVIM YPOBHEM BOCHATUTETbHOI AKTUBHOCTH B I€Y€HOYHOM
napenxume. lluppos neyeHu npu oTCyTCTBUN crenupuIecKoii maro-
reHeTn4ecKoil Tepanuu ¢popmupyerca y gereii ¢ 60mesnpio Buibcona
B 43,6% HabmIogeHnit B Bo3pacrte 13,3 + 2,1 ropa.

CuMnToMsl IopakeHne 1edeHn npu 6one3nu BunbcoHa y meteit BecbMa
Bap1abeIbHBI U MMEIOT TeHJeHINIO K OoJiee paHHell MaHudecTanuy, yeM
HeBpOJIOTMYecKasi cuMmnromaruka. [lepsuunas manudecranus 601e3Hn
BuibcoHa MOXKeT ITpOTeKaTh B BUie OCTPOro QyIbMIHAHTHOTO TellaTyTa, Ipo-
ABJIAIOIETOCs Koarysomnarueli, sHnedanonarueit, Kym6c-HeraruBHOI reMo-
JINTUYECKON aHeMMell, IIe4eHOYHO-K/IETOYHOM M ITOYEeYHOM HeTOCTaTOYHO-
CTBIO C BBLSIB/IEHJEM 3HAYMTEIBHOTO [IPEBBILIEHVSI MEU B CBIBOPOTKE KPOBM
y Mode. OT/IYUTeTbHBIMI YepTaMyl QY/IbMIHAHTHOI ITeYeHOYHOI HefloCTa-
TOYHOCTH IIpu 60me3H BuibcoHa sB/IsieTCs HapyleHne MeTabonn3Ma Mean
C BBLAB/ICHJEM BBICOKOJT 9KCKpelyy Meiut ¢ Mo4oit, KymOc-HeraTnBHas remo-
NUTIYECKast aHeMIISI C IIPOTPECCUPYIOLINM CHIDKEHIEM YPOBHS reMOIo01Ha,
0osee HU3KUII YPOBEHD 1IeIOYHOI Ppocdarasbl, XONMMHICTEPasbl U CHIBOPO-
TOYHBIX aMMHOTpaHcepas 0 CPaBHEHMIO C BBICOKMM YPOBHEM OMIMPYOMHa.
B cBs3m ¢ atuM k03 dunmenT menovHoi gpocdaraspl (MMob/m)/Oumpyouna
(Mr/pmn) cocraBnsieT MeHee 2, a kKoabduument e Putuca (ACT/AJIT) npesbi-
maeT 4 B CBA3Y C COMyTCTBYIOmuM remonusoM. Konbna Kaisepa-®neiimepa
06Hapy>kXMBalOTCA MeHee yeM Y 50% OO/NbHBIX C OCTPBIM TeueHueM Oose3Hn
Bunbcona. BonbIIMHCTBO MaLMeHTOB ¢ QY/IbMMHAHTHBIM TedeHVeM 00Je3Hn
BuibcoHa MMeIOT UPPO3 IeYeHN, OHAKO BCTPEYaeTCs pa3BUTHE MACCUB-
HOT'O HEKpO3a IellaTOLMTOB C KAPTUHON OCTPOro (pyIbMIUHAHTHOTO IelaTUTa
Ha ¢poHe popmupyomerocs pudposa nedeHu. OCHOBHBIM METOIOM JIe4eHVS
6omnesHy Bubcona rpy ¢yIbMIHAHTHOM Te4YeHMY SAB/IACTCS OPTOTOIYeCcKas
TPAHCIUTAHTALVISI [IeY€H, XOTSI OIIMCAHbI eAVHIYHbIe HAOMIONeH sl IIPYMeHe-
HVIS1 paHHell XeMupyollell Tepanuy 1 anb0yMuHoBoro auanusa. Hecmorps
Ha TO, YTO 00/Ie3Hb BM/IbCOHA U SIB/ISIETCSI peKMM 3a00/IeBaHueM, CPEfiu fieTeit
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bonesup Bunmbcona y gereii

C OCTPBIM (YIbMIHAHTHBIM TeIIATUTOM, IOABEPTIINXCSA CPOYHOI TPAHCIUIAH-
Talluy IIe4eH), OHa BBIABIAETCA B 5-15% ciyyaes.

KnuHndeckas KapTyHa XpOHNYECKOTO TermaTnTa npu 6onesHu Buabcona
MaJjIo OTIMYMMA OT MOpakeHMA TIeYeHM PYToro reHesa 1 63 maToreHeTnye-
CKOJI Tepanmuy MpUBOANT K GOPMUPOBAHUIO IUPPO3a IEYEHM, YTO AUKTYeT
HeoOXOAMMOCTD MICKTI0UeHN 60e3HN BuabcoHa y Bcex MalMeHTOB C Xpo-
HIYEeCKUM IOpaKeHNeM MeYeHOYHON IapeHXMMBbI ¢/6e3 IMppo3a MmedeHn.
XapaKTepHOIT 4epToil XpOHIYECKOTO TeraTuTa npy 60mne3Hy Buibcona ABA-
€TCs yMepeHHOe MOBbIIIeHNe OMOXMMIYECKIX MapKepoB IIMTO/N3a, X0/leCTasa
1 OMIMpy6MHOBOTO 0OMEHa C BBICOKMM YPOBHEM CTPYKTYPHBIX M3MEHEHMIA
TIIe4eHOYHOJI ITAPEeHXMMBI IPY MOP(OIOTIYECKOM MCCIeOBaHN OMONTATOB
ne4yeHu. bonesHb BunbcoHa MOXKeT KIMHUYECKY IPOTEKATh 110 TUITY ayTO-
VIMMYHHOTO TeIIaTUTa C BbIAB/IEHMEM MIOBBIIIEHHOTO YPOBHSA CHIBOPOTOYHBIX
VIMMYHOT/IOOY/IMHOB U HeCHenMpI4ecKNX ayTOaHTUTEN, CIefl0BaTeIbHO,
HeoOXOMMO VMCKTI0YaTh 6071e3Hb BuibcoHa 11 y 60/IBHBIX € ay TOMMMYHHBIM
TeraTUTOM Npy HedPPeKTMBHOCTH IMIOKOKOPTUKOCTEPOMIHOIN TepaIui.

Co6cTBEHHbIE AaHHblE

B uccnedosanuu, nposedenrom Ha 6asze PIAY «HMUI] 300posvs demeii»
Munsopasa Poccuu, 6vbi10 nokasaxo, 4mo nopajpexue neueHu npu 60nesHu
Bunvcona y demeil npu omcymcmeuy namozeHemu4eckoi mepanuu xapax-
mepusyemcs 8vicoxoil uacmomoii (43,6%) dopmuposanus yuppomuueckoti
mparcpopmayuu neweHu 6 6o3pacme 13,3 + 2,1 eooa. IIpu omcymcmeuu yup-
po3a (56,4%) ommeuero npeobnadanie CUMNINOMOSE XPOHUUECKO20 2enamuma
MUHUMANILHOUL U ymepeHHol cmenenu akmusHocmu (91,3%).

VYnbTpa3ByKOBOE UCC/IeA0BaHNE OPraHOB GPIOLIHOI NOAOCTH

YnprpassykoBas guarHocTtuka (Y3V) — ofMH M3 caMBIX HOCTYITHBIX
¥ MTHPOPMATUBHBIX BU3YaIbHBIX METOIOB JUArHOCTVKY XPOHIYECKUX O0/1e3-
Hell IIeYeHN Y JeTell, MMEIoLMii HeMaJTOBaKHOe 3HaYeHE B alTOPUTMe [IMa-
THOCTMYECKUX MEPOIPUATUII Ha IEPBOM 3Tare 00CIefoBaHMs MallIEeHTOB
U I JUHAMUYEeCKOJ OLeHKU COCTOAHMS OpraHa. JIHHOBalMlOHHbBIE TeXHO-
JIOTUM, pean30BaHHbIE B yIbTPA3BYKOBBIX CHCTEMaX 9KCIIEPTHOTO K/lacca,
3HAYNUTEIbHO PacIIMpPAIT BO3MOXHOCTU Y3V, nogHUMasA ero kauecTBo
Ha HOBBIJI ypOBeHb. [Ipy 9TOM cIlenyanamucTbl pacronaraloT 00beKTBHBIMMI
HeMHBa3MBHBIMU MeTouKaMu Y3V mapeHXuMbl eyeHu u ctaauii ¢pubposa.
9TO TpaH3MeHTHas d7acTorpadusi medyeHn ¥ MeTOJ, KOJIMYeCTBEHHON OLIeHKN
CTPYKTYpBbI mapeHxumsl redeHn (Acoustic Structure Quantification, ASQ).
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Bonesub Bunbcona y fgereii

B To >xe Bpemsa y [leTell TaKMX KOMIUIEKCHBIX MCCIeJOBAHNI IIapEeHXMMbI
IIeYeHV paHee He IPOBOJM/IOCh.

Co6cTBEHHbIE AaHHblE

B uccnedosanue, nposedenroe Ha 6ase PIAY «HMUI] 300posvsa demeii»
Mumn3sdpasa Poccuu, 6vin0 exntouero 89 demeti ¢ 6one3Hvto Bunvcona 6 603-
pacme om 5 0o 18 (cpednuii eo3pacm 12,3 + 2,9) nem. Pecpepenmmyio epynny
cocmasunu 50 ycnos8Ho 300posbLx Oemetl 1020 e 603pacma. Ipynna cpasHe-
HUst cocmosina u3 127 demeti ¢ XpOHUUECKUMU 2enamumamiu pasauuHol Imuo-
noeuu (eupycruie cenamumot B u C, aymoummynnuviii eenamum,). Bcem Oemsam
nposodunu cneyuanvHoe Y3-uccnedosanue opeanos 6poULIHOL norocmu
¢ nomowspto Y3-ouasnocmuueckoil cucmemot axcnepmuozo knacca Toshiba
Aplio XG V4 (konsexcHouii damuux ¢ wacmomoii 6,0-8,0 MIy, u nunetitoviii
damuuk ¢ uacmomoti 10,0-14,0 MIuy,). IIpu amom 8 npomoxosn 06cned08anus
6vL1 86€0eH KONUUeCBeHHbITI AHAIU3 AKYCMUYecKol CmpyKmypul napem-
xumot neweru. Pynxuyus ASQ exnrouana 3 eapuanma oyeHKU: NOCMpoeHue
2UCMOPAMMbL, 16€11080€e KOOUPOB8aHue U CPABHUMeNbHbLYL AHANIU3 C Onpe-
Oeneruem undexca nnomuocmu (MI1) napenxumvr newernu. VII usmepsnu
6 KAHOOM cezmerme neweHu 3 pasa, BLIMUCTIATIU CPEOHION BeTUUHY, KOMOPAsT
ABNANACL OKOHUAMeNbHbIM nokazamesnem. [Jannvie Y3-memo0os uccnedosa-
HUS CONOCMABAAU C 2UCONOZUHECKUMU UCCTIE008AHUAMU, KOMOpble Obiiu
8bINONHeHbL Y 64 nayuenmos ¢ 6one3uvto Bunvcona u y 127 oemeti epynnol
cpasHenus. Mopgponozuueckas oyenxa cmaouu ¢gubposa 6vina nposedeHa
no wxane METAVIR: omcymcmeue ¢ubposa (F0), pubpos 6e3 ob6pasosarus
cenm (F1), ¢pubpos ¢ edunuunvimu cenmamu (F2), pubpos ¢ mHoxecmeen-
Hoimu cenmamu 6e3 yupposa (F3), pubpos ¢ mHoxmecmseeHHbIMU cenmamu
c yupposom (F4).

1o dannvim mpaduyuonxozo Y3-uccnedosanus y demeii ¢ 60ne3Hvio Bumo-
COHA HA CMAOUU XPOHUHECKO20 2eNaAmuma onpeoesanoch ymepeHHoe ygenuderue
pasmepos neveHu u cene3eHKu no cpasHeHur ¢ Hopmoi. Habnooanace ooHo-
MUNHOCMYb USMEHEHUL CMPYKMYPbl NAPEHXUMDbL nedeHU U cesle3eHKU 68 8ude
MHOMCECBEHHBIX 2UNOIX02EHHDLX YHACTNKOE HENPABUNLHOLL POPpMbL C pa3Mbl-
MbIM KOHMYpom, Oe3 onpedesieHHOl 10Kanu3auuu, pasmepom 6-10 mm Ha PoHe
ougpysroii HeooHopoorocmu naperxumot (puc. 1, A). bvino ycmarnosnero, umo
2UN03X02eHHbIe YHACKU ABAAMCA 0C00eHHOCMbI0 Y3-KapmuHol napeHxumol
neuenu y demeti ¢ 6071e3Hv10 Bunvcona, Hanuuue Komopuix 8bicOKOUHPoOpMamue-
HO 071 OUAZHOCMUKY IMOTE NAMON02UN: CNEUUPUHHOCIND U YYBCIBUIMENTHOCHb
cocmasunu 100%.
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bonesup Bunmbcona y gereii

Puc. 1. Oxorpamma reveHu peberka ¢ 60me3Hb0 Brbcona: A — Ha CTafuu XpOHM-
YeCKOTo rernaruta; b — Ha ctaguy nupposa neyeHn.

Ha cmaoduu yupposa neueru 6 ucxode 6onesHu Bunvcona HeoOHopooHocmb
NApeHXUMbl XapaKmepu3o6anacs MaxUCHocmolo ne4eHOYH020 PUCYHKA U Y3/1a-
mu pezeHepayuu pasmepom om 6 0o 20 mm (puc. 1, b). Onpedensnuce ysenuuerue
np0o00NbHOZ0 Pa3mMepa cene3eHKU 1o CPAGHEHUIO C B03PACHBIMU HOPMAMU, OUP-
Py3Has HEOOHOPOOHOCMD ee NAPEHXUMbL U MHOM(eCIBeHHble BHYMPUOPeAHHbIE
8eMmau cesie3eHOHHOLL BeHbL C 2unepaxozeHHbIMU cmeHkamu. Yemxo onpedenanucy
Y3-npusnaku nopmanvHoil eunepmen3suu: ysenuueHue 00emMH020 KPOBOMOKa
10 €Ocyoam nopmanvHoti CUCIeMbl 3a CHern PACUUPEHUS CINBOTI06 B0POMHOTLL
U cene3eHO4HOLL 8eH, NoBblleHUe UHOEKCA Pe3UCIEHIMHOCMU 6 COCY0aX 4PesH020
cmeona (06usas neueHoOUHAS U cefe3eHOUHAT APMepPUL); BblABNANUCY MAKHe aHa-
CMOMO3bL 6 8U0e PeKAHATUZAUUYU NYNOUHOL 8eHbL C KPOBOMOKOM U 8APUKO3HOE
pacuiuperie 8eH CreHOK H#eyoKa u senuroeo nysvips. Ilpu omcymcmeuu gubpo-
3a (F0) y 6 nayuenmos ¢ 60n1e3Hvt0 BunbcoHa usmeHeHus cmpykmypol napeHxu-
MbL neweHu 0L 00YCI067IeHbL UL Oucmpodueii zenamovumos. Jannvie ASQ
He OMIUYATIUCL OM MAK0BbIX 8 2pynne 300posbix Oemeti. IIpu ysemosom koou-
POBAHUU UL COLOUHUMENIBHOMKAHHbIE CIPYKIMYPblL KANCYIbl NeYeHU U CIeHOK
KpynHuix 6emeeti 80POMHOL 6eHbl OKPAUIUBATIUCL KPACHLIM U4BeMOM Ha PoHe
3e71eH020 MoHa HopmanvHoti mxanu nevenu (puc. 2, A). Ha zucmoepamme omcym-
cmeosanu éapuavuu (puc. 3, A). Ha kpusoti seposmHocmu nnomuocmu (Kpusas
Parnest) sapuayuu He 6bix00UnU 3a npedesnivt PUKCUPOBAHHBIX NAPAMEMPOS HOP-
ManvHoti mkanu nevenu (ienmas kpueas) (puc. 4, A). 3nauerue VII xonebanoco
om 0,70 do 1,19, meouara cocmasuna 0,98 [0,92; 1,08], umo coomeenmcmaesosano
HOPMATILHOTL MKAHU neveHu y Oemeli pedpepeHmHOLL epynnol.

Y 32 nayuenmos no mopgonozuteckum 0aHHbIM OMMEHAICT MUHUMATHBLT
U ymepeHHo evipacerHolii pubpos (F1-2). IIpu Hanoxeruu 46emosozo Kkooa
Ha u3o0paxceHue NapeHxXUumMbl neveHu npu ucnonvzosanuu ASQ coeounumens-
HOMKAHHble CMPYKMYPbl KPACHO20 UBema GUKCUPOBAIUcy No X00y Nopmaty-

22



Bonesub Bunbcona y fgereii

Puc. 2. IIBeToBOE KOIMpPOBaHKe: A — HOpMaJibHasA MapeHXuMa fedeHn; b — Mmuum-
MaJIbHO BBIP@XEHHBIN Ppribpo3; B — BrIpaxkeHHbIT Pribpos; I' — nmppo3s nedeHn.

Holx mpaxmos (puc. 2, b). Ha eucmozpamme ommeuanoco Hebonmvuioe Konute-
cmeo sapuavuii (puc. 3, ). Ha kpusoti Pasness sapuavuu 6vix00unu 3a npeoenvi
puxcuposantvix napamempos HopmanvHoti mxanu newenu (puc. 4, b). MI1
konebancs om 1,19 0o 1,78, meduana cocmasuna 1,40 [1,26; 1,58].

Y 15 demeii ¢ 60ne3Hvto Bunvcona no danHuim mopgonozueckozo uccnedo-
BAHUS ONPedeNISINUCY NPUHAKU BbipaxcenH020 ¢ubposa (F3). IIpu ysemosom
KOOUPOBAHUU KPACHBLI MOH OMMeUANcs He MONbKO No X00y NOPMATbHbLX
MPAKmos, HO U OMOeNbHbIMU yHacmKamu 6 napeHxume nedenu (puc. 2, B).
Konuuecmeo sapuayuii Ha eucmozpamme (puc. 3, B) u kpusoii Panest 6v110 3Ha-
yumenvroim (puc. 4, B). MII konebancs om 1,80 do 2,70, meduana cocmasuna
2,32 [1,99; 2,58].

Y 11 nayuenmos ¢ npusHakamu mMakpoHOOYAAPHO20 UUPPO3a neveHu
(F4) npu oxkpawusarnuu napeHxumol npeobnaoan kpacHolii mou (puc. 2, I').
MmnoscecmeenHvie sapuavuu Ha zucmozpamme (puc. 3, I') u kpueoti Panes 6vixo-
ounu 3a npeoenvt PuKCUPOBAHHLIX NAPAMEMPOS HOPMATLHOL MKAHU NeveHU
(puc. 4, I'). luanason snauenuti V11 6 epynne nayueHmos ¢ yuppo3om neueHu
6vL1 8 npedenax om 2,77 do 3,60, meduana cocmasuna 2,88 [2,80; 3,14].
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Puc. 3. [ucrorpamma: A — HOopMasibHasA NapeHXMMa IleyeH!u; b — MUHMMaNIbHO
BBIpa)KeHHBIT p1bpo3; B — BeipaskeHHbIT p16po3; ' — 1uppos neyenn.

Takum obpasom, nposedeHHble HAMU UCCIE008AHUS NOKAZANU, YMO Npeo-
CMAaeneHHAs anbMepHAMUBHAS HeUHBA3UBHAS Y3-Memoouka KonuuecmeeH-
H020 aHAnU3a aKycmuueckot cmpyxmypol napeHxumvt neveru ASQ umeem
HenocpedcmeenHoe OuazHOCMuU4ecKoe 3HaveHue npu 06cnedo8anuy demeti
¢ 6onesnvio Bunvcona. Lleemosoe koOuposarue no3eosnsem 8U3yanvHo oue-
HUMb CmeneHv 6vblpaxeHHoCmMuU Gubpo3a U KoAU4ecmeo OyHKUUOHUPYO-
wieli NapeHxXUMbl: Hem 20MO2eHHee MKAHb nedeHU, mem meHvule 8apuauti
Ha 2ucmoepamme u kpusoti Panes, 6vi1x00Ausux 3a npedenvt PUKCUPOSAHHDLX
napamempos HOPMAnLHOL MKAHU NedeHu, U HA00opom, uem 6onvule 6apuanuil,
mem BvipadxcerHee pubpos. Pesynvmamut uccne008aHus 0eMOHCMPUPYIOm 63a-
umoces3b mexcoy MIT u eucmonozu4eckoti cmenexvio svipasxeHHocmu pubposa.
WII sensemcs penpesenmamuervim napamempom ASQ-ananusa napeHxumol
neuernu. OH He MOIbKO MOXMcerm Obitb UCNONIb308AH KAK HeUHBA3UBHDIL MapKep,
HO U 0aem 803MONHOCMb NPOCTEOUMb 3a PA3BUMUEM NPOUECCa ¥ Kax 0020
KOHKpemHozo 60/1bH020.
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Puc. 4. Ipaduk BepoATHOCTY IIOTHOCTY ¥ MHAEKC IwioTHOCTH (Ratio): A — HOp-
MasibHas [TapeHXMMa fedeHr; b — MuHuManpHo BepaskeHHbIIT Gubpo3; B — Bbipa-
JKeHHBI Pprbpos; I' — umuppos nedeHn.

KomnbloTepHas Tomorpacgus opraHos 6p1oLwHoOil NonocTyu

B nocnexguue roppl 60/1blIOe BHUMAaHNE YAeAETCS U3YYeHNIO 0CO0eH-
HOCTeJl BU3yanu3aluy Py TenatoOun1napHoil NaTOMOIUY 0 LaHHBIM
kommbloTepHol ToMorpaduu (KT). OcHoBubIMU muddepeHnmanbHO-ua-
rHocTryeckumu KT-kpurepusamu npu audysHbix 3a001eBaHMAX eYeHN
ABJIAIOTCA U3MEHEHNA €€ BeNINHBI, POPMBI, TeHCUTOMETPUYIECKIX II0Ka3a-
TefeN, peXXe — CTPYKTYPBI.

KT medyennu mosBosnsAeT BU3yannu3MpoBaTb BeCb OPraH — OT €ro BepXHeil
TPaHUIIBl y Kynosa auadparmMsl 10 KOHIJA XBOCTATON TOMM — VI U3MEPSTh
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IJIOTHOCTD ITAPEHXMMBI, BBIP2)KaeMYI0 KOMMYECTBEHHO B €VIHNIIAX IIKAJIbl
XayHcdunpa (en. X), B KOTOpOIT INIOTHOCTb BOABI MPUHATA 3a 0, INIOTHOCTD
Bo3fyxa — 3a 1000. HopmanbHas napenxuma nedenu umeet KT-mnorHocTh
oT +55 710 +65 ex. X, T.e. 6071ee BBICOKYIO, YeM JIpyTie MATKIe TKaHM, YTO CUM-
TAEeTCA CIEACTBYEM COfIEP>KaHNA B IIEYEHN OIPEIEIEHHOIO KOMMYECTBA ITINKO-
reHa 11 >xerne3a. Hambornee ycrenno ¢ nomomnnpio KT MOXHO BBIABUTD >KMPOBYIO
puctpoduro nedeHu. I1py 3TOM COCTOSHMY PEHTT@HOBCKOE OCTa0IeH e TTeYeHN
yMeHbIlIaeTcsA NpuMepHO Ha 15 ef. X Ha Kaxkble 10% yBenmnyenus xxupa.

Hekoropble aBTOpBI YKa3bIBAIOT Ha BAXXHOE JMArHOCTUYECKOE 3HAYEHIE
M3MepeHVsl PeHTT€HOBCKOJI IIOTHOCTY TKaHM Ie4eHy Ipu 60Ie3HAX HaKo-
nneHuA. Tak, TunepAeHCMBHOCTD [I€Y€HOYHOI MAapEeHXMMbI OIIMCAaHA IIPU
HaC/IE[CTBEHHOM IréMOXPOMATO3€e U TeMOCUEPO3€e, IEKAPCTBEHHBIX IelaTu-
TaX, BBI3BAHHBIX JINTENbHBIM IIPMEMOM aMMOJIapOHa 1 NPENapaToB 30/10Ta,
XPOHMYECKOM OTPABJIEHUY MBIIIbAKOM, IIPU MCIIOTIb30BaHNY KOHTPACTHBIX
CPeZCTB, COlep)KallNX TOPUIL. B HEMHOTOUMC/IeHHBIX pabOTaxX yKasbIBaeTcs
Ha LIMPOKMII IVAIIa30H KOJIeOaHMII IEHCUTOMETPUYECKIIX [T0Ka3aTesIell mapeH-
XVMBI ITedeHn 1Ipy 6ose3Hy Buibcona.

Co6cTBEHHbIE AaHHbIE

B uccnedosanuu, nposedenrom Ha 6asze PIAY «HMUI] 300posvst demeii»
Mumnsopasa Poccuu, 6vin10 8xknouero 27 demeil ¢ 60ne3Hvio Bunvcona, komopoim
NP0OBOOUNU KOMNLIOTEPHYI0 MOMO2Paduio 0pearos OprouiHoll nonocmu. AHAnU3
U300paxceHUil bINOHANIU HA OCHOBE 8U3YATLHBIX U OEHCUMOMEMPUHECKUX OaH-
HBIX ¢ y4emom Popmbl, Xapaxmepa KOHIYPOs, NAOMHOCHU NAPEHXUMbL NeHeHU,
Hanuvus 00NONHUMENbHLIX 00pa308anuti, exnouenuti u 0p. IlepedHesaonue
pasmepot doneil neueHy USMEPANU HA YPOBHe B0POM, NPAsoli 00U — 1o cpedHe-
KAYUYHOU TUHUU, 71€601 001U — 1O CPEOUHHOU TUHUU. [/ 8bIA6/IEHUS Ce2-
MeHMAapHOT unu Oug@y3Hot ampoduu unu eunepmpopuu neweHu onpeoeninu
coomHouerue doneil u 8vruucnany uxoexc I ceemenma (omuouierue WUpuHblL X60-
cmamoti 0onu neveHu K uiupuHe npasoti 0onu nevenu). [JeHcumomempuueckie
noKa3amenu 8blABNIEHHBIX CMPYKMYp onpedenanu no wikane 6 ed. X. Vameperue
peHmeeH0BCKOl NAOMHOCU NAPEHXUMbL HeueHU NPOBOOUTIU HA YPOBHE 80POM
neuenu, 8 I-VII ceemenmax, ¢ oanvHeliuum 8vieedeHuem cpeoHeli 8eTUUUHDL
3HAYEHUTI PeHM2eHOBCKOU NAOMHOCMU 6 HamueHy dasy. JononHumenvHo
UBMeEPATIU OUAMempol 60POMHOLL U Cene3eHOUHOTI BeH.

ITo pesynomamam KT, y 11 (40,7%) u3 27 nayuenmos 6vina 6viA6/1eHa
YMepeHHAS eenamomezanus, ¢ Oucnponopyueti 0oneti u yeenuveHuem uHoeK-
ca I ceemenma. Heposrocmov xonmypa newenu ommeuera y 9 (33,3%) demeii

26



Bonesub Bunbcona y fgereii

¢ Gone3nvio Bunvcona. Y amux xe
nayueHmos 6 napeHxume neveHu
8bLAB7IEHDL MHONECMBEHHbLE pece-
HepamopHvie y37vl, yKA3bleasuile
Ha Hanuvue yupposa (puc. 5). Kone-
OaHUsL peHmeeH08CKOU NIOMHOCU
neueHu y nayueHmos ¢ 601e3Hv10
Bunvcona naxoounuco 8 duanasome
om +39,0 do +77,0 ed. X. Hopmanvn
vle deHcumomempuueckue noKa3a-
menu umenu mecmo y 15 (55,6%), ux
CHUMNCeHUe, CB8UdemenbCcmaosasiiee
0 HUPOBOM 2enarmose, 3aPuKcuUpo-
earno y 10 (37,0%), a nosviuenue,
C8A3aHHOe, 04UeBUOHO, C HAKONe-

Puc. 5. KT opraHoB OpromIHoi I0I0CTH
y ieBO4KM 16 et ¢ 60/me3sHbI0 BunbcoHa
(bpoHTanpHasI IPOEKINA): TeIaTOCIIIe-

HOMeTanus, CHYOKeHMe TJIOTHOCTHBIX
XapaKTePUCTUK HAPEHXMMBI IeYeHN
(+39 en. X), nopTanpHas rUIepPTEH3NS,
KOHKPEeMEHT >XeT4HOro my3sipsa. Cob-
CTBEHHOE Habonene.

Huem meou 8 opeare, — y 2 (7,4%)
nayuenmos. Pacuwuperue ouame-
mpa 60pomHoti 8eHvl 8viA67eH0 y 11
(40,7%) nayuermos, u3 Hux 9 umenu
pacuiupenue ouamempa u cesie3eHoU-
HOUL 8eHbl. IMU NPUSHAKU KOCBEHHO CBUOEMeNbCMB06ATIU 0 HAUMUU Y 0aHHbLX
60NIbHBIX NPUSHAKOB NOPMATIbHOU 2UNepmeH3UL.

Mopdonorudeckne u3meHeHUA Ne4eHu

Mopddonornueckne usMeHeHns nedeHy npu 6one3nn Buibcona He ABA-
I0TCsI TATOTHOMOHWYHBIMY ¥ BK/TIOYAIOT B Ce0s1 Ha paHHUX CTA/sIX IPUSHAKA
XKVPOBOJ MHWIBTPALIMY TeIIaTOLNTOB (KPYIHOKAIIe/bHO U ME/TKOKAIIe/Ib-
HOJ1), [INKOT€HOBOI iereHepanuy siep U GOKaIbHbII TelaToLe/TI0/APHBII
Hekpo3. Kak mosararor, )upoBas gereHepanys relaToOLUTOB Ipy 601e3HN
BunbcoHa cBsi3aHa ¢ OKCUATUBHBIM IOBPEX/EHUEM MUTOXOH/IPUIL C TIOCTIe-
AYIOIIMM HapyLleHueM MeTaboIM3MOM JIUINOB, @ BOCIA/TNTEIbHBIE TIPO-
SIBJIEHUsI — C TIEPEKVCHBIM OKVMCTIEHVEM TUIINJIOB, TeHepalueil CBOOOTHBIX
pafiMKasoB M VICTOIIEHMEM 3aIIacoB ITIIOTaTMOHA B pe3y/IbTaTe HaKOILIe-
HIs1 U30BbITKA Mefy B renarountax. OmycaHbl IMCTONMOTNYECKIIe ISMEHEHNs
IIeYeHOYHOII TAPEHXMMBI [0 TUIIY ay TOMMMYHHOTO TelaTUTa, BUPYCHOTO,
QJIKOTO/ILHOTO ¥ JIeKAPCTBEHHOTO NopakeHns nedenn. [To Mepe mporpeccu-
POBaHVA NOBPEX/eHUII TapeHXMUMBI popmupyeTcs pubpo3 ¥ BHOCIEACTBUN
11ppo3 rnedern. OOBIYHO BCTpeYaeTcsi TUCTONOTMYeCKask KapTUHA KPYITHO-
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Y3/I0BOTO LIMppO3a IeYeHN B Mcxome 60me3Hn BuiabcoHa, OfHAKO ONVCAHbI
CIIy4ay ¥ MeNKOY3/I0BOrO LIMPpPO3a.

