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KIMHUYECKUE PEKOMEH/JALIMHA 110 OKA3ZAHUIO MEI[I/II[I/!‘HCKOI?'I
InoMomu AETSAM C BOJIE3HBIO BUWJIBCOHA Y IETEU

JlaHHbIe KJIMHHYECKHE PeKOMEHJIAlMU PAacCMOTPEeHbI W YTBEpP:KIeHbl Ha 3aceJaHHuU
HUcnonkoma npodeccnoHaabHoil accounanum aerckux Bpadeil Coro3za nequarpos Poccun

Ha XVII Cse3ne nequarpoB Poccum «AKktyajbHble npodiaemsl neauatpum» 15 gespans
2013r.

BBeaenue

bonesnr Bunbcona — peakoe HaciaenCTBEHHOE 3a00J€BaHUE, CBSI3aHHOE C HapyIIEHHUEM
MeTaboau3Ma MeAM M H30BITOYHBIM €€ HAKOIJICHMEM MPEUMYIIECTBEHHO B II€UEHH U
LEHTpaJbHOW HepBHOU cucteme. KnuHuueckas xapTthHa 0ose3HU BuibcoHa Xapaktepusyercs
MHOrooOpa3ueM CUMIITOMOB C NIEpBUYHON MaHHU(ecTanuen 3a001eBaHus B I€TCKOM BO3PaCTe.

Bonesnp BunbcoHa oOTHOCHMTCS K 4YHCIy Hambojee TPYIHO JAMArHOCTHPYEMBIX
3a00J1eBaHUI ME€YEHU B CBSA3M C JUIMTENbHBIM JIATEHTHBIM TE€YEHUEM, OCOOCHHO Ha HayaJlbHBIX
cTanuax 3a0osieBaHud, U OOJBLIMM NOJUMOP(U3MOM KIMHUYECKOW CUMITOMAaTHKU. B cBsi3u ¢
5TUM Oosie3Hb BuibcOHa HEOOXOIUMMO HCKIHOYATh y KaXJIOro MalueHTa JeTCKOro u
MOJPOCTKOBOTO BO3pacTa C MaTOJIOrHel IIeYeHH HEYTOYHEHHOM STHOJIOTHH.

CBoeBpeMEHHOE Ha3Hau€HHE MAaTONeHETHYECKOM Tepanmuu npu Oone3Hu Buibcona y
JeTell  CONMPOBOXKAAETCS  PErpeccoM  KIMHMYECKOW CHMIITOMAaTHKH, MPEJOTBPAICHHEM
(bopMHpOBaHUs LMPPO3a MEYEHU U HEBPOJOIMUECKOW CHUMITOMATUKH, YJIyUYIICHHEM KauecTBa
KU3HU W COLMANbHOM ajanTtanuu peOeHka. B CBS3M ¢ ATUM BaKHEHIIEH MEIUIIMHCKON u
COLMAJIbHOM 3aJauell sIBJIeTCs paHHssl JUarHOCTHKA U aJieKBaTHas Tepanus 0os1e3Hu BuibcoHa.

JIaHHBII TPOTOKOJ 1O JUATHOCTHKE M Tepanuu Oojie3HW BuibcoHa y gerell co3maH Ha
OCHOBaHUHM CHUCTEMaTH4YecKoro o63opa nureparypsl 1996-2013 romo Medline (Pubmed
version), Embase (Dialog version) u Cochrane Library databases, ¢ ucrosis30BaHHEM CO3IaHHBIX
MPOTOKOJIOB THATHOCTUKU M Tepanuu O6osne3nu Buibcona: Guideline AASLD 2008 (American
Association for the Study of Liver Diseases) u Guideline EASL 2011 (European Association for
the Study of the Liver).

bonesns Bunbcona oTHOcHUTCS K peaKUM 3a00JI€BaHUAM, YTO MCKJIIOYAET BO3MOXHOCTh
NpoBe/ieHUs] OOJBIINX KOTOPTHBIX M PaHJOMU3UPOBAHHBIX KOHTPOJUPOBAHHBIX MCCIIEI0BAaHUN
U JIIS CO3[aHMS TMPOTOKOJIOB JMATrHOCTHKH WM TEPAalUH HCIOIB3YIOTCS JIMIIb TEMaTHUYECKHE
UCCIIEIOBaHMSI SKCIIEPTOB, OMYOJIMKOBAHHBIE B TIOCIIEHHUE JECATUIIETHS.

Omnpenenenne

Bonesnp BuiibcoHa - penkoe HacleJICTBEHHOE 3a00JIeBaHME, CBS3aHHOE C HAPYIICHUEM
MeTabonu3mMa Meau ¥ H30BITOYHBIM €€ HAaKOIJICHHEM B pAa3MYHbIX OpraHax M TKaHSX,
MPEUMYIIECTBEHHO TIPOSBIISIONICECS CHMIITOMATHKOW IOPKEHUS TIEYCHW W IEHTPaIbHOU
HEPBHOW CUCTEMBI.

Kox mo MKB10:

E 83.0 Hapymienue oOMeHa menu

I'eneTn4yeckue acneKkTsI U INKUAEMHUOI0rHs 601e3HN Buiibcona

[TaTonmornyeckuii reH, OTBETCTBEHHBIN 3a pa3Butue Oone3Hu Bunbcona — ren ATP7B,
JIOKAJIM30BaH Ha JJMHHOM Iutede 13 xpomocomsbl (13q14.3-q21.1), coctoutr u3 21 3kx30Ha u
IPUMEPHO 7,5 THICIY TETEPOLUKIMYECKMX OCHOBAaHUM HYKJIEHMHOBOM KHUCJIOTHL. Tum
HacJieI0BaHMs 3a00JIeBaHUSl ayTOCOMHO-PELIECCUBHBIN. B Hacrosiee BpeMs HM3BECTHO OKOJIO
500 myramuii rena ATP7B, u3 xoropsix 380 naeHTH(UIIMPOBAHBI B MATOreHe3e 3a00JIeBaHUS.



Yacrtora BcTpeuaeMocT 6osie3Hu Buiibcona B momyssiiuu kosie6etcs ot 1:30000 mo 1:100000,
C YacTOTOW TETEePO3UTOTHOTO HOCUTENbCTBA maTtojormueckoro rena 1:90. Haubonee
pacnpocTpaHeHHoM mytanuei B reHe ATP7B cpeau eBponeouaHOW pachl SIBIASETCS MyTallMs
3207C>A (H1069Q) B sk30He 14. Oxomo 50-80% mnamueHToB ¢ Oone3Hb0 BuibcoHa,
npokuBaromux B crpaHax IlentpanbHoii, Boctounoii u CeBepHoil EBponbl sBIsAOTCA
HOCUTEJISIMU 110 KpailHell Mepe OJHOM ayuienu ¢ gaHHOM Mytarued. Cpenud eBpOIercKoro
HAaCeJICHHUS BCTPCUAIOTCS TaKKe MyTanmud B 3k30He 8 (2299insC, G710S), B sk3ome 15
(3402delC), B sk3ome 13 (R969Q). Onnako, 9acTtoTra BCTPEUYAEMOCTH JIAHHBIX MYTaI[Hii
cocraBisier meHee 10%. YacroTta Bcrpewaemoctu myrtaiuu H1069Q B poccuiickoit momynsuuu
cocrasiisiet 30,5%, myraiuu 3402delC — 2,2%. B Bpasunuu B 30% ciaydaeB bB onpenensiercs
mytarus 3402delC, cpeau monrmoumHou packl - Mytamusa 2333G>T (R778L) B 8 ak30He,
uaeHTuunupyeMass ¢ 4acrotod 12-45,6% B 3aBUCHMOCTH OT TEPPUTOPHAIBLHOTO apeana
NpoXUBaHUS. 3a00JieBaHUE MPOSBISETCS MPU FOMO3UTOTHOM HIIM KOMIAYHI-T€TEPO3UTOTHOM
HocuTenbcTBE MyTanuii rena ATP7B.

IIaTtorenes 6o/1e3Hu Buibcona

ATP7B - ren JKCIIPECCUPYETCsS, B OCHOBHOM, B TI€YEHHM M KOAHPYET
MeabTpaHcnoptupytomyo ATdP-azy (ATd-aza 7B, AT®d-aza 2, ATd-aza P-tuna).
['eHeTnyecku OeTepMUHUpPYEMOE CHIDKeHHE (PpyHKIMHM Menb-TpaHcnoptupyoomeid ATd-a3pl B
pe3yibTare MOJICKYISIpHBIX J1ehekToB B TeHe ATP7B npuBOAUT K CHIDKEHHUIO renaToOMIMapHon
9KCKpELMU MEAW M HAPYIICHUIO BCTPaUBaHUS MEAM B IEPYJIOIUIa3MHH, BCIEACTBHE YEro MeIb
HAKAITMBACTCS B PA3JIMYHBIX OPTaHaX M TKaHSIX, IPEUMYIIECTBEHHO B TICUCHHU, TOJIOBHOM MO3TE,
pOroBHIIe TJla3a, TOYKax, obOecredyunBas MOMUMOPPU3M KIMHUYECKHUX TMOSBICHUN Oole3HU
Bunbcona.

B opranmsm Menp moctymaer B OCHOBHOM ¢ numeid (tadsm.1). Haunbonee 6oraTel Menbro
CIIETYIOINE TIPOAYKTHI: MEYCHb, MOJUTIOCKH, KPaObl, KPEBETKH, YCTPHUIIBI, JTIOOCTEPHI, COCBBIC
000BI, ITOKOJIAJT, OPEXH.

