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ABTOpBI NOATBEPKAAKT OTCYTCTBHE (UHAHCOBOH MNMOJAEPKKU/KOH(PIUKTA HHTEPECOB,
KOTOPbIN HE00X0AUMO 00HAPOAOBATD.

BBEJIEHME

bosie3np Bunbcona — peskoe HacielCTBEHHOE 3a00JIeBaHUE, CBSI3aHHOE C HapYIICHUEM
MeTaboan3Ma MeO M HW30BITOYHBIM €€ HAKOIUICHHEM MPEUMYIIECTBEHHO B TICUYEHH U
LEHTpaJbHOW HepBHOU cucrteme. KnuHuueckas kaptuHa Oone3sHu BunbcoHa xapakTtepusyercs
MHOIrooOpa3ueM CUMIITOMOB C NIEpBUYHON MaHH(ecTanuel 3a001eBaHus B I€TCKOM BO3paCTe.

bosesnp BunbcoHa oTHOCHTCS K 4HMcay Haubojee TPYIHO JAMArHOCTHPYEMBIX
3a00JIeBaHU TEYEHU B CBSI3U C JUIMTEIbHBIM JIATEHTHBIM T€YEHUEM, OCOOEHHO Ha HAa4YaJbHBIX
cTanuax 3a0osieBaHUs, U OOJBIIMM NOJUMOP(U3MOM KIMHUYECKOW CUMITOMAaTHKU. B cBsi3u ¢
3TUM OoJie3Hb BuiabcoHa HEOOXOJMMO HCKIIOYaTh Yy KaXIOro MalUeHTa JeTCKOro u
MOIPOCTKOBOT'O BO3PACTA C MATOJIOTMEN NTEYEHH HEYyTOYHEHHON 3THOJIOTHH.

CBOeBpeMEHHOE Ha3Hau€HUE MaTOreHEeTHYeCKOM Tepanuu mnpu Oosie3HH BuibcoHa y
JeTe  CONMPOBOXKJIAETCS  PErpeccoM  KIMHMYECKOM CHMITOMAaTHKH, MpeAO0TBpallleHueM
(dbopMHpOBaHUs LIMPPO3a MEYEHU U HEBPOJOTMUECKOW CHUMITOMATUKH, YIYUYIIEHHEM KauecTBa
JKU3HA M COIMANbHOW afanTanuu pebeHKa. B cBs3W ¢ 3TUM BakHEHIIeW MEIUIIMHCKOW U
COLIMAJIbHOM 3a/1aueil SBJIIETCS PaHHSS IMAarHOCTHKA U aJleKBaTHas Tepanus 6one3Hu BunbcoHa.
JlaHHBI MPOTOKOJI MO JMArHOCTHKE W Tepanuu Oosie3HH BuibcoHa y paeredl co3naH Ha
OCHOBaHHMH cCHCTeMaThdeckoro o63opa murepatypbl 1996-2013 romo Medline (Pubmed
version), Embase (Dialog version) u Cochrane Library databases, ¢ ucrosis30BaHHEM CO3JTaHHBIX
MPOTOKOJIOB TUATHOCTUKU M Tepanuu Oosne3nu Buibcona: Guideline AASLD 2008 (American
Association for the Study of Liver Diseases) u Guideline EASL 2011 (European Association for
the Study of the Liver), MexnyHaponnele KiuHWYeckue pekomeHgauuun 2014 r. mo
JMarHOCTUKE, JICYCHUIO M BEJCHUIO OONBHBIX C MeTabonmdeckumu Oonesnsmu (Physician’s
guide to the diagnosis, treatment and follow-up of inherited metabolic diseases mox pex. N.Blau,
M.Duran, K.M. Gibson, C. Dionisi-Vici. Springer-Verlag Berlin Heidelberg, 2014 r.)



bone3ns BuiabcoHa OTHOCHUTCS K PECAKUM 3360H€BaHI/I}IM, YTO HCKIHOYACT BO3MOXKXHOCTD
IIPOBEACHUA 0OIBIINX KOTOPTHBIX W PAHAOMH3UPOBAHHBLIX KOHTPOJIMPOBAHHBIX I/ICCHe,Z[OBaHI/Iﬁ
U JJI1 CO3JaHUA IIPOTOKOJIOB JUArHOCTHKHM M TEPAIIMU HCIIOJIB3YIOTCA JIMIIb TEMAaTUYCCKHE

HCCIICJOBAaHUs SKCIIEPTOB, OHY6J'II/IKOB8,HHBIC B MMOCJIICAHUEC NCCATUIICTUSA.

OIIPEJAEJIEHUE

bosesnp BuiibcoHa - penkoe HacieAcTBEHHOE 3a00Ji€BaHME, CBA3AHHOE C HAPYLICHUEM
MeTaboaM3Ma MeAM M H30BITOUYHBIM €€ HAaKOIJIEHHEM B pAa3JIMYHbIX OpraHax M TKaHsX,
IIPEUMYILECTBEHHO MPOSBIIOIICECS] CUMIITOMAaTUKONM IOPAKEHHUS II€YEHU M LEHTPAJIbHOU

HEPBHOU CUCTEMBI.

KO/ I1O MKB-10
E 83.0 - Hapymenue ooOMeHa Meau

I'EHETUYECKHE ACIHEKTBI U SIIMAEMHUOJIOIUA

[Tatonoruyeckuii reH, OTBETCTBEHHBIN 3a pa3BuTHE Oosie3nu Buiibcona — ren ATP7B,
JIOKQJIN30BaH Ha JJMHHOM Iuiede 13 xpomocomsl (13q14.3-q21.1), coctoutr u3 21 3kx30Ha u
IPUMEPHO 7,5 THICSY TETEPOUUKINYECKMX OCHOBAaHUM HYKJIEMHOBOW KHUCIOTBHL. Tum
HaclieIoBaHMs 3a00JIeBaHUSI ayTOCOMHO-PELIECCUBHBIN. B HacTosiee BpeMs M3BECTHO OKOJIO
500 myrauuit rena ATP7B, u3 kotopslx 380 uaeHTHU(UIIMPOBaHBI B MaTOreHe3e 3a00JeBaHusl.
YacroTa BcTpeuaemoctu 6one3nu Buiibcona B nomymsiuu kosedsercs ot 1:30000 no 1:100000,
C YacTOTOW TeTepO3UrOTHOTO HOCUTENbCTBA marosnorudeckoro reHa 1:90. HawubGonee
pacnpocTpaHeHHOW MyTaunued B reHe A7P7B cpeau €BpONEOMIHON DPAChl SBISAETCS MyTalus
3207C>A (H1069Q) B »sk30He 14. Oxomo 50-80% mamueHToB ¢ Oone3Hb0 BuibcoHa,
npoxkuBaronux B crpaHax llentpansHoii, Boctounoiti u CeBepHoii EBpormbl sBISIOTCS
HOCUTEIIIMU IO KpaillHEd Mepe OJHOW ajuieln ¢ JaHHOM wmytarued. Cpenud eBpOIeincKoro
HaceJIeHHsI BCTPEYAIOTCS TakKe MyTauuu B dk30He 8 (2299insC, G710S), B sk3ome 15
(3402delC), B sk3ome 13 (R969Q). Onnako, 9acTtoTa BCTPEYAEMOCTH JIAHHBIX MYTallUiH
cocraBisier MmeHee 10%. Yactora BcTpeuaemoctn mytanuu H1069Q B poccuiickoii momysisiun
cocrasiset 30,5%, myraruu 3402delC — 2,2%. B Bpasunuu B 30% ciaydaeB bB onpenensiercs
mytanust 3402delC, cpenu monrmougHoi pacel - wmyrtamus 2333G>T (R778L) B 8 sk30He,
uaeHTuunupyemas ¢ vactrotrod 12-45,6% B 3aBUCHMOCTH OT TEPPUTOPHAIBLHOTO apeana
NpoXUBaHUS. 3a0o0JieBaHUE TPOSBISETCS MPU FOMO3ZUTOTHOM MIIM KOMIAYHI-T€T€PO3UTOTHOM

HOCHUTEJIbCTBE MyTauuii reHa ATP7B.



IMATOT'EHE3

ATP7B - ren AKCIIPECCUPYETCsl, B OCHOBHOM, B TICUEHHM W KOJIUPYET
MenpTpancnoptupyoiyrw ATd-azy (ATd-aza 7B, ATd-aza 2, ATd-aza P-tuna).
['eHeTndecku nerepMUHUpYEeMOe CHIDKeHHE (DYHKIMU Menb-TpaHcrioptupytonieid ATd-a3er B
pe3ysbTaTe MOJICKYISIPHBIX 1ehekToB B reHe ATP7B NMpUBOANT K CHIKEHUIO renaToOMInapHOn
OKCKpELUMU MEIM U HapyLIEHUIO BCTPAaMBaHUA MU B ILEpPYJIOIUIa3MHH, B pe3ylbTare
JKCKpETUPYETCS M UUPKYJIUPYeT amolepysioIuia3MuH (HEHarpy>KeHHBI MeIblo, CpOK
MOJIYBBIBEJICHUSI KOTOPOTO COKPAIAETCS BBOE, UTO U OOBSACHSAET TMIIOLEPYIOIIa3MUHEMHIO), a
Me/Ib HAKaIUTMBAETCS B PA3JIMYHBIX OpraHax U TKAHSIX, MPEUMYILECTBEHHO B MEYEHHU, TOJIOBHOM
MO3Te, pOTOBHIIE TJ1a3a, MOYKax, 00ecreunBast MOITUMOP(PHU3M KIMHUIECKUX MOSBICHUI 00JIe3HN
Bunbscona. Bes nupkynupyromasi (B CBIBOPOTKE KPOBH) Mellb CBsi3aHa LIEPYJIOMJIa3MUHOM, a
napagokc bB, mpu koTopoil oTMeyaeTcs HHU3KHA ypOBEHb MEIU B CBHIBOPOTKE KPOBHU MpHU
neperpy3ke TKaHel, OOBSICHSICTCS HU3KUM YpPOBHEM IiepysorurazmuHa. [Ipu Tspkenbix dopmax
BB, npoTtekaromux ¢ UTOIU30M, TOBBIIIEHUE KOHIIEHTPAIIMN MEIU 10 HOPMBI U BBIIIE CBSI3aHO
C pacmaaoM TEeperpy)KeHHbIX  MEAbI0  TIenaToluuToB, CBOOOAHas (HE  cBsI3aHHAs
LEPYJIOIUIa3MUHOM) Me/Ib KpaliHe TOKCHYHA U MPOBOLUPYET FreMOIUTUYECKUE KPU3BIL.

