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BOJIE3Hb BEXYETA

Bepcusa 2016

1. YTO TAKOE BOJIE3Hb BEXYETA

1.1 Y7o 3TO Takoe?

CnHaopom bexyeTta, nunu 6onesHb bexvyeTta (bb), ABNaeTCsa CMCTEMHbIM
BAaCKyJINTOM (BOCNasieHNe KPOBEHOCHbIX COCYOB MO BCEMY Tesy)
HEeN3BECTHOW 3TNONOrMnN. bonesHb NopakaeT C/IN3NCTYIO0 060/104KY
(BblpabaTbiBatoWasa C/AM3b TKaHb, KOTOPAas BbICTUIAET OpraHsbl
NnULLEeBapuUTeNIbHOro TpakKTa, NoJioBble OpraHbl 1 MO4YeBbIBOAALLINE
OpraHbl) U KOXY, @ OCHOBHbIMW CUMNTOMaMun ABNAKOTCSA
peunansmnpytolme A38bl POTOBOW MOJIOCTU N MOJIOBbIX OPraHoOB, a
TakK>XXe N3MeHeHWUsd rnas, CyCTaBoB, KOXW, KPOBEHOCHbIX COCY0B U
HepBHON cucTembl. bb Oblla Ha3BaHa B YeCTb TypeLKOoro Bpaya, npod.
Xynycn bexyeTa, KOTopbI onucan ee B 1937 rony.

1.2 Kak 4yacTo BcTpe4yaeTca 31O 3aboneBaHue?

BB 6onee pacnpocTpaHeHa B HEKOTOPbLIX YaCTAX MuUpa.
[eorpacunyeckoe pacnpegeneHne bb coBnagaeT Cc nCTopnyecknm
«LeNKoBbIM NyTeM». bosie3Hb HabnwgaeTca NnpenmyLecTBeHHO B
cTpaHax JanbHero BocTtoka (Hanpumep, B AnoHnun, Kopee, Kutae),
BanxxHero BocTtoka (MpaH) n CpegmnsemHomopckoro 6baccenHa (Typums,
TyHnc, Mapokko). [loka3aTenb pacnpoCTPaAaHEHHOCTU (YMCIO
nayuneHToB) cpeaun B3pocsioro HaceneHmsa coctasnset 100-300 cnyyaes
Ha 100 000 4enosek B Typuun, 1 Ha 10 000 B AnoHwun n 0,3 Ha 100 000
B CeBepHou EBpone. 1o gaHHbIM UccienoBaHus, nposegeHHoro B 2007
roay, pacnpocTtpaHeHHoCcTb bb B NpaHe cocTaBnsgeT 68 Ha 100 000
Xutesnen (3To 2-1 No YacToTe NnokKasaTeNlb B Mupe nocne Typuun).
Heckonbko cnyyvyaeB 3aboneBaHna onncaHbl B CoegnHeHHbIX LLUTaTax
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AMepukn n Asctpanunun.

bb y neTen BCcTpedaeTcsa penko, na)ke B rpyrrnax BbICOKOro pucka.
AnarHocTn4yeckmne KpuTepmum NpuCcyTCTBYIOT 40 18 neT npnMepHo y
3-8% Bcex 60nbHbIX BB. B Lenom, Bo3pacT Ha4vana 3aboneBaHuns
cocTtaBndeT 20-35 neT. 3aboneBaHne BCTpeyYaeTCs C OANHAKOBOW
4YaCTOTOWM Y XEHLWUH U MY>XYUH, HO Y MY>XX4H 60Ne3Hb, Kak Npasno,
HOCUT Boslee cepbe3HbIN XapaKTep.

