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NYPMNYPA LUEHJIENHA-TEHOXA
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1. YTO TAKOE NYPNYPA LUEHJNEMHA-TEHOXA

1.1 Y10 3TO Takoe?

MNypnypa LWeHnanHa-MNeHoxa (MLWIM) asnaeTca 3abonesaHueM, npu
KOTOPOM BOCMaJsieHne 3aTparmBaeT 0O4eHb MeJIKMe KPOBEHOCHbIE
cocyabl (Kannunnapsbl). 3To BOCNaJjieHMe B COCYyAaX Ha3blBaeTCH
BACKY/IUT 1 0B6bIYHO NoparkaeT MesIKne KPoBEHOCHbIE COCY bl B KOXE,
KNLWe4YHMKe 1 novkax. BocnaneHne B cocygax npuBoanT K
MOBbILLEHHON KPOBOTOYMBOCTU. B MecTax KpOBOU3IUAHUIN Ha KOXKeE
MOSIBNAETCS CbIMb KPACHOro UM hMosieToBOro oTTeHKa, Noj
Ha3BaHMeM nypnypa. Bo3Mo)KHa Tak>XXe NoBbILLEHHAA KPOBOTOYMBOCTb
KNLLIEYHUKa UK NoYeK, Bbi3blBas MOABJEHNE KPOBU B CTYJ1I€ UK B MOYe
(remaTtypus).

1.2 Kak 4yacTo BcTpe4yaeTca 31O 3aboneBaHue?

MLUI, XO0Ta 1 He ABNseTCs pacnpocTpaHeHHbIM 3aboneBaHnemM y geten,
OTHOCUTCSH K Yucny Hambosnee pacnpoCcTpaHEHHbIX CUCTEMHbIX
BAaCKYJINTOB Yy NMayneHToB B Bo3pacTe oT 5 no 15 net. 3abonesaHune
yalle BCTpeyaeTcs Y MaJIb4UKOB, 4eM y aeBoyek (2:1).

Ha 4yacToTy BCTpeyaeMocTun 3aboneBaHnsa He BAUAET 3THUYeCcKoe
MPOUCXOXXAEHNE NN reorpapu4ecknin permoH NPoXXmMBaHUA.
BonbLWKMHCTBO csiydaeB B EBpone n CeBepHOM noayLapum NponucxoaaT
31UMOWN, HO HEKOTOpPbLIE C/ayY4aun HabnaalTCa TakXXe 0CEHbIO NN
BecHon. MW nopaxkaeT npmnbnansntensHo 20 n3 100 000 neTen B ron.

1.3 KakoBbl Npu4uHbI 3aboneBaHma?
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HnKTO He 3HaeT, 4To Bbi3biBaeT NI, CynTaeTcs, 4To Bo3byanTenn
MHEKUMN (Takme Kak BUpYCbl 1 BakTepumn) noTeHUnaabHO MOryT
CZIY>KUTb TOJIYKOM K pa3BuUTUIO 6011€3HM, MOTOMY HYTO OHa 4acTo
NnosIBNAETCS Nocsie MHPEKLNN BEPXHUX AbIXaTesIbHbIX NyTen. Tem He
MeHee, MNLUI Tak)Xe oTMeYasilacb Ha (poHe nNpreMa IeKapCTB, YKYCOB
HaCEeKOMbIX, MepeoxaaKaeHnsa, XMMNYeCKUX TOKCUHOB 1 ynoTpebneHns
B Ny cneundunyecknx nuuiesbix aanepreHos. MU moxeT 6biTb
peakumen Ha MHpeKuunio (Ype3mMepHo arpeccuBHasa peakums NMMYHHOW
cucTeMmbl Bawero pebeHka).

CymTaeTcs, 4TO B oCHOBe 3abosieBaHUA NEXNUT naTosiorm4eckas
peakunsa UMMYHHON CUCTEMbI - B TKaHSX, MopaKeHHbIX ML
BbISIBJIAIOTCA crneundmnyeckme npoayKTbl UMMYHHOW CUCTEMbI, Takmne
KaK MMMYHOrnobynmH A (IgA). 3To NpMBOANT K MOParKEHMNIO MEJTIKMX
KPOBEHOCHbIX COCYL0B B KOXe, CyCTaBax, XeJly404HO-KNLLEeYHOM
TpaKTe, No4YKax N NHOraa B LEeHTpPasibHOW HEPBHOW CcUCTEME UK
ANYKaX.

1.4 fiBnseTca nm 31O 3aboneBaHMe HacneacTBeHHbIM? fABnserca
nun 370 3ab0oseBaHMe 3apa3HbiM? MOXXHO Nu NpeaoTBPaTUTDL
DaHHoe 3aboneBaHue?

MW He aBnseTcsa HacnencTBeHHbIM 3aboneBaHnem. OHO He ABNseTCs
NH(pEKUNOHHLIM 3abosieBaHMeEM N He MOXeET bbITb NpenoTBpaLLeHO.

1.5 KakoBbl OCHOBHbI€ CUMNTOMDI?

Beoywmm cCMMNTOMOM SIBAISETCA XapaKTepHasa KOXXHas CbifNb, KOTOpas
npucyTcTByeT y BCcex nauneHToB ¢ MLUT. Cbinb 06bIMHO HaYNHaAETCA C
MeJIKON KParnuBHMLbI, KpaCHble BO3BbILLAOWMECHA NATHA, Ha MecTe
KOTOPbIX CO BpEMEHEM MOSABAATCA (DNUONETOBbIE KPOBOU3INAHUA. DTO
Ha3blBaeTCH «ManbnupyemMas nypnypa», NOCKOJIbKY BO3BbILLUAKOLLYOCSH
Ha MOPa>KeHHbIX y4acTKax KOXXW CbiMb MOXXHO npolynaTk. Mypnypa,
KaK NMpaBuno, NOABASETCA Ha HUXKHUX KOHEYHOCTAX N Aroanuax, XoTs B
HEKOTOPbIX CNYyHasaX MOPa>KEHNA MOryT TakK>Xe MoABUTbLCA B APYrux
4acTax Tena (BepxHMe KOHEeYHOCTHU, TysloBULLE U T.4.).