B opranusm menp moctymnaeT B OCHOBHOM ¢ mwmiei (Tabmn.l). Hambomnee GoraTsl Menbio
CIIEeyIOIMe MPOAYKTHI: ME€YeHb, MOJUIIOCKH, KpaObl, KPEBETKH, YCTPHIIbI, JOOCTEPHI, COEBbIE

000BI, ITOKOJIAJT, OPEXH.

Ta6auna 1.
Coaep:xanue Meau (Mr) B HEKOTOPBIX NPoAYKTax nutaHus (Ha 100r)

[Iponykr Menp, mr B 100r IIponykr Meng, mr B 100r
[leyeHp Tensubs jxapeHas 23,9 Masnmna 0,170
[leyenp GapaHbs xkapeHast 13,5 AbGpuKoc 0,170
Ycrputipl 7,5 Penmuc 0,150
Yrpu BapeHsie 6,6 Aina KypuHbBIe 0,150
Hpoxoku cyxue 5,0 Kaprodenn 0,140
Kaxkao-nopomiok 3,9 Caekna 0,140
[Trope TomatHOE 2,9 Baknaxxan 0,135
CeMeHa OJICOTHEYHNKA 2,3 Kusn 0,135
Opexu Kelibio 2,1 YecHOK 0,130
KpeBeTku BapeHsle 19 KppixoBHUK 0,130
KpaOs1 Bapensie 1,8 CMoposanHadyepHas 0,130
Opexu Opa3uiIbCKue 1,8 3eMJITHUKA CaloBast 0,125
CeMeHa THIKBEHHbBIE 1,6 Cainar 0,120
CeMeHa KyHXKyTa 15 I'pyma 0,120
Taxunu 15 Kanycra Opokkosnn 0,120
Owmapsl BapeHble 14 SA6n0ku 0,110
Opexu rperkne 1,3 [Momunop 0,110
Opexu KeIpoBbIe 1,3 Penpka 0,100
OyHIyK 1,2 Orypist 0,100
Apaxuc 1,0 Heper KpagHHﬁ 0,100

CIIaIKui




Kamsmapst 1,0 Bummas 0,100
Munpgans 1,0 Jlyk 3encHbIl 0,092
ducraniky kapeHbie COJICHbIE 0,8 Cnusa 0,087
CMopoauHa 0,8 Jlyk pervaThiit 0,085
I"opomiek 3eneHsblit 0,75 MopKOBb 0,080
ApaxucoBoe Macio 0,7 Bunorpan 0,080
['pubsI 0,7 Kanycra 3enenas 0,075
Yeuepuia 0,66 Coip Yenuep 0,070
I'peya sapuia 0,64 ChIp pocCUHCKUI 0,070
puc 0,560 ChIp pacCoJIbHBIM 0,070
repKyJiec 0,450 AnenscuH 0,067
KYyKypy3a 0,290 ChIp aJpITeicKuit 0,060
JINIMOH 0,240 J s 0,047

CyrouHas moTpeOHOCTh - 2-4 MI MeOu B CYTKU. BepxHuil n0mycTHMBbI YypOBEHb
notrpebnienust meau - 5 mr (Jlanasie ['occamdnuananzopa Poccun). Jdedunur mean B opraHuzMe
MOYKET Pa3BUBATHCS MPH HEJOCTATOYHOM IMOCTYILICHHH 3TOTO dieMenTa (1 Mr/cyTku u MeHee), a
HOpOI TOKCUYHOCTH JIs yesioBeka paBeH 200 mr/cyTku. Pa3zinuuHble MyTalluu MOTYT BIMATH Ha
pasuble ¢pyHkuuu ATP-a3el 7B B pa3HOil cTeneHH, MO3TOMY, MOXHO MPEINOJI0KHUTh, YTO MPU
HEKOTOPBIX MYyTallUsAX HAPYIIAETCS SKCKPELMs ME/IU B KeJIUb, HO IIPU 3TOM BCTPAauBaHUE MEAU B

LEPYJIOTUIa3MHUH U €ro SKCKPEIHs B KpOBb HE u3MeHsieTcs (puc.1).
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Puc. 1. TpancnopT Meau BHYTpHU renaToLuTa

[Tarorernsie 3(PexTh N30BITKA MEIU B KIETKE OMOCPEIOBAaHBI TeHEpAIUe CBOOOTHBIX
paJvKalioB, KOTOPhIE HMCTOMIAIOT KJIETOYHBIE 3amachl TIIOTATHOHA U TOKO(heposa, OKUCISIIOT
munuabl, (GepMeHTBl M OeNKW [HUTOCKeNeTa. BClencTBUE TMOBBIMICHUS BHYTPUKICTOYHOU
KOHIIGHTpAIlMd MEIU TIOBPEKIAETCS MHOXXECTBO BHYTPUKIECTOYHBIX CHCTEM, XOTS TOYHAas
KJIETOYHAs] MUIIEHb, Ha KOTOPYIO BO3JEUCTBYEeT HW30BITOK MeIu, Hew3BecTHa. Ha paHHHX
CTaAUSAX MEUYEHOYHO-KJIETOYHOrO MOBPEKACHUS BOBJICUEHHUE B IMPOLIECC SHIOMIA3MATUYECKOTO

PCTUKYJIyMa, MHTOXOHI[prI, IMEPOKCUCOM U AAPBIIICK B COYCTAHUMU CO CHUIKXCHUCM aKTUBHOCTU
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MUTOXOHJIPHATILHBIX (DEPMEHTOB BEAET K MEPEKUCHOMY OKHCIICHUIO IJUMHUAOB, HAKOIUICHHIO
TPUTIIUILIEPUIOB, a lajiee — K HEKpO3y renatouutoB. O0pa3yrouiics B pe3yibTaTe NEPeKHUCHOrO
OKHUCJICHUS JIMIUAOB MAaJIOHOBBIN IHANbAETU]] CTUMYIUPYET CHUHTE3 KOJUIareHa, CIOCOOCTBYS
¢ubporenesy. Jluzuc neperpyKeHHbIX MEJbI0 IeMaTOMUTOB MPUBOIUT K IMOBBIIICHUIO YPOBHSA
CBOOOIHOW MeIH B CHIBOPOTKE KPOBU U, CIIEIOBATEIBHO, KOMIICHCATOPHOMY ITOBBIIICHUIO

CYTOYHOM 3KCKpELUU €€ C MOUOH U HAKOIUJICHUIO B OpPraHax-MHUIIEHSX.

KIMHUYECKAS KAPTHUHA (Tab.a. 2)

Knunndeckass kaptuHa Oone3HH BuibCOHa — XapakTepu3yeTcss MHOTrooOpaszueM
CHUMIITOMOB U PEIKO MaHU(ecTupyer 10 S-neTHero Bo3pacrta. OHAKO, OMUCAHBI ClIy4yau J1e0roTa
6one3nn BunbcoHa y pebeHKa 10 AOCTHXKEHMs 2-X JIeT, LUppo3a MEYeHH B UCXoje Oose3HU
Busnbcona y 3-x neTHero pedeHKa U pa3BUTHE OCTPOI IIEUEHOUYHON HEJ0CTaTOYHOCTH Y peOeHKa
5 ner.

Pa3zBepHyTass KJIMHUYECKas CHMITOMaTHKa Ooyie3Hn BuibcoHa XapakTtepusyercs
3HAYUTENBbHBIM pa3HooOpa3ueM, OOYyCIOBICHHBIM M30bITOYHBIM HAKOIUIEHUEM MeEAM B
pPa3IUYHBIX OpraHax M TKaHSAX M MPEUMYLIECTBEHHO MPOSBIAECTCS CUMITOMAaMHU IOPAXKECHUS
NI€YEHH, [ICHTPaIbHONH HEPBHOM CUCTEMBI, IJ1a3, peKe MOYEK, KOCTEH, ceplia, Keie3 BHYyTpEHHEN
cekperuu. HeBposornueckas cumnromatuka Oosie3Hn BuiibcoHa manHugectupyer mosxe, yem
Nopa)keHHe MeueHH, B OOJIBIIMHCTBE CIy4aeB Ha BTOPOM — TPEThEM JECATUIIETUH KU3HH, HO
MOYKET TPOSBIATECS U B JIETCKOM BO3pacTe ¢ 4acTtoroit mo 26%. Hambonee paHHuii Bo3pact
nebroTa HEBPOJIOTMYECKOM CHMIITOMAaTHKU Oone3Hn BunbcoHa omnmcan y pebenka 4 ner,
NEYEHOYHOH — y peOeHKka 2 neT.