Taoauma 1.
Coaep:xanue Meau (Mr) B HEKOTOPBIX NPoAYKTax nutaHus (Ha 100r)

[Iponykr Mens, mr B 100r [IpoayxT Mens, mr B 100r
[ledeHs TesIUbs KapeHas 23,9 Manuna 0,170
[levens OapaHbs xapeHas 13,5 Abpukoc 0,170
YcTputpt 7,5 Pemnc 0,150
Yrpu BapeHbIe 6,6 Sifa KypuHBIC 0,150
Jposxoxn cyxue 5,0 Kaprodens 0,140
Kakao-mopomox 3,9 Csexia 0,140
[Trope TomMaTHOE 2,9 Baknaxaun 0,135
CeMeHa OACOTHEYHNKA 2,3 Kusn 0,135
Opexu Keubio 2,1 YecHok 0,130
KpeseTku BapeHsle 1,9 KpbxKoBHUK 0,130
KpaOsl BapeHbIe 1,8 CMopoauHauepHas 0,130
Opexu Opa3mibCKue 1,8 3eMIITHUKA cagoBast 0,125
CeMeHa ThIKBEHHEIS 1,6 Canar 0,120
CemeHa KyHXKyTa 15 I'pyma 0,120
Taxunu 15 Kamycra Opokkonu 0,120
OMapsbl BapeHble 1,4 S6noku 0,110
Opexu rpenkue 1,3 [Tomunop 0,110
Opexu KeapoBble 1,3 Penpka 0,100
OyHayK 1,2 Orypisl 0,100
Apaxuc 1,0 Ilepen; kpacHBbIN caaakuit 0,100
Kanemapsr 1,0 Buras 0,100
Munngans 1,0 Jlyx 3eneHslii 0,092
DUCTAIIKY KapEHbIE COJICHbIE 0,8 CauBa 0,087
CmoposinHa 0,8 Jlyk penuatsbrit 0,085
I'opoiek 3eneHbiit 0,75 MopKOBb 0,080




ApaxucoBoe mMacio 0,7 Bunorpag 0,080
I'pubb1 0,7 Kanycra 3enenas 0,075
Yeuepuia 0,66 Crip Yennep 0,070
I'peua sapuna 0,64 ChIp pOCCUHCKUIA 0,070
puc 0,560 CBhIp pacCoJbHBIH 0,070
TepPKYJIeC 0,450 AnienscuH 0,067
KyKypy3a 0,290 ChIp agpireiickuit 0,060
JIMMOH 0,240 Jpras 0,047

CyrouHnass moTpeOHOCTh - 2-4 MI Meau B CYTKH. BepXHWil JOMYCTUMBIH ypOBEHB
notrpebnenust meau - S mr (Jlanusie ['occansnuananzopa Poccun). Jdedunur mean B opraHuzMe
MOJKET Pa3BUBATHCSA MPH HEJTOCTATOYHOM MOCTYIUIEHUHU 3TOro 3jeMeHTa (1 Mr/cyTku u MeHee), a
MOPOT TOKCUYHOCTH JuIs YenoBeka paBeH 200 mr/cyTkuPaznudHple MyTallud MOTYT BIHSTH Ha
paszable GpyHkiun ATP-a3pl 7B B pa3HOil cTeneHu, MOATOMY, MOXKHO MPEANON0XHUTh, YTO MPHU
HEKOTOPBIX MYTALMSIX HAPYIIACTCS IKCKPELMS MEAHU B KEJIUb, HO IIPU 3TOM BCTPAUBAHUE MEAU B
LEPYJOIUIa3MUH U €T0 SKCKpelus B KPOBb He U3MeHsercs (puc.l).
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Puc. 1. Tpancnopt Meny BHYTpH TenaTouuTa

[TaTorennsie A ¢dekThl U30BITKA MEAN B KJIETKE ONOCPEI0BaHbl FreHepalueil cBOOOIHbIX
paauKaioB, KOTOpble MCTOINAIOT KJIETOYHBIE 3amachl INIIOTaTHOHA U TOKO(Eposa, OKUCISIOT
aunuabl, (epMeHTsl M OeNKU LUTOCKeneTa. BciencTBue MOBBILIEHHS BHYTPUKIECTOYHON
KOHLEHTPAllUd MEIU IOBPEXKIAETCS MHOXECTBO BHYTPHKJIETOYHBIX CHUCTEM, XOTA TOYHAs
KJIETOYHAas MUIIEHb, Ha KOTOPYIO BO3JEHCTBYeT M30BITOK Meau, HeusBecTHa. Ha paHHMX
CTaIuAX MEUYEHOUYHO-KJIETOUYHOIO MOBPEKIEHUS BOBIEYEHHE B MPOLECC DHAOIUIA3MATHUECKOTO
PETUKYTyMa, MUTOXOHJIPHM, IEPOKCUCOM U SAPBIINIEK B COUETAHUU CO CHUYKEHUEM aKTUBHOCTHU
MHUTOXOH/IPHATIBHBIX (EPMEHTOB BEAET K IMEPEKHCHOMY OKHCICHHIO JIMIUAOB, HAKOIUICHUIO
TPUIVIMLEPUIOB, a Jajee — K HeKpo3y renaronutoB. OOpasyronuiics B pe3yabTaTe NEPEKUCHOTO
OKHCIICHHSI JIMIHMIOB MaJIOHOBBIA JHANBAETH CTUMYIHUPYET CHHTE3 KOJUIareHa, CIoCcOOCTBYS
¢ubporenesy. Jluzuc neperpyKeHHbIX MEAbIO IeNaTOUUTOB MPUBOIUT K MOBBIIICHUIO YPOBHS
CBOOOJHOW MeIu B CHIBOPOTKE KPOBH M, CIIEI0BATEIbHO, KOMIIEHCATOPHOMY MOBBIIIEHUIO
CYTOYHOM 3KCKpELHH €€ C MOYOH U HAKOTJIEHUIO B OpraHax-MUIICHSIX.

Kiaununyeckasi kaptuna 6os1e3uu Buabcona (Tada. 2)

Knunnyeckass kaptuHa Oone3Hu BuibCcoHa — XapakTepusyeTcss MHOTrooOpazueMm
CUMITOMOB U PeJIKO MaHU(ECTUPYET 10 S-1eTHero Bo3pacTta. OJIHAKO, OMUCAaHbI CIydyau 1e0roTa
6oe3nn BuibcoHa y pebeHKa 10 AOCTHXKEHMs 2-X JIeT, IUppo3a MEeYeHH B UcXojae OoJe3HU
Bunibcona y 3-x netHero peGeHKa U pa3BUTHE OCTPOM NMEUEHOYHONW HEJOCTaTOYHOCTH Y peOeHKa
5 ner.



Pa3BepHyTast KIMHHYeCKass CHUMITOMAaTHKa Oone3HH Bumbcona Xxapakrepusyercs
3HAYUTEIBHBIM  pa3HooOpa3ueM, OOYCIOBICHHBIM H30BITOYHBIM HAKOIUIEHHEM MEAH B
Pa3MMYHBIX OpPraHaXx M TKAaHSAX M IMPEUMYIIECTBEHHO NPOSBISIETCS CUMITOMAaMH HOPAXKECHUS
NICYeHH, IEHTPAILHOW HEPBHOM CUCTEMBI, TJ1a3, peke MOYeK, KOCTEH, Cepla, JKene3 BHYTpEeHHEN
cekpernu. HeBposnorudeckass cumnromaTtrka Oose3nn Bunbcona manudectupyer mozxe, yem
NopakeHHe NMeYeHH, B OOJIBIIMHCTBE CIy4aeB Ha BTOPOM — TPETHEM JECCATUIICTUH KU3HH, HO
MOXET TIPOSBIATHCS U B JIETCKOM BO3pacTe ¢ 4yacTtoTod no 26%. Haumbonee panHmii Bo3pact
ne0roTa HEBPOJIOTMYECKOH CHUMNTOMATUKU Ooje3HH Buibcona omucan y pebenka 4 e,
MeYECHOYHOM — y peOeHKa 2 JieT.

Ilopa:xenue neyenu npu 60/1e3uu Buiibcona

CuMnToMbl opaskeHHs MedeHu npu 0ose3nn Bunbcona y nereil BecbMa BapuaOenbHbI U
UMEIOT TEHJICHIMIO K Oosiee paHHeW MaHH(ecTanuu, 4YeM HEBPOJIOTHYECKas CHMIITOMATHKA.
[lepBuunas wManudecramuss Ooie3Hn BuibcoHa MOXET NpPOTEKaTh B BUAE OCTPOTO
(GyIbMHHAHTHOTO TemaTuTa, TNPOSBIAIONIETOCA Koarynonartued, sHuedanonaruert, KymOc-
HETraTUBHOW I'eMOJIMTUYECKON aHEMHUEH, IEUCHOYHOKIECTOYHON U TIOYEYHOH HEJ0CTaTOYHOCTBIO,
C BBISIBJICHHEM 3HAUUTEILHOTO PEBBIMICHHSI MEU B CHIBOPOTKE KPOBH U MOYE.