Bonb B cycTaBax (apTpanrus) nnm 60ab n onyxaHme CycTaBoB C
OorpaHVUYeHneM OBUXKEHUS (apTpWUT), KakK NpaBwusio, 3aTparmeaeT
KOJIEHHbIE U FOJIEHOCTOMHbIE CYCTaBbl, pexXxe - Jiy4ye3ansacTHble
CYCTaBbl, JIOKTEBbIE CYCTaBbl N CyCTaBbl NasbLEB PYK. Takne ABNeHnS
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BCTpe4atTcsa y bonblWMHCTBA NauneHToB (> 65%). bonb B cycTaBax
N/VNn apTPUT COMPOBOXKOAETCA NErkom OTeYHOCTbIO TKaHEen U
00M1Ee3HEHHOCTbIO MAMKUX TKAHEW, PAaCMOIOXKEHHbLIX PAAOM C CyCTaBOM
N BOKPYr Hero. Ha paHHux ctaguax 3abonesaHns, ocobeHHO y
MaJIEHbKUX OeTen, MOXXET BO3HUKHYTb OTEK MAMKUX TKaHEW PyK U HOr,
nba n MOLOHKMN.

CnMNTOMBI, CBAA3@aHHbIE C CyCTaBaMn, HOCAT BPEMEHHbIN XapaKTep U
ncye3alT B TeYEHUE OT HECKOJIbKUX AHEN A0 HECKOJIbKUX Hedeb.
BocnaneHune cocynoB B 6bosnee 4emM 60% cnydaeB CONMPOBOXXAAETCH
bonamm B usote. 3TN 602N, KakK NMpaBuIo, HOCAT NPEPbLIBUCTbLIN
XapaKTep, JIOKaN3yTCA BOKPYr NyrnkKa U MOryT CONPOBOXAATbCA
NEerkKNMm NNn TaXXKeNbIMN XKenyao4YHO-KNLWEeYHbIMU KPOBOTEYEHNAMN
(remopparuen). B o4eHb pegkunx crydasax MOXXeT NMPOnU30oNTn 3aBOPOT
neTesib KNWWEeYHUKa. DTO ABJIeHNEe HOCUT Ha3BaHMe KNLLIEeYHOU
HeNpPoOXoAMMOCTU M Bbi3blBaeT 3aKyMOpPKY KNLLIEYHUKA, AN YCTPaHeHUs
KOTOPOMN MOXXeT noTpeboBaTbCA XMpyprmieckoe BMeLlaTeNnbCTBO.

B cnyyae BocnaseHus cocyoB NOYEK OHU MOryT KPOBOTOYUTb
(npnbnusntenbHo y 20-35% 601bHbIX). KpOoMe TOoro, MoryT pa3BuUTbCSH
remMaTypus (KpoBb B Mo4e) 1 npotenHypusa (besnok B Mo4e) OT SIerkomn
0o Taxesnon cteneHn. MNMpobnemsbl C NoOYKaMK, Kak NMpasuio, He HOCAT
cepbe3HOoro xapakrtepa. B peokunx cny4asax 3abonesaHne no4ek MoxxeT
ONNTbCA B Te4eHMe HECKOJIbKNX MeCALEB UK N1eT U NporpeccuposBaTh,
npuBoas K MoYe4YHOM HegocTaTovYHOCTU (1-5%). B Takux cnyyvasax
TpebyeTcs KOHCYbTaumna cneumanmcTa no 3abosesBaHnsam novek
(Hetbponora) B COTpyaoHMUYECTBE C JieYallMm BpavdoM naumeHTa.
CMMNTOMBI, ONNCaHHbIE Bbille, MONYyT MHOr4a Ha HECKOJIbKO AHEN
npeaLwecTBoBaTh MOSBAEHUIO KOXXHOM CbiM. OHN MOTYT MOSABAATbLCS
O4HOBPEMEHHO WJIX MOCTEMNEHHO, B Pa3/IM4HOM MopsgKe.

Opyrve cMMnToMbl, TakKmMe Kak Cyaoporun, KPOBOU3JIMAHUSA B MO3I NN
JNlerkne n otek an4ek, obycsioBaeHHble BoCnasieHNeM COCy40B B 3TUX
opraHax, BCTpevarTcsa peako.

1.6 OauMHaKOBO NU NpoABJiAeTCcA 3aboneBaHme y Bcex pgeten?
bonesHb 6onee nan MmeHee ogNMHaKOBa Y BCEX AETEN, HO CTeNeHb
MOPa>KeHNS KOXKN N OPraHOB MOXXKET 3HAYUTESIbHO OT/INYATbLCH OT
NauneHTa K NauneHTy.
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1.7 OTnm4yaeTtcsa nm bonesHb y aeten ot 6051€3HM y B3pOCabIX?
bonesHb y geTen He oTanyaeTcsa oT 3aboneBaHnNsa y B3pOCsblX, HO OHa
penKo NopakaeT MONoAbIX NaLMEHTOB.
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