ITopaxenue neyenn npu 0ose3nn Buiabcona

CuMrTombl mopakeHus edeHu npu Oosie3HU BunbcoHa y nerell BecbMa BapuaOelbHbI U
UMEIOT TEHJIEHIUIO K Oosee paHHeW MaHU(ecTald, YeM HEBpOJOTrnyeckass CUMITOMAaTHKA.
[lepBuuynas Manudecranus Oone3Hn BuiabcoHa MOXeT ™poTeKaTb B BHJIE OCTPOTO
(GyIbMMHAHTHOTO TemaTuTa, NPOSBIAIOLIErocs Koarynonatued, sHuedanonaruert, KymOc-
HEraTUBHOM N€MOJINTHYECKON aHEMHUEH, TEYEHOYHOKIIETOYHON M TOYE€YHON HEJOCTATOYHOCTBIO,
C BBISIBIIGHUEM 3HAYUTEILHOTO MPEBBIIIEHUS MEIN B CBIBOPOTKE KPOBU U MOYE.

Knunnueckast kKapTuHa XpOHHYECKOTO TenaTuTa mpu 0one3Hu BuibcoHa Mano oTauunMa
OT TIOpaXEHHMsI TEYeHH JPYyroro reHe3a M 0e€3 MAaTOreHeTHYEeCKOM Tepanuu TNPUBOJUT K
(GOpMHUPOBAHHIO IUpPpO3a TMEYEHHU, YTO JUKTYeT HEOOXOJMMOCTh HCKIIOYEHHs] OO0Je3HU
Bunbscona y Bcex ManyeHTOB ¢ XPOHUYECKUM MOPaK€HHUEM TEUEHOUYHOM MapeHXUMBbI ¢ 1in 0e3
UppO3a IEYECHU. XapaKTEpPHOM UepTOM XPOHMUYECKOro rematuta npu Ooje3sHu Buibcona

SABJIACTCA  yMepeHHoe noesvbluiernue OUOXUMUYECKUX mapkepoe yumoJausa, xojgecmasa u
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ounupyoUHO08020 0OMEHA C BLICOKUM VPOBHEM CMPYKMYPHBIX USMEHEHUU NeYeHOYHOU
napeHxumsl TpU MOPQOJIOTHYECKOM HCCIeIoBaHUU OuonrtaTtoB medyeHu. bone3nbp Bunbcona
MOKET KJIMHUYECKH [MPOTEeKaTh MO THUIy ayTOMMMYHHOIO Te€MaTuTa, C BbISBICHUEM
MOBBIIICHHOT'O YPOBHSI CHIBOPOTOUHBIX UMMYHOTJIOOYJIMHOB M HeCleUU(PUIECKUX ayTOaHTHUTE,
CJIeZIOBAaTENIbHO, HEOOXOMMO HCKIII04aTh 0oyie3Hb BuibcoHa M y OONBHBIX ¢ ayTOMMMYHHBIM
rernaTuToM Npu HeI(P(HEKTUBHOCTH KOPTUKOCTEPOUTHOM Teparuu.

[Topaxenue neuenu npu 601e3HU BusibcoHa y neTeil nmpu 0TCyTCTBUU MaTOr€HETUYECKOM
TEepanuu XapakTepusyeTcs BBICOKOM uactoToi (44%) dopMupoBaHHsS HUPPOTUUECKOU
Tparcopmanyu nedeHu B mydepTatHoM niepuoje. [Ipu oTcyTcTBHE ITUppo3a MEYCHH OTMEUYCHO
npeoliajaHie CHMIITOMOB XPOHHYECKOTO TelaTUTa MUHHUMAIBHOH M yMEPEHHOW CTEIeHU
AKTUBHOCTH.

Mopdonoruueckue HU3MEHEHUs TMe4YeHW TMpu Oone3Hn BuibcoHa He SBISIOTCA
NAaTOTHOMOHMYHBIMA W BKJIIOYAIOT B ce08  Ha pPaHHUX CTaAUAX TPUSHAKU HCUPOBOLL
uHurbMpayuy  2enamoyumos  (KPYNnHOKAneuvbHoUu U  MEIKOKANeNIbHOU),  2NUKO2EHOB80U
Oecenepayuu s0ep U HOKANbHLIL 2enamoyelntoIapHblll. HeKpo3, a makxdce npeobaadarue
MUHUMANBHOU U HU3KOU CMeNneHu aKmueHOCMU B0CHAIUMENIbHO20 Npoyecca 8 COYemaHuu ¢
8bICOKOLL 00JIEll BbIPANCEHHBIX hubpomuueckux usmenenuil (puc.2-4). Kak mosjararoT, )upoBas
JiereHepalysi TernaTouuToB Npu Oone3HN BuibcOHa CBs3aHa C OKCHAATHBHBIM IOBPEXKICHUEM
MUTOXOHJIDHI C TMOCIEIyIOIIUM HapylIeHHeM MeTa0olu3Ma JIMIHIOB, a BOCHAIUTEIbHBIC
MPOSIBIICHUSI — C TEPEKUCHBIM OKHCJICHHEM JIMIUJO0B, TeHeparueil CBOOOTHBIX PaIUKAIOB U
UCTOIICHUEM 3aIlacoB TIIIOTaTHOHA B PE3yJbTaTe HAKOIJICHHWS M30BITKA MEIW B TENaTOIUTAaX.
OnucaHbl TUCTOJIOTHYECCKHE W3MEHEHHUS TMEYCHOYHOH MapeHXUMBI 10 THITY ayTOMMMYHHOTO
remaTuta, BUPYCHOTO, aJKOTOJIBHOTO M JIEKAPCTBEHHOTO TMopaxeHus medeHu. [lo mepe
MIPOTPECCUPOBAHUS MTOBPEKICHUI apeHXUMbI, (hopMupyetcst (Gubpo3 u, BIOCIEICTBUH, ITUPPO3
nedeHr. OOBIYHO BCTpEUYAETCs TUCTOJIOTUYECKAs KapTHHA KPYIMHOY3JIOBOTO LHMPpO3a TMEeUeHH B
ucxoe 6osie3Hn BuiibcoHa, 0JJHAKO, OMMUCAHBI CITy9an ¥ MEIKOY3JI0BOTO IUPPO3a.

JlJiss Ka4eCTBEHHOTO BBISBICHUS JIETIO3UTOB MM B MEYCHOYHOW TKAHU HCIIONIB3YIOTCS
pa3n4YHble TUCTOXMMHUYECKHE METOIbl OKPAaCKU (pooamun, pybeanosas Kuciomd, OpCeuH,

memoo Tummca c cepoii), OAHAKO, BCE OHU UMEIOT HU3KYIO IMarHOCTUYECKYIO [IEHHOCTh



Puc. 2. Mopdonoruueckoe
HCCIIeIOBaHUE TKaHU
neveHu y pebeHka 14 net ¢
Oone3npio Bunbcona
(oKpacka reMaTOKCHINHOM
1 303UHOM, YBEIHUCHHUE
x400):

A- cna0o BbIpaykeHHAs
HHOPUITBTPAIHS
MOPTaIBLHOTO TPAKTa

b - xpynHO- 1
MEJIKOKaIeIbHOe
O’KHpPEHHE TeNaTOLUTOB

B — Bakyonusanus saep
renaToLHUTOB.

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 ¢
Oone3Hbpto Buiibcona
(oxpacka o Ban-I'u30H,
yBenuuenue x400):

A- opTo-TIopTallbHAS
cernra

B — 3oHbBI
MEPUTenaTOLEIUTIOISPHOTO
¢$ubdpo3a.

HeBPOJIOFI/I‘ICCKI/Ie NMPOABJICHUSA 0os1e3HM Buibcona
Hakonnenne wmeau B TOJOBHOM MO3re npu Oone3nn Bunbcona IPpUBOJUT K

HOBPCIKKACHUTIO 0a3allbHBIX TaHIJIUEB C pasBUTUCM  2uno- - uiu eunepKuHemuquKozZ

akcmpanupmudﬁod cumnmomamuku B BUIOC aKUHen’lUKO'pMZM()HOZO cum)poma, amaxkcuu,



mpemopa, — OucCmoHuyeckoeo  cunopoma. HeBponorndeckue HapylmleHHs pPa3BHBAIOTCSA
IIOCTENIEHHO U 0e3 Jle4eHHs HEYKIOHHO nporpeccupyroT. llcuxuueckue HapylmeHus IOpu
6one3nn Bunbcona Berpeuarotes B 10% citydaeB M BKIIOUAIOT B ce€0sl HapyuieHue nogeoenus,
azpeccuio, pobuu, MaHuu, NCUXO3bl, UHMENLEKMYATLHYIO U KOCHUMUBHYIO He0OCMAamoO4YHOCTh, a
TaKXKe CHHIPOMAIIbHBIE COCTOSIHUS: OUNOJApHbIE pacCmpoltcmed, oenpeccuu, OUCUMUL.
OmnucaHbl TaKXe MucpeHu, 20106Hble OOU, OecCOHHUYA, SNUNenmuiecKue npuUcmynsl 'y 1eTel ¢
HEBPOJIOTUYECKON CUMITOMATUKOM Oose3Hu Bubcona.