Knuandeckast kapTHHA XpOHHYECKOTO TenaTuTa rnpu 0ose3Hn Buibcona mano orianynma
OT TIOP&KEHHs TEYEHH IPYyroro reHe3a M 0e€3 MaTOreHeTWYECKOM Teparuu TMPUBOJUT K
(GOpMUpPOBAHUIO THMPpO3a IEYEHH, YTO JUKTYeT HEOOXOOMMOCTh HCKIIIOYEHHUS O0Je3HH
Bunbcona y Bcex MalMeHTOB ¢ XPOHHMUYECKUM MOpPaKEHHEM NEeUSHOYHOH MapeHXUMBbI ¢ WIN 0e3
Uppo3a IMe4YeHH. XapaKTepHOH UYepTOH XPOHMYECKOTO TemaTuTa INpu Oosne3Hu BuiibcoHa
ABISIETCSL  yMepeHHOoe NOGblueHue OUOXUMUYECKUX MApKepos Yumonausd, Xoarecmasa u
OunUpyOUHOB8020 0OMEHAa C BbICOKUM YPOBHEM CMPYKMYPHLIX USMEHEHUll NeYyeHOUHOl
napexxumsl TPU MOPQOIOTHUECKOM HCCIEAOBaHUU OuontaroB medeHn. bone3np Buibcona
MOXET KIMHMYECKH TMPOTEKAaTh [0 THUIy AayTOMMMYHHOTO Te€NaTHTa, C BBIABICHHEM
MIOBBIIIEHHOTO YPOBHSI CHIBOPOTOYHBIX HMMYHOTJIOOYJIHHOB M HECTEIN()PUIECKUX ayTOAHTHUTE,
CcJIeZIoBaTeNIbHO, HEOOXOJMMO HCKIII0YaTh 0oyie3Hb BuibcoHa M y OOJIBHBIX ¢ ayTOMMMYHHBIM
TeraTUTOM NpH HeIP(PEKTUBHOCTH KOPTUKOCTEPOUTHOHN TEpaInu.

ITopaxenue neyenu npu 6ose3Hn BuibcoHa y netei mpu OTCyTCTBUH MaTOT€HETUYECKOM
TEepanuu XapakTepuszyeTcs BBICOKOM dacTtoTol (44%) ¢dopMupoBaHMsS LHMPPOTUUECKON
TpaHchopMalMy MedeHu B myoepraTHoM nepuojie. Ilpu oTcyTcTBHM HMppo3a NeueHn 0OTMEUEHO
npeoOiasaHie CUMITOMOB XPOHHYECKOTO TelaTUTa MUHUMAJIBbHOW W YMEPEHHOH CTeNneHH
AKTUBHOCTH.

Mopdonornueckue W3MEHEHHsI TE€YeHH TpH Oone3Hn BuibcoHa He SBISIOTCS
NaTOTHOMOHMYHBIMH UM BKJIOYAlOT B ce0d  Ha pPAaHHUX CTaAuAX TPUSHAKU HCUPOBOL
unurempayuy - cenamoyumos  (KPYNHOKANenbHou U MeIKOKANeIbHOU),  2IUKO2eHOBOl
OezeHepayuu 50ep U (HOKANbHBIN 2eNamoyelioNAapHbIL HeKpo3, a makdce npeodradarue
MUHUMATLHOU U HUSKOU CMmeneHu akmuéHOCmu 60CHAIUMENbHO20 NPOYecca 8 COYemaHuu ¢
8bICOKOUL 00JIEll BbIPANCEHHBIX hubpomuueckux usmenenuil (puc.2-4). Kak nosararoT, ®KupoBas
JiereHepalys TenaTonuToB Npu Oosie3H BuiibcOoHa CBs3aHAa C OKCHIATHBHBIM ITOBPEXKICHHEM
MHUTOXOHJIPHHA C TOCJIEIYIOUMM HapylieHHMeM MeTabolu3Ma JUMHI0B, a BOCHAINUTENIbHBIC
NPOSIBJIICHUSI — C TIEPEKUCHBIM OKHCIICHHUEM JIMIUIOB, TeHepalfield CBOOOIHBIX DPaTUKaIOB H
UCTOIIIEHUEM 3allacoB IIIOTaTHOHA B pe3yJbTaTe HAKOIMJICHHsS M30BITKa MEIU B TeNaTOIUTaXx.
OnucaHbl TUCTOJOTWYECKHE W3MEHEHHs TEYCHOYHOH MapeHXUMBl MO TUIYy ayTOMMMYHHOTO
rernatuTa, BUPYCHOTO, AJKOTOJIBHOTO U JIEKAPCTBEHHOro mopaxkeHus neudeHu. Ilo wmepe
IIPOrPECCUPOBAHUS MMOBPEKICHUIN NapeHXuMbl, hopMupyercs Gubpo3 H, BIOCIEICTBUU, IUPPO3
neueHr. OOBIYHO BCTpeyaeTcsi TUCTOJIOTHYECKas KapTUHA KPYMHOY3JIOBOI'O LUppo3a MEeUeHH B
ucxoe 0osie3Hn BuitbcoHa, 0JJHAKO, OMUCAHBI CITyYan ¥ MEJIKOY3JI0BOTO IUPPO3a.

JUisi KaueCTBEHHOT'O BBISBIEHUS JIETIO3UTOB MEIM B MEYCHOUYHOM TKAaHU HCHOJB3YIOTCS
pa3IYHbIC THCTOXMMUYECKHE METO/IBI OKPACKH (POIaMKH, pyOeaHoBast KUCIIOTA, OPCEHH, METO
TummMmca ¢ cepoil), 0JJHaKO, BCE OHU UMEIOT HU3KYIO AMArHOCTHUYECKYIO IIEHHOCTD



Puc. 2. Mopdonoruueckoe
HCCIIEeJOBaHNE TKAaHU
neveHu y pebeHka 14 net ¢
Oone3npio Bunbcona
(oKpacka reMaTOKCHINHOM
1 D03WHOM, yBEJINYEHHE
x400):

A- cna0o BbIpaykeHHAs
HHOPUITBTPAIHS
MOPTaIBLHOTO TPAKTa

b - xpynHO- 1
MEJIKOKaIeIbHOe
O’KHpPEHHE TeNaTOLUTOB

B — Bakyonusanus saep
renaTonuTOB.

Puc.3. Mopdonornueckoe
HCCIIeIOBAaHUN TKaHU
neyeHu y pedenka 14 yer ¢
Oone3npio Buibcona
(okpacka o Ban-I'u3oH,
yBenuuenune x100):
MHOXeCTBEHHBIE TIOPTO-
MOPTaJIbHBIC CENTHI

Puc. 4. Mopdosoruueckoe
HCCIIEI0BAaHUU TKaHU
neveHu y peOeHka 9 ner ¢
Oone3nbpto Bunbcona
(oxpacka o Ban-I'u30H,
yBenuuenue x400):

A- opTo-TIopTallbHAS
cernra

B — 3oHbBI
MEPUTenaTOLEIUTIOISPHOTO
¢$ubdpo3a.

Hesposorunyeckue nposisjieHusi 0os1e3nn Buabcona

Hakorutenne wmemu B TOJOBHOM Mo3re mpu Oone3Hn BuiabcoHa mnpuBOIMT K
MOBPEXKAEHUIO 0a3albHBIX TaHIJMEB C pa3sBUTUEM 2uno- Ul  2UNEPKUHEMUYECKOl
IKCMPANUPAMUOHOU CUMNMOMAMUKY B BUAE AKUHEMUKO-PUSUOHO20 CUHOPOMA, AMAKCUU,
mpemopa, — oucmonuieckozo  cunopoma. HeBponoruueckue HapylIeHHs  pa3BUBAIOTCS
MOCTETIEHHO M 0e3 JIeYeHMs HEYKJIOHHO mporpeccupyiorT. Ilcuxuueckne HapymieHHsS IIpH
6osieznn  Bunbcona Berpedarorcst B 10% ciaydaeB U BKIIIOYAIOT B ce0sl HapyuieHue nogeoerus,



azpeccuio, pobuu, MaHuu, NCUXO3bl, UHMELIEKMYAIbHYIO U KOZHUMUBHYIO HeOOCMAamOYHOCTh, a
TaK)K€ CHHJIPOMAJbHBIE COCTOSIHUS: OUNOJIAPHbIE PACCMPOUCMBA, O0enpeccuu, OUCMUMUU.
Ornucanbl TaKXKe MUSpeHuU, 20108Hble 00U, becCOHHUYA, dNUIenmudecKue npucmynsl y neTeu ¢
HEBPOJIOTUYECKON CUMIITOMAaTUKOM Oose3nu Buiibcona.

JIns BBIABIEHHMS CTPYKTYPHBIX M3MEHEHHMI TOJIOBHOI'O MO3ra MHPHU HEBPOJIOTHYECKOMN
cumnromaruke 6one3nu Bunbcona ncnons3ytor MPT u KT ronosrnoro mosra. HambGonee yacto
BBISIBIIIIOTCS noxudicenue niomuocmu Ha KT u eunepunmencusnocmo cuenana ¢ T2 u Tl (puc.2)
tpexumax MPT B obmactu 6a3anbHBIX siIep TOJIOBHOTO MO3ra. TakKe BBISBISIOTCS U3MEHEHUs.
CucHana 8 06aacmu cmeoid 20108H020 M032a, MANAMYCA, MO3AHCEUKA 8 couemaHuu ¢ ouggyznoi
ampodhbueti Kopvl u benoeo seujecmsa 201061020 mosea. 3menennss MP-curaana ot CTpyKTyp
TOJIOBHOI'O MO3Ta MOTYT OTCYTCTBOBaThb y 7-17% pnereil co cmemanHoil dopmoit Gosne3Hu
Bunbcona npu HaluyuM HEBPOJOTMYECKOW CUMITOMATHUKUM B BHJE TpEMOpa, AU3APTPUU U
M3MEHEHUSI MBIIIEYHOr0 TOHYCA IO 3KCTpalMpaMUIHOMY TuIlly. B Toxke BpeMs M3MEHEeHus Ha
MPT u KT ronoBHoro Mosra MOryT onepexaTrb pa3BUTHE HEBPOJIOTMYECKONM CHUMITOMATHUKH B
10% cnyuaeB 60ne3uu BunbcoHna u 6bITh 00paTUMBIMU Ha (hOHE MEIbXENaTUPYIOIIEeH Tepanuu.