1.3 KakoBbl Npu4uHbI 3aboneBaHma?

Mpu4nHbl 3aboneBaHNs HEM3BECTHbI. [locnegHne nccnegoBaHus,
npoBefdeHHbIe C y4acTmneM 60bLIoro Yyncsaa nauneHTos,
CBMAOETeNbCTBYET O TOM, YHTO HEKOTOPYIO POJib B pa3sntnm bb moxxeTt
UrpaTb reHeTn4Yeckas NpenpacrnosioKeHHOCTb. YTO MMEHHO CY>XUT
TOJIYKOM K pa3BuUTUIO 3TOoro 3abonesaHns, HemsBecTHO. NccneposaHue
MPUYUH N nedvyeHne bb ocylecTBiAeTCA B HECKOJIbKUX LLeHTpax.

1.4 fiBnsertca nu 310 3aboneBaHue HacNenCTBeHHbIM?

YeTKMX 3aKOHOMEPHOCTEN B XapaKTepe HacsieaoBaHus bb HeT, xoT4
€CTb HEKOTOpPbIe AaHHbIE B MNOJIb3y FeHETUYECKOW
npenpacnosioXXeHHOCTN, 0OCOOEHHO B C/ly4asX paHHero Ha4vana.
CnHOpPOM accounmnpyeT C reHeTUYEeCKON npenpacnosioXeHHoCcTbio (HLA-
B5), ocobeHHO y nauneHToB, MPONCXO4ALMNX U3 CTPaH
CpeaunzeMHomMmopckoro baccenHa n ¢ anbHero Boctoka. Onucatsl
CceMbWu, CTpagatowme oT 3Ton 6onesHu.

1.5 NMoyemy Mo pebeHOK 3abonen 3Ton 60ne3HbIO? MOXXHO NN
npeaoTBpaTUTb AaHHoe 3aboneBaHue?
BB He MoXeT 6bIThb NpenoTBpalleHa, U ee Npu4nHa Hem3BecTHa. Het
HWU4Yero, 4To BaM HEODXOAMMO BbINOJIHATL B TOW NN UHON Mepe, 4TOobbI
npenoTBpaTUTbL NosiBNEeHME y Balwlero pebeHka bb. 2To He Balla BUHa.

1.6 fiBnsercsa nm 310 3aboneBaHme MH(PEKLNOHHBbIM?
HerT.
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1.7 KakoBbl OCHOBHbI@ CUMNTOMbI?
f13Bbl BO PTY: OTU NaToJsIoOrn4eckmne MaMeHeHns NpPpUcyTCTBYIOT NOYTHU
BCeraa. {3Bbl BO PTYy ABAAKTCSA Havyas/ibHbIM NPpU3HakoM 3aboneBaHuns
MPUMEPHO y ABYX TpeTen naymneHToB. Y 60NbLIMHCTBA AeTen
pPa3BMBaAOTCA MHOXXECTBEHHbIe MeJIKNe A3Bbl, HEOT/INYNMbIE OT
nepmoanyecKmnx 3B, KOTOpble YaCcTo BCTpeYalTca y geten. bonbline
S3Bbl BCTPEYAlOTCA pexxe N nogaatTcs nevyeHunto ¢ 6o0nbwmm Tpyaom.
f13Bbl HA MOJIOBbLIX OpraHax: Y MaJlb4MKOB AA3Bbl JIOKAJIN3YIOTCH
npenMmyLLeCTBEeHHO Ha MOLLOHKe, pe)xe - Ha neHuce. Y B3poCbiX
MauMeHTOB MY>XCKOIO MoJia OHWM MOoYTW BCerga oCcTtaBnsaioT pyoubl. Y
nesoyek 60se3Hb NopakaeT, raBHbLIM 06pa3oM, Hapy>XHble NOJI0BbIE
opraHbl. 9TU A3Bbl HANOMUHAIOT A3Bbl B NOJIOCTM pTa. [leTn B nepuog
0,0 MoJIOBOro CO3peBaHUA MMEIOT MeHbLUe 3B Ha MOoJIOBbIX opraHax. Y
MaJIbYMKOB CJIyHaloTCH peungnBbl opxmTa (BoCrnaneHns anyek).