JUid BBISBIECHHSA CTPYKTYPHBIX M3MEHEHUH TOJIOBHOIO MO3Ira IIPH HEBPOJIOTHYECKON
cumnromaruke 6one3nu Bunbcona ucnonszyror MPT u KT ronosrnoro mosra. HambGonee wacto
BBIIBIISIIOTCS nonudicenue naomuocmu Ha KT u eunepunmencusnocmo cuenana 6 T2 u T1 (puc.5)
pexxumax MPT B o0nactu Ga3albHBIX S€p TOJIOBHOI'O MO3ra. TakxkKe BBISBISIOTCS U3MEHEHUs.
cueHana 6 obaacmu cmeoua 20J106H020 MO32d, MANAMYCA, MO3IHCEUKA 8 COUemanuu ¢ Ougpgysnou
ampogueti Kopvl u beno2o ewecmsa 20106H020 mMos2a. VI3menenust MP-curnana ot CTpykTyp
TOJIOBHOTO MO3ra MOTYT OTCYTCTBOBath y 7-17% pjereét co cmemanHoi ¢opmoit Oome3HH
BunpcoHa mpu HalIM4MKM HEBPOJIOTMYECKONM CHMIITOMAaTHMKHA B BHJE TpPEMOpa, AU3ApPTPUU U
W3MEHEHHUs MBILIEYHOTO TOHYCa II0 SKCTpalmMpaMUIHOMY Tully. B Toxe Bpems M3MEHEHHs Ha
MPT u KT ronoBHoro Mosra MOryT onepexarb pa3BUTHE HEBPOJIOTMYECKONM CHUMITOMATHKH B

10% ciyuaeB 60e3an BuibcoHa u ObITh 00paTUMBIMU Ha (DOHE MEIbXENATUPYIONIEH Teparnuu.

Puc.5. YVeunenue MP cuenana 6 T-2 pesicume om noOKopKo8wix s10ep 20108H020 MO32A Y 0€BOUKU

11 nem co cmewannoi ghopmotii boneznu Burvcona
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ITopaxenue ria3 npu 0ose3nn Buabcona

Odranbmonoruueckue MposiBiieHUs npu Oosne3Hu BuibcoHa BKIIIOYAIOT B cebs Koabya
Kaiizepa-Dnetimepa u meonyro kamapakmy no muny «nooconunyx» (puc.3). Komnprna Kaiizepa-
Qnelimepa MPeACTaBIAIOT COOON OTIIOKEHHE JIETIO3UTOB MEAM Ha BHYTPEHHEH MOBEPXHOCTH
pOTOBUIIBI B JIeCIIEMETOBON  obOonouke. Bmsyanusamus kombia  Kaiizepa-®neitmepa
MIPOU3BOJIUTCS TIPU OPMATbMOLOSULECKOM OCMOMpPe NPU NOMOWU Wjene8ot 1aMNbl, THOT/IA TIPH
MOMOIIM TOHHOJUH3, B JajeKo 3allellINX CTaausx 3a00JeBaHUS MOXKHO BHIETh KOJbBIIO
HEBOOPYKEHHBIM B3TJISOM.

I'opaszno pexxe mpu Gone3Hu BuibcoHa BcTpewaercss passumue MeOHOU Kamapaxkmol 6
sude «nooconnyxay. Karapakra He BIUSET Ha OCTPOTY 3PEHUS M BUBYAIU3UPYETCS MPU [TOMOIIU
IEeJIEBOI JTaMIIbl B BUJIE CEPOT0 WMIIM 30JI0TOTO JUCKa Ha MepefHeil 000JIouKe XpycTaauka, OT

KOTOPOI'o paAuaJIbHO OTXOJAT JIYyUU Ha HepI/Iq)epI/II-O XpyCTalIrKa.

A B

A Konbia Kaiizepa-®neitiiepa (0T/10KeHHE AETTO3UTOB MEIU BO BCEX KBAJPAHTAX POTOBUIIBI) Y
JeBOYKHU 14 ner.

B: Mennas katapakTa «IOACOTHYX» y I€BOYKHU 14 JeT.

Puc. 6. Konvya Katizepa-@netiuepa u MeoHas KAamapakxma «nOOCOIHYX» npu
ogmanvmonocuueckom ocmompe y oemeti ¢ 6one3uvio Bunvcona

Ilopasenue gpyrux opranos npu 6os1e3un Buibcona

ITpu Gone3nu Buibcona HaGmonaeTcs MUPOKUI CIEKTP BHENEUEHOYHBIX MPOSBICHUH,
OJIHAKO YacTOTa WX BBISABICHUS B NeAMATpUyecKoW mpakTthke He mnpesbimaer 10%. K wum
OTHOCSIT  MOpadiCeHue ONOPHO-08UAMENbHO20 annapama ¢  6blAGIeHUeM  CUMNMOMO8
0CMeoManAyuU, 0Cmeonopo3a, 0CMeoapmpumos, XOHOPONAMuU, CHOHMAHHBIX NePeloMOs,
cyoxonopanbHulx  Kucmosuvlx  gopmayui. Hambonee yacTol nokanuzanueil —sBseTcs
MIO3BOHOYHMK M KOJIEHHBI! CyCTaB.

Onucanbl nospescoenus Mmvluy Tpu Oone3Hn BuibcoHa, NpoTeKarol[ye M0 THILY

pabaoMuoau3a, BCIASACTBHUE TTOPAYKEHUS MBIIICUHBIX MUTOXOHIpUH. OTIOXEHNE U30bITKA MEIN
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B CEpACYHOUN MBIIIIE MPUBOAUT K (GOPMUPOBAHUIO KAPOUOMUONAMULL, APUMMUL, OUCHYHKYUU
CUHYC08020 V3714.

JpyruMu  peAKUMHU  TpOsABIECHUSMU Oosie3HH BuibcoHa SBISAIOTCA  CHUMIITOMBI
MOBPEXKACHUS ~ Kelle3  BHYTPEHHEH  CeKpeluu,  XapaKTepu3yllluecs  CHUMITOMaMHU
2UNONAPAMUPEOoOUMA, CUNEPAPOIAKMUHEMUU, aMeHopeU, 6ecnioous, NOGMOPHLIMU INUZ00AMU
HeBbIHAWUBAHUS OepeMeHHOCTNU.

Topasicenue nouex npu 60ne3un BuibcoHa cBs3aHO ¢ BO3/€icTBUEM M30bITKA MeIU Ha
pPOKCUMaJbHbIe KaHaNblbl. CrekTp TyOyJlspHBIX TUCHYHKIMI pa3HOOOpa3eH OT BbISBICHUS
NOBbIULEHUSL IKCKPEYUU MOUeB0ll KUCIOMbL ¢ MOY0U 00 ¢hopmuposanus cunopoma Pankonu ¢
amunoayuoypuel, HOYeYHbIM KAHATbYEBbIM ayud030M, 2NIOKO3Ypuel U 1eKmpoaumHbimMu
HapyweHuamuy. HapyeHne SKCKpelnun JIEKTPOIMTOB MOXKET MIPUBOJIUTE K HePPOKANbYUHO3) .

T'emonumuyeckas anemus BBISBIsSeTCA Tpu 0ojie3nn Bunbcona ¢ wacrortoir 1-12% wu
CBsI3aHA C TOBBIIICHUEM CHIBOPOTOYHOTO YPOBHSI MEAHM B PE3y/IbTaTe HEKPO3a TeMaTOIMTOB.
['emonuTHYECKAs aHEMUST MOXKET OBITh OCTPOM M aCCOIIMUPOBATHCS C PE3KUM MOTBEMOM YPOBHS
OmnMpyOnHa, codeTaThCsl ¢ PyIbMUHAHTHON MEYEHOYHON HEIOCTAaTOYHOCTHIO, a TAKKE HOCHUTH
c1a00 BBIPAXKEHHBIN MEPCUCTUPYIOMIMNA XapaKTep, IPUBOJS K XPOHUYECKOW aHEMUU U SBISSCH
NEpBBIM  CUMOTOMOM  MaHHdecTanmmu  Oonesnn  Buibcona.  [loBTOpHBIE — 3MU307bI
TeMOJINTUYECKUX KPH30B MPHUBOAT K PA3BUTHIO JceryeKkameHHol bonesHy. KaMHI CMEIIaHHOTO

TUIa, 00pa30BaHbl COIIMH OMIIMPYOMHA U XOJIeCTepUHA.