Puc.5. Ycunenue MP cuenana 6 T-2 pesicume om nooOKopKogwix soep 20108H020 MO32d ) 0e80UKU
11 nem co cmewannou ghopmotii bone3nu Bunvcona

ITopaxenue ria3 npu 0osae3nn Buibcona

Odranbmonoruueckue mposiBiieHUs npu Oone3Hu BunbcoHa BKIIOUalOT B cebs Koavya
Kaiizepa-Dnetiwiepa v meonyo kamapaxkmy no muny «noocoanyx» (puc.3). Konbua Kaiizepa-
Qneliniepa MpeACTaBIAIOT COOON OTIIOKEHHE JIEMIO3UTOB MEAM Ha BHYTPEHHEH NMOBEPXHOCTH
poroBUIlbl B  jecieMeroBoi  oOomouke. Busyanuzamus konbua — Kaiizepa-®neiimepa
IPOU3BOIUTCS IIPU OPMATLMOLOSULECKOM OCMOMpPEe NPU NOMOWU Wenesot 1aMnbl, THOTIA MIPH
IOMOIIM TOHHOJMH3, B JAJIEKO 3allIe[IINX CTaAUSIX 3a00JEeBaHUS MOXKHO BHJIETHh KOJBIIO
HEBOOPYKEHHBIM B3TJIS0M.



l'opazgo pexe npu 6osne3nu BuibcoHa BCTpewaercs passumue MeoOHOU Kamapakmul 8
sude «nooconnyxay. Karapakra He BIHMSET HA OCTPOTY 3pCHHS U BU3YAIU3UPYETCs IPU TTOMOIIU
HIEJICBOI JIaMIIbl B BUJIE CEPOT0 WMJIM 30J0TOTO JUCKa HA MepefHeil 000JIouKe XpycTaauka, OT
KOTOPOT'O paJHaiIbHO OTXOMAT JIyUd Ha NepruepHIo XpycTainka.

A B
A Komsnia Kaitzepa-@uefitepa (0TI0KEHUE IETTO3UTOB MEIN BO BCEX KBAJPaHTaX POTOBHUIIBI) Y ACBOUKH
14 ner.
B: MenHas kaTapakTa «IOJICOJIHYX» y I€BOUKH 14 jer.
Puc. 6. Konvya Katizepa-@netiuepa u Meonas Kamapakxma «noOCOIHYX» Npu
ogmanvmonocuueckom ocmompe y oemeti ¢ 6one3uvio Bunvcona

IHopaxenue apyrux oprasnos npu 0ose3nu Buiabcona

IIpu 60ne3nu Buibcona HaOm0gaeTcs MUPOKUI CHEKTP BHENEUYEHOUHBIX MPOSBICHUM,
OJIHAKO YacTOTa WX BBIABICHHUS B TMeauaTpuueckoil mpaktuke He mpesbimaer 10%. K wHum
OTHOCSIT  MOpadiCceHue ONOPHO-08UAMENbHO20 annapama ¢ 6blAGIeHUeM  CUMNMOMOS
0CMeoManAyUU, 0CMeonopo3a, 0CMeoapmpumos, XOHOPONAMuUU, CHOHMAHHBIX NepeloMos,
cybxXoHOpanbublx  Kucmosnvlx  opmayui. Haumbonee dacTol JOKanM3alMe  SBISETCS
MIO3BOHOYHUK M KOJIEHHBIN CYCTaB.

Onucansl nospesxcoenus Mvluy Tpu 0o0Je3HM BuiabcoHa, NpoTEKaroUle IO THUILY
pabaoMuOM3a, BCISACTBHE MOPAKEHHS MBIIIEYHBIX MUTOXOHIPUH.

OtnoxxeHne H30bITKA MEOU B CEPACYHOM MBIIIIE HPUBOAUT K (HOPMHUPOBAHUIO
KapouoMuonamutl, apummutl, OUCPyHKYUYU CUHYCOB020 Y3Id.

JlpyruMu  peAKUMHU  TMposABIEHUSMU Oosie3HH BuiibcoHa  SBISIOTCA  CHMIITOMBI
NOBPEXACHUS  JKElle3  BHYTPEHHEM  CEKpeluHu,  XapaKkTEepU3yIIIHecs  CHUMITOMaMHu
2UNONAPAMUPEeoOU3Ma, SUNepnpoIAKmMUHeMUl, ameHopeu, 6ecnioous, noGMOPHLIMU INU300AMU
HeBbIHAWUBAHUS OepeMeHHOCTIU.

Topasicenue nouex npu 6osie3HU BuUiibcoHa CBA3aHO ¢ BO3JACHCTBHEM M30BITKA MEIU Ha
MPOKCUMabHbIe KaHANbLBIL. CHekTp TyOyIsSapHBIX TUCHYHKIMI pa3HOOOpa3eH OT BBISBICHUS
NOBBIUEHUS IKCKPEeYUU MO4e8oU KUCTIOMbl ¢ MOYOU 00 Gopmuposanus cunopoma Pankonu c
amuHoayuoypueti, NOYeuHbIM KAHATbYEBLIM aYUO030M, 2NIOKO3Ypuel U 91eKmpOIUmHbIMU
HapyweHuamuy. HapyieHne SKCKpelnn JIEKTPOIUTOB MOXKET MPUBOJIUTD K HEPPOKATbYUHO3) .

T'emonumuyeckas anemus BBIABISETCS Tpu Oone3Hu Bunbcona ¢ gacrortout 1-12% wu
CBf3aHA C MOBBIIIEHUEM CHIBOPOTOYHOIO YPOBHSI MEAM B pe3yibTaTe HEKPO3a TeraTOLMTOB.
I'emonuTHueckas aHeMUsI MOXKET OBITh OCTPOI M aCCOIMMPOBATHCS C PE3KUM MOIBEMOM YPOBHS
OmnnpyOnHa, coueTaThCcsi ¢ PyIbMUHAHTHON MEYEHOYHON HEIOCTaTOYHOCTHIO, a TAK)KE HOCHUTh
c1a00 BBIPAKEHHBIN MEPCUCTUPYIOMINIA XapaKTep, TPUBOJS K XPOHUYECKOH aHEMUU U SBISSCH
NepBbIM  CUMOTOMOM  MaHudecTauuu  Oone3nun  Bunbcona.  [loBropHble — 3MU307bI
TeMOJINTUYECKUX KPU30B MPUBOIAT K Pa3BUTHIO dceryekameHHol bonesHu. KaMHI CMEIIaHHOTO
THIa, 00pa30BaHbl COJSIMU OMIIMPYOHHA U XOJIECTEPUHA.



Taoauma 2.
Kuununyeckue npuzHaku 6os1e3uu Buibcona

[posiBnenns 6oxe3nu Buibcona

CHMITOMEI

IlopasxeHue neueHu

BeccuMnToMHas renmaToMeranus

V3onmpoBaHHas CIUIEHOMET U

[uronuTryeckast akTHBHOCTh OMOXUMUYECKUX ITOKa3aTeleit
Crearorenatur

Ocrpslii (QyTbMUHAHTHBII) TenaTUT
AYTOUMMYHOIIOTOOHBIH TenaTuT

I{uppo3 neuenu

ITopaxenue LIHC

JBurarenbHble HapyIIeHHs (TpeMOp, HEIPOU3BOJILHBIE ABHKECHUS)
CraroHoTEeUCHHE, TN3APTPHS

Purnnnas quctoHus

[ceBnoOyne0apHBIi CHHIPOM

BererococyaucTas aucToHns

MurpeHenono0HbIe TOJIOBHbIE 00N

becconuna

JlucToHm4eckue aTaku

HCI/IXI/IanI/I‘IeCKI/Ie CUMIITOMBI

Henpeccus
Hepotuueckoe noseacHue
M3MeHeHus TMYHOCTH
IIcuxo3

Hpyrue cuctemsl

Odranemonorus: konbla Kaiizepa-®nefimepa, «MeqHas» KaTapakra
I'emonuTHUECKas aHEMHS

JepMmaTonorndeckre NposBICHUS: «TOTyOble HOTTEBBIC JIYHOUKIDY
[TaTonorus novex: aMUHOAIMAYPHs, HEPPOIUTHAS

ITaTosiorus ckenera: paHHUI OCTEONOPO3, APTPUT

[TopaxxeHue cep/ia: KapAHOMHOTATH, HAPYIICHUS pUTMa
[TankpeaTHT, )XemueKaMeHHas 00JIe3Hb

I'mmonaparupeoau3m, rUraHTU3M

Hapymenne MeHCTpyaJlbHOrO LMK, OecIuloje, IIOBTOPHBIE
BBIKUIBIIIH

Kaaccndukanus 6o1e3au Buibcona
B coorBerctBumM ¢ MexayHaponHoi kmaccudukammedn m MKB 10 wucmonmesyercs

HOMEHK/IaTypa OoJsie3nb Buibcona (E83.0 — wnapymenme o6mena wmemm). OpHako B
OTEYECTBEHHOW JIUTEpaType TakKe MPUMEHSETCS CleAyrolas TEePMUHOJIOTUS: 0oJe3Hb
Bunvcona-Konoeanosa, 2enamoneHmuKyIApHas Oezenepayusl, eenamoyepebpanvhas
oucmpogusi.

