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1. YTO TAKOE TRAPS-CUHAPOM

1.1 Y10 3TO Takoe?

TRAPS-CMHOpPOM SBASAETCHA BOCNannTeNnbHbIM 3aboneBaHneM, KOTopoe
XapakTepulyeTcsa NoBTOPSAOLWLMMUCA MPUCTYMNAaMN NMNKOB BbICOKON
TeMmnepaTypbl MPOLOJ/IKUTENIbHOCTbLIO, KakK NpaBusio, OT ABYX A0 TpeX
Hegenb. JInxopagka obbIYHO CONPOBOXKAAETCS XKEeNyLOYHO-KULLEYHbIMN
paccTponcTteamm (6onu B XXnUBOTe, pBOTaA, Anapes), 6onesHeHHbIMU
KPaCHbIMW KOXHbIMU BbICbINaHUSAMN, 60JIbI0 B MbILLLLAX U OTEYHOCThIO
BOKpYr rnas. Ha no3gHux ctaamax 3aboneBaHnsa MOXXeT oTMeYaTbCH
HapyLweHne pyHKuMm noyvek. NMonobHblie ciydanm MOXKHO HabnwaaTb y
4Y/1IeHOB O4HOW U TOW »XXe CeMbM.

1.2 Kak 4yacTo BcTpe4yaeTca 3To 3aboneBaHue?

TRAPS-cnHapoM cHuTaeTcqa peakum 3aboneBaHmnem, Ho ero MCTUHHAaS
pacnpoCTPaHEHHOCTb B HAcTosLlee BpeMA Hen3BecTHa. 3aboneBaHune
nopa>kaeT oba nosia B paBHOW CTEMEHN N HAYNHAETCS, KakK NpaBunio, B
0eTCTBEe, XOTHA Obl/IM ONMUCaHbl TakXe NauneHTbl, Y KOTOPbIX AaHHOoe
3aboneBaHue pa3BUIOCh B 3pesioM Bo3pacTe.

MepBble caydYaun 6biin 3aperncTpupoBaHbl Y MNaLMeHTOB UPJiaHOCKO-
LUOTNAaHACKOro MPONCXoXXAeHns; oaHaKo 601e3Hb BbIABASAIOT TakXe B
APYrux aSTHNYECKUX rpynnax, TakKux Kak: ppaHuy3bl, UTanbsAHLbI,
cethapOckme eBpen N eBpen allkeHasmn, apmsaHe, apabbl n Kabunnbubl 13
Marpunba.

IaHHbIX B NOJIb3Y TOr0, 4TO BpeMs roga nUian KammaT BAUSET Ha
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Te4yeHue bonesHu, HeT.

1.3 KakoBbl Nnpu4uHbI 3aboneBaHma?

TRAPS-cnHgpom obycnossieH HaceaCcTBeHHON aHOManuen 6enka
(peuenTopa pakTopa Hekpo3a onyxonu | [TNFRSF1A]), koTopas
MPUBOAUT K YCUJIEHNIO HOPMaJIbHOW OCTPO BOCMANINTENIbHON peakunmn
nauveHTa. benok TNFRSF1A apngaeTca o4HUM U3 KNETOYHbIX
peuenTopoB, cneunuyHbIX 058 MOLWHOW BOCMasIUTENbHOWN
LVUPKYNPYIOLWEN MOSIEKYIbI, U3BECTHOW KaK (PaKTOp HEKPO3a ONyXoJiun
(PHO). Mpsamasa ceA3b Mexnay naMmeHeHnemM 6enka TNFRSF1A u
TSAXKesIbIMU peunanBmnpyrownMm BoCcnaanTelbHbIMU COCTOSAHNAMN,
KoTopble HabnwogatoTca npm TRAPS-cnHgpome, noka elle He A0 KOHLA
onpepesieHa. TONYKOM K pa3BUTUIO NpuUcTyna 3abonesaHnsa MoryT
CNYXXUTb UHPEKL NN, TPAaBMbl NI NMCUXOJIOrNYECKNIA CTpecc.

1.4 fiBnsertca nu 310 3aboneBaHue HacslenACTBEHHbIM?
TRAPS-cMHOpOM HacnenoyeTcd Kak ayTOCOMHO-AOMUHAHTHOE
3abosieBaHue. ATOT TUM HacNenoBaHMA O3HaYaeT, 4To 6osie3Hb
nepenaeTcsa O4HNUM N3 poauTenen, y KOToporo nmeetcs 3abonesaHune,
N KOTOPbLIN ABMAETCA HOCUTeNneM aHoManbHOM Konuu reHa TNFRSF1A .
Y Ka)K[o0ro 4yesioBeka nMmeeTcs 2 Konuuy BCcex reHoBs, Mo3TOMY PUCK
nepenayn mytmpoBasLlen konum reHa TNFRSF1A Kakxgomy pebeHky
cocTtasndgeT 50%. Mo)xeT BO3HUKaATb U MyTaumns de novo (HoBas); B
3TUX CNyYasX HU OOAUNH N3 poauTenen He nmeet 3aboneBaHUda N He
apnaeTca HocuTesnem MmyTaumm B reHe TNFRSF1A, a HapylweHne reHa
TNFRSF1A npoucxoanT npu 3a4aTtun pebeHka. B TakoM cny4vae puck
nosasneHns TNFRSF1A y apyroro pebeHka HOCUT Cny4YanHbIN XapakKTep.