Mopa>keHne KoXKMU: [loparKeHns KOXXN MOryT BbiTb pa3sIMyHbIMN.
MaTonornyeckne M3MeHeHns, HarnoMmnmHatroLwme yrpm, NpucyTCcTByIoT
TOJIbKO MocJsie OCTUXKEHUSA NMOJIOBOro Co3peBaHuns. Y3s0Bas sputemMa
npencTaBnseT cobonm KpacHble DoNEe3HEHHbIE Y3e/IKOBbIe 04aru
rMnopa>keHuns, Kak Npasuno, PacrnosIoXXEeHHbIe Ha HMXXHUX KOHEYHOCTSX.
MaTonormnyeckne MsaMeHeHNUa Takoro poaa 4alle BCTpeYarlTca y geTen
B Nepuon 40 MNoJIOBOro CO3peBaHUS.

Peakuusa nateprum: [laTeprusa - 3170 peakynsa KoXxm 6osbHbIX bb Ha
YKOJ1 U101, DTa peakumnsa NCnosb3yeTcs B KavyecTBe
ANnarHoCTn4eckoro tecta Ha bb. locsie Npokona KoXXu CTepusibHOW
Uraon Ha npeannedbe B TevyeHme oT 24 no 48 4yacos hopMmumpyeTtca
rnanysa (BO3BbllLAKOWANACA HaL KOXKEW OKpYyras Cbifb) WA NycTyna
(BO3BbILLAKOWLAACA HAL KOXKEW OKpYyrsas CbifNb C THOEBUAHbLIM
COAEPXKUMbIM).

Mopa>keHue rnas: 3TO0 O4HO U3 Hambonee cepbe3HbIX NMPOABAEHUN
3abonesaHus. B To BpeMs Kak obuwas pacnpoCTPaHEHHOCTb M1a3Horo
rnopa>keHnsa coctasnsgeT npumepHo 50%, y Manb4nkKoB OHa BO3pacTaeT
0o 70%. [eBo4kuM cTpagatoT OT 3TUX ABNEHUN pexe. Y 6OoNbLUNHCTBA
nayuneHToB 6one3Hb NnopaxkaeT oba rnasa. NopakeHue rnas, Kak
rMpaBnio, pa3BMBAETCSH B TeYEHME NepBbiX Tpex IeT OT Ha4vaa
3aboneBaHuns. TevyeHume 3aboneBaHns rnas ABAAETCA XPOHNYECKUM, C
nepmoanyecknmMmuy BCnbllKaMun. B pesynbTaTe KaXKaon BCMbIWKKN
MPONCXOOAT HEKOTOPbLIE CTPYKTYPHbIE MOBPEeXXaAeHns,
obycnasnmeatowne NoCcTeneHHy noTepto 3peHnsd. JleyeHue
doKyCcnpyeTCsa Ha KOHTpPOJ1e BOCNaJIeHNS C Lenbio NpeaoTBpaTUTb
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BCMbIWKN, n3bexxaTb NOTEPU 3PEHNS NN CBECTU €€ K MUHUMYMY.
NMopa>xeHue cycTtaBoB: [laToN0rn4yeckme naMeHeHusa cycTaBoB
oTMevatTcsa npumepHo y 30-50% 6onbHbIX BB geTen. bonesHb 0ObIYHO
rnoparkaeT roJIeHOCTOMHbIe, KOJIeHHbIe, Jly4e3anAaCcTHbIe U JIOKTeBble
CyCTaBbl, 3a0eNCTBYIOTCA, KaK NpaBusio, MeHee YeTblpex CyCTaBOB.
BocnaneHne MoXXeT Bbl3BaTb OMNyxaHue cycTtaBoB, 60/1b, CKOBAHHOCTb "
orpaHnyeHune amxeHuns. K c4acTbio, 3TN 3hdpekTbl 00bIHHO aNaTCA
JINLWb HEeCKONIbKO Heaeslb U NPOoXoaAT CaMOCTOATE/IbHO. DTO
BOCMaJieHne o4eHb peaKo Bbi3bIBAaeT NoBpexxaeHne CycTaBoB.
HeBponornuyeckue usMeHeHuma: B pegkux cnydasx y 60sbHbIX Bb
neTen MoryT pa3BMBaTbCA HEBPOJIOrnyeckme npobnemol. XapakKTepHbl
ona bb cypoporu, nosbileHe BHYTpUYepenHoro gaBJsieHns,
conposoXaatoLieecs rosoBHbiMn 6onamm n LepebpanbHbIMU
cMMNTOMaMu (NoTeps paBHOBECUS UKW HapyLLeHWe NOXO4AKN).
Hanbonee Tsaxenble popMbl Habno4alOTCA Y MasIb4UKOB. Y HEKOTOPbIX
MnauMeHTOoB MOryT OTMeYaTbCsa Ncuxnyeckne npobnemsi.