B mnacrosiee Bpems HcCHONb3yeTcs KilaccU(UKaUs, MOCTPOCHHAs HAa KIMHUYECKHX
npu3Hakax OO0JIE3HHM, COYETaHHs] MOPaKEHUs MEYeHH M LEHTPAJbHOW HEPBHOW CHUCTEMBI,

npeiokenHas J.Walsh (1983):

®opmbl Gosie3un Buabcona (knaccudukanus J.Walsh, 1983):
e beccumnromuas gpopma

e [leuenounas popma
e IlepebpanbHas popma
e (CwmemanHas ¢popma

Cornacho knaccudukauuu H.B. KonoBanosa pacno3Hatot 5 ¢popMm remnaro-epedpaibHON
muctpoduu (1960), B 3aBHCUMOCTH OT BOBIICYCHHS] B MATOJOTHYECKUIM MPOIECC TEUYEeHU U
LEHTPAJIbHOW HEPBHOM CUCTEMBI M XapakTepa HKCTPATNPaMUIHON CUIITOMATHKH.

e bpromHasa (adgomuHanbHas) popma - TOKETOE MOPAKEHUE IMEUEHH, NPUBOASIIIEE K
CMEpTH paHbIlIe MOSBICHUS CUMIITOMOB CO CTOPOHBI HEPBHOM CHUCTEMBI; 3a00JICBAIOT JIETH.
E€ npoaomKuTenbHOCTh OT HECKOJIBKUX MECALIEB 10 3-5 JIeT.




e PuruaHo-apuTMoOrunepKuHeTnyecKasi, Wi paHHsas ¢opMa oTIMYAETCS OBICTPHIM
TEYCHUEM; HAYMHACTCS TaKKe B JETCKOM Bo3pacte. B KIMHHYECKOW KapTUHE
npeo0iasaloT MbIIIEYHass PUTHIHOCTh, NPUBOIAIIAS K KOHTpPAKTypam, OEIHOCTh H
3aME/IJICHHOCTh  JBMDKEHHH, XOpPEOAaTEeTOWIHbIC WJIA TOPCUOHHBIC HACHIHCTBEHHBIC
NBWDKEHUS. XapaKTEepHbl JU3apTpus U gucdarus, CyJOPOXKHBIH cMeX U IUIad,
apdeKTUBHBIC PACCTPOICTBA U YMEPEHHOE CHMKCHUE WMHTEIUICKTA. 3a00JieBaHHUE JITHTCS
2-3 roja, 3aKaHYMBAETCS JIETAILHO.

e JlpoxkaTteabHO-puruanasi ¢gopma BCTpeYaeTCs Yalle APYruX; HAYMHACTCS B FOHOIIECKOM
BO3pacTa, MPOTEKAeT MEJUICHHEE, MOPOW C PEMUCCHSIMH W BHE3AITHBIMHU YXYIIICHHUSIMH,
COITPOBOKIAOIIUMHUCS cy0deOprpHON TEMIIEPaTypoii; XapakTepusyercs
OJTHOBPEMCHHBIM Pa3BUTHEM TSDKENOH PUTHIHOCTH U JAPOXKAHHS, JPOKaHUE OYCHb
puTMHYHOE (2-8 npoKaHMM B CEKyHIy), pPE3KO YCHUJIMBAETCSI IpPU CTATUUYECKOM
HANpSHKCHUW MBI, JBI)KCHUSX W BOJIHEHHH, B IOKOE M BO CHE ucue3aer. VHorma
OOHApY)KUBAIOTCSI ~ aTETOMJIHBIE  XOpeo(OpPMHBIE  HACHIBCTBEHHBIC  JIBUKCHUS,
HaOJr01at0TCs Takoke aucdarus u nu3aptpusi. CpeHss IpOoI0JIKUTEIBHOCTD KH3HH OKOJIO
IIECTH JIET.

o JlpoxkatenbHasi ¢opma HauynHaercs B Bospacte 20-30 JeT, mpoTEKaeT JIOBOJIbHO
memaenno (10-15 ner u GoJblne); ApoXKAHKUE PE3KO MPeoOIagaeT, PUTHIHOCTD MOSBIACTCS
JWIIG B KOHIIE OOJIE3HH, a MOPOW HAOIIOAAETCS TUIIOTOHMS MBIIII]; OTMEUACTCS aMUMUS,
MEJJICHHAsT MOHOTOHHAsl peYb, THKEIbIC M3MCHEHUS TICHMXUKH, 4acThl ad(HEKTUBHBIC
Bcnbky. Habmomarores snunentrudopMHbIE IPUITAIKH.

e DKCTpanupaMHIHO-KOPKOBasi (popMa BcTpeyaercs pexe Apyrux ¢popm. TUNHUHBIC IS
remnaro-nepedpabHO  JUCTPOOUU  HAPYIICHHWS B JalbHEHWIIEM  OCIIOKHSIOTCS
anoruIeKTU(HOPMHO Pa3BUBAIONIMMHUCSA MUPAMUIHBIME TIape3aMH, SMUICITHDOPMHBIMU
NPUTIAJAKAMU U TSHKETBIM CllaboyMueM (0OHAPYKUBAKOTCS OOIIUPHBIC Pa3MSITYCHHS B KOPE
OospIuX moymapuit). Jmurcs 6-8 net, 3akaHuynuBaeTCs JeTaIbHO.

IIpuMepsI AMArHO30B:
1) bonesnv Bunvcona, neuenounounas ghopma. L{uppos neuenu.
2) bonesnv Bunvcoma, cmewannas gopma, pucuoHo-apummocunepKuHemuycexds

gopma. L{uppo3s neuenu.

JAunarnocruka 6oJie3nn Buiabcona
CxpuHuHT Ha OoJyie3Hb BHiibcOHA JOMIKEH MPOBOIUTHCA Y AT B Bo3pacTe oT 2 a0 18
JeT, UMEIOIIUX HEOOBSCHUMOE IOBBIIIEHHE CHIBOPOTOYHBIX aMHUHOTpaHc(hepas, MPOsSBICHUS
(GyIbMUHAHTHOW TMEYEHOYHONW HEJOCTaTOYHOCTH, XPOHMUYECKOTO TeraTuTa, IUppo3a IeueHH,
HEBPOJIOTUYECKHE  HapyUIeHHWs  HEYCTaHOBJIEHHOW  »tuonoruu,  KymOc-HeraTMBHYIO
FeMOJIUTHYECKYIO0 aHEMUIO, OTATOLEHHBIA CeMeHbIN aHaMHe3 10 60J1e3HN BunbcoHa.
Juarnoctuka Oose3Hn Bunbcona Oasupyercs Ha KOMOMHALUMM — KIMHUYECKHX
CUMITOMOB, JIaHHBIX J1a0OpaTOPHOTO  OOCIENOBAHUS U  MOJIEKYJISIPHO-TEHETHYECKOIO
TECTUPOBAHUS M BKIIIOYAET B ce0s1 CIEAYIOIUE TapaMeTphl:
e  CHIKEHHE YPOBHS LIEpYJIOIIa3MHUHA B CHIBOPOTKE KpoBH (MeHee 20 mr/mn);
e |loBpIIEHNE CYTOYHOMN SKCKPELIMHA MEIA C MOYOM
v’ GaszanbHol (6ostee 50 MKr/CyT);
v B pobe ¢ JI-nenummmimMuaoM (500 mr x 2 pasa /cyt) — 6osee 1600 MKr/cyT
e [loBblIeHNE KOJIMYECTBEHHOTO CO/IEPKAaHMUS MEIM B TKaHU NedeHu Oosee 250 MKI/T (Miau
MOJIOKHUTETbHASA THCTOXUMHUYECKast OKpacka Ha MeJlb IIEYeHOYHOH TKaHN);
e Hammuue konen Kaiizepa-dreitmepa (MenHas KartapakTa MO THUIY «IOACOIHYX») IpH
0 TaTBEMOJIOTHIECKOM OCMOTDE;

e Hamuuue cnenuduueckold HEHPONCHUXUATPHUUECKOW CHUMITOMATHKH (MJIM M3MEHEHHs Ha
MPT I'M);


http://ru.wikipedia.org/wiki/%D0%94%D0%B8%D0%B7%D0%B0%D1%80%D1%82%D1%80%D0%B8%D1%8F
http://ru.wikipedia.org/wiki/%D0%94%D0%B8%D1%81%D1%84%D0%B0%D0%B3%D0%B8%D1%8F
http://ru.wikipedia.org/wiki/%D0%9F%D0%B0%D1%80%D0%B5%D0%B7

e  ['OMO3UTOTHOE/KOMIAYHITE€TEPO3ZUTOTHOE HOCUTEILCTBO MyTanuii reHa ATP7B.

NB! Hu onuu JjabopaTopHblii TecT (32 MCKJIOYEHHEM MOJHOI0 CEKBEHHUPOBAHUS
narosorniyeckoro reia ATP7B) He oOgagaer 100% 4YyBCTBUTENBHOCTHIO M He
oboecieyuBaer 100% cneunpuyHOCTH; aMArHO3 Oo0sie3HM BuiabcoHa cTaBuUTCA Ha
OCHOBAHMH COBOKYIMHOCTH KJIHHUYECKUX JAHHBIX, Pe3yJbTAaTOB Ja0OpPaTOPHOro
HCCJIEJOBAHNUS U MOJIEKYJ/ISIPHO-TEHETHYECKOI0 AaHAIU3A.