Taoauna 2.
Kinnuyeckue npusHaku 0oJiesin Buibcona

[IposiBnenus 601e3HU CUMIITOMBI
Bunbcona

ITopaxeHue neueHn e beccuMmnToMHas remaroMeranus

e l30nupoBaHHas CIJIEHOMEraaus

Huronutuyeckas aKTUBHOCTb OMOXUMHYECKUX
IoKa3aTesen

Creartorenartur

OcTpplii (QyIbMUHAHTHBIN) TENaTUT
AyTOMMMYHOINIO/I00HBIN renaTuT

uppo3 neyenun

ITopaxxenne LITHC JlBurarenbHble HapylIeHUs (TPEMOp, HENpPOU3BOJIbHBIE
JIBUKEHUS)

CiroHoTEeueHue, TM3apTpus

Purnanas nucronusa

[IceBnoOynb0apHbIi CUHIPOM

Bererococynucras AucToHuUs

MurpeHeno100HbIe TOJIOBHBIE 00JH

becconnia

JucTonndeckue aTaku
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[TcuxunaTpudeckue e Jlenpeccus

CHMIITOMBI e Hesporuueckoe noseneHune
e lI3MeHeHus TMYHOCTH
e Jlcuxo3
Jpyrue cucTeMsl e Odranemonorus: konbia Kaitzepa-dneiimepa, «MemaHas»
KaTapakTa

e [‘emonuTHyeCcKasi aHEMHUS

e JlepMaTOJIOTHYECKUE TMPOSBICHUS: «TOJyOble HOITEBbBIE
JTYHOYKH

e [laTonorus mouek: aMuHOALUYPUS, HEPPOIUTHA3

e [laTonorus ckenera: paHHHI OCTEONOPO3, APTPUT

[Topaxenue cepana: KapAUOMUONATHS, HAPYIICHUS PUTMA

[TankpeaTut, xenyekaMmeHHasi 601e3Hb

l'unonaparupeou3M, TUTaHTH3M

Hapymenne  MeHcTpyanbHOro — IMKIA,  Oecriioaue,

TTOBTOPHBIC BBIKUIBIIITI

KIJACCUHDUKALIUA
B coorBerctBuUM ¢ wMmexayHaponHoil knaccubukanuedn u MKB 10 wucnomssyercs

HOMEHKJIaTypa 00je3Hb Buibcona (E83.0 — wnapymenue o6mena wmeau). OgHako B

OTEUECTBEHHOW JIUTEpaType TakKe I[PUMEHSETCS CIeAYIoLas TEPMUHOJIOTUS: 00Je3Hb
Bunvcona-Konosanosa, 2enamoneHmuKyIapHas OezeHepayus, eenamoyepebpanbHas
oucmpodghus.

B Hactosmee BpeMsi HCHOJb3yeTcs KiacCU(pUKalMs, MOCTPOEHHAs HAa KIMHUYECKHUX
npu3Hakax OO0JIE3HHM, COUYETaHWsl MOPaKEHUS MEYeHM W LEHTPaJbHOW HEPBHOW CHUCTEMBI,
npeanoxennas J.Walsh (1983):

®opmbl Gosie3nn Buabcona (knaccudukanus J.Walsh, 1983):

e OeccumrnToMHas Gpopma;
e TeueHOYHas QopMa;

e 1epedpanbHas popma,
e cMmemaHHas ¢popma.

Cornacho knaccudukauuu H.B. KonoBanosa pacno3Hatot 5 ¢popMm remnaro-nepedpaibHON
muctpoduu (1960), B 3aBHCUMOCTH OT BOBIICYCHHS] B MATOJOTHYECKUIM MPOIECC TEUYEeHU U
LEHTPaJIbHOW HEPBHOW CUCTEMBI U XapaKTepa SKCTPAUPAMUIHON CHUMITOMATHKH.

e bpromHasa (adgomuHanbHas) popma - TOKETOE NMOpPAKEHUE NEUEHHU, NMPUBOASIILEE K
CMEpTH paHbllIe MOSBICHUS CUMIITOMOB CO CTOPOHBI HEPBHOM CHUCTEMBI; 3a00JI€BAIOT JIETH.
E€ nponoiKuTenbHOCTh OT HECKOJIBKUX MECALIEB 10 3-5 JIET IPU OTCYTCTBUU TEPAIIHH.

e PuruaHo-apuTMorunepKkuHeTHYecKasi, Wi PpaHHAs ¢opMa oTIMYaeTCS OBICTPHIM

TCYCHHUEM, HAYHUHACTCAd TaKXKE B JOCTCKOM BO3pPaAcCTE. B xmmHmueckon KapTUHC
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npeo0iasaloT MbIIIEYHass PUTHIHOCTh, NPUBOIAIIAS K KOHTpPAKTypaMm, O€IHOCTh U
3aMEIJICHHOCTh JBMJKEHUM, XOpeoaTeTOMJHbIE WIM TOPCHUOHHBIE HACHJILCTBEHHBIE
NBWDKEHUS. XapakTepHbl [Ju3apTpus U Jucdarus, CyJOpOXKHBIE cMex U Iiad,
apdeKTUBHBIE PACCTPOIICTBA U YMEPEHHOE CHUKEHUE MHTEIUIeKTa. 3abojieBaHUE UIUTCA
2-3 rona, Oe3 JIeueHHs 3aKaHYMBACTCS JIETAJILHO.

e JlpoxkaTelbHO-PUTHAHAsA popMa BCTpedaeTcs Yalle APYTruX; HAUMHAETCS B IOHOIIECKOM
BO3pacTa, MPOTEKAET MEJUIEHHEE, MOPOH C PEMUCCUSMU U BHE3AIHBIMU YXYALICHUSMH,
COIIPOBOKIAFOIIUMHUCS cyodeOpupHON TeMIepaTypou; XapakTepusyercs
OJTHOBPEMEHHBIM pa3BUTHEM TSDKEIOM PUTMIHOCTH M JAPOXKAaHMSA, IpPOKaHHE OYEHb
puTtMu4HOE (2-8 JpoXaHMM B CEKyHIy), pPE3KO YCHJIMBAETCs IMpPU CTAaTUYECKOM
HAIpsDKEHUU MBI, JBMKEHMSIX U BOJHEHMM, B IIOKO€ M BO CHE ucuesaeT. MHorma
OOHApy)KUBAIOTCSI ~ aTeTOMJHbIE  XOpeo(OpMHBIE  HACUILCTBEHHBIE  JIBUXKECHUS;
HaOro1ar0TCes Takoke aucdarus u qu3apTpusi. CpenHss Ipoa0JKUTEIbHOCTD KU3HH OKOJIO
IECTH JIET.

e JlpoxatenbHasi ¢opma HaunHaercss B Bospacre 20-30 ser, mpoTekaer JOBOJIBHO
memaenHo (10-15 ner u Gosbiie); ApoXKaHUE PE3KO MPeodIIaaaeT, PUTHIHOCTD MOSBIACTCS
JMIIb B KOHIIE OOJIE3HU, a MOPOM HAOJII0IAeTCsl TUIIOTOHUS MBIIIIL; OTMEYaeTCsl aMUMUus,
Me/JIeHHasT MOHOTOHHas pedb, TDKENbIE M3MEHEHHUs ICUXUKH, YacThl addeKkTuBHbIC
Benblky. Habmonarores snunentudopMHble PUITAIKH.

e DKCTpanupaMHIHO-KOPKOBasi (popMa BcTpeyaercs pexe Apyrux ¢popm. TUNHUHBIE IS
rernaro-nuepedpaibHOM  JUCTpOoUU  HApyIIeHHWs B JalbHEHMIIEM  OCIIOKHSIOTCS
anoriekTu(OpPMHO Pa3BUBAIOIIMMUCA MNHUPAMUIHBIMU [ape3aMH, SMUIENTU(GOPMHBIMU
IPUIAJIKAMU U TKENBIM ciaboymueM (0OHapyKUBAIOTCS OOLIMPHBIE Pa3MITYEHUS B KOpe

OonbIMX noxymapuii). nures 6-8 set, 3akaHUUBaeTCs JIETAIBHO.

INPUMEPBI ITUATHO3OB:
1) Bone3uv Bunvcona, neuenounas ¢popma. L{uppos neuenu.

2) Bonesuv Bunvbcona, cmewanuas gopma, pucuoHO-apummoSunepKkuHemuicexas

¢opma. Luppo3 neuenu.

JAUATHOCTHUKA
CkpuHMHT Ha 6osie3Hb BuibcoHa OJKEH MPOBOAMTHCS y AeTel B Bo3pacTe oT 2 jo 18
JeT, UMEIOIIUX HEOOBSCHUMOE IOBBIIICHHE CHIBOPOTOYHBIX aMHUHOTpaHc(hepas, MPOSBICHUS

(GbyIbMUHAHTHOW TMEYEHOYHOW HEJO0CTaTOYHOCTH, XPOHHYECKOIO TeraTuTa, IUppo3a MeueHH,
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HCBPOJIOTHYCCKUC

HapylleHus

HEYCTaHOBJICHHOMN

stuonioru,  KymOc-HeraTuBHYIO

TCMOJIUTHYCCKYIO aHEMUIO, OTHFOH.[CHHI)If/i ceMelHbIH aHamMHe3 o 0oJjie3Hn BuiibcoHa.

Jnarnoctuka

CHUMIITOMOB, JaHHBIX

oosiesun  Buibcona

J1a60paTOPHOTO

oOcnenoBaHusd U

Oasupyercss Ha

KOM6I/IHaI_[I/II/I KIIMHUYCCKHX

MOJICKYJIAPHO-TCHETHYECKOI'O

TECTUPOBAHUS U BKIIOYAET B ceOs CIEAYIOLINE ITapaMeTphl:

e CHIKEHHE YpOBHs LIEPYJIOIIa3MHUHA B CBIBOPOTKE KpoBU (MeHee 20 mr/mn);

e [loBblllIeHHE CYTOUYHOU IKCKPEIIMU MEJIU C MOYOM;

v’ GaszanbHoii (6ostee 50 MKI/CyT);

v' B ipo6e ¢ J-nenunmmiMuaoM (500 mr x 2 pasa /cyt) — 6onee 1600 MKr/cyT

e [loBblmeHNE KOJIMYECTBEHHOTO CO/ICPKAaHMUS MEIM B TKaHU IedeHu Ooisee 250 MKr/r (uiam

IMOJIOKHUTECIIbHAA TUCTOXUMHUYECCKAA OKpaCKa Ha MCIIb MIEUYEHOYHOM TKaHI/I);

e Hammuue konen Kaiizepa-®neiliepa (MeqHas KarapakTa MO THUIY «IOJCOJIHYX») IpHU

OQ)TaHLMOHOFI/I‘ICCKOM OCMOTpE,

e Hamnune cnenuduueckoil HEHPONCHUXUATPHUUECKOW CHUMIITOMATHKHU (WM M3MEHEHHsS Ha

MPT I'M);

e ['oMO3HMrOTHOE/KOMIAYHIAT€TEPO3ZUTOTHOE HOCUTEIIBCTBO MyTaruii rena ATP7B.