[Tpn 6ome3ny BunbcoHa oKpammBaHMe TKaHM IIeYeHNU Ha Me[b MIMeeT
HU3KYIO JVAarHOCTUYECKYIO LIEHHOCTb: Ha paHHUX CTaJUAX Melb HEPAaBHO-
MEPHO paclpeenseTcsa B IUTOIIa3Me TeNaTOLMTOB U 9YacTO He BbIAB/IAETCS
PV OKpacKe pOaMIHOM W pybeaHoBOI KucnmoToit. OpcenH, KOTOPbIi, KaK
[I0/IaTal0T, OKpaIlBaeT IOIMMEPU30BaHHbIE METAITIOTMOHENHDI, CEKBECTUPO-
BaHHbIE B /IN30COMaX, JaeT XapaKTePHOe OKpallVBaHMe TOIbKO Y ITOJIOBMHBI
OONBHBIX C paHHell cTafueit 6one3Hu Buabcona.

Cob6cTBEHHbIE laHHble

B uccnedosanuu, nposedenHom
Ha 6asze OTAY «HMII] 300po6vs
demeti» Munsopasa Poccuu, nynxuyu-
OHHAS buONCUs neveHu Oviaia 6vINOJ-
HeHa 64 demsm ¢ 6one3Hvio Bunvcona.
IIpu mopponoeuueckom uccnedosa-
Huu (puc. 6, A-B) 60 6cex Habntooe-

Puc. 6. Mopdonornyeckoe nccienopa-
HIie TKaQHU IIeYeHN Y AeTeil (COOCTBEeHHbIe
Hab/TIoeHns)

ITpumeuanue.

A. TTanmenT ¢ 60ne3ubi0 BuibcoHa,

14 net (0Kpacka reMaTOKCUINHOM

¥ 903MHOM, YB. 400): 1 — cmabo BbIpa-
KeHHas MHQUIbTPAIA HOPTaTIbHOTO
TPAKTa; 2 — KPYIIHO- i MENIKOKAIleIbHOe
OXXMpEHMeE TeNaToUTOB; 3 — BaKyO/H-
3aumA Agep renarounTos. b: [Tanyent

¢ 6o7e3HbI0 Bubcona, 14 et (okpacka
mKpodyKcHOM 110 MeToRy Ban-Iu3oHa,
yB. 100): MHO>KeCTBEHHbIe IIOPTO-IIOp-
Ta/bHble cenThl (cTpenku). B. [Tanment

¢ 6o7e3HbI0 BuibcoHa, 9 et (okpacka
mKpodyKcuHOM 110 MeToRy Ban-In3oHa,
yB. 400): 1 — mopro-noprabHas Cenra;
2 — 30HBI [IEPUTENIATOLE/ITIONIAPHOTO
¢ubposa.
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HUSIX He BblA67IeHO NAMOZHOMOHUYHBIX USMEHEHUT] NeveHOYHOT MKAHU, UMeIU
Mecmo OezeHepamueHbvle USMEHEHUS 6 2enamoyumax: mymuoe Habyxauue
yumonnasmol — y 41 (64,1%), menxue u/unu kpyntoie saxyonu — y 35 (54,7%),
6announas oucmpogpus — y 20 (31,3%) demeii. Hanuuue 08yxvadepHoix eena-
moyumos ommeuero 6 33 (51,6%) mopgonozuneckux Uccne006aHUAX, AHU30-
kapuo3z — 6 20 (31,3%), 6axyonu3auus u 2nuxkoeeHo8as dezeHepayus soep zena-
moyumos Habmooanacw y 26 (40,7%) oemeii ¢ 6one3Hvio Bunvcona. Habyxarue
Kyngeposckux knemox ommeuanoco y 17 (26,6%), ux nponugepayus —
v 9 (14,1%) nayuenmos. IIponugepauus sxenuHvix NPomMoKos 6 NOPManvHoLx
mpakmax u cenmax eévisténena 6 20 (31,3%) cnyuasx. Mopgonoeunecku ¢pubpos
neueHu 8visi67IeH Y 58 nayueHmos: MuHumanvHolii (pubpos nopmanvHvIx mpax-
mos) — y 13 (22,4%), ymepennoiii (nopmo-nopmanvoiii pubpos) y 19 (32,8%),
svipasceHHblil (nopmo-yenmpanvHolii pubpos) — y 15 (25,9%). Y 11 (19,0%)
demeti 0OHapyseHbl npusHaku yupposa. Ipusnaxu xpoHuueckozo zenamu-
Mma MUHUMANLHOL akmueHocmu (cpedHee 3Ha4eHUe UHOEKCA 2UCTNOTIO2UYe-
ckoti akmuenocmu, UTA, no Knodell 2,4 + 0,6 6anna) evisénenvt y 26 (40,6%)
6onvHolx, Huskoil (MII'A no Knodell 5,3 + 1,3 6anna) — y 26 (40,6%), yme-
pennoti u evicokoti (MII'A no Knodell 9-14 6annos) — y 4 (6,3%) 6onvHbix.
Bocnanumenvote usmerenus omcymcmeosanu 6 6 (9,4%) cnyuasx. 3Hauumoix
KOppensAuuLl Mexoy mopPonozutecKum uHOeKCoOM 2UCHON02UHEeCKOTE AKM UG-
HOCMU U YPOBHEM MPAHCAMUHA3 6 Cbl6OPOMKe KPosu y demeil ¢ 601e3HbI0
Bunvcona He sviaenero. Takum o6pasom, mopgonozuteckumu 0cobeHHOCMAmU
nopaxceHus neveHu npu 6onesHu Bunvcona senanocvy npeobnadarue MUHU-
MAnvbHOU U HU3KOU cmeneHu akmuseHocmu npovecca (81,2%) 6 couemarnuu
¢ 8vicokoti doreli 8blpaceHHvIX pubpomuueckux usmerenuti (44,9%).

IIpu nposederuu cneyudu4eckoti OKpacku Ha medb MKAHU NeveHU ¢ NOMO-
w0 pybearosoti Kucnomuol 25 mopgonozuneckux 06pasy06 mrkaHu neveHu
demeti ¢ 6one3Hvlo Bunvcona nonoxumenvHolii pe3ynvmam Ovin 6visA6/eH
monvko 6 25% cnyuaes.

YABTpacTPyKTypHbIE USMEHEHNMsI B T€IIaTOLMTAX MOTYT COITYyTCTBOBATD MU
[lake OIlepe)XkaTh IPOsBJICHN A, Hab/MIogaeMble PV CBETOBOI MMKPOCKOIINN.
MMTOXOH/IPUY TeITaTOLMTOB BBIITIA/SAT TeTepOreHHBIMY 0 pasMepam 1 Gpop-
Me, C yBE/IMYEHHO INTOTHOCTBIO MaTPYKCA, cellapaliyeil B HOpMe CKIIeeHHBIX
HApPY)KHOU U BHYTPeHHEN MUTOXOH/PUAIbHBIX MEMOpaH, pacliypeHHbIMI
MEXXI'peOeIKOBBIMI IIPOCTPAHCTBAMY CO MHOXKECTBOM BaKyO/IM3UPOBaHHBIX
Y KPUCTA/INYECKUX BKIIOYEHMIT B MATPUKC. VI3MeHeHNsI B MUTOXOHAPUSAX
0OBIYHO CTAHOBSATCA MeHee BBIPaKEeHHBIMI VIV MICUE3aI0T ITOC/IE J/IUTe/IbHO
Tepanuu J-NeHNIV/UTaMIHOM.
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MoneKkynapHble 0CHOBbI (hUGPO3MPOBaHUA NEYeHH

KimoueBast ponb B mEMIManym ¢pubposa NpyHaIIeKNUT 3Be3A4aThIM K/IeTKaM
TIe4eH, KOTOpbIe IOf IefiCTBIEM TPUITEpOB (prbporeHesa IIPOXOAAT HECKOTIbKO
craguii TpaHcAndGepeHIaVN, CEKPETUPYIOT PA3IMYHbIe IIUTO- U XEMOKI-
HbI (HaIIpuMep, pocToBbIe (PaKTOPDI, SHAOTEMNH-1) ¥ aKTVBHO IPORYLUPYIOT
KOMIIOHEHTBI 9KCTPALe/UTIO/IIPHOTO MaTpUKCa (TMaTypOHOBas KUCIOTA, KOJIIa-
rensl I, I u IV Tunos, naMuHuH, TeHacUyH u ip.). B pesynbrare nmpoucxomur
M30BITOYHOE Pa3BuUTHe GYOPO3HON TKAHM B IleYeHN. B moc/ieHyme rofbl MHTEH-
CUBHO MCC/IEAYIOTCA M3MeHeHM s KOHIIeHTpalMil Cepo/IorMYecKX MoKasaTernei
y 60/IBHBIX ¢ XpOHMYecKuMu 60me3HAMY nedenn. Cpeyt HUX Hanbosee N3ydeH-
HBIMI ABJIAIOTCA TMATypOHOBasA KUC/IOTa, Kornared IV tnna (K IV), marpukc-
Hble MeTa/utonporenHassl (MMII) 1 ux TkaneBbie nurn6MUTOPSHI (TVIMII).

Co6cTBEHHbIE AaHHbIE

B uccnedosanuu, nposedenrom Ha 6ase PIAY «HMMUI] 300posvs demeti»
Munsopasa Poccuu, coi6opomoutvle KOHueHMPauuu Mapkepos Guéposuposanus
6vinu onpedenervt y 21 pebetxa c 60ne3Hvio Bunvcora. B epynny KoHmpons éko-
uero 15 300posvix Oemetl, 6 2pynny cpasHerust I — 30 nayueHmos ¢ aymoummyH-
HblM 2enamumom, 6 epynny cpasrenuss II — 36 oemeii ¢ enukoeeH0601i 6071€3HbI0.
Iosvluenue codepianus 2uanypoHosoti Kucnomol évisenero y 10 (47,6%), KIV —
maxk xce y 10 (47,6%), MMII-2 — y 2 (9,5%), MMII-9 — y 9 (42,9%), TUMII-1 —
y 12 (57,1%), mpancopmupyrousezo pocmosozo daxmopa 6ema (TOP-f) —
y 4 (19,0%) nayuenmos. Meduara KoHUeHMPAUUYU 2UATYPOHOB0L KUCTIOMDbL NPU
6onesnu Bunvcona cocmasuna 29,7 [20,7; 113,2] He/mn, npu aymoummyHHOM 2ena-
mume — 51,2 [29,2; 137,2] He/mn, npu enukoeerosoii 6onesnu — 21,4 [13,7; 36,4]
He/mn, y 300poebix demeti — 8,3 [6,2; 22,8] He/mn. Meduana konuenmpavuu K IV
npu 6one3nu Bunvcona cocmasuna 211,7 [143,4; 404,5] ne/mn, npu aymoummyH-
Hom eenamume — 407,4 [233,1; 533,2] He/mn, npu enukozerosoti bonesnu — 422,6
[198,9; 735,1] He/mn, y 300posvix demeii — 205,6 [182,4; 225,3] ne/mn. Meduana
koHuenmpavuu MMII-2 npu 6one3nu Bunvcona cocmasuna 274,0 [235,0; 323,0]
He/mM7, npu aymoummyHHom eenamume — 295,5 [267,0; 340,0] ne/mn, npu enu-
KozeHo80tl bonesnu — 274,0 [221,5; 315,5] ne/mn, y 300posvix demeii — 351,5
[319,0; 373,5] He/mn. Meouana konyenmpavuu MMII-9 npu 6onesnu Bunvcona
cocmasuna 210,0 [160,0; 280,0] He/mn, npu aymoummyHHom zenamume — 235,0
[140,0; 330,0] He/mn, npu enukozernosoti 6onesnu — 210,0 [165,0; 275,0] He/mn,
y 300posuvix demeti — 150,0 [130,0; 200,0] ne/mn. Meduana koHueHmpayuu
TUMII-1 npu 6onesnu Bunvcona cocmasuna 488,0 [428,0; 498,0] ne/mn, npu
aymoummynHom 2enamume — 498,0 [436,0; 536,0] He/mn, npu enukozeHo60i
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6onesnu — 515,0 [498,0; 596,0] He/mn, y 300posvix demeii — 416,0 [284,0; 482,0]
He/mn. Meouana konuyenmpavuu TOP-f npu 6one3nu Bunvcona cocmasuna 16,0
[2,2; 32,8] He/mn, npu aymoummyrnom eenamume — 15,4 [11,3; 28,1] ne/mn,
npu enukoeeHosoti 6onesnu — 25,2 [14,0; 103,0] He/mn, y 300posvix Oemeti —
9,3 [2,4; 34,0] He/mn.

IIpu nposederuu cmamucmuueckozo aHarusa ycmaHoeneHo, 4mo KOoH-
UEeHMPAYUS 2UanypoH060ill KUcromul npu 6one3Hu Bunvcona u aymoum-
MYHHOM 2enamume Oviid 3HAYUMO Bblude, eMm Y 300posvix demeti (p = 0,003
up = 0,001 coomeemcmeeHHo) u npu enuxkozeHosoti 6onesnu (p = 0,028
u p = 0,001 coomeemcmaerino). Cooepycarue K IV 6 coisopomxe kposu y navu-
eHmoe ¢ 6071e3HvI0 BunvcoHa 3Ha4UMO He OMAULATIOCL OM MAK0B020 Y 300p0-
6vlx Oemeil, 4 Makice NPU AyMoUMMYHHOM 2enamume U euK02eH0601 60ne3HU
(p > 0,05), 8 mo epems Kax npu IMux 08yX HO30702UMECKUX HOPMAxX ObLIO0 NOTLY-
4eHO CrAMUCmu1ecky 3Ha4UMoe nosvluleHUe IMo20 MapKepa OMHOCUNMENbHO
Hopmut (p = 0,007 u p = 0,021 coomsemcmeerno). Konuenmpavus MMII-2
6 Cbi6OpOMmKe KposU Kak npu 6onesnu Bunvcona, mak u npu aymoummyHHoM
eenamume U enuUK02eH0B80U 60/1e3HU ObLIA 3HAYUMO HUNMe, YeM Y 300P0BbIX
demeii (p = 0,022, p = 0,032, p = 0,012 coomseemcmeerHo). Coi8opomoutoe
codepmcarue TVMII-1 npu 6onesnu Bunvcona 6vino 3nauumo viue, uem y 300-
posuix demeii (p = 0,005), Ho Huxce, wem npu enuxozerosoil 6onesnu (p = 0,027),
a npu aymoumMmyHHoOM eenamume — 6viude, yem 6 Hopme (p = 0,016). Pasnuuuii
8 coLeopomourom cooeprcaruu MMII-9 u TOP-f mexdy navuenmamu c 6ones-
Hb10 Bumbcona, aymoummyHHbIM 2enamumom, enuKo2eHo80t 0071e3HbI0 U 300-
posvimu demovmu He nonyuero (p > 0,05). Taxum obpasom, coi80pomouHbvLe
KOHUEHMPAyUU UCcie008aHHbIX MAPKEPOS 6 MOU UnU UHOT cmeneHu ompa-
AHarom npoveccor pubposuposanus nevenu. Tax, nosviuieHue cO0ePHAHUSI
euanyponosoti kucnomot u K IV céudemenvcmeyem o 0enoHUpOBAHUU KOMNO-
HeHMo6 BHEeKIeMO1H020 Mampukca 6 neweHu. IIpu smom omcymcmeue 3Ha-
4um0o20 nosviuenus konyenmpavuu K IV y nayuenmos c 6one3xvto Bunvcona
OMHOCUMENILHO HOPMAIbHBLX 3HAYEHUTI MOXcer no0meepuoams axm npeo-
nonazaemozo aHmugubpomueckozo spdpexma J-neHUuyunnamuna, akmueHo
o6cyscdaemozo 6 HayuHoti numepamype. Konuenmpauus MMII-2 6 coi6opom-
Ke KPOBU y NAUUEHIMOB ¢ AYMOUMMYHHbIM 2enamumom, 6one3Hvro Bunvcona
U 2nUK02eHO0B01 0071e3HbI0 ObLNIA 3HAYUMO HUNME, Hem y Oemetll KOHMPOIbHOL
epynnvl, Mo MOoHem 2060pumv 00 yeHemeHuUU NPOMUBOPUOPOMULECKO20
deticmeust a3mozo mapkepa Ha oHe NOBPeHIeHUS NeueHU NPU U3YHeHHBIX
HO307102U4eCKUX HOPMAX ee NAMOI02UU, UMo 6N0CIe0CBUL MONEN NPUBO-
OUmv K ycuneHuro 0enoHUPpOBaHUs KOMINOHEHNO8 BHEKTIEMOYH020 MAMPUKCA.
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U3meHeHuUs q)axropos dHrmoreHesa n MapKepos 3HAOTENNANbHOM

AUChHYHKLUM

KnrogeBylo ponb cpeau pakTOpoB, CIOCOOCTBYIONUINX MOBPEXK/EeHIIO
IIeYeHV, UTPaeT MaTOMOINYeCKNII aHTMoreHe3 — (GOpPMIUpPOBaHYe HOBBIX
KPOBEHOCHBIX COCY/IOB V3 yKe CYIIeCTBYIOLINX, IIPU 9TOM 00IIast apXUTeKTO-
HIKa OKa3bIBAeTCS HapyIlleHHON. Begyinylo ponb B mpolieccax aHTMOreHesa
UTPAIOT BACKY/IO9H/IOTeNANbHbIN (pakTop pocTa cocypos tuma A (VEGF-A),
ero pactBopumble petentopsl sVEGFR1 n sVEGFR2, a TakXxe aHTMOT€HNH
(ANG). CaMbIM paHHUM IPU3HAKOM HATOTOTMYECKNX M3MEHEHUI CTEHOK
COCY/IOB, KOT/]a HET ellle BUAVMBIX MOP(OIOrNYIeCKIX HapyLUIeHN, AB/IAETCS
9H/IOTeNMaNbHAsA AUCOYHKIMS, BOSHUKAOIIASA 32 CYET CHVPKEHHOTO Ba3o-
IVIATHPYIOIETO OTBETA SHIOTENIMOLUTOB Ha UIIEMUIO, 3 TAKXKE I3MEHEH-
HOJI IIPOKOATy/IIHTHO U IPOBOCIA/NINTE/NIbHON aKTUBHOCTY 3TUX KJIETOK.
I[Ipennonaraiot, 4To TPOMOOMOJY/INH, ITa3MUHOTeH U (pakTop Bunnebpanna
MOTYT OBITh IPEANKTOPAMY HapyLUIEHNIT pabOThl SHAOTETMANTBHBIX KIETOK
IIpY MOBPEXIEHUN TIeYeHN.

Co6cTBEHHbIE AaHHbIE

B uccnedosanuu, nposedenrom Ha 6ase PIAY « HMUI] 300posvs demeti»
Munsopasa Poccuu, no pesynomamam o6cnedosanuss 16 demeti ¢ 60ne3Hb10
Bunvcona ycmarnoesneHo vipaxceHHoe CHUMEHUE CblBOPOMOUHO20 CO0epPiHa-
Hust VEGF-A no cpastenuio co 300posvimu demovmu (n = 122): 189,2 + 49,6 npo-
mueé 354,0 = 17,6 ne/mn (p < 0,01). Konyenmpayus sVEGFRI & kposu
y nayuenmos ¢ 6one3xvio Bunvcona xoms u 6via HeCKONbKO 6blude, HeMm
y 300posuvix (186,6 + 22,3 npomus 151,5 + 10,0 ne/mn), ooHako amu pas-
u4us He 6viu cmamucmuvecku 3sHavumoimu (p > 0,05), umo mul c6a3v16a-
em ¢ Hebonbuwum 06vemom 6vi60pKuU. IIpu amom cvL8opomouHoe cooepica-
Hue sVEGFR2 6vin0 3nauumo éviuie npu 6one3nu Bunvcona no cpasHenuro
co 300posvimu demovmu: 17265 + 1153 npomue 14829 + 262 ne/mn (p < 0,05).
Lns xapaxkmepucmuku aHeuo2eHHON AKMUBHOCMU HAMU NPO6e0eHO CPas-
HeHue COOMHOUEHUS yPOBHell CMUMYNAMOPO6/UH2UOUMOPO8 aHel02eHe3a:
VEGF-A+ANG/sVEGFR1+sVEGFR2. Y navyuenmos c 6one3Hvto Bunvcona amo
coomuouienue cocmasuno 16,7 = 1,9, 6 mo epems kax y 300posuvix Oemeti —
23,0 = 1,6 (p < 0,05). CnedosamenvHo, npu 6onesHu Bunvcona ommeuaem-
¢ depuyum npoameuozeHHolx pakmopos. Codepicarue mpomoOomMooynuHa
OMAUYAIOCH 3HAUUMENbHOU 8apuabenvHocmyio. boiiu évidenenvt 2 nodepynnut
c ouenv svicokum (86,5 + 11,0 He/mn) u ymepernvim (26,0 + 3,2 He/mn) nosuvi-
uieHuem e20 KoHueHmpauuu. Y 300posuix demeti cooepiucarue mpomoomMooynuHa
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6 coiopomxke Kposu cocmasuno 14,4 + 0,8 ne/mn (p < 0,05 6 mom u opyzom
cnyuasx). Takum 06pasom, usmeHeHUS KOHUEHMPAUUTL AH2UOZEHHBIX PAKMOPO8
U MApKepos IHOOMeNUANILHOU OUCHYHKUUU Y nayueHmoe ¢ 607e3Hvio Bunvcona
ceudemenbcmeyom o 0ucbanarce Ucce008aHHbIX OUOXUMUYECKUX NOKA3AMme-
neti u ycyeybnenuu snoomenus. IIpu smom HapyueHUs GyHKUUOHUPOBAHUS
cucmemvl VEGF mo2ym uHuyuuposams aKkmusayuio namonozuuecKozo aHzuo-
eeHe3a, ymo 6 0anvHeliuem Moxem noenedv 3a coboil popmuposaniie HoBbIX
00NONHUMENIbHBLX COCYO08 U CIPYKMYPHYI0 NepectpoLiKy cocyoucmoti cemu
U napeHxumvl neveHu.

OHKoONOrMYyecKoe nopaxkeHue nevyeHu

Yacrora o6Hapy>keHNs 3/10KaueCTBEHHBIX HOBOOOPa3oBaHMII IIpK 60/Ie3HN
BuibcoHa o4eHb HM3KaA, YTO MOXKET OBITH CBA3aHO C IIPOTEKTVBHON POJIbIO
Mequ B KaHIeporeHese. OgHaKo Ha MyTaHTHOI BeTBU Kpbic LEC, aBnAromerica
Mozenbio 60e3HN BuibcoHa, 6bUTIO OKa3aHO MOCIeRoBaTeIbHOE popmu-
pOBaHMe XPOHNYECKOTO TeMaTUTa, IUPPOo3a MeYeHN U TrelaToLe/IIAPHON
KapIITHOMbI, HECMOTPs Ha BBICOKMII yPOBEHDb AKKYMYJLALIMY MeIU B IIeYeHN,
YTO IPOTUBOPEUNT TUIIOTE3€E O 3ALUTHON POIN MeV IIPOTUB HEOI/IACTIYe-
CKVX MI3BMEHEHUI IIeYeHOYHOM ITapeHXMMBbI. B MupoBoit Hay4HOI uTepaType
OIVICaHBI CITy4an (pOpMIUPOBAHIIA TeTale/UTIOIIPHOI KapIVTHOMBI, XO/TaHTO-
KapLHOMBI 1 HemmdpepeHInpOBaHHOI aJleHOKapLIMHOMBI Ha (hOHE TeIeHVsT
6onesHy BubcoHa Ha cTafyy Uppo3a IeveHy, YTo JOKa3bIBaeT Heobxomu-
MOCTb paHHeV [UAaTHOCTUKY U JledeHys 007e3Hy BuibcoHa 1 npodumakTi-
K11 GOpMUPOBAHNSA IVPPO3a U OHKOTIOTMYECKIX HOBOOOPA3OBaHNII ITeYeH.
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MABA 7. HEBPOJIOTMYMECKUE NPOABJEHUA
BOJIE3HU BUJIBbCOHA

NB! IlopakeHue LIeHTPATbHOI HEPBHOI CUCTEMBI Y fieTell ¢ 001e3HbI0
Bunbcona ormeueno B 21,8% ciy4aeB U pOABIAETCA TUIEP- W/ VMK
TUNOKIMHETNYECKONM 3KCTPANMPaMUIHON CUMIITOMATUKON pa3INYHOM
CTeIleHN BhIpaXKeHHOCTH. B 72,7% HabnomeHnii Hammame cMeIIaHHOM
¢dopmbI 3a60/1eBaHNA ACCOUMPOBAHO C IMPPO30M IeYeHN Y HATIYMeM
konen Kaitzepa—®neitmepa npu opranbmonornaeckom ocmorpe. Ilpn
HaINYUU cCMemIaHHO¥ ¢popMbI 60ne3HN BunbcoHa geTsam Heo6xogumMo
nposoautb MPT nunu KT ronoBHoro mosra. MP-nopakeHue nogxop-
KOBBIX sIJiep TO/IOBHOTO MO3TIa Y JieTeil CO CMelIaHHOo popMoii 6ome3Hn
Bunbcona guarHoctupyercsa B 92,9% HabnogeHNI ¢ BEpOATHOCTHIO
onepe>XeHNs KIMHIMYeCKoi MaHnpecTanuy SKCTPAMpaMUTHON CUMII-
ToMaTuKu B 10,3% cny4aes.

HaxonieHne Meny B TOJIOBHOM Mo3re Ipy 60esHy BrubcoHna npuBopuT
K NTOBPEX/IeHNIO 6a3a/IbHBIX TaHI/IVEB C Pa3BUTMEM T'IIO- VI IUIIePKIHe-
TUYECKOI 9KCTPANMPAMI/THON CYIMIITOMATUKI B BUJe aKITHETIKO-PUTVITHOTO
CHMHJIPOMa, aTaKCHM, TPeMOpa, AVCTOHMYEeCKOro cuHapoma. HeBponornyeckne
HapylleHUs pa3BUBAIOTCA IOCTENEHHO U 0e3 jeyeHys HeYKIOHHO IIPO-
IpecCUpyIOT. Y JleTeil ICMXOHeBPOIornyeckasi CMMIITOMATIKa Pefiko febo-
TUpyeT 1o 10 jeT, OffHAKO ONMCAHBI C/Iy4ay HEeBPOJIOTMYeCcKol MaHudecTa-
nun 6one3nu Bunbcona y pebenka 4 ner. Bo3aM0O>XXHO TOsIB/IeHMe TTePBbIX
HEeBPOJIOTMYECKUX CUMIITOMOB B BIJle HapyIIeHs modepKa (MUKporpadus),
OTCYTCTBUS BO3MOXXHOCTY BBIIIONHATD TOYHbIE KOOPAVHALVOHHBIE IIPOOBI
C Ja/IbHEIIINM Pa3BUTIEM TPEMOpa, CTIOHOTeUeHN s, Auc(arnm, Iu3apTpuiL,
AVICTOHUY U CIIACTUYHOCTN. PeIKO BO3HMKAIOT MOMHENPOIIATHUM 1 BereTa-
tyBHasA ucPyHKIyA. OmucaH cnydail fe6rTa HeBpOIOTMYeCcKol CIMTOMa-
TUKY 60/1e3HN BuibcoHa ¢ TPaH3UTOPHOTO reMuUIIapesa ¥ sHijedanronaTnn
y noppoctka 17 ner. Ilcuxmdeckne HapyuieHus npu 6one3nu Bunbcona
BCTpevaroTcs B 10% caydaeB 1 BK/IIOYAIOT B ce6s HapylIeHUe IOBeJeHNs,
arpeccuio, ¢poOuu, MaHNUM, ICUX03b], MHTE/UIEKTYa/IbHYIO ¥ KOTHUTVBHYIO
HEJOCTaTOYHOCTD, @ TAK)Ke CHHPOMaIbHbIe COCTOSHMA: OUIIONSApHBIE pac-
CTPOIICTBA, Aenpeccynt, fucTrMun. ONNCHIBAIOT TaK)Ke MUTPEHM, TOJIOBHbIE
601y, 6eCCOHHMILY, AMMIENITIYECKIe IIPUCTYIIBI Y JleTeil C HeBPOTIOTMYeCKOI
CUMITOMATHKOI 60s1e3HM Bubcona.
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Jns BBIABNEHNA CTPYKTYPHBIX M3MEHEHMII TOJIOBHOTO MO3Ta IIPU HEBPO-
JIOTMYeCKOVI CMIITOMAaTKe 6071e3HM BuibcoHa MCIIONB3YIOT MarHUTHO-Pe30-
HacHyto Tomorpaduio (MPT) n KT. Hanbornee yacTo BBIABIAIOTCA IIOHIDKEHNE
mwiotHocTy Ha KT u runepuHTeHCMBHOCTD curHana B T2- u T1-pexxnmax
MPT B obnactu 6a3anbHbIX sifep ronoBHOro Mosra. B uccnegosanum T.J. Kim
U COABT., IPOBEIEHHOM Y fieTeil ¢ 60/e3HbIo BubcoHa, 6bUI0 MOKa3aHO, YTO
VI3MEHEeHNe CYTHasIa OT 6a3anbHbIX Anep npu MPT B T2-pexxume koppenupyet
C Ha/IM4YMeM HEBPOJIOTMYECKON CMMIITOMATHUK, a B T1-pexxume — ¢ Hamm4mueM
rerarouepeOpanbHOi JMCHYHKINI; Y 4 U3 23 geTeil TPy HAIMINUU TUIINIHON
HEeBPOJIOTMYECKOIT cuntoMaTuky usmenenuit Ha MPT ne 6b110. Takoke BbIsIB-
JIAIOTCA M3MEHEeHMs CUTHa/Ia B 00/1acTi CTBOJIA TOJIOBHOTO MO3Ta, TalaMyca,
MoO3Ke4Ka B coyeTaHuu ¢ guddysHoit arpodueir KOpsl 1 6e10ro BeliecTsa
TOJIOBHOTO MO3Ta.