Ha VIl wunHTepHAanMoOHaNbHON KOH(MEPEHIMH, MOCBALICHHOW W3y4eHUI0 O0Jie3HU
Bunbcona u Oome3nn Menkeca (16 — 18 ampens 2001 roa, Jledinuur, ['epmanus) Obuia
yTBEpKJeHa OayulbHas IIKajia TUarHocTuku 6one3nu Bunbcona (Tabm. 3).

Tabumna 3.
banabHas mkaJja ANATrHOCTUKH 00J1e3HHM Buiincona
|. CumnTomsl Bansl 1. JIaGopaTopHble TecThI Baniabl
1.Konbua Kaiizepa-®ueitniepa 1.DKckpenust Meay ¢ MOYOit
- IPUCYTCTBYIOT - HopMa 0
- OTCYTCTBYIOT 2 - 1-2 HOpMBI 1
0 - Ooniee 2 HOpM 2
- HOpMa, HO yBeJIMYeHHe 0ojiee 5 HOPM IpH mpode 2
C KYIPSHWIOM
2.Heiiponcuxnarpudeckas 2. KonnyecTBeHHOE  OmMpejeNcHue Meau B
CHUMIOTOMATHKa _ (M3MCHEHHS _Ha Ouonrarax NeYeHN
MPT) - HopMa -1
- IPACYTCTBYET 2 - 50-250 mMxr/T 1
- OTCYTCTBYET 0 bonee 250 Mxr/r 2
3.KymOc-HeratuBHas 3.PogaMuH — TIO3WTHBHBIC TEMATONUTHI (IIpH
reMOJIMTHYECKAsl aHEMHUS HEBO3MOKHOCTH _KOJMYECTBEHHOTO _OUpeJIeNIeHHs
- IPUCYTCTBYET 1 MU B ICYCHU)
- OTCYTCTBYET 0 - IPUCYTCTBYIOT 0
- OTCYTCTBYIOT 1
4.YpoBeHb LIepyJIOIIa3MHUHA B CHIBODOTKE KPOBHU
(npu HOpMe Gonee 20 mr/m)
- HOpMa 0
- 10-20 1
- meHee 10 2
I11. MoaekyasipHO-TeHeTHYECKO€E Hecde0Banne (BbisiBjeHHe myTanuii rena ATP7B)
- TOMO3UT0Ta (KOMITayH/[-TeTEpPO3UT0Ta) 4
- TETePO3UTOTA 1
- MyTanuii He OOHAPYKEHO 0

CyMMapHbIe OaJIIbL:

4 u Gonee: BBICOKasi BEPOATHOCTH Oosie3HN BuiibcoHa,

2-3: Bone3np BuiibcoHa BeposiTHa, HO TpeOyeTcs JaibHelIee 00CIeJOBaHNE MMallieHTa,
0-1: Boine3nr Bunscona coMHUTEIBHA.

IIpn nammuuu xoseny Kaiizepa-@ueliniepa, CHMKEHHMsS YPOBHSA LEpYyJIOILUIa3MHHA U
MOBBILICHUS 0a3aJbHOM AKCKpELUU MeIu ¢ MOYOW AuarHo3 0ose3Hu BuiibcoHa He BBI3BIBAET
coMHeHHi. OIHaKo, B psijie CllyyaeB KIMHUYECKHE CUMIITOMBI MOTYT OTCYTCTBOBATb WJIM OBITh
HecnelU(pUYHbIMH, a J1abopaTOpPHBIE JaHHBIE HAXOAWUTHCA B MIpEeJesax HOPMaJbHBIX BEIHYHH,
4TO 3aTPyJIHSAET CKPUHUHTOBYIO TUArHOCTUKY Oosie3HH BuibcoHa M TpeOyeT nanbHeHIIero
yriayOlIeHHOro oOCiIe0BaHus MAllMEHTOB C MPOBEJCHUEM IMYyHKUHMOHHONW OMOICHM IEYEHH C
KOJINYECTBEHHON OIIEHKOW Meau B OMoNTartaXx IMEeYeHH U  MOJIEKYJISIPHO-TEHETHYECKOTO
TECTHUPOBAHUS C LIeJbI0 BhIsBIeHUs MyTauuii reHa ATP7B (tabm. 4).

Tab6aunna 4.
JAuarnocTuyeckue Kputepum 0os1e3un Buibcona
(NPHYHHBI JIOKHOOTPHIATEIbHBIX M JIOKHOIOJIOKUTEIbHBIX Pe3yJIbTATOB)

Tect M3menenust [IpuyurHBI TOKHOMOIOKUTETBHBIX [Ipuunnbt
npu O0JIe3HU pe3yIbTaTOB JIOKHOOTPHULIATEIILHBIX
Bunbcona pe3yJIbTaToOB
IepynoniasmMux Memnee 20 Bbonesnr MeHkeca, nedyeHOYHas OcTpoe BocIajeHue,




HEJIOCTaTOYHOCTh, MalIbadCOPOLNS, AITUTEIILHOES
HapeHTEPaIbHOE IUTaHUE, T€TEPO3UTOTHOE
HocutenscTBO ATP7B, anepynonnasmMuaemMus,
HepPOTHYECKUH CHHIIPOM, JETCKHUI BO3pacT
MeHee 2 JeT

THOEPICTPOTrCHEMHUS,
OepeMeHHOCTb, OITyXO0JIN

XpoHNYECKHE XOJIECTaTHIECKUE 3a00ICBaHUS
NICYCHN, HEOHATAIBHBIA X0JIeCcTa3s,

Pannue craanu 6one3Hu
Bunncona, meueHoYHBIE
¢dopmsl 6osre3Hn Bunmscona

XpOHUYECKUNA aKTUBHBIN T'€NaTUT, XPOHUUECKUE
X0JIECTATUYECKHE 3a00JIeBaAHMS IICUEHH,
3arpsi3HEHUE U3BHE

ACHUMIITOMAaTHYO€E TCUCHUE
6ose3nn BunbcoHa,
paHHHe CTaauu 00JIe3HU
Bubcona, Tepamnust
XenaTopamn

CHIBOPOTKH MI/ 111
Koabua IIpucyrctBy
Kaiizepa- 10T
Duieiimepa
JKCKpenns Meau bonee 50
¢ MO4O0¥ MKI/CYT
35 Bomee 1600
KCKpenus Meau
¢ Mo4o0ii Ha (oHe MKr/CyT
ﬂ-
NEeHNIWLIAMHHA
(500 mr x 2 pa3za)
Kosmuecrsennoe | boiee 250
colep/KaHme MKT/T
MeIu B TKAHU
neyeHu

BHyTpuneueHouHBbIN X0J€CTa3s,
Yactuunas ounuapaas atpesust, 111, TICX
MNupniickuii feTCKuil HUppo3
Wnnonatudeckuii TOKCHUKO3 MEbIO

Tepamus xemaTopaMu
Henmocrarounsrit obpasery
MIEYEHOYHON TKaHU

PoncTBeHHHMKH IO MPSIMOI JIMHUU BHOBB BBISIBIEHHOT'O OOJBHOTO ¢ O0se3HbI0 Buibcona
JOJDKHBI TPOXOJIUTh CKPUHUHI Ha Hainuuue y HuX 3aboneBanus. Ilpu TmiarensHom cbope
aHaMHe3a HEOOXOJMMO YJAENSATh BHUMAaHHME Ha BBISBICHHE AMHU30/10B JKEITYXH, 3a00J€BaHUI
IICYEHHU, paHHEW CUMITOMATHKE HEBPOJOrMYeCKMX OTKJIOHeHHuil. IIpoBoauTcs naboparopHo-
MHCTPYMEHTAJIbHOE OOCIIEI0OBAHUE MAIMEHTa C MCCIIEA0BAaHUEM MeTabonu3Ma Meau (ypoBEHb
LIEpYJIOIUIa3MUHA B CBIBOPOTKM KpPOBHU, IIOKAa3aTeNIM CYTOYHOM HKCKpEUUU MEAM C MOYOH,
0(pTaTbMONOTUYECKHIA OCMOTpP C LEJIbI0 BBISIBICHHUS HaIW4Ms/OTCYyTCTBUsL Konen Kaiizepa-
Qneifepa), Mo pe3yabTaTaM KOTOPOIO PpeIIaeTcsi BOINPOC O HEOOXOIUMOCTH IPOBEICHUS
OMOINCMM TIE€YEHW C KOJIMYECTBEHHOW OIEHKOM MeIu U  MOJIEKYJISPHO-T€HETHYECKOrO
uccienoanus myranuii resa ATP7B.

AJITOPUTM JHATHOCTHKH 00Jie3Hn Buibcona

Ko+
Hep<20 mr/mn
24-h Cu >50 Mkr

Ko+
Hep>20 mr/mn
24-h Cu >50 mkr

Ko -
Hep<20 mr/mn
24-h Cu <50 Mkr

Ko -
Hep<20 mr/on
24-h Cu >50 Mkr

<«

>250 MKT/T

A

Bbuoricus neuenn ¢
KOJIMUECTBEHHOM
OIICHKOM
colepKaHUs MEeIN

<250 MKT/T

\/

buoricus neuenn ¢
KOJIMYECTBEHHOMN
OIICHKOU
COZIEpKAHUS MEJIH

<50 MKT/T v

/

Hpyroii tuaraos

F

MonekynspHo-
TEHETUYECKOE
UCCIIIOBaHUE

+

y

50-250 MKr/T

Boae3snsr Buancona

>250 MKT/T




Puc. 7. Anroputm nuarHoctuku 6ose3nu Buiibcona
K®-konbua Kaiizepa — ®uneitmepa; Liep — uepynomnasmun; 24-h Cu — cyTodHast SKCKpEIns MEIu C
MOYOI.