I[I/IaFH03 00J1e3Hb BHiIbCOHA CTaBHTCHA HA OCHOBAHHH COBOKYITHOCTH KIMHHUYCCKHUX

AAaHHBIX, Ppe3yabTaToB HﬂﬁOpﬂTOpHOFO HUCCICIOBAHUA U MOJICKYJIAPHO-TCHETUYECCKOI0

aHaJ/In3a.

YTBepxkaeHa OayIbHas IKajla THarHoCTUKK O0osesun Busbcona (2001t., Tabdm. 3).

Tab6uamnua 3.
bannabHasg mKajga IMarHocTHKH 00J1e3HM BHIbCcOHA
I. CumnTombl Banisl 11. JlaGopaTopHble TeCThl Banasl
1.Kounsua Kaiizepa-®@ieiiiepa 1.Dkckpermst MeIU ¢ MOYOH
- IPUCYTCTBYIOT - HOpMa 0
- OTCYTCTBYIOT 2 - 1-2 HopMBI 1
0 - bonee 2 HOpM 2
- HOpMa, HO yBeIW4YeHHue Ooyiee 5 HOpPM TpH 2
po0e ¢ neHUYULIAMUHOM
2.Heiiponcuxnarpuyeckas 2. KonuuecTBeHHOE oOmpejesicHHe Menu B
CUMIITOMAaTHKa (M3MEHEHUS Ha OuonTaTtax neyeHu
MPT) - HOpMa -1
- IPUCYTCTBYET 2 - 50-250 MKr/T 1
- OTCYTCTBYET 0 Bosee 250 MKr/r 2
3.KymOc-HeratusHas 3.PojlaMiH — TO3WTHBHBIC TeMAaTONUTHI (NIPU
reMOJINTHYECKAsi aHEMUS HEBO3MOXKHOCTH KOJIMYECTBEHHOTO
- IPUCYTCTBYET 1 ompejiesieHNsI MEIH B TIEYESHH )
- OTCYTCTBYET 0 - IPUCYTCTBYIOT 0
- OTCYTCTBYIOT 1
4.YpoBeHb 1epyJIoIuIa3MUHA B CBHIBOPOTKE
KpoBH (11ipu HopMe Oonee 20 mr/mr)
- HOpMa 0
- 10-20 1
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| | - menee 10

111. MoJiekyasipHO-TeHeTHYeCKOe Hecile0BaHue (BhIsiBJIeHHe MyTanmii rena ATP7B)

- TOMO3UI'0Ta, KOMIIAYHA-T€TCPO3UTOTA

- T€TCpO3UTroTa

- MyTanui He 0OHAPYKEHO

[EEN

CyMMapHEBIe OasIbL:

4 u OoJjiee: BHICOKasA BEPOATHOCTH 0one3Hu BI/IJ'IBCOHa;

2-3: bone3np Bunbcona BeposiTHa, HO TpeOyeTcs JaibHeliee 00CcieJOBaHke MalMeHTa,;

0-1: Bone3np Buiibcona COMHUTENBHA.

IIpn nanmuumm xonen Kaiizepa-@ueliepa, CHUXKEHHs YPOBHS IEpyJOIUIa3MHHA H

MOBBIIICHHS 0a3aJIbHOM OKCKpCLUn MEIu C MOYOI JHUarHo3 0osie3nn BuiabcoHa HE BBI3BIBAET

COMHCHHUIA. OZIHaKO, B pAAC CIIYYaCB KIIMHUYCCKUC CHUMIITOMBI MOT'YT OTCYTCTBOBATh HJIN OLITH

HeCHeI_II/I(bI/I‘IHLIMI/I, a J'Ia60paTOpHBIe JaHHBIC HaXOJUTHLCA B IIPCACIaX HOPMAJIbHBIX BCIWYHUH,

4dTO 3aTpyAHSACT CKPUHUHTOBYHO JUATIHOCTHUKY 6one3nu Bunncona u Tpe6yeT I[anLHeﬁmero

yriayOlIeHHOro oOCiIeI0BaHUs MALUEHTOB C IPOBEJCHUEM IyHKLUHMOHHOM OMOICHM IE€YEHH C

KOJIMYECCTBEHHOU OHCHKOfI MECIU B Ouomnrarax II€YCHH U MOJICKYJIAPHO-TCHECTHYCCKOI'O

TECTHUPOBAHUS C 1IeNbI0 BhIsBIeHUs MyTanuii reHa ATP7B (tabm. 4).

Taoauna 4.

JAuarnocruyeckne Kpurepuu 0ose3nn Buibcona

(l'[plfl‘ll/IH])I JIOKHOOTPHIATC/IbHBIX H JIOYKHOITOJOKUTETbHBIX pe3y.]'ll)TaTOB)

Tect N3menenu IIpyurHEI T0KHONONIOKUTEIBHBIX ITpuunHbL
S TIpH pe3yIbTaToOB JIOKHOOTPULIATEIILHBIX
6ome3Hn pe3ynpTaToB
Bunscona
Hepynonnazmux Memnee 20 Bbone3ns Menkeca, mnedeHOYHAs
CBIBOPOTKH MI/ 1T HEI0CTaTOYHOCTh, MalIbabcopOLIHs, IITUTENBHOE
P ’ P ’ Octpoe BocmajeHue,
MapeHTepalbHOE IMUTAaHUE, TeTEPO3UTOTHOE
THIIEPICTPOTECHEMHS,
HocutenscTBO ATP7B, anepynonnazMuaeMus,
. ., 06epeMeHHOCTb, OITyXO0JIH
He(PPOTHUYCCKUIA CHHIPOM, IETCKHI BO3pacT
MeHee 2 JeT
Komnbua Kaifsepa- | Ilpucyrcr XpoHHYECKHE XOJIecTaTHIeCKUe 3a00JIeBaHNS Pannue cragun 6onesnn
Oneiiepa BYIOT NEYEHH, HEOHATAIbHBII X0JecTas, BunscoHa, neueHOYHbIE
¢dopmel 6osie3Hn Bunibcona
Oxckpenust menu ¢ | bonee 50
MOYOH MKT/CYT
. . ACUMITOMAaTHIOE TCUCHUE
XpOHHUYECKUH aKTUBHBIN TeNaTUT, XPOHUIECCKHE
Oosie3nu BuiibcoHa,
X0JIECTATUYECKHUE 3a00JICBaHUS TICUCHH,
paHHME cTaanu 00JEe3HU
Bonee 3arpsi3HEHUE MeJIbI0 POOBI MOYH MIIH TapEbI
Bunbcona, Tepanust
DKCKpeLusi Meiu ¢ 1600 HU3BHE
9 XelaTopaMu
Moyoii Ha ¢one [I- MKT/CYT
NIeHNIWIIaMIHa
(500 mr x 2 paza)
K Bonee 250 BHyTpuneueHOUHBIH X0JIecTa3s, T
OJIMYCCTBCHHOC MKT/T Yacruunas ommmapHas arpesus, [1BL], TICX Cpariiii XelatopaMu

COACPIKAaHUEC MEIU
B TKaHU IICYCHU

Wunuiickuit netckuii uuppo3
Mnuonatuyeckuii TOKCUKO3 MEABIO

Henocrarounsrit oopasery
NEYEHOYHOU TKaHU
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PopcTBeHHUKH 1O TIPSIMOM TUHUHM BHOBB BBISBIIEHHOTO OOJIBHOTIO ¢ 00Je3HbI0 Buibcona
JOJKHBI TPOXOAUTh CKPUHMHI Ha HalnuuMe y HHUX 3aboneBanus. [lpu TmarenbHoM cOope
aHaMHe3a HEOOXOIMMO YJIENsATh BHHUMAHHE BBIABICHUIO SIU30/0B KEITYXH, 3a00JeBaHUN
MEYCHU, PaHHEW CHUMITOMATHKE HEBPOJOTHYECKUX OTKIOHEeHWH. [IpoBoawrtcs abopaTopHO-
MHCTPYMEHTAJIbHOE OO0CIieZIOBaHME MMallMeHTa C HCCeloBaHueM MeTabonu3ma mMenu (ypoBeHb
LEpYyJOIUIa3MUHAa B CBIBOPOTKH KPOBH, MOKAa3aTeId CYTOUYHOM SKCKpPELUU MEIU C MOYOM,
0(pTaTbMONOTUYECKHII OCMOTpP C LEJbI0 BBISIBICHHUS HaIW4Ms/OTCyTcTBUs Konen Kaiizepa-
Oneifiiepa), Mo pe3yabTaTaM KOTOPOTO PEIIAETCS BOMPOC O HEOOXOAUMOCTH MPOBEACHUS
OMOICMU TIEYEHH C KOJMYECTBEHHOW OIICHKOM MeIu U MOJEKYISIPHO-T€HETHYECKOTO

uccienoBanus myrauuii rena ATP7B.