Co6cTBEHHbIE AaHHbIE

B uccnedosanuu, nposedenrnom Ha 6ase PIAY «HMUI] 300posvs demeti»
Munsopasa Poccuu, uz 22 demeii co cmeusanHoti gpopmoti 6onesru Bunvcona,
NPOAEAAIOULEICT IKCMPANUPAMUOHOU CUMNIMOMAMUKOLL PA3AUYHOL cme-
nenu evipancernocmu, MPT 201061020 mo3ea 6vino nposedero 14 demsm.
Ha MP-momozpammax 2071061020 M032d 6blsI6/IeHbL CIE0YOULUe USMEHEHU:
ycunenue MP-cuenana om 6asanvHolx sdep 201061020 mo3ea — y 11 (78,6%)
demeil, ycunenue cueHana om manamyca — y 6 (42,9%), om mocma —
y 2 (14,3%), om cpeonezo mosea — y 1 (7,2%), om mosmeuxka — y 1 (7,2%),
nepusenmpuxynsapro — y 2 (14,3%) demeti co cmeuianHoti gpopmoti 6one3nu
Bunvcona (puc. 7). Ilookopkosvie cmpykmypot (6asanvhvie A0pa, cpedHuil
Mo3e, manamyc) 6vinu nopascervt y 13 (92,9%) demeii co cmeuianHoti popmoii
6onesnu Bunvcona: usmenenue cueHana 6vinio 10KATLHUIM U 6U3YATUSUPOBA-
nocv 8 T1-, T2- u Flair-pexcumax. Pacuiuperue 60K08bLX Hery00uK08 UMeNO
mecmo 6 4 (28,6%) cnyuasx, cybampogus ooneii — y 4 (28,6%) oemeii (y 4 —
cybampogust sucourvix doneti, y 2 — 100HvIx donetl, y 1 — memeHHbLx doreil),
2UNONNA3US uepest Mo3xeuka — y 6 (42,9%) demeti (6 couemarnuu c zunonna-
3ueti eemucpep — y 1 peberka). Vsmenenus na MPT ne 3apeeucmpuposarvl
y 1(7,2%) pebenka co cmewsanHoti popmoii 6one3nu Bunvcona npu Hanuuuu
He8PO02UMECKOl CUMNIMOMAMUKU 6 610e Mpemopa, OUSAPMPUL U USMEHEHUS
MblUe4H020 MOHYCa No IKcmpanupamuonomy muny. Vsmenenus na MPT
2071061020 M032a ONeEPeNAny pa3sumue He6pOI02UHeCKOl CUMNINOMAMUKY
y 10,3% demeii. B Hauiem uccnedosanuu nokasaHo, 4mo y oemeti co CMEUAHHOU
opmoii bonesru Bunvcona 00cmosepHo Hauie 8blABNIANUCH NOPAKeHUe neveHU
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Puc. 7. Ycunenne MP-curnana B T2-pe-

KMMe OT TOJKOPKOBBIX siZlep TOTOB-
HOIO MO3Ta y IeBo4KM 11 j1eT co cme-
maHHoit popmoit 6ome3un BunbcoHa.
CobcTBeHHOE HAaOMOeHe

Ha cmaouu yuppo3a neveHu U HAmU-
uue xoney, Katizepa-Pnetiuiepa npu
0pmanvmonozuieckom ocmompe
8 72,7% cnyuaes no cpasHeHur
¢ neweHouHou Popmoii 3abonesa-
HUS, NPU KOMOPOU YUPpPo3 neveHu
u opmanvmonozuveckue nposesue-
HUS ObLu 8biA6IeHbL UL 6 35,4%
Habmoderuti (p < 0,05).

I[Ipy rucTOMATONOTUYECKOM
MICCIeJ0OBAHUN TOTOBHOTO MO3ra B
obmacTy 6a3anbHBIX Afep, TaTaMyca
U CTBOJIa TOJIOBHOTO MO3Ta BBIAB-
NATCA rybyaToe pasMsArdeHue,
aTpodus, yMeHbILICHNE YMCIIA Hell-
POHOB 1 Hanmuue k1eTok Onaabcku
B pe3ynbTaTe aKKyMY/IALUM MelN
B yKa3aHHBIX 00/1acTAX, IPUBO-
AAeil K OKCUJATUBHOMY CTpeccy

VI IOBPEX/IEHNIO KJIETOK C pa3BUTMEM (OKATbHOTO ITI103a, OTEKA, IeMUeTN-
HM3aLMY, TOKA/IbHOTO HEMPOHA/IbHOTO HEKPO3a C KMCTO3HO [ieTeHepalieit,
IpUBOJALLEN K MISMEHEHMIO CUTHaIa Ipy MP-Busyanusanum. ¥ HeKOTOPbIX
6onbHbIX n3MeHeHys Ha MPT n KT MoryT onepexars KIMHIYECKYIO CHMIITO-
MaTHUKy ¥ ObITb 06paTMbIMU Ha (pOHE MeIbXeaTHPYIOIeil TepaIy.
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IMABA 8. MOPAYXEHUE TNA3 NPU BOJIE3HU BUJIbCOHA

Odranpmornornyeckye NposiBlIeHus npu 6one3Hu BuibcoHa BKIOYa-
10T B ce6s konbia Kaitzepa-®rnerimepa u Hannune karapaktsl. Kombia
Kaiisepa—®rneiimepa mpefcTaBasaoT cO60M OTIOXKEHNE TeTO3UTOB Meau
Ha BHYTpPEeHHEl IIOBEPXHOCTYU POTOBMIIBI B JleCLIeMEeTOBOI 060/I0UKe.
Busyanusanusa xonbia Kaiisepa-®reiimepa npon3sBoauTCs npu opTab-
MOJIOTMYE€CKOM OCMOTP€ IIPY ITOMOLIY 1[€/I€BOJ TaMIIbl, MTHOTA IIPY IIOMO-
IV TOHVO/IIHS; B 1aJIeKO 3alIeANINX CTaAuAX 3a00/IeBaHUA MOXKHO BIJIETh
KOJIbIJO HEBOOPY>Xe€HHBIM B3rnAfoM. lIBeT konbua Kaitsepa-®nerimepa
3aBMCUT OT L]B€Ta PA/ly>KKU U OMUCBIBAETCA OT 30/I0TUCTO-KOPUYHEBOTO
0 3€JICHOBATO-)XXEJITOTO I[BeTa, peXXe — PYOMHOBO-KPACHOTO VN Y/Ib-
TPaMapUHOBOTO LIBETA C JKEJITBIMU M/IU AbIMYATBIMM BKpPAIlJIEHUAMU.
Konbuo o6pa3oBaHo rpaHylIaMu Mefy, OGJHAKO OCHOBHAasA Macca MeTajla
OTK/IaZbIBAETCA B CTPOME POTOBUIIBI U IIPU OCMOTPe He BU3yalU3UpyeT-
cs. Menpb BHavajsie BBIJENACTCA B CIIE3HYIO KXUIKOCTD 1 3aTeM AuPPyH-
IUpYeT B POrOBUILY; CTEIIeHb OT/IOKEHMA MeTajIa 3aBUCUT OT CKOPOCTHU
VICTIapeHNus cj1e3 ¢ 0000YKM I71a3. MeJjIeHHee BCeTo C/Ie3Hast XXUAKOCTD
UCIIapsAeTCA C BEPXHETO, M 3aTeM C HIDKHETO I0/II0COB POTOBUIIbI, 1103-
TOMY OTJIOKeHVEe Meiy popMuUpyeTcs BHadale CBEpXy U CHU3Y, 3aTeM
mormosnHsAeTcs ¢ 60KOB, 00pasys MelHOe pOrOBMYHOE KONIbI0. Bo Bpe-
Ms JIedeHNUs KOJbLIO McYe3aeT B 0OpaTHOM mopspke. B psane mccnemosa-
HIII IT0Ka3aHO, YTO y MAlVIEHTOB C HeBPOJIOTMYECKOol MaHudecTanmen
6onesnn Bunbcona xonbia Kaiisepa—®reiiepa o6HapysxmBaiorcsa B 95%,
0e3 HeBpPOJIOTMYECKOM CUMITOMATUKN — B 44-62%, IpU aCUMIITOMATHU-
4eCcKOM TedeHun 3aboneBanusa — B 5-10% ciydaes. Y feTeit ¢ 601e3HbIO
BunbcoHa, o pesynpratam uccnegoannua M. 9. baraeBoii 1 coaBT., Kolblja
Kaitsepa-®reiiirepa O6bI1M BBISABIEHBI IIPYU CMeLIaHHON dopMe 3abore-
BaHMA y 7 u3 10 pereti, npu nedeHouHon ¢popme — y 8 n3 30. R. Rodman
¢ coaBT. Ipu o6cnegoBanny 32 60MbHBIX ¢ 601e3HbI0 Bubcona (16 n3 HUX
He ITO/IyYasIy MeAbaTMMIHUPYIOUIYI0 TePANNIo) ITOKa3any, YTO Haln4due
Konbla Karisepa-®neriniepa He KOpPpeNupyeT C BBICOKMM YPOBHEM 9KC-
KpeLuy Mefiy C MOYOJi, OfTHAKO pasMep KOJIblla KOppennpyer ¢ bojee TsxKe-
JIBIM TedeHueM 3aboneBanuA. B uccnegosanun T.I1. Po3suHOI BbIABIEHO,
4TO y O0NIBbHBIX ¢ HammuueM Kojer Kaiisepa—®reiimepa focToBepHO Yalile
BCTPEYAIOTCSA MOPAXKEHNA MTOYeK, JUCHYHKINA ANIHNKOB, TEMOTNTIUIECKIIE
kpusbl. Kombrjo Kaitzepa-®rneitirepa He ABIAETCSA CTPOTO CIELNPUIHBIM
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nns 6ome3Hy BunbcoHa m BcTpedaeTcs y HAaLMEHTOB ¢ XPOHUYECKUMM
XOJIeCTaTUYEeCKMMU 3a00/IeBaHMAMU IIeYeH), HeOHATA/IbHBIM XO/I€CTa30M
y BeTeN U MeYeHOYHO-K/IETOYHOM HeJOCTaTOYHOCThIO, COIIPOBOXK/IAIOLIECS
peskuM (cBblire 20 MI//i1) yBeIu4eHeM YPOBHA OMInpyOouHa.

Co6cTBEHHbIE AaHHblE

B pesynomame uccnedosanus, nposederHozo Ha 6ase PIAY «HMIIL] 300po-
6vs1 Oemeti» Munsopasa Poccuu, xkonvya Kaiizepa-Pretiwepa 6vinu 6vi671eHbL
npu opmanvmonozuueckom ocmompe y 43,6% oemeti ¢ 6one3Hvto Bunvcona
(puc. 8, A, b). Haubonee pannee svisaénenue koney, Kaiizepa-Dnetiwepa npu
ogpmanvmonozuqeckom ocmompe umerno mecmo y 5 (5%) demeti 6 6o3pacme 9 nem,
npu smom y 2 demeti couemasnoch ¢ HAnU4UeM Hegpon0eU1ecKoll CUMNIMOMAMUKU
U yuppomuueckoti mparcopmayueti newenu, y 1 pebeHka — c ocmpoti eemonu-
muueckoil anemueil, y 2 demeti 6HeneueHOUHbIX NPoA6eHULL 60ne3Hu Bunvcona

Puc. 8. Vsmenenus a3 npu 6one3nn Bunbcona

ITpumeuanue.

A, b — xonbua Kaitzepa—®rneitiepa (0TI0KeHMe [IETIO3UTOB MeJIU BO BCeX KBaJl-
paHTax poroBUIbI) y feBo4Ky 14 jsiet; B, ' — MemHas karapakTa B BUJje «IIOJCOTI-
HyXa» y IEBOYKM 14 j1eT.
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He 3ape2ucmpuposano, a nopaxerue neueHu Obiao 6viA6NEHO HA CMAOUAX UUP-
po3sa neuenu (1 peberok) u xporuueckozo eenamuma (1 pebeHox).

IIpu nanuuuu xoney, Katizepa-Dnetiwepa y demeti ¢ 6one3rvio Bunvcona
(n = 44) cumnmomvL nopajceHUs UeHMpPAanbHOU HePEHOLL CUCMeMbL ObLIU BbiA6-
nervL 6 17 (38,6%) cnyuasx, yuppos neweru — 6 30 (68,2%), eemonumuueckas
anemuss — 6 8 (18,1%), umo docmosepHo (p < 0,05) npesviuiano aHanozu4Hovie
noxazamenu y demeil ¢ OMcymcmeuem 0PmanvMon0eUdeckux nposeneHuti
6onesHu Bunvcona (n =57), y komopovix yuppo3 neweHu 0visi 0UaeHOCMUPOBAH
6 14 (24,6%) HabnodeHusx, cmeuanHas opma 3abonesanus — 6 6 (10,5%),
ocmpas eemonumuveckas avemus — 6 3 (5,3%).

Topasdo pexce npu 6onesnu Bunvcona ecmpeuaemcs passumue kamapax-
mot 8 8ude «nodconuyxa» (puc. 8, B, I'). Kamapaxma He énusiem Ha ocmpomy
3peHUs U BU3YATTUSUPYEMCS NPU NOMOWLU UieTIeB0Ti IaMNbL 6 BUde Cepo20 UM
30710M020 OUCKA HA hepedHeli 000710uke XPYCMANUKa, om KOmopozo paouanvHo
0MX00AM JIy4U HA nepedepuro Xpycmanuxa.

[Tpu ycrienrHoM jle4eHMM MM TPAHCIUIAHTALIMY [TedeHu Konblia Kaisepa-
Dreitiepa 1 KaTapaKTa UCYE3aI0T, XOTS 3TOT 9P (PeKT He KOppenMpyeT ¢ pas-
pelieHMeM KIMHUYIECKO CUMITOMATUKA. Periuans odTambMOmornyeckmx
nposiB/IeHnit 6ome3Hn Buibcona Ha ¢poHe Tepamyu yKasbpiBaeT Ha Heapdek-
TUBHOCTD JIEYEHVSI MV OTCYTCTBYE KOMITTaeHCA.
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FMABA 9. MOPAYXEHUE AIPYTUX OPTAHOB
NPU BONE3HU BUJIbCOHA

NB! Bapuantsl Manugecranun 6omresuu Buirbcona y geteil umMeror
HIMPOKMI CIIEKTP KIMHUYECKUX MPOABICHNI, YTO 3aTPYFHAET PAHHIOIO
IMArHOCTUKY 3a00/IeBaHN M JUKTYeT He0OXOZMOCTh YeTKOTO {Mar-
HOCTIYECKOTO a/ITOPUTMA IIpH 0OCIeTOBaHNI.

ITpu 60nesnu BunbcoHa HabIIOaeTCSA MMPOKMI CIIEKTP BHEIIEYCHOYHBIX
IPOsIB/ICHNIT, OGHAKO YacTOTa VX BBIsAB/IEHNs He mpesbimaer 10%. K aum
OTHOCAT IOpPaKeHNe OIIOPHO-/IBUTATE/IbHOTO aIlllapaTa C BBLABIECHIEM CYIM-
IITOMOB OCTEOMAJISILINI, OCTEOIIOPO3a, OCTE0APTPUTOB, XOH/[POIIATHM, CIIOH-
TaHHBIX [1€PETIOMOB, CYOXOHAPATbHBIX KICTO3HBIX ¢popmanuit. Hanbornee
9aCTOl1 JIOKa/IM3alielt AB/sIeTCsI HO3BOHOYHMK ¥ KOTIEHHBI CYCTaB.

OmnmcaHpl NOBpeXAEHN MBIIIL IIpy 60ne3Hn BuiabcoHa, mporekaromye
10 TUITY pabfOMIOIN3a, BCTIEHCTBIE IIOPAXKEHVSI MBIIIEYHBIX MUTOXOHIPUIL.

Ot1o)KeHye U36bITKA MEV B CEPAEYHON MBIIIIIe IPUBOANT K popMupoBa-
HIIO KapAMOMMOIIATII, aPUTMIIL, BHE3AITHON CEPAEYHOI CMEPTH U AUCPYHK-
VM CUHYCOBOTO y371a. Hanbosee yacTble IpOsIB/IEHNSA CePIeYHOI TATOTIOT N
BK/IIOYAIOT 97IeKTpoKapayorpaduaeckue npusHaxu (34%) 1eBOXKemyL0uYKOBOI
¥ OVBEHTPUKY/IAPHOI TUIIepTPOdUM, CUHAPOM paHHe! peronspusanun
JKeNyI04YKOB, eripeccuto cermenTa ST u nuBepcuio 3ybua T, nsmeneHne 3y6-
na P. Taxoke onycaHspl cly4ay OpTOCTaTNYeCKO IMIIOTEH3VM, IIPefiCePAHO
Y1 )KeTTyBOYKOBOIT prOpHIsIINM, CHHOATPUAIBHBIX 1 aTPYOBEHTPUKY/LIPHBIX
omokap. [Tpu Mop¢onornaeckom MccIeoBaHNM Ay TOIICUI CepAeYHON MbIIIIIbI
BBISIBJISIIOTCS ITPU3HAKYU GUOPOTUIECKIX [IPOLIECCOB B >KeMyTOYKaxX I jIaTa-
LVIOHHOM KapAYOMMOIIATUM.

OpyriuMu pefkumu nposiBieHnsIMu 60e3Hn BuibcoHa SIBISIOTCS CUMII-
TOMBI IIOBPEX/CHM XKejle3 BHYTPEHHeNl CeKpelLui, XapaKTepu3yolyecs
CUMIITOMaMM TUIIONIAPATHPEO3Ma, TUIIEPIIPOTAKTHEMIH, aMeHOpelt, bec-
IUIOfiVieM, IOBTOPHBIMY SI130/iaMVl HEBbIHAIIVBAHVS 6€PEeMEHHOCT.

[Topaxxenne movex npu 6one3Hn BuabcoHa CBsI3aHO C BO3[elICTBUEM
M30BITKA Mey Ha IPOKCUMabHble KaHaabIbl. CHEKTp TYOY/IAPHBIX JVIC-
byHKIMIT pa3HOOOpaseH — OT BBLAB/IEHNsI IIOBBIIIECHNUS 9KCKPELI MOYEBOIT
KVCTIOTBI € MOYOJ 10 popMmpoBaHys cuHApoMa OaHKOHY C aMIHOALYPI-
eif, II0YeYHBIM KaHaJIbIIeBbIM alll[J030M, I/TIOKO3ypHeil U 37IeKTPONTUTHBIMMA
HapyueHusAMy. HapylueHye skcKpenym 91eKTPOTUTOB MOXET IIPUBOAUTD
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K HedpokanpLuHO3y. B nccnenosanuu O. }0. PaxumoBoit mopakeHue no4ex
BBISIB/IEHO Y 65% 60/IbHBIX ¢ 60me3HbI0 Bunbcona. Ilpu Mempxenarupyrorei
Tepanuy B TedeHye 1 ropa iy 6ojee OTMedaeTCss HOpMaIu3anys SKCKpeLn
MOYeBOV KUCTIOTHL, Ppocdopa, Kanbiys y 74,2% ¥ MCYe3HOBEHIE II0Y€YHOTO
KaHaJ/IblleBOro anupgosa y 37,2% 60nbHBIX. Pasnuunbie YPOBHM a30TEMUM
U CHIDKEHMS KJIyOOYKOBOI QUIbTpanuy BeIABAAIOTCA ¥ 10-20% marueH-
TOB C 60/1e3HbI0 BMIbcOHaA, OTHAKO UX CBSA3b C TOKCMYECKUM BO3JEIICTBMEM
u36bITKa Mefy py 6onesHy BuibcoHa He jokasaHa.

TemonmmTryeckas aHeMMsI BBIABIIACTCA Ipy 60J1e3HM BuybcoHa ¢ yacToTOM
1-12% u cBsI3aHa C OBBIILIEHNEM CBIBOPOTOYHOTO YPOBHA MEJY B pe3y/ibTaTe
HEeKpo3a remaTonuToB. VI36BITOK CBOOOLHON MeiM MOBpeXaaeT MeMOpa-
HBl 9PUTPOLUTOB, MHIMONPYSA TPAHCIIOPT I/INILIEPOJIA U CHIDKEHNUE YPOBHS
IIyTaTMOHA B HUX, YTO IPUBOJVUT K ITOBBILIEHNIO CBOOOHBIX PaJUKajIOB
U IEpeKVICHOMY OKVICTIEHVIO MeMOPaH 3pUTPOLUITOB C IOCTIEAYIOIMM UX pas-
pyuieHneM. B skcnepyMeHTax Ha KMBOTHBIX T€MOJIN3 BbI3bIBAET IIOBBILIEHNE
CBIBOPOTOYHOII KOHIIeHTpauuu Menu 6oree 750 Mkr/ 1. [emonuTudeckas aHe-
MM MOXKET OBITb OCTPOIL U aCCOIMMPOBATHCS C Pe3KUM IIO'beMOM YPOBHA
Oumpy6uHa, codeTarbcs ¢ QYIbMIHAHTHOI [IeYEeHOYHOI HeTOCTAaTOYHOCTBIO,
a TaK)Ke HOCUTD C/1a0OBBIPa>KEHHBIIT IIePCUCTUPYIOLINIL XapaKTep, PUBOJA
K XPOHMYECKOJ aHEeMUN U AB/IAACH IePBBIM CUMIITOMOM MaHudecTanum
6omne3ny Bubcona. ITIoBTOpHBIE SIM30/1bI T€MOIUTIYECKVX KPU3OB IPUBOISAT
K Pa3BUTHIO >KeTYHOKAMEHHOI 60/1e3HY, TPV 9TOM KaMHY CMEIIaHHOTO THUIIA,
00pa3oBaHbI COAMU OMIMPYOMHA U XOTIeCTEepUHA.

Co6cTBEHHbIE AaHHbIE

Cpedu demeti ¢ 6one3nvio Bunvcona, Habnodasuiuxcs Ha 6asze eacmposme-
ponozuteckozo omoeneHus ¢ cenamonoeuteckoti epynnoit PIAY «HMMUI] 300po-
6vs1 Oemeti» Munsopasa Poccuu, 6 debrome 3abonesanusi monvko y 11 (10,9%)
U3 HUX 0MMe4anacy 6He3anHas manudecmauus 3a601e6aHUS 6 610e 0OCMPOTi
eemonumuueckoti Kymbc-necamusroti anemuu. Y 4 demeil cemonumuueckas
AHeMUST CO4ermanacs ¢ 0eKomneHcayueli neueHOUHvIX PyHKUUL, 4rmo nompeoo-
84710 NPOBEOEHUS CPOUHOLL OPIMOMONUUECKOL MPAHCHAAGHMAY UL NeYeHU 6 603-
pacme 10-16 nem. Y ocmanvroix 90 demeii 3ab60nesanue npomexano 6 meueHue
MHO2UX 71em NIAMEeHMHO, CUMNINOMbL 3a0071e6aHUS OblAU HeCneUUPUUHBIMU U
BLIABTIANUCH NPU 00CTIE006AHUL 10 NOBO0Y UHMEPKYPPEHMH020 3A0071e8aAHUS.
IIpu amom 8 0ebrome 3ab6onesarus y 41 (40,6%) peberka ommeuanucoy NpusHa-
ku acmenuu, y 52 (51,5%) — 6onu 6 scusome, y 39 (38,6%) — oucnenmuueckue
aenenus, y 13 (12,9%) — uacmoie Hocosvle kposomeuerust, y 18 (17,8%) —
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UKMEPUUHOCMb KONHBIX NOKPOBOB U CU3UCMBIX 0007104ek, y 26 (25,7%) —
omeunviti cunopom, y 8 (7,9%) — apmpaneuu, y 6 (5,9%) desouex — ameropes.
He npedwvsaesnsanu #anob npu nocmynnenuu 6 knunuxky 32 (31,7%) pebenka,
NpuuUHOLi 06c71e006aHUL KOMOPBLX CIMANU TUO0 NepcUcmupyroujee usmeHeHue
buUOXUMUYECKUX NOKA3Amesiell U 6bIA6/IeHHAA 2enamome2anus, 1ubo oms;eo-
WeHHAS HACTIE0CB8eHHOCMb N0 6one3Hu Bunvcona.

IIpu nepsuunoti duazHocmuke 3a601e6aHUsS cMeUAHHAS popma 6one3HU
Bunvcona 6vina ouaznocmuposana y 21,8% oemeti, neuenounas — y 78,2%.
Konvya Kaiizepa-Dneiiuiepa Ovinu 6via67eHbL NPU 0OMATbMONIOZUHECKOM
ocmompe y 43,6% navyuenmos. Ilopaxcenue opyzux opeaHos ommeueHo y demeti
c 6onesHvo BunvcoHa co cnedyroujeti 4acmomoil 6crmpeuaemoctu: ocmpas
eemonumuveckas Kymbc-neeamusnas anemus — 10,9%, kanvkynesuoviii xone-
yucmum — 9,9%, nopaxcerue nowek — 3%, amenopes — 5,9%, apmpanzuu —
7,9%, usmereHue memabonu3Ma KOCMHOU MKAHU 6 6Ude «HU3KOU KOCMHOU
naomuocmu» — 28,4%.

Knunuveckuii npumep Ne 1

lesouxa C. A., 9 nem, nocmynuna skCmpeHHo 6 CMAUUOHAP NO Mecmy
HUMENLCMBA C HAN0OAMU HA HETMYUIHOCHb KOHHBLX NOKPOBOS, C1ab0Cmb,
ganocmy, nepuodudeckue 6onu 6 xusome. Co €106 mamepu, cumnmoma-
muka 3a0071e6AHUSL NOABUNACL OCMPO C HAPACMAHUeM 6 meyeHue 3 OHell.
IIpuem moxcuueckux npenapamos ompuyaen; 6axyuHayuu 6 meuerue 1 200a
He 6vin10. IIpu cmavyuoHapHom 06cnedo8arul 6 06uem aHanuse KPosu — cHU-
JHcerue yposHs eemoenobuna 0o 50 2/, apumpoyumos 0o 1,4x10°, pemuxyno-
Uumo3 00 115%o; 8 6UOXUMUUECKOM aHANU3E KPOBU OMMEUATIOCH NOBbLULE-
Hue yposHs Ounupyouna 00 625 MKMONb/7 3a cuem npsamoti (456 mxmonv/n)
u Henpamoti (169 mxmonv/n) Ppakuyuu, nosviuieHue ypoeHa anaHuHAMUHO-
mpancgepasvl (AJIT) u acnapmamamunomparcgepasvt (ACT) 0o 2-3 Hopm.
Ompuyamenvras npamas peakuyus Kymbca uckmouana aymoummyHHblil 2eHe3
eemonumuyeckoti anemuu. IIpu Y3V 6prouiHoti nonocmu 6vis67eHbt yéenuyeHue
pasmepos neuenu u cene3eHku, npusHaku acyuma. I1posoounace uHmeHcusHAs
Mepanus c6exe3amoporeHHoll Naasmotl, SPUmpouumapHoti Maccoi, Ha3Ha-
YeH KOPOMKULL Kypc npedHu3onoxa 6 0o3e 30 me/cym c bvicmpoii ommeHoi
6 meueHue 5 OHell, C NONOKUMENLHOL OUHAMUKOL 6 6ude CMAOUNUIAUUY
YPOBHS 2eM027100UHA, YIyHUIeHUS TAOOPAMOPHBIX NOKA3amerneil, yMeHbueHUs
pAa3mepos neveHu U cesie3eHKU, Kynuposanus NPU3HaKos acuuma, HOpmManu3a-
yuu camouyscmeus pebenxa. Ilpu nnanosom ambynamopHom 06cnedo8anuu
N0 Mecmy JHUmenocmea y 0e604Ku 6 meueHue 2004 COXPAHANUCL USMEHEHUS

42



Bonesub Bunbcona y fgereii

6 OUOXUMUHECKUX NOKA3amenax Kposu 6 éude nosviuerus yposus AJIT u ACT
00 2 HOPM, NOBLIULEHUS YPOBHS OUNUPYOUHA 00 26,68 MKMOIL/TI, 3a CHem nps-
moii ppakyuu — 15,92 mxmonv/n. Yeenuuerue pasmepos neveru (121x73 mm)
u ceneserku (104x40 mm). Vckmoueno supycroie cenamumot B, C, TTV, G;
eepnecsupycHole Mapkepol ompuyamenvhole. [lonyuana no mecmy Humenocmea
2enamonpomeKmueHy0 mepanuto 6e3 nonoIUmMenvHozo dpgdexma. Peberok
6vi1 HanpaeneH HA 0000cne006aHUe 8 2ACMPOIHMEPONOZULecKoe OmoeeHue
¢ eenamonozuyeckoti epynnoit ®PIAY «HMIL] 300posvst Oemeti» Munsopasa
Poccuu.

IIpu nocmynnenuu cocmosiHue pebenxa cpeoreti msaucecmu. 2Kanob akmue-
Ho He npedvssnsem. Camouyscmeue He HapyuieHo. IIpu ocmompe: de6ouxa
10 nem, HOPMANLHO20 2APMOHUUHO20 PUSUHECK020 PA3BUMUS, NPABUTLHOZ0
MeJIOCTIONEeHUS, Cruzmbl OU3IMOpuozeHe3a He 8vis6neHbl. KoxcHble nokposvl
cmyenvle, wucmole. HUMHASL 2panuya neveHu nepkymopHo u nanvnamopHo
onpedensemcst +2 cm no nepeoHeii NOOMlUUeUHOT TUHUU, +3 M NO CPEOUHHO-
KAOUUYHOL TUHUU, +5 CM N0 CPeOUHHOT TUHUU U3-100 Kpasi pebepHOil Oyeu;
Kpaii neueHu ocmpulii, npu narvnayuu 6e3607e3HeHHbL, MALKOINACTNULHOLL
koncucmenyuu. Cenesenxa evicmynaem +1 cm u3-nod kpas pebeproii 0yau,
NI0OMHOT KOHCUCMEHUUU, 6e30071e3HeHHAS NPU NATbNAUUL.

IIpu cbope anamHesa ommeueHo, 4mo aKyuepcKo-2UuHeK0n02U1eckuti aHam-
He3 He omszouieH. [Ipusuma no eo3pacmy. Annepzoaramme3s b6e3 ocobeHHocmetl.
IlepenecerHvie 3a60/1e6aHUS: OCMpPble PecCNUPAMOpPHbIE BUPYCHbLE UHPeKUUU
1-2 pasa 6 200, eempsAHas ocna 6 so3pacme 5 nem. Hacnedcmeennocmov oms-
20u4eHa no 3a0071e6aAHUAM 2ACHPOIHINEPOTIOZUHECKO20 NPOPUIL: MAMDb U Omel,
300po6oL, cmapuiuii 6pam 0esouxu ymep 6 o3pacme 21 200a om yupposa
neyueHu HeycrmaHo6IeHHO20 2eHe3q.

IIpu nabopamopHo-uHcmpymeHmanoHOM 00C1e008AHUU 6 OUOXUMUHECKOM
ananuse xkposu — cumnmomut yumonuda (AJ/IT 72 Eo/n, ACT 82 Eo/n); npu-
3Haxu xonecma3a (y-enymamunmpacnenmuoasa, I'T'T, 38 Eo/n; wenounas goc-
pamasa, 1], — Hopma), 6unupybUHOBbILi 00MeH He HAPYULeH, CUHIMEMUYecKas
PYHKUUA neueHu coXpaHeHa; UMMYHON02UMeCKOl akmusHocmu Hem. B obujem
ananuse Kposu OMKIOHEHUTI O 603pacmHOL HOpMbL He ommeueHo. IIpu V3N
OprowiHol nonocmu: neveHv yeenuueHa 6 pasmepax (neeas 00as 69 mm, npasas
dons 121 Mm); KOHMYP neueHu pOBHbLLl, NAPEHXUMA NOBbIUEHHOTI IX02EHHOCTNU
¢ Ougy3Hoti cpedHeo4az060ti HeOOHOPOOHOCMbI0. Kposomok neueHoUHbLX 6eH
osyxpasnuuii. Cenesenka yeenuuena 6 pasmepax 0o 120x54 mm, napeHxuma
eunepaIxozeHHd, menKoouazo6as Oupdy3Has HeoOHOPoOHOCMb. Pacuuperol
CMB07I 60POMHOTL 6eHbL 00 8 MM, OUAMemp CMEONA cene3eHOUHOL eHbL 5,8 MM,

43



bonesup Bunmbcona y gereii

BU3YATTUSUPYIOMC BHYMPUOP2AHHDIE 8eMBU CeNle3eHOUHOT 6eHbl. [IpusHaku
OUCXONUU C BbLABTIEHUEM PeHIneeH-He2amueH020 KOHKPeMeHma 8 npoceerne
HENUHO20 NY3bIPS OUAMENPOM 00 2 MM.