NMopa>xeHue cocypnoB: [lopa>keHMe cocynoB OTMeYaloT NPUMEpPHO Y
12-30% peten 60nbHbIX BB; 3Ta NaTonorms MoXXeT CUrHaAn3npoBaThb O
HebnaronpnaTHoM ncxone. bosnesHb MOXET Nnopa>KaTb KakK BEHbI, TaK U
apTepun. B opraHnsme mMoryT ObITb 3a4eMCTBOBaHbI coCyAbl N1000ro
pa3Mepa; B CBA3M C 3TUM 3abosieBaHMe KaccuuumpyeTcsa Kak
«BaCKYJINT COCY0B pa3/IM4HOro pasmMepa». bonesHb 06bIYHO NMoparkaeT
cocynabl B 06/1aCTN UKP, KOTOPbIE CTAHOBATCA OMYyXLWIMUMU U
6ose3HEeHHbIMN.

Mopa>xeHue XKKT: OTa natonormnsg ocobeHHO 4aCcToO OTMeYaeTcsa y
nauveHToB ¢ danbHero BocToka. MNpn obcnenosBaHnm BbIABAAKTCSA
A3Bbl KNLLEYHUKA.

1.8 OoMHaKOBO Nn NPoOABAAETCA 3aboneBaHue y Bcex geten?
HeT. Y HekoTopbIX AeTen 3aboneBaHne MOXKeET NPOTEKATb B JIErKomn
dopmMe C peaknmm annsonamm 438 B NoJIOCTU pTa N OTAENbHbIMU
KOXXHbIMN AABJIEHUSAMU, B TO BPEMSA KaK Y APYrnX MOXKET pa3BMBaATbLCS
MaToONIOrNA rna3s uin HepPBHOW CcUCTeMbI. IMeloTCa TakXKe HeKoTopble
pasnnyng Mmexny geBo4kaMu N MasibinkaMmun. Y MasibynkoB, Kak
npaBuno, Te4eHne 6onesHn bosee TAKenoe, 4HemM y AEeBOYEK, C
npeobnagaHueM NaTonornm rnas u cocyngos. Kpome pasnnyvnm s
reorpagmnyeckom pacnpegeneHun 3aboneBaHus, ero KInMHU4YecKmne
MPOSBNIEHNSA MOIYT Tak)Xe OT/INYaTbCs B Pa3HbIX YaCTSaX MUpa.
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1.9 OTnmn4yaeTtcsa nm bonesHb y aeten ot 60s1€3HMU y B3pPOCbIX?
Bb y neTen BCTpevaeTCsa pexxe rno CpaBHEHUIO CO B3POC/IbLIMU, HO Cpean
bonbHbLIX BB aeTen ceMenHble Cny4anm BCTpPeYalnTCsa Yalle, 4em cpeam
B3pocabiX. MNMpoasneHnsa 3aboneBaHnA Nnocae Nosi0BOro Co3peBaHns B
bonbLien cteneHn CXoOHbl C NposBAeHUAMU BONE3HN Yy B3POC/bIX. B
LLlesIoM, HECMOTPS Ha HEKOTOpble pa3inydngd, TedeHne bb y neten
NEeNCTBUTENIbHO HAaNOMMHAET TO, KakK OHa NpoTeKaeT Yy B3pOC/ibIX.
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