Tepanus 0oJie3Hu Buiibcona

Jumarnoctuka W Tepamusi 0Ooje3HW BuiibcoHa y gered ocymecTBisieTcs Ha 0ase
CHEIHUAIM3UPOBAHHBIX CTALIMOHAPOB TACTPOIHTEPOIOTHUECKOro (TenaToI0ru4eckoro) mpodus
C TPHUBJICUYCHHUEM CIEAYIOIIMX CIEHUATUCTOB: TaCTPOIHTEPOJOr (Ternaroyior), OKYJIHCT,
MICUXOHEBPOJIOT, TMCUXOJOr, TpaHCIUIaHToNOr. llepBUuyHas MuarHOCTHMKa M HAadajao Tepamuu y
neTei ¢ 00Je3Hpl0 BUITbCOHA OCYIIECTBIISICTCS Ha 0a3e CHEIMATM3UPOBAHHOTO CTAIlMOHApa U
BKiIrOYaeT B cpeaHeM 30 KOWKo-IHEH ¢ 00s3aTeNIbHOW OIICHKON MeTabojau3Ma MeIu, CTEIEHH!
(GuOpO3UPOBAHUS TICYCHOYHOM MAPCHXUMBI M HAPYIICHHS TICUX0-HEBPOJIOTHICCKUX (YHKIUH, C
ompejieiecHueM  TOKa3aHWW Uil  CBOEBPEMEHHOTO  BBINIOJHEHUS  OPTOTOMUYECKOU
TpaHCIUUIAaHTAI[UU TICYCHHU.

KoncepBaruBHast Tepamus TpOBOAMTCS Ha 0a3e KPYIIOCYTOYHOTO MJIM JHEBHOTO
CTalioHapa ¢ o00s3aTeNbHBIM KOHTPOJEM JabOpaTOPHBIX IOKa3aTeled W TOCIeAYIONICH
MPEEMCTBEHHOCThIO C aMOYJIaTOpPHBIM 3BEHOM 3/pAaBOOXPaHEHHS: Ha 1 Mecsle Tepanuu
OCYIIECTBIISIETCSA €XKEHEACNbHBIM KOHTPOJIb JIa0OpaTOpHBIX TOKa3zaTene, Ha 1 romy —
exxeMecsauHblid, ganmee 1 pa3 B 3 Mecdlla, C MPEEMCTBEHHOCTHIO MEX]Y CTal[MOHAPHBIM U
aMOYJTaTOPHBIM ITAIIOM HAOJIOICHHUS.

Crennanu3upoBaHHOE CTAI[MOHApHOE HAOIOJCHHE OCYIIECTBISETCS 2 pa3a B Toj Ha
0a3e KPyrJIIOCYTOYHOTO CTalMOHApa WM Ha 0a3e JHEBHOTO CTallOHapa IMPU OTCYTCTBUHU
HEOOXOJUMOCTH 3aMECTHUTENbHON WH(Y3MOHHON Tepamuu, C eXKEeMECSUYHbIM aMOyIaTOpPHBIM
HaOJNIOZICHUEM  TAIMEHTOB IO MECTYy JKHUTEJbCTBA Bpaued CHEIUAIUCTOB: TNeAuaTpa Hu
racTpO’HTEPOJIOra MpH MEUYEHOYHON M cMemaHHoW gopmax 3aboseBaHHs, ICUXOHEBPOJOra U
TICUXOJIOTa MPHU CMeIaHHo# ¢opme Oosie3nn Bunbcona.

Jleuenue Oone3Hu BuibcoHa cneayeT HayuMHATH C JUETHI, HANpaBJICHHON Ha
YMEHBIIEHUE TMOCTYIUICHUS MeIu B opranu3M. OrpaHUYHBAIOTCS TPOAYKTHI C BBICOKUM
coJlep>)kaHueM Menu (MeYeHb, KPEeBETKU, OpeXH, IIoKonaa, Tpuodsl). Kak MUHUMYM, B TeYeHHE
MEepBOTO Toja JICUCHUs, HUCIOJIB3YeTCsl CBOOOJHAas OT MeOW BOJa, MpU HEOOXOIAUMOCTHU
YCTaHABIMBAIOTCA OYUCTUTENbHbIE (UIBTPHI UIsI KOHTPOJS YpPOBHS COJEp)KaHUS MeEIu B
BOJIOTIPOBOJAHOM BOJAE, T.K. TMPU €€ JOCTaBKE MOTYT HCIOJIb30BAaThCA MEAHBIE TPYOBL.
3amperniaercss UCMONIb30BaTh MEAHYIO TOCYAY JUIsl IPUTOTOBIEHUS MUK U eabpl. Heobxoaumo
u30eratb BUTAMUHHBIE M MUHEpalbHBIE TMpemapaTsl, cojaepxamue wMenb. Juerndyeckue
PEKOMEHJIAIMU TPUBOJAT K 3aMEIJICHUIO TPOTPEeCCHpPOBaHUsS 3a00J€BaHUsI, OJJHAKO HE MOTYT
MCTIONIb30BAThHCS KaK €IUHCTBEHHAS TUHUS TePATHH.

B Hacrosiiee Bpemsi MCIONB3YIOTCS pa3iWYHBIC Tpenaparsl Ui JIedeHUs OOoJIe3HU
Bunbcona, oGnanaromiyie pa3TudHbIM CTPOSHHEM U MEXaHM3MOM JACUCTBUS. J[-neHuyuiiamuH
(Kynpenun) (Kom ATX: MOI1CCO1) siBusieTcss mpenapatoM BbIOOpa TPU JICYCHUH OOJIC3HU
Bunbscona. /[-nenuyunnamun TpencTaBIsSeT cOOOW MPOU3BOJHOE TMEHUIMIIMHA, MOJEKyIa
KOTOPOTO  COJIEPKHUT CBOOOJHYIO CYIb(UAPWIBHYIO TpPyHIy, C TOMOIIBI0 KOTOPOH
OCYIIIECTBIISIETCS XEJIaTOpHAs aKTHMBHOCTh JTaHHOTO Tpernaparta. /[-neHuyuiilamur MOOUIH3YeT
MeIb W3 TEUEeHH M JPYTrUX OPraHOB M YBEJIMYMBACT €€ MOYEBYIO JKCKPEIHIO, a TaKkKe
WHIYLHUPYET CUHTE3 METAJUIOTMOHUHOB. /[-neHuyunnamux Ha3HavaeTcs 3a | yac uiam udepes 2
yaca 1ocjie IpreMa MHIH, T.K. €a CHIDKAeT KHIIeYHyr adcopOruio mpemnaparta. HauambHbie
036l Tpu Tepanmuu cocTaBisitoT 250-500 Mr/cyt ¢ mocreneHHbIM (Kaxkaeie 4-7 mgHEi)
yBeIUYCHUEM /10361 Ha 250 Mr 110 steuebHou no3upoBku 1000-1500 mr/cyT, koTOpas naercs B 2-4
npuema. [[ns gerel TepaneBTUYECKas NO3UPOBKA J{-nenuyuniamuna coctaBiser 20 MI/Kr/CyT.