Yuumuieas omsazoueHHy10 HACIEOCBEHHOCb NO 3A00/1e6aHUAM NedeHU,
Hanuvue 6 aHamHese ocmpoti eemonumuyeckoti Kymoc-neeamusHoti aHemuu,
pebenky mpebosanocv ucknouerue 6one3Hu Bunvcona.

IIpu ouerke napamempos memabonusma meou Obiao 6biA6/IEHO CHUNEHUE
YPOBHS UepynIonIasmuHa col8opomxu kposu 0o 16,8 (npu nopme 20-40) me/on,
nosvluieHue CymouHoli SKcKpeyun meou ¢ mo4oii (6asanvHoii 0o 53,6 mxe/cym
C He3HAYUMENLHBIM NOBbIULEHUEM CYMOUHOTE IKCKPey Ut MeOu ¢ MO40li 8 npobe
¢ Jl-nenuyunnamurom 0o 773,8 mxe/cym). [Ipu opmanvmonozuseckom ocmompe
obHapycenvt konvya Kaiisepa—Drnetivepa 60 6cex keadpanmax pozosuupl. Ipu
HeBPOI02UHECKOM OCMOMpPe SKCMPANUPAMUOHOTE CUMNIMOMAMUKY He 3aPuKcl-
posaro. C yenvio okoHuamenvHoli 6epudurayuu 0uazHo3a 6vinoIHeHO Mose-
KYNAPHO-2eHermuUeckoe Uccne0o8anue: 8bla67eHa KOMNAYHO-2emepo3ueomHast
accoyuayus mymayuti 2ena ATP7B, noomeepicoaiow,as Hanu4ue y pebeHka
6onesru Bunvcona.

3axmouenue. Taxum 06pazom, 6 OGHHOM KIUHUHECKOM NpUMepe NPOUsLIo-
cmpuposana pedxas manugecmauus 6one3Hu Bunvcora é ude ocmpoti zemo-
numuveckoii Kymbc-nezamuenoti anemuu. IIpu ckpununzoeom 0006cnedo8anuu
(cHuseHUe YDOBHA UepyIONIA3MUHA, NOBbIUEHUE CYMOYHOT IKCKPeyuuU Meou
¢ mouoti, eviaenenue koney, Katisepa—-Dnetiwepa, obHapyxcenue maxropumap-
Hoix mymauuii 2ena ATP7B) pebenky 6vin noomeepicoder 0uazHo3 60ne3Hu
BunvcoHa u cé60espemeHHO HA3HAYEHA NAMOEHeMUYeCKas mepanus.
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MABA 10. AMATHOCTUKA BONE3HU BUNIbLCOHA

NB! CKkpuHUHT Ha 60ne3Hb BunbcoHa JO/KeH NPOBOAUTHCA Y BCeX
MAIIEHTOB B Bo3pacTe ot 3 /10 40 /1eT, UMEeIUNX He0OBSICHIMOE MOBBI-
IIIeHVe CBIBOPOTOYHBIX aMIMHOTpaHcdepas, nposaBieHns Gy TbMIUHAHT-
HOJ1 eYeHOYHOI HeIOCTAaTOYHOCTH, XPOHIYECKOT0 FeNaTUTA, INppo3a
nevYeHy, HeBPO/IornyecKie HapylleHa HeyCTaHOB/IEHHOI 3TIO/IOTH,
KyMOc-HeraTuBHYI0 reMOMUTHYECKYH0 AaHEMUIO, OTATOLeHHBIN ceMeli-
HbIiT aHaMHe3 10 60ne3Hn BunbcoHa.

IIpu nogo3pennu Ha 60me3Hb BuibcoHa y gereit He06X0OMMO IPOBe-
IeHe KOMIUIEKCHOTO 00CIeqOBaHNsA C ONpefe/ieHNeM YPOBHSA ChIBO-
POTOYHOrO LepyIONIa3MIHA, CYTOYHOM 3KCKpenun Megy ¢ MO4YOoi
(6asampHOIT 1 B mpobe ¢ [[-MeHNIUIIAaMUHOM), KOTUYECTBEHHOTO
ompefeneHNA MeAU B TKaHM NeYeHN U MOTIEKYIAPHO-TeHeTNYeCKOT 0o
uccaegoBanmna reia ATP7B.

Hu omi ma6oparopHslii TeCT (32 MCK/TFOYEHIEM MTOTTHOTO CEKBEHIPOBa-
Hus rena ATP7B) ne o6magaet 100% 4yBCTBUTETBHOCTBIO U He 00ecrie-
yuBaeT 100% criennpuIHOCTD, 1 AUarHo3 6ome3Hn Buinbcona craButcs
Ha OCHOBAaHMV COBOKYITHOCTH KIMHIYECKNX JJAHHBIX, Pe3y/IbTaTOB 1a60-
PaTOpHOro MCCIefoBaHNA Y MONEKYIAPHO-TEHETMYECKOT0 aHa/IN3a.

Iuarnoctuka 6one3nu Buibcona 6asupyercs Ha KOMOMHAIY KIVHIYe-
CKUIX CYMIITOMOB, JJAHHBIX 1a00PaTOPHOTO 00C/IefOBaHMS Y MOIEKY/IIPHO-
TeHeTNYEeCKOTO TeCTVPOBAHNA 1 BKIIOYAeT B ce6sl CTIeyIolyie TapaMeTphL:

CHIDKEHJE YPOBHS Liepy/Iolla3MIHa B CBIBOPOTKE KPOBI;

MOBBILIEHVE CYyTOYHO 9KCKPELMM MeI C MOYOIL:

— 6a3aIbHOIN;

— B n1po6e ¢ [I-nernymnamuaoM (500 mr 2 pasa/cyT);

IIOBBIIIIEH)E€ KOJIMYECTBEHHOTO COJlep>)KaHMsI MM B TKaHM IedeHu (v

HOJIOXKUTENbHAS crienduieckas OKpacka Ha Meb IIEYeHOYHO TKaHM!);

Haymaue Kortery Kaiisepa—®rerinepa npyu o TambMOIOrnaeckoM 0CMOTPE;

Hammuue crenuduyeckoil HeporCuXnaTpuIeckoil CMMITOMATUKN (MU

nsMeHeHus Ha MPT romosHoro mosra);

rOMO3UTOTHOE/KOMIIAyH/I-TeTePO3UTOTHOE HOCUTENbCTBO MyTaimit reHa ATP7B.

Ha VIII MHTepHannoHanbHO KOHMepEeHINM, OCBSIEHHON U3y4eHIIO
6onesuu Bunbcona n 6omesun Menkeca (16-18 anperns 2001 r., Jlevimiur,
IepmaHus) Obla yTBepXKAeHa OannbHas LIKana IVMArHOCTUKY O0e3Hu
Bunbcona (tab. 1).
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Ta6muua 1. bamibHas mKana [uarHocTuku 6one3au Buibcona

I. CumnTrombr bannbr II. TaboparopHbie TeCTHI bannbr
1. Konpia 1. OKcKkpeunsa Mefu C MOYOIL:
Kartsepa-®rneiimepa: * HOpMa 0
¢ MPUCYTCTBYIOT 2 ¢+ 1-2 HOpMBI 1
+ OTCYTCTBYIOT 0 « 6oree 2 HOpM 2
+ HOpMa, HO yBeldeHue 6omee 5 HOpM 2

pu npobe ¢ Kynpennnom

2. Hetiponicu- 2. KonmraecTBeHHOE OIpesienieHne Meau
XuaTpudeckas B OMonTarax rmeyeHu
CUMITTOMATUKA * HOpMa -1
(usmenenus na MPT): » 50-250 MKr/T 1
o IPUCYTCTBYET 2 « 6omee 250 MKr/T 2
© OTCYTCTBYeT 0
3. Kym6c-HeraTuBHas 3. PogaMuH-1103UTUBHBIE
reMOIUTIYeCKast TemaToOLNTHI (IIPU HEBO3SMOXKHOCTI
aHEeMIS: KO/IMYEeCTBEHHOTO OIpefie/IeH N
o IPUCYTCTBYET 1 M€V B IIeYeHN):
* OTCYTCTBYeT 0 * IPUCYTCTBYIOT 0
¢ OTCYTCTBYIOT 1

4. YpoBeHb LiepynoIIasMuHa
B CBIBOPOTKe KpOBHU (IIpy HOpMe
60mnee 20 mr/mn):

* HOpMa 0
« 10-20 1
« MeHee 10 2

III. MoneKkynapHO-TeHeTHYeCcKoe MCCIefoBaHe (BbIABICHNE MY TaL Ml
reda ATP7B)

+ roMo3urora (KOMIIayHJ-reTepO3nUroTa) 4

+ TeTepO3NUroTa

—

+ MyTaLuit He 06GHAPY>KEHO 0

Cymmapruvie 6annvt:

4 v 6oree: 6071e3Hb BubcoHa BBICOKO BEpOSITHA

2-3: 60o/me3sHb BubcoHa BeposiTHa, HO TpebyeTCs fanbHellliee 06cIefoBaHe IaleHTa
0-1: 6one3up Bunbcona coMHUTEIbHA

AMEpPUKaHCKOI acCOLMAIVEN 110 U3yYEHNIO 6oresHei meuenu (American
Association for the Study of Liver Diseases, AASLD) BbIie/ieHbI OCHOBHBIE
KIVHWYeCKe Tpu3HaKku 6one3nn Bunbcona (Tabm. 2).
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Bonesub Bunbcona y fgereii

Ta6nmuua 2. Knuunyeckne npusHaky 60mesHu BuibcoHna (MeTogyeckme peKoMeH-
mauyu AASLD Practice Guidelines)

IIpoasnennsa

6omesnu Bunbcona

CuMNOTOMBI

ITopaxxenne

IICYCHN

BeccuMmiitoMHas rermaToMeranis

VI3onupoBaHHas CIIEeHOMeTaIsl

Iutonurudeckast akTMBHOCTb OMOXMMMWYECKIX TTOKa3aTeen
Crearorematur

Ocrpolit (PpyTbMIHAHTHBIN) TeIIaTUT
AyTOMMMYHOIIOFOOHDII TeTTaTUT

Iuppo3s neyenu

Ilopa>xeHne
LIeHTpaIbHOMI

HepBHOI?[ CUCTEMBI

JIBuraTenbHbIe HapylIeHNs (TPeMOp, HEITPOV3BOTIbHBIE
IBVDKEHVIA)

CrioHOTeueH e, AU3apTPus

PurnpHast fUCTOHMS

[TceBno6ynbOapHBIl CHHAPOM

BererarnBHast [UCTOHMS

MI/II‘peHeHOJIO6HbIe rOJIOBHBIE 60/

becconnma

IIpumnapgkn
Ilcuxmuarpudeckue | Jlenpeccus
CYMIITOMBI HespoTnyeckoe noseneHne

VI3MeHeHU TUYHOCTIU

Ilcnxo3

Hpyrue cucteMsl

Odranbmonorus: konbia Kaitsepa—®rneriniepa, «<megHas»
KaTapakTa

TemonmuTyeckas aneMms

Jlepmarosorndeckye IPOsIBICHNUS: «TOTyOble HOITEBbIE TYHOUKI»
[TaTonmorus nmovyek: aMMHOAUMAYpUs, HeppomuTHas

ITaTonorusa ckenera: paHHUIL OCTEOIIOPO3, aPTPUT

[MTopakeHne ceppiia: KapiMOMUOIATA, HAPYLIEHUA pUTMA
[TanKpeaTnT, )XeTIHOKaMeHHas 60Ie3Hb

Iunonaparupeonusm

HapyeHne MeHCTpyaIbHOTO LMKIIA, 6eCIIOfNe, TIOBTOPHBIE

BBIKNbIIIN
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bonesup Bunmbcona y gereii

[Tpn Hamavu xoner; Kaiisepa—@rnerinepa, CHYYKeHUN YPOBHS Liepy/IOIIa3-
MUHA U TOBBILIEHNN 0a3a/IbHON SKCKpeLy Mefy C MOYOJ AVarHo3 0oe3Hn
Bunbcona He Bpi3biBaeT comHeHMit. OHAKO B psfie CTy4aeB KIMHIYECKIe CYM-
IITOMBI MOTYT OTCYTCTBOBATb VIV OBITh HecllelM(UIHBIMY, a TabOpaTOpHbIe
IaHHbIe — HAXOAUTHCA B IpeJe/laX HOPMa/IbHBIX BeMYNH, YTO 3aTPyHRHAET
CKPVMHVHTOBYIO IIaTHOCTUKY 6071e3HY BuyibcoHa 1 TpebyeT ganbHelero yry-
0/1eHHOTO 06C/IeOBAHYIS MTALVIEHTOB C IIPOBEeH)eM ITYHKI[MIOHHOI OV0oTIcym
HIeYeHV C KOMYeCTBEHHOII OLIeHKOII Meiyl B O1oNTaTax MeyeHy 1 MOJIeKy/Isp-
HO-T€HEeTUYECKOTO TECTMPOBAHMA C LIe/IbI0 BbIAB/IeHNA MyTauuii rena ATP7B.

Y netert 0OOBIYHO OTCYTCTBYET HEBPO/IOIMYECKask CUMIITOMATVIKA B fie0IoTe
6onesuu BuabcoHa 1 mepBbIMM cuMITOMaMy MaHudecTanyy 3aboneBaHNs
ABJIACTCS MOBBIIIEHVE IIUTOMUTIYECKON aKTVBHOCTY ITe4eHOYHbIX pepMeH-
TOB. YPOBEHbD IIOBBIILIEHNA aMIHOTpaHCcepas mpy 6ome3Hy Buibcona HeBbI-
COKIIA, 4TO He OTPaKaeT TSHKECTV MOPAKEeHNS TIeYeHOYHO ITapEHXVMBL

Hwusknit ypoBeHb Liepy/IoIUIa3MyHa YaCTO BBIABJIACTCA Y ITALMIEHTOB ¢ 60s1e3-
HbBIO BiyibcoHa, OfHAKO He SB/IAeTCS OKOHYATE/IbHBIM KPUTEPUEM IIPY TOCTAHOB-
Ke IMartosa B oTcyTcTBuu Koser Kaitsepa—®nerimrepa (ta6n. 3). HopmanpHbit
yPOBeHb Iiepy/noluiasMuHa Habmopaercs B 30% cimydaes 6one3Hn BuabcoHa,
B TO BpeM: KaK CHIDKEHHBIN yPOBEHb MOXKET BBIAB/IATHCA Y T€TePO3UTOTHBIX
Hocureneit reHa ATP7B B 20-30% ciry4aes, Ipy HapylIeHUM CMHTETUYECKON
GYHKIVM TTedeHM, OOIBIINX IOTepAX OelKa Mpy ManbabcopOiuy, mopaxe-
HMJ [IOYEYHBIX KITyOOYKOB, 00me3HN MeHKeca, J/INTeTbHOM ITapeHTepaTbHOM
IMTaHUY B OTCYTCTBUY BK/IIOYEHMA MUKpPO9/IeMeHTOB. [1py penkoM 3aborneBa-
HVM allepy/IOoIUIa3MMHEMIY II0JTHOe OTCYTCTBME JJAHHOTO Oelka B pe3y/ibTaTe
MYyTaIliM TeHa IepyIoIIa3MIHa B XpOMOCOMe 3 IPUBOAUT K TeMOCUIEPO3Y,
HO He K aKKyMy/Isiyy Mefiu. JIo)kHO3aBbILIIeHHbIE Pe3y/IbTaThl YPOBHSA Liepy/Io-
I/Ta3MVHA HAO/TIONAI0TCS PV OCTPBIX BOCIIAJIEHVAX U COCTOSHVIAX, CBA3aHHBIX
¢ rumepacTporeHeMysiMu. JlabopaTtopHble MEeTOABI 3MePEeHMsI YPOBHSA Liepy/Io-
IIa3MVHA B CBIBOPOTKE KPOBY Pa3HOOOpa3HbI (pailMOMMYHHbIE, pajiyiabHas
uMMyHoznddysus, HepenomeTpus, GpepMeHTHBIE) U B OONBIINHCTBE CTy4aeB
TIOKA3bIBAIOT 9KBVBA/ICHTHBIE Pe3y/IbTAThI, XOTS IPM IIPUMEHEHN PaiiOVIMMYH-
HBIX METOJJOB B K/IVHIYECKOV IIPAaKTHKe COfepKaHue Liepy/IoIIa3MIHa YacTo
ObIBaeT 3aBBIILICHHBIM, TaK KaK 9TV METOJ[bI HE Pas/IM4aIoT TOJIOLepPY/IOIUIa3MIH
Y ATIOLePY/IOIVIa3MIH. Y MAI[IeHTOB C HOPMAJIbHBIM COZIep>KaHyeM Iiepy/IoIyIas-
MJHA YPOBEHb BK/TIOUECHVISI PaJYIOAaKTMBHON MeIM B 9TOT O€/IOK, BBIAB/IAEMBIIT
PV CHMHTUTPadUYecKoM VCCIeIOBAHNY, CHVDKEH 110 CPABHEHMIO CO 3[I0POBBIMI
TIOIbMI 1 TeTepo3nuroTamil. [laHHOe McCeoBaHMe B HACTOsAIee BpeMs MCIO/b-
3yeTCsl pefiKo 13-3a TPYAHOCTEN C IO/TyYeHMeM N30TOTIA.
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Bonesub Bunbcona y fgereii

Ta6nmuua 3. [JuarHoctudyeckue Kputepun 6one3un Buabcona (IpUYMHbL TOXKHOOT-
PUILIATEIBHBIX U JI0)KHOIO/IOKUTEIBHBIX Pe3y/IbTaTOB)

aTpesns;

[IePBUYHBIIT OMIMAPHBII
LMPPO3 NIEYEHN;
IIepBUYHBIINI
CKJIEPO3VPYIOIINIL
XOJIAHTUT;

VHAVUCKUN TeTCKUM
OVppos;
MIVIOTIATUYECKII
TOKCUKO3 MeJbI0

V3menennsa IIpnynnbI Tprar
TOXHOOTPHUIIA-
Tect npy 60Me3HN | JT0)KHOMOTOXKUTETbHBIX
Bunbcona pesynbTaToB TENPHPIX
pe3ynbTaToB
Llepynonnasmua | MeHee bonesnbp Menkeca; OcTtpoe BocnaneHue;
CBIBOPOTKI 20 mr/nn Ie4eHOYHasA TUIIEP3CTPOreHEMM;
HEeJOCTaTOYHOCTD; 6epeMeHHOCTD;
Majbabcopouus; OIyXO/IN
IIUTENIbHOE
IapeHTepabHOe MUTAHNE;
reTepo3UroTHOE
HocutenbcTBo ATP7B;
arepy/IoIIa3MIHEMIS;
He()pOTUUECKUIT CUHIPOM;
JETCKIIT BO3pacT MeHee
2 net
Konbia ITpucyrcrByror | XpoHnyeckue Pannue cragun
Kaitzepa- XOJIecTaTUIecKme 6onesHu BunbcoHa,
Dreitiepa 3a60/1eBaHIIs [IEYEH, meyeHOYHbIe (HOPMBI
HeOHATAJIbHBIN X0/mecTas | 6omesun Buibcona
Ikckpenusa meau | bornee XpoHndecKuit akTUBHBI | AcMMIITOMaTHY0€
C MOYOIt 50 MKr/CyT TeraTuT; TedeHue 60/e3HN
Sxckpewns memut | Boree XpOHMYECKue Bunbcona;
¢ Mowoit a pore | 1600 mkr/cyr | XONECTaTMUECKME paHHUe CTaun
Jl-nemuuuIamMHa 3a007meBaHNA TIeUeH; 6omnesHn Bubcona;
(500 mr 2 pasa) 3arpA3HeHe U3BHe TepaIus XeaTopaMu
KomnuectBennoe | bormee BHyTpuneyeHo4YHbIN Tepanusa
comep>kaHe Menu | 250 MKT/T XO0JIecTas; XeJIaTopamu;
B TKaHU IeYeHN JacTUYHas 6unmapHas He0CTaTOYHBII

obpaser] meYeHOYHOI
TKaHU
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YpoBeHb 0011iel Mefy B CBIBOPOTKe KpoBY Ipy 60me3Hu BuibcoHa 06b14-
HO CHIDKeH MeHee 150 Mkr/n (15 MKr/[t), IpOnopIiMoHanbHO CHUKEHUIO
YPOBHA Liepy/IOIl/Ia3MIHA IIPY AaCUMITOMATUYECKOM TedyeHuu OOoIe3Hu
Bunbcona wnu npu chopMmmupoBanHoM nuppose. [Ipu pyrpMuHaAHTHOM
TE€4YEHNU C BBIABJIEHMEM CONYTCTBYIOIIEIO T€MO/IN3a SPUTPOLUTOB B CBA3N
C MAacCCHMBHBIM HEKPO3OM TelaTOLUTOB YPOBEHDb Me/iM B CBIBOPOTKE 3Ha-
YJTe/IbHO MOBBIIIEH. YPOBEHb CBOOOTHON MeM OLIEHMBACTCA 110 pasHUIle
MeX/ly OOLIIM KOTMYeCTBOM MefU U1 MeIbI0, CBS3aHHOI C LIePy/IOIIa3MIHOM
(3,15 MKT Ha MUJIINTPAMM Liepy/IONIa3MIHa) U SABIAETCS MOBbIIIEHHBIM
y 6onbuimHCTBa (62-85%) HelmeyeHBIX MALIVIEHTOB ¢ 00e3HbI0 BuibcoHa.
YpoBeHb CBOOOIHOI Mefi)i B CBIBOPOTKE KPOBJM MOJKET OBITH IIOBBILIEH
IpY XPOHMYECKOM XO0JIeCTa3e, IPU OCTPOI NeYEHOYHON HEJOCTAaTOYHOCTH
M060J1 3THONIOTNY, BHEIIHEM OTpaB/IeHNY Menblo. Vcronb3oBaHme ypoB-
Hs CBOOOJIHOI MeAyu B KayeCcTBe AMATHOCTMYECKOTO TecTa Ipu 6ome3Hn
Bunbcona 3aTpygHEHO B CBA3M C TEM, YTO IOCTOBEPHOCTD PE3Y/IbTAaTOB 3aBI-
CUT OT METOJa ONpeJie/IeHN sl YPOBHS Liepy/IOIIa3MIHA.

CyTo4Has sKCKpenys Mefi C MOYOJ OTPa)KaeT KOIMYeCTBO MefIU B ChIBO-
POTKe KPOBM, HE CBA3AHHOI C LIepy/ION/Ia3MVHOM, U ABJIAETCS JUATHOCTUYe-
CKMM KPUTEPMEM B IIOCTAHOBKE IMATHO3a V1 KOPPEKLMN TePANn. Y 3MOPOBbIX
TI0fell CyTOYHAsA 9KCKpeLMA MelX C MOYOJ He IpeBblaeT 50 MKI/CyT, Ipu
6onesHn BuibcoHa ypoBeHb Mefiu B Mode cocTaBiseT 6onmee 100 MKr/cyT
(6ormee 1,6 MMonb/m). B psafie mpoBeReHHBIX MCCTIELOBAHNIT YCTAHOBJIEHO, YTO
VICXOJHbIe CYyTOYHBIE 3HAUEHNUA MeflU B MO4e MOTyT ObITh HypKe 100 MKr/cyT
y manueHToB ¢ 6one3Hpio Bunbcona B 11-32% cnyyaes. Tak, HanpuMmep,
B McciefloBanyy Y. Lu u coaBT., NPOBENEHHOM Ha MEAMATPUYECKO KOTOPTe
00/bHBIX ¢ 6071e3HBIO BubcoHa, OBIIO MOKa3aHO, YTO YPOBEHb SKCKpeIun
MeIV C MOYOil 52 MKT/CyT (KaK BepXHee IMMUTUPYIOlee 3HaYeHUE HOP-
MBI) fIBNIAeTCS 60Jiee TOYHBIM ¥ YYBCTBUTEIbHBIM YPOBHEM IIPU MATHO-
cTuke 6onesHV BuibcoHa y mereii, 4eM ypOBeHb 9KCKpeLy Mefu ¢ MOYOil
100 Mxr/cyT. MHOTVE TabOpaTOPNM UCIIONB3YIOT 3HAYEHVE CYTOYHOM 9KCKpe-
Y Meiy ¢ MOYoI 40 MKT/CyT KaK BEpXHMII IMMUT HOPMBbL. B ToK/IMHIYecKoi
cTaguy 3a60MeBaHMA 9KCKpeLMs MeVl MOXKEeT He IIPeBBIIIATh 65 MKI/CYT,
a y TeTepO3UTOTHBIX HocuTesnel reHa ATP7B onucaHo NOBbIILIEHNEe 9KCKPeLun
Menu 1o 75 MKr/cyT. Takke ypoBeHb MeiX B MOYe MOXKET IOBBIIIATbCS IpK
IIePBIYHOM OM/IMIaPHOM LIPPO3e TIeYeH, X0/IeCTas3e, XPOHNIECKOM aKTBHOM
rerarute. CreoBaTeIbHO, YPOBEHb CYTOYHOM 3KcKpenun 50-100 MKr/cyT
JOJDKEH pacCMaTpUBAThCs KaK «Ccepasi 30Ha», 4TO TpeOyeT JaTbHeNIIero uccue-
JOBAHUA C IIPOBeieHNeM OMOIICUY TIeYeHN VM MOJIEKY/ISIPHO-TeHeTUIeCKOTO
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VICCTIeOBaHMA JI OKOHYATe/IbHON Bepudukanym auarsosa. Onpepenexne
BBIBEZICHIISI MefIV C MOYOI1 IIpy IpUMeHeHNN []-TTeHnIyTaMyHa MO>KeT ObITh
IOJIe3HBIM JVAaTHOCTUYECKUM TecTOM. Takoe mccnenoBaHme CTaHAApTU30-
BaHO B neguarpuu: 500 Mr JI-nieHUIMIIaMyHa IIEpOPaAbHO IPUHUMAETCA
B T€YEHJE [THA C IPOMEXYTKOM B 12 4acoB BHE 3aBMCUMOCTY OT MACChl Tefa.
[Tpn 6onme3Hn BunbcoHa AyarHOCTMYECKUM ABAETCSA YPOBEHDb 9KCKpeIun
Mefu ¢ Mo4oli Ipy npobe ¢ [l-neHnnyiaMmuaoM 6omee 1600 MKr/cyT (mipn
HopMe MeHee 600 MKr/cyT), mosBonAnmuil AuddepeHpoarb 601e3Hb
Bunbcona n fpyrue xonecratudeckye opakeHusA Me4eHOYHOI TapEHXMMBI,
P KOTOPBIX YPOBEHb MOYEBOI 9KCKPeLM MeAV TaKXe MoBbliIeH. OfHaKo
JyBCTBUTEIBHOCTD Y CIIEIV(PUIHOCTD JAHHOTO TeCTa Y aCUMIITOMaTNYeCKIX
MALVIEHTOB OYEHb HU3KM.

[Tpu 6moncum nedyeHy Mop¢oIornyecKye 3MeHeHNA He HOCAT CIIely-
¢nueckoro xapakrepa. [l7A IMAarHOCTUKY CYILIECTBEHHYIO POJIb UT'PaeT
ompeJie/ieHNe COJleP>KaHNA MeAU B IIEYEHM B KONMYECTBE, NPEBBIIIAIONEM
250 MKr/T cyxoro BemiecTBa. [laHHbBI IOPOTOBBIN YPOBEHbD, 10 MHEHNUIO pAfia
uccrefoBaTesiell, AAB/iAeTcA 3aBbllleHHbIM. Tak, mpy aHanuse 114 renetuye-
CKV TIOATBEPKIEHHBIX C/TyyaeB 00je3HN BuibcoHa, cpeHMiT ypOBeHb IIpe-
BBIIIAJI IIOPOTOBOe 3Ha4YeHMe 70 MKI/T, a B APYroil Hay4HOil paboTe TOIBKO
y 8% 60nbHBIX ¢ 60/1€3HbI0 BuIbcOHA KOMMYECTBEHHOE COfiepKaHye Mefn
B 61onTarax Ipesplnrano 250 MKI/T, MMHVMMA/IbHBII IOPOTOBBI YPOBEHD
cocTaBAn 95 MKr/T. HopmanbHOe cofiep>kaHme Mefiu B 6MONTaTaxX MeueHn
penko npesbimaeT 50 MKI/T, B TO BpeMs KaK KOHLIEHTpalA MeAu B TKaHU
IIeYeH) MOXKeT OBITh 3aBBILIEHA ITPY XO/IeCTATNYeCKNX OPaKEHIAX, Y TeTe-
PO3UTOTHBIX HOCUTEIel TeHa, OJHAKO He BBIXOAUT 3a mpepenbl 250 MKr/T. [1pu
IVIPPOTIYECKON TpaHCHOpMALIMY IEYeHOYHOI ITAPEeHXVMBI B MICXOfie 007Ie3H!
BunbcoHa Menp HaKalIMBaeTcA B TKaHM II€YEHV HEPAaBHOMEPHO, 4TO JlaeT
JIO)KHOOTPHUIIATENIbHbIE Pe3Y/IbTaThl B KOTMYECTBEHHOI OIj€HKe.

Bonburoe sHayeHne B JuUarHoctuke 6onesHn BuabcoHa umeeT BBIAB-
nenue Konen Karsepa—-®eiimepa ¢ moMobo 1enesoit maMmisl. Konbia
Kaitsepa-®reitmepa o6HapyxuBaTcsa B 95% cinydae 6one3nn Bunbcona
C HEBPOJIOTMYECKOV CMMIITOMATUKO; B 44-62% — 1Ipy MOpa>keHUU NeYeHnn;
B 5-10% — mpu acMMNITOMATUYE€CKOM TE€YEHUI.