AJITOPUTM THATHOCTHKH 00s1e3HM Buiibcona

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

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

Ko - Ko -

‘ T~ .

buoncus neyenu ¢
KOJIMYECTBEHHOM
OLICHKOM
colEepKaHUs MEIU

buoncus nmeuenu ¢
KOJIMYECTBEHHOM
OLICHKOH
COZEPKAHUS MEJIU

«

>250 MKr/T

<50 MKI/T v

/ 50-250 MKT1/T

Hpyroii tnarnos

<250 MKT/T

>250 MKT/T

MonekynsipHo-

TCHCTHUYCCKOC
HUCCICIOBAHUEC

¥
BoJuae3usr Buiabcona

Puc. 7. Anroputm auarHoctuku 6one3nu Busibcona
K®-konbna Kaiizepa — @neiimiepa; Llep — uepynorunasmun; 24-h Cu — cyrodnast SKCKpenust
MEJIN C MOYOH.

TEPAIIUS
JuarHoctuka u Tepanus Oone3nu BuibcoHa y nerell ocymiecTBisercs Ha 0ase
CTHEHMATU3UPOBAHHBIX CTAIMOHAPOB TaCTPOIHTEPOIIOTHUECKOTO (TeaTOIOTHUECKOr0) MpoQuIs
C IpPUBJICUYEHUEM CIEAYIOIIUX CHELHUATUCTOB:

racTpO’HTEPOJIOr (Tenaroyior), OKYJHCT,
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MICUXOHEBPOJIOT, TICUXOJOT, TpaHCIUTAHTONOT. llepBUYHAs MUArHOCTHKA W HAdajao Tepamuu y
neteil ¢ 6osne3Hpl0 BunmbcoHa ocymiecTBisieTcss Ha 0a3ze CHEIMATM3UPOBAHHOIO CTallOHapa U
BKIrOYaeT B cpeaHeM 30 KoWKo-IHEH ¢ 00s3aTeNIbHOW OICHKON MeTabojau3Ma MeIu, CTEIeHH!
¢bubpo3upoBaHUs IEUEHOUHOM MapeHXUMBbl U HapyUICHHs [ICUX0-HEBPOJIOTNYeCKUX (YHKIHH, C
OmpejieiecHueM  TOKa3aHWW  JUIsl  CBOCBPEMEHHOTO  BBINIOJHEHUS  OPTOTOMUYECKOU
TPaHCIUIAHTAIIMH [TCYCHH.

KoncepBaruBHast Tepamnus OpOBOAMTCS Ha 0a3e KPYIIOCYTOYHOIO MJIM JAHEBHOIO
cTallioHapa ¢ o00s3aTeNbHBIM KOHTPOJEM JabOpaTOpHBIX IOKazaTeled U mocieayroueit
MPEEMCTBEHHOCThIO C aMOYJIaTOPHBIM 3BEHOM 3/pPAaBOOXPAaHCHHS: HA 1 Mecsle Tepanuu
OCYIIIECTBIISICTCS. ©KCHEACIbHBI KOHTPOJIb JIADOpAaTOPHBIX IOKaszareneil, Ha | romy -—
exxeMecsauHblif, ganmee 1 pa3 B 3 Mecdlla, C MPEEMCTBEHHOCTHIO MEXKAY CTallMOHAPHBIM U
aMOyJIaTOPHBIM 3TAOM HaOIIOCHHUS.

Crnenunanu3upoBaHHOE CTallMOHAPHOE HAOIIOJCHUE OCYIIECTBIISIETCS 2 pa3a B TOJ Ha
0a3e KPYyIJIIOCYTOYHOTO CTalMOHAapa WM Ha 0a3e JHEBHOTO CTallOHapa IMPU OTCYTCTBUHU
HEOOXOUMOCTH 3aMECTUTENbHON WH(Y3MOHHON Tepanuu, C eXKEeMECSUYHbIM aMOyJIaTOPHBIM
HAOMO/ICHUEM  TAIMEHTOB IO MECTY J>KMTEIbCTBA Bpayeil CHEIUANNMCTOB: Meauarpa u
racTpO3HTEpOJIora MPH NEYCHOYHON M cMemaHHOW gopmax 3a0oseBaHMs, ICHXOHEBPOJIOTa U
TICUXOJIOTa MPHU CMeIaHHo# ¢opme Oosie3nn Bunbcona.

Jleuenue Oone3nu BuiabcoHa crneayeT HayMHATH C JIMETHI, HANpaBICHHOW Ha
YMEHbIIIEHWE TMOCTYIUIGHUSI Menu B opranu3M. OTpaHMYMBAIOTCS TPOAYKTHI C BBICOKHUM
coJiepkaHueM Menu (IeYeHb, KPEBETKU, OPEXH, MIOKoJaa, TpuoObl). Kak MUHUMYM, B TEUCHHE
MEPBOTO ToJa JICYCHHS, WCIIONB3yeTCs CBOOOJHAs OT MEIU BOJA, INPH HEOOXOIUMOCTH
YCTaHABIMBAIOTCA OYUCTUTENbHbIE (UIBTPHI UIsI KOHTPOJS YpPOBHS COJEp)KaHUS MeEIu B
BOJIONIPOBOJAHON BOJe, T.K. MPU €€ JOCTaBKe MOTYT HCIONb30BaThCSI MEAHBIE TPYOBI.
3amperniaercss UCIOIB30BaTh MEAHYIO MTOCYY JUIS IIPUTOTORJICHUs iy, HeoOxomumMo n3berarsb
npreMa BHTAMHUHHBIX M MHHEPAJIBHBIX IPermapaToB, COJEpXKaNMX Meab. JlueTmdueckue
PEKOMEHIAIMK TPHUBOAT K 3aMEJICHUIO MPOTPECCHPOBaHUS 3a00NeBaHUS, OJHAKO HE MOTYT
HCTIONIb30BAThHCS KaK €IUHCTBEHHAS TUHUS TePATHH.

B HacTosmiee BpeMs HWCIHONB3YIOTCS pa3IMYHBIC TperapaThl JUIs JICYCHUS OOJIe3HH
Bunbcona, o0nmagaromme pa3IuIHBIM CTPOSHUEM W MEXaHH3MOM JCUCTBUSA. J[-neHuyuiiamun
(Kox ATX: MO1CCO1) siBusieTcst npenapamom 6vlbopa Tipu JiedeHun Oonie3Hu Buubcona. /[-
neHuyuLIamMus TPEICTaBIsIeT CcOO0OM MPOU3BOMHOE TMEHUIWUINHA, MOJIEKYJda KOTOpPOTO
COJICP)KUAT CBOOOJHYIO CYIbPUAPHUIBHYIO TPYIIY, C IOMOIIBI0 KOTOPOW OCYIIECTBISETCS
XeJlaTOpHasl aKTUBHOCTH JTAHHOTO Tpenapara. /[-neHuyuniiamur MOOUIN3YET MEIb U3 MEYCHU U

JpPYrUX OpPraHOB M YBEJIMYMBACT €€ MOYEBYIO JKCKPELMIO, a TAaKXKEe HMHIYLUPYET CHUHTE3
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METAIJIOTUOHUHOB. /{-nenuyuiiamun Ha3HadaeTcs 3a | yac wiM yepe3 2 yaca Iocje npuema
UM, T.K. €l1a CHUXKAeT KUIIeYHylo abcopOuuio mpernapara. HauanpHble 103bI MIPH Tepanuu
coctaBistoT 250-500 Mr/cyT ¢ mocTeneHHbIM (Kakaple 4-7 mHel) yBeIMYeHHEM J03bI Ha 250 mr
no nedeOHoit mo3upoBku 1000-1500 wmr/cyr, xoTtopas nmaercsa B 2-4 npuema. Jlna nerei
TepaneBTHYECKas: JO3UpOBKa /{-nenuyunramuna coctaBiser 20 mr/kr/cyt. Koppekmus m03sl
npernapara pou3BOAUTCS 110 MEPE CHUKEHUS YPOBHSI SKCKPELIUH MEAU C MOUYOM.

[To6ounble 3¢pexTrl Ha Tepanuto J-nenuyuniamurom pazpuarorcs B 30% HaOIIOACHUIA.
VY GonbHBIX CO CMelIaHHO# (HeBposoruyeckoil) popmoit 6one3nn Bunbcona B 30% cimyudaes
OTMEUAETCsl YXYALIEHUE HEBPOJIOTMYECKOM CUMITOMATUKH, YTO CBS3aHO C HMHIYLHPOBAHHOMN
BBICOKOW MOOMIM3anuell Meau M3 TMEeYSHH W OTJIOKEHHEM €€ B 0a3abHBIX Spax TOJOBHOTO
MO3ra, YTO MPOBOLMPYET HIIM YCHIMBAET HEBPOJIOTHYECKYIO0 cuMnToMatuky. Oxono 25-30 %
ManueHToB ¢ Ooyie3Hbl0 BuiibcoHa Ha (oHE Tepanuu pPa3BUBAIOT OCTPYIO aJUIEPTUUYECKYIO
peakuui0 B BHUAE CBIU, JMXOPAAKHU, KpanuBHULBL. BO3MOXHO pa3BUTHE NOJOCTPOU
TOKCUYECKOW peaklUy B BUAE MPOTEHMHYPUM, YTHETEHUS KOCTHOMO3TOBOI'O KPOBOOOpallleHUs
WM XPOHUUYECKOTO TOKCHYECKOTO JACHCTBUS Ha KOXKY (MPEeXIEBPEMEHHOE cTapeHue, A1e(eKThl B
dbopMupoBaHuU pyOLIOBOM TKaHU, CEPIMHTUHO3HBIA MEepGOPUPYIOLIUI 31acT03, BCIEACTBHE
TOKCHYECKOIO0 BO3JEHUCTBUSA HAa KOJUIAr€HOBBIE BOJIOKHA, BO3MOXXHO pa3BUTHE CJ1abOCTU
COCYAMCTOM CTE€HKHM), MMMYHHYIO CHCTEMY C pa3BUTHEM ayTOMMMYHHBIX 3a00JieBaHUN
(cucreMHasi KpacHasi BONYaHKa, apTPHUTHI, MOBBIIICHUE aHTHHYKIEAPHOTO (pakTopa), a TaKxke
CHI)KCHHME PE3UCTEHTHOCTH K uHpekmusam. [lpu npumeHeHun /[-neHuyuniamuxa pa3BUBaETCS
HEJ0CTAaTOYHOCTh MUPUIOKCHHA, YTO TpeOyeT Ha3HaueHHs] BUTaMuHa B6 (MUpUaOKCHH) B /103€
25-50 wmr/cyr. Ilpu pa3BuTHM TOOOYHBIX ACWCTBUH JI-TeHMIMUIIaMUHA HAa3HAYAETCS JPYroe
aIbTEPHATUBHOE JICYCHUE.