1.5 NMoyemy Mo pebeHOK 3abonen 3Ton 60ne3HbI0O? MOXXHO NN
npeaoTBpaTUTb AaHHoOe 3aboneBaHme?
TRAPS-cnHapoMm aBngeTcsa HacneacTBeHHbIM 3aboneBaHunem. Y
4yesioBeKa, KOTOpPbIN ABSAETCA HOCUTEeNeM MyTaumm, MOryT N He
MPOABNATBLCA KJIMHUYeCckKne cmmntomMmbl TRAPS-cnHaopoma. B HacToswee
BpeMs 3To 3aboneBaHne He MOXXeT bbiTb NpeaoTBpaLLEHO.
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1.6 fiBnsercsa nm 310 3aboneBaHme UHPEKLNOHHBbIM?
TRAPS-cnHOpoM - 3To He nHdekynoHHoe 3aboneBaHune. 3Ta 6onesHb
MO>XeT pPa3BMBaATbCA TOJIbKO Y JINL, C FEHETUYECKNMUN HapYyLUEeHUAMU.

1.7 KakoBbl OCHOBHblI€ CUMNTOMbI?

OCHOBHbIMU CMMIMTOMaMUN ABJIAOTCA NOBTOPAOLWMECH NMPUCTYMbI
NnMxopankKu, KoTopble, Kak NpaBuio, ONATCA ABe-TPU Hegenun, Ho
MHOrga MOryT NMpoAo/HKATbCA B TedeHne bonee nnm meHee
ONNTENIbHOr0 BpeEMEeHN. 3TN aNMn304bl CONPOBOXKAATCA 03HOOOM U
WHTEHCMBHON 601b10 MbILLUL, TY/I0BULLA N BEPXHUX KOHEYHOCTEWN.
TUNNYHaNA CbiNb UMEET KPacCHbIN UBET, OT/In4aeTcss 60ONe3HEHHOCTbIO U
OTpa)kaeT BOCMajieHMe noasexxallero yd4actka KoXXn U MbiLlLl.
BONbWNHCTBO NMauUMEHTOB B Ha4aJsie npuUcTyna UcnbiToiBatoT raybokune
crna3sMaTuyeckme MbileyHble 6011, MHTEHCMBHOCTb KOTOPbIX
MocTerneHHo HapacTaeT, U OHM HAa4YMHaT MUTPUPOBaTb B Apyrme 4yacTtu
KOHEYHOCTEeN, C Nocaeayowmm nosaBaeHneM coinn. Yacto y 60bHbIX
oTMeYvalTcsa 60/ B XKUBOTE HEBLICOKOW CTEMEHN TAXKECTMH,
conpoBoXaatwmecsa TowHoTon 1 peoton. Ansa TRAPS-cuHapoma
XapaKTepHbl BocnasieHne 000/104KM, MOKPbIBaOLWEN NepeaHIon 4YacTb
rnasa (KOHbLIHKTUBbLI) WK NPUNYXJI0CTU BOKPYT a3, XoTsa 3TOT
CUMMTOM MOXXeT HabstogaTbCca n npu apyrmnx 3abonesaHmax. OnucaHsol
Tak>xe 6051 B rpyan, Bbi3BaHHbIe BOCNasieHUeM nsespbl (0605104KN,
OKpYy>Katlollen nerkme) nan neprkapaa (060104kn, okpy>xatoLien
cepaue).

Y HEKOTOpbIX MaumeHToB, 0CobeHHO B 3pesioM Bo3pacTe, bonesHb
npoTekKaeT BOJIHOOOPA3HO N nMeeT CybXpoHMYeCcKoe TevyeHue,
XapakTepusywuieecs BCnblWKamm 6051 B XKUBOTE, CYCTaBHbIMU
MblLLEeYHbIMK BOoNAMIN, rNa3HbIMU NPOSBAEHUAMMN C MOBbILLEHUEM
TeMnepaTypbl Tena uin 6e3 Hero U CTOMKUM NOBbILLEHNEM
nabopaTopHbIX NOKasaTesnen BocnaseHnsa. AMNMIonno3 aBnaseTca
Hanbosee TAXXesNbIM 00JITOCPOYHbLIM OCNoOXKHEeHNneM npu TRAPS-
cuHAapoMme, oTMevatowmmcsa y 14% 6onbHbIX. AMUIONO03 obycsioBneH
HaKoMJeHneM B TKaHU LNPKYINPYIOLLEero BeLwecTBa, KOTopoe
BblpabaTbiBaeTCs BO BpeMs BOCMNaJIeHUA N Ha3blBaeTCA CbIBOPOTOYHbIM
amumnongom A. OTnoxxeHmne amuionaa A B mMoYkax NpMBOLAUT K noTepe
bonbLworo KonmnyecTsa besika C MOYOW U NPOrpPeccupoBaHNIO MOYEYHOW
HeLOCTaTO4YHOCTMW.
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1.8 OaMHaAKOBO NiM NposABNsAeTCcA 3aboneBaHue y Bcex peten?
NpoasneHnsa TRAPS-cuHOopoMa BapbUpPYOT OT O4HOI0 nauueHTa K
APYyromMy B MJjiaHe Npoao/IXXUTENbHOCTU Ka)XXA0ro npucTtyna v
OANNTEeNbHOCTM BecCMMNTOMHbIX NepuofoB. CovyeTaHMe OCHOBHbIX
CUMMNTOMOB TakK)Xe BapbupyeT. BO3MOXXHO, 3TN pa3nnydma ot4acTu
00BACHATCA LENCTBMEM FreHeTU4YeCKnx akTopoB..
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