Co6cTBEHHbIE AaHHbIE

o pesynvmamam uccnedo6anus, nposedeHHozo Ha b6ase PIAY «HMUI]
300posvsi demeii» Munsopasa Poccuu, cHuxdceHue yposHs uepynoniasmuna
6vin10 sviA67eH0 ¥ 89,1% demeti ¢ 6one3Hvio Bunvcona, 6 mo epems kax y oemeti
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¢ OugpysHuimu 3a060ne8aHUAMU NeveHlU ¢ UCKIoueHuem 6one3Hu Bunvcona
JIOHCHOOMPUUAIMENIbHDIE 3HAYEHUS CHUNEHHO020 UepyNIONTIA3MUHA OMMeUAntch
6 32,2% nabnrodenuil. Ilosviuenue cymouHoil SKCKpeyuy meou ¢ Mo4oii bornee
50 mkz/cym y Oemeii ¢ 60ne3Hvio Bunvcona svisenervl 6 94,6% cnyuaes, y demeti
¢ ucknroueHuem bone3Hu Bunvcona — 6 9,2% nabmodenuii. [Ipu nposederuu npo-
6v1 ¢ JI-neHuyunIamMuHoM nosvludeHue CymouHoLi IKCKpeuun meou ¢ Mo4oti 6onee
1600 mke/cym ommeuero y 46,5% Oemeil ¢ ycmaHoeneHHbIM 0UA2HO30M 6071e3HU
Bunvcona, npu ucknouernuu 3a6onesanus — 6 5,4% nabnrodenuii. Cooepiarue
Mmedu 6 mkaHu neveHu ceviuie 250 mke/z ommeuero y 53,8% Oemeil ¢ 6071e3HbI0
Bunvcona, y demeti ¢ Ougysrvimu 3a601e6aHUAMU NeveHU ¢ UCKTIOUeHUEM
6one3Hu Bunvcona yposerv meou 6 mxanu neveru ceviuie 250 mke/e He ommeuan-
ca1. ITpu nposederuu ROC-ananusa ommeueHo, 4mo TUMUmupyrousue 3Ha4eHus
Kkpumepues memabonusma meou y oemeti mozym Ovib USMeHeHbl 6 CHOPOHY
UX CHUMCEHUST, 4O npusedern K NoBblUeHUI0 UX OUAZHOCIUYECKOL IMOYHOCHIU.
Ilo pesynvmamam Hauiezo uccne008aHus, y oemeti ONMUMAnbHbIMU COOM-
HOUEHUAMU 1yB8CMEUMENbHOCMU U CHeyuduuHoCmU 0671a0aiom credyoujue
nopozosvle 3HAUEHUS Kpumepues: yepynonnasmurn — 16,8 me/on (83,2-87,3%),
CYMOUHAS IKCKpeuust meou ¢ mouoti — 50,2 mre/cym (94,6-92,7%), cymounas
IKCKpeuust meou ¢ Moot Ha Pore npuema JI-nenuyunnamuna — 861 mxe/cym
(84,9-83,8%), xonuuecmeenHoe codepicarue meou 8 mrkaHu neveHu — 50 mke/z
(100-95,7%). IIpu smom Haubomvuieii OUAZHOCMUUECKOTE IMOYHOCHbI0 60/1e3HU
Bunvcona 6 neduampuu obnadarom napamempuvl cymouHoti IKCKpeuuu meou
€ MOUOTi U KOZIU4eCmeeHHoe cooepicarie Meou 6 MKAHU neveHuU.

B COMHUTENIBHBIX CTy4asx MOXKeT IPYMEHAThCSA MOJIEKY/IAPHO-TeHeTNde-
CKO€ UCCIIelOBaHMe C BbIsAB/IeHeM MyTaruit B reHe ATP7B. 3aboneBaHue pas-
BYBAETCS PV TOMO3UTOTHOM W/IV KOMIIAYH/I-TeTePO3UTOTHOM HOCUTETbCTBE
IIaTO/IOTMYECKOTO TeHa.

PoncTBeHHUKY IO IIPSIMOIL TIMHNUM BHOBb BBLABIEHHOTO OOJIBHOTO ¢ 6071e3-
HBI0 BI/IbCOHA JO/DKHBI IIPOXOAUTD CKPMHVHL Ha Ha/lM4Me y HUX 3aboeBa-
Hus. IIpu TiratebHOM cOope aHaMHe3a HEOOXOAVMO Y/eATh BHUMAHME
Ha BBLABJICHIE 3MM30/I0B >KeITYXY, 3a00/IeBaHNII IIeYeH, PaHHEeI CYMIITO-
MaTMKe HeBPOJIOTMYEeCKIX OTK/IOHeHMIT. IIpoBoanTCA 1ab0paTOpHO-UHCTPY-
MeHTaJIbHOE 00C/IeJloBaHMe allJeHTa C YICC/IeIOBaHMeM MeTabomaMa Mey,
IIO pe3y/IbTaTaM KOTOPOTO pelIaeTcs BOIPOC O HEOOXOANMOCTY IIPOBEEeHIS
Ouomcuy neyeHy ¢ KOMMYeCTBEHHOI OLIeHKOI MV VI MOJIEKY/IIPHO-TeHeTH -
9eCKOTO MccaenoBanna Mmytanuii rena ATP7B.

AMepuKaHCKOIT acconmanyeil o n3ydennto 6onesneit nedenu (AASLD)
IpeIJIOXKeH aJITOPUTM AUAarHOCTUKY 607e3Hu Bunbcona (puc. 9).
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Ko+ Ko+ KO- KO-
Llep <20 mr/an Liep = 20 mr/an Llep < 20 mr/an Llep < 20 mr/pn
24-h Cu > 40 MKr 24-h Cu > 40 mKr 24-h Cu < 40 MKr 24-h Cu > 40 MKr
Buoncuna neyenn Buoncua neyenn
C KONIMYECTBEHHOWN OLIEHKOW C KOIMYeCTBEHHOW OLIEHKOM
copepxaHva mean copepxaHua meau

< 250 mKr/r 50-250 mKkr/r

[pyrow gnarHos ‘
) T > 250 MKr/r

MoneKynﬂpHo—reHequeCKoe
nccnefosaHne

a

} B¢ BunbcoHa ‘

Puc. 9. Anroput™ fyarHocTiky 601e3HY BIibcoHa, IpeoXKeHHbIT AMepUKaHCKOI
acconmanyeii o usydennio 6onesHeit nedenu (AASLD)

Ipumeuanue.
K® — xonbua Kaiisepa—®rnerimiepa; Llep — nepynomnasmun; 24-h Cu — cyrounas
9KCKpeLMs MeJiy C MOYOI.

Co6cTBEeHHbIe AaHHble

Knunuveckuii npumep Ne 2

lesouxa I C., 7 nem, nocmynusna 6 2acmposHmeposnozuyeckoe omoeneHue
¢ eenamonozuyeckoti epynnoit PIAY «HMMIL] 300posvs demeti» Munsopasa
Poccuu 6 utone 2009 2. ¢ Hanpasnaouum ouaznosom «Kpunmoeennuolii
eenamump.

W3 anamnesa uzeéecmno, 4mo peberok om emopoti bepemenHocmu (nep-
6asg — manvuuk, 9 nem, 300p0s), npomekasuieti ¢ y2po3oi npepviaHus
6 12-16 Hedenb, 6MOPbIX CPOUHBIX POO0S nymem kecapesa ceweHus. ITpu poo-
Oenuu macca 2900 2, onura mena 50 cm, oyerxa no wkane APGAR 9/9 6an-
n06. Pannee ncuxomomopHoe pazéumue npomexano 6es ocobeHHocmel.
IleperecerHvle 3a60ne8aHUS: OCMpPble PeCNUPAMOPHDIe BUPYCHDBIE UHPEK-
uuu 1-2 pasa 6 200, ckapnamuna (2007), gonnuxynspras aneura (2008).
Annepzoanamues 6e3 ocobenrocmeii. HacnedcmeeHHocmy no eacmpoammepo-
JI02UHecKUM 3a0071e8aHUIM He OMA20U4CHA.

B odexabpe 2008 2. (8 so3pacme 6 nem) npu npopunaKmuseckom OUcnam-
cepHom 00cn1e008aHUL 61epBble ObITIO BbLAB/IEHO y6enuUeHUe neueHU U noeol-
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weHue neueHOUHvLX mpancamunas coieopomxu kposu (AJIT do 302 Eo/n,
ACT 217 Ed/n). Ilo mecmy sumenvcmea memo0om NOAUMEPASHOL UenHOT
peakuuu u UMMyHOPePMeHMHO20 AHAU3A Y pebeHKa ObLIU UCKIOHeHbL BUPYC-
Hole eenamumut A, B, C, D, G, TTV, ocmpas eepneceupycras ungpexkyus. C zena-
MONPOMeKmMUBHOL Uenblo0 NO MeCHy HUMeNbCmea NPoeooUnacy mepanis
npenapamamu ICCEHUUANLHBLLX HOCHONUNUO08, YPCOOL30KCUXOIUEBOTE KUC-
710mulL — 6e3 NonoHUMenvHozo apdexma. [Insg ymoureHus 0uazHo3a pebeHox
OviLn HANPAGsIeH 6 2acmpoaHmeposIoeUuteckoe omoeneHue ¢ 2enanonoeutecKoli
epynnoii ®IAY «HMIIL] 300posvs demeti» Murnsopasa Poccuu.

IIpu nocmynnenuu 6 2009 e. (7 nem) 0e8ouxka akmusHo ianob He npeds-
A671A74. PebeHoK HOpMANbHO20 2APMOHUUHO20 PUIUUECK020 PAZBUIMUS, CHIUZM
ousambpuozeresa Hem. Ilpu ocmompe obpawsanu Ha cebst 6HUMAHUe 61e0HOCMDb
KOMCHBLX NOKPOBOS; YBenuteHue pasmepos neueHu: HUMHAT epaHuya neveHu
nepKymopHo U NanvnamopHo onpeoensinacy u3-noo Kpast pebepHoti 0yeu +2 cm
no nepeoHeil NOOMbLULEUHOL TUHUU, +3 CM NO CPEOHEKIIOUUUHOL TUHUU, +5 M
10 CPeOUHHOTL TUHUY, KPALl neueHU 3aKpyerieH, MAKOINACMUUHOL KOHCUCTEH-
yuu, 6esbonesnennulii. Ceneserka He nanvnuposanace. Hesponoeuuecxoti cum-
NMOMAMuKy npu ocmompe He sapezucmpuposaro. IIpu obcnedosanuu 6 6uo-
XUMUYECKUX AHATIU3AX KPOBU Bbi6/IeHbL cumnmombl yumonusa (AJIT 302 Eo/n,
ACT 207 Eo/n), xonecmasa (I'TT 103 Eo/n, IIJ® — Hopma), nosviuieHue yposHs
mpuenuyepudos coleopomxu Kposu 00 2,91 mmonv/n (Hopma 0-1,6), npu Hop-
manvHom yposeHe xonecmepuna 3,43 mmonv/n. Hapywenus 6unupy6urosozo
06MeHa He OmMMeueHO, CUHMemMu4eckas PYHKUUS neueHu coxpaneHa. B knunu-
4eckom aHanu3e KPosu OMKI0OHEHULL 01 603PACTHBIX HOPM He 3aPUKCUPOBAHO.

IIpu Y3U opeatios 6prouiHoil NOIOCHU: NeveHb yMEPeHHO y6enuUeHa 6 pas-
mepax (8epxHe-HUNCHUL pasmep ne60tl 0onu 63 mm, npasoii 0onu — 106 mm),
KOHMYp neveHu po6HbLil, NAPEHXUMA C MENKOO0HA20601 OUPPy3HOT HEOOHO-
pOOHOCMbIO HA POHe 06uLell no6bIUEeHHOTI ax02eHHOCMU. [Juamemp cmeona
gopomHotii eeHvl 6 mm (He pacuiupen). Cenesenxa He yeenuuera (70x36 mm),
ouamemp cene3eHo4Hol 6eHvl 3 Mm (He pacwupen). IIpu KomnviomepHo
momozpaguu neueHu 6vis61eHbL NPUSHAKU CEAMo3a: NI0MHOCMb neYeHoU-
Hotli napexuxumvl konebanaco om +16 0o 22 ed. X (npu nopme 55-70) Ha ore
YMepeHHOTL eenarmomezanuu.

Taxkum obpaszom, pesynomamot npo6edeHH020 KAUHUKO-IA00PAMOPHO-
20 U UHCMPYMEHMANLHO20 00C1e008AHUS CBUOEMENbCMB06AIU O HATUMUU
Y NAYUEHMKU XPOHUUECK020 2eNamuma 6 COMermanuul ¢ OUPEPy3HbIM HUPOEbIM
eenamosom. B omcymcmeuu dannvix o eupycHoii (ompuyamenvHole Mapkepul
BUDPYCHDIX 2eNAMUMo8) U 1eKapcmeeHHoil (ompuyamenvHulli aHamHes) ImMuo-
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102Ul NAMOJI0ZUHECK020 NPoUecca mpebosanoch UCKIUeHUe Ay mMOUMMYHHbIX
3a607e6aHUll neweHu U HACIE0CBEHHOT NAMONI02UL.

o dantvim 1a60PAMOPHBLX MeCmos, Cbl8OPOMOUHbILL YposeHb anvda-1-
AHMUMPUNCUHA Obll HOPMATIbHBIM, OMCYMCMB06AIU 2UNOTIUKEMUS U HAPY-
weHUus oOMeHa xesne3a, 4mo N0360NUN0 UCKIIOUUMDb depunyum anvga-1-
AHMUMPUNCUHA, 2IUK02EHO3bL, 2eMoxpomamos. Cheyugduueckue aymoanmume-
na (ANA, ASMA, AMA, aumu-LKM1, pANCA, SLA/LP, LC1), xapaxmepHuoie
07151 AYMOUMMYHHO020 2enamuma, NepeudHo20 CKIepo3UPyOULe20 XonaHauma,
nepeuuH020 OUNUAPHOL0 UUPPO3A, He BbIABTIEHbL, UMMYHONO2UUECKOL AKMUB-
HOoCmu n1abopamopHoLx noxasameneti He 3apecucmpuposaro. Ilo danHvim
MaHO0eMHOLi CHeKMpPomMempuU UCKIIOUEeHbL OpeaHUudecKue amuHoayudypuu
u amunoayuoonamuu. Ha ocnosanuu gepmenmoouaznocmuxu (Hopmano-
Hblil yposeHv bema-J]-eanaxmosuoasvl, KUCI0L 1UNAa3vl) UCKI0UeHa 00/1e3Hb
Bonvmana. Col60pomouHas KOHUEHMPAYUS Uepynoniasmuna 6viia Hopmao-
Hotl u cocmasuna 22,5 me/on (Hopma 20-40). Konvya Katisepa—-Dneiiwepa npu
opmanvmonozuueckom ocmompe He susyanusuposanicy; npu MPT 20noe6H020
MO032a U3MeHeHULl CUZHAA 0 NOOKOPKOBbIX A0ep He 3apezucmpuposao. ITpu
UCCIe008AHUL CYMOUHOLL IKCKPey Ut MeOu ¢ MOUOTi ObLI0 6bIsI6TIEHO NOBbLULE-
Hue ee coOepianus 6 moye: 6aszanvHoil 00 89,3 mxe/cym (Hopma 0-50), 6 npobe
¢ I-nenuyunnamurom 0o 1693 mxe/cym (nopma 0-600). Taxum obpasom, Hau-
6oree 6epPOAMHBLIM OUAZHO30M Y PebeHKA, HeCMOMPS HA HOPMATIbHBLLL YPOBEHD
uepynonnasmuna, 6vin ouazHos 6onesHu Bunvcona.

Lns oxonuamenvHoii eepuduxayuu duazHoda 6onesnu Bunvcona peberky
6vinu nposedeHbl NYHKUUOHHAS OUONCUS NeueHU ¢ KOTUYeCHBeHHO OUeHKO
codepxcanuss medu 6 buonmame u MONEKYNAPHO-2eHeMUUECKOe UCCTIe006aHUE
¢ onpedeneruem maxcopumapHuvix mymauuti eena ATP7B.

IIpu mopgonozuneckom uccnedo8anuu 2enamobUONmMama 8viA6/1eHbl Huxce-
nepeuucnenrvle usmerneHus. CmeHku UeHMpPAanvHolX 6eH yMepeHHO PUubpo3u-
posanvi. Ilopmanvrvie mpakmot ymepeHHO GuUOPO3Upo8amvl, 0m HeKOMOopbix
0MXx0051M HenosHble NOPMAnbHbvle cenmol, onpedensgemcs 3—4 nopmo-nopmartv-
Hole cenmol. B nopmanvHolx mpaxmax onpeoensiomcs Hebonvuiue Tum@pouoHvie
UHPUILMPAMDL, 30 NOZPAHUUHYI0 NAACIMUHKY He NpoHUuKarom. lenamoyumot
HeCKOTIbKo yeenuueHvl 6 pasmepax. Llumonnasma ux ceemnas, npaxmuvecku
gce codepicam 8axyonu (Huposas OezeHepayus 2enamoyumos), omaoesnv-
Hble 8AKYONU O4eHb KPYNHble, 8 0MOeNbHbIX 2eNAMOUUmMax onpeoensomcs
MHoOMecmeeHHble MenKue 8akyonu. VInoekc cknepo3a no Desmet — 2 6anna
(ymepennoiii pubpos). Takum obpasom, y pebeHka umenu mecmo mopgpono-
eudeckue NPUSHAKU OUPPy3Hozo cmeamosa neveHu, XpoHU4eCK020 nepunop-
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MAnvHO20 2enamuma HU3KoL crneneHu akmusHOCMU U ymepeHHozo pubposa.
Konuuecmeennoe codepicanue meou 6 mkaHu neueHu npesviuiano nopo2osulil
yposerv u cocmasnano 399,6 mxe/z (nopma 0-50). [Ipu monexynsapHo-zeHemuue-
ckom uccnedosanuu zena ATP7B 6vino evisenerno nanuque mymavuu ¢.3207C>A
8 20MO3U20MMHOM COCHOSHUU.

Ha ocHosanuu nposederntozo 06cnedosanus (nosviuieHue CymouHoli IKc-
Kpeyuu meou ¢ Mo4oti — 6a3anvHoil U HA PoHe [[-neHUUUnRIaMuHa; OuazHo-
crmuyecKkue 3HA4eHUsS KONUYeC6eHH020 COOePHAHUS MeOU 6 MKAHU neveHU
ceviue 250 mre/e; 2emepo3uzomuoe Hocumenvcmeo mymavuu ATP7B — xom-
nayHo-zemepo3uzomHas AcCOUUAUUS ¢ peOKoti mymauueii) degouxe 6vis no0-
meepoeH OuazHo3 6one3nu Bunvcona. Hasnauena xenupyrouias mepanus
J-neHuyunnamuHom ¢ nocmeneHHvIM ysenudeHuem 003Uposku 00 mepanes-
muueckoti 20 m2/Ke 8 CYymKu.

IIpu kamamnecmuueckom 00cned06anuL Hepes 6 MecsUes Om HAYANA Namo-
2eHeMu4ecKoli mepanuu OMme4armcs HOpMAIU3auus OUOXUMUHECKUX NOKaA-
3amereli Cbl6OPOMKU KPOBU, COKPAULEHUE YEeNUHEeHHbIX PASMEPOS NeHeHOUHOL
NapeHxumbl, ymeHvuleHue CymouHol IKckpeyuu meou ¢ mo4oti 00 896 mke/cym
Ha ¢pone mepanuu Jl-nenuyunnamunom. Yepes 12 mecsaues Habno0eHUs coxpa-
HAJICS CMOTIKUTL YPOBEHb HOPMATLHBIX OUOXUMUYECKUX noKa3amerneti O CHU-
HeHUem YPOBH CYMOUHOL dIKCKpeuuu medu ¢ moyuoil 0o 340 mxe/cym, umo
N0360/IUNI0 CHU3UMb 003 Xenupyroujezo npenapama 0o 15 me/ke 6 cymxu.
Ileperocumocmv mepanuu yoosnemeopumenvHas, no60UHbIX IPdexnos npu
KAMamHecmuueckom Uccie008aHUl He 3ape2UucmpuposaHo.

3axntouenue. Takum o06pazom, 6 0AHHOM KAUHUHECKOM HAOIO0eHUU
NoKA3aHo, 4Mo HOPMANbHLILL YPOBeHb UepyNoNNIa3MUHa Col60POMKU KPOBU
u omcymcmeue koney, Katisepa-Dnetiviepa npu opmanvmonozuueckom ocmo-
mpe He uckmouarom ouazHos 6onesnu Bunvcona. JJuazros 6onesnu Bunvcona
YCMAHABAUBACMCA HA 0CHOBAHUU KOMNIEKCHOL OUEeHKU KAUHUYECKOU Kap-
MuHbL 3a6071e6aHUS, TAOOPAMOPHBIX NOKA3AMmeeli, Pe3yvmanos mopgPono-
2UHeCK020 UCCTIe008AHUS NeeHu ¢ 0043amenbHbIM KONUHeCcmeeHHbiM onpede-
TleHUeM Meou 6 MKAHU neveHu U Pe3ysibinamos MoeKyApHO-2eHermu1eckozo
Mecmuposanus.
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MABA 11. TEPANUA BOJIE3HU BUNBCOHA

NB! B Poccun y pereii ¢ 60ne3HbI0 BunbcoHa Ipu cuMITOMaTIM4eCKOM
Te4YeHUI peKOMEH/I0BaHa Tepanu: [|-neHuIuIIaMMHOM B TepaneBTH-
4ecKoil fo3e 20 MI/KT B CyTKM € IepeXof0M Ha oA epKIBaoIie J03M1-
POBKM IIpY HOpMa/IN3aIyy MeTabonn3Ma Meay, a MpYM aCUMIITOMAaTIJe-
CKOM Te4eHUH V1 IPY HeNlepeHOCMMOCT [I-TIeHnunIaMiHa — Tepanus
NpenapaTaMy IHKA C PeryIapHbIM KINHIYECKIM U Ta60paTOPHBIM
KOHTponeM 3¢ eKTMBHOCTH TepAIN.

Jleuenne 60me3Hn BuibcoHa ciefyeT Ha4YMHATD C JVEThI, HAIIPaB/IEHHO
Ha YMEHbIIEHNE IOCTYIIEHNA Meay B oprannsM. OTpaHN4YMBaTCA IPO-
IYKTBI C BBICOKMM COJiep>KaHueM Mefint (Te4eHb, KpeBeTKY, OpeXy, IIOKOIa],
rpu6bl). Kak MUHMMYM B TedeHVe IIEpBOTO IOfia JIeYEHUs UCIIONb3yeTCs
cBOOOIHAS OT MeIV BOJQ, IPY HeOOXOAMMOCTH YCTaHABIMBAIOTCS OYVCTH-
Te/IbHbIe (QVIBTPBI A/ KOHTPOJIA YPOBHA COflepPXKaHUA MeMl B BOJOIIPO-
BOJHOI BOJie, T.K. IIPU €€ JJOCTaBKe MOTYT MCIIO/Ib30BAaThCSI MEIHbIE TPYOBL.
3ampeljaeTcsa UCIONb30BaTh MEJHYIO IIOCYAY /I IPUTOTOBIEHNA IUIIN
u enpl. Heo6xopmmo n3beraTb BUTaMUHHBIE Y MUHEpa/lbHbIE IIpelapaThl,
cogep:Kamye Mefb. JlneTndeckne peKOMEHJAMM IPUBOJAAT K 3aMeJIEHNIO
nporpeccupoBaHus 3a00/IeBaHMs, OTHAKO He MOTYT MCIIOJIb30BAThCs KaK
€VIHCTBEHHAA IMHNA TePaI.

B nacTosAmiee BpemMA UCIONB3YIOTCA Pas/IMYHble IIpenapaThl I 1e4eHNs
6onesnu BuibcoHa, o6nafaomye pasjanyHbIM CTPOEHVEM U MEXaHI3MOM
mevictBus. [I-neanipuniamu (Kynpennn) sBnseTcs nmpenapaToM BeIOOpa mpu
nedeHnu 6omesHyu BuibcoHa.

JJ-neHnyUIaMyH IpeficTaBsAeT co00il NPON3BOAHOE IIEHUIVIIINHA,
MOJIEKy/Ia KOTOPOTO COJIEP>KUT CBOOOAHYI0 CYyIbGIUAPUIbHYIO IPYIIY,
C NMOMOIIIBI0 KOTOPOJ OCYILECTBIAETCA Xe/IaTOPHasA aKTVMBHOCTb JAHHOIO
npenapara. [l-neHnIuIaMie MOOMIN3YeT Mefib U3 IIeYeH) U JPYTUX Opra-
HOB U YBE/IMYMBAET €€ MOYEBYIO 9KCKPELNIO, a TAK)Ke MHAYLUPYeT CUHTES
MeTa/ZIOTMOHENHOB. [I-TIeHnImIaMye HasHadaeTcs 3a 1 gyac mam 9epes 2 Jaca
II0C/Te TIpyieMa MUINY, T.K. efla CHIDKAeT KUIIeYyHYIo abcopO1mio npenapara.
HadvanpHble 0361 Tpy Tepanyy cocTaBaAT 250-500 MI/CyT ¢ IOCTENIEHHBIM
(xaxxmple 4-7 mHE) yBenm4yeHneM fosbl Ha 250 Mr 10 ne4eOHOI O3MPOBKMU
1000-1500 mr/cyT, KoTOopas faeTcsa B 2—4 npuema. [Ina mereit TepaneBTnde-
cKas 1o3upoBKa Jl-nennmnyiaMmuHa coctasysaeT 20 Mr/Kr B cyTku. Koppeknysa
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TO3BI IIpenapara IpOM3BOSUTCA 110 MEPe CHVDKEHNA YPOBHA SKCKPELY MeI
C MOYOI1.

B 6onpuimHCcTBe McCaenoBaHmit oTMedaeTcs 3G PeKTUBHOCTD []-1ieHn-
IIVJUIAaM/HA B JIEYEHUV CUMIITOMATNYeCKIX MAlMeHTOB ¢ 0071e3HbI0 BuybcoHa.
[Tpu nccnegoanum LEC-kpbic, ABAAIOMIMXCA MOAUPUIVPOBAHHOI MOJIEbIO
6onesHu BunbcoHa, 06Hapy»XeHo, 4TO HazHayeHue [-eHnunIaMHa Ipu-
BOJIUT K PACTBOPEHMIO IPAHYJI MEIM B IM30COMaX relaTOLMTOB, TeEM CaMbIM
IIpefoTBpallas pa3BUTIE OCTPON QYIbMUHAHTHON HefocTaToyHOCTH. [Ipn
AVMHAMIYECKOM MOP(OIOTMYeCKOM MCC/IEIOBAHNY OMONTATOB IIeYEHY BbISB-
JIEHO YMEHbILIEHVE YPOBHA CKIEPOTUYECKIX ITPOLIECCOB B IIEU€HOYHOM MTapeH-
XIMe, YTO BBIABIIsIET aHTUGUOpoTHdeckuit a¢ ekt mpenapara.

Opnako B 30% cyyaeB pa3BuBaIoTCA 0O0YHBIE 3¢ (PeKThI Ha TepaInio.
B 10-50% cnyyaeB oTMe4aeTcs yXy/lIeHe HEBPOIOTMIECKON CUMIITOMATHKM,
YTO CBSI3aHO C MHYIVMPOBAHHON BBICOKOJ MOOMIM3AIVel Mey U3 IeYeHN
Y OTJIOXKEHVEM ee B 6a3a/bHBIX ApaxX TOJTOBHOTO MO3Ta, YTO IIPOBOLVIPYET
VIV yCUIMBAET HEBPOIOTMYECKYI0 CUMNITOMATUKY. OKomo 25-30% manyeHToB
¢ 6oe3Hpi0 Brubcona Ha ¢oHe Tepanyy [l-NeHNIM/UIAMIHOM Pa3BUBAIOT
OCTPYIO a/UIEPTUYECKYI0 PeAKIMI0 B BUJI€ CBINM, TMXOPATKM, KPaIlMBHUIIbIL.
Bo3sMOXHO pasBuTHE IOJOCTPOI TOKCUYECKON PeaKLUy B BUJE IPOTENHY-
puy, YTHETeHUsI KOCTHOMO3TOBOTO KPOBOOOpAIeHNA VI XPOHNYECKOTO
TOKCUYECKOTO JIeJICTBNUA Ha KOXY (IIpeXXIeBpeMeHHOe CTapeHue, TedeKThl
B popMupoBaHuM pyOLIOBOI TKaHV, CEPIVHTMHO3HBIN 1epdOpUpPYIOLIiT
3J1aCTO3; BCNIECTBIE TOKCUYECKOTO BO3/IENICTBYA HAa KOJIJIATEHOBbIE BOIOKHA
BO3MOXXHO Pa3BUTHE CTaOOCTN COCYANUCTON CTEHKN), UMMYHHYIO CUCTEMY
C pasBUTVIEM ayTMOMMMYHHBIX 3ab0/IeBaHMiT (CHCTEeMHas KpacHasi BOMYaH-
Ka, apTPUTBI, IIOBBIIIEH)E AaHTVHYK/IeapHOTO (PaKkTopa), a TaK>Ke CHIDKEHe
pesucreHTHOCTU K MHpekuuam. [Tpu uccnenoBanuy 32 mereit, HOTy4aBIINX
IIUTENbHYIO Tepanuio [l-IeHNIM/UIaMIHOM, OBUIV BBISB/IEHBI CIeAYIOLIVE
I0OOYHBIe peaKIVi: ajyIepriudecKasi Chlllb — y 3 fieTell, yTHeTeHye KOCTHO-
MO3TOBOTO KPOBETBOPEHMA — Yy 3, reMarypusa — y 2.

Co6cTBEHHbIE AaHHbIe

B uccnedosanuu, nposedenrom Ha 6asze PIAY «HMMUI] 300posvs demeii»
Mumn3zopasa Poccuu, npu mepanuu J]-nenuyunnamurom y 71 peberxa c 6ones-
Hb10 Bunvcona npodomicumenvrocmpio om 6 00 94 mecsiyes ommeueHo 00cmo-
éepHOe CHUMeHUEe YUMONUMUYECKOTl U X0NeCmamuyueckoll aKmueHocmu
buoxumMuUecKux nokazameneti Kposu, yayuuleHue cunmemuueckot QyHk-
WUl neveHu, CHUMeHUe CYMOUHOL IKCKPeyuy meou ¢ Mo4oil, yMmeHbuleHUe
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nnowaou koney, Katisepa-Pnetiwepa npu opmanvmonozuteckom ocmompe,
YIyqueHue HeePOI02UUecKOl CUMNIMOMAMUKU HAYUHAS ¢ 6-20 MecAua mepa-
nuu. Cmoiikoe cHuMdeHuUe IKCKPeuuu Meou ¢ MO0l 6 COUeMAaHUU ¢ HOpMa-
nusavueil OUOXUMUYECKUX noKA3amesneil N0360UNIU CHU3UMb NepEOHA1AIb-
Hyt 003y [I-nenuyunnamuna 0o noodepucusarouieti y 25% oemeii ¢ 6071e3Hb10
Bunvcona. Ilo6ounvie agppexmut []-nenuyunnamuna (Kynpenun) nabmodanuco
y 17% Oemeti: annepeuueckuii depmamum — y 2,8%, yeHemeHue KOCMHO-
M03208020 kposemsoperus (mpomboyumonenus) — y 4,2%, ducnencuuecxue
aenenuss (mowHoma, 60 6 xusome) — y 2,8%, He8pOnNO2U1ECKASL CUMNINO-
mamuka (eonosoxpyxcerue) — y 2,8%, nosenexue/ycunenue cneyuduuecko
akcmpanupamuonoti cumnmomamuku — y 2,8%. Y 1 (1,4%) peberxa npu npo-
sedeHuU npobul ¢ [-neHUyunIamuHom omme4anaco GebpunvHas muxopaoxa.
ITo6ounvie agpgpekmuL nompebosanu 6pemeHHo20 CHUMEHUS 003bL npenapama
y 12,6% Oemeti, ¢ NONHOTI OMMeHOL U 3ameHOli Ha npenapamot yunka y 2,8%
8 CBA3U C BblpaNeHHOL mpomboyumonerueti meree 20x10°/1 u Hekynupyto-
wieticst annepaumeckoil peaxyueti 6 6U0e IPUMemMamosHoll coinu. Y ocmanvHolx
83% Oemeil nepenocumocmo npenapama 6vina y006nemeopumenvHas.