[{uuk momaBiseT BCcachblBaHHWE MENIU B KUIIEUYHUKE M MPUMEHsETCS KaK albTepHATUBHOE
nedyeHue npu Oone3Hu Bunbcona. Ilpenapamer yunxa (cynegham, oxuce, ayemam yuuka, KOO
ATX: A12CB) vHAYIHUPYIOT METAJUIOTHOHUHBI SHTEPOIIUTOB, 00JIAIAI0IINX BHICOKUM CPOJICTBOM
K MEJIH, YTO MPUBOAMT K 3aXBaTy MEAH U3 MUIIU METAIJIOTHOHUHAMHU, CBS3BIBAHUIO B SMUTEINN
KHUIIIEYHUKA, U TPENSATCTBUIO a0CcopOIMM MeTamia B CHCTEMHBIM KPOBOTOK C BBIICTIEHUEM
n30bITKa Meau ¢ KasloM. [Ipenapamol yunka MeHee TOKCUYHbI, YEM XETIaTOPbI.

3a pyOexxom nans jeueHusi OonesHu Buiibcona ucnonb3yrorcs Tpuenmun (mpusmuieH
mempamun) n Tempamonuboam ammonus, 0OTHAKO Ha PoccuiickoM ¢papMaKoIOrH4ecKOM phIHKE
JaHHBIE TIpeTapaThl He 3apEeTUCTPHUPOBAHEI.

Tpancniianranus nedyeHu npu 0osae3Hu Buibcona

Tpancruiantanus nedeHn npu Oosne3HM BuiibcoHa BBINOMHSETCS MO  CIEAYIOUIUM

MMOKa3aHUsIM:
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e pasBuTHE QYILMUHAHTHOH MMEYEHOYHOM HEIOCTATOYHOCTH;

e Hed(p(PEeKTUBHOCTh TEpamnuu XeNaTopaMH MEAW B TCUCHHUE HECKOJIbKHUX MECSIEB Y
MAIUEHTOB C JICKOMIICHCHPOBAHHBIM IIUPPO30M TCUCHHU;

® BO3HHUKHOBEHHE TSDKEJIOH MHPOrpEeCCUPYIOIEH MEYCHOYHONH HEIOCTATOUYHOCTH TPH
CaMOCTOSITEIIbHOM TPEKPAICHUN JICYCHUs, MPOTPECCUPYIOIUX W HEOOPaTHMbIX
HCBPOJIOTUYCCKUX HAPYIICHUAX.

BrokuBaemocTh HAalMEHTOB B TCYUCHUE TI0Oda IIOCIIC preHTHOﬁ TPpaHCIUIaHTalluKu I10
1noBoy (GYJIbMUHAHTHON IMEYEHOYHOW HEJOCTATOYHOCTU TpH Oose3HH BuibcoHa aocTHUraeTt
70%, B OTCYTCTBHE TPAHCILIAHTAI[MM BBDKHBAEMOCTb COCTaBJSICT CIUHHYHBIC citydau. [lpum
TpaciuiaHTaluu IICYCHW Ha CTaAuU ACKOMIICHCHUPOBAHHOI'O HOHUPpO3a INCYCHU BbBIKMBACMOCTDH
MAIMeHTOB B TeueHue roxa cocrtaBimsier 95%, uwepes 5 mer — 83%, uepes 10 mer — 80%.
ViydiiieHne HEBPOJIOTHUECKONH CUMIITOMATHKY MTOCJIEe TPAHCIUTAHTAMU HAa0JI01aeTcs Ooee yem
B 50% ciydaeB. OHaKO, €CJIM HEBPOJOTHYECKAsi CUMIITOMATHKA MIEPCUCTHPYET OoJjiee 2 JIeT Ha
doHe edeHus, yaydlieHue pe3yabTaToB MOC/C MPOBEACHUS OPTOTOMUYECKON TPpaHCIIAHTAIUN
MNEYCHU HJIM IMPOAOJIKCHUA XeJ’IaTOpHOfI TCpaIIuu MaJIOBEPOSATHO. BrrxkuBaemocTh IIaITUEHTOB CO
cMenranHoi (opmoit 6one3rn BuibcoHa mociie NpoBEICHUs TPAHCIIAHTAIMY IEYSHU HIDKE 110
CPaBHEHHUIO C MeYeHOYHOW (opmoil. TpaHCIUTAHTAIUS CUCHH MPHUBOIUT K HOPMATH3ALUH
oOmeHa MCJHY, MOBBIICHHUIO YPOBHA LEPYIOIUIa3SMUHA B IICPBBIC MCCANBI IOCIIC OII€palnu,
CHIDKEHHIO JKCKPEIMH MEIH C MOYOH IOCiie TPaHCIUIAHTAIMK C TIOJHON HOpMasu3aruei
JAHHBIX TOKa3aTeliell K 6-9 MecsIly IOCIIeoNnepaluoOHHOT0 Tepruo/ia, MCUE3HOBEHUIO KOJICIl

Kaiizepa-®neiimepa y 607IbIIMHCTBA NAIIMEHTOB.

IMPOI'HO3 1 UCXO/bI

Bosesnp BunbcoHa sBisSeTCS MpOrpeccUpYIOUIMM 3a00JieBaHMEM M IPU OTCYTCTBUHU
CBOEBPEMEHHOM Tepanuu OOJbHbIE YMHPAIOT OT OCJIOXHEHUN LUPPO3a MEUYEHU U/UIU pexe OT
MPOTPECCUPYIONIEN  HEBPOJOTMYEeCKOW cumnToMatuku. Ilpu Xemupyromed Tepanuu u
TpaHCIUIAaHTAIMK ME€YeHH JUTUTeNbHAsl BbDKMBAEMOCTh MAallMEHTOB ¢ Oosie3Hbio BuibcoHna crana
HOPMOM, XOTs U HE OLICHUBAJIACh IIPOCIIEKTUBHO.

IIporuo3 npu 6Gone3Hu BumbcoHa CB3aH CO CTENEHBIO JIEKOMIICHCAIIMM TEYEHOYHBIX
GyHKIUH, TSOKECTBIO HEBPOJOTMYECKOW CHMIITOMATHUKM M TPUBEPKEHHOCTHIO TEPAIUU.
Hopwmanuzamus neuyeHOUHbIX (QYHKIIUNA TTPOUCXOANT HA 1-2 TOQy Tepamuu U HE MPOTPECCUPYET
IpY TIOJIHOM BBINOJIHEHUH BceX pekoMmeHaanuid. KoncepBatuBHas tepanust He 3¢ (deKTUBHA MpU
(GyIpMHHAHTHOM TeyeHHH 3aboseBaHus. bbul pa3paboTaH MPOTHOCTUYECKUN HHICKC OO0Ne3HU

Bunbcona (Dhawan et al.), cormacHo kKoTopoMy oreHKa cBbile 11 O0anmoB cBsi3aHa ¢ BBICOKOU
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BEPOSITHOCTBIO JIETAIBHOI'O UCXO/A IIPU OTCYTCTBUU CPOUYHON OPTOTONMYECKON TPAHCIIIIAHTALUU

[IEYEHH.
Taoauna 5.
IIpornocruyeckuii uHaeKkc 60ae3Hu Buiabcona (B Mmoandukanuu Dhawan et al.)
[Tokazarenn 1 Oamn 2 Gamta 3 Oaina 4 Gamta
bunnpyoun (Mmxmois/i) | 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
Jleiixorursr (10°) 6.8-8.3 8.4-10.3 10.4-15.3 >15.3
AnpOymMuH /1 34-44 25-33 21-24 <21

*-Cymmapnas oyenxa ceviwie 11 6annoe ceazana ¢ BblCOKOU BEPOAMHOCMbIO NeMAlbHO20
ucxooa 6e3 mpancnianmayuu neyeHu.
Hesponoruueckas cumnromaruka 0osie3Hd BuiabcoHa yacTUYHO oOpaTuMa Mpu Tepanuu

xcjaropaMu W IMIPOBCACHHH TpaHCIUIAHTAOWMHW IICYCHHU, YTO CBA3dHO C H606paTI/IMBIMI/I

MOPAKCHUAMHA ITOAKOPKOBBIX AACP I'OJJOBHOI'O MO3Ir'a TOKCUYCCKMMH KOHLCHTPAIUAMUA MCIU.
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