Koppekuust 1036l mpenapara MpOU3BOAUTCS MO MEpPE CHUKEHHSI YPOBHS DKCKPEIMH MEIu C
MOYOM.
[To6ounsie 3¢pexTrl Ha Tepanuto J-nenuyuniamurom pazpusarotcs B 30% HaOIIOACHUIA.
VY OGoJIbHBIX CO CMEUIaHHOH (HeBposiorndyeckoit) ¢opmoit 6one3nn Bunscona B 30% cimyuaes
OTMEUAeTCsl YXYAILIEHUE HEBPOJIOTMYECKOM CHMIOTOMATHUKH, YTO CBS3aHO C WHIYLUPOBAHHOMN
BBICOKOW MOOMIM3anuell Meau W3 MEYCHH W OTIOXKEHHEM €€ B 0a3alibHBIX s/Ipax TOJIOBHOTO
MO3ra, YTO MPOBOLMPYET WM YCHJIMBAET HEBPOJIOTMYECKY0 cuMnTomMatuky. Oxono 25-30 %
NalMeHToB ¢ 0oJe3Hbio BuibcoHa Ha (oHE Tepanmuu pPa3BHUBAIOT OCTPYIO aJUIEPTUYECKYIO
peakuui0 B BHJAE CbHIIK, JIMXOPAJKH, KpalnuBHULBI. B03MOXHO pa3BUTHE MOJOCTPOU
TOKCHYECKOW PEaKIMH B BHJIE NPOTCHHYPHH, YTHETEHHS KOCTHOMO3TOBOTO KpPOBOOOpAIICHHUS
WM XPOHUYECKOTO TOKCUYECKOTO JCHCTBUS Ha KOXKY (MpexkaAeBpEeMEHHOE CTapeHue, JePeKThl B
dbopMupoBaHUU PYOIIOBOW TKaHW, CEPIIMHTUHO3HBIA MEepHOPUPYIONIUI 3J1acTO3, BCICACTBHE
TOKCHYECKOIO0 BO3JICUCTBUS Ha KOJUIAr€HOBHIE BOJIOKHA, BO3MOXXHO pa3BUTHE CJIa0OCTU
COCYIUCTOM CTEHKH), MMMYHHYIO CHCTEMY C pa3BUTHEM AayTOMMMYHHBIX 3a00JeBaHHUN
(cucreMHasi KpacHasi BOJYaHKa, apTPHUTHI, MOBBIIICHUE aHTHUHYKIEAPHOTO (pakTopa), a TaKxke
CHI)KEHHME PE3UCTEHTHOCTH K MHpekuusam. Ilpu npumenenuu /[-nenuyunnamuna pa3BUBAETCS
HEJOCTAaTOYHOCTh MUPUIOKCHHA, YTO TpeOyeT Ha3HayeHHs BUTaMuHA B6 (MUpUAOKCHH) B 103€
25-50 wmr/cyr. Ilpu pa3BuTHM TOOOYHBIX ACUCTBUH JI-TEHMIMUIIAMUHA HAa3HAYAETCS JAPYroe
aNbTEpHATUBHOE JICUCHUE.
[{uHK TOAaBiseT BCaChIBaHUE MEIW B KHIICUYHUKE U MPUMEHSAETCS KaK albTEpPHATHBHOE
JgeyeHue npu Oosie3Hu Buiibcona. I[lpenapamwvr yunxa (cyavgpam, okucw, ayemam yunxa)(Kom
ATX: AI2CB) WHAYIUPYIOT METAUIOTHOHWHBI DHTEPOIMTOB, OOIANAIONIUX BBICOKUM
CPOACTBOM K M€Y, UTO MPUBOAUT K 3aXBaTy MEIU U3 MUIIM METALIOTHOHUHAMH, CBSI3BIBAHUIO B
SMHUTENNY KUIICYHWKA, W MPEMATCTBHIO a0COpOLMH MeTalmia B CHCTEMHBIH KPOBOTOK C
BbIJIETICHHEM U30bITKA MU C KajoM. [lpenapamul yurnKa MEHEe TOKCUYHBI, YeM XeJIaTOPHI.
Kpome Ttoro, nns neuenus 6onesHun BuibcoHa ucnomnb3yrorcst Tpuenmun (mpudsmuieH
mempamun) M Tempamonudboam ammonus (Kooa ATX — uem), omHako Ha Poccuiickom
(bapMaKoIIOTHYECKOM PBIHKE JaHHBIC TIPENapaThl HE 3apETUCTPUPOBAHBI.
TpancnianTanus nedyenu npu 0ose3nn Buabcona
TpancnnanTamust mevyeHH mpu OONEe3HW BWIIbCOHA BBITIOTHIETCS 110  CIETYIOLIHM
MOKA3aHUSM:
¢ pa3BuTHE QYIHPMHUHAHTHOHN MMEYCHOYHON HEJTOCTATOUYHOCTH,
e Hed(h(HEKTUBHOCTH TEpanMH XeJNaTOPaMH MEAW B TEUCHHE HECKOJIBKUX MECAIEB Y
MAIMEHTOB C JIEKOMIICHCHPOBAaHHBIM IIUPPO30OM TIEUCHH,

® BO3HUKHOBEHHE TSKEJON MPOrpeccUpyIoNlel NeueHOYHOM HEAOCTaTOUYHOCTH IpH
CaMOCTOSITEJIbHOM IPEKpAIEHUHN JICYEHUs, MPOrPEeCCUPYIOUMX U HEoOpaTHUMBbIX
HEBPOJIOTUYECKUX HAPYIICHUSX.

BbDKHMBaeMOCTh MAIMEHTOB B TEUEHHE T0/a TOCJe YPreHTHOH TpaHCIUIAaHTAllUU 110
NoBOJy (PyIbMHHAHTHON MEUYEHOYHOM HEN0CTaTOYHOCTU MpH Oosie3HH BuibcoHa pocturaer
70%, B OTCYTCTBHE TpaHCIJIAHTAIMM BBDKMBAEMOCTh COCTaBISIET €IUHHYHBbIE ciydau. [lpu
TpacIUTaHTAIlMA TICUYEHH Ha CTaIUH JEKOMIIEHCHPOBAHHOTO NHPpO3a IMEYEHHW BBDKHBAEMOCTH
MAIMEeHTOB B TeueHue roga coctamisier 95%, uvepes 5 mer — 83%, uepes 10 mer — 80%.
VYydiienne HEBPOJIOrMUYECKOH CUMITOMATUKHU T1OCIIe TPAHCIIAHTAllMK HaOIrogaeTcs 6ojiee ueM
B 50% ciydaeB. OJHaKO, €CIM HEBPOJOTHYECKask CUMIITOMAaTHKA MEPCUCTUPYET OoJiee 2 JeT Ha
¢doHe jeueHus, ynydllleHue pe3ylbTaToB MOCe MPOBEAECHUS OPTOTOMMYECKOM TpaHCIIaHTAIUH
NIEYEHH WIN MPOJOHKEHHS XeTaTOPHON Tepanuy MajoBepOsiTHO. BEDKHBaeMOCTh MAI[MEHTOB CO
cMmemanHoil (opmoit 6one3nn BuiibcoHa mocse npoBeaeHUs TPAHCIIIAaHTAUK TTE€YEHH HUXKE 110
CpPaBHEHHMIO C TEYeHOUHOW ¢opmol. TpaHCIUIaHTaUMsd TMEYEHH NPUBOIUT K HOpPMaIH3aluu
oOMeHa MeaM, TMOBBIIIEHUIO YPOBHS LIEPYJOIJIa3MHHA B TEPBBIE MECSIIbI IOCIIE OIepaluH,
CHIDKEHHUIO DKCKpELMM MeAU ¢ MOYOM II0CJI€ TPAaHCIUIAHTALMKM C IIOJIHOM HOpMalu3aluen
JIAHHBIX TIOKa3arenerd K 6-9 Mecsy MNOoCieonepalmoHHOIO MEepUoa, MCYE3HOBEHUIO KOJIEI]
Kaiizepa-®@neiimepa y 60JIbIIMHCTBA MAIIMEHTOB.



IIporno3 u ucxoasl 60;1e30H Buiabcona

bonesnr Buibcona sBiseTCS mporpeccupyronM 3a00JeBaHHEM M IPH OTCYTCTBUHU
CBOEBPEMEHHOM Tepanuu OOJNbHBIE YMHPAIOT OT OCIOKHEHHH LUPPO3a MEYCHU W/WIIN PEeXe OT
HPOTPECCUPYIOIIEH HEBPOJIOTHYECKOW cuMmnToMaTuku. [lpm Xenupyromeidl Ttepamuu u
TPaHCIUIAHTAIMU TICUYCHH JUTUTENIbHAS BBDKHBAEMOCTh MAIMEHTOB ¢ 00se3Hbl0 BuibcoHa crana
HOPMOI, XOTSl ¥ HE OIIEHMBAJIACH IIPOCIEKTUBHO.

[Iporuo3 mpu 6Gone3nn BumbcoHa CBS3aH CO CTENEHBIO JIEKOMIICHCAIIMH TEYCHOYHBIX
(GYHKIMHA, TOKECTHIO HEBPOJOTMYECKOH CHUMITOMATHKM M IPUBEPKEHHOCTHIO TEpaItu.
Hopmanu3zanus neyeHouHbIX (GyHKIMN TPOUCXOAMUT Ha 1-2 Toay Tepamuu ¥ HE IPOTrpeccupyer
P [IOJTHOM BBINIOJIHEHUH BCceX pekomenmanmii. KoncepBarusHas tepanus He 3pdeKkTuBHA IpH
(GyIpMHUHAHTHOM TeyeHHH 3aboseBaHus. bbul pa3paboTaH MPOTHOCTUYECKUN HHIEKC 0O0JIe3HU
Bunscona (Dhawan et al.), cornmacHo koTopoMmy oleHka cBbiiie 11 0auioB cBsi3aHa ¢ BBICOKON
BEPOSTHOCTBIO JIETATLHOTO MCX0/1A TIPY OTCYTCTBHH CPOYHON OPTOTOMMYECKOM TPaHCIUIAHTAIN
HICYCHU.

Taoauma 5.
IIpornocrudeckuii unaekc 6oae3au Buiabcona (B Moanduxkanuu Dhawan et al.)
IToka3zarenn 1 6amn 2 Oamia 3 Oamna 4 Ganna
Bunnpy6us (MKMOIIB/1T) 100-150 151-200 201-300 >300
ACT (En/n) 100-150 151-300 301-400 >400
MHO 1.3-1.6 1.7-1.9 2.0-2.4 >2.4
Jletixormrer (10°) 6.8-8.3 8.4-10.3 10.4-15.3 >15.3
AnpOyMUH T/1 34-44 25-33 21-24 <21

*-CyMMapHa;z oyenka ceviwe 11 0Oannos ceA3aHA € BbICOKOU BEPOAMHOCIBIO JNEMAIbHO20 uUcxoda 0Oe3
MPAHCNIAHMAYUU NeYeHU.

HGBPOHOFI/ILIGCKaH CHUMIITOMAaTHKa 00je3HH BUiIbcOoHA YaCcTHYHO O6paTI/IMa IIpu TCpaIrnu
XcjjaTopaMd MW MNPOBCACHWH TpaHCIUIAHTAMKW TI€CYCHHU, 4YTO CBA3aHO C H606paTI/IMBIMI/I
MOPpAKCHUAMHU IMOJAKOPKOBBIX SJICP I'OJIOBHOI'O MO3I'a TOKCUYCCKUMU KOHUCHTPALUAMU MCIU.