[Tpn npumenennn JI-neHNIM/TaMIHA Pa3BUBAETCS HEOCTATOYHOCTb
INVPUOKCHHA, 9TO TpeOyeT Ha3HaYeHN BUTaMMHa B6 B ose 25 Mr/cyT.
Omnmcano TeparoreHHoe pevictue Jl-nennipyuuiammza. [Ipy passutin mo6ou-
HBIX JelicTBUI [l-IeHNIM/UIaMHa Ha3HavaeTcsA JpPyroe ajlbTepHATUBHOE
JIledeHne.

TpueHTHH (TPUSTIIEH TETPAMUH) JCIIONb3YeTCA MPY HEllepeHOCUMO-
ctu JI-neHnipuuiaMuHa. TpUeHTH SB/IsIeTCs Xe/IaTOPHBIM IIPeIapaToM, KakK
u [I-neHunmniamMnH, MeHee 9 GeKTUBHO BBIBOAUT Mefib C MOYOIL, 0Omagas
MeHbIINMY T060YHBIMY 3 dexTamu. DPPEeKTUBHOCTD TepaNY TPUEHTIHOM
BBISIBJICHA B psAJe VICC/IENOBAaHNI B BYJie HOpMaIn3auy 6MOXMMIUYeCKuX
aHA/INM30B KPOBU ¥ KOppeKLuy MeTabom3Ma Mef. i TpreHTHHa Xapak-
TEPHO pPa3BUTHUE ITOOOYHBIX 3 (HEKTOB B BUJE YXYILUIEHNA HeBPOIOTMYECKOT
CHMIITOMATHKM 32 c4eT MoOmm3anyy myna Mean B 20% cinydaes, BOTYaHOY-
HOIof00HbIe 3a60/1eBaHNsA, yTHETeH)e KOCTHOMO3TOBOTO KPOBOOOpaleH s,
meduIuT >Keesa, OHAKO YaCTOTA UX BbISABIEHNS HIDKe. Jl03bI TPUEHTHHA
9KBMBaJICHTHI jo3aM J]-nernipyruramyaa. KoHTposb KoMIvtaeHca 11 3¢ GeKTuB-
HOCTM TePAIINY OLIEHMBACTCS 110 YPOBHIO CYyTOUHOI 9KCKPELIUI MEMVI C MOYOIL.

LIvHK IofaBiiAeT BCachlBaHUE MeM B KUIIEYHMKE U IPUMEHAETCS KaK
aJIbTepHATUBHOE JIedeHue pu 6oje3ny BuibcoHa. Ipenapars! HKa (Cy/ib-
¢aT, OKMCh, aneTaT UHKA) MHAYLUPYIOT METaTJIOTMOHEMHBI SHTEPOLM-
TOB, OO/MafaoI/e BBICOKMM CPOJACTBOM K MeZM, YTO IPUBOANT K 3aXBaTy
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MeJy 13 NNUINY META/UIOTMOHEVHAMMY, CBA3BIBAHNIO B OIINTENINM KMIIEYHNKA
U IIPEATCTBIUI0 a0COpOLMM MeTaIa B CUCTEMHBINI KPOBOTOK C BBIIe/IEHIEM
u30bITKa MeIy ¢ KajoM. I1pu vccnemoBanmnm CIM3UCTO 000I0UKY JBEHATI-
IIATUIIEPCTHOM KMIIKYM OBUIO IOKAa3aHO, YTO Ha (pOHe Tepanmy Ipernapara-
MM LIMHKa KOHIJeHTpalys MeTa/JIOTUOHENHOB yBennduBaercs 10 1500%,
B TO BpeM# Kak Ipu Tepanuu Jl-nernumuiaMuaoM — o 150%. Inuk o6ma-
JAaeT VHAYLIVPYIOIINM JEeICTBMEM U Ha META/IVIOTMOHENHBI FeNaTOLUTOB,
obecrieunBasi TeNaTONPOTEKTUBHOE JieiicTBUe. B mccnemoBanuy, nposeeH-
HoM Ha LEC-kpbicax, moKa3aHO, YTO IIpY T€paluy IIMHKOM YMEHbLIAeTCA
KOJIMYECTBEHHOE COflep>KaHue MefiU B OMONTaTax MeYeHy Y YBeIM4MBAeTCs
KOHIIEHTPALVs MeTa//IOTMOHeVHOB. KOHTPOIb 9 (HeKTUBHOCTY TedeHNsA
OLIEHVBAETCSA 110 YPOBHIO IIVIHKA B CBIBOPOTKe KpoBM (60rmee 150 mr/m), Mode
(6onee 2 mr/ cyT) Y CYTOYHOM SKCKpeLUy Mey C MOYOM, KOTOpas He Io/DKHA
IpeBbIIIaTh YpOBeHb 75 Mr/cyT. IIpemaparbl IMHKa Me€Hee TOKCUYHBI, YeM
Xe/IaTOpPBI, YTO MO3BO/IAET YCHENIHO IPYMEHATD UX Y 6epeMeHHBIX )KEeHIIH
Uy meteli ¢ 60me3HbIo BubcoHa. OPPeKTMBHOCTD Tepanuy IpenaparaMu
IITHKA KIMHIYEeCKH JOKa3aHa, YTO IPOB/IAETCS HOpMaInu3anueil 0MoXumim-
YeCKIX IT0Ka3aTesiell, yMEeHbIIIEeHNEM YPOBHS BOCIIAJIMTENbHbBIX M CKIEPOTHYE-
CKUX M3MEHEHNII B Ie4eHOYHOII [TapeHXMMe, HopManu3anyei 6araHca Megu
B OpraHusMe. ¥ HeCKOTbKMX OOJIbHBIX OTMEYa/NoCh MICUe3HOBEHNE KOJbIa
Kaiisepa-®eiiiiepa u ynydllleHlie HEBPOIOTMYECKON CMMITOMATUKH. Tak,
B nccnegoBanuy E N. Linn u coaBT. 6bII0 MOKa3aHO, YTO NPY IAIUTETHHON
MOHOTepAINJ LIMHKOM 3P PeKTUBHOCTD ObLIa BBILLIE Y AIVIEHTOB C HEBPOJIO-
rudeckoit popmori 6omesHn BubcoHa 1o cpaBHEHUIO C Te9eHOYHO (HOPMOIL.
B npyrom uccnenoBaHuy penapaThl IMHKA ObII Ha3HAYeHbI KaK MOHOTEpa-
st 60IbHOMY ¢ Qy/IbMUHAHTHBIM TedeHueM 0ome3Hu BuibcoHa, 4To mpuBe-
JIO K 3HAUUTEJIBHOMY Y/Ty4IIeHIIO JIA00PAaTOPHBIX ITOKasarerieil. B To sxe Bpems
MIMEIOTCS pabOoTBhI, TOATBEP>K/JA0IIVe HeOCTATOYHYIO 9P PeKTUBHOCTb MOHO-
TepaIV LIMHKOM, 4TO TpeOyeT pery/IapHOro KIMHIIECKOTro U 1ab0paTOpPHOTo
HaOTIOfIeHNIs JaHHBIX NALMeHTOB /I CBOEBPEMEHHOTO Ha3HAYeHSI XeTaTOPHBIX
areHToB. BO3MOXXHO COBMECTHOE NIPMMEHEHNE XETaTOPHOI TEpAINN M IIMHKa,
HO He0OXOIVIMO COOJTIONATh ITepephIB MEX/Y IPYEMOM IIpeIapaToB 2 Jaca.

Co6cTBEHHbIE AaHHblE

IIpu kamammecmuueckom HAO0O0eHUU cpedu 9 demeli ¢ 6orne3Hvio Bunvcona,
Habmodaswuxcs Ha 6aze PITAY «HMII] 300posvst demeti» Munsopasa Poccuu
U NOMYHABWUX MOHOMEPANUIO npenapamamu yuHka om 6 0o 84 mecsyes,
cmotixas pemuccusi 3abonesanus 6viia ommeuena monvko y 3 (33,3%) demeii
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€O cMeuanHoti popmoii 3a607e6aHusL, Y KOMOpvLx 6 Oebrome 6one3HU nopaceHue
neuemue ObL10 MUHUMATLHBIM 6 BUOE HEBbLPAHEHHVIX MOPPONOZUHECKUX U3Me-
HeHUll NeueHOUHOL NAPEHXUMbL C MUHUMATIbHBIM PUOPO3OM U 6eCCUMNINOMHOT
eenamomezanueti. Y ocmanvholx oemeil Ha oHe mepanuu npenapamamu
UUHKA OTMEHAsIOCh NPOPeCcCUPOBarie NOPaMeHUS neueHl ¢ COXPAHeHUeM OUa-
2HOCMU1ecK020 mumpa nokasamerneti IKCKpeuuu meou ¢ MO4OL U ycuseHuem
He8pPO02UeCKOTi CUMNIMOMAMUKYU NPU cMeuanHoti popme 6one3Hu Bunvcona,
4o OUKMO8ATI0 HE0OXOOUMOCY CMeHbL mepanuu 6 66,7% cnyuaes. [lobouHvie
agppexmol, mpebyroujue ommervL npenapama, npu MOHOMepanuy npenapama-
MU YUHKA He OMMeUanch.

[Tpu 60mesHy BunbcoHa Taxoke MpUMeHAETCA TeTPaMONNOaT aMMOHMNA,
JieliCTBYe KOTOPOrO OCHOBAHO Ha MOJAaBIeHN BCACHIBAHNUA MeY B KUIIEY-
HIIKe, a TaKXXe 00pasoBaHMY KOMIUIEKCOB MEXIY MeJbI0 U aTb0yMIUHOM,
9TO MPEISITCTBYeT MOCTYIUIEHWI0 MeM B rematouuTsl. OrpaHndeHne mpu-
MEeHEHU JaHHOTO IIpelapaTa CBA3aHO C TIOOOYHBIM [e/ICTBYEM B BUJie IIOfja-
BJIEH)sI KOCTHOMO3TOBOTO KPOBETBOPEHMS U TeIaTOTOKCUYHOCTDIO, OfIHA-
KO BO3MOXXHO €r0 JCII0/Ib30BaHNe IIpU HeBPOIOIM4YecKoil popme 60ne3Hn
BubcoHa B CBA3M C OTCYTCTBMEM YXYALICHNsI HEBPOTOTMYECKOI CUMITOMA-
TVUKY Ha (POHE TepaIuy U JTyYIIVM KOHTPO/IeM YPOBHS MeIM B OpTaHM3Me.

Ha poccuitckoM ¢papMaKkoIOrnieckoM pbIHKe IMpelapaTbl TPUEHTUH
Y TeTpaMoIOIaT aMMOHNA He 3apervCTPUPOBaHBbIL.

Co6cTBEHHbIE AaHHbIE

Knuxnuyeckui npumep Ne 3

lesouxa K. H., 7 nem, Hanpaenena Ha 0000cnedos8anue 6 2acmposHmeposo-
euyeckoe omoesneHue ¢ eenamonozuveckoti epynnoti PIAY « HMUI] 300posvs
demeti» Mun3opaea Poccuu 6 c853u ¢ NepCUCUPYIOUUMU USMEHEHUAMU OUO-
XUMU4ecKux nokasamerneti.

3 anammesa uzeecmno, umo pebeHoK om monoovix 300p08vix pooumernet,
om nepeoti bepemeHHOCMU, npomeKasuieli PUUON02UMHO; NePBbLX CAMOCHO-
AMENLHBIX CPOUHBLX POO0B 6 207I06HOM Npedsiexcanuu naood. Pannee passumue
6 coomeemcmeuu ¢ 6o3pacmom. IIpusuma no kanenoapro. Annepzoarammes 6e3
ocobennocmeti. Hacnedcmeennocmo no 3abonesanusm 2acmposHmeposnozuye-
CK020 NPoPUN He OMA20U4eHA.

Bnepevie usmenenus 6uoxumuveckux nokasamerneti 6 6uoe NOBbIUEHUS
YPOBHS CblBOPOMOUHBIX MPAHCAMUHA3 00 3-3,5 HOpM 6bLa671eHO npu obcTe-
008aHUU N0 MECTNY HUMENLCMBA 6 C8A3U ¢ KOHMAKMOM C 60/IbHbIM 0CHPbIM
eenamumom A 6 wikosne 6 sospacme 7 nem. VIcknoueHvl 6UpycHvle 2enamu-
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mut A, B, C. Hasnauena mepanus 2enamonpomexkmusHbiMU npenapamamu,
Ha oHe KOMOopPbLX OMMEHANO0Ch NOBbIUEHUE UUMOIUMUYECKOU AKMUBHOCU
Kposu 00 5-6 Hopm 6 meueHue 6 Mecsyes 06e3 MeHOeHUUU K CHUNEHUIO YPOBHS
nokasamerneti, yéenuueHue pasmepos newenu. Il oanvHetiuiezo 06cne006aHUs
0esouka HANPABTIEHA 6 2ACMPOIHINEPONOZU1ECKOe OmderieHUe ¢ 2enarmonozuye-
ckoii epynnoti OIAY « HMIL] 300posvs demeti» Munzopasa Poccuu.

IIpu nocmynnernuu cocmosiHue 6uxce Kk y0087eme0opUumenvHOMY, aKmueHo
#anob He npedvsensem. Camouyscmeue He HapyuieHo. KoxHole nokposol
U cnusucmole 060104k 00b14HOL OKpacku, yucmule. Iparnuyvl newenu nepky-
MOPHO U NATILNAMOPHO ONPedenTOMCa u3-nod kpas pebeproti oyeu +0,5 cm
no nepeoHeil NOOMbLULEUHOL TUHUU, +] cCM NO CPEOHEKIOUUUHOT TUHUU, +4 cM
10 CPeOUHHOIL IUHUU, KPALl neueHu 3aKpyeieH, NPU NATbNAyUU MAKOINACHUY-
HOtl KoHcucmeHyuu, 6esbonesHernoiil. Cmyn opopmrnen, okpauier. Mouumcs
c60600H0, moua ceemnas. Hesponozuueckoti cumnmomamuxu Hem.

ITo danHbIM 1a60PAMOPHO-UHCMPYMEHMATILHBIX MEMO008 UCCTe)068a-
HUSL y 0eB0UKU BbIABTIEHO NOBbIULEHUE YPOBHS CblBOPOMOUHBIX MPAHCAMUHAS
(AJIT 153 Eo/n, ACT 104 E0/n), cumnmomos xonecmasa Hem, ounupyou-
HO8bITL 00MeH He HAPYULeH, CUHmMemu4eckas GyHKUUI neveHu coXpaHeHa.
Mmmynonoeuneckoti akmusHocmu 1a60pamopHvIx nokazamereti Hem, CHeKmp
neueHOUHOCHeUUPU1eCKUX aymoanmumesn OmMpuyamenvHolil, napamempo
KAUHUYECK020 AHAIU3A KPOBU 6 Npedenax 803pPAcHbLX HOPM.

IIpu Y3 evia671eH0 He3HAUUMENbHOE Y6enuUueHUe PA3Mepos neueHu ¢ oug-
Py3HOli cpedHeouazosoli 3X0He00HOPOOHOCMbIO NAPeHXUMDbL 6e3 NPU3HAKOS
nopmanvHoll 2unepmeH3uLL.

Hcxnmouenvr supyctole eenamumut B, C, ocmpas eepneceupycrast urgexuus,
Hedocmamo4HoCmy anvda-1-aHmumpuncuna, HacneocmeeHHbLi 2eMoxXpo-
mamo3. IIpu uccnedosaruu memabonusma meou 6vis6IeHO CHUNMEHUE YPOBHS
uepynonnazmuna 00 4,6 me/on (Hopma 20-40), nosviuierue cymouHoti IKc-
Kpeyuu meou ¢ mo4oii: 6azanvroti 00 98,2 mxe/cym (Hopma meree 50), 6 npobe
¢ O-nenuyunnamunom oo 970 mxe/cym (nopma oo 600). IIpu opmanvmonoeu-
ueckom ocmompe konvua Katizepa-DPnetiwepa He 6U3yanusupyomcs, cneuyu-
puueckoil ncuxoHesponozuueckoli cumnmomamuxu Hem. Ilpu nposedeHuu
MONEKYNAPHO-2eHEMUHECK020 UCCIE008AHUSL MANOPUMAPHbIE MYMAUUU 2eHA
ATP7B ne o6Hapyscervl. [Ins okoHuamenvHoti epuduxayuy 0uazHo3a pebexxy
nposedeHa NYHKUUOHHAS OUONCUS neueHU ¢ KaUeCmBeHHbIM U KOIUYeC 6eH-
HobiM onpedesneHuem meOu 6 mkanu nedenu. I1o 0aHHvIM MOPPHOIOLULECKO20
UCCIE008AHUS Ne1eHU 8bLABTIeHbL NPUSHAKU HUPOBOL KPYNHOKANENLHOU U MeJI-
KOKanenvHoti oucmpopuu eenamoyumos, 6axKyonu3auus soep, 1um@posucmu-
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OUUMAPHAT UHOUTLMPAUUST NOPMATILHBIX MPAKMOE C COXPAHEHUEM COOC-
8EHHOLU NAACMUHKU, nopmo-nopmanvHulli pubpos (ymepennuiii). Oxpacka
eenamobuonmarmos pybearosoil KUCIOMOL ¢ Uebl0 8blA67IeHUS 0eno3Unos
Meou ompuuamenvHas, Konu4ecmeeHHoe onpeoeseHue meou 6 MKAHU ne4eHu
348 mre/e (npu Hopme meree 250).

Taxum obpaszom, no pesynvmamam KOMNaeKcHo20 00cnedo08anust (CHuU-
HeHue YPOBHS Uuepynonia3smMuHa col80pOmMKU KPoBU, nosvllleHue cymou-
HOUL dKCKpeuuu Meou ¢ MOUOLL U NOBbIULEHIE KOTUHECINBEHHO20 COOePHCAHUS
MeOu 8 MKaHU neveHu) 0edouke 6epUPUUUPOBAH OKOHUAMENbHDIL OUAZHO3:
«Bbonestv Bunvcona, neueHouHas hopma, crmaous XpOHUHECK020 2enamumar.
Hasnauena xenupyow,as mepanus npenapamamu [J-neHuyuniamuma 6 603-
pacmairowseii 0o3uposke 00 20 me/ke 6 cymxu. Ha ¢pone mepanuu y pebenxa
OMMEHANUCH CIOUIKAS HOPMATUZAUUS OUOXUMUMECKUX NOKA3Ameneti U CHUNe-
Hue CYMOo4HOLL SKCKPeyul Meou ¢ MO4oll 6 meueHue 6 u 12 mecaues mepanuu
CO0MeemcrmeeHHo.

Kamamnecmuuecku Habnooaemcs Ha 6a3e 2acmposHmepono2uueckozo
0moeneHuUs ¢ 2enamonoeuteckoli epynnoti 6 meuenue 96 mecsaues. Ommeuena
CMOUIKAS HOPMATUZAUUT OUOXUMUYECKUX noKa3amernell, CHUMIeHUe CYymMOoYHOl
aKckpeyuu meou ¢ moyoil. IlepeHocumocmv mepanuu y00671emeopumenvHas,
n060uHbIX 3PeKnos He 3apeeucmpuposano 6 meuerue 96 mecayes Henpepole-
Hoeo npuema npenapama. IIpu nposedeHuu KOHMPONLHO20 MOPPONIOLULECK020
uccnedosanus neweHu Ha 60-m mecsaue mepanuu OmMme4eHo CHUMEHUe 60CHa-
JIUMeNvHOU AKMUBHOCMU, OMCYyMCmBUe Npozpeccuposans pubpomuueckux
usmereHutl nevenu. OmmeueHo CHUMeHUE KOTUHECTBEHHO020 COOEPHAHUS MeOU
6 mxanu neweru 00 4,2 mxe/e. Jlesouka eedem HOPMATLHYO COUUATILHYIO HU3HD,
YUUMCS HA «OMAUYHO» 8 WUKOTIe.

3axmouenue. Taxum ob6pasom, panuas ouazHocmuka 6one3nu Bunvcona
U ceoespemeHHOe HAZHAYEHUE NAMO2EHeMU1ecKoll mepanuy no3eonIom
000umMvbcA CMOLIKOL peMUCCUU U OMCYMCMBUS NPOPeccUposanus 6one3Hu
Bunvcowa, 4mo nonoiumenvHo ompaxaemcs Ha Ka4ecree HUsHu U coyuai-
HoUl adanmauyuu Oemetl ¢ 0aHHOL NAMoL02ueLl.
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MABA 12. TPAHCIUIAHTALUA NEYEHU
NPU BONE3HU BUJIbCOHA

TpancrmanTanua nedyenn npu 60mesHy BuibcoHa BHINOTHAETCS 1O Cle-
AYIOIIMM ITOKAa3aHMAM: pasBuTHe (PyIbMIHAHTHOM IIeY€HOYHO HEIOCTATOY-
HOCTY; Hea(PPEeKTUBHOCTD TEPAINY XeTaTOpaMI MeIU B TeUeHIe HeCKOIbKIX
MeCAIIEB Y MAllIEHTOB C JeKOMIIEHCYPOBAHHBIM IIIPPO30OM II€4Y€HN; BO3HMK-
HOBEHME TAXKEI0M IPOrpecCcUpyrollel Me4eHOYHON HEJOCTaTOYHOCTY IIpU
CaMOCTOSITE/IbHOM ITPeKpallieHUY JIeYeHNs, IPOrPecCUPYIOLINX 1 HeoOpaTn-
MBIX HEBPOJIOTMYECKMX HapylleHuaAX. Ileppas ycnemHas TpaHCIIaHTalusa
IIeYeHN I10 TI0BOJY 3abo/eBaHMsA BuibcoHa BbIIONTHEHA B 1969 T.

BpDKMBaeMOCTDh AaLlMEHTOB B T€YEHME IOJa IIOC/IE YPTEHTHOM TpaHC-
IUTAHTALMM 1O MOBOAY (Py/IbMMHAHTHON II€Y€HOYHOI HeJOCTATOYHOCTH
npu 6one3un Bunbcona cocrasnsger 70%, B OTCYTCTBUM TPaHCIUIAHTALINN
BBDK/BAE€MOCTD IIPEJCTaB/IeHa eAMHNYHbIMY crydasamu. [Ipyu TpacnmanTa-
LU TIeYeHN Ha CTaJuM JEeKOMIIEHCMPOBAHHOIO LIMPPO3a IeYeH BbDKMBA-
€MOCTbh IMallIeHTOB B TeueHle rojga coctapnsaeT 80-90%. ConocTaBuMble
Pe3ynbTaThl ITO/TyY€Hbl IIPYU POACTBEHHOI TPAHCIIAHTALM TI€YEHN: BbDKM-
BaeMOCTb ITALIIEHTOB 4Yepe3 1 rop mocie nposefgeHHoin onepauun — 90,6%,
yepes 5 nmet — 83,7%, uyepes 10 met — 79,9%. Ynyunienne HeBpOIOTnIeCKO
CUMIITOMATHKM I1OC/Ie TPAHCIZIAHTALUY OINMCAaHO B 56-77% ciny4aes, BO3-
MO>KHa IIOJIHasA perpeccusa cuMnToMmoB. OfHAKO, ecy HEBpONIOrndeckas
CUMIITOMATVKA NEepCUCTUPYeT 6oree 2 yeT Ha (oHe NedeHNs, YIydlIeHre
Pe3ynbTaTOB IOC/IE IPOBEEHNA OPTOTONMYECKON TPAaHCIUIAHTALIVY TIEYE€HN
VIY IPOJIO/KEHNA X€/TaTOPHONM Tepanuy ManoBepoATHO. OnucaHbl cydan
YXYZALIEH HEBPOIOTMYECKON CMMIITOMATUKM II0C/IE IIPOBEIEHNA TPaHCIIIaH-
TalMM TeYeHN: IOBTOPHOE MOSAB/IEHNE HEMPONCUXNATPUIECKNX CMMIITOMOB
II0CTIe IPOBEIEHNSA ONlEPALMM CBA3aHO C IVIOXMM IIPOrHO30M. BhoKuBaeMocTh
IIALMEHTOB CO CMeIIaHHO ¢popMoit 6oe3Hn BunbcoHa mocie mpoBeeHus
TPAHCIUIAHTALMY MeYeH) HIDKe IO CPaBHEHUIO C NIeYEHOYHOI POpMOIL.
TpancrmanTanys neyeHy NpUBOAUT K HOpMaIu3ary 0OMeHa MeJi, ITOBBIIIIe-
HJIO YPOBHA LIE€PY/IOIUIa3MIHA B IIEPBbIe MECALIBI ITOCTIE OIIepaLY, CHVDKEHNIO
9KCKpeLMM MefI C MOYOI Yyepes 3 MecAla I0Cc/Ie TPAHCIJIAHTALUM € TIOTHOM
HOpManusauuen JaHHbIX IToKas3aTenen K 6-9-My MecAly, NUCYe3HOBEHNIO
xonen Kaitsepa—®reiiniepa y 601bIIMHCTBA MallMeHTOB. B 1ccmenoBannm
F. Wang 1 coaBT. ocjie pofCTBEHHO TPAHCIIAHTALIMY II€YE€HM, IIPOBE/IECH-
HOJI 18 feTsAM 1 MOApPOCTKaM ¢ 60/1e3HbI0 BiibcoHa, HOpManu3anys ypoBHs
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L|epy/I0IIa3MyHa IPOM301IA Ha 1-M
MecsAlle, YMEHbIIeHNE 3KCKP el
MeJIVL C MOYOJ1 10 HOPMAaJ/IbHBIX 3Ha-
YeHUn1 — Ha 6-9-M MecsIle, MCYe3HO-
BeHue Kornen Kaitsepa—-®neiiepa —
y 5 13 8 ManMeHToB, y 3 13 8 IaljyieHTOB
COXPaHANNCh OCTATOYHbBIE IPO-
ABJICHMA.

IIpn mccnegoBanmy, NpOBEJEH-
HOM pEeTPOCIEKTUBHO y 16 nerein
¢ 60e3Hbp0 BuUabcoHa, HAXOMMB-
MIVXCA Ha TOCOUTAaNN3alUy U Ipo-
XOAMBIINX KOHTPOJbHOE obcCie-
noBaHue Ha 6ase PegepanbHOTO
HAay4YHOTO ILI€eHTpa TPaHCIUIAHTO-
JIOTUYM U UCKYCCTBEHHBIX OPraHOB
umennu akagemuka B. V. Illymakosa
Munsppasconpassutusa Poccun
B CBSI3M C IIPOBEJEHNEM UM OPTO-
TONMYECKON TpaHCHTAaHTALNUU
nevenu (puc. 10, A-B), 6bu10 1okasa-
HO, YTO OJJHOJIETHAS BbDKMBAEMOCTb
JETell IOC/Ie IPOBEEHNA ONePaLIN
cocrapnser 95%, 5-netuag — 80%
C BOCCTAHOBJIEHMEM OETKOBO-CUH-
TeTN4YeCcKol QYHKIMM TTeIeHOYHOI
IIaPEHXVIMBI, B T.4. ¥ YPOBHA LIEPY-
JIOITa3MMHA y>Ke Ha IEPBOM Mecslle
KaTaMHeCTUYEeCKOro HabIogeHNs,
OJJHAKO perpeccupoBaHus rpy6oi
HEBPOJIOTUYECKON CUMIITOMATUKMA
B HallleM HaOII0feHNN OTMEe4YeHO
He OBLIO.

Cob6cTBEHHbIE flaHHbIe

Knunuyeckuii npumep Ne 4

Pebenox II1. B., 16 nem, Habnrooan-
cA eacmposumepozzozom no Mecmy

Puc. 10. Iuppo3 nedeHn y feBOUKHA
¢ 6ose3HbI0 Bubcona, 16 et

ITpumeuanue.

OPTOTOHI/I‘ICCKaH TpaHCHHaHTa]_U/IH
MeYeHN: A — CpefVHHAsA TallapOTOMMUS,
MEJIKOY3/I0BOJ LIPPO3 IIeYeHN;

b, B — ymanennas ne4yessn.
Co6cTBeHHOe HabmoneHue.
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wumenvcmea ¢ 10 nem 6 c6A3U ¢ nepuooueckumu OONAMU 6 Husome, nep-
CUCUDPYIOUWUMU USMEHEHUAMU OUOXUMUYECKUX NOKA3amesiell Cbl60POmKU
kposu 6 sude nosviuenus AJIT, ACT oo 1,5-3 nHopm. OOHOKPAMHO 6vIABTIA-
JIUCh Mapkepvl 0cmpozo supycHozo zenamuma A. Ilonyuan zenamonpomex-
MUBHY10, HEeNHe2OHHYI0 MePanu ¢ KpamrkospemeHHbIM NOTIOHUMEbHbIM
agpgpexmom. B sospacme 13 nem evia671eHa enamome2anus npu HOPMAnbHbIX
buoxumuueckux nokazamenax kposu. C 13 0o 16 nem 6 c6s3u c omcymcmeuem
HAN06 U HOPMATIbHBIM CAMOUYBCIBUEM CHAM ¢ AMOYIAMOPHO20 HAOTHOOEHUS,
71a60pamopHO-UHCMPYMeHMAbHOe Uccie008aHUe He nposoounocy. B eospac-
me 16 nem Ha oHe KumeuHoll uHgexyuu y pebeHka nogeunacy uKkmeput-
HOCMb KOHHBIX NOKPOBOB U CKTIED, peOeHOK 20CNUMANU3Uposan 8 CMayUoHap
no mecmy sumenvcmea. IIpu 06cnedosanu 6 OUOXUMUHECKUX AHATUZAX KPOBU
cumnmomvt yumonusa (AJ/IT 59 Eo/n, ACT 358 Eo/n), nosviuierue 6unupybuna
0o 86,2 mxmonv/n 3a cuem npamoii (38 mxmonv/n) u Henpamoti (48,2 mxmonv/n)
ppakyuti. Ommeuanocy cHUNIeHUe CUHMemu4eckoli PyHKyUU neveHu 6 éuoe
eunoanvoymuremuu 00 25 ¢/n1, HapyuieHue 2emMocmasa 3a cuem oeduyuma
sumamun K-3asucumoix paxmopos ceepmoieanus (npompomouHosuiii uHoexc
66%, pubpurozer 1 2/n). B knunuueckom ananuse Kposu 6vis6/1eHbL CUMNINO-
Mbl MmpexpocmKo8oti yumonenuu: netikonenust 2,3x10°, mpomboyumoneHus
40,7x10°, anemus ¢ yposuem He 00 110 /n. VmmyHnonozuuecxkoti akmueHo-
cmu n1abopamopHuix noxkasamerseti Hem, Mump cneyuduuecKuil neueHoUHvIx
aymoanmumen ompuyamenvruui. 1Ipu Y3V u mynemucnupaneroti KT opzanos
OpHOUIHOTE NONOCU OUAZHOCMUPOBAHDL 2eNAMOCNIEHOMEe2ANIUA ¢ NPUSHAKA-
MU NOPMAnvHOL 2unepmeH3UU, acyum, UCKIoueHbl 00vemMHble 00paA308aAHUS
neueru. IIpu azogazoeacmpodyodeHockonuu — 6apukosHoe pacuiuperue eeH
nuueso0a 2-ii cmeneHu ¢ yepo3oti kposomeueHus. IIposedeHa nyHKUus Kocm-
H020 M032a: 0AHHBLX 34 OHKO2EMAMOI02U1ecKuli npoyecc He nomy4exo. Ilpu
nposedeHuu 0000¢1e008aHUS UCKIIOUEHbL BUPYCHBLE 2eNamMumol, HedoCma-
MouHOCMY anva-1-aHmumpuncuna, aymoummyHHole 3a0071e6aAHUT nedeHuU.
Pebenky svicmasnen 0UazHO3 KPUNMo2eHH020 UUPPo3a neueHu; peKkomeH008aHo
obcnedosatiue no npozpamme mpancnaanmayuu neueru. IIposedero uccnedo-
saHue memabdonusmMa meou, Npu KOMopom 6bli6/1eH XAPaKmepHblil CUMNINOMO-
Komnekc 6one3Hu Bunvcona: cHusjiceHue ypoBHS uepynonnasmuna 0o 13 me/on,
nosvluleHue CymouHoll IKCKpeyuu medu ¢ Mool 00 566 mke/cym, Hanu4Ue
koney, Katizepa-Pneiiuwepa npu opmanvmonozuteckom ocmompe, Hanuque
yacmoti mymayuu eeva ATP7B 6 eomo3ueonom cocmosnuu (¢.3207C>A).
Pebenky sepuduyuposar ouaznos 6onesHu Bunvcona. OoHaxo, yuumuieas npu-
3HAKU 0eKOMNeHCAUUY NeYeHOUHbIX PYHKUUL, Om Xeramupyrouietl mepanuu
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peuiero 6030epicamocs. Peberky 6 so3pacme 17 nem nposedena opmomonuue-
ckas mpauncnaanmauus neweru. IlocneonepayuorHbIli KamMamHes coCmasnsiem
4 200a, Manv4uK 8epHy/CS K HOPMATILHOMY 00pA3Y HUSHU, CAMOUYBCIMEUE YO06-
nemeopumenvroe. ITpu 1a60pamopHom Uccned08aHUL OMme4aemcs CrouKas
HOpMANU3AUUA OUOXUMUUeCKUX nokasamerneti, Y3-napamempol mpaHcniam-
mama yooenemeopumesnvHole.

Yuumuvieas nanuuue y mManv4uka HAcneocmeenH02o 3a001e6aAHUS nedeHu,
6vinu 06cnedosanvl Ha Hanuvue 6one3nu Bunvcona opyeue unenvt cemou. Ilpu
MONEKYNAPHO-2eHemUu4eckom uccnedosanuu y mnaouei cecmpuot I11. /1., 6 nem,
svi6eHa ma e mymavust (¢.3207C>A) eena ATP7B 6 20M03120MHOM cOCO-
AHUU, 4110 NOMPeb06an0 KOMNIIEKCHO20 CIAYUOHAPHO20 00CIe008aHUS HA 6a3e
2aCMPOIHMEPONIO2UHECK020 0MOeNeHUS ¢ eenamosioeuyeckoti epynnoii PIAY
«HMMI] 300posvs 0emeii» Munszopaea Poccuu, kyoa desouka nocmynuna
6 so3pacme 6 nem c eeHemuuecKu NOOMBePHOeHHbIM OUAZHO30M O0/e3HU
Bunvcona. IIpu nocmynnenuu cocmostue peberxa Onuxe K y006nemsopu-
MenvHOMY, #Aan00 AKMUEHO He NPedvA6/Aern, CAMOUY8Ccmaue He HAPyUeHo.
IIpu ocmompe pebeHok HOPMANLHOZ0 2APMOHUUHOZ0 PUSUUECKO20 PAZBUNUSL.
Kosca uucmas. Ilewenv svicmynaem u3-noo kpas pebeproti Oyeu Ha 1 u 1,5 cm
1o nepeoHeti NOOMbIUEUHOT U CPEOHEKTIOUUUHOT TUHUAM COOMBECIBEHHO.
Cenesenxa e nanonupyemcs. Cmyn okpauwen. Mouumcs c60600Ho. Moua
ceemnas. Hesponozuuecxoti cumnmomamuxu vHem. Ilpu nabopamopHom uccrne-
008aHUL OMMeUeHbl UUMONUMECKAS AMUBHOCTb OUOXUMUYECKUX noKa3ameriell
(AJIT 54 Eo/n, ACT 57 Ed/n), npusnaxu xonecmasa (I'TT 38 Eo/n, 1] — Hop-
Ma), HapyuieHus GUnUPyOuH08020 0bMeHA Hem, CUHMemu4eckas yHKUUsIL
neuenu coxparena. Ipu Y3V 6prowroti nonocmu pasmepul neueHu u cene3eHKu
He yeenuveHbl.

Buinu nonyuenvl unmepecHvle 0anHvle NPU UCCLE008AHUU NAPAMEMPOS
memabonuzma medu y pebeHKa ¢ eeHemuuecku noomeepu0eHHbIM 0UAZHO30M
6onesHu Bunvcona: yposeHv uepynonnasmuHa cbl8OpOmMKY Kposu He CHU-
wen — 32,4 me/on (Hopma 20-40), yposeHv cymouHoU IKCKpeyuu Mmeou
¢ Mouoti 6azanvHoti He nosviuien — 46,9 mxe/cym (Hopma He 6onee 50), 6 npo-
6e ¢ [I-nenuyunnamurom — nosviuier 00 1180 mxe/cym (Hopma He 6onee 600),
konvya Katisepa—Pretiwiepa npu opmanvmonozuueckom ocmompe He 6U3ya-
nusupyromces. Ipu nposedeHuu 2Ucmosnoeutecko2o Uccnedo8anus neueHouHou
MKAHU BbIAETIEHVL NPUSHAKU KPYNHO- U MENIKOKANEIbHO20 OXUPEHUS 2enamo-
UUmMos, 6aKyonusayus soep, Habyxanue Kyngeposckux knemox. B neckonvxux
NOPMANbHBIX MPAKMAX ONPeOeSITIMCA CKYOHbLe TUMPOUOHDIE UHPUTLIMPAMbL,
He paspyuiaroujue nozpanudHyo naacmuHky. YpoeeHv gubposa ymepeHHblli
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(nopmo-nopmanvhoiii). Konuuecmeenroe onpedenerue meou 8 mxanu neueHu
456 mxe/e (Hopma menee 50).

Taxum obpaszom, y desouku 6 nem ¢ 6onestvio Bunvcona omcymemeosanu
U3MeHeHUsI CKPUHUH208bIX NoKa3ameneil memabonusma meou (HOPMAbHbLil
YPOBeHb UePyIONasMUnAd, CymoUHOL IKCKPeyu Meou ¢ MOUOL, OMCYmcmeue
koney, Kaiisepa-Dneiiwepa), u ouaenos 6one3nu Bunvcona noomaeepioen
MOEKYNSPHO-2EHEMUUECKUM MEMOOOM U N0BblULeHUEM KONUUECBEHHO20
COOePHAHUS MeOU 6 MKAHU NeUeHU.

Yuumoieas munumanvHvle UsMeHeHUS 1a00PAMOPHbLX noKa3ameneil, 0e604-
ke ObiIU HA3HAYeHbl NPpenapamol YUHKA 6 Kauecmee namozeHemuuecKoi
mepanuu, 00HaAKo 8 mederue 1 200a 61710 3APUKCUPOBAHO NOBbIULEHUE UUMO-
NUMU4ecKoll aKmueHOCMU 6UOXUMUYECKUX NoKA3amerneli ¢ nosviueHuem
CYMOUHOLL IKCKPey Ul MeOu ¢ MOUOLL, 4Mo nompeb08ano 3ameHvl NPenaparmos
yuHka Ha npenapamul J]-nenuyunnamuna. Ha done xenupyrowseit mepanuu
ommeneHa cMotiKas NOnoHKUMenvHAs OUHAMUKA U Hopmanudayus nabopa-
MopHbIX noxkasamerneil.

3axntouenue. [JanHolli KTUHUYECKUL NpUMep ULTIOCMPUPYem CLyuau paH-
Hell U no30Hell ouasHocmuku 6one3nu Bunvcona. B ocnose ouaznocmuxu
3a0071e8aHUS DONHHO NIEHAMb KOMNTIEKCHOEe 00C1e008aHUe NAUUEHINO0B C NPO-
8e0eHUeM 8 COMHUMENILHBIX CTLyHAAX NYHKUUOHHOU OUONCUL NedeHU U KOZluYe-
cmeeHHbIM onpedesnieHuem Meou 8 MKAHU NeveHu, a MaKie MOeKynapHO-2eHe-
muueckozo uccnedosausi zena ATP7B. IIpu npusnakax 0eKOMneHcUpo8aHH020
uupposa neueHu 6 ucxode 6one3Hu Bunvcona nokasamo nposederie opmomo-
nuUeckoti MpaHcnaAAHMauuu ne4eHu.
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MMABA 13. NCUXONOTUYECKWUE ACNEKTbI B IEYEHUMN QETEN
CBOJIE3HBIO BUIbCOHA-KOHOBAJIOBA

TeopeTnueckuit 0630p Uccneao0BaHUt NCUXONOTUYECKUX 0COOEHHOCTEN

AeTteit ¢ 6onesHblo BunbcoHa-KoHoBanosa

V3BecTHO, 4T0 6071e3Hb Buibcona-KoHoBamoBa NpMBOAUT K CYIIeCTBEH-
HBIM HapYIIEHUAM B PYHKIVOHNPOBAHNY PA3ITIHBIX OPTAHOB VI CUCTEM JIeT-
ckoro opranusma (B T.4. [JHC), mpenarcTByeT NOTHOLIEHHOMY ICUXIYECKOMY
PasBUTHIO U COL[MAIBHOM aflanTanyy pebeHka.

B uccnemosanuax Kosnosoirt H. M., I'sak K. B., lamxubamaeson J1. III.
YKa3bIBaeTCs, UTO B 3aBUCUMOCTY OT CTEIeHU UM XapaKTepa BOB/IEUEeHUA
B I1aTOJIOTMYECKUIT IIPOLEeCC LEHTPATbHOM HEPBHO CUCTEMbI, BOSHUKAIOT
pasMyYHble BApMAHTbI IICUXNYECKIX HApYLIeHUit. B yacTHOCTH, IpK Apo>Ka-
TelIbHON (opMe 3a00JIeBaHNs Y HAIVIEHTOB HAOTIOAI0TCS SMOLMIOHATbHbIE
TPYEHOCTU B Bufie ap(PeKTUBHBIX BCIIBILIEK U pedeBbIX HapyIIeHnit. Purngno-
apUTMOrMIepKIHeTn4ecKas opMa IpearonaraeT CHYDKeHe TI03HaBaTe Ib-
HBIX BO3MOXKHOCTeII U HapylleHue aBvbKeHmit. Hanbomnee paspyumrenpbHbie
M3MEHEHNs IICUXMKA B BUJie JeMEHINY IMEIOT MeCTO IIPU 9KCTpaINypaMuiHO-
KOPKOBOIT popMe 60/e3H.

[lcyxyrgecKM paccTpoICTBaM Y ieTell U IIOIPOCTKOB ¢ 607e3HbIo Buytbcona-
KonoBasnosa nocssieno 6onpiroe komndectso pabor (Cyxapesa ILE.,1957;
Beinhardt S., 2014; Carta M. G., 2012; Czlonkowska A., 2005; Dening T.R., 1989;
Lin L.J., 2014; Sahoo M. K., Srinivas K., 2008; Svetel M., 2009).

Pap aBropos: G. Mura, P.C. Zimbrean, L. Demelia u M. G. Carta, pac-
CMOTpesnu XapakTepHble pu 6one3nn Bunbcona-KonoBanosa neuxmyeckie
PacCTpONCTBA U ONIPeNe/ININ UX YACTOTY BCTPEUaeMOCTH Y MAIL[MEeHTOB JeT-
CKOT'O BO3pacTa: Cy>KeHye CO3HAHMA U CUMIITOMBI JiesopueHTauuu — 12,8%;
paccrpoiictBa nmaHocT — 8,2%, fenpeccusa — 4%; cyunumanabHOe IOBefe-
Hue — 3%.

Banosoit H. B., IIpockokosa T. H. n Xennmckuit A. M. B cBoeM Kccieno-
BaHUU IIPOAHAIU3NPOBAIN JUHAMUYECKME 3MEHEeHNA SMOLIOHATbHOTO
COCTOSAHMA JeTell ¢ 6one3Hp0 Bunbcona-KoHoBamoBa pm oTCyTCTBUM
CHCTeMaTu4ecKoro jgedeHns. COIJTacHO MHOTOYMC/ICHHBIM HaOMIOeHIsM,
B IlepBble MeCAIbI IT0C/Ie MaHudecTanuu 601e3HN y feTell, KaK MpaBuio,
PETUCTPUPYIOTCS BBICOKVIE YPOBHY TPEBOTY ¥ BHY TPVIMYHOCTHO KOH(IMKT-
HOCTH, KOTOpBbIe IOCTENIEHHO CMEHAIOTCSA TUIIOMaHMell 11 B MicXofie 60/Ie3Hy —
3MOIMIOHA/IBHOV TYIIOCTHIO.
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B pa6otax Taly A. B., Meenakshi-Sundaram S, Sinha S., Swamy H.S., Aru-
nodaya G.R. oTMe4aeTcs CHIDKeHMe TI03HABATe/TbHbIX BOSMOXKHOCTEN Y JleTeit
c 3aboneBanneM Bunbcona-KonoBanosa. B yacTHOCTH, aBTOPBI yCTaHOBUIY,
4TO IIPY JAHHOM 3a00/IeBaHMM Y eTeil HapA#Y C MHTE/IeKTyalbHOI Helo-
CTaTOYHOCTBIO MOXKET HaOMIONAaThCsA 3HAUNTE/IbHOE CHIDKEHME TIPOU3BOJIb-
HOCTV BHYMAaHNA, Ile/IeHalIPaBIeHHOCTY ¥ pabOTOCIIOCOOHOCTH, B COUETAaHNUM
C TUIIEPAaKTUBHOCTEIO. [Ipy OTCYyTCTBUM CHieliManbHOI CHCTeMbI M YCIOBMIA
o0yueHNA y MalMEeHTOB 3aTpyAHEeHO GOPMIUPOBaHNE YIeOHBIX HaBBIKOB
Y1 OBJIaJIeHVIE€ COLMOKY/IbTYPHBIM OIIBITOM.

Lin L.J., Wang D.X,, Ding, N.N. Lin Y,, Jin Y., Zheng C. Q. n3yunnn ncu-
Xo7rorndecke mpobemsl fieteii ¢ 60me3nbio Bumbcona-Konosanosa. K Hum
aBTOPbI OTHOCAT, ITPeX/le BCEro, CHIDKEHNE SMOLMOHAIbHO-BOJIEBOI peryis-
1. HeocTaTo4HbI CAMOKOHTPO/Ib SMOIIMOHA/TBHOTO COCTOSTHMA CTAHOBUT-
A OJHOII U3 IPUYMH HAPYIIEHNI JeTbMI HOPM U IIPABIJI IIOBEfIEHNA, a TaKKe
BO3HMKHOBEHNA 3MM30/I0B JIeBUAHTHOTO MIOBE/IeHNs B IO[POCTKOBOM BO3pac-
Te. BemeicTBIe 3TOTO 3aTpyIHEHO BK/IIOYEHMe peGeHKa B COLMYM 1 TTOABTIeHNEe
KpyTa OOIIeHNs, YTO HETaTUBHO OTPAXKaeTCA Ha CAMOOTHOIIEHVN U Pa3BUTUN
KOMMYHVKaTHBHOI KOMIIETEHTHOCTIL.

Hepenxo monbITKM pofuTesnieil cCaMOCTOATENbHO CKOPPEKTUPOBATh 9MO-
IIVIOHA/IbHBIE U TIOBefileH4ecKie IpobieMbl pebeHKa IPUBOAAT K HAPYIIEHIUIO
IeTCKO-POINTENbCKIX OTHOIICHNUI U YCYTyOTIeHIO CUTYal L.

Taxkum 06pasom, 6onbiias BaprabenbHOCTD MCUX0MU3NIECKUX N3MEHEHU I
y metett ipu 6onesun Bunbcona-KoHoBamoBa, TPYJHOCTI UX ONpee/eHnsa
IPeAIoNaraT /INTeIbHOe HAOMIOfIeH e U TIIATeIbHBIN aHa/M3 MEIUIIVHCKIAX
¥ TICUXOJIOTO-TIefJarOTMYeCKMX NAHHBIX. VIMEHHO OH MO3BOJIAET ONpeNenTh
cofiep>kKaHye KOMITTIEKCHON MeIMIIMHCKO ITIOMOIIY 1 COCTaB MEXIVICIIUILIN -
HapHOI KOMaH/IbI crienmanuctoB. OfHNMM U3 Ba)KHBIX HaIpaB/IeHNIT peabu-
NTUTAIVNU JeTeil ABIAeTCA KBamnpUIypoBaHHOE IICUXO0IOr0-TIefjarorndeckoe
CONPOBOKJIEHNE C MOMEHTA IOCTAHOBKY /IMarHO3a.

CBoeBpeMeHHasA IOCTAaHOBKA J1arHO3a U OKa3aHMe BhICOKOTEXHOIOT M-
4eCKOJl MeIMIIMHCKOI MOMOIIY yIydIIaT Gu3ndeckoe COCTOSHME pebeHKa,
a cucTeMaTuyecKas MCUXO/IOTO-Teflarornyeckas Moffep>KKa MO3BOIUT CHU-
3UTb OCTPOTY HETATVBHBIX COIMA/TbHBIX OCTECTBIUI OOTe3HL.

CobcTBEHHbIE AaHHble
P€3yﬂbmambl Hautezco MCC]ZG@OBCZHLLH B0 MHO20M coenabarom C aaHHblMM
COGP@M@HHblx yLlEHblx.
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Cneyuanucmamu OIAY « HMMUI] 300posvsi demeti» Munzopasa Poccuu
OviLIU U3yueHvl 00pa3 HU3HU U Ncuxonozudeckue ocobenHocmu 16 demeti
¢ 6onesnvro Bunvcona-Konosanosa (U3 Hux: manaduiue mkonoHuku — 9 uer.,
noopocmxu — 7 uen.). Vlccnedosamue nposoounocs ¢ noOMousblo cranoapHvix
Memo008 U Memooux ncuxonozo-nedazoeuieckozo obcnedosanus (Ceupu-
oosa T. B., /lasypenko C.b., 2015).

CoenacHo meouyuHckoti 0okymenmayuu, y 14 nayuenmos evisgeneHa nede-
HOUYHAs opma 6one3Hu, y 2-Xx — cmeuianHas. B 5 cnyuasx o6napyxcervi HeoO-
pamumbole usmeHeHUs neweHu 6 ucxooe 6onesHu (pubpos — 2 uen.; yuppo3s —
3 uen.). Y 08yx nodpocmkos ¢ yuppo3om neueHu OUazHOCMUPOBaAHyL HAPYUEHUS
IJHC. Bce demu c momeHma marugpecmauuu 6onesnu (6 cpedHem — 6,8 nem)
nony4anu cucmemamuueckoe neverue (6 cpeonem — 3,25 nem).

ITo mancecmu gusuueckoeo cocmoanus 10 nayueHmos HAxXo0UIUCs 6 cpeo-
HeM U 6 — 6 CPeOHeMANHeTIOM COCHOTHUL.

Hccnedosarnue nosnasamenvHoii dessmenvHocmu y demeti ¢ 60ne3Hvto Buso-
cona-Konosanosa o6Hapyiuno uHmenneKkmyanvHyo HedoCmamouHocmb
pasHoti cmenenu msxcecmu y 81% oemeil.

3yuenue smoyuoHanvHoti chepvl 6bIABUNO Y OONLULUHCINEA NAUUEHINOE
MPYOHOCU IMOUUOHATLHO-B071€60TL Pe2YNITUUU, 3AMPYOHAIOULUE UX COUUATTD-
HY10 adanmauuio.

JTuwv y 12% Oemeti Habn100ANCA YCMOUUUBLITE NOTIOHUMENbHBLIL POH
HACMPOEHUS 68 COUeMAHUU C HOPMAMUBHOTE IMOUUOHATLHO-68071€601L peeysis-
yueti. [IpumeuamenvHo, 4mo 6 0AHHYH0 epyNny 60w 0emu ¢ neueHoUHo
popmotl, co cpedreti maxecmvro meuenus 6onesnu Bunvcona-Konosanosa
U MUHUMATIBHbIM NPOMEXCYMKOM 0m Oebroma 607e3HU 00 NOCMAaHOBKU Ouaz-
HO03a U Hauana mepanuu (MeHee 6 Mec), OUMENLHOCbIO MEOUKAMEHNO3HO20
nleveHUst 6onee mpex siem.

B 6% cnyuaes ouazHocmuposan cHuxceHHoLi poH HacmpoeHus. Y oemeti
6 MAKOM IMOUUOHATILHOM COCTNOTHUU UMEIOM MeCMO CyiHeHue PasiTutHbLx
61006 0esIMeNbHOCU, CHUNEHUE NPOOYKMUBHOCMU 00UeHUS, MPYOHOCHU
NOCMPOEHUS OIUNATIUUX HUSHEHHBIX NTIAHO06, A MAaKHe HeeamueHoe OMHO-
uieHue K 1e4eHuU10.

B 31% cnyuaes y Oemeti 6v151671eHA CKTIOHHOCHb K MPEBOHHO-MHUMETTbHOMY
NU60 2UNOMAHUAKATIVHOMY COCMOAHUN. Takue cocmoaHus 603HUKAIOM KAk
y demeti cO CPeOHUM, MAK U CPEOHENSHENbIM medeHuem O0Ie3HU 6 CUMyauuu
pamHezo Havana neveHus (MeHee 6 mec) U ONUMENLHOCMbIO MeHee 1-20 200a.

Iayuenmam, HAXOOAULUMCS 8 MPEBOHHO-MHUMETLHOM COCHOSHUU, CE0Ti-
C1MEeHHbL CNOHMAHHO 603HUKAIOUsUE, He UMelousue 00veKmMUsHOL NPUUHbL
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ycmotiuusvle cmpaxu u onacenus. dacmo oHu 6vi3b16ai0m omKa3 pebeHka
oM NpuBbIYHO20 00pA3a HUSHU, 0eTMENLHOCU U YMPamy UMeouUXcs paree
ncuxonozuveckux nompedrocmeti. K cneyuguueckum ncuxonoeudeckum npo-
671emam noOPOCMKO8 MOMCHO OMHECTU YCMOUMUBble UNOXOHOPpUYecKUe ona-
CeHUs, CBA3AHHbVIE C OYOYULUM, PUKCAUUIO HA MPEBOHHDIX NeperUsaHusx
B03MOJNH020 He2amMUEH020 meueHUs 00/1e3HU U MyUUMeNbHbIX COMHEHUT
6 appexmusHOCMU NIeHeHUS.

emu u nodpocmxu, CKIOHHbIE K 2UNOMAHUAKATILHOMY COCTNOSHUI0 NPAK-
muuecKu 6cez0a UMeOm NPUNOOHAMOe HACMPOeHUe, YPe3MePHO aKMUBHDL,
OMAUYAIMC UMNYTIbCUBHBIM HEOO0YMAHHbIM nosedeHuem. Vx desmenvHocmo
He00CMamouHo ueneHanpasneHHa U 4acmo nuuieHa Heobxo0umozo ypoeHs
camokoumpons. Habnwodenue 3a nosedenuem demeti 6 omoeneHuu nokKasao,
4o 6 x00e 00UeHUS NAUUEeHMbL YACTNO HAPYULAIOM HOPMbL U NPABUNA COUU-
anvH020 63aUMO0elicmeus, 6bi6arm Hemakmu4HvL U HaeA34U6bl. Hepeoko smo
NpUBoOUM K KOHPIUKMAM C NepcoHanom u OnusKum oxkpysxeruem. Bce amo
8 COBOKYNHOCMU YBeNUMUBAEN PUCK B03HUKHOBEHUS 0e6UAHINHO20 NOBEOEHU.
Kpome mozo, eunepmummoie noopocmku yaue npeHebpezarom pexomeHOauUsMu
épaua, 4mo mpebyerm ycuneHus 6HeuiHe20 KOHMPONA 34 UX N06eJeHUEM.

Wnmepecto, umo 0515 MAAOUIUX WKOTIBHUKOS XAPAKMEPHO MPeBOHHO-MHU-
menvHOe COCMOosHUE, a 07151 N0OPOCMK08 — eunomanus. Cmamucmuveckas
3HAYUMOCY PA3UUULE NOOMEEPHOeHA C NOMOULDIO 08YCIMOPOHHE20 Kpume-
pus Quwepa ong p < 0,01. IlonyuerHvie OaHHbLE COZIACYIOMCS C Pe3ynbma-
mamu u3y4eHus OUHAMUUECKUX USMEHEHUT IMOUUOHATILHOZO COCOTHUS
demeii ¢ 6one3nvio Bunvcona-Konosanosa H. B. Bsanosoti, T. H. IIpockokosoti,
A. M. Xenumcxoeo. Ycmarosnerue npuuur 0aHH020 A6/IeHUsT mpedyem opeaHu-
3aUUU CamoCmoImMenvH020 UCCe008aAHUS.

Y 19% nauuenmos ¢ 6onesnvto Bunvcona-Konosanosa ncuxuampom 6vinu
ouazHocmuposanvl ncuxudeckue paccmpoiicmed. OHu NposAANUCH 6 BUde
YCMOTiuUB020 2UNOMAHUAKATIHO20 COCIOAHUS, CBEPXUEHHBIX Udell NPeocx00-
cmaa, pobuueckozo paccmpoticmea (Ha Kaxcoviii cryuati npuxooumcs no 6,3%).

Takum obpasom, npu 6one3xu Bunvcona-Konosanosa nabnrooaemcst cnox-
HAS CMPYKMyPa NCUXUHECKUX HAPYWEHUTI 6 6U0e CHUNEHUS NO3HABAMEIbHbLX
803MONHOCMeEL, HAPYUIeHUL IMOUUTI U NOBeOeHUS, A MAaK#e NCUXUHECKUX
paccmpoticme. Hedocmamounoiii 00vem Habn00eHUTi He N0368075e NOKA HAM
YCMAaHo8UMb, ABNAOMCA U OAHHbIe HAPYUIEHUS CTIe0CMBUeM HAKONTeHUS
meou 6 ITHC, nubo 607e3Hb muuiv ycyzyonsem umeroujuecs paree ncuxuvecKue
Hapywenus. Takxce HENb3A UCKIIOUUMb 8ANCHYIO POTIb COUUATIDHBIX PAKMOPOB
6 PA3BUMUL NCUXUHECKUX HAPYUEHUTI.
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HUccnedosanue ob6pasa susHu demeii ¢ 6one3tvio Bunvcona-Konosanosa
N0KA3ano, YmMo 4ymv MeHblUle NOT0BUHBL NALUeHM06 — 43% 60cnumvl6arm-
CA 8 UCKANEHHOU COUUANLHOU cumyanyuu passumus. B nepsyt ouepedv ona
Xapakmepusyemcs CyseHuem coyUanbHbIX KOHMAKmMos 00 00uleHUs 6 Kpyzy
ceMbu, OMCYMCmeuem CUCeMamu4eckoi y4uebHoll 0essmenvHOCMU U 6Heut-
KonvHotl akmusHocmu. Kak nokasvieaem cmamucmuyeckuii aHanus, cyxeHue
COUUATTLHBIX 603MONCHOCINELE 6CPeHAencsl 6 0CHOBHOM y Oemeti, HAX0OSUsUXCS
8 cpedHemsHeIOM COCMOAHUY (C PUOPO3OM U UUPPO3OM NeueHU), Komopole
HYHOAOMCA 6 HACMbIX 20CNUMANU3AUUAX U domawiHell Popme 00yueHUs,
a maxce y NAUUeHMos ¢ 2pyObiMu HAPYULeHUAMU IMOYUOHANILHO cepol (npu
PasnuuHol crmenenuy msxectu 60ne3HU).

IIpu 2apmoHuunom cmune eochumanus 6 cemve — 31%, y demeii ¢ pas-
TIUMHOTE MANeCmbio 60e3HU Habnoo0aemcs 6osee ynopsooueHHoe nosedeHue
U 6ONLULAS COUUATTLHAT A0ANTNUPOBAHHOCMb (HAZIUYUE WUPOKO20 KPY2a 00uie-
HUS €O CBEPCMHUKAMU, BKTOUEHHOCMb 8 PA3NIU4HbLE 6U0bL 0emenbHOCMD,
cobnto0eHe HOPM U NPABUT NOBEOEHUST).

IIpu duczapmoruurom cmusne socnumanus — 69% (nonycmumenvckuii
CMusb, 3a6bluieHHble POOUmMenvCKue OHUOAHUS, OmeepieHuUe) Y NayUeHN o6
C PA3NUUHOLL Cenexv0 MAXNecmvio 60/1e3HU He MOIbKO CHUMAENCS B03MO%H -
HOCMb NCUXON02UHECKOLE KOMNEHCAUUU UMEIOUAUXCS NCUXOT02UMECKUX MPYO-
Hocmetl, HO U pe2UCMpUpyemcs ycyzyoneHue IMOUUOHATLHBIX U N068e0eHUECKUX
npobnem, cHuxeHue coyuanvroti adanmavuu. CoenacHo aHanu3y mamepuanos
6ecedvl ¢ pooumensmu, OCHOBHOU NPUHUHOU OUCLAPMOHUUHO20 CIMUTIS 80CNUMA-
HUST 4ACO CIMAHOBAMCS He00CMAmo4Hoe NOHUMAHUe U NPUHAMUe UHOUBUOY -
AnbHBIX NCUXOPU3UHECKUX 0cOOeHHOCMel pebeHKa, a makie HUSKULL yposeHb
KOMNemeHmHOCMU 6 60NPOCAX B0CNUMAHUS XPOHUYECKU 00IbHO20 pebeHKa.

IIpumeuamenvHo, umo y pooumerneii ¢ 2ApMOHUUHBIM CIUNEM BO0CHUMAHUS
umeemcst 60mbuULi ONvim No yXo0y U 60CNUManuo peberka c 6one3tvto Buv-
cona-KoHosanoea, nockonvky nonosuHa u3 HUX 60CNUMbLEAIM CIMAPUIUX
Oemeil, umerousux oarHoe 3a00nesamue.

Cor1acHO JaHHBIM TEOPETUYECKOT0 0030pa 1 COOCTBEHHBIX VICCITOBAHMIL,
TICYIXOJIOTO-TIefJarOrM4eckoe COIPOBOX/eHNe C TIIATeIbHOI fuddepeHIma-
IVIeVl COflep>KaHNA ABIIACTCA HeOOXOMVMbIM 3BeHOM KOMIUIEKCHOTO JIeUeHNA
meteit ¢ 6one3nbio Bunbcona-KoHoBanoBa. [l yaydineHns ICUXOTOTIYe-
CKOTO COCTOSHMS I€Tei1 VI IIPEOMIOIEHNA TPYZHOCTEN COLMATIbHON afanTalin
TPeOYIOTCS MEPONIPUATHS 110 TPO(IIIAKTUKE/yCTPAHEHWIO ICUXOIOTMYECKUX
npo6ieM (pabora ¢ pe6EHKOM) ¥ ONTUMM3ALNY COLMATbHBIX YCIOBMII (pabo-
Ta C POANUTETLAMM).
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CoaeprxaHue u HopMbl NCUXOJI0r0-Nefarornyeckon NOMoLM cembe

peb6eHka c 6one3Hbto BunbcoHa-KoHoBanoea

[Tcuxornoro-nemarornyeckoe CONPOBOXKIEHNe eTeil ¢ 60ne3Hbio Bumbco-
Ha-KoHOBa/m0Ba HaYMHAETCA C IMATHOCTUKM IICUXOIOTMYECKOIO COCTOSHMSA
pebeHKa (II0O3HaBaTEIbHOI IESITETBHOCTH U XapaKTEPUCTUK TUIHOCTH),
a TaKoKe M3Y4YeHVS COLMAIbHOM CUTYalVIV Pa3BUTHA.

[Tcuxomoro-mefarornveckoe 06ceoBaHNe MalyeHToB 11e/Ieco000pasHo Mpo-
BOZIUTD B MHAMBUAYATbHON popme (1-2 koHCynbTanym 1o 30-60 MuH, 1CXoasa
3 aKTYaJIbHOTO IICYXO(M3MIECKOr0 COCTOSHYIA) C MCIIONb30BaHMEM CTaHaPT-
HBIX HayYHO-O0OOCHOBAHHBIX U Ba/UIU3MPOBAHHBIX METOAMK, II0J0OpaHHBIX
C Y4eTOM IICUXOJIOTMYECKOTO BO3PACTa Y MEIVIKO-COLMAIbHBIX ITPo0/IeM peOeHKa.

[l M3y4yeHus O3HABaTeIbHON HEATEBHOCTY HeTeil JOUIKOIBHOTO BO3-
pacta mogxonut Metonauka E. A. Crpe6eneBoii. [Ipn orjeHKe KOTHUTUBHBIX
BO3MOYXHOCTEI IIKOTIbHUKOB TPAAVIMIOHHO UCIIONb3YIOT TECT MHTE/IeKTa
II. Bekcnepa.

JIMarHocTMKa MMYHOCTU MPOBOAMUTCS C IIOMOIIBIO CIEAYIOIIVIX METORMUK:
«I]BeToBoii TecT oTHOIEeHNIT» (A. M. OTKMH]), «PUCYHOK HecyliecTBYIOIIEro
xusorHoro» (M. 3. lykapesnd, aganrtarnus A.JI. Benrepa), «MeTtopnuka nccre-
moBanus camooueHku T. B. [lem6o — C. f. Pybunuireitn», «HesakonueHHble
npemnoxenus» (agantanus B. Muxan), «OnNpoCHUK CaMOOTHOIIEHWS»
(B.B. Cronus, C.P. [Tantunees), «lllkana genpeccun baka» (H.B. Tapabpuna).

[ M3y4eHns coumanbHON CUTYalIY Pa3BUTHA Lie/IeCO0OPa3HO UCIIONb-
30BaTh CTPYKTYPUPOBAHHYIO Oecelly C pOAMUTe/IMIY, HaOJTIoIeHIe 32 COBMECT-
HOJ1 JIeSITe/IbHOCTBIO peOeHKa Y POAUTENS «APXUTEKTOP-CTPOUTE/Ib», AHKETY
«Or1eHka komiutaeHTHOCTH poputenein» (M. E. Mopuckn, J1. B. Ipun).

I[To pesynbraTaM aHa/mM3a JaHHBIX O COCTOSIHUY IIO3HABAaTe/IbHOTO pas-
BUTHS pebeHKa U ero COOTBETCTBMS BO3PACTHOMY HOPMATUBY, CIIELIMA/INCT
dopMynpyeT peKOMeHalNM 10 OpraHu3anyy o0y4eHns B 06pasoBareb-
HOM YYPeX/eHNIN, a TAK>Ke BOCIIUTAHMS B CeMbe, JaeT IPaKTUYeCKe COBETHI
POJUTENSM 10 ONTUMMU3ALUN CTUISL M COTepKaHUs OOIeHMs], CO3TaHNS
B JIOMaIllHe!l Cpefie SMOI[MOHATbHO-KOMGMOPTHOI 0OCTAaHOBKY U CIIELIN-
aJIPHBIX Pa3BMBAIOLIVX YCIIOBUI J/I1 COBEPIICHCTBOBAHMS I03HABATEIbHBIX
BO3MOXKHOCTell pebeHka. B ciydae Hanmnuns y pebeHka ocoObIx 06paso-
BaTe/IbHBIX MOTPEeOHOCTEI 1, KaK CIeACTBYE, HEOOXONMMOCTY 00ydeHus
pebeHKa 10 alanTHPOBaHHOI OCHOBHOI 00111e00pa3oBaTe/ibHOI IpOrpaMme
YUY IHAVBUZYJIbHOTO IIOf100pa 00pa3oBaTe/IbHOTO MAapLIPyTa, PORAUTEIAM
nanyeHTa peKOMeHIyeTCs IpoiiTH 06cIeoBaHye Ha IICUXOIOr0-MeUKO-
IIeJarOrMIeCKOil KOMYCCUY TI0 MECTY SKUTEe/IbCTBA Y IONTYYUTh HaIpaBJIe-
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HIIe B BBIOPaHHYIO MU 00pa3oBaTeIbHyI0 opranusanuio (3akon Ne 273-03
«O6 obpasoBanum B Poccuiickoit @egepauym» ot 29.12.2016 1.).

Lle/pIo CUXOIOrMYeCKOro 00C/IeOBAH AB/IAETCSA OLIEHKA IICHXOTIOTIYe-
CKOTO COCTOSIHUS U BBISIB/IEHMsI XapaKTePOIOINIeCKIX 0COOEHHOCTEIl, CTe-
IIEHV COOTBETCTBMA COLMAIBHOI CUTYALMM PAa3BUTVSA BO3PACTHBIM U VHMN-
BUJ[ya/TIbHBIM IICUXOJIOTMYECKUM ITOTPeOHOCTAM pebeHKa. B coBokymHOCTH
aTa MHGOpPMALY T03BOJIACT OIPeNe/INTh Hanbojee BaKHbIEe HAallpaB/IeHNA
IICYIXOJIOT9eCKOII TIOAep>KKit. I1py BeIssBIeHNY y pebeHKa BbIPaKEHHbIX 9MO-
IIVIOHA/IbHBIX ITPO6/IeM VIV HapyLIeHVs Pa3BUTIA TMYHOCTY PEKOMEHIYeTCsA
KOHCY/IbTAIIVsI HEBPOJIOTA U IICUXMATPA.

ComocTaBjieHye MegUIMHCKUX 1 IICUXO0/IOTO-TIearOrMYeCKIX SaHHBIX
pebeHka (B TOM 4yC/Ie CBeEHN 00 aKTyabHOM (PU3NIECKOM COCTOSIHUM,
IIpOrHO3e 00JIe3HM, BO3PACTHBIX U MH/VBU/Ya/IbHBIX TOTPEOHOCTAX, COLM-
QJIPHOJ CUTYaL[My PasBUTHsL), TOJTYYEHHBIX B paMKaX KOMIUIEKCHOTO 00crie-
IOBaHA, 0OeceyrBaeT olpese/ieHye CofepKanma 1 popM ICHXOIOro-TIefia-
TOrMYeCcKOll peabunInTanyy Ha TeKyIieM STale CTAllJIOHaPHOTO JIeYeHIsL.

OCHOBHBIMU CYO'BEKTaMI IICUXOIOTO-IIeaTOINIEeCKOTO COIPOBOXKICHIIA
B IIpOLlecce JiedeH s SIBJIIIOTCs peOeHOK ¢ 6ore3Hbio Bumbcona—KoHoBanosa
u ero poputenu (Tabm. 4).

C meTbMM B CUTYALMY TOCIIUTAIM3AIINY OPTaHU3YIOTCS [IeJarOrMuecKie 3aHs-
TV B VHAMBUYaAbHOI/TpymioBoii popmax (5-10 3anaTmit no 45 MuH). Vx
1Ie/IbIO SIB/ISIETCS He TOJIBKO CO3JaHue MefarorndeckKux yCloByit A/ MOoCrie-
JI0BaTeIbHOTO OBJIafieHNsI IPOTPAMMHBIM MaTepuaaoM, HO U YIOBIETBOPEHNe
IICYXOJIOTMYECKOIT TIOTPeOHOCTH HeTeil B O3HAHMY U AesATeIbHOCTH, IOMOLIb B
IIPAKTIIeCKOM VICIIO/Ib30BAHNMM MMEIOLIVXCS 3HAHWUIT ¥ Y4eOHBIX HaBBIKOB. [1pn
HeOOXOMMMOCTH JieTelt KOHCY/IBTUPYET YIUTeTb-JIOTOIIer, ¥ OCYIECTBIET KOPPEK-
IIMII0 PeyeBbIX HapyILIeHWiI B popMe MHAVBYaIbHBIX JIOTOLEANYeCKIX 3aHATIIA.

[l1s1 aganrarym ieTert K CUTYaIu JIedeH st M ToCIUTam3anuy, popMuposa-
HYIA IPUBEP)KEHHOCTY K MEAMIVIHCKMM Ha3HAYeHVSIM IIPOBOJATCS Pery/IApHbIe
IICYIXOJIOTIeCKIEe BCTPEUM C HeTbMU U POAUTENAMM B CUTYAL[UV COBMECTHOI
rociiiramsanuy (5-10 sansauit mo 30-45 muH). [IpogomkurenbsHOCTD, hopma
(MHAVMBUYaIbHASI/TPYIIIIOBAs) Y YaCTOTA IICUXOMTOTMYECKIX 3aHATII 3aBUCUT
OT aKTya/IbHOT'O (PM3MIECKOTO J IICUXOIOTMYECKOTO COCTOSHMA peOeHKa.

BakHbIM HanpaBieHneM IPodMIaKTIIeCKOil pabOThI IICUXOJIOra C eTbMU
¢ 6on1esHbio Bubcona—KoHoBasoBa siB/IAeTCSA 00y4eHMe TeXHUKAaM KOHTPOJIA
¥l YIIpaB/IeHNs SMOLMOHAIBHBIM COCTOSIHIIEM, OB/IafieHle KOHCTPYKTUBHBIMMI
CIIoco6aMy peofoIeH Vs HeraTVBHBIX SMOLIVIOHA/IbHBIX IIePeXKVIBAHIA, TIOBBI-
IIeHe CTPECCOYCTONIMBOCTIA.
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Ta6muma 4. Copep>xaHye 1 GOPMBI IICUXOIOTO-IIEJATOINIECKOT0 COIPOBOX/IEHIA
meteli ¢ 6onesHbio Bunbcona-KoHoBanoBa B cranmoHape

KonnuectBo

BupsI ncuxonoro-megarornyeckoi paborsl .
3aAHATUN

JlnarHocTiKa MO3HABATEIbHOI [eATENbHOCTY (MHAVBIUAYaIbHAsL
KOHCY/IbTalNs pebeHKa)

JIMarHOCTVIKa ICUXOIOTMYECKOTO COCTOSIHUA M COLMAIbHON CUTYalL U
pasBUTHA (MHAVBUIYAIbHAS KOHCY/IbTALVS pebeHKa)

JlnarHocTyka conuanbHOM CUTYalluy pasBUTUA peOeHKa U JeTCKO-
POUTENIbCKMUX OTHOIICHNI (MHAMBUAYaTbHAs KOHCY/IbTALVIA MaMBbl)

OpI‘aHI/ISaLU/IH 06Y‘ICHI/IH n ,E[OCYI‘OBOVI AEATEIbPHOCTU B CUTYallu
TrocCnmuTanansanmum (I/[H,[II/IBI/II[yaHbeIe M TPYIIIIOBBIE 3aHATHUA C ,[[eTbMI/I)

IloBbrIEHNE agalITallMOHHBIX BO3MOKHOCTE IMYHOCTU B CUTyalln
IIOCTAaHOBKM JII/IaFHOSa/MaHI/Iq)CCTaLU/H/I 60e3Hu 1 rocumTaan3dannum

(MHEUBYYa/IbHbIE 3aHATYA C JeTbMY, PORUTEIAMN) VY-

3HAKOMCTBO I IIPAKTUYECKOE OBJIAfIeHNe KOHCTPYKTUBHBIMY CIIOCOOaMu IyaTbHO
IIPeOIOIeH HETaTVBHBIX 9MOLMOHA/IbHBIX IIepPeXKIBAHNI, OBBIIICHNE
CTPeCCcOyCTONYMBOCTH (IICUXOIOTMYECKYe 3aHATHS C peOeHKOM

U pORUTEILAMU)

PasBurtue KOHCTPYKTUBHBIX Croco6oB IIpeofONE€HNIA HETraTUBHBIX
SMOIMOHAJIbHbIX Hepe>KI/IBaHI/[I7[, IIOBBIIICHUE CTpeCCOYCTOf;I‘II/IBOCTI/[
(HCI/IXOJ’IOI‘I/I‘ICCKI/IC 3aHATUA C pe6eH1<0M n pOI[I/ITeTIHMI/I)

PasBuTMe KOMMYHUKATUBHBIX HaBBIKOB VM IIPO(UIAKTIKA TPYSHOCTEN
COLMA/IbHON affaniTanyy (TPYIIIOBbIe 3aHATYA C IETbMU)

VH)OpMUpOBaHUeE C Le/bI0 MOBbILIEHVISI IIPUBEP)KEHHOCTI TIeYEHNI0
(MHAVBU YA IbHBIE/TPYIIIIOBBIE 3aHATHA C POSUTEIAMU U JETHMU He menee 2
IIKOJIBHOTO BO3PAaCTa)

Ontummsanys pexxuma ncuxoPpru3nIeckyx Harpy3oK ¢ y4eToM
aKTya/IbHbIX BO3PACTHBIX Y HAVBI/YaTIbHBIX BO3SMOXKHOCTEN 1
(MHEUBYUAYaIbHOE KOHCY/IBTUPOBAHME POSIITETIEN)

O6beM IICHXOIOro-Iefarorndeckort peabunuranun (3a Kypc) 5-10

Hawn6omnee pe3ynpTaTvBHBIMY METOAAMU PAOOTBI C IeTHMU IO YIYYILICHNIO
3MOIMIOHAJIBHOTO COCTOSIHUA M OPTaHU3alMM I0CyTa B Ipoliecce NeYeHns
SBJIAIOTCS ApPT-TepaleBTIYeCKie TEXHUKH, a TaKXKe M300pasuTe/ibHast fesi-
Te/IbHOCTb, NIPUKIAJTHOE TBOPYECTBO, IIECOYHAA TEPaNNsA, My3bIKOTEepanus,
TaHIleBa/IbHaA TepaIys, TeaTpanan3als, CKa3KOTepamns, ICUXOTVMHACTHKa,
pe/TaKcalOHHble 3aHATUA (C VICIO/Ib30BaHMEM CPeJbl CCHCOPHOI KOMHATBI).

C nenbo NpouIaKTUKM BOSHUKHOBEHNA 1 YCYTYOIeHNSI KOMMYHUKATVB-
HBIX TPYEHOCTET, CHVDKEHVIS IIPOU3BOILHOCTY IIOBEIEHYIA Y ieTell C 60/Ie3HbI0
Bunbcona-KoHoBanmoBa MpoBOAATCSA NMCUXOTOTMYeCKIe 3aHATUA (IpeuMy-
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I[eCTBEHHO B TPYIIIOBOI (OpMe) 110 IOBBIIIEHNI0 BHYTPEHHETO JIOKyca
KOHTPOJIS U pa3BUTHUIO OTBETCTBEHHOTO OTHOLIEHNA K ce0e U OKPY>KAIOIIVIM.
Takas paboTa peanusyeTcs B paMKax KOTHUTVBHO-0MXeBIOPAIbHOI IICUXO-
TepaneBTUYeCKoil Oecebl/ TpeHNHTa, OMOIMOoTepanmn.

Emre opHOIT Ba)kHOIT chepoil JesATeTbHOCTH CIEeIMaaNCTOB ICUXO0I0-
ro-IIeflaroTN4eCcKoro Npoduis ABIAETCA KOHCYIbTUPOBAHNE PORUTENEN
(3-5 BcTped o 60 MuH). Cofep>kaHe TaKMX BCTPeY OIpefieNiAeTCs pe3yib-
TaTaM¥ aHa/lIM3a JaHHBIX, IOIyY€HHBIX B XOfle AVAaTHOCTVKM COIVIATbHO
CUTyaI[uy pa3BUTUA peOeHKa ¥ XapaKTepa JJeTCKO-POANUTEIbCKIX OTHOLIe-
Huit. OCHOBHas Lleb — MHPOPMUpPOBaHMe 00 aKTyalbHBIX BO3PACTHBIX
Y VHIVIBY/Ya/IbHBIX OTPEOHOCTAX UX peOeHKa, IPOCBelleHNe B BOIPOCax
BOCIIMTAHNUA U OOIeHV C peOEHKOM /I ONTUMU3ALNM COLVIATbHO CUTY-
anyy pa3BUTUA (peXxuma NCuxoPpU3NIecKort Harpys3Ky, CTUISA BOCIIUTAHNS,
KOHCTPYKTMBHBIX CPE/ICTB IICUXOTOTMYECKOI ¥ MearOTNYeCcKoil IIOMOIIN
pebeHKy), a Taxke MHGOPMUPOBAHME /IS MTOBBIIIEHNA IPUBEPKEHHOCTI
K 7iedeHuIo. Yaie Bcero Takasi pabora oCyliecTBIIACTCA B IPOLjecce COBMECT-
HBIX 3aHATUI C peOEHKOM ¥ B paMKaxX VH/MBY/[yaIbHBIX KOHCY/IbTALINIA,
pe’ke — B BUJIe POAUTEILCKUX CEMUHAPOB U TPEHMHIOB 1€ TCKO-POIUTENb-
CKMX OTHOILIEHUA.

C 1esnblo IeMOHCTPALVM a/ITOPUTMA TICUXOJIOTO-IIefJarOrMYeCKOr0 COMPO-
BOXZeHNUA pebeHKa ¢ 6omesHblo Bunbcona-KoHoBanoBa B mporecce KoM-
IIEKCHOTO JIEYeHVISI B KPYIIOCY TOYHOM CTAIVIOHApe MPYBOAVIM K/IMHIYECKUI
npuMep.

Knunuyeckui npumep Ne 5

Buxa, 10 1., 6onesnv Bunvcona-Konosanosa cmeuwantoti popmol marugpe-
cmuposana 6 eo3pacme 6 nem. [Jo dessimusnemnezo 603pacma Hab00anacy
no mecmy Humenvcmea ¢ ouaznos3om: «lenamum HeymouHeHHOL IMUONO-
2UU», NOAYHANA NeHeHle 2enamonpomexKmopHviMu npenapamamu — 6e3
appexma. Jinsa sepudpuxayuu ouazHosa u Koppekyuu mepanuu de6o4xa ovina
Hanpaenena 6 PIAY «HMMI] 300posvs demeii» Munzopasa Poccuu. B pam-
KAx KOMNIeKCH020 00¢/1e008aHUs ObL1a NPOKOHCYILIMUPOBAHA NCUXOTI020M
8 CBA3U C Hanobamu pooumerneti Ha 2UNEPAKMUBHOCMY, YACTble KOHPIUK-
molL ¢ OnU3KUMU U céepcmuuxamu. Jlesouka KpynHas, eviengoenda cmapuie
nacnopmnoezo 603pacma. Mumuka manonodsuxcras. Qo HacmpoeHus Heyc-
MotiuuebLil, NPUNOOHAMUbLLL, OU3KULl K 2unomanuaxanvromy. Ha xoncynoma-
uuu eena cebs 6e3 yuema cUmyayuu U COUUANTLHLIX HOPM, NPOU3BOTLHOCHIb
HU3KASA, pecynayus nosedeHuss HapyuieHa: nepedusana 63pocnozo, NuiManacy
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006HAMY cneyuanucma, 6e3 paspeuleHus 6pana nocoobus, eHezanto 6pocana

Hauamyio dessmenvHocmo. Ha Kpumuxy o6uxanaco, 0eMOHCMPUPOBANA CB0e

He0080/1bCMBO OYPHO: XMYPUNACD, NOBOPAUUBANACH K CHEUUATIUCIY CHUHOL,

MH020C7108HO 2pyb0 Kpumukosana ezo. Omcymcmeue co CopoHbL 83POCTIbIX

ompuLaMenvHOLl OUeHKU ee N0Be0eHUs, CHOKOUHOe NOHUMAloujee OMHoUuleHUe

K COCMOSHUI, npedocmasieHue 0movixa cnocoocmeosano IMOYUOHANTLHOU

cmabunu3ayuu U yCnoKoeHu, 860CCMano8neHu0 pabomocnocooHoCmu.

Jlesouxa 3abvi6ana 06udy, npodoniana 06uAMbCS, CHYCMA HeKOmopoe épe-

M5 IMOUUOHANILHAS BCHblUKA nosmopsinacy. [Ipu evinonHenuu 3a0anuii deii-

CMB08a/A UMNYTIbCUBHO, CXeMY 0eSMeNbHOCU CAMA He YOePHUBAa, HYH0a-

71acb 8 NOONEPAUUOHHOM PA3BACHEHUU, OEMOHCMPAYUL HOB020 AN2OPUMMA,

nocse wezo HeHAO0/I20 BK/IIOUATIACH 6 OesMeNbHOCb, HeOKUIaHHO bpocana

Hauamoe, 0A6a/a 4pe3mMepHO UHMEHCUBHDIE IMOUUOHATIbHBLE PeaKUul KAK

Ha NONIOHUMENbHVIL, MAK U HA He2AMUBHLLL Pe3yTbmarm 0esmenvHOCHu

(epomxro Kpuuana, 3amaxuéandacb Ha 83pocnozo, pa3bpacviéana uzposoil

uncmpymenmapuii). Hyxoaemcs 8 nocmosHHOM 8HeusHeM KOHMPOsie nosede-

Hust. Jle6ouka ncuxonouuecky 3a8ucuma om oueHKU 83pociiozo, nepexcusaenm

U3-3a 4acmotl KPUMUKU c60€20 N0B8e0eHUS POOUMENIMU, YUUMENIMU U 00HO-

KZIACCHUKAMU, YMO He2amueHo CKa3vléaemcs Ha pazsumuu oopasza «f»

u camoouenku. Meumaem xopouio ce6s 6ecmu, NoLyuams NoLOIUMeNbHbLe

OUeHKU U UMemv Xoms 6bt 00H020 0pyza. OOHAKO HU3KAS NPOU3BOTILHOCD,

CKTIOHHOCY K A peKmUsHbIM peakuusam, ycyzyOenHvie HONYCMUmenvckoll

2uneponexKoil co crmopomvL pooumerneti 80 MHO2OM NPeNMCMBYIOM peanu3a-

Uuu nompebHOCmu Ovimo NPUHAMOLL COUUATILHBIM OKPYHEHUEM.

IIo pe3ynvmamam ncuxono20-nedazo2ueckozo 00cne008aHUs chopmynupo-
8aHO 3aKI0UeHUe: HaPpyuleHUe PA36UMUS TUMHOCMU (N0 2UNOMAHUAKATTLHOMY
muny) y 0eMOHCMPAMueHo20 MaaduLe20 WKOIbHUKA ¢ UHIMEIIEK Y anbHO
Hed0CMamouHOCMb10, PUCK COUUATIBHOTE 0e3a0anmayuu Ha PoHe Nomeopcmey-
10U4e20 CMUJIS B0CNUMAHUS.

AHanu3 MeOUyUHCKUX U NCUX07I020-Nedaz0euteckux céedeHuil o peberke
N0360/1UNU ONpedenumb 0CHOBHbIE HANPABTIEHUS NCUX07I020-Ne0a202UUecKoll
peabunumavuu:

o NOMOUL 8 adanmauuu K cumyauuu eocnumanusayuu (006yueHue npasunam
106e0eHUS CO 83POCTbIMU U 0eMbMU 6 OMmOeseHUU, OP2AHU3AUUS Y1eO-
HOUL U 00CY20801i dessmenvHOCMU, BKIIOUEHUE 8 OP2AHU308AHHOE 00UjeHUe
€O C6ePCMHUKAMU);

*  NoBblUleHUE NPOUZBOILHOCHIU OesTMeNIbHOCU, 00yUeHUe COON00eHUI0 HOPM
U NPABUTI NOBEOEHUS;
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©  3HAKOMCMBO podumerneti ¢ KOHCMPYKMUBHBIMU CHOCOOAMU 83aUmodeti-

CM8Ust ¢ pebeHKOM, NOMOULL 8 ONMUMU3AUULU COOePHAHUST 00YHeHUS U BOC-

NUMAHUS C Y4emom aKmyanvHbiX NCUXOPUIUECKUX B03MONCHOCTET;
No8blUleHUE BHYMPUTULHOCIIHBIX PECYPCO8 POOUMETIST, NOMOUDL 8 Npeodorie-

HUU 4y8CMBa 6UHBL U ONACceHUtl, CBA3aHHbIX ¢ 0071e3HbI0 peberKa (KOHCYb-

mavuu pooumerneti 0eMCKUM U CEMEUHBIM NCUXOTI02AMUL).

B pe3ynvmame meoukameHmo3Ho2o nedeHus U Ncuxon020-nedazoeutecKor
pabomul 8 npoyecce KOMNIEKCHOT peabUNUMayuu 8 yCro8usx cmauuoHapa
(4 2ocnumanusayuu 3a 2 200a) OMMe4anOCh YCMOUMUB0E YIIyHleHUe NCUXO-
JI02UMeCK020 COCMOSTHUS nayueHmxu. Bospocnu npoussonvHocmyv u yenena-
NpasneHHOCMb N08edeHUsT, NOSBULACL 2UOKOCDb 8 00U4eHUU, YN0 NO380/IUTIO
desouke cmamv 6osee ycneuiHoti 8 yueOHoU 0essmenvHOCU U KOMMYHUKAUUU
co e3pocnimu u céepcmuuxamu. Ilocmenennoe npumsmue mamoti uHOUSUOY-
ATILHBIX NCUXOPUIUHECKUX 0COOeHHOCMeTl pebeHKA U BbICOKAS NPUBEPHEHHOCb
TleUeHUI0 cembu NO380IUMIU 3AKPENUMb NONIOHUMENbHYLL IPPerm.

CoenacHo 0aHHbIM KAMamMHeCMu4ecko20 HA0mo0eHUs, 0e8YUIKA 3aKOHYULA
9-1i knacc (o6yuernue no AOOII 0ns Oemeidi ¢ yMCMBEHHOI 0MCMANOCMbIO),
ycnesaemocmy CpeOHss, emecme ¢ nyuuieli noopyzoil cooupaemcs nocmy-
namo 6 Konnedx Ha naHowagpmuozo ousatinepa. C xenanuem nocewsaem
cneyuanucmos (8paueti, NCUX0710208), NPUHUMAEM TleKAPCMBA, CHOCOOHA
CAMOCMOSMeNnvHO COOM0amp NPOCMyI0 CXemy JleueHus, Ho mpebyem eHeuHezo
konmpons. ITo pesynomamam obcnedosanuti 3a nocneoHue 5 nem HAXOOUMCS
8 CMAbUNLHOM PUSUHECKOM U NCUXOI02UHeCKOM cocmosiHuu. TIpu 603HuUK-
HOBEHUU IMOUUOHATIHBIX MPYOHOCMEL CKIIOHHA UX 00CYyHdamb ¢ 6nU3KUMU
U CNeUUANUCMAMU, 3aNPAULUEamb NOMOULD.

Takum 06pa3oM, KOMIUIEKCHBII TTOIXOT B PeabMINTALINN U COT/IACOBAHHbIE
IeVICTBYSI CIIEL[MATICTOB MEX/UCHUITIHAPHO KOMAHIbI TIO3BOJIVIIV 3HAYN-
TE/IbHO YIYYIINTD COCTOSIHIE 3[0POBbsI pebeHKa, IpeRypenuThb husndeckue
OC/TOYKHEHVST 60/Ie3HN, MaKCUMA/IbHO MIOTHO PEaNn30BaTh €ro MCUXNIECKIIT
HOTEHIVaJI U alalITHPOBATh B COL[UYMe.
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3AKJNIIOYEHUE

Bonesup Bunbcona pegko MaHudecTupyeT y feTeit O 5-1eTHEro BO3-
pacTa 1 XapaKTepuU3yeTcs NMOpakeHMeM IIeYeHN, HU3KOM 9aCTOTOV BBIABJIE-
HIS1 HEBPOJIOTMYECKON cuMIToMaTuku u xonen Kaisepa-®neiimepa, 4To
3aTPYAHAET PAaHHIOI JIMArHOCTUKY, CBOEBpEMEHHOE Ha3HavyeHye ITaTOreHe-
TUYECKON Tepaluy ¥ JUKTYeT HeoOXO[MMOCTD UCK/IIOUeHN s 3a00MeBaHuA
y BCEX NALMEHTOB C XPOHMYECKUM IOPAXKEHMEM IT€YE€HOYHOI ITapEHXVMBI
1 HeOOXOAVIMOCTb CKPVHIMHTOBOTO 00C/IEIOBaHMA B CEMbAX C OTATOIIEHHOI
HaC/IefICTBEHHOCTDIO II0 60/1e3HN BuibcoHa.

Taxum 06pas3om, paHHAA fUarHOCTUKA 60ne3HM BunbcoHa, BIABICHME
3ab0/eBaHMsI Ha JOK/IMHUYECKON CTayM, 3HaAHMe KIVMHWYECKUX U AMArHo-
CTMYEeCKMX 0cOOeHHOCTel TedeHns 6omesHn BuabcoHa y fieTeil M03BOINT
CBOEBPEMEHHO HadaTb 3(PPEeKTUBHYIO MMATOTEHETUYECKYIO TepaIuio 1/ 1in
OIIPENENNUTD MOKa3aHMA K TPAHCIUIAHTALMY ITI€YEHN Y IeTeN C Pa3BUBLIMMCS
LUPPO30OM IIEYEHM.

PasBuTIe COBpEMEHHBIX TeXHOJIOIMII OOYCIIOB/INBAET IIOSAB/IEHVE HOBBIX
MeTOfI0B jedeHns 3aboneBanusa. [IpoBOfATCA yCIeIIHbIe UCCIETOBAHNA
II0 TEHHOJ Tepanuy ¥ TpaHCIUTaHTauuy remarounTos Ha LEC-Kpbicax, pesysib-
TaThl KOTOPBIX OOHA/IEKMBAIOT B IJIaHE pa3pabOTKY MPUHIUIINATBHO HOBBIX
MeTOJIOB JledeHnA 6onme3Hu BuibcoHa.
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